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B yueOHHMKE pacCMOTPEHBI OCHOBHBIC TIOJIOKEHHUS OWOJIOTMYECKOW XHWMHHU.
[IpuBeACHBI CBEJCHHUS O CTPYKTYpE M CBOMCTBaX OWOMOJCKYJ, OHMOIHEPreTHKE,
MOJICKYJISIPHBIX OCHOBax (PU3UOJOTMYECKMX (YHKIMHA OpraHu3Ma. PaccMoTpeHbI
OMOXMMHYECKHE OCOOCHHOCTH BaXKHEHIIUX OpraHoB W TKaHeH. M31moKeHbI
COBpPEMCHHBIC TMPEJCTABICHUS O MOJICKYJISIPHBIX OCHOBAaX HAapyIICHHW TPU DSe
[TaTOJIOTHYECKUX COCTOSIHUN U OOJIC3HEM.

Y4eOHUK TmpeAHa3HadYeH Juis OakalaBpOB MEIUIMHCKUX BBICIIUX YYEOHBIX

3aBeJCHUN.



BBEJIEHUE

[IpennaraeMblii  y4eOHMK TIOCBSIIEH K  PacCMOTPEHHUIO  BOIPOCOB
(YHKIMOHATBHON OMOXWMHUHM, a MUMEHHO BOIPOCOB MOJEKYJISPHOW OMOJOTHH H
OMOXHMMHUIO OTACTHHBIX OPTaHOB U CHCTEM OpTaHH3Ma.

MonexyssipHast OMOJIOTHSI B IIMPOKOM CMBICIIE — 3TO 00JacTb OMOJIOTHH,
U3ydaloias BaXHEWINE SBICHHS >KA3HEACATEIBHOCTH — HACJIEICTBEHHOCTD,
U3MEHYMBOCTb, POCT, DAa3BUTHE, JABWXKEHHE, OOMEH BELIECTB U HHEPIHUH,
YyBCTBUTEIBHOCTb, UMMYHUTET M JIp., HA YPOBHE MOJIEKYJSPHOTO CTPOEHUS
*KHUBOU cucTeMbl. CyIIecTBOBaHHE >KUBOW CHUCTEMBI OOYCIIOBICHO MOCTOSHHBIM
B3aMMOJICHICTBHEM NPAKTUYECKH BCEX COCTABISAIOIIMX €€ XMMHYECKHX BEIIECTB.
Bce aTu peaknuu cTporo ymnopsIo4eHbl M, B 3aBUCHUMOCTH OT YCIOBHUM U
noTpeOHOCTEeH OpraHnu3Ma, MoJABEPraloTCsl HACTPOUWKE U peryaupoBke. Pemaromas
pOJb B OpraHW3alM{ ATHX TPOLECCOB MPHHAMISKUT ABYM KiaccaM OOJBIIMX
MOJIEKYJT — O€JIKaM M HYKJIEHHOBBIM KHCIIOTaM. DTHU OHOMOIMMEPHI U SBISIOTCS
WHPOPMALMOHHBIMA MOJIEKYJIaMH U CIIYy’KaT TJIABHBIM OOBEKTOM HCCIICIOBAHUS
MOJICKYJIsipHOW ~ Omosorun.  [loaToMy ~ OOBIYHO  TMOJX  MOJICKYJISIPHOH
Ouosorneinoapa3yMeBal0T  KOMIUIEKC OMOJIOTMYECKUX HAyK, H3y4aroluit
MEXaHU3Mbl XpaHEHHUS, Mepelaud U peanu3alii T'eHETUYeCKOW uHopMmauuy,
CTpOE€HHE U (PYHKIMH HEPEryJsipHbIX OMONOIMMEPOB — OEJIKOB M HYKJIEHMHOBBIX
KHCJIOT.

OyHKMOHANBHAS OHOXMMHUS — 3TO pa3ien OHOXUMHUH, H3y4aroIlnui
XUMHYECKHE TPEBpAIICHUs, JISKallue B OCHOBE (YHKIIMHA OpPTaHOB, TKaHEH M
opranu3Ma B 1enoM. OHa WH3y4aeT OCYIIECTBICHHWE OpraHaMH U TKaHAMHU
cnenn(uIeCKuXONOXUMHIYECKIX (GYHKIHN; CTPYKTYPHO-()YHKITHOHAIBHYTO
KOMITAPTMEHTAIM3AIMI0 ~ MHUHTETPAMI0  OMOXMMHUYECKHX  MPOIECCOB B
OpraHu3Me;0MOXUMHUYECKUE MEXaHU3Mbl PEryJILUN MPOLECCOB,IPOTEKAIOIIUX B
OpraHax W TKaHSX W OpraHW3ME BIEJIOM, M WX HWHTETPAIUI0;0MOXUMHUUECKUE
opolecchl,  00ecCHeunBaIOIIMENOIEP)KaHUEe  TOMEocTa3a M aJalTaluio
opranumzMa.llo cytu ¢QyHKIMOHANbHAS OHOXMMUS SBISETCS OCHOBOM s

IIOHUMAaHUs TCUYCHUA (I)I/ISI/IOJIOFI/I‘ICCKI/IX peaKuHﬁ CHCL[I/I(I)I/I‘IHI:IX JJIs1 OTACIIBHBIX
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TKaHEW ¥ OpraHoB, T.¢. (YHIAMCHTAIHLHOW OCHOBOW (U3HOJIOTHH U, B
ompenenéHHON Mepe, MaTOIOTHYECKON (PU3UOTIOTHH.

CTyneHThl MEAWKH JOJDKHBI TIOMHHTH, YTO B HACTOSINEE BPEMS WMEHHO
MOJICKYJISIpHAsT OMOJIOTHS SBIISICTCS JIOKOMOTHBOM Pa3BHTHSI OHOJIOTHYECKOH U
MeIUMUMHCKOWM Hayku. E€ Teopernueckue pe3ynabTaThl YK€ JErJd B OCHOBY
PEBOJIIOLIMOHHBIX COBPEMEHHBIX TEXHOJOru. MMeHHO €€ ycClexu NpHuBEId K
MOSIBJICHUIO TaKUX METOJOB, KakK TEeHHas WHXXEHepusa, KIOHHPOBAHHUS,
HMCKYCCTBEHHAsl DJKCIIpecCHsi M HOKayT TeHoB. OHa TMpuBelIa K MOSBICHUIO
MOJIEKYJISIPHON TEHETHKU, MPUYEM IPUBJICUCHUE BBIYUCIUTEIIBHOW TEXHUKH NS
aHanM3a TeHeTHYecKol nH(opMaly, MPUBENO K MOSBICHUIO TAKUX COBPEMEHHBIX
HamnpaBJICHWH, Kak OMonH(opMaTHKa, TCHOMUKA W TIpoTeoMuka. DyHKITMOHATEHAS
Onoxumus, Oy Iydn OHOXUMHEH OTAEITBHBIX OPTAHOB M CHCTEM OpPTaHHU3Ma, CITYKUT
JUI  TIOJTHOTO TIOHUMaHWs (YHKIIMOHMPOBAHWS OpraHW3Ma H MEXaHHW3MOB

Pa3BUTHA IATOJIOTHYCCKUX ITPOLCCCOB.



Yacrbl.
MOJIEKYJISIPHAS BUOJIOI'USI

I'naga 1.
OPT'AHUBAIIUA U PEIVIMKALIMASA JHK

Hyxnennosbie kucaorei: JHK, PHK. OcHOBHBIE HYK/ICOTHIBI
KJIeTKH. B KaXIOM XHBOM OpraHW3Me TPHCYTCTBYIOT 2THIA HYKICHHOBBIX
kucnot: pubonykinennoBas kucinora (PHK) u nezokcupubonykienHoBasi Kuciaora
(JTHK). Monexynspaas macca caMOil «MaJIeHbKOW» M3 M3BECTHBIX HYKIEHHOBBIX
kucinor — TpancnoptHoii PHK (TPHK) cocraBmser mpumepno 25x/[. JAHK —
HauOoJsee KpyImHas IoJIMMEPHAs MOJIEKyJia, e€ MOJIEKYJIIpHasi Macca BapbUpyeT OT
1000 mo 1000000 xJ. AHK u PHK cocTosST u3 MOHOMEpPHBIX EAWHHI] —
HYKJICOTHIOB, MTOSTOMY HYKJIEHHOBBIE KHCIIOTHI Ha3bIBAIOT IOJIMHYKICOTHIAMHU.
Hanpumep, Bupyc xuBotHOro SV40 comepxur 5,0010° HyKI€OTHIIOB M 5 TEHOB; B
T4 Gaxrepuodare 2,0+10° nykreornnos i 200 remos; B E. coli4,6¢10°mykneornion
1 4600 TEHOB; B raruIOWAHON KieTke uemoBeka 2,810° HykieotuaoB U 30000-
40000 renoB. Cnenyer ckasarb, 4TO CIIEPMATO30MAax yeioBeka coaepxurcsa 60%
JHK, B comarnueckux knerkax — 1-10% (B mbiax — 0,2%) JIHK, BHesaepHas
HHK cocraBasier 1,3%. Conepkanne PHK B kierkax mpeBwIlaeT cojep:kaHue
JHK B 5-10 pa3a, B kjeTKax ¢ BEICOKHM cHHTe30M Oenka cooTHomenne PHK/JTHK
cocrapisieT 4-10, co cpenneii maTeHcMBHOCTRIO — 0,3-2,5. B sykapuoTudeckux
kierkax 11% PHK noxammzoBano B siape, 15%-B muroxonmpusix, 50% — B
pubocomax u 24% —B muroruiazme. B tabimie X mpejcTaBiieHbl 0COOCHHOCTH

JIHK u PHK.

Tunst HK | M.m. S % JIOKQJIN3ALNs byHKIUS
JHK 10™ - 97-99% Snpo Xpanenue u
1-3 MuToxonapun nepenaya
HACIIeICTBEHHOM
nHpopMau
MPHK | 4x10*- | 6-25 25% slapo, Iepenaua
1,2x1 0° LUTOIIa3Ma HACJICICTBEHHOM
nHpopMau
TPHK 2.5x10% 4 15% [uromia3ma, AKTUBU3ALNS
pUOOCOMEI, AMHHOKHCJIOT U MX




MHUTOXOHIPUN TPAHCTIOPT
pPHK 0,7x10° 18 80% pUOOCOMBI CuHre3 Oernka
1,5x10° 28
0,6x10° 16
1,1x10° 23
4,0x10* 5
rMsaPHK 2,5- 4-8 HesnauutensHoe | Sapo, yacTuiiel | AKTUBH3ALINS TCHOB
5x10* KOJHUYECTBO PHII

O nokanu3aluy ¥ KOJWYECTBEHHOM COJCPKAHHUU HYKJICHHOBBIX KHCIJIOT B
KJIETKaxX TMOJIy4eHbl ompeseNéHHbIe AaHHble. J[OKa3aHO, YTO KOJMYECTBEHHOE
comepxanve JIHK B knerkax OJHOrO M TOro K€ OpraHU3Ma OTJIMYAETCS
YIUBUTEIBHBIM TIOCTOSHCTBOM M HMCYHUCISETCS HECKOJIBKUMH MHKOTpaMMaMH,
OJIHAKO B KJIETKAaX Pa3HbIX BHUJOB JKUBBIX OPraHM3MOB HMEIOTCS CYIIECTBEHHbIE
KoJIn4ecTBeHHbIE pasnuuus B conepxanun JJHK. Xopomo u3BectHO Takke, 4TO
JHK mnpenMyIiecTBEHHO COCpEIOTOYE€HAa B sApe, a B MUTOXOHIPUSAX U
XJIOPOILIACTaX COJCPIKHUTCA TOJBKO HEeOOJbINoN mporeHT kierounor JIHK. O
konudyectBe PHK HeT TOYHBIX MaHHBIX, MOCKOJBKY COJAEpXkaHuE €€ B pPa3HBIX
KJIETKaxX B 3HAUUTEIILHOW CTETIEHU ONpPEeNsieTCss MHTeHCUBHOCTRIO CHHTE3a OerKa.
Ha nonro PHK npuxoautcst okosno 5-10% ot obmieit maccsl kieTku. CoBpeMeHHas
Kjaccupukanus pasinyHbiX TUNoB kierouHod PHK ocHoBbIBaeTcst Ha AaHHBIX

tonorpadun, GyHKIIUU U MOJICKYJISIPHON MacChl.

Ilepeuunan cmpykmypa. Ilox TIEpBHUYHON CTPYKTYpOH HYKIIEHMHOBBIX
KHCIIOT MMOHUMAIOT MOPSJIOK, MOCJIEI0BATENLHOCTD PaCTOIOKEHUS
MOHOHYKJIeoTH0B B mnonuHykineorugHo wnemn JHK u PHK. Takasa nens
crabmwmsupyetcst 3',5'-pochoamddupusiMu cBs3aMU. [10CKOIBKY MOJEKyIsIpHAs
Macca HYKICHHOBBIX KHCIOT Konebercs B mupoknx mpeenax (ot 2¢10% 1o 10%-
10", YCTaHOBUTH MEPBUYUHYIO CTPYKTYpY Beex m3BecTHhIX PHK 1 ocobenno JTHK
BeChbMa CIIOKHO. TeM He MeHee BO BCEX HYKJICHMHOBBIX KHUCIIOTax (TOYHee, B
OJIHOIIETIOYEYHON HYKJIEMHOBOW KHCJIOTE) MMEETCSl OJIMH M TOT € THIl CBA3H —
3',5'-dochonmadupHas CcBA3p MEXAY COCEAHHUMH HYKJICOTHAAMH. Ty OOIILYIO

OCHOBY CTPYKTYPBI MOKHO MPEJCTABUTH CICIYIONINM 00pa3om:



PacnoJiokenue MOHOHYKJ/ICOTH/10B B
HOJ'll/lHyKJ'leoTl/l)]HOﬁ nenu

-0 rpyome orerTemyIT 8 AHF) .
Femomen

VYcTaHoBIEHO, YTO B O0Opa30BaHMM MEXKHYKJICOTHIHON CBSI3M YYacCTBYIOT
TUAPOKCUIIBHBIE TPYIIIHI B 3'- U 5'-110JI0KEHUSIX OCTATKOB YIJIEBOJIA.

K HacrosimeMy BpeMeHH YJaloCh OIPEAETUTh TMEPBUUYHYIO CTPYKTYPY
noutu Bcex TPHK, psga monekyn 5S pPHK, 16S pPHKE.coli, Bupycusix PHK, B
COCTaB KOTOPBIX BXOJAT COTHM M THICAYM HYKJICOTUAHBIX OCTaTkoB. Hipke
MPUBOJUTCS MPUMEPHAsi CXeMa IMOCIIE0BATETLHOCTH HYKJIEOTHUIOB B MOJIEKYJIE
PHK. Bce kmerounsle PHK B OCHOBHOM COCTOSAT M3 OAHOLENOYEHHOMN
MOJIMHYKJIEOTUAHOM LIeTIn:

S5-I'-Y-I'-I-A-A-..-Y-II-I-II-11-A-3'

[Momuuyxneorunnaa uens moiekynsl PHK mMeer Ha ogHOM KOHIIE MOYTH
Bcerna cBoOOIHbBIN MOHO(OCOPHBIH 3(hup, KOTOPHII NPUHATO 0003HAYATH KakK S'-
KOHEIl; Ha MPOTHUBOIOJOKHOM KOHIIE IENH Takoi ¢ocdar OTCyTCTBYyeT, a
COJICPXKUTCS HYKJIEOTH/T CO CBOOOTHBIMU 2'- U 3'-THJIPOKCUIILHBIMU TPYITIaMH.

Crnenyer ocob0 ykas3aTh Ha JB€ CYIIECTBEHHbIE OCOOCHHOCTH IMEPBUYHOMN
ctpykTyps! Bcex TPHK. [lepBast u3 HuX 3axirouaercs B TOM, 4TO 5'-KOHIIOM Bcerja
ABIISICTCA TyaHWIOBass (peAKO LUTHIWIOBAs) KHCIOTa, Hecylas CBOOOIHBIN
ocratok (ocara y C-5'. Bropas 0coOOEHHOCTh — HAJIMYKME Ha MPOTHBOIOJIOKHOM
KOHIIE  MOJIEKYJIbl ~ OCTaTKOB  TpEX  MOHOHYKJIEOTHIOB C  OAMHAKOBOH
nociuenoBarenbHOCThIO0 — LA, mpuuém ocTaTok aJleHUJI0BOM KUCIOTHI CONEPKUT

cBoOoHYy10 3'-OH-rpynmy.



B nocnennee Bpems o nepBuuHoit crpykrype JHK (Tounee, oTaenbHbix €€
(¢parMeHTOB) CyOST TO pAIy KOCBEHHBIX [aHHBIX, HalpUMeEp, IO CTENEHH
CIUIOYEHHOCTH HYKJICOTHAHBIX 3BeHbeB B MoJiekyne JHK (onmpenenenune cBomutcs
B KOHEYHOM CUYE€T€ K BBISICHCHHIO YHUCIIAa M CTPYKTYPBI OTACIBHBIX (pakiuit
HYKJICOTU/IOB, TaK Ha3bIBA€MbIX M30IUIMTOB), TAKXKE MO KUHETHUKE peaccolHaluu
JHK (metrox mo3BOJISIET BBISICHUTH HAJIMYHE B MOJIEKYJE MOBTOPSIOLIMXCS
nocnezoBareabHocTell HykiaeotunoB). O mnepBuunoit crpykrype [JHK cymsr,
KpOME TOro, MO pacHpeieseHHI0 MHUHOPHBIX OCHOBAaHUI (MMEIOTCS IaHHBIE O
CYIIECTBOBaHUHU MOJJOOHOI 3aKOHOMEPHOCTH).

Bmopuunaa cmpykmypa. B cootBerctBum ¢ Mozenbto Jx. Yorcona u @.
Kpuxa, mpeanoxxenHoit B 1953 r. Ha oCHOBaHUM psifia aHATUTUYECKUX NAaHHBIX, a
TaK)Ke PEHTreHOCTPYKTypHOro ananuza mosekyia JIHK cocrout u3 nByx nemew,
00pa3ysl MpaBOBPAIIAIOIIYIO CIHPab, B KOTOPYIO 00€ MOJUHYKICOTHIHBIC IIEMH
3aKpydeHbl BOKPYT OJHOM M TOH k€ OCH. YAEpKMBAIOTCS Ienu Oyaromaps
BOJIOPOJTHBIM CBSI35IM, OOpa3yIOIINMCS MEXKy X a30THCTHIMUA OcHOBaHUsMH. O0e
Uenu TOJUHYKICOTHIOB B OucnupansHoii monekyie JHK wumeror crtporo
ONPEJEIIEHHOE IPOCTPAHCTBEHHOE pACIIOJIOKEHHE, IIPU KOTOPOM a30THCTHIE
OCHOBaHMS HAaXOJATCA BHYTpH, a (ochopuibHbIE U YIIEBOJHBIC KOMIIOHEHTHI —

CHapyXH.
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Cxemarudeckoe nzoopaxkenue aporiHon crmpanu JJHK. a - mo Yorcony u
Kpuky : ¢ - ocTaTtok 1e30KCHpHO03bI, P - 0OCTATOK POCPOPHON KHCIOTHI; O - A-

tdopma JIHK; B - B-popma JTHK.

O6e nenu B monekyne JIHK uMeroT mpoTHBOMOIOKHYIO MOISAPHOCT. ITO
03HayaeT, YTO MEKHYKIICOTUIHAS CBSA3b B OJJHOM IIETI UMEET HalpaBieHue 5'—3',
a B gpyroi — 3'-5'. IlomoOHasi HampaBIeHHOCTh IENEH WMeEeT BaKHOE

Ouosornyeckoe 3HaYeHUE NP PeIUIMKAIUK U TpaHckpunimu mojiekyis JJHK.

Bce ocnoBanus ueneit [JHK pacnosnoskeHel BHYTpH JBOMHOHM criupainu, a
neHro3odocdaTHplii  ocToB  —  cHapyxku. [lomuMHYKI€OTHIHBIE — LIETH
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YAEPKUBAIOTCS OTHOCUTENIHO APYr Apyra 3a CYET BOJOPOJHBIX CBSI3EH MEXKIY
KOMIUIEMEHTApHBIMU ~ IIYPUHOBBIMM W NHPUMUAMHOBBIMH  A30THUCTBIMHU
ocoBaumssMd A u T (aBe cBs3m) u mexay I u L (tpu cBs3m). Ilpu Ttakom
COUYETAaHUH KaXKAasrapa COAEPKHUT MO TPU KOJbIIA, TO3TOMY OOIINI pasMep 3TUX
IIap OCHOBAaHUI OJMHAKOB II0 BCEH AJIMHE MOJIEKYJBl. BonoponHele CBs3U IpU
JPYTHX COYETAaHHUSIX OCHOBAHMU B Iape BO3MOXKHBI, HO OHU 3HAYUTENBHO ciabee.
[TocnenoBarensHOCTh HYKJICOTHIIOB OJHON IIEMH TOJIHOCTHIO KOMILIEMEHTapHa
MIOCJIEZIOBATEIBLHOCTH HYKJIEOTHIOB BTOpOM Lenu. KomiuieMeHTapHblE OCHOBaHUS
VIOXEHbl B CTONKY B CEpALEBUHE CcHOUpadd. Mexay OCHOBaHUSMU
JIBYXIIETIOYEYHOM  MOJIEKYyJbl B CTONKE  BO3HUKAOT  I'MIpopoOHBIE
B3aMMOJICHCTBUS, CTAOMIIM3UPYIOIIUE [ABOWHYIO CHOHMpanb. Takas CTpyKTypa
UCKJIIOYAeT KOHTAKT a30TUCTBIX OCTAaTKOB C BOJOW, HO CTOINKa OCHOBAaHUN HE
MOXeET OBITh aOCOJIOTHO BepTUKaNbHOW. [lapbl OCHOBaHMIA cierka CMEIICHBI
OTHOCHTEIIBHO JIPYT Apyra. B 00pa3oBaHHON CTPYKType pa3IuyaroT ABe OOPO3IKU
— OOJbIIyI0, IMUPHHOW 2,2 HM, W Mallylo, IUPHHOH 1,2 HM. AB3OTHCTBIC
OCHOBaHHMS B 007acTh OOJBIIOW W Malloi OOpPO3MOK B3aWMOJIECHCTBYIOT CO
cnenuduyeckuMy OeIKaMH, YYacTBYIOIIMMHM B OpraHM3allid  CTPYKTYpPbI
XpOMaTHHa.

JHK moxet hopMupoBath HECKOJIBKO THUIIOB JIBOMHBIX criupaneit (okoo 6,
or a 10 E u Z ¢opm. OHu paznuyaroTcs YMCIOM Hap a30THCTHIX OCHOBAHMUH,
NPUXOAAIIMXCS Ha OJIMH BUTOK JIBOMHOW CHOUpPAd; PAacCTOSHUEM MEXIY
MJIOCKOCTSIMM Tap OCHOBAaHMUW, KOTOPBIA OHM O0Opa3ylOT € OCBIO CIUPAIH:

JIMaMETPOM CIIUPAJIHM U HAIIPABJICHHOCTHIO (IpaBasi UJIU JieBasi) IBOMHON CIIMpaIu.

Tun  3axpyuen- Yucno nap Paccrosuue  [luamerp
HOCTB CMH- OCHOBaHHi MeXJly IUIO- CNHMpanH
panu Ha BHTOK  CKOCTAMH OC-

HOBaHHIl
A [Tpasas 11 0,256 um 2,3 um
B IMpasas 10 0,338 uM 1,9 um
z Jlepas 12 0,371 oM 1,8 oM

Hexoropele u3 3tux ¢Gop™m nepexoisT ApYyr B Apyra NpH W3MEHEHUH MpU

HN3MCHCHUHU KOHICHTpAalKWU COJHU WU CTCIICHU THApaTalluu. B (I)I/I3I/IOJ'IOF NYCCKHUX
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YCIOBHSIX OHAa HaxomuTcs B B-dopme, mpaBoBpamaromascs, mar ero CITHpalu
cocraBigeT 3,4 HM, BUTOK cozaepkuT 10 map Hykineotunos. [Ipu Gonee BHICOKOM
COJIEpKaHMHU COJICH M MeHee TuapaTupoBaHHON (hopme mepexoaut B A-popmy, C-
E-bopMbr  BBISIBIEHBI B JKCHEepUMEHTaX. Z-popma, JeBOBpaIIaroIIascs,
3urzaroo0OpasHasi, y4acTByeT B PETyJsILIMU KCIPECCUU T'€HOB, peBepcus ero B B-
bopMy MOXKET TPOHUCXOAWTH TPU TOTEPE METWIBHOW TPYNIHUPOBKH 5-
J€30KCUMETHILUTHINHA.

I'enernueckass uH(OpMaIMs, 3aKOJUPOBaHHAs B IMOCJIENOBATEIbHOCTU
HYKJICOTHIOB, CIY’KUT CJEIYIOIIUM IeNsM: HeoOXOoauMa Ui CHHTe3a OeTKOBBIX
MOJIEKYJ U obecreunBaeT nepeaayy camoil ceds psay KJIETOYHBIX MOKOJIEHUH U
MOKOJICHUN OpraHu3MOB, T.€. CIYXUT MaTpuued [UIsi TPaHCKPUILUU U
peruikauuu. KomruiemeHTapHOCTh Leneil ABoiHOM crniupanu YorcoHa U Kpuka
MpeAroiaraeT MmoJIyKOHCepBaTUBHBIN criocol peruukanun JJHK.

B ormmmune or /IHK, PHK comepxxut prbo3y; U3 a30THCTHIX OCHOBaHMMI
aZIeHWH, TYaHWH, UMTO3WH, Ypalwi; OAHOLENOYHAsl, KOMIUIEMEHTapHa TOJBKO K
onnoit e JJHK u coxepxanue ryannHa He 00sI3aTENbHO PAaBHO IUTO3HMHY,
ypauuia — K aeHHHY; MOKET MAPOJU30BaTHCS MO BO3JIEHCTBUEM IIEJIOUEH 10
2-3-IUKJINIECKUX TUI(HUPOB MOHOHYKIICOTH/IOB U TTO3TOMY JIJISl TUATHOCTHUYECKUX
nesnel Oonee BbIrogHa. Bce OHM BOBIEueHBI B CHHTE3 O€Ka, pa3IHyaroT
Heckonbko BuaoB PHK. Wudopmanmumonnas (MPHK) sBnsercs nanbonee
TeTePOreHHON B OTHOIICHUH Pa3MEpPOB U CTAOMIBHOCTH, SBIISICTCS NEPEHOCUUKOM
WHPOPMALIMU OT T€Ha K OENOK-CHHTE3MPYIOUICH CHCTEME KIIETKH, T.C. MaTpPHIIBI.
Haxopsimuecss B mutomnasme 3penbie mMoliekyiasl MPHK wHe saBnsroTcs momHOM
komuel TpaHckpubupyemoro ydactka JIHK. HemporeccupoBanHBIe TPOAYKTHI
TPAHCKPHIIIIUK, HaXOJIIMecs B SApax KIETOK MIIEKOIUTAIONMX, 00pa3yloT
rsPHK.

[IpocTpancTBeHHYIO CTPYKTYpY JI0ObIX TPHK, He3aBucHMO OT pazmuuuii B
MOCJIEJIOBATEILHOCTH  HYKJICOTUIIOB, OIMCHIBAIOT YHUBEPCAIHHOW MOJIENbBIO
«kneBepHoro nucra». B xaxmoit monexkyne TPHK ects yuacTkum uemnu, He

yYacTBYIOLIIE B OOpa30BaHUM BOJOPOJHBIX CBS3eH MEXAY HYKICOTHIHBIMU
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ocrarkamu. K HHM, B YacTHOCTH, OTHOCST YYacTOK, OTBETCTBEHHBIM 3a
CBS3BIBAHME C AMHUHOKHUCIOTOM Ha 3'-KOHIIE MOJIEKYJBl WU aHTHKOJOH —
cnenu(UIeCKuid TPUTUIET HYKJICOTHI0B, B3aNMOICHCTBYIOIINI KOMIUIEMEHTAPHO C

komounom MPHK.
YyacTor 3"
S,
{52, ~y

G [cEROCYRAOMNOEREA
MevTna, ror naTns
CONSpHaLLLER
AT WY A

| Ly LY Hotasounan
.&{ L CHar N / neTns
CTH; i 3

Mupsanarmpan Mygsar CHy

¥
MeTns, — ZAJAITS
COMEAELLLER

B AaHTIKOO0H AHTUMKOOO0H

B cocraB mykneotunoB TPHK BxonmsT MuHOpHBIE OCHOBaHUS (B CpeIHEM
10—12 ocHoBanmii Ha Moiekyny). OHH TPEACTaBICHBl METHINPOBAHHBIMU
OCHOBaHHUSIMU, M30MEpPaMH M aHAJIOTaMHU MUPUMUAMHOB. MUHOpPHBIE OCHOBAHMS
BBIONHSIOT 2 ¢yHkuu: oHu jJenator TPHK ycroitunBeiMu k nelicTBUIO HyKiIeas3
LUTOIJIA3Mbl U MOAJEPKUBAIOT ONPENEIEHHYIO TPETUUHYIO CTPYKTYPY MOJIEKYJIBI,
TaKk KaKk HE MOTyT y4YacTBOBaTh B O0Opa30BaHMM KOMILJIEMEHTAPHBIX Map, W
IPEMSITCTBYIOT CHOUPAIM3alUy OIpPENEIEHHBIX YYacTKOB B IOJMHYKJIEOTHIHOMN
nocnegoBareiabHocTd TPHK.

HezaBucumo ot tuma PHK cuHTe3upoBaHHBI B KJIETKE MPOIYKT
TPaHCKPUIILIMKA BCErJa MpPEACTaBIEH €IUHCTBEHHON LIENbI0, YIIAKOBAHHOM BO
BTOPUYHYIO CTPYKTYpY HE cllydyailHO, a B coOTBeTCTBUM ¢ mnporpammoit JTHK.
[Mockonpky B cocrae PHK mmerorcss cBoOOmHBIE 2'-OKCHTPYMITBI pUOO3BI, HE
CBSI3aHHBIE CO CTaHJApTHHIM KpHK-YOTCOHOBCKMM CIIapUBaHUEM a30THUCTBIX
OCHOBaHMH, TOSABISIOTCS  JONOJHHUTENBHBIE  BO3MOXKHOCTH  00pa3oBaHUS
BTOPUYHONW M TPETHUYHOH CTPYKTYD, COJIEPKAIMX BBIMYKIOCTH, IIMUIBKH, WIH

KpectooOpasHble cTpyKTypbl. OcoOeHHocTH cTpykTypbl TPHK wnmeror mpsmoe

OTHOUIEHHE K [IPOLIECCY TPAHCIIALUU.
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TpemuuHaa cmpykmypa. Kaxnas monekyna JIHK ynakoBaHa B OTaenbHYIO
XpOMOCOMY. B TUIIIONIHBIX KJIeTKax delloBeka cojepxkutcsa 46 xpomocom. O01mas
nmHa JIHK Bcex xpoMocom kieTku cocraBiger 1,74 M, HO OHa yrakoBaHa B sipe,
JUaMeTp KOTOPOTO B MUJUTHOHHI pa3 MeHbie. YToOwl pacnonoxuts JJHK B sape
KIETKW, JOJDKHA ObITh CHOPMHUPOBaHA OYEHb KOMIIAKTHAas CTPYKTYpa.
Kommnakruzanus u cynepcnupanuzauus [JIHK ocymectsisoress ¢ moMousio
Pa3HOOOpPa3HBIX 0enKoB, B3aUMOJCHCTBYIOIIUX C onpeaeIEHHBIMU
nocnenosarenbHocTsiMu B crpyktype JHK. Bcee cBsaspiBatonmecs c¢ JHK
SYKapHOTOB OEJIKK MOKHO Pa3AeuTh HA 2 TPYIIbl: THCTOHOBbIE M HETMCTOHOBbIE

Oesxu. Kommnexe 6enkoB ¢ ssaepHoit JIHK kneTok Ha3bIBalOT XpOMAaTHHOM.

Flias s s i
welmoTon K

ST

atpa
ag ool K

XpomaTtuH. TNCcTOHbI, HYKNeocombl, pubocombl. FTeHeTUYecKasn

opraHu3auua reHoma.

XpoMaTuH >yKapUOTHUYECKHX KIETOK COAEpPKUT B cBoeM coctase: JIHK —
30-45%, rucronossie 6enkn — 30-50%, nerncronosslie 6enku — 4-33%, PHK — 1,5-
10%. Monexyna JIHK «HakpydnBaeTcs» Ha MOBEPXHOCTh I'MCTOHOBOI'OOKTaMepa,
coepmasi 1,75 oGopora (okomo 146 map HykieoTHaoB). Takol KOMILIEKC
rucToHOBBIX OenkoB ¢ JIHK cimyuT OCHOBHOW CTPYKTYpPHOH eIWHHIICH
XpOMaTHHA, €€ Ha3bpIBalOT «HyKjJeocoMa». JIHK, CBA3BIBAIOIIYI0 HYKIEOCOMHBIE
yacTuibl, Ha3biBatOT NuHKepHOU JIHK. B cpennem nunkepnas JHK cocrasnsier 60
nap HYKJICOTHAHBIX OcTaTkoB. Monekynsl ructoHa HI cesseiBatorcs ¢ JHK B
MEXHYKJIEOCOMHBIX Y4YacTKax (JMHKEPHBIX IOCJIEIOBATENBHOCTAX) M 3ALUILAIOT

3T ywacTku oT aedctBus Hykiea3.90% JIHK naxomurcs B Hykieocomax
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(meakTuBHBIH XxpomatuH), 10% - JHHKEpHBIE y4acTKH (aKTUBHBIH XPOMATHH).
AKTHBHBIN XpoMaTuH coctaisieT 2-11%: B mo3re — 10-11%, renatonurax — 3-4%,
MOYEUHBIX KJIeTKaX — 2-3%.

Kaxxmas kneTka MHOTOKJIETOYHOTO OpraHM3Ma COJIEPKUT OJHY H Ty XKe
TeHEeTHYECKYI0 HH(pOpMaIHio B BUE OJHON U TOH ke mocneaoBareiabHocty JIHK.
Pazmuuust mMexay TumaMy KJIETOK OJHOTO M TOTO K€ OpraHh3ma OOBSICHSIOTCS
muddepeHnManbHON dKcnpeccueil odmel renernuecko mHpopmauuu. THK B
aKTUBHOM XpOMaTWHe cojaepxutT JuymHHbIe y4dacTku (100000 map ocHoBanwmii),
YyBCTBUTENbHBIE K jAeicTBui0 Hykneas (JJHK-aza I), yto co3maer BO3MOXKHOCTH
TpaHckpunuuu. BHyTpu Ooubiioil 061acTi akTUBHOIO XpOMaTHHA OOHApYKEHbI
kopotkue ydactku (100-300 HykieoTusoB) C eme Oosiee  BBICOKOM
gyBcTBUTENBHOCTHIO K JIHK-a3e | — runepuyBcTBUTENBHBIE CaiiThl. OHU OOBIYHO
JIOKAJM30BaHbl HEMOCPEICTBEHHO TIepe] AaKTHBHBIM T€HOM W MOTYT OBITh
o0yCJIOBJICHbl ~ HANMYMEM TaK  Ha3bIBaGMBIX  JHXAHCEPHBIX  DIIEMEHTOB,

YCUJIMBAIOIINX TPAHCKPHUIILUIO.

NHcoHaa MIIJIAHMIUTAH TeHJIAp COHM

MonouHAan Keneaa G656 Nerews 1287
Mo ATy ot H Cepoue 1195
weneza 1094 NedeHe 2001
CansesaHka 1004 a

HannousuHMmp E58
HEMPAHEA NYSH DL TEE
B L@ CRNEHME

{MOKPEIEAET KEmTy 0K
W EMLIEUHMK) 163 FAiHAK S04
ToHEMA KALUEY HV 20T e

MnausHTa 1290
NpocTaTta 1283
CHREMETHAA MEILWLILE T3 Anuko 1232
BarEn KpoBoH S
KneTka 2164

PHC. 2 EONWMUECSTED FEHOE, BOENedeHHLIL B DSSB TS
P YHELMCHHPOB aHRS GpraHos H TEaHSR e noesks

[Ton >MEKTPOHHBIM MHUKPOCKOIIOM B MHTEP(PA3HOOM SIpe MOXKHO YBUICTH
TPAHCKPUIILIMOHHO HE AKTUBHBIA F€TEPOXPOMATHH U TPAHCKPUILIMOHHO AKTUBHBIN

syxpoMmatuH. Pasnnuaror 2 Buaa reTepoXpoMaThHA: KOHCTUTYTHUBHBIA (Bcerna
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HEaKTHBHBIH), PACMIOJIOKEHHBIH B 00JIACTSIX OMU3KHUX K EHTPOMEPAM U KOHIIEBBIM
yyacTkaMm  (TeloMepaM)  XpoMocoMm; U (paKyJIbTaTUBHBIA  (BpeMEHaMHU
TpaHCKpHOUpyembIii) xpomatuH. COTIacHO SKCIIEPUMEHTATBHBIM UCCIIETOBAHMSIM,
U3  ABYX  X-XpOMOCOM  CaMOK  MJICKOMHUTAIOIMIMX  OJHA  MPAKTUYECKH
TPAHCKPHUIILIMOHHO HEaKTUBHAsl, OJTHAKO IIPU raMETOreHe3e U Ha PaHHMUX CTaIMAX
sMOpuoreHnesa reTepoXpOMAaTUHOBAS X-xpomocoma CTaHOBUTCS
TPAHCKPUIIIMOHHO-aKTUBHOM, T.e. TMPOSBISAETCS CBOHCTBA (HaKyJIbTaTUBHOTO
reTepoxpoMaTHHa.

I'armmongabI TE€HOM dYeJIoBeKa COCTOHUT W3 3,5){109 [ap OCHOBAaHUM U
TIPUMEPHO U3 1,7X107HyI<JIeOCOM, T.e. Kaxzgasd u3 23 XpoMmaTuj TaruiouJHOTO
TeHOMa YelOBeKa COJIEPKUT B CpeaHEM 1,5)(108 HYKJICOTHJOB B OJIHOM
nByxuenounoit monekyne JHK, pasmep koropeix ymenbiien B 8000 pa3s,
coaepuT okojio 1,5 mwmumona map TeHoB. OmHAKO KOJWYECTBO OCTKOB B
opranu3me uenoBeka He Oonee 1000000. Dro o3Hawaer, yTo OONBIIAS YACTh
reHoMa He KoaupyeTcs. VX HeOombpmias 4acTh BBIOJNHSAET POJIb PEryiaTopa
9KCIIPECCUH T€HOB B XO7¢ pa3BuTHs, Au(QepeHInpOBKY U amanTtanuio. bobimas
gacth u30ObiTounodt JIHK mpeacraBmeHa MHOTOYMCIICGHHBIMH —CEMEHCTBAMU
MOBTOPSIIOLIUXCS  NIOCTIEA0BAaTENbHOCTEH, T.€. HMEIOTCS IOBTOpSIIOIIMEC U
HemoBTopsitonuecss  mocnenosarensHoctu.  20-30% ~ reHomMa  yenmoBeka
IpEJCTaBiIeHa  MOBTOPSIOMIMMUCS  IOcienoBaTeldbHOCTIMUA.  [Ipy  3TOM
BBICOKOIIOBTOPSIFOLIMECS]  TPAHCKPUILIMOHHO HEAKTUBHBI M  Y4YacTBYIOT B
(dbopMHpPOBaHUH XpOMATHHA.

I'mcronsl — Oenku ¢ MonekynsapHoi maccoit 11—21 /I, comepkamiue
MHOTO OCTaTKOB apruHUHA M JIM3MHA. brarogaps MOJIOKUTEIBHOMY 3apsiay
THCTOHBI 00pa3yIOT MOHHBIC CBS3HM C OTPUIATEIHHO 3apspKEHHBIMU (ochaTHBIMU
TpYIIaMH, PacHoJIOKEHHBIMU Ha BHEIIHEW cropoHe ABoitHoW crupann JJHK.
CymectByeT 5 TrroB ructoHoB. Yersipe ructona H2A, H2B, H3 u H4 o6pasyrot
okTamepHblii  OenxoBeid  komruiekc (H2A, H2B, H3, H4),, xoropsrit
Ha3bIBAIOT «HYKJIEOCOMHBINKOp» (0T aHri. nucleosomecore). Momekyna JIHK

«HaKpy4YMBaeTCs» Ha TOBEPXHOCTh THMCTOHOBOTOOKTaMepa, cosepmias 1,75
15



ob6opota (okono 146 map HykiI€OTHAOB). Takoi KOMIIIEKC THCTOHOBBIX OCIIKOB C
JHK  cayxuT  OCHOBHOM  CTPYKTypHOM  eOuHHMIIE  XpoMaTuHa, €€
Ha3bIBAIOT «HyKJIeocoma». JIHK, cBs3bIBaromylo HyKI€OCOMHBIE YacCTHIIbI,
HazeBatoT juHKepHOW JIHK. B cpemnem munkepnas JIHK cocraBmser 60 map
HYKJICOTHIHBIX oOcTaTkoB. Monekynbl tuctoHa HI cBs3wpBatoress ¢ JIHK B
MEXKHYKJIEOCOMHBIX Y4YacTKaxX (JIMHKEPHBIX MOCIEAOBATEIbHOCTIX) U 3AIMILAIOT
9TH YYaCTKH OT JACUCTBUS HYKJIeas.

B danpe kaxmod KJIETKM NPUCYTCTBYET OKOJO 60 MIH MOJEKYN KaxKI0To
TUIIAa THCTOHOB, a 00IIas Macca TMCTOHOB MpHUMEpHO paBHa coaepxkanuto JJHK.
AMUHOKHCIIOTHBIE OCTaTKM JIM3MHA, AaprMHMHA W KOHIIEBbIE aMMHOTPYIIIbI
TUCTOHOB MOTYT MOAM(DUIMPOBATHCS: AaleTUINPOBATLCS, (GochoprmpoBaThes,
METHJIMPOBATBCA ~ WJIM  B3aUMOJCHCTBOBaTb € O€lIKOM  yOMKBUTHHOM
(HeTHCTOHOBBIN Oenok). MoauduKaluyu ObIBAIOT 0OPATHMBIMU M HEOOPaTHUMBIMH,
OHM U3MEHSIOT 3apsA] M KOHPOpPMAalMI0 THCTOHOB, a »JTO BIHMIET Ha
B3anMoJIeiicTBHE THCTOHOB Mexay coboit m ¢ JIHK. AxtuBHOCTH (epMeHTOB,
OTBETCTBEHHBIX 3a MOAU(DUKAIMK, pEryIupyercss W 3aBUCUT OT CTaJuu
KJIETOYHOro IUKiIa. Moaupukanuy [enaloT BO3MOKHBIMH KOH(OpManMOHHbIE
MEePECTPONKHN XpOMaTHHA.

Herucronosble 0ejiku XpoMaTuHa. B siape SyKapuOTHUECKOH KIIETKH
IPUCYTCTBYIOT COTHM CaMbIX pazHooOpa3Hbix JJHK-cBs3bIBatOmMX HETMCTOHOBBIX
OenkoB. Kaxaplii Oenok KOMIUIEMEHTApeH OINpene€HHON MOCIIe0BaTEIbHOCTH
mykneotunoB JIHK (caiit JIHK). K 310l rpymme OTHOCATCEMEWCTBO CailT-
crienmupUIecKrX OCITKOB THUTIA ITUHKOBBIC MANBIBDy. KaKIblli «TUHKOBBIA TaJIeI
Y3HAET ONPENENEHHBIM CAaWT, COCTOAIIMKH W3 5 HYKICOTHAHBIX map. lpyroe
CEeMEWCTBO calT-crenuduyecknx OETKOB — roMomuMmepbl. DparMeHT TaKoro
6enka, konTakTHpyomuii ¢ JIHK, nmeer cTpykTypy «cnupaib-moBOpOT-CIUPAIbY.
K rpymme CTpyKTYpHBIX H PETryJNATOPHBIX OEIKOB, KOTOpPHIE TIOCTOSHHO
ACCOIIMUPOBAHBI C XPOMATHHOM, OTHOCSAT Oelku BbIcOKOH mozasmwxHocTH (HMG-
oeaxu — ot anrit. highmobilitygelproteins). Onu UMeEOT MOJCKYJIAPHYIO MacCy

meHee 30 k/[ W XxapakTepu3yrOTCsl BBICOKHM COACpXKAHMEM 3apsKEHHBIX
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aMUHOKHUCIIOT. biarogaps HeOombImod MoJiekynsapHoi Macce HMG-0enku
001a7a10T BBICOKOM TOJBMKHOCTBIO MPH 3JIEKTpodope3e B MOTUAKPUIAMUTHOM
rere. K HErncTOHOBBIM OenKkaM TNpHHAUICKAT Takke (PEPMEHTHI PETUTUKAINH,
TPAHCKPHIIIMU U penapanuu. [Ipu ydacTuu cTpyKTYpHBIX, PEryJISTOPHBIX OCITKOB
u ¢epmentoB, ydactByromux B cuHTese JIHK wu PHK, Huth HykIneocom
mpeoOpa3yeTcss B BBICOKO KOHJICHCHPOBAaHHBINM Kkomiuiekc OenkoB u JIHK.
O6pazoBannas ctpykrypa B 10000 pa3 kopoue ucxouoit monekynsl JJTHK.

T'EHETUYECKAS CUCTEMA MUTOXOHAPHM. MUTOXOHIpUHA — BaKHEUIITHE
OpraHeyuThl KJIETOK, ocymecTBistomme cuare3 AT®D 3a cu€r oOKuciIeHus
cyocTparoB. MUTOXOHAPHH HWMEIOT COOCTBEHHBIH  YHHKAJIBHBIH  T'€HOM,
HacJielyeMblil IO MaTEepUHCKON JIMHUU, TaK KaK OH MPOUCXOAUT U3 LIUTOILIA3MbI
AileKieTkn. ['eHoM  MHUTOXOHApPUN  CIIEpMAaTO30MAOB HE  IOMajaer B
OIJIOJOTBOPEHHYIO  SIMLIEKIETKY.  MUTOXOHAPHANBHBI  I'€HOM  YelloBeKa
npecTaBieH oAHoW KoableBod monekynoi JIHK u3 16569 nHykieoTuaHbIX map.
On xomupyer 13 0enkoB, HCIONB3YEeMbIX Ha IOCTPOCHUE CTPYKTYpHO-
(YHKIIMOHAITBHBIX KOMIIOHEHTOB MHUTOXOHJAPHA. B MHUTOXOHIPHUSIX OTCYTCTBYIOT
(bepMeHThI, OTBETCTBEHHBIC 3a PEMapaluio, MOITOMY MHUTOXOHJIPHAIBHBIN T'€HOM
COJICPXKHUT HEMaJ0 OMMOOK. MHUTOXOHPUHU SyKapUOTOB UMEIOT OUYEHb MAJICHBKUE
prOOCOMBI ¢ KOHCTAHTOM CeMMEHTau 55S, Toraa Kak puOOCOMBI IPOKAPHUOTOB
— 70S.

PudocoMbl npeICTaBISIIOT cO00H PHUOOHYKIICO-TIPOTCHHOBBIC 00pa3oBaHUs
— cBoeoOpa3zHble «(haOdpuKm», Ha KOTOPHIX HAET cOOpKa aMHHOKHUCIIOT B OEJIKH.
DykapruoTndyeckre puOocoMbl UMEIOT KOHCTaHTYy celuMeHTanuu 80S u cocTosT u3
40S (manoit) u 60S (6ompmoit) cyobenuaun. Kaxnaas cyObeauHuIa BKIIOYAET
pPHK u 6enxu. B 40S cyonenunaniy Bxoaut pPHK ¢ xoHCTaHTO# cenuMeHTanum
18S u oxomno 30—40 6enkoB. B 60S cyobenunuie ooHapyxeno 3 suaa pPHK: 5S,
5,8S u 28S 1 okoo 50 pa3IuIHBIX OEIKOB.

benku BXoaAT B cocTaB CyObeTMHHAIL pHOOCOMBI B KOJIMYECTBE OTHON KOTIHU
U BBINOJHAIOT CTPYKTYpHYIO (YHKLMIO, oOecrieunBas B3aMMOJEHCTBHE MEXIY

MPHK u TPHK, cBsi3anHBIMM ¢ aMHHOKMCIIOTOW WJIM MENTUAOM. B mpucyrcTBumn
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MPHK 40S u 60S cyObenuHHIBI OOBEAWHSIOTCS C OOpa30BaHHEM TOJHOMN
pubocombl, Macca KOTopod mpumepHo B 650 pa3 Ooiblle MacChl MOJEKYJIbI
reMOTJI00NHA.

B pubGocome ectp 2 meHTpa s mpucoenuHeHuss Moiekyn TPHK:
aMmuHOanMIbHBIA (A) W mentuauibHb (P) meHTphl, B 00pa30BaHUU KOTOPBIX
y4acTBYIOT 00¢ cyOheauHuIbl. BMecTe nienTphl A u P Bimrodatot yyactrok MPHK,
paBHBIA 2 KoJoHaM. B xoxe Tpancsinuu neHTp A cBszbiBaeT aa-TPHK, crpoenne
KOTOPOM omnpeJieNsieT KO OH, HaXOISAIIUICS B 00JIaCTH 3TOTO IIeHTpa. B cTpykType
ATOTO KOJIOHA 3ami(poBaHa NPUPOAa AMUHOKUCIIOTHI, KOTOpas Oy/eT BKIIOUYeHa B
pacTyuyro noiaunentuAaHyro uens. llentp P 3anmmaer nentu-mun-tPHK, T.e.

TPHK, cBsi3aHHad ¢ menTuIHOM 1EMOYKOM, KOTOpas YK€ CUHTE3UPOBaHa.

MpoxkaproTe!

Pubocoma
70S

<7
Cybveammus @GP sos P 3os

- 55

. 238
PRHK + 34 Ganka

PPHK e [ -2
+ 21 Genok

DYHAPWMOTEI

PuBocoma Q a0s
<N
CyGnaarHrLL o eos P 4os

—_. 88
5,85 oy
pPHK  ~ ~_ " ~__- 285
+ 50 Genkos

pPHK ~ =" 185
+ 33 Senka

Y  9SyKkapuoTOB  pa3nuyaloT puOOCOMBI 2 THUMOB: «CBOOOIHBIEY,
oOHapy>KMBaeMble B IIUTOIUIA3ME KJIETOK, M CBSI3aHHBIE C JHAOIUIA3MATHUYECKUM
petuxyimymoM (OP). Pubocomsl, acconuupoBanubie ¢ DP, OTBETCTBEHHBI 32 CHHTE3
OENIKOB «HA D3KCIOPT», KOTOPbIE BBIXOAAT B IUIa3My KpPOBU M YYacTBYIOT B
oOHOBNIeHNH OenkoB OP, memOpansl ammaparta ['ONbIKH, MHUTOXOHIPWH WK
JU30COM.

MuroxoHapun cojepxar cBoil Habop pubocoM. MHUTOXOHIpUANbHBIE

puboCcOMBI Menb4e, uYeM pUOOCOMBI JYKAPHOTOB, NPOKAPHOTOB U HMEIOT
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KOHCTaHTy ceauMeHTanuu 55S. OHM TakKe COCTOST W3 JBYX CyOBbEIUHHII, HO
OTJIMYAIOTCS OT DYKapHOTHYECKUX prOocoM KonmmuecTBOM U coctaBoM pPHK u
0eJKOoB.

N3MeHeHNs M TEPEeCTPOHKH ITeHETHYECKOI0 MAaTEPHAJIa

1 Hns Begenennst JIHK w3 romoreHara TkaHed ynajisioT (hparMeHThI
KJIETOYHBIX OpraHejl1 W MeMOpaH ¢ TIOMOIIbIO LieHTpudyrupoBaHus. benku,
pa3pylLLeHHbIE MpoTea3amMy (Jallle BCEro MpUMEHsIOT npoTenHasy K), skcrparupytor u3
pactBopa. 3areM JIHK ocaxparor, Hampumep, S3TaHOIOM W IOCIE yIaJI€HUsS

Hanocanounoxkuakocty JIHK pactBopsiror B 6yhepHoM pacTtBope.

