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B yueOHHKE paccCMOTpPEHBI OCHOBHBIE IOJOXKEHUS OHOJOTMYECKOW XHMHHU.
[TpuBeneHbl cBeleHUsI O CTPYKTYpE U CBOMCTBaX OMOMOJIEKYJ, OMOIHEPTEeTHKE,
MOJIEKYJISIPHBIX OCHOBaX (pM3MOJIOTUYECKUX (PYHKIMIA opraHu3mMa. PaccMoTpeHsl
OMOXMMHUYECKHE OCOOEHHOCTH BAXKHEMIIMX OPraHoB M TKaHed. M31mokeHsbl
COBpPEMEHHBIE IIPEACTABICHHS O MOJIEKYJIIPHBIX OCHOBAX HAPYILICHUM IPU PSAC
MaTOJIOTUYECKUX COCTOSTHUM 1 0OJIe3HEH.

VY4eOHUK mnpeaHa3HAueH s OakalaBpOB MEIUIIMHCKUX BBICHIMX Y4E€OHBIX

3aBEJICHUU.



MNPEJUCJIOBUE
buoxumus -  Hayka, wu3ydamomias — MOJIEKYJSIDHYIO ~ OCHOBY
GYHKIIMOHUPOBAHUS KUBOW cucTeMbl. OHA, B 3aBUCUMOCTH OT TOJIXO0/a K
U3YYEHUIO JKMBOM MaTepuM JEJIUTCA Ha CTaTHYECKYl0, AWHAMUYECKYIO H
(GYyHKUIHOHATBHYIO.
Cratuueckas OMOXMMHS M3ydaeT CTPOCHHUE OMOMOJIEKYT U XUMHUYECKUN
(Ka4eCTBEHHBIN M KOJMYECTBEHHBIN )COCTaB OPraHU3Ma.
Jlunamuyeckass ~ OMOXMMHUS —~ W3y4aeT  MpEBpalleHUus  XUMHYECKHUX
COCIMHEHUM W B3aMMOCBSI3aHHBIX C HUMH TPEBPAIICHUN SHEPTHH B MPOIIECCE
KU3ZHENIEATEeIbHOCTH )KMBBIX OPTaHU3MOB.
OyHKIIMOHANBHAS ~ OWOXMMHS HW3ydaeT OWOXMMUYECKHE PEaKIuu,
Jexalue B OCHOBE (PU3MONOTMYECKUX mporeccoB. Ee uHOrna Ha3bIBAIOT
OMOXUMHUEH OPraHOB U CUCTEM.
B 3aBucuMoctT 0T O0O0BEKTAa WM HANpPaBIEHUS HCCIEIOBaHUMN
COBpEeMEHHasi OMOXMMHMSI pachajgaeTcs Ha CIEAYIOIIHMe CaMOCTOATEIbHbIE
pazmensl: 1) oOmast Ouoxwmmusi; 2) OuoopraHWYecKas XUMHs; 3) OHOXHMUS
JKUBOTHBIX; 4) OHOXHMMHS pPACTEHUU; 5) OMOXMMHS MHKPOOPTaHU3MOB; 6)
MEJIUIIMHCKAasT OWOXuUMHS; 7) BeTepUHApHas OWOXUMHS; 8) TEXHUYECKas
onoxumust; 9) sBomonnonHas Ouoxumus; 10) paguanuonHas Ouoxmmus; 11)
KocMHu4ecKkast Onoxumust; 12) suzumonorus; 13) mosiekyisipHasi OMOJIOTHSI.
B pa3BuTuu 6MOXUMUM BBIICISIOT TPU MIEPHOIA.
1. Jlonay4yHasi OMOXUMUSI — TIEPHO]T HAKOTUICHHS MPAKTHUYECKUX 3HAHHM
(ceipoBapeHue, MPUTOTOBIICHUE BUH, BbIJENIKA KOXK, BhIEUKa Xjaeba U
Ip.), JUISIIUACA ¢ IPEBHUX BpeMeH 10 cepenunbl XIX cronerus.

2. Knaccuueckass OMoxumusi — MepUOJ BbIAENEHUS U3 (U3HOJIOTUU B
KaueCcTBE CaMOCTOATENIbHOW Hayku (BTopas moJsioBuHa XIX Beka). B
ATOT mepuoj, OBLIM yCTAHOBIICHBI OOIIMK IJIaH CTPOCHUS TIABHBIX

ouonosuMepoB (OEJIKOB U HYKJIECHHOBBIX KHCJIOT) U OCHOBHBIX NyTei



XMMHUYECKUX IPEBpAICHUN BEIIECTB B opraHu3Max. MccnemoBanus
OCYIIECTBISUTNCh HAa OPraHU3MEHHOM, TKAaHEBOM H KJIETOYHOM
YPOBHSIX.

3. CoBpemeHHasi OMOXUMUS — BO3HUKJIIA BO BTOPOH MosioBUHE XX BEKa B

CBSA3U C IMEPEXO0J0M OMOXMMHYECKUX HCCIEAOBAHUI HA KaueCTBEHHO
HOBBI ypOBEHb — MOJEKYJSIpHBIA. OTOMYy CHOCOOCTBOBAJIO
MpUMEHEHNE HOBBIX (U3UKO-XUMHIECKIX METOJIOB
(PEHTreHOCTPYKTYPHBIN aHaNIK3, dJEKTPOHHAST MUKPOCKOTHUS, ra30Basl,
KUJIKOCTHAsi Xxpomatorpadus, meron medeHbix atomoB, UK- u YO-
cnekTpodoToMeTpusi,  (PIFOOPECIICHTHBIN,  OUOIIOMUHECIIEHTHBIN
aHanus, anekTpodopes, Macc-CIEKTPOMETPHSI,
ynbTpanenTpudyrupoanue, AMP, JI1P u ap.).

[IpeanaraeMplii  y4yeOHUK TMOCBSIIEH K PAacCMOTPEHHUIO BOIPOCOB
JTUHAMUYECKOM OMOXMMHUHU, a UMEHHO OoOMeHa BeliecTB (MeTaboau3M) U €ro
pETyIAIUi0. YUYUThIBas, YTO OCHOBHBIMHU TOJIB30BATEISIMU JTAHHOTO Y4eOHHMKA
SBJIAIOTCS CTYACHTHl MeauIMHCKUX BY30B, aBTOphl u3naranum marepuan
CBSI3BIBAsI MOJIEKYJISIPHBIE TPOIIECCHI C (DU3UOJIOTHUESCKUMU (DYHKITUSIMU KIIETKH,
opraHa W Bcero opranusma B 1enoMm. [Ipu 3TomM paccMmaTpuBaIUCh TaKXKe
HapyILIEHUs METa0OJIMYECKUX PEAKIUN U JIeKalue Ha MX OCHOBE IMATOJIOTHUH.
CtyneHThl MEAWKW JOJDKHBI TIOMHHTH, YTO HMMEHHO OMOXWMHUS SIBIISICTCS
MOJIEKYJIIPHON OCHOBOWM MOHMMaHHUSl (PYHKIIMOHMPOBAHUS OpraHU3Ma M, 3Has
ee, B JalbHEUIIEM MOXHO OyJIeT TIOHMMAaTh MEXaHU3Mbl Pa3BUTHS
MATOJIOTHYECKUX MPOIIECCOB.

3aB. kad. METUIIMHCKON U OMOJIOTHYECKON

Xumun TamlIMU, 1.6.H., mpod. H.M.FOnnames



CIIUCOK COKPAIIEHUI
AJl — apTrepualibHOE JaBJICHUE
A" — aHTUIMYpETHYECKUI TOPMOH (Ba30TIPECCHH)
AJ1® — agenosunandochopHas KuciaorTa, aaeHo3uHAu-PpochaTs
AKTT — agpeHOKOPTUKOTPOIHBIA TOPMOH
AJIT — anannHamuHoTpaHcdepasa
AM® — anenozuamonopocdat(br)
NAM® — nuknmueckuit aneno3nn-3',5'-Mmonodocdar
anoJII I — amoymmnonporenH
AIl® — aHrnoTeH3UH-NIPEBPAILAIONTNI (PEePMEHT
ACT — acnapraramuHoTpaHcdepasa
AT — anTHUTENO, aHTUTENA
AT® — anenosuntpudocopHas Kkuciora
AT®d-aza — anenozunTpudocharaza
All — aneHuIaTIUKIa3a
AXAT — anermin-KoA-xonecreponamnunrpancdepasa
BMK — BBICOKOMOJIEKYISIPHBIE KHHUHOT€HBI
['AMK — y-aMuHOMAacIgHas KUCIIOTa
['’1® — ryanozungudocdar
I'MK — rnmagkoMeblieyHast KJIeTKa
['M® — ryano3uamoHnodocdar
I'TI9TE — ruaponepokcu1 3MK03aTeTPOSHOAThI
IT — rmyratnonTpancdepasa
['T® — ryano3unTtpudocdar
['DOTE — ruipokcu3Ko3aTeTpOECHOAThI
JI — nanbToH (1ocJie YUCIOBOrO 3HAYEHUS)
JAID — auanuirauiepoibl
JIHK — ne3okcupuOoHyKIeMHOBAsT KUCIIOTA

JNO®A — nuokcudeHunaiaHuH



Hdd — nunsonponundropdocdar

KKT — xenya04HO-KUIICUHBIN TPaKT

NJI — nHTEpIICVKNH, NHTEPICUKUHBI

NM® — unozuamonodocdar

N®; — unosuntpudocdar

N®H — unTtepdepoH, nunrepdepoHbl

KJ[ — KunoganbToOH

KK — kpeaTnHkuHa3a

KoA — xodepmeHT (ko3H3uM) A

KoQ — xodepmenT (kosH3uM) Q

KIIP — KHUCIOTHO-11I€JIOYHOEPABHOBECHUE

K® — Knaccuduxkanus OepMeHTOB

JII' — nmroTeHHU3UPYIOINUNA TOPMOH, JIFOTPOIIUH
JIAI' — nmakTatneruaporeHasa

JIIT — nmumonpoTenHbl

JITIBII — numonpoTenHbl BBICOKOM IIJIOTHOCTH
JIII-numasza — JIUnonpoTEeUuHIIUIA3a

JIITHIT — nmunonpoTerHbl HU3KOM IIIOTHOCTH
JIITOHII — nunonpoTenHbl 04€Hb HU3KOW IIJIOTHOCTH
JIIIII — nunonpoTerHbl MPOMEXKYTOYHOU TIIIOTHOCTH
JIXAT — nenutuHXOIECTEpOIamiITpaHchepasa
MAI" — MOHOAIEUITIUIIEPOHbI

MAQO — MoHOAMHHOOKCH1a3a

OIIK — oOmumii myTh KaTaboa13Ma

MsaPHIT — manble siaepHbie puOOHYKICOTPOTEHUHBI
IITT" — nmapatupeongHbI TOPMOH

CE — cyObenunniia

[IKA — nporenHknHaza A

[IKC — nporennkunaza C



[TOJI — nepekucHoe OKUCIEHUE TUTUI0B
[TOMK — npoonnomMenaHoKOpTUH

[1® — nupuaokcansdocdar

[II1P — nonuMepa3zHas uenHas peakiuus
[TAJI — nmonumopdHOSIEPHBIC JIEUKOIIUTHI
PHK — puboHnykienHOBasi KMCJIOTa

MPHK — marpuynas PHK

pPHK — pu6ocomuas PHK

TPHK — tpancnopraas PHK

PHP — pubonykneotuapenykrasa

POC — petukynosHaorennanbHasl CUCTEMa
CCC — cepaeuHo-cocyaucTasl cucTeMa
CTI' — coMaTOTpONHBIN TOPMOH

TAI' — TpuanunariInepossl

TID — tuamuaaudocdar

TTI" — TUpEOTPONHBIN TOPMOH
YD — ypunuaaudocdar
YM® — ypuguamonodocdar

YT® — ypuguntpudocdar
YOO — ynprpaduoneroBoe o0ydeHrE
DOADC — 3-bochoanenoznn-5-pocdocynbdar
OPJID — dochopudosungudochar
OCI" — GoMUKyYI0CTUMYTUPYIOMINUNA TOPMOH, (OJLTUTPOIIUH
XI'T — XOpHOHUYECKUN TOHAIOTPOIIMH
XM — XHJIOMHUKPOHBI

HAD — muruaunaudocdar

IM® — nutuguamoHodocdar

[HHC — uenTpasibHasi HEpBHAsi CUCTEMA

T2 — uens nepeHoca 3MEKTPOHOB



LTK — 1muka TpukapOOHOBBIX KUCIOT, Ik Kpebdca
HT® — uutuguatpudocdat

OP — 3HI0MIa3MaTUYECKUI PETUKYITYM
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BBEJIEHUE

buoxumus  —  Hayka, uU3ydyaromas — MOJIEKYJSIPHYIO ~ OCHOBY
GyHKUMOHUPOBaHUS KUBOM cuctembl. OHA, B 3aBUCUMOCTH OT MOJXOJa K
U3YYECHUIO JKUBOW MaTepUM JEJIUTCS HAa CTAaTUYECKYI0, IUHAMUYECKYI0 U
(GyHKUIHOHATBHYIO.

Cratuueckass OMOXUMHS M3y4aeT CTPOEHHUE OMOMOJIEKYJ U XMMHUYECKUN
(Ka4eCTBEHHBIN M KOJMYECTBEHHBII)COCTaB OPraHU3Ma.

Jlunamuyeckass  OMOXMMHS ~ M3Y4aeT  MpEBpalIeHUsT  XUMHYECKHUX
COEIMHEHUI U B3aMMOCBS3aHHBIX C HUMH IMPEBPALICHUN SHEPTUU B Ipoliecce
KU3ZHEICATSIIbHOCTH JKHUBBIX OPTaHU3MOB.

OyHKIMOHANbHAS ~ OMOXMMHS  HM3ydyaeT OHOXMMHUYECKHE pPeaklluu,
Jexane B OCHOBE (DU3MOJIOTMYECKUX MporeccoB. Ee HHOrma HasbpIBaloT
OMOXUMHUEN OPraHOB U CUCTEM.

B 3aBucuMoctH OT O0O0BEKTa WM HaIpaBIEHUS  MCCIEIOBaHUN
COBpEeMEHHasi OHOXMMHS pachagaeTcs Ha CJEIyIOIIMEe CaMOCTOATEIbHbIC
pazaenbl: 1) obmras Ouoxumus; 2) OwoopraHuyeckas Xumus; 3) OHOXUMUS
KUBOTHBIX; 4) OWOXMMHS pacTeHU; 5) OMOXUMHUS MHUKPOOPTaHU3MOB; 0)
MEIUIIMHCKAasT OWOXUMHS; 7) BeTepUHApHAs OWOXUMHS; 8) TEXHUYECKas
ouoxumust; 9) sposmornmonHas omoxumus; 10) paguanronHas Ouoxumus; 11)
KocMuueckast Onoxumus; 12) susumodnorus; 13) MonexynsipHast OMOIOTHS.

B pa3BuTuu OMOXUMUM BBIACIAIOT TPU MEPUOJIA.

4. JlonayuHass OMOXUMHSI — TEPUOJ HAKOIUICHUS MPAKTUYECKUX 3HAHUU

(ceIpoBapeHme, MPUTOTOBIICHNE BUH, BBIJCNIKA KOXK, BBIIEUKA Xjeba u
Tp.), JUISIIUACA ¢ IPEBHUX BpeMeH 10 cepeuHbl XIX croneTus.

5. Knaccuueckast OMOXUMHS — TEpUOA BBIICICHUS U3 (PU3UOJIOTUU B
KaueCcTBE CaMOCTOATENIbHOW Hayku (BTopas moJsioBuHa XIX Beka). B
ATOT Mepuoj, ObLIM YCTAHOBJIEHBI OOLIMH IJIaH CTPOCHUS TIABHBIX
OouomnonumMepoB (0ETKOB M HYKJICMHOBBIX KHUCIIOT) M OCHOBHBIX IyTEH

XHUMHYECKUX HpCBpaH_ICHI/Iﬁ BCUICCTB B OpraHu3Max. HCCHCI{OB&HI/I}I
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OCYIIECTBISUTNCh HAa OPraHU3MEHHOM, TKAaHEBOM H KJICTOYHOM
YPOBHSIX.

6. CoBpemeHHass OMOXMMHSI — BO3HUKJIA BO BTOPOI MOJIOBUHE XX BEKa B
CBSI3U C TMEPEXO0JI0OM OMOXMMHYECKUX HCCICAOBAHUI HA KAa4€CTBEHHO
HOBBIA YpOBEHb — MOJEKYJSpHBIA. ODTOMYy CHOCOOCTBOBAJIO
IpUMEHEHHUE HOBBIX (U3NKO-XUMHUYECKUX METOJIOB
(PEHTTEHOCTPYKTYPHBINA aHAIH3, JIEKTPOHHAS MUKPOCKOTIHS, Ta30Bas,
KHUJIKOCTHAsT XpomaTorpadus, Meron medeHbix atoMoB, K- u YO-
cnekTpodoToMeTpusi,  (PIIOOPECIICHTHBIN,  OWOIIOMUHECIIEHTHBIN
aHam3, anekTpodopes, Macc-CIEeKTPOMETPHSI,
ynbTpanenTpudyruporanue, AMP, OI1P u ap.).

[Ipenyaraembiii  y4eOHUK TOCBSIIEH K PAacCMOTPEHHIO BOIPOCOB
JTUHAMUYECKOM OMOXMMHUHU, a UMEHHO OOMeHa BeliecTB (MeTaboJau3M) U €ro
peryNsnuio. YUYUThIBasg, YTO OCHOBHBIMU MOJIb30BATEISIMU JTAHHOTO Y4eOHHKA
SIBISIIOTCS.  CTYJEHThI MeAurnuHCKux BVY30B, aBTOphl u3maraim wmaTtepua
CBSI3BIBast MOJICKYJISIPHBIC MPOIIECCHI ¢ (PU3HOJIOTHIECKIUMH (QYHKITUSIMU KIIETKH,
opraHa W BCEro oOpraHm3Ma B IeloM. [Ipm 3TOM paccMaTpUBAIUCh TaKXKe
HapyIICHUS METa0OIMUYECKUX peakluid U JieKallue Ha WX OCHOBE IMAaTOJIOTHH.
CTyneHThl MEIWKH JOJDKHBI TMOMHHTH, YTO HWMEHHO OWOXUMHUS SBISETCS
MOJICKYJIIPHON OCHOBOW TOHMMAaHHS (DYHKITMOHMPOBAHUS OpPraHWU3Ma M, 3HAS
ee, B JalbHEHIIEM MOXHO OyJeT TIOHMMAaTh MEXaHU3Mbl Pa3BUTHSI

MaTOJIOTHYICCKUX IIPOLCCCOB.
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I'JIABA 1.
BBEJIEHUE B OBMEH BEHIECTB

C TOuYkM 3peHHUs TEPMOJMHAMHUKH YEJIOBEUECKHH OPTraHU3M SBISETCS
OTKPBITOH CHCTEMOM, T.€. CUCTEMOM, OOMEHUBAIOIIAS’ICS C BHEIIHEH cpenoit
MaTepuen U 3Heprueur. B To ke BpeMsi OpraHu3M SIBJISIETCS KUBOM CUCTEMOM.
KuBasg cucrema paccMaTpuBaeTcs KaKk  €IUHCTBO, COCTOSIIEE W3
CaMOOPTraHU3YIOIIUXCS,  CaMOBOCIPOU3BOMSIIMXCS ~ 3JIEMEHTOB,  aKTUBHO
B3aUMOJICMCTBYIOIIMX C  OKPYXKAIOWIEM CPEJOM U  HMMEIOIIEEe  TaKue
cnenugpuuecKre NpU3Haku Kak:

1. JuckpeTHOCTh (3KMBas CHCTEMa COCTOMUT M3 OTHEJIbHBIX YacTeil) U
[lenocTHOCT, (BCE 4YACTH CHCTEMbI B3aMMOJIEUCTBYIOT MEXKIY
co0oit);

2. CTpyKTYypUpPOBAHHOCTB;

3. IIpoTuBO3HTpONUITHAS HAIIPABIECHHOCTD;

4. OTKpBITOCTH (CUCTeMa OOMEHSIETCSI C BHEUIHEH Cpenol dHEepruei u
MaTepuei);

5. EquHcTBO XHMMmyeckoro cocrtaBa (98% XMMHUUYECKOro COCTaBa
YKUBBIX OPraHU3MOB MPUXOJIUTCA Ha 6 3JIEMEHTOB: Kuciaopon (62%),
yraepon (20%), Bomopon (10%), azor (3%), kanbumii (2,5%) u
bocdop (1,0%));

6. Camoperynsauust  (yCcTaHaBlIMBaHWE W  MOJAJEpPKUBAHHUE  Ha
ompeeIEHHOM YPOBHE (PU3HMOJIOTHYECKUE TIOKA3ATENU CUCTEMBI) U
camoopranuzaius (IpUCIocoOIAThCS K U3MEHSIOIMIMMCS YCIOBHSIM
3a CUeT U3MEHCHHUS CTPYKTYPHI CBOCH CHCTEMBI YITPABIICHHS);

7. CaMOBOCHIPOU3BEJICHHUE;

8. 3MeHUYHUBOCTD,

9. CnocoOGHOCTh K POCTY U Pa3BUTHIO;

10.Pa3npaxumMoCTh.

O6men BCIICCTB KUBBIX OPraHU3MOB BKJIFOYACT.
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a) OCTYTUICHUE BEIIECTB U3 CPEAbl B OpTaHU3M (IMUTAHUE U JIBIXaHUE);
0) mepeMeIieHus U MPEeBpAIICHUsT BEIIECTB B OpraHu3Me (MPOMEKYTOUHBIN
00MEH);
B) BBIJIEJICHHE KOHEYHBIX TPOTYKTOB OOMEHa.

[TocTymiaeHre BEIIECTB B OpPraHW3M H  BBIJICICHHE IPOJAYKTOB
MeTa0oIM3Ma B COBOKYITHOCTH COCTAaBIIIIOT OOMEH BEIECTB MEXIY CPEIAou u
opranu3MoM. B Tabi. mpuBeaeHB HEKOTOPHIE BEIUYUHBI, XapaKTEPU3YIOIINE

0oOMeH BCIICCTB Yy YCJIOBCKA.

BemecTBo

Copnep:xkanne B
opraHusme, r

CyTouHo®

CyTouHoe
BBIIeJIenne, I

02
CO2
Boaa

Opranuyeckue BelecTa: 0eJKH

JIHIMTAABI
yriaesoabl
HYKJICHHOBbIE€ KHCJIOThI

MOYeBHHA
MumnepaJibHbIe COTH

42 000
15000

10 000
700
700

3500

850 (~ 600.1)

2200
80

100
400

20

1000 (~500.1)
2600

30
20

Bcero...

71900

3650

3650

Opranus3m B3pOCIIOTO 3I0POBOTO YEIOBEKA HAXOIUTCS B CTAIMOHAPHOM
COCTOSIHMM,T.€. €70 MACCa COXPAHSIETCS MOCTOSIHHOW. JTO SBIISETCS CIEICTBUEM
TOTO, YTO Macca MOTPeOsEMbIX BEIIECTB PABHIETCS MACCE BBIJCISIEMBIX 33 TO
e BpEMSsI BEIIECTB.

Yenosek B cyTku notpediser npuMepHo 600 T opraHuYecKUX BEIIECTB B
Bujie mumy. O01as Macca OPraHMYECKHUX BEIIECTB B TEJIE YEIOBEKA COCTABIISICT
OKOJIO 25 KrI; CJel0BaTelbHO, YEJOBEK MOTPeOsSeT TaKyl K€ Maccy
OpraHUYECKUX BEIIIECTB, KaKas UMeETCs B €ro Tene, 3a 40-50 quen.

B T0 ke BpeMs MexXay COIEpKaHHEM OMPEIeICHHOr0 Kiacca
OpraHMYECKUX BEIECTB B OPraHU3ME U BEIMUYMHON MX CYTOYHOI'O MOTPEOJICHUS
HET COOTBETCTBHS. Tak, eciu TUTST OenKoB OTHOIIICHUE
«coaepxkaHue/moTpedienne» papuaercs npumepHo 180, To i yriaeBoI0B OHO
MeHee 2, T.e. pasziuuue Mo 3ToMy KOd(QPUIMEeHTy Mexay OelkaMu W

YIJIIeBOJaMHU ITOYTHU CTOKPATHOC. 910 03HAa4acT, 4TO OCHOBHAsA 4YaCTb ITHIICBBIX
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YTIEBOJOB MCIOJIb3YETCS KaK NCTOYHUK SHEPTHH M PACMaNaeTCs 0 KOHESYHBIX
NPOAYKTOB  OOMEHa, MHUHYS  CTaJAWI0 BKJIIOYEHUS B  CTPYKTYpPHO-
(GyHKIHOHATIbHBIE KOMIIOHEHTHI KJIETKH.

[Iuma denoBeka — 3TO, B OCHOBHOM, OpPraHUYECKUE BEIIECTBAa THUIA
O€JIKOB, YIJIEBOJIOB U KHUPOB, OHU COCTOSIT, B OCHOBHOM, U3 TaKUX 3JIEMEHTOB,
KaK yTJepoJl, BOJOPOMA, KUCIOPOA M a30T. DTH K€ AJIEMEHTbl BXOISIT B COCTaB
TJIABHBIX KOHEYHBIX MpOAyKToB oOmeHa BemectB — CO,, H,O u MouyeBUHBI
(H,N-CO-NH,). Bogopon opranuueckux BeiecTB BbiBoguTcs B (popme H,O.
OpranusM BbIAETSAET BOABI OOJbIle, YeM moTpedsseT (cM. Tabdmn.). [Ipumepno
400 T BoaBI OOpa3yeTcs 3a CYTKM B OpraHU3ME W3 BOJOPOJAa OPTaHUYECKUX
BEILIECTB ¥ KUCJIOPO/Ia BABIXaeMOTr0 BO3lyXa (MeTaboanueckas Bojia).

KpomMe OCHOBHBIX KOHEYHBIX MPOJYKTOB OOMEHA BEIIECTB, YEJIOBEK
BBIJICJISIET C MOYOM, KaJoOM, TIOTOM, BBIIBIXa€MbIM BO3JIyXOM MHOTO M JIPYTUX
BEIIIECTB, HO B HE3HAUYUTENbHBIX KOJIMYECTBAX. XOTS MX BKJIAJ B OOUIMI OanaHC
oOMEeHa BENMIECTB MEXKIy OpPraHu3MOM U  CpEIod  HEBEJIUK,0JHAKO
(bu3MONOruYecKoe 3HA4YeHHE BBIICIICHUS TaKUX BEIIECTB MOXKET ObITh
CYIIECTBEHHBIM. Tak, HapyIIeHUE BBIICICHUS TPOIYKTOB paclajga reMa Wiu
IPOJYKTOB METa00JIM3Ma YYKEPOJHBIX COCIMHEHHM, B TOM YHCIIE JIEKapCTB,
MOXXET OBITh NMPUYUHON TSKENBIX HApylUIEHWH OOMEHa BeleCTB W (DYHKIIMIA
opraHusma.

I OMoXMMUM HaMOOJBIINM MHTEPEC MPEJCTaBISCT MPOMEXYTOUHBIN
oOMeH. OH BKJIIOYAET CIEIYIOIINE MOJIEKYJISIPHBIE POLIECCHI:

1. B3aumonericteue MoJieKya 0€3 M3MEHEHHWS WX KOBAJEHTHOM

CTpYKTYpblL. 1o cyTu — 3T0 (PU3MKO-XUMHYECKHUE MPOIECChl, B X0J€ KOTOPHIX
obpasyrorcst ocobbie KoHTIIOMepaThl. K mpumepy, cOOpKaoIuroMepHbIX OEIIKOB
U3 MPOTOMEPOB; caMOCOOpKa KJIETOYHBIX OpraHesul U MeMOpaH; 0Opa3oBaHME
nsoviHon crnmpanu  JIHK; npucoenunenue amunoamun-TPHK xk mMPHK wu
pubocomMaM; TMPHUCOCIUHEHUE AJUIOCTEPHUECKUX A(D(PEKTOPOB K PETYISATOPHBIM

HeHTpaM GEepMEHTOB; NPUCOETUHEHUE KUCTIOPOa K TEMOTJIO0UHY U JIp.
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2. B3anMonercTBug MOJIEKYIJI, 3aBEPIIAIOIMECT UW3MEHEHUEM UX

KOBAJIGHTHON CTPYKTYpPBl. DTO W €CTh COOCTBEHHO XUMHUYECKHUE IMPOIIECCHI.

COBOKYIIHOCTh 3THX TIPOIECCOB Ha3bIBAlOT MeTabonm3mom (metabole—
U3MEHEHUE, TPEBPAILICHUE).

3. [Iepenoc BemniecTB. OOBIYHO MTEPEHOC BEIIECTB B OPraHU3ME JCIAT

Ha 3 TPYMNIIbIL:

a) TPAHCTIOPT C KPOBBIO U JUM(POH. XOTS 3TO YACTO MEXAHUUYECKUI
npolecc, MHOTHE BelecTBa (TOPMOHBI, BATAMHHBI, JIMITH]IbI, HOHBI METAJIIIOB
Y JIp.) TPAHCTIOPTUPYIOTCS CO CIICIIHATBLHBIMHA TPAHCTIOPTHBIMU OEIIKaMH.

0) TpancmeMOpaHHBI TiepeHoc. [IpuMepamu Takoro mepeHoca
CIYKUT TPAHCHOPT BEIIECTB M3 KHUILIEYHHKA B KPOBb 4Yepe3 MeMOpaHbI
SHTEPOLUMTOB U CTEHOK KalWLISAPOB; TPAHCIOPT BEIIECTB M3 KPOBU H
MEKKJIETOYHOTO TPOCTPAHCTBA B KIETKM pa3HbIX OPraHOB 4Yepe3 HX
MeMOpaHbl U1 HAa00OPOT; TPAHCHOPT BEIIECTB B MOYEYHBIX KIyOOUKax — U3
KPOBH B MEPBUYHYIO MOYY, a B IOYEYHBIX KaHAJIbIAX — U3 MEPBUYHON MOYM B
KpOBb 4epe3 MeMOpaHbl COOTBETCTBYIOIIHUX KJIETOK.

B) BmayTtpuxnerounsiii mneperoc. OH MOXeT OBITH OOBIYHBIM U
TpaHcMeMOpaHHbIM (K ipuMepy, Tpancniopt MPHK u3 siipa B utomnasmy).

METABOJIN3M

B uBBIX KJIETKax MPOTEKAET MHOXXECTBO (PEPMEHTATHUBHBIX PEaKIIUHl.
Bcest coBOKymHOCTh 3THUX peakuuii HazpiBaeTcsi meTaboimn3MoM. Ero wyacto
NyTalOT ¢ OOMEHOM BellecTB. B paMkax MHOTOKJIETOYHBIX OPTaHU3MOB 3TH
NOHATHS CYIIECTBEHHO OTJIHMYAOTCA (Y OJHOKIETOYHBIX OHHU JOBOJIBHO
osm3kn). OOMEH BelecTB MOHATHE OoJiee MmHUpOKoe, yeM merabonu3Mm. Tak,
BBIICJIAIOT BHEIIHUW M IMPOMEXKYTOUHBIH OOMEH BeullecTB. BHemHuit oomMeH
BEILIECTB — BHEKJIETOYHOE MIEPEBAPUBAHUE BEIIECTB HA MYTAX UX MOCTYILICHUS
U BblJAENEHUS U3 opraHu3ma. [lpomMexxyTouHblii OOMEH BELIECTB —
IIPEBpAILCHUE BEUIECTB BHYTPU KIETOK C MOMEHTa HMX IOCTYIUIEHUSA J0

00pa3oBaHUs  KOHEUHBIX  MPOJYKTOB. BHYTpHM  KIETKH,  BEIECTBO
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MeTabomu3upyeTcsi, T.€. TMpEeTeprneBaeT psja XUMUYECKUX HW3MEHCHWH,
Katanu3upyeMbix pepmentamu. [locrmenoBaTenbHOCT, TaKMX XUMUYECKUX
U3MCHEHUN  Ha3bIBaeTCs MeTaboiMMYecKuM myTéM, a oOpasyromuecs
MIPOMEXYTOUHBIC TPOAYKTHl — MeTabonutamu. Metabolnyeckue MyTH TI0
dbopMme nenarcs Ha JguHeiHble (puc. Xa) u nukiaudeckue (puc. X0). OnHako
MEeTa0O0JIMYECKUECITYTH YaCTO Pa3BeTBIAIOTCS (pric. XB).

[To xapakTepy MeTa0OJIUYECKHUE TTyTH JCISATCS Ha OOMUA (IIEHTPATbHBIN )
u crnenuduueckue. OO myTh MeTadoiau3Ma — 3TO MYTh IPEBpAICHUS
OCHOBHBIX THUIIEBBIX BEMIECTB (YTJIEBOJOB, KUPOB, OCIKOB W HYKIEHHOBBIX
KHCIIOT) B KieTke. Ha »Tux myTsx oObeM MeTaOOoIU3MPYIONIUXCS BEIIECTB
JIOBOJILHO BHYIIUTENBbHBL. Hampumep, B oOpraHm3Me B3pOCIOTO YeIOBEKa

CIKCCYTOUYHO OKHUCIIACTCA HECKOJIbKO COTCH I'PaMMOB TJIFOKO3bI 10 C02 U BOJBI.

A—B—>»C—>D—>E—F
E; = E5 - E Ey = Eg

Puc. X. ®opMbI METa00OIMYECKUX MTyTEH B OPraHU3ME.
a — IMHEeWHas; 0 — UKIWYecKas; B — CMEIIaHHAas MyTh.

Kpome meHTpalbHBIX MyTeH €CTh M JPyrue MeTaO0OJUYECKHUE IMYyTH CO
3HAYUTEITFHO MEHBITUM TOTOKOM METa00JIUTOB (€KEeCYTOUHBIN CHUHTE3 WIU
pacmaj, TpH  OTOM M3MEpSAETCS MWUIMTpaMMaMH). OTH  CIEIHAIbHbBIE
METa0OJIMYECKHUE ITyTH COCTABIISIIOT TaK HAa3bIBACMBIM BTOPUYHBIA META0O0JIH3M,
pOJIb KOTOPOTO — B OOpa30BaHUU PA3NIMUYHBIX CIIEIUATU3UPOBAHHBIX BEIECTB,
TPEOYIOMNXCS KJIIETKaM B MaJIbIX KoJIndecTBax. K BTOpUYHBIM METa00TMUYECKUM
OyTsIM  TIPUHAIICKUT, HANpUMep, OMOCHHTE3 KO(DEPMEHTOB W TOPMOHOB,
MOTOMY YTO OTH COCAMHEHHUS BBIPAOATHIBAIOTCS M HUCIOJIB3YIOTCS TOJBKO B

CJIICAOBBIX KOJMYECTBAX. Cotnu pa3siINYHbBIX BbICOKOCICIHNAIN3NPOBAHHBIX
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OMOMOJIEKYJI, B TOM YHCJIE HYKJICOTH/IbI, MTUTMEHTHI, TOKCUHBI, aHTUOMOTUKH H
QIKAJIOUBI, TPOAYIUPYIOTCS Yy pas3HbIX (GOpM KU3HM Ha BTOPUYHBIX
METa0OJINYECKUX MYTSX.
MeTa6013M BBINOJIHAET TP crienuduueckue GyHKINH:
1. DHepreruueckas — T.e. CHAOXKEHUE KIETKU XUMUYECKOU dSHEPTUEH;
2. Ilnactuueckas — CHHTE3 MaKpOMOJEKYJ KaK CTPOUTENbHBIX OJIOKOB;
3. Cnenuduueckas — CHHTE3 W pacmaj; OMOMOJICKYJ, HEOOXOIUMBIX
JUTSL BBITIOTHEHUSI CIENU(PUIECKUX KIETOYHBIX (PYHKIIHM.
B MeTtabonu3me BBIAEISIOT 1BA OCHOBHBIX HAaIpaBJICHUS MPEBpaIICHUI
BEIIECTB: KaTaboim3M u aHabom3M (puc. 6.2 Hukomaes).
Puc.
KATABOJIU3M U AHABOJIN3M

KaTtabosim3Mm — 3To paciuieryieHue U OKUCICHHUE CIOKHBIX OpraHUYeCKUX
MOJIEKYJd J0 ©OoJiee MPOCTBIX KOHEYHBIX MNpOAyKTOB. Ilpu 3TOM
BBICBOOOXKJAETCSI  DHEPrus, 3aKIIOYEHHOM B  CJIOXKHOW  CTPYKTYype
pacliensieMoro BEILIEeCTBA. bojblllas 4acTb DHEPrUHM PACCEUBAECTCA B BHUIE
Terja, aMeHbllas — 'mepexBaTbiBaeTcs" KO(EPMEHTaMH OKHUCIUTEIbHBIX
peakuuiit HAJl u ®AJl, HekoTopass 4acTh Cpa3y MCIOJb3YETCS IJ CHUHTE3a
AT®. Ilpu peakuusix OKHCIEHHUS BBICBOOOXKAAIOTCS aTOMbl BOAOPOJA,
KOTOPbIE€ UCIOJIB3YIOTCS KJIETKOUW MO JBYM HAIMPABICHUSIM:

1) nns BoccranoBienus HAJI® po HAJI®H, wucnonssyemas mis
aHA0OJMMYECKHUX PEaKIUH;

2) mis BoccranoBinenus HAJl u ®AJ] no HAJIH u ®AJIH,, koTopsie
UCIIOJIB3YIOTCA Ha oOpazoBaHne AT® B aAbIXaTeabHOW IENH
MUTOXOHJIPUH.

Beck kaTabosin3M nojipas3aessieTcss Ha TpU dTamna:

I sran — mnepeBapuBaHuWe NUIIH (TIPOUCXOIUT B KHIICYHHKE) WJIIH

pacileryieHue MOJIEKYJ B JM3ocoMmax (mpoucxoauT B kietke). [lpu stom

OCBO60}K,Z[8,€TC}I okojio 1% 9HCPI'UHU, 3aKJIIOUYCHHONW B MOJICKYJIC, M OHa
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pacceuBaeTcs B BUJE TeIa.

I »sram -  mpeBpamieHHMe  BEIIECTB, OOpa30BaHHBIX  MpHU
BHYTPUKJIETOUHOM THUAPOJIM3€ WJIM MPOHUKIIUX B KIETKY M3 KpPOBH, B
MAPOBUHOTPAHYIO KHUCIOTY, aneTui-KoA u B HEKOTOpBIE Ipyrue MeEIKue
opranudeckue MoJjekysbl. [[poucXoauT B IUTO301€ U MUTOXOHJIPUAX KIIETKH.
YacTp sHeprum pacceumBaeTcs B BHUAE Temia M mnpumepHo 13% nsHepruum
3amacaeTcs B BUAE MaKkpodpruueckux cssasen ATO.

III stam - anetnn-KoA B 1iukiie TpukapOOHOBBIX KUCIOT OKUCISAETCS J10
YIJIEKUCIOTO Tra3a (KOHEYHbIM NpoayKT MeTtadosmsMma). I[Ipoucxoaut B
MUTOXOHAPHIX KIEeTKU.Brimenennsie atoMbl Bojopoaa coenunsitorces ¢ HAJ[ u
®AJl m BoccranaBnuBaroT ux. llocnenHue nepeHOCAT BOAOPOA B ILEMb
IBIXaTeNbHBIX (PEPMEHTOB, PACIOJIOKEHHYI0O Ha BHYTPEHHEH MemOpaHe
MUTOXOHAPHI.  31ech B pe3yibTare  Ipolecca  OKUCIUTEIbHOTO
dbochopunupoBanuss oOpazyercss elie OJWH U3 KOHEYHBIX MPOIYKTOB
MeTabonu3Ma — BOJA W TJIABHBIA MPOAYKT OHMOJOTHYECKOTO OKHCICHUS —
AT®. Ha s3ToM 3Tamne 4acTh HEPTHM PACCEUBAETCS B BHJE TEIJIa U OKOJIO
46% sHEpruu UCXOJHOTO BenlecTBa 3anacaercs B Bujge ATO u I'TO.

VY B3pocnoro 4yenoBeka MpH pacrnajie BeIecTB A0 KOHEYHBIX MPOJAYKTOB
obMeHa B oOmiem ocBoboxmaercss sHeprus B konumdectBe 8000-12000 ]lx
(2000-3000 kkair) B CyTKH.

AHa0bonu3M (MHOT/A €ro Ha3bIBalOT OMOCHUHTE30M, XOTA aHabOJU3M
OoJiee MUPOKOE TMOHSITHE) — CHUHTE3 W3 HHU3KOMOJICKYJISIPHBIX BEIICCTB
BBICOKOMOJICKYJIIPHBIX KOMIIOHEHTOB KJIETOK. B oTinnume oT katabonm3ma,
SBJISIIOIIETOCS ~ AK3€PrOHMYECKUM  MPOILIECCOM,  aHAaOONM3M  SIBJSETCS
SHJEPTOHUYECKUM TIPOIIECCOM, T.€. OH TpeOyeT 3aTpaThl CBOOOJHON IHEPTHH.
HUctounukoM »sHepruu st a”Haboym3Ma  CIOyXuT Mmosekyiasl  ATP,
CHUHTE3UpyeMble B Xoje Kataboiu3zma. CienoBaTesibHO, YHEPIUsl OKUCICHUS
MUIIEBBIX BemecTB obOecreunBaeT cuHTe3 AT®D, a sHeprus ee TUApPOIU3A

UCIIOJIBb3YETCs KJIETKOM JIJIsl COBEPIIEHUS pPa3HOro pojia paboThl (puc. 6.3).

20



Puc.

B kiieTkax opraHusma MOCTOSIHHO MPOUCXOAAT pachaja U MOCTPOEHHE €€
CTPYKTYPHO-(YHKIIMOHAJIBLHBIX KOMIOHEHTOB. BelectBa, oOpasyromuecs npu
pacrajzie BMECTe€ C aHaJOTMYHBIMHU MPOAYKTaMH, 0Opa3yrolMMHCS W3 MULIH,
COCTaBIIAIOT 001U QoHa MeTaboIUTOB opraHusma. B pactymem opranusme
CKOpPOCTb 00pa30BaHUsl CTPYKTYPHO-(PYHKIIMOHATBHBIX KOMIIOHEHTOB 0OOJIbIIIE,
YeM CKOpPOCTh pacmajaa, MO3TOMYy o0OIIas HUX Macca yBeIW4yuBaercs. Y
B3POCJIOr0 YeJIOBEKa HAOJII0AaeTCsl pABHOBECHE B CKOPOCTHU ATUX MPOLECCOB.

CAMOBOCITPOU3BEJAEHHUE )KUBbIX CUCTEM

Opranusmsl, SBJISSICH OTKPBITBIMH CHCTEMBI,001aJJal0T CIOCOOHOCTHIO K
CaMOBOCIIPOU3BEECHHUIO, T.€. KOMUPOBAHUIO CaMoro ceosl.
CaMOBOCIIDOM3BEAEHUE JKHUBBIX CHCTEM HA3bIBAIOT TAaKXE PENPOAYKLHUEH.
JlaHHBI mpolecC OCYLIECTBISETCS MPAKTHYECKM HA BCEX YPOBHSAX
OpTraHu3alMM KUBOU MATEPUU. 32 CYET PENPOAYKUHH HE TOJIBKO OPraHU3M B
LEJIOM, HO M KJIETKH, OPTaHeJUIbl KJIETOK (MUTOXOHAPHUM, IJIACTUIBI U AIP.)
IIOCJIE JIEJIEHUSI CXOIHbI CO CBOMMM IPEAIIECTBEHHUKAMMU.

HcxonHoe caMOBOCIPOM3BEACHHE HAOMI0IaeTCs Ha MOJIEKYJISIPHOM
ypoBHe. Tak, Takas uHpopmauuonHas mosekyna kak JIHK npu ynBoenuu
00pa3zyeT ABe JOYEPHUE MOJIEKYJIbI, MOJHOCTHIO MOBTOPSAIOIIUE UCXOIHYIO.

Opnako nns yasoenust JIHK weoOxomumo Hamuuue menoro Habopa
dbepMeHTOB, Tak Kak (PepMEeHTHI — 3TO O€JIKU, TO HEOOXOJIUMO M HAIMYHUE HX
reHoB. Kpome TOro, HyXHbl HCXOJHBIE MOJEKYJbI, KOTOpbIE HE BCErjaa
UMEIOTCSI B COCTaBE MUIIHM WM OHHU JIOBOJILHO ObICTpo pazpymatorcs B KKT.
Torma »Tu BemiecTBa JOJDKHBI CHHTE3UPOBATHCS B CAMOM KIETKE. ITO
O3HayaeT, 4YTO HyXeH MeTabonusM. Bce 3T0  o3Havaer, 4TO
camoBocnpoussenenue moJiekyibsl JJHK — 3To camas nepBas cragus win daza
CaMOBOCIIPOU3BEACHHUS.

Ha sToit ocHOBEe HIET caMOBOCTIPOU3BEICHUE OPTaHEIT —BTOPAs CTAAUs

CaMOBOCIIPOMU3BCACHUA, KOTOPAA U ABJIACTCA OCHOBOH JJIs1 TpCTBGﬁ crTaanu —
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CaMOBOCIIPOU3BEACHHUS KIIETKH.

CrnenoBaresibHO, OTIEJIbHBIE KJIETKH MHOIOKJIETOYHBIX OPraHU3MOB
ABJISOTCA CaMOBOCIIPOU3BOASIIMMUCS CUCTEMAMHM, a LEJIbI MHOTOKJIETOUHBIM
OpraHu3M — CaMOBOCHPOM3BOJSIIASCA cUCTeMa 00Jie€ BBICOKOTO YPOBHS.
[Tonynsiuusa, Bua, OuoreoneHo3, Ouochepa — CaMOBOCIPOU3BOISALIUECS
CHUCTEMBI BO3pacTaroLIen CJIOKHOCTH. HaubGonee IPOCTBIMH
CaMOBOCIIPOU3BOSIIMMUCS CHCTEMaMU Ha 3eMJjie SBISIOTCA OaKTEpHH: UX
r€HOM 4acTto cofepkut okojio 5000 reHoB, Toraa Kak B I'€HOME 4YEJOBEKa
50000 renos.

Takum oOpa3om, B pesynbTaTe OOMEHa BEUIECTB MNOTPeOIsieMbIE C
NUIIEH BellecTBa MpPEeBpallaloTCs B COOCTBEHHBIE BEIIECTBA U CTPYKTYPHI
KJIETKH U, KPOME TOT0, OPraHU3M 00ECrednBaeTCs IHEPTrUeu sk COBEPIICHUS
BHeIHeH paboTsl. CaMOBOCIIPOU3BEEHUE, T. €. CO3/IaHUE KOMHUI caMuXx ceOs
— (¢yHaaMeHTallbHasE 0COOCHHOCTh OOMEHa BEIIECTB B JKUBBIX OpraHHU3Max,
OTJIMYAIOIIAs UX OT OOMEHa BEIeCTB B HEKUBOW MPUPOJIE.

PET'YJIsIIUA OBMEHA BEILIECTB

Tak kak wmeTabonuyeckuit MyTh — 93TO MOCJIEAOBATEIBHOCTD
ONpeAeNEHHBIX KATaJUTUYECKUX PEaKIMi, a TPOMHOCTh CyOCTpaToB K
dbepMeHTaM He OJMHAKOBa, TO CKOPOCTb pEaKUUM METa0ONIMYEeCKOW IyTH
TAK)KE€ HE SABISETCA OJIMHAKOBOM. IMMerwTcs peakuuu, NOPOTEKAOIINE
3HAUUTEJIBHO MEIJECHHEe, 4YE€M BCE JpYrue peakuuu — OTO U €CTh
JUMUTUPYIOIIAsT CTaAus MeTaboinyeckod myTu. JlumMuTupyoomas cTaaus
ompeAeNnsieT OOIIYI CKOPOCTh NPEBPAIICHUS HCXOAHOTO BEIIECTBAa B
KOHEYHbIN MPOAYKT MeTaboIMYecKoi 11(S107 8 Yacto dhepmeHT,
KATAIM3UPYIOIHAN JIMMUTUPYIOUIYI0 PEAKIUI0, SBISIETCA PETyJISITOPHBIM
(bepMEeHTOM: ero aKTUBHOCTb MOKET M3MEHSThCS MpPHU ACHCTBUM KIETOYHBIX
UHTMOUTOPOB M aKTUBATOPOB, HJIM MOXKET U3MEHSTHCA KOJIMYECTBO (hepMEeHTa
B pE3yJbTATE UHAYKLUU UJIN PEIIPECCUN €T0 CUHTE3a HAa TEHHOM YpPOBHE.

BbonpmnHCTBO peakuuii Merabonu3ma OOpaTHMBbl; HAIpaBICHUE HX

22



NPOTEKAHHUSI B KUBOM KIJETKE OINPENENSIETCS] PacXxoJ0BaHUEM IMPOJyKTa B
NOCJEAYIONIEH peakui WIN yIaJeHHeM TMPOAyKTa u3 cQephl peakivi,
Harpumep, MyTéM sKkckpeuuu. [Ipu HM3MEHEHUAX COCTOSAHHUS OpraHu3Ma
(mpueM nuIIM, MEpexXo] OT IMOKOS K JBUTaTeNbHOW aKTUBHOCTH M Jp.)
KOHIIEHTpalMu META00JIUTOB B OPTaHU3ME U3MEHSIOTCS, T.€. yCTaHABIMBAETCS
HOBOE CTAallMOHAPHOE COCTOSIHUE.

Ecnu ycnoBusi cpeapl MOCTOSSHHBI MHOTHE XapaKTE€PUCTUKU OpraHu3Ma
OCTal0TCSl HEM3MEHHBIMU. B 4aCTHOCTH, 3TO OTHOCUTCS K KOHLIEHTpAIMU psiaa
MeTabOIUTOB B KJETKaX H BHEKJIETOUHBIX IKHUAKOCTSIX. K mpumepy,
KOHI[EHTPAIIMIO TJIOKO3bl B KPOBU B OJWHAKOBBIX YCJIOBUSIX OCTAETCA
NpPaKTUYECKH TMOCTOssHHOW. CpenHue 3HayYeHHUs OSTUX KOHLEHTparui (c
yKa3aHHEM TPEIeNIOB KOoJIeOaHMil) CITy)KaT OJTHOW U3 XapaKTEPUCTUK HOPMBEI.
[Ipu OoJsie3HSAX CTAallMOHAPHBIE KOHIIEHTpPAlMd METa0OJUTOB H3MEHSIOTCS,
IpUYEM STU U3MEHEHHUS 4YacTO OBbIBAIOT CHEHU(UUHBIMHU JJIS TOW WM MUHOU
6ose3nu. Ha 3ToM OCHOBaHBI MHOTHE OMOXHMMHUYECKUE METOJIBI JIA0OPATOPHOM
JIMAarHOCTUKHU 0OJIe3HEH.

ITocTOsITHCTBO BHYTPEHHEN CpeJlibl OpraHu3Ma Ha3bIBAETCS TOMEOCTa30M.
[IpencraBienne 0 MOCTOSHCTBE BHYTPEHHEWU cpeabl ObuIo chOpMYIHPOBAHO
dbpanny3sckum yuéubiM Kinogom bepunapom B 1878 roay. B Hacrosiiee Bpems
rOMEOCTa3 pacCMaTpWBaeTcsl Kak oOJWH U3 (yHIaMEHTaIbHBIX 3aKOHOB
MenuuuHel.  ['omeocta3  moaaep:kUBaeTcss — JEWCTBUEM  CIELHATbHBIX
PEryJISITOPHBIX MEXAHU3MOB.

Opnako emie Oosee, 4YeM TOMEOCTa3, XapakTEpHBI [JIs OpraHuU3Ma
U3MEHEHHUS psijia MapaMeTPOB, MPOUCXOISAIIME B ONPEACICHHOM HAlpaBICHUU
Y UMEIOIIHNE ONPEICIICHHYIO BEIUUUHY.

1. OHTOreHe3 — 3TO MHIAMBUAYAJIbHOE pa3BUTHE OPraHU3Ma,
COBOKYIHOCTh IIOCJIEIOBATEIBHBIX MOP(MOJOTrHUEeCKUX, (U3UOJOTUHUYECKUX H
OMOXUMHYECKUX npeoOpa3oBaHmii, npeTepreBaeMbIX OpTraHUu3MOM

OT OIIOAOTBOPCHUA (HpI/I ITI0JIOBOM paSMHO)KCHI/II/I) NN OoT MOMCHTA

23



OTZIEJICHUSI OT MAaTEPUHCKON 0coOm (Ipu OECIOIOM Pa3MHOKEHUH) 10 KOHIIA
KU3HU. B mporiecce OHTOreHe3a MPOUCXOMUT BKIIOUCHHUE ICHCTBUS OTHUX
F€HOB W BBIKJIIOYEHHE JCHCTBHS JPYTrMX TE€HOB B  OINPEAEICHHOU
MOCJIEAOBATEILHOCTH, W3MEHEHUS META00IMYECKUX TMPOIECCOB, OEIKOBOTO
cocTtaBa, MOp(OJIOTUU U PYHKIIMOHAIBHOTO COCTOSIHUSI OPTaHOB.

2. [uknuueckrue u3MeHeHHs (OMOPUTMBI) —  TEPUOIUYECKH
MOBTOPSIONINECS W3MEHECHHS XapakTepa W WHTEHCHBHOCTH OMOJIOTHYECKUX
MPOIECCOB U SIBJICHUM. Pa3fenstoT OTHOCUTENIBHO CaMOCTOSITENbHbBIE (OPMBI
OMOPUTMOB, K TIPUMEPY, YaCTOTA COKpAIIEHUHA Cep/la, AbIXaHusi, U (HOPMHBI,
CBSI3aHHBIE C TPHUCIOCOOJIECHWEM OPraHU3MOB K TeO(DHU3WYECKUM IUKIaM —
CyTOUHBIM (KO0JIEOAHMSI MHTEHCUBHOCTH JI€JICHHUS KJIETOK, OOMEHa BEILIECTB,
JIBUTATEIIbHOW AKTUBHOCTH U [Ip.), NPUJIUBHBIM (OTKPHITHE U 3aKPBITHE
PAaKOBUH y MOPCKUX MOJUTIOCKOB, CBA3aHHBIE C YPOBHEM MOPCKHUX MPHUIMBOB),
rOJIMYHBIM (M3MEHEHUE YMCICHHOCTH W AKTUBHOCTU >KUBOTHBIX, POCTa H
pa3BUTHSI PACTEHUN U JIp.).

3. U3menenuss (GU3MONIOTHYECKONM aKTUBHOCTU —  HM3MEHEHUS
JIBUTATEJIbHOW aKTUBHOCTH, (YHKIIMOHATHLHOTO COCTOSTHUSI HEPBHOM CHCTEMBEI,
OpraHoB YYBCTB, OPraHOB MHUILIEBApEHUs. B UX OCHOBe JieKaT peryiaupyemsbie
U3MEHEHUS] OMOXMMUYECKUX TTPOLIECCOB.

4, ANlanTUBHBICE W3MEHEHUS OpPTraHW3Ma, BBI3BAaHHBIC BHEITHUMH
dbakTopamMu, K TOpUMEpPy YBEJIMYEHUE TEIUJIONMPOAYKIMM Ha XOJOJe,
yBEIIMYEHUE KOHIICHTPAIUH TeMOTJIOOMHA B KPOBHU MPHU HU3KOM COJICPKAHUU
KHCJIOPOJa B BO3yXe, YBEIIMUCHHUE BBIJICIICHUS COJICM aMMOHUS, €CJIM IHIIA
MIMEET KUCJIIbIN 30JbHBIA OCTATOK.

d. Peaknus Ha moBpexmarone areHThl BHEITHEW CPEabl: WHIYKIIHS
CHMHTE3a aHTUTE] AaHTUTeHAMHU, HWHIAYKIUS CHHTE3a MHUKPOCOMAaIbHBIX
TUAPOKCUIIA3 UYYXEPOAHBIMU BellleCTBaMH, oOpa3oBaHue TpomOa mpu
MOBPEKICHUHN KPOBEHOCHBIX COCYJIOB, BOCIIAIUTEIIbHAS PEAKIINS, 3A)KUBIICHHE

paH.
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HNEPAPXUSA PETI'YJIATOPHBIX CUCTEM
Cucrembl peryiasiuud oOMeHa BewmecTB W (YHKIUH oOpraHuzma

00pa3yloT 3 uepapxu4ecKux ypoBHS.

Ilepsoiii_yposenv (6azosvitl) — enympuxiemounwvii. Ilpu 3TOoM Ha
MeTa00IuYEeCKUe MPOLECChl B KIETKE BIUSIOT CYOCTpaThl U MPOIYKTHl OOMEHa
BEILIECTB, @ TAaK)K€ TKAHEBbIE TOPMOHBI (AyTOKPUHHO). DTH BEIECTBA MOTYT
JEeWCTBOBATH TPEMS CITOCOOAMU:

a)  WU3MEHATh AKTUBHOCTh (PEPMEHTOB MYyTEM HUHTUOUPOBAHUS WIIU
aKTHBAIIHH;

0) U3MEHATh KOJIMYECTBO (EPMEHTOB M JPYrux OEJIKOB NYyTEM
WHIYKIUU WIN PENPEecCUy UX CHUHTE3a WM MYyTEM M3MEHEHHUS CKOPOCTH MX
pacnaja;

B)  WU3MEHSTh CKOPOCTh TpPaHCMEMOPAHHOrO TMepeHoca BelIeCTBa,
B3aUMOJICHCTBYS C MEMOpaHOHA.

Bmopou yposenv (npomedxcymounsiit) — medckiemounsvii. BTopoii

YPOBEHb peryisiuuu (MEXKJIETOYHAs KOMMYHHUKAIUs) oOecreynBaeTcs
nepefayeil CUrHaJIOB C MOMOINBIO CIEIUATIbHBIX CUTHAJBHBIX MOJIEKYH —
SHAOKPUHHBIX TOPMOHOB, MAapaKPUHHBIX TOPMOHOB M HEHPOMENUATOPOB
HEPBHBIX CHHAICOB.

YacTp CUTHAIBHBIX XUMUYECKUX BEIIECTB — TOPMOHBI — CUHTE3UPYIOTCS
JKejne3aMd BHYTPEHHEH CEKpelUH, COBOKYNMHOCTh KOTOPBIX M 00pa3yroT
SHAOKPUHHYIO CUCTEMY. DHJIOKPUHHBIE TOPMOHBI OCBOOOXKIAIOTCS B KPOBb B
oTBeT Ha cnenuduueckuit ctumynn. CTUMYJIOM MOXKET ObITh HEPBHBIN UMITYJIBC
WIM HW3MEHEHHE KOHLEHTpPAlUUU ONpeAeIEHHOTO BEUIeCTBA B  KPOBH,
NpPOTEKAIOIIEN 4Yepe3 HHIAOKPUHHYIO JKele3y (HampuMep, CHUKEHHE
KOHLIEHTpAllUU TIJIOKO3bl). ['OpMOH TpaHCHOpPTHUpYETCSI C KpPOBBIO H
COEIMHSETCS C ONPENENEHHBIMU KJIETKaMH, HUMEIOUMHU crenuduueckue
peuenTopel K HUM. Penentopsl MOryT HAXOJIUTCS HAa MOBEPXHOCTH WJIM BHYTPHU

kieTku. [Ipucoenquuenne ropMoHa K pelienTopy BKIOYAET BHYTPUKIECTOUHBIE
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MEXaHHM3Mbl PEryJisiiuid — H3MEHEHUs AaKTHUBHOCTU WJIA KOJIMYECTBA
depmentoB u aAp. I[lpm mnapakpuHHOM U ayTOKPUHHOM MeEXaHH3Max
CUTHAJIbHBIE MOJEKYJbl (MMapakpUHHBIE TOPMOHBI, TOPMOHBI MECTHOIO
JNEUCTBUSI) CHUHTE3UPYIOTCS HE B KeJie3aX BHYTPEHHEW CeKpeuuu, a
IpPaKTUYECKH BO BceX AUQP(EpEeHLUPOBAHHBIX KIIETKaX, HO HEOJMHAKOBBIE B
KJIETKAaX Pa3HbIX TUIIOB. DTUMHU MOJIEKYJaMHU MOTYT OBITh LIUTOKUHBI (O€NKN),
AUKO3aHOUbI (IPOU3BOJHBIE APAXUJOHOBON KHMCIOTHI), THCTAMHH, TOPMOHBI
KEJyTOYHO-KUIIEYHOIO TpakTa M Jp. OTH MOJIEKYJIBl CEKPETUPYIOTCS B
MEXKKJIETOYHOE MPOCTPAHCTBO M  B3aMMOJAEHCTBYIOT C  pPEUENTOpaMHU
ONMu3NIeKauux KIETOK Apyroro QeHoTtuna (MapakpuHHas pPEryJsius) WIH
TOTO ke (peHoTuna (ayTokpuHHas peryisuus). [Ipu ayTokpruHHON perynsiuu
MUIIEHBIO MOXET OBITh Ta ke KJIETKa, U3 KOTOPOW CEeKPETHPOBAJICS TOPMOH.

Tpemuti yposenv (8bicuiuii) — opeaHusmeHHwvlli. JIaHHBIN ypOBEHb

IOPEACTABIEH JBYMsl CHCTEMaMHU pEryJiiliuM — HEpPBHAas cucTreMa (cucrema
OBICTPOrO pearupoBaHUsA) W HMMYHHas cHCTeMa (CHCTeMa MEIJICHHOTO
pearupoBanusi). Ilpu (QyHKIMOHMPOBAHMM HEPBHOM CHUCTEMBI B MO3T
NOCTYNaT CUrHaibl (MH(pOpMaIus) OT OpPraHoB UYYBCTB, a TakXke OT
BHYTpeHHUX opraHoB. Ha ocHoBe 3Toli nHpopmanuu B Mo3re GopMUpPYIOTC
YOPABISIIOLINE HMITYJIbChl, TPAaHCPOPMUPYIOTCS B BOJHY JEHOJIApU3ALUU
HEPBHOIO BOJIOKHA (HEPBHBIA HMMIIYJIbC), KOTOPBIA B CHHAIICE C KJIETKOM-
3¢ (HEeKTOpPOM BBI3BIBAET OCBOOOXKACHUE MEIUAaTOpa — XMMHUUYECKOTO CHUTHaja.
MenuaTtop 4epe3 BHYTPHUKIECTOYHBIE MEXAHU3MBlI PETYJSALMNA BbI3BIBAET
U3MEHEHUs1 0OMeHa BEIIeCTB U (PYHKIIMOHAIBHOT'O COCTOSHUS KIETKHU.

3agayeil UMMYHHOUM CUCTEMBI SIBJISIETCS PACIIO3HABAHUE, PAa3pyLICHUE U
BBIBEJICHUE U3 OPraHu3Ma KaK 4y>KEpOJHbIE areHTbl, IPOHUKIINE U3BHE, TaK U
oOpasyroluecss B CaMOM OpraHu3Me MpOAYKTHI pacnaga (Ipu MHPEKIIMOHHO-
BOCHAJMUTENBHBIX IIpOlleccax), a TaKKe IMaTOJIOTUYECKH W3MEHUBILINECS
KJIETKH.

I/IMMYHHa}I CHCTEMa pacClIo3HAaCT MHOXCECTBO YYXCPOAHBIX arcHTOB.
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BUPYCOB, OaKTepuil, SJOBUTHIX BEIIECTB PACTUTEIBHOTO WU >KHUBOTHOTO
NPOUCXOXKJICHUS, NPOCTEHIINX, TrpuOOB, amiepreHoB. JlaHHas cucrema
pacmo3HaeT TaKK€ PaKOBbIE KJIETKU. Pacrio3HaBaHHME 4YyKEpOJHBIX areHTOB
IIPOMCXOANUT HAa TE€HHOM ypoBHe. Kaxknas KileTka opraHm3Ma HECET CBOIO,
NPUCYIIYIO TOJIBKO JaHHOMY YE€JIOBEKY reHeTHdeckyro uHpopmanuto. EE u
aHaJU3UpyeT MMMYHHas CUCTeMa, Korja OoOHapy>KUBaeT MPOHUKHOBEHHUE B
OpPTaHW3M WJIM U3MEHEHHs B HEM. /[ yHHUYTOXEHUS KaXXI0r0 KOHKPETHOIO
aHTUIE€HAa OpraHu3M BbIpaOaThiBaeT crnenu@uyeckrue O€NKW - aHTUTENa,
KOTOpBIE CBA3BIBASICH C AaHTUT€HOM, JIUKBUIUPYIOT €T0.

Pabora HMMMyHHOH CHCTEMBI KOPPEKTHPYETCS MO3IOM H 4epe3
DHIOKPUHHYKO cucTeMy. Takas HepBHasg M TyMOpPAJIbHAs pPEryJISILIU
OCYIIECTBJISIETCS € NOMOIIBKD HEMPOMEIMATOPOB, HEUPONENTUAOB W
ropmoHoB. [IpomenuaTopsl 1 HEUPONENTUIBI TOCTUTAIOT OPTaHOB UMMYHHOM
CHCTEMBI II0 AKCOHAM HEPBOB, a TOPMOHBI BBIACIAIOTCS SHIAOKPHUHHBIMU
&Kejle3aMHd HEMOCPEICTBEHHO B KPOBb M TakKUM 00pa3oM JOCTaBISIOTCS K
opraaMm HWMMYHHOM cucTembl. EmE oaHuM W3 MexaHu3Mma JEeUCTBUSA
VMMYHHOU CHCTEMBI SBIISIETCS  HCHOJB30BAHME HMMMYHOKOMIIETEHTHBIX
KJIETOK.

Bce Tpu ypoBHS peryidnuu TECHEWIIMM 00pa3oM B3aUMOCBS3aHbI U
(GYHKIHOHUPYIOT KaK €A1Hasi CUCTEMA.

METO/JAbI U3YUEHUSA OBMEHA BEHIECTB

OOMeH BenecTB MOKHO M3y4daTh Ha LEJIOM OpPraHu3Me (3KCIEPUMEHTHI
n Vivo) WJIM UCTOJIb3YsI U30JUPOBAHHBIE YACTH OpTraHKW3Ma — OPTaHbl, KIETKH,
CYOKJICTOUHBIE CTPYKTYphI (PKCIEpUMEHTHI in Vitro, T.e. BHE OpPraHU3Ma;
OYKBaJIbHO — «B CTEKJIE», B IPOOUPKE).

HccnenoBanus Ha wnesom opranusme. Kiaccnueckum mnpuMepom
JAaHHOTO crmocoba  siBisieTcss  3KcnepuMeHThl KHooma mo  M3ydeHHIo
NpPEBpPALEHUI JKUPHBIX KUCIOT B opranuzme. C 3toil nenasto Knoon

ckapMiiiBajn cobak XUpHbIMU Kuciotamu ¢ 4€THbBIM (I) m HedetHbiM (II)
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YUCIIOM aTOMOB yriepoaa. [Ipuuém B 3TUX MoOJieKynax OJWH aTOM BOJOpOJa B
METUJIbHOM rpynne 0611 3aMenéH Ha GeHmnbHbINA pagukan CeHs:
Huxkomaes, 193 ctp.

B mepBoM ciyuae ¢ Mo4oi#l cobak Bcerja BRIBOAMIACH (PEHUITYKCYCHAS
kuciaota CgHs-CH, - COOH, a Bo BTOpoM — Oen3oiiHas kuciora CgHs -
COQOH. Ha ocHoBanumu onbiTa KHOON mpuinén K BhIBOAY, YTO PaACIICIICHUE
JKUPHBIX KHCJIOT B OpraHU3Me IMPOUCXOJUT MYTEM MOCIEA0BATEIHHOIO
OTIICTUICHUsI JABYYTJEPOAHBIX (parMeHTOB, HayuHas C KapOOKCHUIBHOTO
KOHIIA:

Hwukonaes, 193 ctp.

BriBoa Knoomna 6bu1 moATBEPKAEH MO3KE IPYTUMHU METOJIaMH U ceiyac
TaKO€ PaCHICTUICHUE KUPHBIX KUCIIOT HAa3bIBACTCS [3-OKUCIECHUEM.

@akTnueckn KHOON mepBBIM MPUMEHW METOJ MEUEHHUSI MOJIEKYJ, Tak
KaKk (peHUIbHBIA pajJuKajd HE IMOJBEpraercsi U3MEHEHHSIM B OpraHU3Me H
MOXET CIYKHUT B KauecTBe MeTku. Haumnas npumepno ¢ 40-x rogoB XX B
METOJI MEUYEHHBIX MOJIEKYJ HAadaJl IMIHMPOKO MPHUMEHSTCS B SKCIIEPUMEHTAaX.
[Ipu 3TOM OOBIYHO HPUMEHSIIUCH MOJEKYJIbI, COAEPXKAIIUE PaJIHOAKTUBHBIC
UIM  TsOKENbIE  M30TONbl  3iemMeHToB. K mpumepy,  ckapmiuBas
DKCIIEPUMEHTAIBHBIM  JKMUBOTHBIM  Da3HbIE  COCIUHEHHUS, COAEpIKAILUEC
PaIMOAKTUBHBIN YTIIEPO] **0), YCTAaHOBUWJIA, YTO BCE€ aTOMBI YIJepoJa B

MOJIEKYJIE XO0JIeCTeprHA MPOUCXOAST U3 YIJIEPOJHBIX aTOMOB anerarta (puc.X).

B HCJIOCTHBIX CHCTCMAX HU3YydJalOT H HOTpe6HOCTI/I opraHmima B
IMUICBBIX BCIICCTBAX. YCTpaHHH TC MHWJIM HMHBIC BCHICCTBA M3 palroOHa
BBIABIAIOTCA HC3aMCHHMBIC ITHIIICBBIC q)aKTOpBI, a TaKXKXE OINPCACIAIOTCA HX

HEO0OXOIMMBbIE KOJIUYECTBA.

HUccnenoBanusi in vitro. B »skcmepumeHTax in vitro oOBeKTaMH
UCCIICJIOBAHUS SIBJISIIOTCS M30JUPOBAHHBIC YaCTH OpPraHW3Ma — OT/ACIIBbHBIC
OpraHbl, cpe3bl TKaHEeH, CyOKJIeTOuHbIe (paKIH, BIUIOTh A0 OYE€HBH MPOCTHIX

OMOXMMHYECKUX CUCTEM, HAIIPHUMCP, TaKHX, KaK CHCTEMA, CoJAcpiKalias
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WHIUBUAYAIbHBIM (QEpMEHT U ero cyOcTpar, uim cucrema u3 (QepMeHTa,
cyOcTpaTa ¥ aJIOCTepUUECKOTO MHruOuTOopa. [{enpro 3THX METOIOB SBISETCS

BBISICHCHHSI MEXaHHM3Ma TeX WM MHBIX OMOXUMUUECKUX IMpoOnIECCOB.

H3onuposanuvie opeambi. H}’TGM BBCJIACHHA B apTCPUIO U30JIUPOBAHHOTI'O

OopraHa pacTBOp KakKoro-iaumbo BellecTBAa M OMNpPEAesisi BEUeCTBa B KPOBH,
BBITEKAIOLIEH M3 BEHbIl, MOYHO YCTAHOBUTb, KAKHM MPEBPALICHUSIM
MOJBEPraeTcs 3TO BEMIECTBO B oprane. MiIMeHHO TakuM myTéM OBLIO HaMACHO,
4YTO MOYEBMHA oOpa3yeTcs B T€UYeHH 3a CU€T a30Ta aMUHOKHUCIOT.
AHaJIOTUYHBIE OMNBITHI MOKHO MPOBOAUTH HA OpraHax 0e3 MX BBIJACICHUS U3
opranusma. Takou MeTOJ Ha3bIBA€TCA METOAOM apTEPHUOBEHO3HOM pA3HUIIbL: B
ATUX CIydasx KpOBb [UJIs aHajdu3a OTOMpAIOT C [OMOIIBIO KaHIOJb,
BCTaBJIEHHBIX B apTEPHIO U BEHY OpraHa, WA C MOMOUIbIO Mmpuua. Takum
NyTE€M, HAOpPUMEpP, MOYKHO YCTAaHOBUTb, 4YTO B KpPOBHU, OTTEKAIOIIEH OT
paboTaloIMX MBI, YBEJIUYEHA KOHLEHTpalus MOJOYHOM KHCIOTHI, a

MpOTEKas Yepe3 Ne4eHb, KPOBb OCBOOOKIAETCA OT MOJIOYHOW KUCIOTHI.

Cpesbl mranet. Cpesbl TKaHEH OOBIYHO M3TOTABIMBAIOTCS C MOMOIIBIO

MUKpPOTOMa. B HEKOTOpBIX ClydasXx HMX MOXKHO TOTOBHTh C ITOMOLIBIO
OputBeHHOro Jne3Bus. Cpe3bl HMHKYOUPYIOT B pacTBOpE, COJepiKalleM
NUTaTelIbHbIe BellecTBa (TJIOKO3Y WJIM JIPYTrUe) M BEIIECTBO, MpEeBpaLICHUS
KOTOPOr0 B KJIETKAaX JAaHHOTO THUMA XOTAT BBIICHUTH. [locine wunHkyOanuu
aHAJM3UPYIOT MPOAYKTHl ~ MeTaboJM3Ma  HCCIENyeMOro  BellecTBa B
MHKYOAaIIMOHHON XUAKOCTH. [IpuMeHeHne cpe3oB OrpaHUUYMBAETCA TEM, YTO

KJICTOYHBIC MCM6paHBI HCIIPOHUIACMBI IJIsI MHOTHUX BCIICCTB.

lTomocenamvl _mxanen. 1'OMOreHaThl TKaHEW MOJyd4alOT MyTEM

paspymcHus KJICTOYHBIX MeM6paH pactTupaHueM TKaHHU C IICCKOM HWJIM B

CHEIMAIbHBIX MPUOOpaX — roMoreHu3aropax (puc. 6.8).
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Puc. X. I'omorenuzarop Ilorrepa-OnnBeiiema.

@dpakunoHupoBanue roMoreHaToB. Ilyrém auddepennuanbHOTO
EHTPpU(PYTUPOBAHUS W3 TOMOT€HAaTa TKAaHEW BBIJEISIOT CYOKIECTOYHBIC
CTPYKTYphl (KJIETOYHBIE OpraHeulbl), a TakKXe OTIEJIbHbIE COEIUHEHUS

(bepmeHTHI U apyrHe O€IKH, HYKJICHHOBBIE KUCIOThI, META0OIUTHI) (CM. pUC.

6.8).

PUunsTpOoOBaHWe
romoreHarTa
.:I
L 4 ; »
ueHTpudyrnpoeaHue
600g | [15000 00000 g 300000 cynep-
0O MMH ‘ SMMug 60 MHH |2 qacag Hg'ralf'r
| | | |
et ;- - -
thuNsTPOBaHHBLIA agpa ﬁufoxonnp““ dparmeHTI :gj{:::l&“ﬁ pacTBOpuMan
nnazmaTuy. - YacTbh UWHTOMMNazMbel
FoMareHar ’1‘1'3-?‘%32’&1‘.’“" MeMEpaHel, COMmbl, f-’y%'b' (uuro“aonh)

fnepoKcUcoMbl 3Hgonnazm, SAMHWLEL
eTukynyma puGocom
onsuine
nonupnBocombl

Puc. luddepennuansuoe neHTpudyrupoBaHue roMoreHaTa TKaHeH.

CyOKJleTOUHbIE CTPYKTYPHI KJIETOK (1pa, MUTOXOHAPUH, MUKPOCOMBI —
(dbparMeHTbl HAOIIA3MATHYECKOT0 PETUKYJIYyMa) Pa3IMYaroTCs pasMepaMu U
IJIOTHOCTBIO, O3TOMY  OCAXIAKTCs pU  Pa3HbIX CKOPOCTSIX
neHtpudyruposanus. Ilociae ocaxaeHus MHUKPOCOM B  HAJ0CAJOYHOM
KUJIKOCTH OCTAIOTCS PACTBOPUMBIE KOMIIOHEHTHI KIJIETKHM — PACTBOPHUMBIE
oenku, MetabonuTsl. Kaxayo U3 3Tux Qpakuuii MOXKHO pa3HbIMU METOJAMHU

q)paKHI/IOHI/IPOBaTB JaJIbI€, BBIACIAA COCTABIAOINHEC HX KOMIIOHCHTHI. N3
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BBIJICJICHHBIX KOMIIOHEHTOB MOYKHO PEKOHCTPYHUpPOBaTh
OMOXUMUYECKHUECUCTEMBI, HAMpUMEp, MPOCTYI0 cucreMy «pepmeHTt +
cyOcTpaT», U TaKHe CIIOXKHBIE, KAK CUCTEMbI CUHTE3a OEIKOB U HYKJIEHMHOBBIX

KHCJIOT.

31



I'nmaBa 2.
BUOJOI'MYECKHUE MEMFBPAHDBbI

Bce knetku umeror Oumonornyeckue memOpanbl. Kierounas memOpana
(uuToNneMMa, Iia3zMalleMMa WIM Tula3MaTUdeckas MeMOpaHa) — 3TO KIJIETOYHAs
OprasHesuia ¢ 3J1aCTUYECKON MOJEKYISIPHOU CTPYKTYpOH, cocTosmas u3 OeIKoB
Y TIOJIIPHBIX JIUIHUJIOB.

O cymecrBoBaHuM MeMOpaH Bbickazaimch emé B XIX B. B 1890 r.
Hemenkuii uccnenoBatens Bumbrensm [ldeddep (1845-1920) npeanoxun
TEPMUH «KJIETOYHAs, WIM I[Jla3MaThuueckass MemOpaHa». YBHUIETb €ro MmoJ
MHUKPOCKOIIOM yZAanock Tojbko B 40-e rr. XX B. B 1935 r. /Ix. Hanusmmm u I
JlaBcoH chopMynmupoBaIy TUIIOTE3y ABOMHOTO JUNUAHOTO cios. B 1964 r. Jx.
PoGeptcon chopmynupoBan KOHIEMIMIO AaCUMMETPUYHOCTH B CTPOCHHUH
1a3MaTuueckoil MemOpanbl. COrIacHO €ro Teopuu OHoJoruueckas MmemoOpaHa
COJIEPKUT O€NKHU, KOTOpPbIE CBS3aHBI JJIEKTPOCTATUYECKU; HA HaAPYNKHOM
MOBEPXHOCTU MeMOpaHbl HaxonasTcs raukoaunuabl. B 1972 r. C. Cunrepu, I'.
Hukoscon npemioxuim sxuIKOCTHO-MO3auYHYIO0 MOJIETb CTPOCHUSI MEMOpaHHI,
COTJIaCHO KOTOpOM Oenku "TuiaBaroT" Ha MOBEPXHOCTH JIMIKUIHOTO OUCIIOS B
BUJIE TJIOOYJSPHBIX MOJIEKYJ, MOTPYKEHHBIX B MeMOpaHy. OTMETUM, YTO 3THU
NPE/ICTAaBICHUs] aKTUBHO pa3BUBAIOTCS M cerojgHs. B HacTosiee Bpems
HauOoJIee MOMyJIIpHA TeOPHSs KUIKOCTHO-MO3auYHOM MeMOpaHbI (puc. 1).

Jlnis uccneaoBaHus MOJIEKYJISIPHOTO COCTaBa M CTPYKTYpbl MEMOpaH, UxX
BBIJICJISIIOT U3 KJIETOK METOJIOM IleHTpudyrupoBanus. Tak, npu yckoperuu 6000
g OcCakmamTcs sapa, 3areM wmutoxoHapum, a upu 20000-100000 g -
MUKpPOCOMBIL. [Ipyu m3ydeHun CTpyKTypbl MeMOpaH OOJbIIOE 3HAUYEHUE HUMEIOT
MeTOo/bl (Pa30BO-KOHTPACTHON MUKpOCKONUU. (CBETOBOM MUKPOCKOM MO3BOJISET
BUJETh OOBEKTHI pa3mepoM He MeHee 20 HM, a ToimMHA OHOMEeMOpaH He
npessbimaet 10 HM.

MeTonoM pEeHTreHOCTPYKTYPHOTO aHain3a, OCHOBAHHOM Ha JAU(PpPAKIUU

PEHTIEHOBCKUX JIy4el HCCIENYIOT CTPYKTYpPhl MOJEKYJI HAa MOJEKYJISIPHOM
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YpPOBHE. DTUM METOJIOM, MOXHO H3Y4YUTh MPOCTPAHCTBEHHOE PACIOJIOKEHUE
MOJIEKYJI, TOYHO HW3MEpPUTh PACCTOSHUE MEXKIY HHMH, OLEHUTh UX
BHYTPUMOJIEKYJISIPHYIO CTPYKTYPY, ONPEAEIUTh CTPYKTYPY MOJIEKYJISPHBIX
KOMITOHEHTOB MEMOPAHBI.

MeTonoM 31eKTPOHHOTO MapaMarHuTHoro pesonanca (JIIP) u saepHoro
MarHuTHoro peszoHanca (SIMP) wuccnenyioT CTpYKTYpHYIO OpraHu3aluio
MeMOpaH u uX wu3MeHeHuss npu (QyHKOuoHHpoBaHWU. OHHM  TOTIOJHSIOT
AIIEKTPOHHO-MUKPOCKOITMYECKUE JaHHBIE 00 yJIbTPACTPYKTYPHON OpraHU3aliu
MeMOpaH.

MeromoMm  wHppaKpaCHOM  CHEKTPOCKOTMH W CIIEKTPOCKOIHEH
KOMOHMHAIIMOHHOTO PACCESIHUS UCCIEYIOT OT/IeNIbHbIE KOMIIOHEHTHI MEMOpaH.

[IpencraBiieHHbIE METOIBI PUMEHSIOTCS TP UCCIEAOBAHUU BCEX BUJIOB

KJIETOYHBIX MeMOpaH (TabJ.1).

OJIIII‘O(ImpI'IJlele

_/ LENOYKH
: : M KUII[‘.I{]TEM Ha
Imykonmmug

g e CHapyxu
' o
Y ! g Jlvnma-
. HBIi
' 6ucnoii
5 J BuyTpu
v Monsptne
“ronoeku” doconunuios
= Crepun
Ilepudepnueckuit
benok, RopaJieHIH. [epudepuyeckuii 6enok
CBSA3aHHBIH C AMIMHIOM .
Wurerpanbubiii 6enok
(onHa TpaHcMembpaHHast

CcnUpank)
Puc. 1. CprKTypa MOACIIN )KPII[KOCTHO'MO?)&PI"IHOﬁ MCM6paHBI

(cocTouT M3 HECKOIBKO MOJIEKYIISIPHBIX CIIOEB, X TOJIIIMHA cocTaBisieT 10 HM.)

Taoauna 1.

Bunpl kieTouHbix MeMOpaH U UX QyHKIHH
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Komnonenr

KJIETOYHOM buosoruyeckas poJb

CTPYKTYPbl MeMOpPaH

[Ina3maTuyeckas ObecrnieurBaeT  MEXKKJIETOUYHbIE  B3aUMOJCHCTBUS,

MeMOpaHa MIEPEHOC BEIIECTB M3 BHEIIHEN CpeAbl B KIETKY U B
oOpaTHOM HaIpaBJICHUH, ANEKTPUYECKYIO
BO30yIMMOCTb, IIOCPEICTBOM peLenTopoB
B3aUMOJICUCTBHE  KJIETKM C  PEryJsATOPHBIMU
MOJIEKYJIaMH (TOPMOHAaMHU M JIp.).

MuTtoxonnpuansHas | OOpa3yloT Oucioil - HapyKHas H BHYTPEHHS,

MeMOpaHa pa3zenéHHble  MEXMEMOpPaHHBIM  MPOCTPAHCTBOM.
BuyTpenusis  MeMOpaHa  coiepXuT  (EepMEHTHI,

TPAaHCHOPTUPYIOIIHUE DJIEKTPOHBI W YYaCTBYIOT B
CHUHTE3€ OKHCIUTEIbHOTO(OCHOPHINPOBAHUS.

SAnepnas memOpana

OxpyXxaeT sIpo KIETKH, COCTOMT W3 BHENIHEH u
BHyTpeHHEH MeMOpaHbl. FiMeeT mopsl, uepe3 KOTophie
MIPOHUKAIOT PETYJIATOPHBIC OCNKH (M3 IUTOTUIa3MbI B
sapo) u PHK (u3 snpa B uutomiasmy).

DHIOIUTIa3MaTUYECKUI
PETUKYITYM

ObecneunBaeT cUHTE3 (HOCPOIUMHUIOB U CTEPOUIOB,
CEKPETOPHBIX, JIM30COMANBHBIX W  MEMOpPaHHBIX
0eIKOB, MUKPOCOMAJIbHOE OKHUCJICHUE METa0O0JIUTOB U
4y>KEPOJIHBIX BEIICCTB.

Mewmbpana anmnapata
I'onmsmxn

VYyacTByeT B TOCTTPAHCISIITUOHHON MOAUGMUKAIIUU
OEJIKOB, npeaHa3HaYEHHBIX TUTSL CeKpeIuH,
BKJIIOUYEHMSI B IUIa3MaTUYECKyr0 MeMOpaHy WIH
JIOCTaBKH B JIN30COMEL.

Mewmbpana u3ocom

ObecnieunBaeT noazepkanue kucioit cpeant (pH=5,0)
JUTSL TEUCTBUS THIPOIUTUYECKUX (HDEPMEHTOB (JIMIIa3,
npoTeas), OTBETCTBEHHBIX 3a Jerpaganuio
MaKpOMOJIEKYJI U KJIIETOYHBIX KOMIIOHEHTOB.

MemOpanbl 00pa3yloT BHEUIHHE TPAHUIIBI KJIETOK M OTBETCTBEHHBI 3a

BBIITOJTHEHNE UX BAKHEUIINX PYHKLUM:

- OTHENSIOT KIETKY OT OKpyXKarolen

1I€JIOCTHOCTD;

cpenbl, obecrneunBas €&

- JCJIT KIJICTKY Ha OTCCKH, B KOTOPBIX IOAACPIKHNBAIOTCA OHpC,Z[CJ'IéHHI)IC

YCIIOBHUSI CPEIBI;

- PEeryJHUpYIOT OOMEH MEXIYy KJICTKOW M Cpenoi (TpaHCHOpT BEIISCTB B

KJIETKY U OpraHesIbl WJId B 0OpaTHOM HalpaBJICHUH);

- 00ecIIeynBalOT MEKKIJIETOYHBIE B3aUMOICHCTBH,
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- BOCTIPMHUMAIOT, YCHUJIMBAIOT W TMEPEAIOT BHYTPh KJIETKU CHUTHAJBI U3

BHEIIHEH CPEJIbL.
CocrtaB u cTpoeHHe OMOJIOTHYEeCKOM MeMOPaHBI

Memb6pansl coaepxkat Oenku (50-75%), mumunbr (o 90%), yriaeBoabl
(0,5-10%), Boma (20%), pas3nU4YHBIE MAaKpPOMOJICKYJIbI, KO(GEPMEHTHI,
HYKJIEUHOBBIE KHUCJIOTHI, AHTUOKCHUJIAHTHI, HEOPraHMYECKHME MOHBI M T.1.
MeMOpaHa OJHOTO U TOTO K€ THIA B Pa3HBIX YaCTAX MOXKET OBITh
HEOJMHAaKOBOM. Bce MeMOpaHbl UMEIOT OOIIMH TIJIaH CTPOCHUS, HO Pa3IndaroTCs
XUMHYECKUM cOCTaBOM (Tabi1.2).

Taoauna 2.

Coneprxanue TUIUA0B U OEJIKOB B pa3nnyHbIx MeMOpanax (%)

Crpykrypa Jlumuasl | beaku
MeMOpPaHbI

Muenus (Mo3r 60-80 | 20-40
YeJIOBEKA)

OpUTPOLUTEHI 40 60
MuToXOHIpUH 35-40 | 60-65
SAnpa 38-47 |48-52
XJI0pOIIACThI 40 -50 | 50-60
bakrepuu 10-20 |55-65

CornacHo MOZENN KUAKOCTHO-MO3aUYHOW MEMOpaHbl TPAHCMEMOpPAHHBIE
OeJIKM JeNsTCs Ha MHTerpajbHble (BHYTPEHHHUE), IOJYMHTErpajibHbIe
(JacTM4HO TOTpY)XEHbI B MeMmOpaHy) u mnepudepuyeckue (BHEIIHHE).
@OyHKIMSA HX ONpENeisATh HMMMYHHYIO PpEaKLUI0 KIETKH (peLenTopHBIE,
TPaHCHOPTHEIE, (hepPMEHTATHBHEIE, YHEPTOMPEOOPA3YIOIIHEH T.11.).

[lepudeprueckue 6enku He 00pPa3yIOT CIUIOIIHOM CJIOM Ha IOBEPXHOCTH
MeMOpaHbl. OCHOBY OWOJOTHYECKOM MeMOpaHbl COCTaBIsSE€T JBONHOM
JIATTUAHBINA CIIOMH.

K UHTETpaJIbHBIM Oenkam OTHOCSITCS (epMeHTBI
(CyKLMHaATAErnaporeHasa, Na® K'-AT®asa), TPaHCIIOPTHBIE Oenku

(TpaHCheppuH, TPAaHCKOPTHH, albOyMHH), PEUCHTOPHBIE OCNKH (TIMKO(POPHH,
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aJIPEHOPETICNTOPhI), OHM AKTHBHBI, €CIM HaXOMSTCS BHYTPU TUAPO(OOHOI
gyactu Owucnos. bemok rmmkopopuH BXOAUT B COCTaB IUTA3MaTUYECKOMN
MeMmOpaHnbl ~ spuTpouuToB. Ero nmentuaHas uenb  coaepxkut  ~200
AMUHOKHCJIOTHBIX OCTAaTKOB M TMPHUCOENUHSET K cebe ~20 onmrocaxapuiHbIX
ueneil.Bce yrieBoannle 1menu cocpenotoueHbl Ha N-KoHIeBOW yacTu
Mosekyiabsl. KoHpopmarus a-cupaiu BXOIUT B TUApo¢dOoOHBIM y4acTOK IIEMH,
KOTOPBIH TPOIIMBAET HACKBO3h MemOpany. CiieoBaTeabHO, HAa HAPYKHOM
MOBEPXHOCTU MEMOpaHbI OKa3bIBaeTCs rUApoduiIbHas YacTh ¢ yriaeBogamu. Ha
BHYTPEHHEH TMOBEPXHOCTH MeMOpaHbl oOkaspiBaercs C — KOHIEBAas 4YacTh

(ruapodUIIbHBIN Y4acTOK), HO 6€3 YIrJIeBOAHON EMH.

HN

Mmmem
SULESUULLL

COOH

Puc. I'nukodopun

WNuTerpanbHbie 0eKu UMEIOT rupodoOHbie R-rpynnbl aMMHOKHCIOTHBIX
OCTaTKOB, 32 CUET KOTOPBIX OCJIKM PACTBOPSIOTCS B IEHTPATBHOU TUAPO(POOHOIA
yactu Oucnosi. [logoOHo aiicOepram OHM TIOYTH TOJHOCTBIO TOTPYKEHBI B
yrieBogopoanbiii  cioi. Ilepudepuyeckue OelKd Ha TOBEPXHOCTH HMEIOT
ruApoduabHble  R-Tpynmel, KOTOpbIE TMPUTATHBAIOTCS K TUAPOGUIBLHBIM
3apsOKEHHBIM TOJISIPHBIM TOJIOBKaM JTUNUAO0B. [10100HO «MOpIO» OHU IJIaBAIOT
Ha MOBEpXHOCTU Ouciosi. MeMOpaHHble O€JIKH W JUNUILI MOTYT CBOOOJHO
nepeMeaThCsl BAOIb MJIOCKOCTH MEMOPAHHBI.

Hekortopble OeKku BBICOBBIBAIOTCSI C OJJHOM CTOPOHBI MEMOPAHBI, Ipyrue
— ¢ o00eux cropoH. OpwueHranus OeIKOB B OHCIOC acMMMeTpPUYHA
(IBYCTOPOHHOCTB): O€JIKM Ha OJTHOM CTOPOHE OMCIIOS OTIMYAIOTCS OT OCJIKOB Ha
Ipyroi crtopoHe wmeMOpanbl. CTeneHb acCHMMETPUM MOXKET MEHSThCS B

polecce KU3HENEATEILHOCTH KIETKH (Hampumep, cTapenus). MemOpaHHas
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MO3aWKa — OKWOKas, T.K. OOJBIIMHCTBO B3aUMOJEHUCTBUNA MEXIYy €&
KOMITOHEHTaMU HEKOBAJICHTHBIE.

Hekotoppile =~ memOpaHHble ~ O€JIKM  KOB@JIEHTHO  CBSI3aHbl  C
oJirrocaxapugamMu (WM MOHOCAaXapUIHBIMU OCTaTKAMM), TAKXKE C JUIUIAMU,
KOTOpBIE YJEPKUBAIOT O€lKM B MeMOpaHe. belku KOBaJeHTHO CBSI3aHHBIE C
JUNUIaMU — AaUJIHPOBAHHBIE O€JKHM — HaxOJATCS Ha LMTOIUIa3MaTHYECKON
MOBEPXHOCTH TIa3MaTUYECKOl MeMOpaHsbI.

benku 3akperusitoTcss ¢ MOMOIIBI0 MEMOPAHHOIO «AKOpsS», KOTOPbIE
MOTYT OBITh JINOO HETIOJSIPHBIM (COCTOSAIINE U3 AMUHOKHUCIIOT € THIAPOYOOHBIMU
panaukagamMu) JAOoMeHoM Oenka (puc. 2), OO0 OCTaTKaMu >KUPHOW KHCIOTHI
(MupuctuHOBOM — Cjp4 MM ManbMUTUHOBOM — (i) KOBAJEHTHO CBSI3aHHBIE
cOenkaMu, KOTOpbIE U MOMOraioT 0enky ''3askopuBaThed' B TOM WIH APYrOM
MOHOC0€ (pHc.3). DTU CBSI3aHHBIE JIMMUABI SBISIFOTCS TUAPOPOOHBIM SIKOPEM B
JUNUIHOM Oucnoe, Omarojgaps KOTOpoMy O€NKH  YIEp)KUMBAKOTCS Ha
NOBEPXHOCTH  MeMOpaHbl.  BOJBIIMHCTBO  Takux  OENKOB  SIBJSIFOTCS

TpaHCMEeMOpPaHHBIMU (LUTOXPOMD s, 1ieouHas docdarasza u ap.).

N N

N

=z

Hapy*Has noBepXHOCTb
a memBpaHbl

),
EE % Mo

S~ U LuronnasmaTtuueckan

NOBEPXHOCTE MEMBPaHb!
Puc. 2. Unterpanbueie Oenku memOpan, coaepxamue 1 — 12

ccC

&’_Q,Q_
m
_QJLQ_
m
._952.52.
?3‘6'“6'

ZE_Q_Q_Q_
m

0
it
T

O—— |50 U]
0[50

E-Y

TpaHCMEMOPAHHBIX TJOMEHOB (O€IKU, UMEIOIIE HECKOIBKO YIaCTKOB)
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Puc. 3.MemMmOpaHHbBIe O€IKH, CBI3aHHBIC C JIUITHIAMHU.
1 — Genku «3asIKOPEHHBIE)» B MEMOPAHE C TIOMOIIBIO KOPOTKOTO
ruIpo(GOOHOr0 KOHIIEBOTO IOMEHA (HapuMep, MUTOXpoMDs); 2 - Oenku
«3aAKOPEHHBIE, 3aKPEINICHHbIE KOBAJIEHTHO C JIMUJAOM MEMOpPaHBI

(mammpumep,ienounas ¢gocdarasa).

Hekoropsie nepudepuyeckue 6emkn 0CBOOOXKIaI0TCs Ipu n3MeHennn pH
WIH WMOHHOH CcHibl, ynanenns Ca’’-XemaTHpYIOIIMMH areHTaMd WIH TP
n00aBICHUM MOYEBUHBI UIH KapOoHaTa. IHTerpagbHble OENKH SKCTParupyroTCs
AeTepreHTaMM (OpraHMYECKHE PACTBOPUTENH), HAPYIIAIOUUMU TUAPOPOOHBIE
B3aUMOJICHCTBUSIMU C JIUMHUIHBIM OMCIIOEM M OOpa3yIOIIMMU MUIEIIBI BOKPYT
OTJICIbHBIX OENKOBBIX MOJIEKYJd. brmarogaps 3TOMy MHILEIUIBI M JIMIIOCOMBI,
CO3/1aBaeéMble  MPOTHKECHHBIMH ~ OUCIOMHBIMH  CTPYKTYpamH, JOCTaTOYHO

CTaOWJILHBI B BOJIHOM OKpYXeHUHU (puc. 4).

Mepugepn- 1\‘ Benok ¢ ampudiminb-
4CCKHit . . HBIMH CBOHCTBAMM
6enok

fnaaormcckan

.t‘ PUIYJISLIA
e e W
e +i'-!“ "(_ . )

uamenenne pH;
XCJIATHPY UKL ArenT,
moucsnna; CO3

0% A
Jleteprent
- Benok, %“Q—
N CRA3ANNLIA ,/

.(;. yepes GPI )
‘Q

o ‘:/ I poreunrmmkan
w " 4

Hurrerpaoinsnnii eaox

[
-, © (ruapodobHBE JoMCH,
% / HOKPBITBIH JICTCPIenToM)

Puc. 4. Ilepudepuueckre 1 UHTETpaIbHbIC OCIKH.
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OcHoBHast posnb B (OPMUPOBAHUU OUCIOWHOW JUIUAHON MEMOpaHBI
oTBOAUTCS  (OCHOIUNUAAM—CIOKHBIM 3pupam (ochaTUIHON KUCIOTHI U

TJIMKOJIUIINaM —TJIMKO3WIbHBIC POU3BOIHBIC IIepamMua (Tadi. 3).

Taouauua 3.
JlunuiabIf cocTaB Ouosornueckux Memopan (%)
JIunuasl MeMmOpanb! yesioBeka | MemOpana
Mue/ns | DPHTPOLHUTHI E. coli
dochonunuabl

IIpousBoaHbIe riMLEepUHA:

docdaruHas KUCI0Ta 0,5 15 0
dochaTuanIrInIepruH 0 0 18
dochaTuanIXOIMH 10 19 0
dochaTuanadTaHOIAMUH 20 18 65
dochaTuanicepur 0,5 8 0
docharununmunosuronduchocdar 1 1 0
Kapauonunun 0 0 12
IIpousBoaHoe chpuHro3mHa:

Cdunromuenun 18 17 0

I mukomunuabl

IIpousBoanbie chUHrO3MHA: 26 10 0
['mokoniepedpo3ua

JlakTo3unepamun

Ctepousisl
XoJiecTepuH | 26 | 25 | 0

39



CH, CH,
CH, CH,
CH, Ch,
CH, CH,
CH, CH,
CH, CH,

7 Nonapxas
«[ONoBKa»

MopodiobHbIR
«XBOCT»

l
R—C —-—O—(|3Hz
R—ﬁ —o—(I:H
o) CH;-O—f—o—CHZ—

OH

®docparuanas kucnoradochaTuauiacepux

C|H-—NH:

COOH

- OCTATOK CEPHHA

(R-yrieBoa0poOHbIE paJUKaIIbl )KUPHBIX KHCIIOT)

0=

O - CHy- Chy- NH;
P-O

OnuHHble OnuHHbIe
anugaTtuyeckue anudaTudeckue
uenu uenm

DnunHbie
anubaTuyeckue
uenu

docharuanmranonamua®ochatuannxomnH®ochaTHAUITTHO3UTOIBI
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OCH,- CHOH-CH,0

HO—CH,
OnuHHele OnuHHbIE CH—NH, OnunHble
anudaruyeckue anudatuueckne anudaTtuieckue
uenu uenu HO _CH_CH=CH__(CH2)1‘2“‘CH3 uenu

KapanonunuuCdunroznnCdhuHroMmuenna

CH,0H CH,OH
HO 0 H O H
H o. ¥H
OH H OH H
HO——(|3H2 ("J H H H O—cCH,
H OH H OH
?H—NH—C‘—R H—NH—ﬁ—R
HO—CH—CH=CH—(CH,);7CH, HO—IH—CH=CH—(CH2},3—CH_‘

LepamuJlakTo3unmepamMu g
R-yrieBoaopoiHbIe pajuKalibl >KUPHBIX KUCJIOT, CBSI3aHHAs! C aMUHOTPYIIIION

c(MHTO3MHA aMUHOU CBS3bIO.

Jlunupr MeMOpaH COCTOAT W3 JIBYX YacTel: «XBOCT» - HEMOJSPHBIN
rupoQOoOHBIA U «TOJI0Ba» — MossipHas ruapoduibHas. Takyio ABOMCTBEHHYIO
npupoay  MeMmOpaHbl  HasbiBaloT  amMpuuabHoii. J[Ba  MoHOCHOA
OPUEHTHUPYIOTCSL «XBOCT K XBOCTY» TaK, YTO CTPYKTypa JIBOMHOIO CJIOSI UMEET
BHYTPEHHIOIO HETMOJIIPHYIO YaCTh U JIBE MOJISIPHBIE IOBEPXHOCTH.

I'unpodunbHOil vacThio sBIAOTCS (pocomunuasl: GochaTuANIXONINH,
dbocharummmTanonamud, Gocharuguncepud. [mapodoOHOlt  dacThio —
YTIIEBOJOPOTHBIC TSN AIlUIIBHBIX OCTATKOB.

OyHKIIMOHAIbHBIE CBOWCTBA JIUMHJAOB BO MHOTOM  3aBHCSAT  OT
CoJIepKaHUsl HACBHIIICHHBIX WJIM HEHACHIIICHHBIX XKUPHBIX KUCJIOT, BXOJSIINE B
coctaB (pochoUnUI0B.

st membpan xapakTepHa HcuoKocmuocms (TEKyUeCTh),

CIIOCOOHOCTB IUNUd08 1 OENKOB  Kiamepaivhou ouggy3uu.CKOpoCcTh ITOM
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mud¢y3uil 3aBUCUT OT MHKPOBA3KOCTH MeMOpaH, KOTOpas,B CBOIO OuYepelb,
3aBHCHUT OT COJIEP KAHUS HACBHIIIEHHBIX M HEHACHIIIEHHBIX )KUPHBIX KUCIOT.

XojecTtepuH pacmojiaraetcss B rUApogoOHOM yacThd  MeMOpaHbI
napajuiebHO THUAPOPOOHBIM XBOCTaM MOJIEKYT (Qocdo- U TIIHKOIUIUAOB.
['uapokcunpHas TPyMIa XOJECTepUHA TMPUCOCIUHSICTCS C TUAPOPUIHHBIMU
rojioBKaMu MoJjiekys ¢ocdo- u rimukonunuaoB. Ero ampuduibsHOCTEBRIpaKEHA
c1ab0 ¥ UMEET BHITSIHYTYIO (hopMmy.

CH
CH, 13 s 1 3 CH,
10
H CH,

I3

XoJiecTepuH

XonectepruH B MeMOpaHax CHHXKAeT TOJBIKHOCTh Iened >KUPHBIX
KHUCIIOT U JaTepaibHylo nuddy3uto OETKOB M JIMMHUAOB, U MOXET BIUATH Ha
GyHKIIUIO MEMOpPAHHBIX OETTKOB.

VYrineBogHble  yacThd  OeNKkOB  (IVIMKONMPOTEWMHBI) W JIMIHJIOB
(raMKoJMNMAbI)  pacrojararoTcs Ha  HApY)KHOW  4YacTH  MEMOpaHBI.
['muxonunuasl MTOCTPOCHBI Ha OCHOBE aMUHOCITUPTA -
chunrozuna.l uapoPMIbHOM YACTBIO TIUKOJUIMIOB SIBISIOTCA YIJICBOJHBIC
OCTaTKH, MPUCOEAUHEHHbIC TJIMKO3UJIHOM CBA3bI0 K TUJIPOKCHIIBHOW TpYIIe
c(hUHro3uHa.

B 3aBucuMoCTM OT UIMHBI YIVIEBOJHOW 4YacTH pa3JIWYarOT  CJIOXKHBIN
onurocaxapui (raHrJIMO3UAbI) 1 MOHOCAXapHIHBIN OCTAaTOK (1[epedpo3uabl).

VYriieBoHbIE OCTAaTKU 3alMUIAIOT OEJIOK OT MPOTEOJn3a, YYacTBYIOT B
y3HABaHUM W aAre3uu. MeMOpaHHbIE TJIIMKOMPOTEHHBI TIMKOZUIUPYIOTCS TIO
acraparuty, CEpyuHy WA TPEOHUHY.

YcToiunBoCcTh MEMOpaH OMPENEseTCs TOBEPXHOCTHBIMU SIBICHUSMHA U
MEXMOJICKYJIIPHBIMU B3aUMOJICUCTBUSAMU. TeKy4eCTh U JKECTKOCTh MeMOpaH
3aBUCUT OT UX cocTaBa. Hampumep, >KECTKOCTb MOBBIIIAETCS C YBEITUYECHUEM

COOTHOHICHHA HACBINICHHBIX JKUPHBIX KHCJIOT K HCHACBINICHHBIM B COCTAaBC
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dbochommmuIoB u COAEPKAHMEM XOJECTepOJIOB./[MHaMHUYHOCTE MeMOpaH
XapaKTepU3yeTcss WX TUIACTUYHOCTBIO (CIIOCOOHOCTh M3MEHSTH (opmy 0Oe3
MOTEPU LEJIOCTHOCTH). MeMOpaHbl MOTYT JIETKO pa3pyliaThCs MO JCHCTBHEM

JIETEPTEHTOB U TaK)Ke CIIOCOOHBI K camocOopke (puc. 4.).

2 1
S, -’2%- ‘\\%‘;;";:::'z \'\“’@
fof E?L\k‘:‘ ! - /’ //0{;
o/;,\*’
Puc. 5. Pazpymienne u camocoopka MeMOpaH.
3 (B IEHTpE) - MULIEIUTBI, 00PA30BaHHBIE AETEPIEHTOM U KOMIIOHCHTAMH

MeMOpaHbl;2 - OEJIKU, HAXOISAIMECS HA BHYTPEHHEHN MOBEpXHOCTU MeMOpaHsl; 1

— OeNKu, U3MEHUBIIINE OPUEHTAIIUN TTOCJIE CAaMOCOOPKH.

TpancMeMOpaHHBIN NIePEeHOC BelIeCTB

['maBHass ¢yHKIUsS MemMOpaH — peryiasiuus mepeHoca BerecTB.Uepes
MeMOpaHbl KJIETKH B OJHO W TOXKE BpeMs B 00OMX HAIPaBICHUSX MPOXOISAT
COTHM pa3HbIX BemiecTB. llmasmarmueckas memOpaHa JOKHA BIYCTHTH B
KJIETKY U YJEp)KaTh BEIIECTBA, KOTOPHIE HYKHBI KJIETKE, © OCBOOOIUTHCS OT
HEHYXHBbIX crnocobom auddy3un. IlepeHoc BemecTB MNPOUCXOAMUT, IOKa
CYLIECTBYET TpaJuEHT KOHIEHTpAlMK (KOHLEHTPALUS IO OJIHY CTOPOHY
MeMOpaHbl 0O0JIbIIE, YEM IO JAPYTYIO) U MEPEHOCHUT J0 TeX IMOop, MOKa B 00eux
obnactssx MeMOpaH OyneT JOCTUTHYTa OJMHAKOBas KOHIIEHTPAIUS BEIIECTBA.
CymectByroT nBa tuma audQys3uu: macCUBHBIA W akTUBHBIA.  CKOpPOCTH
nudGy3un BEIIECTB 3aBUCHT OT pa3Mepa MOJIEKYJ M HX pPacTBOPUMOCTH B

KuUpax.
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Mo dysms

/—JaCCI/IBHM\

AKTHUBHas

IIpocras AKTHBHag AXTHBHEIH
mpdysus madbysns TPaHCIOPT
IMeppuynbIii BropuanbIii

AKTHUBHBIN
TPaHCIOPT

AKTHBHBIA
TPaHCIIOPT

/N

Cuvmmopt  AHTHIIOPT

Taoauuna 4.

buonornyeckast POJIb IMEPECHOCA BCIICCTB YCPEC3 MCM6paHBI

JAu¢Py3us BemecTs mo rpagueHTy KOHUEHTPAUMU, CAMOIIPOU3BOIbHBIN
npouece

Cxopocth 1uddy3uu B CTOPOHY MEHbBIIIEH KOHIICHTpAIMu Oy1eT 0obIIle,
4eM B 00paTHOM HampaBJICHUU

IIpocTas [lepenocutr wmanbie(HenoisipHbie) | He TpeOyeT crnernuanbHbIX
auddy3ua* | opraHuyeckue MOJIEKYJIBI | IEPEHOCYMKOB
(puc. 6) (ctepounnble W TUpeouaHble | (IUPHYHIUPYIOT oe3
TOPMOHBI,  KUPHBIC  KHUCJIOTHI, | y4acTUS KaKuX-JTn00
OCH30JI, MOYEBHMHA, TJHUIIEPOJI); | MEXaHU3MOB).
MaJjble TOJSIPHBIC HE3apsSHKCHHBIC
MOJICKYJIbI  (9TAaHOJI, MOYEBHHA,
0,, Ny, CO,, NH3, H,0).
Oo6neryennas Oo6unervaet nudPys3uro ruipoUIbHBIX BEIIECTB YEPE3
auppy3usa* ruipodoOHbIN ci0i MeMOpaH
(puc. 6)
[lepenocut Oompmme moNspHBIE | TpeOyeT  CrerualbHbBIX
He3apsDKEHHBIC MOJICKYJIBI: | IEPEHOCUYMKOB** 17001
TIF0K032,a]ICHUJIOBBIC KaHAJIOB OEIIKOBBIX
nyxneorunss, K, Ca® u ap. CTPYKTyp(TpaHCIIOKa3a,
nepMmeasa, IMEepEeHOCAIINe
BEIIECTBA B obonx

+ 2+
HanpasieHusix; Na ' /Ca” -
OOMEHHHK, BaJIMHOMHIINH

v JIp.)

H', nupysar u 1p.

[TaccuBHBIICUMIIOPT -
NEPEMEILICHNE HOHOB B
OJIHOM HamlpaBJIEHUU

Cl', HCO3u ap.

[TaccuBHBI ~ AHTUIIOPT
MEPEMEIICHUE HOHOB B
MIPOTHUBOMNOJIOKHBIX
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‘ HAIIPaBJICHUAX

And¢y3us BemecTs NPOTHUB IPAJAUEHTA KOHIEHTPAIUH,
HECaMOINPOU3BOJbHBIN MPOLEece

Ckopoctb n1uddy3uu B CTOPOHY OOJIBIIECH KOHIIEHTpALMKU Oy1eT OOJIbIIE, YeM B

00paTHOM HaNpaBJIECHUU

AKTHBHBIA [lepenocut Oonbuime nomnspusie | TpedyeT HUCTOYHUKA
TPAHCHOPT® | HE3apsSKECHHBIE MOJIEKYJIbL: | 3Heprun (ruaponu3 AT
(puc. 6) AMUHOKHUCJIIOTBI, IJIF0K032, | WIH OJIHOBPEMEHHBII
nykneotuasl, vousl H', Na', K, | nepenoc IPyroro
Mg*, Ca*, NH,", CI, HCOj, | Bemecrsa)
H,PO,u np.
[TepBuuHbIH Na’, K" - AT®aza Uctounuk sneprun ATO
aKTUBHBIN Ca’*-ATdasza
TPAHCIIOPT H'-AT®aza
(puc. 6)
Bropuunsiii HWcrounnk  sHeprum  —
AKTUBHBIN IPaeHT KOHIEHTPALUu
TPAHCTIOPT OJIHOTO M3 TEPEHOCUMBIX
(puc. 6) BEIIICCTB
Cumnopr(puc. | TpancnopT riatoko3bl 3aBUCUM OT | C MOMOLIBIO TPAHCIOKA3bI
6) nona Na* TPAHCIIOPTUPYET B KIIETKY
OJIHOBPEMEHHO 1Ba
BemiectBa. OJIHO M3 HHUX
HEpPEMEIIAETCS IPOTHUB
rpajeHTa KOHIEHTPAIUU
3a  CYeT IMepeMeleHUs
Apyroro  BelllecTBa IO
IpaeHTy KOHIICHTPAIUH.
AHTUIIOPT Ca*’,Na*- wm H',Ca™- axtusnbii [lepemenienne  BelIeCTB
(puc. 6) AHTUIIOPT UJET B MIPOTUBONOJIOKHBIX

HarpaBieHusix. OgHO H3
HUX TPOTUB TpaJueHTa
KOHIEHTpallul 3a CYeT
NEpPEMELIEHUsT  JpYyroro
BEIIECTBA [0 TIPAJAUEHTY
KOHIICHTpAI1H.

*J1J1s1 Bcex 3apsKEHHBIX MOJIEKYJI JIMITUIHAS MEMOpaHa He IPOHULIaeMa.
** J171s1 KaXKI0TO BEIIEeCTBA WM IPYIIIBI BEUIECTB UMEETCS CBOM MEPEHOCUUK.

buonoruyeckne MemMOpaHbl COACPKAT «HOHHBbIE KaHAJbD (puc. 5),

yepe3 KOTOPBIX MPOUCXOJUT TPAaHCMEMOpPAHHBIA MEPEHOC psjia HOHOB

2+ + + - v
(Ca",Na’, K', CI'). MonHble KaHaIBl MPEACTABISIOT COOOW OJMTOMEpPHBIC
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OENKOBbIE CTPYKTYpbI, MPOHU3BIBAIOTCA OT HAPY>KHOH CTOPOHBI MeMOpaHbI J10
BHYTPEHHEH MOBEPXHOCTU U 00pa3zyloT TMAPOPHUIBbHBIN KaHal (3amOoJHEHHBIN
BO/10M). loHHBIE KaHAJIbl MOTYT OBITh OTKPBITBIMH WJIN 3aKpbITHIMU. I3MeHeHus
COCTOSIHU KaHaJla PErYJIUPYETCs TOPMOHOM WJIM MHOW CUTHAJIBHOW MOJIEKYJIOM.

HMoHpl HMMEIT DJIEKTPUYECKUH  3aps], I[O3TOMY, KOrJa HOHBI
IIPOTHUBOIIOJIOKHOTO 3apsna pasaerneHsl MEMOpaHOH, BO3HHUKAET
TpaHCMEMOpPAHHBINA AJICKTPUUCCKUN MOTeHIMan VM (BbIpakaeTcsi B BOJIbTaX).
OT0 cuia, KOTopas MPEnsATCTBYET IEPEHOCY MOHOB Uyepe3 MeMOpaHy, pU 3TOM
MOHBl HAYMHAIOT JBUTaThCs Tak, uToObl yMmeHbuTh VM. IlosTomy,
HaIlpaBJICHUE  3apsDKEHHOTO  BEIIECTBA  3aBUCUT OT  XMMHMYECKOTO W
ANEKTPUYECKOT0  TpaigueHTa. OITH  JABa  (akropa BMECTE  CO3AAlOT
JIEKTPOXMMHUYECKHH MOTEHLHAJ (Vm)unu BIEKTPOXUMHUYECKUN
rpaJlueHTKOHIIEHTpauu.Ha HapyXHOU CTOpOHE MeMOpaHbl T'paJUEHT 3apsaa
UMEET BBICOKYIO KOHUEHTpaluio(+), Ha BHYTPEHHEW CTOpOHE MEMOpaHbl —
HU3KYI0 KOHIeHTpanuio (—). HMcTouynmkamu QGoOpMHpOBaHHS TpaaueHTa
spnstorcs katnonsl — K', Na',oprannueckue anunonsl u 1ouCl

Pacrnipenenenrie HOHOB MEXIy BHEIIHEW CpeAOd U BHYTPEHHUM 00bEMOM
KJIETKH oIuchbIBaeTcs ypaBHenueM HepHcera:

_ R-T ‘In CCHapymu
F-n C

GHYmMpu

INA

Ay — TpancmeMmOpanHslii motenuuan (B); R — rasosas nmocrosinnas; T —
temnepatypa (K); F — koncranta ®@apanes; N — konudecTBo HOHOB; C —

KOHIICHTPALUU.
B cocrosHuu mokosi KJIeTOK MeMOpaHHBIN moTeHIan coctasiser 0,05-

0,09 B. Ha BHyTpeHHEel CTOpOHE IUIa3MaTHYECKOW MEMOpaHbI TpeoliamaaeT

U30BITOK OTpHULATCIIbHBIX 3apsA10B.
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a 6

C] CI2 Cl C-‘,_‘ - t
nk - — ‘am
I i ’ - > -
B -
C1>>Cy C1-Cy V>0 Vin=0
Ilo pasHOBC- PaBuosecue Jlo paBuosecus PasHoBecHe
cus JOCTUTHYTO JOCTUIHYTO
Ectb notok Hert noroka

—

Puc. 5. JIBr>xeHue BEIECTB uepe3 MeMOpany.
a)/lBmkeHne HEUTpaJbHBIX BEIIECTB HAMpaBlIE€HO B CTOPOHY Ooyiee HHU3KOM
KOHIIEHTpAllMu 10 JOCTHKEHUs paBHOBecHus. CKOPOCTh TPaHCMEMOpPaHHOTO
JNBIOKEHUST (OOJIbIINE CTPENKH) MPONMOPIHUOHAIBHO TPATUEHTY KOHIICHTpAIIUU
C1/C;. 0) JIBmkeHue 3apsHyKEHHBIX BEIIECTB OMPEAEISETCS AIEKTPOXUMUUECKUM
noTeHruaIoM(VM)u pa3HOCTHIO XUMUYECKUX KOHIICHTpAIUHU (JIBH)KEHUE HOHOB

poIoKaeTCsa moka VM He JOCTUTHET HYJIA).

IToToku BellecTB B )KMBOM KJIETKE MO CIOCOOY MPOCTOM M 0OJer4eHHOMN
mud¢y3un HUKOTJAa HE MPEKpallaioTcs, T.K. BbIPABHUBAHHWE KOHIEHTPALUU
HUKOI/Ia HE JOCTUTaeTCA.

benok mnepeHOCYMK HMEeT IIEHTP CBS3bIBAHMS, KOMILJIEMEHTAPHBIN
NEPEHOCUMOMY BEIIECTBY, IOTOMY AJisi 00JeryeHHon quddy3uu, B OTINYHUE OT
MPOCTOM, XapaKTepHa BBICOKas u30UpaTenbHOCTh (Tabu. 4). I[lepeHocumoe
BEIIECTBO MPUCOCIUHACTCS K TPaHCIOKa3e (TPaHCIOPTHBIN OENI0K), N3MEHSETCs
e¢ KoHpopMaIusi, B MeMOpaHe OTKPBIBACTCS KaHA M BEIIECTBO OCBOOOXKIaeTCs
C JApyrod CTOpoHbl MeMOpaHbl, TpaHCIOKa3a MPUHUMAET HCXOIAHYIO
KOH(GOpPMAIIMI0O U BHOBb BBINOJHSIET TPAaHCHOPTHYIO (yHKUMIO0. B kaHane Her
rupooOHOr0  MPEnATCTBHS, TMO3TOMY OSTOT  MEXaHU3M  Ha3bIBaeTCs
obseruennort nauddysueir. B gpyrom ciydae MOTYT  OJTHOBPEMEHHO
y4acTBOBaTh HECKOJIBKO OENIKOB-TIEpeHOCYnKoB. B 3ToM ciyuae yxke

MPUCOEIMHEHHOE BEIIECTBO CaMO MEPEXOJUT OT OJHOro Oelka K JApyromy
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(cBsI3BIBAsICh TO C OJHUM, TO C APYTHUM O€JIKOM),

IPOTUBOIOJIOKHONU CTOPOHE MEMOpaHsbI (puc. 6).

Kontentpauus
CHapyXH

IIOKa HE€ OKaXCTCid Ha

gl Obnervennas aucyans

IMpocran auddyans

(10 3NeKTPOXUMHYECKOMY

(TONLKO HenospHele rpajiienTy)
COC/IMIENHA, 0 KOHLEHTPALIMOHHOM
rpajiveHTy
Kounenrpaums
CHApPYXH ITepBH4HbBII AKTHBHBIA
TpalcnopTt (NpoTHB
ANEKTPOXHMHMYCCKOrO
Konnenrpauns rpajuciTa)
I'\H_\"I |}l|
P y Konuenrtpannsa
Kounenrpains N . - CHAPYXH
BIYTRH -\ﬁ‘\l
Konuenrpanng g — s/
BHYTPH ) o
Wonneri Tpancnopr, i~
onocpenoBaHybii noHodopom Mon ADE + P
(10 INEKTPOXHMHYECKOMY Q
rpajIMeHTy) /
- —}{, \
'é:._‘-..‘:\ / 1{HHI[["I['I' JALLIH
“&H { Q,,-’_ n]m'r:u
\7/1 e Hon ’Q >
—~ Hon « PE'S
v f \L
o 7~ Konuentpaums
CHapyxH
HouHerit kaxnan “°
(o 3NeKTPOXHMHYECKOMY OH .
IPajIMEHTY; MOXET OTKDBIBATBCS Bropuynblii aktusHbii
TpaHcnopT (MPOTHB

JIMraHAOM WIH HOHOM) 9
Hon

3JIEKTPOXMMHYECKOro rpajiueHTa,

JIBHOKMMBIH TIOTOKOM MOHOB MO FPa/IUEHTY)

Puc. 6.CxemaTnueckoe n300pakeHUe TUTIOB TPAHCIIOPTA BEIIECTB Yepes

MeMOpaHy

3J16KTp oxumud eckuii rpaguent (Vm)

I'panuent 3apsana ¢

BLICOKaH Huskas
KOHUEHTpaLHs KOHIICHTpaLHUs
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MexaHu3m JerCTBUANIACCUBHOTO TpaHCIOpTaMexaHu3M JIEMCTBUSI AaKTUBHOTO
TpaHCIopTa

[Ipy akTUBHOM TpaHCHOpPTE, B OTJIMYHE OT MPOCTONM U 0OJEerdyeHHOMN
mudy3un, TEpeHoC BEMIECTBA MPOUCXOAUT MPOTUB TPAAUCHTA KOHIIEHTPAITUN
(tabn. 4). Tak kak, ATOT CMOCO0 CBS3aH C PACXOJOBAHUEM DSHEPTUU, TO
UCTOYHUKOM DHEPIUM MOXKET ObITh TuApoiu3 AT® (mepBUYHBIN aKTHUBHBIN
TpaHCHoOpT-l) WM rpaMeHT OJHOrO BEIIECTBA MCIOJNB3YETCS IS TPAHCIOPTa
JPYroro BeliecTBa (BTOPUYHBINA aKTUBHBIN TpaHcmopT - |1).

AKTHUBHBIN TPAHCIIOPT HEKOTOPHIX MUHEPATHHBIX MOHOB 32 CUET SHEPTHH
AT® npoucxoauT ¢ y4aCTUEM MOHHBIX HAcocoB (TpaHcnopTHbIX AT®da3). Ito
OCJIKOBBIE YCTPOMCTBA, CIIOCOOHBIE N30UPATEIHLHO MPUCOCTUHATE MEPEHOCUMBIH
noH u ruapomnsoBath AT®(l). Ilpm stom »sHeprusa rugponuza ATO
TpaHC(HOPMHUPYETCS B PHEPTUIO PA3HOCTU KOHILIEHTPAIMM MOHOB IO CTOPOHAM
memOpanbl. K mpumepy, Hatpuessii Hacoc(Na',K'-AT®aza)3a cuer ATD
Na* NEUCTBUS

uK" Mexanusm  3TOro

CIOCOOEH  MEPEHOCUTHUOHBI

xapakTtepusyercs npucoequHenneM k ATdaze Tpex uoHoB Na’, KoTopslit

aktuBupyetr Qepment, pacmemsitonuii AT® nHa AJ[® w  docdarHbrit

octaTok.@ochaTtHbii ocTatok mnpucoenauHsiercs k ATdaze, npoucxoaut
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dbochopunupoBanue (GepMeHTa W HU3MEHsieTcs ero KoHdopmarus. VoHHBIM
KaHaJl 3aKpbIBAaCTCSI C BHYTPEHHEH CTOPOHBI MEMOpaHbI U OTKpPBIBAETCS C
Hapy>KHON CTOpOHbl. OJTHOBPEMEHHO YMEHBIIAETCS CPOJCTBO  IEHTpa
cBsi3bIBanus K noHy Na*. Bee Tpu nona Na'mokuaaor ¢pepMeHT U K ero LEHTPY
CBA3BIBAHMS IPUCOEIMHAIOTCA 1Ba HOHAK', KOTOpBIe U3MEHSIOT KOH()OPMALIUIO
dbepMeHTa B 00paTHOM HAINpPABJICHUU: MOHHBIA KaHAJ 3aKPBIBACTCS C HAPYKHOM
CTOPOHBI MEMOpaHBI U OTKPHIBAETCS] C BHYTPEHHEH cTOpOHBL. OHOBPEMEHHO OT
dbepmenTa ¢ yyactueM BoAbl oTmiemigerca GocdartHbiii octaTok. CpoJCcTBO K
nonaMK' CHIKAaeTCs, U OHM OCBOOOKIAIOTCS B LUTO30b. DHEPrHsl THAPOIN3A
AT® nHeobxomuma IJii U3MEHEHHUS CPOJACTBA K MOHAM IO pa3HbIe CTOPOHBI
MeMmOpanbl. TakuM oOpa3oM, 3a MOJHBIM UK pabOThl MOHHOIO Hacoca W3
KIETKH B MEXKIETOYHOe IIPOCTpaHCTBO mHepeHocarcs 3Na“, a B obparHoM
narpasienun — 2K'. HatpueBblii Hacoc paboTaeT B SIEKTPOr€HHOM PEKUME.
3/1ech MEpeHOC KaTMOHOB HEIKBUBAJIICHTEH, C PA3HOCTHIO MX KOHIIEHTPALMH
OJIHOBPEMEHHO BO3HUKAET PAa3HOCTh AMEKTPUUYECKUX NoTeHuanoB (Menbuie 0,1
B). Tak obOpa3yercst TpaHCMEMOpaHHBIH AJIEKTpoXUMUYecKuil moTenmuan (Vm),
KOTOpasi ypaBHOBEUIMBAET M30BITOK KOHIICHTPAIIMU BEIIECTB BHYTPU KIICTKH
(paBHOBecue JloHHaHa). MHoOrme MakKpOMOJEKYJbI HE MOTYyT CBOOOJHO
NPOHUKATh Yepe3 MeMOpaHy, IMO3TOMY 3a CYET OcCMOca BOJA CTPEMHTCS
MPOHUKHYTHBHYTPh KJIETKH, KJETKa HAOyXaeT U MOXKET MPOU30UTH DPa3phIB
MeMOpanbl. DyHKIMS HATPUEBOrO HAcoca MPENsTCTBYET STOMY HaOyXaHUIO
KJIETKH, YTO

IPUBOJUT IO 00€ CTOPOHBI MEMOPAHBIK Pa3HOCTH MOTEHIUAJIOB.

Kanbiuesbiii Hacoc (Ca2+—ATq)a3a) 3a cueT AT® cnocoOeH MepeHOCUTh
vonsl Ca”* uepes MeMOpaHy MPOTHB IpajMeHTa KOHUEHTpAuwH.[IpoTOHHBIIT
Hacoc (H'-AT®a3a) 3a cuer ATD crnocoben nepeHocuts nousl H'. TIpu sTom
BO3ZHHMKAET MPOTOHHBINA 3TEKTPOXUMUYECKUNA MOTEHIUA.

AKTHUBHBIN TPaHCTIOPT BEIIECTB Ye€pe3 MEMOPAHY MOMKET OCYIIECTBIATHCS

3a cuer sHepruu AT® rpamuenta koHieHTpanuu apyroro BemectBa (11). B
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3TOM Clly4yae NMEePeHOCUUK OCYILIECTBIISIET IepeMellieHue sl 000MX BelecTB X U
YonHOBpeMEHHO B OgHO  HampasineHus  (cumnopt). Ilpuuem Y
TPAHCIIOPTUPYETCS POTUB IPAaJUEHTA CBOEH KOHUEeHTpauuu. [Ipucoennnenue n
OTJICJICHHE TEPEHOCHMOI0 BEIIECTBA C IMOMOINBIO CHEHU(UUECKUX LEHTPOB
CBSI3bIBAHUS BBI3bIBAECT U3MEHEHUsI KOHpopManuu rnepeHocuuka. [lepemernienne
BellecTBa X IMPOTUB TPaJMEHTa CBOEH KOHLEHTPAlMM B HAIPABIICHUH,
IPOTHUBOIIOJIOKHOM NEPEMEIICHUIO IPYroro BemecTBa Y IO €ro IpaJueHTy
KOHIIEHTPALlMU HA3bIBAETCSl aHTUIIOPTOM. B 000ux ciiydasx mpucoeIuHEeHUE U
OTJICJICHHE TEPEHOCHMOIr0 BEIIECTBA C IMOMOINBIO CHEHU(PUIECKUX LEHTPOB

CBA3bIBaAHHA BbI3BIBACT U3MCHCHU A KOH(l)OpMaHI/II/I ICPCHOCHHKA.
6

Buyrpu Cuhapyxu Buytpun Cuapyxu BuyTpu

-— 3 Na' (O é}
X O— X ©O)—>

Y (u)—-(/ﬁ (/7

CHapyxu

Ti

[,
t AT® |~ |~
- X - X
= AJlD > Y
3Na' w2 >-OPOLI, N N YO
2K'(®) T>
m—-‘"‘ > OPOH, R n
—— Y-
F——- 1,PO,
"-—-_Ij
— 2K [X], > [X],, X1, > [X],,
S — v, < (Y], Y], > (Y],

Mexanusm aeiicteus Na* K'-ATdassiMexannsm neiicTus(a)cummopt u (6)

aAHTHUIIOPT
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NurunburopamMu TpaHCMEMOpaHHBIX MEPEHOCYUKOB SBIIAIOTCS CEPICYHBIE TIMKO3UABI (Ipymma
JICKapCTBEHHBIX BEIIECTB, MPUMEHSEMbIE I JICUCHHS CEepJeHHBIX 3a0osieBanmii). OauH W3 HUX —
crpodantunG (yabaun), muruoupyrommii Na' K'-AT®azy. OH yBeIMUMBAeT CUIy M CKOPOCTb
COKpAIlleHUs] MHOKap/a, CHI)KAaeT TIOpOr BO30YAMMOCTH MHOKapAa, yrHeTaer AV-npoBoaumocTs. [Ipu
CepIeYHOI HETOCTATOYHOCTH TpUMEHEeHHEe CTpohaHTHHAGNPUBOAUT K YBEIWYEHUIO YJIApHOTO U
MUHYTHOTO O00OBEMa Cep/la, yIydlICHHIO OMOPOKHEHUS KEITYJA0YKOB, UTO 00YCIaBIMBAECT CHUKCHHIO
MOTPEeOHOCTH MHOKap/ia B KUCIOPO/IE.

®nopum3un (rpymmna ¢GIaBOHOJIOB, BCTPEYAIONIEECS B KOPHAX PACTEHUI) B OpTaHU3ME BBI3BHIBACT
rimoko3yputo. OH  WHTHOMpYET TIEPeHOCUYMK TIIOKO3bl B KIETKax HE(POHOB, B pe3yibTaTe
MpeKpamaeTcss Wiu 3aMeuisieTcss peadbcopOIus TIIOKO3bl B TMOYEYHBIX KaHaiblax. lloatomy oH

HCIIOJB3YCTCA B OKCIICPHUMCHTAJBHBIX LCIIAX ITPHU U3YUCHUU MeTa00JIM3Ma TIIIOKO3HEI.

52



I'naBa 3
SHEPTETUYECKUU OBMEH

Opnum n3 HaumboJiee aKTyaJIbHbIX BOIPOCOB OMOXMMHHU SIBJISIETCS dHepreTuueckuii oomen. Ilpu
0osee rIyOOKOM M3YYEHUHU 3TOTO BOIMpOCA MOSBUTCS BO3MOXHOCTh YMEHBIIUTH MOTPEOJICHUE MHUIIH,
yIYy4IIUTh METa0O0JIM3M, YTO NPUBENET K PELICHUIO TaKuX MpoOJeM, KaK OXUPEHUE, HUHCYIbTHI U
UH(PAPKTHI, KOTOPbIE COCTABIISAIOT OJIHY U3 OCHOBHBIX MPUYMH CMEPTHOCTH B MUPE.

Oprannyeckue BELIECTBA, KOTOPbIE MbI MOTPeOIsieM C MUUIEH, COAEpk,AaT B OCHOBHOM TaKHE
AIIEMEHTBI KaK YIJIEpOJ, BOJOPOJ, KHCIOPOJ U a30T. IMEHHO M3 3TUX BELIECTB B OCHOBHOM COCTOSIT
O€JIKH, KUPBl M YIJIEBOJbI, KOTOpPbIE Mbl MOTpedJisieM BMecTe ¢ muiiel. Bac Hukorga He BoJIHOBal
BOIPOC, KAKOM MMEHHO M3 TUX 3JIEMEHTOB JIa€T HAIlllEMy OPraHU3My OCHOBHOE KOJMYECTBO IHEPTUU
HEO0OXOAMMOW HaM JIsl )KU3HHU.

VIMEHHO 3TH 1 MHOTHE JIPYTHE BOIPOCHI Mbl M PACCMOTPHUM B JIaHHOM T'JIaBE HAILIEH KHUIU.

Bce xuBble opraHu3Mbl 00J1aJal0T CHOCOOHOCTBIO M3BJIEKATh W MPEOOPa30BBIBATH IHEPIHIO,
KOTOpasi B CBOIO OYEPE/Ib PACXOAYETCsl Ha OMOJIOTrHYECKHE MPOIECChl. JTa CIOCOOHOCTh Pa3BUBAJIACh Y
JKUBBIX OPraHW3MOB II0 MEPE WX pa3BUTUS Ha MNPOTSHKEHUM MHOTUX TBHICSYENIETUH. XUMUYECKHE
IPOLECCH JIeXkKAIlMEe B OCHOBE IMpeoOpa3oBaHUsl HSHEPrUM IUTATENIbHBIX BEIIECTB B IKU3HEHHYIO
PHEPrHMI0 B TEUEHUM MHOTMX BEKOB MHTEPECOBANM Y4eHHbIX. Hanpumep, ¢QpaHIy3ckuii XHMUHK
JlaBya3be npy U3y4EHHUH MPOLIECCOB MPEBPALEHUS YHEPTUH IPULIEIT K BBIBOY, YTO JbIXaHUE SBISAECTCS
KU3HEHHO BaXKHBIM IporeccoM. OH BBISICHWI, YTO «IbIXaHUE HE YTO MHOE, KaK MEIJICHHOE TOPEHHE
yIaepoJia ¥ BOAOPO/Ia, OX0XKEE Ha MPOLECC, MPOUCXOIAIINN B KEPOCUHOBOW JIaMIIE WJIH CBEYEY.

B mpouecce u3ydeHHs SHEPreTUYECKOro OOMEHa PpOXKIAIOCh W yMHPAIO MHOTO TEOpHid
OOBSCHSIONIMX 3TH TIpouecchl. OgHa U3 NMEepBbIX - 3TO NepekucHasa Teopus baxa (1897). CornacHo
ATOH TEOPUM MOJIEKYJa KHCIOpOJa Pa3pbIBAaCT CBOIO JBOWHYIO CBSI3b M AaKTHBHUPYSCh PEarupyer C
KaKUM — JIUOO BEIIECTBOM A, MPHU 3TOM 00pa3zyeTcs nepekucHoe coenuHenue AQO,.

i, S [evoeTpaTr
o 0 ~
A+ 020 — A{l =—==——>_ A + S0,
- [pEICcTeHEEL cyBoTpaT]

3HaunT, MO MHEHMIO baxa, KHCIOpOJ aKTHUBUPYETCS C OOpa3oBaHWEM IEPOKCUIOB. 3aTeMm
MEPOKCHUIHOE COEAMHEHHUE B3aMMOJICHCTBYET C BelecTBoM B u okucnsier ero. B pesynbrare
o0OpasyeTcsi TIOJIHOCThI0O OKHUCIIEHHOE CoequHeHrne B M BOCCTaHOBIEHHOE coenuHeHHE (akuentop A).
Ceiiuac yxe MU3BECTHO, 4TO Teopusi baxa He MMEeT OTHOUIEHUS K JBIXaHUIO, HO €ro pabOThl ChITPATU
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OOJIBIIYIO POJIb B U3YUYEHUU XUMUYECKUX MPOLECCOB MPOTEKAIOIIUX MPH JIBIXaHUH U 3aJ10KUIU OCHOBBI
JUTsl COBPEMEHHOI'O MOHUMAaHUSI MEXaHU3MOB aKTUBALIUU KUCIOPO/Ia.

Crnenyromeit Onuta Teopusi Hannagmua. (1907r) On uccnenoBan HepMEHTATUBHYIO TPHUPOIY
IpIXaTeapHOTO Tporiecca. [lammanmua mokaszan, 4To W a’poOHas W aHa’poOHas ¢as3bl JbIXaHUSA
oOecrnieunBaroTCs crieuuGuuecKkuMu pepMeHTaMu, IMOCIEI0BATENIbHO MepepadaThIBAIOIIUMU MPOTYKTHI

JAbIXaHHsI.
AnaipodHasa dasa AspodHas daza
AH» + R —— A  +  RHj RH, + 11200 —— R + Hy0
cybeTpaT depmMeHT OKHCICHHEI Eo0CcTAHOBIeHHEBIN

cyberpat deprenr
CymeCTBOBaJIa TAKXXE aHaJIoOTU4YHasd Teopm{BmIaHz[a, OoT/IM4YaBIIasacCsa OT TCOPHHU ITannaguna
JUIb TEM, YTO OHa KaTCropHycCKu OTpunajla poJjib OKCHIA3 KakK CHGHI/I(I)I/ILI€CKI/IX AKTHUBATOPOB
KHCJIopoJa.

-H, 0 +H,0 JOH -H, 0
CHy-CH,OH —— CHy-Clyy  ——— CH3-C70H ———— CHy- Iy
ATAHOT YECYCHBII B AET T rugpatHad opmMa  YKCYCHAs KHCIIOT2
Bunana cunrtan MoOJeKyJIsSpHBIA KUCIOPOJA CIIOCOOHBIM CaMOCTOSITEIbHO OTHUMAaTh BOAOPOJ OT
BOJIOPOJHOIO aKIIENTOpa, B TO BpeMs Kak Ilammaaun cuurai, 4To BOLOPOJIHBIE AKLENTOPHI HE MOTYT
CaMOIIPOU3BOJIBHO OCBOOOKIAThCS OT BojopoAa. I1o ero MHEHMIO, JaHHBIN MTPOLIECC MOXKET MPOTEKATh
TOJIKO MpHU y4acTUU OKcujas. Taxke Obuta Teopus npoTuBHHMKa Bunanaa - teopusi BapOypra. On
CUMTAJ YTO MOJIEKYJISIPHBIM KHUCIOPOJ HE MOXXET BCTYNUTh B OpPraHuW3Me B Kakod Obl TO HU OBLIO
OKHCJIUTENIBHBIA MPOLIECC, €CIIU B OPraHU3Me OTCYTCTBYET CHUCTEMA YKEIE300PTaHUYECKUX COCIUHEHUH,
TUIIUYHBIM TPEACTaBUTENIEM KOTOPBIX OH CUMTaid remMuHpepmeHnTt. BapOypr yTBepkaan, 4To UMEHHO
JAHHBIN (PEPMEHT aKTUBUPYET MOJICKYJISIPHBIM KUCIOPOJA U TEM CaMbIM JAET HAYaJIO OKUCIUTEIbHBIM
mpoleccaMm, a 3HAaYMT Oe3 Hero abIXaTellbHbIM IMpollecc coBepiiaTtbess He MoxkeT. Ilpu OGonee
BHUMATEJIbHOM M3yYE€HHH Mbl MOKEM 3aMETHUTh, 4YTO Teopuu BapOypra u [lamnanuna oueHb MOX0XH U
€IMHCTBEHHBIM OTJIMYHMEM B HHX SBJISIETCS TO, YTO OJMH M3 HUX paboTal B OCHOBHOM C OOBEKTaMHU
KUBOTHOTO NMPOUCXOKICHUS U Ha3bIBaJl aKTUBATOP KUCIOPOJa reMUH(PEPMEHTOM, a BTOPOM padboTa ¢
00BEKTaMU PACTUTENBHOTO MPOUCXOXKICHUS U Ha3bIBAJl aKTUBATOPBI OKCUIa3aMHU.
B 1929 romy rpymmoit yuéHeix ['apBapackoii  MeOuUMHCKONM — 1IKosibl — Kapiowm

Jlomanowm, Caitpycom ®Ducke n UennanparagoiiCy66apaoB kieTke Oblla oOOHapykeHa MOJeKyJsa

aaeHo3uHTpudochopHoit kuciaorsl (ATD), a B 1941 rony Opunt Jiunman nokaszan, uro ATD sBusercs
OCHOBHBIM MTEPEHOCYUKOM DHEPTUHU B KIETKE.
B 1961-1966 romax MutuenoM Obula MOpeasioKeHA XEMHUOOCMOTHYECKAs TEOpHs, COTJIACHO

KOTOpOﬁ TpaHCMeM6paHHBIe MNOTCHOUAJIBI KOHOB MOTYT CIYXHTb MCTOYHHKOM JOHCPIrUM I CUHTC3a
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https://ru.wikipedia.org/w/index.php?title=%D0%9B%D0%BE%D0%BC%D0%B0%D0%BD,_%D0%9A%D0%B0%D1%80%D0%BB%D0%BE%D0%BC&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=%D0%9B%D0%BE%D0%BC%D0%B0%D0%BD,_%D0%9A%D0%B0%D1%80%D0%BB%D0%BE%D0%BC&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=%D0%A4%D0%B8%D1%81%D0%BA%D0%B5,_%D0%A1%D0%B0%D0%B9%D1%80%D1%83%D1%81&action=edit&redlink=1
https://ru.wikipedia.org/wiki/%D0%A1%D1%83%D0%B1%D0%B1%D0%B0%D1%80%D0%B0%D0%BE,_%D0%99%D0%B5%D0%BB%D0%BB%D0%B0%D0%BF%D1%80%D0%B0%D0%B3%D0%B0%D0%B4%D0%B0
https://ru.wikipedia.org/wiki/1941_%D0%B3%D0%BE%D0%B4
https://ru.wikipedia.org/wiki/%D0%A4%D1%80%D0%B8%D1%86_%D0%9B%D0%B8%D0%BF%D0%BC%D0%B0%D0%BD
https://ru.wikipedia.org/wiki/%D0%9A%D0%BB%D0%B5%D1%82%D0%BA%D0%B0

AT®, TpaHcnopTa BEIIECTB M JPYIMX OHHEPro3aBUCUMBIX mpoueccoB B kierke. (HobOeneBckas
npemusi, 1978 rona)

AT® (agenosuHTpHrdoOchOpHAs KHCIOTA) - MOJIEKyJa, Ooratas 3HEpPTrHel, IMOCKOJIbKY OHa
conepxut aBe pochoanruapuaasie cBsa3u. [lpu runponmse koumeBoi pochoanruapuanoit cBszu ATD
npespamtaercs B angeHosuHaupocpar (AAD) u oprodochopuyto kucnory. [Ipu stom B ycrnoBusx,
cymecTBytomux B kietke B Hopme (pH 7,0, temmeparypa 37 °C), usmeHeHue CBOOOHON SHEPTrUU
coctaBisieT -7,3 kkan/mosib. AT® BeicTynaeT B pojM NEPEHOCYMKA DHEPTUU B DHJEPTOHUYECKHUX
peaklMsIX MHOTMX aHaOOJMYecKuX MporeccoB. 3a cu€r cBoOomHoi sHepruu AT coepiiaroTcs
pasinyHbie BUABI PabOThI, JIEKAIIUEe B OCHOBE XKU3HENEATEIbHOCTH OpraHUu3Ma, HalpuMep, TaKhe Kak
MBIIIEYHOE COKpAILEHWE WM aKTUBHBIA TpaHCHOPT BewmecTB. 3HAYUT AT® — sgBAsSeTCA IJIaBHBIM,
HEMOCPEACTBEHHO HCIOJIb3YEMBbIM JOHOPOM CBOOOJHOW SHEPrud B OHOJOTHYECKHX CHCTEMax
(Omonoruyeckoit GaTapenkoit).

[Tomumo sHepretrnyeckori AT® BBINIOTHAET B OpraHu3Me €lE psij APYTUX HE MEHEE BaXKHBIX
byHKIMIA:

o Bwmecte ¢ apyrumu nykieosunrpudocharamu ATO sBisgeTCS UCXOAHBIM MPOIYKTOM MIPU CHHTE3€
HYKJIEHHOBBIX KUCJIOT.

« Kpowme toro, AT® oTBOAUTCSA BaXKHOE MECTO B PETYJISIIMN MHOXKECTBA OMOXHMMHUYECKHUX MPOIECCOB.
SABnssice  anmnmoctepuueckuMm  3pdexkropom  psaa pepmentoB, AT®D, mnpucoeAMHSSCH K UX
PEryJIsaTOPHBIM LEHTPAaM, YCUIMBAET UM MOJABISAET UX AKTUBHOCTD.

e AT® sgBusercs TakXKe HENOCPEACTBEHHBIM  IIPEAIIECTBEHHUMKOM  CHHTE3a LIUKINYECKOTO

a)ICHOSI/IHMOHOd)OCd)aTa — BTOPHUYHOI'O MOCPEAHMKA IIEPCAaiun B KIICTKY T'OPMOHAJIBbHOTOCHUIHAJIA.

o Taxxe uszBectHa poap AT® B kauecTBe MeAMATOPA B CUHAIICAX U CUTHAJIBHOI'O BEILECTBA B APYTHUX

MCXKKICTOYHBIX BBaHMOHeﬁCTBHHX (HVDI/IHCDFI/I‘-IGCKEUI nepcaada CI/IFHaJ'Ia).

B opranuzme AT® cunrtesupyercs nytém dhochopunupoBanus AJ1D:

AND + H3PO, + onepeus — ATO + H,0.
CoryiacHO COBpEMEHHBIM IpecTaBieHusM cuHTe3 AT® B opraHu3me 4yenoBeka MPOTEKAeT JBYMs
Y TSIMH:

1. Ilytém cybcTpaTHOro pochoprimpoBanus
2. Ilytém oxkucnutenbHOro GochopuaInpoBaHus.
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https://ru.wikipedia.org/wiki/%D0%A4%D0%B5%D1%80%D0%BC%D0%B5%D0%BD%D1%82%D1%8B
https://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D0%BA%D0%BB%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B9_%D0%B0%D0%B4%D0%B5%D0%BD%D0%BE%D0%B7%D0%B8%D0%BD%D0%BC%D0%BE%D0%BD%D0%BE%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82
https://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D0%BA%D0%BB%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B9_%D0%B0%D0%B4%D0%B5%D0%BD%D0%BE%D0%B7%D0%B8%D0%BD%D0%BC%D0%BE%D0%BD%D0%BE%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82
https://ru.wikipedia.org/wiki/%D0%93%D0%BE%D1%80%D0%BC%D0%BE%D0%BD
https://ru.wikipedia.org/wiki/%D0%9D%D0%B5%D0%B9%D1%80%D0%BE%D0%BC%D0%B5%D0%B4%D0%B8%D0%B0%D1%82%D0%BE%D1%80%D1%8B
https://ru.wikipedia.org/wiki/%D0%A1%D0%B8%D0%BD%D0%B0%D0%BF%D1%81
https://ru.wikipedia.org/wiki/%D0%9F%D1%83%D1%80%D0%B8%D0%BD%D0%B5%D1%80%D0%B3%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B0%D1%8F_%D0%BF%D0%B5%D1%80%D0%B5%D0%B4%D0%B0%D1%87%D0%B0_%D1%81%D0%B8%D0%B3%D0%BD%D0%B0%D0%BB%D0%B0
https://ru.wikipedia.org/wiki/%D0%A4%D0%BE%D1%81%D1%84%D0%BE%D1%80%D0%B8%D0%BB%D0%B8%D1%80%D0%BE%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5
https://ru.wikipedia.org/wiki/%D0%90%D0%B4%D0%B5%D0%BD%D0%BE%D0%B7%D0%B8%D0%BD%D0%B4%D0%B8%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82
https://ru.wikipedia.org/wiki/%D0%9E%D1%80%D1%82%D0%BE%D1%84%D0%BE%D1%81%D1%84%D0%BE%D1%80%D0%BD%D0%B0%D1%8F_%D0%BA%D0%B8%D1%81%D0%BB%D0%BE%D1%82%D0%B0
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%B0

CybctpatHoe (QochopunrpoBaHie MOXKET MNPOTEKaTh KaK B MHUTOXOHAPUSX, TaK U BHE
MUTOXOHJPUM. JIaHHBIN IIPOLIECC MTPOTEKAET 32 CUET COCAUHECHUN C MAKPOIPTHUYECKUMU CBA3AMU. [Ipu
pa3pbiBe MOJOOHOM CBSI3U BBIACISETCS HEPIUsl, KOTOpask UCHOIb3YeTCs ISl CHHTE3a MOIEeKyabl ATO
u3 aaenosuHaudochara (AIDP) um dochopuoit kmcmoTel. B kadecTBe mnpumepa cyOCTpaTHOTO
dbochopunupoBaHusi MOKHO TpHUBECTH oOpa3zoBaHue Mojekyn AT® mnpu aHa’poOHOM OKHCICHUU
TIIIOKO3bl MM oOpazoBanue Mosekynsl ['T® B muxne KpeGca mpu mpespamieHun cykiuHmiIKoA B
SHTAPHYIO KUCIOTY. OKUCIUTENbHOE POCPOPUIMPOBAHUE MOKET MPOTEKATh TOJIBKO B MUTOXOHIPHSIX,
B JbIXaTEJIbHOM LIEMH paCIOJIOKEHHOM Ha MemOpaHe MuToXoHApuil. Peaknuu dochopunmpoBanus
AJI® u mocnenyromiero ucrnosibzoBanust AT® B kauecTBE UCTOYHUKA SHEPTUU 00pa3yIOT [UKINYECKUI
MPOILIECC, COCTABIIAIOIINN CYyTh YHEPreTHYECKOro 0OMeHa.

CrpoeHue u OMoI0rMUeCKOe 3HAYCHHE MUTOXOHAPHU A

MuroxoHapusi- TpaHyJspHAasT WM HUTEBHUJHAS  CaMOBOCHPOW3BOISALIASACS  OpPraHella,
COZEpPIKAIIASCA B LMTOIUIA3ME MOYTH BCEX JYKAPUOTHYECKHUX KIETOK. MUTOXOHIIpUU HAXOIATCS B
UTOIUIa3ME KJIETOK (KpOME SPUTPOIUMTOB) HMSBIAIOTCS JIBIXaTENbHBIM U JHEPreTUYECKUM IEHTPOM.
DT OpraHesUIbl 3aHUMAIOT TJIABHOE MECTO a’dpOOHOW MbIXaTeIbHOW aKTWBHOCTU KJIIETKH. BrepBbie
MUTOXOHJIpHUH ObUIM OOHApY)XKEHbI B BHJAE TIpaHyl B MbIIIEYHbIX KieTkax B 1850 r. Ywucno
MUTOXOHJPHI B KJIETKE OYEHb HEMOCTOSHHO; OHO 3aBUCUT OT BHJIa OPraHU3Ma U OT IPUPOABI KIETKH.
B kneTkax, B KOTOPBIX MOTPEOHOCTh B SHEPTUU BEIIMKA, COJAEPIKUTCS MHOTO MUTOXOHJIPUH, HAIpUMED B
OJIHOM TIEYEHOYHOM KJIETKE UX MOXKET ObITh 0K0J0 1000. B MeHee akTHBHBIX KJIETKaX MUTOXOHAPHIMA
ropazo MeHbine. Pazmepsl u dopma MHUTOXOHAPUNH MOTYT OBITH PA3IUYHBIMU: CHUPATBHBIMH,
OKPYIJIBIMU, BBITSHYTBIMH, YAIIEBUAHBIMUA U JJaXKE PAa3BETBICHHBIMH, B 00Jie€ aKTUBHBIX KJIETKaX OHU
00bI4HO KpymHee. JlJInHa MUTOXOHIpHI Kosiebnercs B npeaenax 1,5-10 MxwM, a mmpuHa — B npejaenax
0,25-1,00 MKM, HO UX IMAMETpP HE MPEBBIIIACT 1 MKM.

Monekynks
Mexmenmbpadsoe ATd-cuHTasnl

NPOCTPaHCcTBO .
s Matpuke
1

\ BHyTpeHHAR

\ membpaHa

|:|apj"}KHEIFI

paHynb S membpana

MuTtoxoHapuK COCOOHBI U3MEHATH CBOIO (hOPMY, & HEKOTOPbIE MOTYT TaK)Ke IMepeMelaThCs B
0Cc000 aKTHBHBIE YYACTKH KJIETKU. Takoe nepemMenieHue Mo3BOJISEeT KIETKE COCPENOTOYUTH OO0JbIIOE
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YHUCJIO MUTOXOHJIpUH B T€X MecCTax, rne Bhilie norpedHocts B AT®. B npyrux ciayyasix monoxxeHue
MUTOXOHJpHM 00Jiee MOCTOSTHHOKAK, HAIIPUMED, B JIETATEIbHBIX MBIIIIAX HACEKOMBIX.

Kaxxnmas MUTOXOHIpHS OKpyKeHa OO0OJIOUKOW, cocTosmeld u3 AByX MemOpaH. Hapyxayro
MeMOpaHy OTHAENSET OT BHYTPEHHEH HEOOJbIIOE PACCTOSHUE — BHYTPUMEMOpPAHHOE MPOCTPAHCTBO.
BuyTtpennss memOpana o0pa3yeT MHOTOUYUCIICHHbIE TPeOHEBUIHBIEC CKIIATKHU, TAK HAa3bIBA€MbIE€ KPUCTHI,
KOTOpBIE CYIIECTBEHHO YBEJIMYHBAIOT MOBEPXHOCTh BHYTPEHHEW MeMOpaHbl, o0ecreunBasi MECTO IS
pa3MelleHns] KOMIIOHEHTOB JIbIXaTeNbHOM 1enu. Yepe3 BHYTPEHHIOI0 MHUTOXOHJIPHAIbHYIO MeMOpaHy
ocyniecTBisieTcsl akTUBHbIA TpaHcnopT AJI® u AT®. B MUTOXOHAPUATEHOM MaTPUKCE COAECPKUTCS
Oonpiias yacTh (hepMEHTOB, ydyacTByIOmUX B 1ukiIe Kpebca, u mpoTekaer OKUCIeHUE KUPHBIX KUCIIOT.
3nech ke Haxonarca MutoxoHapuanbasie JIHK, PHK u 70S-pudocomel.

371ech MPOUCXOASIT OCHOBHBIE PHEPreTHUECKUE MPOIECCHl U COAEPKATCS (PEepMEHTHI TKAHEBOTO
npixanusi. Marpukc (M) — Ha 50% coctout u3 Oenka. B HEM NpoUCXOAST OKUCIUTEIbHbBIE MTPOIECCHI:
LITK, B-oxucienue KUPHBIX KUCIOT, OKUCIUTENbHOE 1eKapOOKCHINPOBAHUE —KETOKHUCIIOT.

Urak mnepereM K OCHOBHOM YaCTH HAIIEH TEMbl: TKAHEBOMY ABIXAHUIO— 3TO IIPOLECC
norjyomenust kuciopona (O,) TKaHSAMU TPU OKUCICHUM OPraHUYECKOTO CyOcTpaTa C BBIICICHUEM
yraekucioro raza (CO,) u Boasl (H,0O). CornacHo Teopun MuTtuesia UMEHHO Oyarojapsi TKAaHEBOMY
JBIXaHUIO MpoTeKaeT npouecc ouocunre3a AT® B MUTOXOHAPUSX B JAbIXaTeJbHOW lenu. B maHnHoM
npoiiecce paboTaeTcucTeMa PEpMEHTOB U KOGEPMEHTOB, KOTOPbIE MPUHUMAIOT YYacTHE B TPAHCIIOPTE
AJIEKTPOHOB M MPOTOHOB OT OKHUCIISIEMOro cyOcTpaTa K KuciaopoAdy. JlpixarenabHas LeNb BKIIOYAET: a)
depmenter: HAJI- win OMH(DA]J])-3aBucHMBIE JIETHAPOTEHA3BI, ITUTOXPOMBI (T€MOIIPOTEHHBI,
colepxaliue MpocTeThYecKkyro Tpynmy rtem); 0) kodepmentol: HAJ[, ®MH, KoQ, rem. B)
AJIEKTPOHOTPAHCTIOPTHBIC OeIKU (KeJIe30CepHbIE OCTKH).

JlpixaTenpHasi IEMb pasfieliecHa Ha YeThIpe KOMILIEKCA, KOTOPBIE CBSI3aHHBI MEXKIY COOOi
youxuHoHoMm (KoQ) u nuroxpomom c. Ilporecc HaunHaeTcs ¢ mepeHoca MPOTOHOB U AJIEKTPOHOB OT
okucnsgemoro cyocrpara Ha kodhepMmeHTsl HAJl nunu ®AJI. [locnennee onpenensercst TeM, SIBASETCS JIU
JETUIPOTeHasa, KaTaau3upyroias neppyto craauto, HA /[-3aBucumoint mim @A J[-3aBucumoit. Ho kakum
Obl HM OBLT UCXOIHBIN CyOCTpaT, SJEKTPOHBI M MPOTOHBI OT (PJIABUHOB TepeHOCITCS K KopepmeHTty Q,
MOCJIE KOTOPOTO IYTH 3JEKTPOHOB U MPOTOHOB PACXOIATCA: JICKTPOHBI Jajee TPAHCIOPTUPYIOTCS 1O
IIEMU IIUTOXPOMOB, & TPOTOHBI MIEPEHOCSITCS U3 MAaTPUKCA B MEXKMEMOpPaHHOE TIPOCTPAHCTBO.

Komnieke |- HAJH-KoQ-penykra3za, kommuiekc Il — KoQH,-peaykra3a, kommiekc 1V —
uutoxpomokcuaaza.Ecte eme kommieke |l — cykumnar-KoQ-peaykrasa, HO OH CyIIeCTByeT
OTAEIIHLHO OT OCTAJILHBIX KOMIUIEKCOB M HE BXOJIUT B COCTAB IVIaBHOM LICIIH.
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B HCpBLIﬁ KOMIIJICKC BXOAAT HUKOTHHAMHUAHBICACTUAPOICHASEI. HebGenkoBast yacTh 3THX q)epMeHTOB

o +
TIPEACTABISICT co0Ooi JTUHYKJICOTH/T; HUKOTHHAMM/T-aCHUHIMHYKJICOTH]T (HAL) 1581051
+

HUKOTHHaMHIaAeHUHIuHYyKIeotuadochar (HAJLD).
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O20eHKHOHMHYENeo TL 2 UKo THHaM MOa0e HMHOWHYKNe o THapochaT §
(HAL) (HALD) i

HA/I(®) conepxkut npou3BoaHoe BUTaMuHa PP - HUKOTHHAMUA.

HAJT" u HAJI®" Bxoaar B coctaB KaranuTuueckoro nentpa HAJIT. OHu sBAAIOTCS
kKo(epMeHTaMH, TaK KaK CBS3aHbl C OETKOBOM YaCThIO CIAa0BIMH THUIIAMHU CBSI3€M - MOTYT JIETKO
nuccoruupoBath. OHU MPUCOCTUHSIIOTCS K O€IKOBOM YacTH TOJIBKO B MOMEHT IPOTEKAHHS PEaKIIHH.
Peakuust, kotopyro katanusupytoT HAJII - 310 peakius okucieHus cyocTpara.

hexaHWam NpYcoeiWHEHKA ANeKTROHOR M NEOTOHA
K HUEQTHMHAMIMOHE W OerkioporeHasagat

H oo H H o
| I
+ —
7 | C—NH, 2H7, 2% , | | C—NH, + oyt
% Tr N
; !
HAL{9) HALL(<)-H

Wzectno okono 150 HAJI, xoTopsle pa3nuyaroTcss MO CTPOSHUIO OEIKOBOM YacTH
(amoepmenta). Ux anodepmentst 6ompineit vactu HAJII cnocoOHbI mprcoeanHATh i Toiabko HA/I,
uiu Toiibko HAJI®, HO ecTb W Takhe KOTOpbIE CIOCOOHBI COCAMHSATBHCS M C TE€M, U C JPYTHUM
kopepmentamu.  HAJII', ydacTByomue B MHUTOXOHAPHAJIBLHOM OKHMCJIEHUH, HAXOASTCS B
MATPHUKCE MUTOXOH/APHIl, B OTJIMYHE OT O0OJbIINHCTBA APYIUX YYACTHUKOB AbIXaTeJbHOMN 1eNH,
KOTOpbIE BCTPOCHBI BO BHyTpeHHIOI MeMmOpany. HAJI[' MOXHO BCTpETHUTh U B IMTOIJIA3ME KIICTOK.
MeMmOpana wmwuTOXOHApuN Hemponuraema s HAJ(D), modTOMy MHUTOXOHAPUATIBHBIA U
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nurorasmatudeckuiit HAJI(®) Hukorma He cmemuBarTCia. B MUTOXOHAPHSAX COAEPIKUTCS OUYCHD
MHoro HAJI u moutu Her HAJI®, a B nutomiasme - Ha000poT - oueHb MHOT0o HAJI® u moutu HET
HAJIL.

N3 marpukca mutoxonapuanbHbii HAJI-H, oTmaer nBa aroma Bogopoaa Ha «KOMILIEKC I»,
BCTPOEHHBIN BO BHYTPEHHIOIO MEMOpPaHy MUTOXOHAPHUH.

B monHo#t menu mpu okuciaeHWM cyOcTpara JgBa aromMa Bojopoaa mepeHocstcs Ha HAJL —
KO(pepMEHT HUKOTMHAMUIHBIX JIETUIPOTECHA3.

B cocraBe komInIekca HaXoauTCs 26 MOJUIIENTUIHBIX menek oomer maccort 800 k/la. Komimieke
COJICPXKUT clenytonue HeOenKkoBbie KOMIOHEHTh: DnaBuHMoHoHYyKiIeoTu  (DMH), 5 nentpos FeS
(>kene30-cepHbie LIEHTPHI): FeS1,, FeSyFeS,, FeS;, FeS,.

B Tpancniopte Bomopoaa 1o AbIXaTeabHOM LENX B 3TOM KOMIUIEKce npuHuMaet yyactue GMH.

lHMaoannokcasH [
| YHE MO HANLHASA HAoTE s}
|HE NS kY-

~

PTnasMHMoHoHYENeoTHa (D MH}

MW EXAH IS YHACTIMA ©MH B NMEPEHOCE BOAOPOAA

HgC /N\/ﬁo 2H" ze—H I
HaC AN -
L I
0
OJHOBPEMEHHO C IIPOTOHAMH TPAHCIOPTHPYIOTCS W DIIEKTPOHBL. HaumGonblnue Iepenansl

pEIOKC-TIOTEHIIMAa HAOMIONAOTCI  MEXKAY IKEIe30-CepHBIMU  OeJKaMHu, pacrloJOKEHHBIMA B
CJICIYIOUIEM TTOPSIIKE:

H

OMH=FeS,=FeS;,=>FeS;=FeS,=FeS,

Kommekc | — uHTerpanpHplii 0enKoBbIN KOMIUIEKC. VICIonb3ys SHEPTUio, BRIIEISIONIYIOCS MIPH
IIEPEHOCE JJIEKTPOHOB M0 JbIXaTEJbHOM LENU, OH TPAHCHOPTUPYET 4 NpOTOHA K3 MaTpUKca B
MeXMeMOpaHHOE MPOCTPAaHCTBO — Komiuieke | paboTaer kak MNPOTOHHBIN TeHepaTtop. TodYHBIHM
MEXaHHU3M 3TOT0 TPAHCIIOPTA JO CUX IOP HEU3BECTEH.

Hanee xomruiekc | BoccraHaBmuBaeT NpoMeKyTOUHbINA nepeHocunk KoQ (yOuxuHoH).
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Hoo — O — CHo <|3H3
HaC— O— (CHy — CH=C —CHz )  H

KoQ {(YyOMXHMHOH) ||

lzn—r“ + =8

HaC — O — CHo <|3H3
Hgo— o— (CHp — CH=C —CHz ), 4H
KoQHo

(amrnapoyouxmHoH) OH

DTO KUPOPACTBOPUMOE HUZKOMOJIEKYJISIPHOE BELIECTBO, COAEpPKAllee MJIMHHYIO H30MPEHOBYIO
1eMb, He uMeeT OenkoBoi yactu. KoQ npuHumaet Bojopos oT komruiekca |. O6pazoaBmmiics KoQH,
oTAaeT Boaopo a Ha koMmruiekc 1.

KOMIUIEKC Ill. OHCOep>XUT B CBOEM COCTaBE IIUTOXPOMBIKOTOPHIC SIBJISIFOTCS CIIOKHBIMU
Oenkamu, cofepKaMMU HEOCTKOBBI KOMIIOHEHT - MPOCTETHYECKYIO TPYIITY, CXOAHYIO MO CTPOCHUIO
C HEOEITKOBOW YaCThIO TEMOTIIO0NHA — TEMOM.

1) [uroxpomeib, wuMeromue B CBOEM CcOCTaBe [Ba THIA NPOCTCTHYSCKUX TPYIII
TETPAITUPPOTBHON CTPYKTYPBI - «reM». M3BECTHO JBa reMaluTOXpOMOB: D, oOmagaroIiuii HU3KHM
OKHCITUTEIILHO-BOCCTAHOBUTEJIBHBIM ~ MOTCHIUATIOM W Dy C  BBICOKHMM  OKHUCIUTEIHHO-
BOCCTAHOBUTEJIBHBIM TMOTCHIUANIOM. CTpOCHHE MPOCTETUYECKON TPYIIbI IUTOXPOMOB TPyHIbI D,

MOXOKeM Ha Tem Oejlka TreMorjoOWHa, TPEACTaBICHO Ha

CH = CH, pucyHke. Ero He00X0A1MMO BBIyUHTb.
/ o 2)FeS,;|— )xene30-cepHbIid KIIacTep.
B ,r’ = 1) Iuroxpom C;. MimeeT B cBoeM cocTaBe OCOOBIMIeM TUIa
M"‘ f «e».
b UTOXPOMBI MOTYT OTJIMYATHCS APYT OT ApyTa:
Hat - ! o = 1) Ctpoenuem OEIKOBOM YacTH,
2) 3HavYeHUEM OKHUCJIUTEIbHO-BOCCTAHOBUTEIHHOTO

CHy CHy OO0 CHp- CHp - 000
MpocTeTMHeECKan TPYNna IIoTCHIMAaJIa,
LTOXpOMa b 3) CtpoeHreM  paauKajoB,  PACHOJOKCHHBIX IO

nepudepuu rema;
4) TlpucoenuHeHWEM reMa K OCJIKOBOM YacTH — B HEKOTOPBIX CIIydasiX T'eM IMPHCOCIUHEH K Hei
KOBAJICHTHOM CBSA3BIO 33 CUET PAJAUKAIOB HUCTENHA, YTO XapaKTEPHO JJIsI IUTOXPOMOBC; H C.
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OT AByX aToMOB BOJIOpoJia, KOoTopblie nepeHocarcs Ha komiuieke |l or KoQ, manbpiie mo nenu
TPAaHCIOPTUPYIOTCS TONBKO 3JeKTpoHbl, aBa mpotoHa (H')kommnexc |l BbIGpachiBaeT B
MEXMEMOpPaHHOE MPOCTPAHCTBO BMECTE C €II¢ OJHOW Mapod MPOTOHOB, KOTOPHIE MOIAXBATHIBAIOTCS
KOMITJIEKCOM U3 MaTpukca. Takum oOpazom, komruieke |l B cymme BeIOpackiBaeT B MEXXMEMOpaHHOE
npoctpanctBo 4 mnporoHa. Ilosromy kommiiekc I, xak u kommiiekc |, sBisSIETCS NPOTOHHBIM
reHepaToOpPOM, U LEJIbI0 €ro paboThl Takxke ABIseTcs coznanue ApH".

KOMIIJIEKC IVHa3biBaeTcs HUTOXpOMOKCHa30ii. OH MOXKET 3axBaThlBaTh W3 MaTpukca 4

npoToHA. /[Ba M3 HUX OH OTHPABIIAECT B MEXMEMOPAHHOE IPOCTPAHCTBO, a OCTAJIbHBIE MEepeaeT Ha

00pa3oBaHUE BOJIBI.

brnaronapst MHOTOCTYnIEHYATOMN Tepeave SHEPTHs B IbIXaTEIbLHOM IIEMH BhIICIACTCS HE MTHOBEHHO,
a TIOCTENEHHO (MaJeHbKMMH MOPUUSAMH) IMPU KaXIOW peaklH MEpeHoca. JTU MOPLMH 3HEPruu He
OJIMHAKOBBI TI0 BenMu4uHe. VX BemudynHa OMpeNemnsieTcss pasHUIeH MEXIy MOTCHIIMAIOBMEXKIY ABYMS
COCeIHMMH TepeHocurKkaMu. Ecim sTa pasHuiia HeOOJbINnasi, TO SHEPTUU BBIACISICTCS Mallo - OHA
paccenBaeTcss B BHje Teruia. Ho Ha HECKONBKUX CTagusaX €€ JOCTaTOYHO, YTOOBI CHHTE3MPOBATH
MaKpodIprudeckue cBsizu B MoJiekyse AT®. Takumu craausiMu SIBIISIFOTCS:

1) HAJJ/®A]] - pa3nocth noteHnuanon 0.25V. I,
2) Huroxpomsr b/ccy - 0.18V / .
3) aas/O?- 0.53V. K )l
3HA4YUT, HA KKIYI0 [apy aTOMOB BOJOPOJA, OTHATHIX OT L cyOcrpara,B
MOJHOM JBIXaTEIbHOM 1IeMH, BO3MOXKEH CHUHTE3 3-X MOJIEKYII ﬁ ﬁ 'C|> ATO.
HO-FO-Frv-P-0CH,
AJl® + ® + DHEPT'US ------- >AT® + H,0 L A
B H
Makposprudeckas CBs3b - 3TO TaKasi KOBAJICHTHAs CBS3b, CH OH IpU  THUIPOJIU3E
o ATD (aaeHoIMHTpUbOCDAT)
KoTopoil Bbifensiercs He meHee 30 k/[x/Moap sHepruu. Ota CBSI3b

0003HaYaeTCsa 3HAKOM ~.

Cunre3 AT® 3a cuet 3HEpPrur, KOTOpask BhIACISAETCS B CUCTEME MUTOXOHAPUATIEHOE OKUCIICHUE,
HAa3bIBACTCS OKUCIUTEIBbHBIM (POCHPOPUIMPOBAHMEM.

Bce ¢depMeHTI MUTOXOHAPUATBLHOTO OKHMCIEHHUS BCTPOCHBI BO BHYTPEHHIOK MeMOpaHy
MUTOXOHApHUA. TONBKO TEPBBI NEPEHOCYUK TMPOTOHOB U DBJIEKTPOHOB - HUKOTHHAMUIHAS
JETHIPOTEeHA3a PACMOJOKEeHa B MAaTPUKCE MHUTOXOHIPUU. OTOT (EPMEHT OTHUMAET BOJOPOA OT
cyOcTpara u mepeaer ero CieayleMy NepeHOCUUKY.
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CymiecTByeT cTporasi mocjae0BaTeIbHOCTh Pa0OThl KaXKJI0T0 3B€HA B IIETIOYKE IEPEHOCUHKOB.
DTa MOCJIeN0BATEIbHOCTD ONPEACIISIETCS BEIIMYMHOMOKUCIUTEIbHO-BOCCTAHOBUTEILHOTO TTOTEHIIMATA,
KaX0ro 3BeHa. OKUCIUTEIbHO-BOCCTAHOBUTEIIBHBIM MOTEHIMAT - 3TO XUMHUYECKAsl XapaKTEPUCTHUKA
CIIOCOOHOCTH BEIIECTBA MPUHUMATHh W YIEPKHBaTh 3JeKTpoHBL. OH BhIpaxaercs B BosibTax (V).
BemiecTBa ¢ MoJIOKUTEILHBIM NOTEHIIMAIOM OKHUCISIIOT BOJIOPOJI, @ C OTPULIATEBHBIM - OKUCISIOTCS
caMUM BOJOpoJoM. CaMblii HM3KUN MOTEHIMANl y HA4yaJbHOIO 3BEHA IIEMH, CaMblii BBICOKUUA - Yy
KHMCJIOPO/Ia, PACIIOJIOKEHHOTO B KOHIIE IIEMOYKH MEPEHOCYMKOB. 3HAYUT, MIepe1adya BOAOpOaa HUIET OT
0oJiee HU3KOTO K 00Jie€ BRICOKOMY MMOTECHITHATY.

Bce peakuuu, mpoucxXondive B JbIXaTEIbHOW IENU, CONpsDKEHbI. llepeHocunku Bomopoaa u
AJIIEKTPOHOB PACIIOJIOKEHBI B CTPOTOM MOPSJIKE, B COOTBETCTBUM C BETUYMHOMN UX PEIOKC-TIOTCHIMAA.
CyuecTByeT TPU BapUAHTA JAbIXaTeJbHbIX LeNei:

1) IMTOJIHAS LIEITb
2) YKOPOUEHHAS LEITb
3) KOPOTKAJI L1EIIb.
IIOJIHAA JIBIXATEJIbHAA I[ETIH
[lonmnast npIxarenpHash IENb COCTOMT M3 TPEXMYJIBTHU(PEPMEHTHBIX KOMIUIEKCOB, BCTPOEHHBIX BO
BHYTPEHHIOIO MeMOpany MuToxoHapuu. O0o3HavyaroTcss oHM JaTuHCKkuMu udpamu — I, [ u V.

CXEMA MMOJIHOM JBIXATEJbHOM IIEITHU
MUTOXOHJAPUAJIBHOI'O OKUCJIEHUA

METEPMKEC MATOXOHODAM H O
4

CRORFGE gl e
A MEMEPEHS “"\\ T

aH*

MEXMEMBPEHHOE NPOCTPaEHCTED aHt o4t

chopoquHaﬂ AbIXaTeJIbHadA 1 €ENb.

Orta 1enb HaunHaeTcs ¢ (PIaBONpPOTEMHOB, KOTOPBIE MOJIy4atoT IPOTOHBI BOAOPOA OT: CYKIMHATA,
TIIMLEpPUHA, XUPHBIX KucnoT u aAp. ®AJl mepemaer mpoTOHBI YOMXHMHOHY, a TOT B CBOIO OYepeib
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kosH3uMYQ. [IponomkeHue Takoe ke Kak U B MOJHOM bixaTelbHou nenu. [Ipu 3ToM cuntesupyrorces 2
MoJiekyJibl ATO.

SH,—>®II->KoQ—b—c,(c)—>a(az)>1/20,—-H,0. P/O=2.

Heo0xoaumMo OTAETEHO OTMETUTH, YTO B YKOPOUYCHHOH IBIXaTEIBHOW IenH u3 (hIaBOMPOTEHHOB
yuactByeT Al (baaBuHAAEHUHIAUHYKICOTH ), a B TToTHOW - ®MH ((raBuHa1eHUHMOHOHYKIIETH)

KOpOTKaﬂ AbIXaTeJIbHAadA 1ICIb.

B mannOM mpounecce mpoTOHBI U 21eKTpOoHbI 13 DI mepenaroTcs HEMOCPEACTBEHHO K KUCIOPOAY U
oOpasyeTcs nepokcua Bojxopoa. Ilepexkuch Bonopoia sIBISETCS TOKCUYHBIM COEMHEHUEM U MOATOMY
opu ydacTMM (epMEHTa KaTajla3bl OH paclleIuisieTcs Ha Kuciaopod u Boxy. Ilpm stom ATD He
CUHTE3UPYETCS.

SHz—)q)H—)Oz—)H202

H202+1/202—)H20 + OZ.P/O=0.

CucremMa MHUTOXOHAPHUANBHOTO OKUCIeHHS moTpedmsser 90% Kucimopona, MOCTYHAlOUIETO B
kieTKy. [Ipu 3ToM B cyTku oOpasyercst 62 kunorpamma AT®. Ho B kieTkax opraHu3ma COACpPKHUTCS
Bcero 20-30 rpammoB AT®. ITostomy monekyna AT® B CyTKH THAPOIU3YETCS U CHOBA CUHTE3UPYETCS
B cpeaneM 2500 pa3 (cpeaHsst IpoI0KUTENbHOCTD KU3HU MOJIEKYJIbl AT® - TOJIMUHYTHI).

OTH KOMIUIEKCHI TPAHCHOPTUPYIOT BOJAOPOJT OT HIKOTUHAMUHBIX JErHIPOTre€Ha3 Ha KUCIOpO BO3AyXa,
B pe3ysibTaTe Yero co3Jaercs >AeKTPOXMMMUECKHIl TPaJUEeHT KOHLEHTpauuii npotoHos - AuH'. On
BO3HMKAET HA BHYTpEHHEH MeMOpaHE€ MUTOXOHJPHN MEXAy MAaTPUKCOM M MEXKMEMOpPAHHBIM
IPOCTPAaHCTBOM. Ero cocTaBIiIOT 1Ba OCHOBHBIX (pakTopa:
2) DneKTpuYecKuit MeMOpaHHBIA TOTEHIHAT Ay.
3) I'pamuent pH (ocMOTHYECKHIA MITH XUMAYECKHIA TPAJUCHT).
ApH =Ay-x-ApH

ApH" - monoxurensHas BenuuuHa. Ero MOkKHO BBIPasuTh Kak B BoabTax (V), Tak U B eJMHULIAX
sHeprun (k/[x/monp). M3menenne 3Hauenuss pH Ha omHy emmnwmiy cootBerctByeT 0,06V wmm 5,7
K J[>K/MOJIb.
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+
Oueprus AUH™ ucnosab3yercs 1Uisl cJIeAyONUX NPOIECCOB:

1) Cunre3 AT®.
2) IMoayuenne Temia (0COOCHHO BaXKHO JJIs1 Oyporo »upa U JIJIs MBIIICUYHON TKaHH IITHIT).
3) BoinmoJiHeHHEe 0CMOTHYECKOH padoThl (TpancropT Gocdara BMATPUKC MHUTOXOHIPHUH).
4) MbieyHasi pa6ora (B HEKOTOPBIX CIIydasix).

Jlns yenoBeka Hanbosee BaxkeH cuaTe3 ATO.

OCHOBHBIE ITPOLECCHI, IJ51 KOTOPBIX HCHTOJIB3YETCS SHEPI'USA AT®:
1. CunTe3 pa3Iu4HbIX BEelIeCTB.

2. AKTHBHBIA TpaHCHOPT (TPAHCHOPT BEIIECTB uepe3 MeMOpaHy MpPOTUB TIpaJMEHTa UX
KOHIeHTpauii). 30% oT 001mero konudecTa pacxomyemoro AT® npuxomurcs Ha Na',K'-ATDasy.

3. Mexanunyeckoe JBU:KeHHe (MbIIICUHas paboTa).

CUHTE3 AT®.

Bo BHyTpenHeit MmemOpaHe MUTOXOHAPHUIN PACIONIOKEH MHTETPAIbHBIN OEIKOBBIM KOMIUIEKC —
H'-3aBucumas AT®-cuntaza. OHaoOnagaeT 3HAUMTENBHON MOJEKYIApHON Maccoil Oonee, 4em
500k /{a. CocTout u3 nByx cyorenunuil: Fo u F;.

F,npeacraBisier u3 ceOs rpuOOBUIHBIM BBHIPOCT HA MATPUKCHOM MOBEPXHOCTU BHYTPEHHEU
MUTOXOHJpHAIbHON MeMmOpaHbl, Fo ke mnpoHu3bIBaeT 3Ty MeMOpaHy HackBo3b. B Ttomme Fo
pacnoyioKEeH MPOTOHHBIM KaHall, MO3BOJSIOMIMNA MPOTOHAM BO3BpAIATHCA OOpPaTHO B MATPUKC IO
IPaJIMEHTY UX KOHIIEHTPAIUH.

F,croco6na cBszpiBath AJI® u docdar Ha cBoeir moBepxHOcTH ¢ oOpazoBannemM ATD - 6e3
3aTpaTbl dHEPrHH, HO O00s3aTENIbHO B KOMIUIEKCE € (PepMEHTOM. DHEprusi HeoOXoAuma JHUIIb JJIs
ocBoOoxaeHnsT AT® u3 3TOro KoMmIuiekca. JTa 3HEprusl BbLIEISICTCS B pe3yJbTaTe TOKA MPOTOHOB
yepes NMPOTOHHBIM KaHan Fo.

B npixaTenbHON 1ieNH CONpsKeHHE aOCOMIOTHO: HU OJHO BEUIECTBO HE MOXKET OKUCIATHCA Oe3
BOCCTaHOBJIEHUS APYTOrO BEIIECTBA.

Ho npu cunreze AT® conpspkeHHME OJHOCTOPOHHEE: OKUCIEHHUE MOXKET uATH 0e3
dbochopunupoBanus, a GochopunupoBanre 0e3 OKHCICHHS HHKOTIAa HE UAET. DTO O3HAYAET, YTO
CHUCTEMa MUTOXOHIPUATBHOTO OKUCIICHU MOXKET paboTath 0e3 cunTe3a ATD, Ho AT® He MoxkeT ObITh
CHUHTE3UPOBaHA, €ClIi He paboTaeT cuCTeMa MUTOXOHIPHAIBHOTO OKUCIICHUS.

Pa3o0umenue apixanus u pochopuiimpoBanusi
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Hekotopble XxMMHUUYecKHe BEUIECTBA, KOTOPbIE HA3BIBAIOT MPOTOHO(OpamMH, MOTYT MEPEHOCHUTH
OPOTOHBl WJIM JApPYyTrue€ HOHbI (MOHO(OPBI) U3 MEKMEMOPAHHOTO MPOCTPAHCTBA uepe3 MeMOpaHy
BMATPUKC, MHHYs TpOTOHHbIE KaHaimbl AT®-cuHTazel. B pesymbratre 3TOro  mcuyesaer
AIIEKTPOXUMHUYECKHUI MOTeHIMaN U npekpamaercs cuare3 AT®. JTo sBieHHe HA3bIBAIOT Pa300IeHHEM
neixanus U gochopunupoBanusa. B pesynbrare pazoOuienust konuuectBo ATD cHmxkaercs, a A/ D
yBenuuuBaeTcs. B atom ciywyae ckopocte okucnenuss HAJIH u ®AJIH,Bo3pacraer, Bo3pacraer u
KOJIMYECTBO MOTIONIEHHOTO KUCIOPOa, HO SHEPTHUS BBIJCISETCS B BUJIE TEIIOTHI, U Koaddunrent P/O
pe3ko cHmkaercs. Kak npasuiio, pazoOmuTeny - JunoduibHble BEUIECTBA, JETKO MPOXOASAIINe Yyepes
JUNUAHBIA cioi MemMOpanbl. OJIHO U3 TaKUX BELIECTB - 2,4-ATUHUTPO(DEHO, JETKO NEePEeXOASIIni U3
MOHM3UPOBAHHOW (OPMBI B HEHMOHM3UPOBAHHYIO, NPHUCOCAUHSIS TMPOTOH B MEXKMEMOpPaHHOM
IPOCTPAHCTBE U NIEPEHOCS €r0 B MATPHKC.

[Tpumepamu pazoOmuTeneii MOryT OBITh TaK)K€ HEKOTOPBIE JIEKapCTBa, HAIPUMEP AUKYMapoJl -
AHTUKOATyJISTHT WJIM METa0OJUThl, KOTOphlE 00pa3yloTcs B OpraHu3Mme, OWIMpPYyOMH - MPOAYKT
Karabonu3Ma Tema, TUPOKCHMH - TOPMOH IIUTOBUIHOM kene3bl. Bce 3TM BellecTBa MPOSIBISIIOT
pazobmiaroniee 1eCTBUE TOIBKO IPU UX BHICOKON KOHIIEHTPALIMH.

TepmoperyasitopHas pynkuus LI

Ha cunres monekyn AT® pacxonyercs npumepHo 40-45% Bceill sHEpPTUM DJIEKTPOHOB,
nepeHocumbix 1o LI1D, mpubmusutenbHo 25% TpaTuTcs Ha pabOTy MO TMEPEHOCY BEIIECTB Yepe3
MeMOpany. OcTanbHasi 4acTh SHEPTUU PACCEUBAETCA B BUE TEIIOTHI U UCIOIB3YETCs TEIIOKPOBHBIMU
KUBOTHBIMU Ha TOJJepXkaHHe Temmneparypsl Tena. Kpome TOro, IOMOJHUTENbHOE OOpa3oBaHUE
TEIUIOTHI MOJKET MPOUCXOJAUTh TPH pa3odmieHuu Abixanus u ¢dochopunupoanus. PazobmieHue
OKUCIIUTENBHOTO (POCPOPUIUPOBAHUS MOKET OBbITh OHOJOTrMYecKHd TMosie3HbIM. OHO MO3BOJISET
TEeHEPUPOBATh TEIUIO IJIsl MOJJEP:KaHUsl TEeMIlepaTypbl Tejla Yy HOBOPOXKIEHHBIX, Y 3UMHECHSIIMX
KUBOTHBIX M Y BCEX MJIEKOMUTAIOIIUX B MPOLECCE aIalTAllMA K XOJIOAY. Y HOBOPOXKAEHHBIX, a TAKKE
3UMHECIIAIIUX >KMBOTHBIX CYIIECTBYET 0co0asi TKaHb, CIEHUATM3UPYIOMIAsCs Ha TEIIONPOIyKIUH
MOCPEJICTBOM pa3odieHus apixanus u (pochopunupoBanus - Oypwiid >kup. Bypbeiii KUp COACPKUT
MHOT'O MHUTOXOHIpui. B MemOpaHe MHTOXOHIApPHN HMeeTCS OOJIBIION H30BITOK JAbIXaTEIbHBIX
dbepmenToB 1o cpaBHeHHI0O ¢ AT®d-cuHrtazoil. Okono 10% Bcex O€NKOB MNPUXOAUTCS Ha Tak
Ha3bIBacMbIi pa3zodmaronuii 6enok (Pb-1) - repmorenus. Bypalii skup uMeeTcsl y HOBOPOXKIEHHBIX, HO
€ro MpPaKTUYECKM HET Yy B3pOCIOro YejloBeKa. B mocnenHue Toapl  MOSBUIUCH  (AKTHI,
CBU/JIETEIBCTBYIOUIUE O CYIIECTBOBAHUU B MUTOXOHAPHUSX PA3HBIX OPTaHOB U TKAHEH MIIEKOMUTAIOIMINX
pazobmiaronux OeTKoB, MOXO0XKUX MO cBoel cTpykrype Ha Pb-1 Oypoii xupoBoit Tkanu. Ilo cBoeii
CTpyKType TepMoreHuH Omu3ok K AT®/AJI®D-antunoprepy, HO HE CIOCOOCH K TPAHCIOPTY
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HYKJIEOTH/IOB, XOTS COXpPaHWI CIIOCOOHOCTb IEPEHOCUTh AHHUOHBI JKUPHBIX KHUCIOT, CIIy)KalUX
Pa3o0IIUTEISIMHU.

Ha BHemHel cTopoHe MeMOpaHbl aHMOH >KUPHOW KHUCIOTHI MPUCOEIUHSET MPOTOH U B TAKOM
BUJIE TEepeceKaeT MeMOpaHy; Ha BHYTPEHHEW CTOPOHE MEMOpaHbl JUCCOLMUPYET, OTAaBas MPOTOH
BMAaTpPUKC U TE€M CaMbIM CHIDKAET MPOTOHHBIA rpagueHT. OOpasyromuiicss aHMOH BO3BpaIlaeTcs Ha
HapyXHYI0 CTOpOHY MeMOpaHsbl ¢ momotibio AT®/ AJld-anTunoprepa.

[Ipy  oXJaXIEeHUU CTUMYJIHPYETCS  OCBOOOXKACHHE  HOpPAApPEHAIMHA U3  OKOHYaHUM
CUMIIATUYECKUX HEpPBOB. B pe3ynbrate NPOUCXOAAT AaKTUBALMS JMIA3bl B JKMPOBOM TKaHU U
MOOMIM3aIUs KUpa U3 KUPOBBIX Jeno. OOpasyroniyecs: cBOOOJHBIE >KUPHBIE KUCIIOTHI CIIYKAaT HE
TOJIBKO "TOIUIMBOM", HO U BaKHEHIIINM PETYJIATOPOM pa300IIeHus JbIxaHus U pochopuarpoBaHusl.

NHrudouTopsl OKUCIAUTEIBHOTO0 (poChOopUIMpOBaAHUS

NHrnouTopsl 3J1€eKTPOHHOr0 TPAHCIOPTA — 3TO BEIECTBA, KOTOPbIE B3aUMOJEHCTBYIOT C
KOMIIOHEHTAaMHU JIbIXaTeJIbHOM IENMU W HapyIIAlT TPAHCIOPT JJIEKTPOHOB 1O Hel. OHUM SBISIIOTCS
KJIIETOYHBIMU  TOKCMHAMH,  BbI3bIBAIOT  TKaHEBYI0  rumokcuto. K  HuM  oTHOcaTcs: 1)
PoTeHOH(MHCEKTHUIINT), CHOTBOPHBIE MIpenapaThl amodapouTai(amuran) u cekodapouTam — TOPMO3UT
TpaHcnopT 3JekTpoHoB uepe3 HAJIH-KoQ-penykrasy; 2) Iluepuumnann A(aHTUOMOTHK), OJOKUPYET
HA/JI H-KoQ-penykrasy; 3) AHTUMHUIMH A (aHTUOMOTHK), OJIOKUPYET JABIXATEIBHYIO IEb Ha YPOBHE
[T xommutekca (muToxpoMm b-iuToxpom c); 4) Huammabl (MoHbl CN) — 00pa3yroT KOMILIEKCHI C
Fe* uToxpoMoKcHIasbl, TOpMO3ST BoccTanosieHue 10 Fe?* B [[1XO; 5) Monookeuy yriaepoaga (CO) —
onokupyer I[XO, cBs3bIBasich ¢ TeMOM TOPMO3HMT €ro B3aUMOJCHCTBUE C KHUCIOPOAOM. )
OJMroMUIMH(aHTHONOTHK), sBAseTcsa uaruouTopom H AT®-cuntass (ee Fo-pparmenra).

TkaHeBO€ JIbIXaHUE YTHETAETCS TAaKK€ B TOM CJydae, €CJIM B OPraHu3M C MUIIEH MOCTYIaeT
HEJIOCTATOYHOE KOJIN4ecTBO BUTaMUHOB PP 1 B, (3Tu BUTamMuHsb! siBisitoTcs npeamiectBeHHukamu HAJ|
u ®MH), a Takxe MUKposaeMeHTOB xkele3a u Meau (Fe u Cu BXoIAT B cOCTaB IUTOXPOMOB).

JonoaHuTeibHbIE (pepMeHTHI TKAHEBOT0 abIxanus. Oopa3zoBanue H,O;, u CO,.

HamoMHuM, 4TO TKaHeBoOe JbIXaHHWE STO IMpoilecc mnoryomieHus kuciaopona (0O;) TKaHAMU
MPUOKUCIICHUN OPTraHUYECKOTO CyOCTpaTa C BBIJEJICHUEM YIJIEKHCIIOro rada u Bojbl. Kak Mbl BUAEIH
W3 aTOMOB BOJIOpOJa B JbIXaTEeIbHOM Iemu 0Opa3yroTcss MOJeKynbl Boabl. OmHAKOmpoIlecc
nerunpupoBanus cyocrpata HAJl- u ®AJ[-3aBucuMbIMU AETUIPOTEHA3AMH OJTHOBPEMEHHO BEACT M K
OTILEIJICHUIO KOHIIEBOW KapOOKCHJIBHOM TIpymibl, Kotopas Bbiaensercs B BuaeCO,. ['maBHbIMU
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ucrounukamu CO;, sBIsIeTCS peakuuud JeKapOOKCHUIIMPOBAHMS MUPOBHHOTPAJHONM  Haib(ha-
KEeTOIIyTapoBOW KUCHOT. Elie OAMH MCTOYHHMK — 3TO IpOLECC JAEKapOOKCHIMPOBAHUS aMUHOKHUCIIOT,
KOTOPBIN KaTaTU3UPyeTCs MUPHUIOKCATTb-3aBUCUMBIMH (hePMEHTaAMHU.

[TornomeHHbld  KJIETKOW  KUCIOpoJ B OcHOBHOM (mo 80-90%) wucnonb3yercss  Juist
MPOU3BOJICTBAPHEPTUU B MUTOXOHAPUSIX. OJHAKO, KUCIOPOJ UCIOJB3YETCS U Ha JPyTHe LeIu — JJIs
CHUHTE3a CTEPOMJIOB, MPOCTATTIAHANHOB, JIEHKOTPUEHOB, THPO3UHA, KATEXOJIAMUHOB, JIJII MEeTa0oIM3Ma
Yy)KEpOAHBbIX BEWIECTB © T.A.. llpu O3TOM 4YacTp MOIJOWIEHHOTO TKaHAMHM KHUCIOpOAa
He(DEepMEHTATUBHBIMITYTEM WJIM MPHU YyYaCTUM MOHOOKCUTE€HA3 CIIOCOOHA MpeBpalaThCsi B aKTUBHbBIE
dbopmbl  (CyNEpOKCHIHBIN, THAPOKCUIBHBIN.MEPOKCUIIbHBIA paJuKaibl, CHUHIJIETHBIA KHUCIOPO/I,
MEPOKCHU]T BOJIOPOJIA, OpraHudyeckoe nepokcuasl)Hanpumep, B MUTOXOHApPUSIX OKoJio 8% Kuciopoaa
MOJKET IMpeBpaIaThcsi B akTuBHbIE (opMbl, Tockoabky @®PMHH, ciocoben oTaaBaTh 37MEKTOPOHBI HE
TOJIBKO Ha YOMXMHOH, HO M HEMNOCPEJICTBEHHO Ha MOJIEKYJIY KHUCJIOpOJa, MpeBpamias €ro B
CynepoKcuHbIi pagukan. CynepoKCHIHBIN paguKall U TEPOKCHI BOJAOPOaa, 00pa3yeTcss TakKe U MO/
BJIUSTHUEM KCAHTHMHOKCHJa3bl, MOHOooamMuHOkcuaasbl, HAJIDH-okcuaassl, nuroxpoma Psp U T.1.
CynepoKCuaHbIA paguKall NpuydacTuu pepMeHTa CynepoKCHIIUCMYyTa3bl MPEBPAIIACTCs B MEPOKCU]T
Bojopona (H,O,), a mocinegnuii paspymaercss OO0 BOAbI KaTajla3ol U IMEPOKCHIA30MH,
TIIyTaTHOHIEPOKCU 1a301 ). DepMEHTHI00€3BPEKMBAIOIINE AKTUBHBIE (DOPMBI KHUCIOpOAA HA3bIBAIOTCS
AHTHOKCHJIAHTHBIMH, IOCKOJIbKYOHH 3alIMIIAI0T KJIETKY OT OKUCIUTEIBHOTO MMOBPEXKICHHUS.

HAJI®H + 20,— HAI®" + 20, + H' (0, — cynepoKcuIHbIii paguKa)
O, + O, +2H'— H,0, +0, (cynepoKcHIHCMYTa3a)
2H,0, — 2H,0 + O, (kaTaja3a)
H,0, — H,0 + O (mepokcuaaza)
H,0, + 2G-SH — H,0 + G-S-S-G (riayraTuoHnepoKcuIa3a)

JAbIxaTeJIbHBIA KOHTPOJIb

Pabota napixatenbHBIX (EPMEHTOB PETYIHPYETCA C MOMOIIBI0 3 dexTa, KOTOPBIA MOTyUUI
Ha3BaHUE AbIXaTeJbHbIH KOHTPOJIb.

JAbIXaTeJbHbIH KOHTPOJIb — 3TO NMPSMOE BIUSAHUAE JJIEKTPOXUMHUUYECKOTO I'PATMEHTA HA CKOPOCTh
JBUKEHUS 3JIEKTPOHOB M0 JbIXaTeNbHOW Lenu (T.€. HAa BEIMYMHY JAbIXaHus). B cBOw ouepens,
BEJIMYMHA T'PAJMEHTa HANPSAMYIO 3aBHCUT OT cOOTHOmeHMs AT® / AP, Konu4ecTBEeHHas cymma
KOTOPBIX B KJIeTKe mpakTuuecku mnoctosiHHa ([AT®] + [AHP] = const). Peaknuu karabonauszma
HaIlpaBJICHbI HA MOAAEPKaHUE TOCTOSTHHO BBICOKOTO YpoBHA AT® u Huzkoro A/{D.
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Bo3pacranue npOTOHHOIO TIpaJMEHTa BO3HUKAET IIpU CHIKEHMHM KoiudectBa AJ[P wu
HakoruieHnu AT® (cocrosinme mokos), T.e. korna ATd-cuHTazanuiieHa cBoero cyocTpara U MOHBI
H' He NPOHMKAIOT B MATPUKC MUTOXOHAPUU. IIpM 5TOM HHrUOUpYlollee BJUSHUE IpaJUEHTa
YCUJIMBAETCS W MPOABHMKEHUE JIJICEKTPOHOB 10 Henu 3amenisercd. DepMEHTHbIE KOMIUIEKCHI
OCTArOTCS B BOCCTAHOBJIEHHOM COCTOSIHMH. CiencTBueM sBisieTcs: ymeHblienue okuciaenus HAJIH u
®AJIH, na I u Il xommnekcax, uaruouposanue pepmentos LUTK npu yuactun HAJIH u 3amennenue
KaTa00JIM3Ma B KIIETKE.

CHM:KeHHe IPOTOHHOTO TpaJueHTa BO3HHKaeT mpu ucuepmanun pe3epBoB ATD u u30bITKE
A1, T.e. mpu padore KiIeTKU. B sTOM ciyuae aktuBHO paboraeT ATd-cuHTa3a M 4epe3 KaHal
F, mpoxoasat BmaTpukc uoHsl H'. TIpy 3TOM IpaiueHT, ecTeCTBEHHO, CHHKAETCS, HOTOK SIEKTPOHOB
BO3pAcTaeT, B pe3ylbTaTe MOBBILAETCS BhIKauMBaHue MOHOB H' B MeskMeMOpaHHOE MPOCTPAHCTBO U
cHOBa ux ObicTpoe "mpoBanmuBanue" uyepe3 ATd-cuHTasy BHYTph MUTOXOHApUN C¢ cuHTe30oM ATO.
®epmentHbie kKoMiwiekchl | u Il ycunuBaror oxucnenne HAJIH u DAJIH, (kak HMCTOYHUKOB
AJIEKTPOHOB) U cHUMAaeTcss uHruoupywinee BausHue HAJIH Ha 1UKI JTUMOHHOM KHUCJIOTHI H
NUPYBATAECTUAPOre€Ha3HbIN KOMIUIEKC. Kak UTOr — aKTMBHPYIOTCH pPeaKIUM KaTad0JM3Ma yIriIieBOJ0B
Y KUPOB.

I'naBa 4
OBIIUE IIYTHU KATABOJIMU3MA
Metaboau3m Wi 0OMEH BEIIECTB - ATO COBOKYITHOCTb BCEX MPOIECCOB, KOTOPhIE BOZHUKAIOT B
YKWUBOM OpraHu3Me ISl TOAJEP)KaHHUS JKU3HU. OTH TMPOIECCHl IO3BOJISIIOT OpraHu3MaM pacT |

Pa3MHOXAThCs, COXPAHATh CBOM CTPYKTYPBI M OTBEYATh HA BO3ACUCTBUS OKPYKAIOILLIEH CPEBI.
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https://ru.wikipedia.org/wiki/%D0%9E%D1%80%D0%B3%D0%B0%D0%BD%D0%B8%D0%B7%D0%BC

HcTopus nzydeHus: Mmetabom3mMa 0XBaThIBAeT HECKOJIBKO cTOJIeTUH. MccnenoBanusi HAUMHAICH
C U3y4YEHHUS OPTaHNU3MOB KHBOTHBIX, B COBPEMEHHON OMOXMMHH MU3Y4alOT OTICIbHBIC META0OTNIECKUE
peakuuu. [TorsTre oOMeHa BelllecTB BIEpBhIE BeTpeuaeTcs: B padorax MoH anb-Haduca (1213—1288),
KOTOPBIN MHCAJ, 9YTO «TEJIO U €ro YaCTH HaXOSITCS B MIOCTOSTHHOM COCTOSIHUU pachajia U MUTaHus, TaK
9TO OHO HEW30EeXKHO TpeTepreBacT TOCTOSHHbIE HW3MEHEHUs». [lepBrle  KOHTpOJIUpyEeMbIC
AKCTIIEPUMEHTHI IO METab0IM3MY Y UesioBeka Oblin omyOaukoBanbl CantopnoCantopuo B 1614 roay B
kHure utai. Ars de statica medicina. O pacckaszai, Kak OH caM B3BECHJI ceOsl 10 W IMOcie mpuéma
MIUIIH, CHA, PAa0OTHI, CEKCa, HATOIIAK, MTOCIIC MTUThA U BhIIeIeHUS Mound. OH OOHAPYX U, YTO OOJBITIas
94acTh MHIIU, KOTOPYIO OH MPHUHUI, OblJIa yTpadeHa B pe3ysbTare Mpolecca, Ha3BaHHOTO «HE3aMETHBIM
UCTIAPECHUEM)).

MeTtabonu3m 00BIYHO JIEJIST Ha JIBE cTaauu: KaTtaboJau3M U aHA0O0JIU3M. B
X0JIe KaTabonu3Ma CIIOKHbIE OpPTaHWYECKHE BEIIeCTBa JACTPATUPYIOT 10 0o0jiee MPOCTHIX, OOBIYHO
BBIICIISISI DHEPTHIO. A B mporieccax aHabonm3Ma — u3 00Jiee MPOCTHIX CHHTE3UPYIOTCS 00JIee CIIOKHBIE
BEIIIECTBA U ATO COMPOBOXKIAACTCS 3aTpaTaMH SHEPTHUH.

3y, | NogoepxaHne
@pr”” 7| cnoMHocTH
€ XW3Hb )

e.e\llecﬂo | Poct u pasmHoxetne |

ObMmeH BelecTB =
MeTabonuam — BCe XMMUYECKUE PeakLyumn B OpraHuame

JHepreTU4eckuil o6MeH MnacTtuyeckum obmeH

Karabonuam - peakuuu AHabonuam —
pacwenneHus peakuuu CUHTe3a
MaKpOMOeKyn Ha MaKpOMOIeKyn u3
npocTbie ’ ) MpOCTHIX

Anabonusm wnm ACCUMWJALIMA, KOTOpasd HOCHT TAKKC HA3BAHHC IINIACTHYCCKOIO 06MCH3,
ABJCTCA COBOKYIIHOCTBIO IIPOLICCCOB, HAIIPABJICHHBLIX Ha 06p8,30BaHI/IC KJICTOK M TKaHeu. 3a cuer

aHabomM3Ma MMPOUCXOIUT POCT, PA3BUTHUC U ACIICHUC K&)K,Z[OI\/JI KJICTKH.
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https://ru.wikipedia.org/w/index.php?title=%D0%98%D0%B1%D0%BD_%D0%B0%D0%BB%D1%8C-%D0%9D%D0%B0%D1%84%D0%B8%D1%81&action=edit&redlink=1
https://ru.wikipedia.org/wiki/%D0%A1%D0%B0%D0%BD%D1%82%D0%BE%D1%80%D0%B8%D0%BE_%D0%A1%D0%B0%D0%BD%D1%82%D0%BE%D1%80%D0%B8%D0%BE
https://ru.wikipedia.org/wiki/%D0%98%D1%82%D0%B0%D0%BB%D1%8C%D1%8F%D0%BD%D1%81%D0%BA%D0%B8%D0%B9_%D1%8F%D0%B7%D1%8B%D0%BA
https://ru.wikipedia.org/wiki/%D0%A1%D0%BE%D0%BD
https://ru.wikipedia.org/wiki/%D0%9A%D0%B0%D1%82%D0%B0%D0%B1%D0%BE%D0%BB%D0%B8%D0%B7%D0%BC
https://ru.wikipedia.org/wiki/%D0%90%D0%BD%D0%B0%D0%B1%D0%BE%D0%BB%D0%B8%D0%B7%D0%BC
https://ru.wikipedia.org/wiki/%D0%9A%D0%B0%D1%82%D0%B0%D0%B1%D0%BE%D0%BB%D0%B8%D0%B7%D0%BC
https://ru.wikipedia.org/wiki/%D0%90%D0%BD%D0%B0%D0%B1%D0%BE%D0%BB%D0%B8%D0%B7%D0%BC

KaraGonu3Mm unu AUCCUMWIISIUS ATO 4YacTh MeTa0oM3Ma MPU KOTOPOM MPOUCXOIUT pachai
OMOJIOTMYECKUX TOJIMMEpPOB Ha 0OO0Jee MPOCThIe BEIIECTBA WM OKHCIIEHHE KaKOro-iubo BelIeCTBa,
0OBIYHO MPOTEKAIOIIUI C BEICBOOOKICHIEM dHEPrUU B BU/IE Teruia u B Bujae ATO.

KaraGonu3Mm siBisieTcsi MpOTUBOIOJIOKHOCTBIO aHabonu3Ma. Katabonuueckue peakiuu Jiexkar B
OCHOBE JUCCUMWJISILIUU: yTpPaThl CIOKHBIMH BEIIECTBAMU CBOEH CHEMU(PUUYHOCTH I JAHHOTO
opraHu3Ma B pe3yJbTaTe pacmnaja 10 00Jjiee MPOCThIX.

Tpu cTtagun kaTad0JIM3Ma NUTATENbHBIX BelEeCTB.

Ha mepBoii  cTtagum KpynHble OMOMOJIEKYJBl  pAcCHICIUIIOTCA HA  COCTABJSIIOIIME  UX
CTpOUTENbHBIE OJIOKU: MOJKcaxapuibl MPEBpPAlIAlOTCSd B MEHTO3bl U T'EKCO3bl, KUPbl — B KUPHbBIE
KHUCJIOTHI, TJIULEPOI U IPYTHUe KOMIIOHEHTHI, OETTKA — B aMUHOKHUCIIOTHI. DTO MPOUCXOAUT B HKEITyT0YHO-
KHUILIEYHOM TPaKTe, a TAKXKE B JIM30COMAX KJIETKU. Peakiuu kaTtanu3upyroT (epMeHThbI, OTHOCAIIUECS K
kjaccy ruapona3. OTHOcHUTeNbHAs »HEprooraaya cocTaBisieT MeHee 1% Bcell BBICBOOOXKIaeMOM
DHEPIHUU.

Ha BTOpoii cragum cTpoutenbHble OJIOKM TNpeBpamialoTcss B 0ojee MPOCThIE MOJIEKYJIbI.
Mounocaxapuapl, TJIALIEPOA U OOJBIIMHCTBO AMMHOKUCIOT PACIICTUISIOTCS 10 OJHOTO U TOTO XKe
TPEXYIIIEPOHOIO METaboNuTa — MUpyBaTa. ITO MPOUCXOAUT B IUTOIIa3ME KJIETOK. B panbHeiem
MAPYBAT, a TAKXKE MKUPHBIE KUCIOTHI U HEKOTOPHIE AMHUHOKHCIIOTHI OKHCISIIOTCS IO aleTHJIBHOTO
OCTaTKa, CBA3aHHOIO C KOAH3UMOM A (auetui-KoA). OTu peakuuu mpoTeKaroT yKe€ B MUTOXOHAPUIX
kietku. [Tupysar u anerun-KoA, Haxondiuecs Ha NEPECEUCHUH HECKOJIbKUX META00IMUYECKUX MyTeu,
MOKHO OTHECTH K KIIIOUEBBIM HJIM Y3JIOBBIM MeTabonutaMm. OTHOCHTENbHAs 3HEProoTgadya BTOPOM
craauu kKarabonmuzma okosno 20%; BeiaensieMas SHEPrUsi MOKET ObITh YaCTUYHO aKKyMyJIHpOBaHa B
Buae ATO.

Ha Tperbeii cTagum npoucXOoAUT OKUCICHHE alEeTUIbHOW TPYyNNbl B LHKIE TPUKAPOOHOBBIX
kuciotr Kpebca 1o CO, u BoccranoBieHHbIX dopMm kopepmenTtoB HAJl u DA, Ot KOopepMeHTHI
OKHCIISIIOTCA B AbixarenbHoM nenu 10 H,O, BeimenseMas sHeprus akkymynupyercs B AT®. Bcee atu

peakiuu MPOTEKAI0T B MUTOXOHIpUAX. OTHOCHUTENbHAS SHEPTOOTAaua TPEeThel ctanuu - okoiio 80%.
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Paznuuarorcnenuduyeckune u o01mme myT Karadoamzma.

Cneyugpuueckue nymu kamaodo1u3ma HAYMHAIOTCS C TOTPEOJICHUS MULIM U PACIICTJICHHUS UX B
KEITYyIOYHO — KHIIEYHOM TpakTe. KaxIplii KiacCc BEWIECTB BXOASIIMX B MPOAYKTHI HAIIETO
noTpeOIeHUS IEPEBAPUBACTCS M PACIIEIUISETCS IO CBOEMY CIENU(DUUECKOMY MEXaHU3MY.

Hanpumep, O0enku Ha4yMHAIOT PACUICTUIATHCSA B JKEIYJKE, MOJ JEHCTBUEM >KENyTOYHOTO COKa,
CoZIepXKaIliero B CBOEM COCTaBe NPOTEOJUTUYECKHE (EPMEHTHI IMElNCHHAa M TacTPUKCHHA, a TaK»kKe
COJISIHYO KHCIIOTY, BbIpPa0aThIBAEMYIOOOKIIaJOYHBIMUA KJIETKAMHU CIIM3UCTOMN 000J104KH
xenyaka. ComsiHas KHCIOTa JIEHATYypUpyeT Oenok, o0ierdaer ero IMocieayollee paciiersienue. B
COCTaB KEJIYJOYHOTO COKa BXOAAT KUCIbIe GocdaThl U HEKOTOPbIE OpraHuueckue KuciaoTbl. ComsiHas
KHUCJIOTa CHOCOOCTBYET MPEBPAIICHUIO TMPOPEepMEHTa TNENCHHOIeHa, KOTOPBIA CEKpEeTHUPYeTCs
[JIABHBIMU ~ KJIETKAMHM ~ CIM3UCTOM  OOOJIOYKHM  KEIyJKa, B  aKTUBHBIA  MPOTEOJTUTHUYECKUUN
(GhepMEHT METCHH.

OnTuManpHas KOHUEHTpalusi BOJAOPOJIHBIX HMOHOB I MeENcuHa cocTasiser 1,5 — 2,5, 4to
COOTBETCTBYET KHCIOTHOCTH KEIYJIOYHOTO cOKa B mpouecce nuiueBapeHusa. [Ipu yeBenmnuenuun pH
cpeasl g0 6,0 (B KWINEUHHMKE) TENCHH TEPSeT CBOK AKTUBHOCTh. IlemcuH OTHOCUTCS K
OJIHOKOMIIOHEHTHBIM (pepMEeHTaM, TO €CTh K (epMEHTaM-IPOTeUHaM. 3a CYTKM B JKEIyJKe
BbIpa0aThIBae€TCsA OKOJIO 2 T MEINCHHA.

Karanutrnyeckast akTHBHOCTb IENICHHA JKEITyIKa OY€Hb BbICOKA. OH KaTaJIM3UPYET paclICIICHUE
NENTUAHBIX CBS3e B MoJsiekylie Oelika, OOpa30BaHHBIX AMHUHOTPYIIAMH apOMaTHYECKUX U
IUKapOOHOBBIX AMMHOKHUCIIOT. B pe3ynbraTe nelicTBUA MerncuHa o0pa3yroTcsl MOIUIENTH B Pa3InIHOMN
BEJIMYMHBI U OT/I€JIbHBIE CBOOOHBIE AMUHOKHUCIIOTHI.

Kpome mnerncuna, B XKeTyIOYHOM COKE COAEPKUTCA MPOTEOJUTUYECKUM (HDEPMEHT raCTPUKCHH,
onTuMalibHOe 3HaueHnue pH kortoporo HaxonsTcs B mpenenax 3,5 — 4,5. ['aCTpUKCHUH BCTyMaeT B

I[CﬁCTBHC Ha IMMOCJICAHHUX dTallaX IEPCBApPUBAHUA ITUIIU B KCIIYIKC.
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B >xenynke rpynHbIX feTeil 0OHApYKEH ChIYY>KHBIH (epMEHT — XUMO3UH. ONTUMYM JEHCTBUS
storo pepmenta pH 3,5 — 4,0. [lox BrusHHEM XUMO3WHA B MPUCYTCTBUU COJIEH KaIbIUS Ka3eMHOTEH
MOJIOKA B XOJI€ TUIPOJIN3a MTPEBPAILIAETCS B KA3€UH U MOJIOKO CBEPTHIBAETCS.

Jlerue papyrux B OKENyAKE TMEpPEeBAPUBAIOTCS albOYMHHBI W TJIOOYJIMHBI KUBOTHOTO H
PACTUTENBHOTO MPOUCXOKACHUS; TUIOXO PACHICTUISIOTCS OCJIKM COCTUHUTEIHHOW TKaHU (KOJIIAreH U
AJIACTHUH) U COBCEM HE PACILEIUISIOTCS KEPATUH U MPOTAMUHBI.

YacTuaHO mepeBapeHHAs! MOTYKUIKAsE Macca MATATEIbHBIX COCIMHEHHM, KOTOpasi 00pa3yercs B
Kenynke (XUMYC) MEPUOJAMYECKHA MOCTYyHaeT uepe3 MUIOPUYECKUI KialmaH B JABEHAATUIEPCTHYIO
KUIIKY. B 3Ty 4acTp NHINEBApUTEIBHOIO KaHaJla TMOCTYMAOT W3  MOJKEIyJAOYHOW JKEJIE3bl
MPOTECONUTHYECKIE (PEPMEHTHI M TENTHAA3bl, KOTOPHIE JCHCTBYIOT HA MEMTH[IbI, MOCTYIAIONINE W3
xenynka. Katanutudeckoe nerictBue 3Tux GEpMEHTOB MPOUCXOIUT B ciiadorienounoi cpeae (pH 7,5
— 8,0), koTopast oOpazyercsi UMEIOIIMMUCS B KUIIIEYHOM COKe OMKapOoHaTamu.

BoabmmHCTBO epMEHTOB MPOTEOTUTUIECKOTO ACHCTBUSA, (DYHKIIMOHUPYIOMINX B TOHKOW KHIIIKE,
CHUHTE3UPYIOTCA B AK30KPUHHBIX KJIETKaX IMOJHKEIYAOYHOM >Keje3bl B BUAE MPOPEPMEHTOB, KOTOPbHIE
aKTUBUPYIOTCS  MOCJI€ MX TMOCTYIUIGHHSI B  JIBEHAJUATUIIEPCTHYIO KHUIIKY (TPUIICUHOTEH,
XUMOTPHUIICHHOT€H, MpodjacTa3a, npokapOokcurnentuaassl A u b). I'maponus 0enkoB U MEeNTHIOB,
MOCTYNAKIINX W3 KEIyJKa, MPOUCXOIUT KaK B IMOJOCTH TOHKOM KHUIIKH, TAK U HA MOBEPXHOCTH
HHTEPOIUTOB —IIPUCTEHOYHOE WJIH MEMOpPAHHOE TTUIIICBApPECHHE.

Cok NOIKeNyAOYHON JKeJe3bl MOCTYNAaeT B JIBEHAJAUATUIIEPCTHYIO KHUILIKY U CMEIIMBAETCS C
KHUIIIEYHBIM COKOM. JTa CMECh COJCPKHUT MPOTCONMTHYECKHE (PEPMEHTHI, pacHIeIuUIIonue OenKu,
abOyMO3bl ¥ TENTOHBI 10 HEOOJBINX IMENTHIOB, a 3aTeM J0 aMHHOKHCIOT. K mpoTeonmuTruueckum
dbepMeHTaM OTHOCSTCSI TPUIICHH, XUMOTPUIICHH, KapOOKCHUIENTH 1a3bl, aMUHOMENTUIA3bl U OOJbIIas
rpymnna Tpyu- U JUNENTHAA3.

TpuncuH HaXOgUTCS B COKE IOJDKEITYJOYHOM KeJle3bl B HEAaKTUBHOM (opme, B BHJIE
npodepMenTa TpuricuHoresa. Ero aktuBaiusi mpoMCcXOAUT MO JEHCTBUEM (pepMEHTA KUIIEYHOTO COKa

2+
— OHTCPOKHWHA3LI. I[J'I?[ mponccca aKTUBalnu HGO6XOI[I/IMBI nonel Ca”. Hpouecc HpCOGpaSOBaHI/IH
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TPUIICUHOTE€HA B TPHUIICUH OCYILIECTBIISIETCS IyTEM OTLICIUIEHUs HeOOJbIIoro nentuaa ¢ N-KoHIa
NEeNTUIHON 1enH PepMeHTa.

Tpuncun ruaponn3syeT Kak HEpacUICIUIEHHbIE B JKEIyJKe OEJKH, TaK U BBICOKOMOJIEKYJISIPHBIE
HENTHU/IbI, IEUCTBYS TJIaBHBIM 00pa30oM Ha MENTUIHBIE CBSI3U MEXAY apTMHUHOM U JIU3UHOM. ONTUMYM
pH nia tpuncuna cocrasisger 7,0 — 8,0. TpurCuH AenaeT CpaBHUTENBHO HEMTYOOKUH THIpOIIn3 Oenka,
oOpa3yeT MoJIMIENTUAbl U HEOOJIbIIOE KOIMYECTBO CBOOOIHBIX AMUHOKHCIIOT.

AKTHBHOCTbH TPUIICUHA MOXKET CHIKAThCA TOJ BIUSHUEM psAsla UHTUOUTOPOB. K HUM OTHOCSTCS
OCHOBHBIC TIENITU/BI ¢ MOJEKyJIsspHON Maccoit 9000 ex. OHu 0OHAPYKEHBI B MOHKEITYA0YHOM JKelese,
KpOBH, JETKHX, B 000ax cou. CHM)KAaeT aKTUBHOCTb TPUIICHHA M MYKOIPOTEHH, COJAEPKALIUICS B
CBIPBIX AMIIaX — aBHJIMH.

XUMOTPUIICUH — BTOPOM NPOTEOJUTHYECKUHM (PEPMEHT MOHKETyIO4YHOM Kene3bl. OH Takxke
CEKpETHpYeTCsd B HEAKTUBHOW (opme, B BHJE XUMOTpurcuHoreHa. Ilox neiictBuem TtpuncuHa
XUMOTPHUIICUHOTEH TMEPEXOAUT B AKTUBHBIN (EPMEHT — XHUMOTpPUIICHUH. JleficTBHE XHMMOTpHUIICHHA
nojo0Ho nelcTBul0 TpuncuHa. OntumyM pH 11 o6oux (epMEHTOB NPUMEPHO OJMHAKOBBIi,
XUMOTPHUIICUH JEUCTBYeT Ha OEIKM M TMOJMIENTUABI, COAEpKallhe apoOMaTHYECKHe aMHUHOKHCIOTHI
(Tupo3uH, (eHunanaHuH, TpUOTO(aH), a TaKKE Ha NENTHIHBIE CBS3U, KOTOPbIE HE IOJBEPraroTCs
BO3/ICICTBUIO TPUIICMHA (METUOHMH, JIEUILINH).

[lenTuapl, KOTOpBIE 00pa3yloTCA B pe3yibTaTe BO3JACHCTBUS Ha OCJKH MENCHHA, TPUIICHMHA U
XMMOTpPHIICHHA B HWKHUX OTJEJIaX TOHKOW KUIIKH, OJBEPraroTcs JajibHEUIIEMY pacUIEINIEHUI0. DTOT
IPOLECC OCYIIECTBISIOTKAPOOKCUNENTUAA3b], aMHHOMENTHAA3bl. OTH (EepMEHThl OTHOCATCA K
metamnopepmenTaM. OHHM AKTHBHPYIOTCS ABYXBaIeHTHBIMH moHamm: Mg”, Mn”*, Co”, kotopsie
UTPAIOT BaXHYIO POJIb B GOPMUPOBAHUU (DEPMEHT-CYOCTPATHOIO KOMILIEKCA.

MexaHu3m JIEHCTBUSL aMHUHO- M KapOOKCHMENTHIa3 3aKJII0UaeTCsl B OTIICIUICHUH OT MENTH/IOB
KOHEYHBIX aMUHOKHCIIOT, UMEIOLIUX CBOOOJHYIO aMUHHYIO WM KapOOKCWiIbHYIO rpyniy. HeGosnbiiue
HNENTHU/IbI, KOTOpPbIE OCTAJINCh HEPACLICIUIEHHBIMM U COCTOSIT M3 TPEX-UEThIPEX AMUHOKHCIIOTHBIX

OCTATKOB, IIOABCPrarOTCA THUAPOJINU3Y CHCHI/I(l)I/I‘-IeCKI/IMI/I - WU TPHUAMHWHOIICTITUAA3aAMMU. B coke
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MOJ/IKETTYIOYHOM KeJe3bl MPUCYTCTBYET (PEepMEHT 3jacTta3a. DjacTa3a — SHIOMNENTHAa3a, KOTopas
TaK)Ke UMEET IIUPOKYI0 CYOCTPATHYIO CIEIU(PUIHOCTD, PACHIEIIASL MENTUIHBIE CBSA3U, 00pa3yIOLIecs
OCTaTKaMy aMHUHOKHCIIOT MaJIOro pa3Mepa — TJIMILKHA, aJlaHUHA, CEepUHA.

Takum oOpa3zoMm, B pe3yJsibTaTe MOCIEAOBATEIILHOIO JACUCTBUS Ha OEJIKH MPOTEOJTMTHYECKUX
(GepMEHTOB B KHILIEYHHKE OOpa3yroTCsi CBOOOJHBIE AMHHOKHUCIOTHI, KOTOpbIE BCACBIBAIOTCS IIPU
MOMOIIM 5 crenupUYECKUX TPAHCIIOPTHBIX CUCTEM Kaxkaasi U3 KOTOPBIX 00ECIeUUBAET MOCTYIUICHUE B
CTEHKY KHIIIEYHUKA TPYIIHI OJU3KUX MO CTPYKTYpPE aMUHOKHUCIIOT.

1 3T0 cucteMa JuIsi BCachlBaHUSI HEUTPAIBHBIX aMHUHOKHUCIIOT C HEOOJIBLIINMH pajguKaiamu (cep,
IUCTUHH, aJIa.)

2-1 3TO CUCTeMa JJIi BCACBhIBaHUS HEUTPAIbHBIX aMHHOKHCIOT C OOBEMUCTBHIMU paJHKaIaMU
(yeiiruH, deH.)

3-s1 cucTeMa JijIsl BcachblBaHUsI OCHOBHBIX aMUHOKHCIIOT (JIU3, apr, TUC.)

4-51 cucteMa JiJisl BCaChIBaHUS KUCIIBIX aMUHOKHUCIIOT (TIyTamar, acraprar)

5-s cucTeMa ClielMalibHas cCUCTeMa JIJIsl BCAChIBaHUS MPOJIMHA.

AMHWHOKHUCJIOTHI OJHOM TPYIIBI KOHKYPHPYIOT 32 Y4acTHE B CBSI3BIBAHMHM CBOCU CHUCTEMBI H
MO3TOMY M30BITOK OJIHOM aMUHOKHCIIOTHl TOPMO3UT BCAChIBAHUE aMUHOKHCIIOT U3 3TOM ke rpynisl. 13
KHUILIIEYHUKA aMUHOKHUCIOTHI MOCTYMAIOT B KPOBb M PA3HOCACH IO TEJy MHTEHCHBHO MOTJIOIIAIOTCS
kietkamu. ConepkaHue aM.K. B KPOBH BEIMYMHA TOCTOSHHAsA - 35-65 mr/100mi. AMUHOKHCIOTHI
OYEHb OBICTPO MOKHUAAIOT KpoBsiHOe pyciio. Hanmpumep npu BBeaeHuu 5-10 rp. cMecu aMHUHOKHUCIIOT
yke uepe3 5 MuUHYT Oosiee 85% mokugaeT KpoBsSHOE PYCIIO.

Bricokass CKOpOCTh TIOTJIONMIEHUS TKaHSAMU obecreunBaeTcsi (YyHKIIMOHUPOBAHUE CHCTEM
aAKTUBHOTO TPAHCIIOPTa aMUHOKHUCIOT B MeMOpaHax ( MpUMEp CUCTEMBI - Q-TIIFOTAMIJIBHBIA ITUKI,
paboTaer ¢ yyacTHeM TJIOTaTHOHA B Hee BXOJIUT 8§ ()EPMEHTOB U HA MEPEHOC OJHOM aMHUHOKHCIIOTHI
3atpauuBaercs 4 mosiekyiasl ATD).

OTO HE €AMHCTBEHHBIN MEXaHMW3M MEPEeHOCa aMHUHOKHCIOT M TIOCTYIUICHHE WX B KJIETKH. Bbiio

A0Ka3aHo, 4TO ITPOJIMH HC IICPCHOCUTBLCA ATON CUCTEMOU U CYmICCTBYCT CIicraibHas CUCTCMA.
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Yenee00u.C mnuineli B OCHOBHOM MOCTYMAarOT Kpaxmai, I[JIMKOTEH, LEeJUI0J03a, caxaposa,
JIAKTO3a, MajbT03a, TII0K03a U PPYyKTO3a, prdo3a.

[lepeBapuBaHue yrjieBOJ0OB HAUMHAETCA B POTOBOU 1osI0CTU. CO CIIOHOM CHO/Ia TOCTYNAeT
KaJbIIUU-coZepkaluid depMeHT a-amuiasa. Ontumym ee pH 7,1-7,2, aktuBupyetcs nuoHamu Cl-.
ABnsAsACh 3HA0aMMIIA30H, OHA 6ECOPAJ0YHO pacllensieT BHyTpeHHUe al,4-rJIMKo3UiHble CBSI3U
Y HE BJIMSIET HA [IPyTHe TUIIbI CBS3€EH.

B portoBoii momocTHm KpaxmMadl W TIWKOTEH CIOCOOHBI  PACHICIIISTHECA — O-aMHIIa30i
710 AeKCTPUHOB UMAJIbTO3bI. Jl1caxapubl HUYEM HE THIPOJIU3YIOTCS.

B xenyake wu3-za Hu3kod pH aMusiaza WHAKTUBUPYETCS, XOTSI HEKOTOpPOE BpeMs
pacuienJieHye yrjaeBoJ0B MPOJ0J/KAaeTCs BHYTPH MUIEBOT0 KOMKa.

3aTeM OHM MOCTYNAKOT B KUIIEYHUK. B TOJOCTM TOHKOrO KHILIEYHUKA PabOTalOT COBMECTHO
MaHKpeaTU4yecKas a-aMuiasza, pa3phiBaroiias BHYTpeHHHE ol,4-CBsi3u, M30MaIbTa3a, pa3phiBAOIIAs
al,6-CBsI3M M30MANIbTO3bI, OJUT0-0.1,6-TIII0K031Ia3a, ASHCTBYIOAs HA TOYKM BETBICHUS Kpaxmaya U
IJIMKOTEHa.

Kpome nonoctHOro, MeeTcs enie ¥ NPUCTEHOYHOE MUIIEBAPEHNE, KOTOPOE OCYIIECTBIISIOT:

. caxapa3o-H30MaJIbTa3HbI KOMILICKC (paboduee Ha3BaHHE caxapasa) — B TOHKOH KHIIKE
rugposmsyer ol,2-, al,4-, al,6-TIMKO3UAHBIE CBSI3U, PACLICIUISIET caxapo3y, MajabTO3y, MAIbTOTPHUO3Y,
MU30MaJIbTO3y,

. INIMKOAMUJIa3HbIA KOMIUIEKC — HAXOAMTCS B HUXKHUX OTJAENaX TOHKOIO KHILIEYHUKA U
pacuiernsiet ol ,4-rIuKo3uHbIE CBA3U B OJIMTOCaXapu/Iax,

. B-rIuMKo3MIa3HbIN KOMILIEKC (pabouee Ha3BaHME NAaKTa3a) — ruapoiausyer [1,4-
TJIMKO3UAHBIE CBSI3M MEX]Y TaJIaKTO30M M TIIIOK030M (J1akTo3y). Y neTel aKTUBHOCTH JIaKTa3bl OYEHb
BBICOKA YK€ JI0 POXKIEHUS U COXPAHSAETCS Ha BBICOKOM YPOBHE J0 5-7 JIeT, MOCJE YeTr0 CHUXKAETCS.

[lemmrono3a QepmMeHTaMu YeloBeKa HE TiepeBapuBaeTcs. Ho B TOJCTOM KHINEYHUKE O]
nerncTBUeMMHKPOGIopsI 10 75% ee KoIM4YecTBa TUIPOJU3YyeTCs ¢ oOpa3oBaHUEM IEJIOOMO3bl U

ITIIOKO3bI. [JII0KO3a 4acTUYHO HCMONb3YeTCsl caMOil MHUKPOQUIOPOM M OKUCIAETCS 10 OpraHUYecKuX
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KHUCJIOT (MAacisiHOM, MOJIOYHOM), KOTOpbI€ CTUMYJIHUPYIOT NEPUCTAIBTUKY KHUIIEUYHHUKA. YacTUuHO
[JIFOKO3a MOXET BCACHIBATHCA B KPOBb.

OcHoBHas POJIb LOCJUIOJ03bI AJIA YEJIOBCKA:

. CTUMYJINPOBAaHUE NMEPUCTATBTUKN KUIIIEYHHKA,

. (dbopMupoBaHUE KaJOBBIX MAacCC,

. CTUMYJISALIUS JKETUYEOTIeIICHUS,

. abcopOrus xonecTeposa U JPYrux BEIIECTB, YTO MPEMATCTBYET UX BCACHIBAHUIO.

IlepeBapuBanue TUIINIOB

IlepeBapuBanure XKUpPOB TNpPOTEKaeT B KuleyHuke. [lepBble ABa H3Tama mnepeBapuBaHUS
JUINHUAOB, 3MYJIbTUPOBAHUE U TUJAPOJIM3, TPOUCXOAAT MPAKTUUYECKU OJHOBPEMEHHO. BMecTe ¢ aTum,
NPOAYKTBI THIAPOJIM3a HE YAAISIOTCS, a OCTaBasCh B COCTaBe JIMMUAHBIX Kamesek, OO0JerdaroT
JTanbHENIIee SMyIbTUpOBaHUE U padOTy (DEpMEHTOB.

Y B3pOCHBIX B POTOBOM NOJOCTH NEPEBAPUBAHUE JIMIUJIOB HE HJIET, XOTSA JIMTEIBHOE
NepeKeBbIBAaHUE MHIINKM CIIOCOOCTBYET YACTMUYHOMY 3MYJbIHpOBaHMIO XUpOB. CoOCTBEHHAas juIasza
KETyJKa Y B3POCIOTO HE UTPAET CYIIECTBEHHOU POJIH B TIEpEBaApUBAHUY JIMTIH]IOB M3-32 €€ HEOOIBIIIOTO
KOJIMYECTBA U TOTrO, uTo ee ontumyM pH 4,5-5,5. Takke BIUSET OTCYTCTBUE AIMYJIbIUPOBAHHBIX KUPOB
B 00BIYHOM nuie (kpoMme Mosioka). Tem He MeHee, Y B3pOCIIbIX TeIjiasi Cpejia U MepUCTaIbTUKA KEeTyIKa
BBI3bIBACT HEKOTOPOE IMYJIbIHPOBaHUe XUPOB. [Ipr 3TOM nake HU3KO aKTUBHAS JIMIIA3a PACUICILIAET
HE3HAUUTEJIbHBIE KOJMYECTBA MHUPA, UYTO BAXKHO A JaJbHEUIIEro mepeBapuBaHUs KUPOB B
KHIIIEYHUKE, T.K. HATUIUE XOTSI ObI MUHIMAJIBHOTO KOJIMYECTBA CBOOOIHBIX JKUPHBIX KUCJIOT 00Jierdaer
SMYJIbTMPOBAHUE JKUPOB B JIBEHAILIATUIIEPCTHON KUIIKE U CTUMYJIMPYET CEKPELUIO MTAHKPEATUYECKOU
JINTIA3HI.

B xumeunuke noxa BaussaueM nepuctaibTUKU JKKT v cOCTaBHBIX KOMIIOHEHTOB KETYM MHUIIEBOU
XKUp smysbrupyercs. Oopaszyromiyecs J30(hocHoTUnuabl TakKe SBISIOTCS XOPOIIUM MOBEPXHOCTHO-
AKTUBHBIM BEIIECTBOM, TIO3TOMY OHHM CIIOCOOCTBYIOT 5SMYJBIUPOBAHUIO THUIIEBBIX JKUPOB M

oOpa3zoBanuto Mutiei1. Pasmep kamenb Takoil KUPOBOM SMyJIbcuU He mpeBbIaet 0,5 MKM.
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I'maponus a¢upoB XO0JIECTepUHA OCYIIECTBISIETHEPMEHT XO0JIECTEPOI-
ACTEpa3a MaHKPEeaTU4eCKOro COKa.

ITepeBapuBanue TPUALUITJIMIEPU]IOB B KUIICYHUKE OCYIIIECTBIISIETCS o1
BO3EHCTBUEM NAHKpEaTU4eCKou Jumnas3bl ¢ ontuMyMoM pH 8,0-9,0. B kuiliedyHuk OHa MOCTyIaeT B
BUJIC MPOJUNA3bl, I MPOSBICHUS €€ aKTUBHOCTH TpeOyeTCSIKOIMMIa3a, KOTOpas MOMOTAaeT JIMMa3e
PACHOJIOKUTHCS HA TTIOBEPXHOCTH JIUITUIHOMN KATIH.

Koauna3a, B cBOIO ouepe/b, aKTUBHPYETCS TPUIICHHOM U 3aT€M 00pa3yeT ¢ JUNa30i KOMILJIEKC B
cootHomiennu 1:1. Tlankpeatnueckas numnaza OTHICIUISIET KUPHBIE KHUCIOTHI, CBSI3aHHBIE C MEPBBIM U
TPETHUM aTOMaMU yIJIepojia B riuiepose. B pe3ynbrare ee paboThl OCTaeTCS 2-MOHOAMITIUIIEPOIL. 2-
MOHOAIMJITJIMIIEPOSIBI  BCACBIBAIOTCA ~ WM MPEBPAIIAIOTCS MOHOTIUIEPOJI-U30MEPA30M B 1-
MoHoanuarmiepos. Ilocneanuit Tuapoau3yeTcs 10 TIUIeposa U KUpHOW KuciaoTel. [Ipumepno 3/4
TPUALIWITJIMIIEPOJIOB MMOCIIEe THAPOJIM3a OCTAlOTCS B hopMe 2-MOHOAMMITIUIIEPOJT U TOJIBKO 1/4 yacTh
TPUALWITIUIEPOJIOB TUIAPOINU3YETCS TOJTHOCTHIO.

Bce npoaykTel paciiernyieHus: 0€IKOB, )KUPOB U YIJIEBOJOB BCACKIBAIOTCS, B OCHOBHOM, B TOHKOM
KUIIIEYHUKE B KPOBb M C TOKOM KpPOBH TIONAJAIOT B MEYeHb. 37€Ch HAUYMHAETCS BTOPOM ATam
KaTaboJM3Ma, KOTOPbIA TOXKE OTHOCHTCS K crenuduueckuM MyTsM katabonm3ma. Ha manHom srtame
KOKIbId W3 00pa3oBaBIIMXCS MOHOMEPOB CBOMM CHEHU(PUYECKHMM TIyTeM IIpeBpaliaercs B
NUPOBUHOrpaAHyl0  kucioty win  auetwn  KoA.  Jlokanimzauust ~ BTOporo — srama  —
HHUTO30J1b U MUTOXOHAPUHU. Ha nanHOM sTame oOpa3yeTcs dHEprusi, 4acTh KOTOPOW paccerBaeTCsl B
BUjae Tema W npumepHo 13% oSHeprum BemiecTBa yCBaWBAaeTCsA, T.€. 3amacaeTcsi B BUJC
Makpo3prudyeckux cpszeit ATO.

3aTeM HauMHAeTCs OOILIUM MyTh KaTaboIM3Ma.

OO0muii nyTh KaTa60JM3Ma — COBOKYITHOCTh OMOXUMUYECKUX TPOIECCOB, KOTOPash BKIIIOYAET
B ceOs:1. okucienue nupysara a0 anetwi-KoA; 2. okucnenue anetuin-KoA B mukie TpukapOOHOBBIX
KHUCJIOT; 3. BBIJICJICHUE U aKKYMYJIMPOBAHUE SHEPTUU MPU IETUIPUPOBAHUU METAOOJIUTOB OOIIETO MyTH

kaTa0oJIn3Ma B MUTOXOHAPHUAJIBHBIX HCIIAX IICPCHOCA IJICKTPOHOB.
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Nmenno B oOmieM nyTu katabonu3Ma oOpa3yeTcsi OCHOBHasi Macca CyOCTpaToB JJisi peaKIIHid
nerugpupoBanusi. COBMECTHO C JAbIXaTE€IbHON LETbI0 U OKUCIUTENBHBIM (OCPOPHUINPOBAHUEM OOIIUI

nyTh KaTaboJM3Ma SIBJISIETCSt OCHOBHBIM MCTOYHUKOM 3Hepruu B popme ATD

BEeruma Yrnesoas MAnsaaes
l I saram
ARAHMHOKIMCOTEI MoHocaxapuobl HupHse —

MUUSprH  FEMcnoTsl

]

MepryeaT Ir ararn
AT
AL
HAagH AujeTrn-SHos, DT o |

& ferwci?
TU RSO O O OS2

LIS F o _E:Dz

IIr srarr

e

HLALTH, @M o HALgY, ang

I TET T &b N OE DO O D EETET I OE G- e

! | ]

HzO ATD

Tperuir 3Tanm KaTabo/sM3Ma HAYUHAETCd B MHUTOXOHJAPHUAX C OKUCJIUTENBHOTO
JleKapOOKCUJINPOBAaHUAA NHUPOBUHOIPaJHOM KHUCJIOTBL. B JaHHOM 1nponecce y4acTBYIOT
dbepMeHTBl MNUpYyBaTAeruAporeHasHoro Komiiekca.llupyBaTgeruiporeHasHbld  KOMILJIIEKC
(IMIAK) monekynasipHoul Maccor 6*10° nanbToH, BkJIWO4YaeT B cebs1 Tpu Buaa pepmeHToB (E1-
E3) u nate BupoB kodpepMmeHTOB.2 kKopepmeHTa HA/l u HS-KoA HaxozsaTcs B cBOGOAHOM
COCTOSIHUM U BXOJST B COCTAaB KOMILJIEKCA TOJbKO B MOMEHT peakiuu. OOUIMN BUJ, peaKLUU

OKHCJINTEJIBHOTI'O I,E[EKEip6OI(CI/IJ'II/II)OBEAHI/IH I[IMpyBaTa.:

CH3 CO0H

|
beg  HHAD + HSKoA =002 + HATH2 + c=g
e

|
mo SHod

ITBR

Depmenmul nupy8amoe2uopo2eHa3n020 KOMNIeKca:

E; — nupyBatnerunporenasa (mupyBataekapOoKcuiasa)
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E, — qurunponunounnanerunrpancdepasa (TpaHcaleTuiasa)

E3; — quruaponunonnieruaporesasa

Kogepmenmul nupysamoecuopoeenaznozo komniekca:

1. Tuamunaudocdar (THD, TIID), COJIep KAl BUTAMUH B,
KO(aKTOPIUPYBATAETUIPOTCHA3BI.

2. JIunoesas kucinoTa, KopakTopTpaHcalEeTUIa3bI.

3. ®napunaneanaauaykietun (OAJI), conepxkammii BuTamMuH B,, KodakTopaeruaporeHasbl
JUTHIPOJIUIIOEBOM KHCIIOTHI.

4, Kodepment HAJI, conepsxamuit Buramusn PP.

S. Kodepment HS-KoA, conepxammii anenun, pudo3y, n1Ba octatka GpochopHO KUCIOTHI,
MAaHTOTCHOBYIO KHCJIOTY (BUTaMuH Bj).

OxucnurensHoe nekapOokcunupoBanre [IBK mporekaer B HECKONBKO CTaauid, B Tpolecce
KOTOPBIX JABYXYTJIEPOJIHBIN Pparment, obpa3zyrommuiics u3 [IBK, mepeHocuTcs Ha TUNOEBYIO KUCIIOTY, a
3ateM Ha HS-KoA.

¢ 2¢
NBK —= Tﬂ@KﬁSKUA

Ei-pooeT

IlepBas peakuus karanusupyercss El, cyOcrparamm sBustorcs [IBK u  permpponunoesast
KHCJIO0TA, sABJstomasics npocrernueckor rpynnoit E2. Ot [1BK oTwmernsiercst kapOokcuiabHas rpynna u
obpa3zyerca CO,, a alleTUIBbHBIA OCTATOK COEIUHSETCS C aTOMOM CEPhI JUIMOEBOM KUCIOTHI B COCTaBE
aneruntpancdepaspl. [lonyuaercs anetmmmnoar-E2.

Bo Bropo#i peakuuu aneruntpanchepasa (E2) xatanusupyer mepeHOC aneTHIIBHOTO OCTaTKa,
COEIMHEHHOTO C €r0 COOCTBEHHON MPOCTETUUECKON Ipynmnoi, Ha KO3H3uM A. [IpoayKThl 3TOI peakuu
- IUTUAPOJIUNIOEBAs KuciaoTa B coctaBe E2 u anietun-KoA.

B Tperbel peakUMUIIPOUMCXOIUT AETUAPUPOBAHUE IUTHUAPOJUIIOEBOM KHUCIOTHI B COCTaBE

anetmitpancdepassl npu BozaecTBuu (epmenta E3 (aerupporeHasa AUTHIPOIUIIOEBON KHUCIIOTHI),
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coaepxamiero ®AJl. ®AJ] nepenaet Bogopoa Ha HAJI. O6pazyrorcs HAJIH, H' u JETUIPOTUIIOEBAs
kucnota B coctaBe E2. [locnennuii epMeHT CHOBA BCTyMAeT B OKUCIUTEIbHOE JEKapOOKCUIMPOBAHUE

[1BK.

CymMapHoOe ypaBHEHHUE Ipoliecca:
CH; - CO - COOH + HS - KoA + HAJI' 5CH; —CO-S- KoA + HAJIH + H'+CO,.
Anetmin-KoA (mpoayKT BTopoi peakiiun) 3ateMm okucisercs B nukie Kpedca. Bogopon ¢ HAJIH

(MPOIYKT TPEThEW peaklivu) MOCTYNaeT B JbIXaTeNbHYIO LeMb, Ie oopazyetcs ATd. Duepretuueckuii

BBIXO/]] OKUCJIUTENIHOTO JeKapOoKcumpoBanus nupysata — 3 ATO.

NALY
OH F, FADIL~N v
H{ CH, i
0 "IK‘\ "\'-.t}E|+II
T l[h E, FALY
n EIII g
{I'{}{}II ”(,\H (AT
|
sllTK

CH. Cr %u.‘; .";I[ IIH koA CH, fl.l'—.‘-'- FnA

CH L
[Tupyia AieTi/i- koA

OxkuciaureabHOe 1eKapOOKCHIMPOBAaHUE IMPOBUHOIPAAHON KHCJIOTHI.

buonoruueckass pojb OKHCIUTEIBHOTO €KApOOKCHIMPOBAHUS NUPYBaTa 3aKIIOYAETCSI B TOM,
YTO OHO SIBJISICTCSI BaXXHBIM 3TallOM KaTa0OJM3Ma, MO3BOJISIIOIIMM BKIIOYaThCcsl B UK Kpebca Tem
BELIECTBaM, IpU pachaje KOTOpbIX 00pa3yeTcsi NUPOBUHOTpaaHas kucinorta. OOpa3zoBaBLIasCs
mosnekyna HAJIH, okucnsiercs B AJMHHOW JbIXaTeNbHOM Lienmu ¢ oOpazoBaHueM 3-X Moiyiekyn ATO.
OxucaurenpHoe JeKapOOKCUIMPOBAHUE MUPYBATA IPOTEKAET BHYTPU MUTOXOHIPUH.

Perynsus nupyBataeruiporeHa3Horo KOMILIEKCa OCyIECTBIsAETCs MyTéM (HochoIupupoBaHus,

nedochomprupoBaHUATIUPYBATACTUIPOTECHA3HI
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AKTHUBaTOpaM mupyBataeruaporeHazHorokomiviekca ciuyxar AJJ® u HAJl oxucieHHBIN.
HNurubutopamu storo komruiekca sBisitorcss AT® u HAJIH, Perynsuusi ocymiecTBisieTcss Takxe
TOPMOHAMM: UHCYJIMH YBEIUYUBAET AKTUBHOCTh KOMILJIEKCA, [JIFOKArOH - CHUKAET.

O6pazoBaBimuiics u3 nupysBara anetwi-KoA Bctymaer B mukin KpeGca. I{ukin KpebGca Taxke
HA3bIBAIOT IIUTPATHBIM [IUKIJIOM WUJIH [IUKJIOM TPUKAPOOHOBBIX KHUCIOT

OH sBIIETCS OCHOBHBIM MCTOYHUKOM JOHOPOB BOAOPOJA JJIA LEMU NMEPEHOCA IJIEKTPOHOB. DTOT
MeTabOIMYECKUN MyTh COCTOUT U3 PEaKIUil, B pe3yJbTaTe KOTOPBIX alleTHIbHBIM OocTaToK aneTuia-KoA
okucisgercs 10 CO;, u H,0. B anietun-KoA cBsizb MeXy aTOMaMH YIJIepoJia YCTOMYMBA K OKUCIICHUIO;
BKJIKOYAsACh B LUTPATHBIN LUKJ, allETUIBHBIN OCTATOK NEPECTPAUBAECTCS U B KOHEYHOM HUTOTE,yTIIEPOA
alleTUJILHOM TPyNImbl OKHcisAeTcss A0 AByX Mosekyd CO,, a aToMbl BOJOPOAA, OCBOOOKIAIOIINECS B
peaKkuusax NEeTUIpUPOBaHUs, JOCTABJISAIOTCS B LENb MIEPEHOCA 3JIEKTPOHOB npu yuyactun HAJ[- u ®AJI-
3aBUCHMBIX JETUAPOTEHA3.

* [lepBasi peakums LMKJIA MPEACTaBISET COOON KOHACHCAILMIO OKcanoalneTrara ¢ aneTui-KoA,
KaTaJIM3UPYyEMYIO IUTPATCUHTa30i. B »Tol peakuuu BbiienseTcst 00Jb110€ KOJIn4ecTBO 3Hepruu (AG =
-8 KKaJI/MOJIb), UTO CIIBUTaeT PaBHOBECHE B CTOPOHY 00pa30BaHUS LUTPATa U ONpenessieT AajbHeiIee
HaIpaBJeHUEe peakiuuil nurpaTtHoro nukia. Ha oOpa3oBanue uurpata B KaxaoM o00OpOTe IMKIA
3aTpa4ynBacTCd OJHA MOJIEKYJIa OKCAJIOALETaTa; IO 3aBEPIICHUM IMKIJIA IPOUCXOIUT pPETCHEPALUS
okcanoaretara. TakuM 00pa3oM, 0JJHa MOJIEKyJIa OKcajoaleTaTa MOXKET MHOTOKPAaTHO HCIOIb30BaThCs

JJI1 OKMCJICHHA allCTHUIIBHBIX OCTATKOB, BBITTOJIHAA (I)YHKLII/IIO CBOCO6p&3HOFO KaTajin3aTopa IUKIIA.
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Cl11,C ~ 5-KoA
COOL 0 COO0
| HO
=0 H5- Ko CH,
CH, I Irrparennraza HO-C—COOH
CooH 0 ! CH,
NADH+H Maiarierpo- COOH Ilnapan
1 remwta (NAD ) AR
i 8 2 COOI
{3ATDy  COOH
| CH,
HCOH  Mawn
HC-COOH
1,
HO—CH
COOH
COOH Hasuwrpar
CIrywia pasa H s par 3
HO 7 eI, m-ulll'r:m 15 co
-IN."D} NADH+H
COOH 3 coon |
g : I3
{‘=H Pyspapar CH (3ATdD)
CH CH,
COOH =0 =Kl
O
i CyKnnHanie- (E=-KETOLINTApaT e
niporcaaa | FAD) LETHAPO et ML 0,
" 6 KOMILICKS i
HI.I. T (NAD . HS-KaA) NADI+H
(2D p COoll 1
CH. (ATD) ITE TA®+H,PO, : 1
A CH,  aTe)
CH, e |
[ CYKIHRATTHOKHE:ASA /_ *H
OOl 3
5-Koa =0
Cyxumnar R

e - Kk

HuTpaTHBIN UK.

[upper 1-8 obOo3nauaroT peaknmu ogHOTO OOoOpoTa mukia. Ha kaxmyro monexymy HAJIH
(peakuuu 3, 4, 8) B IlENU MEpPEeHOCA DJIEKTPOHOB cuHTe3upyercss 3 moiiekynbl AT®; Ha Kaxmyro
monekyny DPAJIH, (peakuusa 6) - 2 momekynsl AT®. Takum 00pa3oM, KakIabli 000pPOT IUKIA
conpoBoxaaercss cuHTte3oM l1monexkyn AT® nyrem okucnurenbHoro dochopunupoBanus; 1

mosiekysia AT®D obpa3zyetcs 3a cueT cyocTpaTHoro GocdopunrpoBanus (peakus S)
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COOH COOH
CI‘I.—(F—”S-KDA’r %3=0+H_.D —rH—?wCH_:-CDﬂH-FHS—KnA.
O

CH, (|2H
Auerii-KoA
i Lok COOH
Oxcanoanerar [Murpar

OOpazoBaHue uUTpaTa
MPU y4aCTUH [TUTPATCUHTA3BI

* B oanom o0Oopore 1MKIa, BKIIOUYAOIIEM 8  PEAKUUH, IPOUCXOIAT 2  peakluu
nekapOokcuiarpoBanus ¢ obpazoanrem 2 wmojekynl CO,.B 4 peakuusx UuTpaTHOroO ULHMKIIA
MIPOUCXOJIUT JETHIPUPOBAHKE C 00pa30BaHHEM BOCCTAaHOBIEHHBIX KodepmeHnToB: 3 monexkyn HAJIH u
1 monexynst ®AJ/IH, B cocTaBe CyKIIMHATACTUAPOTCHA3HI.

* AunetwibHbI ocTaToK aneTuia-KoA (C,) MONMHOCTBIO OKUCHSETCS B IUTPATHOM LIMKIE, B
pe3yJibTateé 4Yero B LENU IEepeHoca dSJIEKTPOHOB cuHresupyercs 11 monexkyn ATO myrem
OKUCIUTEIBHOTO (hoChHOpUIMPOBAHUS.

* Opna wmonekyna AT® B UUTpaTHOM IUKIE CHUHTE3UPYETCS IyTeM CyOCTpaTHOTO

dbochopuaupoBaHus.
COOH COOH
fl,' H, +I 0 CyEnHEATTHOKHEA3A CH, +IT®
CH, +H.PO, ) {l_"j-l:
CO~5-KoA CO~S-KoA
Cykunnni- KoA CyKuuuar

CyocrpaTHoe ¢pochopuiamnposanue I' /1D

B at10if peakiuu 1oHOpoM 3Hepruu st cuHte3a ['Td sBiseTcs Mosekysa cyocTpara, mo3ToMy
Takoi croco0 cunre3a ['Td nazpiBaetcs cyocrpatHbiM (ochopunupoBanuem. [ TO u ATO sBustroTcst
SHEpPreTUYeCcKUMH SKBUBaIeHTaMU.DHeprust [ TD moxkeT TpanchopmupoBarbest B 3Hepruo ATD npu

y4acTUU HYKJIeo3uaaudochaTKUHA3K:

[T® + AJIO0 = [JID + AT®
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CnenoBarenibHO, cyMmMapHbIi Bbixod AT® npu oxkuciaenun 1 monekynsl anetuin-KoA cocrasisier
12 monexyi; n3 Hux 11 Monexkyn obpasyercs myTeM OKHUCIHUTENbHOTO (hochoprmmpoBanus u 1 mytem

cyOCTpaTHOTO.

AHABO/IMYECKUE ®YHKIUHN OBLIEI'O ITYTU KATABOJIN3MA

1. MetaGonuThl 00mUX myTeld KaTaboim3Ma CIyKaT MpeaUuIeCTBEHHUKAMH B CHHTE3€ psja
BEIIECTB B OPraHu3Me: aMUHOKHUCIIOT, TIIFOKO3bI, dKUPHBIX KHCIOT U APYTUX COSAMHEHUN.

2. YObUIb MeTaboIUTOB LUTPATHOTO LUKJIa BOCIIOJIHAETCSA C OMOILBIO
AHAIJIEPOTUYECKUX (IIOMONMHSIIOMNX)») PpeakUui, TJIaBHOH M3 KOTOPBIX SIBJISETCS  peaKlus

KapOOKCUITMPOBAHUS UpPyBaTa.

. MupyeaTkapbokcu1a3a
[Mupysar + AT® + CO, » Oxcanoauerar + All® + H,PO,
KodrepMedT-0HOTHH

|Ii|.

AMHHOKHCICTE 1 hlrn BT AMUHOKHCIOTH
; Aner I-I.I -KoA

(}m ANOANETAT —- Ilurpm —-| A UPHBIE KL |{m,[|
D | [ 1.
E\Hﬂ"““ii-“” 'I'H*‘l”l\l."'lilwl""* AMHHOKHCIOTH |
CyEnmunar  +—— Cyknnnia-koA

|
®

o0IMX myTeil KaTa00JIM3MAa B CHHTE3e Pa3JIMYHbIX COeIMHEHUIl:

HUcnosb3oBanue MeTad0JIMTOB

1, 2, 3 - 3aMeHUMBIX aMUHOKHUCIOT; 4, 5, 6 - TIIIOKO3bI; 7 - )KUPHBIX KUCIIOT; 8 - remMa
3. MeTaOonuThl HUTPATHOTO LUKJIA HE TOJIBKO UCHOJB3YIOTCS Kak cyOcTpaThl ajisi cunre3a AT
U YIJIEPOJHOTO CKeJleTa psiia COCOUHEHUH, HO W SBISIOTCS JOHOPAaMU BOAOPOAA Ui 0Opa3oBaHMA

BOCCTAaHOBJICHHBIX KO(l)epMeHTOB, YUAaCTBYIOIOIMUX B PCAKIHAX CHHTC3a JKUPHBIX KHCJIOT, CTCPOUI0B U

JIPYTUX BEILECTB.
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Hanpumep, manat, oOpa3oBaBIIMNACS B IIUTPATHOM ITUKJIE, MOXKET MOCTYIAaTh U3 MUTOXOHJIPUHN B
IIUTO30Jb  KJEeTKH. B 1urTo3onme  Haxomutcss  HAJ|®-3aBucumast  jaeruaporeHasa (Majamk

(bepMeHT), KaTaTU3UPYIOIIast PEAKIIMIO OKUCIUTEIILHOTO JeKapOOKCUIMPOBAHUS MaJlaTa.

I|ZDDH

I-I(|?.OH NADP NADPH+H TEOOH
CH, e » C=0
| |
COOH to. CH,
Manat I lupysar

Peakuus, kaTajausupyemMasi MAJIUK (pepMEHTOM

OTa peakius CIY>KUT OJHUM W3 BaXKHEWIIMX, XOTS HE €IUHCTBEHHbIM HMcTouHukoM HAJIDH,
KOTOpBI 00pa3yeTcsi TakK€ B OKHCIUTENBbHBIX peaKkUUAX MNeHT030(ochaTHOro MyTH OKUCICHHS
TJIFOKO3BI.

PET'YJISANUA DQHEPTETUYECKOI'O OBMEHA

1. Cunre3 AT® B KJIETKE pEryJlupyeTrcssi MNOTPEOHOCTbIO B DHEPrUM, YTO JOCTUTAeTCA
COTJIACOBAHHOM PETYJSAIUEH CKOPOCTEH peakiuil Ienu TMepeHoca JJIEKTPOHOB W OOIIMX MyTeu
katabonu3Ma. OCHOBHBIMHU CUTHAJIAMH O COCTOSIHMM SHEPreTHYeCKoro 0OMeHa ciyxat ypoBeHb AT® u
AJl®, HAI+ u HAJIH O6mumit pona 3TUX MeTabOIUTOB B KJIETKE OTHOCUTEIBHOMOCTOSSHEH. Takum
oOpa3oM, ecnu yBenuuuBaercs notpediaeHue AT® U ero KOHIIEHTpAIUsi CHUXKACTCS, KOHIICHTPAIIHS
AJ1® Bospacraer. [Tonodbno stomy cuHmxenue xonuentpauun HAJ[H compoBoxknaercss moBbllIeHUEM
koHIeHTparun HAJI+, 4TO NpUBOAUT K YBEJIMYEHUIO CKOPOCTH peakiui, karamuupyembix HAJI-
3aBHCHUMBIMHU (PEPMEHTAMHU, U K YBEIHMUEHHUIO CKOPOCTH OOIIETOo MyTH KaTadoJIn3Ma B LEJIOM.

2. VYBeanuvenue koHueHtpauuu AJI® npu TmOBBIIEHUH (HU3UOIOTUUECKON aKTUBHOCTH
yckopsieT okuciienne HAJI®OH B nenu nepeHoca 3eKTPOHOB (JIbIXaTeNbHBIA KOHTPOJIb) U IPUBOJIUT K

YBEIMYEHHIO CKOpocTh cuHTe3a ATO.
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IMupyveaT

T15- Ko
ATD, nupyaat, NADT, HS-KoA & — NAD
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+ MNADH+H"
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e P

OKCATOAIETAT — | Llwrpar
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MNADH +HA MNALDYH \
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FAD—" @ NADH @ ) .
C¥ KIMHEAT ® ca® . ~— NADH+H
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[T "" i
P D

Peryasinusi 001ero nyTu katadboau3sma.

CkopocTh 0oOmIMX myTed KaTaboiau3Ma pEeryaupyeTcsi Ha YpPOBHE YEThIPEX PEryJIATOPHBIX
peakuui, KaTaJIu3UpyeMbIX: |-IMpYyBaTAETUAPOTE€HA3HBIM KOMIUIEKCOM; 2-IIUTPATCUHTA30H; 3-
U30LUTPATACTUAPOTEHA30M; 4-0-KETOTTyTapaTAeTuIpOreHa3HbIM KOMILJIEKCOM

3. Kpome Toro, AJI® ammocTepuyeck akTUBHUPYET HEKOTOphIE (EPMEHTHI OOIIMX ITyTel
Kataboau3Ma (MUpyBaTAECTUAPOT€HA3HbIN KOMIUIEKC, M30LIUTPATAECTUApOoreHasy). Takas corjiacoBaHHast
peryJsius ey MepeHoca MEKTPOHOB M OOIMMX MyTel KarabojinM3Ma MPUBOAUT K TOMY, YTO BMECTO
UCIOJIb30BaHHBIX MoJieKyl AT® cuHTe3upyeTCsl aJeKBaTHOE KOJIMYECTBO HOBBIX; 4eM OoJIbLIe
ucrnoyib3oBaHo AT®, Tem GombIlie €ro CHHTE3UPYETCS.

4. CkopocTh OOHIMX MyTeW KaTabodu3Ma pEeryiupyeTrcs Ha YpPOBHE YETHIPEX PETyJIATOPHBIX
peakuui, KaTaJIu3upyeMbIX:

¢ MUPYBATACTUAPOTICHAZHBIM KOMIIJICKCOM;
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* [IMUTPATCUHTA30M;
* U30LUTPATIACTUAPOreHa30i (camas MeIJICHHAS peaKlUsl IIUTPATHOTO 1IUKIIA);
* Q-KEeTOrTyTapaTAerupOreHa3HbIM KOMILJIEKCOM.

5. Perynsanus nupyBaTaeruiporeHa3Horo KOMILIeKca.

@ (=]
Ald Al
NADH HS-KoA
Ancrwi-KoA | Iupymar
| lupynar OH ol
Kunasza ILIK .
ILIK . T ) MK
dKTHBHAA Al J'JLE[(D HEAKTHRHAA
thopma Mocdworasa lIK opma
\neri-KoA IIE&L @ Ca™ i.i-zﬂ

Perysinusi nMpyBaTAerHIPOreHa3HOro KOMILIEKcA.

B cocraBe nupyBaTAeruporeHasHoro KOMIJIEKCa COIEPIKATCS IBE PETYIATOPHbBIE CyObeIUHULIBI
- kuHaza u ¢ocdaraza. B pesynbrare ¢ochopunupoBaHus 1O JCHUCTBUEM  KHHA3BI
NUPYBaTACTUAPOrCHA3HbIH KOMIUIEKC MEPEXOAUT B HEAKTUBHYIO (GopMy, mpH nedochopuarnpoBaHUH
docdarazoit - akTuBupyetcs. Knunaza u ¢ocdarasza, B CBOIO ouepe/ib, peryJIupyroTcsl allIOCTEPUUYSCKH.
Kunaza nupyBaTAeruaporeHa3Horo kKoMmiuiekcaamiocrepuuecku aktusupyercs HAJIH, anernin-KoA u
AT® u unrudupyercs mupysarom, AJID, HS-KoA, Ca®*. docdarasa akrusupyercs Ca*

Bricokas KOHILIEHTpauys NMpyBaTa BIMSIET HA aKTUBHOCTh MUPYBATAETUIPOreHA3HbI KOMIUIEKC
JBYMSI CITOCOOaMM:

- IOAJICP’KUBAET MUPYBATACTUAPOTCHA3HbI KOMIUIEKC B JedochopuInpoBaHHOW aKTHUBHOU
dopMe, Tak Kak MNUpPyBaT HamOOJee CWIbHBIM MHIMOUTOP KHHA3bl MUPYBATAETUIPOr€HAZHOTO
KOMILJIEKCA;

- IMpYBaT  AJUIOCTEPUYECKH  aKTUBUPYET  Ae(PocHOpHIMPOBAHHYIO  aKTUBHYIO  (opmy

NUPYBATAECTUAPOrEHA3HOTO KOMILIEKCa, JIEUCTBYS COIVIACOBAHHO C JPYTUMH aKTHUBAaTOpAMU -
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cyoctparamu peakiuii - HAJ[+ u HS-KoA. B pesynbrare co3garoTcs ycJIoBHUS JjIsi 00pa3oBaHUS
anetun-KoA u3 rimoko3sl. B neyenu anerun-KoA ucnonb3yeTcs sl CHHTE3a AKUPHBIX KUCIOT.

e Bamunouurax rnoj BAMSHUEM WHCYJIMHA YBEINYNBACTCA KOHIEHTPALUS Ca’+ B MUTOXOHAPHUSIX,
YTO aKTUBUpYeT QocdaTazy NUPYBATAECTUIPOTr€HA3HOIO KOMIUIEKCA U TEPEBOAUT €ro B aKTHUBHOE
nedochoprmMpoBaHHOE COCTOSIHHE. B pe3ynbrare co3maroTCs YCIOBHS JJisl TPEBpAICHUN: TUPYBAT -
anetui-KoA - xupHble KHUCIIOTHI - 5KUPbI (OCHOBHAsA (popMa 3aracanusi SHEPTUHU B OpPraHU3Me).

e Perynsuuss noHamu Ca”" 0coOCHHO BakHA B MbINIIAX. [IoTeHIHAT ACHCTBHS YBEIIMYUBAET
KOHIEHTPALIUIO Ca” B MUTOXOHJPHUSIX, YTO OJHOBPEMEHHO WHTUOWMPYeT KHWHA3y U aKTHBUPYET
docdarazy; sto OwicTpo mnepeBoauT IIJIK B aktuBHy aedochopunupoBaHHyro Gopmy.
OIHOBPEMEHHO Ca** aKTUBHUPYET PETYIATOPHBIE (PEPMEHTHI IUTPATHOTO NUKIA U aneTui-KoA ObicTpo
okucisiercs, ooecrieunBas cunte3 AT® s Mplii.

* [lutparcuHTaza HE SBISIETCS  AJJIOCTEPUUYECKUM  (PepMEeHTOM. AKTHUBHOCTh (pepMeHTa
pEryIupyeTcs, TIaBHBIM 00pa30oM, KOHIIGHTPAIIMSIMH OKcajoalerara - cyocrpara ¢gepMeHTa U IuTpara
- npoaykra peakuuu. Korna otnomenune HAJIH-HAI+ cHmkaeTcs, yckopsieTcs: TIpeBpallleHue Majiata
B OKCaJI0aIleTaT M YBEIWYUBACTCA CKOPOCTH 0Opa30BaHMS IMUTPATA; MPHU MOBBINMICHUH KOHIICHTPAIIUU
LATPATa CKOPOCTh €r0 CUHTE3a COOTBETCTBEHHO CHUXKAETCHI.

* MzouurparaeruaporeHasa - caMblii MeJICHHBIH (EpPMEHT MUTpaTHOrO IMkKiIa. DepMeHT
ajtoctepuyecku aktuupyercst AJID u Ca2+.Kp0Me TOr0, AKTUBHOCTb W3OLUTPATAECTUIPOrCHA3bI
3aBUCHUT OT BenmuuHbl oTHOIeHust HAJIH-HAJI+, kak y Bcex HAJ[-3aBUCUMBIX 1€THAPOreHA3s.

* o-KerormyraparneruaporeHa3Hplii KOMIUIEKC IO CTpyKType u QyHkumsm cxoneH c¢ [1JIK. B
ero COCTaB BXOJIAT 3 (hepMEeHTHBIX KOMILJIEKCA: 0-KETOTITyTapaTAeKapOOKCcuiIasa,
JTUTHIPOJIUIIOWITPAHCCYKIIMHIIIA3a W AUTHIpoJunowieryaporesaza. HabGop  kodepmeHTOB
ananornueH takoBomy B IIJIK. Omnako B oriamume or IIJIK B 3TOM KOMILIEKCE OTCYTCTBYIOT
peryJSITOpHbIE MPOTOMEPHI. AKTUBHOCTh (hepMeHTa 3aBUCHUT OT KoHIeHTparuii AT® u AJ1d, HAJI+ u
HAJIH, uarubupyercs cykiuHuia-KoA u akTuBUpyeTCsI Ca”".

anoaﬂepreaneCKne COCTOAHMA
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1. Coctostnusi, mnpu  koTtophix  cuHTe3 AT®  cHmwkeH, OOBEOUHSAIOT  TEPMUHOM
«TUTIORHEpreTHYecKre». [IpuurMHaMU THUMOIHEPTETHYECKUX COCTOSIHMM MOTYT OBITh: TOJOJaHuE,
runoBUTaMuHO3bl B, PP, B, runokcus. ' umokcust MOXeT BO3HUKATh:

* MpPH HEJAOCTATKE KUCIOPOAA BO BIBIXAaEMOM BO3IIYXE;

* mpu 3a00JI€BaHUSAX JIETKUX U HAPYIIICHUU JICTOYHON BEHTUJISIINN;

°* [IpU HAPYUIICHHSX KpPOBOOOpAIICHMs, BBI3BAHHBIX 3a00JIEBAHUSIMHU CEpJla, CIa3MOM U
TpoMOO30M COCYJIOB, KPOBOTIOTEPEH.

*  HACIICICTBCHHBIE WJIM  TNPUOOPETEHHbIE  HAPYIICHUS  CTPYKTYphl  TeMOTrjoOuHa
(remora00MHOMIATHH );

* HapyIIECHHS IPOILIECCOB UCIIOIb30BaHUS KUCIOPOa B KIIETKAX (TKAHEBasi TUTIOKCHS).

IIpuyuHaAMM TKAHEBOH THIIOKCHUU MOTYT ObITh:

* JIeliCTBHE MHTMOUTOPOB U Pa300IIMTENECH B IIENU IEPEHOCA AIEKTPOHOB;

* Jkene307eUIMTHRIC AHEMUH;

* CHW)XXEHHE YpOBHS T€MOTJIOOMHA U JAPYTUX JKelie30coiepxKanux O0enkoB (IuToxpomMoB, FeS-
OENKOB), B pPE3yJIbTATE YETO HAPYIIACTCS MEPEHOC DIIEKTPOHOB U cuHTE3 ATD;

* HACJIEJICTBEHHbIE 1ePEKThI (PEPMEHTOB LIETh MEPEHOCA MIEKTPOHOB U IIUTPATHOTO LIUKIIA.

I'naBa 5§

OBMEH 1 ®YHKIIUHA YIJIEBOJOB
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YrneBoapl Hapamy ¢ OelkaMd W JIMNHIAMH  SBISIOTCS BaKHEHIIMMH — XUMHUYECKHUMHU
COCTMHECHMSIMU JKUBBIX OpPraHW3MOB. B opraHum3me dYenoBeKa W >KUBOTHBIX YTJICBOJBI BBITOTHSIOT
CJIETyFOIINE OCHOBHBIE (DYHKIIHH:

o YIJIEBOJBI CIY)KaT MCTOYHUKOM DSHEPTUU: 3a CYET HMX OKHUCICHHUS YIIOBJIETBOPSIETCS
IPUMEPHO TOJOBHHA BCEHM MOTPEOHOCTH YeNOBEeKa B HHEpruu. B sHepreTrueckoM oOMEHE IIaBHAS
POJIb IPUHAJICIKHUT TIFOKO3E U TIIUKOTCHY;

o YIIIEBOJIBI BXOJST B COCTaB CTPYKTYpPHO-(DYHKIIMOHAIBHBIX KOMIIOHEHTOB KJIEeTOK. K HHM
OTHOCATCS TICHTO3bl  HYKJICOTHIOB W  HYKJICHMHOBBIX  KHCJIOT, YIJIEBOJBI  TJIMKOJIUIIUJOB,
reTeponoIrcaxapu bl MEKKJIETOYHOTO BEILIECTBA;

o U3 yIJIEBOJIOB B OpraHU3ME CHUHTE3UPYIOTCS COCIWHEHUS JAPYTUX KJIAcCOB, B YaCTHOCTH
JUTUBI 1 HEKOTOPhIE aMUHOKHUCIIOTHI;

o YIAEBOABl  BBIMOJTHSIOT  3AlIUTHYIO  (QYHKIHIO: yIAEBOAHBIE  KOMIIOHEHTHI
UMMYHOTJIOOYJIMHOB YYaCTBYIOT B MOJICP’)KaHUY UMMYHHUTETA.

B opranm3me uenoBeka W JKMBOTHBIX YTJIEBOABI MPUCYTCTBYIOT B MEHBIIEM KOIWYECTBE (HE
oonee 2% OT cyxoi Macchl Tena), 4yeM O€nKH W JUnuAbl. B pacTuTenbHBIX OpraHu3Max 3a CYET
IEJUTIONO03BI Ha JOJI0 YTIeBOA0OB mpuxoauTcs A0 80% cyxoil Macchl, IOSTOMY B IeioM B Omocdepe
YIJI€BOJIOB OO0JIbIIIE, YeM BCEX IPYTHX OPraHMUECKUX COSAUHEHHU BMECTE B3SITHIX.

BriepBbie TepMHUH «yTJI€BOJBDY ObLT MpeanoxkeH npodeccopom [lepnrckoro yauepcuteta K.I.
MImuarom B 1844 1. B TO BpeMs mpeamoyarajiv, 4TO BCE YIJIEBOABI MMEIOT OOy (QopMymy
Ch(H,O)mT.€. yrmepon + Boma. OTcioma ¥ Ha3BaHHWE «yTrieBOAby. Hampumep, rmoko3a u ¢GpykTosa
umeror Gopmy Cg(H,0)e, TpocTHHKOBBINM caxap (caxaposa) - Cio(H,0)q;, kpaxman — [Ce(H,0)s5]qu
T.JI.

Knaccudukauus yriieBogos

CornacHO MPUHATOW B HACTOSIIEEC BPEeMs KIACCHU(PUKAIINHU, YTICBOIbI MOIPA3ACIAIOTCS Ha TPU

OCHOBHBIE TPYIIIbI: MOHOCAXapHU/bl, OJUTOCaXapu/Ibl U HoJiMcaxapusl (puc. 1).
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YIEBOAbI

MOHOCAXAPUAbI MONMCAXAPUAbI

OJINTOCAXAPHIBI

(mucaxapumpl,
TpUCaxapuabl U T.1.)

T'omononu- T'erepononu-

caxapuabl caxapuabl

Anbao3bl KeTo3bl

K mnepeBapuBaemMbpIM yrieBoJaM [HJisi OpraHM3Ma 4YelloBeKa M3 IMOJIUCaXxapuioB OTHOCATCA
Kpaxma, IIMKOTEH.

Haubonee pacnpoctpaHEHHBIN yIiIeBOJA KUBOTHBIX — TJI0K03a. OHA UTpaeT pojib CBS3YIOIIETO
3BE€HA MEXAY HHEPreTUYECKUMH M IUIACTUYECKUMH (PYHKIUSMU YTIEBOJOB, MOCKOJBKY U3 TJIHOKO3bI
MOTYT 00pa30oBaThbCi BCE JPYrMe MOHOCAxXapuabl, U HA00OPOT — pa3Hble MOHOCAXapuibl MOTYT
IIpeBPaIIaThCs B TIIOKO3Y.

IIpeBpamenue riawko3bl B KieTke(puc. Hy:xHo nepeaesars)
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Cugres riIMKoOreHa I'moxosa

41

I'mukoren L | I/roko3a-6-pocar

ITentodacdat-
HBII1 IVTh

pudosa, HATTPH
Hereapagauus

TANKOreHa / \\x

I'nuxomamns ﬁHIOKOHOFEHe?.

IInpyBart

VcTOYHUKOM YTIJI€BOJIOB OpraHU3Ma CilIyXaT YIVIEBOJbI MHILIM, IJIABHBIM 00pa3oM Kpaxmaj, a
TaKXe caxapo3a M Jlakto3a. Kpome Toro, riroko3a MOXeT 00pa3oBaThCs B OpraHU3Me U3 aMUHOKUCIIOT,
a TaKKe U3 INIMLEPUHA, BXOJALIET0 B COCTaB )KMPOB (TPUALIWIITIIMLEPUHOB).

Cpenu nucaxapu10B 0c000€ 3HaU€HUE UMEIOT MaJIbT03a, JIAKT03a U Caxapo3a.

MaabTo3a SBISETCH  O-MIIOKONUPaHO3WI-(1—4)-o-rirokonupano3oi, oOpasyromencs npu

JICHCTBUM aMHJIa3 Ha Kpaxmall UJId TJIMKOIr¢Ha, COACPIKUT 2 ocTatka o-D-riIfoKo35I:

5 CH,0H 5 CH,0H
y )
K on )
HO —
OH

ManbToO3a
OnauM u3 "Hanbosee PACIIPOCTPAHEHHBIX AUCAXAPUIOB SABJISETCS caxaposa—06LIquH71 MUIIEBOU

caxap. Mosekyia caxapo3bl COCTOUT U3 OJIHOTO OcTaTka D-riroko3sl M 0HOTO ocTaTka D-QpyKkTO3bI:

CH,OH
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I[Hcaxapm[ JAKTO03a COACPKUTCA TOJIBKO B MOJIOKC U COCTOUT U3 D-ramakTo3sl 1 D-raroko35r:

CH,OH CH,OH
O._ OH

OH

OH OH

I'imKoreH—TIaBHBINA PE3EPBHBIN MOJMCAXApH]] BBICIIUX KXKUBOTHBIX M YEIOBEKa, MTOCTPOCHHBIH
u3 ocrtaTkoB o-D-rimoko3sl. Dmnmpudeckas ¢opmyna rmmkoreHa (CgHi0Os),. OH comepkutcs
MPAKTUYECKA BO BCEX OpraHax M TKaHAX J>KUBOTHBIX W 4YeloBeka. HamOosbliee KOMMYECTBO €ro
oOHapyXMBAETCs B MEUEHU U B MbIIIaX. OCTaTKH TIFOKO3bI B MOJIEKYJIE TIIMKOTEHA COeIMHEHBI 0-1,4-
cBs3sMHU. B Toukax BeTBIeHUST UMEIOTCs 0-1,6-cBsizu. [1o cTpoeHUI0 OH HAMOMUHAET AMIJIONIEKTHH.

INEPEBAPUBAHUE U BCACBIBAHUE YIJIEBOJIOB

VYTeBoAbl MUK B KETYA0YHO-KUIIIEYHOM TPAKTE PaclalaloTcs Ha MOHOMEpHI MO JEHCTBHEM
(hepMEHTOB TIUKO3K/1a3, KATATU3UPYIOMINX THAPOIH3 TIIUKO3UIHBIX CBS3CH.

Pacmernienne kpaxmana (M TJIMKOTE€HA) HAYMHACTCS B POTOBOM TOJNIOCTU TOJ JCHCTBHEM
aMUIIa3bl CIFOHBI.

Kenynounslii cok caM o cebe He COAEPKUT (HEPMEHTOB, PACIICTIISIONINX CIO0KHBIE YTIIEBOIbI.
B xenynke neficTBHUE aMMIIa3bl CIIOHBI MPEKPAIIACTCS, TaK KaK KEITyJT0IHOE CONECPKUMOE UMEET PE3KO
kuciyto peakmuio (PH 1,5-2). Omrako B Oosee TiyOOKHMX CIIOSIX MHUINEBOTO KOMKa, Kyaa HE cpasy
MIPOHUKAET >KETYJOYHBIA COK, NEHCTBHE aMUJIa3bl HEKOTOPOE BpPEMs IMPOJIOJDKACTCS W TPOUCXOIUT
paclieryieHre MOJIMCaXxapuioB ¢ Oo0pa3oBaHWEM JEKCTPUHOB M MalbTo3bl. Hambomee BaxkHas Qasza
pacnaaa kpaxmasa (¥ TIIUKOTeHa)IPOTEKAET B IBEHAAIATUTIEPCTHON KUIITKE MO/ TEUCTBUEM (l-aMIIa3bI

IMOMPKEIIYJOUYHOI'0 COKaA.
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3necy PH Bo3pacTaeT MPHUOIM3UTENBHO 10 HEUTPAIBHBIX 3HAYCHHWH, W TPU ITHX YCIOBHSX O-
amMuia3a TMaHKPEeaTHYeCKOro coka o0amaeT MOYTH MaKCUMAalbHOW aKTHMBHOCTHIO. JTOT (epMEHT
3aBeplIaeT MpeBpalleHne Kpaxmala W TIIMKOTeHAa B MallbTO3y, HadaToe aMuiIa3oi CIoHBL. o-1,6-
TJTUKO3UIHBIC CBSI3U B KUIIICYHUKE THAPOJIU3YIOTCS OCOOBIME (pepMEeHTaMH - aMuio-1,6-raroko3naa3oit
u onnro-1,6-Tiroko3u1a3oi (TepMUHATBHON JEKCTPUHAZ0M).

Takum 00pa3zoM, pacuiernieHre Kpaxmalia U TJIUKOTeHa 10 MaJbTO3bl IPOUCXOANT B KUIIICUHUKE
o JeicTBUeM TpEX (EPMEHTOB — MAaHKPEATUYECKOW (-aMIJIa3hbl,aMUiI0-1,6-TIIFOKO3UIa3bl U OJIUTO-
1,6-rmroko3uaasel.

Omurocaxapupl W JUCAXapuibl  TUAPOIH3YIOTCICTICIM(PHUSCKUMUTIIUKO3UIa3aMH  TOHKOTO
KHIICYHUKA. OJTH (PEPMEHTHl CHHTE3UPYIOTCS B KIETKaX KHUIIEYHWKA, HO HE CEKPETUPYIOTCS, a
o0pa3yloT Ha TMOBEPXHOCTH KJIETOK OOJbIINE KOMIUICKCHI, pa3IHYalonIuecss Mo CyOCTpaTHOM
CHEIU(PUIHOCTH: KOMIUIEKC, PACIICIUISIONMANA OJIMTocaxapuasl (a Takke MalbTo3y), Caxapo3o-
M30MaJIbTa3HBI KOMIUICKC W JIAKTa3HBIM KOMITIEKC. [IpOAYKTHI MOTHOTO TepeBapUBAHUS YTJIEBOIOB—

MOHOCaXapHuabl I''TIOKO34a, TaJIaKTO3a U (1)pYKT038, — 4CpEC3 KIICTKU KUIICYHUKA ITOCTYIIAOT B KPOBb.

IIpn BcacelBaHMHM H3 KHIIEYHHKA B KPOBb MOHOCAXapwabl ITPOHUKAIOT 4YEPE3 KIETOYHBIE
MeMOpaHbl TTyTeM o6sierdy€éHHou auddy3un, ¢ ydyacTueM crheruanbHbIX nepeHocurkoB(Puc. Cerepun
144 ctp.). KpoMe Toro, 1jsi mepeHoca TJIIOKO3bl M TaJaKTO3bl CYIIECTBYET €lIé U APYyrol cnocod —
AKTUBHBIA TPAHCIOPT O MEXAHW3My CHMIIOpTAa 3a CYET IpaJUEHTa KOHLIEHTPALMM HOHOB HATpHA,
koTopbiii co3naérciaNa, K-AT®a3oi. IToT MexaHU3M 00€CleurnBaeT MepeHoC MOHOCAaXapuI0B MPOTUB
rpagueHTa KOHIICHTPAIIMU U TIO3TOMY MOXKET (PYHKIIMOHUPOBATh TOTJA, KOT/1a KOHIIEHTPAIHSTIIOKO3bI
WJIU TAJIAKTO3bl B KUIIIEYHUKE MEHBIIE X KOHLIEHTPALIMU B KPOBH.

Monocaxapuabl MOKUJAIOT KJIETKH CIM3UCTON KHIIEYHHKA 4Yepe3 MeMOpaHy, oOpaméHHYIO K
KPOBEHOCHOMY KaNWUISIPY, C TOMOIIBIO 00serdyéHHOMN muddy3un.

TPAHCHOPT I'VIIOKO3bI N3 KPOBHU B KJVIETKH
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[TocTynaromas U3 NpocBeTa KUIIEYHHUKA TJIFOKO3a ¢ KPOBbKO BOPOTHOM BEHBI MTOMAJAET B MIEYECHD,
I7Ie 4acTh €€ 3aJIepKUBACTCA, a YacTh Yepe3 OOIIMUKPOBOTOK MOMAJAeT B KIETKU IPYTHMX OPraHOB M
TKaHEM.

[loTpeOnenue TAIOKO3bI KJIETKAMHU M3 KPOBOTOKA MPOUCXOAUT TaKke MyTEM OO0JerdyéHHOM
mud¢y3un. CrenoBaTenbHO, CKOPOCTh TPAHCMEMOPAHHOTO IOTOKA TIIOKO3bl 3aBHCHUT TOJIBKO OT
rpagueHTa €€ KOHUEHTpauuu. VICKIIFoueHMEe COCTaBIAKOT KJIETKH MBI W KUPOBOM TKaHU, TJE
obneruénnas ud@dy3uss peryaupyercs HHCYJIMHOM. B OTCyTCTBHE HHCYyNIHMHA IUTa3MaTHYecKas
MeMOpaHa 3THX KJIETOK HEMpOHHUIaeMa ISl TIIOKO3bI, TaK KaK OHA HE COJEPKUT OEIKU-TIEPEHOCUUKH
(TpaHCHIOPTEPHI) TIIOKO3bl. TpaHCHOPTEPHI TIIOKO3bI HA3bIBAIOT TAKXKE PELENTOPAMH TIIFOKO3BI.
TpaHcnopTép HMMEET y4YacTOK CBA3BIBAHMS IJIFOKO3bl Ha BHEHIHEH cTopoHe MemOpansbl. Ilocie
MPUCOEIMHEHHUS TIIFOKO3bl KOHPOpMalus Oeska U3MEHSETCA, B pe3yJIbTaTe Yero Iif0K03a OKa3bIBAETCS
CBSA3aHHOM C OEJKOM B y4YacTKe, OOpal€HHOM BHYTPb KJIETKH. 3aTe€M TIJIOKO3a OTHAENSAETCS OT
TpaHCIOPTEpPA, IEPEX0I1 BHYTPb KIETKU.

I'moko3ubie Tpancnoptépbl (I'JIKOT) oOHapyxeHbl Bo Bcex TKaHsX. CyIIECTBYeT HECKOJBKO
pasnoBuaHocteit [JIKOT, onu mpoHymMepoBaHbl B COOTBETCTBUU C MOPSIAKOM UX OOHAPYKEHUS.

Omucannbie 5 TtunoB ['JIFOT wuMeroT cXogHble NEPBUYHYID CTPYKTYPY U JOMEHHYIO
OpraHU3aluIo:

e TJIFOT-1 oOecrieunBaeT CTAOMIBHBIN ITOTOK IIIFOKO3BI B MO3T;

e TJIKOT-2 oOGHapyKeH B KJETKax OpraHoB, BBIACISIONIMX TJIIOKO3Y B KpoBb. IMEHHO mpu
yuactuu [JIFOT-2 rimoko3a mepexoguT B KPOBb W3 AHTEpOUMTOB M mnedenu. ['JIHOT-2
y4acTBYET B TPAHCIIOPTE IIIOKO3bI B B-KIETKH MOIKETYJOUHOM KeJe3bl;

e TJIKOT-3 o6namaer Oonbmium, yem [JIKOT-1, cpomctBom k mimroko3e. OH  Takxke
o0ecreunBaeT MOCTOSTHHBIN MPUTOK TIIFOKO3bI K KJIETKAM HEPBHOW U APYTHX TKAHEH.

e [JIKOT-4 rnaBHbII NEPEHOCUMK TITIOKO3bI, B KJIETKHA MBIIII] U )KUPOBOW TKAHU;

* TJIKOT-5 BcTpeuaeTcs, Tl1aBHbIM 00pa3oM, B KJIETKaX TOHKOIO KullledyHUKa. Ero @pyHkum

HU3BCCTHBI HCAOCTATOYHO.
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OOCOPOPUINPOBAHUE MOHOCAXAPU/IOB
Monocaxapuapl (TJIFOK03a, (PyKTO3a, TajJakTo3a) BCOCABIIMECS B KPOBb W IMOCTYMHBIIHECS B
KJIETKH B TMEPBYI0 OYepelb MOJIBEpraloTcs XHUMHUYECKHM MpeBpalieHusM — (HochopuiimpoBaHuIo,

KOTOPBIN MIPOUCXOIUT MpH B3auMoaerictBun ¢ AT® (Puc 1.5).

HO
HOCH: G;\P—GCHE
H O H Ho' H H
Su m | - aTe LhewumER, Om = < Al®
HG OH HO O
=32 3w H OH
o1~ D - O3 rEckoce-8-fochar

Puc. 1.5.®ocdopunnpoBaHue IrIIOKO3bI
OTy peakuuio Karaau3upyeT PEepMEHThl FT€KCOKMHA3a U TJIIOKOKMHA3a B II€YEHH, @ B OCTaJIbHbIX
OpraHax TOJbKO T'€KCOKHMHa3a. Tak Kak TeKCOKHHAa3a 00J1aaeT BBICOKUM cpoAcTBoM Kk rimoko3e (K,<0,1
MMOJIb/JT), TO MaKCHUMaJlbHasi CKOPOCTh PEAKLUU JAOCTUTAETCA NMPU HU3KOW KOHUEHTPALMU TIIOKO3bI.
NHrubupyer rekcoknHaszy IIIH0K030-6-Gocdar. IIOKOKMHA3a0TIIMYAETCSI OT T€KCOKMHA3bl BBICOKMM

3HaueHueM K, s rimokossl (okoo 10 MMoub/), 1 OHAa He HHTHOUpYeTCs TIF0K030-6-hocdarom (Prc

1.6).
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[ excoxMHa3a

K = 0,01—-0,1 MmMOJab/

J

=

e

]
P

10 MMOIIbL A 71

I
A
|

T r T T
2 10 15 20

KoHIeHTpAallUA TITHOKO3bl, MMOJIb,/

Puc. 1.6.3aBucHMOCTb aKTUBHOCTH T'€KCOKWHA3bI M TITFOKOKWHA3HI
OT KOHIIEHTPAIIUH TIFOKO3bI
Bo3mosxHO 1 006paTHOE MpeBparieHne rroKo30-6-gocdara B TIIIOKO3y NMPU ACUCTBUU TIHOK30-6-
docdarassr:
['mrox030-6-pocdar + H,O —I'nmrokoza + H3PO,
depMeHT TJIOK030-6-docdaraza wmmeeTcs B TIEYCHHM, B TIOYKAaX, a TakKe B KIETKax
AMUTENUSKUIICYHUKA, B OCTAIBHBIX OpraHax ero HerT.
['anakTo3a U (PppykTo3a, MOCTYMAIONINE M3 KUIICYHOTO TPAKTa, NPU YYACTHH COOTBETCTBEHHO
raJlakKTOKUHA3bI U PPYKTOKUHA3BIHOCPOPHINPYIOTCS 110 TIEPBOMY YTICPOIHOMY aTOMY:
[Nanakro3a + AT®— lanakroza-1-dpocdar + AD
®pykro3za + AT® — Opykroza-1-pocdar + ALD
®dochopunupoBanue(T.e. «aKTUBAILMS») CIY)XUT TIEPBOM CTaaWedl JIOObIX JabHEHIINX
IIPEBPAILLEHU MOHOCAXAPUIOB.
CymiecTByeT Ba OCHOBHBIX IyTE€H pacmaja TITFOKO3bI: adpOOHBIN (B IPUCYTCTBUH KHCIOPOa) U

aHa’pOOHBIN (B OTCYTCTBUH KUCIOPOA).

I'IMKOJIN3
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Imukomu3 (ot  rpeu.glycys —cnankwii,lySis— pacTBopeHue, pacmaa) — 93TO  CIOXKHBIN
(epMEHTAaTUBHBIN MPOLIECC TOCIEIOBATENbHBIX MPEBPALIECHUN TIIOKO3bI, MPOTEKAIOMUNA B TKaHIX
YelloBeKa M )KMBOTHBIX. B mporiecce rimkonu3a oopasyercs ATO.

IlepBoii depMEHTaTUBHOM peakiue TiMKoiM3a sBisercs docdopuimpoBaHue, T.e.lepeHoca
octatka oprodocdara Ha riIOK03y 3a cuer AT®. Dra peaknus KaTanusupyercs (QepMEeHTOM

IeKCOKHHA30# (B MEYCHH TakKe TIIoKoKuHa30M) (Puc 1.7 nanucars Ha pycckom):

CH,OH CH,0OPO32-
0] 0]
Hexokinase
OH + ATP ——— OH + ADP + H*
HO OH HO OH
OH OH
Glucose Glucose 6-phosphate
(G-6P)

Bropoii peakmmeil riamkonm3a SBISETCS MPEBpalieHue TIK030-6-docdara mom aerdcTBHEM

dbepMeHTa riroK030-6-pocharuzomepasa Bo ppykTo30-6-docdar:

CH,OPO32- 2-03POH,C o CH,OH
H O H
H HHO
OH H _ H
HO /"OH  phate-isomerase o
H OH HO H
Glucose 6-phosphate Fructose 6-phosphate
(G-6P) (F-6P)

Tpetbio peaknuro katamsupyeT GpepmerT dhochodpykroknnaza. ObpazoBasimiicss PpykTo30-6-

docdar BHOBb pochopuiinpyeTcs 3a CUET BTOPOM MoJieKyibl ATO:
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2-0;POHC CH,0H #03POHLC CHy0P0;2
T 0 0
Phosphofructokinase

HO + ATP — HO + ADP + HY
OH OH
OH OH
Fructose 6-phosphate Fructose 1,6-bisphosphate
(F-6P) (F-1,6-BP)

YeTBepTyIOpEakno TIIHKOJIN3a KaTaIM3UpyeT (EPMEHT aibojia3a, MOJ BIUSHHUEM KOTOPOTO
bpykTo30-1,6-6uchochar pacmernsiercs Ha 1Be (pochoTpuossl: auruapoxkcuaneroHpocpar u
rmiepanbaerua-3-gocdar

2—
0. _CH,0PO;3

i Dihydroxyacetone
O.. _-CH,0PO3%~ e i phosphate
g R (DHAP)
HO—C—H L
Aldolase
H—T—OH — T
H O
gl
i i
iy Glyceraldehyde
L — 3-phosphate
Fructose CH-OPO-2- ¢ )
1,6-bisphosphate Ha 3
(F-1, 6-BP)

[laras peakiusi — peakuusi uzoMmepusanus Tpuozodocharos. Karanusupyercs sta peakuus

dbepmenToM Tpro3odochaTuzoMepasou:

H I,_l H_ C¢O
\C——OH Triose phosphate
e iIsomerase |
O0=—=C - H—C—OH
CH,OPO32- CH,0PO52-
Dihydroxyacetone Glyceraldehyde
phosphate 3-phosphate
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O6pazoBanueM mHIepaibaerui-3-bocdara kak Obl 3aBepiaeTcs MepBas CTaausl TIIUKOJW3a.
Bropas cragms rtnukonmsza — Hambonee BaxHas W cioxHas. OHa BKIIOYAET OKHUCIUTEIHHO-
BOCCTAaHOBUTENIBHYIO PEaKIHI0 (PEaKIMI0 TJIMKOJUTHYECKONH OKCHUIOPEAYKTallih), COMPSIKEHHYIO C
cyocTpatHbeiM dochopuarpoBaHueM, B Xoe KoToporo oopaszyercs ATO.