2. Monekyna JIHK cpemnero pasmepa cozepxkur 150000000
HYKJICOTHIHBIX Tap 1 umeet [umHy 4 cM. [Toaromy monekynsl JIHK dayBcTBUTENBHBI K
C/IBUTOBBIM YCHJIMSIM, BO3HUKAIOLMM B pacTBope, U B npouecce Bbiaenenus JJHK u3
TKaHeil oHa gparmentupyercs. [lomyyarorcs monekynsl JIHK 3HaunTensHo MeHbIe
UCXOIHBIX, HO BCE PAaBHO OUYCHb OOJBIIME — THICSYM WM JECSATKUA THICSY Tap
HYKJICOTHJIOB. Takue MOJICKYJbI HEYJOOHBI Ul WCCICAOBAHUMA, W WX TPUXOUTCS

JIOTIOJTHUTEBHO ()parMEeHTUPOBATh.

Jns  ¢parMeHTHpOBaHUS  MCHOJIB3YIOT — PeCTPUKTa3bl—  (PepMEHTHI,
BBIJIETIIEMbIE M3 OakTepuid. Y OakTepuii 3TH (EpPMEHTH YUaCTBYIOT B YHHUTOKEHUU
gyxkepogaubix anst  Hux  JIHK.  Pectpukrasel  «y3Haio»  cnenmdudeckue
MOCTIC/IOBATENIEHOCTH W3 4—06 HYKJICOTHIOB (CalThl PECTPHUKIUH), KOTOPHIE
BcrpevatoTest B JIHK denoBeka. M3BecTHO MHOMKECTBO pa3iMUYHBIX PECTPHUKTA3,
NpUYeM Kakaas M3 HHUX «y3HaeT» cBOM caiit pectpukuuu. C momorupio Habopa
pecTpukTaz MOKHO paspe3ars monekyiay [IHK Ha ¢parmeHTbl *Kenaemoil MHBL
Hampumep, i m3ydeHuss TEpBUYHONW CTPYKTYphI YIOOHBI (DparMEHTHI pa3MepoM
okosno 300 HykneotuaHsix nap (H.n.). CrenoBatenbHo, LenbHy0 mMonekyny JJHK B
150000000 .. HY>)HO pa3pe3ars Ha 500000 dhparMeHTOB U KaXKAbINA U3 (HparMeHTOB

H3y4aThb OTACIIBHO.
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HHomamepasHass mnenHas peakmusi (IIIP). [l mpoBemeHusT HEKOTOPBIX
UCCIIEZIOBAaHUNA  HEOOXOAMMO  OOJIBIIOE  KOJMYECTBO  XOPOLIO  OYHMILIEHHOM
BbicokoMoniekyisipHoid  JIHK. Merox IILP maer BO3MOXHOCTH W30MpATENbHO
cunTe3npoBars HeOombime ydyactku JIHK w momyunts 3a 3—4 9 HECKOJBKO
MUJUTMOHOB KOMUii uccnemxyemoro ¢pparmenta. Oobexramu s Beiaenenus: JJHK moryt

OBITh KPOBb, OMOIITAT TKAHH, CIIFOHA, MOYa, OKOJIOTIOHBIC BOJIBI M T. 1.

Pexaukanus JJHK

JIHK u HacreOcmeeHHOCHb.

Crpykrypa JHK u PHK — cnoco6 «3anmcu wundpopmauumn», obecre-
yMBarOIMil (OpMUPOBAHHUE B OPraHU3Me IBYX MH(POPMALMOHHBIX MOTOKOB. OnuH
U3 TIOTOKOB OCYIIECTBISICT BOCIPOU3BEJACHHE HH(OpMaIuM, 3aKIrO4EHHON B
mosiekynax JHK. VYasoenume wmonexkyn JHK nHaspiBatoT «pemymkanus». B
pe3ysbTaTe 3TOro mpolecca H TMOCIEAYIOIIEro JeNeHUs JOYEpPHHUE KIIETKU
HACJIEAYIOT TeHOM POAMTENHCKON KIIETKH, B KOTOPOM COJEPIKHUTCS TOJIHBIA HaOOp
TeHOB, WJIN «HHCTPYKIHit» o ctpoennn PHK u Bcex 6enkoB oprannsma.

Bropoii morox mHpoOpMaIuu peanusyercs B mpolecce KU3HEACSITeIbHOCTH
KJIETKH. B 3TOM cilydae npoucxoanuT «CYUTHIBAHUEY», WM TPAHCKPHUIILMS, TCHOB B
(dhopMe MONMHYKJICOTHAHBIX MociienoBarenbHocTelt MPHK 1 ncnons3oBanne ux B
Ka4yecTBE MaTpHIL Il CHHTE3a COOTBETCTBYIOLIMX OENIKOB.

B HocJaeTHEM ciyyae OCYILIECTBIISICTCS
«tepeBo» (TpaHcasiuus) wHpopMmanuu, 3akmodéHHo B MPHK, Ha «a3b1k»
AMUHOKHUCIIOT.

Oror mnorok wuHpopmammu ot JHK uyepes PHK na Oemox mnomyumn
Ha3BaHUE «EHTPAJIbHAs [0rMa OHOJIOTHW», KOTOPBIH OBUT CHOPMYIHPOBaH
Kpukom. CormacHo eMy He MOKET ObITh TIepeHoca nHpopmanuu ot Oenka k PHK,
Ho pomyckaetcs neperoc oT PHK k JIHK. On xapakTepeH st Bcex )KHUBBIX Opra-
HU3MOB, 3a UCKIIIOUeHnEeM HeKOTophix PHK-comepxamux Bupycos.

MartpuuHasi TpuUpoJia CHHTE3a HYKJIEWHOBBIX KHCIOT M OenkoB obec-

NEYMBACT BBICOKYIO TOYHOCTb BOCIIPOU3BCACHUA I/IH(I)OpMa]_II/II/I. TaK, B XO0JI€
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peruikanuu gouepHue Monekyisl JJHK cuHTesmpyloTcss Ha HUTAX MaTepHHCKON
JHK. ITpu o6pazoBanuu Bcex BunoB PHK, HeoOXoauMbIX uisi cMHTE3a OENKOB,
uHpopManusi 00 HX CTPYKTYpE «CUHTBHIBACTCS» C OMNpPENCNEHHBIX TEHOB B
mounekynax JJHK. B cuHTe3e HOBBIX MoOJIeKysn OENKOB MaTpulled, coaepkaiieit
uHpopMaIinio 06 ux crpoeHu, siBisirorest MPHK.

UcnpaBnenne ommbok, Bo3HuKaromux B crpykrype JHK mon Bos-
JeficTBUEM (aKTOpPOB BHEIIHEH M BHYTPEHHEH cpejbl, OCYIIECTBIsIET ené OJuH
MaTpU4HBIA CHUHTE3 — penapanus. OH SBISETCS BAapUAaHTOM OIPaHUYEHHOMN
peIUIMKALIMK U BOCCTAHABIMBAET NepBOHavyalbHyto cTpykTypy AHK, ncnons3ys B
KadecTBe MaTpulbl ydacTok HemoBpexa¢HHor Huth JIHK. Tlpu pazmuOxkeHun
PHK-cogepxammx BUPYCOB B KIETKaX 3YKApUOTHUYECKUX OpPTraHU3MOB HOBBIE
moutekynbl JJHK mMoryT cuHTe3npoBarbest ¢ HOMOIIBIO MIPOLIEcca, B X01e KOTOPOTo
PHK cnyxur marpunein mist cunre3a komrmemenrapHoi JIHK, kotopas moxer
BKJIFOYATHCS B TEHOM BBICIIIUX OpraHU3MOB (oOpatHas
TpaHckpunumsi). Bo3sMoxHo, o0paTHast TpaHCKPHUIIIMS UMEET 3HAYCHHE HE TOJBKO
Ipd  OIMyXOJeBOW TpaHchopMamuu KJIETOK, HO W TPH WX HOPMaJIbHON

KU3HCACATCIbHOCTH UJIM B XOA€ UX I[I/Iq)(i)epeHHI/IpOBKI/I.

Bce Bl nepeaaun reHeTH4eCKO MHPOPMALMU OCHOBAaHbI HA MAaTPHYHOM
MeXaHu3Me. DTO 03HAYaeT, YTO JUIsl KaKIOro u3 HUX HeoOxoauma marpuna. [lpu
peruikanuu Matpunen ciayxut ogHa u3 ueneid JJHK (unmu PHK y Bupycos), npu
tpanckpunuuu — ydactok JJHK (mpsmas tpanckpunuus) wim PHK (oGpatnas
TpaHCKpHIus), a pu Tpauncasuuu — MPHK, T. e. Mmarpurieit MokeT OBITh TOJBKO
HYKJIEMHOBasl KUcJoTa. MaTpuia 1mo3BojsieT ¢ OOJbIION TOYHOCTBIO (UTO OYEHBb
Ba)KHO, IIOCKOJIbKY peub MJET O HACJIEICTBEHHBIX CBONCTBAX) M IKOHOMUYHOCTBIO
(4TO HE MEeHee BaXKHO) BOCHPOM3BOIUTH UMEIOLIYIOCS B KJIETKE T'€HETUYECKYIO WH-
¢dopmaruio. TOYHOCTh KOMMPOBAHUS COOTBETCTBYIOIIEH HYKJIECMHOBON MAaTpHIIBI
o0ecrnieunBaer npaguio KOMNJIEMEHMAPHOCMUa30TUCTHIX OCHOBaHUI

HYKJICOTHOB, COTIACHO KOTOpOMY Hpoucxomut cnapuBanue A ¢ T (wmm ¢ ¥V B
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PHK) u I" ¢ LI. bnarogaps sToMy mopsiioK 4yepenoBaHUsI HYKJIEOTHAOB B KaXKIOU

HOBOM MOJIMHYKJIEOTUIHOM LI KOMIUUIEMEHTAapEH MaTpHULIE.
MonexynapHvie 0CHO8bI penauKayuu

JKuBple opraHusmbl B TedeHHEe S-¢a3bl KIETOYHOIO IMKJIA, KOTOpas
NPEIIIECTBYET ACJICHUIO KIIETKH, yaBanBarT coaepkanue JHK takum obpasom,
YTO KaXKJas [O4YepHssl KJIEeTKa IOocie JAENICHUS MOJydaeT Habop XpOMOCOM,
UIEHTUYHBIA poauTenbckoi kierke. llporecc yaBoeHHs XpOMOCOM Ha3bIBarOT
permKanuen (peayrTuKamuei).

XpoMocoMa COAEPKHUT OJHY HEMPEPHIBHYIO JBYXIIETIOYEYHYIO MOJIEKYITY
JHK. ITlpu pennmukanmum Kaxjaas LeNb poAaUTeENnbckoil aByxuenodeunord JJHK
CIY’)KUT MaTpuledl Uil CHHTe3a HOBOM KOMIUIEMEHTapHOH uenu. BHOBB
oOpa3oBaHHasl JBOWHAs CIIUpPaIb UMEET OJHY MCXOJIHYIO (POIUTENBCKYI0) U OJHY
BHOBb CHHTE3MPOBAHHYIO (IOYEPHIOI0) Iienb. Takoil mexanusm yasoenus JIHK

IMOJIY4YHJI Ha3BaHHUE «I1I0JTYKOHCCpPBATUBHAA PCIIJIMKALIHA .

C-A-G-A-C-C — 3 C-A-G-A-C-C &

5 G-T-C-T-&6& =

R

5 G-T-C-T-G-G 3 3 C-A-G-A-C-C &

.

G-T-C-T-G-G —— & &-T-&-T-&-& =

[lepBuuHas cTpykTypa [dOYEpHEW Iemu OmpeneiseTcs MepBUYHOMN
CTPYKTYpOH pPOJUTENBCKOW IEMH, MTOTOMY YTO B OCHOBE €€ 00pa30BaHHS JICKHUT
npuHIUN KoMiiemeHTapHoctd ocHoBanuii (G = C u A = T). @epMmeHTHI U Oerkwy,
YUYacTBYIOIME B PEIUIMKALUM, JOJDKHBI paboTaTh OBICTPO U TOYHO. DTH YCIOBUS
BBITOJIHSOTCS C TOMOILBI0 0CO00T0 MyJIbTH()PEPMEHTHOTO KOMILJIEKCA.

B 1957 rony Mecencon u Cranb yCTaHOBHIIM, YTO B YKHBBIX OpPTaHU3Max
pernkanus JTHK npoucxoauT mo moiayKoHCEpBaTMBHOMY MexaHM3My. CHavana
OH TMPEJCTABISIICS MPOCTO: Ha pactuierarommuxcd nenax JJHK, kotopsie apisiroTcs
MaTpHIaMu, o0pa3yroTcs komiuieMeHnTapabie HoBble 1ienu JJHK. Hykneotnasr nmpu
3TOM BBICTPauBaOTCA o MaTpHLe COOTBETCTBEHHO [IpaBUILy
KOMIUIEMEHTAPHOCTH, a «CHIMBAIOTCSA», OPYr ¢ Jpyrom ¢ochoandpupHbIMit

CBSI3SIMU C TTOMOIIBIO CrieHATILHOTO (hepMeHTa JJHK-nonumepaswvl. Briocnencteuun
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okasanoch, uto JIHK-mommMepasa He cnocoOHa HadaTh cuHTe3 HoBoW JIHK m3
CBOOOJIHBIX HYKJICOTHJIOB; OHA JIMIIL CIOCOOHA YAJIUHATH TOJUHYKICOTHIHYIO
Ienb, T. €. JUI Hee HYyXKHa 3arpaBka. B Hacrosimee Bpemsi perutukarms JIHK
MPEACTABISAETCS CIOKHBIM, MHOTOCTYNEHYAaThIM MPOLECCOM, KOTOPBIA HMEET

OTIIMYHUTENFHbIC TPU3HAKU Y TPOKAPHUOTOB U 3YKAPHOTOB.
Jnst permukanyu JIHK HeoOXouM psij yCIOBHH:

1) nammume ne3zoxcupubonykieosuarpudocparos (ATD, nTTO,

al' T® u al{Td) kak cTpyKTypHOTO Marepuaia s coopku HOBbIX neneit JJHK;
2) pacmnerenue nBoiinoi cnupanmu JJHK;
3) oOpaszoBaHuUE 3aTPABKY;

4) nanuuue pepMEHTOB, YUACTBYIOUIMX B 00pa30BaHUM 3aTPaBKU U

CHHTE3€ HOBBIX NOJMHYKIeoTHAHBIX Heneit JTHK.

Perummkanuio MOKHO pa3fenuTh Ha 4 dTama: 00pa3oBaHUE PEIUTMKATHBHOU
BWJIKY (MHUIMAITUS ), CHHTE3 HOBBIX IIeNeH (3JIOHTaIus), UCKITIOYEHHUE PaliMepoB,
3aBeplueHne cuHTe3a AByx aouyepHux ueneit JHK (tepmunanus).

HHHIIHALIHA PETUIHKALIHH

JHK xpomocomsl uejoBeka coaepkur mnpumepHo 150 wmuH map
HYKJICOTHIOB. Permkanus Takoid OOJBIIOW MOJNEKYJIBI CO CKOpOCThI0 50
HYKJIEOTHIOB B MUHYTY 1jia 061 mpumepHo 800 4. [losToMy mHMIMALIMS CHHTE3a
JHK mnpoucxoauT B HECKOIbKHX CcalTaX XpPOMOCOMBI, KOTOpbI€ Ha3bIBAIOT
cafiTaMd HMHUIHMALMK PEIUTHKAIMK, WM OPHIKMHAMM(OT aHrjiI. origin —

l'IpOI/ICXO)KI[CHI/IC) pCITNKalUH.

TONKE HEMEANS DENAMKBLMA

“PENNMKaLMONHLIA NYIWpE

—
>

Pacnnarawcuine Senkun B
DONNMKBLMOHHEIX BHIKEX HENPAANEHMA BENNMKBLMM
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TepMuH «cailT» HMCIONB3YIOT s 0003HAYCHUs JIOOOTO yJdacTKa TeHOMA.
OpHUIKUHBI PEIUIMKAMY UMEIOT ONPENENIEHHYI0 HYKICOTHAHYIO IOCIIE0BaTelNb-
HocTh. [locnenoBarensHocts JIHK, orpanuueHHyo AByMs OpHIKWHAMHU
pEeIUIMKAaIMK, Ha3bIBAIOT EAMHHULECH peIUTMKalliW, WM peluiMKkoHoM. Ha
opumknHax  npu  yvactun  JIHK-tomomsomepasst I uHHIMHMpyeTcs
JBYHampaBlieHHass perumkanus. OOpa3yloTcsi JBe PpeIUIMKATUBHBIC —BWJIKH,
nepeMenaonecss B MPOTUBOMOJIOXKHBIX HaNpaBleHUSIX 10 TeX IOp, MOKa He
BCTPETATCS CO CIEAYIOLIMM PEIUIMKOHOM, T.€. PEIUIMKALMS MpeKpaliaercs, Korna
BCTPEUaroTCs JBE PEIUIMKATUBHBIE BUJIKH.

Cunres JIHK y sykapuoToB mpoucxoauT B S-(a3y KIETOYHOTO LHUKIIA.
WHunmanuio peruMkanuy peryaupyroT creru(uyueckue CUTHANbHbIE OEIKOBbBIE
MOJIEKYJbl — (akTopsl pocta. DaKTOpPBl POCTa CBAZBIBAIOTCS PELENTOPAMHU
MeMOpaH KJIETOK, KOTOPBIE MEPear0T CUTHAJ, MOOYKIAOIINI KIETKY K Hadairy
perukanuy. CHHTE3 HOBBIX OJlHOLenoYeyHbIX Mojekyn JHK moxer npousoitu
TOJIBKO TIPU PACXOKICHUM POAUTENbCKUX Lienel. B omnpenenénHom caiite (Touka
Hayala peIUIMKaluK) MPOUCXOAUT JokanmpHas neHarypauws JHK, wenm
pacxonaTcss M OOpa3yloTCsi JBE pEIUIMKATUBHBIE BHJIKH, JIBIKYLIUECS B
NPOTHBONOJOKHBIX HAINpaBleHUAX. B 00pa3oBaHMM pEIUVIMKAaTUBHOM BMIIKU

IPUHUMAET y4dacTue psij 0eKoB U (PepPMEHTOB.

— e T T T e > AHK

1 J. (,—0 AHK-Tonowaomepasa |
<> o
. Tup ~ o, H

o <E O O T Ak
2 l \a,x_. m_i o
M,q_f‘-_—d::—:::_‘)\/fﬂ?__:__:?{: T MK
OHK-xenmkasa
JAHK-Tomouzomepazal pazpeiBaet dochoapupHyio cBsS3b B OJHON U3 1enen
JIBOMHOM crMpaid M KOBaJEHTHO NMPUCOEOUHSETCS K 5'-KOHLY B TOYKE pa3pbiBa.
[To oxonuanmm (HopMUPOBAHHS PETUTMKATHBHON BHWIKKA (EPMEHT JIMKBUIUPYET

pasppiB B nenu u otaenserca or JIHK. Pa3peiB BogopomHbIX CBA3EH B
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neyxuernodeuHor mojekyine JJHK ocymectsiser JJHK-xenukaza. ®epment JJHK-
XeJMKa3a ucnosib3yet sHepruto AT® aiis pacmnerenus apoHou crnivpanu JHK. B
pe3ysbTaTe MPOUCXOJUT PACKPYUYHMBAHHME YYacTKa CyNepCHupaIn30BaHHON
mostekynsl JIHK. B mnomgmepxammm storo ydactka JIHK B packpydeHHOM
cocrosiHuu ydactByroT SSB-6enku (singlestrandbindingproteins, T.e. 6enkwu,
cBsi3bIBaroIuecs ¢ oxHornenodeynbiMa HATAMHU JIHK). SSB-Oenku, He 3akphiBas
A30TUCTBIX OCHOBaHUM, CBs3bIBalOTCA ¢ ofgHouenodeuHod JHK mo Bceil anmune
pa3fenuBIINXCS Lene U TakuM 00pa3oM IMpeloTBPAIAIOT UX KOMILJIEMEHTapHOe
CKpy4HMBaHHE M 00pa3zoBaHue «mmmiek». OHu 00nagaroT OOJBIINM CPOJCTBOM K
oanoueno4yeyHbM yuyactkaM JIHK, He3aBuCHMO OT epBUYHOI CTPYKTYpHI LIETIEH.

Pennukarus JHK OCYIIECTBIAECTCS JHK-3aBucuMbiMu JHK-
noysmMepazamMu. OepMeHTHl TPOSBISIOT KaTAIMTHYECKYI0 aKTUBHOCTH TOJIBKO B
MPUCYTCTBUM MPEABAPUTENIEHO PACKPYUYEHHON MaTpuyHOU nByxuenodeunoit JTHK.
Cunte3 ueneit JJHK mpoucxomautr B HampasneHuu 5'—3' pacTymied memnu, T.e.
OUCpEJHON  HYKICOTHJ MpHcOoeAuHseTcs K  cBobomHomMy  3'-OH-koHIiry
MPEAIECTBYIONIEr0 HYKJICOTHAHOTO ocTtaTka. CuHTe3upyemas Ienb Bcerna
aHTUIIapaJUIebHa MaTpUUHON Lenu. B xone perunkanuu oopa3yores 2 1ouepHue
[ENH, TPeACTaBIIoNe cO00M KOMMKU MAaTPUYHBIX LIETIEH.

B cuntese sykapuornueckux JJHK npunumarot yuactue 5 JITHK-nonumepas
(a, B, € 0 — sAepHBIE, ¥ - MUTOXOHApUANbHAs). Maummupyer perukaiuio JIHK-
noiuMepasa  a, KOTOpass ~ KOMIUIEMEHTapHa  ONpEACIEHHOMY  CaWTy
onnonenovyeunoit JJHK. Tlpucoenuusisice kK HeMy, OHa CHHTE3UPYET HEOOJBIION
¢parment PHK — npaiimep, cocrosimuii n3 8—10 pubonykieotuaoB u okoso 50
JIE30KCUPUOOHYKIICOTHIOB (Bcero 60 HYKJICOTHIHBIX OCTaTKOB).
Onuronykieorus, cuHresuposannslii JIHK-nmomumepasoii o u  oOpasyrommuit
HEeOO0JIBIION IBYXLENOYEeYHbIN (parMeHT C MaTPULIEH, TO3BOJISET PUCOECTUHUTHCS
JHK-mommmepase d 1 MpoJ0IDKUTH CHHTE3 HOBOM LIENH B HANIpaBJIeHUH OT 5'- k 3'-
KOHIly IO XOJAy pacKpyuyuMBaHUs peIuiMkaTUBHOM Buiku. Beibop JIHK-
HoJMMepa3ol O OdepeHOro HYKJIEOTHJa ompeenseTcss marpuuell. BrimoueHnue

Jie30KcHupr-00oHyKIeo3uaMoHodocharor B pactymyto rens JIHK compoBoxmpaercs
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THIIPOJTA30M MaKpOIPTHIECKUX CBSI3€HCOOTBETCTBYIOIIIX
HyKJeo3uaTpudocharon u OTLIEIUIEHUEM nupodocdara. OHeprus
MaKpOIPTHUYECKUX CBS3CH pacxomyercss Ha oOpaszoBanue 3',5'-hocdomudrpupHoit
CBSI3W MEXIY MOCIEAHNM HYKJIeoTHI0M pactymiei nenu JJHK u npucoenuuseMsim
HyKJIeoTuioM. Bxiouenue Hykieotuzna B cuHTesupyemyro uenbs JHK nHeBos-
MOYKHO 0€3 TIpeBapUTEIILHOTO CBSA3BIBAHHUS a30THCTOTO OCHOBAHUS BOJIOPOTHBIMHU

CBA35AMHU C KOMINNICMCHTAPHBIM HYKJIICOTUAOM ManPI‘-IHoﬁ OeIu.
PHK-npafimep
5

Nupupyrowan

yens AHKE-nonumepasa &

III‘ Do
20,48

PHX-npafmep yanwHAsTcR
AHK-nonumepasol £ Q0 BCTPEYA
1 C APYTHM NpEAMepom

PHK-npafmep Bupe3IasTca
OHK-noRvmepason

Bpews yoTpaHAeTch
AHK-nonusmapasof B

O oHoLeTONes HE
PAIPHIBB COBAMHRET

B kaxx[0i perIMKaTUBHON BWIKE UIAET OAHOBPEMEHHO CHHTE3 JIBYX HOBBIX
(mouepnux) mereid. Hampasiienue cuntesa nenu JIHK coBmagaer ¢ HanpaBineHuem
JBIKEHUS PEIVIMKATUBHOM BWIKHM JMIIb A OJHOW M3 BHOBb CHHTE3UPYEMBIX
uernei (maupyromas menb). Ha BTopoii MatpuuHoi 1enu cunte3 gouepHert JJTHK
ocymiectBisiercs: 1BymMst Gpepmentamu: JIHK-mmomumepasoii o U € B HanpaBlieHUH
5'—>3', HO TPOTUB HBWKEHUS PEIUIMKATUBHOW BUIKU. [loaTOMy BTOpas wuemnb
CUHTE3UpYyeTCs IIPEPBIBUCTO, KOPOTKHUMU ¢parmenramy, KOTOpBIE
Ha3bIBalOT «(pparmenTsl Oxazakm». [louepnss uens JHK, cunres koropoit
MPOUCXOAUT (hparMeHTaMH, Ha3bIBAIOT OTCTAMOIICH Ienbio. Kaxmaelid (parMeHT
Okazaky, mnpumepHo 100 HYKJICOTHAHBIX OCTAaTKOB, COJEPKHUT Mpaiimep.
[Mpaiimepsr  ynanser JAHK-momumepasa [, mocremeHHooTmIeIUisiT ¢ 5'-KoHIA
¢parmenta no ogHomy pubonykieorury. K OH-rpynne Ha 3'-koHue npenbl-

nyuiero ¢pparmenta JIHK-nonumepasa B npucoenuHseT Ae30KCUPUOOHYKICOTU B
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B KOJIMYECTBE, PAaBHOM BBHIPE3aHHOMY IMpaliMepy W TakKUM OOpa3oM 3arloJHSET
Opelib, BO3HMKAIONIYIO TMpH yaaldeHuu pubonykineotunoB. depment JJHK-
JIMra3akataau3upyer obOpazoBanue ¢docomudrpupHoii cBszu  mexay 3'-OH-
rpynmoit  ae3okcupu6o3bl  omgHoro ¢parmenta menu JHK wu  5'-docdarom
cienyromiero ¢pparmenta. Peaknus mporekaer c¢ 3arparod sHepruu AT®. Takum
oOpazom, m3 MHOXecTBa (hparmeHTOB OKazaku oOpaszyeTcs HeNpepbIBHAS IEIh
JHK.

ITocne  3aBepiieHUs]  peIUIMKALUM  MPOUCXOAUT  METHJIHMPOBAHHE
HYKJEOTHAHBIX OCTATKOB BHOBb oOpasoBanHbix weneil JHK. Mertunbabie
IpyNIbl NPUCOEIUHSIOTCS KO BCEM OCTAaTKaM aJIeHMHA B IOCIEJOBATEIbHOCTH -
GATC- u uto3una B niocienoBatenbHocT -GC-. KonruecTBo METUITMPOBAHHBIX
OCHOBaHMU paBHO mMpuUMepHO 1—8%. Monudukanus MpoucxoauT MpPU yIacTUU
MeTHATpaHcdepas, UCTIONB3YIONINX B Ka4eCTBE MCTOYHHKA METAJIbHBIX Tpynm S-
anenosmwiMeTnonnH (SAM). Hamuume metmnbHbix rpynn B nemsix JHK we-
00xoauMo 1751 GOPMHPOBAHUSL CTPYKTYPBI XPOMOCOM, a TaKXKe ISl Peryisiuu

TPAHCKPHIILINY T'€HOB.

AHK-meTunasza

—CH,

Ha xaxmoM KOHIlE XpPOMOCOMBI  TPUCYTCTBYET  crenupudeckas
HYKJIEOTHIHAsA NOCIeNn0BaTelbHOCTh. OHA MpeacTaBiieHa MHOTOYHMCIEHHBIMU TO-
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BTOpaMH (COTHM WM JaXe ThIcsud pa3) oiuronykieotunoB-GGGTTA-
, Ha3bpIBAEMBIX TEJIOMEPHOW MOCIEIOBATEIBHOCTHIO, MM IPOCTO TEIOMEPHOMN
JHK. Hannune Tenomep HE0OXOIUMO Ul 3aBEpIICHHS PEIUIMKAIMHA KOHIEBBIX
UH()OPMATUBHBIX IOCJIEIOBATEIBHOCTEH XPOMOCOM, T.e. JJsI COXPaHECHUS
TeHETUYECKO nHpOopManuu.

[Tocne 3aBepmieHUs] PEIUIMKAIIMA XPOMOCOMBI 5'-KOHIIBI JIOYEPHHX Ierieit
JHK HemocTpoeHbl, Tak Kak IOCie YyAaleHUs NpaiiMepoB O5TH (pparMeHThHI
OKa3bIBAIOTCS HEAOPCIUTMIUPOBAHHBIMHA. JTO MpoucxXomuT mnoromy, uro JIHK-
nojauMmepasa [, oTBewaromas 3a 3aloJHEHHE Opemn, oOpa3oBaHHOI moOCKe

yaaneHus npaimepa, He MmoxeT Bectu cuHTe3 enu JJHK ot 3'-k 5'-koH1ty.

PHK-npaimep Hepennuumpyemei
A parmenTa Okasakn  y4acToK R
g § 5 3 5 o3 p
u B Orposox PHK - npacTemieckan
Tpynna chapmenTa
v
Cunres Yaanewwe [rIm—
OHK h PHE-npaimepas TBNOMEPHH NOBTOp
v
v
T 5 R R
Pennuunpyeman 5
XpoMocoma PHK-npaiimep Hepennuuupyemsiit
Y4ACTOK

Takum o0pazoMm, B Xo0A€ KaXKAOTO IMKJIA PEIUIMKAIMKA  S'-KOHIIBI
CHHTE3UpPOBAHHBIX IIeNeld yKopauuBawoTcs. Ho Takue moTepu He MPEeACTaBISIOT
OTIACHOCTH JIJIsl TEHETUYECKOW MH(OPMAIIUUA XPOMOCOM, TIOTOMY YTO YKOPOUCHHUE
JHK unér 3a caér remomep. Bo BpeMs ClieyroIero mukia perinKauy S5'-KOHITbI
neneit JJHK omste ocratorcs HepocTpoeHHBIMU. Takum 00pazoMm, € KaxkIbIM
kietounbiM JienenreM JJHK xpomocom OyayT mociieoBaTenbHO YKOPAuMBaThCA.
YkopoueHHe TenoMep B OONBIIMHCTBE KIIETOK IO MEPE WX CTApeHUS — BaXKHBIH
(hakTop, onpeAeNAIONUI MPOIOJKUTENBHOCTD KU3HA OpraHu3Ma.

OaHako B SMOPHOHAIBHBIX U JAPYTUX OBICTPOMCISAIIUXCS KJIETKaxX MOTEepU

KOHIIOB XpPOMOCOM HEJONMYCTHMBI, moTromy uTo Yykopouenue JIHK Oynmer
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MPOUCXOJUTh OYeHb ObICTpO. B 3ykapumoThueckmx  KIETKax  HMeeTcs
bepmeHT TeJoMepasa, o0ecrieynBaromui BOCCTaHOBJICHUE
HEIOPEIUTNIIMPOBAHHBIX 5'-KOHIOB. K 0coOeHHOCTSIM 3TOTO (pepMeHTa OTHOCST
MPUCYTCTBUE B KadecTBe mpocTteTndeckoil rpymnmsl PHK, koTtopas cmyxur
MaTpHILIEH IIPH CUHTE3€ TEJIOMEPHBIX IOBTOPOB XPOMOCOM.

B GonpmMHCTBE COMATHYECKUX KIETOK TelloMepa3a HEaKTHUBHA, TaK Kak
coMmaruueckas kjetka uMmeeT ainunHy tenomepHoit JIHK, mocrarounyro nmist Bpeme-
HU KM3HU KJIETKU U e€ noroMcTBa. OHAKO HEOOJBIUIYI0 aKTUBHOCTD TE€JIOMEpPa3bl
OoOHApy>KMBAIOT B KIETKaX C BBICOKOH CKOPOCTHIO OOHOBIIEHUS, TaKUX Kak
IUM(OLUTHI, CTBOJIOBBIE KJIETKH KOCTHOTO MO3r'a, KJIETKU 3MUTENNs, SIUAEepMHUca
KOXH H Jp., @ TAK)KE TEJIOMEPa3Hasi aKTUBHOCTD BBICOKasl B OIYyXOJIEBBIX KJIETKaX.

[Ipouecc, MO3BOJSAIOLIMM  UBBIM  OpraHM3MaM  BOCCTaHABJIMBAaTh
noBpexacHus, Bo3nukaronme B JJHK, HassiBaroT penapanueii. Bce penapanuoH-
Hble MEXaHMU3Mbl OCHOBaHbI Ha ToM, 4To JJHK — nByxuenoueuynas moisekyna, T.e.
B KIETKE €CThb 2 KONWW TeHeTHYeckod wuHpopMmammu. Eciom HykiIeoTHIHAs
MOCJENOBATENFHOCTh OAHOW M3 JBYX LENeW OKa3bIBAECTCS MOBPEXAEHHON
(u3MeHEHHON), MWHPOPMALMI0 MOXXHO BOCCTAaHOBHUTh, TaK Kak BTOpas
(xoMIieMeHTapHas) Lemb coxpaHeHa. [Ipomecc pemapanuy TPOMCXOIUT B
HECKOJIbKO  3TarmoB. Ha  mepBoM  3Tame  BBIABIACTCS  HApyIlEHUE
komruieMentapHocT 1eneit JIHK. B xone BToporo stama HeKOMILIEMEHTapHBIN
HYKJIEOTHJI WIH TOJIbKO OCHOBAHUE YCTPAHSETCS, HA TPEThEM M YETBEPTOM ATarax
UAET BOCCTAHOBJICHHWE LIEIOCTHOCTH LEMHM MO NPUHIUIY KOMIJIEMEHTAPHOCTH.
OpHako B 3aBUCHMMOCTH OT TUIIA MOBPEKJICHUS KOJMUYECTBO ITANOB U (PEPMEHTOB,
YUYaCTBYIOILIHMX B €r0 YCTPAHEHUH, MOKET OBITh pa3HbIM. OYEHb PEIKO MPOUCXOIAT
noBpexaeHus, 3arparuBaromue obe mermu JIHK, T.e. HapymeHust CTpyKTypbI
HYKJIEOTHUI0B KOMIUIEMEHTapHO! maphl. Takue MOBPEXAECHUS B IOJOBBIX KJIETKAX
HE perna-pupyroTcsl, TaK KaK JJIsl OCYLIECTBICHUS CIOXKHON penapaluny ¢ y4acTHEM
TOMOJIOTHYHOW PEKOMOMHAIMK TpeOyeTcss Hadudue IUIUTOMIHOTO Habopa
xpomocoM. Hapymenuss kommiementapHoctu ueneid JIHK mMoryt mpoucxoauts

CIIOHTAHHO, T.€. 0€3 yJacTusi Kakux-1100 MOBPEKIAOIUX (HaKTOPOB, HAIPHUMEPB
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pesyibTare  OMMOOK  pEeIUIMKAlliK,  JIe3aMUHHPOBAHUS  HYKJICOTHIOB,
JeTypUHU3AIHH.

Tounocts perumkanuu JIHK odens Benwka, HO MPUMEPHO OAWH pa3 Ha
10°—10° HyK/ICOTHIHBIX OCTATKOB IPOKMCXOMAT OIIMOKH CIApUBAHMA, W TOTJA
BMecTo napbl HykieoTunoB A—T, G—C B mouepnioto mens JTHK oka3wiBatoTcs
BKJTIOYCHHBIMHA HYKJICOTHIIBI, HEKOMIUIEMEHTapHbIE HYKJICOTHAaM MaTpHIHON
nernu. GepMeHThI, Y9acTBYIOIIUE B yIAJICHUH HEMPABWIIBHOW Napbl HYKJICOTHJIOB,
pacro3HalT MaTPUYHYIO LIEMb 10 HAJMYUI0 METUJIMPOBAHHBIX OCTATKOB aJ€HHHA
B nocienoBaTelbHOCTSIX-GATC-. Tloka OCHOBaHUS HYKJICOTHIHBIX OCTATKOB B
JIOYEpHEH 1€ HEMETWJIMPOBaHbl, (PEPMEHTHI JOJKHBI YCIIETh BBISBUTH OLIHMOKY
PEIUIMKAIK U YCTPAaHUTD €.

BrisiBenne u ynaneHne HEKOMIUIEMEHTAPHOTO HYKJICOTHIIA TPOTEKaeT ¢
ygacTreM crenuuyHbpix OenkoB MUt S (HAXOAMT HENpPaBWILHYI0 Napy H
cBsI3bIBaeTC ¢ HMM), MUt H (mpucoenuHsiercsi K METHJIMPOBAHHOMY YYACTKY-
GATC-), mut L (aBasiercsi CBSBYIOUIMM  O€JIKOM  MEKIYy  HHMH).
Ipucoenunenne mut L 3aBepmaer oOpa3zoBaHue aKkTHBHOrO (epMeHTa |
dhopmupyet kommieke mut S, mut L, mut H Ha ydacTke, copepkaiieM ONIMOKY,
CHocoOCTBYET NposiBIeHHIO y MUt H sHIOHYyKIIea3HOM aKTUBHOCTH, YTO TPUBOJIUT
K (epmeHTaTHBHOMY TuApoiu3yeThochodpupHOi CBSI3M B HEMETHIMPOBAHHOMN

uenu Monexynsl JTHK.
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DK30HYyKJI€a3a NPUCOEAUHAETCS K CBOOOAHBIM KOHIIAM LIE€IH, OTLIETLISAS 110
OJHOMY HYKJIEOTHIy B  HampaBleHuun ot 3'-x 5'- U  ycTpaHser
HEKOMITJIeMeHTapHyto napy. JloctpanBanue ocymectsisercs JIHK-monmumepasa f3,
a COEIMHEHHE OCHOBHOIO M BHOBb CHHTE3UPOBAHHOIO YYacTKOB LENHU
ocymiectBisiercs: ipu yuactu pepmenta JJHK-nuraza. s ycnemsoro ¢yskiu-
OHHPOBaHUS ATHX (HPEPMEHTOB HEOOXOTUMO YYacTHE B perapanuy XelUuKazbl U
SSB-6enkoB.

JHK kaxxnol kieTku yenoBeka TepsieT 3a cyTku okosio 5000 myprHOBBIX
OCTAaTKOB BCJIEACTBHE pa3pbiBa N-TIMKO3MAHON CBS3M MEXIY IyPUHOM |
ne3okcupuoo3oi. Toraa B monekyne JJHK Ha mecte 3Tux ocHoBaHui oOpa3yercs
y4acTOK, JMIIEHHBI a30THCTBHIX OCHOBaHWM, Ha3BaHHbIH All-caiitom (AP-Site,
WIA amypuHOBBIM caiT). DTOT TN mNoBpexaeHHW ycTpanser ¢epment JHK-
uHCepTaza (OT aHIJI. INSert— BCTaBIATH), KOTOPBIH MOXET IPHCOCAUHATH K
JIe30KCHpH003€ OCHOBAHNE B COOTBETCTBUU C MPAaBUJIOM KOMILIEMEHTapHOCTU. B
ATOM cilydae HeT HeoOxoauMocTu paspesats nenb JJHK, Beipe3aTs HenpaBHIbHBIN
HYKJICOTH/I U PETIapUPOBAThH Pa3PhIB.

ToYHOCTh KOMIUIEMEHTApHBIX B3aUMOJCHCTBUM OT TOro, HAaXOUATCA JIU
MyPUHOBBIE ¥ MUPUMHUJIWHOBBIE OCHOBAaHHS B OJArONpHUATHOW JJISI CIIApUBAHUS
TayroMepHOi Gopme. Pusndeckne U XUMHYECKHE (DaKTOPBI OKPYKAIOMICH CpeIbl

BbI3bIBatoT B JIHK moBpexnenus 4 tTunos (tabi.).
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I. Zampacusaroujue OUHUNHEIE HYKACOMUObL
. Jdenypuun3anua
HAezaMHHHUPOBAHME NMTO3HHA IO ypaluia
Jde3aMMHUpOBAHME ANCHUHA MO IMMOKCAHTHHA
AJTKMIMpOBaHHE OCHOBAHMIA
. BcTraBka Mnm NeNelMa HYKNeoTHna
BxnrodyenHe oCHOBaHHA-aHANIOra
Il. Zampazueawowyue napy Hyxaeomuoovs
A. V@-uunyunpyemoe obpa3opaHue THMHHOBLIX JMMEPOB
B. lNonepeddble CUlIMBKH OHOYHKUHOHANBHBIM  AJIKHIAKM-
PYHOLIHM AreéHTOM
ITl. Paspeiavi yeneii
A. MouM3upyrollas panMaius
b. PaguoakTHBHAan Ne3sMHTEer pauusa kapkaca JIHK
IV. ITonepeunvie cuiusrku
A. Mexny OCHOBAHHAMH OJHOH LENH HJAH pa3sHBIX Lenel
b. Mexny JIHK 1 mMonexynamu 6enka (Hanpumep, ricro-
HAMM)

mRoEep

Peakuuu ne3aMUHUpOBaHMS LUTO3MHA U IPEBpAIIEHUE €r0 B ypaLull,
aJICHUHA B TUIIOKCAHTHH, T'yaHWHA B KCAHTHUH MPOUCXOIAT 3HAYUTEIBHO pEXE, YEM
JIlenypUHU3aIus, U cocTaBisroT 10 peakiiuii Ha OJMH TeHOM B CyTKH. McnipaBienue
9TOr0 BHJA CIOHTAHHOTO MOBpeXaAeHus mnpoucxonut mnpu ydactue JIHK-N-
ruko3wiaza. HepenapupyemMo M HO3TOMY  ONAcHO  JI€3aMHHM-POBAHUE
METHWJIMPOBAHHOTO HIMTO3WHA. [IpOAYKT €ro CIoHTaHHOTO 1E€3aMUHHUPOBAHHUS —
tumuH,HopMmanbHoe ais JIHK ocHoBanme, kotopoe He pacno3Haérest JIHK-N-
TJIIMKO3HIIA30H.

Nunymupyemsle noBpexaenus Bo3Hukator B JHK B pesynbrare
BO3JCHUCTBUS pa3HOOOpa3HbIX MYTareHHbIX (DAKTOPOB Kak pajMallMOHHOW, Tak U
xumuueckor npupogsl. [lox aeiictBuem Y®O nppoiinas cBsizp mexay Cs u Cg
aTOMaMHM yTJIepO/ia B COCTaBe MUPUMHUAMHOBLIX OCHOBAaHUH (TUMHHE W IIUTO3HHE)
MOJKET pa3pbIBaThcsi ¢ 00pa3oBaHMEM AMMEPOB. B 3aBHcHMOCTH OT TOro, Kakue
OCHOBaHUSI COEUHEHbI B AUMEP, X HA3bIBAIOT IUMEPAMU TUMHHA, IUTO3WHA WU
TUMHUH-IUTO3UHOBBIMUIUMEPAMH.  YJaJeHWe  NUPUMMIMHOBBIX  JAUMEPOB
MIPOUCXOIUT MOJ AeiicTBUEM (OTOHA3BL.

Azotucteie ocHoBanusi B JIHK wmoryr moaBepratscst pa3sHOOOpa3HBIM
MOBPEXKICHHUSIM: ANKHJIMPOBAHUIO,0KHUCICHHUIO, BOCCTAHOBJICHUIO WM CBSI3bIBAHHIO
OCHOBaHMA C (opMaMuaHbIMU TpynnupoBkamu. Pemapaumsa All-caiita Moxer
MPOUCXOIUTH WM ToJbKO Tipu yuactuu JJHK-mHCepTasbl, KoTopas npucoennHseT

K HC3OKCI/IpI/I603€ OCHOBAHUC B COOTBCTCTBUH C IIPABUJIOM KOMIUJICMCHTApPHOCTH,
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WM TIPY y9aCTHU BCETO KOMITIEKca (DepMEHTOB, yJacTBYIONIHNX B penaparun: All-
sHaonykneassl, All-sk3onykneassl, JIHK-nonumepassl p u JIHK-nurass.

Penapamust HeoOxXommma  UIs  COXpaHEHUS  HATUBHOW  CTPYKTYpPBHI
TEHETHYECKOr0 MaTepuaja Ha MPOTSHKEHWH BCed KU3HU opranm3ma. CHIDKEHHe
AKTUBHOCTH (PEPMEHTOB peHapalMoOHHbIX CHUCTEM IPUBOIUT K HAKOIUIEHUIO
noBpexxaernid (myranuii) B JJHK. [TprarHO# MHOTHX HacleICTBEHHBIX OOJIe3HEH
YeJIOBEKa BBICTYNAE€T HapyLIEHHE OTIENBHBIX 3TanoB Iporecca penapanuu.llpm
NUITMCEHTHOI KCepoAepPMHH B CHCTEME pelapalud CHUXKEHAa aKTUBHOCThb
(GepMeHTOB, OTBETCTBEHHBIX 3a yJaJeHHE HENPaBHJIBHBIX  OCHOBaHUA,
«3acTpoiiky» Opemm u apyrue QyHKuuu. JledekT penapalmoHHOW CHCTEMbI
MPOSBIIIETCS B CBEPXUYBCTBUTENBHOCTH K Y D-CBETY, YTO NPUBOAUT K MOSBICHUIO
KpacHBIX IISITEH Ha KOXKe, MEePeXOAsIIUX B HE3aKHUBAIOIINE KOPOCTHI U HEPEIKO B
pax koxxu. TpuxoruonucTpodusicBsizaHa ¢ OBBIIIEHHON (OTOYYBCTBUTEILHOCTHIO
JIHK, BbI3BaHHOW CHIKEHHEM aKTUBHOCTH (PepMEHTA, yYaCTBYIOIIETO B yIAJICHUU
quMepoB  TUMHHA. CHMITOMBI 3a00JI€BaHUS: JIOMKOCTH BOJIOC BCIIEICTBUE
HEXBaTKU Cephl B OeJKax BOJIOC M UX JIYKOBHII, YaCTO YMCTBEHHAs U (pHu3MuecKas
OTCTAJIOCTh; AHOMAJIUU KOXKH U 3yOoB.IIpu aTakcuu-TeneaHrud3KTa3uu MOBbIIIEHA
YyBCTBUTEIBHOCTh K PEHTITCHOBCKOMY OOIy4eHHUIo, y OOJBHBIX C aHeMuei
@aHKOHM HapyllleHa CHCTEMa pelapanuy IONEPEeYHbIX CIIMBOK. Bce oHHU
XapaKTepU3yIOTCSl  IOBBIIEHHOM  4YacTOTOM  Pa3BUTHS  3JI0Ka4E€CTBEHHBIX
HOBOOOpPAa30BaHMIA.

B3zaumoceAass penaukayuu ¢ d)CISOMU Kiemo4YHo20 OeneHus

[Ipomeccer pocTta W HOeneHUsS KIETOK JieKaT B OCHOBE JKHM3HH JFOOOTO
opranu3ma. Ho mpexje ueM COBEpHIUTH JeleHHE, KJIEeTKa JO0JDKHA C BBICOKOU
TOYHOCTHIO KOMHPOBATh CBOM T'€HOM, CHHTE3MPOBATh MHOXECTBO BBICOKO- H
HU3KOMOJICKYISIpHBIX coennHeHnid. COBOKYITHOCTh COOBITHH, 00ECIEeUNBAONINX
JIelieHue 3YKapUOTHYECKUX KJIETOK, Ha3bIBAIOT «KJIETOYHBII1
K. [IpoAOmKUTENPHOCTh KIETOYHOTO IHKJIA 3aBUCHUT OT THMA JCIISIIAXCS

KJICTOK, Y B3POCJIOTO 4YCJIOBCKAa OHA MOXCT BApbUPOBATH IIPUMCPHO OT 8umu 60J'I€C,
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a JuId HEKOTOPBIX THITOB KIIETOK JI0 To/a u Ooubine. Bee ¢a3sl Ki1eToyHOTO nuKiia
Gi, S, G;, M MoryT paznmuuaThCsi TO JUIMTETBLHOCTH, HO B OCOOCHHOCTH 3TO
kacaercs ¢aspl G, JTUTETBHOCTh KOTOPOH MOXKET OBITh paBHA MPAKTUIECKH HYJITIO
WK OBITH CTOJB MPOJIOJDKUTEIBHOM, YTO MOXKET Ka3aThCs, Oy/ITO KIETKH BOOOIIE
OpEeKpaTUiIM JejeHue. B 3ToM cilyyae TOBOpST, YTO KIETKHM HAaXOIATCS B
cocrossHnu TOoKOs ((aza Gp). Tak, HEWPOHBI B3pPOCIOTO HYEIOBEKa HE IENATCS
BooOme. KieTku snuTenusi KUIIEYHHMKA JENATCS Ha NPOTSDKEHUM BCEH JKU3HU
YeJIOBEKa, HO Jake y 3THX OBICTPONpOIH(EpUPYIONMX KIETOK MOJArOTOBKAa K
JeneHuto 3aHumaet 24 4. Kietrku n€rkux, no4ex, Ne4eHyd BO B3pOCIOM OpraHu3Me
HAUYMHAIOT JEJIUTHCS TOJBKO JIUILIb B OTBET HA MOBPEXKAECHUE OPraHOB.

BHemHue  curHajpl  MOTYT  CTUMYJHMpPOBaTh  WJIM  WHIHOMpOBATH
MPOXOXKJICHUE KJIETKH 4epe3 IHMKJI. TakuMu CHTHaJlaMd MOTYT OBITh (aKTOpPHI
poCTa, MHTEPICUKUHBI, TOPMOHBI, CIIOCOOHBIE TOICP’KUBATh WM UHIyIIUPOBATh
npoiupepauuio  ONpenesnéHHBIX THUMOB  KJIeTOK. CHrHaJbHBIE  MOJEKYIbI
CBSI3BIBAIOTCS  CIICHU(PHUECKUMH MEMOpaHHBIMH PELENTOpaMH, AKTUBUPYIOT
BHYTPHUKJICTOYHBIC MTYTH MEpeadydl CUTHAIOB OT PEIENTopa K SApYy M TaKUM o0pa-
30M HHAYLHUPYIOT TPAHCKPUILMIO ONpPENeNEHHbIX TeHoB. OIHMMHU M3 MEpPBBIX
AKTUBUPYIOTCS T'€HBI, KOAUPYIOIINE OCIKH HMKJINHBIL.