B pesymbrare miectoi peakmuu Timnepanbaeruia-3-gocar B mpucyTcTBUH  PpepMeHTA
runepanpaeruadocdaraeruaporesassl, kopepmenta HAJI u  Heopranmueckoro  docdata
MIOJIBEPTAETCs CBOCOOPAa3HOMY OKHCICHHIOC oOpaszoBanueM 1,3-0ucocoraniepuHOBOd KUCIOTH U

BoccraHoBneHHO# popmbr HAJl (HAIH,):

H .0 Glyceraldehyde 2_O_,]PO\ J,O
c 3-phosphate c
‘ dehydrogenase |
H—C—OH + NAD* + pj ———— H—C—OH + NADH + H*
CH,0PO52- CH,0PO5*
Glyceraldehyde 1,3-Bisphosphoglycerate
3-phosphate (1,3-BPG)
(GAP)

Cenbpmast peakumsi Katanuzupyercs ¢epmeHToM (ochoriuuepaTkuHa3zo, Tpu  KOTOPOn

MIPOUCXOMUT Tiepeaada ooraroro sHepruer (ocharnoro ocratka Ha AJID ¢ obpazoBanuem ATD u 3-

docdormunepara:
2- -
O“\“c /OPO3 0\\\(:,;0
’ Phosphoglycerate
»
H—%—OH + ADP ——— H—C—O0H 4 AP
CH20P032_ CH20P032_
1,3-Bisphosphoglycerate 3-Phosphoglycerate

BocbMmast peakiiusi COnpoBOXKIa€TCABHYTPUMOJICKYIIPHBIMIIEpEHOCOM (ochaTHOM TPyIIbI, U 3-
dbochormuneparnpeBpamniaercs B 2-pocdormuuepar. Peaknus nerko ob6patumMa W TPOTEKAaeT B

2
pUCyTCTBUM HOHOBMQ ™.
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O\\C/)O O c”
H—C—OH = H—C—O0PO052-
Phosphoglycerate

H—C—O0PO052- mutase H—(|:—OH
H H
3-Phosphoglycerate 2-Phosphoglycerate

JleBsiTasi peakuus TMPOTEKAaeT IOJA BO3ACHCTBUEM (epMeHTa €HoJia3a, MpPH STOM OT 2-
docdormuriepaTa oTHIEIUIIETCS MoJieKyaa Boabl. O0pasyercss GpochoeHOITUPOBHHOTPATHAS KUCIOTA

(pochoenonmupysar), a pocdaTHast CBSI3b CTAHOBUTCS BEICOKOIHEPTETUIECCKOM

Oo. .0
R H>O O-
H—C—OPO32_ -
Enolase

H—C—OH

H
2-Phosphoglycerate Phosphenolpyruvate

JlecsiTast peakuusi TJIMKOJIM3a XapaKTepU3yeTCs pPa3pblBOM BBICOKOIPTUYECKOW CBSI3U H

nepeHocoM  ¢ocdarHoro  octatka  oT  (ochoenommupyBata Ha  AJ[®  (cyOcTparHOE

dhochopunupoBanue). B pe3yJibTaTte
leleTol
docdoenonmupysar ‘TL —oPO® mpeBpaiaercss B OupyBaT.  Peakuus
I o
KaTaJIM3UPYETCsI CH, (dbepMeHTOM NHPYBATKHHA30M:

Phosphoenolpyruvate

ADP + H®
Pyruvate Kinase

ATP

Enolpyruvate

|

{I:ooe
C=—0
|

CH;

Pyruvate 101



buonornueckoe 3HaueHHE TIJIMKOJIM3a IPEXKIE BCEro 3aKIIOYaeTcsl B 00pa3oBaHMM O0raroil
sHeprueit GpocopHbix coequHeHn. Ha mepBbIX cTagusx riIMKOIU3a 3aTPAyMBACTCS JBE MOJIEKYJIbI
AT® (rekcokunaznas u pochodpykrokrnazHas peakiiun). Ha mocnenyromux oopasyercs 4 MOJICKYJIbI
ATO® (pochornuneparknHazHas U NUPyBaTKUHA3HAS PEAKIIUHN).

Taxum oOpa3om, sHepreTuuecKkasdPPEKTUBHOCTD TIIMKOJIN3a COCTAaBIAET ABe MoJieKyibl AT® Ha
OJIHY MOJIEKYIY IJIFOKO3BI.

JlanbHele n3MeHEHUs MUPyBaTa 3aBUCUT OT JOCTYIHOCTH KHCIIOPOJa Ha KJIIETOYHOM YPOBHE.
Ecnu conepkaHue KucCiaopoja JOCTAaTOYHOE, TO HACTYIUT a’poOHOE pacHICIIEHUE TJFOKO3bl U U3
nupyBara oopaszyercs anetmii-KoA, kotopelii Bkirountes B uki Kpebca.

JAPYI'ME BAPUAHTBI ITIPEBPAILIIEHUSA IITMPYBATA

Ecnu copepkaHue KuciopoAa HEIOCTATOYHOE, TO HACTYNUT aHa’poOHOE paclIeIIeHHUe
TJIFOKO3BI: IPOUCXOIUT BOCCTAHOBJIEHUE MMPOBUHOTPAAHON KUCIOTHI U 00pa3yeTcsi MOJIOYHAs KUCIIOTa.
Peakmuss mporekaer mpu  ydactuudepMeHTaNTakTaTAeruaporeHassl u  kodpepmenta HAJIH,

oOpa3oBaBIlierocs B 6-0i1 peakiuu:
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NADH O... -0

+ + C
o " H\ }D |
: HO C H
Lactate |
dehyd
enydrogenase CH3
Pyruvate Lactate

[IpeBparieHNerIioK036l B MOJIOUHYIO KHCJIOTY Ha3bIBAETCAMOJIOYHOKH CJIBIMOPOKEHHEM.

Brpoxokaxu HEKOTOPBIXMHUKPOOPTaHU3MaX B aHa’pOOHBIXYCIOBUIXU3
nupyBataoOpasyeTcsadTaHos. [IpeBpaiienne TaOKO3bl B ATHJIOBBI CHUPT HA3BIBAETCS CHUPTOBBIM
OpoxkeHueM.

DTOTNpOIIECC COCTOMT M3 JIBYX PEAKIHid: ACKapOOKCHIMPOBAHUCTIMPYBATAB alleTAIBICTHI C
MOMOUIBIONMUPYBAaTACKApOOKCHIa3bl W BOCCTAHOBJICHHEALICTAJBACTHAAB  3TAHOJIC  MOMOIIBIO

AJIKOTOJIbACTUAPOICHA3EI.

O NADH
= i + +

o H* + H NAD H OH
O \f Hﬁ/

Pyruvate ) AIcohoI
CH;s decarboxylase s dehydrogenase CH;
Pyruvate Acetaldehyde Ethanol
IUKJI KOPAU

[ley€HnouHass JakTaTAETUMApPOreHa3a TMpeBpaliaeT JakTaT B nupyBaT (cydctpar s
rIIIoKOHeorenesa). ['moko3a, oOpa3oBaHHasl B MEUYEHU, TPAHCIOPTUPYETCS K MepudepuyecKuM TKaHIM
C KpoBbl0.B3anMOCBsA3b MEXy MPOIECCAMH TJMKOJIM3a B MBIIICUHOW TKAHU U TIIOKOHEOTEHE30M B

MIEUYCHU TIpeJIcTaBIeHa Ha pucyHke 1.11.
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IN LIVER | IN MUSCLE

GLUCONEOGENESIS GLYCOLYSIS
Glucose

A

Glucose

6 ~P -

Pyruvate Pyruvate

v

Lactate

) (B ) s T [T

Lactate

U

Puc. 1.11
OBMEH I'VIUKOT'EHA

3HauMTeNbHAs YacTh IIFOKO3bI, MOCTYIAIOIIEH B KJIETKHA NMPU NMULIEBAPEHUU, NPEBPAIIACTCSA B

HUX B 3alacHOM noJimcaxapua — I'JIMKOI'CH, I/ICHOJII)BYIOHII/Iﬁ B HMHTCpBAJIaX MCKAY HpI/IéMaMI/I ITUIIIH.

I'mukoren no ctpoenuto cxojieH ¢ kpaxmainom (Puc. 1.12).

CH?OH
OH 2
A a-1,6-rnuKo3naHas
; g © CBA3b
.. .. d (@] ¢/
%0¢'e o
4 © 900000060000000 i T — /
% 0% Q
2 31MgHasn cBA3b
CH,0OH CH; CH,0H
.o"' 0 0 o]
&
o NoH o \OH o0 N\oH
OH OH OH

Puc. 1.12. Ctpykrypa riukorena: A. CTpoeHHe MOJIEKYJIbl TIMKOT€Ha.

B. Ctpoenue otnensHOTO (hparMeHTa MOJICKYJIBI TJIMKOTEHA.

1 — ocTaTKH IIIFOKO3BI,cOeAMHEHHBIE 0-1,4-TTTUKO3UIHON CBA3bIO;
2 — OCTaTKH TJIFOKO3BI,COCINHEHHBIE O -1,6-TIIMKO3UIHON CBSA3BIO;
3 — HEpeAYIUPYIOIIHE KOHIICBBIE MOHOMEDHI;

4 — penynupyrIIMi KOHIIEBON MOHOMED;
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I'imkoreH— pa3BeTBIEHHBIA TOMOIOJIUMEPIIIIOKO3bI,B KOTOPOM OCTaTKH TIFOKO3bl COETMHEHBI B
JMHEWHBIX y4acTKax o-1,4-rIMKO3UAHBIMU CBSI3SIMU, B TOUKaX K€ BETBJIICHUSI MOHOMEPHI COEMHEHHI Ol-
1,6-rIMKO3UIHBIMU  CBSI3IMH. OJTH CBSI3MOOpPA3yIOTCS MPUMEPHO C KAKIbIM JECSATHIM OCTATKOM
rioKo3bl. CreoBaTeNbHO, TOUKH BETBIICHUS B TJIMKOT'€HE BCTPEUAIOTCS MPUMEPHO yepe3 Kaxkbie 10
OCTAaTKOB IUTIOKO3bI. Tak BO3HMKAET APEBOBHIHASCTPYKTYPALTHKOICHA ¢ MOJCKYIAPHOH Maccoit >10
JI, 4T0 cooTBeTcTBYEeT MpUMEpPHO S50 ThIC. OCTATKOB TUIIOKO3bI. ['JIMKOTE€H CHHTE3UPYETCS B MEPUO]
nuieBapeHus (B TeueHun 1-2 dyaca noclie npuéma muim).

HemocpencTBeHHBIM JOHOPOM TUIFOKO3HBIX OCTaTKOB TpU OWOCHHTE3€ TIMKOTCHACITYXUT

ypuausaudocharrirokosa (Y D-rnroko3a) — NpoayKT B3aUMOJICUCTBUS ITH0K030-1-pocdara u Y TO:

CHL, (0
r H
H s
O ]
Hi O—PF—{0H + Hﬂ-—II:"—L'l—P—U—-F—U—-C'I-I
H M OH GOH
rososnig= | <saoifery
CH,OH
0 H
— H "]
= H ¥
HO (o e o
H OH JTH MH

VT

YA®-rmoko3a —cyOCcTpar TIMKOTeHCHHTa3bl.JlJisl CHHTe3a TIJIMKOreHa TpeOyeTcsi 3aTpaBKa,
BBITIOJIHAIONIAS POJIb aKLENTOpPa IIIOKO3HBIX OCTAaTKOB ¢ Y JId-rmtoko3bl. Takol 3aTpaBKOM MOXKET
OBITh OoMrocaxapuipl U3 TpEX U 00Jiee IIIOKO3HBIX OCTAaTKOB, CBA3aHHBIX |,4-TIIMKO3UIHON CBS3BIO.
PazBerBnénHas CTpyKTypa  TJMKOTeHa  oOpa3yercs Ipd  y4acCTUH amuio-1,4—1,6-
TIIIOKO3WITpaHcepasbl, Ha3bIBaeMOW (EpPMEHTOM «BETBICHUs». Kak TOJNBKO TJIMKOT€HCHUHTAa3a
YIJIMHAET JIMHEUHBIA Y4aCTOK MpUMEpPHO A0 11 IIIHOKO3HBIX OCTAaTKOB, (PEPMEHT BETBIICHUS IEPEHOCUT
e KOHIIeBOW OJIOK, cojepramuii 6-7 0CTaTKOB, HA BHYTPEHHUIN OCTATOK TJIIOKO3bI 3TOM WM JPYrou

IOICIIN.
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Takum 06p8,30M, o MCEpC CHHTE3a TIJIMKOIr¢Ha MHOT'OKPATHO BO3pacCTacT YHUCIIO BETBJICHU.

KoH1BI city’kaT TOUKaMu pOCTa MOJIEKYJIBI IVIMKOT€HA IIPU €€ CUHTE3€ M HayajIoM IpH €€ pacnaje.

1)

2)

3)

4)

ITAIIbI BUOCHHTE3A IN'IMKOI'EHA
['moko3a dochopunupyercs Tpu ydacTuu (PepMEHTa TEKCOKMHA3bl WM TJIFOKOKMHA3bI C
oOpa3oBaHHEM  TJIIOK030-6-docdara. [Tocneqneenon  BausHUEM  (POChOTIIIOKOMYTa3bl
npeBpaliaeTcs B roko30-1-gocdar:
[ToctaButh (hopmyiy 6epe3oB 322 Oet

['mroko30-1-hochat Bzaumoneiictys ¢ YT o6pazyetr Y D-Ti0K03y:

I'moko30-1-pochar + YTD <=> VY JId-riroko3a + [Mupodocdar
I'moko3a B cocraBe Y /D-TIIOKO3bI [JOCTaBISAECTCA B T[NIMKO3WIHYHO LEINb TJAKOT€HA |
MPUCOEIMHAETCS K OCTATKY (3aTpaBKe) MIMKOTreHa 00pa3ys 1,4-r1Ko3uIHbIE CBSI3H:

[ToctaButh hopmyny Oepe3oB 323 OeT

['muxorenBeTBisAMil  pepment wiau  ammiio-(1->4)—->(1->6)-rpaHCriaoKo3uaa3a KaTaau3upyeT
NEPEHOC KOHIIEBOTO OJIMTOCAXapuIHOro pparMeHTa, COCTOSIIEro U3 6 Wik 7 OCTaTKOB IIFOKO3bI, C

HepeaYIUPYIOIIETO KOHIIa OJHOM 13 OOKOBBIX IIETIeH, HacuUuThIBatoleld He MeHee 11 ocTaTkoB, Ha

6-TUIPOKCUITBHYIO o Tmorsa TCPYIILY OCTaTKa TJIFOKO3bl TOM k€ WA IPYrou
AND « i
Henu riauKoreHa. B Frioxo30.6-occar pe3ynbTaTe o0pa3yeTcs HoBasi O0KOBas IIETb.
Obmas cxema . g CUHTE3a INIMKOT€Ha IIPUBEEHA Ha PUC. XXX.
I L:;
YA®—Tmoko3za (<)
COOOOCOOOO0O
Mpanmep 4
(onurocaxapwn) 1
XX X XX
va® —Inokoza
vOD
X : 1 X X B w£4;2f>: e
5
Yo ?!;'- X X

MnukoreH
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Puc. 1.14. Cxema cuHTE3a INIMKOT€HA

I'mukoren  oOpa3yercs  MpakTUYECKM  BO  BCEX  KJIETKAaX  OpraHmM3Ma,  OJHaKo

HauOOIbIIASKOHIIEHTpalLMs 0OHAPYKUBAETCS B MeueHu — oT 2 10 6% u B mbimmax — ot 0,5 1o 2%.
PACITAA I'VIMKOT'EHA (I'"IMKOI'EHOJIN3)

Pacnag rnmkoreHa uiaM ero MoOWIM3alusi MPOMCXOASTB OTBET HA IOBBIIIEHHE NOTPEOHOCTH
OpraHu3Ma B IJIIOKO3€. [ TMKOTeH MeueHu pacragaeTcsi B OCHOBHOM B MHTEpBajaxX MEXAY MpUEMamu
IUIIH, KPOME TOTO, 3TOT MIPOLIECC B TIEUEHU U MBIIIIAX YCKOPSAETCs BO BpeMs (PU3MUECKOM pabOThI.

Pacniag rimkoreHa mpouCXOOUT IyTEM IMOCIEAOBATEIBHOTO OTIIEIUIEHHS OCTATKOB TIJIFOKO3bI B
BUJE TJI0K030-1-(hocdaTa. ['Muko3umHas CBA3b pacCUICIUIAECTCS C MCHOJIB30BaHMEM HEOPTaHUYECKOTO
dbocdara, mosroMy mpoiiecc HazbiBaeTcst hocoponuzom, a hepMmeHT — riamkoreHdochopunazoil.

Tak >xe, KaKk W CHHTE3, PACIICIUICHHE TJIMKOT€HAa HAYMHACTCS C HEPEAYLUPYIOLIEro KOHIIA

nosucaxapuaHon uenu. Ilpu sTtom Hammuue pa3BeTBIEHHON CTPYKTYphI IIIMKOreHa 00JeryaeT ObICTpoe
BBICBOOOK/ICHUE TIFOKO3HBIX OCTATKOB, TaK KaK 4eM OOJIbLIE KOHIIOB UMEET MOJIEKYJIA [NIMKOTeHa, TEM
00JIbIIIE MOJIEKYJT TNIMKOTeH(pOoCc(HOpHIIa3sl MOTYT AEHCTBOBATH OJTHOBPEMEHHO.
I'mukorendocopunaza pacmemnsier Toabko 0-1,4-rmuko3unnble  cBsA3u.  [locnenoBaTenbHOE
OTUICTJICHUE TJIOKO3HBIX OCTAaTKOB MpEKpallaercs, Korja 10 TOYKH BETBIEHHS ocTaérea 4
MoHoMepa.Takas 0ocoOEHHOCTb B JIEHCTBUU TIMKOreH(ochopunazpl 00yCIOBIEHA pPa3sMEPOM H
CTPOEHHEM €€ aKTUBHOTO IIEHTpA.

JlanpHeHmuii pacraj riMKoreHa TpeOyeT ydyacTusi Apyrux JByX ¢(epmeHToB. CHavana TpH
OCTaBIIMXCA /IO TOYKM BETBICHHS  TIJIIOKO3HBIX OCTATKOB  IEPEHOCATCS IpPU  Yy4acTHH
OJIUrocaxapuaTpaHcepassl Ha HEpPEenyLUPYIOIIMM KOHEL COCEAHEW LeNnH, yAIuHAS €€ U TaKuM

oOpa3oM co3faBast yCiaoBus Jist necTBus Gochopuiiazpl. OCTaBIIMKCS B TOUKE BETBICHUS TIIFOKO3HBIN
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OCTAaTOK THAPOJUTUYECKH OTILEIUISETCA C MOMOIIbIO 0-1,6-TroK031aa3bl B BUie CBOOOAHON TITIOKO3BI,
MOCJIE YerO HEPa3BETBIICHHBIM yYaCTOK TJIMKOTEHAa MOXET BHOBBH aTakoBaTbes (ocdopunazoii(puc.

XX).

Fnukores

L

Fnuroreddoctopunaza
mioxozo-1-thochat +

'Se

1

2

< onvrocaxapwio-
\ TpaHcipepasza

BRROOCTCO00

o1,6-rnkoavpasa
Mmokoza
R OO0
t HiPO, - nuxerendocdopunaza
|

v
n Miokoso-1-pocdar

A
n I'moxo:so-a-qmcqgar

Puc. 1.15. Cxema pacnaja rimkoresa
PEI'YJIAIIUA METABOJIU3MA I''IUKOT'EHA
MeTabo13M rIUKOreHa peryaupyercs TOpMOHAMU — HHCYJINH, TJIIOKaroH U aJpeHalnH.
NucyaumH — aKkTUBUpPYeT THPO3MHKMHA3y, a OHA, C CBOI OYepedb, ICUYEHOYHYIO
npotentpocdarazy rpanyn raukoreHa-1 (ITbI'p-1) (puc. Huxomnaes, 270 6er). [IpI'p-1 aktuBupyer
TNIMKOTEHCUHTA3y U MHAKTUBUPYET TNIMKOTeH(pochopuiazy B HTOTe YCHIIMBACTCS CHHTE3 TJIMKOTSHA.
I'mokarony agpeHaJIHHACHCTBYIOT Yepe3 aJCHIIATIIMKIA3HYI0 CUCTEMY: aJCHUIATIINKIIa3a 13

AT® obpasyer nAM®, ona aktuBupyer mnporeunkuHazy A. Ilocnennsss docdhopunupyer
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TVIMKOT€HCUHTA3y (MHAKTUBAIMsA) W KuHa3y ¢docdopunasel (akTuBamus). AKTUBUPOBAHHAs KHHa3a
dbochopunaspipochopmmpyer (aktuBupyet) dochopuiiazy, a OHa pacHeIUIsseT TJIMKOTEeH (puc.
bepesos, 325 c1p.).

Takum o0OpaszoM, perymsanus MeTaboim3Ma TJIMKOTEHa OCYIIECTBISAECTCS TOPMOHAMH IYTEM
U3MCHEHUS B TPOTHUBOMOJIOXKHBIX HAMPABICHUSIX AaKTUBHOCTH JBYX KJIIOYEBBIX (EPMEHTOB:
IVIMKOT€HCUHTa3bl M MKoreHdocdopunazel ¢ momompblo  uX  GochOpuIupoBaHus U
nedochoprmpoBaHusl.

IIMKOT'EHOBBIE BOJIE3HU

['mukoreHoBbie 0OJIE3HU — ATO TPyNIa HACIEACTBEHHBIX HAPYIICHHA, B OCHOBE KOTOPBIX JICHKHT
CHIDKEHHE WJIM OTCYTCTBUE aKTUBHOCTH (DEPMEHTOB, KaTATM3UPYIOIINX PEeaKIMi CHHTE3a WIH pacrhajia
TTIUKOTeHa, JHOO0 HapylleHWe peryiasanuu 3Tux (epmeHToB. OHM JEmITCS Ha TIUKOTEHO3BI |
arJIMKOTEHO3BI.

I'nmnkoreno3nl —3aboneBanus, 00ycIoBIeHHBIC TePeKToM (HEPMEHTOB, YIACTBYIOIIMX B pacnajie
rnmukoreHa. OHM TPOSBISIOTCS WM HEOOBIYHOM CTPYKTYpOH TIMKOT€HA, WU €ro H30BITOYHBIM
HAKOIJICHUEM B TEUEHU, CEPJCYHON WIJIM CKEJIETHBIX MBIIIIAX, MMOYKaX, JETKUX U JIPyrux opraHax.B
TaOJIMIIEONMCAHbl HEKOTOPBIC THITHI TJIMKOT€HO30B, PAa3MYAIONIUXCS XapaKTepoM M JIOKaIU3aIuei
dbepMeHTHOrO edeKTa.

ATJIMKOTeH03bl — 3a00JIeBaHUs, BO3HUKAIOIIKME B pe3yibTare JedeKkTa TIIMKOIeHCHHTa3bl. B
NEYCHH W B JPYTHX TKaHAX OONBHBIX HAONIOMAIOT OYCHb HHM3KOE COJEp)KAaHUE TIMKOTeHa. OJTO
IPOSIBIISICTCS. PE3KO BBIPAKEHHOW THIOMIMKEMHEH B MOCTaOCOPOLIMOHHOM MEpHoje. XapaKTepHBIH
CUMITOM JUIsl JAaHHOTO 3a00JI€BaHMsI — 3TO CYIOPOTH, MPOSBISIONIUECS OCOOCHHO MO yTpaM. bone3Hs
COBMECTHMA C )KM3HBIO, HO OOJIbHBIC ACTH HY>KJAIOTCSI B 9aCTOM KOPMIJICHHH.

Taouauua 1.1. Tunel IIIMKOreHO30B U UX XapaKTEPUCTUKA

dopma HedexTHblil pepMeHT [IposiBnenns Tun u HasBaHuUe

TJIMKOT€HO3a 00s1e3HU 00J1€3HU

[leyénounas | I'1ok030-6-gocaraza | I'mnornukemus, I
TUNCPANUIITIIMLICPOJICMUSI, BoJe3Hn erKe
TUIIEPYPUKEMUS, alli03
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MbuIleyHbie

CMeliaHHbIe

Awmuno-1,6-rimoko3uaasza
(«aeBeTBAIIMI

bepmeHT)

Awmmnno-1,4->1,6-
TIIIOKO3WITpaHcdepasa
(«BeTBALUI» (hepMEHT)

®ochopuiaza

Kunazadochopuiaspl
IIporennkunaza A
I'nuxorendgochopuiaza

dochodpykToknHaza
DochoriaokomyTaza
JlakTaTaeruaporeHnasa
(M-npotomep)
JIn3zocomnas a-1,4-
TIMKO3Uda3a

(BCIEICTBUE HAKOTUICHUS
JIaKTaTa), XapaKTepHOe
BBIpKCHHE JTUIA («IHAIIO
KHTaNCKOM KYKIIBD?).
Hakorutenue riamkoreHa ¢
KOPOTKHMH BHEIIHUMH
BETBSIMU (JINMUTOJICKCTPHH).
OcTalbHBIC TTPOSBICHUS
MEHEE BBIPAKEHBI, YEM IIPU
turne L.

Hakormnenue cTpykTypHO
W3MEHEHHOTO TIINKOT'eHA C
OUYEHb JJIMHHBIMU HapYXK-
HBIMH BETBSMHU U PEAKUMU
TOYKAMU BCTBJICHUS.

Hakormienne riaukoresa
HOPMAaJIbHOU CTPYKTYPHI.
YMmepeHHas runorjiuKeMus,
rermaToMeraigus, KIMHHIECKIe
MIPOSIBIICHUSI IOXO0KHU, HO
MEHEE BbIPAXKEHBI, UEM MPU
riaukoreno3ax I u I Tumos.

Amnanornunsl VI tuny
Amnanornunsl VI tuny
bonu B MBIImax, cyaoporu
npu GU3MUECKON HArpy3Ke
(maxxe ymepennoit). Haxon-
JIEHWE B MBIIIIAX TTTUKOreHa
HOPMAaJIBHOHM CTPYKTYpBHI.
AHanornyus! V THITY
AHaJOru4uHel V THITY
Amnanoruussl V Tumy
I'enepanusoBanHoe
HAaKOILJICHUE
TJIMKOT€Ha B JIM30COMAX, a
3aTeM B IIUTO30J1e

bonesnp dopbdcea -

Kopu,

JIMMHUTOJACKCTPUHO3

AV
Bosne3nn

AHJziepceHa

Xepca

VI
Bose3nn

Vv

bomnesnn
MakApaia
VIl

I

bonesus [Tomme

I''IIOKOHE
OI'EHE3
Hekotopsie
TKaHW, HalpuMep,
MO3T, HYXJAKTCS B
ITIOCTOSIHHOM
NIOCTYIUIEHU U
r1roKo3bL [ Ipu
HEJIOCTaTOYHOM
MOCTYTUICHUHU
YTJIEBOJIOB B
COCTaBe TUILH,
COZIEpKaHHE
IJIIOKO3bl B KPOBU
HEKOTOpPOE  BpeMs
MOAJCPKUBAETCA B
npenenax — HOPMBI
Onaronaps
PaCILEIICHUIO

TJIMKOI'CHA B

neuyeHu. OIHAKO 3amachl TJIMKOTE€HA B MEUYEHU HEBEIWKU U 3HAYUTEIBHO YMEHBIIAIOTCS K 6-10 yacam

TOJIOAaHUA U IMPAKTUYICCKU ITOJTHOCTBIO NCUCPIIBIBAOTCA ITOCJIC CYTOYHOT'O I'OJIOJaHHA. B sTom CJIydac B

II€YEeHU HAaUYMHAETCS CHHTE3 TIIOKO3bI denovo — IIIFOKOHEOTSHE3.

I'IIOKOHEOTeHe3 — NPOLECC CUHTE3a IJIFOKO3bl W3 BEUIECTB HEYIJIEBOJHOW mpuponbl. Ero

OCHOBHOW (YHKIIMEH SIBISETCS TOMAJCPKAHHE YPOBHS TIJIIOKO3bI B KPOBU B TMEPUOJ JJIUTEIHLHOTO
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rojiogaHusad U HMHTCHCHUBHBIX (1)I/IBI/I"ICCKI/IX Harpyskax. HpOHCCC MpOTCKAacT B OCHOBHOM B IICYCHU H
MCHEC MHTCHCHBHO B KOPKOBOM BCIICCTBC ITOYCK, a TAKIKC B CIM3UCTOM 00O0J0YKE KHIICYHHKA. ITH

TKaHU MOTYT oOecrneunBaTh cuHTe3 80-100 I TJIFOKO3BI B CYTKH.

Miokoaa

AT® (1
A < 14 » H,PO,

* |
Fmoxo:io—éi-q)ocmm
2 |
®pykT030-6-thocepar |,

AT® 3
A . 13 }—» H4PO,
" Il
®pykTo30-1 .6-6uchocpar

| 4

"
‘ Ouvruvn POKCUaLeTOH(OChaT
4 ‘ ‘ 5 '

v IS

anuepoanhﬁerwumocmm
A H;PO,
6 » NAD+

v NADH + H*
1,3-buctocdornmuepar
AT® {4
ATo <2 [ > ARS
3-®ochornuuepar
8
2-@ocgornuuepart

9

v

- @ochoeHonnupysar
¥

AO—— B
AT <—1 10 €0,
\ Okcanoatetar
A AL®
4y ——AT®
i “ Co,
MupyBat .

Puc. 1.23. I'TuK0/1M3 U IIIOKOHEOT€HE3.
depMeHTHI peaklnii TITMKOIN3a U TIIIOKOHeoreHe3a:2 — (hocorimokonzomepasa; 4 — anp03a;
5 — Tpuoszodocharuzomepasa;6 — riaunepanbaeruadochaTIeTuIPOreHasa;
7 — dhocdornuuepatkunasa; 8§ — pochormmmeparmyrasa; 9 — sHomaza. DepMeHTH HEOOPATUMBIX TITIOKOHEOTeHe3a: 11 —
nupyBaTtkapookcunasa; 12 — ¢pochoenonnupyBaTkapOOKCHKIHA3A;
13 - dpykro30-1,6-6udocdaraza; 14 — rmoko30-6-hocdarasa.
I-11l — cyGcTpaTHBIE IUKITBL
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[lepBuuHbie CcyOCTpaThl INIIOKOHEOTE€HE3a — JIaKTaT, aMUHOKUCIOTHI M IIHIepoia. BriroueHue
3THX CyOCTPaTOB B TTIIOKOHEOTEHE3 3aBUCHUT OT (PU3MOJIOTHUECKOTO COCTOSIHUSI OPraHU3Ma.

BoabmIMHCTBO peakuuii TIIIOKOHEOTreHe3a MPOTeKaeT 3a CUET 0OpaTUMBIX peakiui riukonmsa (9,
8, 7,6, 5, 4, 2) u karanusupyrorcs Temu ke depMeHTamMu. OaHAKO 3 peakluu TIIMKOJIN3a
TEPMOJMHAMHYECKA HeoOpatuMbl. Ha 3TUX cTagusix peakuuu TIIIOKOHEOreHe3a MPOTEKAIOT IPYTUMH
Ny TSIMU:

1. O0pa3oBanue ¢ocpoeHoNNMUPYBATA U3 NMUPYBaTa — MePBasg M3 HEOOPATHMBIX CTaaHil
IJIIOKOHEeOreHe3a. JTOT NPOLECC COCTOUT W3 JIBYX pPEaKUWid, NepBas M3 KOTOPBIX 3aKIKOYAETCS B
KapOOKCUJIMPOBAHUMUIIMPYBaTa C 0OOpa3oBaHHEM oOKcanoalerata.Jl[aHHyl0 peakIuio KaTalu3upyeT

MUTOXOHJIpHAIIbHBIN (pepMeHT nupyBaTKkapOOKCHIa3a, U peakius NpoTeKaeT ¢ ucnoyibzoBanneM ATO:

O O

C]OO GTP GDP TOO

C=0 . c—oro®

] PEP carboxyk in;m) ”

CH, CH,

| S CO. Phosphoenol (

COO ]()Sp oecno pyruva c
(PEP)

Oxaloacetate

Jlanee oxkcanoareTaT B IIMTO30JI€ BOCCTaHaBIMBAETCA C OOpa30BaHMEM MajlaTa MpPH Y4aCTHH
HAJIH. O6pa3oBaBmuiicsiManaT 3aTeM MPOXOAUT YEPe3 MHUTOXOHIPUATBHYI0 MeMOpaHy ¢ MOMOIIBIO
CHeIUaJIbHBIX IEPEHOCUYUKOB. B 1IMTO301€ManaT BHOBb MIPEBPAILIACTCS B OKCATIOAIIETAT B XOJE PEAKIIUU

+

okucieHus ¢ yuactuem kopepmenta HAJL . Okcanoanerar 3ateM npepaiiaercs B pochoenonmnupysat
dbochoeHOMTMPYBaTKAPOOKCUKIUHAZOM.

2. 'mapoan3 ¢ppykro30-1,6-6ucdocdara.®pykroso-1,6-oucdocdar ruaponausyercs Gpykroso-

1,6-6ucdocdarazoit ¢ obpazoBanuem GhpykTo30-6-hocdar:

©0,POCH, _0. CH,0P0® ©0,POCH, _0._  CH,OH
Fructose
H HO 1.6-bisphosphatase H HO
H OH Z" ay, © H OH
OH H H,0 P; OH H
Fructose 1,6-bisphosphate Fructose 6-phosphate
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3. 'mapoau3 riawoko30-6-gocdara.l moko3o0-6-hocdart, He MoxkeT TudPyHAUPOBATH U3 KIETKH.
I'mrox030-6-ocdar mpeBparaeTcs B TIIOKO3y ¢ MOMOIIBIO (hepMeHTa TIIF0K030-6-hocdarassr:

cH,0P0® CH,OH

H O_ H

Glucose 6-phosphatase

O\

H,O P,
H OH H OH

Glucose 6-phosphate Glucose

Otmernenue dhocharHoi rpymmbl U3 GpykTo30-1,6-6uchocdara u rimroko30-6-docdara — Takxke
HEe oOpaTUMBbIC peEaKIHWH TJIIOKOHEOTeHe3a. B  Xome TIMKOIW3a OTH PEAKIUU KaTaTU3HPYIOT
cnernuduIeckre KuHa3bl ¢ ucnojib3oBanueM AT®. B riarokoHeoreHese ke OHM MPOTEKAOT 0€3 yJacTHsl
AT® u AJI® u yckopsroTcs He kuHa3zamu, a ¢pocdarazamu. DepmenTs GpykT030-1,6-Onuchocdaraza u
TII0K030-6-(hocdaTazakaranu3upyroT oTiierieHue GocdatHoi rpymnmnbl oT GpykTo30-1,6-6uchocdara
¥ TJII0K030-6-(ocdaTta. B pe3ynpraTe uero cBo060aHas TITFOK03a BBIXOAUT U3 KIETKU B KPOBb.

SHEPTETUYECKHWHN FAJIAHC TJIIOKOHEOTEHE3A
N3 IINPYBATA
B xone storo nponecca pacxoayrtcs 6 monekyn AT® Ha cuHTe3 1 MOJb TIIOKO3bI U3 2 MOJIb

nupyBata. Yersipe Moab AT® pacxoayroTrcs Ha craguu  cuHTe3a (ochoeHONmUpyBara w3
okcanoarierata U emEé 2 Moiab AT® Ha craausx oOpaszoBanusi 1,3-Ouchocdormunepara u3z 3-
dbocdormunepara.

CymMapHBIii poriecce TIIFOKOHEOTeHe3a OMUCHIBACTCA TaK:

2ITupysara + 4AT® + 2I'T® +2(NADH+H") + 4H,0—
— I'moko3za + 4AJ1® + 2I'1® + 6 H;PO, + 2NAD”

MNEHTO30®OCP»ATHBINA MYTH NPEBPAIIIEHUSA I''TIOKO3bI

[lenTo3odocdaTHplii MyTh, HA3bIBAEMBIA TaKXKe€ T'€KCO30MOHO(POCHATHBIM IIYHTOM, CIIYKHUT
aIbTEPHATUBHBIM TIYTEM OKHCIICHHUs TIIOK030-6-pocdara. IleHrozodocdarHbiii myTh cocToutr u3 2

9TaIlOB: OKHCJIIMTCIBbHOT'O U HCOKHMCIIMTCIIbHOTO.
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B okucnurensHO# daze riroko30-6-pocdar HEOOPATUMOOKHUCISIETCS B TMEHTO3Y — PUOYII030-5-
docdar, o6pa3ys BocctranoBiennbii HA JIOH.

B HeokucnuTensHOM dTarne pudyno3o-5-pocdar oOpatumo npespariaercs B pu0030-5-pocdar u
METaOOHUTHI TIMKOJIN3A.

[lenTo3odocdarueiii myTh oOecneunBaeT KIETKYy puOO30iM JUisi CUHTE3a IypUHOBBIX H
MUPUMHIAHOBBIX HYKJICOTUIOB, & TaKXke TuApupoBaHHbIMKOGepmenToM— HAJI®H, ncnonb3yeMoro B
BOCCTAaHOBUTEJBHBIX MPOIIECCAX.

Haubonee akTuBHO meHTO30(oc(aTHBIl MyTh MPOTEKAEeT B KUPOBOM TKAHM, MEUEHHU, KOpE

HAJIMOYECUYHUKOB, SPUTPOIIUTAX, MOJIOYHOH KeJe3€ B MEPUOJ JIaKTaluu, cemeHHukax (Puc. 1.24).
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PHASE 1 Glucose 6-phosphate
(oxidative)
2 NADP™*

l\b 2 NADPH

Ribulose 5-phosphate

d }

Ribose Xylulose
5-phosphate (C5) 5-phosphate (C5)

¥ Sedoheptulose

GAP (C3) 7-phosphate (C,)

»~

Fructose Erythose Xylulose
6-phosphate (Cy) 4-phosphate (C,) 5-phosphate (Cs)
PHASE 2 Fructose \
(nonoxidative) [6—phosphate (Ce) GAP (C3)

Puc. 1.24. Cxema neaTo30docdaTHOrO MyTH TPEBPAIICHUS TITIOKO3BI

OxucauTeIbHbIN ITAN
B oxucnutenbHOM YacTu TmeHTO30¢ochaTHOTO TYTH TIOK030-6-ochar moaBepraercs
OKHUCJIUTEIFHOMY JeKapOOKCUIMPOBAHUIO, B pPE3ylbTaTe Yero oO0pa3yroTcs NEHTO3bl. OJTOT dTam
BKJTIOUAET JIBE PCAKIIUUICTHAPUPOBAHNS.
[lepBas peakius ACTUAPUPOBAHMS — TMPEBpaAIlleHUE TIIIOK030-6-pochara B TIFOKOHOIAKTOH-6-

docdar — katammzupyercs NAD-3aBucuMon Tir0k030-6-hocharaernaporenas3oi:
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CH>OPOz2~ CH,OPO52~

H+
-+
H O H NADPY NADPH H O
H N A H
OH H OH H o
Glucose 6-phosphate
HO OH dehydrogenase HO
H OH H OH
Glucose 6-Phosphoglucono-
6-phosphate S-lactone

Jlanee riaroKOHOJIAKTOH-6-Pocdar npeparmiaetcs B 6-PpochorirokoHaT Mpu ydyacTuu (pepMmeHTa

TIIOKOHOJIAKTOHIApaTa3bl:

O;\\_\\C///O
CH20P0327
H—C—OH
H - i W ho ¢
H L |
OH H o
Lactonase H—C—OH
HO
H—C——OH
H OH
CH>OPOz2~
6-Phosphoglucono- 6-Phospho-
S-lactone gluconate

Hanee 6-docdormokoHaT aeKapOOKCHUIUpPYeTCs, 00paszyeTcsapuOyno30-5-dhochar u BTOpas

MoJiekysa ruapupoBaHHoroHA JIOH:

O=.. L=

\\C,/

CH>OH
H—C—OH Pesr ©
S s - NADP"™ NADPH |
LA H—C—OH + CO,
H—C——OH 6-Phosphogluconate C OH
dehydrogenase
Ml CH,OPO52~
CH,OPOx2~
6-Phospho- Ribulose
gluconate 5-phosphate

CyMMapHOe ypaBHEHHE OKHCIUTEIHLHOTO HTana MeHTo30(ochaTHOro myTH:
I'moko3a-6-pocdar +2HAJID" + H,0—
—Pubynozo-5-dpocdar + 2(HAJPH + H) + CO,

Peakiiuy oKuCIUTENBHOTO 3Tana ciykaT OCHOBHbIM ncTouHMKOM HAJIDH B kieTkax.
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HeoxkuciurebHbIH dTAI
HeoxucnurenpHblii 3Tanm meHTO30poc(aTHOrO MyTH BKIIOYAET CEPUI0 OOPAaTUMBIX pEaKLU.
Llenplo JaHHOTO ATama SBISETCS KaK CHHTE3 MEHTO3,TaK M CHHTE3 M3 HHUX rekco3. Cxema cUHTE3a

MIEHTO3 U3 I'eKCO3 MPHUBE/IeHa HIDKE: (HUKoIaeB 279 Oer)

[lenTo3bl, oOpa3yomuecs B pa3HbIX METaOOIMYECKUX MYTSAX, OMSATh BO3BpallaroTcs B (oHA

rekco3: (Hukosaes 280)

O6mass cxema MeHTO30(0oc(hHaTHOrO MyTH OKHUCJICHHUS YIJIEBOJOB, OTpaXkarollas €ro CBS3b C

IMKOIN30M (1o Xepcy) npuBejeHa Huke: (0epe3on 358)

Jegpuyum enroko3o0-6-pocgpamoezudpozenaszvl — Hacie0cmeenHas 00ae3Hb, Npu KOMOPOM He
sbipabamvleéaemcss 00CMAMOYHO20 Koauvecmea gepmenma 2n0Kk030-6-ghocchamoecuopozcenasol.
Ilocneonee nomoezaem spumpoyumam HOpmareHo @yuKkyuoHuposams. Heoocmamok Gepmenma
NPUBOOUM K 2eMOJUMUYECKOU aHeMUlU, KaK NPAasulo, nocjie 8030eticmeus HeKOmopblxX 1eKaApCMEeHHbIX
cpedcms, nuwesvlx npooykmos uiu oaxce ungexyuu.10% moae cpenru3eMHOMOPCKOTO pEeruoHa
UMEIOT 3TOT TeHETUYECKUM Te(DEKT.

METABOJIN3M ®PYKTO3bI U 'AJIAKTO3bI

Metabonu3m (QpyKTO3bI U TaJaKTO3bl BKIIOUYAET IYTH HMCIOJIB30BAHMS WX JJISI CHUHTE3a JAPYTHX
BEIIECTB (TETEPONOIUCAXapUI0B, JAKTO3bl U Jp.) W ydacTHE B DHEProoOECrieYeHHWH OpraHu3Ma.
Bnocnennemcinyuae (pykro3a W rajgakro3a IpeBpallaloTcs B IEUEeHH JIMOO B TIJIIOKO3Yy, JIMOO B

MIPOMEKYTOUHBIE MPOAYKTH €€ meTtabonm3ma. Takum obOpazoM, B pe3yibTaTe (pyKTO3a M TaJaKTo3a
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Hapsy C TIIF0K030i MOTYT ObITh okuciieHbl 10 CO,u HoO mimm ucmosb30BaHbl HA CHHTE3 TIIMKOTeHA U
TPHUAIUTIIAIICPOJIOB.

Meta6ou3m  (pyKTO3bl. 3HAUUTENBHOE KOJIMYECTBO (PYKTO3bI, OOpasyromeecs MpH
pacHICTJICHHH CaxXxapo3bl, TMPEXAEC YeM MOCTYIUTh B CHUCTEMY BOPOTHOW BEHBI, MPEBpAINAIOTCS B
TJIFOKO3Y YK€ B KIJIETKaxX KullleuyHuka. J[pyras dactb (QpyKTO3bI BCachIBaeTCs C TMOMOIIBIO Oelnka-
nepeHocyukKa, T.e. myTéM oobisieruéHHor auddysun.Metabonu3m (pPyKTO3bl HAUYUHACTCS C PEAKIIUH
dbochopunupoBanusi, KaTanuzupyemon (epMeHToM (GPYKTOKHHA30M C oOpa3zoBaHueM (pyKT030-1-
docdara. ITOT PepMEHT HMEeTCs B TICUYCHH, IMOYKAX, KHUIICYHUKE M OH 00samaeT abCOIIOTHOM
CHEIU(PUIHOCTHIO, B OTJIWYHE OT TJIIOKOKMHA3BL.VIHCYTMH HE BIMSIET HA €r0 aKTUBHOCTh. PpyKT030-1-
dochar He MOXKET TpeBpamarbcs BO (PyKT030-6-hochar u3-3a OTCYTCTBUS COOTBETCTBYIOIIETO
dbepmenta. Bmecto storo ¢pykroso-1-docdar nanee pacmiersiercs Pppykrozo-1-dhocdaTtanbaonnaszoit

Ha TJIMIEPATbACTU]T U JUTHAPOKCUaIeToH-3-docdar:

A B B
DpykTo3a I'miokosa Mnukoren
- -
ATE — AT® — / Y Py
| 1 @pykTokuHasza r]' 4 9 I'I {10 |
Ad® +| Al 7\ ,!. \ 4
- " A -
DpyrTo3o-1-cpocdar Mmiwokozo-6-chochar  +———— Mmokoao-1-chocdpar
DpykTo3ao-1-choc-
2 I chaT aneaonasa (fi) 5
’

;,El,muu;mucnauemrimoccpm -

rnuuepansaera d)pyf(_lo:s()-@-thu[:tbal

6 / K-‘_ r Py
ATd °-f 7
AT | . ALD « \
|3 ®pykTo3o-1,6-6ucthocdar

8
AR i ™, .-'I'-\ Aneaona3za (A)

SN

Mmuueporngpoanesaerni- AurnagpokcraueTon- «+— Mnuuepansaernp-3-chocdart

3-pocchpar  —— thocdpar I

— - :
MupyeaT

l

AueTtun-CoA — HupHbie
l KHCNOTe!

LiMTpaTHbIA UMK

Jlurupokcuanero-3-
dbochar sBASETCS NPOMEKYTOUHBIM MPOAYKTOM TIHKOJIM3a UM oOpasyercss B XOJ€ PpEakilvH,
KaTamu3upyemMoil  ppykro3o-1,6-6ucocdaranpronazoin. [numepampaeru MOXKET BKIHOYATHCS B

rMKoNn3 mocie ero dochopunupoBanus ¢ ydactueM AT®. J[Be monekynsl TprozodocdaToB Iu00
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pacrnanarmTcs MO TIMKOJUTHYECKOMY IYTH, JIMOO KOHACHCHUPYIOTCA ¢ oOpa3oBaHueM (pykTo30-1,6-
oucdocdara u mamee y4acTBYIOT B TIIFOKOHEOTeHe3e. DpykTo3a B TMEUYEHU BKIIIOYACTCS TJIABHBIM
oOpa3oM BO BTOpOi TyThb. YacTh IUTHAPOKCHAIETOH-3-Pocdara MOXKET BOCCTAHABIUBATHCS [0
riutepon-3-gocdara U yqacTBOBaTh B CHHTE3€ TPUALIMITIUIICPOJIOB.
Hapyumienust MeTado1u3mMa (ppyKTO3BI
Hapymennst metabonms3ma (GpyKTO3bl, TPUYMHONW KOTOPBIX SBiISEeTCA Ne(eKT (PEpMEHTOB,
OTpakeHbl B Tabmuiie 1.2:

Hapymenue o0MeHna ppyKTo3bl

HeaktuBHBIi brokupyemas peakuus Jloxanuzanus Knunuueckue
(dhepMeHT (dhepmeHTa MIPOSBJICHHS u
JabopaTOpHBIC TAHHBIC
®pyKTOKMHA3A @®pykroza + AT® —> | Ileuens ®pyKTO3EMUSL
Ddpykrozo-1-pochar + AID | [louku OpyKTO3YypHs
OHTEPOIUTHI
®pykro3a-1- ®pykro30-1-pocdar —> | Ileuens PBoTta, 60iu B JKHBOTE,
docdaranponasa | JiurumpokcuaneToH-3- Juapest, TUITOTTMKEMHUS
dhocdar + [munepanbaeru lFunopocharemus,
¢dbpykTozemus,
TUIIEPYPUKEMUS,
XpOHHYECKas
HEI0CTaTOYHOCTh
¢dbyHKIMN MIEYEHH,
MOYEK.

HaciencTBeHHasi HenmepeHOCHMOCTh (PYKTO3bl —BO3HHKAET MPH TEHETHYECKOM JedexTe
dbepmenta ¢GpykTo30-1-dhocharanpaonazel. bone3Hb He MPOSBISETCS OO0 TEX IMOp, MOKa PeOEHOK
MUTAETCS TPYIHBIM MOJIOKOM, T.€. TIOKa MHUIIa HEe CONEePKUT PpyKkT0o3bl. CUMIITOMBI BOZHUKAIOT, KOT/A
B palMoH A00aBiSIIOT (PpyKTHI, COKM, caxapoly. HaOmromarorcs pBoTa, 00N B KUBOTE, aAMUApes,
TUIIOTJIMKEMHUS U Aaxke koMa.Cynoporu BO3HUKAIOT yepe3 30 MUHYT Mociie NpuéMa Mully, coJieparanien
bpykrosy.llpu ycrpanennn GppyKTo3bl U3 paloHa IETH Pa3BUBACTCS HOPMAIBHO.

Metaboau3m rajgakTto3bl. ['amakto3a oOpa3yeTcs B KHUIICUHHKE B pe3yjbTaTe THUAPOIH3A
JIAKTO3bI. YtoOBsl mpeBpaTUTh TaJakTO3y K TIIIOKO3¢ HEOOXOIUMO HW3MEHUTh ONTHYECKYIO

koHurypanuto H- u OH-rpynn 4 aroma C B rajiakrose, T.. IPOBECTH PEAKIMIO dIIUMEpPHU3alNK. ITa
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peakius B KJIETKE BO3MOXKHa Toibko ¢ Y Jd-ramakrozoi. Y]/ d-ramakroza obpasyercs uz Y d-
TJIIOKO3bI (METa0OJIMT B CHHTE3€ TJIMKOI€HA) B XOJI€ PEaKIMH, KaTtaausupyemoil ypuamidocdar-4-
snuMepa3oil. OIHAKO BKIIOUYEHUE TajaKTO3bl B PEAKIMUI0 HNUMEpPU3ALMHU MNPEAIIECTBYET €€
dbochopunupoBanrue ¢ obOpazoBaHHeM TranakTo3o-l-docdara. Jlamee ramakroszo-l-docdar 3amerniaet
ocTaToK TJIOKO3bl B Y]J|®-rmiokoze ¢ oOpasoBanuem Y JID-ramakrospl, T.e. MpsMas peakius
dbochopunupoBanHoi rajgakTo3sl ¢ YT® He npoucxoaut. Ilepenoc ypuamnpHOro ocratka ¢ Y Jd-

TJIFOKO3bI Ha TAJIAKTO3Y KaTalu3upyeT GepMeHT ranakroso-1-pocharypuaunrpanchepasa:

3atem rajjaKkro3a B
[anakrosa

COCTaBC AT® 1 HYKJICOTH/JI4a  BKJIIOYACTCsA B

[anakTokuHasza
AO peaKHI/IIO C-)I'II/IMCpI/I?)aHI/II/I, B

ManakTo3o-1-chocthaT ——————_—________ KOTOPOﬁ Y4acCTBYCT dIIMMEpasa

[‘nukoreH
- HAI[' F\ lanakTo3o-1-docdar-

I
I o
! 3aBUCUMBII (depMeHT,
YII®-rnioko3a ypuaunTtpaHcdepasa 1
(TANT) ‘. KaTaJIM3UPYIOMUN  OKHUCIICHUE
Ypuaundoc- I
tar-4-snumepasza | 3 2 !
51 | BOCCTAHOBJIEHHE TAJIAKTO3bI I10
YO®-ranakrosa !
I
4_0My Mnioko3o-1-cocat ! YTICpOoaAHOMY aToMy.
I

Onumepasza MOXKeET padboTath U

y Apyrom HaIlpaBJICHUH,
nioko30-6-pocat -+ -+ —+—-» [NKKoK3
PasHble TKaHW

npeodpazys Y D-rimoko3y B
MeveHb
Y D- Pi J rajakrosy. Jta  oOpaTHas

lnioko3a SIIMMEpU3ansl  BakHa 1A

CHHTC3a TraJJaKTO3UJIbHBIX
OCTAaTKOB B TJIMKOJHUIIMAAX W TJIIMKOIIPOTCHHAX. KpOMe TOro, raaakTo3a HCO6XOI[I/IM21 I CHHTC3a
JIAKTO3bI B I'PYJAHBIX KEJIC3aX. B MNEepuoJ JJaKTallMM TaJIaKTO3a HE ABJIACTCA HC3AMCHUMBIMKOMIIOHCHTOM
IMUIIH, TaK KaK MOXKCT O6p330BaTBC${ H3 T'JIFOKO3EI.

Hapymenune meTrado/m3Ma rajlakro3bl
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['amakTo3eMusi BO3HMKAaeT TpPU  HapylIeHHWH OOMEHa  rajakTo3bl, OOYCJIOBJICHHOM
HACJIEICTBEHHBIM Je(ekToM J11000T0 M3 TPEX (PEpPMEHTOB, BKIIOYAIOUIMX TajJaKTO3y B METa0O0JIM3M
riroko3sl (Tabnuma 1.3).

Taoauna 1.3. Hapymenune MeTa00o1u3Ma rajiakTo3pl

JedexTHblil pepmeHT Baoxupyemasi peakuust Kiaunuyeckue nposiBjieHus: U
(uactoTa) JadopaTopHbIe JaHHbIE
l'anakroknHaza lanaktoza + AT®— Tamakrto3o-1- | 'amakrozemus, raJaKToO3ypus,
(1:500 000) tdocdhar + AIID KaTapakra.

AKTHBHOCTB dhepmenTa B

SpUTpOLUTAX HOPpMAJIbHAA.

lNanakro3o-1-docdar- lNanakro3o-1-docdar + YAD- | l'amakTo3emus, TaaKTO3yPHSI,
ypunuiaTpancdepasa TJTIOKO3a— Y d-ramakro3a + | ranakro30-1-dpocharemus,
(1:40 000) r0ko30-1-pocdar KaTapakxTa. Tennenuus K

TUIOTJIMKEMUH, KOMIICHCATOpHAs
MOOWIM3AIMs ~ YKHPOB,  IUPPO3
MEYeHU, HapylieHne (QyHKIUu
mouek. ['emaromeranus, 3agepxka
MICUXHYECKOTO pa3BUTHSL.
AKTHBHOCTh (dbepmenTa B
SPUTPOIUTAX CHIDKEHA.

lNanaxro3zemus, rajaxTo3ypus.
TsxEmpix KIIMHUYECKUX
MPOSIBJICHUIA HET. Onucanbl
Ypunundochar-4- eJMHUYHBIC ClTyyau 3a00JIeBaHus.
3MMMeEpas3a YV J1®-rnroko3za— Y JId-ranakroza
(1:1 000 000)

l'anmakTozemusi, BbI3BaHHAs HEIOCTATKOM (epmeHTa ranakTo3o-l-pocharypuaunrpanchepasbl
HanboJsee XOpoIIo u3ydeHa. JTo 3a00JeBaHUE MPOSBIIACTCS paHO, U OCOOEHHO OTAacHa IS IeTeH, Tak
KaK OCHOBHBIM MCTOYHUKOM YTJIEBOJOB ISl HUX CIY>KHT MaTEpUHCKOE MOJIOKO, COJIEpIKaIllee JaKTo3y.
Bckope mocie poxxaeHus, Kak TOJIbKO PeOEHOK HAaUWHAST TIOJTy4YaTh MATEPUHCKOE MOJIOKO, TIOSIBIISTFOTCSI
paHHUE CUMIITOMBI 3a00JIEBaHUSI: PBOTA, JUAPEs, IETUAPATAIINS, YMEHBIIEHNE MACChI Tea, XKeaTyxa. B
KPOBH, MOUY€ M TKAaHSIX IMOBBINIAETCS KOHIIGHTpAIlMs TallaKTO3bl M rajakto3o-l-docdara. B Transx

rjiasa (B XPYCTaJII/IKC) rajJlJakTO3a BOCCTaHABJINBACTCs aHBHOpCHYKTaSOﬁ C 06paBOBaHI/ICM rajJJaKTUTOJIA.
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["anakTUTON HAKaIJIMBAaETCS B CTEKJIOBHUAHOM TeJ€ M CBA3BIBAET OOJBIIOE KOJUYECTBO BOJBI.
BceneactBue sToro Hapymaercs OalaHC 3JEKTPOJMTOB, a 4Ype3MepHas THIpaTalus XpycTaluKa
OPUBOJUT K PA3BUTHIO KaTapakThl, KOTOpas HaOMIOAAeTCsl YK€ 4Yepe3 HECKOJIbKO JHEH Tmocie
poxaeHus. TsoKENbIe MOCIEACTBHUS MPU 3TOM 3a00JI€BaHUK HAOIOAIOTCA U B MIEUEHU. DTO CBSA3AHO C
HAKOIJIEHUEM TranakTo30-1-¢ocdara U ero TOKCMYECKUM JEWCTBHEM Ha remaTolMThl. B pesynbrare
BO3HUKAIOT ranaToMeraius, >KUpoBasi TUCTPO(pUs MEUCHH.

HenepenocumocTb MOJIOKA

Henepenocumocth J1akTO3bl (THMOJAKTa3usi) OOyCiOBIEHAa JeUIMTOM JIaKTa3bl, KOTOpas
paciieruisieT JIaKTo3y J0 TJIOKO3bl W TalakTo3bl. MUKpPOOpPraHU3Mbl B TOJICTOM KHIIECYHHKE
(epMEHTHPYIOT JIAaKTO3y B MOJIOUHYIO KUCIOTYy reHepupys merad (CH4) u Bomopon (H;). Monounas
KHCJIOTa — OCMOTHYECKH aKTUBHOE BEILIECTBO U 3a/IEPKUBAET BOJY B KHUIIIEYHUKE, TPUBOJUT K JHApEE.
["a3 u quapest yxyamaroT abcopOLUIO IPYTUX BeUIeCTB (KUPOB U OETIKOB).

Caxapubiii 1uadet

Caxapuplii 1uabeT —COCTOSHHME XPOHMUYECKON TUIEPIIMKEMUH, KOTOpOe OOYCIOBICHHOE
HapyILICHUEM pEeryJsiuud OOMEHa YIJIEBOJOB, KOTOPOE BO3HHMKAET BCJEACTBUE aOCONIOTHOM WIIH
OTHOCHUTEJIbHOM HEJIOCTATOYHOCTH UHCYJIMHA U TIPOABIIAETCS TIIIOKO3YPUEH, TIOJIMYPUEN, TTOTUIUTICUEH,
HapyILICHUEM JIUIHIHOTO, OEKOBOTO U MUHEPAIHLHOTO OOMEHa M Pa3BUTHEM OCTPBIX M XPOHUYECKUX
OCJI0’KHEHHUM.

Caxapubpiii nmuabetr pazaenstor Ha 2 tuna:l tun — uHCynmuHo3aBUCUMBIN (20%) w Il Tum —
UHCyMuHHe3aBuCcuMbIH (80%)

WNHCYynuHO3aBUCUMBINA — aOCOTIOTHBIN Ne(UIIUT HHCYJTNHA B OpraHU3Me, IPOSBISETCS B JETCKOM
BO3pacTe, HaOII0AAETCsl CKIOHHOCTD K KeTOAUA03Y, JeunTcss nucynunoM. [ Ipuunnamu nuabeta I tuna
SBIIAIOTCSL TEHETUYECKass HECIOCOOHOCTh CHHTE3a IOJIHOIEHHOTO MHCYJIMHA, ayTOMMMYHHOE

HnopakeHHe [3-KJIETOK MOIKETYJOUHOM JKeJIe3bIB JETCKOM BO3pacCTe.
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WNHCYynMHOHE3aBUCUMBIM  —  BO3HUKAaeT y  B3pOCHBIX, OOYCJOBJIEH  OTHOCHUTEIbHOM
HEJO0CTAaTOYHOCTHIO UHCYJINHA, HE OCJIOXKHSIEeTCS KETOALUI030M, HE TpebyeT
uHcynuHotepanuu. I lppnunnamu auabeta Il Tuna sBnAIOTCA CBS3BIBAHME MHCYJIHMHA B IJIa3Me€ KPOBU
OenaxamMH M TOTEps aKTUBHOCTH, TUIEPAKTUBAIMS MHCYJIMHA3bl, Ne(eKT PelenTOPHOro ammapara A
WMHCYJMHA, Ne(EeKT MOCTPELENTOPHOHN (aIEeHUIATIUKIIA3HON )CUCTEMBI,

[Tpu caxapuom auabere HAOIIOAAIOTCS HAPYUICHHUS B YIJICBOJHOM OOMEHE, BBIpaXKaloIIMecs B
YTHETCHWU TEeKCOKHMHA3bl (B TemaTto-, MHO- WU aJHUIOIHUTAX), YCHJICHHE TIIMKOTCHOJIM3a, AKTUBAIIHS
TIIIOKOHEOTeHe3a U HapyieHus: pabotsl 1ukia Kpebca. Hapyiienus co cTopoHbl TUNUIHBIA 0OMeHa
BBIPA)KAIOTCS B CHIDKCHUN YTUIM3AIMHU TIIIOKO3bI, CHIPKEHUH JIMIIOTeHe3a, MOOMIN3AIH KUpa U3 JIETIO,
JUMEMHH, YCWICHHE KETOreHe3a M XOJIECTEPHUHOIeHe3a, KETOHEMHH W THUIEePXO0JIECTEPUHEMUH,
KeToHypuu. HapymieHust co CTOpOHBI OETKOBOTO OOMEHa BBIPAXKAIOTCS B CHW)KCHUU YTUJIM3AIMU
TJIFOKO3BI, TIOBBIIIIEHHOTO pacnaga OelKoB, aMUHOANUEMHUH, YCUICHHOTO MOTPEOICHUS TIIIOKOTEHHBIX

AMHMHOKMCJIOT.

I'naBa 6.
OBMEH JIUIIN]10B
TepMuH «JMOUABDY BKIIOYACT BEIIECTBA, HUMEWIIUE oO0ume (U3MYEeCcKue CBOMCTBA —

ruapodoOHbIe, T.€. B BOJIe He pacTBopsromiuecs. [Io cBoeil CTpyKType OHU O4Y€Hb Pa3HOOOpPa3HbI, HET
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OOLIMX MPU3HAKOB 10 XMMUYECKON CTPYKType. JIMIuab! AenaTcs Ha KJ1acchl, BKIOYAIOIINE CXOKUE 10
CTPYKTYype U OOIIMM OHMOJIOTHYECKUM CBOWCTBAM MOJIEKYJIBI.

OCHOBHYIO 4acThb JIMIMIOB OpraHu3Ma COCTABJIAIOT DHEPrOCOJAEpXKAIUE JIMMHUIABl —
Tpuriauuepuasbl. OHM B OCHOBHOM HaXOJSATCS B MOJKOYKHO KUPOBOM KJIETUATKE U BBIMOIHAIOT QYyHKIUU
COXpPaHEHUs TeIIa, MEXaHUYECKOM 3allUThI.

®ochomunuapl— OONBLION KacC JUMIMIOB, COAEpKAIUMH OCTaTOK (HOCHOPHON KHUCIIOTHI,
KOTOpBId NaéT UM aMudmIbHbe CBOMCTBA. DTO CBOWCTBO (HOCHONMMUIOB HMEET 3HAYCHHE B
dbopMupoBaHUU OHCIIOSI MEMOPaH U MOTPYKEHUH OEIKOB B MEMOpaHy.

Crepouppl, HpeICTaBICHHBIE B JKUBOTHOM MHpPE XOJIECTEPOJIOM U €ro IPOU3BOJHBIMH,
BBIMIOJHSIOT pa3auyHble PyHKUINU. XO0JIeCTepOoa — BaKHBIM KOMIOHEHT MEMOpaH U PETyJIATOP CBOICTB
ruspoobHoro cnos. IlpousBoanble Xojecteposia  (KETYHBIE KHUCIOTHI) HEOOXOAUMBI IS
nepeBapuBaHus JIUNUA0B. CTEPOUAHBIE TOPMOHBI, CUHTE3UPYIOLMECS U3 XOJECTEPOJa yYacCTBYIOT B
peryJiliid 3HEPreTUYECKOro, BOAHO-COJEBOr0 OOMEHOB, MOJOBBIX (GyHkumil. Kpome crepoumHbix
TOPMOHOB MHOTHE IPOU3BOJHBIE JIMIHUIOBBBINONHSIS PETYIATOpHblE (YHKIUMU B OYEHb MaJbIX
KOHIIEHTpAlUsAX JIEHCTBYIOT Kak TopMmoHbl. Hampumep, TpomOouuTakTuBUpYOMUN (HakTop —
dochomumua 0coboil  CTpyKTyphl, B KoHHeHTparmu 107°M oka3biBaeT CHJIBHOE JCHCTBHE Ha
arperalyilo  TPOMOOLMTOB;  SHKa3aHOUABI, IPOU3BOJIHBIE  IOJUEHOBBIX  JKUPHBIX  KHUCIOT,
BHIpa0aTHIBAEMBIC BO BCEX THIAX KICTOK B KOHIEHTpamumue Gomee 10°M OKasbIBAIOT pasindHbIC
ounosiornyeckue 3PHeKThI.

Brlie nepeuncieHHble CBUAECTEIBCTBYET O HIMPOKOM OMOJIOTHYECKOM IEHCTBUU JIUIUIOB.

B oprannzme nunupl BEIIOTHSIOT BaXHbIE (QYHKIUU:

1. CocTaBisitOT CTPYKTYPHYIO OCHOBY OMOMeMOpaH.

2. O6ecrieunBalOT MPOHUIIAEMOCTh OMOJOTHIYECKIX MEMOpaH.

3. Y4acTByIOT B IPOBEEHUN HEPBHBIX UMITYJIBCOB.

4, Y4acTBYIOT B 00€CTICUCHUH MEKKJIETOUYHOI'O KOHTAKTA.

5. B opranusmMe BBINOJIHSIOT GYyHKIIUIO JHEPreTUUECKOTO 3amaca.
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6. OGecneunBaloOT MOCTYIUIEHUE U YCBOCHUE B OPTaHU3M KUPOPACTBOPUMBIX BUTAMUHOB.

B TkaHsx 4denoBeka KOJIMYECTBO PA3JIMYHBIX KIIACCOB JMIIAJIOB PE3KO OTiIMYaercs. B xupoBou
TKaHU KUPbI coaepxkarcs 10 75% cyxoro Beca. B HepBHOM TkaHu JMnuabl conepxarcs 10 50% cyxoro
BECa, OCHOBHYIO YacCTh KOTOPBIX COCTaBIAIOT Qocdonunuasivi chunromuenunsl (30%), xonecrepo
(10%), ramrmmosmapin 1iepedbposunsl (7%). B medennm HOpme oOIee KOJIMYECTBO JIMMHIOB HE
npesbimaet10-13%.

Hapymenne oOMeHa TUIUA0B MPUBOIUT K Pa3BUTHIO PA3IMYHBIX 3a00JIEBAHMIA, HO CPEIH JIFOICH
CaMbIMHUPACTIPOCTPAHEHHBIMHU SIBIISIFOTCS — OKUPEHHUE U aTEPOCKIEPO3.

Pa3znuuHble Ki1acchl JIMMUIOB MO CTPOEHHUIO U (PYHKLHUAM PE3KO OTIMYaloTca. B cocraBe MHOTHX
JUTUAOB COACPIKATCSA >KUPHBIE KHUCJIOTHI, CBSI3aHHBIE CIIOXHOY(PHUPHON CBS3BIO C TIHIIEPOIIOM,
X0JIECTEPOJIOM HJIM aMUJTHOM CBSA3BIO C aMUHOCITUPTOM — C(OUHTO3UHOM.

CTPOEHHUE U KITACCUOUKAIIUA
OCHOBHBIX JIMTINTOB YEJIOBEKA

B oprannsMe yenoBeka KUPHBIE KHUCIOTHI COAEPKAT YETHOE YUCIO YIIEPOJHBIX aTOMOB, 3TO
CBS3aHO C WX OWOCHMHTE30M, MPU KOTOPOM K YIJICBOJOPOJHOMY pATUKAILy KUPHOU KHUCIOTHI
MOCJIEIOBATEIBHO MPUCOECAUHSIIOTCS ABYYIJIEpOAHbIE (PpAarMEHTHI.

KupHble KHCIOTBI — CTPYKTYpHbIE KOMIIOHEHTBI pa3lMYHBIX JMNOHIOB. B  cocrase
TPHUAIWIITIUIEPOJIOB KUPHBIE KUCIOTHI BHITIOJHAIOT (DYHKITUIO JACTIO PHEPTUHU, TaK KaK WX PaaUKaIbl
coaepxkar Ooratbie sHeprued CH,-rpymmbl. Ilpu oxucnennn CH,-cBsizelt BbLIenseTCsS OoOJbIIe
SHEPIruM, YeM IMPU OKHUCICHUU YTJIEBOJOB, B KOTOPHIX aTOMBI YIJIEpOJia YK€ YaCTUYHO OKHCIICHBI (-
HCOH-). B cocraBe ¢dochonunuaoB U CPUHTOIUNUIOB KUPHbIE KHUCIOTHI 00pa3ys BHYTPEHHUI
ruApooOHBIN CJION, OompenensoT uX cBoWcTBa. [lpu HOpManabHON TemIepaType Tela >KHUpPbl U
dbochommmubl oOpraHu3Ma UMEIOT KUAKYIO KOHCHCTCHIINIO, TaK KaK HEHACHIIICHHBIC JKUPHBIE KACTIOTHI
npeo0IaaloT M0 CPAaBHEHHUIO C HACBIIIEHHBIMHU XKUPHBIMU KucioTamu. B dochomununax memOpan

COJICp’)KaHNE HEHACHIIIEHHBIX KUPHBIX KUCIOT MOXKET ObITh 710 80-85%, MOIKOKHO KUPOBOM CJIOE - JI0

60%.
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Copepxanrie CBOOOIHBIX, HEACTEPUDUIIMPOBAHHBIX KUPHBIX KUCIOT B OPTaHW3ME HEMHOTO, B
KPOBH OHU TPAHCHOPTUPYIOTCS B KOMIUIEKCE C aTbOyMUHOM.

MHorue KupHbIe KUCIOTHI B OPTaHU3Me UMEIOT YETHOE YMCIIO YIIIEPOJHBIX aTOMOB — OT 16 110
20 (Tabu). B nunmugax yemoBeka OCHOBHOW HACHIIICHHOHN XUPHON KUCIOTOH SBIISETCS MATbMUTHHOBAS
kucioTa (1o 30-35%). HenaceimmeHHbIe )KUPHBIE KUCIOTHI MOTYT OBITh MOHOCHOBBIMU (OJIHA JABOMHAS
CBsI3b) U MOJIMCHOBBIMH (71Ba U O0Jiee TBOMHBIX CBsizeli). Eciu B cocTaBe JKUPHON KUCIOTHI COIACPKUTCS
7Ba 1 OoJiee ABOMHBIX CBA3EH, TO OHU pacnonaratoTcs yepe3 CH,-rpymnmy.

MHorue XKUpHbIE KUCIOTHI CHHTE3UPYIOTCS B OPTaHU3ME, a TIOJIMEHOBBIC KHCIIOThI (JITHOJICBAs U
JIMHOJICHOBAs) HE CHHTE3UPYIOTCSA M TOJDKHBI TIOCTYMATh C MUIIEH. DTH KUPHBIE KUCIOTHl Ha3bIBAIOTCS
HE3aMEHUMBIMH WM 3CCEHIUANbHBIMA. OCHOBHBIMU HCTOYHHUKAMH TOJUEHOBBIX >KHUPHBIX KHUCIIOT
SIBJISIIOTCS] pACTUTEIBHBIE Macja U KUCIIOThI TUMNa ®-3 (TadJ1.).

AIWITIIMIEPOSIBI — CIOXHBIC dPUPHI TPEXaTOMHOTO CHHpPTa — TIIHMIEPOJa M JKUPHBIX KHUCIOT.
['murieposl MOXET CBSI3BIBATHCA C OJHOM, ABYMS WM TPEeMs KXUPHBIMH KHUCIOTaMH M 00pasyer
COOTBETCTBYIOIIME MOHO-, 11 win Tpuarmiriauuepoiasl (MAIL, JIAD, TAI'). OcHOBHYIO 4acTh JIUIHIOB
B OpraHU3Me 4YeJIOBeKa COCTAaBISIOT TpHALMIATIUIEposibl. OHU pe3epBUPYETCS B aAMIONUTaX U MpPH
TOJIOJJAHUY MCTION3YETCs B KAUECTBE CTOYHHUKA SHEPTUH.

CTPOEHHE U KNTACCUPHUKALIHSA
®OCPOJIMITNA0OB U CPUHTOJIMITN 0B

®dochomunuasl —pa3sHooOpa3zHas Tpynmna JUIOUAOB, COJEp)Kallle B CBOEM COCTAaBE OCTATOK
dbochopHoit kucHoThl. DPochonUIUILl ASIAT Ha TIULEepOodOCcOTUNHIbI, OCHOBY KOTOPBIX COCTABIISET
TPEXaTOMHBIN CIIUPT IIUILEPOJI, U Ha CUHTOIUIHIBI — IPOU3BOAHBIE AMUHOCIIUPTA — CUHTO3UHA.

®dochomunuasl 0061a1a10T aMPUPUIBHBIME CBOWCTBAMH, TaK KakK COACPKHUT adu(aTHUeCKUi
panukan u pasHble MoJisipHble Tpymnnbl. Doconunuabl Mo CBOUM CBOICTBAM COCTABISIOT HE TOJIBKO
OCHOBY KJIETOUYHBIX MEMOpaH, HO U BBINOJHSIOT JIpyrue (QpyHKIMU:00pa3yloT TUAPO(UIBHBIA CIIOM
CBIBOPOTOYHBIX JIMIIONPOTENHOB, HAXOAACh Ha BHYTPEHHEH MOBEPXHOCTH aJbBEOINPEIOTBPAIIAIOT UX

CJIMIIaHUC ITPHU BBIIOXC. HeKOTOpBIe (bOC(i)OJ'II/IHI/I}IBI Y4aCTBYCT B IIEpCaauc ropMOHaJIbHOTO CUIHaJa K
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kietke. ChuHromuenusl ABISAOTCS (HOCHOMUNUAOM, YUACTBYIOIIUM B (DOPMUPOBAHUHM MHUEITMHOBBIX
0007109€K HEPBHBIX KJIETOK M IPYTUX MEMOPAHHBIX CTPYKTYP.

I'munepodochoanmuabl.CTpykTypHass ocHoBa  raunepodocdonunumaos—  rauineposi. B
MoJieKkyJie rauiepodocoIunuaoB ABE KUPHBIE KUCIOTHI CIOKHOU 3(UPHON CBS3bIO B MIEPBOM U BO
BTOPOM TIOJIOKEHUSX CBSI3aHBI C TIUIEPOJIOM; B TPETHEM TOJIOKCHUHM HAXOAMUTCSI OCTAaTOK (hochopHOI
KHCIJIOTBI, B CBOIO OuY€pelb C HUM MOTYT OBITb COEIUHEHBI pa3Hble 3aMEHUTEIH, B OOJBIITMHCTBE
CIIy4aeT aMHHOCTIUPTHI (Tabi. 6-1). Ecau B TpeTheM MonI0KEeHNH HaXOAUTCS TOJBKO OCTaToK (ocdara,
rmtepodochommmu Ha3piBaeTcs GpochaTuaHol KuciaoToi. Ero octatok Ha3zpiBaroT «docharuaumom;
OH BXOAMT B Ha3BaHUE APYrux rniepodochoUnuIoB, MOCIe HETO YKa3bIBaeTCs HAa3BaHUE BEIIECTBA
COETMHEHOTO BMECTO aroma Bojopona (ocPopHOW KHUCIOTHI, Hampumep, GochaTuauidTaHOIAMUH,

dbochaTuaAMIXOIUH U Ap.

Tabnuua 6-1.
Knaccudmkauus rnmuepodocdonmnnaos n cPUHronunuaos
AIMIraunepossl Dochoanunuabl CohuHromnuasl
Tpuaruiarauieposibt I'munepodochomunuas: Cdunromuenmabr*
JIanuiriniepossl docharuauaxonuH [mukoaunuabL:
MoHOauUATIUIEPOITBI ®docharunuiacepux Lepebpo3uas
docharuauniTaHOTAMIH ['mo603u B!
dochaTuauArIHIepo Cynbhatuabt
docharunummHozuTONOHCHOChHaT lanrnuo3uabt
docdaTtuanas KuciorTa
Kapaunonunun (mudocdaruaunrinieposr)
f|3|i 0
O H,C—O0—C—R, 0 HQC:—O—-(E—HH

®ochaTugHas KHCI0TA

| |

|
5=

T'muepodochoannun

HyC—O—P—0—

R3
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B opranuszme ¢ocdaTtunHas KHCI0Ta B CBOOOJHOM BHJIE€ BCTPEUAETCS PEIKO, OHA SIBISETCS
NPOMEXKYTOUHBIM  BEIIECTBOM B CHHTE3€ TPUALMITIUIEPOJOB M  riauuepodochonumnuaos.
I'muuepodochonunmunax, Kak U TPUALMUITIULEPOIAX, BO BTOPOM IOJIO)KEHUU HAXOASATCS MOJIMEHOBBIE
KHUCJIOTBI; B MoJieKyse (ocaTUIUIXOJIMHA, BXOIAILIETO B CTPYKTYpy MEMOpaH, yalle BCEro 3T0 —
apaxunoHoBas KucioTta. JKHpHBIE KHCIOTBI, BXOJSIIME B COCTaB MeMOpaHHBIX (ochonunuaos
YeJI0OBEKA, OTIMYAIOTCS OOJBIINM COAEPKAHMEM IOJIMEHOBBIX KUCIOT (10 80-85%), B CBA3M C 4eM
o0OecrieunBaeTcss  KUAKOCTHOCTh  THAPOPOOHOrO  cios,HeoOxomuMasuigs  (QyHKIMOHUPOBAHHUS
MEMOpaHHBIX OEIKOB.

ITnazmagorensl. Iliasmanorensl — pocoaunuabl B MOJIEKYJIE KOTOPBIX B IIEPBOM IMOJIOKEHUU
TJIMIIEPOJIa BMECTO JKHPHOW KHCIOTHI COeAuHEHa anudarhdeckas Ienb COUpTa MPOCTON APupHOU
CBS3BIO.

JIna mia3mManoreHoB CBOMCTBEHHBIM IPU3HAK — HAJIMYME JBOWHOM CBSA3M B AJKWIHOM TIpyIIle
MEXIy INEpBBIM M BTOpPbIM aromMamu yriuepoaa. [lma3mamorensl aenaTbcss Ha 3 TPYIIIBL
dbocharunanpdTaHoIaMUHBI,  dochaTuaaIbXoauHbin  pocdaTuganbcepunbl.  [lna3manoreHsl B
MeMOpaHax HEpBHOHM TKaHU cocTaBisiloT 10% dochomunumos; UX 0COOEHHO MHOTO B MHUEIMHOBOM
000JI04KE HEPBHBIX KIIETOK.

0 Hy,C—O—CH=CH—R,
Rg—y)-—O—CH iIC|)
HyG—0—P—0—CHy—CH;—N (CHg)g
O-

DochaTuaaabX0JMUH (MJ1a3MAJIOTeH)

Hekotopple mima3MalioreHsl B KayeCTBE MEIMATOPOB OKAa3bIBAIOT CHJIBHOE OHOJIOTHYECKOE
nevicteue. Hanpumep, tpombouut aktuBupyronmid ¢aktop (TAD) cTuMynupyer arperamuro

TpoMOOIIMTOB. TAD OT APYrux IMjia3MajoreHOB OTIMYAETCS OTCYTCTBUEM JABOMHOM CBSA3U B JIKUIIHOM
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pagvkane M MPUCYTCTBUEM AlETWIBHOW TPYNIbl BMECTO JKUPHOM KHUCJIOTBI Y BTOPOTO YIJIEPOLHOTO
aToMa IJIMIepoa.

TA® Beigensercss (arouUTUPYIONIMMU KIETKAMU B OTBET HA pa3[pakeHHe U CTUMYJIUPYET
arperanuio TPOMOOIIMTOB, TaKUM NYTEM YYacTBYeT B CBEPTHIBAaHUM KpoBU. Takxke 3TOT (akTop
oOecreunBaeT pa3BUTHE HEKOTOPHIX MPU3HAKOB BOCTIAJICHUS U AJUIEPIHUECKUX PEaKIIHA.

Counromumuabl. AMUHOCTIUPT CHUHIO3UH, COCTOSIUMN W3 18 aTOMOB yriepojaa, COIASPKHUT
TUAPOKCHIIbHBIE TPyNNbl U aMUHOTPYMNIy.CHUHTO3UH COCTaBISAET OOJBIIYIO TPYIIY JIUIUIOB, B HUX
KUpHasg KHUCIIOTa CBsA3aHa 4epe3 aMHuHOrpymmy. BemectBo oOpasymoomuiics mpu B3aUMOJEHCTBUH

C(UMHIO3MHA U )KUPHOUN KUCIOTHI HA3bIBACTCAKIEPAMUIOM).

ChuHrosumH

N
- ~

CH3—=(CHy);p—CH=CH -CH—('EH—NH——(l'T‘—F-?
OH (|:H2 L.

Knprasn
OH KucnoTa

B unepammupax kupHas KUCIOTa CBA3aHA aMMJIHOM CBSI3bIO, & TMJPOKCHIIbHBIE TPYIIbl MOTYT
CBSI3BIBATHCS JPYTUMH pajaukanamu. llepaMunibl OTIMYAIOTCS paguKaaMU SKUPHBIX KHCIIOT,
BXOASAIIUMU B UX cocTaB. OOBIYHO 3TO >KUPHBIE KUCIOTHI C JJIMHHOW lienbio — OoT 16 1o 18 aTtomos
yraepoja.

Counromuesimabl. Chunrommesun ooOpasyercss B pesyjbrare npucoenuHenusi KOH-rpymme
nepamuga GochopHON KHUCIOTHI, CBA3aHHOW ¢ XOMMHOM. C(HUHTOMUETMHBI — OCHOBHBIE KOMIIOHEHTBI
MUETUHAKIETOK Mo3ra, HepBHOU Tkanu. ChUHroMuenuHnl Kakriumepodochomumuabl 00aagatoT
aMm(puPIbHBIMA CBOMCTBAMHU, OOYCJIOBJICHHBIC, C OJHOW CTOPOHBI, PAIUKAIOM KXUPHOWU KHUCJIOTHI U

anuaTUIeCcKOM IENblo caMOro CPUHIO3MHA, a ¢ IPYroi — MoJIIPHON 00J1acThIO (PochOopHIIXOIHrHA.

CuHroamn

N
” ™~

CHy—(CH,),y—CH=CH —?H—(':H—NH—ﬁ—R
OH CHz o

| Kuphaa
0 Kncnota

|
®docdopHan —_—D
KucnoTa 0=P—0

l
O—CHz—CHz—N* (CHy),

P

"
XonuH
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Chunromueaun

Inmuxommmmuabl. [{epamuabsl — ocHOBa OOJNBIION TPYMIBI JUMIKUIOB — TIIMKOJUNUI0OB. Bomopon
TUAPOKCHIILHOM TPYIIIBI IIEpaMHUIa MOKET OOMEHSATHCS Pa3IMYHBIMU YTIEBOIHBIME (hparMeHTaMH, 3TO
ONPENEIISIET MPUHAIIEHKHOCTh TIMKOJIUNKUAA K ONPEACIEHHOMY Kiaccy. [ JTMKOIMNUIBI B OCHOBHOM
HAXOJATCA MeMOpaHe KJIETOK HEepBHOUM TkaHW. HasBaHus «11epeOpo3uapl» M «TaHTJIMO3U» YKa3bIBaeT
Ha TKaHW, OTKY/1a OHU BIIEPBBHIE OBLITN BBIICTICHBI.

Hepeoposunnl. Ilepebpo3uapiB  cBOEM  cocTtaBe coiepkar MoHocaxapuawl. [lIupoko
pacmpocTpaHeHbl 1EepeOpO3HIbl COAEpkKAllMe B COCTaBe TrajakTo3y (rajakTouepedpo3uia), TIIOKOo3a
comepxamme  (TiaokonepeOpo3ua)Malio  pacrpoctpaHeHbl.  Llepebpo3unbl  copepkaT — peako
BCTPEYAIONIMECS  JKUPHBIE  KHUCJIOTHI, HalpuMep, TrajakTonepeOpo3us (QpeHO3uH  COACPKUT
1IepeOPOHOBYIO KUCIIOTY — 2-THUIPOKCUKHCIIOTY, COIEPKAIIYI0 24 aToMa yriepoia

CohuHroanH
o

R
CH3—(CHg)ig—CH=CH—CH~—CH—N—C—CH(OH)—(CH,)9;— CHj3

N

XupHas kucnota
(uepebpoHoBaq kucnota)

FanakTosa 4

F.Hobwmm. lleUUU\Sl/l/_l,bl U1l LCPTUPLUSUAUE VU LJINYA1UA HAJin4nucM B CBOEM COCTaB€ HECKOJIBKUX
YTJICBOJHBIX OCTATKOB, COCI[I/IHéHHBIX HepaMuaoM:

mepamMua - III0K03a - rajJlakro3a - rajJakro3a - N-aIIBTI/IJIFa.]IaKTO3a
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Lepebpo3unpin 17100031161  HEUTpalibHblE COUHTOJUIUIBI, TaK KakKk OHU HE cojlepkar
3apsKEHHBIX TPYII.

Cyabparuapl. I'napokcens y Tperbero yrijiepoaHoro aroMa MOHOCaXapuia, BXOAAIIEr0 B COCTAB
nepedpo3uIa, MOXKET CBSI3bIBATH OCTATOK CEPHOl KHCIOTHI, T.e. cyjdbdarupoBarbes. [lpu sToMm
oOpasytorcs cynbdaTuipl, 00JaJaronIie CBOWCTBAMHU KHUCIOT. B ¢dusmomornueckux 3HaueHus pH
OCTaTOK CyJb()aTUPOBAHHOTO YIJIEBOJAa UMEET OTpuuaTeabHbIi 3apsa. [Ipumepno 25% uepeOpo3uabt
MO3Ta SBJISIOTCS CYyb(haTUPOBAaHHBIMEH TPOU3BOAHBIMU. Cynb(aTuabl OOJBIIOM KOJUYECTBE COACP-
aTcsl OEJIOM BEIECTBE MO3ra.

l'anrimo3uapl — JUNOHABI, MMEKOIIME CIOXKHYI CTpYyKTypy. OHHM COZepKaT HECKOJIBbKO
YIJIEBOJHBIX OCTATKOB, CPEAN KOTOPBIX BCTpedaeTcs: N-aleTuiHepaMruHoBas Kuciiora. HelipamuHoBas
KHUCJIOTA COAEPKUT 9 yIriIepoaHBIX aTOMOB M BXOJIUT B TPYNIYy CHATOBBIX KUCIOT.

INanrmosug CnyMOXKHO MPEICTaBUTh CAEAYIOIUM 00pa3oM:

[anakTosa miokoza
A

CHo0H GH,OH
0] 0
i . N CeuHroaun
0. NoH H ~

c_l‘,HQOH H H O—CHT—CI‘,H—(IZH—CH-‘—CH'-(CHE),Q—CH3
HCOH & H OH H OH rluH OH

I CcO es

HCOH L0

0 R

MH

OH H 0

H3C—C—NH
1] H H
= I'aaranosug

N-aueTunHelipamuHoBas kucnoTa

[anrnuo3uasl  BCTpeHaroTCA — IJIa3MAaTHUYECKHX MeMOpaHax dOpHUTPOIUMTOB, TeMaTOIMTOB,
cele3éHKU W Apyrux opraHoB. OcHOBHas (YHKIMS TaHTJIMO3UIOB 3aKIHOYAETCS B OCYIIECTBICHUU
MEXKJIETOYHOTO KOHTakTa. HeKOTOphie TaHTJIMO3HIBI SBISIOTCS CHEHU(PUYHBIME PELENTOPAMH psiaa
OaKTepUabHBIX TOKCUHOB.

CTEPOH/IBI
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Crepousbl —pPOU3BOJHBIE BOCCTAHOBJIEHHBIX UMKIMYECKHX KOHICHCUPOBAHHBIX CHCTEM —
UKJIOTIEHTAaHIEPTrUAPOPEHAHTPEHOB.

B opranusme 4yenoBeka OCHOBHOM CTEpOHMJ — XOJECTEPOJI, APYrue CTEPOUJIbI SIBISIOTCS €ro
pou3BOAHBIMU. PacTenust, rpuObl U APOXOKU HE CUHHTE3UPYIOT X0JIECTEPOJIa, HO B OPraHU3Me YeIOBeKa
o0pa3yloTcsi HE YCBOsIeMble pa3IuyHble (UTOCTEPOS M MHUKOCTEpOJbl. bakrepum HE MOTYT
CHUHTE3UPOBATH CTEPOUIOB.

XosecTtepoa BXOJUT B COCTaB MeMOpaH M MOBBIIIAET >KECTKOCTh CTPYKTYphl Ouciosa. U3
XOJIECTEPOJIa CUHTE3UPYIOTCS JKEITYHBIE KUCJIOTBI, CTEPOHIHbIE TOPMOHBI M BUTamMuH Dj3.Hapymienue
oOMeHa xoJiecTepoJia MPUBOAUT K Pa3BUTHIO aT€POCKIIEPO3a.

XoJiectepos 00pa3oBaH U3 4 KOHIEHCUPOBAHHBIX, 0003HAUYEHHBIX JaTHHCKUMH OykBamu A, B, C,
D xounbliamu, B 00KOBOM pa3BeTBIEHHON LIETIH B 17-0OM MOJ0KEHUU COACPKUT 8 YIIIEPOJHBIX aTOMOB, 2
«aHTYJSIpHBIE» MeTWIbHBIC Tpynnbl (18 u 19) u ruapokcwibHyO rpynmny B nojoxenuu 3. Hamuuwne
TUAPOKCUIIBHOM TPyNIbl JAET BO3MOXKHOCTh OTHECTH XOJIECTEPOI K CIIMPTaM, O3TOMY €ro MpaBHJIbHOE
XUMHUYECKOE Ha3BaHHUE «XOJIECTEPOJI», HO B MEIUIMHCKOW JIUTEpaType 4allle UCIOJIb3YETCS TEPMUH
«XOJIECTEPUHY.

[Ipu coenuHeHMM K XOJECTEPUHY MOJIEKYJbl >KUPHOM KHUCIOTHI dYepe3 IPUPHYIO CBS3b

TUAPOKCUIIBLHYIO TPYIIY 00pa3yeTcs 3pup xosnecTepora:

\/\<

R —@—0
——

OcTaToK XUpHOH
KMUCNOTHI

Jdup xosiecTepuHa (Xo0JiecTepua)

Xosectepon HEITEPUPUIIMPOBAHHOM BHUJIE BXOJUT B COCTaB PA3JIUYHBIX KJIETOYHBIX MEMOpaH.
['mapokcunpHas Tpymma XoJecTeposia oOpalieHa BOJHOMY CJOI0, XECTKas TUApPO(OOHAsT YacTh

MOJIEKYJIbI OTPYXEHA BO BHYTPEHHUN rUAPOGOOHBIN C10i MEMOpaHBI.
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B xpoBu 2/3 yacte xoisiecTeposia HaxOAWUTCS B ATEpUPUIMPOBAHHOM Buae u 1/3 — B Buie
CBOOOHOTOXOJECTEpOoIia. B HEKOTOPHIX KiI€TKaX, HapUMEp, IEYeHH, KOPKOBOM CIIO€ HAITOUYEYHUKOB,
MOJIOBBIX JKeJie3ax A(Uphl XoJiecTepotia ciyx)aT (opMoii ero AenoHupoBaHus. B 3Tux meno xojgectepos
VCTIOJIB3YETCS I CHHTE3A JKEITYHBIX KUCIIOT U CTEPOUIHBIX TOPMOHOB.

Kesrunbie kuca0ThI. 7KeTuHbIe KUCJIOTHI 00J1aJA0T MOBEPXHOCTHO-AKTUBHBIMHM CBOHCTBAMHU M
NpH NepeBAPpUBAHUM JIMIIWIOB MX 3MYJIbIMPYIOT, CO3AI0T YCJIOBUS LISl ICHCTBUS NMAHKPEaTHYeCKOn
Junasbl.KequHple KHUCIOTHI — MPOU3BOAHBIC XOJIECTEpOJia C MSATHYIJIEPOJHOM OOKOBOM IIETbIO B
noyiokeHun 17, KoTopasi 3aKaHUMBaeTCS KapOOKCWIBHOW rpymmoi. B opranmsme uyenoBeka
CUHTE3UPYIOTCS JIBa TUIA KEITUHBIX KUCIOT: X0JIeBasi, KOTOPasi COEPKUT TPU KapOOKCHIIbHBIE TPYIIIIbI
B nosiokeHusax 3, 7 u 10, 1 XeHOEe30KCUX0JIeBasA, KOTOpasi CONEPKUT J1B€ KapOOKCHIIbHBIE TPYIIIHI B

HOJIOKEHUIX 3 1 7.

GHg CHg
Y i == - I
i—‘(:’ CH CH—CHo-CH4sCOOH CH-CHy

XoJieBa

-
-

HO

"OH

Tak kak kapOOKCWJIbHAs TpyIIa 3TUX XKETYHBIX KUCIOT UMEIT pK~6, OHM HE MOJHOCTBIO
JMCCOLIMMPOBAHBI MTPU (HPU3UOJIOTMUECKUX 3HAYEHUSAX pH B KUIIEUHUKE U HE ABISIIOTCSA 3P PEKTUBHBIMU
AMYJIbTaTOpaMH. OMYJIBIHPYIOIIEE CBOMCTBO JKEIYHBIX KHUCIOT TOBBIIIAETCS 3a CYET peaKlHnu
KOHBIOTAIIMM B MIEUYECHHU, MTPU ITOM K KapOOKCHIIBHON TPYIIIIE KEITYHBIX KUCIOT pu pH KulleuHoro coxa

IMPUCOCAUHAIOTCA IMOJIHOCTBIO HOHU3UPOBAHHBIC TAYPUH WUJIA I'TTMIIUH.

H—CH;—CH5—C=0

l\llH

CH
| 2
SO,H
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I'nukoxoseBasi KUCI0TA TaypoxoJasi Kucjaora

OTH POU3BOIHBIE — KOHBIOTHPOBAHHBIC KETUYHBIE KUCIOThI— OBIBAIOT B MOHHU3UPOBAHHOM BHJIC
¥ TI0O3TOMY Ha3bIBAIOTCS JKEITYHBIMH KUCJIO0TamMH. VIMEHHO OHU B KHUIIIEUHUKE SIBISIOTCS OCHOBHBIMU
AMYJIbraTOPAMH KHUPOB.

3HAYEHMUE JIUIIU10OB B IMTAHUU

Jlunuael coctaBisitoT 15% maccsl opranusMma. JIMnuasl opraHu3ma JeisiTcs Ha JIBE TPYIIIIbL:
pe3epBHbIE (3aMacHble) JTUMUALI W IUTOIIIa3MaTUYECKUE JUMUAbL. Pe3epBHbIE JTUMUILI 00JaIalo0T
CBOICTBOM OBICTPO OOMEHHMBATHCA U UX COCTAaB 3aBUCHUT OT JIMIUIOB MpUHUMaeMou nuiu. HaoGopor,
COCTaB LUTOIJIA3MATUYECKUX JIUMUJOB MPU JIUTEILHOM TOJOJAHUM TOYTH HE H3MEHSETCs, HX
COCTABIISIFOT JIMIU/IBI BXOJIAIIME B OCHOBHOM B COCTaB MEMOPAH.

Yenoek BecoM 70 Kr goipkeH npuHuMarh 90 T JMOHMAOB PACTUTEIBHOTO M YKUBOTHOTO
npoucxoxjenus. I[loTpeOHOCTh B JMMOMAAX 3aBUCUT OT JACSTENBHOCTU 4eJIOBEKa. JHepreTudeckas
IIEHHOCTh JIMMHIOB BBIIIE, YEM YTIEBOOB U OenkoB. Tak, mpu okuciaeHuu 1 r nunuaa obpasyercs 38,9
kJx (9,3 kkan), a npu okucaenuu 1 r yrneBogamwnu 1 r 6enka — 17,2 kJ{x (4,1 kkana) SHEpruu.

INEPEBAPUBAHUE JIMIIU/10OB

Jlunuael ruaponu3yroTes auna3zoi. Tak Kak CllfoHa HE COAEP)KUT JUNa3y, TO JUIUABI HE MOTYT
nepeBapuBaThca B nosioctu pra. OntumansHas pH cpensl nos nunasel paBHa 5,5-7,5. KuciaoTHocTh
YKETyI0OYHOTO COKa B3pOCIIOTO uesoBeka paBHsiercs 1,5-2,0, ciepoBaTenbHO, aumnasza (KemyaoyHas) B
KemyJake (OHa MMEETCsl B COCTaBE JKENyIOYHOTO COKa) He MOXKET HOPMalbHO (DYHKIIMOHMpPOBaTh. B
KETyJKe JeTel MIIaIIero Bo3pacTa JUMUAbl PACIICIUISIOTCS, TaK KaK MPUHSTHIC JIMMHUIBI SIBISIOTCS
JUMHUIaMHA MOJIOKa, U OHM HAXOMSTCS B SMYJIbIHPOBAHHOM COCTOSIHMHU. boiee Toro, kazemH Mojoka
CBA3BIBasl KUCIIOTHI B JKENYyJIKE M3MEHSET Cpelly B cllabo IIeNouHylo0 cTopoHy. IlosTomy B kemyake
MIIaJICHIIa JIMIa3a MOXET (PYHKIMOHUPOBaTh. B kemyake omnpeaenéHHOE KOJIMYECTBO JIUIKIOB
TUAPOJIM3YIOTCS IO/ BIMSIHUEM “JIUIA3bI sI3bIKa” (JIMHTBAJIbHAS JIMTIa3a). DTOT (PEPMEHT CUHTE3UPYETCS

B K€JIC3aX I[OpC&J'IBHOfI HYaCTHu A3bIKa H YCTOﬁqHBBI KHCJIOU pH KCIIyAOYHOT'O COKa. HOE)TOMy OH B
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KETyIKe NEUCTBYEeT Ha JNUNUAbl B TeueHue 1-2 daca. Ho sta nunasza B mepeBapyMBaHUM JUIUAIOB Y
B3pOCJIBIX OOJIBIIOTO 3HAYEHHS HE UMEET.

VY B3poCIBIX NIOAEH JUINUIbI PACIHICIUISIIOTCS, B OCHOBHOM, B TOHKOM KHIIeYHHKE. [Ipum
MOCTYIUIEHUM MHIIM B KEIYJOK, a 3aTEM B KHUIIEYHUK KIETKHA CIM3UCTOM TOHKOTO KHILIEYHUK
CEKPETUPYIOT B KPOBb MENTUAHBIA TOPMOH — XOJIEHMCTOKUHUH (TTAHKPEO3UMUH). DTOT TOPMOH BIIUSIS
Ha DK30KPUHHBIE KIETKHM MOJKEITYIOYHOM JKEJEe3bl CTUMYIMPYET CEKPELUMIO IHUIIEBAPUTEIbHBIX
(dbepMEeHTOB U ACHCTBYS Ha JKEITYHBIN IMy3bIPh BBI3BIBAECT €T0 COKpaieHue. Jlpyrue KIeTKu CIU3UCTON
TOHKOTO KHUIIIEYHUMKA B OTBET Ha MOCTYIUICHHE KHCJBIX BEIIECTB M3 JKEJIyAKa BBIACISIOT TOPMOH
cekperrH. CeKpeTHH — TOPMOH NENTUIHON IPUPOIBI, CTUMYIUpPYET cekperuio oukapoonatoB (HCO3')
B COK IOJKEITyJOYHOM KEE3bI.

Cok MOJKEeTyIOYHOM JKeJie3bl BIMBAETCA B JBEHAJUATUIIEPCTHYH) KUIIKY M B €ro COCTaBe
uMeercs pepMeHT — aHKpeaTnyeckas aunasza. s qeiicTBus 3Toro ¢pepmMeHTa cpeia KUIEeyHOro coka
JOJDKHA OBITH C€7a00 IIENIOYHOW WIMNUABI JOJKHBI OBITh B O3MYJIBIHPOBAHHOM COCTOSIHHH.
Heltpanmu3anus CONSHOM KHUCJIOTHI, NOCTYNMUBIIAA W3 KEIYyJKa, OCYIIECTBISIETCS C IOMOLIBIO
OnKapOOHATOB TAHKPEATUYECKOTO COKA BBIICTSIONMAECS W3 SIUTETUATBHBIX KJIETOK KaHAJBIEB U
IIPOTOKOB, BBIXOIAIINX U3 AllUHYCOB:

H+ + HCO3_—> H2C03 — Hzo + COzT

OcBoboxaronuics kapOooHaT aHTUAPU]T CTIOCOOCTBYET XOPOLIEMY MEPEMEIIMBAHUIO MUIIEBON
KaIlIALbl C NAHKPEaTUYECKUM COKOM.OIHOBPEMEHHO C ATUMH IPOLIECCAMH HAUMHAETCS 3MYJIbranus
KUPOB, TIOJ ICUCTBUEM COJIEU KEMYHBIX KUCIOT, KOTOPHIE MONAJAl0T B ABEHAILUATUIIEPCTHYIO KUIIKY
U3 TMe4YeHU B cocTaBe kemuu. ConM JKEIYHBIX KHCIOT 3HAYWTEIIBHO CHIKAKOT IOBEPXHOCTHOE
HATSDKEHUE Ha TIOBEPXHOCTH paszfienia <«KUP/BOAa» W 00pa3ylOTCS MUIIEIUIBI KEIYHBIX KHCIOT C
JKUPHBIMU KHUCJIOTaMU W MOHorMuepuaom. llaHkpeaTuueckass numnaza B IIOJIOCTh KHILIEYHHKA
BbIICIISIETCS] BMecTe ¢ OenkoM Konuna3zoi. Konumasa B mosocTe KUIIEYHUKA TTOCTYNAET B HEAKTUBHOM
BUJIE W TMyTEM 4YacTUYHOTO TMPOTEOJIU3a TNEepexoAuT B akTuBHyr (opmy. Komumnaza cBoum

ruApoOOHBIM JJOMEHOM CBSI3bIBAETCS MOBEPXHOCTHIO AMYJIBIUPOBAHHBIX KUPOBBIX MHIEII. Jpyras
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9acTh MOJIEKYJIbI U3MEHSIET KOH(POPMAIIMIO TaHKPEAaTHUECKOH JINMAa3bl, B Pe3yJbTaTe 3TOr0 aKTHUBHBIH
IEHTP (PepMEHTa MAKCUMAJIBHO MPUOIIIKACTCS aKTUBHOMY IIEHTPY CBOMX CyOCTpaTOB — MOJICKYJaM
JMTHJIOB, TIOATOMY PEaKIUs THAPOIIN3a JIUIHI0B PE3KO BO3pPACTACT.

[TankpeaTnueckas JMIa3a MOXET KaTaJW3upOBaTh TOJBKO THUAPOIHM3 S(PUPHBIX CBSI3EH B O-
MOJIOKEHUH, TOATOMY oOOpa3yeTcss [-MOHOTIMIEPUI W JIBE€ MOJIEKYJbl JKUPHOW KHCIOTHL. B
MaHKPEATHYECKOM COKE COJEPXKHUTCA (EPMEHT, KaTalu3UpPYIOUINH BHYTPHUMOJCKYJISPHBIA TEPEHOC
anuia w3 [-TOJOKEHUS MOHOTJMIIEpHUJIA B O-TIOJIOKEHUE — MOHOTIUIEpUAHAs wu3omepasza. OnHa
peBpalniaeT MpUMEPHO TPETh f-MOHOTIIMIIEPUIA B 0.-MOHOTIIAIIEpHU. bosbIias 9acTh 0-MOHOTJIHIICPH-
JIOB pacIISIUISIETCS 10 KOHEUHBIX MPOIYKTOB — IIMIIEPUHA U KUPHON KUCIIOTHI, aMEHBIIIasi — YCTIIeBACT
BCOCATHCS B CTEHKY TOHKOW KHIIIKY, MUHYSI BO3JICHCTBHE JIUTIA3HI.

Pacmierienne ¢ochomunuaoB mpoucxoauT mnoxa AedctBueM ¢ocdoaumnas. docdonumnaza B
KHIIIEYHUK BBIICTSETCS B BHJIE MPOQPEPMEHTA U B TIOJIOCTH KHUIIEYHHUKA MTyTEM YaCTUYHOTO MPOTEOJIH3a
aktuupyeTtcs. [ mposiBieHuss akTuBHOCTH (hochonumas HeoOX0 UMbl MOHBI KAJTBITHS.

®ocponmnaza A, pacieriser SQUpHY CBs3b B MOJEKYJIe (Gocoriuiepuia Mex 1y INepBbM

aATOMOM TIJIMOCPHUHA U )KI/IpHOﬁ KHCJIOTOM.

docdonunaza A, OTIIeTLIISIS KUPHYIO KHUCIIOTY BO BTOPOM MOJIOKEHU U

dbochormunepugaodbpazyer nauzodocdaruna. Takas docdonumaza comepKUTcst OOJNBIIOM KOJUYECTBE
A€ 3MeH, Mayka KapakypTa, B pe3ylbTaTe HUX JeHCTBUS oOpasyrommiics mau3zodochaTuamixoaus
BBI3BIBACT TE€MOJIN3 SPUTPOIIUTOB.

®ochomumaza C B Monekyne Qochormunepuna pacuiermiseT CBsI3b MEXIY TPETHUM aTOMOM
yriaepoja MIULepruHa U 0CTaTKOM (POCHOPHOM KHCIOTHI.

®docdonunaza [l B Mosekyse Gocdoriauiepuia pacierisaeT cBs3b Mex1y GocPopHON KUCITOTOM

N a30TUCTBIM OCHOBAHUECM:

Pocgonunasa A,

lo
Il
O CHE_O-C"H|
I | docponmnnasa D
R-C-O-CH O
| lll
CHE_O“P_O'X
@ocponunasa Az |
OH
®ocponunasa C
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B cocraBe nuiu xonectepos ObIBa€T B OCHOBHOM B BUJE 3dupa. ['naponus 3gpupos xonecrepoia
IPOUCXOAUT MOJ BIMSHUEM (EpPMEHTa XOJIECTEPOJICTEPaA3bl, CHHTE3UPYIOIIUNCA B MOJHKEITYI0YHOM
JKE€JIe3€ U B COCTABE NMAHKPEATHYECKOIO0 COKa MOCTYIAIOUIMK B KUIIEYHUK. B pesynprare ruaposmnsa
MOSIBIISICTCS XOJIECTEPOI U JKUPHBIE KUCIIOTHI.

[IpoaykTsl THAPONM3a JIUMUIOB — >KUPHBIE KHUCIOTHI C JJIMHHOM YTJIEBOJOPOIHOMIIENBIO, 2-
MOHOALWJITJIMIIEPOJIBI, XOJECTEPOJ, a TAKXKE JKEIYHbIE KHCIOTHI B IOJOCTH KHUIIEYHHKA OOpa3yroT
COEIMHEHUS], KOTOPbIE HA3bIBAIOTCS CMEIIAaHHBIMU MULIEIIaMU. B cMemaHHbIX Muneniax ruapodooHast
4acTh MOJIEKYJ OOpallieHa BO BHYTPb MHIIEIUI, a TUAPO(UIbHAS — HApPYXy, MO3TOMY OHH XOPOIIO
pacTBOPSIOTCA BOJHOM (pa3e MOJOCTU TOHKOTO KHIlleyHHKA. CTaOMIbHOCTh MULEUT OOECIEUnBaOT B
OCHOBHOM COJIM JKE€ITYHBIX KUCJIOT.

BCACBIBAHUE JTUIINTOB "
PECUHTE3 B CTEHKE KUIIEYHUKA

Munennsl TpUOMIKAIOTCA K OOKJIAJ0YHBIM KJIETKaM CIM3UCTOW TOHKOTO KHUIIEYHUKA M|
JUMHIHBIE COCTaBHbIE YacTH TUGGYHAUPYIOT B MeMOpaHy, yepe3 MeMOpaHy MPOHUKAIOT BO BHYTPb
KJIeTKH. BMecTe ¢ mpoayKkTamu ruApoimn3a JIMIKAI0B BCAChIBAIOTCA KUPOPACTBOPUMBIC BUTAMUHBI — A,
I, E u K. B noaB3101IHON KHUIIIKE COJMM MKETYHBIX KUCIOT AKTUBHO BCACHIBAIOTCS B KPOBb. 3aTeM
JKEJTYHBIE KHUCIJIOTBI Yepe3 BOPOTHYIO BEHY JOCTAaBISIOTCS B II€YEHb, U3 NIEYCHHU BBIACIISIOTCS BHOBb B
YKEITYHBIN ITy3bIPb U IIOBTOPHO YYACTBYIOT B OMYJIbTUPOBAHUY JIMIIUIOB. TakOW MyTh KETYHBIX KUCIIOT
HAa3bIBACTCA <«OHTEPOrenaruyeckKod IMpKyIsuuein». Kaxnasa Moseky/a KeT4YHON KHUCIOTHI B CYTKHU

MPOXOIUT 5-8 HUKIIOB, MPUMEPHO 5% KeTYHBIX KHCJIOT BhIAeJIsieTcs ¢ KajsoM(puc. 6-1).
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Puc. 6-1. DHTeporenaTnyeckuii MyTh KeJTYHBIX KHCJIOT.
1. ITeyens; 2. XKemunbiii ny3biph; 3. BopoTHas BeHa;4. KuneyHuk.

BcacwiBanue XKUPHBIX KUCJIOT CPEIHEH JUTMHBI, HAPUMEDP, 00pa3yroIIrecs Ipy MepeBapruBaHUH
JMMHIOB MOJIOKA, MPOUCXOAUT O€3 ydJacTHsl MUIIEII. DTH KUPHBIE KUCIOTHI M3 KJIETOK CIIM3HCTOM
TOHKOTO KHIIIEYHUKA TIOCTYMAOT B KPOBb, CBA3BIBASCH C AIbLOYMHUHOM TPAaHCIOPTUPYIOTCS B TICUCHb.

N3 rounepuHa, 2-MOHOANMITIIMIIEPOJIA W SKUPHBIX KHUCJIOT B SHTEPOIMTAX CHUHTE3UPYIOTCS
TPHALUITIUIEPOIIBI ¥ TIOCTIEI0BATEIHPHOCT 3TON PEAKIINN HA3bIBACTCS PECUHTE30M. JKUPHBIE KHUCIOTHI
B PECHHTE3€ YYAaCTBYIOT TOJBKO B aKTUBUPOBAHHOM, T.€. B BHJIE€ MPOU3BOJHOTO C KO3H3UM A
COCTOSIHUH

R-COOH + AT® + HS-KoA — R-CO-S-KoA + AM® + H4P,04

Peakmuss katammsupyercs ¢epmentom armin-KoA-cunareraszoii. [nmrepun ydacTByromui B

pecuHTe3e MpeBpaiaeTcs B rmiepos-3-gocdar GepMeHTOM TIIUIEPOTKUHAZOM:
I'munepun + AT® — raunepon-3-pochar +A D

['munepon-3-gocdary npu mnomomu amnuiaTpaHcdepas COCIUHSAIOTCA KHUPHBIE KHCIOTHI H

obpazyeTtcs hochaTuaHas KUCIOTA:
riuuepoi-3-pocdar +2R-CO-S-KoA—docharuanas kuciora + 2HS-KoA

B pesynerate nedictBus docdanatr docdarazsl Ha GochaTHAHYIO KUCIOTY 0O0pasyercs

TUTTUTICPUT;:
dbocdaruaHas kucnora — nurimnepun +P,

[Tox meiicTBueM auTIMIIEpOJAIMIITPAHC(EPa3bl MUTIIAIEPHUIY MPUCOSAUHICTCS 3-1 MOJIEKyJa

KUPHOM KUCIIOTHI U 00pa3yeTcs TPUALMITIULEPOIT:
Hurnunepun + R-CO-S-KoA — tpuarnunrnunepon + HS-KoA
B peakumsix pecuHTE3a yYacTBYIOT TOJIBKO >KMPHBIC KHCJIOTHI C JJIMHHOW YTJIEBOJOPOIHOM

OCIIBIO. B PECUHTE3C JIMIINAOB YHACTBYIOT HC TOJIBKO BCOCABIIMCCA M3 KUIICYHHUKA KUPHBIC KUCJIOTHI,
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HO JKUPHBIE KHUCJIOTHI, CHHTE3UPOBAHHBIE B OPraHU3ME, IMOITOMY PECUHTE3UPOBAHHBIE JUIUbI
OTJINYAIOTCA OT JIMITUOB TUIIH.

B kneTkax clIM3uCTON TOHKOTO KUIIEYHUKA MOJIEKYJIbI BCOCABILETOCS XOJIECTEPOIIA COEAUHSSCH C
ai-KoA mpeBpamatorcss B 3Qupbl. Ty peakluio KaTaIU3UpyeT alMIXoJiecTeposialuiTpancdepasa
(AXAT). AxtuBHOCTH 3TOrO (PepMeHTa 3aBHCUT OT KOJUYECTBA, ITOCTYIMAIOIIETO B OpPraHU3M
AK30I€HHOTO X0JIECTEPOJIA.

OBPA3OBAHME XNJIOMUKPOHOB

B snuTenuanbHBIX KIETKaX TOHKOTO KUIIEYHHUKA PECUHTE3UPOBAHHbBIC JIUMUIBI, a TAaKKe dPHUPHI
X0JIECTEpOJIa, KUPOPACTBOPUMBIE BUTAMUHBI, OCTYNUBIIKE C MUIIECH, 00pa3yroT JUNONPOTEHHOBBIE
KOMIUTIEKCHI — XWJIOMUKpPOHBI (XM). OcHOBHBIN Oenok (amonporenH) XM — anoB-48. Drtor Oenok
3akoaupoBaH B reHe amo B-100 — Oenka gumompoTenaoB OodeHb HHU3KoM rmotHocTH (JITIOHII),
CUHTE3MpPYEMOro B I€YeHU. B KuileyHuke B pe3yibTare MOCTTPAHCKPUMIIIMOHHBIX W3MEHEHUMN
cuuThIBaeTCs ToJbko 48% mimHbl mocneaoBarenbHoctd MPHK ot rena 6enka B-100, mostomy u 6emox
Ha3zbiBaeTcs anoB-48. benok anoB-48 cuHTEe3upyeTcs U MMKO3WINpYETCcs mepoxoBatoMm DP. 3aTeMm B
anmapate ['onpmxu dopmupytorcs XM. [TnotHocts XM ouenb HU3kas (Huxke 0,95),a— nuamerp odeHb
OOJIBIIION, TTOATOMY OHHM HE MOTYT MPOHUKATh B Kanwuisipel. XM audpyHaupyror B muMdaTHIECKyIO
CUCTEMY KUIICYHHKA, a U3 He€ — B TpyAHON nuMdarnueckuil npotok. M3 rpyaHoro numdpatuyeckoro
nporoka XM momamarT B KpPOBSHOE PYClO, T.€. C HMX IOMOIIBIO OCYIIECTBIIIETCS TPAHCHIOPT
AK30T€HHBIX TPUTIMUIEPUJIOB, XOJIECTEPUHA W YACTUYHO (OCQOJIUIUIOB U3 KHUILIEYHUKA B KpoBb. B
KpoBH XM B3aUMOJICHCTBYIOT € JumonpoTengaMu Boicokoi motHoctu (JIIIBII) u nmomydaroT oT HUX
anonrpotennsl E u C-1l. [Tocne s3Ttoro XM cuntaroTcs coO3peBIIMMU.

DHJIOTEHHO CUHTE3UPOBAHHBIE KUPbI B INeueHu yrnakoBbiBatroTcs B JIIIOHII m mocrtymaror B
KpoBb. Yxke uepe3 1-2 9 mocine mpuéMa MUIIM, COJEpKallel >Kupbl, HaOMIOAAaeTCs aluMEHTapHas
runepiauneMusi. IOTo  (U3MOJOTUYECKOE SIBJIEHHWE, XapaKTepusylolleecss B MEPBYIO OYepelb
IIOBBILICHUEM KOHLIEHTPALWW TPUTIIULIEPUIOB B KPOBHU U MosABICHUEM B HeW XM. Iluk anmumeHTapHOU

TUNEpIUIieMU HaOmomaeTcss 4yepe3 4-6 4 mocie npuémanumm, a ueped 10-12 u coxepkanue
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TPUIIIMLEPUAOB BO3BPAIIAETCA K HOPMaJIbHBIM BeJIMYMHAM U XM ITOJIHOCTBIO HCUYE3AI0T U3 KPOBSIHOIO
pycna. Ileuens u xupoBas TKaHb UTPAIOT HaubOoOJee CyIIeCTBEHHYIO poiib B cyanbe XM. [locnennue
cB00OAHO MUDPYHAUPYIOT U3 IIa3Mbl KPOBH B MEUYEHOUHbIE CUHYCOUABI. JlomyckaeTcs, YTO TUApOIn3
TpUrauuepuaoB XM NpOUCXOIUT KaK BHYTPHU IeMaTOIMTOB, Tak U HA UX noBepxHocTu. XM u JITTOHII
HE CMOCOOHBI MPOHUKATHh B KIIETKHU >KUPOBOM TKAaHM M MBI, B CBS3M C 3TUM HX TPUTIIULEPH]IBI
IIOJIBEPTarOTCs TMAPOJIM3Y HA IOBEPXHOCTH JHIOTENUS KAIWUIIPOB XUPOBOW TKAHW M MBIUIL] IIPU
y4acTuu pepMeHTa JIUMONPOTECHHIIUIIA3HI.

JIunonpoTenHNINna3a CUHTE3UPYETCS AAUNOUUTAMUA, MUOIIUTAMHU M KapJAHOMUOLUTAMH, a TAKXKE
psna apyruMu kinetkamu. OHa NPUKPEIUIAETCS Ha HAapYKHOM IOBEPXHOCTH DHAOTEIHAIBHBIX KIIETOK
KallWUIApOB, T/I€ HEMOCPEACTBEHHO KOHTAKTHPYET C KpoBblO. JlaHHBIA (epMEHT uMMeeT 2 ILEeHTpa:
LEHTP CBS3bIBAaHUS JIMIONPOTEHIOB M KATAIMTHYECKUM LEHTp Uil Tuaponusa kupoB. LleHtp
cBa3bIBaHus y3HaeT Oenok arno C-11 na XM u npoucxoaut cBsizbiBanne XM, nanee ano C-llaktuBupyer
KaTaJIUTUYeCKUN 1HEeHTp. PepMeHT HaYyHET TUIPOJIU3 KUPOB M OCBOOOKIAIOUINECS KUPHBIE KUCIOTHI
IIOCTYIAIOT B 4JIUIIOLNTHI WJIA MAOLIUTHI.

PaznooOpa3Hpie KOMOMHALMK JUOUAOB M OEJIKOB OOpa3ylOT YacTULbl PAa3sHOW IIOTHOCTH,
HaunHas ¢ XM U JUIONPOTEMHOB oO4YeHb HU3KOMW MioTtHoctd (JIIIOHII) wu 3akanuyuBas
JUNONPOTEMHAMU  O4YeHb  Bbicokol  miotHoctu  (JIIIOBII), KoTopble MOXHO  pa3ieluTh
yiIbTpaneHTpudyrupoBanieM. B HacTosiiee Bpems TUNONPOTEWHBI paznenstor Ha XM, JIITOHII,
JUNONPOTEUHBI npomexyTouHoi minotHoctu (JIIIIIIT), nunonporennsl HU3K0M TiotHOocTH (JIITHIT),
AUnonpoTerHsl BICOKOM moTHocTy (JITIBIT) m nunonpoTtenHsl oueHs Bbicokoi muiotHocTH (JITTIOBIT).
OpnHako 1151 KIIMHUKYA UMEIOT 3Ha4eHue ToJIbKo coaepxkanne XM, JITIOHTI, JITTHIT u JITIBII.

XUMHUYECKUI COCTaB U (PU3NYECKUE MTOKA3ATENN 3TUX JIMIONPOTEUI0B MPUBEIEHHI B (Ta0d. 6-2 U

6-3).

Tabdauua 6-2.
XHMMHYECKHI COCTAB OCHOBHBIX JIMIIONPOTEHHOB KPOBH YeJI0BEKA

CocrtasB, % Tunbl JIMNONPOTEHHOB
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XM JITOHIT JIITHII JIIBII
benku 2 10 22 50
dochomunuast 3 18 21 27
Xonectepon (Xc) 2 7 8 4
D¢pupsr Xc 3 10 42 16
TAT 85 95 7 3
Pdu3nyeckKne NoKa3areJJM0CHOBHBIX JIMIIOIIPOTCHHOB KPOBH Y€JI0BEKA
THINBI INNONPOTEHHOB
Ioxa3artenun
XM JITOHIT JHTHIIT JIIBII
DOyHKIAH Tpancnoprt nu- Tpancnopr Tpancnopt Vnanenune us-
MUI0B W3 KJIE-TOK | JIMITH- XoJecTeposa ObITKa XoOJecTe-
KHTICYHUKA JIOB CHHTE3HWPO- | B TKAHU pona 3 KIETOK
(3K30TCHHBIE BaHHBIX B U JIPYTUX JIUTIO-
JIATIATBI) [EYEHU npoteuHos. [lo-
(?HIIOTE€HHBIE HOp aronpoTeu-
JIUTIU/IBI) HoB E, A, C-,
C-ll
MecTo o0pa3oBaHus OnuTenuii Knerkn KpOBb Knertkn
TOHKOTO MeYeHU (JITTOHIT, (TOHKOTO
KUIICYHUKA JITIOHTII, KUIICYHUKA,
n JITITIIT) TICYCHHN)
IL1oTHOCTD, /M 0,92-0,98 0,96-1,00 1,00-1,06 1,06-1,21
Juamerp HM uacTun Boseiie 120 30-100 21-100 7-15
OcHOBHbBIE B-48 B-100 B-100 A-1
anoJaunonpo-
TEHHBI C-u C-u C-u
E E E

Tab6auua 6-3.

[Ipu peako BcTpewarouieiicss HaclIeCTBEHHOM 3a00JieBaHUM — JAeeKTe T'eHa anonporenHa B —

Hapymaercsa cuHTe3 B meueHu anoB-100 u kumeunuke anoB-48 Oenka. B pesynbprare B KieTKax

cauzucTor kumeynuka XM, a B mewenu JIIIOHII e oOpasytorcs. B kieTkax »TUX OpraHos

HaAKaJIUBAKTCA KaIlJIM JTUOUa0B. Takoe 3a00JIcBaHME HA3BIBACTCS a6eTaJII/IHOHpOTCI/IHeMI/ICI‘/’I, TaK KakK

BTropoe Ha3Banue JIIIOHII — mpe-B-nunonpoTenHsl.

JITIBII o6pa3yrorcs B nedeHu. [loa BiusHUEM HaXOAIIUKMCS HA MMOBEPXHOCTH ATOM YaCTHUIIBI U
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aKTUBUpYyeMblii amo Al  OenkomM—  (depMmenTanenuTuHxonecrepoianuirpancdepaspi(JIXAT),
CBOOOJHBIN X0JiecTepUH npeBpamaercs B xonectepull. llepuon nomyxkusnu JIIIBII B muiasme xkpoBu
paBeH 4 THSM U ero OOMEH YyCKOpsieTCs Mpu HeQPOTHUYECKOM CHUHIPOME, TUIEPTPUTIULEPUAEMUN U
yHOOTPeOJICHUH MUIIM O0TaToM yrieBOJaMHU.

VY xenmuH HaOmromaercs Oonee Boicokue 3HaueHus coaepkanus JIIIBII. Onu mosbimaroTcs
TaK)Ke MOJ| JCHCTBUEM 3CTPOre€HOB, (U3MUECKON aKTUBHOCTH, AIKOTOMIS. Y MY>KUUH MO CPABHEHUIO C
KEHIIMHAMHU, HAao00poT, Habmomaercst Oonee Hu3kue 3HaueHus coaepxkanust JIIIBIL. Ilonmxenue
conep>kanus JI[BII nabmogaercs Takxke Mo 1eHCTBUEM MPOTECTEPOHA, MPUOKUPEHUH, IPUEME TTUTITH
¢ OOJIBIIMM COJEPKAaHUEM YTIIEBOJIOB,CaXapHOM anabeTe,B pe3yibTaTe KypeHHUs.

Ocratkn XM, JIHIIEHHBIE OOJBIIMHCTBA CBOMX TPUALMITIMIEPUHOB, HO IOKA COJEpXKallue
XOJIECTEPHUH M allOJIUIIONPOTENHBI, OCTYMAT Y€pe3 KPOBb B MEUEHb, I/I€ MOTJIOMIAIOTCS B MPOLIECCE
SHAOIMTO3a NPU COJNECUCTBUU PELENTOPOB AMOJUIIONPOTEUHOB. T pHALUITIIMIIEPUHBI, TONAJAIOIINE
TaKUM MTyTéM B TI€YEHb, MOTYT OBITh OKHCIEHBI ISl TOJYYE€HHUS HSHEPTUU WU MPEIOCTaBICHHUS
MCXOJHBIX MOJIEKYJ Uil CHUHT€3a KETOHOBBIX Tei. Ecnum B panvoHe NHUTaHUS >KUPHBIX KHCIIOT
COJEPKUTCSL OOJbIIe, YeM MX TpeOyeTcs B KauecTBE HEMOCPEACTBEHHBIX HCTOUYHUKOB SHEPTUU WIH
MPEAIIECTBEHHUKOB MOJIEKYJ, B NEYEHW OHM MPEBPAIIAlOTCS B TPUALMITIULEPUHBI, KOTOPBIE CO
cnenuduyeckumMu anoyunonporenHamu ynakoBeiBaroTcss B JIIIOHIIL. Tlo xpoBoroky JITIOHII
JIOCTUTAIOT XKHUPOBBIX TKaHEH, T B aJUIMOIMUTAX TPUALMITIMIEPUHBI W3BJIEKAIOTCS U COOMpAIOTCS B
JUTIUIHBIE (KUPOBBIC) KaIlIH.

B TeueHue cyTkM H3MEHSIETCA COCTAaB JIMIONPOTEHUJIOB KPOBU. AOCOPOTHBHOM IEpUOJE
(0coOeHHO mpH NMpUEME KUPHOM MUIIM) B KPOBH MNOBbIIIAETCs cogep:kanne XM. Ilpu npuéme nunim
ooraroit yraeBojgamu oOpasyrorcs JIIIOHII, Tak xak oator JIII TpaHncmopTUpyeT JUIHUIBI,
CHUHTE3UpoBaHHbIe B neueHu. [loctabcopoTrBHOM nepuose B kpoBu ObiBatoT Toabko JIITHIT u JITIBII,
UX OCHOBHas (PYHKIUSI TPAHCTIOPT XOJecTepoia.

Heicreue JmmnonporenHmnasbl Ha XM. BkpoBW TpHaWITIIANEPOJIbI, BXOASIIUE B COCTAaB

3penbix XM, ruaponusyiorcss ¢depMeHToM Jnunonporennnunazou, win JII-numazoit. JIII-numasa
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CBA3aHAa C remapaHcyibdaroMm (rerepomnojiucaxapujioM), HaxOASIIUMCS Ha  IOBEPXHOCTH
SHAOTENNAIBHBIX KJIETOK, BBICTHJIAIOIIMX CTEHKH KallWLIAPOB KPOBEHOCHBIX cocyaoB. JIII-numasa
TUAPOJIU3YET MOJIEKYJIbI JKUPOB JI0 TIIMLEpOa U 3-X MOJIEKYJ )KUPHBIX KuciaoT. Ha nosepxnoctn XM
paznmuyaroT 2 ¢pakTopa, HeoOXoAUMBIX 111 akTuBHOCTH JIII-mumnaser — anoC-l1 u ¢pochomunuasr. AnoC-
Il akTuBHpyet pepmeHT, a GoCPOTUNUABI YIaCTBYIOT B CBA3BIBAHUM (pepMEHTa ¢ MOBEPXHOCThIO XM.

JIII-numa3a cuHTE3UPYyETCS B KIIETKAX MHOTUX TKAHEU: ) KUPOBOW, MBILLICYHOM, B JIETKUX, CEJIC3EH-
Ke, KJIeTKaX JaKTUpYyIoueil MojaouHo xene3bl. M3odepmentst JIII-muna3pl B pa3HbIX TKaHAX OTIHYa-
torcs no 3Hauenuto K, : JII1-nmumasa xupoBoii Tkanu umeeT B 10 pa3 6omee Beicokoe 3HaueHue K, gem,
Hanpumep, JllI-numaza cepama, mo3toMy ruaposin3 KupoB XM B KUPOBOW TKAHU IPOUCXOJUT B
a0copOTuBHBIN nepuo. KupHble KUCIOTHI MOCTYHAIOT B aJAUMOIUTHI U HCHOJIB3YIOTCS JJIsI CUHTE3a
*upoB. BnocTabcopOTUBHOM COCTOSIHUM, KOTJIa KOJIMYECTBO KUPOB B KpoBHU cHipkaercs, JIII-nmunaza
CEepAECYHOM MBILIIBI TPOJIOJKAET TMAPOJIN30BaTh KUpbI B coctase JIIIOHII, koTopble NpUCYTCTBYIOT B
KPOBU B HEOOJBIIIOM KOJUYECTBE, W KUPHBIC KUCIOTHI UCIOJIB3YIOTCS 3TOW TKAHBIO KAaK MCTOYHHKHU
DHEPI'UM, JAKE MNPHU HU3KOW KOHUEHTPALHU KUPOB B KpoBU. JI[I-1uma3el HET B IEYEHU, HO HA MOBEP-
XHOCTH KJIETOK 3TOTO OpraHa MMEeTCs JpYyrod (pepMeHT — Medy€HOYHAs JIMIa3a, He JEeHCTBYIOIIas Ha
3penbie XM, Ho ruapousytonas sxupsl B JIIITI, kotopsie o6pazyrorcs uz JIITOHII.

Cyab0a JKMPHBIX KHCJIOT, IVIMLEP0JIa U 0OCTATOYHBIX XMJIIOMUKPOHOB. B pesynbprare neiicreus JIII-
JUTasbl Ha KUPbl XM 00pa3yroTcs KUpHbIE KUCTOTH U rimiepos. OCHOBHAsI Macca KHPHBIX KUCIIOT
IPOHUKAET B TKaHU. ByxupoBoil TkaHu B aOCOPOTHMBHBIA MEPUO KUPHBIE KUCIOTHI JENOHUPYIOTCS B
BUJIC TPUAIMITIUIIEPOJIOB, B CEPACUYHON MBIIIIE U PabOTAIOMIUX CKEJIETHBIX MBIIIIAX HUCIOJIb3YIOTCS
KaK MCTOYHUK OJHepruu. Jlpyrod MNpOOYyKT TUAPOJIHM3A KUPOB, IJIULEPOJ, PACTBOPHUM B KpOBH,
TPaHCIOPTUPYETCS B MEYEHb, I7ie B a0COPOTUBHBIA MEPUOJI MOXKET ObITh MCIOJB30BaH MJisi CUHTE3a
KHUPOB.

Pe3epBupoBanue 1 MOOUIM3AIMS JUITUIOB B )KMPOBOIi TKAHU
[Ipuém numm y moaeil MoxeT ObITh ¢ OOJBIIMMH HWHTEpPBAJIAMH, IMOATOMY B OpraHU3ME

BBIpa6OTaHBI MCXAaHHU3MbI ACIIOHUPOBAHHA SHCPICTHYCCKHX 3allaCOB. .HI/IHI/II[BI — CaMBbIC ITIOJIC3HBIC U
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ocHOBHas (hopma JemnoHUpOoBaHUs SHepruu. B opranusme 3anacel riaukoreHa He npesbimaroT 300 r u
00eCcIeunBarOT OPTaHu3M SHEPruei B TeueHne | cyTku. JlemoHupoBaHHBIC JIUIHUIBI MOTYT 00ECIICUUTh
OpraHu3M B TEUEHHE IJUTEIBHOrO BpeMeHu (1o /-8 Henmenb). CHHTE3 JTUNUIOB aKTHUBUPYETCA B
a0COpPOTUBHBIN MEPUOJT U TPOUCXOAUT B OCHOBHOM KMPOBOM TKaHU W nedeHu. Ecau xupoBas TKaHb —
3TO MECTO ACNOHUPOBAHUS KUPOB, TO B IEUEHU YaCTh YTJIEBOJIOB, MPUHSTHIX C MUIIECH MIpeBpaniacTcs B
JUNUABL, OHU BbIIEISIOTCA B KpoBb B coctaBe JIIIOHII u nocraBnsitorcst B ipyrue TKaHu (B MEPBYIO
odepellb B KUPOBYIO TKaHb). HCYJIUH CTUMYJIUPYET CHUHTE3 JIUIUJOB B MEUECHU U KUPOBOU TKAHM.
Korma rimoko3a He o0ecreynBaeT OpraHu3M dHEPruel aKTUBHPYETCS MOOWIM3alUs JUMUAOB. Takoe
COCTOSIHUE HaOJI0/1aeTCsl B MOCTA0COPOTUBHOM IEpUOAE, TOJOJaHMM U (U3WUYECKOM paboTe Mo
BIIMSIHUEM TOPMOHOB TJIFOKaroHa, aJpeHajinHa U coMaToTponuHa. KUpHbIE KUCIOTHI MOCTYHAKOT B
KpPOBb M UCIIOJIB3YIOTCSI TKAHSIMU B KAYECTBE SHEPreTUYECKOr0 MaTepurara.

MOBHWINU3ALIHSA )KUPOB U3 )KUPOBOM TKAHH

AUTIONUTHI (MECTO JEMOHUPOBAHUS KHPOB) PACIIONATAIOTCS B OCHOBHOM IO/ KOXKEH, o0pa3ys
MOJAKOXHBIN J>KUPOBOM CJIOM, M B OpPIOIIHOW IMOJOCTH, OOpa3zys OOJBIIOW M Malbli CaJbHUKH.
MoOunu3anust KUpoOB, T.€. THUIPOJIU3 JI0 TJHULEPOJia W IKUPHBIX KHUCIOT, MPOUCXOIUT B
noCTa0COPOTUBHBI MEpUOMA, NpPHU TOJOJAHUM M aKTHUBHOM (¢u3nueckoil pabdore. ['maponus
BHYTPHUKJIETOYHOTO KUPa OCYUIECTBISETCS MO ACHCTBUEM (pepMEHTa TOPMOHUYBCTBUTEILHOMN JTUIA3bI
- rpuanmirmnepuriunasbl( TAl-munaser). 10T (QepMEHT OTIICIUIAECT OJHY JKUPHYIO KHCIOTY Y
MIEPBOTO YTJIEPOJHOTO aTOMa TIIMIIEpOJia ¢ 00pa3oBaHUEM AMAIMIITIUIIEPOa, a 3aTeM JIPYTrue JTUTa3bl
TUAPOJU3YIOT €ro 0 TIIMIEPOJa U KUPHBIX KUCIOT, KOTOPbIE MOCTYHAlOT B KPOBb. [ IMIEpON Kak
BOJIOPACTBOPHMOE BEIIECTBO TPAHCIIOPTHPYETCS KPOBBIO B CBOOOJHOM BHJE, a JKUPHBIE KHUCIOTHI

(runpodhoOHBIE MOJIEKYJIBI) B KOMIUIEKCE ¢ OETKOM I1JIa3Mbl — allbOYMHUHOM.
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Glitserin (gliserol)

7KupHBbIe KHCJIOTHI AKTUBHPYIOTCH M NIEPEHOCATCH B MUTOXOHAPHHU

B 1948 r. IOmxun Kennenu u AnpOept JlenuHmxep mokazainu, 9TO (EPMEHTHI OKHUCICHHUS
KUPHBIX KHCIIOT B KJIETKaxX >XMBOTHBIX HAaxXOIATCS B MAaTPUKCE MUTOXOHApPUN. JKHpHBIE KHCIOTHI C
nensMu U3 12 U MeHee aTOMOB YIiepoja MOMaJalT B MUTOXOHJPUM 0e€3 MOMOUIM MeMOpaHHbBIX
nepenocunkoB. Cocrosimue u3 14 u 6omee aTOMOB yriaepoaa, a 3T0 OONBIIMHCTBO CBOOOIHBIX KUPHBIX
kucior (CXK), moiydaembIx ¢ TUINEH WM W3 JKUPOBOH TKaHW, HE CHOCOOHBI TPOWTH Uepes3
MUTOXOHJIpHaJIbHble MeMOpaHbl. BHauase OHM HOKHBI IPOWTH Yepe3 TpU (PEpPMEHTATUBHBIE PEAKIIUU
KapHUTHHOBOTO TmepeHoca. IlepBas peaknusi Katamusupyercs ocoObIMH u30pepMeHTaMu (OHH
CHEU(PUYHBI K )KUPHBIM KUCJIOTaM C KOPOTKOH, cpeHell niu Oosiee IJIMHHON yIIepOAHBIMU LIEHSIMU),
KOTOpbIE HaXOASATCS Ha BHEIIHEW MUTOXOHIpHANbHOU MeMOpane. D10 ammi-KoA-cuHTeTasbl, 1 OHH
AKTUBUPYIOT TJIABHBIM 00pa30M CIIEIYIOILYIO PEAKIUIO:

Kupnas kucnora + KoA + ATP — anuin-KoA + AM® + OO

Taxum o6paszom, ammi-KoA-cuHTeTas3bl KaTAIM3UPYIOT 00pa3oBaHue THOI(DUPHON CBA3H MEXKIY
KapOOKCWJIBHOM TpyNmoil >KUPHOW KHCIOTHI M THOJIOBOM Tpymnmod kodepmeHTa A, UYTo AacT
oOpa3zoBanue auuia-KoA-mpou3BoIHBIX )KUPHOW KUCIOTHI U conpsbkeHo ¢ pacnagoM ATD no AM® u

OO. Peaknua ua€T B ABE CTaAMM W BKIIOYACT AUWIAJCHWIAT XUPHOW KHCIOTBI B KA4eCTBE
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npoMexyTouHoro coeguHeHus. IlogoOHo anerun-KoA, annn-KoA-npousBojHbIE KUPHBIX KUCIOT —
3TO BBICOKORHepreruueckue coeauHenus; ux ruaponaus a0 CXKK u KoA compoBoxxgaercs 6onpmm
OTpULATEIbHBIMU3MEHEHUEM  CTaHJApPTHOM  cBOOOAHOW  sHepruu.  OOpa3oBaHue — auui-
KoAnpousBogusix ropasfgo Ooisiee BBITOJHO Ojarogapss TUAPOJU3Y JBYX BBICOKOIHEPIETUYECKUX
ces3eit BATP; mupodocdar, obpasyromuiics B peakiiuy aKTUBAIMH, TYT JK€ MMOABEPTraeTCsl TUIPOIU3Y
1oJl JIeMCTBMEM HeopraHudeckod mnupodocdarasbl, KOTOpas HaIlpaBisleT PEaKLMIO AKTUBALUK B
CTOPOHY 00pazoBaHus auuiI-KoA-npon3BoHOTO KUPHON KUCIOTHL. CyMMapHas peakuus:
Kupnas kucnora + KoA + AT®— ammn-KoA + AM® +2P-34 k/[>x/mMomnb

Atun-KoA-3¢upbl XKUPHBIX KHUCIOT, oOpa3yroliuecs Ha LUTO30JbHOW CTOPOHE BHEIIHEH
MUTOXOHIPHAILHON MeMOpaHbl, MOTYT IEPEHOCUTHCSI B MUTOXOHIPUIO M OKUCTISTHCS sl 00pa30oBaHUs
AT® unu xe UCHOJIB3YITCS B IIMTO30JI€ AJII CHHTE3a MEMOpaHHBIX JUNUAOB. JKUpHBIE KHUCIIOTHI,
IIPEIHA3HAYCHHBIC JUIsI OKUCIICHUsS B MUTOXOHJPHUSAX, BPEMEHHO NPUCOECIUHSIOTCA K T'MAPOKCHIBHON
rpynmne KapHUTHHA, o0Opa3ys alMIKapHUTHHOBOE IPOU3BOJHOE, 4YTO M €CTh BTOpas CTagus
TPaHCMEMOPAHHOTO TpaHCIOpTAa. Oranepesrepuuranus KaTAJIN3UPYETCS
kapHuTHHanunTpanchepazoit I (Mm 88 000) na BHemHel MemOpane. B HacTosiiee BpeMs HET
CBUJETEIBCTB TOTO,IPOHMKAET JH auuia-KoA depe3 BHEIIHIOKO MeMOpaHy U IpeBpallaeTcss B
KapHUTUHOBBIN 3QUp B MEKMEMOPAHHOM IPOCTPAHCTBE WJIM )K€ KapHUTUHOBBIA 3¢up oOpasyercs B
IIUTO30JI€ CHApyXKU OT BHEUIHEW MeMOpaHbl, a 3aTeM YXe depe3 He€ MomajaeT B MEeKMEeMOpaHHOE
IPOCTPAHCTBO. B 11000M U3 3TUX Ciay4yaeB NEPEXO0] B MEKMEMOpPAHHOE MPOCTPAHCTBO IMPOUCXOIUT
yepe3 OrpoMHBIE MOphl (0Opa3oBaHHBIE OEIKOM TMOPUHOM) Ha BHemHed MemOpane. [locne a3toro
AIlMJIKAPHUTUHOBBIA 3(QUp KUPHOM KUCIOTHI MOCTYHAaeT BMATPUKC MO MEXaHU3MY OOJIerd€HHOM
i ¢y3un yepe3 auuIKapHUTUHOBBIN/KAPHUTUHOBBIA MEPEHOCUYMK BHYTPEHHEH MHUTOXOHJIPHAJIBHOM

MeMOpaHBbl.
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Tpetbst (mocnenHssl) craaus KapHUTHHOBOIO MEPEHOCA COCTOMT B TOM, YTO alMJIbHAs TpyIa
KUPHON KHUCIOTHI C MOMOUIbI0 KapHUTHHAIITpaHcdepassl II (T. e. hepMEHTATUBHO) NEPEHOCUTCS C
KapHUTHHA Ha BHYTPUMUTOXOHJPHAIBHBIN KOopepMeHT A. DTOT M30(EpPMEHT, pacIOJIOKEHHBIN Ha
BHYTPEHHEH MOBEPXHOCTH BHYTPEHHEW MHUTOXOHIpPUATbHOW MeMOpaHbl, perenepupyet ammi-KoA-
IIPOM3BOJHOE )KUPHOM KHUCIOTHI U BBICBOOOKIAET €0 BMECTE CO CBOOOJHBIM KAPHUTHHOM B MAaTPHKC.
Kapautun BHOBb IIPOHUKAET B MeXMeMOpaHHOe IIPOCTPAHCTBO qyepes
AIMIKAPHUTUHOBBIA/KAPHUTHHOBBIN MEPEHOCUMK. DTOT TPEXCTaIUNHBIA IMpoLEecC MepeHoca >KUPHBIX
KHUCJIOT B MUTOXOHJIPUH, BKJIIOUAIOIIMK oOpa3oBaHue cioxHOoro 3¢upa ¢ KoA, tpancatepudukanmroc
KapHUTUHOM, TI0CJIE Yero cienyeT epeHoc U 00pa3oBaHuE HOBOTO cI0KHOIO 3¢upa ¢ KoA, cBs3biBaer
MEXy cOOOHM J1Ba M30JIMPOBAHHBIX JAPYr OT Jpyra Iyia kopepmeHta A u aunia-KoA-mponsBogHoro
KUPHOWU KUCIIOTHI, OJIMH U3 KOTOPBIX HAXOAUTCS B LUTO30JI€, a APYTOM B MUTOXOHIPHSIX. DTH ITyJbl
BBIMOJHAIOT pasnuunble ¢(yHKuu. KodepmeHT A B MUTOXOHIPHAIBHOM MAaTPUKCE aKTHUBHO
UCIIOJIB3YETCsI B OKHMCIWTEIBHOM PpACIICIJIEHUM IIHpyBaTa, JKUPHBIX KHUCIOT M HEKOTOPBIX
aMUHOKHCIIOT, TOTAAa KaK KOQPepMEHT A B IIUTO30JI€ Y4aCTBYET B OMOCHHTE3€ KUPHBIX KUCIOT. ALIUJII-
KOA-1Ipou3BOAHOE >KMPHOM KHUCIOTHI B LMTO30JBHOM ITyJI€ MOXET MCIIOJB30BATHCS Il CHHTE3a

MCM6paHHI)IX JUIINAO0B WK YHaCTBOBATH B IICPCHOCEC B MI/ITOXOHIIpI/IaJIBHHﬁ MAaTpHUKC JJIs1 OKUCIICHHUA U
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obpazoBanust AT®. [IpeBpaiiieHre B KapHUTUHOBBIN 3(DUp HaMpaBiIsSeT allWJIbHBIA (PparMeHT KUPHOM
KHUCIIOTBI Ha TyTh OKHUCJIeHHUSA. OmMoCpenoBaHHOE KAPHUTHUHOM NMPOHUKHOBEHHE JIMMHUTHPYET OOIIyIO
CKOpPOCTb OKHCJICHUSI dKUPHBIX KHCIOT B MUTOXOHIPHUSAX U CIYKHT TOYKOM perynsuuu. Kak TOJIBKO
anuia-KoA-npou3BOAHOE JKUPHOM KHUCIOTBI OKAa3bIBAE€TCS BHYTPH MHUTOXOHIPHHU, OHO IIOJBEPracTCs
JIEHCTBHUIO TIEJIOTO psifia PEPMEHTOB MaTPUKCA.

OkmucieHue KUPHBLIX KUCJIOT

Teopus B-okucienus XupHbIX Kuciaot co3fgaHa 1904 roxy ®. Kuoomom. JKupHble KHCIOTHI
OKHUCJISIIOTCSI B MUTOXOHIPUAX. DTOT MPOIECC Ha3BaH [B-OKUCIECHUEM MOTOMY, YTO PEaKIIMU OKUCIICHUS
KUPHOU KUCIOTHI MPOUCXOAT Y B-yIIepOJHOTO aToMa.

OxkucIIeHHnEe JKUPHBIX KUCJIOT B MUTOXOHJPHUH TIPOUCXOIUT B TpH cTaauu. Ha mepsoit craguu ([B-
OKHUCJICHHE) MPOUCXOAUT MOCTENEHHOE OKUCIUTEIbHOE OTIIEIUICHUE JIBYX YIJIEPOAHBIX (PParMeHTOB C
KapOOKCWJIHBHOTO KOHIIA UPHBIX KHUCJIOT. Hampumep, maabMUTUHOBAs KUCIOTaA (MAJIbMUTAT-UOH MPU
pH 7), cocrosimias u3 16 yrinepoaHbIX aTOMOB MOABEPraeTcs 7 MOCIEN0BATEIbHBIM OKUCIUTEIbHBIM
JTamnaMm, KaxAblil pa3 TepseT ABa atoma yriepoja B Buue anetui-KoA. Ilocime cenpbMol peakuuu
nocjeAHue JABa yriepoaa nainbmutara (B namemutate oHu Mexnay C15 u C16) ocraroTcs B BUjE
auetin-KoA. B pesynbsrare 16 yriepoaHas 1enb NaJibMUATAaTa MPEBPAIIACTCS B 8 ABYYIVIEPOJHbBIC
rpynnsl  anetwin-KoA (amerwn). s oOpa3zoBaHus Kaxjaol MoJieKyisl anetwi-KoA npu momoriu
JETHIPOTEeHa3 HEOOXOAMMO OTIICTUICHHE YeTHIPEX aTOMOB BOJOPOAA (JIBE Mapbl AJIEKTPOHA U YETHIPE
H") ¢ 5KMpHO# KHCIIOTHI.

NMepBaskTagnua OKMCNEHNA KNPHbX KUCJIOT CO CTOUN3 YeTbIPEX
depMeHTaTUBHEKRTanNu3npye MbX peakuun. B nepBon peakuvmpu
Aer napMpoBaHUM aunn-KoAnponsBOAHOT O XXMPHOWM KUCHOT bl
obpasyeTmBOMHasA CBA3b MeXxAy d -uB-atromamyrnepopga (C - 14 C v
nonyvyaetca mpanc-A>eHonn-KoA (cmmBon A2 O3HayvyaeTiONIOXeHUe

ABonHo@BA3IMNpuC o
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NMepBagpeaKkuusa KatTanuanpyetTcsa oaHUM N3 TPEX U30de pPMEeHT OB,
KoTopbeiadbBakwrca amwi-KoA-geruaporenazamm, KaXabMm3 3TUX nsodep -
MeHToBcneundgmuyeH K auuny XWUPHOMW KUCNOTbl C ONpeanenéHHOM
ANMHHONMTI nepoaHoun uenu:aumn -KoApgeruvaporeHasaHb ANIMHHOM
uenuMaeucTBYe T HA XUPHbe KUCnoTblc 1.s amgmaiepopna; auun-
KoA-nermnaporeHapagHeun uenu "HaXWUPHbIE KUCNOTbIC 4-14 ;A o
yrnepoaga auumn -KoAperumaporeHasspoT Kouuenu - Ha XUPHb
Kucnorsl 4 = MADMNYrnepona.dTu Tpu naocgepmMeHTa OTHOCATCA K
dnaBonpotrenHam um copgepxat PAIB KayecTBe MNPOCTETUYECKOM
rpynnEnekTpoHbIOT aunmn -KoAnpounsBOoOHOTEOPEHOCATCSH Ha PAL. n
BOCCTaHOBMNeHHapopmMa perunaporeHasbl TYT Xe oOTAaéT MUX
NepeHOCUYUXIYeKTPOHOB B AbXaTeNMbHOMN LLENU MATOXOHAPUN ~3JIEKTPOH
nepeHocsueMy ¢JaBonpoTeHHy. Kanusunpyemorun -KoA-pernpaporeHasomn
OKMCINeHueaHanor M4HO paAeruvapupoBaHUID CYKULUMHaATa B LUKNe
TPUKAapOOHOBEKMCNOT; B 06eux peakumax cgepMeHT NpUKpPEennéH K
BHYTpeHHeMe MOpaHe, MeXxay a -npB-atromamyrnepona KkapboHoBom
KUCcnoTteiOpa3ly eTCHBOMHAs CBA3b,BpPOSyiMa KUENTOPBIIEKTPOHOB
BbicTynaet PAInButore aNeKTPOHbINOCTYNAaT BAbXaTenNbHYylOLENDb
M nonagakwT Ha Kucnopopn, Nnpu 3TOM CUHTe3 upyetcapumepHo 15
MONeKYAT® HaoagHy napy 3aNneKTpPOHOB.

BoBTOopoun peakuyummuukna § -okucrneHmso ABOUHON CBA3 U mpanc-A?-

eHoun-KoA npuc oeauHaseTcAa BopAa c obpa3zoBaHuem L-
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ctepeonsomepa p-ruagpokcuammia-KoA (3-ruapokcmanuia-KoA). Idta peakuwus,
KatTannsunpyewmas enomia-KoA-ruaparasoii, popmManbH@HasNor MMHa peakuum
by Mapa3blB UUKNEe TpUKapOboOHOBbX Kucnotr, B KoTto pou H O
NnPUCoeaANHAETIOSAIBOUHON d B-cBA3m

B rpeTrben peakuuum LB-ruapokcunmaunn-KoA gernapupyertca nopa
AencTtBueMm B-ruapoxcuanuia-KoA-gernaporenaspl, 06 pa3ya p-keroanua-KoA;B ponu
aKuenToPIEeKTpPOHOB BbicTynaerT HAL". 9ToTthe pMEHT NONMHOCTbLIO
cneumdmuyed LcTepeousomepyruagpokcumauumn KoAObGpasyuwmmncas
peakuun HAOHoTaaéT™NneKkT pPOHBDI HAOH-neruaporenaze, 3NeKT POHHOMY
nepeHOCYUERYXa TenbHOMENU,n KaK TONIbK O3NeKTpOHbINOMNaaator
Ha O, AflPobGpasyeTca ATOD Pepygmax(@Tan
rnapokcunaunn-KoA-gper uaporeHasonm oO4YeHb HanNOMMUHaEeT peakKkuuto
Manataer napor emapmife TPMKapOboHOBbLX KUCSIOT.

YeTtBepTana (nocnepHan) peakuusa UMK na B -okucneHus
KaTanu3upyertcHs auni-KoA-anerniarpancdepasoi, KOTOpPYylO 4Yaule
Ha3 biBa KT THOJIa30ii U KOTOpaAa cnocobcTtByeT peakuum B-ketoauun-KoA
C MonekKkynom cBoboagHorokodgepmeHTa A AnAa oTwenneHus
TEPMUHaANbHOTrMBYXYr fiepoaHO ro Kkap6okcunobHoro ddparmeHTa
MCXOOHOKMPHON KUCNOTbl B Buae auetun -KoA [pyrum npoayK ToOMm
ABNsaseTcanoadmp KkocdepmeHTa A U XUPHOWN KUCIHOTbL TeNnepb YyXe
YKOpOYeHHbMa ABa aToma yrnepopa . 9Tapea KumsaHa3biBaeTcs

TUONMU3OMWMO aHaAaNOrum ¢ ruaponusomMm), nockonbkKy B -Ketoauun-KoA
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pacwennseTEpgeakuuMmMmc TuonoBourpynnomkodepmeHTaA.

n ¥ -
R—CH;— GHZ_'CH,_CH:_(ID_ SKoA
C

L
-

0
> @ 5
;Z;~
Z >
> 0
i
+
I
t

~—
R—CH;— CH — &E—-—SKOA CH_;—(l?}. — SKoA
o [ =

Mpu Kaxaom uUukKkne B-okucieHuss 3a  cu€r  0Opa30BABIIUXCS OAJH, 1
HAJIHcuntesupyerca 5 monekyn AT®. Ha ocHOBaHUM 3TOr0 MOKHO MOCYMTATh KOJIM4eCTBO AT,
00pa3yroNUics Mpu B-OKUCICHUN KaXKI0W MOJIEKYJIbI )KUPHOU KUCIOThI. Hanmpumep, nipu 7 nukmnax -
OKHCJICHHS TaJIbMUTUHOBOM KUCTOTHI oOpasyetcs 5x7=35 AT® u 8 monekyn anerun-KoA. Ilpu ux
MOJTHOM OKuciieHun B 1ukie Kpebca cunresupyercs 8x12=96 AT®. Takum oOGpa3zoM, Mpu MOJTHOM
OKHUCJIEHUHU NaJIbMUTHHOBOW KUCIOTHI cuHTe3upyercsa 35+96=131 monexyn AT®. Eciu yuects 1 mon
AT® ucnosp30BaHHYI0 Ha AKTUBHPOBAHUE YXUPHOW KHUCJIOTHI, TO IJIsi opraHuzMa ooOpasyercs 130
Monekyn ATO.

Oxkuc/jieHne HeHACBINEHHbIX KHPHBIX KHCJIOT

I[J'IH OKHUCJICHHUA HCHACBIIICHHBIX JXHPHBIX KHUCIIOT Tp€6YIOTCH ABC JOIIOJHUTEIBHBIC PCAKIIUU.

OnncaHHaBblWe NocnefoBaTenbHOCTb OKUCIIEHUS XUPHBIX KUCNOT
CBOMCTBEHABbLIWEHHbLIMKUNC notTa@.e.MMerOWMMTONBbKO OQUHApPHbIE
cBA3B yrnepogHon uenun) OgHako BONbWWMHCTBO XUPHbLIX K UCMNOB

Tpunauymnr nuuepummuaxdpocdonunugax xu BOTHbBIXW pacCcTeHun
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HeHacCblIlWleHH®HWN cogepxXaT OAHY UMW HECKOJIbKO AOBOMHBIX CBSA3EWN.

OTUCBSA3M HaAaxoOAaATCs B LMC KOHGQUIypauUUMUNOdITOMY HE MO ryT
nogBepraTtTbCcsggencTBUIO eHounn KoArngpartasbl epMeHTa,
KaTanusupy lowep loc oegunHeHe O nNno OBOWMHOW CBHA3M B TpaHC-

KOHJUrypausm 2eHoun-KoA koTopbin obpasyetrcsa B npouecce B -
okucneHnBna B -OKUCTNEHURPUPOAHbLIX HE Ha C bILWE H H bIXXW P H bIX
Kucnotpebytwrcs gBa OO0 NONHUTEeNbHGEPMEHTA: naomepasa Wu
peagyktTadpounnwctpupyem 3T BCNomoraTe NbHblepeakuyunm Ha
AByx npumepax. Oneart -~ pacnpocTpaHEHHBA yrnepogHasa
MOHOHEHacChIWeHHAaMmpHad Kucnorta C Uuuc -KOHMUTr ypauyuepu
ABonHoeBA3N Mexay C o o bbo3HavyaeNcH
OKMUcrneHaseaT npeBpaw@aeTcd B oneoun KoAn,KakK U Hacbl LUEHHDbIE
XUPHBIEMUCIIOTHI,C NOMOLWBLIKAPHUTUHOBOr O NepeHocYuMKka nonagaer
BMaTpPUKBATOXOH apundlocne atorooneonn -KoArpumpasanpoxogur
yepes3unKkn OKMUCIMEHUS XUPHbIX KUCNOT, obpa3dysa Tpwu MONEKYyIn.l
auetTun-KoAum adup kodepmeHTa A A 3nyrnepogH@éHacbILEHHON
XUPHOW KN cnoTphl yuc-A-poaeueHonn-KoA O3ToT NpoayKT He MOXeT
cCnyxummy/ 6cTtpaTtomMm ansg eHOUN KoArungpatggeitopad oeucTtByeT
TONbK®aAa mpanc-QBOWHbIECEBA3 . BcnomoratenbHbin dep MeHTA 3 A
eHonn-KoAmnsomepaganaeT 13 yuc-A-eHOUN-KOAN3 OMepHbIN  mpanc-N2-
eHoun-KoA KOT opbin npeBpawaeTcd eHoun KoArwunpgpatason

cooTBeTCTBYOWMHNBTruapokcunauyunn-KoArpavchinc -A2nponeueHounn-
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KoA

ONNA0KNCNEeHUSA NONMIMHEHACHLIWEHHbBIX XUP HbBIXKUCNOT,Hanpumep 8B -
yrnepoaHomeo neat,aMeWer o KoOHguUrypauunto zm0A%m&N{
OONONHUTENbHEPRMEHT penoykrtasa.JlInHoneounn-KoAnpoxogut tpu
pa3a yepe3 nocnegosaTtenbHoCTb (B okucneHnsobpasysa Tpwu
mMonekyneauetTmun KoA u adup kKodepmeHTa A n PLyrnepopgHowu
HEHAaCbLIWEHHGMPHONW KUC noTbic KoHdUrypauuen yuc-A’yuc-A®. d1oT
NMPOMEXYTOYHbBMPOAYKT He noaBepXeH OeucT BUI dgepMeHTOB (3-

OKNUCIEHWT O OBOWUHbLIE CBA3WN HAaXOOATCSH He B TOM MNOJNIOXEHUN U

MMEWTHE Ty KOHdMurypauyuto ( yuc., apre-). OQHaK,0COBMECTHOE

JeNcTBUEEeHOoOUnN -KoAmnszomepashbin 2,4-nuenonn-KoA-pemykrasbl gaerT
BO3MOXHOCTHE OMYy UWHTeEpMe ANaTyBHOBbL MNonacTb B UWUKAN B-
OKUCNEeHWA NPKXU pacwenneHMn faTb WECTb MONEKYNn aueTun Ko A

ObwmmpesynbTaToOM ABNSeTCHA NpeBpaweHne nNuM HoneaTB OeBATb
mMonekyueTtun -CoA
BONMbWAHCTBPUPOOHLIX NUNNLOB COAEPXAT XUPHbIE KNCNOTHI C

HEYETHBLIMUCIIOM aTOMOB yrrnepopa; XUPHble KUCNOTbl C YETHbIM
YMCNOMMTOMOB YyrnepogaBCcTpeydalTCcsa B NUNUL4ax MHOT UX pacTeHUMn
MHEKOTOPbIX MOPCKUX OPraHM3MoB. Y KpPYnNnHOro poratoro ckoTta u
APYr WXBA4YHbIX XXM BOTHbLIB Npouecce (pepMeHTauUUM yrnesogos B
pybue B Ol PO MH bIX KonnyecTtBax obpasyeTcH Tpex

yrnepoaHblm npormonar ( &EH2-COOy;
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oKkuncnaeswareuvyeHMmnmagpyrux TkaHax.llponmoHaT BHeboONbWMX KONN -
yecTBagxobaBnAwT B HeKOTOpble xnebonpoaykTbl B KayecTBe
MHT MBUT ®Papa3 oBaHUSA NNTECEHMN.

MO-OKHUCJICHUC ) XUPHBIX KUCIIOT
CpC,Z[I/I YHOT‘pC6JIHCMLIX JKUPHBIX KHUCJIOT apaxXuJOHOBas KHUCJIIOTA 3dHUMACT ocoboe MCCTO, TakK

KaK B DTON KHCJIOT€ UMEETCS YCThIPC HBOﬁHbIX CBHBGﬁ, U OHHU PACIIOJIOKCHBI B (O-IIOJIOKCHHUU. XO TA
MUTOXOHAPUANBHOE -OKUCNEHB&XKOTOPOMGPEPMEHTbIAENCTBYIOT Ha
KapboKCUNbHOWMHLE >XUPH OM KUCNOThbl, U ABNAETCH BaXHeWNwWnm
NYyTEMKAaTaboNnUakuMPHbBIX KUCNOT B KMNeTKaX XUBOTHbIX, Y
HEKOTOpPbLIEMOOB, BKNYasd MNO3BOHOYHbLIX, €CTb Apyrouv nyTb,
NPMBOOALLMKAI OKMCNEHUI w (oMera) yrnepoga - aTomayrnepopja,
KoTopswanboneeypganéHot kapbokcunbHonrpynnoel.CBONC TBEHHbIE
W-OKNCNEHUK PepMEHT bI HaxoOdaTcH \Y MO3BOHOY H bIX) B
9HOoONMa3sMaTUYEPEDMKYNIyMe NevYyeHN M NOYEeK,a B KavyecTBe
cybcTpaTtopennodyTeHme oOTHOae€TCd XWUPHbBIM Kucnotam cC 10-12
aTomMamMwrnepoga. Y Mnekonumrtawumx w -OKUCNeHMe - 3TOO06bMHO
BTOPOCTENEHRAWNb pac nagaXMpHbIX KUCIOT, OQHaAKO B crnyyae
HapyweHus -oKucneHuanpumep, u3 3a MytTauumm wunm wn3 3a
HeEXBaAaTKa#MPHUTMUHA)OHO NpnobpeTaeT HaMHOro 6onbwee sHavYeHne.
HanepBon ctTagum rngpokcunbHasg rpynna npmcoeguHdaeTcsa K w-
yrnepogwc NOPOMNA OTON FPYynNNblNPUXOLUT OTMOMEKYNSAP HOTMO

KUucrnopogapesynbTaTe CNOXHOWN peakKUNU,BKNIOYaAWOWEN LUTOXPOM
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PA) n OOHOPp anektpoHos HAO®PH . Peakuyunun takoro Tuna

KaTannaupy T MHOrOQYHKIIMOHAIBHBIE OKCHIA3bL. Nocueepamr
AencTBYT eLwe aBa depMeHTa: AJIKOTOJIbICTHIPOTeHA3 okuncngaer
rMAPOKCUNbHPYNNY A0 anbAeruaa,a abAeruyIeruporeHasa OK ucnaeT

anbgernaHywpynny Ao KkapboHOBOM KWUCNOTb, o6pas3ys XUPHYIO
KMCNOTY KapboOKCUNbHBIMA FTpynnamMmm Ha KaXgomM KOoHue. Ha aTowm
9Tan@wbon N3 KOHUOB MOXHO NPU COEegUHUEKbKOMepMeHTY A Tak,
YTOOM OneKyamor nanonacTb B MUTOXOHAPUIOM NOABEPrHYTbCA B -
OKWCNEHNPMPUBBIMHBIM cnocobom. lMpm Kaxgom NPOXOXAEHMUM No
MapwpyTy -OKUCNEHWRMPHbIE KWUCIOTbl C ¢BOWHBLIMA KOHLAMW»
obpasytmmkapboOHOBbLIE KUCMNOTbHI, HANpMUMeEpP, AHTAPHY KUCNOTY,
KoToparocTynaeT B UMK TPUK apbOHOBHMCNOT, W aANNUNHOBY IO
KMCNoTYy

MeTa0o0113M KETOHOBBIX TEJT

Y nwogen n 6onbwmMHCTBA Apyrumx mMnekonutawwmx ayetwmn -KoA
obpasywummneaneyeHn B npouecce OKUCHAEHUSA XUPHbIX KMUCHNOT,
MOXeT Nnbo nNoCTYynNUTb B UWUKN TpukapboHoOBbLIX Kucnot, nubo
NPpeBpPaTUTbBSA «KETOHO Bble Tena» - ameroH, aneroamerar W D-B-
THIPOKCHOyTHpaT NSO KCNnopTa B Apyrvme TkaHn.AuetoH,06pasyio WwWMncss
MEHbLWMKONUYECTBAX,4yeMOCTallbHble KETOHOBbLIE TEeENa,ucnapsaeTcs.
AueToauemaT DRTUOPOKCUDYTMP@AEHOCATCH KPOBbIK TKAHAM,

Be3g& poMe NeYyeHU, U BTKaHAX OHU npeBpawatT caB auetun -KoAu
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OKUCNAKWTERNKNE TpUKap boHoBbKMCINOT.KeTOoHOBbIE Tena gatot
SHEPr MAKMMTKaAHAM,KaK CKeneTHble u cepaeyHas Mbill LbLKOPKOBOE
BewecTBpDO4YeKk. Mo3r, KOTOpbil B KayecTBEe MCTOYHUKA OHEpPrumn
mcnonbayapeunmy LeCTBEHHO T NIKO3B YCNOBUSAX ronogaHus
MoXeTnpucnocobutbca K ynoTpebneHuw aueTtoauetaTta wunu D-f3 -
rmgpokcunbytTupmbpaszoBaHMe MU 3KCNOPT KETOHOBbLIX Ten u3
NeYyeHBO BHeENEYeHOYHble TKaHW NO3BOMNSAET XUPHbLIM KUcCHoTam
Hen p e p biIB H O OKHUCJIATHCA B IICUCHU, CCIIN aI_ICTI/IJI-KOA HE OKHCIIACTCA B ILIUKIIC TpI/IKap6OHOBI>IX

KHCJIOT.

[lepBas crtaausi oOpa3oBaHuUsl aleToalleTara MPOUCXOJUT B MEYEHH W 3aKioudaerca B dep-
MEHTAaTUBHOW KOHJEHCAIIMK ABYX MOJIEKYJ auetuia-KoA, KOTOpyro KaTaqu3upyeT THOJa3a; 3TO MPOCTO
oOpaitieHne nocneaHero mara B-okucieHus. 3atem anetoaneTmii-KoA konaeHcupyercs ¢ anetui-KoA,
oOpasys B-ruapoxcu-p-meruarayrapmi-KoA, KoTopslil pacnanaercs Ha CBOOOJHBIN aneroarerar u
anetmii-KoA. Areroarnerar oOpaTUMO BOCCTaHABIMBAETCS MUTOXOHAPHAIBHBIM (pepmerToM D-[3-
THAPOKCUOYTHpaTAeruaporenason 10 D-B-runpokcudyrupara.

VY 310poBOro uenoBeKa U3 aleroareTara B 04eHb MaJIbIX KOJIMUYECTBAX 00pa3yercs aleToH, KOTo-
pBIii JIETKO NeKapOOKCUITHPYETCsI - 1100 CIIOHTAHHO, 1100 noJ
JeHcTBUEM aleToaneTaTaexkapOokcuiaasbl. [lockosibky pu HelleYeHOM JauadeTe oO0pa3yeTcsi MHOTO
alieroareTara, B KpOBU HaOJIOJAeTCsl BBICOKOE COAEpKAHHE TOKCHYHOTO aleTOHA. AIIETOH JEeTyd U
npuIaéT IbIXaHUIO XapaKTePHBIN 3arax, YTO MHOTJa IOMOTAeT NpU AUArHOCTHUKE Tuadera.

Bo BHeneuenouHwix TkaHsAx D-B-ruapoxcuOyrupataeruaporeHaza okuciser D-B-ruapoxcu-f-

OyTHpaT 10 ameroarierara. AIEToaleTaT akTUBUPYETCS B PEaKIlUU, KaTaau3upyeMoif3-K e Toauun-
KoATpaHcdepasou lNMpu nepeHoce K oA c cykuuHun -KoA

npoMeXyToO4HHOrooeaguHe HUA UuUuKna TpMKaPGOHOBbD( KUCnorT,
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obpa3yeTCMOXHbIM 3¢mp K odbepmMeHTA. 3aTem ayetoauetun -KoA
pacnagpaeTmeg AeNUCTBUEM TuonasHa aABe mMmonekynboblauetun -KoA

KOTOpbROCTYNAKT B LI,VIKHTpVIKaPGOHOBbD( KNCnorT.

B-T'napokcubyrupar

_~ NAD'

i

S

“SNADH+H = B LIIID 3ATO

1

Aleroauerar
7 Cykumit-KoA s~ AllO + B
/ - ATO
' ! [H:1- 04
@: @" i \
\ |

\ I
~SCykiunar —— ~HS-KoA

Aneroauerii- KoA
| ,
@]/ HS-KoA

2 Auetnn-KoA - 8 [ITK 2x12 =4 ATQ

TakuMob6pa3oM, KETOHOBbe Tefna UCNONb3yKICA B KauyecTBe
MCTOYHUKAHEPr um BO BCeX TKaHAX, 3a MUCKJIOYNEHU eM neuvyeHu, B
KoToponmoTcyTcTtByeT Tuonasa. [Mo3aTo My neyeHb npousBOAUT

KeToHOBHIENa Anda aApyr MXTKaHeﬁ,HO caMa uxXHe ncnonb3yert.
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Obpa3oBaHMe 3KCNOPT KEeTOHOBLIX Tesn ne YeHbKNO3BONAET
XUPHbBIM KMUCJIOTaM HenpepbBHO OKUCNAATbBLCA C€C MUHUMAJIbHbIM
okucneHumem auyetun -KoA Hanpumep, ecnu NPoMeXyTOYHble
coeAMHEHURUKNA TPUKaAapOOHOBLIX KMUCNOT NepeKauvyumBarwrcsa AnNA
CUHTEe3arnwKo3bl B npouecce TrJIOKOHeoreHe3a, OKWUCINeHUe
MUHTeE p MeOunaTa@BKIIaA N p UTO p MaXuuBa €TCa1 — a, CJICAO0BATCIBbHO, M OKHCIICHHEC

arietiii-KoA. Bosiee Toro, nedeHsb COACPKUT BCETO JIMIIh OIPaHHYCHHBIC KOJIMYECTBa KopepMeHTa A ,
ecii OOJbIllass 4acTh €ro cBsizaHa B aneTwi-KoA, [-okuciieHWe 3aMeisieTcss H3-3a HEXBaTKH
cBoOoHOTO KO(epmeHnTa. OOpa3oBaHME M OSKCIOPT KETOHOBBIX TE BBICBOOOXKIAET KO(MEPMEHT
A,ienasi OKUCIICHUE KUPHBIX KUCIIOT HEMPEPHIBHBIM.

['ononanvie u HelleUeHbIE TUA0CThl MIPUBOIAT K MEPEIPOU3BOACTBY KETOHOBBIX TEJl, @ BMECTE C
3TUM W K HEKOTOPHIM MEIMIMHCKUM mpobieMaM. Bo Bpemsi rojogaHus H3-3a TIIIOKOHEOT'CHE3a
KOJINYECTBO MPOMEKYTOUYHBIX COCITUHCHUN IMKJIa TPUKAPOOHOBBIX KHCIIOT PE3KO YMCHbBILIACTCS, Ha-

npapisisa aneTii-KoA B cTropoHy oOpa3oBaHusi KeTOHOBBIX Tell. [Ipu HeneueHoMm auabeTe Kor ga
COAEPXaHWEHCYNNHA HeaoCTaTO4YHO, BHENEYEHOYHble TKaHW He
MOT yTeKTUBHO BCacbiBaTb N MIOKO3Y U3 KPOBU,KAK ANsga nony4vyeHuns
SHeprymak M Ansa npeBpaweHus e€é B Xupbl. B aTux ycnosuax
cogoepxaHM&noHuUnN KoA(cTap TOBOBEWECTBO ANA CMHT €3 a XUPHbIX
KucnortnagaeTt, MHrumbumpoBaHume KapHUTuHauuntpaHcdepasdbl |
ocnabnsaeTwBAXUPHbBIE KUCINOTbl MPOHMUKA lOT B MUTOXOHAPUW Ans
pacnagao auetun -KoA KoTopbiM, 0OQHAKO, He MOXET NPONUTKU Yepes
UMK TpukapboHOBLI X KUCINoT, NMOCKONbKY NMPOMEXY TOYHbIE

coeanHeHWsK J1a O binun nepeKknwy4yeHblHa NCMNOJIb3OBaHMWE BKa4dYeCTBE
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cybcTpaT®Br NlOKoOHeoreHese. B ntore HakonneHne auyeTun Ko A
yckopseobpasoBaHMe KETOHOBbIX Te&l B TaKOM KO nnyecTBeE
KOTOpoi@eBblLAeT CNTOCOBHOCTb BHEMEYEHOYHbIX TKAHEKUCIUTb
mx MoBbIWWeEHHbLIE YPOBHWN aueToauetaTta U boPrugpokcundbyrTumparta
KpOoBYIMEHb AT €€ (HBbI3bIBAasi COCTOA HWUEM3IBEeCTHOe Kak aumgos.B
npeagenbHeRyYaaXx aungos3 MOXET NPUBECTUM K KOMe,a B HEKOT OpbIX
cnyyaax - K cmepTtun. CogpepxXaHme Ke TOHOBbBIKENT B KP OBUU MOYe
anadeTunko®dkeT OblTb OMEHb BbICOKUM - KOHueHTpamwugposun D
Mron Hopma<3mr /gn)a B yTpeHHen modye FOMr /44 Hopma 1Bmr Ay )Takoe
COCTOSHME3IbIBAETCAKETO30M.

[l[p OHeHb HU3KOKANOPUMHOW AMeTe B Kaye CTBEOCHOBHOTO
MCTOYHUBEAEPT UN MCMNONMb3YIODKWPbI, 3aMNacéHHble B XUPOBOMU
TKaHW TAaKUX JNIl0 JeUT aK>Xe NOBbIWEHO CoOAepXaHMEe KETOHOBLIX TeS B
KpoBum Mo4de. UToObl mM3bexaTb oOMmacHOCTWM auumgosa U KeTo3a
( Kelzaagngmeealo cnegMTb 3a 9T

CHUHTE3 ’)KUPHbBIX KHCJIOT
C nuineil B Opraiu3mM MoCTyMarT pa3HOOOpa3HbIE KUPHBIE KUCIOThI, B TOM YUCJIE U HE3aMEHHU-
Mbl€. 3HAYUTEIbHAA YaCTh 3aMEHUMBIX KUPHBIX KUCIIOT CHHTE3UPYETCS B IIEYEHH, B MEHBIIIEH CTEIIEHU
— B KMPOBOM TKaHU W JAKTUPYIOIIEH MOJOYHOM *keje3e. FICTOUHMKOM yriaepoaa Juisi CHHTE3a )KUPHBIX
KHCIIOT CITy>KHT aneTuii-KoA, oOpasyromuiics mpu pacmajie TIFK03bl B a0COpOTUBHOM niepuoje. Takum
00pa3zoM, U30BITOK YIJIEBOJOB, MOCTYMAOIIMX B OPraHU3M, TPAaHCHOPMHUPYETCS B JKUPHBIE KUCIOTHI, a

3aTE€M B KHUPBI.
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CuHTe3 MUPHBIX KUCIOT MPOUCXOIUT B LUTO30JI€ KIETOK, 03TOMYy aneTuin-KoA nomkeH ObITh
TPAHCTIOPTUPOBAH Yepe3 BHYTPEHHIOID MEeMOpaHy MHUTOXOHIAPHUM B 1UTO30Jb. OJHAKO BHYTPEHHSS
MeMOpaHa MHTOXOHJApPUM HelpoHuuaema s aneTwi-KoA, mo3roMy B MaTpHUKCE MHUTOXOHJPHI
anetTi-KoA  KOHZAEHcHpyeTcs ¢ OKcajoaleTaToM ¢ o00pa3oBaHHMEM LUTpara IIpU y4acTHH
LATPATCUHTA3BIL:

Anerun-KoA + Oxkcanoanerar — [utpat +KoA

3aTeM TpaHCIOKa3a IEPEHOCUT LMTpaT B LuTomuiasmy. IlepeHoc nuTpara B LUTOILUIA3My
IPOUCXOANUT TOJBKO IIPM  YBEIWYEHHM KOJMYECTBA LUTpaTa B  MHUTOXOHAPUAX, KOraa
M30LUTPaTAECTUAPOreHa3a U 0-KETOTIyTapaTAeTUIpOoreHasa UHTUOMPOBaHBI BBICOKMMU
koHneHTparusiMu HAJIH u AT®. DOrta cutyauust co3naércsi B abCOpOTUBHOM TMEpHOJE, KOorja KieTka
IICYCHU TII0JydaeT JOCTATOYHOE KOJMYECTBO MCTOYHUKOB DJHEpruv. B muromnasme nmrpar
pacuieruisieTcst noJ AecTBueM (epMeHTa UTPATINA3bL:

Hurtpart + HS-KoA + AT® — Anerun-KoA + AJII® + P+ Okcanoanerar

Anetmn-KoA B nutomniazMe CIy’)kKMT UCXOJHBIM CyOCTpaTOM Jisi CMHTE3a KMPHBIX KHUCIOT, a
OKCaJI0aLeTaT B LIUTO30JI€ MOABEPraeTCs CICAYIOLUIUM IPEBPAILECHUSIM (CM. CXEMY).

Cxewma ceBepuH c1p 401

[TupyBat TpaHcnopTupyercss 00paTHO BMATPUKC MUTOXOHIpUIl. BoccTaHOBIEHHBIN B pe3yibTare
neiicteus Manuk-pepmenta HAJIOH ucnonb3yercs kak JOHOP BOAOPOJA TS MOCIEAYIOMUX PeaKuit
CUHTE3a KUPHBIX KUCIOT. Jpyroi ncrounuk HAJI®H — okuciutenbHbie cTagun neHTo30hocdaTHoro
MyTH KaTaboJIu3Ma TIIFOKO3BI.

Oopa3zoBanue ManoHmiI-KoA u3 anetun-KoA — perymsatopHas peakiusi B OMOCHHTE3€ KUPHBIX
KHCJIOT.

IlepBasg peakuusi CHHTE3a >KMPHBIX KHCIOT — mpeBpaiieHue aunetuia-KoA B manoHun-KoA.
®depMeHT, KaTaau3upyrowmui 3Ty peakuuto (anetmin-KoA-kapOokcuiasza), OTHOCAT K Kiaccy jmra3. OH
COJIEPKUT KOBAJIEHTHO CBsI3aHHBIM OMOTHH. B nepBoii cranuu peakuun CO, KOBAaJEHTHO CBSI3BIBAETCS C

ouotuHoM 3a cu€t suepruu AT®, Bo BrOpoit craguun COO™ mepenocurcs Ha anetui-KoA c¢ obpaszo-
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BaHueM MajoHUWI-KoA. AxkTuBHOCTH (pepmenTa anetuii-KoA-kapOokcuiaasbl OMpeaessieT CKOPOCTh
BCEX MOCEAYIOUIUX PeaKlnil CHHTE3a )KUPHBIX KUCIIOT.
buotun-gpepment + CO, + ATD — Kapookcudbnorundepment + AJIID + Ou
KapOokcubnorundepment + Anermin-KoA — Manonuin-KoA + buotundepment

[Tocne oOpazoBanus MaoHUI-KOA  CHHTE3 JKUPHBIX  KHCJIOT MPOJMOJDKAETCS  Ha
MYJIBTU(PEPMEHTHOM KOMIUJIEKCE — CHHTA3€ UPHBIX KUCIOT (MaJIbMUTOWICUHTETA3€). ITOT (EPMEHT
COCTOUT M3 2-X HACHTUYHBIX MPOTOMEPOB, KaXIbIiI U3 KOTOPHIX HMMEET JOMEHHOE CTPOCHHUE W,
COOTBETCTBEHHO, 7 IIEHTPOB, OOJIAMAIONIUX PA3HBIMA KaTaJTUTUYCCKUMU aAKTUBHOCTSIMH. OTOT
KOMILJIEKC TMOCJIEI0BATENbHO YIUIMHIET paJuKall KUPHON KHUCIOTHI HA 2 YTIEPOJHBIX aToMa, JOHOPOM
KOTOPBIX CIyXUT MamoHWI-KoA. KoHeuHblii mpoayKT paboThl ATOTO KOMIUIEKCAa — MaIbMUTHHOBAS
KHCJIOTa, IOATOMY MpEKHEE Ha3BaHKUE ATOTO (hepMEHTa — MaTbMUTOMICUHTETA3a.

[lepBast peakiusi — MepeHOC aleTUIBLHOM Tpymbl aneTwi-KoA Ha THOJIOBYIO TPYIITy IUCTEHHA
AlEeTUWITPAHCALIMIIA3HBIM [IEHTPOM. 3areM OT MaloHWI-KOA ocTaTok MajoHWIa TEepPEeHOCUTCS Ha
CYJIb(PTUIPUIbHYIO TPYIITY alMINEPEHOCAIEr0 OelKa MaJOHWITpaHCaUIa3HbIM LIeHTpoM. [locie 3To-
ro KOMIUIEKC TOTOB K MEpPBOMY IMKIY CHUHTE3a.AllETWIbHAs TpPYyINa KOHJAECHCHUPYETCA C OCTAaTKOM
MajoHuia o Mecty oraenusiierocss CO,. Peakuusi kaTanu3upyercs KETOAUUIICUHTA3HBIM I[EHTPOM.
OOpazoBaBLIMICS parKall aleToalleTHIIa MOCIEA0BATEIbHO BOCCTAHABIMBACTCS KETOAIMIPETYKTa30H,
3aTeM JETUAPATUPYETCA MU OISITh BOCCTAHABIMBACTCS EHOWIPEIYKTa30d — aKTHUBHBIMU LIEHTPAMHU
KoMILIeKca. B pesynbraTe mepBOro IUKIA peakuuid oOpasyercs paaukail OyThpuia, CBSI3aHHBIA C

CY6BGI[HHHHeﬁ CHUHTAa3bl JKUPHbIX KHUCJIOT.
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[lepea BTOpbIM LIMKJIOM paguKall OyTUpHIIA IEPEHOCUTCS U3 MO3ULKHU 2 B no3unuio 1 (rae Haxo-
JWIICSA aleTW/ B Hayajieé TIEPBOTrO IUKJA peakiuii). 3aTeM OCTaTOK OyTHpuia MOABEPracTCs TEM XKe
[pPEBPAICHUSIM U YIUIMHIETCS Ha 2 YTIEPOIHbIX aToMa, MPOUCXOIAIUX U3 ManoHWI-KoA.

AHaJIOTUYHBIE IMKIIBI PEaKIHWi TOBTOPSIOTCS M0 TEX IOp, MOKa HE o0pasyeTcs paauKai
NaTbMUTUHOBOM KHUCJIOTHI, KOTOPBIA TIOJ JCHCTBHEM THOICTEPA3HOTO IIEHTpPA THUAPOIUTHICCKU
oTnensieTcs OT (EPMEHTHOTO KOMILIEKCa, MpeBpaliasch B CBOOOJHYIO MAJBMUTHHOBYIO KHUCJIOTY
(manbMuUTar).

CyMMapHO€ ypaBHEHHME CHHTE3a MaJIbMHUTHHOBOW KHUCJIOTHI M3 aneTwi-KoA u mamoHumin-KoA
MMEET CIEAYIOIIUN BU:

CH3-CO-S-KoA + THOOC-CH,-CO-S-KoA + 14HAJI®H —
—C15H3COOH + 7CO; + 7H,0 + 8HS-KoA + 14HAJI®"
BUOCHHTES, METABONW3M XONECTEPONA W EFQ PETYAALIUA

Xonectepos — cTepou]i cielupuyHbIA 11 OpraHu3Ma *XUBOTHBIX U yejoBeka. CUHTE3UupyeTcs
BO MHOTHMX TKaHAX yenoBeka. B meuenu cunresupyercs 6onee 50%, a B TOHKOM KumeuHuke — 15-20%
xonectepoisia.OcTalibHasi 4acTb CHUHTE3UPYETCS B KOXE, KOPKOBOM CJIO€ HAAMOYEUHUKOB, MOJIOBBIX
Kenezax. B cyTku B opraHusme cuHTe3upyeTcs npuMepHo 1 r, a ¢ numeit npunumaercs 300-500
mrxosiectepona. OOMeH XoyiecTeposia Ype3BbIYaHO CIOKEH — TOJIBKO JJISi €r0 CHHTE3a HEe0OXO0IMMO
ocymiectBieHue okoso 100 mocnemoBaTenbHBIX peakiuil. Bcero B oOMeHe Xxosectepojia ydyacTBYET
okoio 300 pasnHbix OenkoB. HapymieHuss oOmeHa xoJsiecTepojia MPUBOJAAT K OJHOMY U3 HamOosee
pacnpocTpaHEHHBIX 3aboieBaHMil — arepockiepo3y. CMEpPTHOCTh OT MOCJIEICTBUN aTepocKieposa
(uH(bapKT MHOKapja, UHCYJIBT) JUIUPYET B OOIIEH CTPYKType CMEPTHOCTH HaceyeHus. Hakorienue
XOJIECTepOJia B OpPraHW3ME MPUBOAMWT K PA3BUTHUIO M JPYTOro PaclpOCTPaHEHHOTO 3a00JIeBaHUS —

JKETYHOKAMEHHOM O0JIE3HU.
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CHHTE3 XOJIECTEPOJIA U EI'O PEIYJIALIUSA

Peakunn cuHTE3a XOJECTEPOIIA MPOUCXOAAT B LUTO30JI€ KIETOK. DTO OAUH U3 CaMbIX JIJIMHHBIX
MeTaboIMYECKUX IMyTeil B OpraHu3Me 4esI0BeKa.

Oo0pa3oBanue MmeBajioHaTa

Cno>xHBII ITyTh CUHTE3a XOJIECTEPOJIa MOKHO pa3eiuTh Ha 3 Tana:|l — npeBpaiieHre akTMBHOTO
arieTata B MEBaJOHOBYIO0 Kucioty, II — oOpa3oBaHme ckBajieHa W3 MEBajJOHOBOW Kuciotel, I —
LUKJIN3alMs CKBAJIEHA B XOJIECTEPHH.

[lepBbrit 3Tanm 3akaHuMBaeTCs OOpa3OBaHMEM MeEBajoHAaTa (MEBAJIOHOBOW KHCTOTHI). J[Be
MoOJIeKyIbl aneTusi-KoA KoHJIeHCHpyroTCcs (epMEeHTOM THOJa30iM ¢ 00pa3zoBaHKeM aleToaneTi-KoA.
DepMEeHT THIPOKCUMETUITIYTapuia-KoA-cuHTa3a NpPUCOEANHSET TPETHM AaleTHIbHBIA OCTaTOK C
oopazoBannem ['MI-KoA (3-ruppoxcu-3-metunriyrapuin-KoA). Dta mocnenoBaTeabHOCTh PEaKIHii
CXOJIHA C HAYAJIbHBIMHU CTaIUAMH CUHTE3a KETOHOBBIX Tell. OJHAKO pEaKIUA CUHTE3a KETOHOBBIX TEIN
IIPOUCXOJSAT B MUTOXOHIPUSIX NIEUEHH, a PEAKLIUHA CUHTE3a XOJIECTEPOJIa — B IUTO30JIE KIIETOK.

Cnenyromas peakuus, karanuzupyemas ' MI'-KoA-penykrasoil, sIBISIETCS PETYJISITOPHON B METa-
00JIMUECKOM IyTH CHUHTE3a xoJiecTepoia. B aTolt peakiuu mpoucxoaut BocctanoBienue ' MI'-KoA no
MeBaJIoHaTa ¢ ucnoiibzoBanueM 2 moaekyn HAJIOH. ®depment ' MI'-KoA-penykraza — rIIMKOIPOTEHH,
MPOHU3BIBAIOLIUN MeMOpaHy DP, akTUBHBII IIEHTP KOTOPOTO BHICTYHAET B IIUTO30JIb.

Hwukonaes, 314 ctp.

Oo0pa3zoBaHue CKBaJIeHA

Ha BTOpoM »sTame cuHTE3a MeEBajJOHAT NPEBPALIACTCA B MATUYTIIEPOAHYIO H30MPEHOHUIHYIO
CTPYKTYpy, colepxairyto mnupodochar — wuzoneHrenunnupodocdar. I[Ipoaykr konaeHcammu 2
M30IPEHOBBIX eauHull — Tepanunnupodocdar. I[lpucoenunenne emé 1 H30MPEHOBON €AMHUIIBI
MPUBOJIUT K oOpazoBanuio dapHesmwnnupodocdara — COCTUHEHHS, COCTOAIIECTO U3 15 yriaepoaHbIX
atomoB. JIBe mosekynsl (apuesuwnmupodochara KOHASHCUPYIOTCS C 0OOpa3oBaHHMEM CKBAaJICHA -
YTJIEBOIOPOIA JINHEMHOM CTPYKTYpPBI, COCTOSIIETO U3 30 yraepoaHbIX aTOMOB.

Hwukonaes, 314 ctp.
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Oo0pa3zoBaHue xoJiecTeposia

Ha tpetpem »sTame cuHTE3a XOJIECTEpOJIa CKBaJIeH Yepe3 CTaAuI0 00pa3oBaHUsl 3IMOKCUIA
(dbepMeHTOM IMKJIA30HM MpeBpalaeTcsi B MOJIEKYIy JaHOCTEepOJIa, CoAepKallyto 4 KOHIEHCUPOBAHHBIX
nukina u 30 atomoB yriepoaa. [Janee npoucxoaut 20 mociaeqoBaTENbHbIX PEAKIUM, MMPEBPALIAOIINX
JaHOCTEepoJI B XoJectepod. Ha mocnenHux stamax CHUHTE3a OT JAaHOCTEpOJia OTAENsIeTcss 3 aToma
yriiepoza, H03TOMY XOJIECTEPOJ CONEPKUT 27 YrIepOIHbIX ATOMOB.

Hwukonaes, 314 cTp.

VY xonecTepoiia UMeeTCsl HachIllIeHHasl pa3BeTBIEHHAs OOKOBasl 1IeNb U3 8 yIriepOJHbIX aTOMOB B
noJjokeHuu 17, nBoiiHas CBs3b B KOJbLE B MexXAy atomaMu yriepoja B MOJIOKEHUSIX S5 U 6, a Takke
TUJPOKCUIIbHAS TPYNIA B MOJIO0KEHUH 3.

B opranuzme uenoBeka u30MEHTEHWINUPOGOCHAT TaKKE CIYKUT MPEIIIECTBEHHUKOM
youxuHoHa (KoQ) u qoymxona, y4acTBYIOIIETO B CHHTE3€ TJIUKOIPOTEUHOB.

Jrepudukanys xojaecreposia

B HexoTOphIX TKaHSAX TMJIPOKCUIIbHAS TpyIIa XoJiecTeposia d3Tepupuuupyercs ¢ o0pa3oBaHUEM
oonee ruapodoOHBIX MOJIEKYT — 3GUpPOB XoyecTepoia. Peakuus KaTalu3UpyeTcs BHYTPUKICTOUYHBIM
bepmerntom AXAT (anmnKoA:xonecreponanunrpancdepasoil).

Peaknus stepudukanuu npoucxoaut takxke B kpoBu B JIIIBIL, rne naxonurcs dpepment JIXAT
(renuTHH:xONECTepoanunaTpancdepasa). Idupsl  Xojectepoira — ¢opMa, B KOTOPOM OHH
JETIOHNPYIOTCS B KIETKAaX WM TPAHCIOPTUPYIOTCA KpoBblO. B kpoBu okoso 75% xosectepona
HAXOJIUTCS B BHJIE A(DUPOB.

PeryJisinusi cMHTE32 X0J1ecTepoJia

Perynsmus aktuBHOCTH KitoueBoro depmeHTta cuHrte3a xosectepoia (I'MI-KoA-pemykrasbl)
npoucxoaut  nyrém«dochopuiupopanusi/nedochopuaupopanus»  I'MI-KoA-penykrassl.  [lpu
YBEJIMYEHUHN COOTHOILICHUSI MHCYJUH/TIIOKArOH ATOT PepMeHT AePoCcPOopUInupyeTcs U NepexouT B aK-
TUBHOE cocTosiHue. JleHcTBHE WHCYNIMHA OCyIIecTBiIseTcs udepe3 2 depMeHTa: (ocdarasy KHHA3BI

I'MI'-KoA-penykra3bL,KoTOpasi MpeBpalaeT KWHA3y B  HEAaKTHBHOE JedocOopHIMpOBaHHOE
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coctosinue; ¢ocharazy 'MI'-KoA-pexykra3binyTéM npeBpaiiieHus e€ B 1eGpochopriinpoBaHHOE aKTHUB-
HOE COCTOsIHME. Pe3ynbTaToM 3THX peakiuil ciy>kut obpazoBaHue AePpochopuInpoBaHHON aKTUBHOM
¢opmbl  I'MI'-KoA-penykraszpl. CnepoBareinbHO, B aOCOPOTHMBHBIN MEPHOJ CHUHTE3 XOJIECTEPOIIA
yBEJIMUUBAETCS. B 3TOT mepuoj yBenuuMBaeTcs U JOCTYIMHOCTb MCXOJHOTO cyOcTpaTa Ijsi CHUHTE3a
xoJiectepotia — auetuia-KoA (B pesyiprare npuéMa MUIIM, COAEpKAIIEH YIJIEBOJBI U JKUPBI, TaK Kak
anetTun-KoA oOpa3syercs npu pacnazie Iir0K03bl U KUPHBIX KUCIOT). B mocTabCcopOTUBHOM COCTOSIHUM
TJIIOKaroH 4epe3 MpoTeMHKHHa3sy A ctumynupyer ¢ocdopuupoanue ['MI-KoA-peaykrassl,
NEepPEBO/ISI €€ B HEAKTUBHOE COCTOSIHUE. DTO JIEUCTBHE YCUIIMBAETCS TEM, YTO OJHOBPEMEHHO TJIFOKAroH
ctumynupyer  dochopunupoBanne U uHakTuBanuioo  (docharazer  ['MI-KoA-penykrazel u
docopmiupoBanre kuHazpl ['MI-KoA-penykrasbl, ynepxkuBas, Takum ob6pasom, ['MI-KoA-
peaykrasy B (hochopuIMpOBaHHOM HEAKTHBHOM COCTOSSHUM. B pesynbrare CHUHTE3 XojecTepojia B
nocTabCOpOTUBHOM MEPUOJIE U MPU TOJOJaHUU UHTHOUpYETCs.

Nurnouposanue cunre3a ' MI'-KoA-peaykrasbl.

KoHeuHbIll NpoAyKT MeTabOIMUYECKOM IyTH (XOJIECTEPOJ) CHUXKAET CKOPOCTh TPaHCKPUIILUU
reHa ' MI'-KoA-penykraspl, mogaBisisi TakuM 00pa3oM COOCTBEHHBIM CHHTE3. B meueHu akTUBHO UAET
CUHTE3 XKENUHBIX KUCIOT U3 XOJIECTEpOsa, OITOMY M KETYHBIE KUCIIOTHI (KaK KOHEUYHBIE MPOIYKTHI
CUHTE3a) NoNaBiAOT akTuBHOCTh TeHa ['MI-KoA-peaykraspl. Tak kak Mosekyna ['MI-KoA-
penyKTa3bl CYIIECTBYET OKOJIO 3 4 MOCJE€ CHHTE3a, TO MHTMOMpOBaHME CUHTE3a ATOro (QepmeHTa
KOHEUHBIM MPOAYKTOM METa00IUYECKON MyTH (X0JIeCTEpOIoM) sBisieTcs 3PhHEeKTUBHOM perysiue.

BriBenenue xosecreposia M3 OpraHUu3Ma.

CtpykTypHasi OCHOBa XoOJjecTepojla — IHMKJIONEHTaHNEepruaIpopeHaHTpeH He MOXKET OBITh
pacwierien 10 CO, U BOABI, KaK APYyrue OPraHUYECKUE KOMIIOHEHTBI, IOCTYINAOIIUE C MULICH WM
CHUHTE3UPOBAaHHbIE B OopraHusMe. [103TOMy OCHOBHOE KOJMYECTBO XOJIECTEPOJA BBIBOAUTCSA B BHUJIC
XKEMUHBIX KHUCJIOT.HekoTopoe KONMMYeCTBO KEIYHBIX KHUCIOT BBIACISIETCS B HEM3MEHEHHOM BHIE, a
4yacThb MOABEPraeTcsl AECUCTBUIO (PEpMEHTOB OakTepuil B KuileyHHKe. IIpoaykTsl ux paspymeHus (B

OCHOBHOM, BTOPHUYHBLIC JKCIITYHBIC KI/ICJIOTBI) BBIBOISATCA U3 OpraHru3Ma.
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Yacth MoOJEKyn XoJiecTeposia B KUIIEYHUKE oA JedcTBUEM (epMeHTOB OakTepuii
BOCCTaHABIIMBACTCS 110 JTBOMHOW CBSI3M B KOJbIE B, B pe3ynbTaTe 4ero o0pasyrorcst 2 TUIa MOJEKYIT —
XOJIECTAHOJI U KOIPOCTAHOJI, BBIBOJUMBIE ¢ (pexanusimu. B cyTku u3 opranuszma BeiBoautcs ot 1,0 T 1o
1,3 r xosecTeposia, OCHOBHAS YaCTh yaalsieTcs ¢ pekanusmu.

B. CUHTE3 YXE/TYHBIX KUC/IOT

N3 XOJIECTEPOJIA U ETO PET'YJISILLHUA

JKEmuHple KUCTOTHI CUHTE3UPYIOTCS B IIEUEHU M3 XOJecTeposa. YacTh KEMYHBIX KUCIOT B IE€Ue-
HU TOABEPTACTCS PEAKIINN KOHBIOTAIIMN — COCIUHEHUS ¢ TUAPO(IIBHBIMUA MOJIEKYJIaMH (TJIUIIUHOM U
TaypuHOM). JKETUHBIE KUCIOTHI 00ECIICUMBAIOT SMYJIBIHPOBAHUE KUPOB, BCACHIBAHWE MPOIYKTOB HX
nepeBapuBaHus M HEKOTOPhIX TUAPO(MOOHBIX BEIIECTB, MOCTYNAIOUUMX C NUIICH, HampuMmep
JKUPOPACTBOPUMBIX BUTAMUHOB M XojecTeposa. JKETYHble KHCIOTBI TAaKXKE BCACBIBAKOTCS, YeEpe3
BOPOTHYHK0 BEHY MONAJAOT OIATh B MEUYEHb M MHOTOKPATHO HCMOJB3YIOTCA [JI 3MYJbIUPOBAaHUS
KUAPOB. DTOT IIyTh HA3BIBAIOT SHTEPOTEIaTUUECKON HUPKYISALUEN )KETUYHBIX KUCIIOT.

CuHTe3 KETYHBIX KUCJIO0T

B opranusme 3a cytku cunresupyercs 200-600 mr sxxé€munbix kucnoT. [lepBas peakiusa cuHtesa —
oOpa3zoBaHue 7-0-TUIPOKCUXOJECTEpOia SBISETCA pEryiasaTopHor. DepMeHT 7-0-THIPOKCHUIIa3a,
KaTAJIM3UPYIONTUN 3Ty PEaKIuio, MHTMOUPYETCSI KOHEUHBIM MPOJTYKTOM — KETYHBIMU KUCIOTAMH. 7-0L-
['unpoxcunaza npeacrasisieT coboit onHy U3 hopm nuroxpoma Pysp 1 MCIONB3yeT KUCIOPO KaK OJUH
u3 cyoctparoB. OnuH aToM Kuciiopoia u3 O, BKIIOYAETCs B THAPOKCWIBHYIO TPYIITY B MOJIOKEHUHU 7, a
JpYroil BoccTaHaBIMBaeTCs 0 BoAbl. [locneayromue peakiuu CHHTE3a MPUBOAIT K (HOPMUPOBAHUIO 2
BUJOB JKEIUHBIX KHCIJIOT: XOJIEBOM M XEHOAE30KCHXOJIEBOM, KOTOPHIE HA3BIBAKOT «IEPBUYHBIMU
JKETYHBIMUA KUCIIOTAMMI.

KonbrorupoBanue :E€JIT4HbIX KUCJIOT.

KonbprorupoBanne — npucoeqMHEHNE UOHU3UPOBAHHBIX MOJIEKYJ TJIMIMHA WA TaypuHA K Kap-
OOKCWJIBHOW TpYIIE KETYHBIX KUCIOT; YCUJIMBAET UX JETEPreHTHbIE CBOMCTBA, TaK KaK YBEIUYUBAET

aM(pubUIBHOCTh MOJICKYIL.
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Konbloranus npoucXoAUT B KJIETKaxX MEYEHU M HAYMHAETCA C 00Opa30BaHUs aKTHUBHOU (POpPMBI
XKETIHBIX KUCIIOT. 3aTeM IMPHUCOCTUHSICTCS TAYPUH WIH TIUINH, U B Pe3yJIbTaTe 00pasyercs 4 BapuaHTa
KOHBIOT'aTOB: TaypoXxoJjeBas U TaypOXEHOE30KCUXO0JIEBAs, TJIMKOXOJIEBAs W
TJIMKOXEHO/IE30KCUX0JIEBasi KUCJIOThI (OHM 3HAUYUTETHHO 00Jiee CUIIbHBIE IMYJIbraTOpPbl, YeM HCXOAHbIC
JKEITYHBIC KHUCIIOTHI).

KonbloraroB ¢ rimmuuHoM obpasyercs B 3 pasza 0oJbllie, YeM C TaypUHOM, TaK Kak KOJUYECTBO
TaypyuHa OT'PaHUYECHO.

JHTeporenaTuyecKasi MUPKYJIAUNS KETIHBIX KUCAOT. [IpeBpamenus KETYHbIX KUCJIOT B
KHIIeYHUKE.

[TpoayKThl rHAPOIN32a )KUPOB BCACHIBAIOTCSI B OCHOBHOM B BEPXHEM OTJI€JIe€ TOHKOTO KUIIIEYHHUKA,
a CONM XKEMYHBIX KUCIOT — B MOAB3I0IIHON KuIIKe. Okono 95% HKETUHBIX KUCIOT, MOMABIIUX B KH-
HIEYHUK, BO3BPALIAETCA B IIEYEHBb YEPE3 BOPOTHYIO BEHY, 3aTEM OIIATh CEKPETUPYIOTCS B KEIUb U IO~
BTOPHO HCHOJIB3YIOTCSI B 3MYJbIMPOBAHUM JKUPOB. ODTOT NYTh JKEIMUYHBIX KHUCIOT Ha3bIBAIOT
SHTEpOTrenaTuYecKor nupkynsinuei. B cytku Bcero peadbcopoupyercs 12-32 1 cosiet )KEMUHBIX KUCIIOT,
TaK Kak B OpraHu3Me uMeercsi 2-4 T KEMUHBIX KHUCJIOT, M KaXKJas MOJEKyJa KEMYHOM KHUCIOTHI
MPOXOJUT ITOT KpyT 6-8 pas.

YacTb ®EMUHBIX KUCIOT B KUIIEUHUKE MOABEPraercsa AeCTBUIO (hepMEHTOB OaKTEpHii, KOTOpbIE
OTHICTUISIIOT TJIMIIMH U TaypUH, a TAKXKe TUJIPOKCUIbHYIO TPYNNY B MOJOKEHUU 7 KETUYHBIX KUCIIOT.
JKEmuHple KHUCIIOTHI, TUIIEHHBIE 3TOW THAPOKCUIIBHON TPYNIIbI, HA3bIBAIOT BTOPUYHBIMH. BTOpHUUYHBIE
XKETUHBIE KUCIIOTHI: JIE30KCUXOJIEBast, 00pa3yromiasicsi U3 XO0JICBOW, U JINTOXOJIEBas, 00pa3yromascs u3
JI€30KCUXOJIEBOM, XYK€ PACTBOPUMBI, MEJICHHEE BCACHIBAIOTCA B KHUIIICUHHUKE, YEM MEPBUYHBIEC KEI-
yHble KUCHOTHL. [lodTOMYy € (hekanusiMu B OCHOBHOM YJAJSIOTCS BTOPUYHBIE KETUHBIE KHUCIOTHI.
Opnnako peabCcopOMpPOBAHHBIC BTOPUYHBIC JKETYHBIC KUCIOTHI B TICYCHH OISITh MPEBPAIIAIOTCS B TEp-
BUYHBIE M YYaCTBYIOT B 3MYJIbITMPOBAHUU >KUPOB. 3a CyTKM M3 opranu3ma BeiBoguTcs 500-600 mr
HKEMUHBIX KUCIOT. [IyTh BbIBEIEHUS KETYHBIX KUCIOT OJJHOBPEMEHHO CIY’KUT U OCHOBHBIM ITYTEM BbI-

BCIACHH: XOJICCTCPOJIa U3 OpraHU3MaA. I[J'IS[ BOCIIOJIHCHUA ITOTCPU JKEIIYHBIX KHCIIOT C (beKaJ'II/IHMI/I B
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IIEYEHU MOCTOSHHO NMPOUCXOIUT CUHTE3 JKEMUHBIX KHCIOT U3 XOJIECTEPOJa B KOJIUYECTBE, IKBUBAJICH-
THOM BBIBEJECHHBIM KETUHBIM KHCIOTaM. B pesynbrare myn KET4HbIX KUCIOT (2-4 T) ocTaércs mo-
CTOSIHHBIM.

Bose3nu, 00yc/ioBJIeHHbIE HAPYLIEHHEM 00MEHA X0J1ecTepoJia.

KenunoxkamenHasi 60J€3Hb — MATOJOTUYECKUIT TIPOIIECC, PU KOTOPOM B KEITYHOM ITy3bIpe 0Opa-
3YIOTCS KAMHH, OCHOBY KOTOPBIX COCTABJISIET X0OJIECTEPOJI.

Beigenenue xonecrepona B KETYb JOHKHO CONMPOBOKAATHCSA MPOMOPILMOHAIBHBIM BbIACICHHEM
KEMYHBIX KUCIOT U POCHOIUNHUIOB, YACPKHUBAIOIINX THAPOGHOOHBIE MOJIEKYJIbI XOJIEeCTepoa B KETUU

B MUIIEJUISIPHOM COCTOSIHUHM (Ta0j1.X).

Tadomuma X.
CocTraB xemuu
CocraB xeiuu CopeprxkaHre KOMITIOHCHTOB
JKEJTYM B MMOJIB/JT
JKemyHable KUCITOTHI 310
docharnanIxoanH 8
Xonectepo 25
JKenuHble MUTMEHTHI 3,2

Y OonbMHCTBA OOJIBHBIX >KEMTYHOKAMEHHON Oone3nbto akTuBHOCTH ['MI-KoA-pemykraszbl
IIOBBIIICHA, CJICAOBATEIbHO, YBEJIMYEH CHUHTE3 XOJECTEpOoJia, a aKTUBHOCTb /-0-THAPOKCHUIIA3HI,
YYaCTBYIOIIEW B CHHTE3€ KETYHBIX KHUCIIOT, CHUKEHA. B pe3ynbprare CHHTE3 X0JecTepoia yBEINYeH, a
CUHTE3 KEIMYHBIX KUCIOT U3 HEIO 3aMEUICH, YTO IIPUBOAUT K JUCIPOIIOPLIMHU KOJIUYECTBA X0JIECTEpOIa
U KEIIYHBIX KUCIIOT, CEKPETUPYEMBIX B KEIIYb.

Ecnu st mponopuuu HapylieHbl, TO XOJIECTEPOJ HAYMHAET OCAXKIATHCS B JKEITYHOM ITy3bIpE,
o0Opasysi BHayaje BI3KUM OCaJI0K, KOTOPBIM MOCTEIEHHO CTaHOBUTCS Oojee TBEPALIM. MHOTIa OH Mpo-
NUTHIBaETCA OWIMPYOMHOM — MPOJAYKTOM pacraja rema, OelkamMu U coisiMu Kamiblus. Kamuu, obpa-

3yIOIKECs B KETYHOM MY3bIPE, MOTYT COCTOATH TOJIBKO U3 X0JIeCTEpoJia (X0JIECTepUHOBBIE KAMHM) WU
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U3 CMECH XOJjecTeposia, OMIMpyorHa, OEIKOB M KaJIbIUs. XOJECTEPUHOBBIE KAMHHU OOBIYHO OEJoro
1[BETA, & CMEUIaHHbIE KAMHU — KOPUYHEBOT'O LIBETA Pa3HbIX OTTEHKOB. [IpuuuH, MpuBOASIIMX K U3MeE-
HEHUIO COOTHOILIEHHUS KETYHBIX KHUCIOT M XOJiecTepoJia, B IKEIYM MHOrO: IMHIla, Ooraras
XOJIECTEPOJIOM, THUIEPKAJOPUMHOE TMHUTAHUE, 3aCTOM KEIMUM B IKEIYHOM MYy3bIpE, HAPYILICHUE
HHTEPOTENaTUUYECKON LUPKYJSALUM, HApyUICHHs CHHTE3a >KEMYHBIX KHUCIOT, MHPEKIUU >KETUHOTO
ITy3bIPSL.

Ecny kaMHHM HaYMHAIOT IEPEMEIATHCS U3 )KEITYHOTO My3bIPs B )KETYHBIE IPOTOKHU, TO OHU BbI3bI-
BaIOT CIa3M XKEMYHOTO My3bIpsS U MPOTOKOB, YTO OOJILHOM OILIyIIAeT KaK MPUCTYT CHIbHOM 601u. Ecin
KaMEHb IEPEKPBIBAET MPOTOK HEKOTOPOE BPEMS, TO HAPYIIAETCS MOCTYIUIEHUE KENUM B KUILICYHUK,
KEMYHBIE TMTMEHTHI MPOXOAAT yepe3 MeMOpaHbl TemaToUTOB B CTOPOHY CHHYCOWJOB M MOMNAAaio0T B
KPOBb, YTO MPUBOUT K PA3BUTHIO OOTYPAIMOHHOMN (TIOAMCYEHOUHOM) KEITYXH.

B navanbHOW cTaauu o0Opa3oBaHMs KaMHEH MOXHO MPUMEHSATh B KayecTBE JIeKapCcTBa —
XEHOJI€30KCUXO0JEBYI0 KHUCIOTY. [lomagas B KEMUHBIA IMy3bIpb, 3Ta KENMUHAs KUCIOTA MOCTENEHHO
pacTBOpPSIET OCA/IOK XOJIecTepoJia (XOJECTEPUHOBBIE KaMHHU), OJIHAKO 3TO MEJUICHHBIA MpOIleCC,
TpeOYIOMN HECKOJIBKIX MECSIICB.

ANC/IMNONPOTEUHEMUH.

T'NIEPXOJIECTEPOJIEMHSA U PA3BUTHUE ATEPOCKJIEPO3A

JIMCIUMONPOTEMHEMUM — HapylIeHUs OOMEHa JMIONPOTEMHOB KPOBH M, COOTBETCTBEHHO,
HapylIeHUs OOMEHa JMMHJIOB, TPAHCHOPTHPYEMbIX MMHU. J[MCIUNONPOTEHHEMUHU MPOSBISIIOTCS Yalle
BCEr0 TOBBIIIEHUEM KOHIEHTpauuu yubo oanoro tuma JIII, 51ubO0 codeTaHHBIM YBETUYEHUEM
comepkanus Heckonbkux TurnoB JIII. B HacTosmiee Bpems HMMeeTCs HECKOJIBKO Kiaccuukaruii
nucnunonporenHeMuid. OCHOBHas KilaccuuUKalys MpeicTaBiIeHa B Ta0l.

(Tabn. XX).

Ta0nuna

JlucnunonpoTenHeEMUU

Tun u Ha3BaHUE | ['enetnueckuii neexr ‘ M3MeHeHne JIMIUIHOTO |
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JVCITUTIONTPOTEUHEMHUI oOMeHa

Tun [(HacneacTBeHHas Hedext crpykrypsl JIIT- 1B kpoBu XM u JITIOHII,

HenocTtaTouHOCTh JITI-numna3ern) munasbl. Jledexr HET PUCKA aTEPOCKIIEpO3a,
cTpykTypsl AnoC-lI TUTIEPTPUTIIALIEPOJIEMUN

Tum 11 JledexT perenTopos TxonuenTpauun JIITHII,

(cemeitnasrunepxonecreposuemusi) | JIITHIT nnm myTanus rena TUIIEPXOJIECTEPOIIEMUS,

anoB-100 PaHHUI aTEPOCKIEPO3,
KCAaHTOMATO3
Tumn III (cemeitnas Hedext B cTpykType T KOHLIEHTPAUMOCTATOYHBIX

KOM6I/IHI/IpOBaHHa}I
THIICPIUIINACMUA, HAPYIICHUC
YAAJICHHA OCTATOYHBIX

anoE, cunrte3 n30popMbl
anokE,, kotopas He
B3aUMOJICHCTBYET C

XM, JIHTOHIT, JITITIII,
JITTHIL.
['unepxonecrepoemus,

JUTIONIPOTENHOB U3 KPOBH) penenTopamu TUIIEPTPUTIIALIEPOJIEM U,
PaHHUU aTEPOCKIIEPO3,
KCaHTOMATO3
Tun IV u V (cemetinas I'eneTnuecku Tkonuentpauuu JIITOHII,
TUIEPTPUTIIHLIEPOJIEMHUS] ) reTeporeHHas rpyInma JITTHII,
3a00JIeBaHUM. TUIIEPTPUTIIALIEPOJIEMUS,
N30bITOUHAS TPOTYKIIMS yMEpEHHas
JITTOHIT kak pe3ynbraT TUIIEPXOJIECTEPOJIEMUS
TUIIEPUHCYIMHEMUAN ATepocKIIepo3, CHU)KECHUE

TOJICPAHTHOCTH K TI'JIFOKO3C,
KCaHTOMATO3

Hau6os1ee pacnpocTpaHeHbl HAPYIIEHHsI 00MeHA X0J1eCcTeposia U TPHANJITINIEPOJIOB.

Hapymenust oOMmMeHa XxojecTepojia 4daille BCEro MPUBOAAT K THUIEPXOJIECTEPOJIEMUH U

MOCJIEIYIOIIEMY Pa3BUTHIO aTepockiieposa. [Ipu arepockiiepos3e nporucxoauT oOpa3oBaHUE HA CTEHKAX

apTepuil TaK HAa3bIBAEMBIX ATEPOCKICPOTHUUECKUX OJISAIIEK, MPEACTABISIONMX CO00OW B OCHOBHOM

OTJIOKCHUS XOJICCTCPOJIA. ATCpOCKJ'ICpOTI/I‘-IeCKI/Ie OJIAIIKH paspymaroT KJICTKU SHAOTCIIUA COCYI10B, H B

TaKMX MECTax 4YacTo oOpa3yloTcs TpoMObI. ATEpOCKIepo3 — MoJIMreHHoe 3aboneBaHue. OmHa u3

OCHOBHBIX IIPpUYHWH pPa3BUTUA aTCPOCKIICPO3a — HAPYHICHUC OajaHca MCKAY HNOCTYIINICHUCM

XOJICCTEpOJIa C HPIHleﬁ, €Ir0 CHUHTE30M M BBIBCACHHMCM M3 OpraHu3ma. BriBenenue XOJIeCTepOIa

orpaHu4eHo, He mnpesbimaer 1,2-1,5 r/cyT, a mocTyrsieHue ¢ NUIIEH NMpU HENPaBUJIBHOM MUTAHUU

MOXKCT IIPCBBICUTH 3TOT 6apLep, IMO9TOMY € BO3pPACTOM IMOCTCIICHHO IIPOUCXOANUT HAKOIIJICHUC XOJICCTC-
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posia B opranuzme. BaxkHbiM (pakTOpoM pa3BUTHS aTE€pPOCKIEpO3a SIBIAIOTCS T'€HETUYECKHe Ne(eKTh
0enKkoB U (EPMEHTOB, YUACTBYIOLIUX B OOMEHE X0JeCTepoIa.

I'mniepxodiecreposiemusi. Posib aiuMeHTapHBIX (PAKTOPOB B PA3BUTHM THIIEPXO0JIeCTEPOIeMUH

KonmenTtparusa xosecteposia B KpOBH B3pocibiX Jrojed coctapisier 200+50 mr/mn (5,2+1,2
MMOJIb/J) W, KaK MPaBHJIO, YBEIMYMBAETCA C BO3pacToM. [IpeBbillieHME HOPMAaJIbHOM KOHIIEHTpAIUH
X0JIECTEPOJIA B KPOBHU HA3bIBAKOT TMIIEPXOJIECTEPOIEMUEH.

['unepxonecTeposaeMus 4acToO pa3BUBACTCS BCIEACTBUE H30BITOYHOTO MOCTYIIIICHUS X0JIecTepoa
C IUIIEH, a TAKXKE YIJIEBOJOB U XUPOB. | MIIEpKAaTOpPUIHOE NMUTAHUE — OJUH U3 PACIPOCTPAHEHHBIX
(GakTOpOB pa3BUTHS THIEPXOJIECTEPOIIEMHH, TaK KaK ISl CHHTE3a XOJecTeposia He0OXOAUMbI TOJIBKO
anetui-KoA, AT® u HAJI®H. Bee 3t cyOcTpatsl 00pa3yloTcsi Mpy OKUCIEHUH TIIIOKO3bI U KUPHBIX
KHCJIOT, IO3TOMY M30BITOYHOE OCTYIJICHUE 3TUX KOMIIOHEHTOB MUIIH CIIOCOOCTBYET Pa3BUTHIO THIIEP-
XoJiecTepojieMur. B HOpMe MOCTyIUIeHHE XO0JIeCTEepoJia C MUIIEH CHHXKAET CUHTE3 COOCTBEHHOTO XO-
JecTepoia B IEUYEHH, OJJHAKO ¢ BO3PACTOM 3(P(PEKTUBHOCTh PETYJISIIUN Y MHOTHUX JIFOACH CHUXKAETCS.

[IpaBwibHOE mNHTaHWE B TEYEHHE BCEH JKU3HU — BaXHEUIMM QakTop nOpoPUIaAKTUKU
rurepxoJiiecreponeMun. JlokazaHa Koppemsiuus MEXAy YBEIWYEHHEM KOHIIEHTPAalUMU XOJIECTEpOJia B
11a3Me KpOBU U CMEPTHOCTBIO OT 3a00J1€BaHUI CEPACUHO-COCYAUCTON CUCTEMbI — HH(apKTa MUOKap/a
Y MHCYJIbTA, PA3BUBAIOIINXCS B PE3YJIBTATE aTEPOCKIIEPO3A.

I'en peuenrropa JIITHII: crpykrypa v THIIBI MyTALIMi

HacneactBennbie QakTopbl UTPalOT BaXKHYIO POJIb B MPEAPACIOIOKEHHOCTH K Pa3BUTHIO aTe-
pockiiepo3a. Hanbomnee yacTo BcTpeuaroTcs MyTaluy B CTpyKType rena perenropa JINTHIL.

I'en penentopa JIITHII naxomutrcs B xpomocome 19 u cocrout u3 18 3kx30HOB. Paznuunbie
IpyNIbl 3K30HOB KOJIUPYIOT pPAa3iMyYHbIE JOMEHBI B COCTaBe 3TOro Oeika. Myrauud B 3TOM IeHE
noJipoOHO M3YYeHBI U pa3/ieleHbl Ha 4 Kiacca.

[TepBrIii K1acc MyTanuii, HanboJaee PacIPOCTPaHEHHBIHN, MPUBOAUT K MOJTHOMY OTCYTCTBHIO pe-
LENTOpa; BTOPOM KJIACC MyTalMK XapaKTEPU3YETCS TEM, UTO PELENTOP CUHTE3UPYETCS, HO HE MOXKET

TPAaHCIIOPTUPOBATHCA HA ITOBCPXHOCTDH KIICTKH, TpCTI/Iﬁ KJ1accC MYTaHI/Iﬁ COOTBCTCTBYCT CUTYyalluH, KOraa
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peuenTop TPAHCIOPTUPYETCS HA MOBEPXHOCTHh KJIETOK, HO He cBsa3biBaeT JIIIHII; weTrBEpThI Kitacc
myTtanui — peuenrtop cBsasbiBaeT JIIIHII, Ho He mpoucxomur snmoumTo3. M3MeHeHUs CTPYKTYyphl
peuentopoB JIIIHII B pe3ynprare Bcex TUNOB MYTALMH MPUBOJUAT K THIEPXOJECTEPOJIEMHH, TaK KaK
JIITHIT He 3axBaThIBatOTCs KJIETKaMu, U xojectepon B coctae JIIIHIT HakanmBaercs B KpoBH.

Cemeiinasi runepxoJiecTeposieMusi.

JIroboit nedext penenrtopa JINTHIT niu Genka anoB-100, B3anMo1eCTBYIOIIETO ¢ HUM, ITPUBO-
IUT K pa3BUTUIO Hauboyiee pacnpoCTpPaHEHHOTO HACIEICTBEHHOrO 3a00JeBaHUsl — CEMEHHOM
runepxosecreposieMut. [Ipu4rHON 3TOro ayTOCOMHO-IOMUHAHTHOTO 3a00J€BaHUs BBICTYNAIOT YKa-
3aHHbIC BbILIE MyTaluu B rede peuenrtopa JIIIHIL. ['erepo3urorsl, uMeromue oauH HOpMaibHbIN I'€H, a
Ipyroi AeQeKTHbIN, BcTpedatoTesa ¢ yacToroi 1:500 yenoBek, y HEKOTOPBIX HapogHocTed Adpuku —
naxe 1:100 genoek. KommuectBo penentopoB JIITHIT Ha MmOBEpXHOCTH KIETOK y TE€TEPO3UTOT
CHIKEHO BJIBOE, a KOHIIEHTpalusl XOJECTepoJia B IUIa3ME, COOTBETCTBEHHO, BJIBOE IOBBIIIACTCA. Y
TeTEPO3UrOT KOHIIEHTpaIusi xoJjectepoia B kpoBu B 35-40 mer noctmraer 400-500 mr/mm, yto
IPUBOJUT K BBHIPAXKEHHOMY aTEPOCKIEPO3y U paHHEH CMepTH B pe3yibTaTe MH(papKTa MHOKap/a WUiu
UHCYJIbTA.

I'omozurotsl Betpeuarores peako — 1:1 000 000 yenosek. Konuentpanuu xonecteposa u JITTHIT
B KpPOBM Takux OOJbHBIX YK€ B paHHEM JI€TCKOM Bo3pacTe YyBeluueHnl B 5-6 pas. JIITHII
3axBaThIBAIOTCS Makpodaramu myTém ¢aronuro3a. Makpodaru, Harpy>KeHHbIe H30BITKOM X0JIeCTepoa
U Apyrux aunuaos, coaepxaumxcs B JITTHII, oTknagsiBaloTcs B KOXKE U JJakKe CYXOXKHIIUAX, 00pa3ys
TaK Ha3blBa€Mble KCAHTOMBI. XOJECTEpOJI OTKIJIAJbIBACTCA TAaKXK€ UM B CTEHKax apTepuil, oOpasys
aTepockieporuueckue Omsamku. Takue et 6e3 HKCTPEHHBIX Mep JIeYeHHsI MOrudaroT B Bo3pacTte 5-6
net. Jleuenue paHHOM dopmbl 3a00sieBaHus MPoBOAAT MyTéM yaaneHus JIITHII u3 kpoBu ¢ momoiibio
wiazmadepesa, Ho HanboJiee paJuKaIbHbIA METO/I JICUEHUS — TpaHCIIaHTauus rnedeHu. [ledyens nonopa
C HOpMaJIbHBIM KoJuuecTBOM peuentopoB JIIIHII cymecTtBeHHO NOHMXKAET KOHLEHTPALMIO

XOJIECTEepOJia B KPOBH U MIPEIOTBpAIIaeT PaHHIOI CMEPTh OT aTepOCKIIepo3a.
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Kpome renermueckux paedextoB peuentopa JIIIHII, mpuunHamu rumnepxosieCTepoIeMUnd W,
CJIeIOBATENIbHO, aTEPOCKIIEPO3a SIBISIIOTCS HACIeACTBEHHbIE NedeKThl B CTpyKType anoB-100, a Takxe
NOBBINIEHHbIE CHHTE3 WU cekperuss amnoB-100 B ciydyae ceMelHOW KOMOMHMPOBAHHOMN
TUNEPIUNUAEMANA, TMPU KOTOPOM B KPOBUM TOBBIIIEHBl KOHUEHTPAlMM M  XOJECTeposa H
TPUALWITIIULEPOJIOB.

Xumuueckast Moauduxanust aumuaoB u o0esaxos JINTHIT u penenropos JIITHII

N3menenne HOpMaIbHOW CTPYKTYphl JunuaoB u OemkoB B coctraBe JIIIHIT pemaer wux
qyXEPOAHBIMU JJI1 OpraHU3Ma M MO3TOMY OoJiee NOCTYMHBIMH JJIs 3axBaTa ¢aromuramu. Hampumep,
aKTUBAIMSl CBOOOJHOPAIMKAIBHOIO OKHCIICHHS JIUMHUJIOB MPUBOAUT K HW3MEHEHUIO HE TOJIbKO
CTPYKTYPHI JIMMIUOB B JIUIONPOTENHAX, HO U CTPYKTyphl anoB-100. Ipyrum (akTopom, U3MEHSIOIINM
ctpyktypy kak JIITHII, tak u penenrtopa JIIIHII, sBasercss HepepmMeHTaTUBHOE TIIMKO3WJIMPOBAHHE
O€JIKOB, MPOUCXO/ISIIEE MPU YBEIMUYEHUH KOHILIEHTPALMU TIIOKO3bl B KPOBU MPU CaxapHOM auadere.
Moaudunuposannsie JIITHIT nornomarorcss makpodaramMu ¢ ydyacTHEM «CKEBEHKEP-PEIEITOPOBY
(pelenTopoB-MyCOPIIHKOB).

MoiekyJisipHbIe MEXaHU3MbI [IATOr'€He3a aTePOCKJIepo3a

Pa3BuTHne aTepockiepo3a MpoXOaUT HECKOJIBKO CTaquM.

[Iponecc HauMHaeTCs: ¢ MOBPEKIACHUS SHIOTENUS COCYJIOB, IPUUEM MOBPEKACHUE MOKET UMETh
pa3IMYHbIE MEXaHW3Mbl. BaKHEHIIMNM MEXaHW3M — ITOBPEXKIACHHE DHIOTENUSA 3a CYET U3MEHEHHOU
ctpykrypsl JIITHII, nampumep, B pe3yibTaTe aKTUBALMU CBOOOJHOPAIUKAIBHOIO TEPEKUCHOTO
okucnenust munuaoB (ITOJI) B coctaBe unu moBblllIeHHbIE CUHTE3 Wi cekpenus ano B-100 B cinydae
CeMeHON KOMOMHUPOBAHHOM TUIIEPIIUITUICMHH.

B xone ITOJI B JIIIHIT u3meHsieTcss HE TOJIBKO CTPYKTypa CAaMHUX JIMIIAJIOB, HO U HApYIIAETCS
cTpyktypa anonporenHoB. Oxucnennsie JIITHIT 3axBarbiBatoTcs Makpodaramu uepe3 CKEBEHIKEp-
penenTopel. DTOT MPOIECC HE PETYIUPYETCA KOIUYECTBOM IMOTJIONIEHHOTO XOJIECTEPOIIa, KaK B CIIy4yae
€ro MOCTYIUICHUS B KJIETKH Yepe3 crnelupuyYecKrue pelenTopbl, I03ToMy Makpodaru neperpykarrcs

XOJICCTCPOJIOM M IPECBPAIIAOTCA B «IICHUCTBIC KIICTKMU», KOTOPBLIC IIPOHUKAIOT B CY63HI[0TCJ'II/IaJ'IBHOG
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MPOCTPAHCTBO. DTO MPUBOAUT K 00Pa30BaHUIO JKUPOBBIX MOJOCOK B CTEHKE KPOBEHOCHBIX cOoCcy10B. Ha
3TON CTaguM SHAOTENIUN COCYIOB MOXET COXPaHATh CBOIO CTPYKTypy. llpu yBenudyeHun konuyecTBa
«IEHUCTBIX KJIETOK» IMPOUCXOIUT MOBPEKIECHUE HHAOTEIUS COCYIOB. B HOpMe KIETKM SHAOTETHS
CEKPETUPYIOT mpocTtarianauH [,(mpocranukius I,),KOTOpPBIE WHIHOMPYET arperamuio TPOMOOIIMTOB.
[Tpu moBpeXIEeHUU KIETOK 3HIOTENUS TPOMOOLUTHI aKTUBUPYIOTCS. BO-MepBBIX, OHH CEKPETUPYIOT
TpOMOOKCaH A, KOTOpBI CTUMYJHMpPYET arperanuio TPOMOOIMTOB, YTO MOXET TMPUBECTU K
00pa3zoBaHHiO TpoMOa B 00JIACTH aTEPOCKICPOTHIECKON OJISIIKH; BO-BTOPHIX, TPOMOOIIMTHl HAYMHAIOT
OpOAYLUMpPOBAaTh MENTHJ — TPOMOOIUTApPHBIN (aKkTop pocTa, CTUMYIUPYIOUIUI Mpoiudepainio
riagkombimedHbix kieTok (I'MK). TMK MuUrpupyroT U3 MeIHaabHOTO CI0si BO BHYTPEHHUH CIIOH apTe-
pHUAIBHON CTEHKH M CHOCOOCTBYIOT TaKUM 00pazoM pocTy Oismku. Jlanee mpoucxoauT mpopacTaHue
Oysiikyd  pUOPO3HOM TKaHBIO (KOJUIAar€HOM, OHJIACTHHOM); KJICTKM Toa (uOpo3HOH 000JI0UYKOM
HEKPOTU3UPYIOTCS, a XOJECTEPOJ OTKIIAIbIBACTCS B MEXKIETOUHOM IpocTpaHcTBe. Ha 3Toi craguu B
HEHTpe OMAIIKA 00pa3yloTcsl Jake XOJIECTEPUHOBBIE KpucTawibl. Ha mociemHux cragusx pa3BUTHS
OJIAIIKA MPOMUTHIBAECTCS COJSIMU KajbllMs U CTAHOBUTCS OYEHb IUIOTHOHM. B oOmactu Onsimiku 4acto
o0pa3yroTcsi TpoMOBbl, MEPEKPHIBAIOIIUE TMPOCBET COCYAa, YTO HPUBOAUT K OCTPOMY HApPYIICHUIO
KpOBOOOpAIllEHHsI B COOTBETCTBYIOIIEM Yy4YacTKE TKAaHM M pa3BUTUIO HH(apkra. Yaimie Bcero
aTepOCKJICpPOTHUECKHE OJSIIKK Pa3BUBAIOTCS B apTepHsIX MHOKapja, MO3TOMY Hauboyiee pacmpocT-
paHéHHOE 3a00JIeBaHUE, pa3BUBAIOIIEECS B PE3yJbTaTe aTepOCKIepo3a, — UHPAPKT MHOKapAa.

OBMEH W @YHKLM ®0COO0NMNMA0B

Metabomm3m GhocoaUnII0B TECHO CBSI3aH CO MHOTUMH IIPOLIECCaMU B OpraHu3Me: 00pa3oBaHU-
eM M paspylieHHeM MEeMOpaHHBIX CTPYKTYp KiIeToK, ¢opmupoBanueM JIII, munenn xémum, obpa-
30BaHMEM B aJibBeOJiaX JIETKUX TMOBEPXHOCTHOIO CJOS, MPEIOTBPAIIAIONIETO CIMIIAHKE abBEOJ BO
BpeMs BbIIoXa. Hapymenust oomena ¢gocomunuaoB — mpuarHa MHOTHX 3a00JI€BaHUl, B YACTHOCTH,
pECUpaToOpHOTO JIUCTPECC-CUHAPOMA HOBOPOXKAEHHBIX, KUPOBOTO TIENaTo3a, HACIEICTBEHHBIX

3360JI€B3HPII>1, CBsA3aHHBIX C HAKOIIJICHHUECM T'NIMKOJIMIIMA0B, — JIM30COMHBIX OoJIC3HEH. HpI/I JIN30COMHBIX
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0O0JIE€3HSAX CHMIKAETCS AKTMBHOCTh TMJPOJIA3, JIOKAIW30BAHHBIX B JM30COMax M YYacTBYIOIIHUX B
pacIernIeHn! TIUKOJIUIHIOB.

OBMEH IJTMIEPO®OCPOJTUITHIOB

Cunre3 gpochaTuaniIxoauHoB, PocPhaTUINIITAHOJIAMUHOB U (PoCHATHINICEPHHOB

HauvanpHbie sTansl cuHTe3a raUepoPochOoIUnmuIoB U KUPOB MPOUCXOIAT OJUHAKOBO 10 00pa-
30BaHus QocharuaHon kuciaoTbl. DochartuaHas KUCIOTa MOXKET CHUHTE3UPOBATHCS JBYMS Pa3HBIMU
NyTSIMH: Yepe3 Mnnepanbaerua-3-gocdar u yepe3 auruapokcuarerondocdar (puc. 8-57).

Ha cnenyromem »stane Qocdarngaza ortmeriser oT QochartugHo KHUCIOTH (PocdaTHbIHM
OCTaTOK, B  pe3ynbTare dero oOpaszyercs  auanuwiriunepost.JlanpHedmme  npeBpaleHUs
JTUAIWITIIMLEPOSIa TakKe MOTYT UATH pa3HbIMU MyTsAMu. OMH U3 BapUaHTOB — 00pa30BaHNE aKTUBHOM
(bopMBbI «HOJSAPHOM TOIOBKU» (Pochonunua: XoJIuH, CEpUN WM dTaHOJaMUH npeBpamatorcs B LI D-
xoymmH, [IJID-cepun (puc. 8-58) wnu L[J]D->TanoamMuH.

Hanee muamuriauuepos B3auMoaeuctsyer ¢ [IJID-npon3BoAHBIMH, IIPU 3TOM BBIIEIAETCS
[IM®, u ob6pasyercss cooTBeTcTBYIOmMM dochonaunua, Harnpumep Qochatuauaxoaud. Mexnay
rnutepodochonu-nuIaMi BO3MOKHBI pa3IUYHbIE B3auMompeBpamieHus. PochaTuamixoduH MOXET
00pa3oBBIBATECA W JAPYruM NyTéM: u3 (ochaTUAUIITAHOIAMHUHA, TOJy4yas IOCIEeI0BaTENbHO 3
MeTaiabHble rpynnsl 0T SAM. @ocdatuauicepud MOXET npeBpamartbes B (ochaTuauidTaHOIaMUuH
nyTéM aexapOokcuinpoBanus. PochaTuaniadTaHOIaAMUH MOXET MpeBpamatbes B Gocharuauiceput

nyTéM oOMeHa ATaHOJIAMHHA Ha CEPUH.
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Ppywroac-1,6-Buocthar

CH:OH - NADH + H' CH.OH  R,~-CO-S-KoA  CH:O CO R
H -H =l e Ca -
0~ c 7-’— HO r: c 0 —&f =0
CH:OP) NAD"® cHoB) CHOE KoA CHO0E)
ruyepon-3-ocdat lnuuepansnena- AurvapokcHaleTon- mmﬂmw
Ry=CO=-5=HKoh MADH + H*
KoA CH:0-CO-R, NAD*
HO=C~H NusodrocdpaTuanas menara
CH;~0F)
R;-CO-S—KoA
KaA
?H:O-GO- Ry
R:—m~n—:i:H
CHOF)
DocthaTHaRER MERATE
H:0
P
?l-hﬂ--::n*m
Rr-CD-ﬂ--iI:-H
CH:OH
LannT mdLE Do
UA®-somis-| CH0-CO- R,
Lo L“*H:“GD O*CH o CHs
L -arananamm - m;ﬂ—l:—ﬂ—ﬁm—ﬂl-h—ﬁéﬂl'h
CH
LM+ OH 3
octaTHEnnn
CH:O-cn- R, E-‘H;ﬂ-—ﬂﬂv— R
Re—CO~ {.'I---CH 0 COOH “+R;~CO-0- r.:H o
CHeO-P EH:-GH: NH; = ~ f.:Haﬂ F O —CHy— CHy— NH;
-L'.'H ’/r CIH

SraHanamm Copun DOCHATHAMAITAHONAMAN

V

co.

DOCHaTHANTICEPHH

3 5AM

176



Puc. 8-57

+1,,CHa vy - CHa
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ATd Ald DoctoxonuH
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OH OH
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NH;
N=T |
GJ\ o 0
N I i v -CHa
CH;=0 - |’:‘- 0- I:"- O=CH;=CH; - N CH;
OH OH S
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LnuruanngudocdoxonmH
{LAP-xanmH)
Puc. 8-58.
JunaneMuToni(pocaTuIWIX0IMH — OCHOBHOM KOMIIOHEHT cyp(akraHTa JIErkux, H

oH coctaBiser A0 80% oT Bcex (ochomunuaoB, BXOASAMUX B cocTaB cypdakranTa.CypdakTaHT —

BHEKJICTOYHBIM JIMMMUIHBIA CJIOW ¢ HEOOJBIIUM KOJIMYECTBOM THAPODOOHBIX OEJIKOB, BHICTHJIAIOIIMIMA
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MIOBEPXHOCTD JIETOYHBIX AJILBEOJ U MPEAOTBPAIIAOIINN CIMIIAHUE CTCHOK ajbBEOJ BO BPEMsI BBIZOXA
(puc. 8-59).

Cunte3 aunanbmurowidocharuauixonntia (JIeMUTHHA) B MHeBMonuTax Il Tuma mpoucxoaurt B
npoiecce SMOPHUOHAIBHOTO PAa3BUTHS M PE3KO YBEIMYUBaeTcs B mepuoa ot 32 mo 36 Hen

OEpeMEeHHOCTH.

AnkBEona B
MOMEHT BOOXa

haTHOMMEONHH
Baox
Bwaox
A
B

Anweecna s
MOMEHT BhiO0XA
ANLEEONA BO BPEMA BLIAOXE NpW HegoCTaTre

CYpPEKTaHTA

Puc. 8-59.

BaxkHpIM TIOKa3aTelieM HOPMalIbHOTO (OpMHpOBaHHS CyphaKTaHTa CIYKUT COOTHOIICHHUES
bocharuaunxonut/chuHroMueasud >4, DTO COOTHOIICHHE MOYKHO OIPEACsATh, HCCIACAYS COCTaB
aMHUOTHYECKOW x)uakoctd. Hemocrarounoe dopmupoBaHue cypdaKkTaHTa y HEJIOHOIICHHBIX JETCH
TIOCJIE POXKJICHUS MMPUBOJIUT K PA3BUTHIO PECITUPATOPHOTO JAUCTPECC-CHHIPOMA — OCHOBHOM MPUYHHEI
CMEPTH Yy 3TOH TPYIIbl HOBOPOXKAEHHBIX. CooTHomeHHe (HochaTUAMIXOINH/COUHIOMUCINH <2

yKa3bIBAaeT Ha BBICOKUN PHUCK Pa3BUTHs PECHUPATOPHOTO AMCTpecc-CHHApoma. B ciydae HeoOxomau-
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MOCTH JieueHHe OepeMEeHHBIX KOPTUKOCTEPOUAAMU CTUMYJIHPYET CUHTE3 cyp(dakTanTa B JETKHUX IJI0AA
¥ YMEHBIIAeT PUCK PA3BUTHUS PECIIUPATOPHOTO AUCTPECC-CUHIPOMA.

Cunre3 pochaTuININHO3UTOJIA M KAPAUOJIUITHHA

Jlpyroii myTh HpeBpalleHU IUalUrIUIeposia, Ipyu KOTOpoM oOpasyercs akTUBHas gopma —
LAD-aunanunrauuepos NpuBOAUT K 00pa3oBaHuIo (oChaTHININHOZUTONA U KapAUOIUIINHA.

dochaTuIUIMHO3UTOI nasuee MOKET dbochopunupoBaThCs c oOpa3oBaHUEM
dbocharuammmaO3nTON-4,5-0Mchocdara, dhochonumnmaa, pacmosararonierocs B HapyXHOW MemOpaHe
KJIETOK M YYacTBYIOLIErO B IMepelrade TOPMOHAJIbHBIX CUTHAJIOB BHYTPb KieTKu. Kapauomunun
HaXOJIUTCSI, [JIABHBIM 00pa3oM, BO BHYTpEHHEH MeMOpaHe MUTOXOHAPUI U B HEOOJIBIIOM KOJIMYECTBE B
cypbakTaHnTe JErKuX.

Karaooymsm riunepodocounuion

Paznuunspie Tumbl hocdonumnas, TOKATM30BAHHBIX B KJIETOYHBIX MEMOpaHaxX WJIA B JTU30COMax,
KaTaJIU3UuPYIOT TUAPOIN3 riaumepopocomunuaon. ['uapoau3 HEKOTOPBIX MHLIEPOPOCHOTUITHIOB O]
neiictBueM (Qocdonnmas uMeeT 3HAUEHHE HE TOJBKO KaK MyTh Karabojau3MmMa, HO M Kak IyTh
o0pa3oBaHMsl BTOPUYHBIX MOCPEIHUKOB WIIM MPEALICCTBEHHUKOB B CHHTE3€ OMOJIOTMYECKU aKTHBHBIX
BellecTB — 3iKko3aHou70B. Kpome Toro, docdomumnazsr A; u A, ydyacTBYIOT B W3MEHEHUHM COCTaBa
KHUPHBIX KUCJIOT B Iimiepodochonnnuaax, HarnpuMep, Mpu CUHTE3e B ASMOPHOHAIBHOM IEpUOJE
pa3BUTHUS AUMATEMUTOWI(HOCHATHINIXOINHA — KOMIIOHEHTA cyp(akTaHTa.

®YHKLYYU U OBMEH COMHT OJIUITH/IOB

Counromunuasl — TPOM3BOJIHBIC IlepaMyuaa, OOpa3yloIIerocs B pPE3ylbTaTe COCAUHEHUS
aMHHOCIIMPTA CPUHTO3MHA U KUPHOM KUCIOTHI. B rpymmy chuHronumnuoB BXoaaT cUHTOMUETUHBI U
TITUKOC(UHTOIHUITHIBL.

CuHrommuenuHbl HAXOIATCS B MEMOpaHax KJIETOK Pa3IMYHbIX TKaHel, HO HanOoJbIIee UX KOJIu-
YeCTBO COJAEPXKHUTCA B HepBHOM TkaHH. CQPUHTOMHUENIMHBI MHEIMHOBBIX OO0OJIOUEK coAepXkaT B

OCHOBHOM >KHpPHBIC KHCJIOTHl C JIJIMHHOW IIeMbl0: JIMTHOLEpUHOBYIO (24:0) u HepBOHOBYyIO (24:1)
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KHUCIJIOThI, @ C(UHTOMHEIIMH CEPOro BEIeCTBA MO3ra COJEPKHUT MPEUMYIIECTBEHHO CTEAPUHOBYIO
KHCJIOTY.

I'uKoCUHIrOMMIUABI- TIUKOJUIIUIBI, B COCTaB KOTOPBIX BXOAAT LEpaMUIl U OAUH WJIHU
HECKOJIbKO OCTaTKOB YTJI€BOJOB, U cuanoBas (N-anetmnHeipaMuaoBasi) kuciora. [ TukochuHronumnmabt
JOKaJIM30BaHbl B IUIa3MaTHYECKHX MeMOpaHax KJIETOK TakuM o0pa3oM, YTO YIJIEBOAHAs YacTh
MOJIEKYJIbI PACIOJIaraeTcsl Ha MOBEPXHOCTU KIJIETOK M 4acTo 00JIaJlaeT aHTUT€HHBIMU CBOMCTBaMU. JTa
4acThb MOJIEKYJ OO€CIeuMBaeT B3aMMHOE y3HaBaHUE KJIETOK M MX B3auMojelicTtBue. MHTEpecHO, 4To
YIJIEBOAHAS 4acTh CTPYKTYpPbl aHTUT€HOB Ha MOBEPXHOCTU 3pUTpoLUTOB (1o cucteme ABO) moxer
OBITh CBsI3aHA KakK C LIEpaMUJIOM, TaK U ¢ OesnkaMu. B mocineanem ciydyae CTpykTypa aHTUT€HA SIBISETCS
HE TJIMKOJUIUIOM, a TJINKOMPOTEUHOM.

Hekoropble raHrimmo3uabl — peuenTopbl OakTepuanbHbIX TOKCUHOB. Hampumep, Gy,
HaxXOJSIIMICA Ha MOBEPXHOCTH KIETOK KHUIIEYHOTO OSIHTENHS, SABISETCA MECTOM NPUKPEIUICHHUS
XOJIEPHOTO TOKCHHA — 0eJIKa, CEKPETUPYEMOTO BO3OYAUTEISIMHU XOJIEPHI.

CuHTe3 iepaMuIa M ero Npou3BOAHBIX. CUHTE3 CPUHTOIUIUAOB HAUYMHAETCS ¢ 00pa30oBaHus 11e-
pamuga. Cepun konaeHcupyercs ¢ nanbMUTOMNIKOA. IIpoaykT ux B3aMMOZIEHCTBUS CHayajiaa BOC-
cranaBnuBaercs kohpepmentom HAJIOH, 3atem k amMmuHOTpyIIIie TUrUAPOCHUHTO3MHA AMUHOM CBSA3BIO
MIPUCOEANHSETCS KUPHAs KUCIOTA, COAEpIKaIas, Kak npasuio, 24 atoma yriuepoja. [locie okucienus
®AJ[-3aBucHMON JeTHAPOTEHA30i oOpazyercs 1epamua. llepamua CIyXuT NpeaIIeCTBEHHUKOM B
cuHTe3e OONBIIONW TpyMIbl CHUHTOIUNUIIOB: CPUHTOMUETUHOB, HE COJAEpXAIIUX YIJIEBOJIOB, U
rmkochuHTONUIUAOB  (puc.  8-62). Ilocnemyromue  peakuuu  CHHTE3a  KaTalU3UPYIOTCSA
cnenupuueckuMu TpaHcdepazaMu, HaOOp KOTOPBIX OTJIMYaeTcss B pasHbIX TkaHsax. CoenuHeHHe
dbochopuaxonrHa ¢ epaMuoM COUHIOMUETUHCUHTA30M MPUBOAUT K 00pa3oBaHUI0 CPUHTOMUETMHA.
[Ipucoennnenue YIIEBOAHBIX KOMIIOHEHTOB KaTaJIM3UPYETCS cnerupuIecKuMU
rMKo3uiITpancdepazamu. JloHOpamMu YIJIEeBOJHBIX KOMIIOHEHTOB CIIy>KaT aKTMBHPOBAaHHBIE caxapa:

Y ®-ranakroza u YdD-rmoko3a. ['anakronepeOpo3us — TJIABHBIN JIMIKU MUEIUHOBBIX 000JIOYEK;
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FHIOKOHGPC(SPOBI/IZ[ BXOAHUT B COCTaB MCM6paH MHOTHX KJICTOK W CIYXXHT MPCAIICCTBEHHUKOM B CHHTE3C

0oJiee CIIOKHBIX TIMKOJIMIIMAOB WJIKA ITPOAYKTOM Ha IIYTHU UX KaTabom3ma.
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N-ayeTinHeApaMWHORaA KMCnoTa
Puc. 8-62
Kara6omm3sm cuHrommesuna u ero HapymeHus. B nu3ocomax Haxomsatcss (EpMEHTHI,
CHOCOOHBIE THJPOJIU30BaTh JIOObIE KOMIIOHEHTBHI KIETOK. OTH (DEpMEHTBHI HA3bIBAIOT KHUCIIBIMU
TUpOJIa3aMH, TaK KaK OHM aKTUBHBI B KUCJIOW cpezae. 3Hadenne pH = 5, onTumansHoe A pabOThI

(dbepMeHTOB, cO31aéTCsS MPOTOHHBIM HACOCOM, KOTOPBIH, UCTIONL3ys dHeprut0 ATd, HakaunBaeT MOHBI
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BOJIOpOJia B TH30cOMBI. KaTaboam3M CUHTOMHUEINHOB U TJIMKOIHUITHIOB MPOUCXOIUT B TU30CcOMax. B
pacnaae COUATOMUENTMHOB yYacTBYIOT 2 ¢epMeHTa — cuUHroMuenuHasa, OTHIETUISIONAs
dbochopmixonuH, U nepamMmuaaza, NPOAYKTaMU JEUCTBUS KOTOPOW SIBISIFOTCS COMHTO3MH U KUPHAS

kuciora (puc. 8-63).
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O
I {*) ;cH]
CH: 0~ P- O-CH;~CH;- N-CHy
n ! CHs
O
| ChpuHroMuaniH
e ——— CohuHrommrenHasa
(puc. 8-63).

I'enetnueckuit nedekT chUHromMueNnnHa3pl — npuunHa 0osiesHn Humanna-Iluka. Jletn ¢ Takum
nedexkToM norudaroT B paHHeM Bo3pacte. CUMOTOMBI 3a00JI€BaHMs: YBEIMUCHUE TTIEYEHU U CEJIEe3EHKU
(rematocruieHOMEraius), B JIM30COMaxX KOTOPBIX HaKallJuBaeTcsd C(HUHTOMHUETUH; YMCTBEHHasi OTCTa-
jocth. ['eHetnueckuii gedekt apyroro depmeHta (liepamMuaasbl) TPUBOJIUAT K Pa3BUTHIO OO0JE3HU
®dapOepa, cCUMITOMaMHU KOTOPOH TaKKE SIBISIFOTCS TeNaTo- M CIUICHOMETANMs, a TaKKe MOPaKEHHUE Cyc-
TaBOB (0OJIE3HEHHOCTh, OTEYHOCTH ).

Karagommsm rmkocunroaunuaoB. Karta®onus3Mm  TIUMKOCQHUHTONMIKIOB HAYUHACTCS C
nepeMeNIeHUs] UX C MOBEPXHOCTU KIETKM B LUTOIUIA3My [0 MEXaHU3My SHAoLMTO3a. B pesynbpraTe
MOJIEKYJIbI, PACTIONIOKEHHbIE HA MOBEPXHOCTH MEMOpPAaH, OKa3bIBAIOTCS B HHAOLUTO3HBIX BE3UKYJIaX B
UTOIIa3ME U CIMBAIOTCS C JIM30cOMaMu. B nu3ocomax Haxonaarcst Bce (hepMeHThbI, HEOOXOAUMbIE NSt
THJIPOTIN3a CIIOKHBIX MOJEKYT TIUKOCHUHTOJIMIHIOB: 0O- W [-ramakTo3unasbl, (P-TIOKO3HIa3HI,

HelipamMuHuAa3a (cuanuaasa) U lepaMmujasa. B pesyapTaTe MOCIEeN0BAaTENbHBIX PEAaKLUU THAPOIH3a
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CJIOKHBIE MOJIEKYJbl TIUKOC(HUHTOMMINAOB PACHaJatOTCs 10 MOHOMEPOB: TJIIOKO3bI, TaJIaKTO3blI,
AKHUPHOUN KUCIOTHI, COUHTO3MHA U IPYTUX METAO0O0JIUTOB.

I'eneTnyeckue nedeKTbI JIM30COMHBIX (PEPMEHTOB KATA00M3MA ITTMKOCHPUHIOJIMIHIAOB. B HOpME
CUHTE3 U KaTaboJIM3M TIIMKOC(PUHTOIUNUAOB cOaTaHCUPOBAHBI TAKUM 00pa3oM, UTO KOJIUYECTBO ITHUX
KOMIIOHEHTOB B MeMOpaHax TMOCTOSHHO. Eciam wumMeercs reHeTH4eckuil nedeKkT Kakoro-auoo
JM30COMHOr0 (pepMeHTa, y4acTBYIOUIEIO B KaTaOOJMM3Me INIMKOCHUHTOIUINUIA, TO B JIM30COMAax
HAKaIlJIMBAeTCsl HEJCMOIMMEPU30BAHHBIN CyOCTpaT, Tak Ha3bIBA€MbIE «OCTATOUHBIE TEJIbIa», Pa3MephI
JU30COM YBEITUYMBAIOTCS, X MeMOpaHa MOXET pa3pylaThCs, (PepMEHTHI BBIXOAAT B IIUTO30Jb, U
byHKUIMM KJIETOK Hapymatorca. ['eHeTmdeckue 3a0oieBaHusl BCIEACTBUE JedeKkTa Kakoro-inbo u3
dbepMeHTOB KaTaboau3Ma TIIMKOCHUHTOIUINIOB HA3bIBAIOT CUHTOIMIINI03aMU, WIN JTHU30COMHBIMU
Oone3HsIMHU. DTHU 3a00JIeBaHUSl PEIAKU, HO CPEIU HEKOTOPBIX MOMYJSIIUN JI0Jed X 4acToTa O4YeHb
BbicoKa. Tak, 6osne3np ['ome BeaeacTsue nedexra ¢pepmeHTa B-rI0K031u1a3bl y €BpEEB BCTPEUaeTcs C
gactoroit 166:100000, 6ome3nnr Tes-Cakca (medext depmeHTta B-rekco3aMuUHHUAA3bI) — C YACTOTOU
33:100000. Cdunrommnuao3sl OOBIYHO MPHUBOASAT K CMEPTH B PAaHHEM BO3pAcCTe, TaK KaK MPOUCXOAUT
MOPaKEHNWE KIIETOK HEPBHOM TKaHW, TNl CKOHIEHTPUPOBAaHBI TIuKochuHTONMMMUABL. OmHAKO NpH

6one3nsx ['ome u ®adpu 60JIbHBIE )KUBYT OTHOCUTEIBHO JIONTO.
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I'naBa 7.
OBMEH ITPOCTBIX BEJIKOB

3HavYeHHEe aMUHOKHUCIIOT JIJIsl OpraHUu3Ma B TIEPBYIO OUepe/lb ONPEEIIAETCs UCTIOIb30BaHNEM UX B
CHHTe3e OeiKa, UX MeTaboJIu3M 3aHMMaeT 0co00e MECTO B OOMEHE BEIIECTB MEXAY OPraHU3MOM H
BHemHeH cpenod. OOBICHSETCS 3TO TeM, UYTO OENKH BXOIST BO BCE OCHOBHBIE CTPYKTYpPHBIE
KOMITOHEHTHI KJIETOK, TKAHEH M OpPraHoB Tella YeJOBEKa W >KMBOTHBIX, BBIMOJHAIOT (D€pMEHTATUBHbBIE
GYHKIIMH, y9acTBYIOT B TIEPEHOCE BEIIECTB 4Yepe3 MeMOpaHbl M T.A. BakHYI0 poiib B KOOPIWHAIIUU
pabOThI BCEX CUCTEM KJIETOK UTPAIOT OCIIKOBBIC TOPMOHBI.

AMHHOKHCIIOTBI HETIOCPEICTBEHHO YYaCTBYIOT B OMOCHUHTE3€ HE TOJHKOOEIKOB, HO U OOJBIIOTO
KOJIMYECTBA JPYrUX OWOJOTUYECKH AaKTUBHBIX COCAMHEHUH, PETYIHPYIONUX IMPOIecChl OoOMeHa
BCIIIECTB B OpraHU3ME, TaKUX KaK HEUpOMEAMATOpPhl U TOPMOHBI — MPOU3BOJHBIE AMHUHOKHUCIIOT.
AMMHOKHCIIOTBI CITy’)KaT JOHOpAaMH a30Ta TMPU CHHTE3€¢ BCEX a30TCOACPKAIIMX HEOSITKOBBIX
COEIMHEHH, B TOM YHCJI€ HYKJICOTHIOB, FeMa, KpeaTuHa, XOJIMHA U JIPYTUX BEIIECTB.

Karabonu3M aMHHOKHCIOT MOXET CIYXHUTh HCTOYHUKOM OJHepruu st cuHtesa ATO.
OHepretrueckass (GyHKIUS aMHHOKHCIOT CTAaHOBHUTCS 3HAYMMOM TMPU TOJOJAHWHM, HEKOTOPHIX
MaTOJOTUYECKUX COCTOSHUSX (CaxapHbld aualdeT W Jp.) U MPEUMYIIECTBEHHO OCJIKOBOM IUTAHUH.
NMeHHo OOMEH aMHHOKHCIOT OCYIIECTBISIET B3aWMMOCBSI3b  MHOTOOOPA3HBIX  XUMHUYECKHUX
IpeBpaIllCeHUil B )KUBOM OpTraHU3Me.

®oHa CcBOOOJHBIX AMUHOKHCJIOT OpraHu3Ma cocTaBiisier npumepHo 35 1. ConepikaHue

CBOOOJHBIX aMHUHOKHUCJIOT B KPOBH B CpelHeM paBHO 35-65 mr/mi. bosbmias 4acTe aMHUHOKHCIIOT
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BXOJIUT B COCTaB OE€JKOB, KOJMYECTBO KOTOPHIX B OpraHU3ME B3pPOCJIOr0 4YelOBEKa HOPMAaJIbHOTO
TEJIOCII0KEHMS COCTABIAET IPUMEPHO 15 K.

HcrounrkaMu cBOOOJAHBIX aMUHOKUCIIOT B KJIETKaX SIBJSIOTCSA O€JIKU MUILU, COOCTBEHHBIE OEIIKU
TKaHE W aMHUHOKHCIIOTBHL,CUHTE3UPOBAHHBIE W3 YIJIEBOAOB. MHOrME KIETKH, 3a HCKIIOYEHUEM
BBICOKOCTICIIUATN3UPOBAHHBIX (HAIIpUMEpP, 3PUTPOLUTOB), UCIOJIB3YIOT aMUHOKUCIIOTHI JIJIi CHUHTE3a
O€JIKOB, a TaK»Xe 0O0JILIIOTO KOJUYEeCTBa APYruX BelecTB: (pochoaunuaoB MeMOpaH, reMa, MypruHOBBIX
U TUPUMHUJINHOBBIX HYKIJICOTHUIOB, OWOTCHHBIX AMHHOB (KaTEXOJaMWHOB, THCTAMHUHA) W JAPYTHUX
COCIUHEHUN.

Kakoii-mu6o crnenuanbHoi ¢hopMbl AENOHUPOBAHUS aMHUHOKHCIIOT, MOJOOHO TIIIOKO3€ (B BHUE
TJIMKOT€HA) WX >KUPHBIX KUCIOT (B BUJE TPUALIMITIUIEPOJIOB), HE cymlecTByeT. [loaTtomy pesepBom
AMUHOKHCIIOT MOTYT CIYXHUTbh BCe (DYHKIMOHAJIbHBIE U CTPYKTYpPHBbIE O€JIKM TKaHEW, HO MpEUuMyIlie-
CTBEHHO O€JIKM MBI, TOCKOJIbKY UX OOJIbIIIe, Y4EM BCEX OCTaIbHBIX.

B opranusme uenoBeka B CYyTKH pacmalaeTcsi Ha aMUHOKHUCIOTHI 0K0J10 400 T 6eKOB, MPUMEPHO
TaKO€ XK€ KOJMYECTBO CHHTe3upyercs. [ns pa3nuuHbIX TKaHEW opraHM3Ma CKOpOCTh pacrnaaa u
CUHTe3a OEJKOB pa3linyHa;

[ledenn, cimzucTas 000JI04Ka KMIIICUHHKA, TTaHKpeac — 70 10 THel;

["opmoHBI U (hepMEHTBI — Yachl 1 MUHYTbI (MHCYJIMH 6-9 MUH);

I'emornoOuH, Oenku Koy 1 MbIr — 100 gHel;

Komnnaren n snactun — 300 gHEi;

®ubprHOTeH — 0T 12 yacoB 10 4 mHEw;

['moOymune! mia3mel —10 20 THedl.

[TosToMy TKaHEBbIE OEJIKM HE MOTYT BOCIIOJHSTH 3aTpaThl aMUHOKHUCIIOT TIPU UX KaTaboJu3Me U
WCIIOJIb30BAaHUU HA CHUHTE3 JIPYTrUX BemiecTB. [IepBUYHBIMH MCTOYHUKAMH AMHHOKHCIOT HE MOTYT
CIY>KUTh W YIJICBOABI, TaK KaK M3 HUX CHHTE3UPYIOTCA TOJBKO YIJIEpOAHAs YacTh MOJEKYJIbI
OOJBIIMHCTBA aMUHOKHCIIOT, @ aMUHOTPYIIA MOCTYMAaeT OT APYrUX aMUHOKHUCIOT. CleqoBaTeNbHoO,

OCHOBHBIM NCTOYHUKOM aMHHOKHCJIOT OpraHu3mMa CJIIyKaT OeJIKH ITNIIH.
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A30TUCTBIN BAJIAHC

A3oTucThIi OajaHC —pa3HUIA MEXAY KOJMYECTBOM a30Ta, MOCTYHAIOUIero ¢ MHUIIeH, |
KOJIMYECTBOM BBIJIENISIEMOr0 a30Ta (MPEUMYIIECTBEHHO B BHJ/I€ MOYEBHHBI). Y 3I0POBOI0 YEJIOBEKA MPHU
HOPMAJIbHOM MHUTaHUM HAOII0JAETCs a30THUCTOE PaBHOBECHE, T.€.KOJUYECTBO a30Ta, BBIBOJMMOE W3
OpraHM3Ma pPaBHO KOJHYECTBY a30Ta, IOCTYIMAOLIEr0 B HEro. A3O0THUCTHIM OagaHC MOXET ObITh
MOJIOKUTENBHBIM (a30Ta MOCTynaeT OO0JIbIlle, YEM BBIBOAUTCS) y JIETEH, a TaKkKe Y MAlMEHTOB, BBI3Z0-
paBIMBAIOIIUX TOCHEe TKENBIX Oosie3Her. OTpHULATeTbHBIA a30TUCTHIA OanaHc (BBILACIICHUE a30Ta
npeobsiajaeT HajJ €ro MOCTYIUIEHHEM) HaOI0al0T MpU CTAPEHUH, TOJOJAHUH U BO BpeMs TKEIBIX
3a00s1eBaHUM.

MuHuManbHOe KOJIMYECTBO OEJIKOB B MHUINE, HEOOXOAMMOE i MOJAEPKAHUS a30THUCTOTO
paBHOBecusi, cooTBeTcTBYeT 30-50 r/cyT, OonTUMaiIbHOE K€ KOJIMYECTBO MpPHU cpefaHed (u3nuecKou
Harpyske cocrapiser — 100-120 r/cyr.

Hopma mnorpebasiemoro Oeska. J[OCTH)KEHHE a30TUCTOTO PAaBHOBECHUS HEOOXOAUMO JUIs
COXpaHEHUsI 3/I0POBBSl YEJIOBEKAa W ONpE/eNIeHUsT HOPMbI OelKa B MUTAaHUU JJig OOECHEYeHHUsS €ro
BBICOKOU paboTocmocoOHocTH. Tak, B3pOCIBIA 3aHUMAIOIIMICS YMCTBEHHBIM TPYJIOM M yYMEPEHHOMN
dbuznyeckoil akTUBHOCTHIO TipH 3aTpate 3Hepruu 12000 kXK B cytku nomked npunumath 100-120 T
oenka. [Ipu n3mMeHeHnr yCJIOBUHM TpyJia U MOBBIIMICHUU dHEPro3aTpaT 3Ta HopMa Ha Kaxabiid 2100 kK
yBenuuuBaeTcss Ha 10r. Jlroau, BBIMOJHSIONIME TKEIYI0 (U3NYECKYI0 pabOTy AODKHBI B CYTKH
npunumate 130-150 r Oenka. Ilpu OepeMeHHOCTM U JIAKTallMM, a TAaKXE IMPU HEKOTOPBIX
NaTOJIOTUYECKMX COCTOSHUAX (MIPU TOTEpe M3 OpraHm3ma Oejaka C MOYOM WM aCIUTHYECKOM
KHUIKOCTBIO, SKCCyNallii, HApUMEp,IpH HePpUTaX, TAKEIbIX HHPEKIHOHHBIX 3a00IeBaHUIX, 0KOTE,
TpaBMax M Jip.) MOTPEOHOCTh B O€JIKax pe3KO BO3paTaeT.

[ToTrpeOHOCTH Oenka y neTedl B MEPBYIO OYEpe/lb OMpeNessieTcss MX BO3pacToM U BecoM. Ha
KaXJIBIA KI' Beca Tejla HeoOXO0auMO yBeIW4YuTh Ha 1,5 r kommuecTBo Oenka (koaddunreHt PyOouepa).
JleTn miaiiero Bo3pacta B CyTKHM JOJDKHBI TpUHUMATh 55-72 r Oenka. C yBennuenueM Bo3pacta (12-

15 nmer) Hopma Oenka yBeNIMUYMBAETCS 1O HOPMBI B3pocibix Jtoged. [loTtpeOHOCT, B Oenkax B
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ONPEIEICHHON CTEIIEHU 3aBUCUT OT KaJOpPUU CYTOYHOTO pauuoHa. lIpu HEZOCTaTOUYHOCTH KAJIOpUH B
NUTaHUM, OEJKU B TEPBYIO OUYEpENb PACXOAYIOTCS Ha MOKPHITHE SHEPreTUYECKHX MOTPEOHOCTEMH
OpraHM3Ma 1 He UCIOJIb3YIOTCS B aHAOOIMUYECKUX MPOLIECCAX.

buosiornyeckass neHHOCTh OeakoB. IluTaTenbHas ILIEHHOCTh Oe€lKka 3aBUCUT OT  €ro
AMHUHOKHCIIOTHOTO COCTaBa M CIHOCOOHOCTH YCBAaWBaThCS OPraHU3MOM. bBenku 3HAYMTENbHO pasiu-
YarOTCsl IO AMUHOKHCJIOTHOMY cocTaBy. HekoTopble M3 HUX coJepiKaT MOJIHbIM HAa0Op HE3aMEHMMBbIX
AMUHOKHCJIOT B ONTUMAJBHBIX COOTHOIIECHHSX, JPYyrM€ HE COJAepXkKaT OJHOW WM HECKOJIBbKUX
HE3aMEHUMBIX aMUHOKHUCIOT. PacTutenpHble O€NKH, OCOOCHHO TIICHULBI M JAPYTUX 3JaKOBBIX,
IOJIHOCTBIO HE TIEPEBAPUBAIOTCS, TAK KaK 3alUIIEHbI 000JIOUYKON, COCTOALIEH U3 LEUII0I03bl U IPYTUX
MOJIMCaXapUa0B, KOTOPbIE HE THAPOJM3YIOTCS MHUIIEBAPUTENbHBIMU pepMeHTamMu. HekoTopeie Genku
10 aMUHOKHCJIOTHOMY COCTaBy OJIM3KM K O€JIkaM Teja 4YejoBeKa, HO HE MCIOJIb3YHOTCS B KAayeCTBE
NUIIEBBIX, TaK KakK HMMEIT (UOPUIUISIDHOE CTPOEHHE, MAJIOPACTBOPUMBI M HE PACLICIUISIIOTCS
npotea3zamu JKKT. K HuM oTHOCAT Genku BoJoc, IepCTH, nepbeB U apyrue. Ecnu 6enok coaep uT Bee
HE3aMEHUMbIE aMUHOKHUCIIOTHI B HEOOXOIUMBIX IPONOPLUAX U JETKO MOJIBEpraeTcs AEMCTBUIO IPOTEa3s,
TO OMOJOrHYecKas IIEHHOCTh TakKoro Oenka ycioBHO mnpuHuMaercs 3a 100, u OH cuuTaercs
nojsHoueHHbIM. K TakuMm oTHOcAT Oenku sAull U Mojoka. benku wmsca (ropsjanHa) UMEKOT OHO-
JIOTHYECKYIO LIEHHOCTh 98. PacTurenbHble O€IKHM O OMOJOTMYECKOW EHHOCTH YCTYMAIOT KUBOTHBIM,
TaK Kak TpyJHEEe MEepeBapUBAIOTCA U O€AHBI JU3WHOM, METHOHHMHOM U TpuntopaHom. OmHaKo MpH
ONnpeneNéHHON KOMOMHAIIMM PACTUTENbHBIX OEJIKOB OpPraHu3M MOXXHO OO€CHEeYMUTh IIOJIHOM M
cOaaHCUPOBAaHHOW CMEChI0 aMUHOKHCIOT. Tak, Oenku KyKypy3bl (Oumosormveckas eHHOCTh — 36)
CoJIepKaT MaJlo JIM3MHA, HO JIOCTATOYHOE KOJM4eCcTBO TpunTodana. A Genku 6000B OOratbl TU3MHOM,
HO cojepkatr Masio Tpunrogana. Kaxaelii u3 3Tux O€JIKOB B OTAEIBHOCTHU SIBJISIETCS HENOJHOLIEHHBIM.
Opnako cmecb 0000B M KYKYpY3bl COAEPKHUT HEOOXOAMMOE YENOBEKY KOJIMYECTBO HE3aMEHHMBIX
AMUHOKHCIIOT.

[lonsatue OuWonoruueckas IIEHHOCTh Oe€JKa TEeCHO CBsA3aHa BOIPOCOM “KAaKOB COCTaB”

3CCCHIHUAJIbHBIX HC3aMCHHMMBIX aMHWHOKHUCIIOT. HGO6XOI[I/IMO MNOAYCPKHYTb, YTO H3 20 aMHUHOKHCIIOT
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TOJIBKO 9 CUHTE3UPYETCs] B OPraHU3ME YeJIOBEKa, OHM 3aMEHMMBbIE aMUHOKHUCIIOTHI (MMPOAYKThl OOMEHa
YIJIEBOJIOB M JIUMKJOB); 3 YCIOBHO 3aMeHUMBbIE (Tabiu. 7-1). OcranbHble § aMUHOKHUCIIOT B OpraHU3Me

HE CUHTC3UPYCTCA, IIO3TOMY OHH Ha3bIBArOTCsA 9CCCHIMAJIbHBIMH NI HC3aMCHUMBIMH

aMUHOKHUCJIOTAMM.
Ta6auna 7-1.
Kuaaccupukanusi aMMHOKHCJIOT MO0 O0MOJIOTMYECKON HEHHOCTH

He3ameHumble Y C/I0BHO 3aMeHMMbIe 3ameHnMbIe

AMHHOKHUCJIOTHI AMHUHOKHCJIOTHI AMHUHOKHCJIOTHI
Bamun ApruHuH AJaHuH
JlenuuH Tupo3un AcnaparvHoBasi KUCJIOTa
H3onennun I uctnoun I munmn
Tpeonun ['myramuHOBas KuciaoTa
JInzun IIponun
Mertnonun Cepun
DeHuIaIaHH Tupo3un
Tpunrtodan [uctenn

[Huctun

Eciu B cocraBe muIM OTCYTCTBYET OJHA W3 HE3aMEHHMMBIX AMHUHOKHCIIOT, TO Pa3BUBACTCS
OTpULIATENIbHBIN a30THCTHIN OayiaHc, HAOMIOIAeTCsl MOTeps B Bece, OCTAHOBKA POCTa, HApPYIIECHUS B
HEPBHOU CHUCTEME.

IMapenTepajbHoe nuTaHMe. /{15 MpakTUYECKON MEIUIIMHBI TApEHTEPaAIbHOE OETTKOBOE MUTAaHUE
ABIIAETCS BaXHOU mpobOsiemoil. Kak u3BecTHO, OpraHu3M ueiaoBeKa MOXKET MCIOJIb30BaTh OENKH Mociie
UX IIEPEBApUBAHUs B KCIYAOYHO-KMIICYHOM TpPAKTE 0 aMHMHOKHMCIOT M HMX BcacelBaHus. [lpu
BBEJICHUN OEJKOB MapeHTEPAIbHBIM NyTeM (T.€. MHUHYS KHUIIEYHHMK) PA3BUBACTCS CEHCUOMIM3AIIHS
(TMOBBIILIEHNE YYBCTBUTEJIBHOCTH OPTaHU3Ma Yy>KEPOJHOMY O€JKY), IpU [MOBTOPHOM BBEIECHUM Oe€lKa

aHauiakcus, T.€. MOXKET Pa3BUTHCS IIOKOBOE COCTOsHME opranu3ma. Ho BBeneHuio Oeika Takum
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00pa3oM BBIHY>KJEHbI KIMHUIMCTBI B XUPYPrUU MPHU OXKOTAX MHUIIEBOJA, MPU TSKEIBIX OMYXOJEBBIX
MOPAXKCHUSX IMUILIEBOAA U KEIyAKa, OCJIE ONEPAN Ha )KEIyAKEe U KUIIeYHUKe. /[ nmpenoTBpamieHus
TSDKEJIBIX OCJIOKHEHUH Tociie BBEACHHUS OEJIKOBBIX PACTBOPOB B HACTOSIIEE BPEMSI HCIOJIB3YHOTCS
O€JIKOBbIE TUAPOIU3ATHl (CMECh AMHHOKHUCIOT). BBeaeHue cMecu aMHHOKUCIOT HE NPUBOJIUT K
Pa3BUTHIO AJUIEPTHYECKUX PEAKIMi, TaK KaK B OTJIMYHME OT OCIKOB aMWHOKHUCIOTHI HE 00JIagaroT
BUJIOBOM U TKaHeBoW cnenuduyHocThio. Habmoienus npoBeieHHbIEe Y OOJbHBIX B YCIOBUSX KIMHUKU
MOKAa3aJi0, YTO BBEJCHHWE AMHHOKHCIIOT IOJTHOCTBIO 3aMemiaeT moTtpeOHocTh B Oenkax. Ho mpum
BBEJICHUM THIPOJIM3aTa OCIKOB MOTYT Pa3BUTHCA PsII OTPUIIATEIBHBIX PEAKIMil, B YaCTHOCTH CO
CTOPOHBI IICUXUYECKOU JIESITEIBHOCTH.
IHHEPEBAPUBAHUWE BEJKOB

[Iporeonutnueckue (epMeHThl, Yy4YacTBYIOIIME B TME€pEeBapUBaHUU OEIKOB M TMENTUIOB,
CHUHTE3UPYIOTCS W BBIJCISAIOTCS B JKEIYJOYHO-KUIICYHBIM TpakT B Bujae MnpodepMeHToB. OHHU
HEAKTUBHBI U CBOMX OEITKOB HE PACIICTUISAIOT.

IlepeBapuBanue 0ejKOB B Kejayake. B kemyake Oelku mepeBapUBAIOTCS IOJ JEHCTBUEM
MPOTEOIMTHYECKOTO (DepMEHTa TETNCHUHA U B 3TOM IPOIECCE BAXKHYIO POJb UTPAET COJISTHAS KHUCJIOTa
KEITYJJOUHOTO COKa. benku momaBlIve B KENMyJOK CTUMYJIMPYIOT 00pa30BaHME TMCTaMHUHA U APYTHX
TOPMOHOB O€JIKOBOW TPHUPOJIbI — TacTpUHA, a OHM B CBOIO ouepenb BbI3bIBaOT cekpenuto HCI u
npopepmenta — nencuHoreda. Kommonents: HCI (moust H™ u Cl) o6pasytorcs B 0OKIamg04HBIX

KJIETKaX CIU3UCTOU KCIIyAKa, KaK IMOKa3aHO B puC. 7.1.
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MUEDOORTAHKIM

Puc. 7.1. Mexanu3m o0pa30BaHus COISTHON KHCJIOTHI B JKeJIy/AKe.

UctounukoMm wnonoB H' spnsercs H,COj;, koTopas mosBasercs B OOKIAaZOYHBIX KIIETKaX
xenynka nuddynauposasuiero u3 kposu CO, u H,O:
HZO =+ COZ — HgCOg — HCOg_ =+ HJr
Huccounanus H,CO3 npuBoaut K 06pa3zoBaHuto OukapOoHaTa, OH B IPUCYTCTBUU CHEIMATbHbBIX
0enkoB mepeHocuTcs B 1iazmy B oomeH Ha uoHbl Cl. Monsl Cl™ yepe3 XJIOpUAHBIN KaHall, a WOHBI
H" npu nomomu H/K*-AT®a3bl myTeM aKTUBHOTO TPAHCIIOPTA HEPEHOCTCS B IOJNOCTD Kemyaka. [Ipu
3TOM B MOJIOCTH JKeITy/Ka KOHIIEHTPALHS IPOTOHOB yBenmunBaetcs 10°pas.
Paznuuarot cnegyromue Ouonorunyeckne GyHKIMKU COISTHON KUCTOTHI:
1. AxTHBUpPOBaHME MENICUHOIEHA;
2. OOecrieueHue KUCION Cpeibl KeTyTI0YHOIO COKa;
3. Jlenatypanusi MUIeBbIX OCITKOB;
4. BaktepuuuIHOENEUCTBHE.
PaznuuaroT 4 BUJia KUCIOTHOCTHU KEITYJOUYHOIO COKa:
1. CossiHast KHCIIOTa, HE CBSI3aHHAS C KOMITOHEHTaMH KeIyj0uHoro coka (cBoboauasHCI);

2. HCI, cBsa3anHas ¢ OelikaMH U IPOAYKTaMHu uX repeBapuBanus (cBs3anHas HCI);
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3. Cymma cBOOOMHOM U CBsI3aHHOM coistHOM KucioTel (o6rias HCI);
4. COBOKYIMHOCTb BCE€X KHCIOTOPEarupyrolux BEIIECTB JKEIyJOYHOro coka (oOmas
KHCJIOTHOCTB).

KucioTHOCTh KeNnyJOoUYHOTO COKa BhIpaxkaeTcs B TUTpalmoHHbIX equHunax (TE) — konnyecTBoO
0,1 M NaOH B M, 3arpayeHHoe Ha TuTpoBaHue 100 M1 KEITyJOYHOrO COKa MO ONPEACIEHHOMY
uHaukaropy. OOmias KUCIOTHOCTh ompeaenserca koiuyectBoM 0,1 mon/m NaOH ymenmero Ha
HenTpaymsanuio 100 mu xenynounoro coka (mia Hedrpanuzauuu HCI u apyrux Kuciiopearupyrommx
BEIIECTB)B MPUCYTCTBUHM MHAMKaTOpa (eHondranenna (rpanuna nepexoga pH 8,2-10). B cpeanem
obmast kucimoTHOCTh paBHa 40-60 wmon/n. CpoOojHas cojsHas KUCIOTHOCTh — OIpEeseTcs
komuaectBoM 0,1 mon/m NaOH ymenmero na HedTpammzamuio 100 M1 KeTyqo4uHOTO COKa B
MPUCYTCTBUM MHAMKaTOpa quMeTmiamuHoazooensona (pH 1,0-3,0). E€ cpennee conepxanue paBHo 20-
40 mon/n. Cs3aHHasi CoJIsTHasi KMCJIOTHOCTh OMNpPEACNAETCS IMyTeM OTHSATUS OT OOLIeH KHCIOTHOCTU
CcBOOO/IHOM KHCJIOTHOCTH, T.€. OHA SIBJSIETCS pasHULIEH Mexay oOuiel u cBoOOIHOM KUCIOTHOCTH. Eé
cpeanee 3HaueHue 10-20 mour/.

[loBbIlIEHNE KHUCIOTHOCTH KEITYJOYHOIO COKA HA3bIBAETCS TIHMIEPXJOPruApusa (3a CcYeT
yBenuuenus: HCI). Takoe cocTostHue 4acTo BCTpedaeTCsl MPH sI3BE JKEIyAKa U JBEHAAIATUIIEPCTHOMN
KUIIKK, TunepauuaHoM ractpure. YMeHblieHue HCI B Kenylo4HOM COKE  Ha3bIBaeTcs
THNOXJIOPTruApus (BCTpEUaeTcs MpU TUIMOAUUIHOM TacTpuUTe W pake xkenynaka). OTCyTCTBUE B
KEITYJJOUHOM COKE TOJBKO COJISTHOM KHUCJIOTHI Ha3bIBaeTCs AXJIOPrUApHs (BCTpEuYaeTcs NpH pake
KeJy/Ka M aHAI[UJHOM TacTPUTE), OTCYTCTBUE COJSHOW KHUCIOTHI U ()epMEHTa METNCHUHA Ha3bIBAETCS
axuien (BcTpedaercs npy aTpo(ruueckoM racTpure).

B monoctu kenyaka konuentpauus HCI gocturaer 0,16 M. 3a cuer »storo 3nHauenue pH
ey 109HOoro coka Huskoe (pH = 1-2).

B cocraBe KelyAOYHOTO cOKa JeTed TIpyIHOro Bo3pacTa ecTb (PEepMEHT pEeHHHH,

CTBOpa)KI/IBaIO]_HI/Iﬁ MOJIOKO. PeHHuH KaTaJIM3HUPYCT OTIICITICHHUC TJIMKOIICIITUAA OT Ka3CruHa, B

2+
pe3ysIbTaTe 06pa3yeTcs1 IapaKa3cHuH. HapaKa3eHH cBA3bIBast MOHKI Ca NNEPEXOJUT B HEPACTBOPHUMYIO
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dbopmy. Kak u3BecTHO, B JKeNlyAKe KUIKOCTh JOJT0 HE 3aaepxuBaerca. Ousnonornuyeckoe 3HaYCHUE
CTBOPOKHUBAHUSI MOJIOKA COCTOWT B TPEIOTBPAIICHHH OBICTPOTO BBIXOJAa MOJIOKA W3 JKenmyaka. Y
B3POCJIBIX JIFOJIEH B JKEIYJAKE PEHHUH OTCYTCTBYET. MOJIOKO Yy HHUX CTBOPAXMUBAETCS MOJ ACHCTBHEM
HCIl u nencuna. [1og aeficTBUEM TETICHHA B KETyAKE U3 OCIKOB 00pa3yroTCs MOJIUIENTH B Pa3TUuIHOM
BEJIMYMHBI U, BO3MOKHO, HEOOJIBIIIOM KOJIMYECTBE CBOOOIHBIE AaMUHOKHUCIIOTHI.

Kenynounslii cOk OecUBETHAsl MKUAKOCTb, UMEET CHJIbHYIO KHCIYIO pEaKIuio. Y 4YeloBeKa B
CYyTKH BbIpabatbiBaeTcs 1,5 nuTpa ’KemymodHOro coka. B ero cocraBe comepxarcsi Boja, O€nKw,
dbepMmeHThl (TIETICUH, TaCTPUKCHH, PEHHUH, MYIIUH, TOPMOH TacTpHH, COjsHas KucioTa udocdarsl,
CO3/IA0IINE KUCIYIO CPEY M PAI IPYTUX BeliecTB) (Tadi. 7-2).

B rimaBHBIX KiIeTKax Keje3 *KelyaKa CHHTE3UPYETCs IPEAIIECTBEHHUK MEeTICUHA MEeTICUHOTeH. Ero
MosekyisipHas macca 40400. TlonmunenTuaHas menb NENCUHOTeHA COCTOUT U3 METNchuHa (MOJIEKYJIsIpHast
Macca 32700), uaruburopa nerncuna (MoJiekyispHas macca 3100) u ocratka nonunentuaa. UHrudurop
MENCHHA COACPKUT 8 OCTATKOB JIM3MHA U 4 OCTaTKa apruHUHA, MO3TOMY MMEET CHIIBHO IIEJIOYHOM
xapakrep. [IpeBpalieHre NerncuHoreHa B MENCHUH MPOUCXOANUT MO IEUCTBUEM COJISIHOW KUCIOTHI WJIU

IICTICKHA, TO CCTh AYTOKATAIIUTUYCCKUM ITYyTCM.

Tab6auna 7-2.
CocTaB KeJIyI09HOr0 COKa

KoMnoHeHTBI KoaunuecTBO
VY nenpHBINA BEC 1,006 — 1,009
pH 15-20
BOJIA 99,0 - 99,2%
Cyxol ocTaTok 0,8-1,0%
Opranuyeckue BelecTBa 0,4 -0,5%
Xnopuasl (XJIOPUI,COJISTHAS KUCTIOTA M €70 COJIN) 0,5-0,65%
OO1ast coJistHast KUCIOTHOCTD 0,45-0,6%
CBoOogHast costHas KUCIOTHOCTD 0,2-0,5%
CBs3aHHas cojsiHas KUCJIOTa 0,04 - 0,08%
benok 0,4%
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+
[Tericunoren npoToHUpyeTcss HoHaMu H',9T0 MpUBOAUT K KOHPOPMAITMOHHBIM U3MEHEHHSIM U OH
npUOOpETET HEOOBIIIYIO TPOTEOTUTUUECKYIO AKTUBHOCTD:

+ +
Ilenncunoren + H° — nmencunoren*H
(HEaKTHBHBIN) (cmabo aKTUBHBIN)

Cnabo axkTHBHBII IENCUHOTEH, aTakys ApPYroid MENCHMHOIeHa OTHICINIET OT ero N-KoHIa
TIOJIMIICTITU/T, COCTOSIIHI U3 42 aMHUHOKHUCIIOT. B utore odpasyercst pepmeHT nerncus (puc. 7-2).

Ilemcunorene H [lencuH rUOPONM3YET MNENTHUIHBIE CBA3U, PACIOJOXKECHHBIC

|
JAJIEKO OT KOHIIAa IICIITHUAHOMU IICIIM, TaKHEC HCHTI/II[FI/II[pOHaSBI
a HEHCHHOT6HOH+—+——>HGHCHH

Mencun HaspIBarOTCsOIHAONenTuAa3amMu. Ilostomy mnon nencrBueM

|

| IICIICHMHA 6CHKI/I B )Keﬂy,[[l(e paCH_[eHJ'DHOTCH 0 INOJIUIICIITHOAOB.
6 TlencunoreneH* [Merncun

|

[lenicuH umeeT BBICOKYIO akTHUBHOCTH npu pH 1-2,5. Ilencun

Mencunorene H* Ilencur  pacmrernuisier MENTUAHBIC CBSI3U 00pa30BaHHBIC KAPOOKCHUITLHOMI

|
\ /

8
)T, a TAK)KE aja-ana u ana-cep cBsi3u. OH paclIeIUIIeT MOYTH BCE
P Pyc. 7-2. lpespamenne menca- 1CHCTBYCT Ha MENTUIHBIC CBS3M 00pa30BAaHHBIC W3 AIM(ATHICCKUX H
ap__.___ __ DoremaBuemcHR.  jor. Hekortopsie KEpaTHHBI, IIPOTaMHUHBI, TUCTOHBI,
MYKOIIPOTEUHBIMCKIIOYEHBI OT ATOro. IlemncuH cBO€ THUIPONUTHUYECKOE JEUCTBUE OKa3bIBAET Ha
JIEHATYpUPOBAHHBIE OCTKH.

lactpukcun mo monekyisapHod Macce Onuzok merncudy (31500). Ero onrumym pH paBen
npumepHo 3,5. 'acTpukcHMH JEHCTBYeT Ha MENTUIHBIE CBS3M, OOpa30BaHHbIE U3 JHUKApPOOHOBBIX
aAMUHOKHCIIOT. B JKelyJOYHOM COKE COOTHOIIEHUE NerncuH/racTpukcuH paBeH 4:1. Ilpu s3BeHHOMN
0oJe3HM HaAOI0/IaeTCsA €ro CABUT B CTOPOHY racTpukcuHa. COBMECTHOE JIEMCTBHE B KEITYJIKE ITUX 2
OpOTENHa3 CHOCOOCTBYET NPHUCIOCOOJICHUIO OpraHM3Ma pasiIuyHoMy nuTaHuo. Hampumep,mnpu
NUTAHUU PACTUTEIBHBIMU M MOJOYHBIMU MPOAYKTAMH MPOUCXOJUT HEKOTOpas HEeUTpan3alus

JKEITYyJIOYHOTO COKa M OCJNKW pacIICIUIAIOTCS HEe TMOJ JEWCTBHEM TMENCHHA, a Toj JeHCTBUEM

racCTPUKCHUHA.
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ITon nelicTBHEM TeTICMHAW TaCTPUKCUHAOCIKH PACHISIIISIOTCS O MOJUNENTUA0B (a10yMO30B U
MENITOHOB), & OCHOBHOE PaCHICTUICHUE OSITKOBIPOUCXOIUT B TOHKOM KHIIICUHUKE.

IlepeBapuBaHue 0eJIKOB B KHILIeYHHKe. B 1BeHaAIIaTUIIEPCTHOM KHUIIIEYHHKE HAa OCJIKHM U Ha
MOJIMIENTH/IBI PA3TUIHON BETUYUHBI AEHCTBYIOT (DepPMEHTHI MAHKPEATHUUECKOTO U KUIIIEYHOTO COKOB. B
YaCTHOCTH, TIOJI JEWUCTBHEM MPOTCOTUTHUYCCKUX (PEPMEHTOB TMOKEIYIOYHOU  JKEJIe3bl —
TPUIICUHA,XUMOTPUIICKHA, KapOokcurentuaazbl A W Bu3 O€lKoB MW MOJUIENTHUIIOB Pa3IUyHON
BEITMYMHBI 00Pa3yIOTCS MENTUABl U AaMUHOKUCIIOTHI.

B  kjeTkax MOMKETYMOYHOW  JKENe3bl CHHTE3WPYIOTCA MpOodEepMEHTh  TPUIICUHOTEHA,
XUMOTPHUIICHHOT'€HA, MpoKapOoKcunenTuaassl A u B, npoamactazbl. AKTUBUPOBAaHUE TPUIICUMHOTECHA
IIPOUCXOIUT IO JICHCTBHUEM SHTEPOKHHA3BI, BRIPAOATHIBAEMOM KIIETKAMHU KHINIEYHHUKA (pHC. 7-3).

DHTepoIenTHaa3a TOKE MPOTCOJUTHUCCKUN (EPMEHT: OH OTIICIUISIET reKcornenTua ¢ N-KOoHIa
TPUIICUHOTEHA, B pE3yJIbTaTe 3TOr0 M3MEHSETCs KOH(OpMalMs OCTaBIICHCS YacTH U (HOPMHUPYETCS
aKTUBHBIM LEHTp, oOpa3yercs akTuUBHbIM ¢QepmeHT Tpurncud. Bce ocranbHble OpodepMEHTHI
MOJIKEITYAOYHOM JKeJe3bl IMOJI JCUCTBUEM TPHUIICMHA TAKXE IYyTEM MPOTEOIM3a aKTUBUPYIOTCA, B

pe3ynbpTaTe 00pasyrorcs hepMeHTbl XUMOTPHUIICKH, KapOokcunenTuaassl A u B, snacrasa.

I g

I
s
ORERETDAE _@
— + | TpuncuHOreH
S
S-8
I l F———1 AKTHBHBIH LIEHTD
LEEAEO

Tpurncun

Puc. 7-3. MexaHu3M aKTUBHPOBAHMSI TPUIICHHOTEHA.

Ot MMaHKPCATUICCKHC (I)epMeHTBI ﬂeﬁCTBYIOT Ha ONpCACICHHBIC BHYTPCHHHUC IICIITUAHBIC CBA3H.

TpI/IHCI/IH NPpECUMYIICCTBCHHO THAPOJJIMU3YCT IMCHTUAHBIC CBA3H, 06pa3013aHH516 Kap6OKCI/IJIBHLIMI/I
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rpyniaMyu apruHUHA U JIM3UHA. XUMOTPUIICHHBI Haubosiee aKTUBHBI B OTHOLLIEHUH MENTUIHBIX CBA3EH,
00pa30BaHHBIX KapOOKCWJIPHBIMU TpyNIIaMHA apoMaTHdeckuX amMuHOKuCIoT (Pen, Tup, Tpm).
Annacraza JedCTBYeT Ha MNENTHUIHBIE CBA3M IOJMIENTUIHONW LEnH, O0Opa30BaHHbBIE W3 JIM3UHA.
Kapbokcunentuaazel A u B — mnuHkconmepkamue (QpepMeHThl, OTILEIULIIOT C-KOHIEBBIE OCTATKH
amuHokucnoT. [lpuuém kapOokcumenTuaasa A OTIIEIUISIET NPEUMYIIECTBEHHO aMHHOKHUCIIOTHI,
CoJIeprKalllie apoMaTudyeckue WU ruapodoOHble paaukaibl, a kapOokcunenTtuaasa B — ocrtartku
apruHuHa 1 nu3uHa. [locnennuit sTan nepeBapuBaHus — THAPOIN3 HEOOJIBIIUX MENTHI0B, TPOUCXOIUT
noJl JeiicTBMeM (EpPMEHTOB aMUHOIENTUAA3 W AUMENTHIA3, KOTOpPhIE CHHTE3UPYIOTCS KJIETKaMH
TOHKOT'O KMILIEYHUKA B aKTUBHOU (popme.

[locnenoBarenbHOE AEMCTBHE BCEX MENTUATUAPOIA3 CIOCOOCTBYET IMOJHOMY pPACIICIICHUIO
OenKoB 10 aMUHOKHUCIOT. YacTHuHOe mepeBapuBaHHE OEIKOB B JKEIyJIKE XOTs O0Jerdaer ux
nepeBapyuBaHMe B KHUIICYHHKE, HO aOCOMIOTHO 00bs3aTelabHbIM He cuurtaercs. OO0 3rom
CBUJIETEIBLCTBYET OTCYTCTBUE HAPYLICHHs BCAChIBAHUS OEJIKOB MU MOJHOM yJAJICHUHU KelyaKa (rmociue
TOTAJIBLHOMN PE3EKIUN).

B monocTu xenyaka U KUIIEUHUKA MPOTea3bl HE KOHTAKTUPYIOT ¢ OEJIKaMH KIJIETOK, MOCKOJIbKY
CJIM3UCTAsl 000JI0YKA MOKPBITA CIOEM CIIM3H, & KaXKJas KJIETKa COAEPKUT Ha HAPYKHOM MOBEPXHOCTH
1a3MaTUYecKod MeMOpaHsbl Moarcaxapuabl, KOTOPhIE HE PACIIEIUISIOTCS MPOTea3aMu U TEM CaMbIM 3a-
LIUIIAKOT KJIETKY OT UX JIEUCTBUS.

Pa3pymienue kieToyHbIX 0EIKOB MPOTEa3aMu MPOUCXOAMUT IIPU SA3BEHHON 0O0JIE3HU KETyIKa WU
JBEHAIaTUIIEPCTHON KHILIKY.