Bce mwmkmuuel genst Ha 2 moacemerictBa: Gl-mmkmuubl (D, E) u
MUTOTHUYECKUE IUKINHBI (A 1 B). [{luknuH3aBuCcHMbIe KUHA3bI, CBA3bIBAs LIUKIINH,
NEPEeXOAiT B aKTUBHYIO (popMy U MOTYT (hocopunrpoBats criennpuiaeckue OeIKu
(paxropbr  TpaHCKpHUIIMH, OENKH-WHTHOUTOPHI  (PAKTOPOB  TPAHCKPHIIIINH),
KOTOPbIE PETyIUPYIOT CHUHTE3 (PepPMEHTOB, 0OeCIeUrBAIOIUX periKanuoo. CuH-
Te3 KaKJOro LWKIMHA HAYMHACTCS NPH MOJArOTOBKE K COOTBETCTBYIOLIECH (asze
KJICTOYHOTO IHKJIA, €T0 KOHIICHTPAIUS B KJIETKE IMOBBIIIACTCS, a TIOCIIE OKOHYAHUS
(a3bl pe3Ko MagaeT A0 HyJsA. 3aBEpLIMBILNE CBOIO PA0OTY KOMIUIEKCHI LIUKIMHOB U
CDK cBs3pBaroTcss  cnenuuyecKuMu — O€lIKaMu, MHTHOUPYIONIMMH WX

aKTUBHOCTb, U 3aTEM MOJABEPTAIOTCS Pa3pyLIEHUIO.
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A CDK2 AxrupapyeT cibtes JJHK na vauanbyoil cragun S-gasel
B CDEI Perynupyver nepexon knetsu H3 Gy-thasel B M-diasy

I'maBa 2.
CHUHTE3 4 ITPOLHECCHHI" PHK
MonexynapHuvle 0CHO8bI MPAHCKPURYUU

TpaHckpumms — nepsas CTaaus pean3alui FeHeTH4ecKoi nHpopmanun
B KIeTke. B xoze mporecca oopazytorcs monekyiasl MPHK, ciyxamue matpurieit
JUIL CUHTE3a OENIKOB, a TakXKe TPAHCIOPTHBIE, pHOOCOMANbHBIE M JIPYTHe BUIbI
moisiekyn PHK, BemomnHsone cTpyKTypHbIE, aJanTOPHbIE W KaTaTUTUYECKUE
¢ysakimu. Tpanckpuniys y 3yKapuoTOB IPOUCXOIUT B siipe. B ocHOBe MexaHM3Ma
TPAHCKPUIILIMK JIKUT TOT K€ CTPYKTYpPHBIH MNPUHIMUI KOMIUIEMEHTApPHOI'O

cmapuBanus ocHoBanuii B mMonekyie PHK (G=Cu T=A). JJHK cmyxwur TOnbko
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MaTpUIle U B XOJi¢ TPAHCKPUIIIMK HEe M3MeHsercs. Pubonykineozuarpudocharst
(UT®D, I'TO, ATD, YTD) — cyOcTpaThl 1 UCTOUHUKU SHEPTHH, HEOOXOIUMBIE
JUTS. TIPOTCKAHMS TOJIMMEpasHo peakiuu, odpaszoBanus 3',5'-dochoamsdpupHoit
CBSI3U MKy pUOOHYKIICO3UIMOHO(OChaTaAMH.

Cunte3 mosiekyn PHK HaunHaercs B onpenenéHHbIX MOCIEA0BaTEIbHOCTSIX
(caitrax) HHK, koTopble Ha3bIBAIOT NPOMOTOPBI, U 3aBEPIIACTCS B TEPMHUHU-
pyronmx ydacTtkax (caidrel TepmuHamuu). Yyactok JIHK, orpannyenHsrii
IPOMOTOPOM U CaWTOM TEPMMHAIMH, MPEICTaBIIET COOON €IUHMILY TPaHCKpPHUII-
UMM —  TPAaHCKPMITOH. B KaXIOM  TpPaHCKPUNTOHE  HPUCYTCTBYET
HeMH(opMaTHBHAs 30HA; OHA COJEPXKUT CHEelU(HUUECKHE MOCIIeI0BaTEIbHOCTH
HYKJICOTH/IOB, C KOTOPBIMH B3aUMOAEHUCTBYIOT PETYISTOPHbIE TPAHCKPUIILIMOHHbBIE
(akTopsl. DTO GENKM YCKOPSIOUIME WM 3aMEeUISIONINE MPOLEcC TPAHCKPHIILINH.
CooTHonieHne WHPOPMATUBHOW W HEMH(POPMATUBHOW YacTed B TPAHCKPUITOHAX
IYKapHOTOB cocTaBisieT B cpeaneM 1:9 (y mpokapuotoB 9:1). B kaxkaom
TPAHCKPHUIITOHE TPAaHCKpUOHMpyeTcs Toyibko oxHa u3 aByx nenedr JJHK, xoropas
HA3bIBACTCS MAaTPUYHOI, BTOpAS, KOMIIJIEeMEHTapHasI e 1eIb,
Ha3biBaeTcs komupymomeil. Cunre3 nenu PHKuzaér or 5'- x 3'-xoHIyy, mpu 3tom
matpuyHas uenb JHK Bcerma antumapanienbHa CHUHTE3HpPYEMOH HYKJIEHMHOBOM
KucinoTe. TpaHCKpUIIIUS HE CBsi3aHa ¢ (pa3aMy KIETOYHOTO LMKJIA; OHA MOXKET
YCKOPSTbCA UM 3aMEUIATBCS B 3aBHCUMOCTH OT IOTPEOHOCTH KIJIETKU WU
Opranu3Ma B ONpeAeTIEHHOM Oelke.

buocunres PHK ocymecreisercs JITHK-3apucumbimu PHK-nmonmmmepazamu.
B sampax sykapuoToB oOHapykeHbl 3 crneruanuzupoBanHsie PHK-momumepassr:
PHK-nomumepaza 1, cunresupyromas npe-pPHK; PHK-mosmmepaza |,
orBercTBeHHas 3a cuHTe3 npe-MPHK; PHK-nosmmepasa 111, cunresupyromas npe-
TPHK. PHK-nonumepassr — onuromepHsie GepMeHTBI, COCTOSIIIINE U3 HECKOJIBKIX
cyonbeauan — 2a, 23, 0.

B mporiecce TpaHCKpUTIIIIMKM pa3auyaloT 3 CTaJUK: WHUITUAIUIO, SJIOHTAINIO
U TEepMHMHALMIO. AKTHUBAlUs MPOMOTOpAa MPOMCXOJUT C TOMOIIbIO OO0JIBIIOrO

o6enka — TATA-¢dakropa. Ilpucoenunenue ero obierdaer B3auMOJCHCTBHE
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npomoropa ¢ PHK-nmomumepazoii. d@akTopbl MHUITMAIIAN BBI3BIBAIOT W3MEHEHUE
koHpopmaumu PHK-momumepassl u obecneunBaioT pacKkpydyrMBaHUE MPUMEPHO
omHoro Butka cnmpamu JIHK, T.e. oOpa3yercs TpaHCKpUIIIMOHHASI BWIKA, B

KOTOPOW MaTpula AOCTyIHA 11 HHUIMAIU cuHTe3a nenu PHK.

MpomoTop CaliT TepMuHauMu
4
o e ————— OHE
TATA-dbakTop
-
! J. -

P - - — Smeam B
e s = Sl el el et AHK
~—— PHK-nonumepasa
2
PHE-nonumepasa - PEKTOPEI HHALWELWEWMEH
"

P
o —— e i /“y::c‘x:::—c_}-::

HT® —_ [~  (F-cySbenmHnua
3 PPi & 7| — PakTopsl 3noHraum9m

PHK-TpanckpunT 5° " —

e

OHK

L,—-—“ DAKTOP TEPMUHALIMM

L

PerynsapHoie (hakTopsl n——-/\_. PHK-nonumepa3a
npe-PHK A
UL 3 e

e ———— B —— B | 14

[Tocne TOro kak CHHTE3MpPOBAH OJUTOHYKJIEOTH W3 8-10 HYKIEOTHIHBIX
OCTaTKoB, O-cyObeamuuna otaensercss or PHK-mommmepassr, a BMecTo Heé K
MoJIeKyJie (epMeHTa NPUCOEAUHSIOTCS HECKOJIbKO (aKTOpoB 3MoHranuu. OHU
MOBBIMAOT akTUBHOCTH PHK-mommMepassl u oOserdaror pacxoskjaeHHe Iernei
JAHK. Cuntes momexkynst PHK wunér or 5'- k 3'-KOHIy KOMITIEMEHTapHO
matpuuHoit nerm JIHK. Ha craguum smonranmu, B 00iacT TPaHCKPUIITUOHHON
BUJIKH, OJHOBPEMEHHO pa3leneHbl npumepHo 18 Hykimeorunneix nap JAHK.
Pactrymmit xoner; nemm PHK o0pa3yeTr BpeMeHHYO THOPHAHYIO CIHpaib, OKOJIO
12 npap HykJIeoTHAHBIX oOcTaTkoB, ¢ MaTpuuHoil wneneto JIHK. Ilo wmepe
npoasuwxenuss PHK-nonrMepassl o marpuiie B HampaBiieHUH OT 3'- K 5'-KOHIY
BIEpPEAN HEE MPOUCXOIUT PACXOXKICHUE, & 0331 — BOCCTAHOBJICHUE ABOMHOU
ciupamu  JIHK. PackpyuuBanue npoitHoi crupanu [IHK B oOmactu caiita
TEPMUHAIMK JETaeT €ro JOCTYMHBIM Ui (akTopa TEpMUHAIMU. 3aBEpIIAeTCs
cunre3 PHK BcTporo onpeaenéHHbIX yqacTkax MaTpULbl — TePMHHATOPax (CaluTh

TepMI/IHaI_II/II/I) . CDaKTop TCPpMHUHAIIUU oOJeryaer OTACIICHUC  TICPBHUYHOTO
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tpanckpunra(npe-MPHK), kommrementapraoro marpure, u PHK-mommepassr ot
matpuubl. PHK-nonrmepasa MoxxeT BCTYNUTh B CEIYIOIIMNA LUK TPAHCKPUIILIUU
1ocyie MPUCOCTUHEHUS CYObEAMHUIIBI (L.

[MepBuunbie Tpanckpuntsl MPHK, mpexae yem OymayT MCIIOIB30BaHbI B XO/1€
CUHTe3a Oenka, MOJABEpraloTcd psaay KOBAJIEHTHbIX MoauduKauui. OTu
Mogudukarmu  HeoOXomuMmbl s ¢yHKIMoHupoBanus MPHK B kadectBe
Matpuibl. Mogudukanuu npe-MPHK naumnatoTcss Ha craauum snonranuu. Korna
JUIMHA TEPBUYHOIO TPAHCKpUIITA JOCTHraer npumepHo 30 HYKICOTHIHBIX
OCTaTKOB, MPOUCXOIUT K3IIUPOBAHUEETO 5'-KkoHI1A. OcymiecTBisieT
KonupoBanueryanununtpanchepaza uw [T ¢ oOpazoBanmem  5'.5'-
dochomurdupnoit ceszu. Ilocnenyromee METWIMPOBaHHWE OCTarka TyaHWHa B
cocraBe ['T® ¢ obpasoBanuem N7-MeTHIATyaHO3WHa 3aBepiiacT (OPMHPOBAHUE
korma.MouUIMpoOBaHHbIA  5'-KOHEI[ 00eCleunBacT WHUIUAIMIO TPaHCIIAIWY,
yanuHseT BpeMsa xu3HM MPHK, 3amummas e€ or gelictBus 5'-5K30HyKIea3 B
muroruiazMe. KanmupoBaHneHeoOXoquMo /il MHALMAIIMA CHHTe3a Oenka, Tak Kak
uanmupytomue tpumiersl AUG, GUG pacnio3naroTcst pubocoMoil TOJIBKO eCiin
npucyTcTByeT Kam. Hamuume ksma Taioke HEoOXOAMMO sl pabOThl CIOKHOM
(bepMeHTHOI cucTeMbl, 00eCTIEYNBAIOIICH y1aleHne HHTPOHOB.

3'-xoHery  OOJBIIMHCTBA  TPAHCKPHUNTOB,  cuHTe3upoBaHHbx  PHK-
nonumMepasoi I, Takxke nmoasepraercst MoAU(GUKALUY, TP KOTOPOH CIIEIIUATIBHBIM
depmenToM monMA-monMMepazoil  popMupyeTcs MOIUA-TIOCIEI0BATEILHOCTD
(momnA-«xBoct»), cocrosimast u3 100—200 ocTarkoB ane-HWIOBOW KHCIOTHI.
CurHajsoM K Hayaly NOJMAJCHUIMPOBAHUS SBIAETCS IOCIEI0BATEIbHOCTD -
AAUAAA- na pacrymeit nenu PHK. Hanmnune nonnA-nocnenoBarensHocty Ha 3'-
koHIre ooserdaeT Beixog MPHK u3 sinpa u 3ameyiser e€ ruapoan3 B IUTOIIIa3ME.

IlepBUYHBIl  TpPaHCKPUNT — CTPOr0  KOMIUIEMEHTapHas  MaTpule
HykinenHoBasi kucnora (npe-MPHK), comepkamasi kak 3K30HBI, TaK U UHTPOHBIL.
Jinna untponoB BapbupyeT ot 80 1o 1000 nykineorunos. [Iponecc «Beipezanusd»
MHTPOHOB TPOTEKAaeT MpH YYAaCTUM MaJbIX SJEPHBIX PUOOHYKIEONPOTEHHOB

(MsPHIT). Hykneotuanble mOCIEAOBAaTENbHOCTH HHTPOHOB (PYHKIMOHAIBHO
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HeakTUBHBL. Ho Ha 5'- m 3'-KOHIIaX OHU MMEIOT BBICOKOCTICIIH(DHUCCKHE TTOCIIE0-
BatenbHOCTH — AGGU- u GAGG- coOTBeTCTBEHHO (CaifThl CrulaiicuHra),
KOTOpbIe obOecneunBalOT WX yaajdeHne u3 Mojekynsl npe-MPHK. Ha mepsoit
craaun nporecca MIPHII cBs3biBatoTcst co crnenudpuiecKuMu Mociaea0BaTelbHO-
CTSIMM TEPBUYHOIO TpaHCKpUNTa (CaliThl cCrulaiicuHra), Jajnee K HUM
npucoenuasrorcs apyrue MsPHIL. [Ipu ¢popmupoBaHnu CTPYKTYpPHI CIUTaCOCOMBI
3'-KOHell OJHOr0 9JK30Ha COMMKaeTcss ¢ S5'-KOHIIOM CIEIYIOIEro 3K30Ha.
Cmnalicocoma Karanu3upyeT peakinuio paciierieHust  3',5'-dbocdomudrdpupnoit
CBSI3M Ha IpaHuULe 3K30Ha ¢ HUTpoHOM. [lociienoBarenbHOCTh MHTPOHA YAalseTcs,
a aBa dk30Ha coenuHstorcsa. Ob6pazoBanue 3',5'-hochoandrdupHoit CBI3U MEXKIY
IBYMs 3K30HaMH KaTanu3upyroT MIPHK, Bxonsime B cTpykTypy ciuaiicocomsl. B
pesyibTare CrulaiichHra w3 nepBUYHBIX TpaHckpunrtoB MPHK o6pasyrorcs

MoOJeKyIHI «3penoin» MPHK.

CaiiT cninancHHra MHTpOH CanT cnNancuHra
ol Skaon 1 |- AGGU: —— ’/ -GAGG Sraon 2 3
POpMHpOBaHWE 1.(‘ MAPHI
CRNARCOCOME|
J' — MAPHM

Cnnadcocoma

5 Suon 1 SkaoH2 ¥
Bt pesaHHbIA» HHTPOH P)Jk_* wsPHM
[ SK30H 1 I BwaonZ ]

«Ipanan- MPHK
Jns HEeKOTOpBIX TEHOB OMNHMCAaHBl ANBTEPHATUBHBIE IMYTH CIUIAHCHUHTA U
MOJIMAICHUIIMPOBAHUSL OJTHOTO M TOTO K€ TPAHCKPHUNTA. DK30H OJHOTO BapHaHTa
CIUTAMiCHHIa MOKET OKa3aTbCsl WHTPOHOM B aJbTEPHATHUBHOM IIyTH, [O3TOMY
Monekynsl MPHK, obpazoBaHHBIC B pe3yibTaTe aabTEPHATUBHOTO CILIANCHHTA,
pa3ianyaroTcs HabOpOM SK30HOB. DTO MPUBOAUT K oOpazoBanuio pazHeix MPHK u,
COOTBETCTBEHHO, pPa3HBIX OEIKOB C OJHOTO NEPBUYHOTO TpaHCKpuOTa. Tak, B

Hapa(i)OJ'IJ'II/IKy.HSIpHBIX KIJICTKax IIII/ITOBI/II[HOﬁ JKCJIC3bl B XOAC TPAHCKPHUIIIIUKU T'CHA
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TOpPMOHA KaJbIIUTOHUHAOOpasyercss mnepBuuHbIN Tpanckpunt MPHK, kotopsiit
COCTOUT U3 IeCTH 3k30HOB. Marpuunas PHK kaneruronnna obpasyercss myTém
CIUTalfiCHHra TepBBIX 4YeThIpEX 3k30HOB(1-4). Tlocnmemuuii (4eTBEPTHIN) 3K30H
COACPKUT CHUTHAJ TIOJIMAJIEHUIUpOBaHus (TmociiemoBaTtenbHOCTh -AAUAAA-
), y3HaBaeMblii MOJIUA-TIONUMEPa3oi B mapadoIUTMKYISIPHBIX KIIETKaX MMUTOBHI-
HOM >Kese3bl. TOT XKe MePBUYHBIA TPAHCKPHUNT B KJIETKAX FOJIOBHOTO MO3Ta B X0OJI€
Japyroro (anbTepHAaTHMBHOIO) TYyTH cIUlaicuHra mnpeBpamaercs B MPHK
KaJbIIUTOHUHIOJOOHOrO OesKa, OTBEYAIOLIero 3a BKYCOBOE BOCIPHSTHE.
Matpuunass PHK storo Oenka cocToWT W3 TEpBBIX TPEX 3K30HOB, OONIUX C
KanpiuToHnHOBOM MPHK, HO BKJIIOWaeT MOOMOJHUTENBHO NATHIA W IIECTOU
9K30HBI, He cBoicTBeHHBIe MPHK kambruronuna. IllecToif K30H TOXKEe HUMEET
curHan nonuaneHmwinpoBanua-AAUAAA-, y3HaBaeMblli (EpMEHTOM TONHA-

MTOJIMMEPA30M B KJIETKAaX HEPBHOW TKaHHU.

Sw3o BKIOH SHI0H DKaon

H =
ren[ 1 {23 }l—f a]{s
-

B wrToBMaHol wenese

H

SaoH
I_Ej 1—6 IKIOHB!

B kneTkax ronoaHoro Moara

e
[1T2]3] 4 F—nomma [112]3]5]&}—rnoma

Breibop omHOoro M3 myTed (anbTEpHATHBHBIA CIJIAHCHHT) W OJHOTO W3
BO3MOXXHBIX  CalWTOB  IOJUAJCHWIMPOBAHUS  MUIPaerT BaXHYK  poOjib B
TKaHeCTIENU(UIECKON IKCIIPECCUN TeHOB. Pa3Hble BapWaHTHI CIUIAiCHHTAa MOTYT
MPUBOJUTH K OOpa30BaHMIO pa3HBIX H30)OPM OJHOTO M TOTO >Ke Oerka.
Hampumep, res TporoHuHa COCTOUT U3 18 PK30HOB U KOJAHUPYET MHOTOYHCIIEHHBIE
130()OPMBI 3TOT0 MBIIIIEYHOTO Oelika. PazHbie 30(hOpMBI TPOITOHMHA 00pa3yroTCs
B Pa3HBIX TKAHIX Ha OMPEAENEHHBIX CTAIMIX X PA3BUTHSL.

I'ensl, KOJIUPYIOIINE OompIIyIO 4acTh CTPYKTYPHBIX PHK,
tpanckpubupytorcss PHK-momumepaszamu [ u III. HyknenHoBbie KHUCHOTBI —
npeamectseHHukn pPHK u TPHK — mnoasepratorcs B sigpe paclIemIeHU0 U
XUMHUYECKON MoaupuKanuu (TIPOIECCHHTY ).

[lepuunsiii Tpanckpunt TPHK conepxut oxono 100 HykineoTuaoB, a nocie

nporieccuara —/70—90 HYKICOTHIHBIX OCTAaTKOB. [lOCTTpaHCKpUIIIMOHHBIE
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Mo uduKanmu nepBuIHbIX TpanckpuntoB TPHK npouncxonsr npu yuactun PHK-
a3 (pubonykneas). Tak, ¢popmupoBanue 3'-konna TPHK karanusupyer PHK-a3a,
npeAcTaBisiomas coboil  3'-3K30HYyKJIea3y, «OTPE3aloUIyl0» IO  OJHOMY
HYKJICOTUAY, TIOKa HE JOCTUTHEeT nocienoBaTenbHocTH -CCA, 0lMHAKOBON AJIs
Bcex TPHK. Tlpe-TPHK coaepxut Bcero oaMH MHTPOH, cocTosummi u3 14—16
HYKJICOTU/IOB. VY nanenune WHTpOHA  H CIUIACHHT  TPUBOAAT K

(OPMHUPOBAHUIO «AHTHKOAOHA.

. EETI —
MHTEO\H' % jS/ TPHK TPHK

Mogwdbnkaumus
OCHOBAHMI
=Ci

Anepuan T~ - 608
N _/j Mewpasa \b/ c— cyBeaMHMLE PHBOCOM

Uwuronnasma ApepHan nopa Hymonnazta

B knerkax 4enoBeka colepxuTcs OKoyio coTHM Konuil rena pPHK,
JIOKAaJM30BaHHBIX TpynmamMu Ha msaTh xpomocomax. ‘el pPHK tpanckpnOm-
pytorcs PHK-monmumepaszoit 1 ¢ oOpa3zoBaHueM HWICHTUYHBIX TPAaHCKPHIITOB.
[lepBuunble TpaHCKpUNTHI UMEIOT AIUHY OKoJio 13000 HYKICOTHAHBIX OCTATKOB
(45SpPHK). OHa moaBepraetcst IpoLECCUHTY, B pe3yibrate oopasyercs 28SpPHK
(okoso 5000 myxieorunos), 18SpPHK (oxosio 2000 mykneorumos) u 5,8SpPHK

(okos10 160 HYKIICOTHIOB), KOTOPBIC ABJISIOTCS KOMIOHEHTAMH PUOOCOM.
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I'JIABA 3
CUHTE3 BEJIKA U TEHETUYECKHH KO/

benku wurparoT LEHTPaNbHYIO pPOJb B IpOLECCAX KUZHEAECATEIBHOCTH
kietok. [Ipumepom ciayxar ¢pepMeHTHl U B (POPMHUPOBAHUU KIETOYHBIX CTPYKTYP.
AHanu3 coJepKaHUST B KPOBH OIPEICIICHHBIX OETKOB W (PEPMEHTOB HIMPOKO
UCIIOJIB3YIOTCS B JUAarHOCTHUYECKUX LenAX. OTKpBITHE T'€HETHYECKOro Kona
MO3BOJIMJIO OTBETUTH HA BOIPOC O TOM, KaK CBSI3aHBI MEXIy c000i nedexTb
OIIpEICTICHHBIX OCJIKOB YEJIOBEKa W HacjieACTBEeHHble 3aboneBaHus. IlosTomy

3HaHKWE CHHTE3a Oenka HeoOXOUMO IS TPAKTHUKK Bpada o0niero npoduiis.

1. Ienemuueckuii ko0 u e2o cocmas.

[TepeBon nH(popMaIuy, 3aKIIOUEHHON B MOJUHYKJIEOTUTHOM
nocneaopareabHoctd MPHK, B aMHHOKHCIOTHYIO mMOCIenoBaTenbHOCTh Oeika
TpebyeT ompeaenéHHoro cmocoba  KOJUPOBaHUS, T.€.  CYIIECTBOBaHUS
ONpPEeNeNEHHOr0 3aKOHa, MO0 KOTOPOMY 4YEepelOBaHHE YETHIPEX HYKIEOTHUIIOB B
MPHK 3amaér cnemmduyeckyio mOCIeI0BaTEIFHOCTE AMUHOKHCIOT B Oelke.
HeobxogumMocThb KOJIMPOBaHUS CTPYKTYpPBI OeIKOB B JTIMHEHHOMN
nocnenoBarensHocTH HykiaeotunoB MPHK u JIHK ocHoBaHa Ha ToM, 4TO B XOJI€
TPAHCIISAIUN:

*HET COOTBETCTBUSI MEXIy 4uciIoM MoHoMepoB B Marpuine MPHK wu
MPOJYKTE — CHHTE3UPYEMOM OeJlKe;

* OTCYTCTBYET CTPYKTYPHOE CXO0/CTBO Mex 1y MoHOoMepamu PHK u Genxa.
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DTO HMCKIIOYaeT KOMIUJIEMEHTApHOE B3aMMOJACMCTBHE MEXIy MaTpHIEd U
NPOAYKTOM — TMPHUHIMI, [0 KOTOPOMY OCYIIECTBIISETCS NMOCTPOECHUE HOBBIX
mousiekyn JJHK u PHK B xone pennmkanuu um TpaHCKpUIILMHU. 3HAYUT, JOJKEH
CYILIECTBOBATh «CIIOBapb», MO3BOJISIONINN BBISICHUTH, KaKasi TOCIEA0BATEIbHOCTh
HykineotuoB MPHK oOecnieunBaer BkiltoueHHE B O€I0K aMMHOKHCIIOT B 3aJJaHHOM
MOCIIEZIOBATELHOCTH. OJTOT «CJIOBapb» TONYYWJI Ha3BaHHE T'E€HETHYECKOTO,
OMOJOTHYECKOT0, HYKJIECOTHTHOTO, WM aMHUHOKHCIOTHOTO Kona. OH TO3BOJISET
mudpoBaTh AMMHOKHUCIOTBHI, BXOJMIIME B COCTaB O€JIKOB, C TOMOIIbIO
onpenenénHoil mocnenoBarenbHoctu HykieotuaoB B JJHK u MPHK. Jlns mero

XapaKTepHBbI ONpeieEHHbIE CBONCTBA.

I'eHeTnuecKku KO

TpumierHoctb. OJHIM W3 OCHOBHBIX BOIIPOCOB NPH BBISICHEHWU CBOMCTB
Koma OBIT BOMPOC O YHCIE HYKICOTHUAOB, KOTOPOE IOJDKHO OIPEIeIsTh
BKJIFOUCHHUE B OCJIOK OJTHOM aMHUHOKHUCIOTHL. [IOHATHO, 4TO YMCIIO HE MOXKET OBITh
paBHBIM | WM 2, TaKk Kak B 3TOM CIlydae KOJUYECTBO KOIUPYIOIIMX JIEMEHTOB
Oyzer HemoctaTo4HbIM sl mudpoBanus 20 aMHUHOKUCIOT B Oenkax. Ywmcio
KOJMPYIOMIMX IOCIE0BAaTeIbHOCTEH M3 YETHIPEX HYKJICOTHIOB IO TPH PAaBHO
4°=64, uaro Gomee 4eM B 3 pasa mpeBhIlIaeT MUHUMAIbHOE KOJIUYECTBO, KOTOPOE
HE00X0IUMO TSt KOAUPOBAHUS 20 AMHUHOKHCIIOT. HanbnHeiimue

SKCIICPUMECHTAJIbHBIC UCCIICA0OBAHUA TTOKAa3ajinu, YTO KOAUPYIOIHUMHU 3JIEMCHTAMH B
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m(pPOBaHUN AMHUHOKHCIIOTHOM TOCIIEIOBATEIEHOCTH JEHCTBUTEIFHO SIBIISTIOTCS
TPOWKH HYKJIEOTUOB, WA TPUILIEThI, KOTOPHIE MOJTYUYHIN HA3BaHUE «KOAOHBD.

CMmbIca koaoHOB. CMBICIT KOJOHOB cTal MOHATEH B 60-x 1. XX crolerws,
KOT/Ia, HCTONB3ys OECKICTOUHYI0 CHUCTEMY CHHTE3a OEJIKOB M CHHTETHYECKHE
HOJUPUOOHYKJIEOTHBI C 3aJaHHOW IOCIEeN0BATEIbHOCTBIO HYKJIEOTHIOB B
kadectBe marpunbl, M. Hupenbepr u I'. Marren cHHTE3MpPOBAIN MOTUTIECTITHIBI
onpenenéHHoro cTpoeHus. Tak, Ha MaTpuLe NOIU-Y, COCTOSIIEH TOJIBKO U3 OCTaT-
koB YM®, Obin monydeH mnonudeHWIalaHWH, a Ha warpuie nomu-1][ —
noymnponud. M3 atoro ciuenosaio, yro Tpuriet -YVYY koaupyer deH, a TpUILIET
-CCC — IIpo. B mocneayronmx sKCIEpUMEHTax yAaloch YCTAaHOBUTH, 4TO U3 64
KOJ/IOHOB BKJIIOUEHHE aMHHOKHCIOT B CHHTE3UPYIOUIYIOCS MOJMICNTUIHYIO LENb
umdpyer 61 tpumier, a 3 ocranpHeix — YAA, YA, YIA He xomupyror
BKJIIOYEHHE B O€JIOK aMUHOKHUCIOT M IEpPBOHAYalbHO OBUIM  Ha3BaHbI
OECCMBICTICHHBIMU, MJIM HOHCEHC-KOJOHaMu. OJHAKO O0Ka3ajloch, YTO 3TH
TPUILIETHl CUTHAIM3UPYIOT O 3aBEPLICHUHU TPAHCISUU, U IO3TOMY MX CTalM Ha-
3bIBaTh TEPMUHHUPYIOIIUMHU, WIHA CTON-KOJOHAMH.

Crnenuduunoctb. Kaxaomy KOIOHY COOTBETCTBYET TOJIBKO — OJHA
omnpesienéHHas aMUHOKUCIOTa. B 3TOM CMBbICIE T€HETHYECKHH KOJ CTpOro
OJITHO3HAYEH.

Boipoxnennocts. B MPHK u JIHK umeer cmbicn 61 Tpurmier, Kaxasiil w3
KOTOPBIX KOAMPYET BKJIIOUEHHE B Oenok omHoil m3 20 ammHOKucioT. M3 sToro
ClIeZlyeT, YTO B MH(POPMAIIMOHHBIX MOJIEKYJaX BKJIIOYEHHE B OEIOK OJHOM U TOH
K€ aMHUHOKHUCIIOTHI OMPEAEISIOT HECKOJIBKO KOJOHOB. DTO CBOMCTBO OMOIOrHYec-
KOTO KOJa TIOJYYHJIO Ha3BaHWE BBIPOKICHHOCTH. V30BITOYHOCTH KOAMPYIOIIMX
[OCJIEeIOBATEIbHOCTEN TOBBIIIAET YCTOWYMBOCTh HMH(POPMALMOHHOTO MOTOKA K
HEONMarompusTHBIM BO3JEHCTBHUAM BHEIIHEH W BHYTpeHHeH cpeapl. Ilpu
OTIpEJICICHUH TPHUPOJbl AMHUHOKHCIOTHI, KOTOpas AOJDKHA OBITh BKJIIOYEHA B
0eNoK, TPeTHil HYKJIEOTHJ B KOJOHE HE WMEET CTOJIb BaXXHOTO 3HAYEHHS, KaK

IIEPBBIE /1BA.
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JIuHeitHocTh 3anmucu uH@opmaumuu. B xone TpaHcmsmuu komoasl MPHK
«YUTAIOTCA» C (PUKCHUPOBAHHOW CTapTOBOM TOYKH IOCIIEAOBAaTENIbHO U HE
nepekpsIBaloTcs. B 3amucu mHpOpManuu OTCYTCTBYIOT CHTHAJIBI, YKa3bIBAIOIINE
Ha KOHEI] OJHOTO KOJ, OHa W Hayaimo ciemnytomero. Komon AUG sBisercs
MHULMUPYIOLIUM U IPOYUTHIBAETCA KaK B Hadalle, Tak U B Apyrux ydactkax MPHK
kak Met. Cremyromnme 3a HUM TPHUIDIETHl YHTAIOTCS MOCIEI0BATEIbHO 03 KaKmX-
00 TPOMYCKOB BIUIOTH /IO CTOM-KOJOHA, HA KOTOPOM CHHTE3 IOJMIIETITHIHON
LIEU 3aBEPILAcTCs.

YHuBepcanbHOCTDb. [0 HETaBHEr0 BPEMEHHU CUUTANIOCH, YTO KO aOCOIIOTHO
YHUBEPCAJIEH, T.€. CMBICI KOJOBBIX CIJIOB OJIMHAKOB JJS BCEX HW3YYEHHBIX
OpPraHu3MOB: BHPYCOB, OaKTepuid, pacTeHHUil, 3eMHOBOJHBIX, MJIEKOMHUTAOLIHX,
BKJIIOYasi dyesoBeka. OAHAKO TMO3JHEE CTajJ0 H3BECTHO OJHO MCKIIIOUEHHE,
oKazanoch, uro mutoxoHapuanbHas MPHK comepxxutr 4 Tpumera, umerommx
apyroe 3Hauenue, yeM B MPHK sgepnoro mnpoucxoxaenus. Tax, B MPHK
mutoxouapuii Tpuruier UGA kommpyer Tpu, AUA — Mer, a AGA u AGG
MIPOYNTHIBAIOTCS KaK JIOMOJHUTEIBHBIE CTOM-KOIOHBI.

KomneapHocTs reHa u mpoaykTa. Y NMpOKapHOTOB OOHApY:KEHO JMHEHHOE
COOTBETCTBHE IIOCJIEIOBATEIBbHOCTH KOJOHOB T€HAa M IOCIEA0BATEIBHOCTH
AMHHOKHUCJIOT B O€JIKOBOM IPOJIYKTE, WM, KaK TOBOPAT, CYIIECTBYET KOJIU-
HEapHOCTh I'€Ha M MPOAYKTa. Y 3YKapHOTOB IOCIIEJOBATEIbHOCTH OCHOBAaHUI B
reHe, KOJMHEapHble AaMHHOKHCIOTHOW  IOCIENOBATEIbHOCTH B  O€JIKe,
MPEPBIBAIOTCA MHTpOHAMH. [l03TOMYy B 3YKapHOTHYECKHX KIIETKaX aMHHOKHC-
JIOTHAs TIOCJIEZIOBATENIFHOCTh O€IKa KOJIMHeapHa MOC/Ie0BAaTeIbHOCTH 3K30HOB B
rede unu 3penoit MPHK nocie nocTTpanCKpUNIIMOHHOrO yAaleHUs! HHTPOHOB.

2. Cmaduu buocuHmesa besKa.

s cuHTe3a MONMIENTUIHOM Lend HeoOXOAMMO OOJbIIOE KOJIUYECTBO

KOMIIOHEHTOB, COBMECTHOE H COTJIACOBAHHOE B3aHUMOJEHCTBHE KOTOPBIX MPUBOJIUT

K oOpa3oBaHuIo Oenka.

Heo0xonnmble DOyHKIHUA

1. AMMHOKHCIOTHI CvyoOcTparsl U1 cuHTE3a OEIIKOB
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2. TPHK TPHK BeImonHstoT GpyHKImio aganropos. OHU
AKLIENITOPHBIM KOHLIOM B3aUMOJIEHCTBYIOT C

AMHWHOKHCJIOTaMH, a aHTUKOJOHOM — C KOJOHOM

3. Amunoanmn-TPHK Kaxnas aa-TPHK-cuHTETa3a KaTanu3upyeT peakimio
CHUHTETa3bl crenn(uIecKoro CBsI3bIBaHUs OAHOM 13 20
4. MPHK Marpuiia coaepKuT JIMHEHHYIO MOCIEA0BaTENbHOCTD

KOJIOHOB, OTIPENEISIIOLINX IEPBUYHYIO CTPYKTYPY

5. Pubocombl PuGonykieonpoTeHHOBBIE CYOKIETOYHBIE CTPYKTYPHI,

ARITAFOTITUECH MEeCTOM CUHTERA ﬁem(nn
6. ATO, I'TD Hctounuku sHEPTHH
7. benkoBbie hakTopel  |Crnenuduyueckue BHEPUOOCOMHEIE OETKU, HEOOX0IUMBbIC

T TTNOTTeCCA
WHUIMAINY, dJoHTanuu, |TpaHcisnuu (12 gaxropos nannumanuu: elF; 2 dpakropa

TepMUHAINH anouranvu: eEP1, eEF1, eEF2 u dhakrops! TepMuHanum:

8. Monbl maruus Kodaxrop, cTabunmsupyronuii CTpyKTypy pudocoMm

CunTes Oenka Ha prOOCOMe BKITIOYAIOT 3TAITBl: MHUIIUAIIAH, SJIOHTAIlN U

TCPpMUHAIIUU.

3.Aoanmopnas pyuxyus mPHK.

TPHK Ha3bBalOT «amantopHble MOJIEKYJb», TaK KakK K aKIENTOPHOMY
KOHITY 9THX MOJICKYJ MOXKET OBITh IPUCOCINHEHA ONpeaAcIEHHAas aMUHOKHCIIOTA, a
C TIOMOIIBIO AHTUKOJIOHA OHM Yy3HaWT cnemupuyeckuii komgoH Ha MPHK. B
mporecce cuHTe3a Oenka Ha pubocoMe cBs3bIBaHWE aHTHKOA0HOB TPHK c
komoHamun MPHK nmpoucxomut mnmo TOpUHIUOY KOMIUIEMEHTapHOCTH U
anTunapamenbHoctu.OMHako  okazanoch, uto uumcno TPHK nmns  xawxmoit
aMHUHOKHCIJIOTHI HE COBMAJaeT ¢ 4uciaoM koaupyromux e€ kogoHoB B MPHK, u,
cienoBaTelibHo, HekoTopble TPHK criocoOHBI CBSA3BIBATHECS OOJIBIIE YEM C OJTHUM
KosloHOM. MccnenoBanue 3Toro Bompoca no3BOJIMIIO YCTAHOBUTD CIEAYIOIIEE:

*[IepBhIC JIBA OCHOBAHUS KOJOHA W MOCIEAHUE JABA OCHOBAHHS aHTUKOJOHA
00pa3yroT 0ObIYHBIC TTPOYHBIE TAPhI (T'YaHUH-IIMTO3WH U aJICHUH-YPAIlHT) K BHOCST

H3H6OHBHIPII>’I BKJIaJ B CHCHI/I(i)I/I‘-IHOCTB )ICKOI[I/IpOBaHI/IH;
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*CBSI3BIBAHME TPETHErO OCHOBAaHUS KOJOHAa C TIEPBBIM OCHOBAHHEM
AQHTHKOJIOHA TIPOUCXOAUT ciabee, YeM C MEepBBIMH JBYMs, U 3TO IO3BOJISET
HekotopeiM TPHK mpounteiBatre 6osbiie yem oauH KoJoH. Tak, HarmpuMep, oHa
n3 apruanHoBbIX TPHK nmeer antukonon 5'-1-C-C-3', KOTOpBIN MOXKET y3HAaBaTh
3 pa3HBIX aprUHUHOBBIX KOJIOHA:

B mwmrozone knerok 20 pasnMYHBIX AMHHOKUCIOT MPHUCOCIUHSIOTCS a-
KapOOKCHJIBHOW  Tpynmod K  3'-THUIPOKCHIBHOMY  aKIENTOPHOMY  KOHILY
cootBercTByrOmMx TPHK ¢ o6pazoBanuem cloXxHOR(DUPHOH CBS3U. DTU peakiuu
KaTaJIM3upyeT CEeMEHCTBO (pepMeHTOB, Hocsmee Ha3BaHue amuHoarmiI-TPHK
cuntera3 (aa-TPHK-cunTteras). Kaxknplii wieH 3Toro cemelictBa y3Ha€éT TOJBKO
oJIHYy omnpeaenéHHyo amMmuHokuciIoTy U Te TPHK, koTopbie ctocoOHBI CBSA3BIBATHCS
¢ 3Toil amuHokucioTol. U3 storo cienyer, uto B rpynny TPHK-cunTeras Bxomut
20 pa3nuyHBIX (HepMEHTOB.

OHHU OCYLIECTBJISIFOT AaKTUBALMIO AMUHOKHUCIOT B 2 CTaJuU: Ha IMEpBOH
CTaIuy aMHUHOKHCIIOTa TPUCOEAMHSETCS K (epMeHTy u pearupyer ¢ ATD c
o0Opa3zoBaHreM 0OTaTOro SHEPTHEH MPOMEKYTOYHOTO COCTMHECHUS — aMUHOAIUII-
AM®. Ha BTOpo#l cTaaud aMHHOALWIBHBIM OCTAaTOK aMUHOALMJIAJACHUIIATA,
OCTaBasiCh  CBA3aHHBIM C  (EPMEHTOM, B3aUMOJEHCTBYET C  MOJEKYJIOi

cootBercTByomiel TPHK ¢ o6pazosannem amunoanun-TPHK.

ATP pp_I
o o
H ” AMP + @
HOOC— HC—R ® — ApeHun — Puboia _.0_..T_0_c,._c|-¢ —R
OH NH?
H,N - AMP-AK
2 Depmgur () | 8K THBMPOBAHHAR AMUHOKKMCNETa)
AmMuHOBLMN- P
TPHK-cuHTeTasa TPHK TPHK-AK
Amuroaumn-AMP-thepmerTHEIR
KOMNNEKT
Amurokucnora (AK) AmuHoaunn-TPHK

CyMMapHO 3Ty peaxiMi0 MOKHO HalMcaTh CIeIyIOIUM 00pa3oM:

Awmunoxuciora + TPHK + AT® — amubnoauuia-tTPHK + AM® + PP

UpesBbvaitHo Beicokas crenupuaHocts aa-TPHK-cuHTeTa3 B cBsA3BIBAaHWU

AMHWHOKHUCIIOTBI € COOTBETCTBYHOIIUMU TPHK neXuT B OCHOBE TOYHOCTH
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TPAHCIAINN TeHETHYeCKON MH(popManuu. B akTHBHOM IEHTpe STHX (EepMEHTOB
ecTb 4 cnenuduyecKux ydacTka JJis y3HaBaHus: aMUHOKUCIOTH, TPHK, AT® u
yeTBEPTBIN — A npucoenuHeHus: Mmoiekynsl H,0, KoTopas ydacTByeT B
THUAPOJIN3E HEMPAaBUIBHBIX AMHUHOAIMIIAJCHUIATOB. 3a CUET CYIIECTBOBAHUSA B
aKTUBHOM  LEHTpE 3TUX  (EPMEHTOB  KOPPEKTUPYIOIIErO0  MEXaHU3Ma,
o0ecrieunBaroImero HEME[UIGHHOE yIaleHHWe OMHOOYHO IPHCOSTUHEHHOTO
AMUHOKHUCJIOTHOTO OCTaTKa, JOCTHUTAeTCsl IMOPa3UTENIbHO BBICOKAS TOYHOCTh
paboter: Ha 1300 cBs3annbix ¢ TPHK aMuHOKHCTIOT BCTpedaeTcs TOIBKO OJIHA
omunOKka. AMHHOKHCIIOTA, IprcoeanHsisick K TPHK, B nanpHelieM He onpesenser
cneuupuyeckux cpoiicts aa-TPHK, Tak kak e€ cTpykTypy He y3Ha€T Hu pubocoma,
Hu MPHK. Vuactue B cuHTe3e Oenka 3aBUCUT TOJbKO OT cTpykryphl TPHK, a
TOYHEE, OT KOMIUIEMEHTAapHOI'0 B3aUMOJIEHCTBUS aHTHKOA0Ha amuHoauuia-TPHK ¢
kogoHoMm MPHK.

3. Tpancasyus.

B pubGocome ectp 2 meHTpa mms mpucoenuHeHuss Mmonekyn TPHK:
aMmuHOAUMIbHBIA (A) W mentuauibHb (P) meHTpsl, B 00pa3oBaHUU KOTOPBIX
y4acTBYIOT 00e cyOneauHuiibl. Bmecte nieHTphl A u P Brimoudatot ygactok MPHK,
paBHbBIN 2 KonmoHaM. B xoze TpaHcnsiuu 1eHTp A cBssbiBaeT aa-TPHK, cTtpoenue
KOTOPOH oIpenesseT KOI0H, HaXoAdLuiics B 006aacTu 3Toro neHrpa. B crpykrype
3TOro KOJIOHA 3amK(poBaHa NpUPOAa AMUHOKUCIIOTHI, KOTOpasi Oy/eT BKIIOUYEHa B
pactyuyro noinunentuaHyr uenb. Llentp P 3anumaer mentunun-tPHK, t.e.
TPHK, cBsi3aHHasi ¢ meNTHIHON IEMOYKON, KOTOpas yKe€ CHHTe3upoBaHa. B xoxe
cuHTte3a Oenka npourenue unpopmaru MPHK unér B nanpasnenun or 5'- k 3'-
KOHILy, oOecrieunBas cuHTe3 nentuaa ot N- k C-xonmy. Kaxnas sykapuoTrueckas
MPHK xoaupyer cTpoeHue TOJIBKO OJHOW MOJUIENTHAHON uenu (T.e. OHa
MOHOILIUCTPOHHA), B ominuue oT mnpokapuornyeckux MPHK, koropsie uacro
comepxar WHPOPMANHIO O HECKOJBKHX NeNnTuiax (T.e. OHM TOJUIUCTPOHHBI).
Co0bITHst HAa puOOCOME BKIIOYAIOT STAIbl: MHUIUAINH, SJIOHTAIUY U TEPMUHAIIH.

Wunnmanus TpaHCISIIMU TpecTaBisieT co0oi coObITHE, B X0J€ KOTOPOIro

IPOUCXOMUT 0Opa3OBaHME KOMIUIeKca, BKirodatontero Mer-TPHK:M", MPHK u
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pubocomy, rae TPHKM" — wunmmmpyiomas meruonnuosas TPHK. B stom
nporiecce ydacTByloT He MeHee 10 (pakTopoB MHHMLIMAIMH, KOTOPbIE 0003HAYAIOT
kak elF (eukaryoticinitiationfactors) ¢ ykazanmem Homepa U  OYKBBI.
[lepBonauanero 40S cyObenuHHIIa PHOOCOMBI COCMUHSETCS C  (PAKTOPOM
MHHULIAAIUK, KOTOPBIA NpPEnsATCTBYyeT €€ cBs3blBaHUIO ¢ 60S cyObenunuuei, HO
CTUMYIIUPYEeT OOBEIWHEHHE C TPOWHBIM KOMILIEKCOM, BKIIOYAIOIUM Mer-
TPHKM", elF-2 u I'T®. 3ateM 5TOT Temeph yke 60jee CIOKHBIA KOMILIEKC
cBa3piBaeTcss ¢ S5'-konioMm MPHK mpu yuactum Heckonmbkux elF. Omun u3
¢dakTopoB mHuumammu (€lF-4) y3Haér u mpucoequHSETCs K y4acTKy «Kd3ID» Ha
monekyine MPHK, mostomy oH nojy4uun Ha3BaHHE K3IICBSI3BIBAIOLIETO OeiKa.
[Mpukpermmics k MPHK, 40S cyObenuHHIla HAYWHACT CKOJB3WTH IO
Hekoaupyromer yactu MPHK 1o tex mop, moka He HOCTUTHET MHULUHUPYIOLIETO
konoHa AUG koaupyromell HYKJICOTHIHOW IMOCIICA0BAaTeAbHOCTH. CKONBKEHUE
40S cyborequannbl mo MPHK  compoBoxmaercs ruaponmzom AT®, sHeprus
KOTOPOTO  3aTpayMBaeTCsi Ha MPEOJOJICHWE Y4YacTKOB CHHUpaju3aludl B
HerpaHcoupyemorr  dacth MPHK.  JlocTurHyB — Hadayia — KOIUpYHOLIEH
nocnenosarenbHoctd MPHK, 40S cyObenuumIia ocTaHaBIMBAETCS U CBA3BIBACTCS C
OpyruMu  (GakTopaMd HHUIMALUHN, YCKOPSIOUIMMHU mpucoeauHenue  60S
cyObenuannbl 1 obpazoBanue 80S puOOCOMBI (MHUITMUPYIOMIETO KOMILIEKCa) 3a
cuér tumponm3a [ TD go I'/I® u Heopranmveckoro d¢ocdara. [lpu sTOM
dbopmupyrores A- u P-ienTpsl pubocomer, mpuuéM B P-ieHTpe okazsiBaercs AUG-

koo MPHK ¢ npucoemuénHoit k Hemy Mer-TPHKM®",
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elF-2- I To-MerTPHK M mPHK

60 5

| | P-LigHTp A-LeHTR
,
i elF-2 I TdMer-TPHK ™ elF-2rToMertPHEM™ |
alF-3 elF-3 elF-3 I
= | - |
i a— & = = S PHE ——ts
E—‘} {—E I’/ tl 5! _ILﬁELLE&E%J'E' 3! ‘.I -
|
40-5
PubocomansHan | .
cybreauHmug 1 alF-2
| +
- elF-3
AT AlD *
+ roo

Dnoneayua. 1lo 3aBepuieHMM WHHULOUAIMH prOOCOMa pacroyaraercs Ha
MPHK Takum o6pazom, uro B P-1ieHTpe HaxoauTcs nHUIHpyonmii kogoH AUG ¢
nprcoemMHEHHON K Hemy Mer-TPHK™", a B A-1leHTpe — TpHILIET, KOAMPYFOLIHii
BKJIIOYEHHE TEepBOM aMHUHOKHCIIOTHI CHHTE3HpyeMoro Oenka. [lamee HaumHaeTcs
caMbIil TIPOJOJDKUTEIBHBIN JTal OEJNKOBOTO CHHTE3a — JJIOHTAlUs, B XOJIE
KoToporo pubocoma c¢ momotisio aa-TPHK mocnenoBarensHo «unrtaer» MPHK B
BUJIE TPUIUIETOB HYKJIEOTHIIOB, CIEAYIOIIMX 3a WHULMHUPYIOIIMM KOJOHOM B
HampaBieHun oT 5' k 3'-KOHIly, HapamuBas MOJHUIENTHAHYIO IETI0YKY 3a CU€T
MIOCJIEZIOBATEILHOIO  IPUCOCAMHEHUS aMHUHOKHUCIOT. BrirodyeHue  kaxmoil
AMHHOKHUCIIOTHI B OEJIOK MPOUCXOAUT B 3 CTAMHU, B XOJI€ KOTOPBIX:

*aa-TPHK kaxxno#t Bxopsmieil B 0elOK aMHHOKHCIIOTHI CBSI3BIBAETCS C A-
LHEHTPOM pUOOCOMBIL;

e nentuA ot nentumi-TPHK, Haxoasmeiics B P-uieHTpe, mpucoenuHsercs K
aNH,-rpynme  amuuHoanminpHOTO OcTatka aa-TPHK A-mentpa ¢ oOpasoBanuem
HOBOM IIENTHIHOM CBSI3U;

*yJUIMHEHHAS Ha OJWH aMHUHOKHCIOTHBIM ocTtaTok mnentunuia-TPHK

nepemernaercs u3 A-ieurpa B P-1ieHTp B pe3ynbpTrare TpaHCIOKAluu pUOOCOMBI.
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DJIoHTr AU

CesizpiBanue  amuHoaumin-TPHK B A-umentpe. Komom — mMPHK,
pacrioyiararonuiics B A-eHTpe psAJOM C MHULMUPYIOIIUM KOJOHOM, OIpeNeseT
npupony aa-TPHK*™, koropas Oyager BkimodeHa B A-menrp. aa-TPHK™
B3aUMOJICHICTBYET ¢ pUOOCOMON B BUAE TPOMHOIO KOMIUIEKCA, COCTOSILEro M3
¢akropa omonramuu EF-1, aa-TPHK™ wu T'T®. Kommiekc 3ddhexTuBHO
B3aUMOJICHICTBYeT C pUOOCOMOI JHIIL B TOM Clydae, €CIM aHTHKOJOH aa-
TPHK" kommiementaped u antunapauienen kogony MPHK B A-nentpe.
Bxirouenne aa-TPHK™ B puGocoMy IpoMCXOauT 3a CYET SHepruu ruapoinsa I Td
1o I'/1® u neoprannveckoro Qocdara.

OO6pa3oBaHne MENTHIHOMN CBA3M MPOUCXOIUT Cpa3y K€ MOCHE OTIICTIICHUS
kommiekca EF-1 u T'ZI® or pubocombl. DTa craaus mpolecca MHOIydHiIa
Ha3BaHME PEAKIMH TpaHCIENTUAAIMU. B X0Je 3Toi peakuu OCTaTOK METHOHUHA
Mer-TPHK™ cBs3bIBacTCS ¢ 0-aMHMHOTPYIIOH  NepBOH  AMHHOKHCIIOTEL,
npucoeaunénnoit k TPHK™ u pacrnionoxennoii B A-meHTpe, oOpasyercst mepsas
NEeNTHUHAS CB3b. YCTAHOBICHO, YTO NENTHIMITpaHC(epazHas aKTUBHOCTh
OoubIoi cyobpequHuIBl pudocomsl npuHamuexkut 28S pPHK. Tpancnokanms —
TpeThs ctaaus sioHranuu. K pudbocome npucoeaunsercs ¢pakrop anoHramu EF-
2 u 3a cuér sHepruu ['T® nponsuraer pudbocomy nomPHK nHa omun xomon k 3'-
koHIy. B pesynerare munentuamin-TPHK, xoTopas He MEHSET CBOEro MOJIOKEHUS

oraocutenbHo MPHK, u3 A-nientpa mepememaercs B P-nientp. CBoOoaHast oT
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mernonnaa TPHK. M mokmmaer pmGocomy, a B 06macTh A-IEHTpa MOMAgacT
cnenyronmii kofoH. [lo 3aBepuieHHH TpeTheil cTaguu 30HTauu pudocoma B P-
ueHTpe umeer aunentuauia-TPHK, a B A-uieHTp nonagaer TpuIuieT, KOIAUPYOLIU
BKJIIOUEHHWE B TIOJUNENTHIHYIO LEMb BTOPOW aMHMHOKHCIOTHL. Haunnaercs
CIEIYIONIMA MK CTaJWW DJIOHTAIlMH, B XOJE€ KOTOpOoro Ha pubocoMe CHOBa
MPOXOJIAT BBHIIICONUCAHHBIE COOBITHS. [IOBTOpPEHHME TaKMX IMKJIOB [0 YHUCITY
cMBICIOBBIX KoA0HOB MPHK 3aBepiiaer Bech 3Tan 3JI0HTalAM.

Tepmunayusa. TepMuHaIUs TPAaHCISALMK HACTYMAeT B TOM cClydyae, KOTna B
A-11eHTp puOOCOMBI MOTAaeT OAMH U3 cToN-Koa0HOB: YAT, YAA wmu YTA. Jlns
cTOm-KoZIoHOB HeT cooTBeTcTBytomux TPHK. Bwmecto »toro k pubocome
NPUCOCTUHSIOTCS 2 OEIKOBBIX BBICBOOOKTarommx Qakropa RF (dpaxrop
TepMuHauuu). OIUH W3 HHUX C MOMOUIBIO NENTUAWITPaHC(EPa3HOTO IEHTpa
KaTaJIU3UPYET TUIPOIUTHYECKOE OTIICINIEHHE CHUHTE3UPOBAHHOIO MENTHAA OT
TPHK. [pyro#i 3a cuér sHeprum rugponuza ['TD BbI3bIBaeT OuCCOLUALUIO

prOOCOMBI Ha CyObETMHHUIIBL.

MenTuman-rEHK FlenTugn-TPHEK
.

Caoboaresi
nonMnenTag

HHTEpecHO OTMETHTH, YTO (haKTOPHI TPAHCIALUH, pean3yrommune dPPEKThI
3a cuér ruaponmza ['TD, seistrorcs wieHamu cynepcemerictBa G-0enkoB, B
KOoTOpoe BXOJiAT G-0enku, ydyacTBYIOILIME B TPAHCAYKLUU CUTHAJIOB FOPMOHOB U
JIpyrux OMOJIOTHYECKH aKTHBHBIX BEHIECTB, M Ras-0enku, (yHKIMOHUPYIOIHE KaK
tdakropel pocra. Korma onm cBszansl ¢ ['T®, To akTUBHBI M Y4YacTBYIOT B

COOTBCTCTBYIOIINX MeTa6oane0K14xnpoueccax, a KOraa B aKTHBHOM ILCHTPC B
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pesynbrate THaponusa ['TP mpeepamaercs B I['JIP, atm Oenku mpHOOpeTaroT
HEaKTHBHYIO KOH(OpMAIIHIO.

B miporiecce cunTesa Oenka prubocoma npucoeauHseTcs k S'-koniry MPHK u
nepeMenaeTcss B HampaBieHud 3'-konna. Ilpm  stom  S'-komeny MPHK
0CBOOOXKJIaeTCs, U K HEMY MOKET NPUCOETUHUTHCA HOBasi pudbocoma, Ha KOTOPOH
HAYMHAETCS POCT CIIé OJHOM MoNMIenTuaIHoN 1enu. Kak npaBuio,MHOTO pubocom
OJIHOBPEMEHHO Y4acTBYET B CHHTe3e Oenka Ha onHoW u Toi ke MPHK, oOpa3ys
KOMILJIEKC, KOTOPbI Ha3bplBalOT MOJIMpHOOCOMOM, wiM mnonucoMmoil. Kaxnas
pubocoma 3anumaer Ha MPHK yuacrok mmmnoii okono 80 HykJI€OTHIOB, TO3TOMY
pubocombl pacrnonaratorcss Ha MPHK ¢ wunrepBanom mnpumepno B 100
HYKJICOTHA0B. UeM AnMHHEE MONUIENTHIHAs LEeNoYKa CHHTE3HpyeMoro Oenka,
TeM OoJplie puOOCOM MOMKET OJTHOBPEMEHHO OCYIIECTBIIATH CHHTE3 ATOTO OelKa,
3HAYUTEIBHO YBEJIMYUBAs, TaKUM o00pa3oM 3()()EeKTHBHOCTH WCIOIH30BAHUS
matpuisl. Kaxxnas pubocoma crocobHa Kataau3upoBath obpasoBanue okoio 100
NENTUIHBIX CBS3EH B MUHYTY.

CrnenyeT OTMETUTH, YTO MOJUCOMBI MOTYT CBOOOIHO IJIaBaTh B IIUTOILIA3ME
KJIETKH, OHM OTBETCTBEHHBI 3a CHUHTE3 LIUTOIIa3MaTH4deckux OenkoB. Ilomarcombl
IIEPOXOBATOr0 JHAOIUIA3MAaTHUYECKOTO0 PETHKYJIyMa OTBETCTBEHHBI 3a CHHTE3
CEKpETOpHBIX OenkoB. Crienupuueckoil 0COOEHHOCTBIO UX SBJIsSIETCS Hanmnuue N-
KOHIIEBOHM JIMIEPHOM MOCIe10BaTeIbHOCTH aMHHOKHUCIOT, coctosmeid u3 15-30
AMUHOKHUCIJIOTHBIX OCTaTKOB C TUAPO(POOHBIMH pajuKaiaMu, CIIOCOOCTBYIOIIUMH
TPAHCIIOPTY Yepe3 JIUITUTHBIA OMCIION MeMOpPaHEbI.

IHOCTTPAHC/IALJTMOHHBIE MOZJHPHUHKAIIUH HO]II/IHEHTI/I,Z[HOI;I LEIIH

[TonunenTuaAHbBIEC LIS MOTYT MOJBEPraThCs CTPYKTYPHBIM MOTU(PHUKAIIMAM,
100 Oymydu emé CBSI3aHHBIMU ¢ pHOOCOMaMH, OO TOCIe 3aBEepIICHUs] CHHTE3a.
OTH KOH(POPMALMOHHBIE M CTPYKTYpHbIE H3MEHEHMs IOJUIENTUIHBIX Ierneit
MOJTYYHJTH Ha3BaHKE TIOCTTPAHCISIIMOHHBIX W3MeHeHHH. OHM BKITIOYAIOT yaJIeHUe
YacTW TOJIMIENTHIHON [EeNH, KOBAJEHTHOE NPUCOCAMHEHUE OJHOTO WU
HECKOJIbKUX HHU3KOMOJEKYJISIPHBIX JIMTaHAOB, MPUOOpeTeHHe OEIKOM HaTHUBHOMN

KoHpopmanmu. MHoOTME MOMUHUKAIMKA OCyHIecTBIsIIoTcs B OP.  3mech
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MPOUCXOAT (POIMHI TOJUNENTHIHBIX leneil n (HopMUpOBaHHE YHUKAIBHOMN
TPETUYHOM WIIM YETBEPTHYHON CTPYKTYpbl OenkoB. [Ipuuém mns mommepskaHust
HaTUBHOM KOH(pOpMauu MOJIEKY OTPOMHOE 3HaYEHHUE uMeeT
paBWIIbHOE (POPMUPOBaHHE JUCYIbPUIHBIX cBsizeil. OHU BKIIOYAIOT: YACTHYHBIN
MpOoTE0/IN3, KOBAJICHTHYIO MonuGpKanuIo, tdochopuuposanmne,
[JIMKO3WINPOBAaHME.

Yacruunplid mporeosn3. MHorue OelkH, CEKpeTUpyemble W3 KIETOK,
NIEPBOHAYAJIIBHO  CHUHTE3UPYIOTCI B BUAE  MOJIEKYJI-NPEALIECTBEHHUKOB,
(YyHKIIMOHATBHO ~ HEAaKTUBHBIX.  YJaJ€HWE 4YacTH TMOJUNENTUIHONM  Lenu
cnenuu(UYecKUMU 3SHAONPOTEa3aMH MPUBOAUT K OOpa30BaHHIO AKTHUBHBIX
MoJiekyn. HekoTopble OeNKH-IPEAIMIECTBEHHUKN pacileruisitoTcss B OP  wnm
annapare [onmbmxku, Jpyrue — 1ocie  CeKpeuud. Tak, HEaKTHBHbIE
NPE/IIECTBEHHUKN CEKPETUPYEMBIX (DepMEHTOB — MpPOPEpMEHTH — 00pa3yroT
AKTUBHBIN (PEPMEHT IOCIIE PACIICTUICHHUS IO ONPEAEIEHHBIM YUYaCTKaM MOJIEKYJIbI:
npoepMEHT aHKPeaTHYECKON JKeJIe3bl TPUIICHHOTEH TMPEBPANIAETCsl B aKTUBHBIN
TPUIICHH TIOCJI€ CEKpEUWH B TOHKUH KUIIEYHUK. HarmsaHeiM npumepom
MOCJIEIOBATENBHOTO  ABYX-CTaJAMHHOIO  MpOTEOJM3a  CIYXKUT  0Opa3oBaHue
AKTUBHBIX (POPM MENTHIHBIX TOPMOHOB (HAaIIpUMeEp, MHCYJIMHA WM TJIIOKaroHa) U3
npenporopMoHoB. [lepBonauanbHo N-KOHIIEBOW CUTHAIBHBIN MENTH]T MOJICKYIIbI-
Ipe/lecTBeHHUKa yaaisercs B OP B mpouecce cuHTe3a Oenka, GOpMUPYIOTCS
IUCYyNb(UIHBIE MOCTHUKM W 00pa3yeTcs HEaKTHBHBIM IMPOrOpPMOH. 3arem
MIPOTOPMOH B CEKPETOPHBIX TpaHynax, (popmupyrommxcs B ammapare [ onbmkwy,
noJBepraercss ACHCTBUIO SHAO- W/WIM 3K30mpoTreas, ormervisercs C-mentua u
MpeBpallaeTcsi B aKTUBHbIN ropMOH.B KpoBb cekpeTupyercs Kak MHCYJIUH, TaK U
C-nenrusn.

KoBasentnbie Momupuxanun. CTpyKTypHble O€lKM M (EpMEHTHl MOTYT
AKTUBHPOBATHCS WJIM HHAKTUBUPOBATHCS B  pPE3yjibTare MPUCOCIWHEHUS
pa3NMYHBIX ~ XUMHYECKHUX rpynm:  ¢dochaTHIX, alWIbHBIX, METAIbHBIX,

OJIMToCaxapuHbIX U HCKOTOPBIX APYIUX.
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DochopuupoBanne 6€ITKOB OCYIECTBIACTCS 0 THAPOKCHILHBIM TPYIIIIamMm
CepuHa, TPEOHHHAaW, peke, THPO3MHA (pepMEHTaMH M3 TPYHIbl MPOTEUHKUHA3,
Toraa Kak nedochopuIMpoBaHUE KaTATU3UPYIOT THUIAPOIUTHYECKHE (EpMEHTHI
dochomnporennpocharasnl. B YaCTHOCTH, dochopunupoBanue
rimKoreHpochopuiasbl WM TPUALMITIULEPHUIMIIA3bl PUBOAUT K aKTHBALUU
uX, hochopuIMpOBaHUE TIIMKOHCHCUHTA3bl — B HCAKTHUBHBINA (DEPMEHT.

INmaxo3uimpoBanue. benku, BXOIAIIME B COCTaB TIa3MaTHYECKUX MeMOpaH
WIA CEKpeTHpYIOIMeCcs] U3 KIETOK, IOABEPralTcs INIHKO3WIMPOBAHUIO.
VYraeBoaHbIe IETH MPHUCOSTUHSIOTCA MO0 TUAPOKCHIBHBIM TPYIIaM CepuHa WU
tpeonuHa (O-rauko3unupoBanue) b0 acmaparuHa (N-TITHKO3HIMPOBAHUE).
ITocnenoBarenbHOE HapaniMBaHUE YIIEBOAHOTO (pparMenta mpoucxoaut B OP u
armapare I'onbaKu.

MHOTOYHCICHHBIM MOIU(PHUKAIMAM TIOJBEPraloTCs OOKOBBIC pPaIHKAIIBI
HEKOTOPBIX aMHHOKHUCIIOT: B TUPEOTJO0YIHMHE HOIUPYIOTCS OCTaTKU TUPO3WHA; B
¢dakxTopax CBEPTHIBaHUS KPOBH KapOOKCHIHMPYIOTCS OCTAaTKW TiryramaTa,; B OP
¢ubpo6IaCTOB THAPOKCHIMPYIOTCA OCTAaTKH TMPOJMHA W JIM3MHA B HEMsX
TPONOKOJIJIareHa.

TI'JIABA 4
PETYJISIIUA SKCITPECCUU TEHOB
Pecynayus buocunmesa benxka, uneubumopsi cunmesa OeiKos.

Opranusmbl aJanTUPYIOTCS K MEHSIOLIUMCS YCIIOBHUSIM OKpY>Karollen cpebl
myTéM W3MEHEHHUs JKCcIpeccud (CKOPOCTH TPAHCKPUIIIMK) TEeHOB. SIcHOe
npeacTaBiIeHne o0 OSTUX [poIeccax MOXKET CIO0COOCTBOBATH — CO3JIAHHIO
COCMHEHUH, WHTHOMPYIOINX (QYHKIMM WO  TIOAABISIONIMX  Pa3BHTHE
MaTOrCHHBIX OPraHW3MOB. OKCIpEecCHsi TEHETHYeCKOW WH(OpMauu I0DKHA
perynupoBaTbcs B XOJ€ OHTOr€He3a opraHusmMa U auddepeHunpoBKU
COCTABJIIONINX €ro KIeTOK. [ Toro, 9To0Bl OpraHu3M MOT MPHUCIIOCA0THBATHCS
K H3MEHSIOIIMMCS YCIOBHSAM BHEIIHEH cpeapl, Ul SKOHOMHMHM JHEPrMM U

MUTATCIBbHBIX BEHICCTB, CUCTEMA SKCIIPCCCHUU TCHETUYECKOMN I/IH(I)OpMaI_II/II/I JOJDKHa
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OTBEYaTh Ha BHENIHWE CHTHAJIBL. B mpolecce HBOIOIMOHHOTO Pa3BUTHUS
NOSBUJIIMCH Bce OoJiee CIIOKHBIE MEXaHHM3MbI, 00ECIeUnBaIONINe HEOOXOIUMBII
YPOBEHb MPHCIIOCOOJICHHUS OpPraHW3Ma W €ro KJIETOK K Pa3MYHBIM YCIIOBHSM.
YuuTeIBasg, YTO KIETKH MIeKomuTaromux obnamaror B 1000 pa3 Gombimmm
00BbEMOM reHeTH4ecKOl MH(OpMAIMK, YeM HPOKAPUOTHI, MOKHO HMPEIOI0XKHUTH,
YTO OCHOBHAS YacCTh JOMOJHHUTEIBHON WH(POPMAMK HEOOXOIMMa ISl PETyIISIIuT
9KCIIPECCUH FEHOB.
CymecTByloT 2 TuHa peryjsiud 3KCIPECCHH TEHOB: TMO3UTHBHAs U
HeratuBHas (Tabn.). Ecnu ypoBeHb SKCHpecCHH T€HEeTHYeCKOoW HWH(OpMalnuu
KOJIMYECTBEHHO  BO3pacTaeT IMoJ JeWCTBUEM creuuuueckux  (HakTopos
(TIO3UTUBHBIE PETYISATOPHI), TO TOBOPST O MO3UTHUBHON peryisiuuu. Ecnu ypoBeHb
9KCIPECCHH TMOJ BO3JCHCTBHEM  DETYJISATOPHBIX O3JEMEHTOB IMOHMKAETCS
(HEeTaTHBHBIC PETYISATOPHI), TO TOBOPAT O HETaTUBHOW PEryislid. B HEKOTOpPBIX
CllydasiX MOYKHO TIOJIyYUTh MO3UTHUBHBIA 3(P(EeKT mnpu IBOMHOM HETaTUBHOM
BO3ICUCTBHH, T.€. 23PPEeKTOp, MHTHOUPYIOMINI AEHCTBHE HETaTUBHOTO PETrYIATOPA,
OKa3bIBAaCT B MTOTE TIO3UTUBHOE PETYISTOPHOE BIMSHUE. B 4aCTHOCTH, BO MHOTHX
pPEeryJsATOPHBIX CHUCTEMax, (QYHKUMOHHUPYIOIIMX KaK MHIYUUOEJIbHbIE, Ha
MOJICKYJISIPHOM YPOBHE, B JCWCTBUTEIBHOCTH HMEET MECTO TaK Ha3blBaeMas
Jiepenpeccusl.
B Ouonornyeckux cucreMax Ha PETYISTOPHBIA CHUTHAJ TMOXHO MOJYYHTH 3
pa3IMYHBIX BUJOB OTBETA!
® TIOBBIIICHHBII YpOBEHb 3KCIIPECCHU TI'€HOB IPU IOCTOSIHHOM IPHUCYTCTBUU
MHHUIAMPYIOMIETO CUTHAJIA (HalpuMep, CTEPOUIHBIE TOPMOHBI) (A THI);

® BPEMEHHOE YCHUJIEHME SKCIPECCHUH JaXe NpU IMPOCTOSHHOM IPHUCYTCTBUU
PETyISTOPHOTO CHHTajla (OTBET Ha BO3JEHCTBHE pPOCTOBBIX (DaKTOPOB B
MpOILIeCCe MHIMBUYaTbHOTO pa3BuTHs oprann3ma) (b tum);

® OTBET pealn3yercs KaK IOBBIIIEHWE YPOBHS JKCIIPECCHU T€Ha B OTBET Ha
PEryJIsATOPHBIN CUIHAJ, KOTOPBIA COXpaHsSETCs B TEUEHHE IPOJOJLKUTEIBHOTO
BpEMEHUAaXe MPU OTCYTCTBUHM CUTHANA (TPUITEPHBI MEXaHU3M M SIBISETCS

HacneayeMbM n3mMenennem) (C tum).
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OTOT mporece, B ACTANAX M3yYCHHBIH Ha OAKTEpPHSIX M BHPYyCaX, BKIIOYAET
B3anMo/eiicTeue ciennduuecknx 6enkoB ¢ yuactkamu JJHK B HenmocpeacTBeHHOM
OMU30CTH OT CTAPTOBOTO yYacTKa TpaHCKpUIIUH. [Ipu 3TOM MOXKET MPOUCXOAUTH
BKJIIOUEHWE WM BBIKIIOYEHHE TpaHCcKpunuuu. MccnemoBaHust Ha KieTkax FE.
colimo3Bosimiin ~ yCTaHOBUTH, YTO y OakTepuil CyIIeCTBYIOT (epMeHThl 3
TUIIOB: KOHCTUTYTMBHBIC, IIPUCYTCTBYIOIIME B KJIE€TKaX B IIOCTOSHHBIX
KOJINYECTBAX HE3aBUCHMO OT METa0OJIMUYECKOTO COCTOSIHUSI OpraHu3Ma (Harpumep,
(epMeHTHI MIMKOIN3a); HHAYIMpPYeMble, UX KOHIEHTpalus B OOBIYHBIX YCIOBUSAX
Mana, HO MoxeT Bo3pactath B 1000 pa3 m Oonee, ecnu, Hampumep, B cpeay
KYJIbTUBUPOBAHUS KJIETOK J00aBUTH cyocrpar TaKoro
(depmMeHTa; pernpeccupyeMble, T.€. (EepMEHTHl META0OIMYECKUX IyTel, CHHTE3
KOTOPBIX TpEeKpamaercs mnpu I00aBICHUH B CpPEy BBIPALIMBAHHUA KOHEYHOTO
MPOAYKTa 3TUX MyTEW. Y MPOKApUOT CYLIECTBYIOT HECKOJBKO THUIIOB PETYJISLUU:
TEOpHs OTIEPOHA U PETIPECCHS CHHTE3a OEJIKOB.

Teopusn onepona ovina npeonosxcena Opancya Xaxod n XKak Mono B 1961
roJly Ha OCHOBAaHWW TE€HETHYECKUX HWCCIENOBaHUM MHAYyKUWU L-ramakro3mpassl,
y4dacTByromed B kierkax E. COli, B THIPOJIMTHYECKOM DPACHICIUICHUH JIAKTO3BI.
VY E. coli, xak u y apyrux mnpokapuoTtoB, JIHK He oTaeneHa OT HMTOIIa3MBbI
aaepHoid obosoukoil. B mpomecce TpaHCKpumnipu 00pa3yroTcs IEpBUYHBIE
TPaHCKpPHIITHI, HE coaepxkaiye MHTpoHOB, a MPHK mumens! «ksna» u nonu-A-
KoHIa. CuHTe3 Oenka HayMHAETCS A0 TOro, KaKk 3aKaHYMBAETCS CHHTE3 €ro
MaTpULBI, T.€. TPAHCKPUIILMA U TPAHCIALMS NPOTEKAIOT MOYTH OJHOBPEMEHHO.

Hcxons w3 pazMepa TeHOMa (4)(106 map HYyKJIEOTHJOB), Kaxknaas KieTka £E.
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colicomepxut nHPpOPMAIIHIO O HECKOIBKHX ThICAYaX OenkoB. Ho mpu HOpMabHBIX
YyCIOBHAX pocTa OHa cuHTe3upyeT okoyno 600-800 pa3nuyHbIX OENKOB, a 3TO
O3HayaeT, 4YTO MHOTHE TeHbl HE TPAHCKPUOHMPYIOTCS, T.e. HEAKTHBHBI. | CHBI
0enKoB, PYHKIIMU KOTOPHIX B METAO0OJIMYECKHUX TPOIIeccax TECHOCBS3aHbI, YacTO B
reHOME TPYNIHUPYIOTCS BMECT€ B CTPYKTYypHbIE €IMHUIbI (omepoHsbl). CoriacHo
teopun JKako6a m MoHO, omepoHaMH Ha3BIBAIOT ydacTku MoJekynbl JIHK,
KOTOpbIE cozepkaT MH(opManuio o rpynne (yHKIHOHAIBHO B3aUMOCBA3AHHBIX
CTPYKTYPHBIX O€JKOB, U PETYIATOPHYIO 30HY, KOHTPOJIMPYIOLIYIO TPAHCKPHUIIIIUIO
ATHX T€HOB. TPaHCKPHUIILHUS CTPYKTYPHBIX T€HOB 3aBHCUT OT cnocoOHoct PHK-
IOJINMEPA3bl MPUCOECOUHATECS K IPOMOTOPY, PAaCIOJIOKEHHOMY Ha S'-KOHLE
OolepoHa Inepel CTPYKTypHbIMH reHamu. CasspiBanue PHK-mommmepaser ¢
IPOMOTOPOM 3aBHCHUT OT TPHUCYTCTBUSI Oellka-pempeccopa Ha CMEXKHOM C
MPOMOTOPOM ~ y4YacTKe, KOTOPBI Ha3plalOT —«omeparop». benok-penpeccop
CHUHTE3UpYyeTCsl B KJIETKE C TIOCTOSHHOM CKOPOCTBIO M HUMEET CpPOACTBO K
onepaTopHOMY y4acTKy. CTpyKTYpHO YYacTKH IPOMOTOpA M OMepaTopa YaCTHUHO
MEPEeKPHIBAIOTCS, TO3TOMY MPHCOEAMHEHHE OelKa-penpeccopa K Oneparopy

CO311aET CTCPUUCCKOC MNMPECIATCTBUEC AJId IPUCOCAUHCHUA PHK-HOJ’IHMGP@BBI.

Peryasinus sxcnpeccun Lac-onepona B E.Coli
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Teopus omnepoHa OOBSCHAET 3TO SBJIEHUE CcleAylomuM oOpasoM. B

OTCYTCTBHE WHAYKTOpa (JIAKTO3bI) OEIOK-pernpeccop CBsi3aH C OmepaTopoM. A
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MOCKOJIBKY YYaCTKH OINEepaTopa U MPOMOTOPa MEPEKPHIBAIOTCS, TO MPUCOEINHEHUE
penpeccopa K oneparopy mpensarcrByeT cs3piBanuio PHK-monmmepassr ¢
MPOMOTOPOM, U TPAHCKPHUIILMS CTPYKTYPHBIX IeHOB ornepoHa He unér. Korma B
cpene MOsBISETCS MHIAYKTOP, T.€. JIAKTO3a, TO OH TPHUCOETUHSIETCS K OenKy-
penpeccopy, M3MEHSET €ro KOH(OpMalMio W CHWXKAET CPOACTBO K OIEpaTropy.
PHK-nonmmepasa cBS3bIBAaETCS C MPOMOTOPOM U TPAHCKPUOHMPYET CTPYKTYpHBIE
TEHBI.

Penpeccua cunmeza o0enkos. Tpunmoganoevlit u 2ucmuounoswlii
oneponpl. CHIDKEHNE KOHIEHTpanuu (epMeHTa B OaKTepUaIbHOM KIETKE MOXKET
OCYHIIECTBIIATHCA MyTEM penpeccuu cuHTe3a (epmeHToB. CyIHOCTH 3TOTO
MEXaHHU3Ma PEryJIHMy 3aKII0YaeTcs B CleayromieM: koraa kiaetku E. colipactyr
Ha cpele, CoAep)Kalllell B KadyecTBe €AMHCTBEHHOI'O MCTOYHMKA a30Ta COJib
aMMOHHMSI, TO UM MPHUXOJUTCS CHHTE3UPOBATh BCE a30TCOACPIKAIIME BEIIECCTBA.
Takue KJIeTKH, B 4aCTHOCTH, JOJDKHBI COAEpXkaTh Bce (PEpPMEHTHI, HEOOXOIUMbIE
st cuHTe3a 20 pa3iMyHBIX aMHHOKHCIOT. OJHAKO eclii JI00aBUTh B Cpeay
KyJIbTUBUPOBAHUS OJHY W3 aMHHOKHCIIOT, HApUMEp TPUNTO(AH WU THCTHIWH,
TO KJIETKa TIepecTaHeT BhIpabaThiBaTh Bech HA0Op(HEpPMEHTOB, HEOOXOIUMBIX IS
CHUHTE3a 3THX AaMHUHOKHCIOT M3 aMMHMaka M HWCTOYHUWKA yriepona. Pempeccus
cuHTe3a  (JEpMEHTOB,  KaTAJIM3UPYIOUUX  MOCIEAOBATENBHOCTh  peaKiuil
MeTa00IMYECKOTO MyTH KOHEYHBIM MPOAYKTOM, KaK 3TO MMEET MECTO B clydae
(depMeHTOB CHHTE3a TUCTHAMHA WIM TpUNTO(aHa, HA3BIBACTCA pEIpeccuei
KOHEYHBIM TIPOJYKTOM. OTO SIBICHHE TEOPHS ONEpoHa OOBACHAET CIEIyHOIINM
00pazom: mpu oTCyTCTBUH B cpeae [ uc unm Tpu peryisaTopHbsiii Oenok-penpeccop
HE WMEET CpOJACTBA K OMNEpaTropy M TNPOHUCXOAWT CHUHTE3 (EPMEHTOB,
OCYILECTBIISTIONIMX 00pa3oBaHUe 3TUX aMHUHOKHCIOT. Korma B cpemy no0aBIisioT,
Hampumep, Iuc, To 23Ta HeOoiblIas MOJIEKYNa, TMONYYHBIIAS Ha3BaHUE
«KOpeTpeccop», TMPHUCOSAMHSETCS K  Oenky-pempeccopy. B pesymnbrare
KOH(QOPMAIIMOHHBIX HM3MEHEHHI B MOJEKYJIe pernpeccopa KOMIUIEKC Oerka-
penpeccopa u kopempeccopa (I'mc) mnpuoOperaeT CcpoJCTBO K omepaTropy,

NPUCOEIUHIETCS K HEeMy, W TPAHCKPUIIMS OIEpOHa MpeKpamaercs, T.e.
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npekpamaercs cuuThiBaHue wH(opMamum o crpoeHmn 10  ¢epMeHTOB,

Y4aCTBYIOIIUX B CHHTE3C 9TOM aMHHOKHUCIIOTEL.
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Crnegyer uMeTh B BUJIY, YTO peENpeccus W HHAYKIUS CHUHTE3a OEIKOB Y
IPOKAapUOTOB PEATU3YIOT MPUHLUUIBI AJaNTalMd K MEHSIOIUMCS YCIOBUSAM
CYIIECTBOBAaHHUA M KIETOYHOH HSKOHOMHH: (DEPMEHTHI MOSBIISIOTCS B KIETKAX,
KOTJIa B HUX CYIIECTBYET MOTPEOHOCTb, W TEPECTAIOT BHIPAOATHIBATHCS, €CITU
noTpeOHOCTh HCYe3aeT.

MEXAHH3MbBI PETY/IALIHH SKCITPECCHH TEHOB Y DYKAPHOTOB

DYKapuOTUYECKHWE  OPraHU3Mbl  YCTPOCHBI  3HAUMUTENBHO  CIIOJKHEE
IPOKAapUOTOB U HYKJIAIOTCs B OoJjiee CIOXKHOM ammapare perymsiuuu. Tak, B
opranusMe uenoBeka umeercs 6onee 200 pa3nTUUHBIX THIIOB KJIETOK, CYIIECTBEHHO
pasnuyarmmMXxcs MO CTPYKType U (QyHKIMAM. B To ke Bpems pazauMuHbIMU
Metogamu uccienoranus J[HK nokazano, uto kommyectBo M cTpykrypa JHK
NPAaKTUYECKH BCEX KIETOK OpraHu3Ma OJMHAKOBBI (32  HMCKIIOYCHHUEM
TUM(OIMTOB), T.€. BCE KIETKA OpraHU3Ma COAEp)KaT OJUH U TOT )K€ TEHOM. Y

BbICHIUX OPraHU3MOB II0 CpPABHCHUIO C MPOKAPHOTHYCCKUMU CYHICCTBCHHO
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Bo3zpacraer coaepxkanue JHK Ha rammonmHyro KIETKy: c 4,2x10° nap
HykieoTH 08 y E. colizo 3,3x10° nap HyKI€OTHIOB B KITETKAX YEIOBEKA.

1. Opeanuzauyun xpomamuna 6 OudhepeHUUPOBAHHBIX KAEeMKAX
MHO20K/IEMOUYH020 OP2AHUZMA

B kierkax MIIEKONMTAIOIMX Hapsay C aJaOTUBHOW peTyJsLHEH,
oOecreynBaroNic MPUCIOCOOJICHUE OpraHW3Ma K MCEHSIONUMCS  YCIIOBUSAM
BHYTPEHHEH M BHEIIHEH CpeJbl, CYIIECTBYIOT MEXaHU3MbI, KOTOPhIE COXPaHSIOT
CTaOWIIbHYIO (CYLIECTBYIOIYI0 Ha NPOTSHKEHUM BCEH KU3HM KIETKH M Jaxe
MHOTHX €€ reHepanuil) pernpeccuio OJHUX TeHOB U JIETIPECCUI0 IpyTux. B pa3zHbix
TUINAX KJIETOK B 00JacTh 3yXpOMaTHHA MOMAJAI0T pa3Hble I'€HbI, a 3TO O3HAYAET,
YTO B pa3HbIX TKAHAX TPAHCKPUOUPYIOTCS Pa3HbIE YUACTKH XpOMATHHA.

Croiikasi penipeccusi FeHOB IeTepOXpPOMAaTHHA 00ECTIICUNBACTCS:

eripocTpancTBeHHOW ykmanko JIHK, mpm KoTOpol rerepoxXpoMaTHH
HaXOJUTCSI B BBICOKOKOHJICHCUPOBAaHHOM COCTOSIHUM;

emeTuiupoBanneM ne3okcunutuanHa - JIHK-mermmazamu B 5'-CG-3'
nocnenoBarensHocTx JJHK. Orta mMomudukanus cuiibHO MeHseT KOH(OpManuio
XpOMaTHHA U MPEMSTCTBYET AKTUBHOW TPAHCKPUIILINY;

* CBSI3bIBAHUEM C T'MCTOHAMHU U 00pa30BaHHEM HYKJIEOCOM, KOTOpPbIE TaKKe
CHIKAIOT TPAHCKPUIMIIIMOHHYIO akTUBHOCTH JIHK.

UccnenoBanust mokasaiu, YTO 00JACTH 3JyXpPOMATHHA, B KOTOPBIX
pacIoNoKeHbl AKTUBHO TPAHCKpPUOMpYEeMbIe TEHBI, OOJIAZal0T HEKOTOPHIMU
CTPYKTYPHBIMH OCOOCHHOCTSIMHU:

*0oHM OoJiee YyBCTBUTENbHEI K AciicTBuio JIHK-a3, ueM ocTanbHbIE ydacTKu
JAHK;

*MOJICKYJIBI THUCTOHOB, cBszaHHble ¢ JIHK B 3Tux  yyacTkax,
MOJIU(PHUIMPOBAHBL: €-aMUHOIPYIINA JU3MHA METHJIMPOBaHA WIN alleTWIMPOBAaHA;
METHUJIMPOBAHBI HEKOTOPHIE OCTAaTKM aprMHMHA M TMCTHAMHA B ThcToHax H2A u
H2B, sBnsiomuxcst KOpoBbIMH Oenkamu HykieocoM. Hekoropsie monexkymnst H2A
00pa3yloT MPOYHBIM KOMIUIEKC ¢ OenkoM yOukBuTHHOM. B  rtmcrone HI

dochopmUpyIOTCS OCTaTKU CEepuHA. Pe3ynbraT 3TOM Cepud KOBAJIECHTHBIX
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MOUPUKAIMA — CHIDKEHHE CYMMAapHOTO, MOJIOKUTEIFHOTO 3apsiaa THCTOHOB U
ocnabienue cpoacraa Hykieocom k JTHK.

*k 007acTIM  «aKTHBHOTO» XpOMaTHHA MPHCOEIUHSETCS  TpyImna
HerucToHOBBIX HMG-6enkoB. DT Oenmku  copepKaT MHOTO  TOJIOKUTEIBHO
3apsHKEHHBIX AMUHOKMCIIOTHBIX OCTaTKOB, CBS3bIBAHME C KOTOPBIMU oOcialiser
B3aumogeiicteue JJHK u ructoHOB M BbI3bIBaeT MOTMOJHUTEIHHOE TOBBIIICHUE
TPAHCKPUIIIIMOHHON aKTUBHOCTH T'€HOB.

PazHooOpa3ue KJIEeTOK M BO3pOCIIAsi CIIOKHOCTh KJIETOYHBIX IPOLECCOB
HYX/Ial0Tcsi B OOJBIIOM pa3zHOOOpa3suu MexaHu3MoB perynsiud. Ilokazano, 4ro
pasHbli HaOOp M KOJMYECTBO OEJIKOB B JYKapUOTHYECKHX KIIETKAaX MOXKET
PeryiaupoBaThCsL:

* I3MEHEHHEM KOJIMYECTBA CTPYKTYPHBIX T'€HOB;

* IEPECTPOUKON F'€HOB B XpOMOCOMAX;

* 3 PEKTUBHOCTHIO TPAHCKPUIILIUHN Pa3HBIX yYaCTKOB T'€éHOMa (PHXaHCEphl U
caiieHcepbl);

*XapakTepoOM  IOCTTPAHCKPHUIIIIMOHHBIX  MOIUGUKAIMA  TIEPBUYHBIX
TPAHCKPUNTOB (aJIbTEPHATUBHBIN criainuir, penakruposanne PHK, n3menenne
crabunsHOocTH MPHK);

* Ha ypOBHE TPAHCIALWHU (M3MEHEHHE CKOPOCTH TPAHCIISIIIAN);

°C IIOMOLIBIO MIOCTTPAHCIIALIMOHHBIX IIpEBpaLICHUN BHOBb
CHUHTE3MPOBAHHBIX TOJMIENTHIHBIX Ienell (pa3inyusi B MPOAOJLKUTEIbHOCTH
SKU3HH MOJIEKYJI 0eJIKa).

N3menenne Koam4ecTBa CTPYKTYPHBIX TIE€HOB MOIYT MNPOSIBJIATHCS
amiuiukanmei (yBeiMueHHeM) KOJIM4YECTBA TeHOB. JTO NpPOSIBJIsieTCs KOrjaa
BO3HMKAeT He00XOMMOCTh YBEJIMYCHUsI CHHTe3a Heo0X0MMOIo NMPOAYKTA IeHa, B
yactHocTH rucTOHOBbIe Oeqkn, TPHK u pPHK, Tak kak 20% o0mero renoma
COCTOMT M3 YYACTKOB, KOJUPYIOIIUX 3TH TeHbl. AMIUTM(UIIMPOBAHHBIC YYACTKU
MOTYT pacroiaraThCsi TaHJAEMHO (Ipyr 3a APYyroM) B XpPOMOCOME HIW MOTYT
00pa30BbIBaTh JIBOMHBIE MUHU-XPOMOCOMBI (BHEXpoMocoMHbIe (hparmenTsl JJHK).

K takuM reHamM MOHO OTHECTU MCTAJINIOTUOHCUHBI, KOTOPBIC Bblpa6aTBIBa}OT
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OenKu, CIOCOOHBIC CBSI3BIBATH TSDKENBIE METAJUTBI W 3aIIMINATh KIETKA OT OT-
paBIeHUS ASTHUMH COCIUHEHUSMH; Te€H Juruapodonarpenykrassl u TreH P-
TJIMKOTIPOTEMHA, OTBETCTBEHHBIM 3a CHHTE3 Oelika, 00eCTeYMBarOIIero
MHOKECTBEHHYIO JIEKAPCTBEHHYIO YCTOWYHMBOCTH OITyXOJIEBBIX KIETOK. Jlpyroit
(dopMoii TaHHOM peryJyisiluy sSBISETCS yTPaTa FeHeTHYeCKOro MaTepHasia: noreps
BCEX T'CHOB 3a CUET pa3pylICHHs spa PETUKYJOIUTOB B IPOIECCE CO3PEBAHUS
SPUTPOLMTOB, JIMOO B THPOLECCE CO3PEBAHUS JUMPOUUTOB M 0Opa3oBaHUS
TUIa3MaTHYECKUX KIIETOK.

OmHuM W3  BUJOB  PEryJSiUM TE€HOB  SBISIETCS  «TeHeTHYecKas
peKoMOMHALUSAY, T.e. IEpPEMEIIEHHE TeHOB MEXy XpPOMOCOMaMH HJIM BHYTPU XpO-
MOCOMBI, 00bEJMHEHNE TEHOB ¢ 00pa30BaHNEM U3MEHEHHOM XPOMOCOMBI, KOTOpast
MOCJIe TAaKUX CTPYKTYPHBIX H3MEHEHUH CIIOCOOHA K PETUTMKAIIMH W TPAHCKPHIILINH.
OHa MOXET HaOJIIOJaThCs B CICAYIOIINX CITyqasx:

* [IpH TIOJIOBOM CJIMSTHUU SIMIIEKJICTKH U CTIEPMATO30H/1a;

* [IpH TIEPEMEIICHHH TPAHCIIO30HOB (MTOJIBM)KHBIX T€HETUYECKUX JJIIEMEHTOB), B
COCTaB KOTOPBIX BXOJAT OTJENbHBIE T'€Hbl WIM Tpyla TE€HOB, C HCXOJHOMN
MO3MIIMHU B KaKOE-JINOO APYroe MECTO TOU jK€ WU APYTOi XpPOMOCOMBI;

eripu (hopMUpOBaHMM B JUMGpOIUTAX «OMOTMOTEKH» TE€HOB, KOIHPYIOIINX
aHTHUTENa WM UMMYHOTJIOOYJIMHBI.

B opranmsme denoBeka oOpasyrorcs okoio 10 MIH < pa3iMYHBIX
AQHTHUTEN. AHTHTEIAa C OJMHAKOBBIMUA aHTHTCHCBS3BIBAIOUIMMH CBOMCTBAMHU
cuHTe3upyroTcs B-mumdpormramu. [Ipu nomaganuy B OpraHu3M JIt0OOTO aHTUTeHA
cpeny uMerorerocss Habopa B-muM@onuToB Beeraa HAWAETCS TaKOH KIIOH KIIETOK,
aHTHTENa KOTOPOTO MMEIOT KOMIUIEMEHTApHBIA €My aKkTUBHBIA 1eHTp. Ciemyer
CKaszaTh, 4YTO AaKTHUBHBIA IICHTP AaHTUTENA, BCTPOCHHBIX B IUIa3MaTHYECKYIO
MeMOpaHy B-numM¢ponnuTtoB, HaxoquTCs Ha MOBEPXHOCTU KJIETOK. B3aumoneiictBue
AQHTHTCHA C aKTHBHBIM IICHTPOM AHTHUTENAa BBI3BIBACT MPOJTUQEPAIHIO KIETOK U
npeBpaiieHue  B-nmum@onuTtoB B muasMaTHYeCKHE — KJIETKH,  CHOCOOHbBIE
OCYILECTBJIATh CHHTE3 U CEKpPELHUI0 CBOOOAHBIX aHTUTEN. B ocHOBe uHx

IMPOUCXOXKIACHUA JIC)KUT OrpaHUYCHHOC KOJIMYCCTBO T'CHOB, CITOCOOHBIX
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KOJIUPOBAaTh OTPOMHOE MHOrooOpaszue OeIKkoB MMMYHHOH cucTeMbl. B mporecce
muddepenpoBkr  B-numdonunTa w3 3apoAbINIEBOW  KJIETKA MPOUCXOAUT
«BBIPE3aHUEH MPOTSHKEHHOTO ydacTka TeHETUYECKOTO marepuana,
obecrnieunBaromniee commkenue V- u C -obnacreii ¢ 00pa3oBaHNEM IOJHOTO I'eHa
L-menun uMMyHOrnoOynuHa. DTOT TMpolecC NEepecTPOMKM B T'€HOME MOIYYHII
Ha3BaHME COMATUYECKOW PEKOMOWHAIINH, OH CBSI3aH C CO3pEeBaHUEM JTHM(OIMTOB
U He nepeaaéTcst o HACIEeACTRY.

Onucano 3 pa3HBIX CEMEHCTBa TEHHBIX (ParMEeHTOB, KOAUPYIOLIHX

ctpoenue L- n H-nieneii. /[Ba cemeiicTBa OTBETCTBEHHBI 32 CUHTE3 JIETKUX LIETCH:

CCIMCHTBI, KOAUPYIOIINEC CTPOCHHUC L-ueneﬁ TUIIa 7\, PACIIOJIOKCHBI B XpOMOCOME

22, reHeTndeckwii Marepuan L-memei Tuma x (kamma) — B XpoMocoMme 2, a
uHpopmManus o BcéM paszHooOpasmm H-miemeit nmokanmzoBaHa B xpomocome 14.
AHanu3upys MnepecTpoilku reHeTHYeCKOoro Marepuasia B rnporecce GopMHPOBAHUS
MOJIHBIX T€HOB |J MOKHO CKa3aTh, YTO JAHHBIA MPOLECCIPOTEKAET B HECKOJBKO
ATAINoOB ¥ OHH MIPUYPOUEHBI K CTPOTO OnpenesiéHHon cramuu quddepeHnupoBku B-
muMmporToB. M3 cerMeHToB, KOTOpbIE KOOUPYIOT pa3MYHbIE YYaCTKU
MOJIMTICTITHTHON [IETH, BXOISIICH B BaprHaOeIbHBIE IOMEHBI, M OJTHOTO U3 SK30HOB
KOHCTAHTHOTO JIOMEHa COOMPAIOTCS MOJHBIE T€HbI TSDKENBIX M JErKuX HuTel Q.
Ecau cOopka L-ieneit BKIO4aeT OJHY COMAaTHUECKYIO0 peKOMOMHAIIHIO, TO cOOpKa
H-mniene#t mpoucxoauT ¢ MOMOIIIBIO IBYX cOMaTHYecknx pekombunainuii. Korma B-
TUMQOLUTHI CUHTE3UPYIOT | He oTHOcALMECs K Kiaccy M, MPOUCXOIUT emé oA-
Ha JIOTIOJIHUTENbHAs peKoMOHHaIus. Takum 00pa3zoM, IPOUCXOISIINE B 3pebix B-
muMQOIMTaX COMAaTHYECKHE MYTAIlH, ONPEIENSIOT MHOrooOpasue aHTUTEIL.
AHaJIOTHYHBIE Tpollecchl HaOmogaroT W B xome auddepeHiupoBkn  T-
TUM(OIHUTOB.

Y MIJIEKONUTAIOMMX SKCIPECCHs] PA3IUYHBIX T'€HOB OCYIIECTBIISIETCS B
pa3Hoe BpeMS M C Pa3IMYHON MHTEHCHUBHOCTHIO. Y CTAaHOBJIEHO, YTO Y 3YKapHOTOB
UMEIOTCS T'eHbl TPAHCKPUOMPYIOUIMECS KOHCTUTYTUBHO (IIOCTOSSHHO U BO BCEX

TKaHSAX: TeHbl rmKonu3a, cuHre3a PHK u HeKoTOpbIX OEnKOB) W TEHBI,

64



TpaHCKpHOUpYIOLIneCs TOJIBKO B CHEeIHATN3UPOBAHHBIX KJIETKax
(Tkanecnenmduyeckass SKCHpPEcCHs) WM TEHbl MOJBEprarolluecs aJaanTHBHON
perymsmun  (MHIynuOensHbe). Kak ObIIO OTMEYEHO paHee, JKCIpecchs TeHa
MoOkeT mpoucxoauts eciu K TATA-yuactok mpomoropa cBszsiBaercs ¢ TATA-
crnenududeckum OenkoMm, ¢akropamu TpaHckpunuuu u PHK-momimepasoi,
o0pa3ysl MHHIMUPYIOIINH KOMIUIEKC, OCYIIECTBIISIONIMNA CHHTE3 HEOOJBIIOTO
konnuectBa MPHK. 3Oto OGenku, umeroniye OAMH WM HECKOJIBKO JOMEHOB,
KKIbI W3 KOTOPBIX BBINOJHIET PEryIsITOpHYIO ponb. B wactHoctu, JHK-
CBSI3bIBAIOILE JOMEHbl OTBEYAKOT 32 y3HABAHHWE U CBS3BIBAHUE PETYJSTOPHBIX
¢dakTopoB co cneuupuuyeckuMu ydacTkamu Ha Monekyne JIHK; nomensl,
AKTUBHPYIOLIiE  TPAHCKPHIILMIO - 0o0ecneYnBalOT  CBS3bIBAHUE c
TPAHCKPHUIIIMOHHBIMU  (pakTopamu, KoakTuBaropamu u PHK-nmommmepasoit;
AHTHPENpPecCcOpPHbIe [OMeHbl — CIIOCOOHBI OCBOOOXKIATh TPAHCKPUOUpPYEMbIE
yuacTku [IHK; noMeHbl, cBSI3bIBaIOIIMe JIMIAHABI - U3MEHSIOT KOH(POpPMALUIO U
obecrieunBaer cBs3piBaHne ux ¢ Mojekyiod JIHK. Jlurannamu-unaykropamu
MOIYT CJIYKHTb CTCPHOJHBIC TOPMOHBI, PETHHOEBAsl KHCIOTA, KAILIUTPHO,
TOPMOHBI IIMTOBMIHON KeJjie3bl, a JIMTAHIAMH-PerpeccopaMM — KOHEYHbIe
NMPOAYKTHI MeTa00Ju3Ma MU JIpyrie TOPMOHbI. JKCHPeccusi KOHCTUTYHTHBHBIX
TeHOB OCYIIeCTBJIsieTcsl Yepe3 crnienuduyeckue caiTbl (00KCHI), HAXOMSIIIMECS HA
PACCTOSIHUHM OT TPAHCKHOUPYIo1ero reHa (Ha paccrostnuu 100-200 map ocHoBanmif).
HMMeHHO KOHCTUTYTHBHO IKCIIPECCUPYEMBIE T€HbI HYKAAOTCS B 3TUX 3JIEMEHTaX U
MO3TOMY OHM MMEIOTCSl BO BCEX KieTkax. B reHax, y4acTByIOIIMX B aAamnTHBHOMN
perymsuy, oOHapyxkeHbl ydacTku Moiyiekynbl JIHK, ynamennsie ot mpomoropa
Ha 1000 ¥ Oosiee map ocHoBaHWH. OHU MONIPA3ACISIOTCA HA 2 THUMA: YHXAHCEPHI U
caineHcepsl. sHXaHcepsl — 3T0 yyacTku JJHK, cocrosmue n3 10-20 map OCHOBaHMI,
OpU  B3aUMOJEHCTBUU  KOTOPBIX C  PEryJsATOPHBIMH  O€JIKaMU  YCKOpSET
TpaHCKpHIIINIO, cainencepsl - ydactku JIHK, cBs3biBaHHE KOTOPBIX ¢ OCIIKAMH,

obecrieyrBaeT 3aMeUICHNE TPAaHCKPUTILIUH.
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Y MIIEKONHTAIOINIUX OJHHUM W3 MEXAHHU3MOB PEIYJIAIHU
JKCIIPECCUU TEHOB SBJSIETCS MOCTPAHCKPUIILIMOHHASI MOJU®UKALIHSA.
OHA MOXET TIIPOTEKATb B BHJE AJIBTEPHATUBHOIO CIUIAHCHHIA,
PEJAKTUPOBAHUS YW  U3MEHEHHMA  CTABMJIIBHOCTM PHK. Sflpxum
IPHUMEPOM aJbTEPHATUBHOIO CIUIAHiCHHTa ABISETCA CUHTE3 MEMOPAHOCBSI3aHHBIX U
CEKpEeTOpHBIX (OpM aHTUTEN. B-TMMGOUUTH CHHTE3UPYIOT TEPBOHAYAIHHO
MTOJIMAICHWIINPOBAHHBIE TPAHCKPUITHI ITOCJIE BTOPOrO CTOM-KOJOHA, MPU 3TOM
UHTPOH, CcoOAepXKallluii TepBbIl CTON-KOJIOH, ynaisercs. B pesynbrarte
cuHTE3UpyroTcs MeMOpaHocBszanubiid IgM. [Ipu mpeBpamennn B-muvdonmros B

J1a3sMaTH4YCCKHUE KIICTKU 06pa3yeTCﬂ MPHK, C COXPAaHCHHBIM HHTPOHOM IICPBOI'0

66



CTOI-KOJIOHA, OOYyCJIOBNMBAs paHHEE MOJUANCHIIINPOBAHHE W WCYE3HOBEHUE
9K30HA, KOAUpYIOMHUK TruApodoOHbIii y4yacTOK MoOJdeKyinbl. B pesynbrare
CHUHTE3UPYIOTCA YKOPOUEHHBIE MOJIEKYJIbl aHTUTEN, CEKPETUPYEMBIE B KPOBb.