[TankpeaTuT— 3TO BOCHAJICHUE MNOJXKEIYIOYHOU Kejie3bl.B HOpMe B NOMKENYIOYHOU Kele3e
BbIPA0ATHIBAIOTCSI HEAKTUBHBIE MPEIIIECTBEHHUKH (DEPMEHTOB — WX NEPEXOoJ B aKTUBHYIO (PopMy
IPOUCXOJUT HEMOCPEACTBEHHO B 12-MEpCTHOM KHILKE, KyAa OHHM IOCTYNAIOT IO MPOTOKY
MOJ/IKETYIOYHOM JKene3bl U obuiemy »kemyHomy mnpoToky.llon nelicTBueM pa3iauyuHbIX (HaKTOPOB
(HampuMep, KaMeHb 3aKyHOpPUBAIOMIMI JKEIYHBI NPOTOK) IMOBBIIIAETCS JaBICHUE B MPOTOKE

MOXKEITYJOUHOM KeJie3bl, HapyIIaeTCsl OTTOK €€ CEKPETa, U MPOUCXOAUT MPEXKICBPEMEHHAS aKTUBALIUS
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depmenToB. B pe3ynmpTaTe BMECTO TOro, YTOOBI IepeBapuBaTh MHUILY, (HEPMEHTH HAYMHAIOT
nepeBapuBaTh caMmy IMOKETYJ0UHYyI0 >kene3y. Pa3zBuBaercs octpoe BocmaneHue.llpu xpoHuyeckom
NaHKpeaTHuTe HOpMajbHAas TKaHb IOKETYAOYHOW >KeJle3bl IOCTETICHHO 3aMelacTcsl pyOIoBoii,
pPa3BUBAETCS HEIOCTATOYHOCTh SK30KPUHHOM (BBIpaOOTKa (DEPMEHTOB) M SHIOKPUHHOM (BBIpaOOTKA
TOPMOHOB, B TOM YHUCJIE, MHCYJIMHA) (PYHKITUH KEIIe3hl.

Jlis ipoUIakTUKKA caMopaspyIlieHUsI M B LEJSAX JICUCHUs MaHKpPEaTHTa UCTOIB3YIOT TPaCHIIO,
KOHTPHUKAJ, 3UMOTCH. OTH BEIICCTBA SBISIOTCS WHTHOMTOPAMH BBINICYKA3aHHBIX (HEPMEHTOB (HMX
MOJTy4YalOT U3 OKOJIOYLTHOMN KeJie3bl KPYITHOTO POTaToro CKOTa).

BcacbiBaHne aMHUHOKHUCJIOT B KumedyHHKe. [IpoaykTel ruaponm3a OEIKOB M3 KENMyI0YHO-
KHUIIIEYHOTO TPaKTa BCACHIBAIOTCS B BHUJIE CBOOOJHBIX AMHHOKHCIOT. BcackiBaHWE aMHHOKHUCIIOT

MMPOTCKACT IIPpU YYACTHUU CIICHHAJIBbHBIX TPAHCIIOPTHBIX CHUCTCM. OTOT mpoHecc SABJIACTCA AKTHUBHBIM

TPAHCTIOPTOM U TpedyeT HaIuuus Na' rpaguenta u ywactus Na,K-ATd-a3zel. [Inga mnepeHoca
AMUHOKHCJIOT CYIIECTBYET IPUMEPHO 5 CELMPUUECKUX TPAHCIOPTEPOB:

1. Jlns HeTpanbHBIX anu(paTHuYEeCKUX aMUHOKHUCIIOT;

2. JIns IUKINYEeCKUX aMUHOKHCIIOT;

3. Jli1s OCHOBHBIX aMUHOKHCIIOT;

4. JInst KACIBIX aMUHOKHUCIIOT;

5. Jlns MMHUHOKHUCIOT (TPOJIUH, OKCUIIPOJIUH).
+
[Tpu 5TOM aMHHOKHCIIOTA, CBA3BIBAsCh C Na MepexoAnuT Yepe3 MeMOpaHy KUIIEYHOTO SITUTEIHS

+
(myrem cummopta), a Na u3 kietku BeiBoautcs pu momoru ATD-a3ei(puc. 7-4).
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Puc. 7-4. IlepeHoc aMMHOKHUCJIOT U3 KHIIEYHOH MOJOCTH B JHTEPOLUTHI.

Bropoii cmocob mepeHoca aMUHOKHCIIOT,PYHKIIMOHUPYIOMIUNA KPOME KHUIIICYHHUKA, B MOYKAX H
MO3re,lIPOTEKAET TMpPU y4dacTUU (epMeHTa y-IIIyTaMuiITpaHcepasbl. [1yTaTHOH SBISETCS €ro
kodepmenToMm. Ha mepBoii craguu y-rayTaMUIbHBIA OCTATOK TIIyTaTHOHA COSUHSETCS C MIEPEHOCUMOM
aMUHOKHCIIOTOM, O0Opa30BaBIMICS AMUIENTHI IMEPEXOAUT BO BHYTPh KieTku. Ha BTopoil cramguu
HaOMIoaeTcsl  OTIICIJIEHWE  CBOOOJHOM  aMHUHOKUCIOTHI ~ OT  AWMNENTHAA, a  [JIyTaTUOH
pecuntesupyetcs(puc. 7-5).

B kumeunuke HaOdromaeTcs BCachlBaHHE HEOOJBIIOrO  KOJWYECTBA JUIEOTHIOB |
HETWIPOJIM30BAHHBIX OEJNKOB MyTeM MHHOLIMTO33a, U OHU THUIPOJIM3YIOTCS B JIM30COMax KIETOK. Y
HOBOPOXKJCHHBIX HH3Kash aKTUBHOCTb IMPOTEOJUTUYECKUX (PEPMEHTOB U BBICOKAs MPOHHUIIAEMOCTh
CIM3UCTOMN KMILIEYHUKA MPUBOJUT K BCACHIBAHWIO HATUBHBIX OenkoB. Ilpu ynoTpeOieHuu Kopmsiuen
MaTepbl0 KOPOBLETOMOJIOKA B OOJIBIIIOM KOJUYECTBE, MOJOUYHBIA Oenok (6enok HCUu8omuozo)
Moodicem TIONACTb B OPraHW3M MaJblllla, YTO MPUBOAMUT K IOGLIUEHHUIO YYECMEUMENbHOCMU

opeanusma K 06enKy KOpOBbEro MOJIOKA. DTO SBISAETCA MPUUMHONU PAa3BUTHS MUIIEBOU aJUIepruu.

AMWHOKWCNOTS y-Faymamun-mpancipepaza

Knertounan
mMemMGpaHa

FnyTarmon LincTenH—TnuuywH
-l yTamun
AMWHOKMCNOTA

FAALMH LcTemnH
Oxco- 197



Puc. 7-5. I'liyraTHOHOBas CHCTEMA IIEPEHOCA AMHMHOKHCJIOT.

PET'YJALNUA NPOLUECCOB IIEPEBAPUBAHUA

Perynauust mnepeBapuBaHUsi TPOAYKTOB TMHUTAHUA OCYIIECTBISETCS TOPMOHOIMOAOOHBIMU
BEILIECTBAMU, CHUHTE3UPYEMBIMU B JKEIYJOUYHO-KMIIEYHOM TpakTe (Tabmuna). M3 HHX rucramuH
oOpa3zyeTcst B pe3yibTaTe JeKapOOKCUIMPOBAHUS TUCTUINHA, a TACTPUH, CEKPETUH U XOJICIUCTOKUHUH
SIBJITFOTCSI TTETITHAAMH. XUMUYISCKOE CTPOSHUE OCTAIBHBIX HE YTaHOBJICHO (Tadu. 7-3).

Nx obpa3oBaHue 3aBHCUT OT MHINA W €r0 cocTaBa. [IpW MOCTYyIUICHHHM THIMUA B JKEITYyJIO0K
CHUHTE3UPYETCSl TUCTAMUH U TACTPUH, 3TO B CBOK oyepeapr npuBoauT K BeiaeneHuto HCI u nencuna.
[lepexon xumyca B ABEHAIUATUIIEPCTHYIO KUIIKY CIIOCOOCTBYET BBIACICHUIO B KPOBh SHTEPOTracTpPUHA,
TOPMO3SIIIEr0 00pa30BaHUE KEIYJOYHOro coka. [lepexon Xxumyca B KUIIEUHUK SIBISETCS MPUYHMHOU
BbIPAOOTKH CEKPETHHA, XOJCIUCTOKMHUHA, MAHKPEO3UMHUHA, XHUMOACHWHA, SHTEPOKPUHHHA. IDTOT

nponecCc MNPUBOJIWUT K BBIICICHHUIO IAHKPCATHUYCCKOIO MW KHIICYHOI'O COKa, HGO6XOI[I/IMBIX JJIL

IepeBapruBaHusl.
Taoéauma 7-3.
Peryasitopsl mpouecca nepeBapuBaHus U UX CBOMCTBA
Peryasitop Mecro Mecto neiictBust HeiictBue
00pa3oBaHus

T'ucramun Cnusucras I'maBHEBIE u | YeunmuBaer Boigenenue HCI u

meny;u(a O6KJ13.I[O‘IHBI€ KJICTKHU | YaCTUYHO IICIICUHOI'CHA

CJIU3UCTOM KeTy/IKa

lactpun Cnusucras YcunuBaer rinaBubie U | Boinenenne B xenygke HCI u

meny;u(a O6KJ13.I[O‘IHBI€ KJICTKU | IICTICUHOI'CHA
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CIIM3UCTOM KENMyIKa

OHTepo- Cnuzucras Kiterku ciuzuctoit | Topmosut ob6pazoBanne HCI u
racTpoH o0oJiouka 000JI0UKH JKeTyIKa MIETICHHOT€HA B KEITyAKe
JIBHAJILITH-
MEPCTHOM KUIIKU
Cexpetun Cnusucras [Tomxenynounas YcunmBaer oOpaszoBaHue
o0oouka xKenesza MaHKPEaTHYECKOro coka 60raTtoro
TOHKOT'O BOJION M rujjpokapOboHaTaMu
KHIICYHUKA [Teuens YcunuBaer o0pa3oBaHUE KETUU B
NIEYEHU
XO0JIEUCTO- Cnusucras [Tomxenynounas Ycunusaer BEIJICTIEHUE
KUHUH-TIaH- o0oouka kKejlea M OKEITYHBIN | HaHKpeacOMIIaHKPEaTHUECKOT O
Kp€eo-3UMHUH KHILIEYHNKA y3bIpb coka, Ooraroro QepMeHTaMH U
COKpAIAET KEITYHBIN ITY3bIPb
XUMOJICHUH Cnusucras [Tomxenynounas VCHIHBaET CeKpermio Gemka u
oboso4ka xeqesa O0COOCHHO XHMMOTpPUIICUHOTEHA B
KHIICTHIKA MTOJKETYIOYHOM XKee3e
DHTEPOKUHUH Cnuzucras Crnusucras  00oiouka
06OI0UKA . [loBbIIIIaeT AEATENBHOCTH JKEJIE3
UL HIKA KHIIIEYHUKA
BuwunkunuH Cnuzucras BopcuHkn cnusucToil | YCunuBaeT ABUKEHUE BOPCHUHOK
o0oJiouka 000JIOUKY KUIIEYHUKA | KHIIEYHUKAa W TeM  CaMbIM
KHIIIEYHUKA o0erneynBaeT JABIKEHHE XHMYyca

KUIICYHUKE

I'HUEHUE AMUHOKHUCJIOT B KHIIIEYHUKE
N OBE3BPEKUBAHMUME ITPOAYKTOB 'HUEHUSA

Kak u3BecTHO, 11 HOPMAJIBHOTO POCTa MUKPOOPTraHU3MOB TpeOyeTCSHAINUUE OIpeIeIeHHbBIX

AMUHOKHUCIIOT. Y MHUKpPOOPraHU3MOB KHUIIIEYHOH MHUKPOQIIOPHI, B OTIIMYMU OT TKAHEBBIX (DEPMEHTOB,

coziepKaTcsi KOMIUIEKC (PePMEHTOB, KaTATU3UPYIOIINE PA3INIHbIC U3MEHEHUS aMHUHOKHCIIOT TUIH (B

TOM 4YHUCJIC, THUCHHC, paciiaJl HC CBOMCTBEHHBIN IJIs1 OpraHu3Ma I-IGJ'IOBeKa). B kwuiieuyHuke UMEOTCS

OIITUMAJIBHBIC YCJIOBHA AJIA paciliaja aMHHOKHCIIOT C 06p330BaHHCM SAJOBHUTHIX BCHICCTB — (beHona,

HWH/0JIa, KpC30JI1a, CKAaTOoJIa, CCPOBOAOPOId, MCTUIIMCPKAIITAHA, a4 TAKKC HCAAOBUTBHIX IJIA OpraHU3Ma

COCIMHCHUU CIIMPTOB, AaMHHOB, JXHWPHBIX KHCJIOT, KCTOKHCJIOT, OKCHKHCIOT H [OpPYTHUX. Takoe

MMpCBpalICHUC aMUHOKHCIIOT IIPU I[GﬁCTBPIPI MHKpO(I)J'IOpLI KHIIIEUHHKA HA3bIBAaCTCs THUEHUEM OEJIKOB B
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KunieyHuke. Tak, Ipu MOCTENIEHHOM U TOJIHOM pAachajie CepocoepKalluX aMHUHOKHUCIOT (LMCTHH,
UCTEMH U METHUOHMH) oOpasyercs Bogopon cyiabbua (H,S) m merunmepkantan. B pesynbprate
NeKapOOKCUIIMPOBAHUS TUAMUHOKHUCIOT OPHUTHHAU JIM3MHA 00pa3ylOTCS COOTBETCTBYIOIIUE aMUHBI—
MYTPECLUH U KaJJaBEPUH.

[Ipu OGaxTepuaibHOM J1E€KapOOKCHIMPOBAHUM apOMATHYECKUX AMUHOKHUCIOT (heHuIallaHuHa,
TUPO3UHAH Tpuntodana o0pa3yroTcs COOTBETCTBYIOIIUE aMMHbl  —(EHWIITUIIAMUH,
napaokCU()EHWIPTUIAMUH U UHAOIWIATHIAMUH (TpunTamuH). depMeHTbl KHIIEUHBIX MHUKPOOOB,
KpOME 3TUX IMpOIECCOB, B pe3yJbTaTe pacrajga OOKOBBIX LEMed IUKIMYECKHMX aMUHOKHUCIOT (B

YaCTHOCTH, TUPO3WMHAW TpUNTOodaHa) 0O0pa3yrOT COOTBETCTBYIOIIME SIJIOBUTHIE BEIECTBA: KPE30J U

HO@—CHQ—?H-GDBH +H0—®—CH3 — HG@
?

¢dbeHoII, CKaTOI ¥ UH]IO:

MNH,
THposHEH Epezon $enon

GHQ—(I}H—GGDH "

3
sugialowsrow
H H

H  Tpmmrodas Hupon

Craron
Hanon — Hegoscen 1
1

FAFS 0=50 aH
F5'—ADF

H

Hugokcucymdarian ——— AMEOTHEDT MHIMEIH
EFICIIOTA
SInoBuThle BemecTBa (Kpe3oi, GEeHo, CKaToll, MHI0J) MOCie BCAChIBaHUS Yepe3 BOPOTHYIO BEHY
MOMAJalT B I€YEHb. B TEYEHUOHU COCIUHAKOTCA C CEPHOM WM TJIOKYPOHOBOW KHUCIIOTOW C
oOpa3oBaHneM Oe3BpeIHBIX MapHBIX KUCIOT (HanmpuMmep, Gpenoncynbdar uiam ckaToiacyabpar), KOTopble
BBIIEIAIOTCA ¢ MO4od. OngHako mpu OOpa3oBaHWMHU MAPHBIX KHUCIOT 3TH TOKCHYHBIE BEIECTBA
B3aMMOJICHCTBYIOT HE CBOOOJHBIMU CEPHOM M TIIOKYPOHOBOM KHCIOTaMHU, a UX aKTUBHBIMHU (popmMamu:
3'-hochoanenosun-5'-pochocynpparom (PADPC) u  ypuaunandocorioKypOHOBOH  KHUCIOTOM

(VIDTK):

COOH o
0 L
o] i B
OH [ '
HO 0—F—OH 07N
o)
] HO o
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3'-pochoanenozun-5'pochocynsdar YpununaudochormokypoHOBas KUCIOTa (DADC)
(YADI'K)

Nupgon (kak M CKaToJl) CHayalla OKUCISAETCA 0 MHJOKCHIIA (CKaToJ O CKAaTOKCHUia), 3aTeM
BCTyIaeT HemnocpeacTBeHHO (epmeHTaTuBHYIO peakinio ¢ OADC unu YIDI'K. [Ipu stom uHmON
MPUCOCIUHACTCS B BHUAC dPUpcepHOl KUCIOTH. Ero kamuitHas CcoJIb Ha3bIBAaCTCS >KHUBOTHBIM
WHJIMKAaHOM, BBIJEISETCA C MOYOW. B 3aBHCUMOCTH OT COAEPKAHUS NHINKAHA B MOYE YEIOBEKA MOXKHO

CYAUTb O CKOPOCTH 'HUCHUA OCJIKOB B KMIIICUHUKE U (I)YHKLII/IOHEU'H)HOM COCTOSAHHH IICUYCHU.

PACIHA DQHAOT'EHHBIX BEJIKOB B TKAHSX

TkaHeBble O€JKM B OpraHU3ME IOCTOSIHHO OOHOBISIIOTCS. B CyTkM B OpraHusme uejoBeKa
obnosmsiercs 10 400 r 6enka. CKOpOCTh OOHOBJICHHS OEJTKOB pa3IMyHa: OT HECKOJbKHX MUHYT 70 80-
120 nueit. [Tpumepno 100 r aMUHOKHKCIIOT MOJIBEPTAIOTCS TTOJTHOMY PACILCTIICHUIO.

['unponn3 TkaHeBbIX OEJIKOB MPOTEKAET MPU yYACTUU TKAHEBBIX MPOTEHHA3 — KaTerncuHoB. OHU B
OCHOBHOM COJIEP)KAaTCS B JIM30COMAaX, SIBIISIOTCS THAPOJUTHYECKHMH ¢depmeHTamu. Ho KarercuHbl
BCTPEYAIOTCA U B JPYTUX CYOKJIETOYHBIX CTPYKTypaxX: MHUTOXOHJIPHSX, SHIOIIA3MaTUYECKON CeTH,
ruanorasMe. JIn3ocoMaabHbIe KaTCTICHHBI KUCJIOTHBIC, IPYTHE — HEUTPAIbHbIC WK C1a00 MIET0YHBIE.
benox moaBeprHyThlil ruaponu3y B anmnapare ['oibIkKd M HHAOIIA3MATHUYECKOW CeTH o0pasyer
ayTodarocomy, 3aTeM COCAMHSACH C MEPBUYHOM JIM30COMOM MOjBepraercs aytoiausy. Mx neiicteue
JOTIOJTHSIIOT IIUTOIIA3MAaTUYECKHIE KATETICUHBI.

Karencunsl oTiinuarorcst He Toabko pH cpenolt, Ho u cienupuuHoCcThi0. OHU AENATCA HA 9K30- U
OHJIOMENTH/IA3bl, B 3aBUCUMOCTH KATAJIMTHYECKOW TPYIIIBI AaKTUBHOTO IIGHTpAa OHM JIEISATCS Ha

THUOJIOBBIC, aCIIaparnHOBBIC U CCPUHOBLIC KATCIICUHBI.
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Tuos10BbIE KATENICUHBI:

Karencun B (pH 5,5-6,0), suaonentuaasa, ruaponusyeT OeIKd BHYTPU KIETKU ((EpMEHTHI
TVIMKOJIN3a, WMMYHOIJIOOYJIMHBI, MHO(PUOPHIUIApHbIE OCNKH, KOJUIareH, reMOryioOMH) a Takke B
MOKETYJOUHOM JKEeJIe3€ MpeBpaIlacT IPOUHCYJIMH B UHCYJIHH.

Karencun N (pepMeHT, pacuiemisiomuid KojlareH), sBIsSeTCsl YHAONENTHIA30M U JIEeHCTBYET
TOJIbKO Ha KoJutareH. Jyis HatuBHoro kosuiareHa pH 3,8, ays pactBopumoro kosutareHa pH 6,0. Haiinen
JM30COME U LIUTOIJIa3ME CEJIE€3€HKU U TKAHU IUIALICHTBHI.

Karencun H saBnsieTcs snponenTuaa3oid amMuHoONentuaa3oil. OHU B OCHOBHOM THAPOJIU3YIOT
pacTBopuMbI€ B Bojie Oenku ruToriasmsl, pH 6,0-7,0, ero akTHUBHOCTh BbICOKA B TICYEHH YE€JIOBEKA.

Karencun L suponmentunasza, pH 5,0, oOHapyxkeH BO BceX TKaHSAX M THIPOJIU3YET OBICTPO
OOHOBJISIOIIMECS OETTKHU LIUTOIIa3MBbl.

Karencun C sx3omentunasza, pH 5,0-6,0, nelictByer Ha N-konuessie cBsizu. [Ipu pH 7,0-8,0
o0Jasaet NoJTUMEpPa3HON aKTUBHOCTBIO.

Karencun S suponentuaasa, pH 3,0-4,0, oOHapyKeH celie3eHKe U JIMMaTUYECKUX y3JI1ax.

AcnaparunoBble kartencunbl. Karencun D suponentupaza, pH 3,5-4,0, ruaponusyer
NEeNTUIHbIE CBS3U, OOpPa30BAHHBIE U3 APOMATHUYECKUX aMUHOKHUCIOT. OOHAapyXeH BO BCEX TKaHSX,
CEJIE3EHKE, MMOYKAXUIIETKUX MUMEET BBICOKYIO aKTUBHOCTh. | HIPONM3YyET MHOTHE LUTOIIIA3MaTUHYECKHE
Oenku (MHO3WH, OCHOBHOW Oenok mwuenuHa, remorinobuH). [Ipu pH 5,0 B xpsmax rumpoiusyer
MIPOTEOTJIUKAHOB.

CepunoBble karencunbl. Karenicun A sk3onentugasza, pH 5,0-5,5, ruaponusyer ¢ N-koHia
MOJIMIIENTUIHOW LIETH.

buosnornyeckoe 3HavyeHue KaTencHHOB. ['MAponM3 TKaHEBBIX OEIKOB HEOOXOAUM I UX
OOHOBJICHUs, yAaleHUus Ne(EeKTOB C MOJEKYJbl Oenka, A MOOWIM3AlMU SHIOTEHHBIX OEJIKOB.
Heobxoaum He TONBKO JJISI MX pachajaa, HO W JUIs PEKOHCTPYKUHMH. HeaocTaTroyHOCTh KaTernCHHOB
CHUKaeT OOHOBJIEHUE TKAaHEBBIX OEJIKOB ¥ MPUBOAUT K HAKOTUICHUIO MOBPEXKICHHBIX OCJIKOB, OCJIKOB C

HU3KOW (YHKIIMOHAJIBHOM aKTMBHOCTHIO. (CBOWCTBO KAaTENCHHOB YAaCTHUYHO MPOTEOJIU3HPOBATH
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CBUJICTEIILCTBYET 00 HX peryiasTOpHOM (QyHKIMU. B croenuanbHbIX HEMPOCEKPETOPHBIX KIIETKAX

YaCTUYHBIN MPOTEOJIU3 MPUBOIUT K 00Pa30BaHUIO HEUPOMENITUIOB, METUATOPOB U TOPMOHOB.

BUOXUMHWYECKHE OCHOBBI 3ABOJIEBAHUI
AKEJYAOYHO-KHIIEYHOI'O TPAKTA

[Ipu pa3nuyHbIX 3a00JIEBAHUAX KEIYyJAOYHO-KUIIEUHOTO TpaKTa HapylIlaeTcs oOpa3oBaHUE B
xenyake HCI u nencuHoreHa, mpu 3ToM 3aMETHO CHMKAeTCs iepeBapuBanue OenkoB. Hanbomnee yacro
BCTPEUAIOTCS MATOJOTUYECKUE U3MEHEHUS! KUCIOTHOCTH JKeTyJOUHOro coka. Hapymenune o6pa3oBanus
NENCUHA OTMEYAIOT PEKE U BBISIBIIAIOT NP 00JIee 3HAYUTENIbHBIX TOPAKEHUSX JKeITy KA.

OmnpeneneHne KHUCIOTHOCTH JKEITYAOYHOTO COKa MCHOJB3YKOT A AMATHOCTUKHM Pa3IU4HbIX
3a0oneBaHuil kenyaka. IloBbllIeHHASs] KHCJIOTHOCTH >KEIYJOYHOTO COKa OOBIYHO COMPOBOKIACTCS
U3KOTOM, 1napeeil 1 MOKET OBbITh CUMIITOMOM $3BbI JKETYJIKa U JIBEHAILATUIEPCTHON KUIIKH, a TAKKeE
runepanuaHoro ractpura. IIoHMKeHHasi KMCJIOTHOCTH OBIBa€T IMPU HEKOTOPBIX BUAAX TaCTPUTOB.
[Tonmnoe orcyrctBue HCl u memcunHa (kenmynodHas axuiids) HaOMoJaeTcsl HpU  aTpoUUYECKUX
racTpuTax M 4YacTO COINPOBOXAAETCA MEPHULIMO3HOM aHEMHEW BCIIEACTBUE HEIOCTATOYHOCTH
BbIpaboTkH (akTopa Kactma w HapylmieHHs BcachbiBaHMS BHTaMHHAa Bip. AnamumaHocts (pH
KEJyT0YHOr0 coka >6,0) CBUIETENBCTBYET O 3HAYMTEIBHOW MOTEpE CIM3UCTOM OOOJOUYKOM XKeiyaka
OOKJIaZIOYHBIX KJIETOK, CEKPETUPYIOIINX COISIHYIO KHCIIOTY, UTO YAaCTO BBI3bIBAET pakK XKellyIKa.

He6onpiryro 70710 TPOAYKTOB TMEpeBapuBaHUS Oelika COCTaBISIOT HETUAPOIU30BAHHBIC
KOPOTKHE MENTUAbl. Y HEKOTOPBIX JIIOJEH BO3HMKAeT MMMYHHas peakuusi Ha npuém Oeika, 4ro,
OUYEBUTHO, CBSI3aHO CO CIIOCOOHOCTHIO K BCACBIBAHMIO TaKUX MENTUIOB. [IpOIyKThI MOJHOCTHIO MEpEBa-
peHHOro 6enka (aMUHOKHUCIIOTHI) JIMIIECHBl aHTUT€HHBIX CBOMCTB U UMMYHHBIX pPEaKUUil HE BHI3BIBAIOT.

[{ennakus XxapakTepu3yeTcsl MOBBIILIEHHOW YyBCTBUTEIBHOCTBIO K IIIOTEHY — O€JKY KJICHKOBHUHBI
3€peH 371aKOB, YIIOTPEOIIEMbIX C MUIICH YeI0BEKOM. DTOT OEJIOK OKa3bIBaeT TOKCUYECKOE JIEHCTBUE Ha
CIIU3UCTYIO O00OJIOUKY TOHKOM KHIIKH, YTO MPUBOJIUT K €€ MATOJOTMYECKHMM M3MEHEHUSIM U Hapylle-

HMIO BcackIBanwms. [laTorenes 3a0oaeBaHus HEOOCTAaTOYHO ACCH.
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Takue 3aboneBaHus, Kak IWMCTHHYPHUS,00/1€3H XapTHANMa ¥ HEKOTOPHIE APYrHue, BO3HUKAIOT
BCIeACTBUE JedeKTa MEPEHOCYNKOB HEUTPAIBHBIX aMUHOKHCIOT B KUINEYHUKE W movkax. OmumcaHa
BpPOXKACHHAST TATOJIOTHS, CBsA3aHHAsA C aeexToM ¢epMeHTa S-okcompoiuHasbl. [Ipu 3ToM ¢ MOUOi
BBIJICTISICTCSI OKCOMPOJIMH. Y ATHX OOJBHBIX HapYIICHBI TPAHCIOPT AMHHOKHUCIOT B TKaHU U UX
MeTabO0IM3M B KIICTKaX.

PACXOAOBAHUE AMUHOKHUCJIOT

BHyTpu KJI€TKM H CBIBOPOTKE KPOBH HMEETCS TMOCTOSHHBIA (OHI aMUHOKHCIOT W OTO
CBUJICTEIILCTBYET O TMOCTYIUICHUM W CKOPOCTH HCIOJIh30BAaHUS aAMUHOKUCIOT. DOHI CBOOOIHBIX
aMHUHOKHCJIOT 00pa3yeTcs B pe3ysibTaTe pacnaja dK30TeHHBIX (ITUIIEBHIX ), SHIOTEHHBIX OCJIKOB U BHOBb
CHUHTE3UPOBAHHBIX AMUHOKHCIIOT.

[Tocne BcachlBaHUs M3 KUIIEYHUKA AMHHOKHUCIIOTHI Yepe3 BOPOTHYIO BEHY MOCTYIAIOT B MEYCHB,
OoJpIlIas YacTh WX KPOBBIO PACIPOCTPAHSCTCS 1O BCEMY OpTaHM3My, B OpraHax ITOJABEPraroTCs
OTIpEJICTICHHBIM HW3MEHEHHUSM. B TeueHW aMUHOKHCIOTBHI KpPOME CHHTE3a COOCTBEHHBIX OEJIKOB
OpraHu3Ma M Iia3Mbl KpOBU UCTIOIB3YIOTCS JUISI CHHTE3a CTICHAIbHBIX a30TCOACPIKAIINX COCTUHEHUH,
MyPUHOBBIX U MUPUMHUANHOBBIX HYKJICOTHAOB, KpeaTnHa, MoueBor kucioTel HAJl u apyrux BemecTs.
BMmecrte ¢ Tem meueHb Omarogaps CHUHTE3y aMHHOKHCIOT, TPAHCAMUHUPOBAHUS U TIEpepacpe/IeICHUS
azoTa ooeneyuBaeT cOalaHCUPOBaHHBIN (OH]] CBOOOHBIX AMUHOKHUCIIOT.

Bcocapmmecss aMMHOKUCIOTHI, B TIEPBYIO OY€peilb, MCIOJIB3YIOTCS B Ka4e€CTBE CTPOUTEIHHOTO
MaTepuana I CHHTe3a OCJIKOB TKaHEH, (epMEHTOB, TOPMOHOB M JIPYTUX OHMOJOTHYCCKH aKTHBHBIX
coennHeHW. B pesynbTaTe pacnaga 4acTh aMUHOKHCIOT OOpa3yrOTCsi KOHEYHBIC MPOIYKThI OOMEHa

6enkos (CO,, H,O, NH,) u Beinensercs sneprusi(puc. 7-6).

Yrnesonb

Jinnuaesl

XonuH

KpeaTuH
MenTuabl(rNyTaTUoH, aHCEePWUH, KApHO3WMHIMAP.)
Opyrne AMK
MNoppupuHe (rem, Hb, uMTOXpoMEl 1 Op.)

AMWHO- : 15 I
enku (pepMeHTbl, FOPMOHLI, aHTUTenauap.
KMCNOThI (dep P )

HukoTuHamung, HAL

ﬂpOHBBO,EU—Ib[e AMWHOKMCNOT C rODMOHaﬂbHOI:‘I
dYHKUME (KaTexonamuHb!, TUPOKCHH W ap.)

BWOreHHble amuHbl

MenaHWHsI

a-KeTokMcnoThl (a-0KCUKUCNOTEl)—> CO,+H,0
MypUHBLL, NUMPUMKUAOKUHBI 204



Puc. 7-6. MeTa00,113M aMUHOKHCJIOT.

MEXTKAHEBOW OBMEH AMUHOKHCJIOT
[Tonnep:kanue paBHOBECHS B COJECPKAHUW AMUHOKHCIOT B CHIBOPOTKE KPOBH MPHU OTCYTCTBUH
npreMa MUY 3aBUCUT OT UX BBIXOJa M3 TKaHel. [Ipu 3ToM BaXHYIO pOJIb UTPAIOT MBIIICYHbIE TKAHH,
OHM JTOCTaBIAIOT Oosiee 50% aMMHOKUCIIOT, @ B MEYEHH CYIIECTBYIOT (DEpPMEHTHI CHHTE3a MOYEBHHBI.
[TosTOMY me4eHb ¥ MOYKM MIPalOT BaXKHOE 3HAUYECHUE B MOJJACPKAHUU PABHOBECUSI AMUHOKHCIIOT M UX

oOHoByIeHNH (puUc. 7-7).

MMOHYEEFEIA
TIFOKOZ3a

MBILIITEI MeHeHE

Puc. 7-7. MexTkaHeBOi 00MeH aMMHOKHUCJIOTAMH B MOCTA0COPOLIMOHHOM IEepHUoIe.
Bonee 50% aMUHOKUCIIOT, BBIACISIOMIUXCA U3 MEUYEHH, MPUXOAUTCS HA aJlaHWH U TIIyTaMUH, U3

KpOBH MbIIINLI ITOJIYYalOT B OCHOBHOM CCPHH, HUCTCHH HWIJIYTaMHUH. IleyeHp W KMILIEYHUK U3
CbIBOPOTKHU KPOBHU BCACBIBAIOT B OCHOBHOM dJIaHWH W TJIyTaMHWH, CCJIKM IIPpU 3TOM IICHCHL IIOIJIOIIACT
TOJIBKO aJlJaHWH, TO KMIICYHHUK IMOTJIOIACT INIyTaMHUH. N3 xuimeynuka BBIACIIAOTCA aJJaHWMH U aMMHaAK.

BHyTpeHHuEe opraHbl MOTJIOMIAIOT Takke cepuH.Ilouku B KpOBBH BBIJEISIIOT B OCHOBHOM CEpUH U B
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MaJioOM KOJHMYECTBE ajaHWH, a CaMH TOIJIONIAIOT TIyTaMHH, MPOJIMH W TIMIuH. TKaHb MoO3ra u3
CBIBOPOTKH KPOBH BCAChIBACT B OCHOBHOM BaJIMH, JICHIIMH U U30JCHIMH (B 4 pa3a 0OJIbIle, YeM MBIIIIIIbI
U TICUCHB).

AJlaHWH SIBISICTCS TJIABHOW TJIMKOTCHHOW aMHWHOKHCIIOTOM, a CIIOCOOHOCTh TCUCHH CHHTE3a
[IIOKO3bI U3 aJlaHMHA U CEPUHABBICOKA. [109TOMY, TIIOK030-aJaHMHOBBIN UK/ UTPAEeT BAXKHYIO POJIb B

oOMeHe aMHUHOKHCIIOT U YIJIEBOOB MEXK/y MBIIIIIIAMHU U TeueHbio (puc. 7-8).

(TniokoHeorenes

{Mupysar)|

Puc. 7-8. I'moko3o-anannnoBblii nuki. OEINKK — pochoenonmupyBarkapOokcuknHasa;
[1K — mupyBatkapOokcunasza; AJIT — anannHaMuHOTpaHChepasa.

ITocne mpuema numu GoraToil 6eIKaMy MBIIIIEI B OCHOBHOM TorioniaoT 60% aMUHOKHUCIIOT C

paSBCTHGHHOﬁ IO CIIBIO.

KATABOJIU3M AMUHOKHUCJIOT
[1yTn pacnana aMUHOKUCIIOT 10 KOHEYHBIX MPOIYKTOB MOKHO pa3/ieNIuTh Ha 3 TPYIIIbL:
1. UsmenenueM NH,-rpymnnbl aMMHOKUCIIOT (J1€3aMUHUPOBAHUE U TPAHCAMUHUPOBAHUE);
2. Ismenennem COOH-rpynmnbel aMUHOKHUCIIOT (€KapOOKCUITUPOBAHUE);
3. I3MeHeHneM yriepoaHoro cKeiaeTa aMMHOKHUCIIOT.

1-# u 2-0i1 myTH KaTaboM3Ma aMUHOKUCIIOT SIBJISIFOTCS OOIIMMHU, a 3-U — CICTIU(UIHBIHA.
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l[e?,aMI/IHI/IpOBaHI/Ie AMHUHOKHUCJIOT

B srom mpouecce amunorpynna (-NH,) aMuHOKMCIOTHI Bbiensercss B Bune ammuaka (NH,).

Paznuuarot 4 BH/Ja AC3aMHUHHUPOBAHUA aMUHOKHUCIIOT!:

a) BOCCTAHOBHUTCIIbHOC AC3aMNHUPOBAHUC

R-CIJH—COOH 22 R—CHo—-COOH + NH3
NH2

0) TUIPOIUTHYECKOE JE€3aMUHUPOBAHNE

R~CH~COOH l'jg—Q:-R—-CEH—COOH + NH3

!
NHg OH

B) BHYTPUMOJIEKYJISIPHOE J€3aMUHUPOBAHUE

R—CHQ-—CI}H—COOH ~———= R—CH=CH~COQOOH +NH3
NHo

F) OKHUCJIIUTCIIbBHOC JC3aMUHUPOBAHHC
R-CH-COOH 292 R-G-COOH + NH
I
NHo o

Kak BUAHO, IIpU AOC3aMHUHHUPOBAHHMU KpPOMC aAMMHAKA O6p33y}OTC}I JKUPHBIC

KHCJIOTHI,

OKCHUKHUCJIOTBI, HCHACBINICHHBIC JKUPHBIC KUCJIIOTBIM KCTOKHUCIIOTHI. Ho B TkaHsAX 4deoBeKa M KMBOTHBIX

B OCHOBHOM [JIC3aMHUHHPOBAHHUC TIIPOTCKACT OKHUCIIUTCIIbHBIM IIYTCM. Paznuuarot ABa BHUJIaA

OKHUCIIMTCIIbHOI'O J€3aMHUHHUPOBAHUA: IIPAMOC U HCIIPAMOC (TpaHC,Zle?)aMI/IHI/IpOBaHI/IC).

IIpsimoe oKuUCIUTEIBbHOE Je3aAMUHHUPOBAHUE. DTOT MPOLIECC IPOUCXOAUT IIPU YUYACTHH OKCUIA3

L- m D-aMI/IHOKI/ICJ'IOT, HaxogAmuxcsa B IICPOKCHCOMaAX. OKCI/I,IIa?)BI L-aMHHOKHCIIOT B Ka4eCTBE

kodepmenTa coaepxkat ®MH, aD-amunokuciot - ®AJI. Peakuus mpoTekaeTr ciaeayronmmM 00pa3oM:

Qkcmpazel L-n

R rD-aMMHOKMCJ'IOT =] HO R
| : |

(l,‘,Hh NH — {} - C=NH _E__. C=0 + NH,

| ' P | |

CooH ©AA ®AIH,  GOOH COOH

Ha mnepson cragnunupcaxknnuu 06 a3zyeTcd HMHWHOKHUCIIOTA, a Ha BTOPOM — KETOKHUCIIOTA H
b
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BBIICIISICTCA NH3 BoccranoBneHHbIC KO(I)CpMCHTLI OKCHJa3 MOTI'YT HCIIOCPECACTBCHHO OKHUCIIATHCSA

KHUCIIOPOJIOM, B pe3yibTaTe oOpasyercss mepokcup Bojopoja. OH paclueruisiercs Moja AeHCTBHEM
KaTajasbl Ha BOAY U KHCI0poA. OKCUIa3bl TAKKE HA3bIBAOTCS JI€3aMUHUPYIOLIMMU JIETUAPOrE€HA3aAMM.

Heo0xoaumMo OTMETUTH, YTO OKCHAA3bl L-aMUHOKHCIOT UMEIOT 00jiee HU3KYI0 aKTUBHOCTH IO
CPaBHEHUIO C OKcuaazamu D-amuHokucnor; ontumyM nericteus pH pasen 10, Takoe 3Hauenue pH npu
(GU3MONOrMYECKUX YCIOBUSAX HE MpakThuyecku HaOmomaerca. llpeanonaraercs uro wacth L-
aMUHOKHCIIOT IO/ BIMSIHUEM M30Mepa3 KUIIEYHbIX OakTepuil mpeBpamiaerca BD-aMuHoKuCIOT, 3aTeM
IOJIBEPTaIOTCs A€3aMUHUPOBAHUIO B TKaHAX. BooOlieM mnpsiMoe OKUCIUTEIBHOE 1€3aMUHHUPOBAHUE C
MOMOIUIBIO OKCHJIa3 HE UMEET OO0JIBIIOE 3HAYECHUE B MPEPAILEHUN AMUHOTPYTIIIHIL.

OpHako JAE€3aMUHHAPOBAaHUE TIIyTAMHUHOBOM KHUCJIOTBI, KOTOPOE€ M OTHOCHUTCS K IIPSIMOMY
JI€3aMUHUPOBAHNIO,  MPOUCXOOUT C  Haubonbliell  ckopocThblo.  Peakmusi — katanusupyeT
riyTamMataeruiporeHasa. [ myramataeruaporenasa MupoKo pacpoTpaHEHHbIN B TKaHAX (hepmeHT.IIpu
sToM KopepmenToM MoryT ObITh Kak HAJI, Tak 1 HAJI®.Peakuus obpartuma: oOpazoBaBmuiicss NHs,
npu ydactun HAJIOH moxeT ObITh MCHOJB30BaH BOCCTAHOBUTEIBHOM AMUHHUPOBAHUM O-KETOTIIY-

Taparta, B pe3yjbTaTe oOpa3yeTcs riyramar:

FﬂyTaMEﬂT,ﬂemnpOFEHaaa
NH2 1

‘ I
HOOC —CHy—CH,—CH—CO00~ _ |
\

HAA(®) *
[nyramart 2H —= H,0
NH
|l +
HOOC— CHy—CHy—C—C00~ HAA®)H+H
H,0
WmuHornytapat
T A
HOOC— CHy—CHy—G—c00~~ | ™ NH;
|
a-Ketornytapar 1
Henp...... . __ Qoo ... __..)BHOW TIyTh J€3aMHHHUPOBAHHSI
AMHWHOKMHCIIOT (KpOMe FHYTaMHHOBOﬁ KI/ICJ'IOTBI) — TpPaHCAC3aAMHUHUPOBAHWUC HJIM  HCIIPAMOC

AC3aMHUHHUPOBAHHUC. OTOT npouecc TakKXKeE COCTOUT M3 2-x cragui:l cragusa Ha3bIBaeTCA

TpaHCAMUHUPOBAHME M HA 3TOM cTaauu oOpasyercs riayramara, a Il — HemocpencTBeHHOe mpsMoe
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OKHUCIIMTCIIBHOC JC€C3aMUHUPOBAHUC OTOT'O IiIyraMaTa

Pasnblea-Kerormyrapar
aMHHOKHUCJIOTHI

Paznble
KETOKHUCJIOTHI [ myramar

I[aHHa}I peaKnusi HauOoJiee aKTUBHO IMPOUCXOJUT B IICUCHU.
Enie oauH BapuaHT HENMPSAMOTO A€3aMUHUPOBAHUS — IEPEHOC aMUHOTPYIIITYy Ha acnapTar U Jajee
Ha MHO3MHOBYIO KUCIOTY ¢ oOpa3zoBanueM AM® u ne3aMHHHpOBaHUE MOCIIETHEH:
AMHHOKUCTIOTBI o-Kerorayrapar Acnaprar UM NH,
u-KeToxncnoml I'nyramat AM
Okcanoanerar (Oymapar

U e

JlaHHBIM THUI [€3aMUHUPOBAHMS AKTMBHO IIPOUCXOJMT B MBIIIIAX, TaK KaK B HUX COJEPKAHUE
[JIyTaMaTAETUAPOTreHa3bl HE BBICOKOE.
TpancamMmuHHpOBaHHE AMHUHOKHUCJIOT
TpancamuHupoBaHue— peakius oOOMeHa aMUHOTPYIIIBI U KETOTPYIIIBI MEKIY O-aMUHOKHUCIOTON

M0-KETOKHUCIOTON: B pe3yIbTaTe 00pa3yeTcsl HOBasi KETOKHUCIIOTa M HOBasi aMUHOKHUCIIOTA!

COOH COOH
R (CH,), R (CH,),
CH—NH, + le =0 2 é=0 +HC—NH,
(I".'OOH COOH (IZOOH COOH

AKIIEITOPOM aMHUHOTPYIIBI YacTO SBJSIIOTCS O-KETOTJyTapar, NHpyBaT W OKcajoalerar.
Peakumm TpaHCAaMUHUpPOBaHHS KaTaJU3UPYIOTCS TpaHCaMWHAa3aMH WM aMHHOTpaHcdepazami.
KoncTanTa paBHOBecHs »dTHX peakuui Ommska k  exuHuue (Kp~1,0), mosromy mponecc
TPaHCAMHHHUPOBAHUS JIETKO oOpaTuMa. AMHMHOTpaHcdepa3bl OOHapyKeHbl B [HUTOIIa3ME |

MUTOXOHAPUAX OYKAPHUOTHUCCKUX KIICTOK. MI/ITOXOH,Z[pI/IaJ'IBHI)IC N TOUTOINIAa3MaTHYCCKHUC (I)OpMI)I
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dbepmenTa oTiiMyaroTcs GU3HMKO-XMMUYECKUMHU CBOMCTBaMU. B KileTkax uenoBeka oOHapyx eHo Oojiee
10 amuHOTpancdepas, oTnuyaromuecs cyocTpatHoi cneuuduuHocThio. Kpome nusuna, TpeoHUHA U
MPOJIMHA BCE OCTAIbHBIE AaMUHOKUCIOTHI MOTYT YYaCTBOBATh B PEAKIIUSAX TPAHCAMUHUPOBAHUSI.

Kodepmentom tpancamunas siisiercs pochonupuaokcan (PI1), mpousBoaHoe Buramuna Bg.

buonozcuueckoe 3nauenue mpancamunuposanus

Peakiuu TpaHCaMUHUPOBAHUS UTPAIOT OONBIILYIO pOJIb B 0OMEHE aMUHOKUCIOT. [T0CKOIBKY ATOT
nporuecc oopatumM, pepmeHTs aMHHOTpaHc(epasbl PYHKIMOHUPYIOT Kak B Mpoleccax KaTabonu3ma,
Tak 1 OMOCHHTE3a aMHUHOKHCIIOT. TpaHCAaMUHUPOBAHUE — 3AKJIIOUHMTEIbHBIH ITANl CHHTE3a 3aMeHNUMbIX
AMMHOKHUCJIOTU3 COOTBETCTBYIOIIUX a-KETOKUCIOT, €CJIM OHU B IAaHHBIA MOMEHT HEOOXOAUMBI KJIETKaM.
B pesyapraTte nOpoMCXOOUT NEpepaclpeiciieHHEe aMHUHHOIO a30Ta B TKaHIX OpraHu3Ma.
TpancamuHupoBaHue — TMepBas CTaaAus  J€3aMUHHUPOBAHUS  OOJIBIIMHCTBA  aMUHOKHUCIIOT,
T.€. HAYAJbHBIA 3Tan UX Karadosm3ma.O0pasyromuecs Mpu 3TOM KETOKUCTIOoThl okucistores B LITK
WIM HWCIOJIb3YIOTCSA Ui CHUHTE3a TJIIOKO3bl M KETOHOBBIX Tesl. llpu TpancamuHupoBaHuU oOlIee
KOJIMYECTBO aMUHOKHCIIOT B KJIETKE HE MEHSAETCS.

3HaveHue onpeae/ieHUs] AKTUBHOCTH TPAHCAMHUHA3 NPHU renature U uHGapKre MUOKapaa.
Kosgppunuent ge Peruca.lllupokas pacripocTpaHEHHOCTh TPAaHCAMUHA3 M BBICOKAsi UX aKTUBHOCTH B
opraHax M TKaHSX, a TaKKe HU3Kas aKTUBHOCTb 3TUX ()EPMEHTOB B KPOBU SIBJISIETCSI OCHOBAHUEM JIJIS
ompeesIeHUs] TpaHCAMUHA3 TIPU OPTaHUYECKUX U (PYHKITMOHAIBHBIX TMTOPAKEHUIX PA3TUYHBIX OPTAHOB.
JInst KIIMHUYECKUX 1iefield 0c000 BaKHOE 3HAUCHUE UMEET olpeiesieHue akTuBHOCTH hepMeHTOB AJIT u
ACT. B wuactHoctH, aktuBHOCTh AJIT mpu remarurax, ocoOCHHO HH(EKIIMOHHOM TremaTure, B

CBIBOPOTKE KpPOBH IIOCTEIIEHHO TMOBBINIAETCS (CBOMCTBEHHA XPOHUYECKOMY Tremnatuty). B Hopme

AKTUBHOCTBIIPYM WHKYyOaMu 1 MII CHIBOPOTKH KpPOBH IPH 37°C B Teuenne 1 uaca pasen 0,16-0,68
MKMOJIb TUPYyBATa.

Yepes 3-5 vacoB, mocne BO3HHUKHOBeHHs HH(papkra muokapaa akTuBHOCTH ACT B ChIBOpOTKe
KpoBU pe3ko BospactaeT (20-30 pa3). B koHme mepBod CyTKHM aKTHBHOCTH OOOWMX TpaHCAMHHA3

AOCTUTaCT MaKCHUMYyMa. qCpCB 2-3 JHA, €CIIN 3a00J1eBaHHUC IIPOTECKACT oe3 OCHOX(HCHHﬁ, AKTHUBHOCTD
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BO3paliaeTcs K HopMaibHbIM BeanunHaMm. B Hopme aktuBHOCTh ACT mipu mHKyOanuu 1 M CBIBOPOTKH

KpOBH TpH 37°C B Teuenne 1 uaca paBHa 0,1-0,45 mxmousib iupyBara. [loBbiienue aktuBHoct AJIT

HaOroaeTCs Takxke npu uHpapkTe Muokapaa. OIHAKO 3TO MOBBIIIEHHE ObIBAET 3HAUUTEILHO HIKE 110

cpaBHeHuto ¢ moBbiieHueM aktuBHOCTH ACT. Ilostomy mis nuddepeHnuanibHOro IuarHosa

UCIIOIB3YIOT Kodduimenta ne Petuc, KOTOpsIi npencTaBisieT co00i COOTHOIICHHE JIBYX (DepPMEHTOB

(ACT/AJIT). B wnopme coorHomenue AJIT/ACT pasen 1,33-0,40. Ilpu wuH(DeKIMOHHOM

renatuTekodGduireHt ne PutrucacHmkaercs, a mpu nHGapKTe MUOKap/1a PE3KO MOBBIIIACTCS.
JexapOoKCHIMPOBAHNE AMHUHOKHUCJIOT

[Iponece oTieneHns 0-KapOOKCUIBHOW Trpynnbl aMUHOKUCIOT B Buae CO,Ha3biBaeTCs

JEKapOOKCUIIMPOBaHUEM. B TKaHSIX MIIEKONMUTAIOMUX JeKapOOKCUIUPOBAHUIO MOXKET TOJBEPraThCs
LEJIBIN psii aMUHOKHUCIIOT MK X Tpou3BoaubIx: Tpu, Tup, Ban, 'uc, I'ny, Huc, Apr, Opautun, SAM,
JHODA, 5-oxcurpunrtodan u Ap. [Ipu gexkapOOKCHINPOBAHUY TOSBISIOTCS AMUHBI(OMOT€HHBIE aMUHBI),
KOTOPBIE OKa3bIBAIOT BHIPAKEHHOE OMOJIOTHYECKOE nelicTBHEe Ha opraHu3M. OHU BBIMOJTHSIOT POJIh
HelipomenuatopoB (cepotonuH, aodpamuun, 'AMK wu nap.), TOpMOHOB (HOpaJpeHaIWH, aJpeHaInH),
MECTHBIE peryaupyroIre GakTopsl (THCTaMUH, KAPHO3HWH, CIIEPMUH U JIp.).

Peakiuu  nexapOOKCHIIMPOBAHUS HEOOpAaTUMBI W KaTAIM3UPYIOTCS  JIEKapOOKCHIIa3aMHu.
[IpocteTnueckas rpynmna AeKapOOKCHIa3 B KJIETKaxX >KMBOTHBIX — mupupokcaimbdochar. B xuBbix
opraHu3Max 0OHapyXeHO 4 THuma 1eKapOOKCUITUPOBAHKS aMUHOKHUCIIOT:

1. o-mexapOoxkcwiInMpoBaHMe crienuduuHa s KUBOTHBIX TKaHeu. [Ipu sTom oTiensercs

KapOOKCHIIbHAsI IPYIIa, OJIM3KO PacrosokeHHas K o-yrnepopHoMy aromy. Ipoxykrsr peakunn CO,u

OMOreHHBIC AMUHBI.

2. ®-1eKapOOKCHIHPOBAHNEe ClielMPUYHA JIJIT MUKPOOpPraHM3MoB. Hampumep,3Tum mytem u3

acraparnHOBOM KHCIOTHI 00pa3yeTcs o-alaHuH:

L i

HOO G~ CHo—CH (NHp)~COOH—=CH3~CH (NH2)-COOH + CO,
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3. JlekapOokcnjnpoBaHue CBSI3aHHOE ¢ peakiueii TpaHcaMuHupoBanus. [Ipu 3Toi peakum

COOTBCTCTBCHHO HepBOﬁ AMHHOKHUCJIOTC 06p33yeTC$I HOBas aMHMHOKHUCJIOTA U aJIbACTH.

Ry Ro R1 Ra

] | | z0 |

CH=NHq + C=0 C + CH-=NHgp + CO2
1 | ~H |

COOH COOH COOH

4. lekapOOKCHJIMPOBAHUE CBSI3aHHOE C KOHJeHcalueidl ABYX MOJIeKyJ. J[aHHas peakuus
IPOTEKAET B TKAHAX XUBOTHBIX IPU CHUHTE3€ M3 INIMLIMHA U CYKIUHWI-KOA d-aMHHOJEByJIMHATa U

C(l)I/IHFOJ'II/IHI/I,Z[OB, a TaKXXC B PAaCTCHUAX ITPU CHUHTE3C OMOTHHA.

T' T:r TI
(l}H—NHg + GD—S—HGA———!—('}H—NHQ + SH-HoA + CO2

0¢CO0H CO-R2 MH  o0Opasyercsi  IyTéM
1eKapOOKCHINPOBAHKS TUCTHMHA B TyUHBIX KJIETKAX COEMHUTENBHOM TKAHU:
/ZTCHE—CH-—':C-E:;@*H CO2 /:—TGHQ—GHQ

) by —de (A I

I ucramun I uctnnun

['uctamun oOpa3yeT KOMILIEKC ¢ OeJTKaMHi U COXPAHSIETCSl B CEKPETOPHBIX I'PaHyJIaX TyYHbIX KJie-
TOK. CekpeTupyercsi B KpOBb MPU MOBPEKACHUN TKAHU (yIap, 05KOT, BO3ACHCTBHUE IH0- U HK30T€HHBIX
BEILIECTB), PAa3BUTUM HMMMYHHBIX M QUIEPrUYECKUX peakiuil. ['mcTaMuH BBIMOJHAET B OpPraHU3ME
yeJioBeKa ClIeyrone PyHKIUU:
* CTUMYJIMPYET CEKPELHIO JKEIyJOYHOIO  COKa, CIIOHbl  (T.e. HMIpaeT  poJjb
MUIIEBAPUTEIBHOTO TOPMOHA);
* TOBBINIAET MPOHUIIAEMOCTh KallMJUISIPOB, BBI3BIBAET OTEKH, CHIKAeT AJl (HO yBenuuuBaeT
BHYTPHUYEPEITHOE IaBJICHUE, BHI3HIBAET FOJIOBHYIO OOJIB);

* COKpaIl[aeT TIaJKyl0 MyCKYJIaTypy JErKUX, BHI3BIBAECT YAYIIbE;
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* y4acTByeT B (JOPMHUPOBAHUHU BOCTIAJIUTEIBHON PEAKIIUU — BBI3BIBAET PACIIMPEHUE COCY/IOB,
MOKPACHEHNE KOXH, OTEYHOCTh TKAHU;

* BBI3BIBACT AJVIEPTUUYECKYIO PEAKIIUIO;

* BBINOJHSET POJib HEMpOMeIuaTopa;

*  SBISICTCS MEAUATOPOM OOJIH.

Posab OMoreHHbIX (aKTOpPOB B Pa3BUTHM AJJIEPrUYECKHX peaKluil. AHTHTHCTAMMHHbBIE
npenapatsl. [Ipy monaganuu B OpraHU3M HEKOTOPHIX AHTUTEHHBIX BEIICCTB (OCIKOBOW MPHUPOIBI,
NOJIUCAaXapUAHbIE aHTUTEHbI, psI JIEKApCTB) pa3BUBAaeTCA CceHcuOwnu3anus opranuszMma. [lpu
MOBTOPHOM TOCTYIJIEHUU JAHHOTO aHTHT€HA B OPTaHM3M, Pa3BUBAETCS OCTpas peaklus B pe3yJbTaTe
TUCTAMUHOBOTO IIOKa (aHaUIaKTUYeKHWe M aJUIepruyuecKkue peakiuu). MeXaHu3M STHX peakiuii
BKJIIOYAET B C€Os BBIJICJICHUE TMCTAMUHA U3 TYYHBIX KJIETOK. M3 3TUX KJIETOK FMCTaMUH BBIJIETSETCS B
pe3ynbTaTe B3auMOICUCTBUS aHTUTEHA C AHTUTEJIOM, HAXOISIIUHACS Ha UX TIOBEPXHOCTH.

OO0pa3oBaHue cepoTOHMHA U ero 3HayeHue. HeilpoMenuaTop npoBoAsSIIMX MyTeli— CEPOTOHUH
obpazyetcss B HaanoueuHukax U [[HC B pesynbTare aexkapOOKCHIMPOBAHMS S-OKCUTpUNTO(aHAIION
BJIMSIHUEM JIeKapOOKCHJIa3bl apoOMaTHUYECKHX aMUHOKHUCIOT.DepMeHT o0iagaeT MIMPOKOW CIenu-
(bUYHOCThIO U CcHOoCOOEH Takke jaekapOokcwinpoBath Tpuntohan u JJODA, obpasyromuiics u3
TUPO3HHA.

CepoToHMH— OHMOJIOTMYECKH aKTUBHOE BEIIECTBO IIUPOKOTO CIEeKTpa AecTBUS. OH CTUMYIHPYET
COKpaIlleHHe TJIAJKON MYCKYyJIaTyphbl, OKa3bIBaeT cocyaocyxkuBarommii s¢dekr, perymupyer All,
TEMIEpaTypy Teja, JbIXaHue, 00JIajaeT aHTUACTPECCAaHTHBIM JAeicTBUEeM. [0 HEKOTOPHIM JTaHHBIM OH
MOXXET MPUHUMATh y4acTHE B AJUIEPTHUECKUX PEAKIHIX, MOCKOJBKY B HEOONBIINX KOJIHMYECTBAX
CUHTE3UpPYETCS B TY4YHBIX KiIeTKax.CepoTOHMH MOXET TMpeBpamarhCcsi B TOPMOH MEIAaTOHUH,
pPEryNUpYIOIUNA CYTOUYHBIE M CE30HHBIE H3MEHEHHUsT MeTaboiu3Ma OpraHu3Ma U YJacTBYIOIIUMH B

perysiuuy penpoayKTUBHON (QYHKIIUU.

Jra———
[ &

HO
2 | Pgrgin, NS
AN oHoHGEgH P oHroH—iagH
NN ~" “WH

HQ_
H, NH, -

If;\T‘CHz_?H”ﬁiiéH
A~
g L NHQ

3,4- InokcudeHnnanaHux
Tpuntoda 5-Oxcurpuntodan

co, & 0, Co,
) HO

N

C
- ' HQ
[/, \| ‘CH?A?HQ ,/"j ) .‘]——CH?---C:)HQ WTI J'CHQ_C‘)H?
S I ] . . AR
x NH NHQ S \NH NH? HD’ = NHQ
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I'AMKu eé 3HayeHuMe B IIPOBEJACHMH HEPBHBIX HMIYJbCOB. B HEpBHBIX KIIETKax

JeKapOOKCUIIMPOBAHUE IITyTaMaTa NpuBOAUT K oopazoBanuto 'AMK:

FJ'IYTaMI/IHOBaﬂ KHCJIO0Ta Y-aMHUHOMACJIdIHAaA KUCJII0Ta

Konmnentparus 'AMK B roioBHOM u ciiHHOM Mo3re oueHb Bbicoka. ' AMK (Takke riuiuH) B
HeWpoHax BbI3bIBACT TopMoOxeHue. [{ukn npespamenniit 'AMK B Mo3re BKIIOYAET TPU COMPSKEHHBIC
peakiuu, nonyuuBiuve Ha3zBanue ['AMK-mynra. IlepByto kaTanusupyeT riyramaraekapOokcuiiasa,
KOTOpasi SIBJIETCA MUPHUIOKCAB3aBUCUMBIM (PEPMEHTOM. JTa peaklus SBIAETCS PETyIsITOPHON u
oOycioBnuBaeT ckopocTh obpazoBanus ['AMK B kierkax mosra. [locnmenyromme 2 peakiuu MOKHO
cunutaTh peakiusamu katabonuzma 'AMK. TAMK-amunorpancdepasa, Takke TUpuI0oKCcaIb3aBUCUMas,
oOpa3yeT SIHTapHbIN MOJyalIbJIETH I, KOTOPBIA 3aTeM MOABEPraeTcs JETHIPUPOBAHUIO U MPEBPALIACTCS
B SIHTapHY0 Kucnory. [locnennsas ucnonb3yerca B uutpatHom nukie. MHaktuBanusa I'”AMK Bo3moxkHa
1 okucnutenbHbIM yTéM noj aeiicteBueM MAQO.Conepxxanue ’”AMK B roJJOBHOM MO3T€ B JIECATKH pa3
BbIIIE JAPYTUX HelpomeanaTopoB. OHa yBEIMYMBAET MPOHMUIIAEMOCTh MOCTCUHANTUYECKUX MeMOpaH
115t uoHoB K, 4To BBI3BIBAET TOPMOKEHHE HEPBHOIO UMITYIIbCA, HOBBIIIAET JbIXATENbHYIO AKTHBHOCTb
HEPBHOM TKaHU U yJTydIllaeT KPOBOCHAOKEHHUE FOJIOBHOTO MO3ra.

['’AMK B BuJe penapaToB raMMajOH UM aMUHAJIOH IPUMEHSIOT MPU COCYIUCTHIX 3a00IeBaHU-
X TOJIOBHOTO MO3ra (aTepoCKiepo3, TMIEPTOHMS), HAPYIIEHUSX MO3TOBOIO KPOBOOOpAIlIEHUs, yM-
CTBEHHOM OTCTaJIOCTH, SHJOTECHHBIX JIETIPECCUSAX M TpaBMaxX rOJIOBHOTO MO3ra, a TakKe 3a00JIeBaHUSIX

IHC, cBsa3aHHBIX ¢ pe3KUM BO30YKIEHHUEM KOPBI MO3Ta (HallpuMep, SMUIICTICHH).
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O0e3Bpe:knBaHue OMOTeHHBIX AaMHUHOB. 30bITOYHOE HaKOIJIEHUE OMOT€HHBIX aMUHOB MOXKET
BBI3bIBATh Pa3IMYHbIC TATOJOTHYECKHE OTKIOHEHUA. B CBsI3U ¢ 3TUM 00JIbII0€e 3HAUEHHE TPHOOPETAIOT
MEXAHU3Mbl UHAKTUBALUU OMOT€HHBIX aMUHOB.

WNHuakTrBanys OMOreHHbIX AMUHOB IIPOUCXOANT ABYMSI Iy TSIMU:

1) meTuiupoBanueM ¢ yuacrueM SAMmon aeilictBuem MetuiaTpancgepas. Takum o6pa3oM MOTyT
MHAKTUBUPOBATHCS pa3/IMyHble OWMOTE€HHBIE AaMMHBI, HO Yallle BCEro0 MPOMCXOAUT HHAKTUBALMS
FUCTaMUHA M aJpeHaiuHa. TaK, WHAaKTUBaUWsA aJpEHAIIMHA IPOUCXOAMUT IMYyTEM METHUIMPOBAHUS
TUAPOKCHIIBHOM TpYIIBI B OPTO-NIOJIOKEHWM. Peakius HMHAKTUBAlMM THCTAMHHA TaKXkKe Ipe-
UMYILIECTBEHHO IPOUCXOAUT IIyTEM METUIIMPOBAHMUS.

2) oxucjenuem ¢epmenramu mMoHoamuHookcuaazamu (MAOQO) ¢ xkopepmentom FAD — Takum
IyTEeM Yalle NPOUCXOAUT MHAKTHUBALMA NodamHuHA, HOpaapeHanuHa, cepotonnHa, I'AMK. Ilpustom
POUCXOIUT OKUCIUTENBHOE J€3aMUHUPOBAHUE OMOTEHHBIX aMHHOB ¢ OOpa30BaHMEM aJIbJIETHIOB, a

34TCM COOTBCTCTBYIOIIUX KUCJIOT, KOTOPBLIC BHIBOAATCA ITOUYKAMMU.

Q.
R-CH,-NH,+H,0 —= R-CHO + NH, + H,0,
R—CH,—NH, + E-®A[ +H,0—=R—CHO + NH, + E-®ALH,

Dep E-OAOH, +O~=E-DAL +H,0,

MoHoamuHO- (MAO) wu
muamuHOoOoKcuaazamu (JIAO). Kopepmentom MAO saBasercas ®AJl, JTAO — mupumokcanbdocdar.
MAO Haxomutcs B muTOoXOHApUsx, JAO — B mutomiazme. MAQO o00e3BpekUBacT NEPBUYHEIE,
BTOPUYHBIC UTPETUUHBIC aMUHBI, JJAO —TucTamMuH, NyTPeCIH, KaJlaBEpUH U YACTUYHO alu(aTHyecKue
amuubl. OOpa3oBaBIIMECS AaNbJIETHABl OKUCISIOTCS JI0 OPraHWYECKUX KHUCJIOT TI0f] JEUCTBHEM
aJIbJICTUIJICTUIPOT€HA3BI.

Peakuun, nporexkawinue ¢ U3MeHEeHHEM YIJIEPOJHOT0 CKeJIeTa AMUHOKHUCIIOT

[Ipu mnpeBpaiieHUsx YIJIEPOAHOTO CKEJIeTa aMHUHOKHCIOT MOTYT OOpa30BBIBATHCSATOJBKO

yraeBosibl (13  aMUHOKMCIIOT), TOJIbKO JHUOUALI (1 aMHUHOKHCIOTA), YIIAEBOABIMIMIMOUABL (5
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aMUHOKHCIIOT) (Tabu. 7-4).

HN3MeHeHune yriiepoaHoro ckejera L-aMUHOKHCIIOT

['nukoreHHbIe Kerorennsie ['nukoreHHsie u
AMHUHOKHUCJIOTBI AMHUHOKHUCJIOTBI KETOT€HHbIE AaMUHOKHUCIIOTBI
AnanvH Jlevuu N3onennun
ApruHuH JIuzun
Acnaparux OeHnIaTaHuH
Hucrenn Tpuntodan
['myramuun Tuposun
I munun
T'uctugnu

4-rupOKCUNIPOIIHH

Metnonun

[Iponun

Cepun

Tpeonun

Bamun

Taoauua /-4.

VYTIiepoiHbI CKENET aMUHOKHUCIIOT MOCJE OTILEIIEHUS aMUHOTIPYIIbI MOXET MPEBPATUTHCSA B
CJIeTyIoIINe BEeUIeCTBa U OKUCIATHCS B ukiie Kpebcea.

W3 rvuuHa, anaHuHa, JeiuHa, IUCTENHA, CEpUHA, TPEOHUHA, JIN3UHA, TpUNTO(aHa 00pazyeTcs
anetn-KoA; ¢enunananvnam tuposmHa—auetwin-KoA u ¢ymapar; uzoneinuHa — auetwin-KoA u
cykiuHWI-KoA; apruHuHa, TUCTHAMHA, TJyTaMUHA, TIJyTaMara, I[pPOJIMHAa— O-KETOIJIyTapar;

acraparvmHaM acraprara—okcaoarerar (puc. 7-9).

Jletinuu
JIuzun

Dennnanatnun KetoHoBbie

Tpunrodan
Twupoaun

|

Aueroauernn-CoA

TeJa

Haouurpar

o-Ketornmyrapar

Aprunun

em—— Cnyramus

[ucTuana
[Ipoman

Hzoneiinun

Iiuxcn
Hwrpar TPHKapGOHOBLIX | Cykripimn-CoA €= Metuonnn

Tpeonun

KHCIOT
v Banuu
Anernn-CoA CyKuuHar
e
Oxkcasoanerar ’ G)ymapmj(— Qennananun
. T'wpoann
=|=| Manar

I'moko3a

AnTaHUH
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Puc. 7-9. Katadoau3M aMMHOKHUCJI0T. AMUHOKHCIIOTBI CTPYIIITUPOBAHBI B COOTBETCTBHH C TJIAaBHBIM MPOTYKTOM
ux Jerpajnanuu. HexkoTopble aMHHOKHCIOTBI BCTpedyaroTcsl Oojiee OJHOrO pas3a, TaKk KaK y4JacTKM MX YIVIEPOAHBIX
CKEJIETOB PACILIEIUISIFOTCS 10 pa3HbIX KOHEUHBIX MPOTYKTOB.

Pacniag aMMHOKHCIIOT B IiedyeHHU A0 aneTui-KoA npuBoauT k 00pa30BaHUIO KETOHOBBIX TEIN.
Peakuum TpaHCMeTHIMPOBAHUSA
MeTnoHuH — He3aMeHUMasl cepocojeprkaliasi aMMHOKUCI0Ta. M3 Hero oOpaszyeTcsi LIUCTEUH U
UCTUH. OTH 3 CcepocojepKallie aMHUHOKHCIOTHI BXOJSAT B COCTaB O€JIKOB M NPU UX TUAPOJIH3E
BBIJICTISIIOTCS. B CBOOOAHOM BHUie. METHOHHMH MMEET Ba)KHOE 3HAYCHHE B MTpolieccax 0OMEHa BEIIECTB, 3a
CYET HaJU4YMA B €r0 COCTABEMOOWJIBHON METWIbHON rpynmnbl. JlaHHas MeTUJIbHAs Tpynmna MOXKET
NIEPEHOCHUTCS Ha JIPyrue BEUIECTBA IIyTEM TPAaHCMETWIMPOBAHUSA. B TpaHCMETUIMPOBAHMM y4aCTBYET

HE caM METHOHMH, a ero akTHUBHas Gopma S-ameHo3unMeTnoHuH (SAM).

C])HQ—S—GHg ?HQ-—é—-CHQ
ATD PP +P |

(|3H2 Hz? . o ‘ ?HQ CHja O
MeTuOHUH-aneHoamn-

CH-NH2 TpaHcdepasa CH-NH2

COOH COOH HO OH

MeTnoHWH S-ALeHO3NNIMETUOHUH

DTy peakuuio Katanu3upyeT GEepMEHT METHOHWH aJeHO3UNTpaHchepasa, MPUCYTCTBYIONINI BO BCEX
tunax kinerok. Ctpykrypa (-S*-CH3) B SAM — HecTaGuiibHas IPYIIUPOBKA, ONPE/IEAIONIas BEICOKYIO

aKTUBHOCTh METWJIBHOW TIpymHmbl (OTCIOA TEPMHUH «aKTUBHBIA METHOHHMH»). DTa peakuus yHHKajIbHa
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111 OMOJIOTUYECKUX CUCTEM, TaK Kak, MO-BHIUMOMY, SIBISIETCS €IMHCTBEHHON M3BECTHOW peakiuei, B
pe3ynbpTaTe KOTOpOi 0cBOOOXkAat0TCs Bce TpH PochatHbix octatka ATO.

Otmeryienne METUIBHOM rpynmbl 0T SAM 1 nepeHoc e€ Ha coelMHEHHEe-aKIEenTop KaTalu3u-
pytoT dpepMeHTh MeTuATpaHcdepasbl. SAM B Xo/1e peakiiuy MpeBpamiaeTcs B S-aJeH03UIrOMOIICTENH

(SAT’). [l npumepa NpruBOJUM CUHTE3 KPEaTHHA:

HN=C—NHn S-AneHoznIMeTHOHMH
| 2
NH
CHs—COOQOH
<_]_ TyaHnguHaueTar-
l'yaHWoWHaueTat —1 MeTunTpaHcgepasa
HN=C—NH,
|
ch—fI\F ’ o AneHosuH
GHo—~GOOH 5- ApeHO3MNroMOUMCTENH <
w CHo—SH
KpeatuH ATD |
<_J Kpeatnndocdokuiaza (I)H—NH
AL | 2
COOH
HN=C—NH~ F=0 w AlD —_
¥ "l‘l\l | HN_'%_" NH T OMOLMGTENH
3C | OH \ s H3C—N
CH,—COOH i
B P, CHz—CO
HyTeM Kpeatundocdar P DOC(I)aTI/II[I/IJIXOJII/IH, KapHUTHH,

KpEaTHH,aipCHAINH, aHCEPHUH, METHJIMPOBAHHBIE a30THCThIE OCHOBAHMS;WHAKTUBUPYIOTCS TOPMOHBI,
MEIMATOPbl, 00E3BPEKUBAIOTCS UYKEPOIHBIE COSTUHEHUS, BKIIIOYAs U JIEKAPCTBEHHbIE IIPenapaThl.
Perenepanusi MeTHOHUHA

Peakiuu MeTWIMpOBaHUS NPOTEKAIOT OYEHb MHTEHCHUBHO. DTO BBI3bIBAET OOJBIIONW pacxoj
METHOHWHA, TaK KaK OH SIBJISIETCS HE3aMEHUMOW aMHHOKHCIIOTOW. B cBsi3u ¢ 3THM O0bIlIOe 3HaYCHUE
mpUOOPETAaET BO3MOXKHOCTh PETCHEpaIlii METHOHHMHA C y4acTHEeM 3aMEHUMBIX aMUHOKHUCIOT (Cep,
['mn). B pe3ynbrare oTiienieHus MeTUiIbHOU rpynibl SAM npeBpaiaeTcs B S-aJIeHO3UITOMOIIUCTEHH
(SAT), KOTOpPBII ITPU AEUCTBUHU THIPOJIA3bI PACILEILIAETCS HAa aIeHO3UH U TOMOIIUCTENH:

S-agenosniaromonucren + HoO—Anenos3un + 'omonmucrenn
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FOMOHI/ICTCI/IH MOXKET CHOBa MpeBpalaThCs B MCTHOHHH oA ,Z[GP’ICTBPICM

TOMOIIMCTEMHMETUATPaHChepa3bl. JIOHOPOM METHIBHOM TPYIIBI B 3TOM CIydae CIYXHUT S-MeTwi-Hy-

donar:
" %
" .S
?Hz + 5-Memun-H-ponar — (i:Hz + H,-ponar
H—NH, (in2
COOH (fH—N H,
COOH
T"'omomucrenn MeTnonun

[TpoMeKyTOUHBIM NEPEHOCUMKOM METHIILHOUM TPYIIIBI B 3TOM PEAKIUU CIIYKUT MPOU3BOIHOE BU-
TaMuHa B, — MeTrikoOanaMuH, BBIIOJHAIOMMN poib kKodepmeHTa.MeTHOHUH Oyay4yu He3aMeHUMOU
AMUHOKHUCJIOTOW, MOET pEreHepupoBaTbCsd U3 romouucrenHa. (CregoBaTenbHO, HE3aMEHUM
UTOMOIIMCTENH, TaK KaK €AUHCTBEHHBIM €r0 MCTOYHUKOM B OpPraHHU3ME CIY>KUT METUOHUH. B mwuiie
TOMOIIMCTEMHA KpalHe Majo, MOATOMY MOTPEOHOCTH 4YeJOBeKa B METHUOHMHE U TOMOIMCTEHHE
oOecrneunBaeTcst TOJIbKO METHOHUHOM THIIIH.

Ilepenoc onHOyr/1epoAHBIX 0CcTATKOB. KodepmeHT M MX peryasiuus

[lepBUYHBIMU UCTOYHHKAMU OJTHOYTJIEPOIHBIX OCTATKOB SIBIISIOTCS -yrJIepOHbI aTOM CEepUHa,
o-yriepoJHbiii atoM riunuHa, CHs-rpynnsl MeTHOHHMHA, XOIWHA, 2-0 C aToM HMHOJIBHOIO KOJIbIIA
TpunTodana, 2-oiiC aToM UMH1a30JIbHOTO KOJIbIA THCTU/IMHA.

DepMeHThl, KaTaJu3UpYIOIIUE TMEPEeHOC OJHOYIIIEPOAHBIX TPYyMN, HMEIT KOPEpMEHT -

terparuapodonueByro kuciory (TI'®K wumu Hy-donar), obpasyromuiics u3 ¢GoiaMeBON KHUCIOTHI —
BUTaMuHa By.

H
5 H

3 R N

N~ N R +2H"* fEH /
2 | npu 7.8 r1pv56 N

17 donarpeayx lau
HZN \N N/ (NADFH«#* HN
1 8

dojiMeBas KucioTa

oz

R
SY°H
IH

H

Te'rparu,upod)ona'r (H,-¢donar)

IT—2Z»

Terparuapodonar crnocoOeH CBS3BIBATH OJHOYTJIEPOJIHBIE TPYNIBI C aroMaMyd a30Ta B

nonoxkeHun 5 u 10, o0Opasys pasHble QOpMbI B 3aBUCHUMOCTH OT CTEHNEHU OKHUCICHHOCTH
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OJHOYTJICPOJHBIX ITPON3BOAHLBIX. B kauectBe InpuMeEpa MOKXHO IIPUBCCTU CUHTE3 I'NTMIIMHA U3 CCPHHA U,

Ha000POT:
N°, N'"-CH,-Tr®K TrdK

Chz=EO0H R Douse - (l')Hz—C;H-—CODH
NHa i OH NH3

2

M MLMH Cepun

IMonsiTne 00 aHTHMeTA00JIUTAX

BemectBa, nHrnbupyomme oopa3oBaHne NPUBBIYHBIX META0OIUTOB B OPraHU3ME, HA3bIBAIOTCS
aHtumMeTabonutamu.  Hampumep,BKiatouyeHHEe B~ CHUCTEMY,  COCTOSIIIYIO M3 CYKIMHAaTau
CYKLMHATAETUIPOr€Ha3bl, TPEThEr0 KOMIIOHEHTa — MajoHaTa MPUBOJUT K TOPMOKEHHIO
(dbepMeHTaTUBHOM peakiuu. MajoHaT o CBOEH CTPYKTYpe MOX0XK CYKIIMHATY:

Manonar Cykuunat gpopmyia

[ToaToMy MajoHaT B3aUMOACHCTBYET C CYKLIMHATACTUAPOT€HA30M U €€ HHTHOUpPYeT.

B MenuimHe aHTUMETaO0O0IUTHI UCIIOJIB3YIOTCSL KaK PEryisiTopbl 0OMeHa BeliecTB. Hampumep: 6-
MEpKalTONypuH, aMUHONTEPHUH M  METOTPEKCAT I[IMPOKO  MCHOJb3yEMbIE A JICUYEHUS
HOBOOOPa30BaHUU SIBISIIOTCA aHTUMETA00IMTaMu (DOJIMEBON KHUCIIOTHI, CTPENTOLU] — aHTUMETA0O0IUT
napaaMMHOOCH30MHOM KHUCIOTHI; TenapuH — aHTuMeTabonuT BuTamuHa K; Oenok aBuauH —
anTUMeTabonuT BuTamuHa H.

OBMEH HEKOTOPBIX AMUHOKUCJIOT

O0MeH MeTHOHHMHA, CepUHAW T[JIMIUHA. METHOHMH OTHOCUTCA K HE3aMEHUMbIM
aMuHOKHCIIOTaM. Ero akTHBHBIM METabOIMTOM CUMTAETCs S-aJCHO3UIMETHOHUH. B pesynbrate
OTILEIJICHUSI METUJIBHOM TPYIIIBI C €r0 MOJIEKYJbl o0pa3yeTcsaS-aaeHo3uiaromonuctent. I'uaponus C-
C cBszell pacumierisieT S-aJCHO3UITOMOLIMCTEMH Ha L-romonucrenH u aneHuH. [lpu coenuHeHUH
TOMOLIMCTEUHA C CEPUHOM 00pa3yeTcsl UCTATUOH, B pe3yJIbTaTe €ro ruapoan3a 00pa3yercs roMoCepruH
u nucteuH. ['omocepun moj jAeiicTBUeM (epMeHTa TOMOCEPHHAE3aMUHA3bI00pa3yeT 0-KeToOyTHparT,

3aTeM nmponuoHmI-KoA:
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I _
H3C\S/CH2\CH2/CH\C”:/O
L-MeTHOHMH
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\.-(DH+H<D

S-ageHOo3MI L-MeTHOHHE
/ Axuentop

AT®

‘\ CHs-axmentop
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H0

ANleHO3HH
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ITHcTaTHOHMH
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L-cepun
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W3 nucrenna obpasyeTcss THOATAHOJIAMHHOBBIN (parMeHT KopepmeHTa A 1 TaypHH.
B npeBpailieHUsIX cepuHau TIMIMHAOCOOYIO POJIb UrparoT (PEepMEHTbl KOPAKTOpaMH KOTOPBIX

SBJIIOTCSI TPOU3BOAHBIE (DOTMEBOM KUCIOThl. CepuH 3aMeHUMasi aMUHOKUCIIOTA, €T0 YIJIEpOIHAs 4acTh
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oOpasyeTcst U3 TIIIOKO3bl. MeTabonuT Toko3bl 3-pochoraumepar Ieruapupysach mpeBpaiaeTcs B o-
KeToKucaoTy (3-pochomnupysar). 3areM IMyTeM TpaHCAMUHUPOBAaHUS U OTIIeIIeHUs (docdaTa

TMAPOJIUTUYCCKUM ITYyTCEM PCAKIIMU CHMHTC3a CCPpHHA 3aBCPIIAIOTCs, a U3 HETO CUHTC3UPYCTCS INTMIUH:

3-hochorauiepaT Sw——se=)>CEPUHCEPUH + Fttpm

Ceputi + TTOK ——=+ N°-N"’-metunen-TI'OK + H,0

TTOK N -NY-CH;-TT®K

PLP

CH»-COOH + HAI["' — COp *NH3 +HATH + H
| TIIHITHHCHHTA3A
NH:
+ +
NH3 Ha0 NH3 nHE H,0 0 NH
[ (|: W2 2 il Glu a-Ki
, c 2, ~ = C - - ; ~
HaC TN C ~Q Hzc{r ~c.-0 HaC ~C~c-0 H e ’C\C/O _:\;_E,i’__ ; ~CH~ ¢ O~
ju i ! . i 3 i
HO 0 O |CepuHperumparasza| o NHT 0 0
4
L-cepun L-Ana"HnH

Pacmag oTMX ~ aMMHOKMCIOT — NpPHBOAMT K  oOpasoBanmroo  mmpysara, CO,ud,10--

MeTuieHTeTparuapodonata. OTH  peakUuu MPOTEKAIOT TMOJ  BIUSHUEM TNIMIUHCUHTA3HOTO
(depMeHTHOTO KOMILIEKCa U pepMEHTa CEPUH-TUAPOKCUMETUITPAaHChEpasbl.

a-YTIepoJ naTOMbI a30Ta TJIMIMHA UCIIONB3YIOTCS B CUHTE3€ MOP(UPUHOBOIO KOJbIla, TIIUIIMH
UCTIOJIBb3YETCsl TOJHOCTBIO TPH CHUHTE3€ IyPUHOBOIO OCHOBaHMs, B 00pa30BaHWU KOHBIOTATOB C
KEIYHBIMA U OEH30MHBIMU KHCIIOTaMH, B CHHTE3€ KpeaThHa, a CepUH — B CHHTE3€ C(UHTO3MHA,
IIYPUHOBBIX ¥ MUPUMUIMHOBBIX OCHOBAHUH, CHHTE3€ XOJIUHA.

O0MeH ¢eHMIaJaHUHAH THPO3UHA. JKUBOTHBIE TKAaHM HE CIIOCOOHBI CHHTE3UPOBAThH
OEH30JIbHOE KOJBIO (DEeHUJIAIaHWHA, TTOATOMY OH OTHOCHTCS HE3aMEHHMBIM aMHUHOKHcIOTaM. [lpu
JOCTAaTOYHOM TOCTYIUICHUH € MUIIeH (eHnIaJaHnHa TUPO3UH CUUTACTCS 3aMEHUMOM aMHUHOKHUCIIOTOH,
[IpeBpaienne (eHunaniaHviHa B THUPO3UH MPEXIE BCEro HEOOXOAMMO IJsl yAalleHust M30bITKa (e-
HUJIAaJaHUHA, TaK KaK BBICOKME KOHIIEHTPAI[MM €T0 TOKCHYHBI JJis KiIeTok. OO0pa3oBaHHUe TUPO3UHA HE
uMeeT OOJIBIIOrO 3HAYEeHHs, TaK KaK HEJAOCTaTKa 3TOM aMMHOKHUCIOTHI B KJIETKAaX MPAKTUYECKH HE

ObIBaCT.
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OcHoOBHOI IIYTb MeTaboJm3ma (i)eHI/IJIaJIaHI/IHa HAa4YWMHaCTCA C C€ro THUAPOKCHIIMPOBAHUA, B

pe3ysbTaTe 4ero oopasyercs THPO3UH.

Orta peaxkuus

(b eHnIaNaHMHT UIPOKCUITA30M,

KaTaJIu3npycTCs

KoepmeHTOM

KOTOPOM

criennpuIecKou

CILYKUT

MOHOOKCHUT'€HA30U

terparuapoouontepun(H4bIT).

2
AKTHBHOCTH (pepMEHTA 3aBUCHUT TaKxke oT Hamuuus Fe”'. Peakuus neoopatuma. H,BI B pesynsTaTe pe-

akuuu okucisiercs B nuruapoouontepun (H,bII). Perenepanus nocneaHero npoucXoauT Npyu y4acTUU

JUTUAPONTEPUTUHPETYKTa3bl ¢ ucnonb3oBanueM HAJ[DH.

MenunanaHnuH
H,bII Q2 pensananmin-
HLBI1 H,0 TH/IPOKCHIIA3a
1
Tuposuu
;_H‘_H\"'-—b 5
TR Hoaruponnnsr uToBuaHas
a-KT H4bII 0, xenesa
[Mapa-ruppoxcu- Iy H-EII H-0
(ennnupysar - -
3 X
0, JIODA JODA-
Tuposunasa 4 Jexapbokcunasa
CO, (Cu™) (I1D)
Y Co, Nodamun
[oMorenTH3u-
HOBas KUCIOTA AODA H4BIT 0- Hepamas
Juokcurenasa HoBIT H,O TKAHE
0 rOMOTEHTH3HHOBOM
KHCIOTEI
) e Fez+) Hopanpenanux
JODAxpom
Dymapui- SAM
YMapH) Mertunrpancdepasa
aleroauerar SAT

/ \ AjlpeHanuy

5.6,-AMruIp OKC HUH 0

Mdymapar Aueroaterar °
aJImouedH HKH

N\

OnK —= H,0

N

CO,

nroko3za

M enaHHHbI

ITeueHb

MenaHouHTh
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Puc. 7-10. Ilytn o0MeHa deHUIIATAHNHA U THPO3HHA.

OOMeH TUpO3MHA 3HAUUTENBHO CJIOXHEe, yeM oOMeH ¢eHunanannHa. Kpome ucnonb30BaHus B
CUHTE3€ OENKOB, TUPO3WH B Pa3HBbIX TKAHSAX BBICTYIAET MPEAIIECTBEHHUKOM TaKMX COCIMHEHUM, KaK
KaTeXO0JIAMUHbBI, THPOKCHH, MEJIAHWUHBI, U kaTabonusupyetcs 10 CO, u H,0.

Brieuenu npoucxoauT KaTaboOIM3M THUPO3MHA JO KOHEYHBIX MPOAYKTOB. Crnenudpuyeckuid myTh
KaTa0omM3Ma BKJIIOYACT HECKOJBKO (EPMEHTATHUBHBIX PEAKIM, 3aBEPIIAIONINXCS 00pa3oBaHUEM
dbymapara u areroarerara.

OOmeH ¢eHmnalaHHa U TUPO3WHA CBSI3aH CO 3HAYUTEIHLHBIM KOJIMYECTBOM PEAKIINI THAPOKCH-
JUPOBAHUS, KOTOPbIE KATaIU3UPYIOT OKCUTeHa3bl. DEepMEHThl OKCUT€Ha3bl (TUIAPOKCUIIA3bI) HUCIOJIb-
3y10T Mosekyiny O, u kodepmeHT — AoHOp Bojopoaa (uamie — HybID). Jlns katanusa okcureHazam
Heo6XoxuMbI KodakTopsl — Fe”* mm reM, a mos MHornx emé u ButamuH C. OKCHIeHasbl JCISTCS
Ha 2 TPYNIIbL:

MoHookcureHasbl — IMPUCOEAUHAIOT OAUH aTOM OLK MPOAYKTY pEakLMH, a IPYTrOd MUCIOIb3YIOT
st obpazoBanus H,O;

JInokcHureHasbl — UCMONb3YIOT 00a atoma O,y oOpazoBaHus mponaykTa peakuuu. [loutu Bce
MPOIIECCHl  PACIICTUICHUST apOMATHYECKUX KOJIell B OHMOJOTHYECKUX CHUCTEMaX KaTalu3upYyHOTCS
JTMOKCUTEHA3aMHU, MOAKIACCOM (PEPMEHTOB, OTKPBITHIM SITOHCKUM OMOXUMHUKOM Ocamu Xausuu.

B pesynbrare paspeiBa OEH30JBHOTO KOJIbLIAa OOpa3yeTcss MajeHnaleToaleraT, KOTOphId B
mpolecce LHUC W TPaHCU30MEpU3allMM  MpeBpam@aercs B (pymapuianeroanerat.l uaponus
dbymapuianeroanerata npu ACHCTBUU (PyMapWIALETOAUETATIHIPOJIA3BIIPUBOIUT K 0Opa30BaHUIO
¢dbymapaTta u aneroaierara.

B nurMeHTHbIX KJeTKax (MEJaHOIUTAaX) TUPO3UH BBICTYIAET MPEAIIECTBEHHUKOM TEMHBIX IHUT-

MEHTOB — MeJTaHUHOB. Cpeu HUX MpeoOiafaioT 2 TUMA: SyMeJaHUHBI U (peoMeNTaHuHbl. DyMelaHUHBI
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(4u€pHOrO M KOPUYHEBOIO I[BETA) — HEPACTBOPHUMBIE BBICOKOMOJEKYJISIPHBIE TETEPOIOJIUMEPHI 5,6-
JUTHIPOKCUMHIO0JA U HEKOTOPBIX €r0 MpEeAIIeCTBEHHUKOB. DeoMenaHuHbl — KENThIE WIH KPACHOBATO-
KOPUYHEBBIE MOJUMEPHI, PACTBOPUMBIE B pa3z0aBiIeHHBIX Mienoyax. HaxoasTcs oHM, B OCHOBHOM, B
COCTaBe BOJIOC. MelaHUHbI MPUCYTCTBYIOT B CETYATKE TIUa3. L[BET KOXKM 3aBUCHUT OT pacmlpellesCHHUs
MEJAHOLMTOB M KOJIMYECTBA B HHUX pa3HbIX TUIIOB MeNaHMHOB. CHHTE3 MEJIAHWHOB — CIIOXKHBIMH,
MHOTOCTYIIEHYaThIN, pa3BETBIEHHBIN Tponiecc. IlepBas peakumsi— npespanieHue tuposnHa B JODA
KaTaIM3upyeT THPO3UHA3A, HCIIONB3YIOMas B KauecTBe KodakTopa noHsl Cu’,

B mMTOBHIHON Xene3e CHUHTE3UPYIOTCS M BBIACISIIOTCS TOPMOHBI HOATHPOHUHBL: THUPOKCHH
(TeTpallOATUPOHUH) U TPUHOATUPOHUH. DTU TOPMOHBI MPEACTABISIOT CO00M HOINUPOBAHHBIE OCTATKU
TUPO3UHA.

B MO03roBoMm BellecTBE HaJANOYEUYHUKOB U HEPBHOM TKAHW TUPO3UH SIBIIAECTCS MPENIIECTBEHHU-
KOM KaTex0JIaMUHOB (Ho¢aMuHa, HOpaJapeHaInHa U aJpeHaInHa).

[Ipu o6pa3oBaHNM KAaTEXOJIAMHUHOB, KOTOPOE MMPOUCXOIUT B HEPBHOM TKaHU M HAAMOYECUYHUKAX, U
MeJaHWHA B MEJIAaHOLUTAX MPOMEKYTOUYHBIM MPOAYKTOM CIyXHUT Auokcupenunananud (JODA).
OpHako TMAPOKCUIMPOBAHUE THUPO3MHA B KIIETKaX Pa3/IMYHBIX THUIIOB KaTaJIU3UPYETCS Pa3TMYHBIMHU
dbepMeHTaMu:

Tuposzunaza B Menanonurax sapisercss Cu -3aBucuMbIM (GEPMEHTOM.

THpO3HHIMAPOKCHIA3a B  HAJANOYEYHMKAX M KATEXOJIAMUHEPIMYECKMX HEHWpPOHAxX Fe**-
3aBUCUMBIA  (EepMEHT, AaHAJIOTMYHO (PEHWIAIAHUHTUAPOKCHIA3e B  KadecTBe KodepMeHTa
ucnons3yromuin HybIl. ®usznonornueckas posib TAPOZUHTUAPOKCUIIA3BI YPE3BBIYANHO BEJIMKA, TAK KaK
3TOT (DEPMEHT SIBIISIETCS PETYISATOPHBIM U OMPEIEIIAeT CKOPOCTh CHHTE3a KaTeX0JaMUHOB. AKTUBHOCTb
THPO3UHTMAPOKCWIAZBI3HAYNTEIIBHO U3MEHSETCS B PE3YIIbTATE:

® AJUIOCTEPUUECKOU PErymsaiuu (MHTHOUTOP — HOPAPEHANINH);

o (dhochopuupoBanus/nedochopmmpoBanus: B pe3yibrare GpocPopuaupoBaHus C ydacTHEM
npotenHkuHa3bl A cHkaroTes Km s kodepmenta H4BIT u cpoactBo dhepmenTa k HopaapeHanuHy, B

PE3YIbTATC YCTO IMPOUCXOANUT aKTUBALIUA TUPOZUHINAPOKCHUIIASEI.
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KonunuecTBo (depmenTaperynupyercs Ha YPOBHE TPAHCKPUIIIWH. JODA-
aexapookcuiaza(kopepment — [ID) karamusupyer oOpazoBaHue nogamMuHa, KOTOPBIA MpHU
y4acTHH  J0(paMHHTHIPOKCHIA3BI(MOHOOKCUTEHA3bl)  MpEeBpaliaeTcs B HopajapeHanuH. [l
QyHKIMOHNpOBaHUs (epMeHTa HeoOxomumbl HMoHbl Cu’, Butamun C u TeTparuapoOHonTepuH. B
MO3rOBOM  BEUIECTBE HAJMOYECYHUKOB (peHHWIITaHOJAMHUH-N-MeTHwITpaHcdepa3a KaTalIU3HpPYyeT
METUIIMPOBAHKUE HOpPAJpEHAINHA, B pe3yJbTaTe uero oopaszyercs aapeHaaud. IcTOUHUKOM METUIIbHON
rpynnsl cayxut SAM. [{opamun n HOpaapeHaIMH CIIy>KaT MEAMATOpaMU B CHHANTUYECKOW Tepenaye
HEPBHBIX HMMIYJbCOB, a aJPCHAJIMH — TOPMOH IIUPOKOTO CIHEKTpa JCUCTBHS, PETYIHPYIONUN
sHepreruyeckuit oomeH. OnHa U3 GyHKIUN KaTexonaMuHOB — peryiisinus nearensHocta CCC.

3ABOJIEBAHHUA, CBA3AHHBIE C HAPYIIIEHUEM ObMEHA ®EHU/TAJIAHHHA H
THPO3HHA

N3BecTHO HECKOJBKO HACIIECTBEHHBIX 3a00JIeBaHUH, CBSI3aHHBIX C Je(eKTOM (hepMEHTOB 0OMe-

Ha (peHUIIaJaHUHA U TUPO3MHA B Pa3HBIX TKAHSIX.

DennikeToHypusa.B nedenn 310poBbIX JroJed HeOombinas yacth (enHunananuna (~10%)

npeBpamniaercs B (DEHWUIAKTaT U (PEHWIAUETIINTYTaMUH.OTOT MyTh KaTabonu3Ma (eHunaraHuHa
CTAaHOBUTCS IJIaBHBIM MPU HAPYLIEHUU OCHOBHOTO IyTH — IPEBPALIEHUs B TUPO3UH, KaTAIU3UPYyEMOTO
(denmnanaHuHruapokcuiaazo. Takoe HapyleHuE COMpOBOXKIAETCS THunepeHUIaIaHnHEMUEN U T10-
BBIIICHUEM B KPOBU U MOYE COACpKaHUS METabOIMTOB ajJbTEpHATUBHOTO MyTH: (heHUIIHUpyBaTa,
¢enmnanerata, peHwIakTaTa U QpeHwianeTuirtyramuta. Jleexr (peHnnanaHuHruIpoKCcuiassl Mnpu-
BOAUT K 3a0oseBanuto penmnkeronypus (PKY). Beinensior 2 popmbr OKV:

1. Kaaccuueckass ®KY — nacnenctBeHHoe 3a0osieBaHME, CBA3AHHOE C MYTallUSIMHU B TEHE
(eHmIaTaHMHI UAPOKCUIIAa3bl, KOTOPbIE MPUBOAAT K CHUKEHUIO aKTUBHOCTH ()EpPMEHTA WJIU TIOJTHOW €ro
uHakTuBanuu. [Ipu 3TOM KOHIIEHTpalus (eHnIananuHa noseimaercs B kposu B 20-30 pa3 (B HOpME —
1,0-2,0 mr/mpm), B moue — B 100-300 pa3 mo cpaBHenuto ¢ Hopmou (30 mr/mm). Konmentparus

dbenmmupysara u peHuaktaTa B Mode gocturaet 300-600 mr/mi rnpu moJTHOM OTCYTCTBHHU B HOpME.
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Haubonee Tsoxénvie npospienuss @KY — HapyiieHne ymMCTBEHHOTO M (DU3WUYECKOTO Pa3BUTHS,
CYJIOPOXKHBIN CHHAPOM, HapylieHrue nurMenTanun. [Ipu oTcyTcTBUM NnedeHus: O0JIbHBIE HE JOKUBAIOT
no 30 mer. Yactora 3aboneBanus — 1:10000 HOBOpOXAEHHBIX. 3a00jeBaHHE HACIEAYETCS IO
ayTOCOMHO-PELIECCUBHOMY THITY.

Tsokénble nposiBneHuss OKVY CBA3aHbl ¢ TOKCHYECKUM JIEMCTBUEM HA KIIETKA MO3ra BBICOKHX
KOHIICHTpalui  QeHunasanuHa, (¢eHunnupyBara, ¢GeHWwDIakrata. boJblive  KOHIEHTpalHUH
(deHmnanaHHa OrpaHUYMBAIOT TPAHCIOPT TUPO3MHA W TpUINTO(paHa yepe3 reMaTodHIedaTnIecKuii
Oapbep ¥ TOPMO3AT CUHTE3 HEUPO-MeanaTopoB (IodaMruHa, HOpaapEHAINHA, CEPOTOHNHA).

2. Bapuantnas ®KY (xodbepmeHT3aBucruMas runepeHuaaiaHuHeMus) — CICACTBUE MyTalluid B
reHax, KoHTpojupyrommx merabonusm HybIl. Knunuueckue mnposiBaeHust Oiv3Kue, HO HE TOYHO
coBIajiaronme ¢ nposisieHusMu kinaccuueckoir ®KY. Yacrora 3a0oneBanus — 1-2 ciydas Ha 1 mMutH
HOBOPOXIEHHBIX. HybBIl HeoOxoaum 11t peakiuuii THIPOKCUIMPOBAHKS HE TOJIBKO (PeHUIaIaHuHa, HO
TakKe€ THUPO3WMHA U TpunTodaHa, MOITOMY IMPU HEJOCTATKE OSTOTO KopepMEeHTa HapyIIaeTCs
MeTa00IM3M BCeX 3 aMUHOKUCIIOT, B TOM YHUCJIE M CHHTE3 HEHPOMEINaTOPOB.

B Hacrosiiee Bpemsi AMArHOCTUKY MYTAaHTHOTO TeHa, OTBeTCTBEHHOro 3a ®OKY, MoxkHO
POBOAUTH ¢ TomoIbio MeTo10B [IHK-1uarnoctuku (pectpukinuonHoro ananusa u [11P).

TI/ID03I/IHeMI/II/I.HCKOT0pBIC HapylmicHus kaTaboJm3Ma TUPO3HMHAa B TIICYCHU IIPUBOOAT K

TUPO3UHEMUHU U TUPO3UHYPHUH. Paznmuyaior 3 Tumma THpO3NHEMUM.

Tuposunemusi Tuna 1 (Tupo3unos). [IpuurHON 3a00€BaHMs SBISIETCS, BEPOATHO, aedeKkT dep-
MeHTa (pyMapHiialeToaneTaTruApoaa3bl, KaTaTM3UPYIOLIET0 pacuieryieHue GpyMmapuialeroamnerara Ha
dbymapar u aneroamerar. HakarmumBarornuecss MeETaOOMUTHI CHUKAIOT AKTHBHOCTh HEKOTOPBIX
(EpPMEHTOB W TPAHCIIOPTHBIX CUCTEM aMHHOKHCIOT. [laTodu3nonorus 3Toro HapymeHus: JOCTaTOYHO
cnoxHa. Ocrpasi gopmMa THPO3UHO3a XapaKTepHA JJIsi HOBOPOXKACHHBIX. KITMHUYECKHE TPOSBICHUS —
Imapesi, pBOTa, 3a/iep)KKa B pa3BUTHU. be3 ieueHus aetu morubaroT B Bo3pacte 6-8 Mec n3-3a pa3BUBa-
IOIICICS HETOCTATOYHOCTH TICUYCHU. XPpOHHYecKas (opMaxapakTepu3yeTcs CXOIHBIMH, HO MEHeEe

BbIpaX€HHBIMU cuMiniTomamu. ['ubens Hactymnaet B Bo3pacte 10 net. Coneprkanue THPO3UHA B KPOBH Yy
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OOJBHBIX B HECKOJIbKO pa3 MpeBbIIAeT HOpMYy. JlJig Je4eHUs MCHOJIb3YIOT JIUETY C MOHM)KEHHBIM
coJiepKaHuEM TUPO3WHA U (heHUITATAHUHA.

Tuposunemusi Tuna II (cunapom Puxnepa-Xanxopra). Ilpuumna — ngedekt depMeHTa
TUpO3MHAMUHOTpaHcPepa3pl. KoHIEHTpaluss TUpo3WHA B KpOBU OOJNBHBIX IMOBbIMIeHa. Jliis
3a00JIeBaHUsI XapaKTEPHBI MOPAXKEHUS TJ1a3 U KOXKH, YMEPEHHAas YMCTBEHHAasl OTCTAJIOCTh, HAPYILIICHUE
KOOPJIMHALIUU JIBUKEHUH.

Tupo3unemusi HOBOPOKAEHHBIX (KpaTKOBpeMEHHas). 3a0o0JieBaHHE BO3HHUKAeT B pe3yJIbTare
CHIDKCHUS AaKTUBHOCTH (EpPMEHTa M-THAPOKCHU(PEHIINUPYBATINOKCUTECHA3bl, MPEBPAILAIOUIETO II-
TUAPOKCU(PEHMIITUPYBAT B TOMOT€HTU3UHOBYIO KUCIOTY. B pe3ynbrare B KpoBU OOJBHBIX MOBBIIIAETCS
KOHIIEHTpalusl N-Tuapokcudenunamnerara, TUpo3uHa W (eHwnananuHa. [lpuw neyeHuM Ha3HAYAIOT
OoenHyo 6enkoM auety u Butamul C.

AJkanToHypusi __ («uépHasi  mouay).lpuumna 3a0oneBanuss —  JgePeKT  JIUOKCUTE€HA3bl

TOMOTE€HTU3MHOBOM KHUCIOTHL. Jjigs 3Toil OO0JIe3HH XapaKTepHO BBIJEICHHE C MOYOH OOJIbIIOro
KOJIMYECTBA TOMOIE€HTHU3MHOBOW KHCIJIOTBI, KOTOpasi, OKUCISSACh KHUCIOPOJIOM BO3AyXa, 00pasyer
TEMHBIE IUTMEHTHI — AJKANTOHBI. DTO MeTaboanveckoe HapymeHne Obuto onucano enié B X VI Beke, a
camo 3abosjeBaHMe oxapakTepu3oBaHo B 1859 r. KuimHuuyeckumu mnposiBIECHUSIMU OOJIE3HU, KpOME
IOTEMHEHHUSI MOYU Ha BO3/yX€, SIBJSIOTCS MUTMEHTALUsl COCIUHUTENIBHON TKaHU (OXPOHO3) U apTpUT.
Yacrota — 2-5 ciayyaeB Ha | MIH HOBOPOXIEHHBIX. 3abojeBaHUE HACIEAYeTCs MO ayTOCOMHO-
peleccCUBHOMY THUILY. /IMarHOCTUYECKUX METOJIOB BBISIBJIEHMS T€TEPO3UTOTHBIX HOCUTENEH 1e()EKTHOTO
r€Ha K HaCTOSIIEMY BPEMEHH HE HAMACHO.

AabOunm3M.IIprunHa MeTaboIMuecKoro HapyIIeHUs — BPOKAEHHBINA Ne(eKT TUPO3UHA3Bl. DTOT

dbepmeHT KaTtanuzupyeT mnpeBpanieHue tupo3uHa B JJODA B menanouurtax. B pesynbrate nedexra
TUPO3UHA3bl HAPYIIIAETCS] CUHTE3 MUTMEHTOB MEJIAHUHOB.
Knuanueckoe nposiBienue ansOuan3ma (ot yiat. albus — Genblif) — oTcyTcTBHE MHUTMEHTAIIUU

KOXH M BOJIOC. Y OOJBHBIX YacTO CHIDKCHA OCTpOTa 3PpCHHA, BOZHUKACT CBETOOOS3Hb. I[JII/ITCJILHOG
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HpC6I>IBaHI/I€ TakuX OOJIbHBIX oA OTKPBITBIM COJIHIEM IIPUBOJUT K PaKy KOXKH. YacroTa 3a001eBaHNs
1:20000.

HapymeHHe CHUHTC3a KaTCXOJaMHHOB MOXCT BLISbIBATE PA3JIMYHBIC HCPBHO-TICUXWYCCKUC
3360JI€B3HI/I}I, HpI/I‘{éM IIaTOJIOTHYCCKUC OTKIIOHCHUA Ha6J'IIOI[aIOTCH KaK IIpyu CHHUKXCHHH, TaK W IIPpHU
YBCIIMYCHUHU UX KOJINYCCTBA.

boJe3np IlapknHcona.3aboeBaHne pa3BUBAECTCS MPU HEIOCTATOUYHOCTH NodaMUHa B YEPHOIL

cyOCTaHIIMM MO3ra. JTO OJITHO U3 CaMbIX PacHpOCTPAaHEHHBIX HEBPOJOTUYECKUX 3a00JieBaHUM (4acToTa
1:200 cpenu mmonmeit crapme 60 ner). Ilpy  3TOM  NATONOTMU  CHUKEHA  AKTUBHOCTD
tupo3uHruapokcunaspl, JODA-nekapOokcunaspl. 3a001eBaHUE CONMPOBOXKAACTCS TPEMsI OCHOBHBIMU
CUMIITOMAaMU: aKWHE3Us (CKOBAHHOCTh JBWXEHHUW), PUTHAHOCTH (HANPSHDKEHUE MBIIIL), TPEMOP
(Henpou3BoJIbHOE JpokaHue). JlopamMuH He MpOHUKAeT yepe3 reMaTodHIePanuueckuii 6apbep U Kak
JIEKapCTBEHHBIN Mpenapar He UCIOoJIb3yeTcs. [ JeueHus: napKuHCOHU3MA MpearatoTcst Caeayolme
TIPUHITUTIBI:

- 3aMeCTUTeNbHasl Tepanus NpernaparaMu-MpealnieCTBeHHUKaMU JodaMruHa (IIPOU3BOAHBIMU
JO®A) — neBogomna, Mmaaonap, HAaKOM U JIp.

- TI0JIaBJIeHUE UHAKTUBAaIMK Ao(amuHa naruoutopamu MAO (aenpeHusi, HuanaMu, MUPa3uI0Jl
u 1p.). JlenpeccuBHbIE COCTOSIHUSI YacCTO CBSI3aHbl CO CHU)KEHHUEM B HEPBHBIX KJIETKAX COJACpPIKAHUS
nodamMuHa ¥ HOpaIpPECHAINHA.

['unepcexpenus noamMrHa B BUCOUHOM A0JI€ MO3ra HaOII01aeTCs P IHU30(PPEHHH.

IIYTU OBE3BPEXKUBAHUSA AMMUAKA

Karabonu3M aMHHOKHCIOT B TKaHSIX MPOMCXOAMUT MOCTOSIHHO co ckopocTbio 100 r/cyt. Ilpu
TOM B pe3ysbTaTe Je3aMUHUPOBAHUS AMHUHOKHUCIOT OCBOOOXKIAETCsl OOJIBIIOE KOJIMYECTBO aMMHAKA.
3HAYUTENBHO MEHbBIINE KOJMYECTBAa €ro 00pa3yroTcs IpH JI€3aMUHUPOBAHUM OMOTEHHBIX aMHUHOB U
HYKJIEOTHUIOB.

Yacte aMMHuaka oOpa3yercsi B KHUIIEYHHKEB pe3yibTaTe ACWCTBHA OakTepwii Ha TMHIIEBHIC

Oenky (rHMeHHe 0eJIKOBB KUIICYHHUKE) U TIOCTYNAaeT B KpOBb BOPOTHOM BeHbl. KOHIIEHTpaIis aMMuaka
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B KPOBHM BOPOTHOM BEHBI CYIIIECTBEHHO 0OJIbllie, YeM B 00IlleM KpPOBOTOKe. B medyeHu 3amepkuBaeTcs
0O0JIBIIIOE KOJIMYECTBO aMMHAKa, YTO MOAEPKUBAET HU3KOE COJep:KaHue ero B KpoBu. KoHileHTpanus
aMMHaKa B KpoBU B HOpMe peniko npessbiiiaeT 0,4-0,7 mr/n (unu 25-40 Mkmoutb/in). B kpoBu 1 1IuT03051€
KIIETOK TIpU (PM3HOJIOIHYECKHX 3HaYeHUAX pH aMMuak nepexoaut B MoH amMoHus — NH,", KonmuuecTBo
HenoHuzupoBanHoro NHj3; HeBenuko (~ 1%).
AMMHAK — TOKCHYHOE coenuHeHue. Jlaxke HeOOJIbIIoe MOBBIINIEHHE €r0 KOHLEHTPAIMU OKa3bl-
BaeT HeOmarompusTHOE JelcTBHe Ha opranu3Mm, u mnpexzae Bcero Ha [[HC. Tak, moswimeHue
KOHIIEHTpAIlMu aMMHaka B mo3re 10 0,6 MMOJIb BbI3BIBAET cyioporu. K cuMnroMmam runepaMmMOHUEMHH
OTHOCAT TPEMOpP, HEWICHOPA3JEIbHYIO peyb, TOLIHOTY, PBOTY, T'OJOBOKPYXEHHUE, CYIOPOKHBIE MpPHU-
NaJIKu, MOTEPIO CO3HAHUS. B TSKENBIX Cilydyasix pa3BUBAETCS KOMa C JIETAIbHBIM UCXOJ0M.
MexaHn3M TOKCHYECKOI0 eCTBUS aMMHUAKAHA MO3T U OPraHU3M B II€JI0M, OYEBUJIHO, CBSI3aH C
JEUCTBUEM €r0 Ha HECKOJIbKO (DYHKIIMOHATILHBIX CUCTEM.
AMMMaK JIETKO MPOHHUKAET Yyepe3 MEMOpaHbI B KJIETKA M B MUTOXOHJPHUAX CIBHUTACT PEAKIIHIO,
KaTaJIM3UPyEMYIO TIyTaMaTAeruIporeHa3on, B CTOpOHY 00pa3oBaHus TilyTamara:
o-kerornyrapat + HAJIH + NH;—T'nyramar + HAJT
YMeHbllIeHnEe KOHLEHTPAIUU 0. -KETOTTyTapaTa BbI3bIBACT:
® yrHeTeHHeOOMEHa aMHUHOKHUCIOT (peakluuyu TpaHCAMUHUPOBAHUS) U, CIEA0BATEIbHO, CHHTE3a U3
HUX HEUpOMEINATOPOB (aIeTIIIX0JIMHA, fo(amMuHa U JIp.);
® THUIOIHEPreTHYEcKoe COCTOsIHME B pe3yibTaTe cHIbKeHus ckopoctu L[TK;
® CHIKEHUIO KoHuUeHTparuu MetabonutoB LITK, yTo BBI3bIBaeT yCKOpEHHE pEaklMM CUHTE3a
OKcajoalerara U3 IMUpyBaTa, COIMPOBOXKIAOLIECHCS HWHTEHCUBHBIM MoTpedaeHueM CO,.
Ycunennoe oOpazoBaHue U MOTPEOICHNE TUOKCHIA YTAEPOIa MTPU THIEPAMMOHUEMHIH 0COOCHHO
XapaKTEPHBI JJIs KJIIETOK FOJIOBHOTO MO3ra.
[ToBblllIeHHE KOHLEHTpPALMM aMMHaka B KpoBH caBuraetr pH B mienouHyro CTOpOHY (BBI3bI-

BacT aJIKajio03). JTO, B CBOIO OYEPElb, YBEIMYMBACT CPOJICTBO TEMOTJIOOMHA K KHCIOPOAY, HYTO
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NPUBOJUT K TMIIOKCUU TKaHel, HakorieHuto CO, ¥ TMIOHEPTeTUUYECKOMY COCTOSIHUIO, OT KOTOPOTO
TJIaBHBIM 00pa30M CTPagaeT roJIOBHOM MO3T.

Bricokue KOHIEHTpallM aMMHUaKa CTUMYJIMPYIOT CHHTE3 IJIyTAMUHA U3 TIlyTamaTa B HEPBHOM
TKaHH (MPU y4aCTUU TIIyTAMUHCUHTETA3bl):

I'myramar + NH3+ AT® —»I'nyramun + AI1® + H3PO,.

Hakomienue rioyramMuHa B KJIE€TKaX HEHPOIJIMKA MPUBOJIUT K MOBBIIIEHUIO OCMOTUYECKOIO JaB-
JeHUsT B HHUX, HAOyXaHHIO acCTPOLUMTOB M B OOJBIIMX KOHUEHTPALHUAX MOXET BBI3BATh OTEK
Mo3ra. CHHKeHMe KOHIeHTPAIUM rJyTaMaTaHapyliaeT 0OMeH aMHHOKHUCIIOT U HEHPOMETUaTopoB, B
YAaCTHOCTH CHHTE3 Y-aMMHOMAacJsiHOH KkucaoTsl (I'”AMK), ocHOBHOrO Topmo3Horo meauaropa. Ilpu
Henocrtatke 'TAMK u npyrux MeauaTopoB HapylIAeTCs MPOBENECHHE HEPBHOI'O MMITYJIbCA, BO3SHUKAOT
CyJIOpOrH.

Won NH," npakTudecky He NPOHHKAET 4Yepe3 LUTOMIA3MATHUECKME U MUTOXOHIPHUAIILHBIE
MeMOpaHbl. M30bITOK MOHAa aMMOHHMS B KPOBHU CIOCOOEH HapyllaThb TpaHCMEMOpaHHBIA MEepeHOC
oiHOBaIeHTHBIX KaTHoHOB Na ™ n K', KOHKypupys ¢ HUMH 3a MOHHbIE KaHAJbl, 4TO TAKKe BIUAET Ha
IPOBEJICHNE HEPBHBIX UMITYJIbCOB.

OBE3BPEXXMUBAHUE AMMHAKA

Bricokast ”FHTEHCMBHOCTB MTPOIIECCOB JI€3aMUHUPOBAHUSI AMUHOKHCIIOT B TKaHSIX U OUYE€Hb HU3KHIA
YpPOBEHb aMMHaKa B KPOBU CBUJIETEIILCTBYIOT O TOM, YTO B KJIETKaX aKTUBHO MPOUCXOJUT CBSI3bIBAHUE
aMMHaka ¢ 00pa3oBaHMEM HETOKCHYHBIX COCIUHEHMM, KOTOPHIE BBIBOISTCS M3 OpraHU3Ma ¢ MOYOH.
OTU peakllMd MOXHO CUUTATh PEaKUUsIMH O0E3BpEKMBAHMS aMMuaka. B pa3HbIX TKaHAX M OpraHax
00Hapy)KEHO HECKOJbKO THUTIOB TAKUX PEAKITUH.

OcHOBHOI1 peakiuel CBSI3bIBaHUSI aMMHaKa, TPOTEKAIOIEH BO BCEX TKAHSIX OpraHu3Ma, siBJseTCs
CUHTE3 TJIyTaMHUHA MOJI JEUCTBUEM ITyTaMUHCUHTETA3bI:

['myramat + AT® + NHz— I'nyramun +A P+ P,
['myTamMuHCHMHTETa3a JIOKAJTM30BaHA B MUTOXOHAPUSIX KJIETOK, JIJIsl paboThl hepMeHTa He0OX01UM

2
kodakTop — HoHBI Mg”". [TyTaMHHCHHTETa3a OJHA U3 OCHOBHBIX PETYISTOPHBIX (EPMEHTOB OOMeHa
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AMUHOKHUCIIOT U ajuioctepuuecku uHruoupyercs AM®, rimoko3o-6-pocharom, a taxxe I'nu, Ana u
['uc.

['myTamMuH JIeTKO TPAHCIOPTUPYETCS 4Yepe3 KIETOYHble MeMOpaHbl MyTEM 00Jery€éHHOM
mubdy3un (Ui rryTaMmata BO3MOKEH TOJIbKO aKTUBHBIN TPAHCIOPT) U MOCTYMAeT U3 TKaHEH B KPOBb.
OCHOBHBIMHM TKaHSIMU-IIOCTABIIMKAMM TIyTaMHUHA CIY’KaT MBIIILBL, MO3r U nedyeHb. C TOKOM KpOBHU
INIyTaMHUH TPAHCIOPTUPYETCS B KUILIEYHUK U MTOYKH.

B kieTkax kMIIeYHHKANO AeicTBHEM (pepMeHTa riTyTaMUHa3bl MPOUCXOIUT THUIPOIUTUYECKOE
0CBOOOKICHIE aMUTHOTO a30Ta B BUEC aMMHUaKa:

L-rnyramun + H,O - L-rayramar + NH;
L-rayramar + [lupyBat — a-Kerorayrapar + AjanuH

L-rayramun + H,O + IIupyBat — a-Kerorayrapar + NH; + Ananun

OO0pa3oBaBLIMIiCS B peaklMU TyTamMaT MOJBEPraeTcs TPAHCAMHUHHPOBAHHUIO C MHUPYBATOM. O-
aMUHOTPYIINAa TJIyTAMUHOBOM KHCIIOTHI IEPEHOCUTCA B COCTAB AJIaHWHA. boJblline KONMYeCcTBa allaHMHA
IIOCTYNAIOT U3 KUILIEYHUKA B KPOBb BOPOTHOU BEHBI M NOTJIOIAKOTCS MIEYEHBIO.

Oxono 5% obOpazoBaBlIerocss aMmmuaka yJausiercs B cocTaBe (pexanuid, HeOobllasi 4acTh 4epes
BOPOTHYIO BEHY IIONAAET B II€YEHb, OCTAIBHBIE ~90% BBIBOIATCS IMOYKAMHU.

B moukax Taxyxe MpOUCXOAMUT THAPOJU3 TIIyTaMHUHA MO JACHCTBHEM IIyTaMHHa3bl ¢ 00pa3oBa-
HUEM aMMHUaKa. JTOT MPOLECC SBISETCA OJHUM W3 MEXAHU3MOB PETYISUUUA KUCIOTHO-IIEIOYHOTO
PAaBHOBECUS B OPraHW3ME M COXPAaHEHHs BAKHEHMIIMX KAaTUOHOB Ui IOAJNEPKAHHWS OCMOTHYECKOTO
naBieHus. [JyTamMuHa3a MOYEK 3HAYUTEIHHO MHAYIHPYETCS MpU aluua03e, oOpa3yloImuics aMMHUaK
HEUTpaIu3yeT KUCIbIe MPOAYKTHI OOMEHA U B BUJI€ aMMOHHUNHBIX COJIEM DKCKPETUPYETCS ¢ MOUOH. JTa
peakuys 3alluiiaeT OpraHu3M OT M3juiHel motepu moHoB Na' u K'. Ilpu ankanose KOIHYECTBO

riIyTaMHUHAa3bl B IIOYKAaX CHUIKACTCA.

Knerxa JliomMeH kaHamblla
Iayramun [I0YEYHOTO (rnomepyaspHBLi
KaHaJsblla ¢uaLTpaT)
NH,
NH,* NH,— 4—+ +NH,
Tnyramar
I >—>NH4+
NH, Hf —————4 =1 »H*
CO,, H,0,
o-Kerorayrapar —#= =% jng
Nat—————+ - » Na*
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B noukax o0Opa3zyetcst u BeiBoauTCs 0Kkojo 0,5 T coneit aMMOHUS B CYyTKH.

Bricokuii ypoBeHb IIyTaMHUHA B KPOBU U JIETKOCTb €r0 MOCTYIUICHUS B KJIETKH O00YCIOBIMBAIOT
WCITOJIb30BAaHUE TIIyTaMWHA BO MHOTHX aHAa0OJIMUYecKux mporeccax. [JlyTaMuH — OCHOBHOI# J0HOP
a3ora B OpraHu3Me.AMUJHBII a30T TJIyTaMHUHA HCIOJB3YETCS JMJig CHUHTE3a IYPUHOBBIX U
MAPUMUIMHOBBIX HYKJIEOTU/IOB, acllaparnHa, aMMHOCAaxXapoB U JIPYTrUX COCAUHEHUM.

CHUHTE3 MOYEBUHbI

Haunbonee 3HauuTenbHbIE KOJIMYECTBA aMMHaka OO€3BPEXKHMBAIOTCS B IMEUEHU MYyTEM CHHTE3a
MOY€BMHBLA30T MOuYeBUHBI cocTaBiisieT 90% BbIBOAUMOro azotra u3 opranu3Ma. CHUHTE3 MOYEBHUHBI
SBJISIETCS ITUKIMYECKUM MporieccoM, U oH ObuT OTKpBIT I'. Kpebcom u K. I'enzensiit B 1932 rony.
[ToaTOMY €ro Ha3bIBaIOT OPHUTHUHOBBIN LMK MOYEBUHOOOpa3oBanus Kpebca.

B mepBoil peakiuu mporiecca aMMHaK CBA3BIBAETCSA C TUOKCHUAOM yIiepoaa ¢ oOpa3oBaHHEM
kapOoamomndocdara, mpu >ToM 3arpaunBarorcs 2 Mosekyibsl AT®. Peakuus npoucxomutr B

MUTOXOHJIPHSIX TeMaTOIMTOB MO AeiicTBreM pepmenTa kapbamousndocdaTcunTerassl I

NH, + CO, + 2AT® + HO —2uSTANYS Ny, -CO-0~F) + 2AND + P,

TamarT
HWLUU 11V AVYIV LI DYIVIVL Ut}lllllllll L\uPUuLVLUILJLLt}ullv\i}vt}u\)ul l\utJUuLVLUILJLULLuIL rpynna Kap6aMOHH-

docdara mepeHOCUTCS Ha 0-aMHUHOKHCJIOTY OpPHUTHH, M oOpa3yeTrcsi Jpyras O-aMHMHOKHCIOTa —

UUTPYJUIUH:
0
°
NH, IIIH
H, THZ (lez
| H, + C=0 — (IEH2 + H,PO,
CH, OPO,H, (|:H2
H—NH, kapbamon- (fH_NHz
docdat
COOH COOH
OPHHTHH LU TPYJUIHH
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B cnenyromeint peakuuu apruHUHOCYKLIIMHATCUHTETA3a CBA3bIBACT LUTPYJUIMH C acmapTaroM U

o0Opa3yeT apruHMHOCYKIIMHAT (apIMHUHOSHTapHYI KHCIOTY). ODTOT (PEPMEHT HYXKJIAaeTcsi B HMOHaX
+2

Mg™. B peakuuu 3aTtpaunBaetcs 1 mosnp AT®, HO UCIIONB3yETCS SHEPTUA IBYX MAKPOIPTUYECKHUX CBSI-

3eil. ACapTaT — HICTOYHHUK BTOPOr0 aTOMa a30Ta MOYEeBUHBI:

NH, COOH NH COOH
(l.f=0 + H,N—CH +ATO — g—NH— H + AM® + H,P,O,
ILH CH, Il\IH CH,
(I3H2 (IZOOH IIH2 (I'jOOH
éIHE + H,PO, acmapTat | H,
CH, CH,
?H—NH2 H—NH,
COOH COOH
IMATPYJIJIHH APrUHHHHOCYKIIMHAT
Jlamee (pepMeHT aprUHUHOCYKIIMHATIHA3a (apTHHHHOCYKIIMHA3A) pacIiemseT

APrUHUHOCYKIIMHAT HAa apruHuH H q)yMapaT, IIpH 3TOM AMHHOTIPYIIIIAa aclapTara OKa3bIBACTCA B

MOJIEKYJIE apTUHHUHA!

NH COOH NH COOH

[—NI-I--JIH éIJ—NH2 + CIZH

NH O, NH o

?le (lfOOH ZlH:,_ COOH

CH, H, dbymapar

L, &,

(lfH—NH2 leHm-NH2

CIOOH CIOOH
APTHHMHOCYKI[MHAT apTHHUH
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APTUHUH NOJIBEPraeTcs rUAPOIU3Y MO ASMCTBHEM aprHHAa3bl, IPU 3TOM 00pa3yIOTCs OPHUTHUH U
2 2
moueBrHa. KodakTopamMu aprunassl spjisrorcss woHbl Ca”™  mwim Mn“'. BplcokuMe KOHIIEHTpaLuu

OpHHUTHHA W JIM3WHA, SABJIAIOIHUXCA CTPYKTYPHBIMH aHAJIOraMM apruHHHA, IIOJaBJIAIOT aKTHBHOCTH 3TO-

ro (hepmeHTa:

NH
I 2
?=NH I\lle
IIIH CH, II\IH2
(IJH2 +H,0 — éIHz + (IZ=O
leH2 C|H2 NH,
O6pa3zyromuiics (lel (I:H"NHZ <yno kapOGamousniocdara, U MUK
3aMBIKAETCA. H—NH, COCH
[TpuBoaum o0IT COOH
apruHHH OPHHUTHH MOUYeBHHA
CO, —1— NH,
\/
Kap6amomiocdar
OpHHTHH — LluTpynaun
MouyeBnHa AcniapTtar
ApruHuvH TAPFHHHHOC}IKHHHEH
Dymapat

HepBHe ABC pCaKHM IIPOoHcccCa IMpPOUCXOAAT B MUTOXOHAPHAX I'CIIATOHUTOB. 3areM MUTPYJJINH,

SBJIIOIIUIICS TPOJYKTOM ATHX PEAKIUil, TPAHCIIOPTUPYETCS B LIUTO30J1b, TJI€ U OCYILIECTBIIAIOTCS Jajlb-

HEWIIMe IIpeBpaICHHUs.

CyMMapHoOe ypaBHeHHe CHHTEe3a MOYEBHUHBI:
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CO; + NHj3 + Acnmaprart + 3AT® + 2H,0 —»
MoueBuna + ®dymapar + 2 (AP + H;PO,) + (AM® + H,P,0-)

AMMUak, HMCIoIb3yeMbIli kapOamouiadocharcuuTeTazoit I, mocraBiasieTcss B MeYEHb C KPOBBIO
BOPOTHOH BeHbI. PoJIb APYyruX HCTOYHMKOB, B TOM YHCJIC OKHCIMTEIBHOIO JI€3aMHUHUPOBAHMS
IJIyTAMUHOBOM KUCIIOTHI B IICYCHHU, CYIICCTBEHHO MEHBIIIE.

B Mo03re 1 HEKOTOPBIX APYTHUX OpraHax MOXKET MPOTEKATh BOCCTAHOBHTEIbHOE AMHUHUPOBAHHE 0.
KeTOIIyTapaTano JIeHCTBHEM IIyTaMaTACTHAPOreHas3bl, KaTaJUu3UpYyIOIIed 0OpaTHMyI0 pPEaKIIHIo.
OmHako »JTOT MyTh OOC3BpPEKMBAHMS aMMHaKa B TKaHAX MCIOJbB3yeTcs ciaabo, TaKk Kak
riyTaMaTAeruIporeHasa KaTalu3upyeT MPEHMYIIECTBCHHO DPEaKIHio e3aMUHHPOBAHUS TIyTaMaTa.
XOTsl, eClI YYUTBIBATh MOCIIEAyIolIee 00pa3oBaHue rilyTaMUHa, peakys BHITOAHA JIUIS KJICTOK, TaK KaK
CIIOCOOCTBYET CBSI3BIBAHUIO CPa3y 2 MOJIEKYIL.

W3 MBI W KHAIMICYHHUKA HW30BITOK aMMHaKa BBIBOJUTCS MPEUMYIICCTBEHHO B BHUJE aJaHHHA.
DTOT MEXaHHW3M HEOOXOJHMM, TaK KaK aKTHMBHOCTH IIyTaMaTACTHAPOreHa3bl B MBIIIIAX HEBEJIHMKA H
HEMPsAMOE JC3aMHUHUPOBAHNE aMHHOKUCIOT Manod(ddekTuBHO. [109TOMY B MBIIIIAX CYIIECTBYET €IIé

OJIVH TyTh BBIBeJIeHUs a30Ta. OOpa3oBaHUE ajlaHWHA B 3TUX OpraHax MOKHO MPEJACTaBUTD CJICAYIONICH

CXEMOH.
1
PaaHbie oprabl | KneTkn kunredyHuka | Ileyens
] }
[Cnyramun —|—® Inytamun |
1
OpHUTHHOBBIH
NH NH,— — ——— L w NH,—»{"P
|
Inytamar Fnyramat [Iupysat | ‘
: Mouebuna
o-Keto- I
ryTapar A.naHnH——!-b Ananwud

|

—— ——— — — — — —— — — — —

|
|
a
a
CO, H,0 !
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AMUHOTPYIIIIBI pa3HbIX AMUHOKUCIIOT IOCPEACTBOM PEAKLUNA TPAaHCAMUHUPOBAHUS TIEPEHOCSTCS
Ha MHUPYBaT, OCHOBHBIM HMCTOYHHUKOM KOTOPOIO CIYXHUT MPOLECC OKHUCIEHHS TIFOKO3bI.MBIIIIIBI
BBIIETISIIOT OCOOEHHO MHOIO ajlaHMHa B CHUJIy MX OOJIBIIOW Macchl, aKTUBHOTO NOTPEOJIECHUS.
OOpazoBaBLIMIiCS aJaHUH IOCTYNAET B IIE€YEHb, I'/I€ MOJBEPracTcsi HENPSIMOMY J1€3aMUHHUPOBAHMIO.
BrigenuBimiicss ammuak 00€3BpeKMBAETCS, a MUPYBAT BKIIOYAETCS B TIIIOKOHEOreHe3. | Joko3a u3

NICUCHU MOCTYIACT B TKAHHU U TaM, B TIPOIIECCE TIIMKOJIM3a, OTSITh OKUCIIAETCS 10 mupyBarta (puc. 7-11).

Benok
MBIIIIL

AMHHOKHMCJIOTHI

!

NH;

[MI0KO3A memmmepe [THpYBaT

TTHKOJIN3 rﬂyTaMaT
tJITAHHE
aMUHBM aHchepasa
a-Kerornyrapar
Ananuu yrap
[nokosa Ananvn
B KPOBH B KPOBH
3
Anammm
o-Kerornyrapat
UIAHHH
N f'!i!"f'l] 1 prasa
Cnyramat
[110K032 ~gmmmmmm= [ [1ipyBaT
FJTIOKOHEN
reHEd
NH;
LIMKJI MOYEBHMHB)
Hehisi MoueBuHa

Puc. 7-11. I'110K030-2,JaHHHOBLIH IIUKJI.
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OOpa3oBaHue ajaHWHA B MBIIILAX, €ro TMEepPeHOC B TE€4YeHb U [EPEHOC TJIIOKO3bI,
CHHTE3MPOBAHHON B TEUYEHHU, OOPATHO B MHBIIIIBI COCTABISIIOT IJIHOK030-AJIAHMHOBBIH IMKI,paboTa
KOTOPOTO CONpsbKEeHa ¢ pad0TOM TIII0OK030-JTAKTATHOTO LIUKJIA.

AcmnaptaT, HEOOXOAMMBIA HJii CHHTE3a ApPrMHUHOCYKIIMHATA, OOpa3yeTcssi B TEYEHH NyTEM
TpaHCAMUHUPOBAHUS ajJaHWHA C OKCAJO0AIeTaToM. AJIAHWH IMOCTYIAET TJIaBHBIM 00pa3oM W3 MBIIII U
KJIETOK KHILIEYHUKA. ICTOUHMKOM OKcasioalneraTa, He0OX0IMMOTIo ISl 3TOM peaKIuu, MOXKHO CUMUTATh
npeBpainieHne Gpymapara, 00pa3yroIIerocss B pEakIusix OPHUTHHOBOTO MuKiIa. dyMapaTr B pe3yibTaTe
JIBYX PEaKUWi LUTPATHOTO LUWKJIAa MPEBPALIACTCA B OKCAJOALETaT, M3 KOTOPOro IIyTEM TPAHC-
aMUHUpOBaHUsT oOpa3yercss acmaprar. Takum o00pa3oM, C OpPHUTHUHOBBIM ITUKIOM COMPSIKEH
IIUKJI pereHepauuu acnaprara u3 ¢ymapara. [lupysar, oOpasyrouuiicss B 3TOM LHUKIE W3 allaHWHA,
WCIIOJIB3YETCS I TIIIOKOHEOTEHE3A.

Emeé ogHumM MCTOYHMKOM acmapTara JiJii OPHUTHUHOBOTO IIMKIJA SIBJISIETCS TpaHCAMUHUPOBAHUE
[JIyTaMaTa ¢ OKCAIOAETATOM.

PerynsaropHsie cTanuu nporecca — cuHTe3 kapdamousndocdara, CHHTE3 HUTPYIUIMHA U 3aKITH0YH-
TeJIbHAsl CTajusl, Kartaau3upyemas apruHazoi. D(PpQPekTUBHOCTh pabOThl OPHUTHHOBOTO IMKJIA TIPU
HOPMAaJIbHOM MUTAaHUU YEJIOBEKA U YMEPEHHBIX (PM3UUECKUX HArpy3kax cocTtapiseT npumepHo 60% ero
MOIITHOCTH. 3amac MOITHOCTH HEOOXOJUM JJig M30eKaHUsl TUIEPaMMOHUEMHUH TPU W3MEHEHUSIX KO-
JudecTBa Oeyika B MHINE. YBEJIWYEHHWE CKOPOCTH CHUHTE3a MOYEBHUHBI MPOWCXOAUT MPU IITUTEIHHOU
dbuznyeckoi padboTe WK AJIUTEIHHOM T'OJI0/IaHUH, KOTOPOE COMPOBOXKIAETCS PacnajoM TKaHEBBIX Oell-
KOB. HekoTopble MaToNOTHYeCKue COCTOSHUS, XapaKTePU3YIONNecs WHTEHCUBHBIM pacIagoM OeIKoB
TKaHeH (caxapHbId JUAOET U JIp.), TAKXKE COMPOBOXKIAIOTCS aKTUBAITUEH OPHUTUHOBOTO ITUKJIA.

[Tpu u3066ITOUHOM OETKOBOM MUTAHUHU KOJUYECTBO (PEPMEHTOB OPHUTHHOBOTO LIMKJIA B MEYCHU
YBEJIMYHUBACTCS, UYTO IPUBOJIUT K MHTCHCU(UKAIIMHM CUHTE3a MOUYCBHUHBI.

T'unepammonuemusa.Hapyuienue peakiuii 00€e3BpeKUBaHUS aMMuaKa MOJKET

BbI3BATh INOBBINICHHUE COACPKAHHUA aMMHaKa B KpPOBH- THIICPAMMOHHUCMHIO, YTO OKa3bIBACT

TOKCHYCCKOC I[CﬁCTBHC Ha OpraHU3M. HpI/I‘-II/IHaMI/I THIICPpaMMOHUCMHUU MOTYT BBICTYIIATbh KaK I'CHCTH-
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yeckuil AeQeKT (pepMEHTOB OPHUTHUHOBOIO LMKJA B IMEYEHHU, TAK U BTOPUYHOE MOPAKEHUE NIEUYECHU B
pe3ynbTaTe MUpPpo3a, TermaTuTa u Apyrux 3aboaeBannii. I3BECTHBI MSITh HACIICICTBEHHBIX 3a00JIEBAHUA,
00yCIIOBJIEHHBIX AE(PEKTOM AT (PEPMEHTOB OPHUTUHOBOI'O LIUKJIA.

B nuteparype onucaHsl Ciay4yau BCEX ITUX JOBOJIBHO PEIKHUX DH3UMOIATHM, CPEAU KOTOPBIX OT-
Me4eHO OoJiblle BCero cirydaeB runepammonnemus 11 tuma.

Hapyiienre opHUTHHOBOIO IIUKJIa HAOIIOAETCs MpU TeraTuTax pa3jIuyHOW ATHOJIOTUMH U HEKO-
TOPBIX JIPYTUX BUPYCHBIX 3aboneBaHusix. Hampumep, yCTaHOBIEHO, YTO BHUPYCHI TPUIINIA U JAPYTUX
OCTPBIX PECNUPATOPHBIX BUPYCHBIX MH(EKINNA CHUXKAIOT aKTUBHOCTH KapOamomidocdarcunterassl I.
ITpu uuppo3se u npyrux 3a001€BaHUSIX EYEHU TAKKE YACTO HAOJIOat0T THIIEPAMMOHUEMHUIO.

CHmxeHre akKTUBHOCTH KaKoro-1nbo ¢epMeHTa CUHTE3a MOYEBHHBI MPUBOAUT K HAKOIUICHUIO B
KpOBH cyOcTpaTa JaHHOro (epMeHTa ¢ €ro MpeaIIeCTBEHHUKOB. Tak, Tipu JaedekTe
ApPTMHUHOCYKIIMHATCUHTETA3bl MOBBIIIAETCS COJIepKAaHUE HUTPYJUIMHA (LIUTPYIUTMHEMHUS ); TIpU JtepeKTe
apruHasbl — KOHIIEHTpAalMs AapruHUHA, AaprUHUHOCYKIMHATa, LOUTpy/uinHa u T.A. [lpm
runepammonremusix 1 u II tuna BcienctBue nedexkra opHUTHHKapOaMoMITpaHc(epaszbl MPOUCXOIUT
HakoruieHne kapOamousndocdara B MHUTOXOHIAPHUSIX U BBIXOJ €ro B ILHUTO30JIb. OJTO BbI3bIBACT
YBEJIIMYEHUE  CKOPOCTM  CHHTE3a INUPUMHUJIMHOBBIX  HYKJIEOTHUIOB  (BCIEICTBUE  AKTHBALUU
kapbamomndocdarcunrerassl Il), 4To MPUBOAUT K HAKOIUIEHHIO OpOTaTa, YpUAMHA W ypaluia U
BBIBEICHUIO UX ¢ Mouoi. CojiepkaHue BceX METabOIMTOB MOBBIIIAETCSA, U COCTOSIHUE OOJBHBIX YXY-
HIaeTcs MpY yBEJIMUYEHUU KOJIMYeCcTBa OEIKOB B MUIIE. TsKeCTh TeUeHHs 3a00J€BaHUsI 3aBUCUT TaKkKe
OT CTENEHU CHUYKEHUSI aKTUBHOCTU (DEPMEHTOB.

Bce HapyiieHus OpHUTHHOBOIO LIMKJIA MPUBOJAT K 3HAYUTEIBHOMY IOBBIIIEHUIO B KPOBU KOH-
LEHTpalM aMMHUaKa, TIIyTaMUHa U aJlaHUHA.

['MnepaMMOHHEMHST CONPOBOXKAAETCS CIEIYIOLMMUA CHMITOMaMM:TOIIHOTA, MOBTOPSIOIIASACS
pPBOTA, FOJIOBOKPYKEHHUE, CYAOPOTH, IOTEPsS CO3HAHUSI, OTEK MO3ra (B TsDKENBIX CIydasx), OTCTaBaHUE
YMCTBEHHOT'O pa3BUTHS (TP XPOHUYECKON BpOXKAEHHON Ppopme).Bce cuMnToMBbl rurnepaMMOHUEMUN —

nposiBiieHue nerctBus ammuaka Ha [THC.
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JIJist AMarHOCTUKU Pa3JIMYHbIX TUIIOB TUIIEPAMMOHUEMUN MPOU3BOJIAT OMPEACIICHUE COAEPIKAHUS
aMMHaKa B KpPOBH, METaOOJMTOB OPHUTHHOBOTO IIMKJA B KPOBH M MOYE, aKTHBHOCTH (pepMeHTa B
ouonrarax ne4yeHu.OCHOBHOM JAMArHOCTUYECKUN TMPU3HAK — MOBBIINICHHE KOHIEHTPALMK aMMHUaka B
kpoBu. Conepxkanue aMMHuaka B KpoBu 11-32 MKMOJIB/J, IpeeabHO IOMYCTUMBIA YPOBEHh aMMHUaKa B
KpoBU— 60 MKMOJIb/1. B OOJIBIIMHCTBE XPOHUYECKUX CIy4aeB yPOBEHb aMMHaKa MOKET MOBBIIIATHCS
TOJIBKO MOcie OeTKOBOM HArPY3KH WM B TEUEHUE OCTPBIX OCIOKHEHHBIX 3a00J€BaHUN.

JleueHnne OONBHBIX C PA3IUYHBIMU JeEeKTaMU OPHUTHHOBOIO 1IMKJIa B OCHOBHOM HaIIPaBJICHO Ha
CHIDKCHHE KOHIIGHTpAllMM aMMHakKa B KPOBH 3a CUET MaJOOCIKOBOM UETHI, BBEJACHUS KETOAHAJIOTOB
AMUHOKHUCIIOT B PAllMOH U CTUMYJISILIUIO BBIBEICHHSI aMMHUAaKa B 00X0/] HApYIIEHHBIX PEaKIUM:

* myTéM cBsi3piBaHUS W BhiBeneHUss NH3 B cocTaBe QeHMWIaneTHIrIyTaMuHa M THITYPOBOU
KHUCIIOTHI;

* IOBBINICHUEM KOHIICHTPAIMH MPOMEKYTOYHBIX METaOONIHMTOB IHMKJIa (apTUHUHA, IUTPYIUINHA,
rIyTamara), 00pa3yronmxcsi BHE OJIOKUPYEMBIX PEaKITUil.

BBoaumelii 001bHBIM ¢ TedekToM KapOamounidochaTcuuTeTasbl | B kauyecTBe MUIEeBON 100aBKH
¢deHmnaneraT B pe3ynbTaTe ero KOHBIOTAIMU C TIIy-TAMUHOM 00pa3yeT (eHWIaleTUIrTyTaMiuH, KOTO-
pBIif dKCKpeTtupyetcs: moykamMu. COCTOSIHHE OOJIBHBIX MPH ATOM YIIYYIIIACTCS, TaK KaK MPOUCXOIUT
aKTUBAIMs CHHTE3a TIIyTaMHUHA M CHIDKEHUE KOHIICHTPAIlMA aMMHUaKa B KPOBH.

AHanoruyHoe JeWCTBHME OKa3bIBaeT BBEJEHUE OEH30aTa, KOTOPBIA CBSI3BIBAET MOJIEKYITY
rimunuHa.  OOpasyromiascs TUIITYpoBasi KHCJIOTa BBIBOAWTCS ¢ Mo4Yol. B cocrtaBe rummypara
MPOUCXOANT BBIJCTEHUE a30Ta W3 opraHu3Ma. HemocTaTok riawimHAa KOMIEHCHpPYETCS JIHO0 MyTEM
CHHTE3a €ro M3 cepuHa, b0 3a cu€r obpasoBanus u3 NHzu CO, B peakumm, xaTamuzupyemoun
rivuuHcuHTeTa3on. [lpu 3ToM o00pa3oBaHMe TIIMIMHA COIMPOBOXKAAETCS CBSA3BIBAHUEM OJIHOM
MOJIEKYJIbI aMMHUaKa.

[Tpu runepammonuemuu 11 Tuna (nedext opauTHHKapOamoniaTpancepasbl) BBEACHUE OOIbIINX
7103 TUTPYJUIMHA CTUMYJIHPYET CUHTE3 MOUYEBHUHBI U3 acrapTara, YyTO TaKKe MPUBOAUT K BHIBEACHUIO

a3oTa W3 opraHu3ma. BBejeHue OOJIBIIMX 03 aprUHUHA MPU APTUHUHOCYKIMHATYpUU (IedeKT
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apFI/IHI/IHOCYKHI/IHaTJII/IaBLI) CTUMYIIMPYET PETCHCpAllMIO OPHHUTHHA W BBIBCACHHME a30Ta B COCTaBC

LUATPYJUIMHA U APTUHUHOCYKIMHATA.

I'nasa 8.

OBMEH 1 ®YHKIIUU HYKJVIEOTHI10OB

B mpeapiaynmx pasgenax yke ObUIM ONMCAaHbl MHOTHE (PYHKIMHU HYKJI€OTHAOB. OCHOBHBIE M3 HHX

caeayomue:

1. MOHOHYKIEOTHABI CIIy’)KaT MNPEAUIECTBEHHUKAMU W CTPYKTYPHBIMH  KOMIIOHEHTAMH

HYKJICMHOBBIX KHUCJIOT.
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2. Huxn AHO-AT® yyacTtByeT B TpaHC(POpMaIlMu SHEPTrUM OKUCIICHHS BEIIECTB B JHEPIHIO,
WCMOJIB3YEMYIK0 B JHAEPrOHMYECKUX TMPOLECCax oOpranu3ma. B  HEKOTOpBIX peakuusax
AHAJIOTUYHYIO POJIb MOTYT BBIMIOJIHATH U APYTU€ HYKICOTHU/IBI.

3. Ocrarok aJeHWIOBOM KHUCIOTHI BXOJUT B cocTaB KodepmeHToB neruaporenas (HAJ, HAJ D,
®AJT) u kopepmenta ammmpoBanus (KoA); YTO, I'TO u [[TD BemomHSIOT posib KOGEPMEHTOB
B peakiusAx IepeHoca MoHocaxapuaHbiXx octatkoB; LTd cayxur kodepMeHTOM
XOJIMHTpaHChepasbl.

4. Huxnnmyeckue moHoHykaeoTuabl 3',5-HAM® u 3'.5-ulM® sBnsAOTCA MNOCPEIHUKAMU MPHU

nepeaaye rOpMOHANIBHBIX U JIPYTUX CUTHAJIOB HA BHYTPUKJIETOUHBIE 3()PEKTOPHBIE CUCTEMBI.

HpaKTI/I‘{CCKI/I BCC KIJICTKHM OpraHu3sma CIIOCOOHBI K CHUHTC3Y HYKICOTHAOB. KpOMe TOIO,
HNCTOYHHUKAMH HYKJIICOTHAOB CIIYKAT HYKJIICUHOBBIC KHUCJIOTHI ITMIIIU U COOCTBEHHBIX TKaHEH opraHusma,
OJIHAKO 9T HCTOYHHUKH UMCIOT BTOPOCTCIICHHOC 3HAYCHUC.