Omnucanpl ciy4an W3MEHEHHS (PEIaKTHPOBAHWSA) MEPBUYHOM CTPYKTYPHI
MPHK nocne Tpanckpunimu. B Takux reHax mnociaeoBaTeabHOCTh HYKJIEOTHIOB B
o0mieM OJIMHAKOBa, TOTAAa KaK TpaHCKpHOMpyemoil B pa3Hbix TkaHsx MPHK B
pe3yNbTaTe 3aMeH, BCTABOK WJIHM BBINAJCHUH HYKJICOTHIOB MOSBISIIOTCS PA3IHUMsL.
[Iprmepom MoxeT ObITH 0Opa3oBaHHe anmonpoTenHa B B kieTkax nedexu (ano-
B100) wu Tonkoro kwumeunuka (amo-B48). Ano-B100 comepxur 4563
AMUHOKHCJIOTHEIX ocTaTka, amo-B48 - 2152 aMMHOKHCIOT. DTO CBS3aHO C
JIe3aMUHUPOBAHUEM IIUTO3MHA U MPEBPAILIEHUEM €ro B ypalui B kojone 2153, T.e.
nosBieHnio cton-kogoH UAA, mpekpamenuto tpanciasiumuun MPHK u cunTe3y
YKOpOUYeHHOTO Oenka (mmHa amo-B48 cocraBmser 48% or mimHB Oenka
CHUHTE3MPYEMOT0 NICUEHBIO).

[Mepuon momyxu3nu sykapuorndeckux MPHK kosebneTcss oT HECKOJIBKUX
YacoB JI0 HECKOJNBKUX JHel, mpuyeMm mnonu(A)-pparment Ha 3'-konne MPHK
YIIIMHSAET NPOJAODKUTENBHOCTD JKU3HU Mouekyn. CrenoBaresnbHO, CTaOMIBHOCTh
mosiekyn MPHK Bnmsier Ha ckopocTh TpaHchsiiuu. Hampumep, cTaOWIBHOCTH
MPHK-matpun; gy cuHTE3a MOJEKYNl THCTOHOB CHJIBHO 3aBUCHUT OT (hasbl
KJIETOYHOI0 IMKJIa, T.6. B S-(paze TUCTOHBI MOCTOSHHO CHHTE3UPYIOTCS U
UCTIONB3YIOTCS s yKJIAAKM BHOBb oOpasoBanHoii JIHK B Hykieocombl
(rucronoBass MPHK B sToT mepuwox crabmibHa B TEUEHHE HECKOJBKHX YacoOB).
[Tocne storo mepuoaa B KieTkax oOpasyeTcss HeOOJbIIOEe KOJIMYECTBO I'MCTOHOB,
TaKk Kak OHU HE TPeOyrOTCS Uil (OPMHUPOBAHUS HYKJIEOCOM U TOITOMY HEpPHOJ
MOTYXU3HU cocraBisget 10-15 muH.

[To MHEHHMIO pa3IMuYHBIX aBTOPOB, HM3MEHEHUE CKOPOCTH 00pa3oBaHUs
OENTKOB Ha YpOBHE TPAHCISIIIMM HE OTHOCHUT K OCHOBHBIM CIOCO0AM peryisiiuu
KOJIMYECTBa U Pa3HOOOpa3usi OENIKOB, HO BCE K€ WUIPAIOT OMPEIEICHHYIO POJIb.
Tak, B 4aCTHOCTH pEryislus CUHTe3a OelIka B PETHKYJIOLUTAX OCYIIECTBIISETCS

TOJIBKO Ha YpOBHE TPAHCILMKA M 3aBHCUT OT COAEP)KAHMS rema B KIETKE: Ipu
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YBEIIMUCHUU COJCPKAHMS FeMMa CHHTE3 TJIOOMHA YCKOPSETCs, ¥ Hao0O0poT. DTO
cBszaHo ¢ (ocdopmimpoBanneM (akropa uHunManuu 1P2 (HeaktuBHast Gopma).
Bricokass KOHIEHTpanusi rema mpenoTBpamaer (GochopuiImpoBaHHe TaHHOTO
Ocnka (akTuBHAsA hopma).

K npyruM Bugam peryisuuu  SBJSIETCS NPUCOEIUMHEHUE OEIKOB K
HeTpaHcnupyeMmbiM  ydactkam MPHK  m, kak cnexcTBue, WHTHOMpOBaHWE
TpaHcsanuu. B gactHOCTH, IpricoennHeHne heppuTHHA K MeTIIe, JTIOKATU30BaHHON
Ha 5'-xonne MPHK depputnHa npu HU3KOH KOHIIEHTPALUU >Kejie3a, TPAHCISIUS
JaHHOTO Oenika 3amenssiercs. [Ipy MOBBIIEHWM KOHIIEHTpAIlMd MOHOB Kelie3a B
knerke Fe®* B3ammoseiicTByer ¢ GenKkoM, M3MEHSETCS ero KOHMOPMAIHIO |
cpoactBo k MPHK, uro mpuBomut k ocBoboxaennto MPHK ot perynstopHoro
OenKa ¥ HauMHAeTCs CUHTE3 (heppUTHHA.

[Tepnon momyxu3Hu Genka perynupyercs npoteazamu. OH konebieTcs: oT
HECKOJIBKMX YacOB JI0 HECKOJbKHX MECSIEB WM JET B 3aBHCHUMOCTH OT
(YHKIMOHATBHON aKTUBHOCTH KJIETKH. B wactHocTH, (epMeHThl, Kara-
JTU3UPYIOIIUE PETYJISITOPHBIC PEaKIMA MEeTabOJIMYEeCKUX IyTeH IT0JABEpPTatoTCs
OBICTPOMY DACHICIIJICHUIO, CKOPOCTh OOHOBJIEHUS MX JIOCTaTOYHO Bbicoka. Ha
MPOJIOJDKUTEIBHOCTD KHU3HH OCIIKOB BIUSACT TaKkKe U (PU3NOJIOTHUECKOE COCTOSIHUE
opranusMa, Haauuue aedekToB B OenkoBoil Monekyne. Kpome toro, cymectByer
MOIIIHAsI CHCTEMa 3allMThI, 00ecTieunBaromas ObICTpoe paciieruieHne JeeKTHBIX
OenkoB. Pacmany OenkoB MOXKET OCYIIECTBISITBCS Kak B JIM30COMax IyTeM
ayrodarupoBaHus, TaK U B IUTOIUIA3ME IO/ JCHCTBUEM MPOTEa3 M ATOT MPOIIECC
NPOTEKAET C yYaCTHEM PUCOCTUHEHUS! YOUKBUTHHOB.

HHTHBHUTOPHI PEIUIMKAIIHH — ITPOTHBOOITYXOJIEBBIE TIPETIAPATEI.
3HAHUE MOJIEKYJISIPHBIX OCHOB [EPEJIAYM HACJIEACTBEHHON WH®OPMALIMKA
JIAJIA MOILHBIN TOJYOK B PA3BUTUU ®APMALIEBTUYECKOM ITPOMBIIUIEHHOCTH.
BbbUM CO3JIAHBI PA3JIMYHBIE TIPEIAPATLI, mHrudupywmue cunre3 JHK, PHK
wim OenkoB. OHM HANUIM MIMPOKOE NPUMEHEHWE B MEIUIIMHE IS JICYCHUS
MHQEKIHMOHHBIX U ayTOUMMYHHBIX 3a00JI€BaHUH, OIyXO0JIEBBIX HOBOOOpa30BaHUM.

[Mpunmun wx nelictBus ocHoBan Ha Momudukanmu wmarpui: JJHK wm PHK,
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OETOKCHHTE3UPYIOIIEro amnmapara Wid WHaKTHBanWU (epMeHTOB. Jlummupyroree
MECTO CpeJM HUX 3aHUMAalOT aHTUOMOTHKH, T.€. pa3HOOOPa3HBIM MO0 XUMHUYECKOMY
CTPOEHUIO OPraHWYEeCKUM COEIMHEHUSIM, CHHTE3UPYEMBIM MHUKPOOPTraHU3MaMHU.
OHu crocoOHBI B MaJIbIX KOJHMYECTBAaX OKa3bIBaTh M30MPATEIbHOE TOKCHYECKOE
JIENCTBUE HA JPYTHE MUKPOOPTaHU3MBI.

B 3aBucumoctn OT MexaHM3Ma JAEWCTBHS WX MOXHO pa3leiuTh Ha
CIEeyIONINE TPYIIIb: MHTEPKATUPYIONINE TMpenaparsl, alKUIUPYIONIHNE areHTH,
uaruoutopel  JIHK-romomszomepaser 11, HMHTHOMTOPHI  TPaHCKPUIIIUU U
TPAHCISALNY, Pa3pyLIAIOIINE CTPYKTYpY OCJIKOB KJIETOYHOH CTEHKH OaKTepHid.
[TpenaparsianTHOAKTEpUAIBHON IpyIIbI OTIINYAIOTCSA BBICOKOM
n30MpPaTENbHOCTIO, MAJOTOKCUYHBI JJISl YEIOBEKa, TaK KakB dYKapHUOTHUYECKUX U
MPOKAPUOTUYECKUX KJIETKAaX MMEIOTCS OIpeAeSiCHHbIE pa3iuyuusi B CTPYKTYpe
PHK-nommmepas, PHK u 6enkoB pubocom.

CnexyeT OTMETHUTh, YTO TE€HETHYECKH MaTepuan BUPYCOB IpelCTaBJICH
HeOonbimoi Mosekyinol JIHK wnmm PHK u coxmepxut mHGOpMAIUIO TOJBKO O
HEKOTOpBIX crnenuduueckux Oenkax u (epMeHTax, KOTOPbIE HEOOXOJMMBI st
penponykuuu  Bupyca. IlocnesapaxkeHuss MakpoopraHh3Ma BHpPYyCaMH B
MHQPHUIMPOBAHHBIX KJIETKax c BBICOKOH CKOPOCTBIO HaulHAeTCs
CHUHTE3UPOBATHCAN3 CYOCTPaTOB M MCTOYHUKOB OHEPTHUM KIETKA XO35AMHA
BupycHbix JIHK, PHK u 6enkoB, mpekpamiaercsi CHHTE3 HYKIEHMHOBBIX KHCIOT U
OENKOB, CBOWCTBEHHBIX OPraHM3MY XO35IMHA, YTO BEIET K TMOENTH 3apakEHHOMN
KJIETKH.

PaccMoTpuM kaxapIit U3 TPYIIT aHTHOMOTHKOB.

AHTHOMOTHKH, pa3pylIaloniie MaTPUYHYIO (QYHKIUIO. DTH aHTHOMOTHKH
cnocoOHBl  B3amMmogeiictBoBath ¢ JIHK, wHapymaror e€ MaTpuiHyro
(GYHKLMIO,IPUBOJAT K MOJABJICHUIO MIPOLECCOB PEIUIMKALMU U TpaHCKpunuuu. B
OCHOBHOM HUX HCHOJB3YIOT Ui JICYEHHs 3JI0KAYeCTBEHHBIX HOBOOOpPa30BaHUH,
MO3TOMY TakWe aHTUOMOTHUKHM HA3bIBAIOT MPOTHUBOOMYXOJEBBIMU IMperapaTaMu.
s aTux 1enedl mMpokoe MNPUMEHEHHE Haluld TaKue AaHTUOMOTHKH, Kak

JayHOMUIIMH, AOKCOPYOHIMH U Apyrue. OCOOCHHOCTH HUKINYECKOH CTPYKTYpPbI
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9THX AaHTUOMOTHUKOB TIO3BOJIACT B3aMMOJCHcTBOBaTh ¢ Mojekymor JIHK,
BCTPauBaThCA (MHTEPKAJMPOBATb») MeXay mnapamu ocHoBanuii G=C. DOrto
MPUBOJIUT K TOMY, YIJIEBOJHBIN KOMIIOHEHT 3THX a30TUCTBHIX OCHOBAaHUI 3aHUMAET
manyto 6opo3aky JAHK, nokansno m3mensis crpykrypsl JIHK 1 unrnbupys periu-
Kauuioo M TpaHckpunuuio. K asTol rpynme Takke OTHOCHTCA aHTUOMOTHK
aktuHomunH D. On 6nokupyet cunte3 JJHK u PHK y npo- u sykapuoTos.
ITpoTuBOOMYXO0JIEBbIE AHTUOMOTHKM HE 00Jaal0T BHICOKON M30MpaTebHON
aKTUBHOCTBIO. B OCHOBHOM MX M30MpaTENbHOCTL 0becrieunBaeTcst 00j1ee BRICOKOM
ckopocteio cuHTe3a JIHK w PHK omyxoneBpix KIIETOK, TIOBBIMICHHON
IPOHHULIAEMOCTBI0 UX KJIETOYHBIX MeMOpaH. DTU COEIMHEHUs TaKKEe TOKCHUYHbI
JUIst  OBICTPOACNSILIMXCS HOPMAlbHBIX KJIETOK OpraHu3Ma (CTBOJIOBBIC KIIETKU
KPOBETBOPHOW CHCTEMBI, KJIETKH CIHM3UCTONW OOOJIOUKM JKEIyIKa W KHIICYHUKA,
(GOJTMKYJIOB BOJIOC), YTO MNPUBOAUT K WX MOBPEXKICHUIO. B CBS3M C 3THM

CO3Oar0TCA npenaparbl CBA3aHHBIC C 6CJIKaMI/I, peuCuTOPhl K KOTOPHIM UMEIOTCSA B

OITYXOJICBBIX KJICTKaX.

AHTHEHOTHEH Mexanuim
neHeTBHR

Hurnéurop

PENIHKATHH

JlavHOMHLAH BrenpawTcs («MHTepKATHPYIOTH) Mexay napamy ocrosanai JHK » napywaor

Hokcopy Suumn PENMUKAIMI0 H TRAHCKPHITUHIO

AxTHHOMHIHH [

Mendanan Aanmrnnupyet JIHE o napymaet penmurannio

Homepmuuus Hurndupyeor JTHE-rononzomepasy 1, oTBETCTBEHHYHY 38 CYNEPCIHPATHIRILHID

Hosabuainn JHK, napymamT peiHKaLHe B TPAHCKPHITLHIO

Huruburope:

TPAHCKPHILHH

Padampimmn Craisaizatored ¢ fagrepuanbiol PHE-nomuMepazoi o NpenatcTayor Habany
TPAHCKPHITLHH

Huruburope

TPAHCIA HK

TerpanHknus el Hurubupyior anonrauno: cesseaores o 308 cybreanumunedi priocoMs 1
GIoEHpyYIOT nprcoenaienne aa-TPFHK B A-ugutp

TeROMHLETHH [pucocannaetes & 505 cybbennnnie proocoMu H HETHOHpYeT
MeNTHIMITRENCHEPATHYI0 AKTHBHOCTE

DPUTPOMHLEH Mpucogaunrerea k 505 cyboennumnie puGocoMsl M HETHOHPYET TPAHCIOKALIMID

CTpenToMHiHHT HnruBupyeT susuMatyee Tpancnanss. Ceasupaerca ¢ 308 cyGeennnuiei
PHOOCOME, BEIILIBACT OLIHDKH B IPOYTEHHH HHPOPMALIME, 3aK0MHPORANHOA B MPHE

NmeroTcs npenaparbl, HHTHOMPYIOLME PEIUIMKALMI0O U TpaHCcKpunuuo. K

HUM OTHOCATCAAIKWIMPYIOIIHE areHTbl W HHI l’lﬁI/ITop])I Z[HK-TOHOI/I?;OMepZBbI
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Il (marn6uroper/IHK-rupas), HampuMep HaIWAUKCOBAsk KUCIOTAa, HOBOOMOLIMH H
HOMEpPMULMH.IHTUOUTOPEI ~ MATPUYHBIX ~ CHHTE30B  MOTYT  OKa3bIBaTh
NPOTHBOOAKTEPHATbHOE  JIEHCTBHE,  HampuMep  pUPAMIUIUH,  [IHPOKO
NpUMEHsSIeMbI  JUIsl  JiedeHusi TyoOepkyne3a. OHM  HHTHOMPYIOT  TOJBKO
bakrepuansayro  JHK-3apucumyro  PHK-monmmepazy. Mexanmsm  HX
aedicTBusl CBsi3aH ¢ P-cyObenuHMIEH (epMeHTa W TPEnsATCTBYS WHUIMALINU
TPAHCKPHUINIIMM ¥ He BIusAoT Ha paboty saepHsix PHK-monmmmepas
9YKApUOTHUECKUX KIIETOK.

K naruburopam TpaHCISAIMHA OTHOCITCS TaKHe aHTHOMOTUKH, KaK TETPALUK-
JUHBI, DSPUTPOMHULIMH, IYPOMHUIMH, XJIOPAaM(PEHUKOI U aMHUHOIJIUKO3MJBL.
AMUHOITIUKO3U/I CTPENTOMUUMH HMHTUOMpYeT WHHULMAIMIO CHHTe3a Oeska Yy
MPOKAPHUOTOB M BBI3BIBACT OIMIMOKH B MMPOYTEHUH HH(OPMAIINH, 3aKOIUPOBAHHON B
MPHK, mosToMy mHMpOKO NpPUMEHSFOTCS TPH JICYCHHH WHQPEKIIMOHHBIX 3a0o0Iie-
BaHuil cepaua (xapautel). TerpauMKIMHBI 00J31aI0T IIMPOKHM  CHEKTPOM
aeiicrBusi, cBsa3pBatoTCA ¢ 30S cyObeaMHUIEH pHUOOCOMBI, YTO TPUBOIUT K
OmoxupoBke cBs3piBanus amuHoanmia-TPHK B A-mentp pubocombl, T.e.
HapylaeTcs 3J0Hrauus noaunentuaHoil nenu. JleBomuuerun (xsopam@eHnKo)
TaKKe OTHOCUTCS K aHTHOMOTHKAM IIMPOKOTO CIIEKTpa JEHCTBHSA, MEXaHU3M €ro
nerictBus  cBszaH  ¢50S  cyOpequHumel  pubOOCOMBI M TOAABISIET
NeNTUIMITpaHCpepa3Hy0 akTUBHOCTb. K rpymnme P-iakTaMHBIX aHTHOMOTHKOB
OTHOCSITCS] EHHUWLIMHBI M 1e(alocOpuHbl, MEXaHU3M UX JEHCTBUS CBs3aH C
WHTUOMPOBAHMEM  CHHTE3a  KJIETOYHBIX CTEHOK Yy  T'PaMOTPHIIATEIbHBIX
MHUKPOOPraHu3MoB. B oTin4ne OT MHIMOMTOPOB PEIUIMKALMU M TPaHCKPHUIILINY,
aHTHOAKTepUANIbHBIE TIpernaparbl 00JalaloT BBICOKOHW HM30MPATENBbHOCTHIO U
MEHBILEH TOKCUYHOCTBIO AJIS1 YEIOBEKa, YTO CBA3AaHO C PA3IMUYUSAMHU B CTPYKType
PHK-momumepaz, PHK wu OenkoB pubocoMm B  3yKa-pHOTHYECKHX U
MIPOKAPUOTHYECKUX KIIETKaX.

Bupycol. Onun nonpaszenstores Ha JIHK- u PHK-comepxamue BupyCHI.
I'eHoM ux HEOONBIIONW W COACPKUT WHGOPMAIMIO CHENUPUUecKHX OeiaKax u

(dbepmenTax, HEOOXOUMBIX Ul penpoayKuuu Bupyca. [locne 3apaxeHus KICTKH
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OpraHu3Ma XO35IMHAa C BBICOKOM CKOPOCTBIO HAUYMHAETCS CHHTE3 CIICIU(PUIHBIX
BupycHbix JIHK, PHK u OenkoB c wucmoip3oBaHueM (EpPMEHTOB U OEINIKOB,
CyOCTpaToB W HMCTOYHWUKOB SHEPIHH KIETKHM XO35MHA. ODTO MPOJOJDKAETCA 0
MOJIHOM THOeNu 3apaskEHHON KIIETKH.

Tokcunbl. K HUM oTHOCsTCS TOKCHMH OnenHOi morankodr Amanita
phallondes ocamManuTWH, OCJIOK PUIMH, BBUICACHHBIA W3  KIICIICBHUHBI
OOBIKHOBEHHON. TOKCMUHOCTh  O-aMaHWTHMHA  JJI  YelOoBeKa  CBs3aHa  C
uHrHOUpoBanneM odykapuoTudeckol PHK-mommmepaswi, ocobenno PHK-
nonumepassl |, JlefictBue punmHa cBs3ano ¢ HanundrueMN-TIMKO3UIIa3bl, KOTOpas
yaansieT oAuH ocTaTok aaeHuHa u3 28S pPHK Gonbiioit cyobemuHUIBI puOOCOMBI
U UHrUOMpyeT cuHTe3 Oenka y JSyKapuOTOB. OHTEPOTOKCHHBO3OYIUTENS
mudrepun Corynebacterium diphteriae uaruOupyer cuHTe3 OCIKOB B KJIETKaX
CIIM3UCTONM OO0OJOYKM 3€Ba M TOpTaHW. B nuTomnmasme KIETOK XO3iWMHA O[]
BJIMSIHAEM TPOTEOTUTUYECKUX ()ePMEHTOB TOKCHH pacIleIuisieTcs Ha 2 (hparMeHra,
OIMH W3 KOTOphIX sBisercss  (depmentoM  AJID-pubosmnrpanchepasoit
UMHAKTHBUpYeT Qakrtop anoHranmun EF-2. DOto npuBogur k HapymieHuro
TPaHCIOKaMK puOOCOM, MPEeKpalleHHI0 OMOCUHTE3a OEJTKOB B MH(UIIMPOBAHHBIX
KJIETKaX ¥ K UX THOENH, 4TO U ONpeesisieT OCHOBHbIE CUMIITOMBI JHU(PTEPHH.

HUnrepdeponnt — HeOonpre Oenku (TTUKOMPOTEHHBI), COCTOSINNE
npuMepHo U3 160 aMHUHOKHCIOTHBIX OCTAaTKOB M CEKPETHPYIOIIUECS KIeTKaMu
MMO3BOHOYHBIX B OTBET Ha 3apa)KCHHE BHPYCAMH B HUUYTOKHO MAJIbIX KOJMYECTBAX
(or mamorpammoB,10° r 1m0 mmkorpammoB 107 1), mpemsTCTByOMmME
pacmpocTpaHeHnio BHpycHOH wuHbekuun. B xommentpammn 10°—10° emummn
AQHTHBHPYCHOW AaKTHBHOCTH Ha 1 wr Oenka o07amaeT oOdYeHb BBICOKOH
Heclenn(UIecKol  NPOTUBOBUPYCHOW  aKTHBHOCTBIO. Y  yenoBeka  B-
auMdorTaMu U MakpogaramMu POAYLHMPYIOTCS a-UHTEPPEPOHBI,
onukoaupytorcsi 14 renamu.dubpobiactaMu CHHTE3UPYIOTCS [-UHTEp(hEPOHHI,
KOTOpbIE KOOUPYIOTCA S5 TeHamu. T-TuMonuTaMu SKCIPECCUPYIOTCS Y-
UHTEPPEPOHbI, KOTOpble KonupyroTcst 1 reHoM. MHTephepoHbl, CBA3BIBAsICh C

perentopamMu Ha IIa3MaTH4YecKo MeMOpaHe 3apakEHHBIX KIETOK, CTUMYJIUPYIOT
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cuHTEe3 epMEHTOB, CIIOCOOHBIX pa3pymats MPHK BHpycOB  mpekpamarb cuHTe3
0enKoB Ha pubOCOMax, T.€. IPEHATCTBYIOT SKCIIPECCHUH BUPYCHBIX T€HOB B KJIETKAX
9yKapuoTOoB. MexaHu3M JeicTBUS MHTEp(EpOHOB CBsi3aH: 1) MHTHOMpOBaHUEM
CHHTE3 OCIIKOB, HEOOXOAMUMBIX JJIsi PEIUIMKAIMA BHPYCOB; 2) CTHUMYJISIHCH
CHHTE3a (bepmeHTa OJIMTOHYKJIEO-TH/INIOTHMEPa3bl, KaTaJIM3HPYIOIIEro
o0pa3oBaHMEe  KOPOTKMX  OJIMTOQJICHWIATOB,  SBISIOMIUXCS  aKTUBAaTOpPaMHU
puboOHYKJIea3bl; 3) CTUMYIIALUCH CHHTE3a MPOTEHHKHHA3bI, (HOCHOPHIHPOBAHHAS
dhopma koTOpoii WHaAKTUBUpPYET (aktop wHHMIManuu elF2.B pesynbprare cuHTe3
BCeX OENMKOB B MH(UIIMPOBAHHBIX KJIETKaxX IMpekpariaercs. Kinetku morubdaior, HO
BMECTE C HUMH OCTAaHABJIMBACTCS PA3MHOXXEGHHE BHUPYCOB, M HAYMHACTCS
BbI3JIOpOBIIeHHE. TakuMm 00pa3oM, KepTBYs HEOOJBIIUM KOJIUYECTBOM KIIETOK,
opranu3M 3ammuimaer cebs or Oosnesnu. B Hacrosmee Bpemsi WHTEPHEPOHBI
MOJTYYarOT MPOMBIIUICHHBIM ITyTEM C UCTIONB30BaHUEM Te€HHOHM TeXHONOTHU. OHU
NPUMEHSIOTCS JUTSL JISYEHUS] TIPOCTYIbl, TPUIINA, MOJUOMHUENINTA, BETPSIHON OCIIbI,

reprieca, BUpyca rernaTiTa u Ipyrux nHQEKIuii, a Takke reMo0JIacTO30B.
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I'JIABA 5
MOJIEKYJISIPHBIE MEXAHU3MbI TEHETUYECKOM
N3MEHYUBOCTH

Tounass paboTa TPOIECCOB pEIUIMKAIIMK, TPAHCKPHIIIMA W TPAHCISAINAN
oOecreyrBacT KOMUPOBAHWE TEHOMa M BOCHPOHM3BEICHUEC (DEHOTHUITHMUCCKHUX
XapaKTEPUCTHUK OpPraHu3Ma B MOKOJICHUSX, T.e. HacieacTBeHHOCcTH. OnHAaKko Ouo-
JIOTUYECKas DBOJIFOIMS U €CTECTBEHHBIM OTOOp BO3MOXHBI TOJBLKO MPU HATUYAN
T€HETUYECKOM HW3MEHYMBOCTH, €CTECTBEHHO T€HOM IIOCTOSIHHO TIPETEpIIEBAET
pazHoOOpa3Hble M3MEHEHHUs TOJl BO3ACHCTBHEM BHEIIHMX W BHYTPEHHHX
(akToOpoB, KOTOpPBEIC MOTYT coxpaHuThcs B Mojiekyne JHK Hecmorps Ha
3 pexTUBHYIO paboty MEXaHU3MOB penaparuu. N3menenns B
MOCJIEI0BATENIbHOCTH MMYPUHOBBIX WM MUPUMHUIAMHOBBIX OCHOBAaHHMI B TeHE, HE
WCTIPaBJICHHBIC (PEpPMEHTAMH perapaiyy, MoJIydrsid Ha3BaHuwe «MyTarum»y. OHU
MOTYT TIOSIBISATbCA Kak B COMATHYECKHUX KJIETKAaX, a Jpyrue MOTyT
O0OHapy»WBaThCS B TIOJNIOBBIX KJIETKaX, IME€pelaBaThCs MO0 HACIEACTBY U
MPOSBIIATHCS B ()EHOTHITC TOTOMCTBA KaK HaCJICJCTBEHHAS O0JIC3Hb.

OcCHOBHOW BKJIaJ] B TE€HETHYECKYI0 HM3MEHYHMBOCTH BHOCST IEPECTPOUKHU

XpOMOCOM B IIponecce Meiio3a Inpu CIUAHUA SIALIEKIIETKH CO CrIepMaTo30u oM y
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9YKapUOTOB. JTO COMPOBOXKIACTCS TCHETHYECKIMH PEKOMOMHAIMSMH, T.€. 0OMEHa
yuactkamu JIHK Mexay roMolorH4HbIMEH XpOMOCOMaMH (Il€peMeIleHue |3
OJIHOTO MECTa XPOMOCOMBI B JIPYroe), 00YCIIOBINBAs HOBOH KOMOWHAIIMHA T€HOB Y
nmotoMcTBa.  [lepenpurarommecs  ¢parmentel  JIHK  HaswiBatores  JIHK
Tpancno3oHamu (ywactku JIHK, ynansemsle M3 0fHOro JOKyca XpOMOCOMBI U
BCTpanBaeMble B JAPYrol JIOKyC TOM K€ WM JAPYrol XpOMOCOMBI) U
pETPOTpaHCIIO30HaMU (OHM HE TOKHIAIOT HMCXOJHOTO TIOJIOKEHUS B MOJIEKYJie
JHK, xommu wux BCTpamBaloTCSI B HOBBIM Y4acToOkK). Bkirodasch B TE€HBI WK
Y4aCTKH OKOJIO T€HOB, OHM MOTYT BbI3bIBaTh MYTallUl U U3MEHSATh UX 3KCIPECCHIO.
Hanpumep, sto npoucxoaut mnpu 3apaxennn JHK- nnu PHK-comepxammmu
BHpYyCaMH, KOTOpbI€ BHEAPSIOT cBoW renernyeckuii marepuan B JJHK kierok
XO035IMHA.

V3MeHeHHs B TeHOME TOBOJIBHO Pa3HOOOpAa3HBI M 3aTPAarvBalOT Pa3JIMYHbIC

yaactku JIHK oT XxpoMocoM ¥ reHOB JI0 OTAETBHBIX HYKICOTHIOB (Ta0IL.).

Tun Xapakrep MYTALUMOHHBIX Ilpumepsi
MYTAUHH H3MeHeHMil NOC/IEACTBHH
I'eHOMHBIH H3MeHEHHE yKCia XpOMOCOM bonesns [layHa (nosBieHHe
JONOJIHHTEIEHOH XpoMoCcoMEI 21)
XpoMocoMHbIE Obuiee YHCIO XPOMOCOM HE MEHSAETCS. Meimeynas aucrpogusa Jronenna
Habmonarot nepecTpoiiku XpoMocoM, OOBIYHO (nenenum X-XpoMOCOMET)
BH/IHMEIC TIPH MHKPOCKOITHYECKOM HCCIEI0BAHHH,
Iennbie H3MeHeHHa 3aTparHpaloT OJIMH KOJOH HITH CepnoBHIHO-KIETOYHAA aHEMHA,
HeOOoNbIIOH 0TPe30K reHa M He 0OHapyKHBAKOTCA BbI3BAHHAA 3aMEHOI OIHOTO
I[HTOTEHETHUYECKH HYKJIEOTHA B rene B-uent rnobuxa

Ecnu reHOMHBIE ¥ XpOMOCOMHBIE MYTallMW Yalle HAOIIOAAI0TCS Ha YPOBHE
COMAaTHYECKUX KJIETOK W TPOSABISIOTCS (EHOTUMHYECKOW Pa3HOBHIHOCTHIO, TO B
MOJIOBBIX KJIETKaX MPUBOMAT K JETaIbHBIM MOCIEeACTBUSIM. BMecTe ¢ TeM cnemyeT
CKa3aTh, YTO YacTOTa MyTaIllU{ B MOJIOBBIX KJIETKAaX JIOBOJHHO BHICOKA M COTJIACHO
JUTEPAaTypHBbIM JAaHHBIM HapyLIEHHUS CTPYKTYPbl XPOMOCOM BbIABISIIOTCA B 20%
ciay4yaeB mpu OepeMeHHOCTH y 3MOpuoHOB. B 90% ciydaeB 3T0 mpuBOAHMT K
HapyLIEHUIO pa3BUTHs IUIOAA U CIOHTAHHBIM a0opTaM B IIEPBOM TpPUMECTpE
recraiuu. B 50% ciyuasix pa3BuBaercs TpucoMus o ayrocomam (6osie3ns JlayHa,

IpHU KOTOPOil XpoMocoMa 21 NpucyTCcTBYET B 3 3K3EMILISIPAX).
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HekoTtopeie reHHble MyTaluu 3aKpeIUIIOTCS B MOMYJSIIUA U OMPEACISIOT
HBOJIIOIIMOHHBIE TPOLECCH. DTO MPOABISAETCA NpEKpalleHHeM CHHTe3a Oenka,
KOJMPYEMOTO TOBPEXKAEHHBIM T€HOM, JIMOO CHHTE30M HW3MEHEHHOTO OenKa,
npuoOpeTasi HacleJCTBeHHBIN XapakTep. | eHHbIe (ToueuHble) MyTalui ObIBArOT 3
BUJIOB: 3aMeHbI, IPU KOTOPLIX OAHO azoTucToe ocHoBaHue B JIHK 3amemiaercs Ha
JIpyroe; BCTaBKH, oOecrieunBarolue BHeapeHue B Monekyiny JHK omxoro wim
HECKOJIbKUX JIOMOJIHUTENbHBIX HYKJICOTHU/IOB; Aeieluu (MM BBIAJICHUs) OJTHOTO
WA HECKOJIbKUX HYKJIEOTHJIOB, IIPU KOTOPBIX MPOUCXOAUT YKOPOUEHUE MOJIEKYIIbI
JHK. Ilpu 3ameHe ecnd KOOUPYIOUIMM TpUILIET, B KOTOPOM HaXOAWUTCS
U3MEHEHHBIM HYKJIEOTH], M3-32 BBIPOXKIEHHOCTH KOJA BbI3bIBAET BKIIIOUEHHE B
0eIIOK TOH k€ aMHUHOKHCJIOTBI, YTO UCXOIHBIA KOJIOH (UM KOJOH «JTUKOTO» THIIA),
TO TaKyl MYTalUIO HAa3bIBAIOT «MOJYAIICH», U OCIKOBBIA MPOTYKT OCTAETCS TEM
)ke. Korma 3ameHa oIHOTO OCHOBaHWSI MPUBOAUT K 3aMEHE aMHHOKHUCIIOTHI B
MYTaHTHOM OeJike, TO TaKyl0 MYTallMl0 Ha3bIBAIOT «MHCCeHC-MyTammsp. Tak,
TOYEYHAsi MyTalus B KOJOHE CepuHa (BaXHEUIIMHA CTPYKTYpHBIH KOMITOHEHT
AKTUBHOTO ILIEHTPa CEPUHOBBIX MPOTEA3: TPUIICUHA, XUMOTPUIICHHA U HEKOTOPBIX
Ipyrux (epMEeHTOB) NPUBOIUT K IOJIHOW mnoTepe akTUBHOCTH. Haunbombiimm
MOBPEXJAIOIINM JIeHCTBUEM OO0JIaJjal0T MyTallld, NPUBOAALIME K 0Opa30BaHUIO
OJIHOTO M3 TEPMHUHHPYIONIMX KOJIOHOB (HOHCEHC-MyTalus). B mpornecce cuHTe3a
Oenka pabora pubocombl OyneT ocTaHOBI€Ha Ha MyTaHTHOM Tpuriere MPHK:
UAA, UAG, UGA. TIposiBiieHHEe HOHCEHC-MYTAIUil 3aBUCUT OT UX BHYTPHUTECHHOU
JIOKaJM3alMK: 9eM OMbKe MyTamnus K S5'-KOHIy TeHa, TeM Kopoue e€ OeIKOBBIN
MPOJYKT U HU3Kas Ouosiornyeckas GyHKITHUSI.

Mymayuu no muny ecmagku uau oOeleyuu HyKiIeomuooe ooiee
MHOTOYHCIICHHBI M OIACHBI JUIsl KIeTOK. Eciin MyTanus mpuBOIWT K BCTABKE HITU
JeNenuy B TeH OJHOM HYKJIEOTHIHOM Mapbl WIM YYacTKa JBYXLENOYEYHOMH
monekyinsl JIHK ¢ umcnom MoHOMEpOB, HE KpaTHbIM 3, TO 3TO BBI3BIBAET
W3MEHEHHWE CUUTBIBAHMS BCEX TMOCIHEAYIOIUX KOJOHOB U  HapylleHUe
cooTBeTcTBUS Mexkay kogoHamu B JIHK u amuHokucnoramu B 6enke. Myrtanuu co

CABUI'OM PpPaMKH CYHHUTBIBAHUS YaCTO IMPUBOAAT K IIOABJIICHUIO BHYTPCHHETO
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TEPMHUHHUPYIOMIETO KOJOHA, BBI3BIBAIOIIETO MPEXKAEBPEMEHHOE TPEKpaIICHNE
CHHTE3a TMOJIMNENTUAHON Ilenmu U o00pa3oBaHHME YKOPOUEHHOTO MPOIYKTa,
JTUIIEHHOTO  OMOJIOTMYECKOH  aKTUBHOCTH. TakWe CIOBUTH  BBI3BIBAIOTCS
WHTHOUTOpAMU MAaTPUYHBIX CHHTE30B (MHTEpKaisiTopamu). B xone pemnnmukanuu
takod m3MeHEHHoU 1enn JIHK B modepHIO0 HUTH B pe3ynbTare ONTMOOYHOTO
CIIApMBAaHMUSI C  «HUHTEPKAIMPOBAHHOW»  MOJIEKYJIOW  MOXET  BCTPOHUTHCS
JIOTIOTHUTETILHBIA HYKJICOTH]I.

B  pemkux  cinywasx  Ttepsercs wim  Bkimouaercs B JIHK
OJIUTO/IC30KCUHYKJICOTH I, COCTOSIINN U3 3 MM KPaTHOTO 3 4YHuclia HYKJICOTHJIOB.
Takue MyTauMy Ha3bIBalOT JAEJCLMSMU WIM BCTaBKaMu 0€3 CABHMra «paMKu
cuntbiBanus» JIHK. B oOpasyromeMcs O€lIKOBOM TPOJYKTE B 3TOM Y4YacTKe
OKaXETCsl MPOIYIIEHHOW WM, HA000pOT, BKIIFOUEHHOW JOMTOJIHUTEBHO OJTHA WITU
HECKOJIbKO ~ aMHUHOKHCJIOT, TOTJa KakK BCS OCTaJbHAas aMHUHOKHCIIOTHAas
MOCTIeIOBATENbHOCTh OYyJeT COOTBETCTBOBAaTh HMCXOAHOM MoJekyiae. OHu He
MPUHOCAT OOJIBIIOTO Bpe/a.

Cpennsist 4acTOoTa BO3HHUKHOBEHHUS MYTallMii B CTPYKTYPHBIX JIOKycCax
YelioBeKa KoJeONeTcsl B Tpejenax oT 10° 10 10° Ha OJIHY TaMeTy 3a KaxJoe
nokosieHue. Crenyer ckaszarb, 4YTO JAHHBIA NOKa3aTelb MOXXET BapbUpOBaTh B
HIMPOKUX Mpesenax JUlsl pa3HbIX T€HOB. DTO CBSA3aHO € XapaKTepOM MyTallMOHHOTO
NOBPEXKIEHUS, MEXAaHU3MOM BO3HHUKHOBEHHUS MYTalUHM, HPOTSHKEHHOCTHEO
KOJMPYIOIeH 00JIaCTH MYTAaHTHOTO T'eHa, QYHKIMsIMH OeJKa, 3aKOAUPOBAHHOTO B
3TOM reHe. OHAKO YeIOBEYECTBO CIIPABIIIETCA C TAKOW MYTAllMOHHOW HATPY3KOH,
TaK KaK KOJUPYIOIIME YacTU T'€HOB, M3MEHEHHUS B KOTOPBIX HamOoOJee OMAaCHBI,
3aHuMaroT He 6oinee 10% renoma. C Apyroi CTOPOHBI, TATEKO HE KaKIast MyTaIlus
B KOAMpYIOIIeH 001acTH mMeeT (PEHOTHITMYECKOE IMPOSBICHUE, TaK KaK MHOTHE
onafarT B 3'-NIOJIOKEHHE KOJOHOB M IIOITOMY SBIIIOTCS «MOJYAILIMMKD,
HEKOTOPBIE OKA3bIBAIOTCS B JIOMEHAX, HECYIIECTBEHHBIX ISl ()yHKIIMOHUPOBAHUS
OenkoB. [loToMcTBY mepenaroTcsi MyTalluu, MNPOUCXOMAAIIME B TaMeTax, a WX
IIPOLIEHT COBCEM HEBEJIUK.

OPrAHU3ALIMSA TEHOMA YEJOBEKA
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I'eHOM 3yKapMOTHYECKHX KIIETOK COIEPKHUT 3HauuTenpbHO Oosbmre JIHK,
4eM reHOM TpoKapHoToB. Y kumeunoii namouxu E. coli JHK comepxur 3,8x10°
map HykiaeotunoB wian okoio 3000 renoB. Ilpm srom Bcs JIHK Bemomzser
onpenenéunsle Gpynkuuu: kogupyet 6enxu, pPHK, TPHK nmm yyactByer B pery-
asMu  o0pa3oBaHMs TeHHbIX MpoaykToB. OOmas mamunHa JHK rammomanoro
Habopa u3 23 XpoMOCoM desoBeka coctaBiser 3,5x10° map Hyki1eoTHIOB, UTO B
1000 pa3 mpeBOCXOAWT pa3Mep reHoMa MpoKapuoToB. Jtoro kommdectBa JTHK
JOCTAaTOYHO JJIsl CO3JaHMsl HECKOJbKMX MMJIJIMOHOB TeHOB. Ilo naHHBIM
MexaynapogHoro koHcopuuyma u gupmsl «llenepa I'eHOMHUKCY, MOITy4eHHBIM
IIPU CEKBEHHPOBAaHMM T€HOMa uyesioBeka M omyOnaukoBaHHbIM B 2001 r., umcio
0eJIOK-KOAUPYIOIINUX TEHOB, TI0 OI[EHKaM NEepBOM opranu3aluu, coctasiser 31780,
a o orieHkaM Bropoit — 39114 renos. [locnenoatensrOCTh HyKIeoTHA0B B JIHK
YyeoBeKa MMeeT 00JIacTH, Koaupyromne oenku (He Ooyiee 2% o00mero renoma),
obnactu, koaupyromme PHK (oxomo 20% reHoma), ¥ MOBTOpSIOIIUECS
nocienoBarenbHocTH (O6onee 50% obOmero renoma). OYHKIUU «H30BITOYHOI»
JHK 1o xoHIla He SICHBI, TIOJIATal0T, YTO OHA YYACTBYET B PErYJISIIIUH SKCIIPECCUN
reHoB, mnpoueccudra PHK, BbImonHs€T CTpyKTypHblE (QYHKLUUH, T[OBBILIIAET
TOYHOCTh TOMOJIOTUYHOTO CHApUBaHHS U PEKOMOMHAIIMKM XPOMOCOM B MpoIecce
Meio3a, crmocoOCTByeT ychemHod perumkanuu. bombmias wacts 3toit JIHK
BO3HMKJIA B pe3yibraTe oOparHoi Tpanckpunuuu PHK u OGmaromaps namuumio
MOJIBUKHBIX 3JIEMEHTOB.

Bo ¢pakmun «m30eirounoin» JIHK BBIIENSIOT OTHOCHTENHHO KOPOTKHE
MOCJIeI0BATENFHOCTH AMUHON OT 2 no 10 map HyKJIEOTHAOB, MOBTOPSIOLIUECS
MWUIMOHBI pa3 - «catewutHble JJHK». Onu cocraBmstor okono 10% Bcero
T€HOMa 4YeJOBEKa, pacCcesHbl IO BCEMy TI'€HETUYECKOMY MaTepuaiy KIIETKH,
IPEUMYLIECTBEHHO JIOKAJIU3YIOTCSd B LIEHTPOMEPHBIX M TEJIOMEPHBIX 00JacTAX
OoNpIIMHCTBA XpoMocoM. lMwmeercs © Tpymma yMEpPEHHO MOBTOPSIONINXCS
nocnenoparenbHocTedt JJHK. OHa 10BOMBHO reTEeporeHHa Mo pa3Mepy U UYUCITy
Konuii, cocrapiusier 6onee 30% renoma yenoseka, Bkmouaer JJHK, xonupyromryro

ctpykrypy pPHK, TPHK wu nekoroprix MPHK, nHanpumep, reHbl T'HCTOHOB.
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YMepeHHo moBTOpstomuecs mnociaenoraTenpbHocTr JIHK BKouaror ydacTkw,
KOTOpble HE TpPaHCKPUOMPYIOTCA, OJHAKO OHM YYacTBYIOT B PperyJisiluu
SKCIIPECCUH TEHOB (IpoMOTOpHI u SHXaHCEPHI). YHuKa/JbHbIE
nocienoBareasnoct  JIHK  npencrasnenst JIHK-mocnenoBaTeabHOCTIAMU,
KOTOpbIE MPUCYTCTBYIOT B TEHOME B KOJMUYECTBE OJHOM MM HECKOIBKUX KOMUMH, U
TpaHckpuOupyrores, oopasys MPHK, conmepkaniue mHbopManuio 0 pasiddHbIX
Oenkax.

TunuyHell TeH 4YenoBeka cocTouT mnpuMepHo u3 28000 HYKIECOTHAOB U
COIEPXKUT B CpeAHEM & 3K30HOB, €ro KOAUPYHOLIas MO0CIeA0BaTEIbHOCTh
cocraisieT okoJio 1340 map HykneoTu0B U mudpyer Oenok, BKIodaronmii 447
aMUHOKHUCJIOTHBIX OCTaTKOB. CaMblii KpymHBIH T€H - TeH MBIIIEYHOro Oeika
TUCcTpo(hrHA, COCTOSIIUN 13 2,4x106nap HYKJICOTUIOB, @ HANOOJIbIIEe KOJTMYECTBO
9K30HOB (234) mpucyrctByer B TreHe (uOpwuisipHoro Oenka THTHHA,
OTBETCTBEHHOI'O 32 I[ACCHBHYIO AJIACTUYHOCTH CKEJIETHBIX MBILIL. YHHUKaJIbHbIE
nocnegoBarensbHocty  JIHK  Takke wmoryr oOpa3oBbIBaTh  MYJIbTUTCHHBIE
cemeiictBa. OHM pPacmoyOXKEHbl B BHJE KIACTEPOB B OMPEACNEHHBIX 00IaCTAX
OHOW WJIM HECKOJbKMX XpPOMOCOM, Hampumep, TIeHbl puOOCOMalbHBIX,
TpaHCHOPTHBIX W Manblx simepHbix PHK, rensl a- u B-rmobunoB, TyOynuHOB,
MUOII00MHA, aKTHHA, TpaHcheprHa u MHOTUX apyrux. Hapsny ¢ pyHKIuOHaNbHO
AKTUBHBIMH ~ MYyJbTHUI€HAMH HMMEIOTCS  IICEBIOIEHBl, KOTOpBIE  SIBJISIOTCS
MYTallMOHHO HW3MEHEHHBIMH TMOCeNoBaTeabHOCTAMU. OHM HE CIOCOOHBIE
TPaHCKPHOUPOBAThCA. DTH yYHUKAJIbHBIE MOCIEIOBATEIHHOCTH OYE€Hb CXOITHBI 110
CTPYKTYpE C OIpeaeNEHHBIMH TE€HaMH, pacloyiaraloTcs TaHAEMHO M MOTYT
HaXOJUTHCS B Pa3HBIX XpOMOCOMaXx.

IMoJIMMOP®HN3M BEJIKOB

BonbIIMHCTBO HOpPMaJIBHBIX KJIETOK 4YeJIOBeKa JUIUIOMIHBI, TaK Kak
COZIepKaT 2 KOMMH KaKJ0M XPOMOCOMBI (OTIIa U MaTepu). ITH JABE KOMHU OAHON U
TOH 7K€ XPOMOCOMBI Ha3bIBAIOT TOMOJIOTHYHBIMH (PHC.), B KAXKION U3 HUX UMEETCS
6onee Thicsun reHoB. COOTBETCTBYIOIIME IPYr APYry Te€Hbl B TOMOJIOTHYHBIX

XpoOMOCOMAax Ha3bIBAlOT aJUICIIAMU. Ecou annenn UACHTHYHBI W COJACPXKAT
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OJIMHAKOBYIO II0CJIEI0BATENBHOCTD HYKJIEOTH/IOB WHIUBUAYYM
OyZeT TrOMO3MIOTeH IO JaHHOMY IMIPU3HAKY, €CIH aJielld pa3iudyaroTcs -
reTepO3UrOTHOE HACJIeJOBaHUE TeHa. B 3ToM ciydae MHAMBHIYyM OyIeT UMETh 2

OEJIKOBBIX IMpoayKTa T'€Ha, pa3anyaronuxcs 1o aMHUHOKHUCIIOTHOM

IIOCIICIOBATCIIbHOCTH.
Benok Benok
A +——reH A red A — A
b «—renb Annenn

reHB — B
reHC — C
renD — D

C «—renC
d «—rexd

NoMonoruveckue XpoMocoMsl

VY Kaxka0ro 4eynoBeKa CYIIECTBYET TOJIBKO 2 pa3HbIX ajulessl OJHOTO IeHa,
TOrAa Kak B MOMYJISALUHM JIOAE€H BApHAHTOB aijieneil MoXeT ObITb OrpoOMHOE
MHOXecTBO. Eciamn B Xone Mmeio3a peKOMOMHAIMM CONPOBOXAAIOTCS OOMEHOM
ydactkamu JIHK, mMeHbIIIME 1O pa3sMepy, 4eM I€H, TO TaKOH IIPOLECC MOKET
IOPUBOAUTH K TOSBJICHUIO HOBBIX ajjleliedl. Y4uThIBas, 4YTO PEKOMOMHALUU
HOPOUCXOIAT OoJsiee 4acTo, 4eM MyTalUd B KOAUPYIOLIMX ydyacTKax TIeHa, TO
pa3HoOOpa3ue BapHaHTOB auleNell CBSI3aHO B OCHOBHOM JTHM IIPOLECCOM.
CyniecTBoBaHME B TOMYNSIHMH 2 YW OOJNBIIEr0 YWCIAa aijelled OJHOTO TreHa
Ha3bIBAIOT «AJIEJIOMOPPU3M», WIH «0JUMOPGU3M», a OEIKOBBIE MPOIYKTEHI,
oOpasyromecss B XOA€  OKCIOPECCMHM  ITUX  BapuaHTOB  TIeHa  —
«mmo;Mop¢bD». Pa3zHble aeny BCTPEUaroTCs B NOIMYJISIUU ¢ pa3Hol yacToTon. K
HoJIUMOp(aM OTHOCAT TOJBKO T€ BAPHUAHTHI, PACHPOCTPAHEHHOCTh KOTOPBHIX B
nomyiAauuu He MeHbire 1%.

B npouecce 3BorOnMK OTAEIbHBIE T€HbI AMILTM(PULIUPYIOT ¢ 00pa30BaHUEM
KOIUH, a UX CTPYKTYpa U MOJIO)KEHNUE MOTYT U3MEHATHCS B pe3yibTaTe MyTaluil U
NEPEMEILEHU HE TOIBKO BHYTPH XPOMOCOMBI, HO U Mexay Xxpomocomamu. Co
BPEMEHEM 3TO MPHUBOJUT K TMOSBJICHUIO HOBBIX T'€HOB, KOJHUPYIOLIUX OenKwu,
POJCTBEHHBIE HCXOJHOMY, HO OTJIMYAIOIIMECS OT HEro ONpeAcaEHHbIMU
CBOMCTBAMHM M 3aHUMAIOIIUME B XPOMOCOMAax pasHble TeHHble JIOKYChl. K

POACTBCHHBIM OeJKaM OTHOCAT H3066J1KH, MNpCaACTaBJIAIONINC coOoi BAapHUAHThI
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0ETKOB, BBHIMOJHSIONINE OJHY U Ty ke (PyHKIINIO 1 OOHApYKMBAaeMbIe B TpeIeIax
0/IHOTO BHUja opranu3moB. Tak, B rpynne u3 2000 reHoB yejaoBeKa, KOAUPYIOIIHNX
(bakTOpBl TPAHCKPHUIIIUN U TPAHCKPUIIIHOHHBIE aKTUBATOPHI, HACHTUPHUIIMPOBAHO
900, oTHOCSIIMXCS K CEMEHCTBY OEJIKOB, HMMEIOIINX «IMHKOBBIC MaJIbIbI».
CymectByer 46 TeHOB QepMmeHTa TIiuuepantbiaerua-3-gocdaraernaporenassl,
OCYILECTBIISTIONIETO EANHCTBEHHYIO OKUCIUTEIFHYI0 PEAKINI0 B META00INIECKOM
MyTH KaTa0oJuM3Ma TIIFOKO3bI IO THpYyBaTa. BBISBICHBI CEMEWCTBA POJCTBEHHBIX
0eIKOB, BO3HUKIIINE B XOJI€ IBOJIOLUH U3 OJTHOIO «IIPEIKOBOr0» I'eHa, UM I'eHa-
NPEIIECTBeHHNKA, HAapUMep, TeHbl MUOTJIIOOMHA U MPOTOMEPOB T'€MOTIO0ONHOB;
rpynna MpOTEONIUTUYECKUX (EpPMEHTOB: TPUIICUH, XUMOTPHUIICHH, 3JacTa3a,
MJ1a3MUH, TPOMOUH ¥ HEKOTOPBIC IpyTrHe OeNKU U (hepMEHTHI.

I'emoznobunvr uenosexa. Pasnoobpasue 2cenos 2emo2nobuna ceA3aHO
IBOMOYUOHHBIMU USMEHEHUAMYU TEHOB-TIPEIIIECTBEHHUKOB, JIOKAJIN30BAaHHBIX HA
xpomocoMax 16 u 11 COOTBETCTBEHHO, BO3HUKJIM CEMEWCTBA T'€HOB O- U [3-
roOouHOB (pHc.). B mpoliecce OHTOreHe3a y Jtojiell 00pa3yloTcs pasHbIC BHIBI
remMornioOMHOB. OHHM O0ecHneumay aJanTalyio K MEHSIONMMCS  yCIOBHSM
cymectBoBanus: HDE - sMOpuoHaIbHBIN, CHHTE3UpYETCS y 3apOAbIlia B MEpBbIC
mecsel  pasButust, HbDF - deranpHbIi, o0ecrieunBaeT  JanbHEMIIEe
BHYTpHyTpoOHOe paszButhe 1miona, HDA u HDA2 ocymiecTBisior TpaHcmopt
KHCJIOpO/ia B OpraHM3ME B3pOCJIOr0 YeJOBeKa. DTO TeTpaMepbl, COCTOALIME W3
MOJIMIIETITUAHBIX Tienei AByX BuI0B: o U 3 B HDA (202p), a u € B HBE (202¢), o u
v B HbF (202y), a u 6 B HHA2 (20205).

P [1B Komu a-rnoGHHOBEIX
Mm\ FEHOB: oy M (2 OCYLLECTRNAKT
WCTBO T ol I B S CHHTE o-Uened
rexoB (xpomocoma 16)

.
Bugsl remornoBinos

¢

55, ot oy ofy
74
I
Cemeiicteo f-rnoBuHOBEIX N !
renoB (xpomocoma 11) £ Gy Ar wb o b
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Hapsny ¢ renamu, KOIUPYIOIIMMH H300€TKH W 3aHUMAIONIMMHU pa3HbIC
JOKYChl Ha XpoMocoMme, OOHapy>KeHO MHOroo0pasue remorioouHa A,
SIBJSIFOIMXCST  TIPOJIYKTAaMHM aJUIeNbHBIX TeHoB. Hampumep, HbA — HDS,
00pa3youuiics B pe3ysbTaTe 3aMEHbl OCTaTKa IIyTaMaTa B HOJIOKEHHH 6 B-1ienun
HbA na Bamuu. ITo amensm HbA u HbS Bcex mromeit MoxkHO pazmenuts Ha 3
TeHOTHIUYECKH pasnuyatommecs: rpymmbl: AA, AS u SS. Yacro monmeit ¢ S
aJlIesIeM MOXKHO BCTPETUTh B MAIPUIHBIX paiioHax Adpuku u Asuu (10 35%).

I'pynnut kposu. Hmeemcs nonumopduzma 6EITKOB, CBA3aHHBIN ¢ MpoOIeMoi
nepenuBaHus KpoBU. B momymsiiyu monieil cymecTByIOT 3 ajuienbHbIX BapUaHTOB
resa QgepMmeHTta riaukoswia-tpancdepassl (A, B u 0), npuHuMaromiero yyactue B
cuHTe3e onurocaxapuaa. OH JOKaJIM30BaH Ha HApPY>KHOW IOBEPXHOCTH
IUIa3MaTHYeCKO MeMOpaHbl U ONpEeNsieT aHTHICHHbIE CBOWCTBA SPUTPOIMTOB.
Bapuanter ¢epmenta A m B uMmeroT pasHyroo CcyOCTpaTHYIO CHEIU(PUIHOCTS:
BapuaHT A  Karalu3upyeT  [pHUCOEIMHEHHWE K  ojurocaxapuay  N-
aleTWIraIakTo3aMHHa, a BAPHAHT B — ramakTo3sl, TorJa Kak Bapuant 0 Koaupyer
0enok, NTUIIEHHBIN (DepMEHTATUBHON AKTHBHOCTH. DJTO OIpENesieT Pa3indHyIo
CTPYKTYpY oOJMrocaxapuzoB (puc.). AHtuTtena Kk aHtureHaMm A u B o00bl4HO
UMEIOTCS B CBIBOPOTKE KPOBHU JIIOJICH, HA MOBEPXHOCTH SPUTPOLUTOB KOTOPBIX
OTCYTCTBYET COOTBETCTBYIOIIMI aHTUTCH, T.€. WHAWBUIYYMbI C aHTUTCHaMU A Ha
MOBEPXHOCTU 3PUTPOLUTOB MPOIYLUPYIOT B CHIBOPOTKY KPOBU aHTHTeNda K B-
anTureHaMm (antu-B), a monau ¢ B-anTurenamu — aHTHTENa K aHTUTeHaM A (aHTHU-
A). B CBIBOpOTKE KpOBH aHTH-A W aHTU-B OOBIYHO TPUCYTCTBYIOT B BBICOKHX
TUTPaxX U NPH MOSBICHUH COOTBETCTBYIOIIMX AaHTUICHOB CIIOCOOHBI aKTUBUPOBAThH

(hepMEHTHI CHCTEMbI KOMITJICMCHTA.
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[Tpu nepenuBaHUM KPOBH PYKOBOJICTBYIOTCS IIPABUIIOM, COTJIACHO KOTOPOMY

KpPOBb JIOHOpPa M pPEUUIUCHTa HE JIOJDKHA COJIEp)KaTh AHTHUTEHBl M aHTUTEIA,
pearupyomue Mexay coboi. [Ipu HapymeHun >3TOro mnpaBwiia NPOUCXOAUT
peaKiysi aHTUIeH-aHTUTENO, BBI3bIBAS AarrjlOTHHALMIO JPUTPOLIUTOB U UX

paspyiieHue pepMeHTaMu KOMIUIEMEHTa U (DaroluTaMu.

AHTHIEHBI Her A B AB
IPHTPOLHTOB

I'eHOTHIIBI 00 AA umu AO BB unu B0 AB
AHTHTENA B AHTH-A W auTH-B Antu-B AHTH-A Her
CBIROPOTKE KPOBH

I'pynnsl KporH oI A(ID B (III) AB (IV)
Yacrota (%) 45 . 10 B 5

Y UHIMBUAYYMOB-TETEPO3UTOT, HMMetomux rpynmny kpou AB (IV), Ha
SPUTPOIMTAX TPHUCYTCTBYIOT A- W B-aHTHreHBI, (YHKIMOHUPYIOT 2 BapHaHTa
rimko3mwiTpancdepassl (A u B), mosromy aHTHTeNna He 00pa3yIOTCS U IOATOMY HX
MOYKHO pPaccMaTpuBaTh KaK «yHUBEPCAIbHBIX» pelunueHToB. OIHAKO JIOAU C
rpynmnoii kpoBu IV He Moryt Ge30macHO MosydyaTh CHIBOPOTKY KPOBH OT 3THX
JIOHOPOB, TaK KaKk OHAa CONEPXHUT aHThTeNna K A- wwunun B-anturenam.
Nuapusunayymel, umeromme 0 (I) rpynmy KpoBH, TOMO3HTOTHI 1O HEAKTUBHOMY

BapHaHTy rMKo3uiTpancdepaspl (0, U MOBEPXHOCTh WX JPUTPOLUTOB JIUIICHA
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AQHTHTeHOB.  TakWe  IJOOM  SBISIOTCS  «YHUBEPCATBHBIMH»  JIOHOpaMHU
APUTPOLIMTAPHOM Macchl. B TO e BpeMs ChIBOPOTKAa KpPOBH 3THUX JIOHOPOB
COJICPXKHUT aHTUTeNa K A- U B-aHTHreHaM W MOXET HMCHOJB30BATHCS TOJBKO IS
narueHToB 0 (I) rpynmst kpoBH.

benku 271A8HO20 Komnnexca 2UCMOCOBMECMUMO-CIU u
MPAHCHIAGHMAYUOHHAA Hecoemecmumocmy. 1Ipu GOpMHPOBAHUM KIETOYHOTO
UMMYHHOIO OTBeTa Yy3HaBaHuWe T-iuMpouUTaMH 4YY)KEPOAHOTO aHTHIEHA
MPOUCXOIUT TOJIBKO, €CIIM OH PACHOJIO0KEH PSAAOM C TIMKONPOTEHHAMH, IPUCYTCT-
BYIOIIMMH Ha COOCTBEHHOM KIIETOYHONH MeMOpaHe. OTH TJIMKONPOTEHHBI
Ha3bIBAIOT OEJIKaMU IJIaBHOTO KoMILiekca ructocoBMectumoctn (MHC-0enkamm).
CymecTByroT 2 Kj1acca 3THX 0enkoB: Mosekyisl kiacca [ u I1. MHC-6enxu knacca
I oOHapyxeHbl MPAaKTHYECKH BO BCEX COJCPKAIIMX SAPO KIETKAX, TOTAA Kak
MHC-6enxu xnacca Il uMeroTcst B KJI€TKaxX, Y4acTBYIOIIUX B HIMMYHHOM OTBETE,
T.e. B aHTUreH-mpencTaBisitonmx B-knerkax u T-xenmepax. CeMeHCTBO T'eHOB,
koaupytonmx MHC-6enku, ToKaqTn30BaHbl HA KOPOTKOM IUIEYE XPOMOCOMBI 6 U
3apuMatomux ydactok JIHK nmunoit ©onmee 6000 map HykineotumoB. I'eHb
KOMILJIEKCA OTJIMYAIOTCS YPE3BBIYANHO BBICOKMM IMOJUMOP(PU3MOM M CUUTAIOTCS
caMmou nmoJIMMopHOI cHUCTEeMOM YeJIoBeKa. 910 obecrieunBaeT
TPAHCIUIAHTALIMOHHYI0 HECOBMECTUMOCTb, MPHUBOJUT K PpA3BUTHIO pPEAKLUHU
KJIETOYHOTO MMMYHHMTETAa W OTTOPXKEHHIO TpaHcIIaHTaTa. [lo MHEHMIO MHOTHMX
ucclieioBaTeNei, oauMop(u3M pa3InYHbIX OEITKOB HACTOJIBKO BEJIHK, YTO MOXKHO
TOBOPUTh O OWMOXMMHYECKOW WHAWBUAYAIIbHOCTH W YHUKAJIbHOCTH KaXKIOTO
YeJI0BEKa.

HACJIEACTBEHHBIE BOJIE3HH

Kaxnp1ii reHeTHYecKnil JTOKYC XapaKTEpHU3YyeTCsl ONPENETEHHBIM YPOBHEM
U3MEHYMBOCTU. AJUIeM TeHOB [JeNIAT Ha 2 TpyIIbl: HOpMalbHbIE (aJUIEH
«IIUKOTO» THWIIA), IS KOTOPBHIX (YHKIMS TeHa He HapylieHa, W MYyTaHTHbBIC,
NPUBOJSAIINE K HAPYIICHHUIO pa0OThl IeHa, CHHTEe3y Oeika, (QYHKIHMS KOTOPOTo
HapylleHa U IPU TOMO3UTOTHOM HACJIeZIOBAaHUH (PEHOTUITNYECKU MPOSBISETCS KaK

HaCJICACTBCHHAaA 00J1e3Hb. HaCHe,[[CTBeHHLIC 0O0JIE3HH  SIBIIAFOTCS CJIICACTBUEM
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MYTaIfi{, TIPOU30MICIINX B TaMeTax Wik 3urore. OHM MOTYT OBITh MIEPBHYHBIMU
(BO3HUKIIM B TaMeTax WIH B mpoiecce POPMUPOBAHUS 3UTOTHI), WIH BTOPUIHBIMHU
(MyTaHTHBIN T€H BO3HUK paHbIe W ObUI TIEpeiaH MOCIEAYIOIEMY TTOKOJICHHUIO 110
HaclieACcTBy). [lepBHUYHBIE MyTallid HE COMPOBOXKIAIOTCS BO3HUKHOBEHHEM
0OJe3HU, TaK Kak MPOUCXOJAT OOBIYHO B OJHON M3 XPOMOCOM, U WHAUBHIYYM,
MOJMYYMBIIUN TaKyld MYTali0, CTAaHOBUTCS TETEPO3UTOTHBIM HOCHUTEIIEM
MOBPEXK/ICHUS B TeHE. MyTaHTHBIA T€H B T€TEPO3UTOTHOM COCTOSIHUM YacTO HE
MpOSBISIETCS Kak OONe3Hb U CYIIECTBEHHO HE CHWXKAET KU3HECIOCOOHOCTh
Opranu3Ma, HO CIIOCOOCTBYET paclpOCTPaHCHHIO B MOMYJSALUH. [Ipu BTOPHUHBIX
MYTallMAX, €CIU KXKJbIM U3 POJUTENICH SIBIsIETCS HOCHTENIEM MYTaHTHOTO TEHa,
OyIy4Yu TreTepo3uroToi, BOZMOXKHO POXKJIEHUE NIETECH-TOMO3ZHUTOT MO JEPEKTHOMY
aieno. B Takom ciaydyae pasBHBaeTcs HacleACTBEHHas OOJe3Hb, YacTo
COIIPOBOKaeMasi OYCHb TSKETBIM TEYCHUEM.

CornacHo ganHbiM BO3, okono 2,4% Bcex HOBOPOXKACHHBIX HA 3€MHOM
miape CTpajaroT TEeMH WM HMHBIMH HACJIEJICTBEHHBIMH HapyiieHusMu, B 40%
CITydasix ONpeeNsIOT paHHIOK MIIAJICHYECKYI0 CMEPTHOCTh M MHBAJIMIHOCTH. Ha
XpoMOcOMax 4elloBeKa BbIsiBICHO oOKoimo 800 reHoB, MyTalMd B KOTOPBIX
MPUBOJIAT K Pa3BUTHIO Pa3IMUHBIX HACJIEACTBEHHBIX Oose3Heil. KommdecTBo
MOHOTEHHBIX 3a00JICBaHUH (T.c. BBI3BAHHBIX MYTAllUsSIMHU B ONPEACIEHHOM T'CHE)
npuMepHo paBHO 950 (rpynn OoJsie3HEW, KIMHHYECKH OTIUYAIOIIMXCS JIPYT OT
Iapyra, HO OOYyCJOBJIEHHBIX MYyTalMsSMH B OJHOM M TOM ke rene). Hampumep,
MyTalli B TE€HE peUenTopa C THPO3HMHKHHA3HOW aKTHUBHOCTHIO Fet MmoryT
BBI3BIBaTh 4 pa3iNMYHBIX HACJEJICTBEHHBIX 3a0oiieBaHus. Haubonbpmiyro Tpymimy
coctaBisitoT Gepmenthl (31% ot obmero uncna), B 14% ciaydasx COCTaBISIOT
Ocnku, MoaynHupymoinue (YHKIUH OCIKOB M yYacTByIOIIUE B  (DOJIIMHIE.
HauGonpIiee ynciio MyTaHTHBIX TEHOB YCTaHOBIIEHO Ha X-XPOMOCOME.

JlocTaTodHO  XOpOIIO  W3YYEeHHBIMH  HACJIEJACTBEHHBIE  3a00JIeBaHMS,
CBSI3aHHBIC C HapylIeHHeM cuHTe3a o- win [-ueneii Hb (tamaccemun).
TamacceMun BO3HHMKAIOT KaK PE3yNbTaT MyTalWid, BKIIOYAONIMX 3aMEHBl WITH

ACJICMM OJHOTO HWJIM HECKOJIBKHX HYKIJICOTHAOB, a4 HWHOIJa M LEJIOTr0o IcCHA,
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KOJIUPYIOIIETO  CTPYKTYPy  OTHOTO W3  MPOTOMEpPOB. OTm  OO0JIe3HU
knaccudummpyior mo 4 Tumam: o’- wim B’ - ecniM OgHA W3 LemeH He
CHUHTE3UpyeTcs, o - Wik B’ - eclli CHHTe3 KaKoH-1100 13 1eneil CHUKEH.
a-TamacceMun BO3HMKAIOT TPU HApyIICHHWH CHHTE3a o-lleneid. Tak Kak B
TeHOME KaKIO0T0 WHIMBHIyyMa CYIIECTBYeT 4 KONMUH JaHHOTO TeHa (1Mo 2 KOImHU
Ha KaXJO0H XpOMOCOME) BBISBJICHBI HECKOJBKO BHJIOB HEJIOCTATOYHOCTH O-TICTICH.
Ecin nedextHa omHa u3 4 komwid, TO PEHOTUITMYECKU ATO HE MPOSBISIETCS, TIPU
nepekre B 2  KONMSIX TEHAa y HOCUTENS MYTallMHl  OOHApYXHBAIOT
c1abOBbIpaKEHHBIE MPU3HAKK OO0JIE3HHU, a TpU Je(eKTe B 3 KOMUAX Pa3BHBAETCS
reMojMTu4ecKass aHemus. IIpm TONHOM OTCYTCTBMM CHHTe3a o-Iienei (T.e.
JedeKTHBI Bce 4 KOMMK T'eHa) HACTYIMaeT BHYTPUYTPOOHAas rTHOelh TuIoa.
B-TamacceMuu pa3BHBAIOTCS B pe3yJbTaTe CHIDKCHHS CUHTE3a [-1ieneit
reMOTJIOONHA, Il KOTOPBIX Ha KaKIOW XPOMOCOME MMEETCS 10 OJHOMY TeHY.
Cunre3 HbA HaumHaercst mocie poxaeHUs peOEHKA: mpu JIeeKTe B OAHOU U3
KOMHI TeHa HEJOCTATOYHOCTh MPOSBISIETCS B ClIa0OW CTEMEHW W HE TpedyeT
CICIMATBHOTO JICYCHHS, a TPH TOJHOM BBIKIIOUECHUH CHHTE3a [-1ereit
pasBuBaeTcs Tspkénas Gpopma aHeMuH, TPeOYIOLIYIO epecasky KOCTHOTO MO3Ta.
Hapsny c Oone3HsaMu, HacieICTBEHHAs MPUPOAA KOTOPHIX YCTAHOBJICHA,
CYIIECTBYeT  MHOXXECTBO  OOJIC3HEH,  XapaKTepU3YIOIIUXCS  CEeMEHHOM
NpeApacloIoKEHHOCTBIO:  CaXapHbld  auaber, mojarpa,  aTepocKiIepos,
mm3o¢penus, 6one3np Kpona, cemeiinslii monumno3 u apyrue. OHH OTHOCST K
MyJIbTH()AKTOPHBIM 3200JIEBAaHUSIM, W JUIS WX BBISIBICHHS HCCIECIOBAHWE TCHOB,

OTBCTCTBCHHBIX 3a IPCAPACIIOJIOKECHHOCTD.

I'JTABA 6
TEXHOJIOI'MSI PEKOMBEHAHTHBIX THK

JocTkeHust B 00J1aCTH MOJICKYJISIPHOM OMOJIOTHM YTITyOWIIM HAIl 3HAHHS
00 3KcIpeccuy FeHOB M MPUYMHAX MHOTUX OOJIe3HEH, a Takke CrocoOCTBOBAIU

pa3paboTKe HOBBIX IOJXOJIOB K MX JUArHOCTHKE W JICUCHUIO TaKUX 3a00JICBaHHUM.
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Tak, nnaeHTH(UKANNS TEHOB, HApYIIEHHE PaOOTHl KOTOPBHIX MPUBOIUT K PAa3BUTHIO
HACJICJICTBEHHBIX 3a00JIeBaHMi, CO3/1aa MPeINOChUIKN I MOJPOOHOT0 aHaIu3a
TCHETUYECKUX M OMOXMMHYECKHX OCHOB TIaTOTE€HEe3a J3TUX 3a00JeBaHUU U
paspaboTkn  Hambomee  A(POEKTHBHBIX  METONOB  JieueHHA.  MeromaMu
MOJIEKYJISIPHOM MEQUUMHBI OBIIM CO3JAaHbl BAaKIMHBI IS MPEAOTBPAIIECHUS
TeIaTUTOB, MHCYJINH YelloBeKa — IS JISYeHHUs! caxapHoro auadera, axrop VIII
— U151 BOCCTAHOBJICHHUSI HOPMAJILHOTO CBEPTHIBAHMS KPOBH U JICUCHHS TeMOP AN
U MHorue apyrue npenapatsl. C Apyroil CTOPOHBI, ¢ MOMOIBIO F€HHOM Tepanuu
0Ka3aJI0Ch BO3MOXKHBIM BBOJUTH B OPTaHU3M OOJIBHOTO MOJHOIICHHO paboTaromune
IeHbl U BOCCTAHABIMBATH META0OINYECKHE HAPYILIEHHUS, BbI3BAHHBIE MYTaHTHBIMHU
reHamMu. Hampumep, ocymiecTBisieTcss JeyeHHe AeTeil ¢ UMMYHOIACQHUIIUTOM,
BBI3BAHHBIM JI€(DEKTOM aJCHO3MH/I€3aMUHA3bl, METOJBl TE€HO-KOPPEKIHUU TaKHUX
HACJIC/ICTBEHHBIX OO0JIe3HEH, Kak ceMeiHas TUrepxojecTepuHemMust, remopumms B,
MYKOBHUCIIM/I03 U HEKOTOPBIE IPYTHE.

JAHK MOXHO BBIACTUTH M3 JIOOBIX TKaHEW M KIIETOK, COJEpIKAIIMX Sjpa.
DTO MHOTO3TaNHBIA MPOIECC BKIIOYAET OBICTPBIA JU3UC KIETOK, YAaJleHUuE
(parMeHTOB KJIETOYHBIX OpraHe/ul M MeMOpaH, ()epMEHTATUBHOE pa3pylleHHE
OenkoB mpotenHazamu u dkcrparupoanue JJHK u3 pactBopa ¢ momomipio deHona
U xjopodopma, ero ocakKJeHre dTaHOJIOM U pacTBopeHue B OydepHOM pacTBope.
Kontponem kauectBa skctparupoBanHoit JJHK sBnsiercss uamepenrne ontuyeckon
mwiotHoctu pactBopa JIHK B obmactu 0enkoBOro M HYKJIEWHOBOTO CHEKTPOB
norjomenus, T.e. mpu 280 u 260 HM, cooTBeTCTBEHHO. [[)Isi YMCTHIX 00pa3IoB
JAHK cooTHoIeHHEe ONTHYECKUX TIIOTHOCTEH, MOMy4YeHHBIX mpu 260/280 HM,
nomwkHo ObiTh Oombme 1,8. B xome Bbenenust momyvaror moiekynsr JTHK
3HAYUTEIIbHO MEHBIIE HCXOAHBIX, HO BCE K€ JOBOJBHO OOJIBIIMX pPa3MepOB
(TBICSIUM MM JECSTKH THICAY Nap HYKJIEOTHAOB), YTO TPeOYeT IONOJHUTEIbHON
¢dparmeHTamm.

Hus  gparMeHTHpOBaHUS  UCMONB3YIOT  PECTPHKTa3bl  ((epMEHTHI,
pacuemstomue JIHK), BbinenenHbsle u3 OakTepualbHBIX KIETOK. PecTpukTasbl

Y3HAIOT crienu(prUecKue NoCIeI0BaTeIbHOCTH U3 4—0, pexe 8—12 HyKIeOTHI0B
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B aByxuenoyeuHoil monekyie [HK (caliTel pecTpuKiMM) U «pa3pe3aroT» e€ B
MecTax JIOKaJHM3alluy 3TUX mocienosarenbHocTed. KomnmdectBo oOpasyromuxcs
pecTpukiMoHHBIX (parmMenToB JIHK mpm uCMONb30BaHWM OJHOW PECTPUKTA3BI
3aBHUCHUT OT KOJIMYECTBA CAaliTOB PECTPHKIINH, a pa3Mep (hparMeHTOB OINPENeIIeTCS
MOJIOKEHUEM 3THUX CaWTOB MO Bcell qnuHe ucxoaHoil monekynsl JIHK. M3BectHO
oonee 500 pa3IMYHBIX THIIOB PECTPHKTa3 OAaKTEPUATBHOTO IPOMCXOXKICHUS,
KaX/bIi U3 3TUX (DEPMEHTOB y3HAET CBOIO CHEUU(UYECKYIO MOCIEA0BATENILHOCTh
(puc.). niast U3ydeHus MEPBUYHON CTPYKTYPHI (METOJ] CEKBEHWPOBAHUS) yIOOHBI
¢dparmenTs! pazmepom okoio 300 map mHykieotunos. CrenoBatensHo, JJHK oxnoit
XpPOMOCOMBI B 150x10° map HYKJIEOTHIOB HYXHO paspe3arb Ha 500 000

(hparMeHTOB U KaXK/bIH U3 (hparMEeHTOB U3y4aTh OTACILHO.
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Pacwennaxue

O6pazytomuecs: B pesynbTate pectpukimu (parmentst JJHK moryt ObITh
MCCIICZIOBAaHBI METOJOM DJIEKTpodope3a B arapo3HOM WIH TMOJUAKPUIAMUIHOM
rene. BeuBnenne JIHK B rene Bo3MOXHO B NpHUCYTCTBHHM OpoMHAa 3TUAMA,
CBS3BIBAIOILEroCs ¢ (hparMeHTaMH MOJIEKYJIbI U AAIOLIETO creruduyeckoe po3oBoe
OKpaIIMBaHUE B YIbTPa(UOIECTOBOM 001aCTH CIIEKTPA.

[Tocne anexrpodopesa pectpukumupoBanHoi renomuon JJHK u mposBneHus
C MOMOUIbI0O OpoMHJa 3THAUS MOIYy4aeTcsl paBHOMEPHOE OKpallliBaHUE MO BCei
umHe renst. Uneartudukanus HyxHbix ¢pparmentro JIHK B Takom rene Bo3moxkHa
TONpKO TyTéM ruOpumm3armu ¢ wmedeHbiMu J[HK-3ommamu. Knaccnuecknm
METOJIOM HuAeHTH(UKAIMK uHTepecyronmx y4yactkoB JIHK cram meron Omort-

ruopuamzau o CaysepHy, mnpeiokeHHbii B 1975 r. IlomyuuBmasics B
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pe3ynbTare JeieHuss 1mo MoiyekyisipHoil macce B remax JHK, moasepraercs
JeHaTypaluy U MEPEeHOCUTCS 3a CUET KalWUIAPHBIX CHJI, 3JIEKTPUYECKOIrO MOJIs
WIA BaKyyMa C Tellsl Ha TUIOTHBIA HOCHUTENb (HUTPOLEIUTIONO3HBINH (QUIBTP WU
HEIIOHOBYIO MeMOpaHy) (TiepeHoc wiu OJI0TTHHT). DUKCHPOBAHHYIO Ha (PHIBTpE
JHK rubpuamsyror ¢ JJHK- nan PHK-30H10M, conepxammmM MmeTky. Metogom
paaroaBTorpaduu ONpeaeisIOT MOJ0XKEHHEe HCKoMoTo (parmMenTa renomuoin JTHK
Ha snekTpodoperpamme. broT-rubpunnzanus sBISETCS BBICOKOUYBCTBUTEIBHBIM
METOJIOM HJIeHTUUKaIMK criendrueckux nocienoBatensHoctei JJHK.
Hamnbonee wacto s ycraHoBieHHMs mnepBuyHOM cTpykTypbl JHK
UCTOJB3YIOT UAE30KCUCEKBEHUPOBaHUE. B peakmoHHbIX mpobax, comepikalmx
neHarypupoBannyto ogHoHuTeByto [IHK, JJHK-nomumepaszy, aHT®, omun wus
KOTOPBIX SIBJISIETCSl PAaJMOAKTUBHBIM, W mpaiiMep uHunuupyror cunres JHK B
MPUCYTCTBUH  CHEIUPUICCKUX auae30Kkcunykineosuarpudocharop  (muHTD).
CuHTE3 OJJHOBPEMEHHO BEAYT B YETHIPEX MapajUieNIbHBIX MP0o0ax, B KAKAYIO U3
KOTOPBIX HapsIy C KOMIIOHEHTAaMH PEAaKIMOHHOW CMECH MPUOABISIOT ONWH U3 4
HT®. inHT® Oynyt koHKypupoBaTh ¢ HOpMaibHbiMu THT® 3a BKItOYeHHE B
pacTyuylo NOJUHYKIEOTHAHYI0 1enb. Ilpum BcrpamBanum panHT® BmecTo
cooTBeTCTByMOIero Hykieotunaa cunte3 JHK mpekpamaerca. B pesynbrate B
KOKJO0W M3 MPOOWPOK MONydaeTcsi Ha0Op paziUYaloIIuXCs MO JUIMHE MEUYEHBIX
¢parmenToB /IHK ¢ ogHuM u3 cnennpuyeckux 1uae30KCHHYKICOTHI0B Ha KOHIIE.
[Tocne oqHOBpEMEHHOTO pa3ieieHusl THX (ParMeHTOB B HJIEKTPHUECKOM I0JIe Ha
4 cocemHHMX MOPOXKKAaX W paanoaBTOTpaduu pa3Mep CHHTE3MPOBAHHBIX MOJIEKYI
MOXeET OBbIThb YCTaHOBJIEH, a 3TO 3HAYUT, YTO MOXKET OBbITh OIpeaesneHa
JIOKaIM3alMsl TEPMUHUPYIOLIUX AMJIE30KCUHYKIeoTHA0B. Ha ocHoBaHMM 3THX
JAHHBIX  YCTAHABIMBAIOT  IOCJIEIOBATEIbHOCTh  HYKJIEOTHJIOB BO  BHOBb
CHUHTE3MPOBaHHBIX (parmeHTrax, koMmruieMeHTtapHbix JJHK-marpune. B Hacrosiuee
BpeMsl ~ CO3JaHbl  MpHOOpPHl  UII  aBTOMATHYECKOTO  OJHOBPEMEHHOTO
CEKBEHMPOBaHMsI OOJBIIOTO YHCIa MPOO C UCMOJIB30BAHUEM MEUYEHHBIX Pa3HBIMU

(bﬂIOOpOXpOMaMI/I AUAC30KCUHYKIICOTUIOB.
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s paboTHI ¢ HYKJICOTHIAHBIMH TTOCIIEIOBATEILHOCTSIMA B TEHAX M JPYTUX
yuactkax JIHK HeoOXoauMo HMMeETh NIOCTaTOYHOE KOJMYECTBO MaTepuaia s
uccnenoBanus.  Iloatomy — mccnemyemsie  ¢parmentsr JJHK — oObrano
NpeIBapUTEIFHO aMIUTHOUIUPYIOT (YBEIMYMBAIOT KOJIHMYECTBEHHO B MUJUTHOHBI
pa3), s TOro 4ytoObl MOJy4YaThb HUX B J000€ BpeMss U B HEOIPAaHMYEHHOM
KoJuuecTBe. VICKIIOUMTENBHO LIEHHBIM HMHCTPYMEHTOM B DEIIEHUH 3TOH
mpoOyieMbl  OKa3aJloch Hcnonb3oBanne pexomOuHanTHeIX JHK (T.e. JAHK,
MOCTPOCHHBIX W3 YYaCTKOB PAa3HOTO MNPOMCXOXAeHUs). [l mosyuyeHus: Takux
MoJIeKyn nepBoHavyanbHo BeLesitoT JJHK u3 2 pasnbix ucrounukos. Kaxnayro u3
HUX B OTAEIBHOCTH (ParMEHTUPYIOT, UCHOJb3Yysd OJHY M Ty XK€ PECTPUKTa3y,
pacuiersitonyro JIHK ¢ obpazoBanuem «dmumkux» KOHIOB. [locne mpoueaypst
HarpeBaHus u MEJUIEHHOT'O OXJIKICHUS (omxura) Hapsay c
ucxogusiMu  mornekynamu  JHKxy wu  JHKy wmoryr  oOpasoBbiBaThCs
pEeKOMOMHAHTHBIE MOJEKyJbl, cocrosimue u3 ¢parmenros JHKx u JHK,
CBS3aHHBIX MEXKIy CO00W <«JTUMKUMH» KomHamu. KoBaJieHTHOE CIIMBaHWE
¢dbparmenToB ocymecTBIsOT ¢ oMotbio JJHK-nuraser B npucyrcrBun AT® kak
HCTOYHUKA SHEPTUH.

B Texnonorum pexomOunantHeix JIHK, kpome ¢parmentoB JIHK,
BBIJICJIEHHBIX U3 KIETOK, COAepKalux sapa, ucnonsdytoT JJHK, nomyuennyro c
MoMOIIbI0 00paTHO! TpaHckpunTasel. [Ipu 106aBIeHUN B peakMOHHYIO cpedy 4
pasHbIX Je30KcupuOoHyKIeosunTpudochaTo dpepment Ha matpune MPHK mo
npUHIMIY KoMiuieMeHTapHocTu cuHTesupyeT JHK-konuro, mmm kIHK. Tak kax
UCTOYHUKOM uH(popMmarmu 1npu  obpazoBanun KJAHK cmyxur 3penas
rurToriazmMatuieckas MPHK, to Takas IHK, B otimune ot IHK dhparmenTos, mo-
Jy4eHHBIX TpW paciiermieHnd reHoMHod JIHK sykapnoToB, He cCOOepXHUT
UHTPOHOB.

Jnst mosyueHusi 3HAYMUTEIBHBIX KOJIMYECTB MHTEPECYIOLIETO MaTrepuaia
npoBoasaT kionupoBanue JIHK, mpenamonararomiee BCTpauBaHUE HY>KHOTO
¢parmenta JIHK B Bekropnyto monekymy JIHK. Bektop obecneunmBaer mpo-

HUKHOBEHHE 3TOW pekoMOMHaHTHOH, mimm xumepHoit JIHK B OGakrepuanbHble
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KJIeTKH. B KadecTBE BEKTOPOB HCIONB3YIOT IUIa3MUIBI, (arm, perpo- u
aneHoBHpychl. OCOOGHHO YacTO B KayeCTBE BEKTOPA CIYKUT IUIa3MHUIHAS
JHK. TTna3Muabpl mpeacTaBistoT co00i HEOOBINE KOJIBIEBBIC IBYXIICTOUCYHBIC
monekynsl JIHK, mpucyrcTByrompe B OaKkTepHaldbHBIX KJIETKaX B Pa3IMIHOM
KosnyecTBe Konuid. OHM MMEIOT aBTOHOMHYIO CHCTEMY KOHTPOJIS pEeIIMKalluy,
KOTOpasi MOJCPKUBAET MX KOJMYECTBO B KIIETKAX HA OMPEICIIEHHOM YPOBHE.
Ucnons3yemyro g kiaoHupoBaHus miazmuanyio JIHK u uHTepecyromyro Hac
JHK pacmemistor mo onpenenéHHOMY Yy4YacTKy PECTPUKTa30M. MOIy4aroT
pexomOunanTHyto /IHK, Bo3BpamaioT ruOpuanyo mia3Muay B KOJIbIEBYIO GopMy
U BBOJIAT B OakTepHalbHblE KIETKH, T.€. OCYILECTBIIAIOT TpaHchopMaIuo
Oaxrtepwmii. [lpu pasMHOXKEHHH TpaHCHOPMHUPOBAHHBIX OAaKTEPHU MPOUCXOIUT
YBEJIMYECHUE YMCIIa KOMUi BBeAEHHOTO B masmuny ¢gparmenta JJHK, T.e. Takum
Ccroco0OM YYKEpOAHBIA il OaKkTepuM TEHETHYECKH MaTephall MOXKET OBITh
MOJYyYeH B 3HAYMTENbHBIX KoimdecTBax (puc.). B KkauecTBe KIOHUPYIOMIHUX
BEKTOPOB 4YacTo HcHoib3yloT (aru. Ecmm sk3orennyro  JIHK BBOmar B
JYKAPUOTHUYECKHE KIETKH, TO 3TY MPOLEAYPY HA3bIBAIOT TPAHCAYKIIUECH.

Ionumepasnas yennasa peaxyus

Metoa nonumepasnoit nennoi peakuuu (I1LIP), nmpemnoxxennsiit B 1983 r.
Kappu Myniaucom (HoGeneBckas peMusl, 1993 r.), SIBUIICS
AMOXANBHBIM OTKphITHEM XX BeKa B OO0JNACTH MOJEKylspHoW Owonorunm. OH
MO3BOJISIET IMOJBEPraTh crenuUIHON amIUMUKAlMd B YCIOBHX IN Vitro (B
npobupke) yuactku JITHK IIuMHON OT HECKONBKUX JECATKOB JIO HECKOJIBKUX COTEH
nap HYKJICOTHJIOB, HWCIONL3Yysd B KauecTBE Marpuibl ToOble oOpasmbl JIHK.
HeoOxomumoe ycmoBue s nposencaus I[I[[P — 3HaHWE HYKICOTHIHOU
MOCJIeIOBAaTEbHOCTH aMIuTHduIupyeMoii obiactu. Ydactok uccinemxyemoit JTHK
rUOpUIU3YIOT C JBYMS MCKYCCTBEHHO CHHTE3MPOBAHHBIMU NpaiiMepamu AJITUHON
or 15 go 30 map HyKJI€OTHMAOB, KOTOpblE KOMILIEMEHTapHbI 3'-KOHIAM
aMIUIMUIMPYEMOro y4acTka Ha Koaupyromed u Hexogupyromeil Hutsax JIHK.
PaccrosHue Mexay npaiiMepamu onpenenser JIMHY CUHTE3UpYEeMbIX MoJIeKyll. B

KadecTBe MaTpHubl s cuHTe3a npoaykros [1LP ucnonssytor moboit tun JJHK:
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reHomuyto JIHK wenoBeka, paznuunHbIx BUAOB mpo- u 3ykapuotoB, JJHK,
BBIJICJICHHYIO U3 KYJbTYp KJIETOK, «OHOIMOTEK» T'€HOB M JPYTrUX HCTOYHHUKOB.
Meron He TpeOyeT Oonbmux konudecTB wuccienyemoit JIHK, B mpunmme,
JIOCTAaTOYHO AaKE€ OJHOW MOJIEKYJIBI, COAEPIKAIIEHCA B OJTHOM BOJOCE Ha TOJIOBE,

OJIHOM Kariie KpPOBHU UJIN CIICPMBI.

YyacTok Yyuactok
| pacwennexma pacllenneHna

JAHK, ucnoneayeman
ANA KNOHWPOBAHWA

Mnaamuna
I PacuwenneHne 0aHOW W TOR Xe
pecrpmrra:auw (3aHOOHYKNEa30M)

l
C/ -

CO@RHHGHMG
XuMepHan nnaamuga
(copepwut OHK nnasmuas
Xpomocoma w vymepoaHyo [HK)
TpaHchopmauus
BakTepuansHas GaKTepuansHOM KNeTkM
KneTKa

OT60p KNeToK, COAePWALLINK
XMMEDHBIE NNa3Muael

PocT KynbTypLl KNEeToK
Ans nonyqenua JHK Ana nonyvexns 6enr<a
POCT KynbTypbl B YCROBUAX,

( Buigenenwe nnaaMug NpK KOTOPBIX 3KCNPeCcCHpyeTcA

KNOHWPOBAHHLIA reH

j Pacwennexue . . .
PECTPHKTA30A

l BeigeneH1e KNOHUPOBAHHON Bu.uenenue Genka
AHK
— = %J%“é
Knonupoeanuan OHK Benok

VYcnex B pa3paboTke MeToJa B 3HAUUTENBHOM CTENEHH OOYCIOBIEH
UCTIONIb30BaHWEM B KauectBe (epmenta TtepmodmibHoii JIHK-nomimepassl,
BBIJICJICHHOW W3 OaKTepHii, J>KUBYIIUX B TOPSYUX HCTOYHHUKAX, U TIOTOMY
yCTOMUMBOM K JI€HCTBHIO BBICOKHMX TemmepaTyp. PeaknuoHHas cMech i
nonydyenus: untepecytouieir Hac JIHK conmepxut uccnenyemyro JJTHK, cyGecrparst
peakmmu — 4 nHT®, 2 mpaiimepa, TepMOCTaOMIBHYIO, WU |ag-noauMepasy U

v 2+
Oydep, comepkammii noHbl Mg™ . OmMH UMK MOJUMEpHU3AIMH BKIOYaeT 3

sTamna: njasJjenue (mpu temmneparype 90-97°C uccrnenyemas nsyuenoueunas JJTHK
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JNCHATYPUPYET U MEPEXOJUT B OAHOHUTEBYIO (OpMY); THOPUAM3ALUSA MM OTHKUT
JHK ¢ mnpaiiMepaMu (KOMIUIEMEHTapHOE CBSI3bIBaHME IpaliMEpOB C LEMAMU
matpuanoii JJHK u oOpa3zoBanne qBYXIETIOUEYHOTO ydacTKa Ha KaKIOW U3 HUTEH
JHK); anonramms (yanuuenue vuten JJHK, kommnementapusix matpuunoi JJHK,
KaTtanu3upyeT Tag-mojrMepasa B HampaBlieHUW OT 5'- K 3'-KoHIly). 3aTeM CHOBa
HACTYIIAET 3TaIl [JIaBJICHUA, KOT1a 3a CYET MOBBIILIEHUS TemrnepaTypsl cuate3 JJTHK
MpeKpamaeTcs, W JIBYHUTEBOW Y4YacTOK MeEXJAy MATPUYHBIMH U BHOBB
cuHte3upoBaHHbiMU ~ Monekynamu JIHK  nenarypupyer. Bo Bropom wu
MOCTEeIYIOIUX [UKIaX TMpaiMepsl THOPUIU3UPYIOTCS C UCXOIHOW MaTPUYHON
JAHK u c BHOBB cuHTe3upoBaHHbIMH Mosekyilamu JIHK, xommdecTBo KOTOpBIX
HapacTaeT B reomerpudeckoil mporpeccuu. B mocnemnem ciywae cunte3d JIHK
3aKaHYMBAETCs HE M3-3a U3MEHEHMs TEMIIEPATYPHOIO PEKUMA, a MO JOCTHXKEHUU
JHK-nonmuMepa3oli rpaHMIbl aMIDIMQHUIMPOBAHHOTO YyYacTKa, YTO OMNPEICIIICT
CTPOTO ONpEeAENEHHBIA pa3Mep MPOAYKTa C TOYHOCTBIO O OAHOIO HYKJIEOTHJA.
Kaxplii U3 3TanoB MUKIa UMEET MPOJODKUTEITLHOCTD OT JAECATKOB CeKyHI 10 1-3
MHUH, B pe3yJbTaTe MOJHBIA LUK JJUTCS OT OJHON JI0 HECKOIbKUX MHUHYT.
Onwucannyro npouenypy ammudukamuun JHK npoBogsar B aBromarndyeckom
pexume B mpubope (IMKIW3aTOp, WM TepMonukiep, ammumpukarop JIHK).
Takoit mpuboOp TO3BOJISET 3a7aBaTh HYXHOE KOJMYECTBO IMKJIOB U BBHIOMPATh
ONTUMAaJbHbIE BPEMEHHBIE U TeMIepaTypHble napaMmeTphl. 3a 25-30 HUKIOB YUCIO
cuHTe3upoBanHbix konui JJHK nocturaer Heckonpkux MHWIIMOHOB. C IOMOIIbIO
[P MOXHO NOMYyYUTH [OOCTATOYHOE KoiuuecTBO Komuil yudactkoB JHK, B
KOTOPBIX MPEAINOJIAraloTcsl MPUCYTCTBUE MyTalluii, HOIUMOP(U3M CaWTOB, MOKHO
npoBouth JIHK-nuarHocTuky wWHQUIMPOBAHHOCTH MAalMEHTOB BHPYCHBIMH,
OaKTepraTbHBIMU U TPUOKOBBIMU BO30YIUTEIISIMU OOJIE3HEH.

JHK-anarnocTuka 3a001eBaHUi

Ucnonb3ys Texnuky pexomoOmHanTHeix JIHK, ymaércs wccienoBaTth
BApUAHTBl TEHOB, OTBETCTBEHHBIX 32 pa3BUTHE MHOTUX 3a0oyeBaHUid. IDTUM
croco0OM UAEHTHU(GULHUPOBAHBI TOUEUHbIE MYTAllUH, BbI3BAaHHbIE 3aMEHON OJHOTO

a30TUCTOIO OCHOBaHHA, ACICHUAMU WM BCTaBKaMH, IIPUBOAAIINMU K ITOABJICHUIO
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ajIeNic, KOAupyromux (YHKIMOHAILHO HEaKTHBHBIC Oecliku. Pa3zpaboTaHHBIE
TEXHOJIOTUH TIO3BOJISIIOT BECTHU LI€JICHANPABICHHOE KapTUPOBAaHUE I'€HOB YEJIOBEKa
B paMKax MEXIyHapogHOTO Tmpoekta «['eHoM uenoBekay. OduuuanbHO 3Ta
Hay4yHasi TporpaMma ¢ Y4YacTHeM BeAYUIMX MOJIEKYJISIPHO-TEHETHUECKUX
naboparopuii CHIA, crpan 3amagHoii EBpombl, a Takke Poccum u Snonun
odopmurace B 1990 r. B xone paGoTel Haj MpoeKkTOM KapTUpoBaHBI 923 TeHa,
BBI3BIBAIOLINX PAa3BUTUE MOHOT€HHBIX 3a00sieBaHuil, 6osee 100 n3 HUX MOJHOCTBIO
cekBeaupoBanbl. K xonmy 2001 r. paboramu naboparopuit  CIIA,
BenukoOpurtanuu, SInoHUM W psga eBpPONEHCKHX CTpaH C TOYHOCTBIO 10 90%
3aBepllueHa pacmnpoBka reHoma. B Omwkaiimem OyayiieM OyayT M3ydyeHbl Bce
I'eHbI, OTBETCTBEHHbIC 32 PAa3BUTUE MATOJIOTHYECKUX MPOLECCOB y YesIOBEKa. JDTO
MIO3BOJIMT BHIBECTH TMATHOCTUKY U JICYCHHE MHOTUX 0OJIe3HEH Ha HOBBIN YPOBEHbD.

Jnst 3TUX 1ened HCMONB3YIOTCA pAa3IdyHble METOAbl HCCIeIOBAHUS:
noauMopdu3M AIUHBI pecTpUKIMOHHBIX (parmenToB (II/IPD), ompedenenue
MYymMayuil ¢ NOMOWbI0 annenb-CneyuPuuecKux npoo.

MyTtanuy, BO3HUKAIOIIME B Yy4YacTKax y3HABaHUS  ONPEACTEHHBIX
pecTtpukras, aenaror 3Tu ydactku JIHK HeuyBCcTBUTENBHBIMH K JEHCTBUIO
¢depMeHTOB. DTO MOXKET OBITh JIETKO OOHApY>KEHO 10 W3MEHEHHIO JITHHBI
pectpukimonHbix ¢parmentoB JHK. II/IP®-ananu3 Bximoudaer crieayoolye
stanbl: BbigeneHue reHomHod JIHK, e€ pectpuknmio cnenmuduyaeckoit
SHJOHYKJICa30H, 3JIEKTPpOodopeTHIeCcKoe pasjieicHre o0pa3yrmuxcs (parMeHToB
JHK u wunentndukanuio >Tux (QparMeHTOB MyTEM OJIOT-THOPUAM3AINK T10
Caysepny. Ha anexrpodoperpammax npu 0OTCyTCTBHH PECTPUKIIMU B UCCIIEAYEMOM
JHK BBIABISIOT OAMH KPYMHBIA (parMeHT, COOTBETCTBYIOUIMHA IO JUIMHE
nocnenoBarensHocTH JIHK Mexny qBymst COCETHUMHM y9aCTKAMU PECTPUKLIHAN IS
TOM ke dHAOHYKJIeas3bl. [Ipy HamMuuM pecTPUKLUU B MOIUMOP(GHOM ydacTKe Ha
anekTpodoperpamMmme OyJeT MPUCYTCTBOBATHL MEHBIIMH IO pa3MepaM (parMeHr,
PaBHBIM PACCTOSIHUIO MEXAY MOJTMMOP(HBIM Yy4aCTKOM PECTPUKIHHM U OJHUM M3
OmpKalIMX MOCTOSHHBIX YYacTKOB pecTpUKIMHU. IIpu oOcienoBaHuy ManyeHToB

U YJICHOB MHX CCMeﬁ Ha HOCHUTCILCTBO MNATOJIOTHMYCCKHUX T CHOB I_UI/IpOKO
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UCTIONB3YIOT ATOT METOJI, C TIOMOIIBI0 KOTOPOTO: HICHTH(OUIIUPYIOT NEICIUH B
reHe JucTpouHa, Ha JOMI0O KOTOPBIX MPHUXOAUTCA OKoyo 60% Bcex MyTalui,
BBI3BIBAIONINX MHUOIUCTpO(duio JlfOIeHHa; OUArHOCTHUPYIOT TeMOQuinio A,
HEKOTOpBhIC TaJIACCEMHH, PETHHOOJACTOMY U TpaHyJIeMaTo3; KOHTPOJIUPYIOT
3/10pOBbE J€TE€H B CEMBSX, B KOTOPBIX POAUTENN SIBJISIOTCS T€TEPO3UTrOTaMH IO
TeHY CepPIIOBUIHO-KICTOYHON aHEMHH U IPYTUM Je()EKTHBIM T'eHaM.

MHorue MyTaluy, BbI3BIBAIOIINE BO3HUKHOBEHHE T€HHBIX OOJe3HEH, He
MOMAJal0T B YYacCTKH, OTBETCTBEHHBIE 3a y3HaBaHHE (EPMEHTOB pecTpUKIMU. B
3TOM Cllyyae, €clM TOCJIEeJOBaTEIbHOCTh OCHOBAaHMKA B O0JAaCTH MYyTalUU
U3BECTHA, TO €€ OOHApyKMBAOT C IIOMOILIBIO  aJUIENb-CHEHU(PUUECKUX
OJIUTOHYKJICOTHIIOB. J[JIs1 3TOr0 CHHTE3UPYIOT KOPOTKHE OJMTOHYKJICOTHIHBIE
30H/IbI, COZIEpKAIIUE OOBIYHO OKOJIO 19 HYKIICOTHAOB, KOMIZIEMEHTApHBIE YIaCTKY
HOopMasbHOTO W MyTtaHTHoro amwiens B JIHK. OOnacte reHoma, conmepiKalryro
WCCIIelyeMbIH TeH, aMITUGUIUPYIOT ¢ momoiisio [I1IP, u o6pa3iel momy4eHHON
JHK mepeHOCST Ha HHUTPOIEIUTIONO3HBIE (DHUIBTPHI (IOT- WM CIOT-OJOTTHHT).
[Ipo6Bl BBIACPKHUBAIOT C “’P-30HIAMH JUIS  BBISBICHHS HOPMAJIBHOH WM
MYTaHTHOM MOCJEN0BAaTENbHOCTH. Y TOMO3UTOT Mo ucciaeayeMor myrauuu JHK
Oyaer THUOPUAM30BATHCS TOJIBKO C 30HIOM, KOMIUIEMEHTApPHBIM MYTAaHTHOMN
nocnenosarenbHoctd.  JIHK  HOpManbHOro  rOMO3ZMIOTHOIO — MHIMBHAyyMa
CBSUKETCS C 30HIOM, COOTBETCTBYIOUIMM HEU3MEHEHHOW  HYKJICOTHUIHOMN
nocjenoBarenbHoCTH, Torna kak ¢ JIHK rereposuror OyayT ruGpuan3oBaTscs 0b6a
30H1a. ONMUTOHYKIICOTHIBI, AJIeNb-CIICHU(PHIHBIE IO ONPENEIEHHBIM MYTAIUsM,
MOXXHO HCIOJB30BaTh B KauecTBe npaiimepo B I[ILP mnpu xianHHueckom
TECTUPOBAHWM HACelIeHWs Ha Hamuuue maronormdeckoro rena. Ecmu JIHK,
MOJTyYCHHAs OT TalMeHTa, aMIUTN(UITIPYET C MyTaHTHBIM OJIMTOHYKJICOTHIOM, TO
HaUeHT SIBJISICTCS HOCHUTEJIEM MyTalHH. Ecin HYKJICOTUAHAS
MOCIIEZIOBATEIBLHOCTh B HCCIEAYEMOM T€HE HE H3MEHEHa, TO OJUTOHYKJIEOTHU],
coaepkanmi Mytanuro, He cBsxercsa ¢ JIHK-marpuneit, u [1LP He moitaér.