HCpCBapI/IBaHI/IC N BCACbIBAHHUC HYKJICOIIPOTCUHOB, IIOCIIYIIMBIIMX B OPraHu3M B COCTaBC IIHIIH,
OCYIICCTBIACTCA B JKCIIYJOYHO-KHUIICYHOM TPAKTC. HOI{ BIUSIHUEM COJISHOM KMCJIOTHI JKCIIYyA0OYHOT O
COKa HYKJICOIIPOTCHUHBLI PAaCIICIIAIOTCA Ha OeJIoK | HYKJICMHOBYIO KHCJIOTY. benkoBast yacTh Kak u
OeaKu IMOCTYIIMBIIHUEC B COCTAB MUIIHX IMOA BJIUAHUCM IMPOTCOJIMTHICCKUX (bepMeHTOB THAPOIINTUICCKUM

IMyTCM paCIICIIEAOTCA 1O aMHUHOKHUCIIOT.
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PoToean nonocte OHK » PHE nawm

Hanygok, pH=15 Oexatypauwn OHK u PHK
AHK-a3s
Cok nomeenynodHon Meness _\‘\ HO
PHK-a3s —-\\‘
OnuroHysneaTHas

DocdognacTepaskl —._\ H,0

TOHKHA KMLLIBYHWK

KneTem cnvaucTon
0GONoYKM KMILEYHUKE

Moua
Puc. 1. IlepeBapuBaHue HYKJIENHOBBIX KHCJIOT NMUIIH
HyknenHoBbIE KHCIOTHI DNHUIIM B KHLNIEYHUKE THAPOJM3YIOTCS IIOA JEHCTBUEM HYKJIEas3
nankpeatuyeckoro coka — JIHKa3sr 1 PHKa3sl. [Ipoaykramu ruaponusa SBiIstOTCS MOHOHYKJIEOTHUIBI
(MoHOHYKJIEeo3uAochaTel) U OAMrOHyKJIeoTHIbl. DocoaudcTepasbl KHUIIEYHHUKA PACHIETUIIOT
OJIMTOHYKJICOTHABl 10 MOHOHYKJeoTunoB. [locnemnue mpu ydactuum ¢ocdara3 THAPOIUYIOTCA C

oOpazoBaHveM Hykieo3uaa U (GOCPOPHON KHUCIOTHI; YACTUYHO H3TO MPOUCXOJUT B TIPOCBETE
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KHIICYHHUKA, YACTHYHO K€ — B KJICTKaX KMIICYHHKA ITOCJIC BCAChIBAHUS B HUX MOHOHYKJICOTHIOB.

Nﬂz NHy

Fosfat
kislotasi

o =

1 P
0~ P—0~CH; NH3

J-0 .
o 4 1 Fosfodiefir

31 12
OH OH(H)
Pentoza

o”
Nukleozid @ ~
[ J CH,
e k [4]
Nukleotid
0
s 3t

[Ton BausHuem JIHK-a3el 00pa3yroTcs TUHYKJICOTH], OJIMTOHYKJIECOTHJ M MOHOHYKJICOTHIbl. B

bog‘i

KHIIEYHOM COKE COJIeprKaTcsl MOJMHYKIeoTHAa3a, Hykieo3unaza u ¢gocgarasza. [lox BausHuEM 3TuX
(GepMeHTOB 00pa3yroTCsi MOHOHYKJIEOTHABl U HYKJIEO3UJbl. B KUIIEUHMKE MOHOHYKJICOTHU[BI
pacILerUIsIIOTCS MO BIUSAHUEM Hecnenuduueckux docdarasz (KUCION U MIETOYHON), MOHOHYKICOTH/IbI
pacIIeIIsSIoTCs O HyKjeo3uaa Ba (oc(OpHON KHUCIOTHI M BCACBIBAKOTCS. MOHOHYKJICOTHIBl MOTYT
BCACBIBATbCS, UX PAaCIICIUICHHE NPOUCXOAUT B KIETKAaX CIM3MCTOM KHIIEYHUMKA. B OCHOBHOM
BCACBIBAIOTCS HYKJICO3UJbl, B TAKOM BHJI€ YaCTh a30TUCTBIX OCHOBAaHWM MCIIOJIB3YETCs JJIsI CUHTE3a
HYKJIEMHOBBIX KUCIOT. B Tkansax ruaponms JIHK ocymecTsisercs npu momMou psijga GepMeHTOB:

1 Ouponykieassl B Mosiekyie JIHK, PHK pacumienisitor BHyTpeHHUE CBA3U MEXAY HYKJICOTHAAMM,
BBI3BIBAIOT JICTIOJIMMEPHU3AIUIO HYKJIIENHOBBIX KUCJIOT C 00pa30BaHUEM OJIUTOHYKJICOTH/IOB.

2 Ox30HyKJ€ea3abl ¢ Mosiekyasl [IHK onuH 3a 1pyruM OTIIEIIISAIOT KOHUEBBIE HYKJICOTHUABI U OHU

takxe HazbiBaroTcs JIHK-azamu.

[ToMuUMO TUAPOIUTHUECKUX HYKJI€a3, UMEIOTCS (DEPMEHTHI, KaTAIM3UPYIOLIUE paclal HyKICHHOBBIX

KHUCJIOT, HampuMep, MOCpeACcTBOM TpaHcdepazHoi peakiuu. OHU KaTalM3UPYIOT MEPEHOC OTaTKa

1 1
dbochopHON KHUCIOTBI OT 5 -TO YIJIEPOJHOTO aromMa pPuOO3bl OJHOTO MOHOHYKJICOTHIA KO 2 -My

244



YIIE€pOAHOMY aTOMY COCCIHEI0O MOHOHYKIICOTH A, COHpOBO)KIIaIOHII/II\/’IC}I Pa3pbIBOM M€>KHy1(JI€0TPII[H0ﬁ

11
CBsI3U U oOpa3zoBaHueM (pochoandPupHOM CBI3M MEXIY 2 U 3 YriaepoAHBIMH aTOMaMU PUOO3bI OJTHOTO
U TOTO Xe€ MOHOHYKJIeoTHaa. K HacTosIeMy BpeMEeHU OTKPBITHI TPYMIBI HYKJea3, KaTalu3upyrolne
pacnaa JIHK u PHK.

Je3oxcupudonykieasa | kataauzupyer pa3pbiB BHyTpeHHUX (PochoandhUpHbIX CBSI3el B OJHOM U3

1
nByx neneit mosiekyssl JJHK Mexay 3 -M yriiepoaHbIM aTOMOM J1€30KCUPUO03bI U ocTaTKOM (pocdara ¢

00pa3oBaHKEM HU3KOMOJEKYIJISIPHBIX OJUT0J€30KCUPUOOHYKICOTHIOB:

JAHK+ (n-1)H,0 — n-0auroae30kcMpuOOHyKIEOTH IbI

Cpenu TpOAYKTOB pEaKIMU OTKPBITHI TAaKK€ MOHO- W JUHYKICOTHIbl. T|HUNUYHBIMU
npenacraButesiMu 3TuX ¢epmentoB sBustorcs JIHKazpl momkenmymounoit skenessl. OnHa U3 HUX
(JIHKa3a |) Obuta mosydyeHa B YUCTOM BHJE, pacHiMdpoBaHa IOCIEI0BAaTEILHOCTh Bcex ee 257

aMUHOKHUCIIOTHBIX ocTaTkoB. ®epment nHaubonee aktuBeH npu pH 6,8-8,0, akTuBHpyercs

JIBYXBaJICHTHBIMU MOHAMHU Mg+2 u Mn+2 1 MHTUOUPYETCS KOHEYHBIMHU MPOAYKTaMHU (PepMEHTAaTUBHOU
pPEaKIUU - OJIMTOHYKJICOTUAAMHU.

Je3oxkcupudonykieasa |l Boi3biBatoT aenonumepusanuio modiekyiasl [JHK B pesynbrare mapHbix
pa3peiBoB  dochoamduprbix cBsizeit obeumx memert JIHK ¢ oOpazoBanumem Oosee KpPYITHBIX
onurone3okcupubonykineoruioB. IlpencraBurenem wux sasugercs JIHKaza |Il, Beigenennas wu3
cene3eHku, nMmeromas Moia.maccy 38 000 u cocrosimas u3 343 aMUHOKHUCIOTHBIX OCTaTKOB. B cocTtaBe
stoit JIHKa3bl oTKpHIT rmtoko3aMuH. DepMEHT TakKe aKTUBHPYETCS HOHAMU METaJJIOB, MHTUOUpPYETCs
aHnoHaMu; ero ontumyM pH mexnay 5,5 u 5,8.

[Tomumo 3THX  (HEepMEHTOB, OTKPHITHI (MPEUMYIIECTBEHHO Y MHKPOOPTAaHU3MOB)  CIIE

9K30/I€30KCUPUOOHYKIIea3bl, ruaponusyioue (ochoanmdpupusie cBsa3zu  monekyiasl  JHK ¢

1 .
OTIIEIUICHHEM KOHIIEBBIX 5 -nme3okcupubonykieotunoB. Hampumep, n3 E. Coli Beimeneno yetwipe

Takux ¢pepHMEeHTa, 0003HaUYaeMbIX dK301e30kcupudonykieazamu I, I, 1 u 1V,
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Pectpukra3bl — depmentsl JIHKa3zHoro tuma nedcTBUs — KaTaIM3UPYIOT pacmaj 4yKepoaHou (B
ocHOBHOM ¢aroBoif) [IHK B cTporo ompeneneHHbIX ydacTKax MOJIEKYNbI, HUMEIOIIUX CTPYKTYpy
nanmaapomoB. M3 E. Coli Beigenensl 1 oxapakTepru30BaHbl JBE TaAKUE PECTPUKTA3bl, 0003HAYaEMbIC
EcoRl u EcoRIl coorBercTBeHHO. PecTpukTasbl OKa3bIBalOT CTPOro crnenuduyeckoe aelcTBUE,
MO03TOMY OHH HUCIIOJB3YIOTCS JIJIsl paCIIM(PPOBKU MOCIE0BATEILHOCTH HYKJIEOTHAHBIX ocTaTkoB B JJHK
daroB u BupycoB. Kpome TOro, 3T0 YHHMKaJIbHOE CBOMCTBO pPECTPUKTA3 HAXOAUT Bce OoJiblee
IIPAKTUYECKOE IIPUMEHEHHUE B T'E€HETHYECKOM WHXEHEPUH IIPU «BBIPE3AHUM»  OINPEIEIICHHBIX
¢parmentoB IHK u «BcTpauBanum» ux B reHom OakrepuansHoit JIHK (momydyenne pekoMOMHAHTHBIX
JIHK). B pesynbrare KieTKe IepenaroTcsi psifi HE CBOMCTBEHHBIX €M MpEXJIe HaCIeICTBEHHBIX
npu3HaKoB. TeopeTudeckoe U riaaBHBIM 00pa3oM IMPaKTUUYECKOE 3HAYEHHE MOJOOHBIX HCCIIEeI0BAaHUIM
TPYIHO MEPEOLEHUT.

U3  depmenToB, katanusupyoommx ruaponutudeckuii  pacmanx PHK, Haubonee u3yueHsl
pubonykieassl |. Ouu rugponusyror Gochoamddpupusie cBsizu BHyTpu Mosekyiasl PHK. Beinenennas
U3 TOKEIy0UYHOM Keme3bl MHOruX *UBOTHbIX PHKa3za coctout u3 124 aMUHOKMCIOTHBIX OCTaTKOB
BO BCEX CIydYasX, XOTS ()€pPMEHTbI HECKOJBKO Pa3IMYarOTCs MOCIEI0BATEIbHOCTHI0 aMUHOKHCIOTHBIX
OCTAaTKOB; BBISICHEHA TAKXKE TpeTU4Has cTpykrypa psaa PHKas.

N3 depmenton, ocymectBistonux pacrnaa JJHK u PHK He mo rumponutudeckoMy myTd, Cieayer
Ha3BaTh MOJIMHYKICOTUA-pochopunazy u rpynny JAHK-rmukoszunas. B nactosimee Bpems moapoOHO
U3y4YeHbl (PU3UKO-XMMUYECKHE CBOWCTBA M OMOJOrMYecKas poJib MHUKPOOHON MOJIMHYKICOTHI-
docdopmnaszsl B maboparopun C.C.Jle6oBa; B TO ke nabopaTopuu (EPMEHT OTKPHIT B KUBOTHBIX

TKaHAX.

Mexanu3m paeicTBus (QepMeHTa CBOAUTCA K MEepeHoCcy HykiIeoTuAHblXx ocraTkoB ¢ PHK nHa
Heopranudeckuit pocdar, mpu s3Tom odpaszyercs pudbonykieotuaaudocdar (PAD):

PHK + H,PO, — (PHK) +PJI®

[IpennonaratoT, 4ro IiN VIVO ¢epMeHT KatanmsupyeT pacnaj kierounbix PHK, mpenmymiectBeHHO
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MPHK, no nykneosugaudocdaToB, ydyacTBysi T€M CaMbIM B PETYISIUU KOHIIEHTPALUU KIJIETOYHOTO
Heopranuyeckoro ¢ocgara. CrneayeT ykaszath €llle Ha OJHY HE MEHEe BaXXHYI0 YHUKAJIbHYIO (DYHKIIHIO
HOJMHYKJICOTHI-(hochopriassl - CIOCOOHOCTh (DepMEHTa KaTaIu3upOBaTh B OMbITaxX IN VItro cuHTes u3
CBOOOIHBIX HyKJeo3uaaudocdaron (HAD) MOJIUPUOOHYKIICOTH/IOB c 3aJaHHOMN
IIOCJIEN0BATENBHOCTBIO.

Otkpeita rpynna JJHK-rmmko3unas, yuacTByromux B peakluusX OTIIEIUICHUS MOIU(UIUPOBAHHBIX
NypPUHOBBIX W TNHPUMHIAHOBBIX OCHOBAaHWH (Hampumep, ypanuia, O0Opa3yroImerocs Mpu
JIe3aMUHUPOBAHUM OCTAaTKa IUTO3MHA B oHOM U3 neneit JTHK).

Takum o6pazom, [JHK-rirko3uaa3sl BEIMOJHAIOT BXXHYIO (YHKIMIO B POLECCaX perapanuu
(BoccTanoBiieHne cTpykTyphl) mosiekyibl JIHK. B pesynbpraTe nocneqoBaTenbHOrO 1EMCTBUS

paSHOO6p8,3HBIX KJICTOYHBIX OK30- 1 ODOHAOHYKJICA3 HYKJIICHHOBLIC KMCJIOTEI IIOABECPrar0TCs pacinagy ao

11
cTaauu pubo- U Ae30KcupruOoHyKieo3un -3 u S -hocdaron. JlanpHelmuii pacman 00pa30BaBIINXCS

IMPOAYKTOB CBA3AdH C (I)CpMCHTaTI/IBHBIMI/I MMPEBpaAICHUAMNU MOHOHYKJICOTHAOB, HYKJICO3UO0B 1 JAaJICC

1 1
CBO6OI[HI>IX a30TUCTBIX ocHOBaHuM. Ha | aTame ruapoiim3a ACUCTBYIOT 3 usd -HYKJICOTHAA3hbI,

KaTaJIU3NpYyromue FHI[pOJII/ITI/I‘{CCKI/Iﬁ pacinaag MOHOHYKJIICOTHUAOB A0 CBO60,Z[HBIX HYKJICO3HUOB C

OTIIETUICHHEM HEOPTaHUIECKOTO Gocara COOTBETCTBEHHO OT C-3" wm C-5' atomoB YTIIEBOTHOTO
octatka. Ha |l atane mpoucxoauTt nepeHoc octatka pudo3bl OT HyKJI€03uAa Ha CBOOOAHYIO
dbochopHyto KucI0Ty ¢ 00pa3zoBanreM pubdo3a-1-pocdara u cBOOOTHOTO A30TUCTOTO OCHOBAHUS.

buocuHTe3 MypUHOBBIX HYKJIE€OTHI0B
OnpiTaMud ¢ MEYEHBIMH H30TONAMHU YAAJIOCh BBISICHUTH MPOUCXOXKICHHWE aTOMOB ITyPHHOBOTO
Spa MpU CHHTE3€ MypHUHOB. bpUIO ycTaHOBIIEHO, YTO B (DOPMHUPOBAHHUH KOJIbIIA MPUHUMAIOT y4acTHE
amMuHOKHCIOTHl Acn, ', I'ma, CO, u ABa OXHOYTJIEPOJHBIX MPOM3BOJHBIX TeTparuapodonara:
meteHun-Hy-ponar u  gopmmn-Hy-ponar. Otum  cmocobom oOpa3yercs OCHOBHOE KOJIHMYECTBO
MyPUHOBBIX HYKJICOTHUIOB, TOTAA KaK HYKICOTHbI, CHUHTE3UPYIOUIUECS 3a CUYET TOBTOPHOTO
UCIIOJIb30BAaHUSl A30THCTBIX OCHOBAaHHMM MM HYKIJIEO3UIOB, COCTaBiIAOT HEe Oonee 10-20% oOmiero

donma >THX coeauHeHM (puc. 1).
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A. Obpa3oBanue 5-¢pochopudosmi-1-gudocdara

®dochopudosunaudochar (OPAD), wm dochopudozunmupodochar (DOPIID) 3anumaer

LHCHTPAJIbHOC MECTO B CMHTC3C KaK IIYPHHOBLIX, TaK U IMMPUMHUJHWHOBBIX HYKJICOTHI0B. On o6p33yeTc;1

3a cuér mepeHoca P,y-mupodocdarHoro ocratka ATD nHa pubo3o-5-Pochar B peakuuw,

karajausupyemoit ®PId-cunrteTaszoit (puc. 2).

>P-0
0 Ll.:Hi, + AMD
OPA®-cuHTaTRIE
+ AT® a i * tI:I} {I?
A0 0-P-0-P-0
- : H H o ]
|
|
XS,
: S-pocopuboann-1-audoctar
| (ePAD)
AMD D

Al®, ATe, e, Mo

Puc. 2. O6pa3oBanue 5-pochopudo3uni-1l-nudochara

Hctounukamu prb030-5-gocdara MoryT ObITS:

neHT030(ochaTHBIN MyTh MPEBPAIICHUS TIFOKO3BI;
KaTaboJIM3M HYKJICO3HMJIOB, B XOJ€ KOTOPOrO TOJ JICHCTBHEM HYKIeo3uadochopuiassl
MepBOHAYAILHO oOpasyetcsi pubo30-1-pocdar, 3atem ¢ MOMOIIBIO COOTBETCTBYIOIICH

MyTa3bl, pocdaTHbIA OCTATOK MEPEHOCUTCS B S-TIOJI0KEHUE.

OPJI® yyacTByeT HE TOJIBKO B CHHTE3€ IYPUHOBBIX U MUPUMUIAMHOBBIX HYKJIEOTHUIOB U3

MNPOCTBhIX MPCANICCTBCHHUKOB, HO MCIIOJB3YyCTCA Ha 06paSOBaHI/Ie IMIYPUHOBLIX HYKJICOTHUAOB II0

"3amacHOMY" MyTH U B CUHTE3€ HYKJICOTUIHBIX KOYEPMEHTOB.

b. buocunres IIYPUHOBBIX HYKJICOTHIAOB
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COopka myprHOBOIO T€TEPOIMKIIA OCYIIECTBISETCA Ha OcTaTke pub030-5-pocdara nmpu yyactuu

pa3JIMYHBIX TOHOPOB YTriepoa u a3oTa (puc. 3).

CO; Boapyxa
1 Fnm
Acnaprar |
N O N
%ET“\.,C/ \
N | ?,}\
1 |5 __-"'
1 i ! 8 C'HEH
C{ :4 C : Ng, Nig-MeTenun
\\ 3 Er*_’:_j‘x 9 H,-®anat
/" TN N
H
Ni-Popmun
Hy-Ponar
AmugHas rpynna
nu

Puc. 3. Ilpoucxo:xkaenue atomoB C u N B MypHHOBOM KOJIbIIE.

[lepBas cnenmduueckas peakiysi 00pa3oBaHUs MyPUHOBBIX HYKJICOTHIIOB - MEPEHOC aMHIHOM
rpynnel ['mH #Ha DPJI® c obpaszoBanumem 5-dochopubo3un-1 -amuua (puc. 4). DTy peakIiuio
Katanusupyet hepMmeHT amunaodochopudosuntpanchepasa. I[pu atom dhopmupyercs B-N-rnuko3uaHast

CBA3b.
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Puc. 4. CuHTe3 NypPHHOBBIX HYKJIEOTHI0B

3arem K amuHOrpymme 5-hocdoprubosmi-1-aMiHa IPHCOSIUHSIOTCS OcTaToK rimnimuHa, N° N°-
mereHun-Hy-onara, emé€ onHa amuaHas rpymna TiayTamMuHa, AUOKCUZ Yriepoja, aMHHOIpyIa
acmaptara u QopmmibHbi octatok N'°-popmmn-H,-donara. Pesympratom 5Toil IeCATHCTAIUAHON
CepHUM peakiui sBisieTcs: 00pa3oBaHUe MEPBOrO MypPUHOBOIO HYKIJIEOTHIA — MHO3UH-9'-MOHO(ochaTa
(UM®), Ha cuHTE3 KOTOpOro 3arpauuBaeTcsi He MeHee mmectu Mojekyn AT®. B ornuuume ot
MPOKAPUOT, T/I€ KAXKAYI0 CTAJIUI0 Mpoliecca KaTalu3upyeT OTACNbHbIN (DEePMEHT, y 3YKapuoT, 32 CU€T
CIIMSIHUSL T€HOB, BOSHUKIIM MOJU(PYHKIIMOHANIbHBIE (DEPMEHTHI, KaTAIU3UPYIOIINE HECKOJIbKO PEaKIUi.
Taxk, B cMHTE3€ MypUHOBBIX HYKJIEOTHIOB 3TO peakiuu — 3-4 u 6, 7-8 u 11 cOOTBETCTBEHHO.

NM® B ocHOBHOM ucmnoas3yercs Ha cuHTe3 AM® unun I'M®. HeGonbIiioe KOJU4ecTBO ITOTO
npoaykra ooHapyxkuBaercs Takke B TPHK B kauecTBe 04HOr0 M3 MUHOPHBIX HYKJICOTHIOB.

IIpespamenne UM® B AM® u 'M® B 0001X CiTydasix BKJIIOYAET 2 CTaUU U UIET C 3aTPaTOM

sHepruu (puc. 5).
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NADH+H"

EHHNOCYKUWHAT
A (F ]

AT®
AMO+PP,

®ymapar Fry

AM® - A M rmeeeas MO

Puc. 5. Cunres AM® u 'M® u3z UMO.
1 — ameHUNOCYKIIMHATCUHTETA3a; 2 — aJIeHUIOCYKIIMHA3A,;
3 — UM®-nerunporenasa; 4 — [M®-cunaTerasa.
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AJIEHWJIOCYKIIMHATCUHTETA3a, ucnoyib3ys sHepruto ['Td, npucoeauuser acnaprat k MO ¢
oOpa3oBaHMEM aJCHUJIOCYKLIMHATA, KOTOPBIA B pEaklWd, KaTaJU3upyeMoil aJeHUJIOCYKIMHA30i,
oTuierusieT hymapar u npespaniaercs B AMO.

Bropo#t nypunoBwiii Hykineotna (I'M®P) obpasyercs Takxke B 2 cragur. CHagana MO
okucngercs NAD-3aBucumoit UM®-nernaporenasoii ¢ o6pa3oBaHHeM KCaHTO3MH-5'-MoHO(MOC(haTa
(KM®). Ilocnenyroiiee TpaHCaMUAMPOBAHUE THAPOKCUIBHON rpymnmbl npu C,-MypUHOBOIO KOJbIA
KM® karanmusupyer [ M®-cruHTETa3a ¢ HCOAB30BAHUEM aMUAHOM Ipynnbl [ nH u sHeprun ATO.

[Tpu o6pazoBanuu mypuHoBbIX HyKIeoTuAOB I T® pacxonyercs Ha cunte3 AM®, a ATD - Ha
cunte3 'M®. TlepekpécTHOe HCMOJIB30BaHKWE MyPUHOBBIX HYKJIe0o3uATpudochaTtoB Ha 00pazoBaHUE
KOHEYHBIX MPOIYKTOB CUHTE3a MOMOTAET MOAIEPKUBATh B KJIETKAaX OalaHC aJIeHUJIOBBIX U I'yaHUJIOBBIX
HYKJICOTH/IOB.

[leyenp - OCHOBHOE MeCTO OOpa30BaHUS MYPUHOBBIX HYKJICOTHUJIOB, OTKyJa OHU MOTYT
NOCTyNaTh B TKAHH, HE CIIOCOOHBIE K MX CUHTE3Y: 3puTpouuThl, [11J] u yactuyno mMo3r.

OoOpa3zoBanue HyKJI€03u1 11- U TpUudochaTos

B 00pa3oBaHny HYKJIEMHOBBIX KHCIIOT, HEKOTOPHIX KO()EPMEHTOB U BO MHOTHUX CHHTETUYECKUX
polieccax HyKJICOTHAbl MCIOIb3YIOTCA B BUAE AU- U TpU(pOCchaTOB, CUHTE3 KOTOPBIX KaTaTU3UPYIOT
dbepmenTsl kiacca TpaHchepaz. AMD u I'M® npeppamarorcs B Hykjiaeosuaaudocdarsr (HIAD) c
MOMOIIBIO CIEIU(DUUHBIX K a30THCTOMY OCHOBaHHWIO HyKieosunMmoHodochatknaaz (HM®D-kuna3) u
AT®. Tak, anenunarkunasa (1) u ryaHwiaTkuHasza (2) KaTalu3upyroT PeaKiuu:

AMOD + AT® — 2 AJID (1)
IMOD + AT® —» I'1® + AJLD (2)

AneHunaTkMHa3a OCOOCHHO aKTHBHA B MEUYEHU U MBIIIIAX, TJI€ BHICOK YPOBEHb SHEPrOEMKHUX

nporeccoB. DyHKIUSA 3TOro (¢GepMeHTa 3aKII0YaeTcs B TOM, 4YTOOBI MOAJAEPKMBATH B TKAHIX

paBHOBECHE IyJia aICHUIOBBIX HYKI€OTUA0B: AM®D, A/[® u ATO.
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B3aumonpeBpaienuss Hykieo3uaaudochaToB U HYKICO3UATPUGPOCHATOB  OCYIIECTBIISET
Hykieosugaudocharkunaza. 1ot ¢depment B oranune oT HM®D-kumnaz o6mamaer MIMPOKOI
cyOcTpaTHOM cieliM(pUIHOCTHIO U, B YaCTHOCTH, MOKET KaTallM3UPOBATh PEAKIIUIO:

I'’'o + ATO - I'TO + AJID

[IpeBpamiennie AJI® B AT® npoucxoaut, B OCHOBHOM, 3a CUET OKHCIHUTEIHHOTO
dbochopunupoBaHusl UM B peaKIUAX CyOCTpaTHOro (ochopUIupOBaHUS TIIMKOJIU3A WA LIUTPATHOTO
UKJIA.

B. '"3anmacHble" nyTH CHHTe3a NYPHHOBBIX HYKJIECOTHAOB (peyTWIM3alusi Aa30THCTHIX
OCHOBAaHM M HYKJICO3H/I0B)

OrpomHbIe 3aTpaThl SHEPTUU AJISI CUHTE3a MYPUHOBBIX HYKJIEOTHIOB HE CIIOCOOHBI MOJHOCTHIO
obecreunTh cyOCTpaTaMy CHUHTE3 HYKJIEHHOBBIX KHUCJIOT B IEPUOJ TacTPYJSIMU U PAHHEro pocTa
pe6énka. IloTpeOHOCTh B OOJIBIIIOM KOJUYECTBE HYKJICOTHIOB MPUBEJIAa K PA3BUTHIO "3amacHbIX" MyTen
cuHTe3a 3TuX "moporux" mosekyn. HaumbOombiiee 3HaueHHe B 3TOM MpoOIECCE€ HMEIOT (EPMEHTHI,
OCYULIECTBJISIIOIIME MPEeBpalllEHNEe MYPUHOB B MOHOHYKJICOTHUBI C uctnonb3oBanueM OPJID kak noHopa
octatka (hochoprOo3Hl.

Cunre3 AM® u I'M® u3 aileHNHA U TYaHUHA

OP/|®-3aBucumoe  dochopuOO3UIMpPOBAaHUE  NYPUHOB  KaTaMM3UpyloT 2 ¢depMeHTa:
agenuHdochopudo3naTpancpepasa, orBeTcTBeHHass 3a  oOpasoBanue AMD (puc. 6) wu
runokcanTunryanundgocdopudozunrpancdepasa, kataauzupyromas oopazosanre UMD u MO u3
TUIIOKCAHTUHA U TyaHUHA COOTBETCTBEHHO (puc. 7).

Opnako B OpraHu3Me MpU JIIOOBIX CHUTyalMsX 3TOT MyTh CHHTE3a MyPUHOBBIX HYKJICOTHIOB,

MOJYYMBILINN Ha3BaHUE "MIyTh CIIACEHMs", UMEET BCIIOMOTaTEIbHOE 3HAUYCHHE.
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Puc. 7. ®ochopudo3ninpoBaHne ruMOKCAHTHHA U T'YaHUHA ¢ o0pa3oBanueM UM® u
I'M®.
HyxkJi1eo3uaknHa3bl
Hyxneo3uael, momydaromniyecss nmpyu KaTta0oJM3Me HYKIEWHOBBIX KHCIIOT W3 HYKJICOTHIOB MO
JEeWCTBUEM HYKJICO3HUa3, MOTYT MOBTOPHO (pocopuiiupoBathes, 00pas3yst HyKIe03u1-5'-MoHodochaThI

3a cu€t mepenoca y-pocharnoro octatka AT® Ha COOTBETCTBYIOMUN CyOCTpaT. ¥ MIICKOHMTAIOIINX
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TaKOW NyTh MOMNOJHEHHUS 3alacoB MYPUHOBBIX HYKJIEOTHJIOB B KJIETKE HE HMEET CYIIECTBEHHOIO
3HayeHus. OCHOBHBIM (DEPMEHTOM 3TON TPYIIBI SBISETCS aJ€HO3WHKHMHA3a, KOTOpas YCKOpSeET
peaKInIo:
Aneno3uH + AT® — AM® + AJ1®

N3 Bcex cmocoOOB  peyTWIM3allid  MyPUHOB  Hambosiee  aKTHBHA  T'MIIOKCAHTHH-
ryanuHdochopudozunTpanchepasnas peakius, nmockojibky UM®, oOpasyromuiics B 3TOH peakiuu,
BoBJekaeTrcs B cuHTe3 AM® n 'M®. Mcnonap30BaHKe T'MIIOKCAHTHHA U T'yaHUHA 10 3alaCHOMY ITyTH
CTAHOBUTCS KU3HEHHO BAXXHBIM COOBITHEM B KJIETKaX, HE CIOCOOHBIX K CHHTE3y IYyPHHOBBIX
HYKJIEOTHUI0B. 3HaueHue ajgeHuHdochopudo3mnTpanchepaspl B TOBTOPHOM HCIIOIb30BAHUU aJIEHUHA
MeHee CyIIeCTBeHHO. [10 cpaBHEHMIO C aJlecHO3MHOM KOJHMUYECTBO aJICHUHA B KJIETKaX Majo, a MepBbIi

BO3BpallacTCsd B (I)OHI[ HYKJICOTHUAOB C IIOMOIIIBIO aACHO3NHKWHA3EGI.

I'. Perynsiuus CHHTE3a MyPHUHOBBIX HYKJI€OTH/I0B

OCHOBHBIM MOKa3aTeneM, OT KOTOPOrO 3aBUCUT CHUHTE3 IIyPUHOBBIX HYKJIEOTUIOB, CIIYKHUT
koHUeHTpausa OPJ/{D, kotopas, B CBOKO O4Yepellb, 3aBUCUT OT CKOPOCTH €r0 CHHTE3a, YTUIIN3AUUU U
paspywmenus. Konmnyecrso @PID ompenensieTcst 10CTYIHOCTBIO prub030-9-pochata U aKTUBHOCTBIO
®PJI®- cuHTeTazpl — (epMeHTa, YYyBCTBUTENBHOIO K KOHILEHTpauuu ¢ochara U IMIypHUHOBBIX
HyKJ1eoTHA0B. BHyTpukierounas xonuentpamus POPJID crporo perynupyeTcss U OOBIYHO HHU3Kas.
OPJ|d-cuHTeTa3a — ajutoctepuyeckuii pepment. OH akTUBUpYeTCsa HeopranndeckuM dochartom (Pj) u
UHTUOUPYETCS MyPUHOBBIMU HYKJICO3UJ MOHO-, TU- U Tpudocharamu, KoTopbie MO 3PHEKTUBHOCTH
WHTMOMPOBaHUS PACIPENEIISIOTCS B CIEIYIOLEM MOPSIJIKE:

HM® > H/I® > HT® (puc. 8).
OPJ[D cayX uT HE TOIBKO CyOCTPATOM, HO M aJFIOCTEPUUYECKUM aKTHUBATOPOM BTOPOM peaKINH

CUHTE3a MyPUHOHYKJIEOTHAOB, KOTOPYIO KaTanu3upyet amuiopochopudo3untpanchepasa.
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Puc. 8. Pery/siuus CMHHTe3a MIyPUHOBBIX HYKJICOTHIO0B.
1 — ®P/1®-cunTeTasa; 2 — amuaodochopudo3unTpanchepasa;
3 — UM®-neruaporenasa; 4 — aIcHWIOCYKIIMHATCUHTETA3a.

[TypunoBbie HyKIEOTH B, 0cOOeHHO AM® u 'M® no mMexaHu3My OTpHUILIATEIBHOW OOpaTHOM
cBs3u  uHrHOMpyotr  amupodochopubosmnTpanchepasy, KoTopas  KaTalu3upyeT  NEPBYIO
crienuUUecKy0 peakIfuio CHHTE3a MyPUHOBBIX HYKJICOTHIOB.

Mertabonudeckas 1nenb oOpazoBanus AM®D u I'MO® perynupyercss Takxke B MecTe e€
paszBeTBieHUS: AM® WHrHOMpyeT aneHUIOCYKIIMHATCUHTETazy, a [ M® - peakumio oOpa3oBaHUS
KCAaHTUJIOBOM KHCIIOTBI, KOTOpYyr Karanusupyer MO neruaporenasa. IlepexkpEcTHas peryssiuus
nyTed ucnonab3oBaHuss UM® ciy)KUT AJisi CHUKEHUS CHHTE3a OJHOTO IMYPHUHOBOTO HYKJIEOTHAA MPU

neduImTe Ipyroro.
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[TomrMO (epMEHTOB OCHOBHOI'O MYTH CHUHTE3a ITYPUHOBBIX HYKJICOTHIOB, PETYIUPYETCS TaKKe
aKTUBHOCTH (pepMEeHTOB "3amacHbIX" myTeit: aneHuHpochopudosunTpanchepasza uaruoupyercss AMO,

a TUMOKCaHTUH-TyaHuH(pochopudo3unTpanchepasa - UMD u I'MD.

2. KATABOJIN3M ITYPUHOBBIX HYKJIEOTHU/IOB

VY 4denoBeka OCHOBHOM MPOAYKT KaTaboIM3Ma MypPUHOBBIX HYKJIEOTHAOB - MoueBas kuciora. Eé
oOpaszoBanre HAET MyTEM THAPOJMTHYECKOTO OTHIEIICHUS (OchaTHOTO OCTaTKa OT HYKJICOTHIIOB C
MOMOINBI0  HyKJeoTuaa3 wuin  ¢ocdatas, ¢dochoponuza N-TIMKO3UTHOW CBSI3M HYKICO3UIOB
nypuHHYKJIe0o3uipochopuiiazoi, MOCIEAYIOUIEro Ae3aMUHUPOBAHUS W OKUCJIEHHUS a30THCTBIX
OCHOBaHMH.

Or AM® u aneHo3MHa aMUHOTpyNNa yAaISeTcs THIPOJUTUYECKU aJ€HO3MHIE3aMUHA30M C
obpazoanueM UMD wunum unHo3mna. UMD u I'MOD mnpeBpamaroTcss COOTBETCTBEHHO B HMHO3WH H
TYaHO3WH TMOJ JAeilcTBHeM S’'-Hykineotunaswl. llypuHHykneosuadochopmiaza KaTaau3upyer
pacierienne N-TJIMKO3UIHOM CBSI3M B MHO3WHE W T'yaHO3MHE ¢ 00pa3zoBaHueM pubo30-1-docdara u
a30TUCTBIX OCHOBAaHWH: TyaHWHAa W THUNOKCAaHTWHA. ['yaHWH Hne3aMUHUPYETCS W TpeBpaliaeTcs B
KCAHTHH, a THUIOKCAHTUH OKHUCJISIETCSl B KCAaHTUH C T[IOMOIIbI0 KCAHTMHOKCHAA3bl, KOTOpas

KaTaJIM3UPYET U JalIbHEHIIee OKUCIICHNE KCAaHTHHA B MOYEBYIO KUCIIOTY (pHC. 9).
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Puc. 9. Katad0au3M nypuHOBBIX HYKJIE€OTH/I0B /10 MOY€BOH KHCJIOThI

Kcantunokcumaza — aspoOHasi OKCHIOpPEIYyKTa3a, MPOCTETUYECKasl TPyMIa KOTOPOH BKIIOYAET

3
noH Monubaena, xenesa (Fe”') u FAD. IlomoOHO ApyruM OKCHMAA3aM, OHAa OKHCHSET IypHMHBI
MOJIEKYJISIPHBIM KHCJIOPOJOM C O0Opa30BaHHMEM MEPOKCHIA BOJAOPOJAa. B 3HAYMTENbHBIX KOJIMYECTBAX

(dbepMeHT 0OHapY>KMUBAETCS TOJIBKO B MEYEHU U KUIICUHHKE.

258



MoueBass KHCIIOTa yJauseTcs W3 OpraHu3Ma I[JIaBHbIM 00pa3oM € MOYOMl M HEMHOIO Yepes3
KUIIEYHUK C (PeKanusiMHu. Y BCEX MIIEKOIMHUTAIOUINX, KPOME MPUMATOB M 4YeJOBeKa, UMeeTcss (hepMeHT
ypHKa3a, pacUIeIUIAIOIUNA MOUYEBYIO KUCIOTY ¢ 00pa30BaHMEM aJNIAaHTOMHA, XOPOLIO PaCTBOPUMOIO B
BOJIE.

AM(puOUM, NTULB W PENTWINH, TOJOOHO YENIOBEKY, JHIIEHbI YPHUKa3bl U 3KCKPETHPYIOT
MOUYEBYIO KUCJIOTY U T'yaHHH B KaU€CTBE KOHEUHBIX IPOAYKTOB OOMEHa.

MoueBas kucnota siBisercs ciaaboil kucnortoil. CoaepkaHue HEIUCCOLMUPOBAHHONW (HOPMBI U
coueii (yparoB) 3aBucut oT pH pactBopa. [Ipu ¢usnomornuecknx 3HaueHusx pH y MoueBON KHUCIOTHI
MOJKET JHUCCOLMMPOBATBHCS TOJNBKO OAMH HpoTOH u3 Tpéx (pH = 5,8), mosToMy B Oumosornyeckux
KHUJKOCTAX TPUCYTCTBYET KaK HEIUCCOLIMHMPOBAHHAs KHCIOTa B KOMIUIEKCE C OelKkaMu, Tak U e
HATpPUEBAs COJIb.

B cbIBOpOTKE KPOBU B HOpME COZIEPKaHUE MOYEBOM KUCHO0THI cocTasiser 0,15-0,47 mmonb/n unm

3-7 mr/mi. ExxecytouHo u3 opranusma BeiBogutcs oT 0,4 1o 0,6 T MOYEeBOW KUCIOTHI M YPaTOB.

3.I'HINEPYPUKEMUA U IOJAT'PA

Koraa B mmasMe KpoBM KOHILIEHTpalMs MOYEBOW KHCIOTHI IIPEBBIIAET HOPMY, TO BO3HHUKAET
TUIEPYPUKEMUSL.

BcenenctBue rumepypukeMHH MOXET pa3BUThCS Mojarpa — 3a0ojieBaHUE, MPU  KOTOPOM
KpUCTAJUIBl MOYEBOM KHCIOTBI M YpPaTOB OTKJIAABIBAIOTCA B CYCTABHBIX XpslLlaX, CHHOBHAJIBHOMN
000JI0UKe, TMOAKOKHOM KjeTyaTke ¢ oOpa3oBaHMEM MOJarpuueckux y3imoB, win TogdycoB. K
XapakTepHbIM NPU3HAKAM TONArpbl OTHOCAT ITOBTOPSIOIIMECS IIPUCTYIIBI OCTPOTO BOCHAJIECHUS
CyCTaBOB (Yallle BCEI0 MEJKUX) — TaK Ha3bIBAEMOI'0 OCTPOIO MOAATPUUECKOI0 apTpuTa. 3a00JeBaHHUE
MOXET IPOrPECCUPOBATH B XPOHUYECKUI NTOAATPUYECKUN apTPUT.

[TockonbKy NEHKOIUTHI (ParoUTUPYIOT KPUCTAIIbI YPaTOB, TO IPUYMHON BOCHATIECHHUS SIBISETCS

PaspymicHue JIN30COMAJIBHBIX MCM6paH HCﬁKOHHTOB KpucrtajajliaMu MOYEBOM KHCJIOTBI.
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OcBo6oIMBIIIMECS JTU30COMATBHBIE PEPMEHTBHI BHIXOJAT B IIUTO30JIb U PA3PYIIAIOT KIETKU, & MPOJAYKThI
KJIETOYHOTO KaTa0or3Ma BhI3BIBAIOT BOCTIAJICHHUE.

OO6mmii GpoHa CHLIBOPOTOYHBIX YpPAaTOB B HOpMe cocraBisieT ~1,2 ry myxuun u 0,6 ry
skeHiuH. [Ipu mogarpe 0e3 oOpa3zoBaHusi TOPYCOB KOJHUUECTBO YPAaTOB BO3pacraeT 1o 2-4 r, ay
MAIMEHTOB C TSOKEMOW GopmMoil 00Ie3HHU, COMTPOBOKIAIOIEHCS POCTOM TO(ycoB, MoxkeT gocturaTth 30
r.

[Tomarpa — pacmpoctpanénHoe 3abojeBaHue, B pa3HbIX cTpaHax eto ctpamatot ot 0,3 mo 1,7%
HaceJeHUs. A TIOCKOJIbKY CHIBOPOTOYHBIN (DOHJ yPaTOB y My KYHH B 2 pasza 0oJIbIlle, YeM Yy KEHIIIH, TO
oHU U 6oJieroT B 20 pa3 yaiiie, 4eM KEHIIHHBI.

Kak mnpaBuio, mojgarpa reHETUYECKH JIE€TEPMUHUPOBAHA M HOCUT ceMeWHbIM Xxapaktep. OHa
BbI3BaHa HapyleHusMu B pabore OPJID cuHTeTassl WM (PEPMEHTOB «3aMACHOIO» IyTH:
TMIIOKCAHTUHTYaHUH- WK afieHuHpochoprudoszmiTpancdepas.

K npyrum xapakTepHbIM TMPOSIBIEHUSM TIOAArphl OTHOCAT HE(PPOMATHIO, TMPU KOTOPOWM

Ha0II0/1aI0T 00pa30BaHUE ypPaTHBIX KAMHEW B MOYEBBIBOAAIIUX MyTsX (puc. 10).
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Liwmuamn-5-Tpucboccpar (LT®)

Hoaumopgusbie Bapuantsl ®PAPD cunTeTasbl

IMoaumopdubie BapuanTbl PPID cuHTETA3BI

AxtuBHOCTE  OPJI®  cuHTeTasbl, KaTaU3UpYyrOLIEH

oOpasoBanue

Puc.10.

CTpOTO

KOHTPOJIUPYETCA IMYPUHOBBIMUA HyKJIeotugamu. Myrtanuu B reHe DOPJ[D cuHTEeTaspl IpuUBEIn K
MOSIBJICHUIO TIOJIMMOP(HBIX BapHAHTOB (hepMEHTA, KOTOPhIE XapaKTePU3YIOTCS aHOMAJIbHBIM OTBETOM

Ha OOBIUHBIC PETYJATOPHBIE (haKTOPHI: KOHIIEHTpaIMi0 prub030-5-hocdara u nmypuHHykieoTuaoB. Kak
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npaBujIo, HaOmogaeTcsa cynepakTuBanus (epmenta. [lyprHOBbIE HYKICOTHABI CHHTE3UPYIOTCS CO
CKOPOCTBIO, TIOYTH HE3aBHCUMOW OT HYKI KIETKH. DTO BBI3BIBAET MHTMOMPOBAHUE 3aMACHBIX «ITyTeH
CHIaceHUus», yCUIeHHe KaTaboinu3Ma M30BITOYHOTO KOJUYECTBA HYKJICOTHIOB, MOBBIIICHUE TPOIYKIHH
MOYEBOW KUCJIOTHI, THIIEPYPUKEMHUIO U MTOJATPY.

[Tpumepno y 40% OonbHBIX 0AHOM U3 (opM ramKoreHo3a — Oone3nu ['upke (HEIOCTATOUHOCTH
TII0K030-6-(hocdaTaspl) comyTCTBYIOIIEH maTojiorued siBisercs nojarpa. CHUXEHHUE CIIOCOOHOCTH
NEYCHU CEKPEeTUPOBaTh TJIOKO3y B KpPOBb YBEIMUYMBAET WHCIIOJIB30BAHUE TJIOK030-6-pocdara B
neHTo3odochatHom myTtH. OOpa3yroTcs Oonbline KonuuecTBa pubo030-5-gocdara, KOTOpbie MOTYT

CTUMYJINPOBATDH MU30BITOYHBIN CHHTC3, a, CJICAJOBATCIBHO, U KaTa0O0JIN3M IMIYPHUHOBLIX HYKJIICOTUIOB.

HEJOCTATOYHOCTHh ®EPMEHTOB «3ATTIACHBIX IYTEN» CUHTE3A
ITYPUHOBBIX HYKJVIEOTH/IOB.
CHUHJIPOM JIEIIA-HUXEHA
B psane ciaydaeB mpUUMHON TUMEPYPUKEMHUHU, M30BITOUHON AKCKpPEIUH IYPUHOB C MOYOM H
HOJIarphl SIBJIAIOTCS. HAPYILIEHUS B paboTe (PEPMEHTOB IIYTH CIACEHUS» IIYPUHOBBIX OCHOBAHUH.
I'unokcanTuH-ryanuH-gpochopudo3un-Tpanchepasa KaTaaU3UPYET PEAKIUIO MPEBPAIICHUS
ryaHuHa W TUIMOKCAHTMHA B COOTBETCTBYIOIIME HYKJIEOTHAbI (puc.). OOHapykeHbl MoIuMOp(dHbIE
BapUaHThl TUIIOKCAaHTUH-TYaHUH-(ocPopudo3uia-TpaHchepasbl €O CHUKEHHOM (PEPMEHTATUBHOM
AKTUBHOCTBIO, YTO:
* YMEHBUIAET IMOBTOPHOE HCIOJIb30BAaHUE ITYPUHOBBIX OCHOBAaHHWW, M OHHU IPEBPAILAIOTCA B
MOYEBYIO KUCIIOTY;
* YBEJIMYMBAET CHUHTE3 IYPUHOBBIX HYKIECOTHJIOB H3-3a ciaboro wucnoib3oBanuss OP[D B
peaKkuMaX peyTWIN3alui U YBEJINYEHUS €ro KOHLIEHTPALUU B KIIETKE.
ANEHWIOBbIE W TYaHWUJIOBBIE HYKJICOTHABI OOpa3yloTCs B KOJMYECTBAX, IMPEBBHIMIAIOIINX

MOTPEOHOCTH KJIETOK, & 3TO CTIOCOOCTBYET YCHIICHHUIO WX KaTaOoJIu3Ma.
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Cungpom Jléma-Huxena — Tsxénas Qopma runepypukeMuu, KOTOpash HacienyeTcs Kak
PELECCUBHBIN NPU3HAK, CLEIUIEHHBIM ¢ X-XpOMOCOMOM, U IPOSIBIAETCS TOIBKO Y MaJIb4UKOB. bose3Hp
BbI3BaHA IIOJHBIM OTCYTCTBHEM AaKTHUBHOCTU THIIOKCAaHTUH-TyaHHH(ochopubosmiTpaHcepassl U
COIMpPOBOXKAAETCS TUNEPYPUKEMHUEN C COJEpKaHMEM MOYEBOM KHCIOTHI OoT 9 no 12 mr/ma, 4ro
IPEBBIIIAET PACTBOPUMOCTH YpaTOB NpH HOpMaibHOM pH mia3mbl. DKCKpeuuss MOYEBOM KHUCIOTHI Y
OonbHBIX ¢ cuHIpoMoM Jléma-Huxena npesbimaer 600 mr/cyT u TpeOyeT Ui BBIBEIEHUS 3TOTO
KOJM4ecTBa npoaykra He menee 2700 M Mouwm.

VY gereii ¢ NaHHOW MATOJNOTMEW B paHHEM BO3pacTe MOSBISAIOTCA TOQYCHI, ypaTHbIE KAMHU B
MOUEBBIBOAIMX MYTSIX M CEPbE3HBIE HEBPOJOTMYECKHE OTKJIOHEHMS, CONPOBOXKJIAIOLIUECS
HapyIlICHUEM pedd, LepeOpaJbHBIMH MapaluyaMi, CHIDKEHHEM HHTEIUIEKTa, CKIOHHOCTBIO K
HaHEeCeHMIo cebe yBeuuil (YKychl ry0, s3blKa, NajableB). B nepBble Mecslbl KU3HU HEBPOJOTMUYECKUE
paccTpoiicTBa He OOHApYKMBAIOTCS, HO Ha MENEHKAaX OTMEYAarOT PO30BbIE U OpPAHXKEBBIE IIATHA,
BbI3BaHHBIE MPUCYTCTBUEM B MOUY€ KPUCTAINIOB MOUEBOM KUCHOTHI. [Ipu oTCyTCcTBUYU NeueHns OOJbHbIE
noru6aroT B Bo3pacte 10 10 yeT u3-3a HapyleHus: QyHKIUHU OYEK.

[lonnass motepsi akTUBHOCTH aneHUHpochopubozunTpanchepaspl HE CTOJIb JApaMaTHYHA, Kak
OTCYTCTBHE TMIIOKCAaHTUH-TyaHUH(pocpopudo3unTpanchepasbl, OIHAKO U B 3TOM CilIydyae HapyLICHHUE
HOBTOPHOI'O MCIOJIb30BAaHUS aJ€HUHA BBI3bIBACT TMIEPYPUKEMHUIO U MOYEUHOKAMEHHYIO 00JI€3Hb, MIPU
KOTOpOii Habo1aeTcsi 00pa3oBaHUE KPUCTAIIOB 2,8-AUTUAPOKCHUAICHUHA.

OCHOBHBIM IpenapaToM, UCIOJIb3YEMBIM TUISL Je4eHus TUIEPYPUKEMUH,
SBJISIETCS AJVIONMYPHHOJ - CTPYKTYPHBIA aHAJIOI TUIIOKCAaHTUHA (pUC.). AJUIOMYPUHOJ OKa3bIBaeT
JIBOSIKOE JIEHCTBUE HA OOMEH MypUHOBBIX HYKJICOTHIOB:

* MHrUOMpYyeT KCAHTUHOKCUAA3y W OCTAHABIMBAET KaTabOIM3M MYPUHOB Ha CTaJuu
00pa30BaHMs TMIIOKCAHTHHA, PACTBOPUMOCTH KOTOporo noutu B 10 pa3 Beliie, 4eM MOUYEBOH
KUCIOThI. [leficTBue mpenapata Ha (EpMEHT OOBACHSAETCS TEM, UYTO CHaydaja OH, MOJ00HO
TMIIOKCAHTUHY, OKUCIIETCSA B THUAPOKCUITYPUHOJI, HO IIPU 3TOM OCTAETCS MPOYHO CBA3aHHBIM

C aKTMBHBIM LICHTPOM Q)epMeHTa, BbI3bIBAs €TI0 HHAKTHUBAIIUIO,
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e Oyayuu mceBrocyOCTpaTOM, aJUIOMYPUHON MOKET MPEBpallaThCsl B HYKIEOTHU]] MO
«3amacHoMy» myTu ¥ uHruouposarb OPJ D-cunTeTaszy u amuaodochopudozmnrpanchepasy,
BbI3bIBAasi TOPMOKEHUE CUHTE3a ITyPUHOB.

[Ipn nedeHun aionypuHOJIOM JeTerd ¢ cuHapomoM Jl€éma-Huxena ypaércs mpenoTBpaTUTh
pa3BUTHE MATOJIOTUYECKUX U3MEHEHUN B CyCTaBaX M MOYKAX, BHI3BAHHBIX THIEPIPOAYKIIUENH MOYEBOM
KHUCJIOTBI, HO TIpenapaT HE HW3JICUMBACT AHOMAJIUHU B IOBEJCHUHU, HEBPOJIOTMYECKUE U TICUXUYECKHE
pacCcTpoONCTBA.

I'MMMOYPUKEMUASA

['unoypukeMust ¥ BO3pOCIIAsi SKCKPEIUsl TUIMIOKCAHTUHA U KCAaHTHUHA MOXET OBbITh CIIEJICTBUEM
HEJOCTATOYHOCTH KCAaHTHMHOKCHJA3bl, BBI3BAHHON HapyLICHUSIMH B CTPYKType reHa 3TOro (epmeHTa,
100 Pe3yNbTaTOM MOBPEXKICHUS TIEUEHHU.

BUOCHUHTE3 IUPUMHU/INHOBBIX HYKJIEOTU/IOB

@DOoHJT TUPUMHUIUHOBBIX HYKJICOTHIOB, MOJOOHO IyPUHOBBIM, B OCHOBHOM CHHTE3UPYETCS W3
MPOCTHIX MPEANIECTBEHHUKOB U TOIbKO 10-20% oT 0011ero koiaumdecTBa 00pa3yercs MO «3armacHbIM
MyTSIM U3 a30TUCTHIX OCHOBAaHUU WJIM HYKJIEO3U/IOB.

4.0bMEH ITMPUMNINHOBBIX HYKVIEOTH10OB

B otrnuume ot cuHTE3a NypUHOB, rAe (OPMHUPOBAHHUE TIE€TEPOLMKIMYECKOTO OCHOBAHMS
OCYIIECTBIISIETCSl HA OocTaTke pub030-5-Pocdara, MUPUMUANHOBOE KOIbIIO CUHTE3UPYETCA U3 MPOCTHIX
NPEAIIeCTBeHHUKOB: TiyTamuHa, CO, U acnaparnHOBOM KUCIOTHI M 3aT€M CBSI3bIBAETCS C pub030-5-
docdarom, momyueHHbM oT OPJ[D.

[Tpouecc mporekaeT B LUTO30J€ KIETOK. CMHTE3 KIFOUEBOIO0 MUPUMUAMHOBOIO HYKJIEOTHAA -
YM® unér ¢ yuactuem 3 GepMEHTOB, 2 U3 KOTOPHIX MOTU(PYHKITMOHATBHBI.

OOpa3oBanue auruapooporara. Y MIEKONHUTAOMMX KIOYEBOH, PETYISITOPHON peakuue B
CUHTE3€ MUPUMHUIMHOBBIX HYKJICOTHUIOB SIBJISIETCA CUHTE3 KapOamowmndocdara u3z riayramuna, CO;, u
AT®, B peakuuu Karanusupyemoit kapoamouidocharcunrerazoit I (KDOC-I1) (puc. Ot bepesosa). B

peakuun NH,-rpynma kap6amomndocdara obOpasyeTcs 3a CU€T aMUIHOW TPYyNMbl TIyTaMUHA, YTO
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OTJIMYAET ATY PEAKIIMIO OT peaKIMu cCuHTe3a kapOamousdocdara B MUTOXOHJIPUSX B MIPOLIECCE CUHTE3a
MoueBUHbI U3 CO,2, NH3; 1 AT® ¢ yuactuem KOC-I.

Kap6amoundocdar, ucnonw3yrommuiicas Ha 00pa3oBaHME MNUPUMHAMHOBBIX HYKIIEOTHUIOB,
SBJIETCS] MIPOJYKTOM MOJIU(PYHKIHUOHATBHOTO (hepMeHTa, KOTOpbId Hapsiny ¢ akTuBHOCThIO KDC-I|
COJICPKUT KaTATUTHYECKUE TIEHTPHI aclapTaTTpaHCKapOaMOWIa3bl U JUTHAPOOPOTA3bl. DTOT (HEPMEHT
HazBau «KA/l-pepMeHT)» - 110 HayanbHbIM OykBaM (PEPMEHTATHBHBIX AKTUBHOCTEH, KOTOPBIMHU
00J1a1a10T OT/IETIbHBIC KATAIUTUYECKHE JTOMEHBI 3TOT0 Oenka. OObeNMHEHHE MEePBhIX TPEX (HepMEHTOB
METa0OJIMYECKOTO MyTH B €AUHBIN MOJU(YHKIIMOHATBHBI KOMIUIEKC TTO3BOJISET MCIOJIb30BaTh TOUTH
BECh CHHTE3MPOBAHHBIA B MEPBOM peakuuu kapOamousndocdaT Ha B3aUMOJEHCTBHUE C acmapTaToM U
oOpa3oBanue kapbamousacmapraTa, OT KOTOPOTO OTIIEIUIAETCS BOJa M 00pa3zyeTcs LUKINYECKHil
IPOJYKT — TUTHAPOOPOTAT.

Otmieruisisice ot KAJl-pepmenrta, auruapooporar mnoasepraercs neruapupoBanHuto NAD-
3aBHCHMOM JUTHUAPOOPOTATACTUAPOTEHA30M U MpEeBpaIlaeTcsi B CBOOOAHOE MUPUMHUINHOBOE OCHOBAHHE
— OPOTOBYIO KUCJIOTY, HJIA OPOTAT.

Oo0pa3oBanue YM®. B nwurozone opoTar cTaHOBHUTCS cyOcTpaToM OH(PYHKIIMOHATIHHOTO
dbepmenTa — YM®D-cuHTasbl, KoTopasi oOHapyx)uBaeT oporardocdopudosmnrpanchepaznyro u OMO-
nekapOOKCUIa3Hyl0 akTUBHOCTH. IlepBoHauanbHOo dochopubo3unbHblii  octaTok oT DOPD
MEPEeHOCUTCSI HA OpoTaT u o0pa3yeTcss HYKICOTHA — OpoTHAMH-S-MoHODochar (OMD),
nekapOOKCUIMPOBaHUE KOTOPOTO AaET ypuauH-S-MoHodochar (YMOD).

YM® npespamaercsa B YD u YT ¢ momomps pochorpanchepas:

YMO + ATO <=> V]I + AJ1D;
YD + ATO <=> VTD + A/1D.

BuocunTe3 MUTHAWIOBBIX HYKJEOTHAOB. [IpenimecTBeHHUKOM ITUTHAMIOBBIX HYKIJICOTHIOB
apisiercs Y T®. [Td-cunrerasza katanuzupyer amuaupoBanue YT®D ¢ obpa3zoBaHHEM LUTHIAWH-D-
tpudochara (I[TD):

M g2+
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YTO + I'me+AFS——> LT® + I'my + AJI® + P;
L T®-cunTeraza

5. CHHTE3 JE3OKCUPUBOHYKJIIEOTHUIOB

CuHre3 1e30KCUpUOOHYKICOTHAOB UAET C 3aMETHOM CKOPOCTBIO TOJIBKO B T€X KJIETKaX, KOTOPbIE
BCTynaioT B S-(pa3zy kieroyHoro 1ukia u rotoBarcs k cuHTtedy JIHK u nmenenuto. B mokosmuxcs
KJIETKaX J€30KCUHYKJIEOTHAbl MPAKTUYECKH OTCYTCTBYIOT. Bce JIe30KCHMHYKJIEOTHUIbI, KpoMe
TUMHUJIATIOBBIX, O0Pa3yroTCsS U3 PUOOHYKICOTHAOB IyTEM MpsiMOro BoccTaHoBieHus OH-rpymmbr y
BTOPOTO YTIIEPOTHOTO aToMa puO03bl B COCTaBe puOOHYKIICO3u U (0ochaToB 10 1€30KCHPUOO3HI.

A.

PUBOHYKJEOTHAPEAYKTA3HBIA KOMIIJIEKC

Peakumio  BoccraHoBieHusi puOonykineosugaudochar (PAD) B AE30KCHUIIPOU3BOJIHBIE
KaTalM3upyeT  pUOOHYKICOTUIIPEAYKTa3HbII  KOMILJIEKC, B  COCTaB  KOTOPOTO  BXOMST:
pubonykneotuapenykraza (PHP), Oemox TtuopemokcmH u  (EepMEHT THOPEIOKCHHPETYKTa3a,
o0ecreurBaroNINi pereHepalo BOCCTAHOBICHHONW (POPMBI THOPEIOKCHHA.

Jlist BoccTaHOBieHHST prOO3bI B 2-1€30KCHPHU003y TpeOyeTCcsi HaTu4usl JBYX aTOMOB BOJIOPOJA,
MCTOYHUKOM KOTOPBIX SIBJISIETCS BOCCTAHOBJIEHHBIM THOPEIOKCHUH, coliepKaliuii aBe cBoOoaHbie SH-

rpynibl. THOPEIOKCHH JIETKO OKHUCIISIETCS, MpeBpaliasich B AUCYIbOUaHyIo S-S — hopmy:

Tuopenoxcun-(SH), + PI® » Tuopenokcun-S, + dPJ1®
Pubonykneosuanudocdarpenykrasa

Jlnst ero BoccTaHOBIEHUST B cucTteMe umeercs crenuduuaeckuit ®AJ[-conepxanmii pepmMeHT

TUOPEAOKCUHpEeyKTa3a, Tpedyromas Hanuuus HAJ[OH:

Tuopenoxcun-S; + HAJIOH + H' » Tuopenokcun-(SH), + HAJI®"

TuopenokcuHpenykrasa

O0e cTaiu MOT'yT OBITH MMpCACTAaBJICHLI B BUJIC CXCMBI:
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bpate y bepesoBa

CuHTe3 TUMHUIWJIOBBIX  HYKJICOTHJOB, TIOMHMO  J€30KCHPHUOO3bI, TpeOyeT  HaIu4ue
METWJIMPOBAHHOTO TPOM3BOJIHOIO ypanwia — TuMHUHA. B  kimerkax wumeercs (QepMeHT —
TUMUAWIATCUHTA3a, KaTAIU3UPYIOIIasi METHIMPOBaHUE HE cBOOOaHOrO ypaimia, a dYM®. Jlonopom

. 5 110 . .
MeTtwibHOU rpymnmbl sBisieTcs NN -metunen-TI' @K, koTopas oJHOBpeMEHHO OTIAET U BOJAOPOIHBIMI
MNpPOTOH, MO3TOMY OJHUM K3 KOHEYHBIX MPOAYKTOB pEaKIUU SBISETCS HE TEeTparuapo-, a
muruapodomnmeBas kucinota (JII'®K). Ona BoccranaBnuBaercs no TI'®K mon nerictBuem HAJIDH-

3aBUCUMOMN AUTUAPOdOTIaATPETyKTa3bI:

IHpespamenue A1 ¥ Md g x TMdD

? : o
JIg HA ]
HNT TraK HN™ —CHa
o- J\ H s~ HAN®H + H* &=l |
N7 N NS CHTreH  ArdK ~N
[ g %
- - | i T =< -
(p} O HD‘-J\ /'.O._\\ | (F’J —O—HLC /,.O-»__\
AH HJ A\H  H/
t \L H H \ k H
éH H HO H
ayM® dTM®

N3 obpazorasmierocss TM® nytém docdotpanchdepaznbix peakiuii oopasyrorcs dTAD u dTTO.
«3AITACHBIE» ITYTU CUHTE3A
JAE3OKCUPUBOHYKJIEOTU10B
B ObicTpomensammuxcs KIETKaX HapsAy C CHHTE30M JI€30KCUHYKJICOTHUIOB C TMOMOIIbBIO
pUOOHYKIICOTHUAPEAYKTAa3HOTO  KOMILJIEKCAa W TUMUJWIATCUHTAa3bl  aKTUBUPYIOTCA  pEaKIIvu,
o0OecreunBarOINe TMOBTOPHOE HCIOJIB30BaHWE THMHHA U JIC3OKCHIIMTUIMHA B  PEaKIUsAX,
KaTaJu3upyeMbIX (epMeHTaMH «3amacHbIX» IMyTell W 00paTUMBIX peakiuil karabonmusma. Ilop
BIIMSTHUEM TUMUIUHGOCHOPUITAa3hl MPOTEKAST CISAYIOMIAs PEAKITHS:

Tumun + Jlezokcupuboza-1-pochar — Tumuaun + HzPO,
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TuMHIMHKMHA3a KAaTAIU3UPYET PEAKLINIO:

Tumugua + ATO — g TMO + AJID

JIe30KCUIIUTUIMHKWHA3a KaTaTU3UpyeT peakiuio oopazoBanus al|[MO:

He3okcumutuaud + AT® — alIM® + AJ1®

PET'YJISANUA CUHTE3A JESOKCUPUBOHYKJIEOTUIOB

Pubonykneotuapenykrasa, TAMUIAIATCUHTA3a U TUMUAMHKAHA3a — UHAYLHUPYEeMble (DepMEHTHI,
UX KOJMYECTBO B KJIETKE PETyJIUPYETCd HAa TEHETUYECKOM YPOBHE IO MEXAHU3MY WHIAYKIUU H
penpeccun. CuHTE3 3TUX OEJIKOB HAaYMHAET HapacTaTh B G1-Tiepuojie, TOCTUTAET MaKCUMyMa BO BpeMs
aktuBHOro cuHte3a JJHK, cHmxkasces npaktruecku 10 Hys B Go- 1 M-niepropl KJIETOYHOTO ITUKJIA.

B 10 xe Bpems aktuBHOCTH PHP monBep:keHa CIOXHOW amIOCTEPUUYECKOM pPEryNsilHH, C
MTOMOII[BI0 KOTOPOH JOCTUTaeTCs cOanaHcupoBaHHOe oopazoBanue Bcex THJID.

PHP ocymectBisier mociaenoBaTeibHOE BOCCTAHOBIIEHHE BceX pPHOOHYKICO3UAAUPOCPaTOB.
[IepBbIMH BOCCTAHABIMBAKOTCA NUPUMHUINHOBBIE HYKIEOTHAbI, a mnociaeauum - AAJID. nAJlD
dbochopunupyerca B 1AT®D, HakomlieHHEe KOTOPOTO MOJHOCTHIO MPEKpallaeT BOCCTAHOBJIIEHHE BCEX
OCTaJIbHBIX pUOOHYKIIC03UAIU(DOCPHATOB.

HAPYHIEHUA B PABOTE PHP,
BBI3BAHHBIE HEJOCTATOYHOCTBIO ®PEPMEHTOB KATABOJIN3MA
IHNYPUHHYKJ/IEO3UJI0OB

Anenosunaezamunaza  (AJIA) u nypunnykieosuadochopunaza (ITHD) yuactByror B
MPEBPAICHUN IYPUHOBBIX HYKIJIEO3HUJIOB B  Aa30TUCTBIE OCHOBaHUA. MX HEZOCTaTOYHOCTH
COTIPOBOXKIAETCS Pa3BUTHEM TSKENBIX (OPM UMMYHOACHHUITUTA.

HepocraToynoctb aJeHo3uHae3aMuHa3bl. AJIA KATAIU3UPYET TUAPOITUTAYECKOE
JI€3aMUHUPOBAHUE aJICHO3MHA U JE30KCHAICHO3NHA!

Anenosut + H,O — Muo3un + NH;

JHe3zokcuaaeno3un + H,O — Jle3okcunHo3uH + NHj
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®epmeHT AJIA 00HapYyKEH BO MHOTHX OpraHax M TKaHSX, OJTHAKO €ro HEJO0CTaTOYHOCTh MMEET
Haubosee TsDKENbIE MOCIENCTBUSA A KIETOK JuMmdonutapHoro psga. Huskas akTMBHOCTH 3TOTO
dbepmenTa Hapymaer npoiudepanuioo U co3peBaHue T- u B-num@ouuToB M cOnmpoBOXKIAETCS
TSOKETBIMU  (POPMAMM  KJIETOYHOTO W TyMOpaldbHOro uMMyHonaedumuta. Jletu, crpagaronige 3Tou
NaTOJIOTHEHN, KaK MpaBWiO, MOrHOal0T B paHHEM BO3pacTe OT OaKTepHAbHBIX, BUPYCHBIX WIIH
rprUOKOBBIX MH(EKITUH.

Tsoxénpie mocneacTBUS HeTOCTATOYHOCTH AJIA 00yCIIOBICHBI TEM, YTO MPU CHUKEHUU CKOPOCTU
JI€3aMUHUPOBAHUS AJCHUJIOBBIX M JI€30KCHAICHWIOBBIX HYKJIECOTHUJIOB B KJETKAX YBEIUYUBAETCS
koHneHTparuss JAT®, koropeiii uaruoupyer PHP. Oto Hapymaer cunte3 Bcex nHT® u nummaer
kiIeTku cyoctparoB g cunte3a JJHK. Jlns menum@ouuTapHbX KIETOK HeaocTtaTouyHOCcTh AJIA He
COMPOBOXKIAETCS HAPYUICHUSIMU METAa00IM3Ma B CBSI3U C TEM, YTO B HUX aKTHUBHO paboTaeT (ocdarasza
nAT®, koTopas npeaoTBpaIiaeT HakoIieHHe oCHOBHOTO nHruoutopa PHP - nAT®.

depmeHT 00NamaeT TPYNNOBOM CyOCTpaTHOW CHEU(GUIHOCTHIO W WCMOJB3YEeT B KauyeCTBE
cyOCTpaTOB HEKOTOPbHIE MPOU3BOHBIE aJICHO3MHA, KOTOPHIE MTPUMEHSIOTCS B TEPAlUK OHKOJOTUYECKHUX
¥ IPOTUBOBHUPYCHBIX 3a00JIeBaHU (aIeHO3UMHApa-OMHO3U A, POPMUTINH).

HenocraTounocts nypunnykiaeosuadochopuiaazsl (ITHD). [THO katanuzupyer dochoponns
IYPUHOBBIX PUOO- U €30KCUPUOOHYKIICO3U0B C OCBOOOXKIEHUEM a30TUCTHIX OCHOBAHWUNA M PUO030-
i ne30kcupr0o30-1-pocdara. Cyderparamu ciayxaT ryaHO3UH, A€30KCUTYaHO3UH U UHO3MH:

Hyxkneosun + H3PO4 — A3zotucroe ocHoBanue + Pu6o3o-1-docdar

®epMeHT OOHapy>KE€H BO MHOTHMX OpraHax M TKaHfAX, HO OCOOEHHO aKTUBEH B KIIETKax-
npeaiecTBeHHUKax T-TMMQpOLUTOB B MpOIlECCe UX CO3peBaHUsA B TuMyce. [Ipu HaciaencTBeHHOM
HEJIOCTAaTOYHOCTU MypUHHYKIeo3uaA(ocopuiaspl, BbHI3BAHHON TE€HHBIMH MYTAlUsIMH, B KpPOBU
CHIDKaeTcs o00pa3oBaHHWE W KOJMYECTBO 3penbix T-mumdouurtoB. Hapymenuwe cospeBanus T-
JMM(GOIUTOB  BBI3BAHO TE€M, YTO B OTHUX KJIETKAaX BBICOKOW AaKTUBHOCTHIO  O0iamaer
JI€30KCUT'yaHO3WHKHHA3a, & 3TO MPUBOAUT K HakoruieHuto Al TP B KOHUEHTpAIUsIX, KOTOpbIE, MOJ0OHO

TAT®, uarudupyror PHP.
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VY nereil CHUXKEH KJIETOYHBII UMMYHHUTET, XOTSI TYMOPAJIbHbII UMMYHUTET HE CTPAJIACT, TAK Kak
B B-muMmdonuTax me30KCUTryaHO3WHKHMHA3a MalloakThBHa W HakomieHus nl' Td B Tokcuueckmx
KOHIICHTPAIUAX HE OTMEYAIOT.

Bonesns, Be3BanHas HepocTaTrouHOCTRIO [THD, xXapakTepusyercsa 6osee JErKUM TEUCHUEM, YEM

0one3Hb, 00ycnoBneHHas nepuuurom AJIA.

YACTH 11
PET'YJISIIIVSI OBMEHA BEIIECTB U ®YHKIIAN
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I'maBa 9. TOPMOHbI
OBIIMUE ACHEKTHI SHIOKPUHHOM PETYJIAIINN
KIACCUPUKALIUA SJHIOKPUHHBIX 'TOPMOHOB

[To xumMuyeckoil NpUpoOAE SHAOKPUHHBIE TOPMOHBI JENATCS HA TPU T[PYHNbl: MNENTUIHBIE
(OenmkoBBI€), CTEPOMIIHBIE W HEMENTUAHBIC TPOWU3BOJHBIE AMHHOKHUCIOT. [lapakpwHHBIE TOPMOHBI
ropaszo 0osiee pa3HOOOpa3HbI.

JIJist Bc€X TOPMOHOB TEPBBIM 3BEHOM TIE€pEayd CUTHAJIA CIY>KHT B3aUMOJICHCTBUE C OEIKOM-
peLenTopoM, MpUYEM ISl KaXXJI0ro TOPMOHA CYIIECTBYET CBOMl peuentop. CBs3bIBaHHE TOPMOHA C
pEeLenTopoM — TMpoliecc OOpaTUMBIM; KOJIMYECTBO 3aHATHIX PELENTOPOB MNPSMO MPONOPLHUOHATIBHO
KOHIEHTPAIMX TOPMOHA B KPOBH.

[lo mMexaHW3My mneperadyd CHUTHajla B KIETKY-MUIIEHb TOPMOHBI MOXHO pa3AeiNTh Ha JIBE
TPYIIIBL.

IIepByto rpynny COCTaBIAOT MENTUAHBIE TOPMOHBI U aIpeHAINH. X penenTopsl pacroaokKeHbl
Ha HApY>KHOM MOBEPXHOCTH IJIa3MaTUYECKOH MeMOpaHbl, U TOPMOH BHYTPh KJIETKH HE IPOHUKAET. ITH
TOpMOHBI (TIEpBbIE BECTHUKH CHUTHAJIA) MEPEJAIOT CUTHAJN IOCPEJICTBOM BTOPOrO BECTHUKA, POJb
KOTOporo BbIMOJNHIIOT HAM®, nul'M®, unoszutrontpudocdar, HOHBI Ca”. Tlocie MIPUCOEINHEHUS
TOPMOHA K pELENTOpy CIEAyeT LeNb COOBITUM, H3MEHSIOIMMX METAa00JIU3M KIETKH (Hampumep,
BKJIFOYAETCS KACKATHBIN MEXaHU3M MOOWIM3AINY TJIMKOTeHA | T.11.).

Jpyryto rpynmny COCTaBJISIOT CTEPOUJIHBIE TOPMOHBI U THUPOKCHH. Penentopel 3TUX TOPMOHOB
HaXOJATCSl B IUTO30JI€ KJIETKU. | OpPMOH MPOHHUKAET U3 KPOBU B KIIETKY, COEJUHSETCA C PELENTOPOM H
BMECTE€ C HHUM TPAHCIOPTUPYETCA B SAPO, WIM CHadajlla MPOHUKAET B AP0, TJIE€ COCIUHSETCS C
pEeLEenTOpOM.

B sapo moker mepemaBaThCsi M CHUTHATl TOPMOHOB, JEHCTBYIOIIMX Yepe3 MeMOpaHHBIC
peLEenTOpbl — HEKOTOPBIX MENTUIHBIX HIOKPUHHBIX TOPMOHOB (MHCYJIMH, TOPMOH POCTa U JAp.) U BCEX
UTOKMHOB. B 0JTHOM M3 ME€XaHHW3MOB TaKOH Nepeaayr CUrHajla y4acTBYIOT MPOTEMHKUHA3bI 0CO00T0

cemeiicTBa, monyuuBmiue HasBanuwe SHyc-kuHa3bl (JAK)(momoOHO Oory npeBHUX pumisH SHycCy,
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HUMCKOT [JBa

UTOIJIA3MAaTUYECKOW dacTu peuentopa npucoenunserca JAK,

«J1aa»

JIBa aKTUBHBIX ILieHTpa). Korma pementop cBsi3aH € TOPMOHOM, K

U TpU OTOM AKTUBUPYETCS:

dbochopunupyer HeKOTOpble THPO3UHOBBIE OCTATKU U PEIENTOpa, U CBOoei MoJekynsl (puc. 13.1).

T'opmon
N2

@ TICAT-OH

MICAT-P

(TICAT-P),

- —
-

g ~—
- Aapo™

(IICAT-P),

|

MPHEK

Puc. 13.1. MNepenava curHana
OT MembpaHHOoro peuenTopa B
a0po

B pesynbraTe sToro komiuiekc peuentop-JAKmpuoOpeTaeT CpoAaCTBO K JIPYTrMM MOJEKyIam

IIUTO30JI1 — MepeHocunkaM curHana u akrtuBaropam TpaHckpunuuu (IICAT). JAKdochopumupyer

[ICAT, nocne yero [ICAT numepusyercs, a TuMep MOXKET IPOXOIUTh Yepe3 SIEPHYI0 MeMOpaHy; B

AAPE AUMEP MPUCOCIUHACTCS K C-)HXQ,HCCpaMOHpCI[CJIéHHI)IX I'CHOB U CTUMYJIHUPYCT TPAHCKPHUIILHUIO OTHUX

T'CHOB.

Ecnu peuentop umeer coOCTBEHHYIO TUPO3UHKUHA3HYIO aKTUBHOCTb, KaK, HAIPUMEp, PELIETITOP

WHCYJIMHA, TO CUTHAJI B SIAPO MOXKET nepeaaBarhbes 6e3 yuactus JAK.

Haubonbmmii uHTEpEeC MpeacTaBisieT Kiaccu(uKais TOPMOHOB 110 OHOJIOTHYECKUM (YHKIUSIM.

Kaxxp1ii ropMOH M3MEHSET MEeTa0O0IM3M crielupruaeckuM o0pa3oM U He 00s3aTeIbLHO ACHCTBYET Ha BCE

opratbl. MI30MpaTtenbHOCTh JEHCTBUS TOPMOHOB HAa OpPTraHbl OMpPeAesieTcsd HATMYUEM WM OTCYTCTBHEM

peucuTopoOB A AAHHOI'O ITOPMOHA B KJICTKAX OpraHa. KpOMe TOr'0, OTBCT PA3HBIX OPraHOB AAKC Ha
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OJIMH U TOT € TOPMOH MOKET OBbITh PAa3JIMYHBIM B CBSI3U CO Clienuanu3anueil kietok. Hampumep,
TJIABHBIA PE3yJIbTAT ACHCTBUS aJpeHaINHa Ha KJIETKHA MEYCHU — YCUIICHUE MOOMIN3alliY TIIMKOTeHa, a
Ha KJIETKH KUPOBOM TKaHU — YCHIJICHHE MOOMIIN3ALUU KUPOB.

[To 6uonornyeckum (PyHKIIUSIM TOPMOHBI MOKHO Pa3JEIUTh Ha CIEAYIOIINE TPYIIIbL:

1. Perymupyrormue oOMEH yIJIeBOJOB, JKHPOB, AaMHUHOKHCIIOT: WHCYJIWH, TJIIOKAroH,
aJipeHaJIuH, TIIIOKOKOPTUKOCTEPOUIbI (KOPTU30II).

2. Perynupyromue BOIHO-COJEBON OOMEH: MHMHEPATOKOPTUKOCTEPOUIBI (aJbJOCTEPOH),
AHTUANYPETUUECKUI TOPMOH (Ba30IPECCHH).

3. Perymupytomue ooMeH kaibius U pocdaToB: maparropMoH, KaJbLIUTOHUH, KaJbIIUTPUOT
(mpom3BoaHOE BUTamMuHA Dj3).

4, Perynupytoniye oOMeH BEIIECTB, CBA3AHHBIM C pPENpPOAYKTHBHOW (GyHKUMEW (IOJOBBIE
TOPMOHBI): 3CTPAAUOI, IPOTECTEPOH, TECTOCTEPOH.

d. Perynupyromue GbyHKIMHA SHIOKPUHHBIX KeIE3 (TPOIHBIE TOPMOHBI): KOPTHUKOTPOIIHH,
TUPOTPONUH, TOHAJAOTPOIIHH.

CBSI3b MEXKY DHIOKPUHHOM 1 HEPBHON CUCTEMOH

Hekotopble TOpMOHBI 4YeNOBEKa M CBS3b DHJIOKPUHHOM CHCTEMBI C HEPBHOM CHCTEMOM
npeacraBienbl Ha puc. 13.2. Tlox mpsMbIM KOHTPOJEM HEPBHOM CHCTEMBI HAaXOHSTCS MO3TOBOE
BEII[ECTBO HAJIMOYCUYHUKOB W THUIIOTAJIaMyC; APYTHE SHIAOKPHHHBIC >KENe3bl CBS3aHBI C HEPBHOU
CHUCTEMOI OIOCPEeIOBaHHO, Yepe3 TOPMOHBI rumoTanamyca W runodusa. B kierkax runorajiamyca
CHUHTE3UPYIOTCS OCOObIE MENTHABl — JTUOCPUHBI (PUIU3UHT-TOPMOHBI). B OTBEeT Ha BO30YXKIeHUE
ompeneEHHBIX IIEHTPOB MO3Ta JHOEPUHBI OCBOOOXKMAIOTCS M3 AaKCOHOB HEPBHBIX KIIETOK
TUIOTAJIaMyCca, OKAaHYMBAIOIIMUXCA B TUNO(HU3E, U CTUMYIHPYIOT CHHTE3 W BBIJEICHUE TPOIHBIX
TOPMOHOB KJIeTkamu Tunodusza. Hapsay ¢ nubepuHamu, B TUNoTaiaMyce BbIPaOaThIBAIOTCS CTATHUHBI,

WHTUOUPYIOIIUE CUHTE3 U CEKPEIIMI0 TOPMOHOB runodusa.
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| IenTpanbnas HepBHAA CHCTEMA J

P |
="} Hepstibie cBsiaun

H

{

I'unoranamyc

Hepoubte cogan__ ..~

Antuauype-

Moar FOPMOH
JIubepuiivl, cTaTHHBI
5
i

MuplLsl MATKH,
Oxeunronui MOJIOUHBIX JKeJie3

Y
Tunogus Menanorur-

I TOPMOH

[Mponaktui === MoJtoutibie JxKenesst

[lepenusasa mons

ComatoTponun

JIOTCHHH3U- MosnukyJo-
Koprukorpounn  TupoTponus pYIOLULHH CTHMYJIMPYIOULHH
H H ropmMon ropMon
H e et
i i P e
A ¥ ' Yo ~a¥
Moarasoe Kopa [utoBuaHAS
BELIECTBO p AvyHuKkH CeMeHHHKH

HaJAlMMOYEYHHKOB ZKelieda

HaaANO4Ye4YHHKOB|

' ' . . '

AIPEHAJIHH KOPTH30J THUPOKCHH 3CTPOIEHBI AHAPOTEHBI

Puc. 13.2. CBs3b 2HAOKPUHHON U HEPBHOU CHUCTEM.
CrtonrHbIe CTpeK 0003HAYAIOT CUHTE3 U CEKPEIMIO TOPMOHA, MTyHKTUPHBIE — BIIMSHHC
rOpMOHA Ha OPTaHbI-MHUIIICHU

Knaccudukanus TopMOHOB MO OHWONOTMYECKMM (QYHKIUMSM B HM3BECTHOW CTEIEHHM YCIOBHA,
MOCKOJIbKY MHOTHE TOPMOHBI NOMUGYHKIMOHAIRHEL. Hampumep, aapeHannH W HOpaApeHATUH
PETYIUPYIOT HE TOJIBKO OOMEH YIJIEBOJIOB W JKHPOB, HO U YaCTOTy CEPJICYHBIX COKpPAIICHUMH,
COKpAIIIeHHE TJIAJKUX MBIIII, KPOBSIHOE JaBlieHue. B 4acTHOCTH, MO 3TOW MpUYMHE MHOTHE TOPMOHBI,
0COOEHHO MapaKpUHHbIE, HE YAAETCS KIacCU(DUIIMPOBATH MO OUOIOTHIECKUM (DYHKITHSIM.

N3meHeHHUs1 KOHIIEHTPALIMA TOPMOHOB B KPOBH

K -6 10-L1

OHIIEHTpallUsi TOPMOHOB B KpoBM HH3Kas, nopsaaka 107-10"" mons/n. Bpems monyxusHu B

KPOBU H3MEPSETCS MHUHYTAMH, JJII HEKOTOPBIX TOPMOHOB — JECATKAMH MHHYT, PEXKE — YacCaMH.
VYBenuueHue KOHIIEHTPAllMM TOPMOHA B KPOBH IPH JAEHCTBUU COOTBETCTBYIOIIETO CTUMYJIA 3aBUCHUT OT
YBEJIIMYEHUS] CKOPOCTH CHHTE3a FOPMOHA MU CKOPOCTH CEKPEIMH YKE MMEIOLIEroCsl B 3HJOKPUHHOM

KJICTKC T'OPMOHA.
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CrepouiHble TOPMOHBI MPEACTABISAIOT CO00M TUNO(PUIbHBIE BEUIECTBA, JIETKO MPOHUKAIOIINE
4yepe3 KIeTOYHble MeMmOpaHbl. [103TOMy OHM HE HAKalUIMBAIOTCS B KJIETKaX, W TOBBINICHUE WX
KOHIIEHTPAIMU B KPOBH OIPENIEIACTCS YBEIUUEHUEM CKOPOCTH CHUHTE3A.

[lenTuaHbIE TOPMOHBI BBIACISIIOTCS B KPOBb MPU YYAaCTHH CIIELIMATBHBIX MEXAHU3MOB CEKPELIMH.
OTHU TOPMOHBI MOCIIE UX CHUHTE3a BKIIOYAIOTCS B CEKPETOPHBIE I'PaHyJbl — MEMOpaHHbIE MY3bIPHKH,
oOpazyroluecs B IUIACTUHYATOM KOMIUIEKCE; TOPMOH OCBOOOXKIAeTCS B KPOBb IMYTEM CIMSIHUS
TpaHyJbl C TUIA3MAaTUYECKON MEMOpaHOW KIETKH (9K301uT03). CHHTE3 TOPMOHOB MPOUCXOTUT OBICTPO
(HampuMep, MOJIeKyJla IPOMHCYJMHA CHUHTE3UpyeTcs 3a 1-2 MuH), B TO BpeMsi Kak oOpa3oBaHHUE U
CO3pEBAaHME CEKPETOPHBIX TIpaHysl TpeOyrT OoJiblllero BpeMeHH — 1-2 4. 3amacaHue TOpMOHa B
CEKPETOPHBIX IrpaHyiax 00ecleunBaeT ObICTPYIO PEAKIMI0 OpraHu3Ma Ha JEUCTBUE CTUMYJIA: CTUMYII
YCKOPSIET CIIUSAHKUE TPAHYJI C MEMOpPaHOH U OCBOOOXKIEHHUE 3alIaCEHHOTO TOPMOHA B KPOBb.

JHAOKPUHHOE, MIAPAKPHHHOEH ayTOKPUHHOE 1eHCTBHE TOPMOHOB

l'opMmoHBI mepenaroT curHain NyTéM MepeHoca B KPOBOTOKE OT MecTa CHHTE3a 10 KIIETOK-
muieHeil. B 3ToM ciydae roBopsAT 00 IHAOKPUHHOM AelicTBHM (Hanmpumep,uHCY/IHMH). B ciydae
TKaHEBBIX TOPMOHOB(IIAPATTOPMOH) JIOKAJIBHOTO JACHCTBUS, KOTJa KJIETKU-MUIIEHU PACIOJIOKEHbI B
HEIMOCPEJICTBEHHONW OJIM30CTH K CEKPETOPHBIM KJIETKaM, TOBOPSIT O MNAPAKPUHHOM JAelCTBHU
(HanpuMep,roOpMOHBI JKETYTOYHO-KHUILIEYHOTO TpakTa).Korja curHanbHble BEIeCTBA MPOAYLIUPYIOTCS U
YTUIN3UPYIOTCS B caMux KJIETKaX, TOBOPSIT 00 ayTOKPUHHOM NeHCTBUH
(Hanpumep,ipocTarianauHbl ). MTHCYIHH,00pa3yeMblii B-KIETKaMH ITOIKEITYIOUHON KeJe3bl, OKa3bIBaCT
KaK JHJIOKPUHHOE, TaK W MapakpuHHOE AeiicTBhe. Takoil crmocod ASHCTBUS XapaKTepeH I MHOTHX
ropMoHOB. Kak TOpMOH 3HJOKPUHHOTO ACHCTBHS MHCYJIUH MPUHUMAET y4acTHE B PEryisiliiu oOMeHa
KUPOB M TIOKO3bl. [lo MexaHu3My mapakpuHHOTO JEHCTBUA MHCYJIWH WHTHOMpYET 0Opa3oBaHUE U
CEKPEIHIO MIIOKAaroHao-KJIETKaMH MOKEITyI0UYHON KETEe3bl.

ITapakpyHHBIE TOPMOHBI

[IUTOKMHBI — 3TO CUTHAJIbHBIE MOJIEKYJIbI TAPAKPUHHOTO U ayTOKPUHHOIO JIEWCTBUSA; B KPOBH B

(U3HOIOTUYECKH aKTHBHOM KOHIICHTPAIIMH MMPAKTUYCCKU HE ObIBAIOT (MCKIIOUEHUE — UHTEPICHKHUH-1).
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N3BeCTHBI IECATKH Pa3HBIX IUTOKMHOB. K HUM OTHOCSTCS MHTEPJICUKHUHBI (TUM(POKHUHBI U MOHOKHHBI),
uHTEepPEPOHBbI, TENTUAHBIE (AKTOPBl pPOCTa, KOJOHHECTHMYIupyomue Qakrtopsl. [{UTOKUHBI
MPEACTaBIAIOT coOol  TMKOmpoTenHbl, coaepxkamue 100-200 aMHUHOKHUCIOTHBIX  OCTaTKOB.
BonbIIMHCTBO IMTOKMHOB 00pa3yeTcs U JEUCTBYET BO MHOTUX THIIAaX KJIETOK U pearupyeT Ha pasHbIe
CTUMYJIBI, BKIIIOUasi MEXaHHUUECKOE MOBPEXKICHHIE, BUPYCHYIO HH(DEKITHNIO, META00IMUECKIEe HAPYIIICHUS
u jap. Hckmouenne cocrapisor uHTepiedkuabl (MJI-lo u WJI-1B) — ux CcHHTE3 peryaupyercs
crienu(UIeCKIMU CUTHAJIAMU U B HEOOJIBIIIOM KOJIMYECTBE TUIIOB KIICTOK.

[luTokUHBI JEHCTBYIOT Ha KJIETKH 4dYepe3 crhenuduyuecknue MeMOpaHHBIE PEIenTophl |
NPOTEMHKUHA3HBIC KACKaJlbl, B PE3YyJbTaTe aKTUBUPYIOTCS (PAKTOPBI TPAHCKPHUIIUNA —3HXAHCEPHl WM
caljeHcephl, OCJKU, KOTOphIE TPAHCHOPTUPYIOTCS B SAPO KIETKH, HAXOJAT CHCIH(PUICCKYIO
nocienoBatenbHocTh JIHK B mpomMoTope reHa, SBISIOMIETOCS MHIICHBIO JAHHOTO IUTOKWHA, U
AKTUBUPYIOT WY MOJABIISIOT TPAHCKPUIIIUIO TeHA.

[{uTOKMHBI y4YacCTBYIOT B perysiuu nposudepanuu, guddepeHIpOBKY, XEeMOTaKcuca,
CEKpECIMH, aroITo3a, BOCHAIUTCIBHON peakiuu. Tpanchopmupyromuii ¢aktop pocra (TDP-B)
CTUMYJIUPYET CUHTE3 U CEKPEIHI0 KOMIIOHEHTOB MEXKJICTOYHOTO MaTPUKCa, POCT U MPOIHQeparnio
KJIETOK, CHHTE3 JIPYTUX IIUTOKHUHOB.

[{UTOKUHBI MMEIOT TEePEKPHIBAIOIIYIOCS, HO BCE K€ pPa3Hyl0 OHOJIOTHYECKYIO AaKTHBHOCTD.
Kietkn pasHbIX THUTIOB, WM pa3HOW cTeneHu AU EepeHIIMPOBAaHHOCTH, WIIM HAXOSAIIUECS B PA3HOM
(GYHKIIMOHATBLHOM COCTOSTHUM MOTYT IO-Pa3HOMY pearupoBaTh Ha OJIMH U TOT )K€ ITUTOKHUH.

JiK03aHOU/IbI

ApaxuioHOBas KHCIIOTa, WIIM 3iiko3aTeTpacHoBas, 20:4 (5, 8, 11, 14), naér Hadamo OOJbIION
TpyIIe MapakKpUHHBIX TOPMOHOB —3HWKO3aHOUJOB. ApaxuOHOBAs KHUCIJIOTA, MOCTyMAoIIas ¢ MUIeh
WM 00pa3yromiascs W3 JMHOJEBOM KHUCIIOTHI, BKIIOYAETCS B COCTaB MeMOpaHHBIX (OCHOIUNUIOB U
MOXET OCBOOOXIAThCSI W3 HHUX B pesyibTare AehcTBus (ocdonunazsl A,. [lamee B 1uTo305€
00pa3yrores 3iiko3aHouabl(puc. 13.4).

Puc. 13.4. Hukonaes, 385 ctp.
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Pasmuyaror Tpu rpymmbl  9Miko3aHouaoB: mpocraraanauabl  (PG), TpomOokcanbl (TX),
neiikotpueHbl(LT). Difko3aHouIbl 00pa3yroTcs B OYCHb MAJIBIX KOJMYECTBAX, U UMEIOT, KaK MPaBUIIO,
KOPOTKOE BpeMsl >KM3HU — U3MEPSEMOE MHUHYTaMU WA JaXKe CEKyHIaMHu.

B pa3HbIX TKaHSX W pa3HbIX CUTyalUsX 0OpaszyloTCs HEOJIMHAKOBBbIE SHKO3aHOMbI. DyHKIMM
311K03aHOUI0B MHOT00OpPa3Hbl. OHU BBI3BIBAIOT COKPAILIEHUE TVIAJKUX MBIIII U CY>KEHHE KPOBEHOCHBIX
cocynoB (PGF;a, cuHTe3upyercst MoYTH BO BCEX OpraHax) WM, Ha000pOT, — pacciaadiecHUe TIIagKuX
meimt; W pacmupenue cocynoB (PGE,, cunTesupyercs Toke B OOJIBIIMHCTBE OPTaHOB).
PGl,cunTe3upyeTcss B OCHOBHOM B OJHJAOTEIHWU COCYJOB, MOJABISET arperamnudio TPOMOOIUTOB,
pacumpsieT cocyabl. Tpombokcan TXA cuHTE3upyeTcs B OCHOBHOM B TPOMOOIIMTAX U JEHCTBYET TOXKE
Ha TPOMOOIMTHI — CTUMYJIUPYET MX arperauuio (ayTOKPUHHBIA MEXaHU3M) B OOJIACTH MOBPEKICHHUS
cocyna. On xe, TpoMOokcan TXA,, cyxkaeT coCylibl U OpOHXH, IEUCTBYS HA IJ1aJKOMBIIICYHbIC KIETKU
(mapakpHUHHBIA MEXaHU3M).

DONKO3aHOUBI IEUCTBYIOT Ha KJIETKU-MUILIEHHU uepe3 creunduueckue MeMOpaHHbIE pPEeLEnTOPHI.
CoeauHeHnue dHKO3aHOMAA C  PELENTOPOM  BKJIIOYAeT MEXaHU3M  00pa3oBaHUsI  BTOPOTO
(BHYTPHKJIETOYHOI'0) BECTHHKA CUTHANA; UM MOTYT ObITh HAM®, nl M®, unosutontpudocdar, HOHbI
Ca®*. DiiKo3aHOMIBI, HAPSAY C APYTMMH (aKTOpaMu (THCTAMHH, MHTEPICHKHH-1, TPOMOHH U mp.),
Y4acTBYIOT B pa3BUTUU BOCHAIMTENbHON peakiuu.BocnaneHne — ecTecTBEHHas peakuus Ha
NOBPEXKACHUE TKaHEH, HauaJdbHOE 3BEHO 3axuBieHHs. OJHAKO MHOTJA BOCHaJeHUE ObIBaeT
YpEe3MEPHBIM WJIM CIUIIKOM MPOJOJDKATEIBHBIM, U TOTJAa OHO CaMO CTAHOBUTCS MAaTOJOTHYECKUM
nporeccoM, 001e3HbI0, U TpeOyeT jeueHus. [ TedeHnst TaKUX COCTOSIHUM MPUMEHSIOT UHTHOUTOPHI
CUHTE3a 3MK03aHOHUI0B. KOPTH30JI M €ro CHHTETUYECKHE aHAJOTH (AEKCaMETa30H U Ap.) UHAYLHPYIOT
CHHTE3 OEJIKOB JIMIIOKOPTUHOB, KOTOpble MHTHOUpYIOT dochonumnazy A, (cMm. puc. 13.4). AcnupuH

(HECcTEepOoUHOE MPOTUBOBOCHAIUTENILHOE CPEACTBO) AUECTUWIMPYET U MHAKTUBUPYET IUKIOOKCUTECHA3Y

(puc. 13.6).
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UMKIOOKCHTeHA3A OO~ LUMKJIOOKCHTeHa3a

OH

Canuiuaar

Puc. 13.6. VMlHakTMBaUMA LMKNOOKCUreHasbl acnmnpuHOM

MOJIEKYJIAPHBIE MEXAHU3MbI HEPEJAYU I'OPMOHAJIBHOT'O CUT'HAJIA

Hecmotpsi Ha orpoMHoe pazHooOpa3ue TOPMOHOB M TOPMOHOMOAOOHBIX BEIIECTB, B OCHOBE
OMOJIOTUYECKOTO  JIEUCTBUSI  OOJBIIMHCTBA TOPMOHOB JIEKAT CXOAHBIC, IIOYTH OJUHAKOBbBIE
byHIaMEHTaJIbHbIE MEXaHU3Mbl, Nepenamlre HHPOPMalMI0 OT OAHMX KIETOK K JApyruMm. B
COBPEMEHHBIX MPEACTABICHUSIX O TOHKHUX MOJICKYJSIPHBIX MEXaHHM3Max OHOJIOTHUECKOTO ICHCTBUS
OOJBIIMHCTBA TOPMOHOB OIPOMHYIO POJIb ChIrpaiu ucciaegoBanus J. CazepiieHaa u oTkpbitTue TAMO.

N3BecTHO, 4YTO HAMpaBIEHHOCTh W TOHKAs PETYIAIUs Mporecca mepeaadyn uHOpMAaIiu
00€ecCTeunBalOTCsl MPEXkKJIE BCEr0 HAIMYMEM Ha MOBEPXHOCTU KJIETOK PEUENTOPHBIX MOJEKYJ] (4alie
BCEro OEJIKOB), Y3HAIOIIUX TOPMOHAJBHBIN CUTHAJ. DTOT CUTHAJ PEIENTOPhl TPaHC(HOPMUPYIOT B U3MeE-
HEHHE KOHIEHTpPAUMW BHYTPUKJIETOUHBIX TMOCPEIHUKOB, TOJYYUBIIUX HA3BAHUE BTOPUYHBIX
MECCEH/I)KEPOB, YPOBEHb KOTOPBIX OINpPEEseTCs] aKTUBHOCTHIO (DEPMEHTOB, KaTaIU3UPYIOMIUX HX
OWOCHHTE3 U pacria.

[To cBoeil XUMHUYECKOW TPHUPOAE PEHENTOPHI MOYTH BCEX OMOJIOTMYECKH AKTUBHBIX BEIIECTB
OKa3aJIMCh TJIMKONPOTEHMHAMH, MPUYEM «y3HAIOIIMKA» JOMEH (Yy4acTOK) pelenTopa HampaBieH B
CTOPOHY MEXKJIETOYHOTO MPOCTPAHCTBA, B TO BPEMSI KAaK y4aCTOK, OTBETCTBEHHBIM 3a COIPSKEHHE
peuentopa ¢ 3ddexropHOil cuctemoit (¢ hepMeHTOM, B YaCTHOCTH), HAXOJIUTCS BHYTPHU (B TOJIIIE)

mia3Matuyeckod MemOpanbl. OOHIMM CBONCTBOM BCEX PpELIENTOPOB SBISETCS HX BbICOKAs
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CHEU(PUYHOCTh 110 OTHOIIEHUIO K OJHOMY ONpeeIEHHOMY FOpMOHY (¢ KOHcTaHTOH cpozcTsa oT 0,1
no 10 uM). HM3BecTHO Takke, UYTO COMpsHKEHHE perentopa ¢ 3PPEKTOPHBIMH CHCTEMaMH
OCYIIECTBIISIETCSL Uyepe3 Tak HasbiBaeMblii G-0e0K, QyHKIMS KOTOPOTO 3aKIKYaeTcs B 00ecleueHUH
MHOTOKPAaTHOTO MPOBEAECHUS FOPMOHAJIBHOIO CUTHAaja HAa YpOBHE IUIa3MaTHYecKod memOpaHsbl. G-
OeoK B aKTHUBHUPOBAHHOW (hopMe CTUMYJIHPYET 4epe3 aJeHWIATIuKIa3zy cuHTe3 HAMO®, KoTopsIii
3aIyCKaeT KacKaIHbIi MEXaHU3M aKTUBUPOBAHUS BHYTPUKIETOUYHBIX OEIIKOB.

OO6umuM (pyHIaMEHTATbHBIM MEXaHU3MOM, TOCPEACTBOM KOTOPOTO PEATU3YIOTCSI OMOIOTHYECKHE
3P (dEKTbl «BTOPUYHBIX» MECCEHKEPOB BHYTPHU KIETKH, SIBISETCA mpolecc «dochopuanpoBaHusi-
nedocdopunipoBanus» OEIKOB MPU YYACTHH IIMPOKOTO pazHOOOpa3us MPOTEMHKUHA3, KaTaIU3UPYIO-
X TpaHCHOpT KoHIEBOM rpymmbl oT AT® na OH-rpynnel cepuHa U TPEOHHMHA, a B pAJIE CIydacB
TUpo3uHa OenkoB-muiieHei. Ilporecc ¢ochopunrpoBaHuss MNpPeACTaBIsSET CO00M BaKHEHIITYIO
MOCTTPAHCISIIUOHHYIO XUMHUYECKYI0 MOJU(PUKALNIO OENIKOBBIX MOJIEKYJ, KOPEHHbIM 0OpazoM
U3MEHAIOIIYI0 Kak HMX CTPYKTYpYy, Tak U (yHKuud. B YacTHOCTH, OH BBI3BIBAET H3MEHEHHE
CTPYKTYPHBIX CBOMCTB (2CCOLMALMIO WM AUCCOLUALIMIO COCTABISIONUX CYObEUHULL), AaKTUBUPOBAHHE
WIM WHTUOMpPOBaHME MX KATaJUTHUECKUX CBOMCTB, B KOHEYHOM MTOI€ OMNpENeissi CKOPOCTh
XUMHYECKHUX PEAKIMH U B 1EIOM (QYyHKIMOHAJIbHYIO aKTUBHOCTb KJIETOK.

AHeHI/IJIaTIII/IKJIa3HaﬂMecceHll)KepHaﬂ cucremMa
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HauGonee N3YYCHHBIM SBJISACTCA aHCHHHaTHHKHaBHBIﬁ IyTh nepcaadv ropMmOHaJIbHOI0 CUIrHaja.

B Hewm 3a7eiicTBOBAaHO MUHUMYM TISITh XOPOIIIO M3YYEHHBIX 0€lKoB: 1) perientop ropMoHa; 2) gpepMeHT

nAMo

aJICHUJIATIIMKIIa3a, BhITIOTHAOMAsS GyHKIM0 cuHTe3a HTAM®; 3) G-0esoK, OCYIIECTBISIONIUNA CBSI3b

MEXy aJeHUIATUMKIa30M U peuentopoM; 4) nAM®D-3aBucuMas NpPOTEUHKHUHA3a, KaTaaU3UPYIOIas
dbochopunupoBaHue BHYTPUKIETOUHBIX ()EPMEHTOB UM OEIKOB-MHUIIEHEH, COOTBETCTBEHHO M3MEHSS
UX aKTUBHOCTb; 5) ochoamdcrepasa, KoTopass BbI3bIBaeT pacnag UAM® u TeM caMbIM MpeKpalaeT
(oOpsiBaeT) aeiictBue curHana (puc. 8.5).

[Tony4yeHsl B 4UCTOM BHUJE O- U [-aJpeHEPruyecKrue pelenTopbl U3 Iia3MaTHYecKux MeMOpaH
KJIETOK MI€YEeHHU, MBI ¥ KUPOBOM TKaHU. [lokazaHo, 4TO CBA3BIBAaHME TOPMOHA C -apeHEPrHUIeCKUM
peLenTopoM MPUBOJIUT K CTPYKTYPHBIM H3MEHEHHUSIM BHYTPHUKIECTOYHOTO JOMEHA PELEenTOopa, YTO B
CBOIO Oouepeqb 00ecleurnBaeT B3aMMOJECHCTBUE PEIENTOpa CO BTOPHIM OEJIKOM CHUTHAJIbHOTO MYTH —

['TO-cBA3BIBarONINM.

Puc. 8.5. AneHunaruukIiiazHplid yTh NE€peadd TOPMOHAIBHOTO CUTHAA.
Pen - pentenirop; G- G-6enok; All - aneHnIaTIMKIA3A.

['TD-csa3piBaromnuii 6eok—G-0enoknpencrapisieT cobol cMech 2 THUIIOB OEJIKOB: aKTHBHOTO
Gs(ot anri. stimulatoryG) u maruouropaoro Gic moiu. maccorr 80000-90000. B cocrtaBe kaxaoro us3
HUX MMEETCS TPH pa3Hble CyObeauHHIBI (0-, B- U y-), T.e. 3T0 TereporpuMephl. [lokazaHo, 4To [-
cyobenunuibl Gou Gijunentuansl (Moj. macca 35000); B TO ke BpeMsl a-CYOBEIUHUIIBI, SBIISTIOIIAECS
IpOayKTaMu pa3HbIX TeHoB (Mout. Macca 45000 u 41000), okazanuch OTBETCTBEHHBIMU 3a MPOSIBJICHUE
G-0enkoM aKTUBAaTOPHOM M WHTMOMTOPHOW aKTUBHOCTH COOTBETCTBEHHO. [ OpMOHpELENTOPHBIM

KOMILIEKC coobOiaeT G-0eiKy CcrmocoOHOCTh HE TOJIBKO JIEFKO OOMEHMBATh SHJIOTCHHBIN CBS3aHHBIM
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I'I® na I'TD, Ho u nepeBoauTh Gg-0€lI0K B aKTUBUPOBAHHOE COCTOSIHHE, IIPU 3TOM aKTUBHBIN G-
GEIIOK JUCCOLUUPYET B IPHCYTCTBHH HOHOB MQ>'Ha f-, y-CyObEIMHALBI H KOMILIEKC 0i-CyObEIHHHIIBI
GsB ['TD-popme; 3TOT aKTHBHBIM KOMIUIEKC 3aTEM IMepeMENIaeTcsi K MOJIeKyJeaJeHUIaTIIMKIa3bl U
akTuBUpyeT €. CaM KOMIUIEKC 3aTEM MOJABEPTaeTCsl CAMOMHAKTUBALIMM 3a CYET dHepruu pacnaaa [ T
U peacconuanuu - u y-cyobeaunuil ¢ oopazoBannem nepBoHadanbHou ['JID-popmer Gs.
AneHunaTiyKiIa3a npeAcTaBiIsieT co00i MHTErpajgbHbli O€oK IIa3MaTUYeCKUX MeMOpaH, ero

AKTUBHBIN LIECHTP OPUEHTUPOBAH B CTOPOHY LIMTOIUIA3MBI U KATAIU3UPYET peakuuio cunre3a TAMO® u3

ATO:

NH3 r e NH3
AgeHunar-

N:f"‘\\:-/" N‘\\ el NF N \ H0
CH < | CH
g |~. /C . e, M J'C L_. 5 -AM®
N N i NN e
o O o] PP r J .
Il Il ] ¥ 0 | ¥ 9 m:];crepa;.a |
S it T T ~ ¥ 0—HiC O, ——
OH OH OH KH HA | KH HA
H \-"_f’ H | H\ _+-'H
OH OH O=F? ——0 OH
OH
ATD 3'.5-uAM®

Karanutudeckuil KOMIOHEHT aJeHUJIATIMKIIA3bI, BBIICICHHBIM M3 Pa3HBIX TKAaHEH >KUBOTHBIX,
IpeJICTaBICH OJHUM MOJUIENTUAOM c¢ Moj. Maccoi 120000— 150000; B orcyrctBue G-06enkoB OH
NPaKTUYECKH HEAKTUBEH; COJEPKUT J1Be SH-TpYIIbL, 0/1HA U3 KOTOPBIX BOBJIeUEHa B comnpsbkeHue ¢ G-
OenKoM, a BTOpast HeoOXoauma JJisl IPOSIBICHHS KaTAIMTUUECKO akTUBHOCTH. B Monekyne ¢pepmenTa
UMeeTCsT HECKOJBKO aJIOCTEPUYECKHX IIEHTPOB, Yepe3 KOTOPBIE OCYHIECTBISICTCS —PETYIISIHS
AKTHBHOCTH HH3KOMOJICKYJIAPHEIMU COSAMHEHHsIMH: woHamu Mg™, Mn®'m Ca®', agenosunoM u
dopckomuuom. [lox nmedictBuem (dochomudcrepazsr TAMD rugponusyercs ¢ 00pa3oBaHHEM
HeakTUBHOro 5'-AMO.

[IpoTenHkuHAa3a — 3TO BHYTPUKIECTOUYHBIN (pepMEeHT, depe3 KOoTopbli NTAM® peanusyeT cBoOit
apdekr. [IpoTenHknHaza MokeT cymiecTBoBaTh B 2 ¢opmax. B orcyrctBue nAM® mnporenHknHa3a
Ipe/CTaBieHa B BUIE TETPAMEPHOIO KOMIUIEKCA, COCTOSINEro u3 JIByX Karamutuyeckux (C,) M ABYX
perynsatopabix (R;) cyowenunun; ¢ mon. maccamu 49000 u 38000 coOTBETCTBEHHO; B ATOH (hopme

¢depmenT HeakTuBeH. B mpucyrctBun tAM® nmpOTEeMHKHMHA3HBIN KOMIUIEKC 00paTUMO JUCCOLMHPYET
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Ha o7HY R,-cyObeauHuily U ABe CBOOOJHBIC KaTaluTuueckue cyobenuHuilsl C; nociaeanue 00J1a1aroT
(epMEHTaTUBHON aKTUBHOCTBIO, KaTanu3upys QochopunupoBanre OenkoB U (PepMEHTOB, COOTBET-

CTBCHHO M3MCH:A KIICTOUYHYIO aKTUBHOCTL!

2 ¢ » R ¢
T T
UAMD &

CrnenyeT OTMETUTh, UTO B KJIETKaX OTKPBIT 00JbIION Kiacc HTAM®M-3aBUCUMBIX POTEMHKHUHA3,
HA3BAHHBIX NPOTEMHKMHA3aMUA; OHHM KaTalM3UpyIOT nepeHoc ¢ocdatHoU rpynmbl Ha OH-rpymmsl
CEepUHAa M TpEOHUHa (TaK Ha3bIBAEMbIE CEPUH-TPEOHUH-KMHA3bl). Jpyroil kjgacc NpOTEMHKMHA3, B
YaCTHOCTH aKTUBHPYEMBIN WHCYJIWHOBBIM PELIENITOPOM, AEUCTBYeT Toiabko Ha OH-rpynmy TuposuHa.
OpnHako BO Bcex Cirydasix J0OaBJICHHE BBICOKO3apsIHON U 00BEMHON (hochaTHON rpynIbl BHI3BIBAET HE
TOJIbKO KOH(OpPMallMOHHbIE U3MEHEHUS (POCPOPHINPOBAHHBIX OEJIKOB, HO M3MEHSET MX AKTUBHOCTb
WM KUHETUYECKHE CBOMCTBA.

AKTHBHOCTb MHOTUX (QepMeHTOB peryaupyercs HAM®-3aBucumbIM  (pochopuarpoBaHuEM,
COOTBETCTBEHHO OOJIBIIMHCTBO FOPMOHOB OEJIKOBO-NIENTUIHOW MPUPOABI AKTUBUPYET 3TOT IPOLECC.
OpHako psii TOPMOHOB OKa3bIBaeT TOPMO3SMIMM 3PGEeKT Ha aJeHUJIATIMKIA3Y, COOTBETCTBEHHO
cHIWXKass ypoBeHb UAM® u ¢ocdopuinpoBanue OenkoB. B 4acTHOCTHM, TOPMOH COMAaTOCTaTHH,
COCUHSSACH CO CBOMM CHEIU(PUYECKHUM pPELEeNTOPOM—UHTHOUTOpHBIM (G-OenkoMm, HUHTHOUpYeT
aneHunaTuukiasy u cuate3 HAM®, T1.e. BbI3bIBaeT 3(pPexT, mpsIMO MPOTHUBOIIOIOKHBIN BBI3IBAEMOMY
aZpeHAJINHOM U TJIIOKaroHoM. B psge opraHoB mnpocrarmanavsbl (B yactHocTH, PGE;) Ttaxke
OKa3bIBAIOT MHTMOUTOPHBIN 3(D(PEKT Ha aJeHUIATLIHKIIA3Y, XOTS B TOM XK€ opraHe (B 3aBUCUMOCTU OT
THUIA KJIETOK) U TOT k¢ PGE;MokeT akTuBupoBaTh cuHTe3 HAM®.

bonee moapoOHO  M3yyeH  MEXaHU3M  aKTUBUPOBAHHUA M PETYJSILIUM  MBILIEYHOM
riMKoreHgocdopuiasbl, akKTUBUPYIOUIEH pacmaja riukoreHa. Boiaensior 2 (GopMbl: KaTaIUTUYECKU

aKTUBHYIO —(hochopuinazaa U HeakTHBHYIO —(ochopunazab. Ode dochopunassl MOCTPOSHBI U3 JIBYX
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UJEHTUYHBIX CcyObeauHull (moii. maccoit 94500), B KakJOW OCTaTOK CepuHa B TOJOXKEHHH 14
noaBepraercs  mporeccy  pochopunupoBanusi—aedocHopmIMpoBaHns, COOTBETCTBEHHO  aKTH-

BUPOBAHUIO U MHAKTUBUPOBaHUIO (puc. 8.6).

HO-HoC  HO-HoC|(1Ha3a $ocdotoy. o m  CH-0-P)

pL1nazkl b

2ATD ]
‘I’Dc(pa*ra

DPocdopunasa b
(HeakTBHasA) 2P, 2H0

docopunasa a
(akTBHaA)

Puc. 8.6. KoBanenTtHas perynisius rimkoreHhochopuiiasbl.

[Ton nefictBuem kuHa3el (Gochopunasel b, akTHBHOCTH KOTOpOH perymupyercs TAMOD-
3aBUCMMOM MPOTEUHKUHA30M, 00€ CyObeAMHMIIBI MOJEKYJbl HEaKTHUBHOW ¢opmbl (ochopuiiaszsl
brionBepraroTcs KoBaJIeHTHOMY (hOCHOPHIMPOBAHHIO U MPEBPAMIAIOTCS B aKTUBHYIO (pochopuiazy a.
HedochopunmmpoBanue mnocneqHeil mon aedcTBueM crnemnuduueckoi (ocdaraszpl dochopunaszbia
NPUBOJUT K MHAKTUBALIMK (PEPMEHTA U BO3BPATY B UCXOJIHOE COCTOSHUE.

B MplmeyHolt TKaHW OTKPBITHI 3 Tuma perynsauuud riaukoreHgocdopunassl. [lepBbiii tHnm —
KOBaJICHTHAas peryJsnus, OCHOBaHHAs Ha rOPMOH3aBUCUMOM(POCPOPUTUPOBAHUH—
nedochopunupoBannu cyonreauuul pochopunassl (cm. puc. 8.6).

Bropoii tun — amiocrepuueckas peryisinus. OHa OCHOBaHA Ha pPEAKUUAX aJCHUJIMPOBAHUS—
JCaICHUIIMPOBAHMS ~ CyObeIUHMII  TIMKOreHpochopuinasbl  D(COOTBETCTBEHHO — aKTUBHUPOBAHHE—
WHaKTUBHpoBaHue). HanpasneHnue peakuuii onpenensercs: OTHOIIEHUEeM KoHleHTpauii AM® u ATO,
IPUCOEAUHSIOMINUXCS HE K AKTUBHOMY LICHTPY, a K aJJIOCTEPUUECKOMY LIEHTPY KaXKI0W CyOBheTMHULIBI.

B paGoraromieit wmpimie Hakomienne AM®D, oOycnoBiaeHHoe TpaTtoit AT®, BBI3BIBaET
aJICHUJTMPOBAaHUE W aKkTuBHpoBaHHUE (ocdopmiazsl b. B mokoe, Ha000pOT, BHICOKHE KOHIICHTPAIHH
AT®, BoiTecHssss AM®, npuBOAAT K aUIOCTEPUYECKOMY HWHTHOMPOBAHUIO ATOro (QepmeHTa

nyTéMeaIcHUINPOBAHMUS.
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HAM® ¥ npoTEeMHKHHA3a UTPAIOT LEHTPAIBHYIO POJb B TOPMOHAJIBHOW pEryisiiMu CUHTE3a U

pacriajia IMKoreHa B reueHu (puc. 8.8).

@ UAM®D ———== 5-AMD
v

©)
NPOTEUHKWMHASA
P, Kunaza & b ATd ¢ R
wrasa ® b EDXE
docoharaza
]
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2AT¢>J 2A0¢ Al
rc
bacdopunasza Gbocdaopunaza i
2 4 TUBHAs
HeakTUBHas aKTUBHaA
2P %EHO HO
l Gocdaraza
docharaza nk-6- rc
¢ a T
o
— WHCYINWH
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Puc. 8.8. Cxemaruueckoe BbipakeHue HEHTpanbHOH pond HAM® W NPOTEHHKHMHA3HI B TOPMOHAILHON

peryndanuu CUHTE3a U pacriaia INIMKoreHa.

AnpenanuHpenenTopHbiii  kommieke: All - amenmnarnmkiasza, G- G-Oenok;

C u R- COOTBETCTBEHHO

KaTaJUTHYECKHE W PEryIsTOpHbIC CyOBEAMHHIBI mpoTenHKknHasbl; K@ - kmHasza docdopunassr bd -

thocdopmiasa; ['nk-1-P- r10K030-1-¢ocdar; I'nk-6-P- II0K030-6-(ocdar;

ypuuHaupocdaTraokosa; I'C - rmKoreHcHHTa3a.

YAD-T'nk

Tpetuii TMND — KajJpLMeBas PEryJsAlUs, OCHOBAaHHAs Ha aNIOCTEPUUYECKOM AaKTUBUPOBAHUU

2
kuHasbl Qocdopunazsl buonamu Ca™, KOHIEHTpaLus KOTOPHIX MHOBBIIIAETCS IIPU  MBIILEYHOM

COKpAIIeHHH, CTIOCOOCTBYS TeM CaMbIM 00pa30BaHMIO aKTUBHOU (pochopunassr a.

I'yanuinaTnukiaa3sHasi MecCeH/KepHasi cHcTeMa
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JIoBOJIBHO J0JITO€ BpeMs HUKIMYeCKUil ryaHo3uHMoHodocdar (il MD) paccMmarpuBaics Kak
antunog tAM®. Emy npunuceiBanu pyHkuuu, npotusononoxusie TAM®. K Hacrosmemy BpemMeHu
MOJIy4€HO MHOTO JaHHbIX, 4YTO I M® npuHaanexuT camoCTOSTENbHAs POJib B PETYISIUN (YHKIUU
KJIETOK. B yacTHOCTH, B MOYKaxX W KUIICYHUKE OH KOHTPOJIHUPYET MOHHBIM TPAHCIIOPT U OOMEH BOJbI, B
CEPJICYHOI MBILILE CIIYKUT CUTHAJIOM PEJIAKCALIUU U T. 1.

buocunTes unl' M® u3 I'TO ocymiecTBisieTcs: o1 ACHCTBUEM CIIEIU(DUUECKON T'yaHUIATIIUKIa3bl
10 AHAJIOTMH ¢ CUHTE30M HAMO:

bepesos, 293 crp.

I'mukorendocdopunaza nmeyeHn Takke PEryaupyeTcss TOpMOHaMH (aJIpeHalliH W TJIFOKaroH) H,
KpOME TOro, KOHIIEHTpalueil B KpOBU TJIOKO3bI, KOTOpas oKa3ajach, Kak U TJIOK030-6-hocdar,
aJUIOCTEPUUYECKUM HHTHOMTOpOoM (dochopuiasbl a; CBA3BIBAHUE TIIFOKO3bI (KOTJa YPOBEHb TTFOKO3BI
MOBBIIIAETCA B KPOBU) C AUIOCTEPUUECKHM YYaCTKOM AaKTUBHOM (Qocdopuiaszbl a BBI3BIBACT Psl
KOH(OPMAILIMOHHBIX U3MEHEHUH CTPYKTYpBI, CIIOCOOCTBYsI aKTUBUpOBaHUIO (hocdaTassl Gochopuiazbl

a, COOTBETCTBEHHO naedochopunpoBanuto dochopunazsl a U OpeBpaliecHUI0 €€ B HEAKTUBHYIO

dochopunasy b.

M3BecTHBl deThipe pa3Hble (OPMBI TyaHWIATIUKIA3bl, TPH W3 KOTOPBIX  SIBISIOTCS
MEMOpPaHOCBSI3aHHBIMH W OJIHA — pacTBOpUMas OTKpeITa B 1mMTO30Jie. IlokazaHo, dTO
MeMOpaHocBsizanHbie (opmbl (Mo, maccoir ~ 180000) cocrosT w3 3 y4acTKOB: PEIENTOPHOTO,

JIOKQJIM30BAaHHOTO Ha BHEIIHEH TMOBEPXHOCTH IIJIa3MaTUYECKOM MeMOpaHbl; BHYTPUMEMOpPAHHOTO
JIOMEHA U KaTaJIMTUYECKOTO KOMITOHEHTa, OJMHAKOBOTO Y pa3HbIX ¢hopMm (pepmenta. ['yanunarmukiaza
OTKpbITa BO MHOIMX oOpraHax (cepaue, J€Erkue, IMOYKH, HAANOYECYHUKH, DHIOTEIUN KHUIICYHHKA,
ceTyaTka W Jp.), YTO CBHUACTEIBCTBYET O HIMPOKOM €€ y4acTHMM B PETYJISIIIUM BHYTPUKJIECTOUHOTO
MeTabonm3ma, onocpenoBanHoM depe3 1l M®. MemOpaHocBsi3aHHBIH (HEPMEHT aKTHBUPYETCS uepe3
COOTBETCTBYIOIIME PEUENTOPhl KOPOTKUMM BHEKJIETOUHbIMH TentugamMu (18-20 aMUHOKHCIOTHBIX
OCTaTKOB), B YaCTHOCTH TOPMOHOM — aTpPHANbHBIM (IPEACEPAHBIM) HATPUHYPETHUECKUM TEITHIOM

(AH®), TepmocTaOMIBLHBIM TOKCHHOM TpaMOTpHIATENbHBIX OakTepuii u np. AH®D, kak H3BECTHO,
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CUHTE3UPYETCS B MPEICEPIMU B OTBET HA yBEIMUYEHUE 00BEMA KPOBHU, OCTYMAET C KPOBBIO B MOYKH,
AKTUBHUPYET T'yaHWJIATIIUKIAa3y (COOTBETCTBEHHO MOBBIMIAET YpoBeHb Il M®), ciocOOCTBYS SKCKPEIUU
Na'u Bomel. I'najgkue MbllleuHblE KIETKH COCYJOB TaKXKe COAEPKAT aHAOTHYHYIO peLenTop-
T'YaHWIATIHUKIA3HYI0 CUCTEMY, TIOCPEICTBOM KOTOPOW CBs3aHHBINA C pernentopom AH®D okasbiBaeT
COCYZIOpACIIUPSIONIEe EeHCTBHUE, CIOCOOCTBYSI CHIDKCHUIO KPOBSHOTO JaBJICHHs. B smuTennambHBIX
KJIETKaX KHUIICYHUKA aKTHBATOPOM PEIENTOpP-TYaHWIATIHUKIA3HOH CHUCTEMBl MOXET CIYXHUTh
OaKTepHAbHBIA PHIOTOKCHH, KOTOPBIA MPHUBOJUT K 3aMEJJICHUIO BCACHIBAHUS BOJBI B KHINICUHUKE U
Pa3BUTHIO JTUAPECH.

PactBopumas dopma ryanunatimkiazsel (Moja. Macca 152000) sBisercs reMcoaepiKaiium
dbepMeHTOM, COCTOAIUM U3 2 CyObeaAuHUI]. B perymsiuu 3Toil GopMbI TyaHUIATIIUKIIA3bl IPUHUMAIOT
y4acTUEe HUTPOBA30IUIIATATOPHI, CBOOOHBIC PaTUKAIBI—IPOAYKTHI MIEPEKUCHOTO OKUCIICHUS JTUMHIOB.
OIHMM M3 XOpOIIO H3BECTHBIX AKTHBATOPOB SBJSCTCS dHAOTeNUadbHBIA (akTop (Endothelium-
derivedrelaxingfactor — EDRF), BbI3bIBafOIINi pelaKkcaIuio cocynoB. J[eHCTBYIOIMM KOMIIOHEHTOM,
€CTEeCTBEHHBIM JIMTaHAOM, 3Toro ¢aktopa ciayxuT okcua azora NO. Dra dopma depmenta
AKTUBUPYETCS TAKXKe HEKOTOPHIMU HUTPO30Ba30AWIaTaTOpaMu (HUTPOTJIMIIEPUH, HUTPOIPYCCHI U
1p.), UCMOJIb3YEMBIMHA TIpH OOJIE3HSAX CEpJlla; MPU paclaje dTUX MpernapaToB TaKkKe OCBOOOKIACTCS
NO.

OKCHJI a30Ta 06pasyeTcs U3 aMHHOKHCIOTHI apTHHHMHA MPU YYACTHH CI0XKHOH Ca* -3aBHcHMOi

(dhepMEeHTHOM CHUCTEMBI CO cMenIanHoN (yHKkIuen, Ha3BaHHOM NO-cuHTa30ii:

—C=NH NH—— 0
TH C" "o HALOH + H HAL® | ?
\
(ch:,);} NH2a __: \ / ((I:Hg)g NHoy | NG
\, )
CH—NHg C CH—NH,
NO-cuHTasa J
COOH COOH

ApPTrUHUH LimTpynnuH

Oxkcup a3ora Opu B3aUMOJEHCTBUM C TI'E€MOMIYaHMJIATIMKIA3bl CIOCOOCTBYET OBICTPOMY
oOpazoBanuio I’ M®, KOTOpBIH CHMXKAET CUJIY CEpACYHBIX COKpAUICHHH MYyTEM CTUMYJIMPOBAHHUS

2+ o
HMOHHBIX HACOCOB, (I)YHKI_II/IOHI/Ipy}OIHI/IX IIpy HU3KUX KOHOCHTPAIUAX Ca“". O,Z[HaKO JCHUCTBUC
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NOxkpaTKkoBpeMEHHOE, HECKOJIbKO CEKYHJ, JIOKaJIM30BaHHOEBOIM3M MecTa ero cuHre3a. [lomoOHbIH
s dexT, HO OoJiee NIUTETHHBIN OKa3bIBAET HUTPOTJIUIIEPHH, KOTOPHII MeaieHHee ocBoOoxaaeT NO.

[Tonyuensl nokazarenbcTBa, YTO OOJBIIMHCTBO A dexkToB I MD onocpenoaHo vepe3 ul Md-
3aBUCUMYIO TPOTEUHKWHA3Y, HA3BaHHYIO MPOTEMHKUHA30MG. DTOT MIMPOKO pacnpoCTpaHEHHBIM B
IYKapUOTHYECKUX KJIETKaxX (epMeHT rmoiydeH B yrctoMm Buue (Moia. macca 80000). On cocrout u3 2
CyOBeIMHUIL —KaTATUTUYECKOTO JJOMEHA C MOCJEI0BATEIbHOCThIO, AHAIOTMYHOM MOCIEA0BATEIbHOCTH
C-cyObenunuiibl nporenHknHassl A (HAM®-3aBucuMOi), U PEryIsITOPHOTO JAOMEHa, cXoaHoro ¢ R-
cyOpenuuuileld  mpoTeMHkwHa3bl  A.  OpHako mporemHkwHa3bl A w Gy3HawT  pasHbIe
MOCJIEIOBATEIBLHOCTH OEJIKOB, PETYIUPYsI COOTBETCTBEHHO (hochopmiupoBanue OH-rpynmnel cepruna u
TPEOHWHA PAa3HBIX BHYTPUKICTOYHBIX OCITKOB M OKa3biBasi TEM CaMbIM pa3HbIe OMOJOTHYECKUE
3 PeKTHI.

YpoBeHb HUKIMYECKMX HYKICOTHAOB HAM® wu ul’M® B KJIeTKE KOHTPOJIHUPYETCS
COOTBETCTBYOIIMMU  (ochoamdcTepazamMu,  KaTAIM3UPYIOIIMMH  HUX  THAPOAM3 g0 5'-
HYKJIEOTUIMOHOGOCHATOR W paziIuyarImmMucs 1o cpojactBy K HTAM®P u ul'M®. Beigenensl u
0XapaKkTEPU30BaHbI pacTBOpUMas KaJIbMOIyIMH3aBUCHUMasiPpochoandcTepasza U
MeMOpaHOCBs3aHHasH30(hopMa, He perynupyemas Ca>* i KanbMOIyTHHOM.

Ca”"-MeccenKepHas cucTeMa

Wonam Ca®* HPHHAIICKHUT LEHTPAIbHAS PONb B PErYISMHUA MHOTHX KICTOYHBIX (DYHKIIHIL.
VI3MeHeHne KOHIEHTPAIMH BHYTPUKIETOYHOro cBoGoaHoro Ca®* sBISIeTCS CHrHANOM U aKTHBAIIIHI
WM WHTUOMpPOBaHMS (PEPMEHTOB, KOTOPhIE B CBOIO O4YEpeOb PETYIUPYIOT METaboIu3M,
COKPATUTEIbHYIO U CeKPETOPHYIO aKTHBHOCTB, afAr€3HI0 M KIETO4HBIH pocT. Ucrounmku Ca’* moryt
GBITH BHYTPH- M BHEKICTOYHBIMU. B HOpMe KoHmentpanus Ca’" B muTosone He npessimaer 107 M, u
OCHOBHBIMU HCTOYHHUKAMU €r0 SBJISIIOTCS SHAOIUIA3MATUYECKUN PETUKYIYM W  MHUTOXOHIPUH.
HeliporopMOHaIbHbIC CHTHANBI MPUBOIST K PE3KOMY IOBBIMICHHIO KoHIeHTpanun Ca’ (zo 107° M),
MOCTYMAOIIET0 KaK U3BHE Yepe3 MIa3MaTHYECKyl0 MEMOpaHy (TOUHee, Yepe3 MOTEHIIMAI3aBUCUMBbIE U

peUuCTOP3aBUCUMBIC KaJIbITUCBBIC KaHaJ'H:I), TaK WU M3 BHYTPHUKIICTOUHBIX HCTOYHHKOB. OI[HI/IM us3
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BAKHEHIINX MEXaHHU3MOB IIPOBEACHHS TOPMOHAIBHOTO cHrHama B Ca’’-MecCeHIKepHOHl CHCTeMe
SBISICTCS 3aIyCK KJICTOYHBIX peaKiuii (OTBETOB) IyTEM AaKTHBHUpOBaHWs crenubpudeckoii Ca”'-
KaJIbMOJYJIMH-3aBUCUMON NMPOTEMHKUHA3bL. PerynsaropHoil cyObenuHuled 3Toro ¢pepmMeHTa okazasics
Ca”*-cBsi3bIBAOLIHIT GEIOK KasibMoayauH (Moji. Macca 17000). ITpu noBbeIllIeHUH KOHIIEHTPALIMU Ca” B
KJIETKE B OTBET Ha IMOCTYMAIONIMEe CUTHAIBI ClHenupuieckas MNPOTEHHKUHA3A KaTaIU3UupyeT
dbochopunupoBaHrue MHOKECTBA BHYTPUKIIETOUHBIX (DEPMEHTOB — MUILICHEH, PETYIUPYS TEM CaMbIM UX
aKTHBHOCTB. 110Ka3aHO, 4TO B cocTaB KuHa3bl (ochopmmasel b, akruBupyemoii monamu Ca®’, kak u
NO-cuHTa3bl, BXOOUT KAJIBMOJIYJIWH B KauecTBE CyObeAMHHIIBI. KalbMOIyIWH SIBISETCS YacThIO
MHOXecTBa apyrux Ca’’-cs3piBarommx 6enkoB. IIpu  moBbImeHHH KoHentpamun Ca®  ero
CBSI3BIBAHHE C KAJTbMOIYINHOM COMPOBOXKIACTCS KOH(MOPMALHOHHBIMA H3MEHEHHSIMH, U B 31oif Ca’'-
CBS3aHHOU (hopMe KAJIbMOJIYJIMH MOAYJUPYET aKTUBHOCTh MHOKECTBA BHYTPUKIIETOUHBIX OEIKOB.

K BHYTpHUKJIETOYHOI CHCTEME MECCEH/KEPOB OTHOCHT TakKKe MNpOM3BOJHBIE (hochomunuaos
MeMOpaH  dJYKapUOTHYECKHUX  KJIETOK, B  YacTHOCTH  (oCcPOpUIMPOBAHHBIC  ITPOU3BOIHBIC
dbochaTuaMIMHO3UTONA. DTU NPOU3BOAHBIE OCBOOOXKIAIOTCS B OTBET HA TOPMOHAIbHBIA CHUTHAJ
(Hampumep, OT  Ba3OMpPECCHMHA WM  TUPOTPONHMHA)  TOJA  JCUCTBHEM  CHEIUpUYECKON
MeMOpaHocBsizanHonpochomunazel C. B pesynbraTre mociieoBaTeNbHBIX peakiuil o0pa3yroTcs ABa

MOTEHIIUAJIBHBIX BTOPUYHBIX MECCEH[KEPa —THALMIITIUIEPOJT U UHO3UTO-1,4,5-Tpudocdar.
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docharngun-
WHO3UTON-
KuHaza

docharnann-nHo3MTON

- H_ O

CHQ_O_CO—RI|

CH—0—CO-R,

CHo—OH

Auauunravuepon Wuoauton-1,4,5-1pu-
docdar

buonoruueckue >PQexTsl 3TUX BTOPUYHBIX MECCEHKEPOB PEATUIYIOTCS [0- Pa3HOMY.
JlelicTBHE  IMALNMITIMIEPONA, Kak H  cBoOOAHBIX moHOB Ca®, omocpemoBaHo  uepes
membpaHocBs3annbii  Ca’’-3aBucHMblii  (epMeHT mnpoTenmHkuHAasy C, KOTOpas —KaTalH3UpyeT
dbochopunupoBaHre BHYTPHUKJICTOYHBIX (PEPMEHTOB, M3MEHsSI HX aKTUBHOCTh. Muozutomn-1,4,5-
Tpudocdar CBA3BIBaCTCA CO CHEHMUPUYESCKHM PEIENTOPOM Ha SHAOIMIA3MATHYECKOM PETHUKYITyME,
CIIOCOGCTBYS BBIXOY M3 Hero HoHoB Ca” B IIUTO301Ib.

Takum 00pa3zom, TpeCTaBICHHBIC JaHHBIE O BTOPUYHBIX MECCEHKEepax CBUACTEILCTBYIOT O
TOM, 4YTO KaXIOM M3 OTHX CHUCTEM TOCPEAHMKOB TOPMOHAIBHOTO 3((deKTa COOTBETCTBYET
OTpeAeNEHHBIA KIIACC MPOTEMHKMWHA3, XOTS HEJb3s1 UCKIFOYATh BO3MOXXHOCTH CYIIIECTBOBAHHS TECHOM
CBS3M MEXIYy OTUMHU CHCTEMaMHu. AKTHBHOCTh MPOTEMHKHHA3 Tuma A perynupyercs TAMO,
nporenHKknHa3bIG— ql M®; Ca”*-KaIbMOIy IMH3aBHCHMBICIIPOTCHHKUHA3BI HAXOMITCS 110 KOHTPOIEM
BHYTPUK/ICTOYHOIl KOHIEHTpaumeii wnoHoB Ca”’, a mporemHkmHasa Ttuma C  peryaupyercs
JMALAITTHIEPOTIOM B CHHEpPru3Me co cBobomubiM Ca’* u kucibiMu (ochommmuaamu. ITloBbireHme
YPOBHSI KaKOro-au00 BTOPHUYHOTO MECCEH]DKEpa MPHUBOIUT K aKTUBALMU COOTBETCTBYIOLIErO Kiacca
NPOTEMHKMHA3 W TocieayromemMy dochopuaupoBaHuio WX OEIKOBBIX CyOCTpaToB. B pesynbrarte

MCHACTCA HC TOJIbBKO AKTHBHOCTb, HO MW PCTYJLITOPHBIC W KaTAIUTHUYCCKUC CBOMCTBA MHOTHX
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(GEepMEHTHBIX CHUCTEM KIJIETKU: HOHHBIX KaHAJIOB, BHYTPHUKJIETOUYHBIX CTPYKTYPHBIX 3JIEMEHTOB U
TE€HETUYECKOr0 aIlapara.

N3BecTHO, uTO 3P HEKT CTEPOUIHBIX TOPMOHOB PEANTU3YETCS Yepe3 N'eHETUYECKUI arnmapaTt myTém
MU3MEHEHUS HKCIIPECCUU FeHOB. [ 'OpMOH MOCe TOCTaBKHU C OeIKaMU KPOBHU B KJIETKY IMPOHUKAET (IyTEM
mud¢y3un) depes IiasMaTHUECKyl0 MeMOpaHy M jJajiee uepe3 sJIepHYyl0 MeMOpaHy U CBSI3bIBACTCS C
BHYTPUSIEPHBIM perentopoM-oenkom. KoMiuieke creponi-0esok 3aTeM CBSI3bIBAETCS C PEryJIsTOPHON
obnmacteto JIHK, ¢ Tak Ha3pIBaeMbIMU TOPMOHYYBCTBUTEIBHBIMU 3JIEMEHTAMHU, CIIOCOOCTBYS
TPAHCKPHIIIIUKA COOTBETCTBYIOIIUX CTPYKTYPHBIX T€HOB, HWHAYKIMM CHHTe3a Oeika Oenovo wu
U3MEHEHHUIO MeTaboJIM3Ma KIETKM B OTBET HA TOPMOHAJIbHBIN CUTHAJL.

CnenyeT mNOAYEPKHYTh, YTO TJABHOM W OTJIMYUTEIBHOM OCOOEHHOCTHIO MOJIEKYJISIPHBIX
MEXaHHU3MOB JIEVICTBUS JBYX OCHOBHBIX KJIAaCCOB F'OPMOHOB SIBJISIETCS TO, YTO AEHCTBHE MENTHIHBIX
TOPMOHOB PeaIU3yeTCsl B OCHOBHOM MYTEMITOCTTPAHCIISILIMOHHBIX (MTOCTCUHTETUYECKUX ) MOAUPUKALIANA
OENKOB B KJIETKaX, B TO BpeMsl KaKk CTEPOUIHbIE TOPMOHBI (2 TaKKe TUPEOUIHbIE TOPMOHBI, PETUHOUIBI,
BUTaMHH [[3-TOPMOHBI) BBICTYHAlOT B Kau€CTBE PETYISTOPOB IKCIPECCHUU TE€HOB. DTO 0000IIeHue,
OJIHAKO, HE SIBJSIETCS a0COMIOTHBIM, U 3/1€Ch BO3MOXHBI MOJAU(PHUKAIINH, PACCMOTPEHHbBIE TIPU ONTUCAHUH
OTZAEJIbHBIX TOPMOHOB.

I'OPMOHBI T'NTTIOTAJIAMYCA

['unoranaMyc CIyUT MECTOM HEMOCPEIACTBEHHOIO B3anMOAEeHCTBUA BbIcIUX oTAeoB LIHC u
SHJIOKpUHHOM cucTeMbl. [Ipupona cBsazen, cymectByrommx mexay [HHC u sHAOKpHHHON CUCTEMOH,
cTajla TPOSICHATHCS B TOCTEAHUE ACCSITUIIETHS, KOTJIa W3 TUIOTajamyca ObUIM BBIJCIICHBI IMEPBBIC
ryMopanbHble (DaKTOpPbI, OKAa3aBIIUECS TOPMOHAIBHBIMHM BEIIECTBAMH C YPE3BBIYAHHO BBICOKOM
Ononornyeckor akTUBHOCTHIO. [loTpeboBanoch HeMalo Tpylda U SKCHEPUMEHTAIBHOIO MacTepCTBa,
yTOOBI JOKa3aTh, YTO 3TH BEIIECTBA OOpa3ylOTCS B HEPBHBIX KJIETKAX TUIOTAJlaMyca, OTKyAa IO
CUCTEME MOPTAIbHBIX KANUJUIAPOB JIOCTUTAIOT TUMO(pHU3a U PETYIUPYIOT CEKPEIUI0 TUMOo(U3apHBIX
TOPMOHOB, TOYHEE UX OCBOOOXKJEHHUE (BO3MOXHO, U OMOCHHTE3). DTH BEIIECTBA MOJYYWUIIM CHaydasa

HAaUMCHOBAaHHE HEHPOTOPMOHOB, a 3aTeM PWIM3HHI-(AKTOpOB (OT aHIII.Ielease—ocBoO0XKaTe), WiH
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mubepuHoB. BemecTBa ¢ NPOTHBOIOIOXKHBIM JCWCTBUEM, T.€. YTHETAIoIIMe OCBOOOXkIeHHe (H,
BO3MOXKHO, OMOCHHTE3) TUMIO(PHU3APHBIX TOPMOHOB, CTAIM Ha3bIBATh HHIHOUPYIOMKUMU (HaKTOpaMH, UITH
cratuHamMu. Takum oOpa3oM, TOpMOHaM THUIOTaJaMyca TMPUHAIJICKUT KIOYeBas pojb B
(U3MOTIOTrMUECKOi CHUCTEME TOPMOHAIBHOW PEryJSIIMA MHOTOCTOPOHHUX OMONOTHYECKHX (YHKIUN

OTACJIBbHBIX OPraHOB, TKaHEH U CJIOCTHOI'O OpraHn3Ma.

H LIHC
¥

MnotTanamyc

MnoTanamMmuyeckme rnpmMoHbl
{PrNMHN-ddpaKTopil)

r Helipo- |KPdD| [TP CPdD| |MPd| | PPD JIPd®
Mopran-wief Herpod ke [P [cPa] [neae) [202)  [neel
I ~ \ !
3anHan | MepenHss nonsa rvnodduraa i

,EI,O;‘IR rmnocb:sa l T l L l

OKcUn- Bazonpec- IAKTI’_l |II'_I'_” CTLI MNMponak- [ DCr, J‘II"J I nr, CDCL]
TOLWH CUH THH
& A \L l b b
Mmankue Hagno- | | |Pactyiume || Monou- || Cemen- | | AnHHUK
MbILLILILI, ApTepuaornst yeyHii- opraHsl Has HKMK
MofiovHan K N TKaHu xenesa

Bce opraHsl LLToBHUOHaA MpepcrTarenesHas
M TKaHW xenesa xenesa, cemMeHHble
Ny3bIPbKA

K HacTosimiemy BpeMEHHM B THUIIOTajJaMyc€ OTKPBITO 7 CTUMYJISATOPOB (IUOEpUHBI) U 3

UHTUOUTOpa (CTaTUHBI) CEKPELMU TOPMOHOB THNO(pU3a, a UMEHHO: KOPTUKOJIUOEPUH, THUPOIUOEPHH,
moanoepuH, (GoTMIMOePUH, COMATOIUOEPUH, MPOJAKTOMHOCPHH, METaHOJIMOEepUH, COMATOCTATHH,
MIPOJAKTOCTATHH W MeJaHocTaTHH(Tadu. 8.1). B uncTomM BHAE BBIAENECHO 5 TOPMOHOB, IJISi KOTOPBIX
yCTaHOBJICHA MEPBUYHAS CTPYKTYpPa, MOATBEPKIAEHHAS XUMUYECKUM CUHTE30M.

Bonbiie TpyAHOCTH MpPH MOJyYEHHH FOPMOHOB THIIOTallaMyca B YMCTOM BHJIE OOBSCHSIOTCS
Ype3BbIYafHO HU3KMM COJIEpKaHHEM WX B HCXOAHOM TkaHW. Tak, I BblaeleHHs Bcero 1 mr

TUPOINOEpHHA MOTPEOOBAIOCH EPepadoTaTh 7 T TUIIOTAIIAMYCOB, MOJYUYEHHBIX OT 5 MJTH OBEIL.
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Crnenyetr OTMETUTh, UTO HE BCE TOPMOHBI THIOTaJaMyca, MO-BUIUMOMY, CTPOrO CeHU(pUYHBI B
OTHOIIIEHWH OJHOTO KaKOTO-THOO0 THUNMoQu3apHOTO TropMoHA. B wacTHocTH, misi THponmOepuHa
MoKa3aHa CoCOOHOCTh OCBOOOXKIAaTh, IOMUMO TUPOTPONHMHA, TAKXKE MPOJAKTHH, a JIJIsl JIOJUOEepUHa,

MOMHUMO JIFOTEMHU3UPYIOIIETO TOPMOHA, TaKKe (DOTUTUKYIOCTUMYIIUPYIOMIHI TOPMOH.

Tabmuna 8.1. I'mnmorajjaMu4ecKkue rOPMOHBI, KOHTPOJIUPYIOIIHME 0CBOOOXKIEeHHE TOPMOHOB
runogusa (0epe3osn, 253 cTp.)

['mmoranamuueckre ropMOHBI HE MIMEIOT TBEPJO YCTAaHOBJICHHBIX HAMMEHOBaHUN. Pexomenyercs B nepBon
YacTU Ha3BaHMS TOpMOHA runodusa J00aBIATh OKOHYAHUE «JIMOEPUH»; HALPUMEP, «TUPOIMOEPHH» O3HAYaeT
TOPMOH  THIOTajJaMyca, CTUMYJIUPYIONMA  0cBOOOXIeHHWE (M, BO3MOXKHO, CHHTE3) THPOTPOIMHA
COOTBETCTBYIOILETO FOPMOHA runodusa. AHaJOrMYHBIM 00pa3oM 00pa3yloT Ha3BaHMS (AKTOPOB TMIOTaIaMyca,
MHTUOMPYIOIIUX OCBOOOXK/IEHUE (M, BO3BMOXKHO, CUHTE3) TPOIHBIX TOPMOHOB TUmnodu3a, J00aBISIOT OKOHYAHHE
«ctatuny. Hampumep, «coMaToCTaTHH» O3HAYAET THUMOTANAMMYECKHH MENTHA, WHIUOUPYIOMUHA OCBOOOKICHHE
(WM CHHTE3) TOPMOHA POCTa FUNO(pU3a — COMATOTPOINHA.