BakuuHbl — ouniieHHble O€NKHM, AHTUTE€HHbIE J€TEPMMHAHTBI psja

BO30yAMTENEH BUPYCHBIX M OakTepuaibHbIX MH(ekmmid. B mocnennee Bpems ux
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MOTY4aloT, MONB3YACh TeXHUKOW pekoMOmHaHTHEIX JIHK. IlepBoit BakmumHOIM,
CHUHTE3MPOBAaHHOHN 3TUM c110coO0M, ObLIa BaKLIMHA TPOTHB BUpYyca renaruta B.

Besqiku, uMelomme — TepanmeBTHYecKoe — 3HAYeHHe,  TIONYYalOT  C
UCTIOJIb30BaHUEM JTOM TEXHOJOTHMH BO MHOTHX CTpaHax Mupa. Tak, OqHUM H3
HEPBbIX CHUHTE3UPOBaH UHCYJIUH YeJI0BEKa. B KJIETKax E.
coli, TtpanchopmupoBaHHbIX TIasMugamMu, coaepxkamumu JIHK, xoropas
KoJpoBana A- u B-tienu nHcynuHa, HapabaThIBAIOT OENKOBBIE IPOAYKTHI A- u B-
neneid. Ilocie ouMcTkM MX MOABEPraroT (ONIUHTY U OKUCIEHHUIO, KOTOpOe
obecrieunBaeT 00pa3oBaHWE COOTBETCTBYIOIIMX AUCYIb(GHUIAHBIX MOCTHKOB.
AHaJIOTHYHBIM CIIOCOOOM IOJIy4€H TOPMOH POCTA, UCHOJIb3YEMbIH M JIeUEHUS
JeTel ¢ Hel0CTaTOYHOCTBIO 3TOro ropmoHa. boree cinokHble OenKH MOJTY4YEeHbI B
KyJIbType KJIeTOK Miekonuratonmx: ¢akrop VIII, TkaHeBblid axkTuBaTOp
TUTA3MUHOTEHA,  SPUTPOIIOITHUH, HMHTEPICHKUHBI, KOJOHHN-CTUMYIHPYIOIINE
¢axTopsl. Pazpaboransl MeTobI TTONy4YeHHs OEIKOB YeJIOBEKa C UCMOIb30BaHUEM
TPAHCTEHHBIX JXUBOTHBIX; TH OEJKH IOJIy4aroT B PE3YJbTaTe MCKYCCTBEHHOTO
BBCJICHHUS YY>KEPOJHOTO T'€Ha B OIUIOJOTBOPEHHYIO SHIICKICTKY WJIM B PaHHUE
3apOJIBILIIM MIIEKOTIMTAIOIINX. | e HHOMH)KEHEPHbIE MEPOIIPUATHUS MOKHO MPOBECTU
TakuM 00pa3oM, 4TOOBl MHTEPECYIOIMI HAac OeNOK 4YeloBEKa CEKPETHPOBAJICS C
OeKaMu MOJIOKA.

'enHas Tepanust — JI€YEHHE HACIIEACTBEHHBIX, MHOTO(AKTOPHBIX U
UHQEKIMOHHBIX 3a0oNeBaHMi TyTEM BBEACHUS B COMATHUYECKHE KIIETKH
MAIMEHTOB TE€HOB, KOTOPBIE 00ECIEUYNBAIOT HCIPABICHUE T€HHBIX NE(PEKTOB MU
MPUIAIOT KJIETKaM HOBbIC (GYHKIUH. [lepBbIii KIMHUYECKUH ONBIT MPUMEHEHUS
reHHOW Tepanmuu ObU1 ocymectBiéH B 1990 1. B berecne (CHIA) Ha
YeTBIPEXJICTHEH JIeBOYKE, CTpalaBIIeli HACIICACTBEHHBIM HWMMYHOICPHUIIUTOM,
BBI3BaHHBIM MyTalliell B I'€HE aJIeHO3MHJIe3aMUHa3bl. PeOEHKY OblIM BBEIEHBI €€
COOCTBEHHBIC  JTUM(OIUTEHI, TPEABAPUTEIBHO  TPAaHCPOPMHUPOBAHHBIE  BHE
OpraHu3Ma TeHHOW KOHCTpyKIuew, Brmouatomed red ADA + ten neo +

peTpoBUpYCHBIN BekTOp. JleueOHblit 3¢ ekt HabmMoancs B TeUEHUE HECKOIBKUX
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MecsAIeB, TOCIEe Yero IpoLeaypy BBEACHUS I'eHa MOBTOPSIM MHOTOKpaTtHO 0e3
BUMMBIX HEOIAaronpusaTHbIX 3¢ (HEeKToB.

K mHacrosmemy BpeMeHH pa3pabOTaHbl XHMHUYECKHe, (QHU3MUECKUEe U
OHMOJIOTUYECKHE METOIbl TOCTABKH UY)KEPOJHOTO T'eHa B KJICTKU-MHIIeHA. OIHAKO
MIOKa TOJIKO BUPYCHBIE BEKTOPHI WM TeHETHUECKHE KOHCTPYKIMH, BKIIIOYAIOIINE
BUPYCHBIE  TIOCIIEOBATEIIFHOCTH, CIMOCOOHBI K  3((eKTHBHOW  JOCTaBKe
HEOOXOAMMOT0 Te€Ha M €ero IOCHexylouleld IIUTENbHON JKcrpeccud. B reHom
nanpenta ugyxeponHas JHK moxer BBomuThCcs b0 B KyJbType KIETOK (€X
Vivo), 1nmnbo0 HemocpeACTBEHHO B opranu3M OombHoro (in  vivo). [lpu
OCYIIECTBJIEHHH TIEPBOTO CHOCO0a BBIACISIOT M KYJBTHBUPYIOT CHEUU(PHYECKUI
TUI KJIETOK TMalMeHTa, BBOAAT B HEr0 4YYXEPOAHBIH T€H, OTOHMPAIOT
TpaHC(OPMHUPOBAHHBIE KIETKH U PEMH(Y3UPYIOT UX TOMy ke OonmpHOMY. ['eHHas
Tepanus iN VIVO OCHOBaHA Ha MPSIMOM BBEJCHHU B CICIHATU3UPOBAHHBIC TKAHU
OOJBHOTO  KJIOHMPOBAHHBIX M  ONpPEAENEHHBIM  00pa3oM  YMaKOBAaHHBIX
nocnegosarensHocTedt  JIHK, mocTtynarommx ¢ NOMOIIBIO  PEHEnTOpoB B
oTpeieIéHHbIC TUTIBI KIIETOK. B 3TOM croco0e TeHbl BBOJAT, KaK MPABUIIO, B BHIIE
a’pO30JIBHBIX ¥ UHbEHHpPYeMbIX ¢opMm. Haumbonmee dYacto a’po30JbHYIO
TEHOTEpaNHi0 WCHOJB3YIOT MpPU JICYCHUH Oose3HEH JErKMX M MYKOBHCLHI03A.
Hapsiny ¢ pasBuTHeM ucCCIeIOBaHHMH, KAaCAIOIIUXCS JICYCHUS HACIEICTBEHHBIX
nedekToB, reHoTepanuio Bc€ Yalie UCIONB3YIOT JUIs JICYCHUS! HeHACIIEICTBEHHBIX,
TJIaBHBIM 00pa3oM, HH(PEKIIMOHHBIX U OHKOJIOTHYECKUX Oone3nel. EnuncTBeHHOE
U HEMpPEMEHHOE OrpaHWuYeHHe TaKhX padOT COCTOUT B TOM, 4YTOOBI BCE
TCHOTEPANIeBTUYECKHE MEPONPHITUS ObUTM HANpaBieHbl HAa KOHKPETHOTO
0OJIBHOTO M 3aTParuBajH TOJHKO €r0 COMAaTHYECKHE KIIETKH.

CoBpeMeHHBIH YpOBEHb 3HAaHHWI HE MO3BOJSIET MPOBOJHUTH KOPPEKIUIO
TeHHBIX JIePeKTOB HAa YPOBHE TIIOJIOBBIX KJIETOK M  KJIETOK PaHHHUX
JOVMIUTAaHTAIIMOHHBIX 3apOJbIIICH YeloBeKa B CBSI3U C PEAJbHOW OIAaCHOCTHIO
3acopeHHsi TeHO(POHIAa HEKEIaTeIbHBIMA TeHHBIMH KOHCTPYKIIUSIMH U BHECECHUS
MyTallMii C HeNpencKa3yeMbIMH pe3ylbTaTaMH. B 1emsiX mnpeaoTBpamieHus

pacnpocTpaHeHus Je(EeKTHbIX T'€HOB B IMOMYJSALUHU JIIOACH M POXKICHHUS JETeH ¢
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HACJICICTBEHHBIMA ~ TIATOJOTHSMH BO MHOTHX CTpaHax Mupa padoTaroT
TEHETHYECKHE KOHCYJIBTAHTHI, & TAKKE MPOBOIST MPEHATAIBHYIO IHArHOCTHKY,
MO3BOJISIONIYIO OIEHUTH 3JIOPOBBE IJIOJIA C WCMoyib3oBanueMm aHamm3a JIHK Ha

CaMbIX PaHHUX CTAAUAX pa3BUTHA.

I'TIABA 7
OHKOI'EHE3

Onyxonum — 9TO Tpynma TeHHBIX OOJle3HEH, XapaKTepU3yIOIUXCs
HEKOHTPOJIUPYEMOH KieTouHOW mnpoiudepamueii. OHUM MO CHOCOOHOCTH K
pacnpoCTpaHEHUIO B OpraHU3Me HX JeNAT Ha 2 TpYMIbl: JA00poKavecTBeHHbIE
(moxanpHBIE, He OO0JIAAAIONIME CIIOCOOHOCTBIO TPOPACTaTh B COCEIHUE TKAHM)
U 3J0KaYecTBeHHbIe (CIOCOOHBIE K MHBA3MM B OINPEICIEHHBIX TKAaHAX U
HepeMeIlEeHHIO B JPyrue 4acTH Tela, 1aBas Hadajo MeTacraszam). M3BecTHo Ooiee
100 paznuuHbIX BUAOB paka. Hanbonee pacpocTpaHEHHBIMHU M BCTPEUYAIOIIUMUCS
B Oostee 50% cnydasx OT BCEX TUArHOCTHPYEMBIX CIIyYaeB 3a00JICBaHMS SBIISIFOTCS
pak JIEFKOro, MOJIOYHOM JKeJe3bl, TOJICTOM M MPSIMOM KWUIIKH, MTPOCTAThl, MAaTKH H
SUYHUKOB. B 3aBUCHMOCTH OT TKaHEH U THIIOB KJIETOK, U3 KOTOPBIX OHH BO3HUKIIH,
OITYXOJIM KJIACCU(PHUIUPYIOT Ha KAPIMHOMBI (M3 KJIETOK SKTOIEPMBI U DHIOJIEPMBI),
CapKoMbl (M3 KJIETOK ME30JIepMbl) U reMo0,1acTo3bl (M3 KaMOMAIbHON KIIETKH
KPOBETBOpHOH U JsuMpaTHyeckoid TKaHU). OHKoJOrMuecKkue 3abosieBaHUs
3aHUMAKT 2-€ MECTO TI0 JICTAILHOCTH, YCTyHas CepACYHOCOCYIUCTHIM
3a0oneBaHuAM. OCHOBHBIMM U HamboJsiee U3YyUEHHBIMU MPUUYMHAMM PaKa y Jrojei
SBIISIIOTCSI paiualiysi, XUMUYECKHEe KaHIIEPOT€HbI U BUPYCHI.

DU3NYECKME, XUMUYECKUE  H BUOJIOTUYECKUE  ATEHTBHI,
BbI3BIBAIOIIUE BOSHUKHOBEHUE OITYXOJIEMN

B BO3HHMKHOBEHHMH paka y Jrozeil Bedymas poib npuHamIexkuT (okomo 80%
ciydaeB) (pakTopaM OKpYKAroIIEH Cpelbl: CTHIb JKU3HU, MUILIEBBIC MPOIYKTHI,
3a00JI€BaHUs, YBEJIMYMBAIOIIME PUCK DPA3BUTHUSA OIyXOJEH, M HaC/IE€ACTBEHHbIE

U3MCHCHHSI B TCHOMC. AFGHTBI, CTUMYJIMPYIOIINEC BO3HHUKHOBCHUC OHYXOHGP'I
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Ha3bIBAIOTCS KaHIEpOT€HaMHU. VX MOXKHO pa3/esNuTh Ha TpH OOJBIIME TPYIIIBI:
U3JIy4EHUS, XUMUYECKUE COCTUHEHUS U BUPYCHIL.

V@O, peHTreHOBCKME M TaMMa-Iy4d OKas3blBalOT MYTareéHHOE U
KaHIleporeHHoe aericteue. [elictBue ux cBsazano ¢ noppexjacHueM JJHK. Tak, nox
BO3JCHCTBUEM H3JIy4YE€HUH B OIpPENEIEHHBIX y4YacTKax MOTYT 0Opa30BBIBATHCS
aIypUHU3UPOBAHHBIE MM AIMPUMHINHU3UPOBAHHBIE YYACTKH, MOSABIATHCA OJHO-
U JBYXIIENIOYEYHble pa3pbiBbl MM ciiuBKU. Ilo BosxeiictBueM Y®O wmoryt
00pa30oBbIBaTbCS THUMUHOBBIE JUMEpoB. Hapsimy ¢ 3TUM OHM MOTYT OKa3bIBaTh
OINIOCPEJJOBAaHHOE JIeicTBUE, WHAYLUpPYs 0Opa3oBaHME B TKaHSIX CBOOOIHBIX
pagMKaJIOB, INOBPEXJAOIIMX T€HETUYECKHI ammapaT M MaTpU4HBIA CUHTE3 B
KJIETKE. DTUM CBsI3aHA BBICOKAsl 4aCTOTAa BOZHUKHOBEHUS KAPLIUHOMBI U MEJIAHOMBI
B ABcrpamnmu u Hooit 3emanmuu (Y®PO), yBenuueHue ciydaeB 3a00JIeBaHUS
JeKo3aMu y KuTeIel SINoHuM mocie B3pbIiBa HA UX TEPPUTOPUH aTOMHBIX OOMO,

yyalleHUE CIydaeB paka JErKUX y MAaxTEPOB, pabOTAIOMUX C PaTdOAKTUBHBIMU

pyZlaMH.

I'pyninsi BenectTs TlpeacTaBHTe/iH rpynn
[ToMHUMKIHYECKHE apOMATHYECKHE YITIEBOLAOPO/Ib bensonupen, aumMeTunbeHsaHTpaleH
ApoMaTHUECKHE AMHHBI 2-Auetunamudodnyopen, N-meTun-4-amunoazobenson
HHUTpo3aMHuHBI JIMMETHITHHTPO3aMHH, AHITHIHHTPO3aMHH
ANKHITHPYIOILHE areHThl [Muknodochamua, auaruactunsbacTpon
[Ipupoausie BelecTsa JaxktHHoMHLHH, adnaTokcHH B,
Heopranuveckue selectsa Xpom, Gepuimii, acbect, CBHHEL, KaaMHIi

OrpoMHOE KOJHMYECTBO PA3JIMYHBIX MO XUMHUYECKOMY CTPOCHHUIO BEIIECCTB
00NaIal0T  KaHIEPOreHHBIM JeiicTBueM (Tabm.). B ocHoBHOM »3TO mpo-
KaHIIEpOTeHBI, HE CMOCOOHBIC B3aMMOJICHCTBOBATh C TEHETHYECCKHM AammapaToMm
KJIETKH, HMX KaHIEPOTeHHOE [EeHWCTBHE MPOSBISLETCS MOCIE MeTab0INUecKon
MOIM(UKAIIMA ~ MHKPOCOMAJIIBHOH  MOHOOKCHUTEHAa3HOW  CHCTEMOIl  IeYeHH.
OOpasyromuecsi  KAaHLIEPOreHbl CIIOCOOHBI ~ pearupoBaTb C  MOJIEKYJIAMHU
HYKJIEWHOBBIX KHCJIOT W OEJIKOB, HapymaTh paboTy PeryssiTOpHBIX MEXaHH3MOB
KJIETOK M BBI3BIBATH POCT OMyXoJiei. B CBsI3M ¢ 3TUM TpaHChOpMaIHst KIETOK MO

ILCI?ICTBPICM KaHICPOr€HOB IIOJy4YHUJIa HAa3BaHMEC XUMHUYCCKOI'O0 KaHICPOI'CHE3A. B
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nokosmtuxcs kinetkax JJHK mByxcnmpanbHa, W a30THCThIE OCHOBAaHMSI 3aIUIIICHBI
OT BO3JIEHCTBUS MOBPEXKIAIONUX areHToB. OJHAKO B XOJ€ peIUIMKAlUU OHU
CTAHOBATCSI UYBCTBUTEIBHBIMH K KaHI[EPOTE€HAM, M KIETKH, I[IOIyYUBIINE
MOBPEXKJICHHS, MOTYT UMETh pasHyro cynpOy (puc.). B opranmsme cymiecTByro
pasnuuHble MexaHu3Mbl 3amuThl. Tak, momudukanus JIHK mon BozpelicTBueMm
(haKkTOpOB OKpYyKalolIeH cpeabl IMOJBEpracTcs permapanid W, KakK CIICJCTBHE
nepexon B HopMmy. Ecim Moaudukamuss CcOXpaHsSeTcs, TO MOSBISETCS
MyTHpOBaHHasl KIIETKa, KOTOpas TMOJBEPraeTcsl amonTo3y W YHUYTOXXCHHIO
MOBPEXJCHHOHN KieTkH. CPBIB 3TUX MEXaHH3MOB BEJIET K TpaHCHOPMAITUU KIIETOK
Y HEOILTa3UH.

KaHueporeH ————» Mogudmrkauma JHK ——  MyTauma

Penapaums Anontoa \

l l TpawHcdopmauma
Hopma YHuuTOXEHHE l
NOBPeMOEHHON KNeTKH Paxk

HanGonee  onmacHBIMH  XHMHYECKHMH  KAHIIEPOTeHAMH  SIBJISIIOTCS
NoJIMIUK/INYecke apomarudeckue yriepogopoast (ITAY):  GenzantpartieH,
oen3o(a)-nupeH, 7,12-1MMeTHIIOCH3aHTpaICH U JPYTHE COSAMHEHUS, COoaepKalue
KOHJICHCHPOBAaHHBIC apOMaTHYeCKHe KoJbila. [locine ¢pepMeHTaTUBHON aKTHBAIIMU
MOHOOKCUTECHa3aMH OO0pasyloliiecsi TEpPBUYHBIE W BTOPUYHBIC OSMOKCHIBI
CHOCOOHBI CBSI3BIBATHCS C MyPUHOBBIMU OcHOBaHMsiMU B MoJiekyne JIHK (puc.). B
1775 romy MOSBHIOCH COOOIEHHE O Pa3BUTUS PaK MOIIOHKH y TPyOOUHMCTOB
Jlonnona. beuto caenaHo mpeanoiokeHne CBSI3M paka MOIIOHKH C X TTOCTOSTHHBIM
KOHTaKTOM KaMEHHOYTOJIbHOM cMoioil M caxeid. Torma ke Oblia oOHapyskeHa
B3aWMOCBSI3b MEXKIy YIOTPEOJICHHEM HIOXaTeNbHOTO Ta0aka W pakoM HOCa,

KypEHHUEM U PaKOM I'y0 MM JETKUX.
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KAHLEROren

K apomarmueckum amuHaMm (2-HadTHUIAMHMH) OTHOCSTCS BEILECTBa,
UCIIOJIB3YIOLIMECS. B IPOM3BOJCTBE AHWIMHOBBIX KpacuTeled W PEe3UHOBOM
MPOMBIIICHHOCTH. KOHTakT ¢ HHUMHU TNPUBOJUT K Pa3BUTHIO paka MOYEBOTO
ny3elpss y pabounx. OH Merabonusupyercs B 2-aMHHO-1-HaTON, KOTOPBIA B
nedeHn ObICTpo B3anmojeicTByeT ¢ DADC u skckpeTupyeTcs noukamu (puc.). B
MOYEBOM Ty3bIP€ YacTh KOHBIOTATOB pACHICIUIETCS TUAPOJIa3aMH M BHOBB

oOpa3zyeTcs KaHIlepOoreHHbIN 2-aMuHO0-1-HadTom.

Oy MADPH+H® MNADP® H.O

. NH:
MonooxcHreHasa
2-HadhTinammIH 2-AMKWHO-1-HadTon
BADE ———— \
B nevern
L - - H:SO,
/g‘i -
O80.H . B MOuSBoM Ny3spe
4 _
. -NHz
[ ] Ha0
—

2-AMWHO-1-HAGTUNCY NbbaT

Hutpo3zamuHbl, 00nagarone KaHIepOreHHBIMU CBOMCTBAMH, MOSBIISIOTCS B
OpraHu3Me TIpH B3aMMOJCHCTBUM BTOPHUYHBIX alH()ATHYCCKUX aMHHOB C
HUTpUTaMU. BTopuyHbIE aMUHBI W  HUTPUTHl SIBJISIOTCA  MOCTOSHHBIMU
KOMITOHCHTaMH THINK (MpW 3ameKaHuu Msica, PhIOBI, 00pa3yloTcs B 3CIEHBIX
pacrenusix). [Tox neiicTBueM MHUKPOCOMAJIBHBIX OKCHJIa3 U3 HUX 00pa3yroTcsi HOHA

METWIIMa30HUs, cnocoOHble  MertunupoBath JIHK — kierox, wuHIynupys
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BO3HHMKHOBCHHEC 3JIOKAYCCTBCHHBIX OHYXOJIGP'I J'Iél"KI/IX, KEIyaka, IIHIICBO/JA,

NIEYEHU U ToYeK (pHc.).

O MADPHSH' MNADE'  H.O
HsC \_ \ /‘ __/ MG HyG

n —_ e e e NN - N N—0
Hae MOHGOKGUT BB HOMC — -
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XOTS OCHOBHBIM MpPOJAYKTOM B3auMojencTBusi HuTpo3amuHoB ¢ JIHK
KJIETKH SIBISCTCS N,-merunryanus-/{HK, OJIHAKO HanOOIbIICH
KaHIEpPOTeHHOCThIO 00anaeT Og-MeTunupoBaHHblii ryanun-{HK.

Ankunmupylone U alWIMpYIOIIWE  areHThl, B3aUMOJCHCTBYI  C
HYKJICO(DUIBHBIMM aMMHO- M TuapokcwibHbiMU rpynnamu  JIHK, wmoryr
MOBPEXJIaTh CTPYKTYpPY I'€HOB M MHIYLUpPOBaTh oOpa3zoBaHue omyxoieil. Takue
COEJIMHEHUS], KaK BUHWJIXJIOPUJ, HEKOTOPHIE JIEKAPCTBA, IPUMEHSIEMbIE B JIECUEHUU
OMyXOoJiel WM Kak HMMYyHocynpeccopsl (mukinodocdhamua, Oucynbda,
JUATHIICTHIIBOACTPOIT), MOKHO paccMaTpHUBaTh Kak (akTOpPhl pUCKA, TaK KaK OHU
CHOCOOHBI BBI3BIBATH BTOPUYHBIE OITYXOJIM Y HEOOJIBIIIOTO MPOIIEHTa OOJIEHBIX.

JAHK- u PHK-conepxamme BUpyChI

Joxa3aHa poJib BUpPYCOB B pa3BuTHM omyxoieil. Tak, B 1908 rony neiko3 y
Kyp YZAQloCh BBI3BATh BBEJCHHEM OECKIETOYHOTO HKCTPAKTA M3 OIIyXOJEBBIX
kietok, B 1910 roxy P. Payc ommcan mepBblii OHKOT€HHBIN BHpYC, CIOCOOHBIN
WHUIUUPOBATE capkoMy y Kyp. B 1968 r. JI.A. 3unsbepom Obina copmynupoBaHa
BUPYCHO-TEHETHYECKass TEOpHsl BO3HHWKHOBEHHs omyxosed. Bupycsl wmoryr
Y4acTBOBaTh B Pa3BUTUU HEKOTOPHIX omyxojed y udenoBeka: JHK-conmepxammii
BUpyc OmnimreliHa-bapp Bei3biBaeT pazsutue nauMdombl bépkurra, JJHK Bupyca
NanuwuIoMbl - pPa3BUTHE paka Koxku W reHuranuii, PHK-conmepxammii Bupyc
UMMYHOJIC(HIINTA YEIOBEKAa — BO3HUKHOBEHUE CAPKOM.

Jokazano, uro JIHK-comepskamme BHUpPYChl CIIOCOOHBI YacTUYHO WM
MOJIHOCThIO BCTPAaMBAIOTCA B KIETOYHBIA T€HOM UEJIOBEKa, 3KCIPECCHUPOBAThH

BUPYCHBIE TEHBI, a 00pa3ylommecss U3 HUX B sape OCNKW, HApYIIAIOT PETYJISIIUIO
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kieroydoro mwmkima. K JIHK-comepkammuM OHKOBHpycaM OTHOCSTCS BHPYC
OnureitHa-bapp, BUpyc nanusuiomMsl, BUpycC repiieca, aJeHOBUPYC, M1aroBa-BUPYC,
BUPYC BETpsHOU ocibl. OOBIYHO OHU BBI3BIBAIOT HH()EKIIMOHHBIC OOJIC3HU U JIMIIH
B OJHOM M3 MMJUIMOHA CJIy4aeB - 3JI0KauecTBeHHYyIo TpaHcdopmanuio. JHK-
coJiepKaliii BUpyc renaruta B sBisercs mpuunHON paka meueHu, JJIMTENbHOCTh
ero paseutus cocraBisieT 20-25 ner. B reHome Bupyca capkomsl Payca Hapsgy c
TpeMsi OOBIYHO BCTPEUAIOIIUMUCS y BCEX BUPYCOB T'eHaMH ObUT OOHapyKeH
OHKOTEH SIC, OTBETCTBEHHBIM 3a  3JI0KaYeCTBEHHYIO  TpaHCHOpMAIHIO.
BceTrpanBanue AaHHOTO T€Ha B T'€HOM HOPMAIBHBIX KYJIBTHBHPYEMBIX KIIETOK
MPUBOJUT K TIOTEPE KOHTAKTHOTO TOPMOKEHUSI M OHA NIPUOOpPETAET BCe CBOMCTBA

TpaHCPOPMHUPOBAHHBIX KIETOK (pHUC.).

LTR gag pol env V-SRC LTR
— N : : r"-"' } 3' PHK
I T T T i | SN | b
BupycHeie Gankm OGpaTHanA TPaHCKPWUNTA3A

pp60, SRC.
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2. [_ L L Ll - — L L L L L L | — — I I ] g‘
AHK
3
’ ‘ AeyxuanovauHan
konsueaan OJHK
A\ o)
Ty

l

ATaka reHoma Yenoseka

PHK-conepxamue Bupychl, Homnajgasi B KJIETKH 4YeJIOBEKa, CHUHTE3UPYIOT
JHK c¢ momompio 00paTHOW TpaHCKPUINTA3bl W YAaCTUYHO WIIHM TOJHOCTHIO
BKJIIOYAIOT €€ B FTeHOM 3yKapuOTOB B BUJIE NPOBUpPYCa (JIATEHTHOTO BUPYCA).

HACJIEJICTBEHHAS MPEJAPACIIOJOXEHHOCTD

HacnencTBeHHble HM3MEHEHUS] B TIE€HOME MIPAIOT BAXHYK pOJIb B
KaHueporeHese. Tak, Hampumep, y JeTedl  NPeapacloioKEHHOCTb K
peTrHOOIacTOME HAciemyeTcsi KaK ayTOCOMHO-JOMHHAHTHBIA mpu3Hak. B 40%
ciydaeB 3a00JIeBaHUS HMMEIOT CEMEWHBId XapakTtep. Takke Haciexyercs
IIPENPACIOIOKEHHOCTh K MHOXECTBEHHOMY IIOJIMIIO3Y TOJICTOM KHIIKH, U
NPAaKTUYECKH BO BCEX CIIydasX B 3pEJOM BO3pacTe€ y MAlMEHTOB OOpa3yOTCs
aJICHOKapLUUHOMBIL. OJTO CBSA3aHO C HECTaOMIBHOCTBIO XpoMocoMmHoi JIHK B

pe3ynbTate aedpexra (epmeHTOB penapauud. Hanpumep, y mNanueHToB ¢
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MUTMEHTHON KCEPOJEPMOI Ha y4acTKax KOXH, TMOJIBEPKEHHBIX JeicTBuio Y DO,
4acTO pa3BUBAETCs KapLIMHOMBI KOXKHU.

XAPAKTEPUCTUKA OITYXOJIEBBIX KJIETOK

JuddepeHnmpoBanHble KISTKH 007Ia1aI0T CIIOCOOHOCTHIO KOHTPOJIMPOBATH
JIeNICHUE KJIETOK, HE BBIXOSAT 332 PaMKH TPAHUIIBl TKAHU M HE MHBA3UPYIOTCS, YTO
CB3aHO C KOHTAKTHBIM TOPMOXKEHUEM. Y HEOIUIa3MPOBAaHHBIX KIETOK 3TH
CBOWCTBA  yTpaumBalOTCsi. MOpQOJOTHYECKH OHH  HECKOIBKO  KpyITHEe
HOPMAaJIBHBIX, SEPHO-IIUTOIIa3MATHYECKOE COOTHOIIEHNE H3MEHEHO, B OCHOBHOM
UMEETCs TIOJIUTUIONTUST MJTH aHIYTUTOUIHUS. Y OIyXOJIEBBIX KJIETOK CIIOCOOHOCTH K
aAre3uy CHIXKEHA, YTO MO3BOJSET UM PACTH HE NPUKPEIUILACh K MOBEPXHOCTH, U
crocoOHBI 00Pa30BBIBATH MYJIBTUCIION.

MeTab0113M OITyXO0JIEBBIX KIIETOK UMEET CBOM OCOOEHHOCTH:

* aKTUBHOCTh PUOOHYKIICOTHAPEIYKTa3bl BBICOKAs, TOBBIIICHHBIA CHHTE3
JHK u PHK, Toraa xax kata0oiau3mM MUPUMUAIUHOB U TyPUHOB CHUXKEH;

* CKOpOCTh a3pO0HOro M aHa’poOHOTO TJIMKOJIM3a BbICOKas, Mpeobiagaer
«bpdexkr Bapbypra», BcaeactBue OBICTPOrO HUX pocTa NpU  HU3KOH
00€eCTIeYeHHOCTH CEThI0 KPOBEHOCHBIX COCYIOB;

*B M30()epPMEHTHOM CIEKTpPE PAa3JIMIHBIX OCNKOB M (DEPMEHTOB BO3pacTaeT
conepkanne peranbHbIX hopM (hochodpykroknHasa, He nHTHOUpyromascs ATD
U IUTPaTOM, H30()ePMEHT T'€KCOKMHA3bl, XapaKTEPU3YIOIIMHCS Ype3BbIYAIHO
BBICOKMM CPOJICTBOM K TJTFOKO3€, ¥ BHICOKAsl aKTUBHOCTbH JIAKTATJETUAPOTCHA3H);

* QHAJIOTUYHBIC CIIBUTHU B CIIEKTPE M30()ePMEHTOB HAOIIOMAIOTCS U B IPYTHX
BHAJaX OOMEHa BEIIECTB, YTO OOECIIEYMBAET BBICOKOE CPOJICTBO OITyXOJEBBIX
KJICTOK K TJIFOKO3€ U APYTHM KU3HEHHO BaKHBIM META00JIUTaM;

*B OTIMYME OT HOPMAJbHBIX KJIETOK, OINYXOJIEBBIX W 3MOpPHOHAIBHBIX
TKaHIX TeJIoMepasa foctpauBaeT Tenomepsl Ha 3'-konuax JJHK xpomocom u mocie
pEIUTUKAIIMA BOCCTAHABIMBAECT WX HWCXOIHYIO JUIMHY, NpPEKpallaeTcs CTapeHue
KJICTOK, © OHH CTaHOBSITCS OECCMEPTHBIMU;

* HEOIUTaCTHYECKasi TpaHc(opMalysl KJIETOK HapyllaeT COCTaB U CTPYKTYpPY
OJIUTOCAXapUAHBIX IIeTed TIMKONPOTEHHOB U TIMKOCHUHTOJMINIOB IIa3MaTH-
YeCcKOl MeMOpaHbl, U3MEHsIsI €€ MPOHUILIAEMOCTh U 3apsij, a/Jre3UBHbIC CBOWCTBA U
WHTETPUHOBEIE PEIETITOPOB;

* [IOBBIIIAETCS CEKPEeLUsl U aKTUBHOCTh KOJUIAreHa3 M IJIMKO3KJa3, KOTOpble
pa3pylaoT KoyjiareH, OenkH, IIMKO3aMUHOTTIMKAaHbl MEXKKJIETOYHOTO MaTpUKca U
CHOCOOCTBYIOT MHBAa3HH OIYXOJIM B COCETHHE TKaHU U COCY/IBI;

* yCHJIMBAETCS CUHTE3 (PAaKTOPOB AHTHOTE€HE3a, CTUMYJIHPYIOIIUX Pa3BUTHE
COCyZIOB, KOTOpbIE JOJDKHBI CHa0XXaTh pPAaKOBbIE KJIETKH IHTATEIbHBIMU
BEIIECTBAMH,

*BCJIEJICTBHE MYTALIMOHHBIX W3MEHEHUH, T'€HBbI, KOAMPYIOILIHE PELENTOPHI,
TPAHCAYKTOPHl CUTHAJIOB M TPAHCKPUIIMOHHBIE (DAaKTOPBI, IKCIPECCHPYIOTCS
MOCTOSTHHO W KOHTPOJIIMPYEMBIH  POCT  3aMEHSETCS ~ HEOTpaHMYECHHOMN
npoaudepanuei;
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* OITyXOJIEBBIE KJIETKH NMPUOOPETAIOT CIOCOOHOCTh K aBTOHOMHOMY POCTY 3a
CuéT mepexoja Ha NapaKpUHHBIM MM AayTOKPHUHHBIM MEXaHU3MbI Perysluu
KJIETOYHOTO POCTA.

OHKOI'EHBI, IIPOTOOHKOT'EHbBI M T'EHBI-CYIIPECCOPBI OITY XOJIEM

* JIpoTOOHKOTEHBI: TEHBI, OTBETCTBEHHBIC 3a pa3BUTHE oOpraHu3Mma. OHH
KOJUPYIOT OEJIKH, UTPAOIIe LEHTPAIbHYIO POJb B PETYJSIHU IPOLECCOB
pocta W pa3Butusi opraHusMma (dakropsl pocra (PP), penentopsr OP,
TPAHCKPHUIIIIMOHHBIE (AKTOPbl W OCNIKH, BOBJICYEHHBIE B TPAHCHAYKIIUIO
CHUTHAJIOB).

* OHKOTeHBI: T'CHbI, OTBETCTBEHHBbIC 3a pa3BuTHe omyxojei (jun, fos, myc,
myb, erbA). OHKoreHbl 3alHCHIBAIOT TPEX3HAYHBIM KOJIOM U3 CTPOYHBIX
JaTUHCKUX OYKB, KOTOpBIH OOBIYHO yKa3blBaeT OOBEKT, U3 KOTOPOIo
JTaHHBIM OHKOreH ObUl BbIAENEH BHepBble. [IpocraBneHue uymcna 3a
0003HauYeHHEM TEHa 4YacTo OTpakaeT TOT (PAaKT, YTO TEHBI SBISIOTCS
yjieHaMy OJIM3KO POJCTBEHHBIX CEMEHCTB, a HOMEP YKa3bIBaeT MECTO IeHa B
JaHHOM cemeiicTBe. Jlns o0003HaueHWs BUPYCHBIX OHKOTEHOB Iepen
TpEXOYKBEHHBIM Ha3BaHMEM OHKOT€Ha BBOJSAT CTpPOYHyl OykBy V (OT
aHI. ViIrUS — BHPYC), a Ui OOO3HAYCHHS KJICTOYHBIX OHKOTCHOB,
00pa3yroLMxcst B TpaHC(HOPMHUPOBAHHBIX KJIETKaX MIPU MyTalUsX, OyKBY C.

. I'ensl cynpeccopbl: reHbl, HHTUOUPYIOIINE MPOLECCHl AETIeHUs

u paseutus kiaerok (rbl, P53, p21, pl6, pl5, wrl). Hapsay ¢ mByx- u

TpEXOYKBEHHBIM KOZOM (Te€H I'D) yka3pIBalOT pa3Mep OCIKOBOTO MPOIYKTA.

['en p53 Tak Ha3BIBAIOT IMOTOMY, YTO OH KOJUPYET CHHTE3 OEJKa ¢ MOJEKY-

nsipHOM Maccoi 53 k/I.

Bbonee 50% BUpPYCHBIX OHKOT'€HOB KOJUPYIOT TUPO3UHOBBIE TPOTEUHKUHA3HI
(tup-IIK), a ocranbHble conep»’ar WHPOPMALHUIO O PA3IUYHBIX (PYHKIHOHAIHHO
aKTUBHBIX  Oenkax:  ykopoueHHoM ®P  TpomMOOIMTOB,  YKOPOYCHHOM
snuaepmaibHoM (akrope pocra (ODPP) m penenrope DDP (pODP), JHK-
CBsI3BIBAIOINX, | TD-CBA3BIBAIOIINX U HEKOTOPBIX JPYTUX PETYISTOPHBIX OeIKax.

K rpymne tup-I1K otHocsT: onkoren erb-B Bupyca spurpobnacrosa nrwil,
TOMOJIOTH (paKTOPOB POCTa TPOMOOITUTOB M PEIEHTOPOB HHCYJIMHOMOIOOHBIX
¢dakTopoB I m II. B rpymmy tup-IIK moMuMo OHKOTEHOB BXOAAT HEKOTOpHIC
HNPOTOOHKOTeHHB! (peuentop uHcynuHa, pOPP, p®P tpombormros). KommuectBo
dbocdoTupo3rHa B HOPMAIBHBIX KJIETKax oueHb HU3Koe (He Ooinee 1% ot Bcex
dochopunupoBaHHBIX aMUHOKHCIOT). IIpu omyxoieBoM NepepoXACHUU TKaHU
aktuBHOCTH TUp-IIK cunbHO Bo3pactaet, u koiauuecTBo GochoTuposruHa B GoHE
AMHUHOKHCIIOT, BXOJSIINX B OCJIKH, yBEITHUNBACTCA.

Jpyryio rpynmy OHKOOEIKOB KOJUPYET ceMeWcTBO reHoB ras. Ras-Oenku
MpeacTaBistoT coboit Hebonbmme G-6enku. B oTimumne ot G-0eKOB HOPMAaTBHBIX
KJICTOK, OHU SIBJIAIOTCS MOHOMEpaMH, YYacTBYIOT B TPAHCAYKLIMU CUTHAJIOB. OHU
YY4acCTBYIOT B HM3MEHEHHHM CTPYKTYPbl LUTOCKEJIETa, PEryIsalud JK30- U
OHJIONMTO3a, pPeANTN3alui MHUTOTCHHBIX CHUTHAJIOB M AaKTHBAIUK  OCIIKOB,
YUYacCTBYIOLIMX B TPAHCKPHIILMHU T'eHOB. Ras-oHkoOenku 001agatoT OYeHb HU3KOM
['Td-a3H0#1 aKTUBHOCTBIO, B pe3yNbTaTe aJeHMIaTIuKIa3za uin ¢ocdomumnaza C
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OCTalOTCSl B aKTUBHPOBAHHOM COCTOSIHUW JIOJIBIIE M OOECTICUMBAIOT MPOBEICHUE
OoJsiee IMTENBHOTO cUTHAA. Ras-oHkoOenkn oOHapyskeHbl B 25% Bcex ormyxoieit
yenoBeka: B 90% KapuMHOM TOPKEIyI0YHON kene3pl U Oonee yem B 50%
KapIIMHOM TPSIMOI KHIIIKH.

B cemelicTBO siIepHBIX OHKOTEHOB BXOMAAT TeHbl jun, fos, mye, myb u erb
A. OnkoOenku, oOpa3yrommecs: NpU IKCIPECCUH 3TUX T'CHOB, CBS3BIBAIOTCS CO
cneuupuyeckumu nocienosarensHoctaMu Ha JHK wu  ¢yHkumonupyror kak
TPAHCKPHUITIIMOHHBIE (PaKTOPHI.

[Tpu caustHUY HOPMAJIBHBIX KJIETOK C OMYXOJIEBHIMH BO3HHUKAIOT THOPHTHBIC
KJIETKH, He 00JIafaroye 3J10Ka4eCTBEHHOCThI0. M3 3TOro ObUT chenmaH BBIBOJ O
TOM, YTO B HOPMAaJbHBIX KJIETKAaX MPUCYTCTBYIOT I'€HbI, OEIKOBbIE MPOJYKThI
KOTOPBIX CIEpP)KUBAIOT PEIJIMKATUBHBIM MOTEHLMAl KIETOK U IMPEeJOTBPALAOT
pa3BuTHE OmyXojieil. OTH TeHbl NOJYYMJIM Ha3BaHUE T'€HOB-CYIPECCOPOB
OIyXOJICH, WM aHTUOHKOTCHOB. B Xoje 3/10Ka4ecTBEHHOH TpaHCHOpMAauu
(GYHKIMM 53THX TEHOB YTPAuuBalOTCs, Hapyllas KOHTPOJIb 3a KIETOYHOM
nposngepanueii. B Hacrosimee Bpems ommcaHo Oojnee 10 reHoB-cynpeccopoB
onyxoseit (rbl, p53, p21, p16, pl15, wtl u 1p.), KOTOpbIE KOAUPYIOT PEryIATOPHBIE
OenKu, THTUOUPYIOIHE AaHOMAJIBHBIN POCT U TPAHCPOPMALIUIO KIETOK.

[Mpoxykrom rena rbl sensiercs simepHbIit O€NOK, Y4aCTBYIOIIUI B PETyJIISIIA
BCTYIUICHUS KJIETKH U3 (has3bl mokosi Gy B (azy noarorosku k cuaresy JHK Gy, u
NpoXOKJaeHUs npoBepouHoir Touku G/S. B pedocdopunupoantoit hopme oH
MOYKET CBSI3BIBAThCS M WMHAKTUBUPOBATh TPAHCKPUIIMOHHBIN QakTop E2F,
YCHJIMBAIOIINN HIKCIPECCHIO POCT-CTUMYJIMPYIONMX OenkoB U (epmentoB. B
HOPMaJIbHBIX KJIETKaX IpH BCTyIUIeHUH B S-azy Oenok Rbl dochopummpyercs n
HepecTaeT TOPMO3UTh MIPOABUKEHHUE KIETKU MO KJIETOYHOMY LIUKITY.

I'en p53 xomupyer sinepHbIi (PochONpPOTEHH, KOTOPBIA MPENSITCTBYET
BXOXJICHUIO KJIETOK B S-da3zy, ammmmdukanun u mytamusam JTHK. OcHoBHOI ero
byHKIMEH sBiseTCs KIIeTOK, nMmeromux nopexaeHus B JIHK, B dazax G; u G,,
IIOKa 3TH MOBPEXJEeHHUs He OynyT ycTpaHeHbl. Eciau penapupyrolye cucTeMsl He
crocoOHbl  ycTpanuTh Jnedektel B cTpyktype JIHK, To oH obecneunBaer
BKJIIOYCHNE MEXaHMW3Ma arlonTo3a, YHUUTOXKAIOIIEro MOBPEXAEHHYIO KIeTKy. P53
YCUIIMBAeT TPAHCKPUILMIO TeHa p21, koaupymomero Oemok P21 (unruburop
OOJBIIMHCTBA IUKIMH-3aBUCHMBIX KHWHA3), B pE3yJabTaTe KOTOPOTO MPOJBMKEHUE
M0 KJIETOUHOMY LIMKIY, POCT U JeJieHHe KieTKu TopMmo3sitcsi. Hapsiay ¢ atum P53
YCUJIMBAeT TpaHCKpumimioo reHa gadd45, OenkoBbIi MPOAYKT KOTOPOTO
CTHMYJIUPYET perapaTuBHBIC TPOIIECCHI.

K P53 uyBctButenmbHbl 2 reHa bcl2 wu bax, xomupyromue Oenku,
perynmupyomue anonrto3. [lpucoenunenne P53 k peryiasTopHbIM y4yacTKam
reioB bcl2 wu bax akmueupyem anonmos, TpPH  ITOM  IKCIPECCHUS
AHTHAMONTOTUYECKOro reHa DCl2  cHwkaercs, a  MPOAmoONTOTHYECKOrO
reHa bax yBenmumBaercs. Ilpu 3TOM yckopsieTcs paspyllieHHE HOTECHIUAIBHO
OMAaCHBIX KJIETOK, KOTOpble MOBPEXKAECHb M CHOCOOHBI TPaHC(HOPMHUPOBATHCS.
Hapsiny ¢ stum P53 yBenmumBaeT 3KCIpeccHI0 TeHA, KOAUPYIOIIETo OeloK
TPOMOOCTIOH/IWH,  TPEMATCTBYIOIINI  aHTHOT€HE3y H  METacTa3HpPOBAHUIO
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omyxoneil. Ilostomy P53 HaspBaloT «XpaHUTENEeM» 3J0POBbS KIETOK, WU
«MOJICKYJISIPHBIM MOJIULIEHCKUM.

MexaHMSME HEOMJIACTUYECKON TpaHchopMaumm

B perymsamuu pocra u audHepeHIMpPOBKH KIETOK NPHUHUMAIOT ydacTHe
6onee 100 pasznuuHbBIX TeHOB U OKolo 10 TIeHOB-CYNpeccopoB OIyXOJIeH.
3n0KauecTBeHHass TpaHchopMalus HE SBISETCS PE3yJlbTaTOM EJUHUYHOIO
COOBITHS, a SIBJIIETCSI MHOTIOCTYIEHYaThIM IpoleccoM. B Hacrosiee Bpems
BBISIBJICHO TISITh OCHOBHBIX MEXAHH3MOB MPEBpAIlEHUs TNPOTOOHKOTEHOB B
OHKOTEHBI:

* BKJII0YeHHe B reHoMHY10 JIHK HOBBIX NpoMOTOpOB;

* [I0sIBJICHHE HOBBIX JHXAHCEPHBIX MOCJICI0BATE/ILHOCTEN;

* aMiuIMUKALKs TEHOB;

* TO4YeYHbIe MyTallUH;

* XpOMOCOMHbI€ TPAHCJIOKALMH.

Ha ocHOBaHMH CpaBHEHHUS XapaKTepHBIX XPOMOCOMHBIX KapHOTHUIIOB,
OHKOT'€HOB, T€HOB-CYIIPECCOpOB omyxouieil 1 ypoBHs metunupoBanus JJHK B 006-
pa3snax HEW3MEHEHHOM TKaHW TMPAMOM KHIOKH, aJE€HOM pPa3HOro pa3Mepa,
KapIIMHOM M METacTa3oB paka MpsSMOH KHIIKK Oblla Tpeio’keHa MOMAEIh
MHOTOCTYIIEHYaTOT0 KaHIIEpOTeHe3a. Pa3BUTHIO paka NpeIeCTBYIOT 5-7 MyTalui
B OHKOI€HaX M TeHax-cympeccopax omyxousied, runomermnupoBanue JIHK u
Hapymenus B padore JJHK-penapupyromux cucrem. K paHHM COOBITHSM 3TOTO
mpoLecca OTHOCAT MYTallid B T'e€HE-CYNpeccope OIyXOoJied, JIOKATM30BAHHOM B
xpomocoMe 5. Ha paHHUX cTajusx mpoliecca MPOUCXOJIUT CHIDKEHHUE YPOBHS
metwmpoBanust JIHK u aktuBammsi ras-oHkoreHa Ha Xpomocome 12, KoTopbie
crocoOCTBYIOT pocTy asieHOM. JledekThl B paboTe penapupyroumx CUCTeM, yTpaTa
WIA WHAaKTUBAIMS TEHOB-CYNIPECCOPOB  OIyXOJIEH BBI3BIBAIOT  IOSIBICHUE
TEHEeTHYECKON HECTAaOMIIBHOCTH W O3JIOKadecTBIIeHHWEe omyxond. l[lpu 3tom
II0CJIEI0BATENbHOCTh M3MEHEHHUI HECYILECTBEHHA, BaKHEE O0Ollee HaKOIUIEHUE
u3MeHeHuid B reHome. JlenuddepeHnupoBka U MPOAOIDKAIOIIEECs] HAKOIUIEHUE
MyTalii COOOLIAIOT OMYXOJEBBIM KJIETKaM CIIOCOOHOCTb K MHBa3UU U
METacTa3supOBaAHUIO.

JloOpokadecTBEeHHbIE OMYXOJIH WHOT/Ia MOTYT PAacTH OBICTPO M JOCTHTaTh
OOJNBIINX pa3MepoB, HO OHM HE MeTacTa3upyloT. [lepBoHaYaIbHO OIMTyXOJIEBBIE
KJIETKH OOpa3ylOT KJIOH TeHETHYECKH HJICHTHYHBIX (MOHOKJIOHAJIBHBIX) KJIETOK.
I[ToTOMKM 3THUX KJIETOK HAUYMHAOT W3MEHATbCA KaK TE€HEeTHYECKH, TakK U
(hEeHOTUTIMYECKH, YBEIMYMBAs OTKJIOHEHUH OT HOpMBL [lpym AOCTHXKEHMH Macchl
OITYXOJICBBIX KJIETOK 2 MM, KJICTKH HAYMHAIOT CEKPETUPOBATh OCIIKOBBIE (haKTOPHI,
CTHUMYJIUPYIOIIHE POCT COCIAMHHUTEIBHON TKaHW (HEOOXOoaMMa ISl OKPY)KCHUS
ONyXOJIM) M BacCKyJSpHblE KJIETKHM, HHAYLHUPYIOIIME aHTuoreHes (KoY K
MPOrPECCUPOBAHUIO OIYXOJIH), CO3AaBasi YCIOBUSA Ui POCTA U MHBA3HUH.

B Meracrazupyromux KJIeTKax U3MEHSETCS COCTaB MeMOpaHHBIX OenkoB. B
CBSI3bIBAHMU KJIETOK C KOJUIAr€HOM YYacTBYIOT O€JKH-HHTEIPUHBI, & C IPYTUMHU
KOMIIOHEHTaMH MEXKJIETOYHOIO MaTpukca H 0Oa3aJbHBIMM MeMOpaHamu -
(udponexkTHH M JaMUHUHBL B OONBIIMHCTBE OMyXOJIeH CHUKEHO KOJIUYECTBO
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(GUOpOHEKTHHA ¥ CHHTE3UPYIOTCS MOAM(HUIIMPOBAHHBICE HHTETPHHBI, KOTOpHIC
MIOMOTAIOT WHBA3MBHBIM KJIETKAaM MHUTPUPOBATh Yepe3 COCIUHUTEIBHYIO TKaHb U
CTEHKY KalHUISIPOB.