YCTaHOBIEHO, YTO MO XWMHYECKOMY CTPOCHHMIO BCE TOPMOHBI THIIOTAIAMYCA SBIISIOTCS
HU3KOMOJIEKYJISIPHBIMU MENTUAAMHU, TaK HA3bIBAEMBIMU OJIMTONENTHIAMU HEOOBIYHOTO CTPOEHHUS, XOTSI
TOYHBI AMUHOKHCIIOTHBIA COCTaB W IIEPBUYHAs CTPYKTypa BBIICHEHBI He Ui Bcex. [IpuBomum
NOJIyYEHHbIE K HACTOSILIEMY BPEMEHM JAHHBIE O XMMHYECKOW NPHUpPOJAE IIECTH M3 HM3BECTHBIX 10
TOPMOHOB TMITOTAJIAMYCA.

1. Tuponu6epun(ITupo-I' my—T uc-IIpo—NH):

H2C—CH -CO-NH-CH-CO—
£ X P ok N AP
H2C NH &n. He CH=C=NHg
N Ha i
ﬁ | H2C—CHg
0] HN\/N

Tuponubepun npeacTaBiIeH TPUMETITUAOM, COCTOSIIUM M3 MHUPOTIYTAMUHOBOW (LIMKIMYECKOIN)

KHUCJIOTBI, THUCTHUIWHA W IIPOJIMHAMHIA, COQI[I/IHéHHBIX NCNTUAHBIMH  CBA3AIMH. B otanyume ot
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KJIACCUYECKUX MeNnTuAOB OH He coaepkHuT cBoOOAHbIX NH;- 1 COOH-rpynn y N- m C-koHLEBBIX
AMUHOKUCJIOT.

2. TonamosmbepuH sBisieTcs JAeKanenTUaoM, cocTosmuM u3 10  aMUHOKMCIOT B
IIOCJIEIOBATEIIbHOCTH:

[Tupo-I'ny—I'nc-Tpn—Cep—Tup-I' mu-Jleii—-Apr-IIpo-I'nmu-NH,

Konnesas C-aMHHOKHCIIOTA PEACTABIEHA TIIMIUHAMHUJIOM.

3. ComaTocTaTHH  SBISIETCS  UMKIMYECKHM  TeTpajaekanentuaoM (coctoutr wu3 14
AMUHOKHUCJIOTHBIX OCTaTKOB):

(Bepe3os, 254 cTp.)

Otnnyaercs 3TOT TOPMOH OT JIBYX IPEAbIAYLINX, IOMUMO LHHUKIMYECKOW CTPYKTYpBI, TEM, UTO HE
coJiepkUT Ha N-KOHIIE MUPOrITyTaMUHOBOM KUCJIOTBI: AUCYIb(QUIHAS CBA3b 00pa3yeTCs] MEXKIY ABYMS
OCTaTKaMU LUCTeHHA B 3-M U 14-M nonoxeHusax. Cienyer OTMETUTh, YTO CHHTETHYECKHUM JIMHEWHBIN
aHaJIOI COMATOCTAaTHMHA TaKXKe HaJeJIéH aHaJOrMYHOM OHOJOrMYEeCKOM aKTHBHOCTBIO, 4YTO
CBUJETEIBCTBYET O HECYIIECTBEHHOCTH IUCYJIb()HUIHOTO MOCTHKA HPHUPOAHOTro ropmona. Ilomumo
TUMOTalaMyca, COMaTOCTaTHH MPOAYLUPYETCS HEHPOHAMU LIEHTPAIbHOM U nepudepruiecKoil HEpBHBIX
CUCTEM, a TAK)XKE CUHTE3UPYETCs B S-KIIETKaX MaHKPEaTUUYECKUX OCTPOBKOB (OCTPOBKOB JIaHrepranca) B
HOJDKEITYTOYHON JKenne3e M KIeTKax KuuleyHuka. OH OKa3bplBaeT MIMPOKHM CHEKTp OMOJIOTMYECKOrO
JNEUCTBUS; B YaCTHOCTH, [OKa3aHO MHIUOMpYyMOllee JACHCTBUE HA CHUHTE3 TOPMOHA pocTa B
azieHorunoguse, a TakkKe NpsAMoe TOPMO3SIee NEUCTBUE €ro Ha OMOCUHTE3 UHCYJIMHA U TJIIOKAroHa B
B-u a-kimeTkax ocTpoBKOB Jlanreprauca.

4, ComaToim0epuHHENABHO BBIJACIEH W3 MPUPOJHBIX MCTOYHUKOB. OH mnpencrasieH 44
AMUHOKHCJIOTHBIMA OCTaTKaMHM C ITOJIHOCTBIO PACKPBITOM IIOCIIENIOBATEIbHOCTBIO. buomornueckon
aKTUBHOCTBIO COMATOIMOEpUHAHAENEH, KDOMETOI0, XHMUYECKH CUHTE3UPOBAHHBIN JIEKaeNTH:

H-Ban—T'uc-Jleii—-Cep—Ana—I ny-I na—JIuz-I ny—Ana-OH

OTOT AeKanenTu CTUMYJIUPYET CUHTE3 U CEKPELIMIO TOPMOHA pocTa runodusa COMaToTPOIMHA.
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S. MenaHou0epuH, XUMUYECKAsT CTPYKTypa KOTOPOTO AHAJOTHYHA CTPYKTYPE OTKPBITOTO

KOJIbI[a TOPMOHA OKCHTOIIMHA (0€3 TPUMENTHIHOW OOKOBOM IIETIH ),MMEET CIEAYIONIEee CTPOCHHE:
H-Iuc—-Tup—Nne-T' ni—Acn—-I{uc-OH

6. MenanocTaTuH(METAHOTPOITUHUHTUOUPYIOMMN  (aKTOp) MPEJCTABICH TPUIICHTHIOM:
IInpo-I ' ny—Jlen—I'mu-NH,, unu nenranentunom: [upo-I'nmy—I'nc—Pen—Apr-I'nu—-NH,.

Heobxoaumo OTMETHTb, YTO MENAHOJUMOEPUH OKa3bIBAET CTUMYIHpYIOIIee JeHCTBUE, a
MEJIaHOCTaTHH, HAMpOTUB, MHTUOUpYIOLIee AEWCTBUE HA CHUHTE3 U CEKPEIHI0 MEIaHOTPOINHHA B
nepenHei none runodusa.

[ToMHUMO TEPEUYUCIEHHBIX THINOTATIAMUYECKUX TOPMOHOB, MHTEHCHUBHO H3y4dallaCh XUMUYECKas
IpUpoJia IPyroro ropMOHa—KOPTUKOJIMOEeprUHA. AKTHUBHBIE IpernapaTbl €ro ObUTM BBIACICHBI KaK W3
TKaHU TUIOTajamMyca, TaK U U3 3aJHEeW oM Tunodusa; CylecTByeT MHEHHUE, YTO MOCIEIHSS MOXKET
CIIy’)KUTh KaK JIENI0 TOPMOHOB — Ba30IpPECCHMHA M OoKkcuTonMHa. HepaBHO BbiaeneH coctosmmil u3 41
AMUHOKHCIIOTHI C BBISICHEHHOM MOCIIE0BATEIbHOCTHIO KOPTUKOIUOEPUH U3 TUIIOTAIaMyca OBIIbI.

MectoM cHHTE3a THUNOTAIAMHUYECKHX TOPMOHOB, BEPOSITHEE BCETO, SBILIIOTCS HEPBHBIE
OKOHYaHHUS—CHHAINITOCOMBl ~ THIIOTaJlaMyca, IOCKOJbKY MMEHHO TaM OTMEYeHa HaumOOoJbIIas
KOHLIEHTpaIusi TOPMOHOB M OUOTeHHBIX aMUHOB. [locieHue paccMaTpuBaroTCss HapsAy ¢ TOPMOHAMU
nepudepudeckux Ken€3 BHYTPEHHEM CeKpeluu, ASUCTBYIOIIUMX IO MPUHIMIY OOpaTHOW CBS3H, B
KAueCTBE OCHOBHBIX PpETryJSITOPOB CEKPEUMHM W CHHTE3a TOPMOHOB THHoOTajamyca. MeXaHu3M
OMOCHHTE3a TUPOIUOEPHUHA, OCYIIECTBIISIIOIIETOCs, CKOpEe BCEro, HEpUOOCOMAIBLHBIMITYTEM, BKIIOYAET
yuactue SH-conepikamieil cHHTETa3bl MM KOMILIEKCa (DEpMEHTOB, KATaTU3UPYIOLIUX LHUKIA3ALNIO
TJIyTAMUHOBOM KHUCIIOTHI B MUPOTIIYTAMHUHOBYIO, OOpa3oBaHUE TMENTUIHON CBS3U W aMHIUPOBAHUE
MPOJIMHA B MPUCYTCTBUU riayTamuHa. CyliecTBOBaHUE MOJOOHOr0 MEXaHM3Ma OMOCHHTE3a C y4acTUEM
COOTBETCTBYIOIIMX CUHTETA3 JOIMYCKAETCs TAK)KE B OTHOLICHUH FOHA0JIMOeprHa U COMAaTOIMOeprHa.

[lyTn MHAKTUBallMM TOPMOHOB THIOTAlaMyca HM3y4deHbl HemocTaTouHo. Ilepuosa momypacnaga
TUpOJMOEpHHA B KPOBU KpbICHl cocTaBisieT 4 MuH. VHakTuBalMs HAcTylmaeT Kak MpH pas3pbiBe

MENTUIHOW CBA3M (O] JEUCTBUEM 3K30-U SHAONENTUAA3 CBIBOPOTKU KPOBH KPBICHI U UEJIOBEKA), TaK U
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Py OTUIEIJIEHUM aMUIHOM TPYIIBI B MOJIEKYJE NMpoJiMHamuja. B runortanamyce 4enoBeka M psaa
KUBOTHBIX OTKPBIT crenupudeckuii (EepMEeHT NHPOTIIyTAMUINENTHIa3a, KOTOpas KaTaJIu3upyeT
OTILEIJIEHUE OT TUPOJMOEpPUHA UIIM TOHA0IUOEpUHA MOJIEKYJIbl MUPOTITYTAMUHOBOU KUCIIOTHI.

['unoranamuyeckre TOPMOHBI HETIOCPEACTBEHHO BIIUSIOT Ha CEKPELUIO (TOUHEee, OCBOOOKICHUE)
«TOTOBBIX» TOPMOHOB M OWMOCHHTE3 3TUX TOpMOHOB 0denovo. [lokazaHo, uro nAM® ydacTByeT B
nepeaaye ropMoHabHOTO curHana. [lokazaHo cyriecTBoBaHME B IJIa3MaTUYECKUX MeMOpaHaxX KIJIETOK
runodusa crnenuuuecknx ageHOTUNO(U3aAPHBIX PEIENTOPOB, C KOTOPHIMU CBS3BIBAIOTCS TOPMOHBI
THIOTAIAMYCA, TTOCIIE Yero Yepe3 CHCTEMY aIeHIIATIMKIAa3bl X MeMOPaHHbIX KoMuiekcoB Ca’ -AT® u
M92+—AT<D 0CBOOOKIAIOTCSI MOHBI Ca’' n HAM®; nocineaHuit 1eMCTBYET KaKk Ha OCBOOOXKICHHE, TaK U
Ha CHHTE3 COOTBETCTBYIOIIETO TOPMOHA rUMo(u3a MyTéM aKTUBUPOBAHUS TPOTEUHKUHA3HI.

JIist BBISICHEHUS MEXaHU3Ma JEWCTBUSI PUIU3UHT-(AKTOPOB, BKJIOYAs HUX B3aUMOJICUCTBHUE C
COOTBETCTBYIOIIUMH PELENTOPaMH, OOJBIIYIO POJb CHITPAIM CTPYKTYPHBIE aHAJIOTU TUPOJIUOEpUHA U
roranonubepuHa. Hekotoppie W3 STHUX aHAJOroB 00JIaal0T Jaxke Oojee BBICOKOW TOPMOHAIBHOU
AKTUBHOCTBIO M NPOJOHTMPOBAHHBIM JEHCTBUEM, YEM NPUPOJHBIE TOPMOHBI runorajgamyca. OIHaKo
npeacTouT emeé Oonpinas paboTa 1Mo BRISICHEHUIO XUMHYECKOTO CTPOCHHUS YK€ OTKPBITHIX PHIIM3HHT-
(bakTopoB U paciu(PpoOBKE MOJIEKYJISIPHBIX MEXAHU3MOB UX JEHCTBHUS.

I'OPMOHBI THITO®U3A

B runoduze cuHTE3MpyeTCS psn OMOJOTUYECKH aKTUBHBIX TOPMOHOB OEIIKOBOW W TIETITHIHOM
OPUPOABI, OKa3bIBAIOUIMX CTUMYJIUpPYIOIUA dPpekTr Ha paznuyHble  (QU3MOJIOTHYECKUE U
OMOXMMHUYECKHE NPOLECCHl B TKAHAX-MUIIEHAX (Tads. 8.2). B 3aBHCMMOCTH OT MecTa CHHTE3a
pa3IUYaloT TOPMOHBI TEpeaHEeH, 3aJHe W TPOMEXYTOuHOW moned rumodusza. B mepemgneit moie
BbIPA0ATHIBAIOTCSI B OCHOBHOM OE€JIKOBbIE M TOJIMIIENITUIHBIE TOPMOHBI, HAa3bIBAEMbIE TPOIHBIMU
FOPMOHAMU, WU TPONUHAMHU, BCJIECACTBUE HX CTUMYJIUPYIOIIETO JCHCTBUS Ha Pl JIPYrux
SHIAOKPUHHBIX K€J€3. B 4acTHOCTH, TOPMOH, CTUMYJIMPYIOUIMKA CEKPELUI0 TOPMOHOB IIMTOBUIHOU

JKCJIC3EbI, IIOJTYYHII Ha3BAHUC KTHUPOTPOIIMH.
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Tabmuma 8.2. TopMoHbl ruNopu3a HW OCHOBHBbIe KJIUHUYECKHE CHHIAPOMBI,

NARURAIMNIITIUAAC TTNU HANVIITAHUUT MUY CAICNATIITUAU

I'opmon Monexkynsap- OCHOBHBIE KIIMHUYECKUE CHHIPOMBI
Has Macea 1py U30bITKE [PH HEOCTATOYHOCTH
TOpMOHA TOpMOHA
T'opmonbl nepeaneii 1o1u runogusa
T'opmon pocTa 21500 Axpomeranus KapnukoBocts
(upe3MepHBIii pocT) (HM3KOPOCIOCTH)
Kopruxorponun (AKTT) 4500 Cungpom Uuenko- Bropuunas rumo-
Kymunara (hyHKIHS KOPBI
HA/IMTOYCYHUKOB
TupoTponun 28000 Tuneptupeos Bropu4nblii runoTupeos
IponakTun 23500 Awmenopes, Oecrionue, |OTcyTcTBUE NAKTALUN
rajaKTopes
DOITUKYTOCTUMYIUPYIO- 34000 IIpexxneBpeMenHoe Bropuunas rurmo-
Uit ropMoH (omnnu- II0JI0BOE CO3peBaHue | (PyHKIHS OIOBBIX
TPOTIH) Kenes; Oecrioaue
JIrorennnsupyrommwmii rop- | 28500 To xe To xe
MOH (JIFOTPOIIHH)
Jlunorponux 11800 Hcromenue Oxupenue
T'opmons! 3aaHeii 1oy runogusa
Bazonpeccun 1070 — HecaxapHsriiiguaber
OKCcUTOLIUH 1070 - —

B nocnennue rompl M3 TKaHU MO3ra JKMBOTHBIX ObUIO BbIAeNeHO Oosiee 50 mnenTuios,
NOJIYYMBIIMX Ha3BaHUE HEUPOIENTHUIOB M ONPEACISIONINX MOoBeAeHUYeCKue peakuuu. 1lokazaHo, 4ro
9TH BEIECTBA BIUAIOT Ha HEKOTOpble (DOPMBI MOBEAECHUS, MPOIECChl OOYYEHHS U 3alOMUHAHUA,
pEeryiupyoT COH U CHHUMAIOT, MoAo0HO MopduHy, 601b. Tak, BbiaenenHsii P-supopoun (31
AMUHOKHUCJIOTHBIM OCTAaTOK C BBISICHEHHOU MOCIIEN0BAaTEIbHOCThIO) OKa3zayics nmoutu B 30 pa3 akTUBHEE
MopduHa B KadecTBe 00€300JMBAIOIIET0 CPEeACTBA. Psia Ipyrux MenTHioB OKa3blBAET CHOTBOPHOE
neiictBue, a 16-4eHHBIA NeNTH/l, BHI3BIBAIOLINI Y KPBIC CTPAaX TEMHOTHI, OB Ha3BaH CKOTO()OOMHOM.
Brinenen nonumnentu; aMeneTuH, KOTOPbId, HA000POT, OTYy4aeT KPbIC OOSITHCS PE3KOro 3BYKa AJIEKTPH-
YecKOoro 3BOHKAa. PaboThl B ATOM HampaBiIC€HUH WHTEHCHUBHO BEIYTCS BO MHOTUX Jab0OpaToOpUsX.
Brionne BO3MOXKHO, YTO CKOPO OYIyT BBIACIEHBI U COOTBETCTBEHHO CUHTE3UPOBAHBI HCKYCCTBEHHO IS
K10 (pOpMBI TOBEICHHS] COOTBETCTBYIOIIME HEUPOTICTITH IbI, BKIIOYAs MENTUIbI TAMSITH.

Ba3zonpeccuH M OKCUTOLUH

['opMOHBI Ba30MpPEeCCMH U OKCHUTOLMH CHUHTE3UPYIOTCS PUOOCOMAJIBHBIMIYTEM, MPUYEM
OJIHOBPEMEHHO B ruroTtajamyce cuHTe3upyroTcs 3 oenka: Hedpodusunl, II u I, dyHkus KoTOphIX

3aKIIHOYACTCA B HCKOBAJICHTHOM CBA3bIBAHMHM OKCUTOIIMHA MW Ba30IMPCCCHMHA MW TPAHCIIOPTEC ITUX
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TOPMOHOB B HEMPOCEKpPETOpHbIE I'paHyjbl Tumnoraiamyca. Jlamee B BUIE KOMIUIEKCOB HEHpOPU3MH-
TOPMOH OHU MUTPHPYIOT BJIOJL aKCOHA M JJOCTUTAIOT 3aHEH J0Ju runodusa, rae OTKIAABIBAIOTCS PO
3amac; 1mociie JAUCCOLMAlUU KOMIUIEKCa CBOOOIHBIM TOPMOH CeKpeTupyercs B KpoBb. HelpoduszuHbl
TaK)K€ BBIJICJICHBl B YKMCTOM BHUJIE, M BBIACHEHA MEpBUYHAs CTPYKTypa IByX u3 HuX (92 uz 97
AMUHOKHCIIOTHBIX OCTaTKOB COOTBETCTBEHHO); ATO OOTaThie IUCTEUHOM OCIIKH, COAEpIKaIIue M0 CEMb
TUCYIIb(MUIHBIX CBS3EH.

XHUMHYECKOE CTpPOCHHE OOOMX TOPMOHOB OBUIO pacmm(poBaHO KIACCHYECKUMHU paboTamu
BuncentagroBuab0OC COTpyAHUKAMHU, BIEPBHIC BBIACIUBIINX dTH TOPMOHBI U3 3aTHEH J10JIM TUTIOPHU3A U
OCYUIECTBUBIIUX WX XHUMHUECKHH cuHTe3. (O0a TropMoHa NPEACTaBIAIOT COOOH HOHAMENTHIbI
CJIEIYIOLLEr0 CTPOCHHUS:

(bepesos, 257 ctp.)

Bazonpeccun oTiiMYaeTcsi OT OKCUTOLIMHA JIBYMSI aMUHOKUCIOTAMU: OH COJEPKUT B TOJIOKEHUU
3 or N-xonma (eHwIamTaHWH BMECTO W30JICHIIMHA U B TMOJOKEHWH 8 — apTUHUH BMECTO JICHITMHA.
VYkazaHHas 1OCJIe0BATENBHOCTh 9 aMUHOKHCIIOT XapaKkTepHa JIJIsi Ba30MPECCHUHA YeI0BEKa, 00€3bsHbI,
JIOTIa U, KPYITHOTO pOraToro CKOTa, OBIIBI U coOaku. B Monekyie Ba3onpeccuHa u3 Tunodusa CBUHbBU
BMECTO apTMHHMHA B TOJIOKEHUU 8 COJEPIKUTCS JIM3MH, OTCIO/Ia Ha3BAHUE «JIM3UH-BA30MPECCUH». Y
BCEX MO3BOHOYHBIX, 32 UCKIIOUEHHWEM MJICKOMUTAIOMINX, UACHTU(UIIMPOBAH, KPOME TOrO, Ba30TOLIMH.
DTOT TOPMOH, COCTOSIIITUN W3 KOJbIA C S—SMOCTUKOM OKCHTOIIMHA W OOKOBOW IIETIHIO BAa30MPECCHUHA,
ObLJI CHHTE3MpPOBAH XUMHUYECKHM BHHCEHTIIOBHUHBO 3370JT0 110 BBIAEICHHUS MPUPOJHOTO TOPMOHA.
BrickazaHo mpennosnokeHne, 4To IBOIOIMOHHO BCE HEHPOTMMO(PHU3apHBIE TOPMOHBI TMPOU3OIIIN OT
OJIHOTO OOIIET0 MPENIIeCTBEHHUKA, @ UMEHHO apTUHUH-BA30TOIMHA, U3 KOTOPOTO MYyTEM OJMHOYHBIX
MYTAalUil TPUILJIETOB FT€HOB 00pa30BaIMCh MOJU(UIIUPOBAHHBIE TOPMOHBI.

OcHOBHOM OHOJOTHYECKHN 3PPEKT OKCUTOLMHA y MIIEKONUTAIOUINX CBSI3aH CO CTUMYJIALIUEH
COKpalleHMs TIAJAKUX MBI MAaTKU MPU POJAX U MBIIIEYHBIX BOJOKOH BOKPYT QJIbBEOJI MOJOYHBIX
XKen€3, YTO BbBI3BIBAET CEKPEUUI0 MOJIOKA. BaszompeccuH CTUMYIUPYET COKpallleHHe TJIaJKhX

MBIIICYHBIX BOJIOKOH COCYIOB, OKa3bIBasi CUJIBHOC BA30IIPCCCOPHOC I[efICTBI/Ie, OIHAaKO OCHOBHas POJIb
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€ro B OpraHu3Me CBOJUTCA K peryjsiud BOAHOrO OOMEHa, OTKyla €ro BTOpOE Ha3BaHUE
aHTHIMypeTUYeckoro ropmona. B wHeOonpmux konumentpammsx (0,2 Hr Ha 1 Kr maccel Tena)
Ba30MPECCHUH OKa3bIBAET MOIIHOE AHTHIUYPETHUYECKOE NEUCTBUE — CTUMYJIHUPYET OOpaTHBIA TOK BOJbI
yepe3 MeMOpaHbl MOYEYHBIX KaHaJIbIEB. B HOpMe OH KOHTPOJIHUPYET OCMOTHYECKOE JaBJICHUE MIa3Mbl
KpPOBHM M BOJHBIN OanaHC opraHu3Mma 4enoBeka. [Ipu maTojoruu, B 4aCTHOCTH aTpoduu 3aaHE J0JH
runodu3a, pa3BUBACTCS HecaxapHbId JuabeT 3a0oJieBaHUE, XapaKTEepU3YIOLIEecs BbIICIECHUEM
YpEe3BBIYAHO OOJBIIMX KOJMYECTB JKHAKOCTH C MO4YOW. [Ipm 3TOM HapymieH oOpaTHBIM mpoiiecce
BCAChIBaHUS BOJIbI B KAHAJbLAX ITOYEK.

OTHOCHUTENIbHO MEXaHu3Ma JEHUCTBUA HEUPOrunopu3apHbIX TOPMOHOB M3BECTHO, 4YTO
rOpMOHaJIbHbIE (P (EeKThl, B YAaCTHOCTH Ba30NPECCHHA, PEATU3YyIOTCS dYepe3 aJACHWIATIMKIA3HYIO
cucremy. OqHAKO KOHKPETHBIM MEXaHU3M JIEVCTBUS Ba30IPECCHHA HA TPAHCIIOPT BOJBI B ITOYKAX MOKA
OCTAa€TCs HESICHBIM.

Menanouurcrumyupyoumue ropmonbl (MCI'y Mes1aHOTPONIUHBI)

MenaHOTpONMHBI CUHTE3UPYIOTCSL U CEKPETUPYIOTCS B KPOBb IPOMEKYTOUHOM Joiel runodusa.
Boigenensl u pacmmgpoBaHbl NEPBUYHBIE CTPYKTYpPHl JABYX THUIOB TOPMOHOB —0-U [-
MenmanoruTcTuMympyomue ropmonbl (a-MCIT u f-MCT'). Oka3zanoch, 4To y Bcex 00CIIeI0BaHHBIX
*KUBOTHBIX 0o-MCI' coctour u3 13 OCTaTKOB AaMHUHOKHUCIIOT, PACHOJIOKEHHBIX B OJIMHAKOBOM
NIOCJIEIOBATEIbHOCTH:

CH;3-CO-NH-Cep-Tup-Cep-Mert-I ' ny-I'uc-®en-Apr-Tpn-I nu-JIuz-I1po-Ban-CO-NH,

B o-MCI' N-koHueBoW cepuHaueTHIHpoBaH, a (C-KOHILEBass aMUHOKHMCIIOTA IMpeACTaBIeHA
BAJIMHAMUIOM.

CoctraB u ctpykrypa PB-MCI' okazanuch 0oJiee CIOXKHBIMH. Y OOJIBIIMHCTBA >KUBOTHBIX
mosiekyna B-MCI' coctouT u3 18 0CTaTKOB aMUHOKHUCIIOT; KPOME TOTO, UMEIOTCSI BUAOBBIE pa3Inyus,
Kacarouiyecs: MpUupoJibl AMUHOKHUCIIOTHl B TOJIOKEHUSIX 2, 6 W 16 moaunenTuAHONW Lenu ropMoHa. [3-
MCT', BbIICTIEHHBIN U3 TPOMEKYTOUHOM 10 TUTIO(U3a YEIOBEKa, OKa3ajcs 22-4ICHHBIM TENTHIOM,

y,IIJ'II/IHéHHLIM Ha 4 aMUHOKHUCIIOTHBIX OCTaTKa ¢ N-KOHHaZ
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H-Ana-I'ny-JIuz-JIuz-Acn-I'ny-I'nmu-IIpo-Tup-Apr-Met-I ny-I uc-®en-
Apr-Tpn-I'mu-Cep-IIpo-IIpo-JIuz-Acn-OH

@uU3HOJIOTMYECKAs] POJIb MEJIAHOTPOIIMHOB 3aKJIKOYAETCd B CTUMYJIUPOBAHUM MEJIAHUHOTEHE3a y
MJIEKOMUTAIONIMX U YBEIMYECHUU KOJIMYECTBA MUTMEHTHBIX KIETOK (MEJIAHOIIMTOB) B KOKHBIX TTOKPOBAX
3eMHOBOJIHBIX. Bo3moskHo Takxe BausHue MCI' Ha okpacky Mexa v CEKPeTOPHYIO (YHKIIUIO CaJbHBIX
KENE3 Y KUBOTHBIX.

AnapeHokopTukoTponHbiii ropmoH (AKTI', kopTUKOTPONIMH)

Emé B 1926 r. ObUIO yCTaHOBJEHO, YTO TUMO(GU3 OKA3bIBAECT CTUMYJHPYIOIIEE BIUSHUE HA
HAJITIOYEYHUKH, TMOBBIIIAs CEKPELNUIO TOPMOHOB KOPKOBOrO BellecTBa. HakoIUIeHHbIE K HACTOSIIEMY
BPEMEHU JIaHHBIE CBUJCTEIBCTBYIOT, 4TO 3THM cBoWctBoM HazaenéH AKTI, BeipabatpiBaeMblit
0azopuiabHbIMH  KJIeTKamMu ajeHorunopusza. AKTI, moMHMO OCHOBHOTrO JEWUCTBHUS CTUMYJISIIUU
CUHTE3a M CEKpeUMH TOPMOHOB KOpbl HAANOYEYHUKOB, O0O0JIalaeT KUPOMOOWIM3YIOUIEH U
MEJIaHOLMTCTUMYJIUPYIOIIEH aKTUBHOCTBIO.

Monekyna AKTI y Bcex BHAOB XHUBOTHBIX COJICPKUT 39 aMUHOKHUCIOTHBIX OCTaTKOB.
[lepBuunas crpykrypa AKTI cBuHbE U OBIIBI Obl1a pacmudpoBana emé B 1954-1955 rr. Ilpuogum
yrouHéHHoe ctpoenne AKTI denopeka:

H-Cep-Tup-Cep-Met-1 ny-I'nc-®en-Apr-Tpn-I nu-JIuz-IIpo-Ban-I'nu-
JIuz-JIuz-Apr-Apr-Ilpo-Ban-JIuz-Ban-Tup-IIpo-Acn-Ana-I' mu-I"my-
Acn-I'na-Cep-Ana-I'ny-Ana-®en-I1po-Jlei-I ny-®en-OH

Pasznuuns B ctpykrype AKTI oBubl, cBHHBH U ObIKAa KacarOTcs TOJBKO mpuposl 31-ro u 33-ro
OCTaTKOB aMUHOKHUCJIOT, OJTHAKO BCE OHU HAJENIEHBI MOYTH OJMHAKOBOM OMOJIOTMYECKON aKTUBHOCTHIO,
kak 1 AKTI runodwusa yenoreka. B monexkyne AKTI, kak u npyrux O0eJKOBBIX TOPMOHOB, XOTS M HE
OTKPBITHl AaKTHBHBIE HEHTPHl HAMoJ00We aKTUBHBIX IIEHTPOB ()EPMEHTOB, OJHAKO MPEANOIaraeTcs
HaJu4yue JBYX aKTHMBHBIX YYaCTKOB IENTHUIHOW LENH, OJUH U3 KOTOPBIX OTBETCTBEH 3a CBA3BIBAHHE C

COOTBETCTBYIOIIMM PELETITOPOM, APYTroi — 32 TOPMOHAIBHBIN 3D (DEKT.
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Hannele 0 mexanusme aerctsus AKTI Ha cuHTE3 CTEPOHMIHBIX TOPMOHOB CBUAETEIBCTBYIOT O
CYILIECTBEHHOW pOJIM aJeHWIaTHUKIa3HoM cucteMbl. lIpennomarator, yro AKTI Bcrymaer Bo
B3aMMOJENCTBHE CO CrIeHU(PUUECKUMU PELIENITOPAMH HAa BHEIIHEN MOBEPXHOCTH KIETOYHONH MEMOpaHBI
(peuenTopsl mpencTaBiIeHbl O€IKaMi B KOMIUIEKCE C IPYTMMH MOJIEKYJaMH, B YaCTHOCTU C CHAJIOBOU
kucnoroif). Curnan 3arem nepemaércs Ha (EpPMEHT aJeHWIATIUKIIA3y, pPacHOJOKEHHYI0 Ha
BHYTPEHHEN NOBEPXHOCTU KJIETOUHOM MeMOpaHbl, KoTopas Karanusupyer pacnag AT® u oOpazoBaHue
UAM®. IlocnenHuil akTUBUPYET NPOTEMHKHHA3y, KOTOpas B CBOK ouepenb ¢ ydactuem ATO
ocymiecTBisieT (HOCPOPUIMPOBAHUE XOJMHACTEpPA3bl, MpeBpalameid 3pUpbl XoJlecTepruHa B
CBOOOJHBIN XOJIECTEPUH, KOTOPBIM MOCTYyNaeT B MUTOXOHJAPUHU HAIANOYEUYHUKOB, II€ COJEPIKATCS BCE
(bepMEeHTBI, KaTaTU3UPYIOLKeE MPEBPAIICHUE X0JIeCTepUHA B KOPTUKOCTEPOUIBI.

Comartorponnbiii ropmoH (CTI', ropMoH pocTa, COMATOTPOIIMH)

['opMOH pocTa ObUT OTKPBIT B 3KCTPAKTax NepenHed nonau runopusa emé B 1921 r., onHako B
XUMHYECKH YUCTOM BHAE MoiydeH Toibko B 1956-1957 rr. CTI' cuntesupyercss B anuao(QUiIbHbIX
KJIETKaX NepeIHed 10Ju runodusa; KOHLEHTpalus ero B runoguse cocrasiser 5-15 mr Ha 1 1 TkaHwy,
yro B 1000 pa3 mpeBbIIaeT KOHIIEHTPALMIO APYTUX ropMoHOB runodusa. K HacTosmemy BpemMeHU
MOJTHOCTBIO BBISICHEHA MEepBUYHAs CTPYKTypa O0enkoBoi mosekysbl CTI yenoBeka, Obika u oBibl. CTI
4esI0oBeKa COCTOUT U3 191 aMUHOKHMCIOTHI U cOAEpKUT Be aucyiabpuanbie cBsizu; N- u C-KOHLEBbIE
AMUHOKHCIIOTHI MPEJCTABIICHBI (DEHUITATaHUHOM.

CTI' obmagaeT WIMPOKUM CIEKTpOM Ouosoruueckoro aeiictsus. OH BIMAET Ha BCE KIETKU
OpraHu3Ma, OIpenessisi WHTEHCHMBHOCTh OOMEHa YrjeBOJOB, OENIKOB, JWIKIOB M MHHEPAIbHbBIX
BeniectB. O ycunuBaetr Ouocunre3 Oenka, JJHK, PHK u ramkorena u B To ke BpeMs CiocOOCTBYeET
MOOMJIM3alUHU KUPOB U3 JIENO M pacnaay BBICIIUX KUPHBIX KHUCIOT M IVIIOKO3bl B TKaHAX. [loMumo
aKTMBAallUM ITPOLECCOB ACCHUMWIALMHU, CONPOBOXIAIOIIMXCS YBEIMYEHHEM pa3sMEpPOB TeNd, POCTOM
ckenera, CTT" koopAMHUPYET U PETYIUPYET CKOPOCTh MIPOTEKAHNUS OOMEHHBIX IpoleccoB. Kpome Toro,
CTT' 4yenoBeka M mpuUMaTOB (HO HE JPYTrUX KUBOTHBIX) 00JaJacT H3MEPUMOU JIAKTOTCHHOM

aKTUBHOCTHIO. [Ipenmonaratot, yto MHOTHE OHOSTOTHYECKHE 3PPEKTH ITOTO TOPMOHA OCYIIECTBIISIOTCS
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yepe3 0coObli OeaKoBbINA (DakTOp, 0Opa3yromMiics B MEUEHH I0J] BIUSHUEM TOpMOHA. DTOT (DaKTop
ObUT Ha3BaH CyIb(UPYIOLIUM WUIM TUMHIAIOBBIM, TOCKOJIBKY OH CTUMYJIMPYET BKIIIOUEHHUE Cylb(dara B
xpsity, TumuauHa B JIHK, ypuauna B PHK u nponmna B komnaren. 1o cBoelt npupojae 31ot dakrop
okazasica mentugoM ¢ Mos. maccod 8000. VYuuthiBas ero OHOJOTMYECKYI0 pOjb, €My Jdaliu
HaUMEHOBAaHUE «COMATOMEIUHY, T.€. Mmeauatop aeictBus CTI' B opranuszme.

CTI' perynupyer mnpolecchl pOCTa M Pa3BUTUA BCETO OpraHM3Ma, YTO IOJITBEPKIAETCS
KJIMHUYECKUMH HaOmofeHusiMu. Tak, mpu Trunopu3apHOid KapIMKOBOCTH OTMEYAETCS MPOMOPIHO-
HaJbHOE HEIOPa3BUTHE BCETO TeENa, B TOM YHCIE CKEJIETa, XOTsS CYIIECTBEHHBIX OTKJIOHEHUN B
Pa3BUTHHU TCUXUYECKOU AEATENBHOCTH HE HaOomaeTcs. Y B3pOCIOro YeloBeKa TAKKE pa3BUBACTCA
psiA HapyUIeHWH, CBS3aHHBIX C Tuno- win runepdyskuueit runodusa. M3BectHo 3aboneBaHue
akpomeranusi(or rped. akroS—KOHEYHOCTh, Megas— OOJbINOH), XapaKTEPU3YIOIIEECs] HEMPOIOPIINO-
HaJIbHO MHTEHCUBHBIM POCTOM OTIEJbHBIX YACTEH TeJa, HAapUMep pYyK, HOT, TOJI00pOAKa, HaAOPOBHBIX
IyT, HOCA, $3bIKa, W pa3pacTaHUEM BHYTPEHHUX OPraHoB. boe3Hp BbI3BaHA, NO-BUAUMOMY,
OIYXOJIEBBIM MOPAKEHUEM TepeIHEN A0u TUnodusa.

JIakTOTPONHBIN rOPMOH (IIPOJTAKTHH, JJIOTEOTPOIHBIA FOPMOH)

[IponakThH cyMTaeTCsl OAHUM W3 HamOoJiee «IPEBHUX» TOPMOHOB TUNO(DU3A, MOCKOIBKY €ro
yaaércst 0OHapyUTh B TUNOGHU3€ HU3IIMX HA3EMHBIX KUBOTHBIX, Y KOTOPBIX OTCYTCTBYIOT MOJIOYHbBIE
JKeJe3bl, a TAaKXKe MOITYYUTh JAKTOTeHHBIA 3P ekt y muekonutaromux. [IoMmumMo 0oCHOBHOTO NeHCTBUS
(cTUMyYTISILMS Pa3BUTHUSI MOJIOYHBIX JKENE3 W JIAaKTallMH), TPOJAaKTUH UMEET BaKHOE OHOJOTHYECKOoe
3HAYEHHUE — CTUMYJIUPYET POCT BHYTPEHHHX OPraHOB, CEKPELHUIO KENTOro Tena (0TCroaa ero BTOpoe
Ha3BaHUE  «IOTEOTPONHBI  TOPMOH»), OKa3blBa€T PEHOTPOIHOE, SPUTPOINOITHYECKOE U
rUnepriukeMuyeckoe aecteue u ap. M30bITOK mpojakThHa, 00pa3yoluics OObIYHO MPU HAIWYUU
ONyXOJIEH N3 CEKPEeTUPYIOIIMX MPOJAKTUH KIETOK, NPUBOAUT K NPEKPALICHUIO MEHCTpyalnuu
(ameHoOpes) M YBEJIMYEHUIO MOJIOYHBIX KeJ€3 Y KEHIIUH U K UMIIOTEHIIUU Y MY>KUHH.

PacumudpoBana cTpykTypa HpoJakTUHA W3 runodusza oBIbl, ObIKAa M YEJOBEKA. DTO KPYIHBIM

O€NoK, MPEJCTABICHHBIM OJHOW TMOJUIENTUAHOW LENbI0 C TpeMs JUCYIbPUAHBIMU CBA3SIMHU,
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cocroAmuid n3 199 aMMHOKHMCIOTHBIX OCTaTKOB. BuaOBbBIE OTIMYMA B IOCIEAOBATEIBHOCTH
AMUHOKHUCIIOT KacaroTCsl MO CYIIECTBY 2-3 aMUHOKUCIOTHBIX OCTATKOB. PaHbllle ocriapuBajgoch MHEHUE
0 CEKpEeLUHU JaKTOTPOIMHA B TUNIO(U3€E YETOBEKA, TOCKOJBKY IIPEAIoIarajii, 4YTo ero QyHKUHUIO SIKOObI
BBINIOJHAET COMATOTpONMH. B Hacrosiiee BpeMsl IMOJIy4e€Hbl YOEIUTENbHBIE [OKA3aTelIbCTBA
CYILIECTBOBAHMSI MPOJAKTUHA YEJIOBEKA, XOTS B TUIO(PHU3E €ro CONEPKUTCA 3HAYUTEIFHO MEHBIIE, YeM
rOpMOHa pocTa. B KpoBM EHIMH ypOBEHb MPOJIAKTUHA PE3KO MOBbIIIAETCA nepel pogamu: 10 0,2 Hr/n
npotus 0,01 Hr/in B HOpME.

Tupeorponusiii ropmon (TTI', TupoTponuH)

B oTinune oT pacCMOTPEHHBIX MENTUAHBIX TOPMOHOB THIIO(U3a, IPEICTABIECHHBIX B OCHOBHOM
OJIHOM MOJIMMENTHIHON LENbI0, TAPOTPOIUH SBJISIETCS CIIOXKHBIM TTTUKOIIPOTEMHOM U COAEPIKUT, KPOME
TOr0, MO JABE O-U [-CyObEIMHUIBI, KOTOPbIE B OTAEIBHOCTU OWOJIOIMYECKON aKTHBHOCTBIO HE
o0namaroT: MoJ1. macca ero okosio 30000.

TupoTponuH KOHTPOIUPYET pa3BUTHE U (PYHKIMIO IIMTOBUIHON JKEJE3bl, a TAKXKE PEryIHpyeT
OMOCHHTE3 U CEKpELMI0 B KPOBb THUPEOMIHBIX TOpMOHOB. IlosHOCTBIO pacum¢ppoBaHa NEepBUYHASA
CTPYKTYpa 0-¥ -CyObeIMHHI] TUPOTPOIMHA ObIKA, OBIIBI U YEJIOBEKA: 0-CyOBeuHUIIA, coaepxkarias 96
AMUHOKHCJIOTHBIX OCTaTKOB, MMEET OJMHAKOBYI0 aMWUHOKHCIOTHYIO ITOCIIEIOBAaTEIbHOCTh BO BCEX
u3ydeHHbIX TTI' n BO Bcex NIOTEMHM3UPYIOUIMX TOpMOHaX runo¢usa; B-cyObeauHUIa TUPOTPONUHA
YeJoBeKa, cojepxkamas 112 aMMHOKUCIIOTHBIX OCTaTKOB, OTJIMYAETCS OT aHAJIOTUYHOT'O MOJIUIIETITH/IA B
TTI' KpymHOro poraroro CKOTa AaMHHOKHCIOTHBIMH OCTaTKaMHU M OTCyTCTBHEM (C-KOHIIEBOTO
MeTHOHMHA. [loaTOMy MHOTrHMEe aBTOpBI cHElU(pUUYECKHEe OHOJOTUYECKUE M HWMMYHOJOTUYECKHUE
CBOMCTBa TOpMOHa OOBSCHSIOT HamuuueM P-cyobenunuisl TTIT B komIuiekce ¢ 0-CyObeTUHUIEH.
[TpenmnosnaratoT, 4TO IEHCTBUE TUPOTPOIMHA OCYIIECTBISETCS, MOAOOHO AEHCTBUIO APYTUX TOPMOHOB
OENKOBOM MPHUPOABI, TOCPEICTBOM CBSI3bIBAHMS CO CIEUU(DUUECKUMHU PELENTOpaMu MIa3MaTUYECKUX
MeMOpaH U aKTUBUPOBAHUS aJCHUIATIIMKIA3HOW CUCTEMBI.

TI'onagoTponHbie rOPMOHBI (TOHAZOTPONMHBI)
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K ronagorponunam oTtHocsTCs Goiukygoctumyaupyromuii ropmon (OCIY, domnmurponun) u
JHOTeNHU3Upyromuid ropMos (JII', moTponuH), Wiau TOPpMOH, CTUMYJIHMPYIOIIUMNA WHTEPCTULHATbHBIC
kieTkr. Oba ropMOHa CHHTE3UPYIOTCS B MepelHel nose runodusa v sSBISIOTCS, KaK U TUPOTPOIIHH,
CJIOXKHBIMH OeJIKaMU—TJIMKONpOoTenHaMu ¢ MoJl. maccod 25000. OHM peryaupyrT CTEpPOHAO0- H
raMeTOreHe3 B IMOJIOBBIX Jkelie3ax. DOoUMTPONMH BBI3BIBACT CO3pEBaHKE (DOJUTMKYJIOB B SIMYHUKAX Y
CaMOK U CIepMaToreHe3 — y camioB. JIFOTPONKUH y CaMOK CTUMYJIHPYET CEKPELHI0 3CTPOT€HOB U
IPOrecTepoHa, Kak M Pa3pbiB (POJUIMKYJIOB C 0Opa30BaHHUEM KENTOrO Telld, a Y CAMIIOB — CEKPELHIO
TECTOCTEPOHA M PAa3BUTHE HWHTEPCTULMAIBHON TKaHW. BHOCHHTE3 TOHAaJOTPONHUHOB, Kak ObLIO
OTMEUYEHO, PETYJIUPYETCs TUIOTATAMUYECKUM TOPMOHOM FOHAI0MOEPHUHOM.

XUMHYecKasi CTPYKTypa MOJIEKYJIbI JTIOTPOIMUHA pacuInppoBaHa MOJHOCTHIO. JIIOTPOIUH COCTOUT
U3 JIByX o- U P-cyOobenunuinl. CTpykTypa o-CyObEIUHHMI] TOPMOHA Yy OOJIBIIMHCTBA KWBOTHBIX
coBnagaer. Tak, y OBIBI OHA COJACPKUT 96 aMUHOKMCIOTHBIX OCTATKOB M 2 YTJIEBOAHBIX pajukaia. Y
YeJioBeKa 0-CyObeMHHIIA TOPMOHA YKOPOUYEHA Ha 7 aMUHOKHUCIOTHBIX OCTaTKOB ¢ N-KOHIa U OTJIHYa-
eTcsi mpupoaoi 22 amuHOKucioT. PacmmdpoBaHa Takke MOCIEAOBATENIBHOCTh aMHHOKHCIOT B [3-
CcyOBeMHUIIAX JIIOTPONUHA CBUHBU W 4YeloBeka. o- U P-CyObeAMHUIBI B OTACIBHOCTU JIUIICHBI
OMOJIOTMYECKOM aKTUBHOCTH (IO aHAJIOTMHM C OOJBIIMHCTBOM CyObeAUHUIL GepMeHTOB). TOIBKO HX
KOMILJIEKC, 00pa3oBaHUE KOTOPOrO, BEPOSITHEE BCETO, MPEIONpPeesIeHO MEPBUYHOU CTPYKTYpOU HX,
OPUBOAUT K (HOPMHUPOBAHUIO OMOJIOTMUECKH AKTUBHOW MAaKPOMOJEKYJSIPHOW CTPYKTYpPHI 3a CUET
ruApooOHBIX B3aUMOJIEHCTBUM.

Jlunorponubie ropmonsl (JITT, imnorponunb)

Cpenu TOpMOHOB TiepenHel nonu Tunodusa, CTPYKTypa W (DYHKIUS KOTOPHIX BBHISICHEHBI B
nocjeaHee NECITUICTHE, CIEAyeT OTMETUTh JUIOTPONUHBLI, B yacTHOCTH [- u y-JITI'. HauGonee
noApoOHO M3ydeHa MEpBUYHAS CTPYKTypa [-JMIOTPOINHMHA OBIBI U CBUHBH, MOJEKYJIBl KOTOPOTO
coctoAT M3 91 aMUHOKMCIOTHOrO OCTaTKa M HMEIOT CYIIECTBEHHbIE BHJOBBIE pa3iuyuus B
MOCJIEIOBATEILHOCTH aMUHOKHUCIOT. K Ouonoruueckum cBoicTBaM [-TUNOTPONUHA OTHOCSTCS

KUPOMOOMITH3YIOIICE JICUCTBHE, KOPTUKOTPOITHAS, MEJIAHOLUUTCTUMYJIUPYIOIIAs u
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TUIOKAJIbIIMEMUYECKasi aKTUBHOCTh U, KpOME TOTO, MHCYJIMHOMOIOOHBIN 3P (EKT, BhIpAKAIOUTUNACS B
MOBBIIICHUA CKOPOCTH YTHJIM3AIMK TJIIOKO3bI B TKaHsAX. [Ipemmosarator, 4To JUNOTPONHBIA d(DPeKT
OCYIIECTBJISIETCS UEPE3 CUCTEMY «aJieHUIATIMKIAa3a-HAM®D-npoTenHKMHA3a», 3aBEPIIAIONICH CTaauen
JNEUCTBUSL KOTOpoH siBisieTcss  (docopuaupoBaHre HEAKTHUBHON TPUALMIITIUIEPOJUIUIIA3bl. IDTOT
dbepMeHT Mocje aKTHBUPOBAHMS PACHICTUICT HEHTPAIbHBIC JKUPHI HA MUANMJITIMIEPOS W BBICIIYIO
JKUPHYIO KHCJIOTY.

[lepeuncnennple OMOJOTHYECKHE CBOMCTBA OOYCIIOBJICHBI HE [-JIMIIOTPONMHOM, OKa3aBIIMMCS
JUIIEHHBIM TOPMOHAJIBHOM AaKTUBHOCTH, a TMPOAYKTaMH €ro pacmaaa, oOpa3yIoImUMHCS TIpU
OTpaHMYCHHOM TMpoTeonu3e. Okazaloch, YTO B TKaHW MO3Ta W B MPOMEXKYTOUHOM joJie Tunodusa
CUHTE3UPYIOTCS OHOJIOTMYECKH AaKTUBHBIC TENTUbI, HAJICIEHHBICOMUATONOJOOHBIM JICHCTBUEM.
[TIpuBOAMM CTPYKTYpPbI HEKOTOPBIX U3 HUX:

H-Tup-I'nu-I'nu-®en-Mer-OH  H-Tup-I'nmu-I'nmu-Oen-Jleii-OH
Metuonun->akedanunlleduun-sakedanun

H-Tup-I'nu-T'nu-®en-Met-Tpe-Cep-I'ny-JIuz-Cep-I'nu-Tpe-1Ipo-Jleii-Ban-Tpe-Jlei-Oen-JIuz-Ach-
Ana-Une-Ban-JIuz-Acu-Ana-I'uc-JIuz-JIuz-I'nu-I'nu-OH
B-Dunopdun

OOuM  TUMOM  CTPYKTYpPhl JUISI  BCeX TPEX COCIMHEHUHN SIBJISICTCS  TETpamnenTHIHas
nocienoBareabHocTh Ha N-konme. [loxazano, uto B-sHmopdun (31 AMK) obpasyercs myTém
npoTeosiu3a u3 Oosiee KpymHoro rumnoduiapHoro ropmona P-nunorponuHa (91 AMK); nmocnemnnuit
BMecte ¢ AKTID o6pa3yercs wu3 oOmero mpeamiecTBEHHHKAa — MPOTOPMOHA, Ha3BaHHOTO
MIPOOMTMOKOPTUHOM (SBJIIETCSI, TAKUM 00pa3oM, IPEIpOrOPMOHOM), UMEIOIINM MOJICKYJISIPHYIO Maccy
29 xJla w wHacumTeBaronuM 134 aMUHOKHCIOTHBIX OCTaTKa. bHOCHMHTE3 H 0OCBOOOXKICHHE
MPOOMMOKOPTUHA B MepeaHed noyie Tumnodusza peryaupyercs KOpPTHKOJIMOEpHHOM THmoTraiamyca. B
ceoro ouepenp u3z AKTI u B-munorponuHanyTéM JTalbHEMIIET0 MPOIECCHHTAa, B YaCTHOCTH
OTPAaHUYECHHOTO TMPOTEOJIU3a, OOpa3ylTCsI COOTBETCTBEHHO O-U [3-MEJIaHOUUTCTUMYJIUPYIOIINE

ropMmoHbl (a-u B-MCI'). C nomomipto TexHuku kiaoHupoBanus JIHK, a taxke meronma ompemeleHHs
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NEPBUYHOM CTPYKTYpPhl HYKJIEHMHOBBIX KuUCIOT CeHmxepa B psae Jiabopartopuil Oblia pacKpbiTa
HYKJIEOTUHAs TocieaoBaTeabHocTh MPHK—mpeamecTBeHHIKa TPOONUOKOPTUHA. DTH UCCIIEIOBAHMS
MOTYT CIY’)KHUTh OCHOBOM ISl 1EJICHANpPABJICHHOTO TMOJIYYEHHUS HOBBIX OMOJIOTMYECKH AKTHUBHBIX
TOPMOHAJIbHBIX JIEYEOHBIX MPETapaToB.

Hwxke mnpencraBieHbl MENTUAHBIE TOPMOHBI, OOpasylolUecs W3 [-TUHOTPONMUHAIYTEM

CHCI_II/I(I)I/I‘ICCKOFO IIpoTcOoOIn3a.

Yuacmok f-nunomponuna Ilenmuouwiti copmon
1-58 y-JlunoTponux
41-58 B-MCI'
61-65 Mert-3aKedanun
61-76 a-DHaophuH
61-77 y-OHnophuH
61-79 d-DHnoppuH
61-91 B-Dunopdun

VYuuTeiBass UCKIIOYHUTENBHYIO POJIb [-JUMOTPONUHA KaK MPEANICCTBEHHUKA MEePEUHCICHHBIX
TOPMOHOB, MPUBOJIUM TIEPBUUYHYIO CTPYKTYPY B-TUMOTPOIIMHA CBUHBH (91 aMHUHOKHUCIOTHBIN OCTATOK):
H-TI'ny-Jlen-Ana-I'mu-Ana-IIpo-1Ipo-I'nmy-IIpo-Ana-Apr-Acn-IIpo-I'my-Ana-
[Ipo-Amna-TI'ny-I'nmu-Ana-Ana-Ana-Apr-Ana-1'ny-Jlei-I' ny-Tup-I nu-Jlen-Ban-Ana-I'ny-Ana-I' my-Ana-
Ana-I'ny-JIuz-JIuz-Acn-I'ny-I'nmu-IIpo-Tup-JIuz-Met-I'ny-I'uc-®en-Apr-Tpn-I nmu-Cep-IIpo-IIpo-Jlus-
Acn-JIuz-Apr-Tup-I'mu-I'mu-®en-Mert-Tpe-Cep-I ny-JIuz-Cep-I'nu-Tpe-IIpo-Jleii-Ban-Tpe-Jleii-Den-
JIuz-AcuH-Ana-Une-Ban-JIuz-AcuH-Ana-I'uc-JIuz-JIuz-I' nmu-I'na-OH

[ToBbIIEHHBIH MHTEpPEC K YKa3aHHBIM IENTHJIaM, B YaCTHOCTU SHKedaanuHam U SHAopdHuHAM,
JTUKTYETCS UX HEOOBIYalHON CIOCOOHOCTHIO, MOJ00HO MOp(HUHY, CHUMATh OOJICBBIC ONIYIICHUS. JTa
00J1aCTh MCCJIEAOBAaHUSA—TIONCK HOBBIX MPUPOAHBIX MENTHUAHBIX TOPMOHOB M(MJIM) UX HAIMpPaBJICHHBIN

OMOCHUHTE3—SIBJISIETCS MHTEPECHOW M MHOTOOOEIIAIONIeH i pa3BUTUS (HU3HOJIOTHUH, HEUPOOHOJIOTHH,

HCBPOJIOTUH U KIIMHUKH.
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I'nasa 10.
PEI'YJiAIIUA BOJAHO-COJIEBOI'O OBMEHA

Boja 1 pacTBOpEHHBIE B HEM BEIIECTBA, B TOM YUCJIE MUHEPAJIBHBIE COJIM, CO3Al0T BHYTPEHHIOO
Cpelly OpraHu3Ma, CBOMCTBAa KOTOPOM COXPAHSIOTCA MOCTOSHHBIMU WJIM M3MEHSIOTCS 3aKOHOMEPHBIM
00pa3oM Mpu U3MEHEHUH (PYHKIIMOHAIBHOTO COCTOSTHUSI OPTaHOB M KJIETOK.

Bona TkaHel SBISE€TCS HE NPOCTO PACTBOPUTENEM WM HMHEPTHBIM KOMIIOHEHTOM: OHa
BBITIOJIHAET CYIIECTBEHHYIO CTPYKTYPHYIO U (PYHKIMOHaJIbHYIO poib. Hampumep, B3aumopeiicTBue
OenkoB ¢ BOJOM oOecmeurnBaeT HX KOH(MOPMALMIO C MPEUMYIIECTBEHHBIM PACIOIOKEHHEM
ruApOo(UIBHBIX TPYNI HA MOBEPXHOCTU OENKOBOW Tio0yinbl, a Tupo@oOHbIX BHYTpU. Emé Oonbliee
3HaYE€HUE HMMEeT BOJa AJIsi CTPYKTYpPHOH OpraHu3aliu OWOJIOTMYECKHX MeMOpaH M MX OCHOBBI —
JBOMHOTO JIMIIUJHOTO CJOSl, B KOTOPOM THUAPOPHIbHBIE TOBEPXHOCTH KaXXJIOTO MOHOCIIOS
B3aMMOJICUCTBYIOT C BOJIOM, OTTpaHUYMBasi OT He€ ruapo(oOHOEe MPOCTPAHCTBO BHYTPU MEMOpaHbI,
MEXIAY MOHOCJIOSIMHU.

Boga ciyXuT CpeaCcTBOM TpaHCHOpPTa BELIECTB KAaK B IPENENax KIETKH M OKPYKAIOIIEro €€
MEXKJIETOUHOTO BEIECTBA, TaK W MEXAY OpraHaMu (KpOBEHOCHass M JMM@aTH4ecKass CUCTEMBI).

[TomaBnsironias 4acTh XMMAYECKUX PEAKIIMN B OPraHU3ME TPOUCXOAUT C BEIIECTBAMU, PACTBOPEHHBIMU
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B Bojie. BO MHOTUX XMMHMYECKHX MpPEBpAIllEHUSIX BOAA CIY>KUT PEAreHTOM: 3TO PEaKIUU TUIPOJIU3a,
ruapaTaiuy, AeruapaTaiuy, 00pa3oBaHue BOJbI IPU TKAHEBOM ABbIXaHUH, THAPOKCUIA3HBIX PEaKLIUsIX;
y pacTeHul MpOUCXOAUT (POTOOKHUCICHHE BOABI, U OOpa3yIOIIUNACS TIPU 3TOM BOAOPOJ MCHOJb3YyeTCs
JUTsl BOCCTAHOBJICHHUS YTJIEKHUCIIOTO ra3a Npu (POTOCUHTESE.

TouTH /3 Macchl Tela YeIoBeKa MPUXOANTCs Ha Boy. CyTOUHOE OTpeGIeH e BOIBI COCTABIACT
oKkoj0 2 11, kK 3Tomy gobasnserca 0,3-0,4 1 mMeTaboIMYecKOM BOABI, 0Opa3yIOIIECHCs MPU TKAHEBOM
apixanuu. Ilpu oOTCyTCTBMM TUTBS 4YENOBEK MOTMOAeT dYepe3 HECKOJIbKO CYTOK B pe3yJbTaTe
JEruipaTaliy TKaHEW, KOraa KOJIMYECTBO BOJIBI B OPraHU3ME YMEHbBIIAETCs MPUMEPHO Ha 12%.

[IpumepHo 5% Bcell BOAbl OpraHM3Ma HAaXOJIUTCA B KpPOBHU, 25% B MEKKIETOYHOM MATpPHUKCE
(uaTepcTULMaIbHAs Boja). Boay aTX AByX OacceliHOB Ha3bIBAIOT BHEKJIETOUHOM Bon0M. Okoio 70%
BOJbl OpraHu3Ma — BHYTPHUKIIETOYHas Boja. Mexkay TpeMsi OCHOBHBIMU OacceiHaMU CYIIECTBYET
WHTEHCUBHBIH 0OMEH XUJKOCThio. Hampumep, mepemernienue kugakoctu (mytéM nuddysum) ydepes
CTEHKH KanWUIAPOB B TEJE YeloBeKa cocTaniseT okoso 1500 1 B 1 MuH.

OCHOBHBIE HAPAMETPBI BOAHO-COJIEBOI'O OBMEHA

OCHOBHBIMH IapaMeTpaMH KUAKON Cpeabl OPraHu3Ma SBISIIOTCS OCMOTUYECKOE JaBieHue, pH u
o0beM. OcmoTuueckoe naBiieHne U pH MEXKIETOUHOM KUAKOCTH M TJIa3Mbl KPOBU OJMHAKOBBI; OHU
TaK)K€ OJMHAKOBBI B MEKKJIETOYHOM XKUAKOCTH pa3HbIXx opranoB. C apyroil cropoHsl, 3HaueHue pH
BHYTPHU KJIETOK Pa3HBIX THIIOB MOET OBITh Pa3IUYHBIM; OHO MOXET OBITh Pa3IUYHBIM U B Pa3HbIX
oTcekax oJHOM kineTku. Paznmuunme pH oObscHseTcss 0ocOOEHHOCTSIMHU MeTaboiM3Ma, MEXaHW3MaMu
aKTUBHOTO TPAHCIOpPTa, W30MpaTeIbHONW MPOHULAEMOCThI0 MeMmOpaH. OpHako 3HaueHue pH,
XapaKTepHOe NIl JJAHHOTO THUIa KJIETOK, MOJAJIEPKUBAETCS HA MOCTOSIHHOM YPOBHE; MOBBIIICHUE WIIH
noHwkenre pH npuBoautr Kk HapymeHuro QyHkuud  kietkd. lloxnepikanwe MOCTOSTHCTBA
BHYTPHUKIIETOYHOU Cpeapl oOecreunBaeTcs MOCTOSHCTBOM OCMOTHYECKOro aamiieHusi, pH u o0béma
MEXKJIETOUHOM MKUAKOCTH M IUTa3Mbl KPOBH, T. €. BHEKJIETOUYHOM KHUAKOCTH. B cBOl ouepensp,
MOCTOSIHCTBO TAapaMETPOB BHEKJIETOYHOM JKUJIKOCTU OMPENEseTcss JACMCTBUEM IOYEK M CHUCTEMBbI

TOPMOHOB, PETYJIUPYIOMIHX UX QYHKITUIO.
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OcMoTHYecKoe JaBlieHHE BHEKJICTOYHOM XHIKOCTH B 3HauuTelbHOW Mepe 3aBucut ot NaCl-
COJIM, KOTOpasi B 3TOM KHUAKOCTU COACPKHUTCS B HambOonbiied koHueHtpauuu (tadmn. 14.1). [Tostomy
OCHOBHOM MEXaHM3M pETyJSLIMM OCMOTHYECKOI'O JIaBJIEHUS CBSI3aH C M3MEHEHHUEM CKOPOCTH
BbIIecHUs 00 Boabl, 1100 NaCl, BciencTeue yero msmensercs konnentpamnus NaCls sxuakocTsax
TKaHeW, a 3HAYUT, U3MEHSETCAd M OCMOTHUYECKOoe naBieHue. Perynsius oO0béMa MPOUCXOAUT MYyTEM
OJJTHOBPEMEHHOTO M3MEHEHUsI cKopocTu BeiaeneHus u Boabl, 1 NaCl. Kpome Toro, MexaHusm xaxpl
perynupyet notpedinenue Boasl. Perymsimus pH oGecnieunBaercs n3dupaTebHbIM BbIICJICHUEM KUCIOT
WIM 1IeJ04eld ¢ Mo4oil; pH Mo4M B 3aBUCMMOCTH OT 3TOTO MOYKET M3MEHSAThCA B npenenax ot 4,6 1o
8,0.

C HapylIeHHEM BOJHO-COJIEBOIO TOMEOCTa3a CBS3aHbl TAKUE MATOJOIMYECKUE COCTOSHHS, Kak
JeruapaTanus TKaHed UM, Ha000POT, OTEKH, MOBBIIIEHNE WIN CHU)KEHNE KPOBSIHOTO JABJICHUS, IIOK,
aluz103, aJIKajio3.

Tabauua 14.1. DneKTpoIMTHBIN COCTAB KUIKOCTEN OpraHu3Ma 4eaoBeKka (IpUBEACHBI

cr
HCO

325
16
2.5
10
360
200
35

140

0.8
1,3
110
25
1,2

10
160

‘Ooml‘--l

22
510
27

55

H,PO,
Benky

20

COI[ep)KaHHC 0eIKoB NPUBEACHO B IIPOLIEHTAX.

OKpYTJIEHHbIC 3HAUEHUS )
Cnenyer pa3iauyarh MOHSATUS «BOJHO-COJIEBOM OOMEH» U «MHUHEpaJIbHBIA oOMeH». ['oBops o
BOJITHO-COJICBOM OOMEHEe, UMEIOT B BHUJY OOMEH OCHOBHBIX MHUHEPAIBHBIX 3JICKTPOJUTOB (CM. TalIl.
14.1), u npexnae Bcero oomen Boasl U NaCl. MunepaibHbIM OOMEHOM Ha3bIBAIOT OOMEH JIFOOBIX

MUHCPAJIBHBIX KOMIIOHCHTOB OpraHu3imMa, B TOM 4YHUCJIC W TAaKHUX, KOTOPLIC HC BJIHUAIOT Ha OCHOBHLIC
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napaMeTpsl JKUIKOM cpelbl opraHu3Mma, T. €. Ha 0ObEeM JKHUIKOCTH, OCMOTHYECKOoe naBieHue u pH
(HanpuMep, MUKPOIJIEMEHTHI).
BBIJIEJIEHUE BOJIbI U COJIEM TIOUKAMU
I'maBHass (QyHKIMS @OYEK 3aKiIOYaeTcs B O0Opa30oBaHMM MOYHM, KOTOPOE IPOUCXOJUT B
(YHKIIMOHATIBHBIX €IMHUIAX TMo4Yek — HeppoHax. M3 kpoBu B Kamcyny Kiybouka HedpoHa
¢unbTpyeTcs BoJa U BCE APYTrUe HU3KOMOJIEKYJISIPHBIE BEIECTBA IIA3Mbl; JABMXKYLIEH CHIION 3TOU
GunbTpany SABISETCS PA3HOCTh THAPOCTATUYECKOTO JABJICHUS B KaMWUIIpax KIyOO4Yka M B MOJIOCTU
Karcyibl Kiybouka. Takum oOpa3om, puimbTpat kKamncysisl KiyOouka (mepBUYHAs MOYa) MO COCTaBy U
KOHIIEHTPAllUM HHU3KOMOJIEKYJIIPHBIX BEIIECTB HE OTIMYAeTCsl OT IIa3Mbl KpoBu. OOparHOe
BCAChIBaHHE KOMIIOHEHTOB MEPBHUYHON MOYHM B KPOBb, KOTOPOE MPOUCXOJUT B KaHAIbLIaX HePpoHa,
uMeeT u30uparenbHbId  XapakTep. M30MpaTenbHOCTh ONPEAENsSeTCs] HaJIMYueM CleUu(UYeCcKuX
TPAHCHOPTHBIX OEJNKOB; MPU 3TOM MHOTHE BEIIECTBA BCACHIBAIOTCS MPOTHUB IpaJieHTa KOHIICHTPALIUH,
T. €. IMyTEM aKTUBHOIO TpaHcrnopta. OCHOBHOM ABMXKYILIEH CHJION 3TOr0 MEPEHOCA CIIYKUT I'PaJUEHT
KOHLEHTpPAIlMid HOHOB Na‘'u K+, CcO3/7aBacMbIN Na+,K+—ATCDa301"4, a BMECTE C AITHUMH HMOHaMH IIO
MEXaHU3MaM CHMIIOPTAa WJIM AaHTHUIIOPTa IEPEMEIIAIOTCs WU Apyrue BewlecTBa. TakuM MyTéM B
KaHaJbllaXx IoueKk oOpa3yeTcs OKOHYaTeNbHAas MOYa, OTIMYAIOLIAsACAd OT IUla3Mbl KPOBH 11O
KOHIICHTpAIIUX PACTBOPEHHBIX BeliecTB (Tadi. 14.2).
Tabiamnna 14.2.

CYTO‘{HaH CI)I/IHBTpaHI/IH, pea6cop6u1/151 N SKCKPpEUUA HCKOTOPBLIX KOMIIOHCHTOB IIJIa3MbI KPOBHU

Na* 24 500 563 24 350 560 150 3.5 0,8-1,5
K* 770 30 690 27 80 3 10-15
Mg™* 135 33 127 32,8 8 0,2 2

Ca** 270 11 267 10,9 3 0,1 2

Cr 19 850 700 19 700 695 150 5,5 0,8-2
HCO 4900 300 4 888 300 2 0-3 0-2
H,PO, 210 6,5 180 5.5 30 1 25
MoueBHHA 870 53 460 28 410 25 60
I'nroko3a 780 140 780 140 0 0 —
Bopa, n 180 178,5 1,5 e

* M/TI — OTHOITIICHUE KOHIIEHTPAIIMU B MOYE K KOHIICHTPAIIMH B TUIa3Me KPOBH.
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B nHedponax ¢punbTpyercs u peabcopobupyetcst okosio 180 11 )KuIKOCTH B CYyTKU. B Tene yenoBeka
COJICP)KUTCSL MPUMEPHO 45 1 KUAKOCTH; CIEAOBATEIbHO, BCA JKUIKOCTh OpraHu3ma (QuibTpyeTcs
YeThIpe pa3a B CyTKU. ITO HYKHO HE TOJBKO JUIsl OAJIEp KaHUsI BOAHO-COJIEBOTO TOMEOCTa3a, HO U JIJIst
BBIICJICHHSI KOHEUHBIX NMPOJAYKTOB 0OMEHA, IIIaBHBIM U3 KOTOPHIX B MOUE SIBJIIETCS MOYEBHHA.

[To4ky OTIMYAOTCS MHTEHCHBHBIM JSHEPTeTUYECKHM OOMEHOM: B HUX pacxoxyercs 10% Bcero
NOTPeOISIEMOT0 YEJIOBEKOM KHUCIOpOAa, B TO BpeMs Kak Mmacca Iodek coctamiser Tojibko 0,5% ot
MAaccChl Tela. DTO CBA3aHO C HEOOXOAMMOCTHIO aKTUBHOTO TPAHCMEMOPAHHOTO MEepEeHOCa 3HAUNTEIbHbBIX
KOJIMYECTB BEIIECTB MTPU 00pa30BaHUU MOYH.

PEIYJiAIIUA OCMOTHYECKOI'O JABJIEHUSA
1 OFBbEMA BHEKJIETOUYHOM )KUJIKOCTHU

Beinenenne Boasl um NaClmoukamu — perynmupyeTcs  aHTHIUYPETHYECKHM  TOPMOHOM,
aJIbIOCTEPOHOM M PEHUH-AHTMOTEH3UHOBOM CUCTEMOM.

AHTHIMYPETHYECKHIT TOPMOH. AHTHUAMYPETHYECKUI TOPMOH (Ba30MpPECCHH) MPEACTaBISAET
co0O0l HOHAMENTH]I CIAEAYIOIIETO CTPOSHUS:

Cys — Tyr — Phe — GIn — Asn — Cys — Pro — Arg - GIyN

S S
Bazonpeccun cuHTe3upyeTcsi B HEHpOHax TUIOTajllaMyca, MO aKCOHAaM TPAaHCIOPTHPYETCS B

3aJHIOI0 JIOJIF0 THUNO(HU3a M CEKPEeTUPYETCs] W3 OKOHYAHWHA JTHX AaKCOHOB B KpoBb (puc. 14.1,
a).OcMOopeenTopsl TUIoTajgaMyca MpU MOBBIIIEHUM OCMOTHYECKOTO JABJIICHUS] TKAHEBOW >KUIKOCTH
CTUMYJIMPYIOT OCBOOOKIEHHE Ba30MpPECCHHA M3 CEKPETOPHBIX rpaHysl. OcMopenenTopsl 00JagaroT
BBICOKOW YYyBCTBUTEIHHOCTHIO: M3MEHEHHE MaBJICHHS Bcero Ha 2-3% yxke MPUBOAUT K CEKpEruu
BA30IPECCUHA.

Bazonpeccnn yBenmnumBaeT CKOPOCTh peabcopOmuu BOABI U3 MEPBUYHOW MOYH U TEM CAMBIM
yMEHbIIAeT auype3. BazompeccuH, MUPKYIUPYIOMIMI B KPOBHU, MPUCOEAMHSIETCS K CHEUU(PUUIHBIM
peuentopaM Ha 0azonaTepaibHON MOBEPXHOCTU KJIETOK AUCTAIBHBIX M3BUTHIX KaHaibleB (puc. 14.1,

0).Penientopsl Ba3oNpeccHHa CBs3aHbl C ajeHuiaTuukina3zoi. [loBbllieHne KoHueHTpauuun TAMO
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AKTUBHUPYET KaCKaJ IPOTCUHKHWHA3, B PE3YJILTATC KOTOPOI'O CHIHAJI nepeﬂaéTc;I B AApO KICTKU, B

KOHEYHOM CU&TEe aKTUBUPYETCS SHXAHCEP, CTUMYIHPYIOIINIA SKCIIPECCHIO TeHa aKBarlopuHa-2.
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AKBanopuH— 0eJioK, 00pa3yromuil BogHbIe KaHaibl (cM. puc. 14.1, 6). AKBamopuH U3 ITUTO30JIS
MUTPHUPYET K MEMOpaHe anuKaJbHOTO (KOHTAKTUPYIOIIETO C MOYOM) KOHIA KJIETKA U BCTPAWBACTCS B
MeMOpaHy, oOpa3ys KaHalbl, 4epe3 OTH KaHaJIbl BOJa W3 MOYHM TIIOCTyMaeT B KIETKy, a C

IPOTHUBOIOJOKHOTO KOHIA KJIETKHM GUIbTpyeTcss B KpoBb. Ilpu »TOM MoYa cTaHOBUTCA OoJiee
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KOHLEHTPUPOBAHHOU. TakuM myTéM aHTUIMYPETHUECKUII TOPMOH COXpaHSeT HEOOXOIMMBbIH O00BEM
XKHUJKOCTH B OpraHuszMe, He Biwss Ha koimdectBo BbaenssemMoro NaCl. Ocmormueckoe naBiieHUE

BHEKJICTOYHOM KHUAKOCTHU IIPU 3TOM YMCHBIIACTCA, T. €. JUKBUIUPYCTCA CTHUMYII, KOTOpBIﬁ BbI3BaJl
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™ OcMOpCIHETTOPHI
NaCl t

6 Kpogb
H,O0 H,O0O H,O AJIT

A A& 4 \'J
(ALD) )
~ A 3\
uAI.VI(D ATD
]
IMKA IMKA
AKTHBHAaAsA HCAKTHBRHasA

;
l Aapo

HHAYKTOP,
oHXaHcep

reH MPHK
aKBanopHuHa-2

AKBanopuH-2 o  PHK

Moua
H,O H,O H,O

Puc. 14.1. Cekpeuusa n mexaHuam JeNCTBUA aHTUANYPETUHECKOTO rOPMOHa:
/ — cynpaonTUYecKnii HepoH; 2 — napaBeHTPUKYNAPHbLIA HENPOH; 3 — nepeaHss Aons runodusa;

4 — aanusa nona runachuaa

BbIiesieHne BasorpeccuHa (puc. 14.2).Kpome TOro, moBblllIeHUE OCMOTHYECKOTO JIABJICHUS BbI3bIBAET
XKaXKTy, M1 TOTPEOJICHUE BOJIBI TOKE YIACTBYET B CHUIKEHIUH OCMOTHYECKOTO JaBJICHUSI.
[Ipu HEKOTOpBHIX OOJE3HIX, MOBPEKIAIOIMIUX TUMOTATAMYyC WM TUnodus (OMyXoJH, TPaBMBI,

UH(EKINN), CUHTE3 M CEKPEIMs Ba30MpPECCHHA YMEHBINAIOTCS M PAa3BUBAETCS HECaxapHbIM Aualer.
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XapakTepHOe TPOSBICHUE 3TON OOJIE3HM — PE3KOE YBEIMYEHHUE BbIACNICHHUS MouH, Aaxe a0 10 m B

CYTKH; COOTBCTCTBCHHO, YBCIIMIYNBACTCA U HOTpe6J'IeHI/Ie BOJBI.

OcmoTHYECKOE
mapnenue Y= —

——— ——————

Peabcopbuust
— Bozpl (NaCl
BBIBOJIMTCS)

Cexpenuus
ANT

[ToTpebaetiue
BOJIBI

Kaxga ———»

Puc. 14.2. Perynauua ocMOTUMYECKOrO AABMEHUS XUAKOCTEN OpraHn3ma Ba3onpecCcrHOM

Kpome cHMkEHHsI Auype3a Bas3ONPECCHUH BBI3BIBACT TAKKE CYKEHUE ApTEPUOJ M KalWLIAPOB
(oTCrO1a M €ro Ha3BaHHE), a, CJIEJOBATEIBHO, M MOBBILIEHUE KPOBSHOTO MABJICHHS. JTO ACHCTBUE
OoOHapyXMBAETCs JIMIIb MPH JOCTATOYHO BBICOKOM KOHIIEHTpAI[MM Ba3ONpPECCHHA U, BEPOSTHO, HE
UMeET (PU3UOJOTNYECKOTO 3HAUCHUSI.

AJIBIOCTEPOH. AJIbJOCTEPOH, OCHOBHOM MHMHEPAJOKOPTUKOU]I OpPraHrn3Ma, BbIpaOaThIBAETCS B
KOpE HAJIIOYEYHUKOB; OH COJEPKHUT albJECTUAHYIO IPYIILY, YTO HAILIO OTPAXEHUE B €r0 HA3BAaHUMU.
CyTtouHas cekpenus aJlbJJOCTEPOHA U3MEPSAETCS MUKpOrpaMMaMu (KOPTU30J1a — MAJUIMTpaMMaMi). Bo
BpeMsI MPOXOXKJACHUS KPOBH uepe3 MedeHb paspyliaercs npumepHo 90 % anpaoctepoHa KpOBH.

Cekperus yBenuurBaeTcs npu cHkenuu konmnentparuu NaCls kposu (puc. 14.3).

ﬂ [NaCl] ‘H‘—ﬂ

OcmoTtHuec-
Koe — —
JaBIeHHe |

Cexpenus 3agepxka NaCl
—_—
alTbj0CTEPOHA (Boa BHIBOAMTCS)

Puc. 14.3. Perynauns ocMoTu4eckoro
[aBJIEHUsI XNOKOCTEN opraHm3ma
anb4oCTEPOHOM
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B noukax anabl0CTEpOH YBeIUuMBaeT ckopocTh peabcopbumnNa‘(a Bmecte ¢ Hum u Cl) B
KaHanblax HepoHoB, uTo BbI3BIBacT 3aaepkky NaCls opranmsme. Boma mpu 3TOM mpopospkaeT
BBIBOJMTHCS, cienoBareiabHo, KoHneHTpanus NaClmoseimaercs, T. €. ycTpaHseTcs CTUMYJ, KOTOPBIHA
BBI3BAJI CEKPELIUIO AJIbIOCTEPOHA.

N30biTOuHAsT cekperus ajabJA0CTepoHa (TUIEPabJOCTEPOHNU3M) MPUBOIUT, COOTBETCTBEHHO, K
n30bITouHON 3anepkke NaClu MmoBBIIICHHIO OCMOTHYECKOTO JAaBJICHHS BHEKJICTOYHOM KHIKOCTH. A
ATO CIIYXXUT CHUTHAJIOM OCBOOOXICHHUS Ba3OINpPECCHHA, KOTOPBIA YCKOpseT peadcopOIuio BOABI B
noukax. B pesynbrate B opranuszme HakarmuBaetcs U NaCl, u Boga; 00beM BHEKIIETOYHOM KUIKOCTH
YBEIMYMBACTCS MPU COXPAHEHUM HOPMAJILHOIO OCMOTHMYECKOro JaBiieHus. EjkelnHEeBHOE BBeleHUE
aJIbJOCTEPOHA YEJIOBEKY MPUBOAUT K JOMOJHUTEIBHOMY HAKOIUIEHHIO B opraHuzme A0 400 Mmouib
NaCl(okosio 10 1) 1 10 3 11 BO/IBI, MOCIIE YETO NaNbHEHIIee HAKOIUICHHE MpeKpainaercs. B pesynbrate
yYBEIMYEHHS 00BEMA BHEKJIETOYHON KUJKOCTH TOBBIIIAETCS KPOBSIHOE JaBJICHHE.

CucremMa «peHUH-AHTHOTEH3HH-AJIbA0CTEPOH»

OTa cucTteMa CIyXHUT TJIaBHBIM MEXaHM3MOM pErysiiud oO0bEMa KUAKOCTH B OpPraHu3Me W,
CJIeI0BATEIbHO, PEryIsiiuu 00bEMA KPOBU U apTEPUATILHOTO AaBICHUS.

Pennn  mpencrtaBiasier  co0OMl  MPOTEONUTHYECKHH  (PEPMEHT, CHUHTE3UPYIOIIUNCS B
IOKCTarJIOMEPYJISIPHBIX  KJIETKAaX, OKPYXKAIOIIMX MPUHOCIIIYI0O apTEepUONIy TOYEYHOTo KIyOouKa.
FOkcrarnoMepysisipHble KJIETKH SBISIIOTCS PEUENTOPAMH PACTSKEHUS CTEHKU apTEPUOJIbI; CHHKEHUE
KPOBSIHOTO JABJIEHUS B IPUHOCSIINX apTEPUOIAX CIIYKUT CUTHAJIOM CEKPELMU PEHUHA B KPOBb.

CyOcTpaToM peHuHa SIBISETCS AaHTMOTEH3WHOT€H — IIMKOMPOTEUH KPOBHU, CUHTE3UPYIOLIUIICS B
neyeHu. PeHuH ruposn3yer nentuiHyto cBsa3b Mexay LeulO n Leull B Monekyiie aHTHOTEH3WHOT €HA,

u oT He€ oTmieruisieTcs N-KOHIIeBOM JekanenTuaanruoTeHsud I (puc. 14.4).

8 9 10 1
AHIHOTEH3HHOTEH Asp—Arg—Val—Tyr—Ile—His—Pro—Phe—His—Leu—Leu
i
Anruorensus 1 Asp—Arg—Val—Tyr—Ile—His—Pro—Phe—His—Leu
I
Aurnorenaus 11 Asp—Arg—Val—Tyr—Ile—His—Pro—Phe
i
Anrnorensun 111 Asp—Arg—Val—Tyr—Ile—His—Pro

Puc. 14.4. O6pazoBaHue aHrnoteHsuHall
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ITocnennuii  npespamiaercs B aHruoteHsuH Il (okramenTua)  mpu JEHCTBUU
KapOOKCUAUTIETITUIWIITICTITH 1a3bl (AaHTHOTECH3UHIIPEBpaIalomuii GepMeHT). DTOT (EPMEHT OTIICTUISIET
murenitux His-Leuc kapOokcmibHOro KoHIa anruoteHsuHa [, KapOokcmmunentuawmimnentuaasa
UMEeTCsl B IUIa3MaTUYECKOM MeMOpaHe »HHAOTENHUS KpPOBEHOCHBIX COCYAOB; OCOOEHHO BBICOKA
aKTUBHOCTb 3TOTO (hepMEHTA B JIETKHX.

MumensimMu anruorensusa Il cioyxar riiagkoMBIIIEUHbIE KIETKH, KIETKU KOPbI HAIITOYEYHHUKOB,
KJIETKH KaHaJbleB HePpoHa. CurHan nepenaércs B KJIETKH Yepe3 MEMOpaHHbIE PEIleNTOPhI, CBI3aHHbIE
¢ MHO3UTOJIPOCHATHBIM MEXAHUZMOM.

AHnrunotensuH Il BBI3BIBAET COKpAILEHHE IIAJIKOMBIIIEYHBIX KIETOK KPOBEHOCHBIX COCYAOB, H
COOTBETCTBEHHO IMOBBIIIEHUE KPOBSHOTO JABJICHHS; 3TO HaumOOJee MOIIHOE U3 HU3BECTHBIX
COCYIOCYKMBAIOIIMX BellecTB. B kope HaanoyeyHukoB aHruoteH3ussl 1l u Il ctumynupyror cunres
anbpaocTepoHa. B moukax anrumoteH3uH Il (kak ¥ ambIOCTEPOH) CTUMYJIUPYET peadbcopOIuio BOJBI U
NaCl. Kpome Toro, anrnorensun Il BbI3bIBaeT xkaxay. DTH CBOHCTBa aHTHOTeH3MHA I onpenenstor ero
POJIb B PETYJISLIUU BOJITHO-COJIEBOIO OOMEHa.

PeHMH-aHTMOTEeH3WHOBAsI CUCTEMa UIPAET BAKHYIO POJIb MPU BOCCTAHOBJICHHH 00BEMa KPOBH,

KOTOPBI MOXET YMEHBUIMTHCS B pe3yJbTaTe KPOBOTEUEHMs, OOMIbHOM PBOTHI, MOHOca (Auapes),

e MpeACTaBICHA MOCJIEI0BATEIbHOCTD

norenuss. Ha puc. 145
Jl KPOBH ‘l];—\

cOOBbITUI npu BOCCTaHOBJIEHUHU 00BEMA KPOBH.

AJl

Cekperus Cyxenue
peHHHa CoCyn0B

|
|
|
:e Cexpeuust
|
|

/ AlbJOCTEPOHA

__ OfpazoBatne l

anrvorenauna I1

\ Jazepkra
\ Bozbl 1 NaCl

HKaxpa _

Puc. 14.5. Perynaumsa obbema BHekne-
TOYHOIN XMAKOCTU M apTepuasnbHOro aa-
BNEHUS] PEHWNH-AHIMOTEH3UHOBOW CUCTe-
Mol (ALl — apTepuanbHoe aaBneHue] 317



CyxeHue cocylnoB Ioj AcWcTBUEM aHruoTreHsuHa [I urpaer posib SKCTpEHHONW Mephbl AJIA
NOJJIEP>KaHUsI KPOBSIHOTO AaBieHUsl. OTHOBPEMEHHO HAaYMHAET JE€HCTBOBATh CUCTEMA BOCCTAHOBIICHUS
HOPMAJILHOTO COCTOSIHHS: MOCTYyMaromue ¢ muThéM 1 numier Boaa u NaClzagepxuBarorcs B opranusme
BOOJIBIIIEH Mepe, 4yeM B HopMe. B 3ToM mpolecce ydacTBYHOT HE TOJbKO aHruoteHsuH II wu
aJIbJOCTEPOH, HO U Ba30MPECCUH: €r0 CEKPeLUs B TAKOM CUTyallMd CTUMYJIHPYETCa OapoperenTopamu.
Korna 00beM BHEKJIETOUHOM JKUIKOCTH U JABJIEHHE KPOBU JOCTUTAIOT HOPMAJIbHBIX BEJIMYUH, PEHUH
NEepPECTAET BBIACIATHCSA, YK€ HUMEIOIIMECS B KPOBH BELIECTBA-PETYIATOPBI PA3PYLIAIOTCA U CHCTEMA
IIPUXOJNUT B UCXOTHOE COCTOSTHUE.

CHuxenue nepQy3sMOHHOTO JIaBJICHUS B MOYEUHBIX KIIyOOUKaxX MOYKET HACTYIUTh U BCIEACTBUE
Cy)KeHHs (CTE€HO3a) IMO4YeYHOW aprepur. B 3ToM ciydyae TakXKe BKJIIOYAETCS BCA CHUCTEMA,
npejcTaBieHHas Ha puc. 14.5. OgHako, MOCKOJIBKY MCXOAHbIE OOBEM M JIaBICHHE KPOBU IPHU 3TOM
HOPMAaJIbHbI, BKJIIOUYECHHE CHUCTEMBbI IPUBOAUT K IOBBIIICHUIO KPOBSHOTO JABJICHHUS CBEPX HOPMBI KaK
BCJICJICTBUE CY)KEHUS COCYAOB aHTHOTEH3UMHOM lI, Tak U BciaeacTBue XpOHUYECKOM 3a1E€pKKU BOABI U
NaCl. Dty ¢opmy TUNEpTOHUM HA3BIBAIOT IMOYCYHOH. 3HAYUTEIILHOC YMCHbBIICHHE O00BbEMa
UPKYJTUPYIOUICH KUAKOCTH MOKET CTaTh IPUYMHON OMACHOTO HApPYIIEHUs KPOBOCHAOKEHUS TKaHEH,
IpeKIe YeM PEeryJsITOPHbIE CUCTEMbI BOCCTAHOBST JaBiieHHe U 00beM KpoBu. [Ipu 3TOM HapymaroTcs
(GyHKUIHMH BCEX OPTraHOB, U MPEkKIE BCEr0 MOJOBHOTO MO3Ta; BOZHUKAET COCTOSIHME, KOTOPOE Ha3bIBAIOT
mokoM. B pa3Buthm moka (a Takke OTEKOB) CYIIECTBEHHAs pOJb NPUHAMIEKUT H3MEHEHHIO
HOPMAJIBHOTO ~ paclpesiesieHus JKUJIKOCTH U albOyMHMHAa MEXAY KPOBEHOCHBIM pYCIOM U

MCKKIJICTOUHBIM ITPOCTPAHCTBOM.
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ATpHaJbHBIA HATpUHypeTHUYeckuil menTua. [[poropMoH aTpuaibHOTO HATPUNYPETUUECKOTO
NENTUAa CUHTE3UPYETCS B KapAHOLUTAX aTPUyMa, CEKPETUPYETCS B KPOBb, IIE MYTEM YAaCTHUYHOIO
MPOTEOJIN3a MIPEBPAILAETCS B AKTUBHBIM TOPMOH arpuornentud [ — mentua u3 28 aMUHOKHUCIOTHBIX
OCTAaTKOB, COJEpX Al OJHYy JUCYIb(PUAHYIO CBs3b. B pe3ynapTaTe OTIICIUIEHUS HEKOTOPBIX
aMHHOKHCIIOT OT 000MX KOHILIOB arpuomnentuHa | obOpasyercs arpuonentuH Il — mentua u3 20
AMUHOKHCIIOTHBIX OCTaTKOB, elI¢ 00Jee aKTUBHBIA TOPMOH.

OObpa3oBaHue aTpUONENTHHA CTUMYIUPYETCS TP YBEIHMUEHUU 00BEMA KPOBH U JIABJICHUS KPOBU
B MaruCTpajJbHbIX BeHax. BazomnpeccuH, alnbI0CTEPOH U aHTMOTEH3UH YYacCTBYIOT B PErYJISILUHA BOJAHO-
coJIeBOTO OaylaHca, JMEUCTBYsl Ha YpOBHE KaHAJbIIEB He(dpOHA — U3MEHSIOT CKOPOCTh peadcopOimu
KOMIIOHEHTOB ME€PBUYHOM Moud. B oTiindmMe OT 3TOro aTpUONENTHHBI JEHCTBYIOT HAa YPOBHE
00pa3oBaHUsl TEPBUYHONW MOYH, T. €. HAa ypOBHE KIyOOUKOB: OHU CHIKAIOT TOHYC adPepeHTHBIX
(BXOIAIIMX) apTepHo M TOBBIAIOT TOHYC 3(PQPepeHTHBIX (BBIXOAAIIMX) apTepuos. B pesynbrare
YBEJIIMYUBACTCS Pa3HOCTh THIPOCTATHUECKOTO JABJICHUS B KAMWJUIApax KIyOOUYKa U B TIOJOCTU KAaIICYJIbI
KITyOOUKa; cleoBaTelIbHO, BO3pPACTaeT CKOPOCTh (uibTpanuu B KIyOOYKOBOM armmapare. Takum
obpazom yBenuuuBaercsi BbiBereHue Boabl M NaCloe3 cyiecTBeHHOro W3MEHEHHs KOHIICHTpPAIH
NaCls moue. IIpumeuaTensHOW OCOOECHHOCTBIO JICHCTBHS ATPUOINCIITUHOB SBJISICTCS TO, YTO OHH
MOJABJISIIOT CEKPEUHUI0 PEHWHA, allbJIOCTEPOHAa W Ba30NPECCHHA, T. €. BBIKIIOYAIOT BCE JpYyrue
MEXaHU3MbI PETYJISLUN BOJHO-COJIEBOTO OOMEHA.

BOJHO-COJIEBO OBMEH
N CEKPELIUA TIMINEBAPUTEJIBHBIX COKOB
O0BeM CYTOYHON CEKPEIMH BCEX MUIIEBAPUTENBHBIX KeEJIE3 COCTABIAET OKOJIO 8 11 (Tabs. 14.3).
Tabaununa 14.3.
CyTouHbIN 00BEM CEKPELNU MUIIEBAPUTENbHBIX KENIE3

y B3pOCIIOTO YeloBeKa
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Cmiona | [TankpeaTH9ecKuii

Kenyounsiii cok | Knmeunslit cok
HKenun ‘

B HOpMajbHBIX YCIOBHUSX BOJA ATHUX KMIKOCTEH BHOBH BCACBIBAETCS B KHUILEYHUKE; OOMIIbHAS
pBOTa U IUapest MOTYT OBITh MPUYUHOW JAPAMATUIECKOTO CHUKECHUS 00bEMa BHEKIICTOYHON JKUIKOCTH
U JCTUApaTallii TKaHEei. 3HauuTeNbHas MOTeps )KUIKOCTU C MUIICBAPUTEIHHBIMU COKAMU BIICUET 32
co0Ol TMOBBIIICHWE KOHIICHTPAUK aTbOyMHUHA B IIa3Me€ KPOBU W MEXKKJICTOYHOU IKUIKOCTH,
MOCKOJIBKY allbOyMHH C CEKpeTaMH HE BBIBOJUTCS; MO ITOH MPHYUHE MOBBINIACTCS OCMOTHYECKOE
JaBJIEHUE B MEKKJIETOYHOM >KUAKOCTH, BOJA M3 KJIETOK HAUYMHAET IMEPEeXOJUTh B MEXKKJICTOUHYIO
KHUIKOCTh W (YHKIUW KIETOK HAPYIIAIOTCA. BBICOKOE OCMOTHYECKOE MaBIICHHE BHEKICTOYHOM
KHUJIKOCTH TPUBOJIUT TaKkKe K CHIKCHUIO WM Jake MPEeKpalleHuio o0pa3oBaHMs MouH (aHypus), U,
€CJIM BOJIa U COJIM HE MOCTYMAIOT U3BHE, Y OOJILHOTO pa3BUBAETCSI KOMAaTO3HOE COCTOSIHUE.

OnHUM W3 3BEHBEB PETYJSIUM CEKPElUU KHUIIEYHOTO COKa SIBIISICTCS aAJCHUIIATIIMKIIA3a: e
aKTUBALUA CTHUMYJIMPYET CEKpEIHI0, MHAKTHBauusa — npekpamaeT. C akTuBaluei aJeHuIaTIuKIa3bl
CBSI3aHO BO3HMKHOBEHHUE TUAPEH IMPH OCTPHIX KUIICYHBIX MHQPEKIHIX (CATbMOHEIUIE3bI, JU3CHTEPHS,
xonepa). Ilpu xonepe aneHWIATIMKIA3a AKTUBUPYETCS TOKCHHOM XOJIEPHOTO BUOPHOHA, KOTOPBIHA
CXO/IeH C AU(TEePUIHBIM TOKCHMHOM. XOJEpHBIH TOKCHMH KaTanmusupyer AJ|D-pubosunmpoBanueo-
npotomepa Oenka G, B pesynbrare 4ero 3ToT Oenok crabunmsupyercs B ¢popme komruiekca ¢ ['TO, u
aJleHWIATIMKIIa3a MPUOOpPETaeT OYEeHb BBICOKYIO AaKTHBHOCTh HE3aBHCHMO OT HaJIM4YUsl TOPMOHOB.
Cekpenys KHIIEYHOTO COKa YBEIIMYMBACTCS MPUMEpHO B 10 pa3, BOSHUKAIOT XapaKTEPHBIE /IS XOJIEePh
MOHOC U pe3Kas Aeruaparanus Tkanei (puc. 14.6).

[Ipy HEKOTOPBIX OIMyXOJSAX TOPKEITYAOYHOM JKele3bl HaOMIoJaeTcs MaHKpeaTHYECKUi

XOJICPOTIOOOHBIN  CHHAPOM — CHJIBHOE OOC3BOKMBAHME W3-32 HMHTCHCHUBHOTO  BBIICIICHUS

Puc. 14.6. LiBeTywan monoaan xeHwuHa 23 neT (crneea) U OHa Xe Yyepes3 yac nocne Havana
npucTyna xonepsbl U 3a /4 Yaca Ao cmeptu (cnpasa). PucyHok caenaH B Havane XIX B. BO
Bpemsi
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MAaHKPEAaTUYECKOI0 COKa, COJIEPKAIIET0 TJIaBHBIM 00pa30M BOAY U AJIEKTPOJIUTHI, HO Masio (hepMEHTOB.
POJIb ITOYEK B PEI'YAIIUU KUCJTOTHO-IEJTOYHOT'O PABHOBECHUA

3HaueHue pH BHYTPHUKIETOYHOW JKHUIKOCTH BapbUpyeT OT 4,5 B KJIETKaxX MNpPeICTAaTeIbHOU
JKeJIe3bl, a TAKXKEe B JIM30COMax BCeX KJIETOK 110 8,5 B ocTeobnactax. XKenyaounslid cok umeet pH 1,5-2;
BEPOSITHO, B OOKJIQMOYHBIX KJIETKAX JKEIYyJAOYHBIX XKeJE3, TOYHEE — B TEX OTCEKaX KIETOK, TJIe
oOpasyercsi constHasi kuciiota, pH Ttakxke Onm30k K 3Tomy 3HadeHuto. C napyroit croponsl, pH
BHEKJIETOYHOW KUJKOCTH B HOPME JIEKHUT B mpenenax 7,36-7,44. IlocrosnctBo pH monpnep:xuBaercs
OyhepHbIMU CHCTEMaMU BHEKJIETOYHON KUIAKOCTH, NM3MEHEHHEM JIETOYHON BEHTWISALUU (YACTOTHI U
[UIyOMHBI JIBIXaHMS]) U CKOPOCTH BBIJCJIICHUS] KUCIOT uepe3 nmodkd. [Ipu martosiornu BO3MOKHOCTHU
PEryISTOPHBIX MEXaHU3MOB MOTYT OBITh MPEBBIIICHBI M BO3HUKAET aIlU03 WM aikanos. [Ipememns
OTKJIOHEHUS pH OT HOpMBI, COBMECTUMBIE C KM3HBIO, — A0 7,0 Mpu aruao3€e u 10 7,8 Ipu ankanose.

['nmaBHBIM Oy(epoM BHEKIIETOUHOMN KHAKOCTH CIY>KUT CUCTEMA YIOJbHOM KUCIOTHI: paBHOBECHE
B OTOW CHCTEME YCTAaHABIMBAETCS JIOBOJIBHO OBICTPO Nlake B BOJHOM pAcCTBOPE; B OpraHU3ME Ke
JOCTH)KEHHE DPABHOBECHUS JIOMOJHUTEIIBHO YCKOpSieTCs JelcTBUeM (epMeHTa KapOOaHTUIpasbl,
KOTOpast KaTaIu3upyeT 0oJiee MEUICHHYIO PEAKIINIO U3 IBYX PEAKIINi CHCTEMBI:

HC03_+ H+<—>H2CO3<—>H20 + COZ

KapGoanruapasa umMeercs B 3puTPOLIUTAX, B TIOYKAX, IEYEHH U MHOTUX JIPYTUX TKAHSX.

3nauenne pH ompenensiercs otHomenueM [HCO3]/[CO,]. Tlpu pH 7,4 ono pasHO 20:1;
YMEHBIIECHUE 3TOI0 OTHOLIEHUs O3HadaeT CHWwkKeHue pH, anmnos; yBennyeHue — nosbllieHue pH,
ankano3.0npenenéHHOe KOJIMYECTBO KUCIOT U LIEJI0UYEH MOXKET CBSI3bIBATHCA 3TOW CUCTEMOMW 3a CUET
oydepHoit Emkoctu 6e3 n3meHeHus pH (KOMIIEHCHPOBAHHBIN aIMI03 WX aJIKaj03).

Otnomenue [HCO3]/[CO;]mMoxeT Bo3pacTaTh WM MOHUXKATHCS B PE3yJIbTaTe M3MEHEHUS Kak
HCOg3', tak u CO,. Konuentpauuss CO, B KpOBU 3aBUCUT OT CKOPOCTH €ro yJIajeHus uyepe3 JErKue, u
10 ATOW MPUYMHE MPU HAPYIICHUAX IbIXaTebHON QPYHKIUU u3MeHseTcss pH BHEKIETOUHOM KUIKOCTH

(mpIxaTenpHbIM  anuao3 wiau  ankano3). Konmentpamus HCOj3; u3MeHsieTcs TJIaBHBIM 00pa3oM B
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pe3ynbTaTe MeTaboIMYEeCKUX HapYIICHUM, HAPUMEP YMEHBIIAETCS MPH MOBBIIIEHUH KOHIIEHTPALUU
KETOHOBBIX TeJ (METa0OIMUECKUI aIumi03).

[ToYKH Y4acTBYIOT B PEry/sldM KMCIOTHO-LIENOYHOTO PABHOBECHs, M3MeHss BblaenaeHue H'.
Kak yxe Obuto oTMeueHO Bbilie, pH Mo4uM MOXeT uU3MeHAThCS B mpenenax oT 4,6 go 8,0, T. e.
koHmeHTparms H' B mpenenbHo kucnoit mMoue Gomee yem B 1000 pa3 mpeBbIIIaeT KOHIEHTPALHUIO B
npenesibHO 1IeoYHOW Move. MoHbl BOJOpOAa BBIIENSIOTCS WM B COCTaBE HEAMCCOLMHUPOBAHHBIX
KHCIIOT, HaIpIMep, alleTOYKCYCHOM KMCIOTHI, nik B coctaBe NH, ™.

Kpome Toro, kiaeTkd Mmoyek MOTYT MOCTaBJISATh B KPOBb JOMOJHUTENIbHBIE KOJIMYECTBA MOHA
HCOg', o6pa3yronierocs B pe3ysibTaTe OKUCICHUS METa00IUTOB:

Meraboautsl + O,— CO,
C02+ Hzo <—>H2C03<—> HC03_+ H+

3arem H' (xucnoTa) BBIBOAUTCS U3 KJIETOK B KaHANbLbI HepoHa (0 MEXaHM3My aHTUIIOPTA C

Na") u skckperupyercs ¢ Mouoit, a HCO3™ (11é109b) U3 MOYEYHBIX KIETOK MEPEXOUT B KPOBb B (hOopMe

NaHCOg3, monmxkas e€ KuciaoTHOCTD (puc. 14.7).

BenosHast | Knetku KaHanbileB Tlonocts

|
KpOBb : HedpoHa :xanaﬂbuea
| If’ Merabomuter | | Hegpora
| ||
I l 0, 1|
I g ) |
|| o, I
| |
| H2O| I
|1 l
1! H2C03 1!
1! ||
P I ||
I :HCOR H' —++»H
| 1l
|
NaHCO, =] Na* a—L4—Na'
I M e e s s

Puc. 14.7. Komnencarus ammgo3a 3a C4éT OKHUCIeHUS MeTa00JIUTOB B IT0OYKAX
He uckmatoueHo, 4To 3TOT MEXaHW3M SIBJISETCS OCHOBHBIM IIPH KOMIIEHcanuu anujaosa.llumia

KUBOTHOTO TMPOMCXOXKJIEHUS MMEET KHUCIHbII 30JbHBIA OCTAaTOK, OOYCIIOBJICHHBIM TJIABHBIM 00pazom
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dbocharamu. [TosTomy 1 Mo4a B HOpME OOBIUHO UMEET OoJiee KUCIYIO peakiuio, yem KpoBb (pH 5,5-
6,5), B CBSI3U C TTOCTOSTHHBIM BBIJICTICHHEM H30BITKA KUCTIOT.

["OpMOHBI HETIOCPEICTBEHHO HE YYACTBYIOT B peryisnuu pH BHEKICTOYHON KHUIKOCTH, OJTHAKO
KaK BTOPHUYHOE SIBJICHUE HApYyIICHWE KHCIOTHO-IIEJIOYHOTO PABHOBECHS HAOIIOJACTCS TpU psfe
3a00JIeBaHUH HIOKPUHHON CHCTEMBI, Hal[pUMep alli103 IIPHU caxapHOM Juabere.

NU3MEHEHHUE COCTABA MOYH

['maBHas mpobGiema, KoTopas pemaeTcss HepoHaMH MOYEK, 3aKII0YaeTCsl B pa3/ieJICHUH MOTOKa
BEIIECTB, MOCTYNAIONINX U3 KPOBH, Ha JIBa MOTOKAa Pa3sHOrO0 XMMHUYECKOTO COCTaBa: BCE LIEHHOE ]IS
opranu3ma (TJIF0K03a, aMUHOKHUCIIOTHI, BATAMUHBI U JP.) BO3BPAIaeTCsl B KPOBH, & KOHEYHBIE TPOTYKTHI
oOMeHa HampasisoTcsT B Mouy. KOHEUHO, MpU 3TOM MPOUCXOAUT HEKOTOpas yTeYKa U TOJIC3HBIX
BEIIECTB IUIA3Mbl, HO WX KOHIICHTpAIlMsi B OKOHYATEIHLHONM MoYe HeBenuka. Eciu B KpOBH
KOHIICHTpAIUs KaKOT0-TM00 BEIIECTBA YBEIMYHMBACTCS, TO U C MOUYOH €ro BRIBOJUTCS OosbIie. Jpyroi
MPUYUHON YBETUYCHHUS CKOPOCTH BBIBEACHHS BEIIECTB SIBJISETCS HapymieHue (QyHKIuu mnodek. [Ipum
ATOM HapylIeHHne U30UpaTeIbHOCTH peabCcopOIIu MOXKET OBITh CIIeM(UYHBIM (HapuMep, I KaKou-
HUOY/Ib OJHOW AaMHHOKHUCIOTHI) win ob6muM. [locinennee wHaOmOmaeTcs, B YaCTHOCTH, TMPHU
BOCIAJIUTENIbHBIX 3a00JI€BaHUAX MOYeK. TakuMm oOpa3zoM, IpH JIr000M O0JIE3HH, COMPOBOMKAAIOIICHCS
W3MCHCHUEM COCTaBa KPOBHM WJIM HApyIIEHWEM BBIICIUTEIBHOW (DYHKIIMHM TOYCK, U3MEHSICTCS COCTaB
MOYH, IPUUEM YaCTO XapaKTEPHBIM JUIsl JaHHOW OoJyie3HH 0OpazoM. Ha 3ToM ocHOBaHO mpUMEHEHUE
aHalM3a MOYM I JUarHOCTUKHM Ooje3Hedl. Hambonmee wacTo B Moue HM3MEPSIOT KOHIIEHTPAIIUIO
TJIIOKO3BI, KpEaTMHUHA, KETOHOBBIX Tell, OUmupyounHa, ypoouinuHa, 0eaxkoB. Bo MHOTHX chienuaibHbBIX
CIIydasixX ONpPEAeIIOT U IPyTHe BEIeCTBa, KaK MUHEpaIbHbBIC, TAK U OPTaHUYECKHUE.

KAMHHA MOYEBBIX IYTEHA

MouekameHnHas 00JIe3Hb OYEHBb PACIPOCTPAHEHA: OHA TopaxkaeT okojo 1% mroaeit, 0OBIYHO B
CpellHEM M MOXXHIJIOM Bo3pacTe. KaMHM MOU€eBBIX MyTeil 00pa3yroTCs U3 KPUCTAJUIOB COJIEH I11aBesIeBOM
kuciaoThl (okcanmatHbie kamuu), Caz(POj4),, MgNH;PO,, CaCOj;, MoueBOH KHCIOTHI, MHCTHHA.

OTnenbHBIA  KaMeHb oOOpa3yercs He MyTéM KpUCTAJUIM3AMH, a TMyTéM arperaudd  yxe
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chopMupoBaBIIUXCA KpUCTAIOB. OOBIYHO KaMHHU COJEPKAT CMECh KPHUCTAJJIOB Pa3HbIX COJIeH, HO
KaKue-mm00 M3 HUX MOTYT OBITh B MPEoOJaJaroniuX KOJWYEeCTBaxX; Hambojee dacto (IpUMEpHO B
MOJIOBUHE CITy4aeB) BCTPEUAIOTCS KaMHU C MPeodiaJaHueM OKCalaToB.

Bce mnepeunciieHHble KOMIIOHEHTHI B HOPMaJbHOW MoOu€ cojepkarcsi B 0oJiee BBICOKHX
KOHIIEHTpAIUAX, YEM MOKHO ObLTIO OBl pacTBOPUTH B Boje. YacTh U3 HUX HAXOAUTCSA B PACTBOPEHHOM
COCTOSIHUM, 4acTh B (opMe MHUKPOCKONMUYECKHX KpuctaioB. Kpome Toro, B Moue cojaepxarcs
BEIIECTBA, MPEMSATCTBYIONINE OCAXKICHUIO COJIeH KamMHeoOpa3zoBaTeieii— MOHBI MarHus, nupodocdar,
TNIMKO3aMHUHIJIMKaHbl (OCOOCHHO TemapuH U XOHAPOUTHUHCYNb(ATHI). YMEHbIICHHE KOHIICHTPAIUH
TUX BEIIECTB WM YyBEJIMYEHHE KOHLEHTpAluu coJied-kamMHeoOpa3oBaTeiaeil MpUBOJUT K
KPUCTAJUTM3AMU COJIel W arperanuu KpuctamuioB. Kpome Toro, oOpazoBaHue KamMHEW MOXKET OBITbh
CBs3aHO ¢ M3MeHeHueM pH Mouu: B KUCIOM Mode 00pa3yloTcsi OKCaJlaTHbIE M ypaTHbIE KaMHHU, B
nienouyHor — docdarueie u kapOoHaTHble. OOpa3oBaHME KaMHsSI — MPOLIECC HEOOpaTUMBIN: B MOYE
KaMHHU He pacTBOpstoTcs. [lonbITku co31aTh IeKapcTBa, pacTBOPAIONINE KAMHU B MOUEBBIX MyTSIX, TIOKa

HE IPUBEJIH K 3aMETHOMY YCIIEXY, U KAMHHU MPUXOJUTCS YAAISITh XUPYPTrUUECKUM MTyTEM.
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I'mapa 11.
PEI'YJIAIIUA OBMEHA YIJIEBOOB,
AKNUPOB U AMUHOKHUCJIOT
Haunbosiee MHTEHCUBHBIN MOTOK BEIIECTB B OPTaHU3ME CBSI3aH C MCHOJb30BAaHUEM YTJIEBOAOB U
XKUPOB (B MEHBUIEH Mepe AaMHHOKHUCIOT) B KAadye€CTBE MCTOYHUKOB dHepruu. (OCHOBHBIMU
YHEPrOHOCHUTEIIIMH, KOTOPBIE YEPE3 KPOBOTOK PACIPENENSIIOTCS 10 OpraHaM, CIyXaT TJIF0K03a, KHUPbI
JUNONPOTEUHOB, >KUPHBIE KUCIOTHI M KETOHOBBbIE Tena (puc. 15.1). I'maBHBIMM MX NpOAYLEHTaMHU
SBIISIIOTCA T€YEHb W JKUpPOBasi TKaHb; MOTPEOJSIOT 3TH HSHEPrOHOCUTENIM BCE OpraHbl, HO B
KOJMYECTBEHHOM OTHOIICHUM TEPBOE€ MECTO NPUHAMJICKUT MBIIMIEYHON TKAaHU BCIEACTBUE €€

3HAYUTEIHLHON MacChl U OOJIBIION YHEPTOEMKOCTH (PU3NUECKON pabOTHI.
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B xpoBn

Yrnepogbl— Thokoza ~ & [amkored

THIH ¥——" nevenn
B newemrl B XKHPOBOI TKaHW
Kupsi — Kupel —» HenouupoBan- g Kupueie 5, KeToHoBbIe Tena
MHITH JIHTIONPOTEMHOB Hble KHPbI KHCJTOTHI (meyeHs)
B xporb B kpoBs B xposn

Puc. 15.1. OCHOBHBIE SJHEPTOHOCUTEH, TPAHCIIOPTUPYEMBIE KPOBBIO

[Tocne nmpuéma cMelaHHOM MUIIM [epEeBAPUBAHNE YIJIEBOJIOB 3aKaHUMBAETCS IPUMEPHO uepes3 2
4, IepeBapuBaHue OEJIKOB U KHUPOB — uepe3 4-5 u: 370 nepuo nuuieBapeHus (a0COpOTUBHEIN Nepron).
3a HUM crenyeT mocTabcopOTUBHBIN Mepuoja. Y uenoBeKa MpU TPEXPa30BOM IMUTAHWK HA MEPUOJbI
nuieBapeHus: npuxoautcs 10-15 4 B CyTKH, a pacxoji SHEPTUU MPOUCXOIUT B TeUeHHUE Bcex 24 4 (c
ompeNeIEHHBIM CHIDKEHUEM B Yachl HOYHOTO cHa). [103TOMy 4acTh SHEPrOHOCHTENEH BO BpeMs
MUILIEBAPEHUS CKIAIUPYETCS JIJIs1 UCIIOIB30BaHUs B MOCTAOCOPOTUBHOM COCTOSIHUM (puc. 15.2).

Pexxum 3amacaHus BKJTIOYAETCS TMOCJE TMpPHUEMa THUIMA W CMEHSETCS PEKUMOM MOOWMIH3AINH

3aI1aCoB IIOCJIC 3aBCPIICHUS IMUIIICBAPCHHA.

BcachiBanue
[IPOAYKTOB TepeBapHUBaHus

;2\ Cunres
1

H 3amacaHve

3 TIMKOTeHA
U KHPOB
[nokosa,
AKUPHBIE KUCJIOTL

AILD
4 ) Pabora
AT®D

€O, H,0

Puc. 15.2. IIytn ncnonb3oBaHus OCHOBHBIX YHEPTOHOCHTEIIEH:
1u 2- npu nuieBapeHuy; 3- B TOCTaOCOPOTUBHOM NEPHOIE;4 - TOCTOSHHO (TIPY TOJI0IaHUH TIIIOK03a
UCIIOJIb3YETCSl MPEUMYIIIECTBEHHO HEPBHOW TKAHBIO, B TO BPEMsI KaK JIPyrue TKaHU UCIIOIb3YIOT
MPEUMYILIECTBEHHO KUPHBIE KUCIOTHI)
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[Ipu mepexone OT OAHOrO MepUOAa K JPYIrOMY MPOUCXOIAT 3HAUMUTEIbHBIE W3MEHEHHS
MeTabonu3Ma: Ui MEepBOro MEepHo/a XapaKTEepPHbI MPOIECChl JCMOHUPOBAHUS YIIeBOAOB (B (opme
TJIMKOTEHA), ICTIOHUPOBAHUS JKUPOB, MPEUMYIIIECTBEHHOE UCIOIb30BaHUE TITIOKO3bI JJIsi 00eCIIeYeHHs
HHEPreTUYECKUX MOTPEOHOCTEN; I BTOPOTO MEpPHOJia XapaKTEPHbI MOOMIM3ALMS JENOHUPOBAHHBIX
YIJIEBOAOB U JKUPOB, MPEUMYIECTBEHHOE HCIIOIb30BAHUE KHUPOB, a TAKKE aMUHOKHUCIIOT B KauecTBE
UCTOYHUKOB SHEPTUH.

CrnenoBatenbHO, y YeJIOBEKa MPU OOBIYHOM TPEXPA30BOM MUTAHUN CMEHA PEKUMOB MPOUCXOJUT
TPWXAbI 32 cyTkH. OHAKO MPH 3TOM CMEHA PEXHMOB BbIpa)keHa HEYETKO, MOCKOJIBKY B TEUCHHUE JHS
OPOMEXYTKH MeXAy npuéMamu mnuui HeOonpine (5-6 1), u moctabcopOTHMBHBIN Mepuos eaBa
ycIlieBaeT HadarhCs (eciu BOOOIIE YCIeBaeT), Kak HAacTymaeT BpeMsl OYepeqHOro MpuéMa IHIIH.
TunuaaeiM  OCTAOCOPOTUBHBIM COCTOSIHUEM CYHTAIOT COCTOSIHHE YTPOM JIO 3aBTpaka, Iocye
IPUMEPHO JIECATUYACOBOTO HOUHOTO NepephiBa B mpuéme nuiy. Emé 6onee HArMsAIHY0 KapTUHY JaET
MOJIeNIb pUTMa NHUTAHUs, KOTOPOH Npuaep)kKuBajics Benukuid Hemenkuidl ¢unocodp 3. Kaut: on
OpUHUMAJ MHOy pa3 B CYTKH. 3a CYTKM HCUEpIBIBAIOTCS 3amachl TJIMKOTEHAa B OpraHu3Me,
eIMHCTBEHHbIM HCTOYHHUKOM TIJIIOKO3bl CTaHOBUTCSl TJIIOKOHEOT'€HE3, TJII0K03a HCIOJb3yeTCs
PEUMYIIECTBEHHO HEPBHBIMH KIJIETKaMH, B TO BpeMs KakK MOYTH BCE IPYTHE KICTKA 00ECIICUNBAIOTCS
SHEprueu 3a CYET OKUCICHUS KUPHBIX KHCIIOT, a TaKXKe KETOHOBBIX TeJl, 00pa3yIoluXcs B MEYCHH U3
KHUPHBIX KHCIOT. DTy MOJENIb Mbl B Oy/IeM WMETh B BHUIY, pacCMaTpuBas CMEHY PEKHMOB OOMeHa
DHEPrOHOCUTEIIE.

[leyenb, kupoBasi TKaHb M MBIIIILI — IJIABHBIE OPTaHbl, CBA3aHHBIE CO CMEHOM pPEXUMOB
3armacaHus ¥ MCIIONB30BaHMs dHeproHocutenel. llepekmouenne Metaboamu3Ma Npu CMEHE MEePHOJI0B
NUIIEBAPEHUSI U MOCTa0COPOTUBHOIO COCTOSIHUS M TMOJJAEPKaHHE KOHLIEHTPALMU TIIIOKO3bI B KPOBH
00ecneYnBarOTCsl CUCTEMON PETYIATOPHBIX MEXaHU3MOB, BKIIFOUAIONINX TOPMOHBI HHCYJINH, TIIFOKAaroH,

aJipeHaJIuH, KOPTU30JI.
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Mpiiieunas paboTa BO BpeMsi MUILIEBAPEHUS 3aMeJJISIET MPOIIECChl 3aMacaHus, TaK Kak IpH 3TOM
4acTh IMOCTYIAOIIAX W3 KUIICYHHKA NPOAYKTOB IEPEBAPUBAHMS HEMOCPEACTBEHHO PACXOAYETCA B
MbIIax. B moctabcopOTUBHOM COCTOSIHMM MbIlIeyHasi paboTa CTUMYJIMPYET MOOUITU3AIIMIO 3aM1acoB,
TJIaBHBIM 00pa3oM KUPOB. B perynsnuu M3MeHEHWH, CBSI3aHHBIX CO CMEHOW IOKOS W MBIIICYHOMN
paboThI, BaKHAS POJIh PUHAIJICKUAT aIPCHAINHY.

Ha puc. 15.3 mpeacraBieHbl MyTH NPEBpALEHUN TIIIOKO3bI M JKHPOB, a Takke OEJIKOB H

AMHMHOKHMCIJIOT.

a I'mokoza —# [nukored

PO\

Asunokncrorst  Hupysar o-riautepogocdat
JlenonupoBaHHbIe
KUPBL

Benicn Anerni-KoA —"i{ig?lg::;
AllD ’
Pabota (
ATOD
€O, H,0

CO, H,O*— [nioko3a <e—— [aukorex

2 MOar T

AmunokucioTsl —= Ilupysar o-ramnepodocdar

JlenoHUpOBaHHbIE
KUPBI
HKupuere

Benkn Anetun-KoA —» i
Pat 4l “ S
aboTa
CATG) \ Anetui-KoA
CO,, H,0 -

KetoHoBBIE Tesa

Puc. 15.3. MeTab0s1M3M OCHOBHBIX SHEPTrOHOCUTEIICH B a0COPOTUBHOM (a)U 1OCTa0COPOTUBHOM

(6) mepuogax
Kak BugHo, mnpw CcMEHE pEXKMMOB MHOTME TIPOLIECCHl MEHSIOT HalpaBlICHUE Ha
MPOTUBOIOJIOKHOE. 3a KaXKI0H U3 CTPEJIOK CKPBIBACTCS CepUsl peakiuii; epMEeHTbI, KaTaTu3UPYIOIIHe
KITFOUEBBIC PEAKIUU (JIMMUTHPYIONIUE CKOPOCTh JAaHHOW METa0OJIMYECKOW IIeNH), HAXOMSITCS IO/
KOHTPOJIEM MHOTUX PETYIUPYIONIUX MEXaHU3MOB, BKIIIOUAIOIIUX B KAYECTBE MEPBOTO (BHEKIETOYHOTO)

BCCTHHMKA CUT'HaJIa I''IaBHBIM O6p330M HHCYJIMH W I'IFOKAroH, a TakKKE aApCHaIMH U KOPTHU30JI1.
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KOHLEHTPAILIUA I''TIOKO3bI B KPOBU

OpHuM ©3 pe3ylbTaTOB pErylsiiud OOMEHa »HEPrOHOCHTENEH SBISETCS MOAAEp KaHUe
KOHLIEHTPAIMH TJIIOKO3bl B KPOBU Ha OTHOCUTEIBHO MOCTOSIHHOM YPOBHE.

KoHueHTpanus riatoko3sl B KPOBH ONpeiesieTcs 0aJaHCOM CKOPOCTEH €€ MOCTYIIIEHUS B KPOBb,
C OJHOM CTOPOHBI, U MOTPEOJCHUS TKAHAMU — C Apyroid. B moctabcopOTHBHOM COCTOSIHUM B HOpME
KOHIICHTpAIMsl TJIIOKO3bl B KpoBH paBHa 60-100 wmr/mn (3,3-5,5 MMomw/n); Oojiee BBICOKas
KOHIIEHTpaIus (THIEePrIIIOKO3eMus) YKa3blBaeT Ha HapylleHne oOMeHa yrieBojoB. [locime mpuéma
IUIIA WM pacTBOpa caxapa (caxapHas Harpyska) TMIEPriIIOKO3eMHUs ObIBA€T U Yy 3JOPOBBIX JIIOJAEH —
alMMeHTapHas runepritoko3emMusi. OObIYHO OHa He mpeBblmaeT 150 Mr/mam ¥ HauMHAET CHUXKATHCS
yepe3 1-1,5 u mocne enpl. [Ipu HapyIeHUsSX yriieBoJHOTO oOMeHa (CTEPOMIHBIN MUabeT, caxapHbIN
nuabeT) allMMEHTapHas TUIEeprioko3eMus mnpesblmaeT 150 mr/an u  npepxkutcsponsiie. Ecnu
TUIEPTIIOKO3EMUS MIPEBBIIIAET MOYEUHbIH MOpOT, T. €. BeduuuHy 180 mr/mn, TO TIIOKO3a HaYyWHAET
BBIBOJIUTHCS C MOYOM (TNtOKO3ypusi). [JI0KO3ypusi CBUIETENBCTBYET O HAPYIICHWU YTJIEBOJHOTO
oOMeHa UJTM O TMOBPEXKACHUH MOYEK.

[Ipy HEKOTOpPHIX MATOJOTUYECKUX COCTOSIHUSIX, B YACTHOCTHM IPHU TOJOJAHWH, BO3HUKACT
runoriatoko3emMusi. CHUKEHUE KOHIIEHTpAMM TIJIIOKO3bl B KpoBu 10 40 Mr/mn npuBOIUT K
BO3HUKHOBEHHUIO CYJOpPOT M APYTUX CHMIITOMOB HapyIIeHUs (PYHKIMH TOJOBHOTO MO3Ta BCIIEJCTBHE
HApYIIEHUS €r0 MUTAHMUS.

KOPTHU3O0OJI U PETYJIALUSA IN'TIOKOHEOI'EHE3A

B moctabcopOTUBHOM COCTOSSHMUM [0 Mepe HUCYEpHaHusl 3alacoB TJUKOI€HAa B IEYCHH
CTUMYJIMpYETCsl TItoKoHeoreHe3. CylecTBeHHas! PoJib B PETYJISIUU TIIOKOHEOTeHEe3a B 3TUX YCIOBUSIX
PUHAICKUT TTIOKOKOPTUKOCTEPOUIaM, OCHOBHBIM M3 KOTOPBIX SIBISIETCS KOPTH3OJ.

Ecnu >XMBOTHOMY WJIM YENIOBEKY BBECTH KOPTH30JI, HAOJIOJACTCSl MOBBINICHHE KOHIICHTPAIMH
TJIFOKO3BI B KPOBH, NMPUYEM 3TO MPOUCXOAUT JakKe MpPU OTCYTCTBUHU 3alacoB TIMKOTEHA B TICUCHHU.
OpHOBpEMEHHO MOBBIMIAETCS 00pa3oBaHUE M BBIIEICHHE MOYEBHHBI. OTCIOAA ClIEyeT, YTO TIII0KO03a,

IMOABJIAOIIAsACA B KPOBH, O6p33y€TCH N3 aMHUHOKHCJIOT.
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VYcunenue TIIIOKOHEOTeHe3a M3 aMUHOKHUCIOT SIBIISETCS PE3yJIbTaTOM CIEAYIOUX JBYX
MIPOIIECCOB, BBI3BIBAEMBIX KOPTHU30JIOM:

1. KopTu3zon cuiibHO TOPMO3UT CUHTE3 OEIKOB B MBIIIIAX U APYTHX TKAHIX, 38 UCKIIOYEHUEM
neyeHu. BeneacTBue 3Toro KOHIEHTpalys aMUHOKUCIIOT B TKaHSIX M KPOBU TOBBIIIAETCS, U OHU MOTYT
OBITH UCITOJIH30BAHBI JIJISl TIFOKOHEOTEHE3a B MICUCHH U TTOYKaX.

2. B nedenu KopTU30J1 CTUMYIUPYET CUHTE3 OEJIKOB, B YaCTHOCTH (PEPMEHTOB, y4aCTBYIOIIHNX
B [IIOKOHEOTreHe3€e (TUpo3uHaMUHOTpaHc(epasa, TpuntodaH-mupposiasa, CEpUH-TPEOHUH-IETHIpaTasa,
kapOokcuknHaza (ochoenonmmupysara). Copepkanue 3TUX (HEPMEHTOB B TEMATOIUTAX MOXKET
MOBBIIIATHCS] B HECKOJIBKO pa3, COOTBETCTBEHHO YBEJIMYUBAETCA U CKOPOCTh IIIIOKOHEOT'€HE3A.

CurHajgoMm sl CTUMYJISIIIUMA TIIOKOHEOTEHE3a CIYKUT CHIDKCHHE KOHIICHTPAIUU TIIFOKO3Bl B
KpoBU. OJIHAKO ATOT CUTHAJI IEUCTBYET HE HETOCPEACTBEHHO HA HAJIMOYEUYHUKH, a Yepe3 LEeMb APYTUX
curHanoB (puc. 15.5). KoHTpoJibHBIE MEXaHU3MBI IIEHTPAJIbLHONW HEPBHOM CHCTEMBI pEarupyroT Ha
CHUKEHUE KOHIIEHTPAIMH TIIOKO3bI B KPOBH M CTUMYJIHPYIOT CEKPEIMIO KJIETKaMH TUIOoTallaMmyca
KOPTUKOTPONUH-THOepuHa. JIMOeprH Mo OTpPOCTKaM HEHMPOHOB TMOCTyNaer B rumnodus, T17e
CTUMYJIUPYET CEKPEIUI0 KOPTUKOTPONMHA (aAPEHOKOPTUKOTPOIHBIN TopMOH). KopTUKOTpOnHH — 3TO
NeNTUAHBIA TOPMOH, TOCTPOCHHBIM M3 39 aMUHOKUCIOTHBIX oOcTatkoB. OH  ylaBiIMBaeTCs
crien(UIEeCKUMU PerernTopaMu MeMOpaH KJIETOK KOPbl HAIMMOYCYHUKOB U Yepe3 afCHUIATIIMKIA3HYIO

CUCTCMY AKTUBUDPYCT PAL (bepMeHTOB, YYaCTBYIOIINUX B CHHTC3C KOPTU30JIA.
TunoraitaMyc

gt Tunocua

Kopa

THKOTPOIIHH —— =
Kopruxory HaANO4YeYHHKOB

|
|
| -
ol nubepui
|
|
|

Koprukorpounn _— —

————————————————— Kopruaon
/ N
®, @
Cunres depmento  [loBeleHHE KOHIIEHTPAHN
[JIOKOHeoreHe3a (fevenb)  aMHHOKHCJIOT B KPOBH

Puc. 15.5. Perynsuus cekpenuu KopTu3oa
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N30biTouHOE  OOpa3oBaHHME  INIFOKOKOPTUKOCTEPOMIOB  NPEJOTBPALIAETCS  MEXaHU3MOM
OTPHULIATENILHON OOpaTHOM CBS3M: KOPTU30J MOAABISET CEKPELUI0 KOPTUKOTPOMHH-THOEpHUHA U TeM
CaMbIM IIPEPBIBAET LIEMb COOBITUM, BEAYLIUX K 00pa30BaHUI0 KOPTH30Ja (cM. puc. 15.5).

CKOpOCTh TJIIOKOHEOI€HE3a y YEJIOBEKa MOYKET M3MEHSATHCS OT HyJsA A0 IpuMepHo 4 r 3a 1 4
(okomo 100 r 3a cyrkm). B Onwmxkaifiime yacel mocne mnpuéma mnuuiy, 00ratoil yrieBojaMu, OHa
MUHUMAJIbHA, 4 3aT€M HapacTaeT II0 MEpPe HUCYEPIIaHMs 3alacoB INIMKOTEHAa B IIEYECHM, AOCTUTas
MAaKCHMMyMa IIPU FOJIOJAHUH B TEUEHUE HECKOJIBKMX YacCOB.

HamomHuM, 4TO TIIIOKOHEOTE€HE3 MPOUCXOAUT B IIEYEHH, B KOPKOBOM CJIO€ IOYEK M KIIETKaxX
KHILIIEYHUKA.

Kopru3ou u crpece

CuHTe3 U ceKpenus KOPTU30J1a CTUMYJIMPYIOTCSA HE TOJIBKO IPY T'MIIOTIIMKEMHH, HO U IIPU JPYTUX
CTPECCOBBIX BO3JIEUCTBUSIX (TpaBMa, BBICOKAs TeMIEparypa, NEpeoxJakIeHue, upe3MepHas
¢usnyeckass Harpyska, MH(QEKIHs, TPOMKUN 3BYK M T. 1.). CTpeccoBble BO3IEHCTBUSI BBI3BIBAIOT
OTBETHYIO PEAKLHUIO OPraHM3Ma, HAIPaBICHHYIO Ha YCTPAaHEHHE OIIACHBIX IIOCIIEICTBHM CTpecca.
CtpeccoBoe COCTOSIHUE JAETEKTUPYETCA UEHTPAIbHONM HEPBHOM CHUCTEMOW, CHUTHaJbl KOTOPOM
CTUMYJIMPYIOT CEKPELUI0 KOPTHUKOTPONHMH-TMOEpHHA B THIIOTAJIaMyCe, U JIaJee CHUHTE3 M CEKPELMIO
KOPTH30JIa B HAJIIOUYEYHUKAX, KaK MMOoKa3aHo Ha puc. 15.5. CTpecc yacTo (HO HE BCErjaa) COMpoBOXK/Ia-
€TCS TUIOTIMKEMUEH, U MO3TOMY CTUMYJISILUS TJIFOKOT€He3a KOPTU30JIOM SIBJISIETCS aHTUCTPECCOBBIM
dakropom. Ho, kpome TOro, KOPTHU30J1 OKa3blBAET MHOTOOOpa3HOE JIEWCTBHE Ha P KIETOK, TOXKE
UMEIOIIee AHTHUCTPECCOBOE 3HAUEHHE, B YACTHOCTH CTHUMYJIHMPYET CHUHTE3 CIelUUu(UUYECKUX OEKOB,
YYACTBYIOIIMX B pemnapanuy IOBPEKIAEHHBIX KIETOK. B peakuuum Ha cTpecc y4acTBYIOT U JApyrue
TOPMOHBI (aJpEHANIMH, UHCYJIMH, TJIFOKArOH), @ TaKXKe Psii HIUTOKUHOB.

BOJIE3Hb NINEHKO-KYIINHI' A

bonesnp Nuenko-Kymmnra xapakrepusyercss U30bITOYHBIM 00pa3oBaHUEM KOPTHKOCTEPOUIOB,

IJIaBHBIM 00pa3oM KopTH3oJia. Takoe COCTOsIHUE (TUIIEPKOPTUIIM3M) MOKET BO3HUKATH MPHU OMYXOJIU

HAJMIOYECUYHUKA, KOrJa YBEJIWYMBACTCA Macca TKaHW, NPOAYLUPYIOLIEH KOPTUKOCTEPOUIbI; IIPH
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OmyxoJii Tunodu3a M CBA3AHHOW C OTUM TMOBBIIIEHHOM NPOAYKIMEH KOPTUKOTPONMHA; MPHU
HapyILIeHUIX oOpa3oBaHUs JHUOEPUHOB B THUMOTAIaMyce. [ MIEPKOPTHUIIM3M MOMKET OBITh TaKxkKe
CJIEICTBUEM DAa3BUTHS OMYXOJIeH, BBIACISIONUXKOPTUKOTPOIIMHIIONOOHBIE BEIIECTBA B THUMYCE,
OpoHXax, MOJIKETYTOUHOM Keye3e U JIp.

Omun u3 cumnromoB 6one3nn Unenko-Kymmara — cHIkeHHE TOJIEPAHTHOCTH K TIIOKO3€, T. €.
MPEBBIMIAIONIAST HOPMY TUIIEPIIIIOKO3EMHUSI MOCIE €bl WIM CaxapHOW Harpy3ku. B TskEnbIx ciaydasx
TUMEPIIIIOKO3EMHSI UMEET MECTO U B TOCTAOCOPOTUBHOM cOCTOSIHUU. KOHIIEHTpaIus TIII0KO3bI B KPOBH
MOJKET TMPEBBIIATh MOYEUHbIN Oaphep, U TOTJa BO3HUKAET INIIOKO3ypus. Takoe COCTOSIHHE HAa3bIBAIOT
CTEpOUTHBIM AnadbeToM. CHMXEHHE TOJIEPAHTHOCTH K TIJIIOKO3€ M THUIEPIIIOKO3EMUSl CBSI3aHbI C
MOBBIIICHHBIM KaTa00JIM3MOM OEITKOB U TIIFOKOHEOTEHE30M M3 aMUHOKHUCIIOT.

XapakTepHbIM TMPOSIBJICHUEM THIIEPKOPTUIIM3MA SIBIAETCA TaKXKE€ OCTEONOpO3 — HW3MEHEHHE
COCTaBa, rIaBHbIM 00pa30M MUHEPAIbHOT0, KOCTHOM TKaHM, B PE3YJIbTATE YEro MPOYHOCTh KOCTU PE3KO
camxkaetrcsi. KopTuzon MHrHOMpyeT aKTHBHOCTh M CHHTE3 HEKOTOPHIX (DEPMEHTOB, YYaCTBYIOIIUX B
00pa3oBaHMM KOJUJIareHa M TJIMKO3aMUHIIIMKAaHOB. MIMEHHO 1O 3TOM MpUYMHE MPOUCXOIUT aTpodus
KOXM B MECTaxX MPOJOIKUTEIBHOTO BBEACHUS KOpTU30ida. [Ipu runepkopTHIM3ME CHHTE3 KOJUIareHa
HApYILIAETCs U B KOCTAX, a BCJIEICTBUE 3TOT0 HAPYIIAETCS BKIIOUEHHE B KOCTHYIO TKaHb COJIEH KalbIUs
u ¢ochaton: pu 6ose3Hn NieHko-KylmHra uMeeT MECTo OTpUIIATENIbHBIN OalaHC TUX COJICH.

['unepToHus, mo4TH Bcerna compoBoxkaaromas 0one3nb Uienko-KymmHra, otTyactu cBsi3aHa C
NOBBIIIEHHONM  MPOJAYKLMEH JApyroro TrOpMOHAa  KOpPbI  HAJINOYEYHHUKOB —  allbJIOCTEpOHA
(runepanpaocTtepoHusM). OIHAKO CIeAyeT OTMETUTh, YTO BCE KOPTUKOCTEPOUIBI B TOM MIIM MHON Mepe
00Ja1al0T CMEIIaHHBIM JeiicTBHEM. B 4acTHOCTH, KOPTHU30J HE TOJNBKO CTUMYJIHUPYET TNIFOKOHEOTCHE3,
HO U BbI3bIBacT 3anepkky NaCl. B 3ToM oTHOIIEHHH OH B COTHU pa3 MEHEE aKTHBEH, YeM aJIbJIOCTEPOH,
OJIHAKO, YYUTHIBas €ro 0oJiee BHICOKYIO KOHIEHTPALIMIO B KPOBHU (Ha /IBa MOPsIKa), MOKHO AyMaTh, UTO

KOPTH30JI ITPU THIICPKOPTUIU3IMC BHOCHUT 3aMETHBIN BKJIAJ B Pa3BUTHEC T'MIICPTOHUH.
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[Ipu neyeHuH TUNEPKOPTULIM3MA MPUMEHSIOT BEIECTBA, WHTHOMPYIOIIME CUHTE3 KOPTU30Ja.
OpHUM U3 TaKUX BEIIECTB SIBIISCTCS XJIOAUTAH — Mpou3BoAHOe nuxiopaudenmrrpuxiopatana (JIJIT).
Toxcuunocts AT 115 5KMBOTHBIX OOYCIIOBJIEHA TEM, UTO OH HapyIlaeT 0OMEH CTEPOUIOB.

HUHCYJIUH U I'VIIOKAT'OH

Uctopus OTKpBITUST M H3Yy4YEHUS HUHCYJIMHA TECHO IMEpEeIUIeTaeTcsl C IOMCKaMU TPUYMH,
MEXaHU3MOB Da3BUTHS M CIOCOOOB JIEUEHUS CaxapHOro jguabera — OJHOTO M3 CaMbIX
pactpoCTpaHEHHBIX M TOKETBIX 3a0osieBaHMil yenoBeka. B konme XIX B. ObUIO YCTaHOBIIEHO, YTO Y
YKUBOTHBIX TMOCJE yIAJICHUS TOIKEIIYJOUYHON KeJe3bl MOSBISIOTCS TUIEPTIIIOKO3EMUs, TIIIOKO3YypHs U
npyrue cumntombl auadera. B 1900 r. JI.B. Co0osneB oOHapyXuJI, YTO MOCJE MEPEBI3KH MPOTOKOB
MO/DKEITyIOYHOM  JKeNIe3bl  JKENe3WCTas TKaHb aTpoupyeTcs, a NaHKPEaTHYECKHe OCTPOBKHU
coxpansitorcs. J[naber mpu 3TOM HE BO3HUKAET. DTU pe3yJbTaThl, HApsy C HM3BECTHBIM (PaKTOM
U3MEHEHHUS OCTPOBKOB Yy OOJbHBIX auaderoMm, mno3pojuian CoOolsieBy cienaTh 3aKIIOUYEHHE, 4YTO
MAaHKPEATUYECKUEe OCTPOBKM HEOOXOMUMBI ISl PETyJsaluH yrieBogHoro obOmeHa. Kanamckue
uccinenoBarenu bantuHr u bect B 1922 r. BnepBble yCIENIHO NMPUMEHWIM OYMILEHHBIE IPENapaThl
WHCYJIMHA 71 JieueHus quadeta. B 50-e roapl Oblia ycTaHOBIEHA CTPYKTYpa HHCYJIMHA.

CuHTe3 M ceKpenusi HHCYJIUHA

Nucynun oOpasyercs B [-KieTKaX MaHKPEATUYECKUX OCTPOBKOB.I'€H HMHCynIMHAa B TeHOME
4eJIOBEKa IPEICTABICH €IWHCTBEHHOW KomMe. I'eH KoAupyeT MpenpouHCYJIWH, cocTosmuid u3 110
aMUHOKHUCJIOTHBIX OcCTaTKoB. Cpa3y IMoclie CHHTE3a NPENpPOMHCYJMHA W3 HEro otulerserca 24
aMUHOKHCIIOTHBIX OCTaTKa M 00pa3yeTcst MpouHCyIuH. [IpeBpaiienne nponHCYyIuHA B MHCYJIMH, ITyTEM
ormeryieHus: oT Hero C-mentuja (31 aMUHOKHUCIOTHBIX OCTaTKa),IPOMCXOAUT B IUIACTHHYATOM
KOMILJIEKCE M CEKPETOPHBIX TpaHynax. Takum o0pa3oMm, B CEKPETOPHBIX TIpaHyjax cojepxkarcs (u
CEKPETUPYIOTCS U3 HUX) UHCYIUH U C-TIENTHU]T B SKBUMOJISIPHBIX KOJIMYECTBAX. [ JII0K03a CTUMYIUPYET
cekpenuto nHcynuHa. Ha puc. 15.6 moka3zanbl M”3BMEHEHNS KOHLIEHTPALMU UHCYJIMHA B KPOBH YEJIOBEKA

TOCJIE TpUEMA IMUIIH.
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Mg Tnokaron
120 1
110 1

100 1

-
-

boso 12

3amtpak  Bpems, mun

Puc. 15.6. N3ameHeHue KoHLUEHTpa-
LUMA B KPOBW [JIHOKO3bl, MHCYNNHA U
rnoKkaroHa nocrie npuéma nuwy. 1
En wvHcynuHa copepxut 0,4081 wmr
6ernka MHcynuMHa
O,Z[HOBpCMCHHO CcO CTHMYHHHHGP'I B-KJ’ICTOK K CCKpCIUU

WHCYJIMHA TIPOUCXOJUT WHTHMOMPOBAHME CEKPEIUU T[JIOKaroHa M3 O-KJIETOK MaHKPEeaTUYeCKUX
OCTPOBKOB. ['JIIOKaroH B KpOBH B MOCTA0OCOPOTUBHOM COCTOSIHUM COJIEPKHUTCSI B OU€Hb HEOOJBIION
KOHILIEHTpauu — okojio 150 nr/mu; B mocTtabCcOpOTHMBHOM IMEpPUOJE KOHUEHTpalusi emé HUXKe —
npumepHo 70 nr/mut.

Bpewmst nmonypacnaga uncynuHa B kpoBu 3-10 muH, C-nentuga — okoso 30 muH. KpoBb mipu
OJIHOKPAaTHOM MPOXO0KJIECHUM uepe3 nedeHb TepseT 1o 60% wuacynmHa. B moukax 3azep:kuBaercs 10
40% WHCYIMHA, COAEPIKAIIETOCS B MPOTEKAIONIEH Yepe3 MOYKU KPOBH, MPUIEM B KIIyOOUKaX WHCYJIUH
bunbTpyeTcs, a 3aTeM, HapsAay ¢ APYTUMU OeIKaMH MEPBUYHON MOYH (JIbOYMHH, T€MOTJIOOWH U JIp.),

peabcopOupyeTcs ¥ pa3pylaeTcs B KJIeTKax MPOKCUMAJIbHBIX KaHAJIBIIEB.
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Perynsauust cekpeuMM UWHCYJIMHA 3aBUCUT OT TJIFOKO30CEHCOPHOW CHUCTEMBI [-KJIETOK,
00ecTeunBarOIIe MPOMOPIIMOHAITBHOCTh MEXIY KOHIICHTPAIMEH TJIFOKO3BI B KPOBH W CEKperuei
uHcynuHa. [loTpebnenne rroKko3bl P-kierkamu mpoucxoaut mnpu ydactun [JIKOT-2 (ocHOBHOM
NEPEeHOCUMK TIIIOKO3bl B [(-KJIETKAaX 4YeloBeKa). JTa cTaaudsd He SBISETCA JUMUTHPYIOUICH:
KOHIICHTpAIUsl TIIOKO3bI B KIIETKE OBICTPO YpPAaBHHMBAECTCS C KOHIICHTpammed B KpoBu. B [-kimerkax
IJII0KO3a TpEBpallaeTcsi B IIII0K030-6-GocdaT TioKOKMHA30M (KaKk M B TIIIOKO30CHUHTE3UPYIOIIMX
opraHax — II€YCHH, IMOYKax), mMeromeid Bbicokyro K, (12 MM)mus rirokossl. BenemcrBue 3toro
CKOpOCTh (hoCHOPUTUPOBAHUS TIIFOKO3bI TPAKTUIECCKU JTUHEHHO 3aBUCUT OT €€ KOHIICHTPAIINMH B KPOBH.
Kpome Toro, ritokokrHaza B J-KiI€TKax — JUMUTUPYIOIIEE 3B€HO riuKonu3a. [loaTomy rirokokuHasza,
BEPOATHO, OCHOBHOW (HO HE EIMHCTBEHHBIN) 3JIEMEHT TIJIIOKO30CEHCOPHOM CHCTEMbI [3-KJIETOK.
MyTanuuu riitOKOKMHA3bl MPUBOJAT K Pa3BUTUIO OJIHOM U3 (HOpM caxapHOro auadera — auader 1 tuma y
B3POCJIBIX (CM. HIXKE).

Crnennduieckuii THTUOUTOP TIIFOKOKUHA3bI MAHHOTENTYJI03a MOJABIISET CTUMYJISIINIO TITFOKO301
CHHTE3a W CEKpELUU HHCYJIMHA. OTO YKa3plBa€T HAa TO, YTO HEMNOCPEACTBEHHBIE CHUTHAJIBI,
PETYIHUPYIONINE CHHTE3 U CEKPEIUI0 MHCYJINHA, 00pa3yloTcs B pe3ysibTaTe MEeTabOIM3Ma TIFOKO3BI.
[Ipupona 3TUX MOJNEKYJ HEM3BECTHA. PANl JAaHHBIX YKa3bIBAET HA y4acCTHUE B PETYJALMU CEKPELHU
MHCYJIMHA HE TOJIbKO TJIMKOJIM3a, HO U MUTOXOHJIPUAIBHBIX MPOIECCOB. B 4aCTHOCTH, CyIIECTBEHHOE
3HAYCHUE MOTYT HMETh AHAIUIEPOTHYECKHE PEAKIMHU: IUPYyBAT — OKCAJIOALETAT, Tilyramar — o-
KETOIJIyTapar U Jp. OTH PEAKIUU YBEJIWYMBAIOT KOJIUYECTBO KOMIIOHEHTOB IIUTPATHOTO ILIMKJIA,
CJEeA0BATEIbHO, U €ro MOIHOCTh. CTUMYIUMPOBAaHHAS TJIOKO30M CEKpEIUsl MHCYJIMHA YCUJINBACTCS
HEKOTOPHIMUA aMHUHOKHUCIOTaMH (OCOOEHHO apTMHUHOM U JIM3UHOM), KETOHOBBIMU TEJIAMH U KHPHBIMU
KUCcIoTaMu. Takum 00pa3oM, B CTUMYJISIIIUM CEKPEIMHM YYacTBYeT HE TOJIbKO TJIFOKO3a, HO BCE
OCHOBHBIE 3HEproHocurend. MHaue roBops, CEKpeuysk MHCYJIMHA IMPONOPUHOHATIbHA KaJOPUHNHOCTH

noTpeOIIIeMO TUIITH.
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[Monynsauust B-KIETOK B OCTPOBKaX HEOJHOPOJHA. B 4YacTHOCTH, €CTh KJIETKH C pas3InyHOU
YYBCTBUTEIBHOCTBIO K TJIFOKO3€. OJTO €IE OAMH 3JIEMEHT IJIOKO30CEHCOPHOIO MEXaHW3Ma: INpHU
BBICOKOM KOHIIEHTPALIMU TTIOKO3bl YBEIMUYUBACTCS YUCIIO KIETOK, CEKPETUPYIOLIUX UHCYJIUH.

CuHTe3 M cekpeuusi III0KaroHa

['mroxaron — HeOOJBITON OENTOK, COMEPKUT 29 aMHUHOKHUCIOTHRIX OCTaTKOB. [Ipormtokaron (160
AMUHOKHCIIOTHBIX ~ OCTAaTKOB) CHHTE3UPYETCA  O-KJIETKaMH TaHKPEAaTUYECKUX OCTPOBKOB B
MOKETYJJOUHOM  JKelie3e, a TakKe CHEIUATU3UPOBAHHBIMU HEUPOIHIOKPUHHBIMU  KJIETKAMHU
kumevnnka (L-xinetkn) u HekotopbiMu kietkamu [[HC. B pesynbrare mporieccMHra mporiitoKaroHa
oOpasyeTrcsi psii TMENTUI0B, HEOAMHAKOBBIX B MOJKETYIOYHOW XKejle3e M B KIETKaX KUIIECYHUKA.
OCHOBHBIM HCTOYHMKOM TJIFOKaroHa KpOBH SIBJISIIOTCS O-KJIETKM MAHKPEaTUYECKUX OCTPOBKOB.
['mok03a M MHCYNMH TMOJABISAIOT CEKPEIUI0 TJIIOKaroHa, a aMUHOKHUCIIOTHI, OCOOEHHO aJlaHUH,
CTUMYJIUPYIOT. ['JII0KaroH M3 KpoBM aKTHUBHO MOIJIONIAETCS MEYEHBIO W MOYKaMU; BpeMs MOJYKU3HU
[JIFOKaroHa B KPOBU COCTABIISIET TOJBKO 3-5 MUH.

OO01mue MUIIEHH HHCYJINHA U IJIIOKATOHA

['1aBHBIM OpraHOM-MUILIEHBIO ISl TJIOKAroHa CIYXKUT MEYEHb, TJI€ OH CTUMYJIHPYET pacnaj
[JIMKOT€HA W TJIIOKOHEOTEHE3: PEIEnTop IUIIOKaroHa BMECTE€ C COOTBETCTByrouUMHU G-Oenkamu

aKTUBHUPYET aJIcHWIaTIHKIa3y, a TAM® aktuBupyetT HAM®D-3aBrcUMbIE IPOTEUHKUHA3BI.
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HCpBI/I‘IHLIM CHUTHaJIOM AJId CMCHBI a6COp6TI/IBHOFO )41 HOCTa6COp6TI/IBHOFO PEKMMOB SABJIIAIOTCA

I'd-OH
HEeAKTUBHAA
¢pIre-1-OH Kp-P
HeaKTHBHAfA  axTHBHAA |
Cavkoren
pp90S6-kunasa— — ’ 4 I[p-P
. ¥ . O —— —
# KCb-OH AKTHBHAA
H:bFP-1 -P HeaKTHBHas 'noko3a
AKTHBHAs
= lc-P
™ _HEaKTHUBHas
~
~
R N
Tnokosa
Ie-OH _ _ _
aKTHBHas
Cukoren

Puc. 15.7. Perynaunsa cuHTe3a rmmkoreHa MHCynmHoMm:
pp90S6-knHa3a — ofHa 13 NpPOTEMHKNHA3, aKTMBUPYEeMbIX peLenTopoM uHcynuHa; MNdrp-1 —

npotevHdocdartasa rpaHyn rnukoreHa; K® — kuHasa rnukoreHdocdopunasbl, M® —

rnukoreHdocdopunasa; NC — rnukoreHcuHTeTasa. B pamke — npouecchl, KoTopble npu

CTUMYNALNM KNETKM MHCYNMHOM MpeKkpallalTca BcneacTaue aedocopunmpoBaHna KMHa3bI
VU3MECHEHUE KOHUEHTPALMM T[JIOKO3bl B KPOBUM M BBI3BAHHBIC OTHUM pPELUIPOKHBIE W3MEHEHMS
KOHIICHTpAlluii WHCYJIWHA W TJoKaroHa. Perymsanuio metaboiv3ma HHCYJIMHOM U TUIFOKarOHOM
HEBO3MOXKHO paccMaTpuBaTh MO OTAENBHOCTH. B KpOBHM MOCTOSHHO NPUCYTCTBYIOT 00a TOpMOHAa,
OJIHAKO U3MEHSIOTCS UX OTHOCUTENbHBIE KOHIICHTpaUHU. [IeCTBHE KaXKI0r0 U3 HUX YacTO HAIPABJICHO
Ha OJHM MW Te XK€ KOHKpeTHble wmumeHd. Hampumep, rmokaron uepes nAM®-3aBucuMBIE
IIPOTENHKUHA3bI OJIHOBPEMEHHO UHTUOUpYyeT TJIMKOT€HCUHTETAa3y " AKTUBHUPYET
rimkoreHdocdopunazy B nedeHu (cM. puc. 9.26), a MHCYJIMH 4Yepe3 CBOM PEIEnTOp OJHOBPEMEHHO
aKTUBUPYET TJIMKOT€HCUHTETa3y U HHIHOupyeT riaukorendocdopunazy(puc. 15.7).

I'mokaroH B KMPOBBIX KIIETKAX 4Yepe3 aJCHUIIATUUKIA3HYI0 CHUCTEMY akTUBUPyeTHAMO-
3aBHCHMYIO JIMIAa3y U TEM CaMbIM BKJIIOUAET Mpoliecc MOOMIM3auu KUpoB (cM.puc. 10.8), anHCynuH,
HA000pOT, - BbIKIOUaeT (puc. 15.8). B pesynpraTexackana peakuuid, MHULIUHUPYEMBIX PELENTOPOM
WHCYyJIMHA, hochopunupyercs (M aKTUBUpPYETCs) NpoTenHKUHAa3a B, kotopas gocdopunupyet (1 Toxke

aktuBupyer) ¢ocoaudcrepasy HAMD. Kouuentpauus nAMODcHmKaeTcs, a B TaKUX YCIOBHUSIX

Juria3a HaxoauTcs B HepochopmIMpoBaHHOM HEAKTUBHOM COCTOSIHUM.
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Puc. 15.8. Hukonaes, 408 ctp.

N emé mpumep: MHCYJAMH HE YMEHbBINAET Oa3alibHYI0 CKOPOCTBHITIIOKOHEOTEHEe3a, a TOJIBKO
CTUMYJIUPOBaHHYIO TitokaroHoM. Ha puc. 15.9 nokazaHbIHEKOTOpBIE IPYTrUe MUILLIEHU METa0O0JINYECKUX
NyTel TIJIOKO3bl B TEYEHH, OOUIME JUISMHCYJIMHA W TiokaroHa. Kpome TOro, WMHCYJIMH CHUKaeT
CEKPEIMIO U CAMOT0 TJIF0OKAroHa.
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Huphbie KHCIOTH

Puc. 15.9. OeicTBHe WHCYNMHA W IMKaroHa Ha meTaGonwuam rmioKossl U XKMPOE B NEYeHM:

{+)— aKTHBAWR, (-] - WHrHGRpOBaHME
I'mroko3a mpoHMKaeT B rematouuThl (Kak U B P-KieTku) myTtémoOsierdyéHHon auddys3uu npu
yuactuu ['JIFOT-2, He3aBUCHUMOr0 OT MHCYJIHMHA M UMerolero Beicokyro K,,. B rematouurax rirokosa
OBICTPO MpEeBpaIacTCs B IIIOK030-6-(ochaT IIIOKOKHHA30M, KOTOpas Toke mMeeT Bhicokyro K, (12
MM) 1 He UHTHOUPYETCS MPOAYKTOM peakiuu (B OTIMYME OT APYTrUX TeKCokuHa3). Jlamee riroko30-6-
docdar MOKET UCHOIB30BATHCS MO JABYM HAINpPABICHUSIM — CHHTE3 TJIMKOT€HAa M CHHTE3 >KHpoB. llpu

CHHTE3€ TJIMKOTeHa  TJII0K030-6-dochar  mpeBpamaeTcss B II0k030-1-pocdar,  KoTOphIit
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HEIMOCPEACTBEHHO BKJIIOYAETCS B TJIMKOTeH. CUHTE3 JKUPOB TOpas3fo CI0KHEE: OH BKIIFOYAET TJIMKOJIN3
(m1s oOpa3oBaHMs TIUIEPUHA W MHpYyBaTa), OKHUCIUTENbHOE J1eKapOOKCHIMPOBAHHWE NHpPYyBaTa,
neHTo30(hochaTHbIN MyTh, CUHTE3 JKUPHBIX KUCJIOT U CUHTE3 KUPOB. B neduenn HeoOpaTUMBbIe peakuu
ITUX NYyTeW CTUMYJIUPYIOTCS HMHCYJIMHOM W MOJABISAIOTCS TIIIOKaroHoM. HeoOpaTumbie peakuuu
TIIFOKOHEOTeHe3a, HA000POT, MOAABIISAIOTCS UHCYJIMHOM U CTUMYJIUPYIOTCS TIIOKArOHOM.

[Ipu numeBapeHnu CynecTBEHHAs 4acTh aneTui-KoA npespamaercs B manoHwi-KoA u nanee B
KUPHBIE KUCIOTHI U XKUpbl. ManoHmwi-KoA, KOHLIEHTpalys KOTOPOro B 3THUX YCIIOBUSX 3HAUMTEIIbHA,
UHTUOUPYET TPAHCIOPT >KUPHBIX KHUCIOT B MHUTOXOHJIPUM U, CJIEIOBATEIbHO, UX OKHUCICHUS H
00pa30BaHUs KETOHOBBIX TeJ HE MPoucXoauT (cm. puc. 10.22). Mobunuzamus 1eOHUPOBAHHBIX )KUPOB
B OJTUX YCIOBHMSX 3aTOPMOKEHA BBICOKOM KOHIIEHTpALlMEd HWHCyJIMHA. Bce opranel B KadecTBe
MCTOYHUKA YHEPTUU UCTOJIB3YIOT IIIaBHBIM 00pa30oM TIIIOKO3Y, a TAKXKE KUPBI JTUTOMPOTEUHOB.

B noctabcopOTHBHOM COCTOSTHUM MPHU BBICOKON KOHIEHTPAIMU TJIFOKaroHa MHruOMpOBaH CUHTE3
ManoHWI-KoA. Konuenrpanus wmanoHmin-KoA cHukaercs, CTAaHOBUTCS BO3MOXKHBIM TPAHCIOPT
KUPHBIX KHUCJIOT B MUTOXOHApUM M UX [-okucieHue. B pesynbTaTe yMeHBIIEHUS KOHIIEHTpAlUU
MHCYJIMHA W YBEJIMYEHHUS KOHIIEHTpAIMM TJIIOKaroHa yCHJIMBAIOTCS MOOWJIM3AIUS JEMOHUPOBAHHBIX
KUPOB M CHAOXXEHHME MEYEHHU >KUPHBIMH KucioTamu. AneTwin-KoA B meyeHu B 3TUX YCIOBUAX
npeBpaiiaercss B KETOHOBble Teia. OCHOBHBIMM HMCTOYHHUKAMHU SHEPTUM JJIi MHCYJIMH3aBHUCHUMBIX
OpraHOB B 3THX YCJOBHSX CIYy’KaT >KUPHBbIE KHCIIOTBI M KETOHOBbIE Tena. KieTrku mo3ra m Jpyrue
HE3aBUCUMbIE OT MHCYJIMHA KJIETKA 00ECNeYMBaIOTCS TIIFOKO30H 3a CUET €€ CUHTE3a U3 aMUHOKUCIIOT U
[JIMLEPUHA.

CrnenyeT OTMETUTh, YTO COCTOSIHHE OOMEHa OCHOBHBIX SHEPrOHOCUTENIEH 3aBUCUT U OT MHOTHX
JIPYTUX TOPMOHOB. B yacTHOCTH, cCOMaTOTPONUH (TOPMOH POCTa) CTUMYJIMPYET MOCTYIJIEHUE TITIOKO3bI
B MBIIIEYHBIE M IKUPOBBIE KJIETKHM, HO B OTJIMYME OT HMHCYJMHA HE IOJABIISIET, a AKTHUBUPYET
[JIIOKOHEOTeHe3 B TnedeHu. Kpome Toro, coMaTroTpONUH CTUMYJIUPYET CEKPElHUI0 HHCYJIMHA U
[JIIOKaroHa, B TO BpeMs KakK JAPYyrod rOpMOH — COMATOCTATUH, MHTUOUpPYeET €€. AHAPOTeHbl U THPOKCHUH

YBCIIMYHUBAOT CKOPOCTH CUHTC3a OCIKOB U CKOpPOCTb OKHCJICHHA I'JIFOKO3LI. HO-BI/II[I/IMOMy, OCHOBHAas
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(YHKIMS [IEPEUNCICHHBIX TOPMOHOB — PETYJISALMS aHA0OIMYECKUX MPOLIECCOB, CBSI3aHHBIX C POCTOM U
MOp(hOTreHe30M, a UX BIMSHUE HAa SHEPTeTUUYECKUIl OOMEH yrieBOJIOB, )KUPOB U AMUHOKHCIIOT SIBJISIETCS
BTOPUYHBIM.

N3MEHEHUA OBMEHA BEHIECTB IIPU I'OJIOJAHUUA

['ononanne MokeT OBITH HEMOJIHBIM (HEJAO€AaHWE) M TMOJIHBIM. [JlaBHBIE MATOJOTHYECKHE
IPOSIBJICHUS] HETIOJIHOIO TOJI0JJaHUs CBSI3aHbl C OEJIKOBON HETOCTATOYHOCTHIO.

[lonHoe ronomaHue, KpoMe CHUTyalui, BO3HUKAIOIIMX TNpU KaTacTpodax U CTUXHIHBIX
OEICTBUAX, HEPEAKO CBSA3aHO C OOJIE3HSIMHU IMHIIEBAPUTEIBHOIO TpakTa W HEBO3MOXKHOCTBIO
NOTpeOJIEHUS MUILH, a TAKXKE C ICUXMYECKUMHU 3a00JIEBaHUAMH, KOT1a O0JIbHBIE OTKA3bIBAKOTCS OT €/bl.
Kpome Toro, noyiHeIM rojioflaHueM JieyaT HeKOTOpble OOJIE3HH.

B n3meHeHnsax oOMeHa BEIIeCTB IPU MTOJIHOM I'0JIOIAHUN MOKHO BBIJEJIUTD TPU (hasbl.

IlepBasg daza cneayer 3a mocTabCOPOTUBHBIM MEPUOAOM U MPOAOHKAETCS MPUMEPHO CYTKHU. 3a

ATO BPEMSI UCUEPIBIBAIOTCS 3aMachl MIMKOI€HA; KOHIICHTPAIUsl MHCYJIMHA B KpoBU CHIbkaeTcs B 10-15
pa3 1O CpaBHEHUIO C TEPUOJOM IMHUIIEBAPEHUs, a KOHLEHTpPAlMU TJIOKaroHa M KOpTU30Ja
yBeIMUYuBaloTcs. B pe3ynbTaTe M3MEHEHUs TOPMOHAIBHOrO CTaTyca W JEHCTBUSI BHYTPHUKIECTOUYHBIX
MEXaHU3MOB PEryJsilid HapacTaeT CKOPOCTh MOOMJIM3AIMU KUPOB U CKOPOCTh TIIOKOHEOTeHEe3a W3
AMUHOKHUCIIOT U rauiepuHa. Tem He MeHee KOHILIEHTpalUs IITI0KO3bl B KDOBU YMEHBIIIAETCS 10 HUXKHUX
npenenoB HOpMbI (6sm3ka k 60 MT/mi1) ¥ Ha 3TOM YPOBHE MOJICPKUBACTCA U B TIOCTEAYIONINE TEPUOIBI
rojiogaHus (3a C4ET IIIIOKOHEOTEHE3A).

Bropas ¢aza amutcs okono ogHoN HeAenu. MoOunu3aus ;KkupoB MPOI0JKASTCS, KOHIICHTPAIHs

KHUPHBIX KUCJIOT B KPOBH YBEJIWYUBAETCS MPUMEPHO BIBOE,II0 CPAaBHEHHUIO C MOCTAOCOPOTUBHBIM
cocrosiHueM (puc. 15.10). YBenuunBaercs 00pa3oBaHUE KETOHOBBIX T€J B MIEYEHU U X KOHILIEHTpALUs
B KpPOBU. B pe3yJibTare CTaHOBUTCS 3aMETHOU CKOpPOCTb peakuuu
He(EepMEHTATUBHOT01€KapOOKCHUIINPOBAHUSI alleTOYKCYCHOM KMCIIOTHI C 00pa30BaHUEM alleTOHA!

CH;3- CO - CH,- COOH — CH3- CO - CH3 + CO,
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AULIETOH HE HCIIOJNB3yeTCsl B OpPraHu3Me U BBIBOAUTCS TJIABHBIM O0OpPa3oM C BBIIBIXaeMbIM
BO3JyXOM M Uepe3 KOXKy: yxke Ha 3-4 JeHb OIIyI[aeTcsl 3amax aleToHa M30 pPTa M OT KOXH
roJIoJIalolIero yenoBeka. B atoil aze sHepreTrueckue moTpeOHOCTH MBI U OOJIBIIMHCTBA JAPYTUX

OpraHoOB YAOBJICTBOPAIOTCA 34 CU€T JKUPHBIX KMCJIOT U KETOHOBBIX TCJI.

E‘ 7] KetoHosble Tena
2
6 1 AzoT MouH,
54 r/IeHb
4 4 I'mokosa 20
o K
HPHBIE KHCAOTHI
54 PHBIE KHCIOT 10
14
A3oT MOYH
10 20 30 40

Jlau ronogaHus

Puc. 15.10. VI3meHeHUs KOHLeHTPaLun 3HeproHocuTesNen B KPOBK NpU rofiogaHnm
ITocKOJIBKY KOHLEHTpalus HHCYJMHA B KPOBH IIPM TOJOJAHUM OYEHb HH3KA, IJIIOKO3a B

MBIIICYHBIE KJICTKH HE MpOHHMKaeT. [IoTpeOuTenssMu TIIOKO3bl B ATHX YCIOBHUSX CTAHOBSITCS TOJBKO
WHCYJIMHOHE3aBUCUMBIE KIIETKH, W MPEXKIE BCEro KiaeTku mo3ra. OQHaKoO W B MO3Te B ATOM NEPHOJIE
YacTh JHEPreTUYECKUX TMOTpPeOHOCTEH obOecrneunBaeTCsl KETOHOBBIMH TelaMmH. | JTIOKOHEOTeHe3
NpOAODKAeTCsA 3a CYET pacmaja TKaHEBBIX OelkoB. VHTEHCHBHOCTH OOMEHA BEIIECTB B IIEIIOM
CHUKEHA: Yepe3 HeJIeII0 TOJI0JaHus OTPEOJIeHnEe KUCIOpoia yMEeHbIaeTcst mpuMepHo Ha 40%.

Tpetrs daza npogomkaercs HeCKOIbKO Heaelb. CKOpoCcTh pacnaaa 0eIKoB CTaOMIU3UPYyeTCs Ha
ypoBHe mpuMepHO 20 T B CYTKH; TP pacrlaje TaKoro KOJIMYECTBA OENKOB 00pa3yeTcs W BBIBOJIUTCS
OKOJIO 5 T MOYEBHUHBI B CyTKU (mpu 0O0braHOM TiuTaHuu — 20-25 1). A30THCTHIN OanaHc BO Bce ¢asbl
TOJI0JJaHUs OTPUIATENBHBIN, TOCKOJIbKY MOCTYIJICHHE a30Ta paBHO HYJI0. COOTBETCTBEHHO CHM)KCHUIO
CKOPOCTH pacmajia OelIKOB YMEHbBINIAETCS M CKOPOCTh TIIIOKOHEeorenesa. B aToil daze m mis mosra

OCHOBHBIM UCTOYHHUKOM SHCPIUHN CTAHOBATCA KCTOHOBBLIC TCJIA. Ecau B 31O (1)336 BBCCTHU aJlaHHMH HMJIN
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JPYTUe TIIMKOT€HHbIE aMUHOKHUCIIOTHI, HEMEJICHHO MOBBIIIAETCS KOHIIEHTpALUs TJIIOKO3bl B KPOBU U
CHIIKAETCS] KOHLIEHTPAIIUSI KETOHOBBIX TE.

[Ipu mpoioKeHnH TON0JaHusl HapacTaeT aTpodusi TKaHEH: yepe3 HECKOJIbKO Heelb (0OBIYHO
oT 4 10 8) Macca cepaedHOH MBIIIIbI ¥ MO3ra yMeHbIaeTcs Ha 3-4%, CKENETHBIX MBI — Ha /s,
nevyeHu — BaBoe. B tene yenoBeka maccoi 70 Kr mMeeTcst OKOJIo 15 Kr 6eIKOB; Mociie U3pacxoJ0BaHUs
oT Y5 110 Y2 Bcex 0eIKOB HACTyMHaeT THOeb.

CAXAPHBIN TUABET

Caxapubiii 1rabeT SIBISIETCS CIEACTBUEM HAPYIICHHS WHCYJIMHOBOW peryisnuu GyHKIUNA psia
KJIETOK opranu3Ma. Hapyiienuwe peryisiiiuu MOXKeT ObITb CBSI3aHO CO CHH)KEHHEM O00pa30BaHUs
uHcynmHa (quaber 1 tuma, wHcynmua3aBucuMbiid auabder, U3CJl) unu ¢ moBpexacHNEM MEXaHH3MOB
TPaHCAYKIIMM HHCYJIMHOBOTO CHUTHAJIa, NMPUYEM KOHIICHTpPALUS WHCYJIMHA B KPOBU MOXKET OBITH
HOpPMaJIBHOM WJIM Jla)kKe€ TOBBIIIEHHON (AmabeT 2 TuUIa, WHCYJIMHOHEe3aBUCHMBIM nuader, MHC]I).
XapakTepHbIM TIPU3HAKOM caxapHOTo Auabera Kak 1, Tak ¥ 2 TUMa SBISETCS TUNEPTIIOKO3EMUs, KaK
nocJie npuémMa muiIy, Tak 1 HaTOLAK, a TakyKe TIIIOK03ypHsl. TsHKENbIMU KIMHUYECKUMU MTPOSIBICHUSMU
ABIIAIOTCSL OCTPBIE OCJOXKHEHUS JuabeTa — KOMAaTO3HbIE COCTOSIHMSI, CBSI3aHHBIE C alUJI030M U
HapyLIEHUEM BOJIHO-cOJIEBOTO oOmeHa. llo3gHue ocnoxHeHuss auabeta — MHUKPOAHTUONATUU
(Hedpornatus, peTUHONATHS U JIp.) U MAKPOAHTMONATHUU YacTO MPUBOAST K paHHEW WHBAIUAM3ALUU
OonbHbIX. CaxapHblil [uaber — pacnpocTpaHéHHas 00JIe3Hb, 3aHMMAET TPEThE MECTO CPeIu MPUUYHUH
CMEpPTHOCTU TIOCJIE CEPJIeUYHO-COCYIUCTHIX 3a0oieBaHuii U paka. B mupe okosno 100 miH 4demoBek
CTpalaeT caxapHbIM AUA0ETOM, W ITO YHUCIIO yBeIWUMBaeTCs: Kaxkasie 10-15 mer ymcio OO0IbHBIX
nuabeToM BO BCeX cTpaHax MHpa yaBauBaercs. HambGombiiemy pucky 3a0oiieBaHUS MOJBEPKEHO
HACeJICHUE PA3BUBAIOIIMXCS CTpaH U TPYMHIbI MalOOOECIECYEHHBIX JIUI B MHAYCTPUAIBHO Pa3BUTHIX
CTpaHax.

Jlnaber 2 Tumna HauYMHAETCS B 3pPEJIOM Bo3pacTe, 00bIuHO Tociie 40 JeT, pa3BUBaeTCs MOCTENEHHO,
CHUMIITOMBI BBIPAXXE€HbI YMEPEHHO, OCTPhIE OCIOKHEHHUs ObIBalOT penko. /[nader 1 Tunma HauymHaeTcs

OOBIYHO B FOHOIIIECKOM BO3pacCTe, MHOTJAa B JACTCTBC, MHOI'ZA Y B3POCJIbIX. On saBisgeTcs CJICACTBUCM
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ayTOMMMYHHOTO pa3pylieHusi [-KJIETOK B OCTPOBKax IMOPKETyJA0YHOM >kene3bl. B pesynbpTaTe
nedunUTa MHCYJIMHA HApYIIAETCA CKJIAJUPOBAHHWE SHEPrOHOCUTENECH M MPOSBISETCS KIMHUYECKas
kaptuHa M3CJl. JuaGer 1 Tuma mnporekaeT ropaszmo Oosee Tsxkeno, yem auadber 2 tuma. [lpu
HEJIOCTATOYHOM BpayeOHOM KOHTPOJIE HEPEIKHU OCTphbIe OCI0KHEeHUs. PacripocTpanéHHocTh nuadera 1
tuna no4ytu B 10 pa3 meHsblue, yem quadera 2 Tuma.

Caxaphblii 1abeT B CHIIy €ro BBICOKOH pacnpOCTpaHEHHOCTH, paHHEH WHBAMUIU3ALUU U
YMEHBILICHUSI TPOJOJKUTEIIBHOCTH JKU3HH OOJBHBIX SBJISETCS OJHOM M3 BaXKHEUIIMX MEIUKO-
COLIMAJILHBIX MPOOIIEM.

N3yuenne MexaHU3MOB MHCYJIMHOBOM PETyJISIIIMKU, STHOJIOTUH U MMAaTOreHe3a caxapHoro auadera,
MOMCKH HOBBIX METOJOB JIEUEHUS MPOBOISATCS B MUPE OYEHb IIMPOKO U MHTEHCHUBHO, & B MOCIJIEIHEE
BpeMs TJIaBHOW 3ajauyeil HcCClieqOBaHUN CTAaHOBUTCS IMEPEXOJ] OT JMAarHOCTUKU JAuabera K ero
MPEICKA3aHUIO U OT JICUCHUSI K TIPEIYIPEKICHUIO.

OcHoOBHBIE IPOSIBJICHUS CaXapHOIo Auadera

CHuKeHMe CHHTe3a M eNOHHMPOBAHUA TIJMKOreHa W :KupoB. [Ipu caxapHom nuaderte
WHCYJIUH-TJIIOKArOHOBBIM HHJIEKC CHWIKEH. OJTO CBS3aHO HE TOJIBKO C YMEHBIIEHHEM CEKpPELHU
WHCYJIMHA, HO ¥ C YBEJIMYEHUEM CEKPEIMHU ITFOKaroHa (MHCYJMH HHTHOUPYET CEKPEeIHIo IItoKarona). B
HOpPME MHCYJIMH HE TOJIbKO CTUMYJIMPYET MPOIIECChI, XapaKTepHbIE 11 a0COpOTUBHOTO TIeproaa, HO U
OTMEHSIET JAEUCTBUA TIJIFOKAaroHa. B OTCyTCTBHE HMHCyNIMHA AEHUCTBUS TJIFOKArOHA HE OTMEHSAIOTCS. B
pesyJibTare ociaadiieHa CTUMYJIALMS MPOLIECCOB CKIAAUPOBAHUS U YCUJICHA CTUMYJISIIMS MOOUIIH3AIUN
3amacoB, YCWJICHAa HACTOJbKO, YTO NEYEHb, MBIINIIbI, XKUPOBAS TKAHb JAXE MOCJIE NPUEMA MHILH
GYHKIIMOHUPYIOT B PEXKUME MOCTAOCOPOTUBHOTO COCTOSsIHUS. [Ipu 3TOM MpOAYyKTHI mepeBapuBaHus, a
TaKKe HUX METa0O0JIUThl, BMECTO TOr0, UYTOOBI CKJIAAUpOBaThCcs B (oOpMe TIJIMKOI€HA W YKUPOB,
HUPKYJIUPYIOT B KPOBU. BEpOsATHO, B KAKOW-TO MEPE MPOUCXOIAT U 3aTPATHBIC [IUKINYECKUE MTPOLIECCHI
THUMA OJJHOBPEMEHHO MPOTEKAIOIIMNX TJIMKOJIM3a U TJIFOKOHEOTEHE3a, NI CUHTE3a U paciiajia KUPOB U T.

II.
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I'mnepriwokoszemus. J[ns Bcex @opMm caxapHoro jguabera XapakTepHa CHIDKEHHAs
TOJIPAHTHOCTh K TJIIOKO3€, T. €. THUIEPIIIIOKO3€MHs MOcie MpUEMa MUINM WM JaXe M HATOIIAK.
XapakTepHa Tak»Ke TII0KO3ypHus: B HOPME KOHIIEHTpalus ToKo3bl B Moye 10-20 mr/nn; npu auabdere
OHAa yBEJIMYUBAETCS B JECATKHU pa3. B HoOpMe 3a cyTkH ¢ MOUYOI BBIBOAUTCS MeHbIIE 0,5 T TIFOKO3bI; IPU
nuadbere MoxeT BbIBOAUTHCA Oosbmie 100 r. MIMEHHO TIIOKO3ypus MOCIYXHJIa OCHOBaHUEM IS
Ha3Banus Oone3nu — diabetesmellitus(or nat. diabetes— npoxoxy uepes, melle— mén). Ha3panue
BO3HHKJIO B T€ BPEMEHA, KOI'/Ia Bpayu, aHAIU3UPYs. MOUy, TpOOOBaIH €€ Ha BKYC.

OCHOBHBIMU IPUYNHAMUTUIIEPTIIFOKO3EMHUN SIBIISFOTCS:

1. I'moko3a He ucnoJyib3yercs (WM UCHOJIb3YeTCS] B OTPAaHUYCHHBIX KOJUYECTBAX) AJiA paOOThI
MBIIII] ¥ JIJIs1 3a1acaHusi B OpMe IIIMKOTreHa B MBIIIIAX U B (pOpME KUPOB — B )KMPOBOU TKAaHU, TaK KakK:

a)  MoTpeOJieHWe TIIOKO3bl MBIIIIAMH W >KAPOBOM TKAHBIO OrPAHMYEHO, IOCKOJIBKY B
orcyrcTBue nHcynuHa ['JIKOT-4 He SKCHOHUPOBAH HA MOBEPXHOCTH MUOILIMTOB U 3 JUTIOIIUTOB;

0) 1Opu HU3KOM KOHILIEHTpAallMM WHCYJIMHAa W BBICOKOM — TJIIOKaroHa TJIMKOTCHCHHTETAa3a
HaxoauTcs B pochopriinpoBaHHON HEAaKTUBHOHN (hopMme;

B) B IEUEHHU B ATHUX YCJIOBHUAX IIIIOKO3a HE HUCIOJB3YETCS U JAJSl CUHTE3a >KUPOB:(EPMEHTHI
IJIMKOJIM3a U TUPYBATIECTUAPOreHa3a HaxXoAATCs B HEAKTUBHOMU(pOpPME U, CIIEIOBATENBHO, 3aTOPMOXKEHO
NpeBpalleHne ITI0K03bl B aeTuia-KoA, He0OX0IMMBIH I CUHTE3a KUPHBIX KUCIIOT.

2. IlyTh TIIOKOHEOTE€HE3a MPU HU3KOM KOHIEHTpPAllMM HMHCYJWHA U BBICOKOW — TJIFOKaroHa
aKTUBHPOBAH U BO3MOKEH CHHTE3 ITFOKO3bl U3 AMUHOKHUCIIOT U TIUIEpUHA.

I'mnepaunonporennemusi. MIHCYIMH CTUMYJIMPYET CUHTE3 M CEKPELMIO JIMITONPOTENHINIA3HI B
aaunounTax. JIMmonpoTenHiInIasa NPUKPEIUIIETCS B KalWUIApax >KUPOBOM TKaHW WU TUAPOIU3YET
wupbl XuIoMUKpoHOB U JIOHIT; sxupHbIEe KMUCIOTHI TPAHCIIOPTUPYIOTCSA B aAunonuThl (cm. puc. 10.20).
[ToHsITHO, YTO B OTCYTCTBHME HHCYJMHA A3TOT MEXaHU3M He paboTaeT, K TOMY € U TJII0KO3a,
HeoOXxoaAMMas AJi1 CUHTE3a TPUALIWIITJIMIIEPUHOB KaK MPEAIIeCTBeHHUK Tiiniepodocdara, B aAUNOLMUTHI
He npoHukaeT. [loaToMy mpu caxapHOM quabeTe MOBBIIIEHA KOHIIEHTPALKsS B KPOBU JIMIIONPOTENHOB

(rmaBubIM 0Opazom JIOHIT).
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Keronemusi. Ilpu caxapHom nuabere MMeeTCss OTHOCUTEIbHBIM M30BITOK TIIIOKaroHa, KOTOPHI
akTuBUpyeT HAM®D-3aBrUcHMYIO JUNa3y agunouuToB. [103TOMy MOBBIIIEHAa KOHLIEHTPAIHs CBOOOHBIX
KUPHBIX KUCIOT B KpOBH. JKHpHBIE KHCIOTHI MOTJIOMIAIOTCS MEYEHbIO, YaCTh WX NPEBpPAIIACTCS B
renaTolMTax B TpUALMITIUIEPHHBI, KoTopble B cocTaBe JIOHII cekpetupyrorcs B KpoBb. Jpyras yactb
KHUPHBIX KUCIIOT BCTYIMAET B MyTh [J-OKUCICHUS B MUTOXOHIPUSIX MEUCHH, U OOpa3yIOUIUIiCS alleTHI-
KoA wucnons3yercst Ay CUHTE3a KETOHOBBIX Tes. KeToHemusi — XapakTepHbIH U OMACHBIA CHMIITOM
caxapHoro quabera.

A3otemusi M aszorypusi. llpu HEZOCTATOYHOCTM HHCYJIMHA CHUXKACTCSI CHUHTE3 OCJIKOB W,
COOTBETCTBEHHO, YBEJIIMYMBAETCS KaTaOOIM3M aMUHOKHUCIOT. B CBA3M ¢ 3TUM y OOJBHBIX MOBBIILIEHA
KOHLIEHTpaLUsl MOYEBUHBI B KPOBH U YBEJIUYEHO €€ BBIBEICHUE C MOYOM.

Honuypust u nonuauncus. KoHueHTpanuoHHasi ciocOOHOCTh MOYEK OrpaHUYeHa, TOATOMY IS
BBIBEJICHUSI OOJIBIIMX KOJMYECTB TJIIOKO3bI, KETOHOBBIX TEJI WU MOYEBMHBI NpH nuadere TpeOyeTcs
BbIJIeJICHHE OOJBIINX KOJIUYECTB BOABI. BosbHbBIE BBIAEHAIOT MOUYM B 2-3 pa3a 0oJjiblle, 4eM B HOpME
(mommypust). COOTBETCTBEHHO, M MOTpeOJeHHUE BOABI Y HUX YyBelIuuuBaercsa (monumuricusi). Ilpu
TSOKENBIX (opMax auabeTra MOXKET HACTyNHUTh 00€3BOKMBAHUE OpPraHuU3Ma: B pe3yJIbTaTe BbIACICHHUS
OOJBIIMX KOJMYECTB MOYM yMEHbIIAeTCs 00beM KpOBU; B HEE MOCTYMAeT BOAA U3 MEXKKIECTOUHOMN
KUIKOCTH; MEXKKIIETOUYHAS KUJAKOCTh CTAHOBUTCS THUIIEPOCMOJISUIIBHOM M «BBICACBHIBAET» BOJY U3
KJIETOK, Pa3BUBAIOTCSI BHEIIHUE NMPHU3HAKHU JETUIpATallid — CyXU€ CIM3HUCTbIe 000J0YKH, Ipsdias U
MOPILMHUCTAs KOXka, 3anaBiire ra3a. KpoBsHoe gaBieHUe MPU 3TOM MalaeT, U MO3TOMY YXYJIIAETCS
CHa0XCHHUE TKaHEH KUCIOPOIOM.

KomaTo3Hble coCTOSIHUA (OCTPbIe OC/I0KHeHHMs1) mpu auadere. KoMaTo3HbIE COCTOSIHUS TIPU
caxapHoM jnuabere MOryT OBbITh  pa3HOro naroreHe3a. Pa3nmuuyailoT TpUu  OCHOBHBIE
(GopMbI:KeTOauAOTHYCCKass KoMa (a0CONIIOTHAS MHCYJIMHOBAsT HEJIOCTATOYHOCTH), THIIEPOCMOJIIPHAS
KoMma (YMEepeHHasi HeJJOCTaTOYHOCTh WHCYJIMHA), JTAKTaTallUJI0THUECKass KoMa (BBIPAXKCHHAS THITOKCHS],

CETICUC, CePACYHO-COCYUCTHIH MIOK).
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[lepBUYHON NMPUYMHON KETOAIMA03a SIBISETCS MHCYJIMHOBAS HEJOCTATOYHOCTh: B MEPHUOJ KOMBI
WMHCYJUH B KpOBU He ompenensercs. [ unepraukemus ormevaetcst Bceraa, 20-30 MMomb/i, a ©UHOTIa U
Oonee. Auuao3 npu 1Ma0ETUYECKON KOME SBIISIETCS CIEACTBUEM HAKOIUICHUSI KETOHOBBIX TEll, a TAK¥kKe
JaKTara u nmupyBara.

[Ipu nmuaGete xetonemus dacto ObBaeT 100 mr/mn, a moxer mocturath u 400 Mr/mi(B HOpMe
MEHbIIle 2 MI/mi, npu rosoganud — a0 30 mr/mn). B TkaHAX HMPOUCXOMUT JeKapOOKCHIIUPOBAHKE
alleTOYKCYCHON KHCIIOTBI: OT OOJBHBIX HCXOJIUT 3amax aleToHa, KOTOPBIM OIIyImaeTcs Oaxe Ha
pacctostHuN. KeToHOBBIE Tema, SIBJISASACH KHUCIOTaMH, CHUXAIOT OypepHyro EMKOCTh KpPOBH, a TpHU
BBICOKMX KOHIIEHTpalMsax CHXaT U pH kpoBu — Bo3Hukaet annno3. B nHopme pH kpoBu paBnHa 7,4 +
0,04. IIpu conepxannu keToHOBBIX Ted 100 mr/mn u 6omnpiie 3HadeHre pH KpoBU MOXKET ObITH OJIU3KO
K 7,0. AunI03 TakoM CTENEHU pe3Ko HapymaeT GyHKIUA MO3Ta, BIUIOTH JI0 MOTEPH CO3ZHAHUSI.

Pa3BuBaercs neruapararus, AepUUIAT BOJbI MOXeT ObIThb 70 10% oT oOmiedt Maccel Tena.
KonuyecTBo nupKynupyromen >XUAKOCTH yMmeHbliaercss Ha 25-30%, B pe3ynbTrare CHUXKAETCS
KpOBsIHOE JnaBiieHHe. KHUciopogHoe M 3HEpPreTHYecKoe TOJI0IaHhe MUOKApJa, YMEHbLIEeHHuEe o0bEMa
KPOBU BEAYT K CEPACUYHO-COCYAUCTOM HEJOCTATOYHOCTU. MOTyT OBITH MOBBIIIICHUE CBEPTHIBAEMOCTH
KpOBH, WH(MAPKT MHOKapja, WHOAPKTHl MNapEeHXUMATO3HBIX OPraHOB, HWHCYJBT, MepupepruiecKue
TPOMOO3BbI.

Buoxumusi mo3aHMX OCJIOXKHEeHUil caxapHoro auadera. I[lo3nHME OCIOXKHEHUS CaxapHOTO
nuabeTa CBS3aHbl TIPEXKJEC BCEro C  TMOBPSXKICHHEM KPOBEHOCHBIX COCYAOB (ImabeThyeckue
anrvonarun). HaumbGonee dvacTeie OCIOXKHEHUS — nua0eTudeckas HedpomaTus W AuadeTHdeckas
petuHonatusi. OCIOKHEHUS Pa3BUBAIOTCS MEJJICHHO, B TEUEHUE MHOTHUX JieT. IX OCHOBHOW MPUYHHON
SIBJIICTCS THMEPTITIOKO3eMusl. OO0 3TOM CBHIETEILCTBYET TO, UTO BEPOSATHOCTH MOSBICHUS OCIOKHECHUN
U CKOPOCTh WX Pa3BUTHS TEM BHIMIe, YeM OOJbINe CpenHss (HampuMmep, CpeaHero10Bas)

TUIICPIIIIOKO3CMUS Y 0O0JIBHOTO.
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I'nmukupoBanue 6eakoB. O1MH U3 OCHOBHBIX MEXaHU3MOB IIOBPEXICHUS TKaHEeW npu auadere —
TIIMKUpOBaHUe (TTTUKO3UIUPOBAaHUE) OENKOB, HEEPMEHTATUBHAS PEAKIMS TJIFOKO3bI CO CBOOOJHBIMU

aMUHOTpyInamMu 0eaKoBor MoJiekysl (JIuz, Apr, N-KoHIIEBasi aMUHOKHCIIOTA):

HC—O + H,N—Benox HC=N—Benok HZ(]?—NH— Benok
HCOH HCOH (T'=O
HOCH HOCH HOCH
e I - I
HCOH HCOH H(l,‘OH
HCOH HCOH HCOH
H,COH H,COH H,COH
AJTBIMMHH KETOAMWH (tbpykTozammun-GeoK)

Bnauane oOpasyercsi HecTaOWIbHAs albJUMUHOBAsI TPYNIHUPOBKA (aJbAUMHH), KOTOPAs MOXKET
npeBpauiatbecsl B psA APYyrux, Oosee CTaOMIBHBIX COEIUHEHHM, B YaCTHOCTHM KETOAMMH: 3TO TakK
Ha3bIBAEMbIC «PAHHUE MPOIYKTHI MIUKO3WIUPOBaHUA». [[OHATHO, 4TO MpU 3TOM QYHKIHMU O€IKa MOTYT
ObITh HapyllEHbl B pe3ylbTaTe W3MEHEHUs 3apsga OEIKOBOM MOJeKyibl, €€ KOoH(pOpMaluuu WIH
OJIOKUPOBAaHUSI aKTMBHOI'O LEHTpA. ['JIIOKO3WIMpOBaHME — MEAJIEHHAs PEaKIMsl, B TKaHAX 3740POBBIX
JaroAe  oOHapyXHUBAIOTCA JIMIIbL HEOONBbIIME KOJIMYECTBA TNIMKO3WIMPOBAHHBIX OenkoB. [lpu
TMIIEPIIIMKEMUN PEAKLMsl CYIIECTBEHHO ycKopsierca. Hanpumep, y OOJIbHBIX AMA0ETOM B COCTOSTHUM
THIEPTIMKEMHH COJICPIKaHUE OJHOTO M3 TIMKO3WIMPOBAaHHBIX remoriioonHoB — HbAICB Teuenue 2-3
Helenb yBenuuuBaeTcss B 2-3 pasa. CTeneHb MNIMKO3WIMPOBAHUSA Pa3HBIX OENKOB HEOJMHAKOBA; B
OCHOBHOM OHAa 3aBHUCUT OT CKOPOCTH OOHOBIJIEHHS JaHHOTO Oeyika. B MeqieHHO 0OMEHHBAIOIIMXCS
Oenmkax HakarMBaeTcst Oosblie Moau(UIMPOBaHHBIX amMuHOrpymnmn. Kpome Toro, B Takux Oeikax
IPOUCXONAT JANbHEMIIME W3MEHEHUS YIVIEBOJHBIX OCTATKOB — IIEPECTPOMKH  CTPYKTYPBHI,
OKHUCJIUTEIbHBIE TIPEBpAIICHUs, B pe3yjbTaTe KOTOPBIX OOPa3yloTCs pa3HOOOpa3HbIE «IIO3HHUE
npoayKThl ruko3uaupoBanus» (I1I1I7), yacto kopuuHeBOro 1BeTa, QIOOpPeCHUpYOIINe, U HEKOTOPhIE
U3 HUX 00J1aJ1al0T BBICOKOW PEaKIMOHHON aKTUBHOCTBIO U CIIOCOOHOCTBIO JOTIOJIHUTEIBHO MTOBPEXK AT
Oenky, B TOM 4ucie 00pa30BBIBATH IMOIMEPEUHbIE CHIMBKUA MEXIY MoyieKyidamu OenkoB. K meaneHHO

oOMEHHMBAIOIUMCS O€lKaM OTHOCATCSI MHOTHE O€NKH COSAUHUTEIHbHOTKAHHBIX OOpa30BaHUIA,
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MEXKJIETOUHOT'O MaTpHuKca, 0a3anbHbIX MeMOpaH. K ToMmy ke OelKku 3TUX CTPYKTYp HENOCPEICTBEHHO
KOHTaKTHPYIOT C MEKKJIETOYHOU KUIKOCTBIO, B KOTOPOM KOHLEHTPALMS TJIOKO3bI TakKas ke, Kak B
KpoBM (B KJETKax OHa OOBIYHO TOpa3l0 HIKE B PE3yJIbTaTe HCIOIb30BAHUS TIJIIOKO3bl B
MeTaboanyeckux mpoueccax). B atux crpykrypax IIIIIN HakamiuBaeTcsi ¢ BO3pacToM My 3A0POBBIX
JIOZIeH, a IpY caxapHOM JuabeTe HAaKOIIEHUE CHIIBHO YCKOPSIETCS.

[IIII"-6enxku  MoryT ruaposu3oBatbes Makpodaramu (¢ ydactuem IIIIM-penenTopoB) umu
MEKKJIETOYHBIMU MPOTEOJUTHUYECKUMH cUcTeMaMu ¢ oOpasoBanuem [IIII-menTtunoB, yacto AJIMHOM
okosio 30 amuHOKHCIOTHBIX ocTaTtkoB. IIIII'-Genku, u ocobeHHO oOpaszyromuecs B pe3yibTare UX
rugposm3a [T -nentuapl, nomaaatotr U B KpoBOTOK. Konmentpauus [IIII'-nentuioB B KpOBU PE3KO
NOBBIIIAETCA MPH IOYEYHOM HEJOCTATOYHOCTH pPa3HOrO IIPOHMCXOXKIECHHS, B TOM YHCIE MpHU
nuabeTrueckol Hedporatuu. DTO CBsA3aHO ¢ TeM, yTo AnuMuHanus [IIII-nmenTuaoB MpOUCXOIUT C
yuactuem mnouek: [IIII-mentuasl QuibTpytoTcs B KiIyOOukax, peadCOpOMpYIOTCS KJIETKaMu
NPOKCUMAJIbHBIX KAHAJIBLIEB U KaTaOOJU3UPYIOTCS B IM30COMAX 3TUX KIIETOK.

B skcnmepuMmeHTax Ha Kpblcax MmokaszaHo, uTo BBejeHue [IIII'-0enkoB B KpOBb NPUBOIAUT K
KOBAJICHTHOMY CBSI3bIBAaHUIO 3THX OEJIKOB ¢ OeJIKaMU MEXKJIETOYHOI0 MaTPUKCa BO MHOTHX TKaHIX U K
MOSIBJICHUIO CTPYKTYPHBIX U (DYHKIIMOHAIBHBIX HapyUIEHUHM, CXOJHBIX C TEMH, KOTOpPbIE OBIBAIOT MPHU
caxapHoMm jauabere.

[IIII" mposiBAsIOT MHOrooOpa3Hyr0 OMOJOTHMYECKYI0 aKTHBHOCTH: MOBBIIIAIOT NMPOHHUIIAEMOCTh
OSHAOTEITUANBHBIX KJIETOK, COEIUHAIOTCS C pelentopaMu MakpoQaroB, SHAOTEIUAIBHBIX U
ME3aHTHAJIbHBIX KIJIETOK, aKTUBUPYIOT Makpodaru K CEKpeUUU IUTOKHMHOB (PELENTOPHBIM MYTEM),
nonasisitoT oopazoBanue NOu, cooTBEeTCTBEHHO, MHTUOMPYIOT paciiupenue cocyaos. [N ycunuparoT
okucnenue JIHII: B mopme riukonusupoBaHo 1,3-2% mnusuHoBBIX ocTtaTkoB JIHIIL, a y OombHBIX
nuabetom B 2-3 pasza Oombine. Moaudurnupoanasie JIHIT moryT moBpexaaTh CTEHKY apTepwil u
WHULMHAPOBAThH Pa3BUTHE aTEPOCKICPOTHUECKON OJISIIKY.

J{uabdeTnyeckue MakpoanruonaTum. [lopaxkeHust KpynmHbIX U CPEAHUX COCYAOB CEpJIlla, MO3ra,

HUKHUX KOHEYHOCTEH OOBIYHO MMEIOT (hOpMY aTepoCKiIepo3a, OJHAKO Pa3BUBAIOTCS B ropas3io Oolee
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paHHEM BO3pacTe, YeM y JIMl, He cTpajarmux aunaderoM. CMepTHOCTh OT CEPIIEYHO-COCYAMCTHIX
3a0osieBaHU# MpHU JuabeTe MPUMEPHO BTPoe OOJIbIle, YeEM MPH APYTUX (PopMax cepAeuyHO-COCYIUCTHIX
3a00eBaHui.Bo3MOXKEH U JIpyroil MexaHW3M IOBPEXKACHUS apTepUaTbHON CTEHKU TMPU CaxapHOM
nuabeTe — TIIMKUPOBaHKWE OENIKOB, B YACTHOCTH KOJUIareHa U 3JIACTUHA, B CPEIHEM U HAPY>KHOM CIIOSIX.
MexaHudeckre CBOMCTBA YIOPSAIOUEHHBIX CETEBBIX CTPYKTYP, IOCTPOCHHBIX U3 KOJUIAr€HAa U AJIACTHUHA,
UMEIOT pellaroniee 3HaueHue Il  (PYHKUMOHUPOBAHMS apTEepUl M TOYHO TOJOTHAHBI K
reMOJIMHAMMYECKUM YCJIOBHUSIM B KPOBOTOKE KaXKIOIO ydacTKa aprepualbHoOro pycia. Kosaren u
3JIACTUH — OYEHb MEJJICHHO OOMEHHUBAIOLINECsS O€IKH, U TIO3TOMY BEJIMKa BEPOSITHOCTh HAKOIUICHUS B
HUX TOBPEKIEHUH, CBA3aHHBIX C MIMKO3WIMpoBaHueM. [locne nHkyOanuu B TeUeHUE HECKOJIbKUX JTHEH
OTPE3KOB apTepHil B PaCTBOPE TIIOKO3bI B HUX 00HapyxuBatoTcs [1I1I'-6enku, B TOM uncie KouiareH u
AIIACTUH, CHUYKAETCS MTPOYHOCTh U PACTSKUMOCTD apTepUaANIbHON CTEHKHU.

Henasno oonapy»xen IIIII, o6o3nauennsiii kak NFC-1 (ero crpoenue noka HenszBecTHO). NFC-1
C BBICOKOM aKTHBHOCTBHIO 00pa3zyeT MOIEpedHbIe CIIMBKM MEXAYy MOJIEKyJIaMH KoJiiareHa. B aopte
OOJIbHBIX CaxapHbIM JUA0ETOM KOJHUYECTBO TOMEPEUHbIX CIIMBOK, oOpasoBaHHbiXx NFC-1,
YBEJIMYHMBAETCS C BO3PACTOM U JOCTUTAET BEJIUYMH /10 OJHOM CHIMBKHM Ha OJIHY MOJIEKYJy KOJUIareHa, T.
€. IPAKTUYECKU BCE MOJIEKYJIbI KOJUIAr€Ha COEJUHEHBI JAPYT C APYrOM KOBAJEHTHBIMH CBS3SIMU. JTO,
KOHEYHO, MOXKET CYHIECTBEHHO U3MEHUTh (PU3NYECKHE CBOWMCTBA COCY .

AabOymunypusi. B HOpMme c MOYOW BBIBOAMTCA 3a CYTKM B CpelHEM 8§ MI aabOyMuHa.
CocrosiHMe, KoOrjJa CyTOYHOE BbIBeJeHHE anbOymuHa jgocturaeT 30-300 Mr, Ha3bIBalOT
MUKPOATLOYMUHYpUEH; TIPU 3TOM KOHIIEHTpalus aib0ymuna B Moue paBHa 20-200 mr/n. IIpu U3CU
MUKpPOATBOYMUHYPHS penko ObiBaeT B mepuon 5-10 et mociie MOCTaHOBKM JuarHo3a amabera, a
MOSIBUBIINCH — HEMPEPHIBHO yBenuuuBaetrcs, Ha 15-40% B roa. MukpoanbOyMUHYpHUs — CIIEJICTBHE
HapyILICHUs CTPYKTYpbl U TPOHUIAEMOCTH KalWUIIPOB IOYEUHBIX KIyOOUKOB: OHAa SIBISETCS
IPEIBECTHUKOM UAa0ETUYECKON HeppornaTuu, KOTopas pa3BuUBaeTcs depe3 6-12 jer mocne Haudana
MUKpPOATbOYMUHYPHH.

Jleuenue caxapHoro nuadera
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OcHOBHBIE TpaAMIIMOHHBIE MeTOIbI JiedueHuss M3CJ] — 310 nuerorepamnusi, MHCYJIHHOTEpAIus, a
TaKKe CICIH(PUISCKIE METOIBI JICUCHUS OCIIOKHECHUH.

K nuete npu nedenun nuabeTa NPeAbSIBISIOTCS CTPOrUe TpeOOBaHUS: 4-5-KpaTHBINA IPUEM UM
B TCUCHHE CYTOK, HCKJIIOYHUTH JIETKOYCBOSEMBbIC («OBICTPBHIC») YITIEBOABI, MOJHOCTHIO HCKIIOYHUTh
yrnoTpeOieHre caxapa, IHBAa, CHUPTHBIX HAIKUTKOB, CHPOIIOB, COKOB, CJIAJIKHX BHH, IHPOXKHBIX,
IICYCHbsI, OaHAHOB, BHHOTpaJa M MOJOOHBIX MM MPOAYKTOB. MHOrma cOOJIOACHHE AMETHI MOXKHO
UCIIOJIb30BaTh KaK €JIMHCTBEHHBIM MeTOT JiedeHus. OHAKO TOpa30 Yalie MPUXOJAUTCS NpuOerath U K
JIPYTHM METOJaM, TPEXIEC BCEro K HHCYJIMHOTEpanuu. HHCynmHOTEepamus ocTaércss OCHOBHBIM
MeTooM JiedeHus. OHa HMeeT IIeNIbI0 MOJJIep)KaHHe HOPMOITIMKEMHUH, WIH, IO-IPYroMy,
KOMIICHCAIIWIO HAPYIICHUH CKJIaIMPOBAHUS YHEPrOHOCUTEIICH, B OCHOBHOM TIMKOT'CHA U KHPOB.

WHCcynuH BBOISAT C HMHTEpBajJaMH, KOTOPBIC ONPEACIAIOTCS YHUCIOM MPUEMOB MHIMUA U e
COCTaBOM, a TAaK)K€ UyBCTBUTECIBHOCTBIO MAIMCHTA K OMOJIOrMYECKOMY JACHCTBUIO MHCYIMHA. OOBIYHO
TpeOYIOTCS OJIHA WJIM JIBE WHBCKIIMH B JICHb; TPH WM OOJIbIIIC HHBEKIIMHA B JCHB JTyUIIIe 3aIUIIAI0T OT
Pa3BHUTHS MO3IHUX OCIOKHEHUH. OIHAKO MEIMIMHCKHA KOHTPOJb IIMKEMHH HUKOIJIA HE JOCTHraeT
TOW TOYHOCTH, KOTOpas OOECIeUMBaeTCs HOPMAJIbHBIMH ITAHKPEATHYCCKHUMH OCTPOBKAMH: PHCK
JCKOMIICHCAIIMA M KETOAIllMJ03a0CTacTCsI, M IIO3JHHE OCIIOKHEHHS TOXKE pa3BUBAIOTCA. JleueHue
IPOOKACTCS BCIO JKM3HB. VI3BECTHBI CiIy4aH, KOTa OOJIbHBIC IIPH TAaKOM JICUeHUHU JokuBaiu 10 100
aeT. Ho Bce ke B cpeilHeM IPO0JDKUTEIBHOCTD KU3HH OOJBHBIX JUA0ETOM IMPHUMEPHO Ha /5 MeHbIIE
CpeaHel TMPOJOJDKUTEIBHOCTH JKM3HM B IMOMNYJSIUMU: 3TO OOYCJIOBIIEHO TIJIaBHBIM 00pa3om
OCJIOKHEHUSIMU JHa0eTa.

IlepcneKTUBHBIE METOBI JIeUEHUSI

Kak yxe oTMeuYeHO, HMHCYJIMHOTEpanued He yaaéTcsi MOCTUTHYTh TOM CTEIMEeHH TOYHOCTH
PETYJIAIA TIMKEMHUHU, KOTOpas OO0ECIICYMBACTCS HOPMAJIbHBIMHA ITAHKPEATHICCKUMH OCTPOBKAMH,
CJMIIKOM YacTO CIy4YaroTCs DIH30/bl TUICPIIIMKEMHH, a OTCI0[Ia — TNIMKUPOBAHKME OCJIIKOB U IMO3IHHE
OCIIO)KHEHHUSI caxapHoro auabera. ['MmeprivkeMusi B TEUYCHHE HECKOJbKHMX JHEH Y)KE BBI3bIBACT

N3MCHCHUA B  KallWJIIApax. HepBOHa‘-IaJ'H)HBIC N3MCHCHUA  MOTI'YT OBITH O6paTI/IMLIMI/I, HO
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HNOBTOPSIIOLIMECS] 3MU30/bl TMIEPIVIMKEMUH IPUBOIAT K HEOOpaTUMbIM moBpexaeHUsM. [loaTomy
OCTaIOTCS aKTyaJIbHBIMU TIOUCKH HOBBIX METOJIOB JIeUeHUs quabdera.

TpanciianTanus reHeTHYECKH PEKOHCTPYHPOBAHHBIX KJIETOK

ITponomxkatorcsa monbiTku JedeHuss M3CJl TpaHcmiaHTamuend JOHOPCKOM MMOJKEITYI0YHOU
JKeJe3bl, MaHKPeaTHUeCKUX OCTPOBKOB, B-kieTok. Ho TpaHcmimanTanus yacto He ynaércs (OTTOpKEeHUe
TpaHCILIaHTaTa), a eciu  y#aércs, TO  3areM  TpeOyeTcss  IOCTOSSHHOE  IPUMEHEHHE
UMMyHoOJenpeccaHToB.[lepceKTUBHBIM HamnpaBieHUEM IIOMCKa HOBBIX CPEJCTB JICUCHHs aAuadeTa
ABJISIETCSl CO3JaHUE METOJAMH T€HHOW WH)KEHEPUHU KIIETOK, HE BBI3BIBAIOIIMX HUMMYHHOTO OTBETA.
HcxoaHsIM MaTepraIoM Ui TAKUX KOHCTPYKIMM MOTYT ObITh COOCTBEHHBIE KIETKH MMALIMEHTA.

Knetka, npuroHas as TpaHCIUTAHTALlMH, TOJDKHA 00J1aaTh PAIOM Clienu(UIeCKUX CBONCTB:

1) COZEPKaTh IIIIOKO30M3MEPUTEIIbHBIN amnmnapart, T.e. [ JIKOT-2 u rimokokuHasy;

2)  conepxkath 3O (HEKTUBHBII MEXaHU3M IKCIPECCHH TPOUHCYJIMHA U 00pa30BaHUs UHCYJINHA;

3)  uMeTh MEXaHW3M PETyJSIMUA CEKPEIUH MHCYJIMHA B OTBET HA M3MEHCHUS KOHIICHTPAIIUU
TJIFOKO3BI.

HeusBecTHbI KJIETKM C TakUM HaOOpOM CBOWCTB, Kpome [-KieTok. OJHAKO CyIIECTBYIOUIHI
apceHal METOJ0B T'€HHON WH)KEHEPHM [OIyCKaeT BO3MOKHOCTh CO3JaHUS NOJOOHBIX KIETOK. B
YaCTHOCTH, BEIyTCsl pabOThI 110 MOAU(PUKALUY FE€NATOLUTOB B UHCYTUH-NPOAYIUPYIOIIUE KIETKU.

CTuMyasinys pereHepanMy NAaHKPEeaTHYeCKNUX OCTPOBKOB KAK BO3MOKHBIN METO/I JIeYEeHUSs
auadera

B omKeTy04HOM Ketese denopeka comepxkutcs 10°-10° maHkpeaTHueckHx OCTPOBKOB, MM
npumepHo 1,5% o06béma xkene3bl. Okomo 75% KIETOK OCTPOBKOB TNPUXOAMUTCS Ha [-KIETKH,
cuHTe3upyronme uHeynH. [Ipumepro 20% cocTaBIIOT 0-KJIETKH, CHHTE3UPYIOIIKE IITFOKATOH.

OcTpoBKHM Tpu >MOpHOTEHE3e pa3BUBAIOTCS M3 SHAOJACPMAJIbHBIX KJIETOK, HAaXOIALIUXCSA B
AIUTEINAIBHOM CJI0€ MPOTOKOB MOJKEIYAOYHON kKene3bl. B paHHEM nepuoze >KM3HU KOJIMYECTBO [3-

KJIETOK OIpeAenseTcss OalaHCcOM MEXAy peIIMKAlMed CyIIEeCTBYIOIIUX KJIETOK W TMOSABICHHEM (B
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pesynbTaTte AndGepeHurpOBKHU) HOBBIX KIETOK — C OJJHOM CTOPOHBI, U allONTO30M — C JAPYTOM: MOTEPH,
BBI3BAHHBIE AMONTO30M, KOMIIEHCUPYIOTCSI HOBOM MOMYJIAIIMEN KIIETOK.

I'ucronornyeckumMu MeTogaMu YK€ JaBHO YCTAHOBJIEHO, YTO Y MOJoAbIx manueHtoB ¢ M3CJ]
IPOUCXOJUT pEreHepanusi OCTPOBKOB, COJEPXKAIIMX MPEUMYIIECTBEHHO [-KJIETKU, HapsAxy C
IPOIOJDKAIOIIUMCS X ayTOMMMYHHBIM pazpyiieHueM. O01iee KOITu4ecTBO B-KIETOK, CIeI0BATEIBHO,
U KJIMHUYECKHE TPOsBICHUS nualdera 3aBUCAT OT OanaHca MEXAY JNECTPYKTHUBHBIM ayTOMMMYHHBIM
IPOLIECCOM — C OJHON CTOPOHBI, U CHOCOOHOCTBIO MOJKENYIOYHOM JKeJe3bl YBEIMYMBaTh Maccy [-
KJIETOK — C JPYTOU.

VY B3pocibix mnponudeparuBHas aKTUBHOCTh OCTPOBKOB BeChbMa OrpaHMYEHA, M BCE K€ UX
KOJIMYECTBO MOXKET YBEIIMUMBATHCS, MPUUIEM KaK MyTEM MPOH(EpaIiH YKe CYIECTBYIOMUX B-KIETOK,
Tak U nyTéM auddepeHuupoBKU U3 KJIETOK MPOTOKOB. MccinenoBaHusi MOJEKYISIPHBIX MEXaHU3MOB
nponudepanun U ITUGPEpeHIUPOBKU B-KIETOK M UX PEryJAlHH MOTYT TOCIY>XUTh OCHOBOW [IJIst
paspabotku metonoB jeuenus U3C/.

OT IMArHOCTHKMY U JIeYeHHUS K npeackazanuio u npeaynpe:xaennto M3CJJ

N3C]] paccmaTpuBaeTcsi kKak MHOTO(DakTOpHOE 3a001eBaHNe, 00YCIOBICHHOE U HACEACTBEHHOM
IPEAPaCIONIOKEHHOCTbIO, U BIUSAHUSIMU Cpelbl oOuTaHus. B 3amagHbIX cTpaHax MPUMEPHO OAWH W3
300 uHaUBUAOB ciaydaiiHOW BbIOOpkHM 3abosneBaer M3C/I, a cpeau poACTBEHHUKOB MEPBOM CTEICHU
ponctBa 60mbHBIX M3CJ[ 3a00neBaer oaun u3 20 uHAMBUIOB. B 1emom, mo mpuMepHBIM OICHKaM,
3aboneBaeMocTh Ha 80% onpenensiercs reHoTunoM u Ha 20% - dakTopamu cpepbl.

HecmoTpst Ha TO, 4TO B I€HOME 4YEJIOBEKAa HMMEETCS €IWHCTBEHHbIM TeH wuHcyinuHa, M3C]]
SBJISICTCSl TIOJIUTCHHOM OO0JIC3HBIO; HAWJIEHBI NECSITKH TEHHBIX JIOKYCOB M MHOXECTBO aJUICIBHBIX
BAPHUAHTOB 3THUX JIOKYCOB, OIIPEAEIISIIOIINX TPEAPACTIOIOKEHHOCTb.

B uactHocTu, u3BecTHa (opma nuabeta 1 Tuma — AuabeT IOHBIX, HAYMHAIOUIMICS B 3peEsioM
BO3pacTe, CBSI3aHHAs C MYyTalUsAMHM TI'€Ha TIIOKOKMHA3bl [B-KJIETOK M CHUHTE30M MEHEE aKTHUBHOTO
dbepmenTa. Tak, eciu V mHOpMaJIbHON TTIOKOKMHA3BI paBHa 93 en/mr, To nipu myTtauusax ['my256J1u3 u

Cepl1311IIpoV maxpaBusiercs0,2 en/mr u 46 en/mr, COOTBETCTBEHHO.
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IToCKOJIBKY TIIFOKOKMHA3a CIY’KUT OCHOBHBIM AJIEMEHTOM TJIFOKO30CEHCOPHOM CHUCTEMBI, TO MPU
CHIDKCHHOM  AKTMBHOCTM  TJIIOKOKMHA3bl  HAPYLIAETCd  HOPMAJIbHOE  COOTHOLICHHE  MEXKIY
KOHIICHTpAIlMEN TJIOKO3bl B KPOBU M CEKPELUMEW HWHCYJIMHA: CEKPELUHs WHCYJIMHA MEHBIIE, YeM
TpeOyeTcs PU JAHHOW KOHLIEHTPAIUU TJIFOKO3bI. DTO 3HAYMT, YTO OyIET TUIEPIIIOKO3EMUSL.

B naubonsmeir mepe BocnpuumunBocTh K M3CJ] 3aBUCHT OT T€HOB TJIaBHOTO KOMILIEKCA
rucrocomectumocTr (I'KT).

MeTtoa noauMepa3Hoi HEeMHON peakiMy MO3BOJIET OBICTPO M TOUYHO OIpPENENsATh HAMYHE TOTO
WM MHOTO ajulesid B T€HOME M IPOBOJIUTH MACCOBBIE MCCIIENOBAHUSA PACHPEACIICHUS aJUIeIen Cpeau
WHIUBUAOB nonyssanuu. O6Hapyxuiiock, 4yto y 60sbHBIX U3CJl BcTpewaemocts amtenert I'KI™ kiacca
Il cymiecTBEHHO OTIMYAETCsl OT BCTPEUAEMOCTH TEX K€ aJUIeNied Yy 3J0pOBbIX JroAed. Hekoropsie
aJJIeIM YacTo BCTPEYalOTCsl y OOJIbHBIX; OYEBUIHO, OHU OIPEACNSIIOT MPEAPACTIOIOKEHHOCTh K
oosiesHu. M Hao0OpOT, €CTh alljied, KOTOphie IMOYTH He BcTpeudaroTcs y OonbHbix M3CI; ux
pacCMaTpUBAIOT KaK CHUKAIOIIKE MPEIPACIIONOKEHHOCTD, IPOTEKTUBHBIE AJIJIEIH.

OTU  WCCIIEOBAaHUSL  CO3/Ial0T OCHOBY JUIsi  pa3pabOTKM  METOJOB  MpEJCKa3aHus U
npenynpexaeaus U3CJl. B nactosimee Bpems 6onpHoit M3CJ] momamaer B moJie 3peHUs Bpada MpU
MOSIBJICHUM KIMHUYECKUX IPU3HAKOB, T.€. MOCJIE TOTO, KAK B TEUYEHHE HECKOJIBKHX JIET 0 3TOTO B
pe3yJibTaTeé ayTOMMMYHHOIO Iiporiecca yxke mnoru6igo okoimo 80% PB-kimerok. Ecim mpoBoauTh
o0OcneoBaHNE BCEX HOBOPOXKIAEHHBIX HAa T€HETUYECKYIo mpeapacnoniokenHocts k U3C]I, To aereit ¢
HEOJAronpUsITHHIM T€HOTUIIOM MOKHO B3STh MOJI HAOMIOACHHE W MPUHUMATH MPEeAyNpEeAUTENIbHbIE
Mepbl MpH YIrpo3e Hayajla ayTOMMMYHHOTO mporecca. BO3MOXHO Takke MNPUMEHSTh METOIbI
TEHETUYECKON KOHCYIbTAllUU [JJI1 MNPEAyNPEeKACHUS POXKICHUS AETeH, NPEeAPACHOIOKEHHBIX K

3a0omeBanmio U3C/I.
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I'maBa 12.
PETI'YJISIIUSA OBMEHA KAJIBIIASA 1 ®OCPOPA

OcHoBHbIE (PYHKITUH KAJIbLIKS 3aKJII0YAIOTCA B CIEIYIOIIEM:

o COJIM KaJIblIUs 00pa3ylOT MUHEPaJIbHBIH KOMIIOHEHT KOCTEH;
2+
o noHbl Ca“ aBisitoTcst Kopakropamu MHOTUX (PepMEHTOB U HE()EPMEHTHBIX OCIIKOB;
2 .
o nousl Ca”" BO B3aMMOJEHCTBMH ¢ OelKaMH-MOAYIATOpaMu (KaabMOAYINHOM H PSIOM

npyrux Ca-CBSI3pIBAIONIMX OEJIKOB) CIy>KaT TOCPEIHUKOM B TIEpelade CUTHAJIOB, PEryTUPYIOIINX
MHOTHE OMOXMMHUYECKHE MPOLECCHl U (PU3NOTOTHUECKUE (PYHKITUH.

OOMeH Kallblldsl TECHO CBsA3aH ¢ 0OMeHOM (ochOpHON KHUCIOTHL, 00pa3yolield C KalblHeM
10X0 pactBopuMbie coti — Caz(PO,),, CaHPO,4, Ca(H,POy4),.

B opranuzme B3pocCiIOro yeiaoBeKa COAEPKUTCA OKOJo 1,2 Kr Kaniblus, KOTOPbIA 00Opa3yer 1Ba
HepaBHBIX (oHAa. OaUH U3 HUX — OTO KaIBIHK KocTel. B coctaB kocTeit BxoauT 99% BCero KambIus
opranusma, 87% docdopa, oxono 60% wmarnuss u npumepHo 25% narpus. Kambuuih B KOCTAX
HaxomuTcs B (popMe MHHEpajia TMAPOKCHANaTuTa, MpUMepHbId coctaB KoToporo Caig(PO,)e(OH),.
MuHepanbHble KOMIIOHEHTHI KOCTH COCTABJISIOT TMOJIOBUHY €€ MacChl; Apyras MOJIOBUHA OoOpa3oBaHa
OpraHu4YecKUM MaTpukcoM, KoTopbiii Ha 90% cocTtout u3 kosutareHa. [lockonbKy MUHEpalibHAsl YacTh
KOCTH UMEET OOJIBITYIO TNIOTHOCTh, Ha HEe€ IPUXOUTCS TOJBKO YETBEPTh 00BEMA KOCTH.

Jlpyroii (OHA Kambiusi B opraHmsme — 510 noHbl Ca’’, pacTBOPEHHBIE B JKHAKOCTAX HIIH
coeMHEHHbBIC ¢ OeTKaMu KUIAKOCTeH M TKaHe. Mexay »TuMu (oHAaAMU MPOUCXOJUT TMOCTOSHHBIH
0oOMEH KajibIlueM. BHYTPHUKJIETOUYHBIN KaJbI[M{ BBHITIOJHSET POJIb BTOPOTO BECTHHKA CHUTHAIIOB U
peryiaupyer OOJIbIIOE YMCIO AKTUBHOCTEW KIETKM — OT aKTHBaUMU psaga (EepMEHTOB J0 TaKUX
CIIOXHBIX, KaK MbIIIIEYHAss W HEpPBHas BO3OyAMMOCTh WM Tpoiudepanus KIeTOK. Perymsius
MPOUCXOMUT IMyTEéM H3MCHEHMs KOHIeHTpauuu Ca’’, Kak M B CiIydae pPeryIsTOPHBIX MOJEKYII

OpFaHH‘ICCKOﬁ IMPpUPOALL. Ho 9TH, IMOCJACAHUEC, MOT'YT CHHTC3UPOBATLCA U PaCllaaTbCid, 4 KOHICHTPAILHA
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Ca®* MOXET M3MEHSTHCSH TOJBKO NyTEM TMEPEKAYKA K3 KIETKH B MEXKIETOUHYIO >KUIKOCTh WU
00paTHO, U3 MUCTEPH YHOIIA3MATHIECKOTO PETUKYITyMa B IIUTO30JIb UM OOpaTHO, U JP.

Konuentpanus moHOB Ca®* B MEXKIETOUHON KUJIKOCTU M KpoBH paBHa 10 mr/mi, a Bo
BHYTPUKJICTOUYHON JKMJKOCTH — B THICAYM pa3 MeHbIe. brarojmapss Takod pasHUIlE HEOOJIbIIINE
W3MEHEHHSI TTPOHUIIAEMOCTH KJIETOYHOM MEeMOpaHbl MOTYT MPUBECTH K MHOTOKPATHBIM HM3MEHEHUSIM
KOHLIEHTPALUU Ca®" B xnerke. PasHocTb KOHIIEHTpaIui co3naércs riaBHbIM oOpa3zom Ca-ATdazou,
KOTOpasi UMEETCS B IUIa3MaTHYECKOW MeMOpaHe W B MeMOpaHaxX SHAOIIA3MATHYECKOTO PETHKYIIyMa.
Kpome TOro, B peryisiuuu y4acTBYeT CHUCTEMA HOHHBIX KAaHAJOB: Na+,Ca2+-06MeHHHKH, H+,Caz+-
0OMEHHUKH, MOHHBIE KaHAJIbI, TPOMYCKAIOIINE Ca®* no rpaJuEHTy KOHIEHTpaluu. HekoTopbie U3 HUX
pearnpyloT Ha W3MEHEHHUs MeMOpaHHOTO TMOTeHIMana. MHOTHE TIPOIECChl, 3aBHCSIIME OT
KOHIIEHTPALUHU Ca2+, 00CYXKIaTuCh B MPEAIISCTBYIOITUX TJIaBaX.

st perynanuyn BHYTPUKIETOYHON KOHIIEHTPALMKU Ca? HEOOXO0IMMa €Tr0 BBICOKAs U CTaOMJIbHAS
KOHIEHTPALUS B KPOBU U MEKKIIETOUYHOM KUJIKOCTH, a B IIOCIEAHEN OHA PETYIUPYETCS SHIAOKPUHHBIMU
TOPMOHAMHM, OCHOBHBIE€ U3 KOTOPBIX — NAPATTOPMOH, KaJIbIIUTOHUH Y KaJbLUTPHUOIL.

IMAPATI'OPMOH

[TapatropMoH — 3TO TENTHAHBIA TOPMOH (84 aMHHOKHCIOTHBIX OCTaTKa), 0Opa3yroIuics B
MapaIMTOBUIHBIX JKEJI€3aX, PACIIOJOKEHHBIX Ha 3aJHEW IOBEPXHOCTH IIMTOBUJIHOW Xkemne3bl. Ero
CHUHTE3 U CEKPELHs] CTUMYJIUPYIOTCS IPU CHUKECHUN KOHIEHTPALIUU Ca’ B KPOBH M MOJABIIAKOTCS MPH
noBbilieHUU. [Ieproa mosry>kKu3Hu napaTropMoHa B KPOBH Y€JIOBEKA COCTABIISIET TpUMEPHO 10 MUH.

Tabauma 16.1. Perynsmnus oOMeHa KalbIlis HUKOJIACB

OCHOBHBIMU OpraHAMHU-MUIICHSIMHU TapaTrOPMOHA SIBIISIOTCS KOCTH U TOYKH. MemOpaHbI
KJIETOK 3THX OPTaHOB COJIEpIKAT CrelupUUecKue perenTophl, YIaBIMBaIOIIME TapaTrTOPMOH, KOTOPBIE
CBSI3aHbl €  QJCHWIATIMKIA30M. B  KOCTAX  akTWBanus  aJACHWIATLHMKIA3BI  CTUMYJIHUPYET
MeTa00IMYECKYI0 aKTUBHOCTh OCTEOKJIACTOB, B PE3yJbTAaT€ YEro HAYMHACTCS PEe30pOIus KOCTU H
MOCTYILICHUE Ca®* u dbochaTtoB B KpoBb. B moukax mapatropmMoH yBeIWYHBAET peadbCcopOInio Ca® u

2+
yMeHbIaeT peadbcopoimio docdaros; B pesyiabrate Ca” cOeperaercs majis opraHuzma, a ¢ocdarsl
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BBIBOJSITCA. BOCCTaHOBIIEHHE HOPManbHON KoHIeHTpanuk Ca’’ B KPOBH NPHUBOINT K HPEKPAIICHHIO
CHUHTE3a U CEKpELIUU TOPMOHa.
BUTAMMUH D,

B oTnnume ot GOJBIIMHCTBA BUTAMMHOB, KOTOPBIE CIy’KaT B KauecTBE KOPEPMEHTOB, BUTAMUH
D; saBnsercs mpeAmecTBEHHUKOM BEIIECTBA, (DYHKIMOHHUPYIOMIETO KaK CTEPOUAHBIA TOPMOH; 3TO
BELIECTBO — KajbLUTpuOJ. lIpeBpaiieHne BUTaMHHA B KaJbLUTPHUOJI MPOUCXOAUT C YYAaCTHEM JIBYX
OpraHOB — MEYEHU U MOYEK: B MEUEHU 0o0pa3yeTcs KalbLMIUOJ, KOTOPBIA B MOYKaxX MpeBpaIlaeTcs B
KanmpruTpuon (puc. 16.1). Cneunduueckue THAPOKCHIA3BI, KOTOPbIE KAaTaTU3UPYIOT 3TH PEaKIuH,

AKTUBUPYIOTCS TAPATTOPMOHOM.

Puc. 16.1. IIpeBpamienne Butamuna D3 B KaJIbLIUTPHOJI

OpraHpI-MHUIIEHU KaJbLUTPUOJIA — TOHKUN KHUIIEYHHUK U KOCTU. B TOHKOM KHIIEYHHMKE TOPMOH
CTUMYJIMPYET BcachlBaHUE KaJbIus U pocdaToB, B KOCTIX — MOOMIM3aiuio Kaiabius. [logo6Ho apyrum
CTEPOUJIHBIM FOPMOHaM, KaJIBLUTPUOJ B3aUMOJEHUCTBYET C XPOMAaTUHOM, U3MEHSS CKOPOCTh CHHTE3a
onpeaenéHHbIX 0enKkoB. B yacTHOCTH, B KJIeTKax KHUILIEYHHKA IPU BBEIEHWU BUTaMHHA D3 ycKopsieTcs
CHUHTE3 CIELMAIBHOrO OelKa, CBSI3bIBAIOIIETO KaJbLUMN M YYacTBYIOLIETO B €ro BCacblBaHWU. Takum
o0pa3oM, IapaTropMOH U BUTaMUH D3 SIBIAIOTCSI CHHEPTUCTaMU B OTHOIIEHUH MOOWJIM3ALNN KaIbLMs
U3 KOCTEH U MOBBILICHHS] €r0 KOHIIEHTPALMH B KPOBH.

IIpu HemocratrouHoct BUTamMuHAa D y gereil pa3BuBaeTcs paxuT. OCHOBHOW NpHU3HAK ATOMU
OOJIE3HH — HApyLIEHWE MUHEpAIM3alUU PACTYLIUMX KOCTEH; BCJIEACTBHUE 3ITOTO KOCTH HE HMEIOT
HOpMAaJIbHOM KECTKOCTH, U y AETEH, CTPaJalolIuX PaxuToM, HAOIIOAIOTCs pa3iuyHble AeopMaiiu
CKEJIETa — BBITHYTHIE HApy)XXy TOJICHU, BBIBEPHYThIE BHYTPb KOJEHM, «UYETKU» Ha PEOpax, «ITHYbS
rpyab» U ap. Paxut oObluHO H3neuuBaercss BUTaMuHOM D, onHako ectb (pOpMbI, HE MOAAAIOIIUECS
TaKOMY JICUCHHMIO: OHM CBA3aHbl C HApyLICHUMEM IpeBpallleHus BuTamumHa Dj; B opranumsme B

KaJIbIIUTPHOJI.
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JleueOHoe neiicTBue BuTaMuHa D3 mpu paxurte BpsJl I MOXKHO OOBSICHUTH TOJIBKO TE€M, YTO OH
CTUMYJIMPYET BCAaChIBAHME KaNblUS B KHUIIEYHHKE; BO3MOXXHO, OH HEMOCPEICTBEHHO YYacTBYET B
MUHEpaIM3alMd KOCTEH, XOTS JTO OKCIEPUMEHTAIbHO T[0Ka HE MOATBEPXKIEHO; Hao00opoT,
MOOMIIM3AIMS KallblIMs U3 KOCTEH Mpu BBEICHUH BUTaMUHA D3 SKCIIepUMEHTAIBHO JOKa3aHa.

Jlerkue opmbl paxuTa — JOBOJBHO paclpocTpaHE€HHas OOJE3Hb PAHHETO JETCKOTO BO3pacTa.
DTO CBA3aHO C TeM, 4TO OObIYHAs MHIla peOEHKA B MepBbie 1-2 rojia ®U3HU COACPKUT HEAOCTATOUHO
ButamuHa D. BepostHocTh 3a0onieBaHus YBEIMYMBAETCA, €CIAM PEOEHOK Majo MOABEPraeTcs
0OJIy4EHHIO COJTHEYHBIM CBETOM: IPHU JEUCTBUU COJIHEYHOTO CBETAa BUTAMUH D CHHTE3UPYETCS B KOXKE
U3 7-1eruapoxoJiecTepruHa, KOTOpbIid 00pa3yercs U3 X0JecTeprHa.

Haubonee OorathiM HMCTOYHMKOM BHTaMHHa D sBisercs »kup mnedeHu poid. CyTouHas
NOTPEeOHOCTh B3pOCJIOro 4YesnoBeka B BUTamuHe D paBHa npumepHo 40 wkr. IIpopomxutenbHOE
MOCTYIUICHUE HW30BITOYHOTO KoOJIMUecTBAa (B HECKOJIBKO pa3 OoJibllie HOPMBI) TPUBOJIUT K
JeMUHepaIn3aluil KOCTeH (BCIEACTBHE YEro JErKO MOTYT BO3HHKATh MEPENOMbI), K MOBBIIICHHIO
KOHLIEHTpAllMu KaJblMsl B KPOBU U €r0 OTJIOKEHUIO B MSTKUX TKaHSIX, K 0Opa30BaHMIO KaMHEH B
MOUEBBIX MYTAX.

KAJIBHUTOHUH

[lenTuaHBIN TOPMOH KaJIbLIUTOHUH (32 aMUHOKUCIOTHBIX OCTaTKa) CUHTE3upyeTcs: B C-KieTKax
NapalUTOBUIHBIX U IUTOBUAHOM kené3. Cekpenus KalblIUTOHUHA YBEIMUYUBACTCSA MPHU BO3pACTAHUU
colepaHUsl KalbliUd B KPOBH; TakUM 0O0pa3oM, MApaTrOpMOH M KaJbIUTOHHH PEryIUPYIOTCS
KaJbI[UEM TPOTHUBOIOJIOKHBIM 00pa3oM. OCHOBHOI OpraH-MHILIEHb JJIs KaJbLIUTOHMHA — KOCTH, B
KOTOPBIX OH MOJIABJSIET MOOMIIN3ALINIO KAJIbLIUS.

KOHIEHTPAIIUA KAJIBIIUS
BO BHEKJIETOYHOM )KUJKOCTH

B mna3zMe kpoBH 37A0pOBBIX JIOJCH KOHIICHTpAIMs Kanblusg paBHa 9-11 Mr/mm; mojloBHUHA 3TOTO

KOJIMYECTBA MpeacTaBleHa noHamu Ca’’ B PAacTBOPEHHOM COCTOSIHMHM, IApYyras IOJOBHHA — B

COEIMHEHUH C albOyMHHOM. [10CTOSTHCTBO KOHILIEHTpALMU MOAJIEPKUBACTCS Oiaroiapsi COBMECTHOMY
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JEUCTBUIO TPEX TOPMOHOB — MapaTrOPMOHA, KAJIBIIUTPHOJIA U KaJbIIUTOHUHA (puc. 16.2). DTU TOPMOHBI
PETYIUPYIOT OOMEH KalbIMs MEXIY IBYMS OCHOBHBIMH (POHIAMH — KaJbIIMEM THAPOKCHAMATHUTA
KOCTEH M KaJbIIUEM JPYyTMX TKAHEW; KPOME TOro, OHU PETYJUPYIOT NOCTYIJICHHE KalbLUsi U3
KHUIIICUHUKA ¥ BBIBEJCHUE €Tr0o uepe3 MOouyku. MexaHu3M oOpaTHON CBsI3M (MHTHMOWPOBAHHME CHUHTE3a U
CEKpelMy MapaTropMOHa MpPHU TMOBBIIIEHUH KOHIIEHTPAIUU Ca2+) JOTMYCKAeT JHIIb HEOOJbIITNe
M3MEHEHUSI KOHLEHTPAlUU KajbliMsi B KPOBH M MEKKJIECTOYHOW KUJKOCTU. [UMIokadbuueMus H
TUTIEPKATBITUEMUS, KOTJa KOHIIEHTpAIUsl KAIBIHS B IUIa3Me KPOBU COOTBETCTBEHHO MEHBINE 9 Mr/mi
wi Oomnbine 11 Mr/mm, CBUAETEIBCTBYET O MATONOTHU. V3MEHEHHWE KOHIICHTPAIMHM KaJbIUs BO
BHEKJICTOUHOM KUJIKOCTH CKa3bIBA€TCSI M HA €ro KOHIIEHTPALMU BHYTPU KJIETOK: H3MEHAKOTCS
TpaHCMEMOpPAaHHBIC TPATUEHTHI KOHIICHTpAIUit Ca2+, Hapymaercs (YHKIIMOHUPOBAHUE KaJIbIIUEBOTO
HAcoCa, 3aBUCUMBIX OT KaJblUsl (PEPMEHTOB U PETYJISTOPHBIX CUCTEM.

[Ipu runokanbieMuy HaOMIOAAIOTCS CYJOPOTH, TUIEPPEeQIICKCH, ClIa3Mbl TOPTaHU (TTOCIETHUE
MOTYT OBITh TPUYMHONW CMEPTH OT achUKCUHM). OTH SBJICHHS — CJCACTBHE CHIDKCHHSI IOpora
BO30YKJIEHUSI HEPBHBIX M MBIIICUHBIX KJIETOK: HEPB MOXKET OBITh BO3OYXKIEH Jaxe JETKUM CTUMYJIOM B
J000M MecTe ero mpoTshKeHus. Tspkénas TumokambimeMmus ObiBaeT penako. Hambomee wactas eé
MPUYMHA — TUIIONAPATUPEO3, BHI3BAHHBIN MOBPEXKICHUEM MapalldTOBUAHBIX JKEJIE3 MIPU ONepalusax Ha
IIUTOBUIHOM Kene3e. Kpome Toro, TUIMOKaIbIIUEMUs] MOXKET OBITh CJEACTBUEM HapyUICHUS
BCACHIBAHUS KaJbIUs B KUIIEYHUKE, HAPUMED, IIPU TUIIOBUTAMHUHO3E D, TIpu OOJBIIIOM COEepKaHUH B
MUIIE OKCAJIaTa UiIN APYTUX COCAUHEHHM, CBSI3bIBAIOIINX KAJIBIUH.

[Ipyu runepkanblUEMUN CHUXACTCSA HEPBHO-MBIIICUYHAST BO30YAUMOCTH;, €CJIM KOHIEHTpALMS
KaJbIUsl B KPOBU JOCTUTaeT 16 Mr/my, HacTymaeT TiyOOKOe pacCTpOMCTBO HEPBHBIX (DYHKIHNA —
MICUXO3bl, CTYNOp M Jaxe KoMa. XapaKTEePHbBIMU CUMITOMAaMH THUNEPKAIbLIUEMUN SIBISAIOTCS
KambupuKanus MITKUX TKaHEH ¥ oO0pa3oBaHWE KaMHEH B MOYEBBIX MyTAX. Yare BCEro MpUYHHON
TUIIEPKAJIBIIMEMUN OBIBAET THUIIEPIIAPATHPEO3 KaK pPe3yibTaT OO0pa3oBaHUs OIYXOJM U3 KIJIETOK

nmapamuTOBUIHBIX )I(eﬂé3; THIICPKAIBIUCMUA A OBIBAcT TAKKE IIpH IEPCIJO3NPOBKE BUTAMHUHA D.
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I'nasa 13.
I'OPMOHBI I[[I/ITOBI/II[HOﬁ KEJIE3bI

CTPOEHME U CUHTE3 TOPMOHOB IIIUTOBUIHOM KEJE3bI
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[IluroBuaHAs JKeje3a CUHTE3UPYET U CEKPETUPYET WOATUPOHUHBI: THPOKCHUH  WIH
terpaiionTuponut (T,) u Tpuitogruponun (T3). NonTupoHUHBI peacTaBIsSiOT cO00H HOIUPOBAHHBIE

MIPOU3BOJIHBIEC THPO3UHA (puc. 17.1).

OH OH
1@1 I, i

4) o)
1@1 1. i y

i i

H,N—CH—COOH H,N—CH—COOH
THPOKCHH TPHHOIATHPOHUH
(3,5,3',5"-terpanoaruponun) (3,5,3'-TpHHOATHPOHHH)

Puc. 17.1. CtpoeHne noaTMpoHMHOB

B cuHTe3e MOATHUPOHMHOB Yy4YacTBYET O€JIOK THUPEOTJOOYJIUH, KOTOPHIA B pe3yJbTare
HoIMMpoBaHUs TpeBpamaeTcs B HoATHpeorioOynuH. HMoaupoBaHwe MTPOUCXOAUT TO HEKOTOPHIM
OCTaTKaM THUPO3WHA B MOJIEKYJIE€ TUPEOTJIOOYyIMHA NIPU YYAaCTUHU CHEUUATbHON (PEPMEHTHOU CHCTEMBI.
[Ipu >TOM TUPO3MHOBBIE OCTATKU MPEBPAIIAOTCI B MOHOWOJATUPO3UHOBBIE M JUHOATUPO3UHOBHIE.
3aTeM MPOMCXOAMT KOHJEHCAIUsl JBYX WOJUPOBAHHBIX OCTAaTKOB THPO3MHA C 0O0pa3oBaHUEM
WOATUPOHUHOB, BKJIOUCHHBIX B MENTUAHYIO Ienb Oenka (puc. 17.2). Ecnm oauH U3 OCTaTKOB
HOIMPOBAHHOTO TUPO3WHA MPEICTABICH MOHOMOATUPO3ZHHOM, TO 00pa3yeTcsi TPUHOATHPOHUH.

HNontupeornobynun — 6enok ¢ mojekyisapHoi maccoit 660000, rmukonporenH, coaepxkut 0,5-

1,0% iona.
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Puc. 17.2. CuHTe3 NOATUPOHNHOB

B ITIOJIOCTH KOTOPBIX CEKPETUPYETCA I/IO,IITI/IpCOI"JIO6y.]II/IH. (DOJ'IJII/IKYJ'IBI 3aIlI0OJIHEHBI TOMOT'CHHBIM I'CJICM,

TaK Ha3bIBACMbBIM KOJJIOMAOM, IJIaBHBIM KOMIIOHEHT KOTOpPOIo — I/IOI[TI/IpeOFJIO6YJ'II/IHZ OH IPCACTABIIACT

coboii 3amacHyto (popMy TOPMOHOB TUTOBUAHON KEJIE3bI.

HNoatupeornoOyanH u3 (POJUIMKYIOB MOMKET IMYTEM3HJIOIUMTO3a BHOBBH IOCTyNaTh B KIETKH;

SHIOIUTO3HBIN My3bIPEK CIUBACTCA C JIM30COMOU M HOATUPEOTIOOYINH TUAPOINU3YETCS TU30COMHBIMU

dbepmenTamu. [Ipu 3ToM 00pa3ytorcs cBOOOAHbIE HOATUPOHUHBI, KOTOPHIE CEKPETUPYIOTCS B KPOBb.

Peryasiuus cuHTe3a M CeKpelyy HOATHPOHUHOB

CuHTe3 U cekpenus HOATUPOHUHOB PETYIUPYIOTCS TUIIOTAIaMO-TUIIO(PHU3APHON CHCTEMOH (pucC.

17.3).
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Tunoranamyc

Tupeorporuu ® i e _@_ i
mmbepun A R
HIuroBuanas I
Kenesa : :
1)

Tupeorponssiit @
— o
TOPMOH T
P

P
HoaTnpoHuHs!

Puc. 17.3. Perymsamnus cuaTe3a HOATUPOHUHOB

TupoTponuH-TMOEpUH TUnoTazamMyca CTUMYJIUPYET CEKPELUt0 TUMO(GU3apHOTO TUPEOTPOITHOTO
TOPMOHA, KOTOPBIi, B CBOKO OYEPE]lb, CTUMYJMPYET CUHTE3 U CEKPELUI0 MOATUPOHMHOB. [loBBIIEHNE
KOHIIGHTpAIlMd HWOJTUPOHMHOB B KPOBU WHTHOMPYET CHHTE3 W CEKPEIHI0 THUPOJIUOeprHa U
TUPEOTPOMHOTO TOpMOHa (oTpuuarenbHass oOpaTHas cBs3b). OOpa3oBaHHE THPEOTPOIHOIO rOPMOHA
UHTUOUPYETCS TaK)Ke TOPMOHOM POCTA.

KoHuentpanus MoaTHpOHMHOB B KpoBM paBHa 4-8 Mkr/mn; T, B KpoBU mpumepHo B 15 pa3
oonpmie, yemM Tj3. MoATHPOHMHBI UUPKYJIUPYIOT B KPOBH B COEIMHEHUU CO CIEIHATBHBIM
TJIMKOTIPOTEMHOM — TUPOKCHHCBS3BIBAIONTUM OesikoM. PaBHOBeCcHe peakiuu:

I'opmon + ['opMoHCBsI3bIBatoUi 610K — ["OPMOH-TOPMOHCBS3BIBAIOIINMI OETTOK
CHJIBHO CMEIICHO B CTOPOHY Komiuiekca: Toabko 0,03% T4 u 0,3% T3 Haxomsrcst B cBOOOAHON (GopMme.
U tonbsko cBoboansie T3 u T4 06sanaroT GU3MOIOTHUECKON aKTUBHOCTBIO: MMEHHO OHM MTPOHUKAIOT B
KJICTKU-MHIIICHU, TOCKOJBKY JUIsi HUX (KaKk W IS CTEPOUAHBIX TOPMOHOB) THUAPO(OOHBIN Cioi
MeMOpaHbI HE SBIISCTCS MPEMITCTBHEM.

JloJisi HeCBsI3aHHOTO ¢ TpaHCHOpPTHBIM OenkoM T3B 10 pa3 Gosblie, yuem T4, MOITOMY MOXKHO
CUUTaTh, YTO (PYHKIIMOHAITBHOE 3HAUYCHUE 00enX (DOpPM MPUMEPHO OJIMHAKOBO.

Bpewms nonyxusuu T4 B KpoBU cocTaBisieT 5-7 auelt, Tz—1-2 nHs.

NoaTtupoHUHBl MPOHUKAIOT, MO-BUANMOMY, BO BCE KJIETKH, KpOME KIETOK MO3ra W rosaia. B
KJIETKaX-MUIIIEHSAX  WOATUPOHHWHBI, TMOJOOHO CTEPOUIHBIM TOPMOHAM, B3aUMOJCUCTBYIOT C

XPOMATUHOM, U3MEHSISI CKOPOCTh TPAHCKPHUIIIIUYU ONPECIEHHBIX T€HOB.
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NoaTrupoHUHBI pEryaupyroT MPOLECCH IBYX TUIIOB:

1)  poct u quddepeHITPOBKY TKAHEIH;

2)  osHepreTHyeckuii 0oOMeH (Mpu TUNO(MYHKIHMKA MIMTOBUIHON Kejie3bl OCHOBHOH OOMEH
MOHIKAETCSI, MPU TUNEP(PYHKIIUN — TOBBIILIAETCS).

THNEP®YHKIOUA IUTOBUIHOM KEJIE3bI

Huddys3ubiii  Toxkcuueckuid 300 (Oonesns ['peiiBca, 0azemoBa OoJsiesHb) — Haubosee
pacnpoctpanéHHas ¢opma runepyHKIUA MUTOBUAHOW kene3bl. [Ipyu 3Toil 0OJIe3HW IMMUTOBUIHAS
JKeJe3a yBEJIMYEHA, Ha NTepeAHEN MOBEPXHOCTH IIEU OTMEYAETCS PUITYXJIOCTh (300); CKOPOCTh CUHTE3A
HoatupeornoOynuHa noseiiieHa. KoHuleHTpanus HOATUPOHUHOB B IJIa3ME KPOBU B 2-5 pa3 MPEBHILIAET
HOPMAJIbHYIO, YTO MIPUBOJIUT K THPEOTOKCUKO3Y.

XapakTepHbIMU CUMIITOMAaMHU THPEOTOKCUKO3a SBIISIIOTCS MbIIIEYHAs CIa00CTh, MOBBILICHHBIE
amnmeTUT W MOTPeOJICHUE MU ¥ OJHOBPEMEHHO TOTEps Beca (OTPHUIATCIIbHBIA a30TUCTBIA OayiaHc),
MOBBINICHHAS TEMIIEpaTypa Tejia. DTH NPOSBICHUS 00J€3HN OOBSICHSIIOT OJHOBPEMEHHBIM YCHUJICHUEM
aHA0OJIMYECKUX M KaTaOOJIMYECKUX ITPOIIECCOB, MPUUYEM KaTaOOIM3M YCHUIIUBAETCS B OOJIBIIEH Mepe, O
4éM CBHJICTENHCTBYET MmoTeps Beca. OMHONW W3 MPUYMH MOXKET OBITh CTHUMYJISIMS aKTUBHOCTH WIIU
cunte3a Na,K-ATda3b1,BcaecTBUE YETO YCKOPSIETCS 0OMEH HOHOB MEXy KJIETKAaMU U MEXKIIETOYHOM
cpenoii. Pabota HaTpueBoro Hacoca TpeOyeT cyiiecTBeHHOro pacxoaa AT®(B HOpME HAaTPUEBBIN HACOC
noTpedsieT okono 20% Bcelt curTesupyemoit B opranuzme AT®D). Yeennuenusiii pacxoq AT® mpu
TUPEOTOKCHKO3¢ TPHBOJUT K YCKOPCHHIO KaTa0oJiM3Ma TMHINEBBIX BeliecTB M cuHTe3a ATD B
pe3ynbTarte JEHCTBUS JBIXATEIHHOTO KOHTPOJIS M peryisnuu obimiero mytu katabommsma. OCHOBHOM
oOMeH y crpagatonux au¢EGy3HbIM TOKCHUYECKHM 3000M moBbimieH Ha 30-60% mo cpaBHEHHIO C
HOPMOH.

[IpuunHbl  BO3HUKHOBEHHUS OU(PPY3HOTO TOKCHMUEcKoro 300a HescHbl. KoHIeHTpamus
THPEOTPOITHOTO TOPMOHAa B KPOBU OOJBHBIX CHW)KCHA BCIEJACTBHC BBICOKOW KOHIICHTPAIIUU
HONTHPOHUHOB, UYTO YKa3bIBaeT HAa HOPMalibHOE (YHKIIMOHHPOBAHUE THITIOTAIaMO-TUIIO(PU3aAPHOTO

3BeHa peryisiuuu. [IpuMepHO y MOJOBHHBI OOJNBHBIX B KPOBH OOHApYyXUBAETCS MMMYHOTJIOOYJIUH,
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n30MpaTeNbHO CBS3BIBAIOIIMIICS C pElENTOPAMU TUPEOTPOITHOTO TOPMOHA B IIUTOBUIHOM KeJe3e; ITOT
UMMYHOTJIOOYIMH WMUTHUPYET J€HCTBME THPEOTPOIMHOIO TOPMOHA, T. €. CTUMYJIUPYET CHHTE3
HontupeornoOynrHa. Bo3MOXKHO, B 3TUX Ciiy4asx THUNEPPYHKIUS IIATOBUIHOM >KeNe3bl SIBISETCS
CJIeICTBHEM HapYILICHUS] UMMYHHBIX PEaKIM opraHu3Ma, MpOosBIISIONIEToCcss B 00pa30BaHUM aHTUTEN K
OenkaM cOOCTBEHHBIX TKaHEH.

TUIO®YHKIUA U TOBUIHOM KEJE3bI

XapakTepHbIMU CUMITOMAaMH HEJOCTATOUHOCTU MOATUPOHUHOB SIBJIIFOTCS CHUXKEHUE OCHOBHOTO
oOMeHa U TemrmepaTyphl Teda, OOJbHBIE IJIOXO MEPEHOCAT XOJ0J. [ 'MmoyHKIMs, HauyMHAIOMIAsICsS B
PaHHEM JIETCKOM BO3pACTE, MPUBOJMUT K 3aJE€PHKKE POCTAa U HEMPONOPLHOHAIBHOMY Pa3BUTHIO TEIIA,
IyOOKUM HApPYIICHUSIM TICUXUKHM M YMCTBEHHBIX CHOCOOHOCTEH. Y B3pOCIBIX TUNOPYHKITHS
IOPOSIBIISIETCST KaK MHKceaeMa (CIU3UCTBIM OTEK): MPOUCXOJIUT YTOJIIEHUE KOXH BCIEACTBUE
M30bITOYHOTO HAKOIUJICHUS B HEH MPOTEOTIIMKAHOB U BOJIBI.

['unopyHKIUS MOXKET BO3HHMKAThb B pe3yJbTaTe BPOXKIEHHBIX Je()eKTOB (EPMEHTOB W
PEryJsTOPHBIX OEJIKOB, YYacCTBYIOIIMX B CHHTE3€ HOJTUPOHMHOB, WJIM KaK OCJIOXHEHUE JPYrux
00Je3Hel, MpU KOTOPBIX MOBPEKIAIOTCS THIOTaIaMyc, TUnodu3, nuToBuaHas xene3a. OmHaKo caMoi
4acTON NMPUYMHON HEAOCTATOYHOCTU HWOATUPOHUHOB B OPTraHM3MeE SIBsCTCS NePUIUT Hoja B THIIE.
Mon, kak ¥ Bce MHHEpaNbHbIC KOMIIOHEHTHI OPraHM3Ma, OTHOCHTCS K HE3aMEHHMBIM IHIICBBIM
daktopam. Cyrounas motpeOHOCTs B HeM cocTaBiseT 100-200 MKr; 3a BCIO )KU3HB YEJIOBEK MOTPEOIseT
OJIHY YaMHYIO JIOXKKY hoza. Hon — sineMeHT, CPaBHUTEIIBHO MAJIO PACIPOCTPAHEHHBIN B 36MHOU KOpE, U
€CTh palloHbI, BEChMa OOIIUPHBIC, B KOTOPHIX COACPIKAHUE MO/a B BOJIC M TTOYBE HEJOCTATOYHO, YTOOBI
obecrieunTh moTpebHOCTH opranm3Ma. [loutu YsHaceneHuss mupa oOUTaeT B pailoHaX C MOBBIMICHHON
OTNACHOCTBIO Pa3BUTHS HOAAEPUIIUTHBIX 3a00IEBaHUIA.

HaunbGonee BbeipakeHHON (POpMOI HETOCTATOYHOCTH HONMa SBISETCS JHIEMHUUYECKH 300, T.e.
YBEIMYEHHE Pa3MEPOB IIUTOBUIHON >KeNe3bl, MPUYPOUCHHOE K OIpEAeIEHHOMY Treorpauueckomy
palioHy. YBelHWY€HHE IIUTOBUIHOW >KeJie3bl MPOUCXOAUT TJIABHBIM 00pa3oM 3a CU€T paszpacTaHus

COEOVMHUTEIBLHON TKaHW; IPOAYKIHS MOATUPOHUHOB IIPU 3TOM HE YBEIIMYUBAECTCA. XapaKTEPHO TAKKE
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OTCTaBaHUE YMCTBEHHOT'O Pa3BUTHS, BIUIOTh 0 OJuroppeHuu u kpetuHusMa. bonee nérkue Gopmbl
YMCTBEHHOH  OTCTaJOCTH MOTYT OBITh  HACTOJIBKO  PACHpOCTPAaHEHHBIMHU, YTO  CHHXKAIOT
WHTEJJIEKTYaJIbHbIM MOTEHIIMAJI HACEJIICHUS B LIEJIOM B 30HE MOJIHOW HETOCTATOYHOCTH.

JUist mpenynpekJIeHus: pa3BUTHA 3002 B MECTHOCTSAX C MallbIM COJAEp>KaHWEM Hoja B BOJE U
MOYBE JTOOABIISIIOT COJIM 0/1a B TIPOJIaBa€MbIe THUIIIEBBIC MPOIYKTHI, OOBIYHO B MOBAPEHHYIO COJIb (25-

50 r siomuctoro kanus Ha 1 T NaCl).
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I'masa 14.
IHOJOBBIE 'OPMOHBI

[TonoBbIE TOPMOHBI CHHTE3UPYIOTCS B OCHOBHOM B IOJIOBBIX JKEJ€3aX XEHUIIMH (IUYHUKH) U
MYKYMH (CEMEHHMKH); HEKOTOPOE KOJUYECTBO IIOJIOBBIX TOPMOHOB 00pa3yercs, KpoMe TOro, B
IUTAllEeHTE M KOPKOBOM BELIECTBE HAJINOYEYHUKOB. Cieayer OTMETHUTh, YTO B MYXCKHX IOJOBBIX
xKene3ax oOpasyercs HEOOJbIIOE KOJUYECTBO JKEHCKMX TOPMOHOB M, HAoOOpOT, B SMYHHMKAX
CUHTE3UPYETCS HE3HAYUTEIbHOE KOJUYECTBO MYXKCKHUX TIOJIOBBIX TOPMOHOB. OTO IMOJIOXKEHUE
NOATBEPKIAETCS UCCIEAOBAHUAMU XUMHYECKOW IPUPOABI TOPMOHOB MPHU HEKOTOPBIX MATOJIOTHYECKHUX
COCTOSIHMSIX, KOIAa OTMEYAKTCs PE3KHE CIABUIM B COOTHOLIEHWM CHHTE3d MYKCKMX M JKEHCKHX
IIOJIOBBIX TOPMOHOB.

MYKCKHE ITIOJIOBBIE 'OPMOHBI

BuyTtpucekperopHas pyHKIMsS MYKCKHUX MOJIOBBIX KeJI€3 Oblia ycTaHoBieHa B 1849 r., ogHako
Tosibko B 1931 r. A. ByreHanaTOM M3 MOYM MY>KYMH OBUT BBIZICJIEH TOPMOH B KPUCTAJUIMYECKOM BHJIE,
KOTOPBIN OKa3bIBajJ CTUMYJHMPYIOLIEE NEUCTBUE HA POCT METYIIMHOTO TPEOHS KAIlIyHOB. DTOT TOPMOH
ObUT Ha3BaH aHAPOCTepOHOM (0T rped. androS — MyX4YWHA, a MPEJIOKCHHAS €ro XUMHYECKas
CTPYKTypa IMOIATBEPKIAECHA XUMUYECKHM CHUHTE30M, OCYHIECTBIEHHBIM B 1934 r. ogHOBpemMeHHO A.
byrenanarom u JI. Pyxwuukoii. Ilozke u3 MouM MyX4WH OBLT BBIJECJIEH €II€ OJUH TOPMOH —
JETUAPOIHAHAPOCTEPOH, KOTOPHIN 00J1a/1a] MEHBIIICH OMOJIOrHYeCKOr aKTUBHOCTBIO. B manmbHeimem
rpynmna Cig-cTepou1oB (cocTodT U3 19 aToMOB yriepoa), 001aJaroluX ClIOCOOHOCTBIO YCKOPSITh POCT
HNETYUIMHOrO IpeOHs, OblIa Ha3BaHa aHJporeHamu. B TO ke BpeMsi FTOPMOH, BBIIEICHHBIA U3 TKaHU

CEMEHHHMKOB, OKa3ajcs akTHUBHEE aHApocTepoHa moutd B 10 pa3 u ObLT MACHTU(ULIHUPOBAH B BUIEC
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TectocTepoHa (oT nar. testis — cemennuk). CTpoeHHEe BceX TpEX aHAPOTEHOB MOXET OBITh

MpCaACTaBJICHO B CIICAYIOIICM BUIC:

Puc. 11-39. Myxckue nonosble roOpMOHbI.

OH OH
CHs CHaj

O
50

TectocTrepoH OuruppoTecTocTepoH

AHJpOTeHBI B OTJIMYUE OT 3CTPOTEHOB UMEIOT JBE aHTYyJsIpHbleMeTHIbHBIErpYTIIbI (Y Cio- 1 Cy3-
aTOMOB); B TMPOTUBOIOJO0KHOCTh aPOMATHYECKOMY XapakTepy KOJblla A ACTPOr€HOB TECTOCTEPOH,
KpOME TOTr'0, COACPKUT KETOHHYIO TPyNNy (KaK U KOPTUKOCTEPOUIbI).

brocuHTe3 aHIPOTeHOB OCYIIECTBIISCTCS TIIaBHBIM 00pa3oM B ceMeHHHKaX (95%) n yacTU4HO B

SUYHHUKAX 1 HAAIIOYCUYHHKAX.
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[1yTh OMOCHHTE3a aHIPOrEeHOB B SIMUKAaX U KOPE HAJIMOYEUHUKOB OJIMHAKOB. [IpeniecTBeHHUKOM
aHJIPOTCHOB, KaK M JPYTUX CTEPOUIHBIX TOPMOHOB, CIYXKHUT xojectepon (puc. 11-40), koTopsiit 60
nocTymnaet u3 miasmsl B coctaBe JITTHIL, mubo cunTe3upyercs B camux kenesax u3 auetui-KoA.

OtmieruieHne OOKOBOM IienU  XoJjecTepora U oOpa30BaHHME MPETHEHOJIOHAa — CKOPOCTh-
auMuTUpyomas peakuus. OJHAKo, B OTIMYME OT AHAJIOTMYHOM pEaKkluH, MPOTEKalIIed B
HaJmo4YeyHukax, 3ta cragus crumyiupyercs JII' (a me AKTT). JII', cBs3piBasick ¢ pelENnTopom
I1a3MaTHYeCKO MeMOpaHbl KieTok Jleiinra, akTUBUPYET aICcHWIATIMKIIAa3y, YBEJINYMBAs TEM CaMbIM
BHYTPUKIIETOUHYIO KOHIIEHTpauio HAM®, 4To B KOHEYHOM HTOTE BBI3bIBACT aKTUBAILUIO (pepMeHTa,

KOTOPBIN paciieruisieT 00KOBYIO IieMb xonecteposia Mexay C-20 u C-22.

Xonectepon
Otulennenve
@ lﬁoxoeoﬁ
uenu
MperHeHonoH —— [porectepoH
17a-Twapokcu- 17a-Tvppokeu-
nperHeHonoH NpPorecTepoH
J’ l ApomaTtasHeln
thbepmMenHT
AeruapoanuaxapocTepoH AHOpOCTEHAWOH  ——  JCTPOH ——  3cTpHOn
l J, (E+)
ApoMaTasHbIiA
thepmenT .
AngpocteHguon w————»  TecTocTEpPOH —— b B SCT(';HTMOH
2
@ NADPH-

38BUCUMAR
Sa-peaykTasa

AuruapotecrocTepoH
Puc. 11-40. Cxema cuHTE3a OJOBBIX TOPMOHOB.
[IpeniecTBEHHUKOM TMOJIOBBIX TOPMOHOB CIYXHUT xoJecTepos. OOpa3oBaHHE MPErHEHOJIOHA
MIPOUCXOJIUT B pe3yibTaTe OTIICTUIeHUs O0KoBOM 1ien xoJectepona (1). [IpeBpamenre nperaeHoIoHa

B TECTOCTEPOH MOXKET IMPOTEeKaTh JBYMs IyTAMH: 4Yepe3 oOpa3oBaHue MporecrepoHa (2) wuiaum

368



neruaposnua”apoctepona (3). TecTocTepoH Cly>KUT NpeIIeCTBEHHUKOM TUTHApOoTeCTOCTEpoHa (4). B
HEKOTOPBIX TepUPEePUIECKUX TKAHIX HEOOJBIIIOe KOJIMYECTBO TECTOCTEPOHA TIPEeBpaAIaeTCs B
acTpanuoin (5). B suyHUMKaX CUHTE3UPYIOTCS JKEHCKHE IMOJIOBbIE TOPMOHBI, 3CTPOTE€HbI U MPOTECTUHBI,
cpenu KOTOpPbIX HauOoJiee aKTUBHBIMHU SIBISOTCA 17B-3cTpaaumon W mporectepoH. ApomMaru3aius
aHAPOT€HOB NPOTEKAET MOJ JECUCTBUEM apoMaTa3HOIO KOMIUIEKCA, COJAEPMKAIIEro LUTOXPOM Pgso-
OKCHJa3y, U BKIIIOYAET 3 peakuu TuaApoKcuiinpoBanus ¢ yuactuem O, u HAJIOH.

TectocTrepon. IlpeBpamieHne NpPErHEHOIOHA B TECTOCTEPOH  KATAIM3UPYETCS  MSATHIO
MUKPOCOMAQJIbHBIMA (EPMEHTAMHU M MOXET TMPOTEKaTh ABYMsI MyTsIMU: dYepe3 oO0pa3oBaHUE
JErUIPO3NMUAHIPOCTEPOHA WIIM Yepe3 00pa3oBaHKe MPOorecTepoHa (4ro, mo-BUAMMOMY, TpeoOIagaeT B
CEMEHHMKAX YEJIOBEKA).

CyTrouHasi cekpeuusi TECTOCTEpOHAa y MYXKYUH COCTaBJISIET B HOPME IMPUMEPHO 5 MI H
COXPAHSIETCS HA MPOTSHKEHUHU BCEU JKU3HU OpraHu3Ma. |'OpMOH IUPKYJIUPYET B KPOBH B CBSI3aHHOM C
OeskamMu T1a3Mbl COCTOSIHUM: aab0yMuHoM (40%) u crienuuIecKu CBSI3bIBAIOIIUM TTOJIOBBIE TOPMOHBI
B-rno0ynuHOM (Ha3bIBa€MbIM CEKC-TOPMOHCBsI3bIBAIOMUM T1100yauHOM, CI'CT). JIumb 2% oT obmiero
KOJMYECTBA TOPMOHA B KPOBU TPAHCIIOPTUPYETCS B CBOOOJHOM BHJI€, 1 MUMEHHO TAaKHUE MOJIEKYJIbI
IPOSIBIISIIOT OMOJIOTUYECKYIO0 aKTUBHOCTD.

JuruaporecrocrepoH. BceMeHHBIX KaHalblax, MPEICTATEIbHOM >KeJe3e, KOXKe, HApPYKHBIX
MOJIOBBIX OpraHaXx TECTOCTEPOH CIY)KHT TPEANISCTBEHHUKOM 0o0Jieeé aKTUBHOTO aHApOreHa —
auruaporectoctepona(puc. 11-41, 11-42). D10 npeBpallieHHe, B KOTOPOM Y4acTBYeT MpuUMepHO 4%
TECTOCTEPOHA, IPOUCXOUT B PE3YIHTATE BOCCTAHOBJICHUSI ABOMHOMN CBSI3U KOJbLIA A U 3-KETOTPYIIIIbI
npy y4dacTuu IuToruiazmatudeckoro ¢epmenta — HAJIOH-3aBucumon Sa-pemykraspl. CeMEHHUKH
YeJioBeKa CeKpeTupyroT B cyTku 10 50-100 Mkr muruaporectoctepoHa. OqHako 00JbIlee KOJIHMYECTBO
ropMOHa - CIEACTBUE Tmepudepudeckux TMpeBpalieHuii, W CyMMapHas CYTOYHas CEeKperus
auruaporecrocrepoHa cocrapiasier 400 mkr, yro moytd B 10 pa3 MeHbIIE YpPOBHS CEKpELUU

TECTOCTCPOHA.
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B HekoTOophIX nepudepuueckux TKaHIX HEOOJbIIOE KOJUYECTBO TECTOCTEPOHA MPEBPAILIAECTCS B
scTpaanoi. B kauecTBe MOOOYHBIX MPOAYKTOB KJeTKH Jleiiaura Takke MOCTOSIHHO CEKPETUPYIOT
ACTPAJMOJ U TMPOTECTEPOH, XOTA POJb ATUX TOPMOHOB B PAa3BUTUU M MOAJAEPKAHUU (DYHKIUH
pa3MHOXKEHUA M (OPMUPOBAHMS TMOJOBOIO TOBEACHHUS y MY)KUMH JO HACTOAILIETO BPEMEHU HE
BBISICHEHA.

B npenybepraTHbIil epuoj; CEKpeluss aHIPOreHOB MOJIABIAET MO MEXaHU3MYy OTpPHUIATEIbHOM
0o0paTHOM CBSI3M CEKPELHUIO0 TOHAJ0TPOIMHA 0 Hayajga MyOepTaTHOro Mepuoja, Koraa runo@u3apHble
KJIETKU CTAHOBATCSA MEHEE UyBCTBUTEIBHBIMU K HHTHOUPYIOLIEMY JCHCTBUIO IIUPKYIUPYIOHINX B KPOBH
aHAPOTeHOB. JTa MOTEePsS YyBCTBUTEIbHOCTH MPUBOAUT K HUKIUYECKH UMITYJIbCHOMY OCBOOOXKICHHUIO
JI' u ®CI'. JII', cBsa3biBasich ¢ penentopamu kieTok Jleinura, cTuMynupyer oOpa3oBaHUE
TECTOCTEPOHA MHTEPCTUIMAIBHBIMU KileTKamu Jleiaura, a @CI', cBA3BIBasICh C pelUenTOpaMu KIIETOK

Ceproyii B CEMEHHUKAX, CTUMYJIUPYET criepmaroreres (puc. 11-41).

Mwnotanamyc

MoHaaoTPONUH-PUNUSKHE TOPMOH
|
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‘@
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Puc. 11-41. Perynsuus cuHTE3a U CEKPELUMU MYKCKHUX IOJOBBIX TOPMOHOB.

TectocTepoH 3aMbIKaeT OTPHUIIATETBHYIO OOPATHYIO CBSA3bh HA YPOBHE TUMo(u3a U THIoTazamyca,
yYMEHbIIIasi 4acTOTy CEeKpeTOpHbIX umnyibcoB JII'. Topmoxkenue cekpenuu PCI' ameHorunoduzom
OPOUCXOAUT TION JeWcTBUEM Oeika HWHruOWHa, BbIpabaThiBaeMoro kierkamu Cepromu. DOCT
CTUMYJIUPYET CUHTE3 ATOTO OeJIKa, KOTOPHIN M0 MEXaHNU3MYy OTPUIIATEIILHON 00paTHOM CBSI3M TOPMO3UT
nanpHenyro cexperuio OCI.

K murmeHsM TecTocTepoHa OTHOCSAT SMOPHOHAIBHBIE BOJB(OBHI CTPYKTYPHI, CIIEPMATOTOHHH,
MBIIIIIBI, KOCTH, TOYKH, MO3T. [10/T00HO JpyruM CTEpOUTHBIM TOPMOHAM, aHIPOTEHBI 00Pa3yIOT BHYTPHU
KJIIETKM KOMIUIEKC C PELENTOPOM, KOTOPBIM CBSI3BIBAETCS C ONPEACIEHHBIM YYacTKOM XpOMATHHA,
aKTUBHPYS CHEIU(UYECKHE TEeHBI, OEIKOBBIE MPOAYKTHI KOTOPBIX OMOCPEAYIOT OHOJOTHYECKUE
3¢ PEeKTh aHIPOTCHOB.

PU3HOJIOTHYECKOE JEUCTBUE AHAPOTCHOB PA3JIMYHO B Pa3HbIC MEPUOAbI )KU3HHU OpraHuszma. Y
SMOpHOHA TMOJA JEHCTBHEM aHJIPOreHOB W3 BOJb(OBAa MNPOTOKa O0Opa3yloTCs MPHUIATOK SHUYKa
(AMUAMAUMUC), CEMSBBIHOCSIIMMN MPOTOK U CEMEHHOM My3BIPEK. Y TI0/1a MY>KCKOTO T0J1a MPOUCXOIUT
MacKyJIuHU3anus Mo3ra. [1ockoyibKy aHIpOreHbl B OpraHu3Me 00J1a/al0oT MOUIHBIM aHa0OJIMYECKUM
JEWCTBUEM M CTUMYJIUPYIOT KJIETOYHOE JICJICHHE, IOBBIIIEHHBIA YPOBEHb AaHAPOTEHOB B
npenyOepTaTHbIA MEepuoj NPHUBOJUT K CKAUYKOOOPA3HOMY YBEJIMYEHUIO JIMHEWHBIX pPAa3MEpPOB Teia,
YBEJIIMYEHUIO CKEJIETHBIX MBIIII], POCTY KOCTEH, HO OJHOBPEMEHHO CHOCOOCTBYIOT M OCTAHOBKE POCTa,
TaK KaK CTUMYJIMPYIOT CpallleHhe SMU(PU30B IJIMHHBIX KOCTEH C UX CTBOJIAMHU. AHAPOTEHBI BBI3BIBAIOT
W3MEHEHHUE CTPYKTYPHI KOKU U BOJIOC, CHIDKEHHE TeMOpa Tojioca BCJIEICTBHE YTOJIIEHUS TOJOCOBBIX
CBSI30K M YBEJIMUEHHUS 00bEMA TOpPTaHU, CTUMYJIUPYIOT CEKPEINIO CATbHBIX JKETE3.

Pacnag My»CKHMX MOJIOBBIX TOPMOHOB B OPIaHU3ME OCYIIECTBISETCS B OCHOBHOM B MEYEHU 10
nytd oOpazoBanus 17-ketoctepouaoB. Ilepmom momypacmaga TECTOCTEpOHA HE TIPEBBINIACT
HECKOJIbKUX JECATKOB MHHYT. Y B3pPOCIBIX MYXXUYHMH C MOYOM OKCKpeTtupyercs He Oosee 1%
HEU3MEHEHHOI'O TECTOCTEPOHA, YTO CBUAETENBCTBYET O €r0 PACLIEINIEHUH NPEUMYIIECTBEHHO B IIEYEHU

JI0 KOHEYHBIX MPOIYKTOB 0OMeHa. JleruaposnuanapoCcTepoH B OCHOBHOM 3KCKPETUPYETCS C MOUYOH B
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Heu3MeHEHHOM Bujae. [lpu HEKOTOpbIX 3a00JIEBaHUSAX YBEIMUYMBAETCS OJKCKpPELUs C MOYOM
TUAPOKCHIIMPOBAHHBIX (DOPM aHAPOTEHOB NMPHU 3KBUBAJCHTHOM CHIKEHUU BBIJEICHUS KIACCHUECKUX
¢opMm 17-ketocteponnos. Cienyer yka3aTb TaKKe Ha BO3MOXHOCTb 00pa3oBaHus 17-KETOCTEPOUAOB
U3 TECTOCTEPOHA Y KEHIIMH. OTMEUYEH BBICOKUI YPOBEHb YaCTOTHI PAKA MOJIOYHBIX JKEJIE3 Y KEHIIUH C
IIOHVIKEHHOW JKckpenuend 17-ketocreponioB. TeCcTOCTEPOH W €ro  CHUHTETHYECKHE AHAJIOTH
(TecTOCTEpOH-IIPOIIMOHAT) HALIM MPUMEHEHUE B MEIULIMHCKOMN MPAKTUKE B KAYECTBE JIEKAPCTBEHHBIX
IIPENapaToB P JICYEHUU PAKOBOW OIIyXOJIM MOJIOYHOU YKEJIE3BI.
AKEHCKHUE ITOJOBBIE 'OPMOHBI

OCHOBHBIM MECTOM CHHTE3a KCHCKUX IOJIOBBIX TOPMOHOB — 3CTPOTeHOB (OT Tped. Oistros —
CTPaCTHOE BJICUCHUE)SIBIISIOTCS STMYHUKH U KENTOE TEJO0; TOKA3aHO TaKkke 00pa3oBaHUE 3TUX TOPMOHOB
B HAJIIOYEYHHMKAX, CEMEHHHUKaX M IulaleHTe. BrepBeie scTporeHsl oOHapyxeHsl B 1927 r. B mMoue
oepemeHHbIX, a B 1929 1. A. byreHanaT u ojgHOBpeMeHHO O. Jlo#3M BBIAETUIM U3 MOYMU ICTPOH,
KOTOPBIM OKa3aJICS IEPBBIM CTEPOUIHBIM TOPMOHOM, MOJYYEHHBIM B KPUCTAJUINYECKOM BHJIE.

B Hacrosiee BpeMsi OTKPBITHI 2 IPYIIIBI JKEHCKUX IMOJOBBIX TOPMOHOB, Pa3IMYarOIUXCsl CBOEH
XUMHYECKON CTPYKTYpOoH M Oumojormdyeckoid (yHKIMEH: SCTpOreHsl (TJIaBHBIM MpeNCTaBUTENb —
ACTPAAMO) WU MPOrecTHHbl (TIaBHBIM MpeAcTaBUTENb — IporectepoH). IlpuBogum xumuueckoe

CTPOCHHUC OCHOBHBLIX KCHCKHX IIOJIOBBIX TOPMOHOB!

T
C=0 OH
CHj CHgs
CHs
o HO
MperectepoH 17B-3cTpaguon
0] OH
CH CHj
QH
HO HO

372



ICcTpPOH CTPHOT

Puc. 11-42. ’KeHckue noji0Bbie TOPMOHBI.

Haubonee akTUBHBIN 3CTPOreH — ICTPAAUOI, CUHTE3UPYETCS MPEUMYILIECTBEHHO B (OJUIMKYJIAX;
JBA OCTaJbHBIX JOCTPOTE€HA SABJISAIOTCS MNPOU3BOAHBIMU JCTPATHOJA U CHHTE3UPYIOTCS TAKXKE B
HAJIIOYCYHHUKAX U IaneHTe. Bee actporensl coctosaT u3 18 atomos yriiepona. Cexpenus 3CTpOreHoB U
IPOrecTepoHa SIMYHUKOM HOCUT LHMKJIMYECKUN XapakTep, 3aBUCALIMI OT (a3bl MOJOBOrO IMKJIA: B
nepBoi (paze IUKIAa CHUHTE3UPYIOTCS B OCHOBHOM 3CTPOTEHBI, & BO BTOPOM — MPEUMYIIECTBEHHO
IIPOTECTEPOH.

CornacHO COBPEMEHHBIM IPEACTABICHUSAM, 00pa30BaHUE ACTPOTECHOB SIMUHUKOB IMpEJIoJiaraet
BBIPAOOTKY aHJPOTeHOB (AHJAPOCTEHIMOHA) B KIETKAaX TeKH (OJUIMKYJIOB C TOCIEAYIOIICH
apomMaTHh3aluerd aHAPOT€HOB B KJIETKax IpaHyiesbl. B KileTkax TEKU cUHTE3upyrorcs peuentopsl JII.
Peuentopei®CI" 06pa3ytorcst B kieTkax rpanynésnl. JII', cBA3BIBasCHh C pEeLENTOPaMU KJIETOK TEKH U
aKTUBUPYs (EPMEHT, KOTOpBIM KaTaau3upyeT OTLIeIICHHE OOKOBOM LEnmu Xojecrepoja H
IpeBpalleHHEe €ro B IMPErHEHOJIOH, TEM CaMbIM CTUMYJIHUPYET 0Opa3oBaHHME OCHOBHOTO aHJpOreHa
SAMYHUKOB — aHzapocTeHanoHa. OCI', B3aMMOJIENHCTBYS C PEUENTOPAMH KIIETOK IPaHyJIE3bl, AKTUBUPYET
colepXalMiicss B HJTHX KIETKaX apoMaTa3Hblii (QEepMEHTATUBHBIM KOMIUIEKC M CTUMYJIUPYET
IpeBpalleHHe aHJIPOreHOB, BbIpAOAThIBAEMBIX KJIETKAMH TEKH, B OCTPOTEHBbI. ApomaTu3alus
aHIPOTEHOB IIOJ JEHWCTBHEM apoOMaTa3HOr0 KOMIUIEKCA, COAEPKAIIEro IUTOXpoM Pyso-okcupasy,
BKJIFOYAET 3 peaKUUU THAPOKCUIMPOBAHUS, KOTOPBIE TpoTeKaroT ¢ yuyactueM O, u HAJIOH.

HenocpeacTBeHHO B KJIETKaX TEKHW CHUHTE3UPYETCS OYEHb HEOOJBIIOE KOJIMYECTBO ICTPOTEHOB.
3HAUUTENbHAsA YaCTh 3CTPOTrE€HOB MPOAYLUPYETCS MyTEM NepupepruuecKOil apoMaTU3alluy aHIPOTEHOB
B JKENTOM Tene, (eToraleHTapHOM KOMIUIEKCE (BO BpeMsi OEpeMEHHOCTH), KOpEe HAINOYEHYHUKOB, B
KHUPOBBIX KIIETKaX, MEYEHH, KOXKE M JPYrMX TKaHfAX, IJe OoOHapyKeHa IOBBILIECHHAs apoMara3Has
aAKTUBHOCTb.

B xierkax rpanys€3pl MOXKET CHUHTE3MPOBATHCS MEHEE AKTHUBHBIM ACTPOTE€H — ICTPOH, a emé

MEHEee aKTUBHBIN 3CTpHOJ 00pazyeTrcs U3 3CTpoHA B KpoBU. B neuenu 17B-3cTpannon HHAKTUBUPYETCS
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B pe3yJibTaTe TUJIPOKCHIMPOBAHUS apOMATHYECKOro KoJiblla Mo aromy yriepoaa C, u oOpa3oBaHUs
KOHBIOTaTOB C CEPHOM WJIM TNIFOKYPOHOBOM KMCJIIOTaMH, KOTOPBIE U BBIBOJISTCS U3 OPTraHU3Ma C KEITYBIO
VI MOYOM.

[TpumepHo 95% UUPKYIUPYIOMKMX B KPOBU 3CTPOTEHOB CBSI3aHO C TPAHCIIOPTHBIMHU OEJIKaMu —
cekc-ropmoHcBsi3biBatommii 6enok (CI'CB) n anpOymuHOM. Bronormdeckold akTUBHOCTBIO 00JamaeT
TOJIbKO cBOOOAHAs (hopMa SCTPOTEHOB.

B nerckoM Bo3pacte He3pesble SIMUHUKH BhIPAOATHIBAIOT HEOOJIBLIOE KOJIWYECTBO TOPMOHOB,
MO3TOMY KOHIEHTpaIUsi 3CTPOT€HOB B KPOBHU HHU3Kas. B myOepraTHbI MepHoj 4yBCTBUTEIBHOCTD
runoTanamo-runoduzapuoit cucremnl k aeiictBuro JII' u @CI' cHmxkaetcs. MMmynbcHas cexpernus
TOHAIOTPOIMH-PWIN3UHI-TOPMOHA YCTAHABIUBAET CyTOUHbIA puTM cekperuu JII' 1 @CI. B navaie
KaXJ10ro MeHcTpyasibHOro 1ukiia cekperus OCI™ u JII' BeI3bIBaeT pa3BUTHE MEPBUYHBIX (DOJITUKYIIOB.
CospeBaromuii GoJTUKYT B Pe3ysibTaTe COBMECTHOro AecTBus JII', cTUMYNIHMpYIOMIEro MPOAYKIIHIO
aHAPOTeHOB KiIeTKaMH Teku, U PCI’, cTUMyIHPYIOLIEro apoOMaTH3aLUI0 aHIPOrE€HOB, CEKPETUPYET 3C-
TPOTEHBI, KOTOpPHIE MO MEXaHW3My OTpHUIATeILHON oO0paTHON cBs3u yrHetaroT cekpenuto OCI.
Konnentpamus @CI' B kKpoBu OCTa€Tcsd HU3KOM €UIE U B PE3yJbTaTE€ TOPMOKEHUS CEKPELUU 3TOrO
rOpMOHA 0€JIKOM MHTHOMHOM, BBIICISCMBIM SHYHUKaMU (puc. 11-43).

ITo w™epe co3peBanus ¢ommmkyna (dommkymaspHas (a3a) KOHIGHTpaIus 3CTpaauosa
MOBBILIACTCS, YYBCTBUTEIBHOCTh TUMO(PU3APHBIX KIETOK K TOHAI0IUOEPUHY BO3PACTAET, U 3CTPAAHOIN
0 MEXaHMU3MYy IIOJIOKUTENIbHOM oOpaTHOW cBsi3u moBbImaeT cekpeuuto JIIT u OCT .IloBbimeHue
cekperuu JII' mpUBOIUT K OBYJSIUU — OCBOOOXKIECHUIO SHULEKIETKA W3 JIOMHYBLIETO (POJUTHKYJIA.
[locne OByJALMHM KJIETKU IPaHyJIE3bl NMPEBPAIIAIOTCA B KENTOE TEJIO, KOTOPOE, IOMUMO 3CTPAIHOIIA,
HAYMHAET BbIpa0daThIBaTh BCE OOJIbIIEE KOJIMYECTBO OCHOBHOTO TOPMOHA JIIOTEMHOBOM (a3pl —
nporectepoHa (mporectuHa). Ecam  Bo3HUKaeT OepeMEHHOCTh, KENTOE TENO MPOJOJDKAST
(GYyHKUIMOHUPOBATh U CEKPETHPOBATH MPOTECTEPOH, OJTHAKO Ha OoJee MO3JHUX ATanax OepeMEHHOCTH
IIPOTECTEPOH B OCHOBHOM NPOAYLUUPYETCSA IUIAUEHTOW. Eciu OminoJOTBOpEHHE HE NPOUCXOIUT,

BBICOKAsl KOHIIGHTpAlMs MPOTecTepoHa B IIa3Me€ KPOBU MO MEXAHHU3MY OTpPHUIATENIbHON 00paTHOM
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CBSI3U YTHETAET aKTUBHOCTh TMMOTAIaMO-TUNO(uU3apHOil cucteMbl, TopMmo3utTes cekpeuust JII' u OCT,
XKENTOE TEJIO pa3pyllIaeTcs, U CHUKAETCS MPOYKLIHS CTEPOUAOB sMUHUKaMu. HacTtynaeT MmeHcTpyauus,
KOTOpas JJIMTCA MPUMEPHO S5 NHEW, Mocjie 4ero HauuHaeT (OpMHpPOBATHCS HOBBIA MOBEPXHOCTHBIN

CJIOW HIAOMETPHS, U BOSHUKAET HOBBIW LIUKII.
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Puc. 11-43. Perynsiuus cekpennu )KEHCKUX MTOJOBBIX TOPMOHOB.
Mexanuzm oelicmeusn u obuonozuyeckue r¢hghexmot Icmpozenos
DCTPOTEHBI CBSI3BIBAIOTCS C BHYTPUKIECTOUYHBIMU PEIENTOPAMHU H, TIOJIOOHO IPYTUM CTEPOUTHBIM
rOPMOHaM, PEryJUpYyIOT TPAHCKPUIIIMIO CTPYKTYpHBIX TeHOB. llpenmonaraercs, 4To 3CTPOTEHbI
UHIYLHUPYIOT CUHTE3 CBbIlIe 50 pa3auyHbIX OEJIKOB, YYaCTBYIOLIUX B MPOSIBICHUHU (HHU3UOJIOTHUECKHUX
3¢ (HEKTOB ICTPOTECHOB.
OCTPOreHbl CTUMYJMPYIOT pa3BUTUE TKaHEH, y4YacTBYIOIIMX B PAa3MHOXKEHUH, OMPEICISIOT

pPa3BUTHE MHOTMX >KEHCKMX BTOPUYHBIX IIOJIOBBIX IIPU3HAKOB, PETYJIMPYIOT TPAHCKPUIILMIO TI'€HA
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peuenrTopa nporectuHa. B morenHoBo (a3e moj AeCTBHEM 3CTPOTr€HOB BMECTE C MPOreCTUHAMU
nposudepaTUBHBIN YHAOMETPUH (AMUTEINI MAaTKH) MMPEBPAIACTCS B CEKPETOPHBIN, TTOATOTABIMBAS €T0
K MMIUIAHTAllMM OIUIOAOTBOPEHHOM siiiliekyieTku. COBMECTHO € MpOCTarjaHIuHOM F,3cTporeHsl
YBEJIMYMBAIOT YyBCTBUTEIIBHOCTh MHUOMETPHS K JEUCTBUIO OKCUTOLIMHA BO BPEMSI POAOB. DCTPOTEHBI
OKa3bIBAIOT aHA0OIMYecKoe JAeWCTBUE Ha KOCTHM M Xpsamu. Jpyrue wmetabonmyeckue 3PEEKThl
ACTPOTr€HOB BKIIIOYAIOT NOAJIEPKAHWE HOPMAIBHOW CTPYKTYPhl KOKM M KPOBEHOCHBIX COCYHIOB Yy
KEHIIMH, CIOCOOCTBYIOT OOpa30BaHHUIO OKCHJIa a30Ta B COCYJaX IIaJKUX MBILII, YTO BBI3bIBACT HUX
pacliupeHre U YCWJIMBACT TEIUIOOTHady. DCTPOTE€Hbl CTUMYJIUPYIOT CHHTE3 TPAHCHOPTHBIX OEIKOB
TUPEOUJIHBIX U MOJOBBIX TOPMOHOB. DCTPOre€Hbl MOTYT MHAYLIUPOBATH CUHTE3 (PaKTOPOB CBEPTHIBAHUS
kposu 11, VII, IX u X, ymensbiats KoHIIeHTpaluio anTutpomOuna I11.

DCTporeHbl OKa3bIBalOT BIUSHUE HA 0OMEH JUMUI0B. Tak, yBeandeHue ckopocTu cuntesa JITIBIT
u Topmoxkenune oopaszoBanus JIITHII, Be3biBaeMoe 3cTporeHaMu, TPUBOJUT K CHUKEHUIO COJIEPKAHUS
X0JIECTEPOJIA B KPOBH.

Oopa3zoeanue npozecmepona

[Iporectepon, oOpa3yromuiicsi IJIaBHBIM 00pa3oM KENTHIM TEJIOM BO BpeMs MEHCTpyalud B
JIOTEMHOBYIO (pazy, CEKpEeTHpYyeTCs Takxke (heTornaleHTapHbIM KOMIUIEKCOM BO BpeMsi O€pEeMEHHOCTH.
B HeOonpmmx KoJaudecTBaX OH BbIPaOATHIBAECTCA ) JKEHIUMH M MY)XUYUH KOPOW HAANOYEYHUKOB. B
bomukynspHON (aze MEHCTPYaJbHOTO LHMKJA KOHIIEHTpAlMs MPOrecTepoHa B IUIa3Me€ OOBIYHO HE
MpeBBINIAET 5 HMOJB/J, a B JIIOTeMHOBOM ¢haze ypenuuuBaercs g0 40-50 Hmoub/n. B kpoBu
IPOreCTEPOH CBS3BIBAETCS C TPAHCIOPTHBIM TJIOOYIMHOM TPAHCKOPTUHOM U aIbOYMHUHOM, U TOJIBKO
2% TOpPMOHAa HAxXOIUTCA B CBOOOIHOI Onosormdecku akTuBHOW dopme. HubdyHaupys B KIETKH-
MUIIEHU, TPOrECTEPOH CBS3bIBAETCA €O cHeuuUUEecKUM SAepHbIM peuentopoM. OOpazyrouuics
KOMIUJIEKC TOPMOH-PELENTOP B3aMMOAEUCTBYET € MNPOMOTOpHbIM YyudacTkoM JIHK u aktuBupyer
TPaHCKpUNLMIO TeHOB. Ilepnosa momypacmnana nmporecrepoHa B KPOBHU COCTaBIseT 5 MHUH. B medyeHu
TOPMOH KOHBIOTUPYETCS € IIIOKYPOHOBOM KUCIIOTOM Y BBIBOAUTCS C MOYOM.

Buonozuueckue y¢pghexmur npozecmepona
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JleificTBUEe mporecTepoHa B OCHOBHOM HAIpPAaBJIEHO Ha PENPOAYKTHBHYIO (PYHKIHIO OpraHu3Ma.
OOpa3zoBaHue MpOrecTepoHa OTBEYAET 3a yBenuueHue OazanpHOW Temmeparypsl Tena Ha (,2-0,5°C,
KOTOpOE€ MPOUCXOAUT Cpa3y IOCIE OBYJSALMU M COXPAHSIETCS Ha MPOTSHKEHUM JIOTEMHOBOM (hasbl
MEHCTpyaJabHOro nukna. [Ipu BBICOKMX KOHIIEHTpAUUAX IPOTreCTEpPOH B3aUMOAECHCTBYET C peLen-
TOpaMH, JIOKQJIM30BaHHBIMH B KIJIETKAaX IIOYEYHBIX KaHAJIbLEB, KOHKYPUPYS TakKUM OOpa3oM C
aJbJIOCTEPOHOM. B pe3ysibTaTe KOHKYPEHTHOIO WMHTHOMPOBAHUSA albJOCTEPOH TEPSIET BO3MOKHOCTH
CTUMYJIMPOBATh peabCcopOLHIO HATPHSI.

[TporecTtepoH MOKeET Takxke oka3biBaTh JericTBue U Ha [IHC, B 4acTHOCTH BBI3BIBATH HEKOTOPHIE
0COOEHHOCTH MOBEICHUS B IPEIMEHCTPYAJIbHBIN TIEPHUO/I.

Pacnag scTporeHoB, mo-BUAMMOMY, IIPOMCXOAWT B II€YEHH, XOTSA INPUPOAA OCHOBHOM MacCChl
IPOJIYKTOB X 0OMEHA, BBIIEISAIOIIUXCS C MOYOM, OKa HE BbIsICHEHAa. OHM 3KCKPETUPYIOTCS ¢ MOYOU B
BUJIE D(PUPOB C CEpHOM WM TIIOKYPOHOBOM  KHUCIOTOM, TPUYEM OCTPUOT  BBIJIEISAETCS
MPEUMYIIECTBEHHO B BHJE TJIIOKYPOHHUIA, a 3CTPOH — 3(upa c cepHoil kucioToil. IIporectepon
CHayaja IMpEeBpaIlacTCs B IEYEHU B HEAKTUBHBIN MPETHAHINOJ, KOTOPBIM SKCKPETUPYETCS ¢ MOUYOM B
BUJIE 3(pupa C TIIOKYpPOHOBOM KHUCIOTOM.

B MemuuuHCKOM TMpakTHUKE MHUPOKOE IPUMEHEHHE TMOJYyYWIA TMPUPOAHBIE TOPMOHBI U

CUHTCTHUYCCKHUC IIPCIIapaThl, 06J1a)1a}onme SCTpOFCHHOﬁ AKTUBHOCTBIO, KOTOPBIC B OTIMYHUC OT IICPBLIX

('32H5 CoHs
l
HOQ-? c@w HO@Q- c~©or«:
|
CoHs CyHs
JTerarermeTer mRA3CTNN Cuuartnan

HE paspyllaloTCi B IHIIEBAPUTENBHOM TpakTe. K CHHTETHYECKMM JCTPOr€HaM OTHOCATCS
JUATUIICTHIIBOACTPOII M CUHACTPOJ, ABIISIOIIMECS IPOU3BOAHBIMU YIVIEBOJOPO/1a CTHIILOCHA.
Oba »TuX mpemnapara ¥ psAJ JIPYrHMX MPOU3BOAHBIX CTUIHOEHA HAILIM TaKXKe NMPUMEHEHHE B

OHKOJIOTUYECKOU IMPAKTHUKE: OHHU TOPMO3AT POCT OITYXOJIN HpClICTaTCHBHOﬁ KCJIC3BI.
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TI'OHAJOTPOIIHBIE 'OPMOHBI T'HITODPHU3A,
CTUMYJIMPYIOUIUE CUHTE3 U CEKPEIUIOITIOJIOBBIX TOPMOHOB

doymukynoctumyaupyronmuii - ropmon  (OCIY) u  motenHusupyronmid  ropmon  (JIIN)  —
TOHAJIOTPOIHBIE TOPMOHBI THnodu3a. [IpencrapnstoT coO0M TITMKOMPOTEUHBI C MOJIEKYJISIPHON Maccoi
oxouio 30 x/I, cocrosimume u3 a- u B-cyoreauHutl. o-CyOobequHUIBI cofepKaT 92 aMUHOKHUCIOTHI U JIBE
OOKOBBIE YIJIEBOJAHBIC IIEMU M HUIACHTUYHBI O-CyObeAuHHIE TUpeoTponuHa. [-CyObenuHUIIbI
WHJIUBUAYAJIbHBI JJIs1 KQXKJI0T0 TOPMOHA.

Pezynayusn cexkpeyuu OCI u JII

OOpazoBanue © OCBOOOXAEHHME OOOMX TOPMOHOB CTUMYJIUPYETCS THIOTAJIaMUYECKUM
JEKAenTHI0OM —  TOHAJOTPONUH-PUIIM3UHI-TOPMOHOM,  CEKpELUHs  KOTOPOro  MPOUCXOJUT
AMU30UUYECKH, YTO B OCHOBHOM U OIPEAEIISIET UMIYJIbCHBIN XapakTep cexpeunu JII' u OCT'.

VY KEHUIUH 3CTPOreHbl U MPOreCTEPOH M0 MEXaHU3MY OOpaTHOM CBS3M BIMSIOT HA cexkpernuto JII
u OCI" kak Ha TUTIOTAJIAMHYECKOM, TaK M Ha TUIO(U3apPHOM YPOBHE.

Y MyX4UH TECTOCTEPOH M JCTpPOreH, oOpa3oBaHHbIA B kieTkax Jleiiaura m B mpoiecce
MeTabonn3Ma TECTOCTEpOHA, OJIOKUPYIOT IO MEXaHW3My OOpaTHOM CBSI3M CHUHTE3 U CEKPEIHIO
roHagoNuOepuHa W TOHAJOTPOIHBIX TOPMOHOB rumnogusza. Kpome 3Toro, kiaeTkamMu TrpaHyJe3bl
dbommukynoB u kietkamu Ceproim BblpabaTbiBaeTcss O€NOK HWHTUOMH, KOTOPBIM TOPMO3UT
runopuzapuyio cexkpeunro OCI.

[Tepuoa nonyxuzuu OCI" cocrasusier npumepHo 150 mun, a JII' — 30 muH.

Mexanusm oeiicmeusn u Ippexmot OCI" u JII'

I'onagotponabie Topmonbl JII' 1 @CI' cBsa3piBatoTCs ¢ pernentopamMud Ha MeMmOpaHax CBOMX
KJIIETOK-MUIIEHEW B SIMYHUKAaX M SAYKaX, B PE3yJbTaT€ YEro NPOUCXOAUT AaKTUBALIMS
aJleHUNATIUKIa3HOW cuctembl. OOpasytomuiics HAM® akTuBHpyeT NPOTEMHKWHA3Y, KOTOpas
bochopunupyer 6enku, onocpeayromiue d3pdexts JII' u GCI.

VY SKEeHUIUH JTIOTEUHU3UPYIOIIUA TOPMOH CTHUMYIUpPYET oO0pa3oBaHHE MPOTrecTepoHa KIETKaMH

XKENTOro Tena, y MYXYHH — CHHTE3 TE€CTOCTEPOHA MHTEPCTULHAIBHbIMU KieTkamu Jleinura. OCIT
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YCKOpPSIET pa3BUTHE (DOJUIMKYJIOB B SIMUHMKAX M OOpa30BaHHWE SCTPOTEHOB, ACUCTBYS Ha KIIETKU

Ceproiy, 3ammycKaeT mporecc CrepMaToreHesa.
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