NHBa3uss — aKTHUBHBIA MPOUECC, BKIIOYAKOIIMN CTaJIuH, B KOTOPBIX
OITyXOJIeBasl KJIETKA!

* IPOXOAUT Yepe3 MEKKICTOYHBI MAaTPHKC, TOCTUTas KPOBEHOCHOTO WIU
IMM(}aTHYECKOro cocyaa;

* [IPEO/IOJIEBAET CTEHKY COCy/Aa M TIOCTYNaeT B KPOBEHOCHOE PYCIO WU
mmy;

* IUPKYJIUPYET C TOKOM KPOBH B BHJIE€ HAJMOJICKYJISIPHBIX KOMIUIEKCOB C
OenKaMH U KJIETKaMU KpPOBH;

* IPUKpEIUIAeTCSl K CTEHKE COoCyla M IOBTOpsieT IpoLecc B OOpaTHOM
HampaBJIeHUHU, NPOJABUTasCh Ha 2—3 KICTOYHBIX JUMAaMeTpa B HHBA3HPYEMYIO
TKaHb;

* 3aKpEIUIAETCs] U HaunHaeT (OPMHUPOBATH HOBYIO OIYXOJIb.

BeimonHenne 3TuX  (QYHKUMH ~ y4acTBYIOT — KOJUIareHasbl, remapasbl,
KaTEeTCHUHBI, TUTa3MUHBI, CEeMENCTBO MPOTENHa3, CHUHTE3UpYEMbIE
METACTa3uPYIOMIUMHUCS  KJIETKAMU M OKPYXKAIOIIMMH  OIyXOJIEBYIO  TKaHb
¢ubpobmacramu. OTIAETUBIIMECS OMYyXOJIEBBIE KIETKH MPOABHTAIOTCS K
KPOBEHOCHOMY COCYJy, TIPOTAJIKHBAIOTCS MEXKITY DHIOTEITHATBHBIMHA KJICTKaMHU U
BBIXOJISIT B KPOBOTOK. OHU TPAHCHOPTHUPYIOTCS MO KPOBU B BHIE KOMIUIEKCOB C
TpOMOOIIMTaMH, MUTPALMOHHBIMU (akTOpaMud M (parMeHTaMH MEXKIETOYHOTO
MaTpUKCca, KOTOpPhIE MACKHPYIOT HX OT HWMMYHOJOTHYECKOTO Haja3opa u
o0ecrieunBarOT MpPUKpEIUIeHHEe K 0a3aabHOH MeMOpaHe B OpraHaX-MHIICHSX.
VYTieBobl, BBICTYIAIONIME HA TIOBEPXHOCTh OMYXOJEBBIX KIETOK, CBSI3BIBAIOTCS C
CEJIEKTUHOM PELENTOPOB SHAOTE-TMAJIbHBIX KJIETOK M KJIeTKa OKOHYATEIbHO
NPUKPEIUISETC K CTEHKE COoCyla C IOMOIIbI0 HMHTErpuHOB. OHU 001a7aroT
TPOITHOCTBIO K TKAHSIM.

OCHOBHBIE TPUHIIAIIBI JUATHOCTHUKU OITYXOJIEM 1 JIEYUEHIS PAKA

OnyxoneBbiMu  Mapk€épamu (OM) HaspBaloT coenuHeHus  (Oesku,
OMOJIOTUYECKH aKTUBHBIC TENTHIBI, TOPMOHBI, (DEepPMEHTHI U METabONUTHI), KO-
TOpBIE CHHTE3UPYIOTCS] PAKOBBIMH KJIETKAMH, JTHOO KIIETKAMH HOPMAJIbHBIX TKaHEH
B OTBeT Ha pa3Butue paka. OM oOHapyKMBalOT B KPOBH WJIHM JPYTHX
OMOJIOTUYECKUX KHUJKOCTAX OpraHW3Ma M UCIONb3YIOT JUI CKPUHUHTA HACEICHUS
Ha HOCHUTEJIHCTBO OMYXOJH, KaK MPOTHOCTUYECKUHN (PaKTOP, /Ui OLIEHKU COCTOSHUS
MalyeHTa B KIMHUYECKOM CTaAMd W MOHUTOPHHTA B XOJI€ JICUCHHUS, a TAaKXKe B
nemsx — oOHapykeHHs — penuauBoB  Oose3Hn.  COrjlaCHO  COBPEMEHHOM
knaccupukaun OM et Ha TpU OCHOBHBIE TPYIIIIBL:

* [IEPBUYHBIE OITyX0JIEBO-aCCOLIMHPOBAHHBIE;

* BTOPUYHBIC, IPOIYyIHPYEMbBIE OMYXOJbI0 (crenududeckue u
HecTenupuIecKue);

* BTOPUYHBIC, HHIYIIUPYEMbIE OITyXO0JIEBBIM ITPOIIECCOM.
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Ora knmaccu(uKamus HE JIMIICHa HEAOCTaTKOB, TaK KaK OJHO W TO JKe
COEJMHEHUE MOXKET CHHTE3MPOBAThCS KIETKAMH OIMYXOJIM U BbIpabaThIBATHCS
HOPMAaJIbHBIMH KJIETKAMH OpraHa B OTBET Ha OMYXOJIEBYIO MHBA3HIO.

Onkoderaiibible Oejikd. K HUM OTHOCHTCH KAPLMHOIMOPUOHAJIbHBIN
anturen (K3A). Omnpenenenne storo OM Haumbonee 4YacTto NPOBOIAT IS
JUATHOCTHKW paka MPsSMOM KHIIKA M B CIEKEHUH 332 COCTOSHHEM OOJBHOTO B
HocTonepaunoHHoM nepuoje. Ilocie moiaHOro M yAaayHOro yAajaeHHsl OIyXOJU
koHueHTpauuss KOA cHuxkaerca. Ilocnenytoinee MOBBILICHHE 3HAUYEHUH 3TOTO
MoKaszaressl y OIEPHPOBAHHBIX OOJNBHBIX YKa3bIBaeT HAa pPEIHUINB OOJIC3HU U
BBICOKYIO BEpOSITHOCTb MeTacTa3oB. o-®eronmporenmn (a-dII). ¥V B3pocnoro
YyenoBeKa ero KoHIeHTpaiusi coctaBisieT aumb 20 Hr/mu. Konnentparus a-®Il
MOBBIIIAETCS. B KPOBH IPU Pa3BUTHM paka IMEYEHU, MOITOMY €ro OIlpe/eieHue
UCTIONB3YIOT JJIsl TUarHOCTUKU M B JajbHEWIIeM i OUEeHKH 3((HEeKTUBHOCTH
JICUYCHUS.

B kauecTBe OmyXo0JIeBBIX MapKEPOB YAaCTO MCIOJB3YIOT XOPUOHHYECKHH
TOHA/IOTPOIINH, IUIALEHTApHYIO IIENOouHYyl0 (ocdarazdy W HEKOTOpbIE Jpyrue
IUIaleHTapHble 0enku. B HopMe oHM He 0OHapyKMBaIOTCS BOBCE MJIM COAEPIKATCS
B HUYTOXHBIX KOHLEHTpamusx. Ilpm OepeMeHHOCTH TOPMOH HAa4YMHAET
CHUHTE3UPOBATHCS U CEKPETUPOBATHCS B KPOBB, IOCTHIasi MAKCUMAJIbHBIX 3HAUCHUH
K 12 "en (Tect Ha GepeMEHHOCTD). 3aT€M €ro COoAePKaHNEe MEUICHHO CHIKAETCS U
ocTaéTcs Ha OUYeHb HU3KOM YPOBHE JI0 U Mociie poaoB. [Ipy onyxomsx SHYHUKOB U
CEMEHHUKOB KOHILIEHTpALHsl TOPMOHA MTOBBIILIAETCS.

B kagectBe OM wuCmonb3yloT Takxke MU(QepeHIMpPOBOYHBIC AHTUTEHBI,
KOTOPBIE TPENCTABISAIOT COOOH OpraHo- WM OMyXOJecTenuprIecKnue IIu-
KOTMPOTEHUHBI JTHUM(OIMTOB (TKAHEBBIM IOJMTICITUIHBI AHTUTCH, TKAHEBBIN
HOJIMIENTUAHBINA crieln(UYecKUii aHTUTEH U JPYyTHUe), ONpeesoluecs B KpOBU
C TIOMOIIIbI0 MOHOKJIOHAJIBHBIX aHTHUTEIL.

Jlst paka npejacTaTenbHOM jkelie3bl B kadectBe OM HanOoJjiee UyBCTBUTEIICH
npocrarocrierduuecknii antured PSA. OH TpakTHYeCKH HE ONpeAenseTcs y
KEHIIUH, Y MYXXYMH B HOPME HW)KE 2 HI/MI, HO CYIIECTBEHHO BO3pacTaeT B
3JI0KQUY€CTBEHHBIX U JJOOPOKAaUYEeCTBEHHBIX OIYXOJISX NPeACTaTeIbHON JKeIe3bl.

T'opmMoHbl M WX peuenTopbl (3CTPOTEHBI M AHAPOTEHBI, MApPaTrOPMOH,
KaJbIIUTOHWH, TOPMOH pOCTa, HHCYNnuH, TmokaroH, AKTI, karexomaMuHsl,
cepoToHMH) sBisAoTcss OM ropMoHnpogyuupyomux opraios. Vx omnpenenenue
IIMPOKO HCMOJB3YIOT B KIIMHUYECKOH MpakTHKe. Takke ONMpelessioT pelenTopbl
TOpMOHOB. J[71s1 OONBHBIX PaKOM MOJIOYHOH IKee3bl BaKHEUITUM (HaKTOpPOM
MPOTHO3a JaJbHEUIIEr0 TeUYeHUs OOJIE3HU SIBISIETCS OINpPE/IEICHUE DPELENTOPOB
ACTPOTEHOB W TporecTepona. [IpucyTcTBHE penenTopoB MO3BOJSIET B OOJBIIOM
nporieHTe cirydaeB (50-75%) moMyduTh MOOKUTEIIBHBIC PE3YIBTATHI TIPH JICUSHUN
AQHTHACTPOTE€HOM TAMOKCH(EHOM U YBEITMUUBAECT BEIKUBAEMOCTbD.

Hexotopsie ¢pepMeHTHI U OENIKHU HCTIONB3YIOT ISl TUATHOCTUKU U KOHTPOJIS
3a 3 PEKTUBHOCTHIO Tepanuu. Tak, Mpu pa3InIHBIX MOP(POIOTHISCKIX BapUaAHTAX
paka  n€rkoro  HamboJee  TEPCHEKTHBHBIM  SBISETCS  ONpE/CICHUE
HelpoHcnenduIeckol eHoJIa3bl U PaCTBOPHUMOTO (hparMeHTa IMTOKepaTHHA —
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CTPYKTYPHOTO KOMIIOHEHTa IUTOCKENeTa OJNHTeIus OpoHXOB. Bsicokas
AKTUBHOCTH B OMOICHIHOM Matepuaie karerncuHa D cBuieTensCTByeT 0 BHICOKOM
METacTaTUYeCKOM  IOTEHLHAaJe ONyXOJM W  KOppelupyeT ¢  HHU3KOH
BBDKHMBAEMOCTBIO OHKOJIOTHYECKUX OONBbHBIX. JpyrumM OM, CBUAETEIbCTBYIOINM
0 HeOIaronpuATHOM TEUEHUHU OOJIE3HH, SBISIETCS BRICOKAs aKTHBHOCTh CEPHUHOBOM
poTea3bl — aKTHBaTopa IUIA3MHHOTEHA YPOKHHA3HOTO THIMA. DTOT (EPMEHT
KaTaIn3upyeT o0pa3oBaHME IUIa3MHMHA, KOTOpBIM Yy4yacTBYeT B aKTHBALUHU
METAJUIONPOTea3 M  CHOCOOCTBYET pAa3BUTHIO HMHBAa3MBHBIX IIPOLIECCOB U
METacTa3upOBaAHUSI.

K se4eOHBIM MEpOTpUSATHIM TPUOETAOT MPU OOHAPYKEHUH OITyXOJH WA
Ha Oojee TMO3MHMX CTAAMAX, UCIONB3YS XUMHO-, paguoOTepanui0 U
CUMIITOMAaTHYeCKOoe JieueHue. BakHoe ycioBHE YCHEIIHOTo JICUEHUS —
pajvKaIbHOE XHMPYPrU4ecKoe yJaleHHE OMyXOojH. TakTUKa JEeYeHHs OJDKHA
YAOBIETBOPSITH JIBYM OCHOBHBIM TpeOOBaHUSIM:
OKa3bIBaTh HUTOCTATHYECKHI (mpenoTBpalILarOLIMHA nponugepanuio)
W IMTOTOKCHYECKMH (YHUUYTOXKAIOIMIWK OmMyxolieBble KIeTKH) 3ddexTnl. OnHaKo
xumuoTepanus npekpaiiaer cuare3 JJHK u knerouHoe AeneHue 1o MexaHU3Mam,
o0mmmM 171 BceX KJIETOK, OTCI0J]a €€ TOKCUYHOCTh U MHOTOYHUCIICHHBIE TOOOYHBIE
3¢ dexT Ha 370pOBBIE, OBICTPO TpONUEPUPYIONIHE KISTKH: (HOILTHKYIBI BOJIOC,
KJIETKA KPOBETBOPHOM CHUCTEMBI M KHILIEYHUKA. Y CICIIHOCTD JICUCHHs CBA3aHA C
Oosblel YYBCTBUTENBHOCTBIO HEOIUIACTHMYECKUX KIETOK K JIeKapcTBaMm IO
CPaBHEHMIO C HOpPMAaJbHBIMH, HEHU3MEHEHHBIMM KIETKAMM U  OTpa)kaeT
KOMITPOMHUCC MEXTy 3(PPEKTUBHOCTHIO B OTHOIIEHUH OITyXOJIH M TOKCHYHOCTBHIO
JUIsT  370pOBbIX TKaHed. JlekapcTBEHHBIE TMpemapaTsl, HCIOJb3yeMble B
XUMHOTEPAIHY, BKIIOYAIOT aJI-KWIMPYIONIHE areHThI(IMKIopocdaH, MUCIUIATHH,
kapOoruiaTid u 1p.), noBpexxaarorue JIHK, antumerabomutsi(MeToTpekcar, 5-
(dTopypanni u MUTO3NHAPAOMHO3MT), KOTOPBIE HHTHOUPYIOT CHHTE3 HYKJICHHOBBIX
KHUCJIOT, aHTHOMOTHUKHU (IOKCOPYOU-1IMH, KAPMUHOMHIIMH U PyOOMUIIMH), TOPMOHBI
(ramokcudeH) © HPUPOJAHBIC COCAWHCHUS(BUHKPHUCTHH W BUHOJAC-THH),
OKa3bIBaIOIUE pa3HOoOpa3Hbie G (EKTHI.

HecmoTpss Ha cymiecTBeHHbIE ycleXH B O0JAaCTH HOBBIX IpernapaTtoB U
MOJIX0/I0B K JICUEHHUIO OIyXOJIeH, XUMHOTEpanusi BO MHOTHUX CIIydasiX OCTa€rcs
ManodpdexruBrHoi. [MaBHBIM  (QaKTOpPOM, OrPaHUYMBAIOIIMM  YCHEIIHOCTh
IPUMEHEHUs HPOTHBOOITYXOJIEBBIX CPEJCTB, SBISAETCS JIEKapCTBEHHAas YCTOM-
YUBOCTb, KOTOpPasi MOXKET ObITh:

* [IEPBUYHOM U, CJIEIOBATEJIbHO, CBOMCTBEHHOM 3JI0KauE€CTBEHHBIM KJIETKaM
JI0 HayaJla JIe4YeHUsl OlpeIeIEHHBIMU IpenapaTaMu;

* BTOPHYHOM, KOTOpasi pa3BUBAETCS B OTBET Ha BBEACHUE JICKAPCTBA.

Cy1iecTBYIOT pa3Hble MEXaHU3Mbl BO3HUKHOBeHUST MJTY.

HekoTtopeie OMOXUMHYECKHE MEXaHHM3MBbl JIEKAPCTBEHHOW YCTOWYMBOCTH,
oOHapy>KEHHBIE B OITyXOJIEBBIX KJIETKAX, BHI3BAHbI:

* CHIKEHMEM HaKOIUJICHHS IIpernapaTa B KIeTKax;

* MOSIBJICHUEM aJIbTEPHATUBHBIX MyTel MeTaboIrM3Ma JIeKapCTBa;

* I3MEHEHHEM CTPYKTYPHI KIIETOK-MHUIIIEHEH /ISl TAHHOTO Tpernapara;
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*e ociial/ieHHeM anonTo3a — Mpolecca 3anporpaMMHUPOBAHHON TUOen
KJIETOK, C IIOMOLIBI0O KOTOPOI0 U3 OPraHM3MAa YAAISIIOTCA H3MeHEHHbIE KJIeTKH.

* MemOpaHHbIii TpaHCHOPT U P-rimmKonpoTenHbI

HanpagyieHHas1 qocTaBKa JIeKapcTB B KJIETKU-MHUILIEHH OCHOBaHA HA Pa3HOM
JKCIpecCMM  MeMOpaHHBIX ~ aHTHreHOB  (pementopoB  @P,  kapumHOIMO-
PHUOHAJILHOTO aHTUTE€HA U aHTUTEN) HA MOBEPXHOCTH OMYXOJEBhIX U HOPMAJIbHBIX
kieTok. KomuuecTBo Takux O€NKOB Ha IJIa3MaTH4ecKod MeMOpaHe paKOBBIX
KJIETOK CHJIBHO YBEJIMYEHO 1O CPABHEHHIO C HOPMaJbHBIMU KJIETKaMH. JIuranasl K
9TUM OeNKaM HWCIONB3YIOT IS JOCTaBKH JIMOO (hepMeHTa, KaTaau3UpYIOIIEro
MpeBpalieHre MPoJeKapcTBa Ha MOBEPXHOCTHU OIYyXOJEBOW KJIETKH B aKTHBHOE
JeKapcTBO, JMOO LUTOTOKCHYEC-KOTO Ipernapara, KOTOpbIA Oiarojapst 3TUM
OenKaM MOCTyHaeT B KJIETKYy-MUUIIEHb IO MEXaHU3MY 3HJO-IIMTO3a, HE BBI3bIBAs
apdexra MITY.

INonaBnenne anruoreHe3a win 0Opa30BaHUs HOBBIX KPOBEHOCHBIX COCY/IOB
IPUBOAUT K HapYIIEHUIO pocTa omyxoiu. [Iponudepanuto 3H10TENNANBHBIX Kile-
TOK KalWUISIPOB MOXKHO HMHIMOMpPOBaTh, BO3JCHCTBYS HENABHO OTKPBITBIMU
MHTUOUTOpAMH aHTHOTeHEe3a: AaHTMOCTATUHOM HJIM TPOMOOCTIOHMHOM.

Ilennass Tepammsi mpencTaBiseT COOON HAINpaBlICHHE MO HCIOJIb30BAHUIO
TEHOB JUIS JICUCHHUS HACJICICTBEHHBIX M OIMyXOJICBBIX 3a0oieBanmii. Takol crocod
JIeYeHUs CTaHOBHUTCS BCE Ooyiee peasibHBIM Onaroaapsi JAOCTHXKEHUSM Te€HHOU
MH)KEHEPUH, KOTOPBIE MO3BOJIIOT nostyyaTh pekomOuHantueie JIHK, conepxkamue
«J1ieueOHbIi» reH. OCHOBHAs TPYTHOCTh COCTOUT B pa3pabOTKE METO/Ia TPAHCIIOPTa
UMIIOPTUPYEMBIX T€HOB B OPTaHU3M OOJBHOTO.
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I'nmaBa 8
BUOXNMHUSA KPOBU

KpoBb — moaBM>kHas KHUAKas TKaHb, LIUPKYJIUPYIOLIAsl B 3aMKHYTOM crcTeMe
KPOBEHOCHBIX COCYZAOB, OCYLIECTBIIIIOIIAS TPAHCIOPT XHMHUYECKUX BEIIECTB,
Onmaromapst 4eMy KOOPAWHUPYETMETaOOMMYeCKHue TPOLECChl B  Pa3IMYHbIX
KJIIETKaX M MEXKJIETOYHBIX MpocTpaHcTBaxX. KpoBb B OpraHU3Me BBINOJHSET

pa3IM4YHbIE BAKHBIC(PYHKIINH.
DOYyHKIUA KpPOBU:

1. Jvixamensnasn. KpoBb nepeHocut raspl: O, OT JISTKUX K OpraHaM U TKaHSM,
a ooparno COy;
2. Tpogpuueckasn. KpoBb NOCTaBIISET OpraHaM M TKaHSAM ITHTATEIbHBIC BEIIECTBA
3.9Kkckpemopnas. KpoBb YHOCUT M3 TKaHEH KOHEUHBIC MPOIYKTHI METa0OJHM3Ma:
MOYEBUHY, MOUEBYIO KHUCJIOTY M APYrHe BEIIEeCTBa, yJAalsieMble U3 OpraHU3Ma

OpraHaMH BBIIACJICHUA.
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4. Kommynukamuenasn. KpoBb NMEpPEeHOCUT TOPMOHBI OT MeECTa WX CHHTE3a K
OpraHaM-MHUIICHSM;
5. Tpancnopmnasn. KpoBs TpaHCTIOPTHPYET 110 OPTaHU3MY BOJLY U HOHBI;
6.Tepmopezynamopnas. KpoBb TepepacnpesiensieT B OpraHu3Me TEIUIOBYIO
JHEPIHUIo;
7.11000epacanue Kuciomno-ocHo8Ho20 pasnogecusi. KpoBb COIEpKUT pa3nyuHbIe
OydepHble CUCTEMBI, KOTOPBIE Y4aCTBYIO B MOAJEPKAHUU KUCIOTHO-OCHOBHOTO
paBHOBeECHS
8.3awmumnan. KpoBp, C TOMOIIBIO HECIEUU(PUYECKOTO U  CHEUU(PUIECKOTO
UMMYHHUTETA, 3alUIIAET OPIraHu3M OT BHEIIHUX M BHYTPEHHUX BPEAHBIX (PaKTOPOB.
Taxum 06pa3oM, KpoBb 00ecCreunBaeT Mo Iep:KaHue B OpraHu3Me TOMEOCTasa.
KpoBb cocTrouT u3 miua3mbl U B3BEIICHHBIX B HEeil (popMeHHBIX 3eMeHTOB. Ha
JIOJIIO TIIa3Mbl MIPUXOAUTCSL OKOJIO 55% oT oObemMa KpPOBU. DPUTPOLUTHI COCTABIISIOT
OCHOBHYIO Maccy (popMeHHBIX 3JieMeHTOB — 44% OT 0011ero ooObeMa KpoBH, B TO BpeMs
KaK Ha JIOJIO APYTUX KIETOK MPUXOAUTCSA nuinh 0kojo 1%.K mociaemamm oTHOCSTCS
SPUTPOIMTHI, JICHKOIUTHI W TPOMOOUMUTHI. ECIM CBEXKEB3ATYIO KpPOBb OCTaBUTH B
CTEKJISTHHOW TocyJie mpu KomMHaTHOW Temneparype (20 °C), To uepe3 omnpeaencHHOE
BpeMs oOpasyeTcsi KpOBSHOH CrycToK (Tpom0), mocie (OpMHpPOBAHUS KOTOPOTO
OCTaHeTCs YKUJKOCTh JKEJITOro L[BETa - CHIBOPOTKA KpoBU. OHa OTIMYAETCS OT IUIa3MBbl
KPOBHU TEM, YTO B HEW HET (MOpPUHOTEHA M HEKOTOPBIX OENKOB ((aKTOPOB) CHUCTEMBI
cBepThIBaHUS KpoBU.OOBEM KPOBU B HOPME COCTABIISIET B cpeaHeM y My uuH 5200 mi,
y xeHumH — 3900 mn.B HOpMe OTHOCHTeNbHAas MIIOTHOCTH LeidbHOU kpoBu 1,050-
1,064, mazmer — 1,024-1,030, knerok — 1,080-1,097. KpoBb o0nagaeT 3HaUUTEIHHON
BSI3KOCTBIO OJIaro/iapsi BRBICOKOMY COJEP)KaHUIO OeIKa M IPUTPOLUUTOB. BI3KOCTH KpoBH

B 4-5 pa3 BbIIIE BI3KOCTH BOJIBL.
XUMHUYECKHI1 COCTAB KPOBU

XHUMHYECKHIT COCTaB KpOBH B HOPMC OTHOCHUTCJIBHO IIOCTOSHCH. 910
obOecrieunBaeTCsd HaIHMYUEM B OpraHu3sMme 0COOBIX PEryjimpyromunux MCEXaHU3MOB

(IIHC, ropmoHanbHasi cuctemMa u Jip.), 00eCcTeUrBaOIMX B3aUMOCBS3b B paboTe
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TaKUX BaXHBIX IJIA XU3HCIACATCIBHOCTU OPraHOB U TKaHeﬁ, KakK II€4YCHb, ITOYKH,

JICTKUC U CCPACHYHOCOCYAUCTAA CUCTEMA.

Cocras IJ1a3Mbl KPOBH:
1) 90 % - BOJA;
2) 10% - pacTBOpeHHbIC B IIa3ME KPOBH BEIIECTBa,B TOM uuncie:6-8 % - Oenku;2

% - OpPraHUYCCKUC HeOeIIKOBEIC COCOAMHCHMUA, 1% - HEOPraHn4CcCKUcC COJIH.

XHUMHYECKHI COCTaB PaCTBOPHUMBIX B IIJIAa3ME KPOBH BEILCCTB

I'pynna BemectBo B niazme

Pacmeopumens Bona 90-91%

Cyxoit ocmamok Oprannyeckue u | 9-10%
HEOpraHu4ecKue
BEIIIECTBA

Yenesoout I'moko3a 4,22-5,6 MMOJIB/IT

Junuowt OO0urre umuapt 4-8 r/n
OO0muii xonecrepuH <5,2 MMOJIB/T
T 0,50-2,10 mmons/n
CBoGoansie XKK 400- 800 MKMOIIB/1
JITIBIT 0,9-1,9 mMoaB/I
JITTHIT <2,2 MMOJIB/I
Koad. areporennoctu | 1o 3 en.

Benku OOt 6e10K 70-90 r/n, 7%
ATbOYMUHBI 54-62 %
TII00YIUHBI 33,5-43,5%
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o.1-TI00yITMHBI 2,5-5,0%
0.2-TJI00YJTMHBI 5,1-9,2%
B-TmoOyrHb 8,1-12,2%
Y- TIOOYIINHBI 12,8-19,0%
Depmenmot ACT 1o 40 ME
AJIT 1o 30 ME
Kpearunkunaza o 6 ME (mo
KpeaTHHy)
Jlunaza 0-28 ME
Kucnas docdaraza 1m0 10 ME
[lenounas ¢ocdaraza | no 120 ME
JII 1o 460 ME
Hu3skomonekynapnoie | Jlakrar 0,99-1,75 mmonb/n
opzanuueckue
eeuwecmea
Kpeatunun 50-115 Mxmob/1
MoueBuHa 2,5-6,4 MMoOIB/1
MoueBast KHCIIOTa MYXK 214-458
MKMOJIB/T
KEeH 149-404
MKMOJTB/IT
AMUHOKHCIOTHI 48-68mr/n
OO0muii ouTUpyorH 8,5-20,5 MxMouB/1
[psimoit GunupyOuH 0-5,1 MxMonb/1
Henpsmoii oumupyoun | o 16,5 MkMoITs/n
MumnepanvHote 0,9%
eeuwecmea
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Hatpwuit 135-152 mmounb/n
Kanuii 3,6-6,3 MMOJIB/IT
Kanpnuii 2,2-2,75 MMOIB/11
Maruwmit 0,7-1,2 MMoIB/I
Xnopupst 95-110 MMoIB/m

Heopranuya. ®ocdatsr

0,81-1,55 mmons/n

OO01mas yriekuciiora

22,2-27,9 MMOIB/1

XKenezo MYK. 8,95-28,65
MKMOJIB/JI
KEH 7,16-26,85
MKMOJIB/JI

Mens Myx 11-22 MKMOB/IT

kel 11-24,4 MKMOJIB/TT

T'opmonwi I'opMoOHEBI 1 MeIaTOpPHI

Meduamopul

Pacmeopennvie 2azvr | Kammnapuas KpPOBB
pCO2
Benosnas kposs pCO2
Kanunnspras KpPOBb
pO2

Benoznas kposs pO2

Bo3pacTHbIe 0CO0EHHOCTH COCTaBa KPOBH

Moka3arten | Bospacr
b

1 nenp 1 Mec. [6mec. |[1ron 1-6 a 12 x 13-15
Hb, r/n 180-240 |115- 110- 110- 110-140 |110- 115-
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175 140 135 145 150
Er*10**n |4,3-76 |3,8-56 |3,5-48 |3,6-49 |3545 |3547 |36-51
Jeiikouur | 8,5-24,5 | 6,5- 5,5- 6,0-12 |5-12 45-10 |4-15
b1 ¥10%/01 13,5 12,5
TpomGowur | 180-490 | 180- 180- 180- 160-390 | 160- 160-
pr*10%/0 400 400 400 380 360
BEJIKU TTJIABMBI KPOBU

B mnasme xpoBu oTkpbITO 60siee 200 BIIOB OEIKOB, KOTOPBIE COCTABIISIOT B

cpenneM 7% oObeMa 1mia3mbl. benku miaa3smMel KpOBH CHHTE3HPYIOTCS B OCHOBHOM

B IICYCHHU U MaKpocbarax, a TaKXKE B OHIAOTCIMU COCYOOB, B KHIICYHHKE,

J'II/IM(l)OI_II/ITaX, MMOoYKax, SHAOKPHUHHBIX JKEJIC3axX. Pa3pyma}0T051 OCJIKH TIIa3MbI

KpOBH IIE€YCHBIO, IIOYKaMH, MbIIIIIAMHU U Ap. OpraHaMu. BpeMH TMOJIY>KU3HHU OeIKoB

IJIa3Mbl KpOBH COCTaBJIKICT OT HCCKOJIBKUX YaCOB [0 HECKOJBKO HCACIIb.

MeToa0M BBICATUBAHUS OCNKHU TIa3Mbl MOKHO pa3aciiuTh Ha TpU (I)paKI_II/II/IZ

anbOyMuHBI, THOOYNIHMHBIL, (puOpuHOreH. DnekTpodope3 Ha Oymare MO3BOJSET

pas3aenuTh OEIKH IIa3Mbl KPOBU Ha LIECTh (PpakLuii:

1.
2.
3.
4.
S.

ANBOYMUHBI

I'moGynuabI:anbha; -r1o0yIHHbI

anbda,-TI00yIUHBI

6eTTa-r100yTMHbBI

raMMa-TI00YIINHBI

54-62
2,5-5
5,1-9,2
8,1-12,2
12,8-19,0

6. pubpunoren (ocraercs Ha cTapte) - oT 2 10 4 %

%.
%.
%.
%.
%..
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DnexTpodopes — ITO METOI, MPH KOTOPOM BEIIECTBA C PA3IMIHBIM 3apsIOM
U MaccoH, pa3JeNiaioTCs B TIOCTOSHHOM 3IIEKTPUYECKOM ToJje. DnekTpodopes
MPOBOMSAT HA PA3IMYHBIX HOCUTENSNX, TPU STOM MOIY4YalOT Pa3HOE KOJIMYECTBO

¢pakiuii. CoBpeMEHHBIE  METOABI  MO3BOJSIIOT — MONYYHTh  cBbiie 60

HWHIANBUAYAJIbHBIX OEJIKOB IIa3MBI KpOBH.

MNpeanb®yMUHBI
0,2-0,4rin

AnsbyMUHLI
35-45r/n (51 -61%)

N

y - TnoBynuhel
5-16 rin'(15 - 22%)

IgG IgA IgM
lgD IgE

a4- FnobynuHbl

1-4rin (3 - 6%)

a;- MMobynuHb!

B~ FrnoBynuHel

Kucnei - 451210 (7-13%) || 5-11rin(8-14%)

[sepore epynonnazmuH || TpaHcdieppuH

a4- AHTUTPUNCHH Uepy paHcdpepp

dy- deTornobynuH FanTorno6uH FemonekcuH 5

a-funonpotenH - Makpo- C'Pgael;ngiKBHbIH
rnodynuH

PeTnHOMNCBA3LIBAOWMWIA -MukpornoBynuH
benok WHTep-a-Tpuncu- Bz P Y
p-NunonpoTtenH

TUPOKCUHCBASLIBAIOWMA HOBBIW MHFUBUTOP

TpaHCKOPTHUH

OnekxrpodoperpaMma OEITKOB CBIBOPOTKH KPOBH M COCTaB OCIKOBBIX

bpakiuii.

. OVYHKIHMU BEJIKOB IUVIA3MbI KPOBU

MHuoroo0pa3ue OeIKOB KpPOBH CBOJUTCA K TOMY, YTO OHH OOJIQHaroT
MHOT'OYUCJICHHBIMH (I)YHKIII/IHMI/IZ
1. TlonepkMBaOT MOCTOSHCTBO KOJUIOUAHO-OCMOTHYECKOTO JIABIICHUS KPOBH.
2. Y4acTBYIOT B PETYJIAINH KUCIOTHO-OCHOBHOTO COCTOSHHUSL.
3. y)lep)KI/IBaIOT B CBA3aHHOM COCTOSHHHU W TPAHCIIOPTUPYIOT KATHOHBI KaJIbIHA,
MarHusi, )kese3a, Med U IPyrie HOHBI, MPEISITCTBYS X MOTepe ¢ MOYO.
4. CBs3bIBalOT M TPAHCHOPTUPYIOT YIVIEBOABI, JMIUABI, TOPMOHBI, JEKapCTBa,

BUTaMHHbI, TOKCHUYHBIC BCIICCTBA.
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5. OnpenensioT BS3KOCTh KPOBH M COXPAHAIOT YCTOHYMBOCTH DPUTPOIMTOB H
JICMKOIIUTOB B KPOBOTOKE, 00ECIEUMBAIOT HOPMAJIbHBI KPOBOTOK B KalMJUIApax
(peosoruueckre CBOMCTBA KPOBH).

6. Crienmanu3upoBaHHBIE OENKH yYaCTBYIOT B CBEPTHIBAHUU KpOoBH ((UOpUHOTEH,
MPOTPOMOMH, aHTUTeMODUITBHBIN TTIO0YITUH | JIp. ).

7. ObecrnieynBarOT IMMYHHYIO 3allIUTY OpraHu3Ma (MMMYHOTJIOOYJTHHBI, (paKTOpHI
CHCTEMBI KOMIIEMEHTA, TPAHC(HEPPHH U IPOIIEPIUH).

8. SIBstroTCS pe3epBOM aMHUHOKHUCIIOT.

CTPOEHME BEJIKOB ITJIA3BMBI KPOBU

[To cTpoeHuIo OeNKH IMIa3Mbl KPOBH SBJISIFOTCS TJIOOYIISIPHBIMH, MO COCTaBY
OHM JIeNATCS Ha TPOCThIeW cHoXHbBIE. IIpocThie O€nKu MpencTaBICHBI
anpOymuHamu. Cpemy  CIOXKHBIX, MOXHO BBIICIUTH JHIONPOTeHHBI (XM,
JIITOHII, JITITITI, JITHII, JITIBIY), TJIMKOIIPOTEUHBI
UMETAIIONPOTENHBI(TpaHcheprH, IIepPYIIOTIIa3MHUH ).
Ob6uee Konuuecmeo 6enka B iasme kpoBu B HopMme cocraBisier 70-90 (60-80)
r/n.IloBeilicHHe O0OMLIET0 KOJWYeCTBa Oejdka B IIa3Me KPOBU HA3bIBACTCS
2unepnpomeunemus, CHWXKCHUE — 2unonpomeunemus. [unepnporeuHeMus
BO3HHMKACT IMPH JErHapaTaiui (OTHOCUTENbHAS), TPaBMaX, 0XKOTaX, MHUEIOMHOMN
Oonesznn (abcomoTHas). ['unompoTerHEMHUsT HACTYMaeT TNpU CHaAe OTEKOB
(oTHOCHTENbHAS), TOJOJAHHWM, TATOJIOTHM IEYEHH, II0YEK, KPOBOIOTEpe
(abcomotHast). ucnpomeunemus- W3IMEHEHHE TMIPOIICHTHOTO COOTHOIICHUS
OenkoBbIX (hpakiuii Ha PoHE HOPMAIBHOTO COJEpX aHHUS O0IIero Oelika B Iia3me
KpOBH, HampuMep, CHWKEHHE COJACpKaHUS ambOyMHHOB ¥  YBEJIWYCHHE
COJIEpKaHUS OJHOW WM HECKOJBKUX TIIOOYTWHOBBIX (Dpakiuii Mpu pa3TuIHBIX
BOCIIAJIMTENBHBIX  3a0oseBanusiX./lapanpomeunemus— TOSBICHHE B IUIa3Me
KPOBH MATOJIOTUIECKUX MMMYHOTJIOOYJIHHOB — MapanpoTenHoB. K Takum Oemkam
OTHOCSTCS, HampUMep,KPUOrJo0yauHbl. Bo ¢pakiun o-rio0yIMHOB MOXKET

HOSBUTHCS 0-(ETOrN00YIMH, KapLIMHOIMOPHOHAIBHBINA aHTUTEH.
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a-Demoznodyaun — oJMH 13 QETATBLHBIX aHTUTCHOB, KOTOPBIC UPKYJIUPYIOT B
KpoBu TpuMepHo y 70% OONBHBIX C MEPBUYHOW TemaroMoi. DTOT aHTHIEH
BBISBJISICTCS] TAK)KE y IMAIMEHTOB C PAKOM JKEIyJKa, MPEIACTaTeIbHOU XKele3bl U
NPUMUTHBHBIMH OITyXOJISIMH sin4Ka. VcciemoBanne KpoBM Ha HalIW4We B HEH o-
(deTronpoTenHa MoJIe3HO ISl AMATHOCTHKH T'eIIaTOM.

Kapyunoamopuonanovnvtiit. anmuzen (K3A4) — TIUKOTIPOTEN I, OITyXOJEBEII
AQHTHICH, XapaKTEpHBIH B HOpME Ui KHUIICYHHWKA, TEYCHW W IOJHKEITyT0YHON
JKele3bl TIoJia. AHTHIEH MOSBISCTCS TpU aneHokapuuHoMax opraHoB JKKT u
MO/KETYI0YHOMN JKeJe3bl, B capKoMax W TUMQoMax, Takke 0OHApYKUBAETCS MPU
IIEJIOM PsJie HEOMyXOJEBBIX COCTOSHHW: TpPU AJKOTOJIBHOM IHUPPO3E ICYCHH,
MaHKpeaTHTe, XOJCIUCTUTE, TUBEPTUKYIIUTE U A3BEHHOM KOJIUTE.

OPAKIIMU BEJIKOB ITJIA3MbI KPOBU

I. AnpOymunbl— Oenku ¢ MonekyspHoil Maccoit okomno 70000 /la.
OcHOBHBIM OenKOM 3TOW (ppakiuu sBisieTcs: anpbOymMuH. 3HaYeHHE anbOyMHHA B
KpoBU 3akitouaetcs: 1).Tpancnopmuas @ynkuyus.AnbOyMUH TPAHCIOPTUPYET
CBOOOJIHBIE KMPHBIE KHUCIOTHI, JKEIYHBbIE KHUCIOTHl, HEKOHBIOIMPOBAHHBII
onmupyoun, Ca®, Cu®*, tpuntoan, TOPMOHBI (THPOKCHH ¥ TPHHOITHPOHHH,
aJIbJJOCTEPOH, MPOreCTepPOH, TI'MIPOKOPTH30H), BUTAMHMHBL. MHOrue JexkapcTBa
(murokcuH, 0apOUTYpaThl, NEHULWIIINH, alleTUICAIUIIAIOBAs KUCIIOTA, CepACYHbIE
TJIMKO3U/BI, JTUKyMapoj, Cylb(aHWIAMHIBI) CBS3BIBAIOTCI B KPOBH C
anbOyMUHOM. DTOT (DakT HEOOXOMMMO YYHTHIBATH TIPU JICYCHUH 3a00JICBaHUM,
COTIPOBOKIAIOIIUXCS TUIOATBOYMUHEMHEH, TaK KaK B 9THX CIy4asX MOBBIIIAETCS
KOHIICHTpaIUsi CBOOOTHOTO JIeKapcTBa B KpoBU. Kpome Toro, ciemyer MOMHHUTS,
YTO HEKOTOpBIC JIEKAPCTBA MOTYT KOHKYpHUpPOBAaTh 3a IIEHTPHI CBS3BIBAaHUS B
MOJIEKyJIe abOyMUHa C OMIMPYOUHOM U MEXTY COOOH.
2).I1o00epscanue KON10UOHO-0cMOmuuecko2o  oaeneHus.  bnarogaps
OTHOCHUTEJIBHO HEOOJIBIION MOJIEKYJISIPHOM Macce U BBICOKOH KOHIIEHTPAaLUU
ansOymuH oOecnieunBaeT 10 80% OCMOTHYECKOTO JaBiIeHUs IU1a3Mbl.MoJekysa

anbOyMUHa CONEPKUT MHOTO AMKAPOOKCHIIBHBIX aMUHOKHCIIOT, OJiarogapsi SToMy
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B IUIa3Me KPOBH YICPKUBAIOTCS TOJOKHUTENBHO 3apspkeHnble HoHs Ca’f, Cu™,
Zn**, rmaBHBIM 06pasoM Na®, i TakuM CIIOCOGOM CO31a€TCs 3HAYMTENBHAS YaCTh
OCMOTHYECKOTO JaBieHusi kpoBu. Oxomno 40% anp0yMuHa CONEPKUTCA B KPOBH U
octanbHbie 60% B MEXKIECTOYHOH KUAKOCTH, OJTHAKO €T0 KOHIICHTPAIUS B IIa3Me
BBIILIE, YE€M B MEXKIETOYHON KHIKOCTH, IIOCKOJIbKY OO0BEM mocieaHei
npeBbiaeT 00bEM TU1a3Mbl B 4 pasa.

AnpOyMUH U3 KPOBH IIOCTYNAET B MEXKIETOUHYIO KMJKOCTb, U3 KOTOPOHl 1O
muMmdatuyeckoil cuctemMe BHOBb BO3Bpallaercss B KpoBb. llpu yBenuueHuu
MPOHHUIIAEMOCTH KalmWUIAPOB ajdbOyMHUH B OOJBIIEM KOJUYECTBE BBIXOAWUT B
MEXKJIETOUHYIO JKUAKOCTh. Tak Kak OCMOTMYECKOE [1aBJIEHUE HE MOXKET OBITh
pa3HBIM B pa3HBIX YacTsIX Tesa, BMECTe ¢ aJbOyMUHOM M KOMIIEHCUPYIOLIUMHU €T0
3apsj moHamMu Na' U3 KpoBM B MEXKKIETOUHOE IPOCTPAHCTBO yXOAMT Boda. Ilpu
YMEHBIICHUN KOHIICHTPAIUU adb0yMUHA OCMOTHUYECKOE JTaBJICHUE TIIa3Mbl KPOBH
CHIDKAETCA.JTO NPUBOAUT K HAPYIIEHUIO pABHOBECHS B pPacHpelesiCHUU
BHEKJICTOUYHOW JKHUIKOCTH MEXKIy COCYIUCTBIM PYCIOM W MEXKICTOUYHBIM
npocTpaHcTBOM. KIMHHWYECKH 3TO TposBIsieTcs Kak OTEK. [Ipm HapymeHwsx
KpOBOOOPAIIEHUS, IPUBOAIIMM K 3aMEJICHHIO TOKa KpoBH, (0oje3HM cepiua,
TpOMOO3bl, pacIIMpEHHE BEH) TAaKKE YCHJIMBACTCA BBIXOA adbOymMHHa B
MEXKJIETOYHOE MPOCTPAaHCTBO. [IOCKOIBKY B 3TUX ClydasX peakLUd MPOUCXOAAT
MEIJICHHO, YMEHbIIeHHEe 00beMa KpPOBH KOMIEHCHUPYETCsS NeHCTBHEM pEHUH-
AQHTUOTEH3MH-aJIbI0CTEPOHOBOI CHCTEMBI BOCCTAHOBJICHUSI 00BbeMa KpoBH. B aTnx
CITydasix TIOSIBIISIETCS )KaXK1a, OJTHAKO MOTpedsieMas BOAa BHOBb YXOIUT U3 KPOBU
B MEXKKJIETOYHOE MPOCTPAHCTBO, UYTO MPHUBOAUT K  BO3HUKHOBEHHIO
otekoB.KoHIleHTpanus ap0yMiHa B KPOBH MOXKET CHHUIKATHCS U, CIEOBATEIBHO,
NMPUBOJUTH K OTEKaM TakKKe BCICJCTBHE €ro BBIIEICHUS C MOYOH TpH
3aboneBaHny nouek (anpOymuHypusi). IlockosibKy nedyeHp uenoBeKa CUHTE3HPYET
U BeIIENseT B KpoBb 10-15 r aneOymMuHa B CyTKH, TO OTEKH MOTYT TPOHCXOHUThH
TaKkKe TPH HEKOTOPBIX OOJIE3HSAX TMe4YeHW (Hampumep, TMpH [HPPO3E)
KOTJJaHapyllaeTcss CuUHTe3 anbOymuHa. Eciau yBenuueHMe NPOHUIIAEMOCTH

KalIISIPOB MPOUCXOAUT OBICTPO (TSDKENBbIE TPAaBMBI U 03KOTH), TO 00bEM KpPOBU
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pPE3KO YMEHBIIAETCS, KPOBSHOE [ABJICHHE TaKKe PE3KO IMajgaeT -pa3BUBACTCA
IIIOKOBOE COCTOSIHUE.

3). ANBOYMHHBI TaKKe CIY)aT OOraThiM U OBICTPO PEAU3yEeMBIM PE3EPBOM
AMUHOKHCIIOT.

II. a1-T'no0yauHbI:

Kucnwviii al-enuxonpomeun (opozomykoud)— conepxur jno 40% yriepojos,
M30DJICKTPUYECKAsl TOYKA €ro HAaXOAUTCS B KUCIOH cpene (2,7). DyHKIHs 3TOro
Oelka 1O KOHIIA HE YCTAaHOBJIEHA; W3BECTHO, YTO Ha PaHHHUX CTaIusIX
BOCHIAJIMTEIIPHOTO ~ MPOIEcca  OPO3OMYKOHJI  CIOCOOCTBYeT  0Opa3oBaHUIO
KOJUIar€HOBBIX BOJIOKOH B OYare BOCIIAICHHS.
al-Anmumpuncun (ol-npoTenHa3HBI UHTHOUTOP), TIMKONPOTEHH, 00pa3yeTcs B
nedeHu, OenoK ocTpoil (aspl, sBIsETCS HHTHOMTOPOM MPOTEHHA3 (TPHUIICHHA,
XUMOTPUIICHHA,  KaJUIMKPEWHa, IUIa3MWHA,  3JIacTa3bl  JICWKOIMTOB) U
oOycnanuBaer 92-94% ot oOmiell aHTUNPOTEOTUTHYECKONW (YHKIMH KPOBH.
KonmenTparus Bo3pacTaeT Mpy BOCIATUTEIBHBIX IMPOIECccax, 3JI0KAaYeCTBEHHBIX
o0pa3oBaHUsX, MPHU JIEHCTBUM TOPMOHOB (OCpEMEHHOCTh, CTEPOUIHAS Teparms),
CHCTEMHOW KpacHOH Bosyanke. CHMKaeTcsi KOJIMYECTBO Oenka mIpu sMmduzeme
JIETKUX, XPOHUYECKOM ayTOMMMYHHOM renaTtute (FOBEeHUJIbHBINA IIUPPO3).
Pemunonceasviearouquii 6en0K - OCyIIECTBISIET TPAHCIOPT >KUPOPACTBOPHMOTO
BUTaMHUHA A.
Tupoxcunceasviearoujuii 6e10K— CBI3BIBACT U TPAHCIIOPTHPYET HOJCOAEpIKaIIHe
TOPMOHBI IUTOBUTHOM JKEJIE3bI.
Tpanckopmun— CBSI3bIBa€T M TPAHCIIOPTUPYET TITIOKOKOPTUKOHMIHBIE TOPMOHBI
(KOpTH3011, KOPTUKOCTEPOH).
Opo3omykouo - (KUCIBIA 01-TIIMKOTIPOTEHH) SBISIETCS OENKOM OCTpoi (a3bl u
CHHTe3upyeTcs B medeHun. DyHKuuei sBIsSeTcs CBS3bIBAHHE CTEPOUJIOB
(porecTepoH, TECTOCTEPOH) |  JIeKapcTB  (MIPONPAHOJIOA W JIMIOKAWH).
[ToBbItIeHNe ypoBHsSI Oellka B KPOBH OTMEYACTCS TMPH JIMXOPAIKE, OCTPHIX M
XPOHMYECKHX  BOCHAIUTENBHBIX  IpoIeccaX, PEeBMATOWJHOM  apTPUTE,

3JI0KQUYECTBEHHBIX OIyXOJsAX, TpaBMax, HH(ApKTe MHOKapaa, OepeMEHHOCTH.
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Bmecte ¢ ranTormoOMHOM — SBISIETCS  XOPOIIMM — MHAWKATOPOM — T'eMOJIH3A.
CHmwkeHue ypoBHs Oenka oOTMedaeTcsi NMpH He()pPOTHIECKOM CHHApoMe 0Oe3
BOCTIJICHUSI.

1. a2-T'100yauHbI:
I'anmoznoounvi(25% o2-r100yIMHOB) TUIIMYHBIA TPEJACTABUTEIH OCITIKOB OCTPO
(a3el, CHHTE3WPYETCS B MEYCHW W B HHU3KMX KOHIICHTPALUSAX TPHUCYTCTBYET BO
MHOTHMX JKHJKOCTSX OpraHM3Ma — JIMKBOpE, JUM{e, CHHOBUAIBHOW KMJKOCTH,
xemqu. OOpa3yroT CTaOWIBHBIA KOMIUIEKC C IeMOTJIOOMHOM, TMOSBISIOIIUMCS B
IUIa3Me B PE3yJIbTaTe BHYTPUCOCYIUCTOTO T'€MOJIM3a SPUTPOIHMTOB. KoMIuieKkch
ranTorioouH-reMorsioOuH nornomarorcs kietkamu POC, rae remM u GenkoBble
LENH TOJBEPraioTCs pachamy, a Kele30 MOBTOPHO HCIONIB3YeTCs sl CHHTE3a
remornoonaa. TeMm camMbIM TpEIOTBpAlIAETCs TOTEps Kelie3a OpPraHu3MOM U
MOBPEXKICHHE TIOYEK TEMOTIIOOMHOM.
Ilepynonnasmun— Oenok, coJepxanyii WOHBI Meau (ogHA  MOJIEKyJa
LepyIOIIa3MHUHA COIePXUT 6-8 moHoB CU?'), KOTOpBIC HPHAAIOT eMy ronyGyio
OKpacky. OT1o Oenok octpoii ¢aswl, comepxkutr 90% Bceld Meam TUIa3Mbl U
CHOCOOCTBYET HACBHIIIEHUIO JKEJIe30M amoTpaHc(heppuHa, Y4acTByeT B OOMeHe
OMOTEeHHBIX aMHHOB (aJIpeHaINHa, HOpPaIpEeHaINHa, CEpOTOHUHA) U aCKOPOWHOBOM
KHUCJIOTHL. SIBIsIeTcss  TpaHCHOPTHOW  (opMOil HOHOB Meou B  OpraHu3Me.
ObecnieunBaeT CBS3BIBAHUE xKenesa TpaHCHEPPUHOM,OKUCIISET
apoMaTHYeCKHEeaMUHbI, YYacTByeT B OOMEHe aJpeHalMHa, HOpaJpeHaINHa,
CEpOTOHHHA.

IV. B-I'nodynunsI:
JITIIOHII - o6pasyrotes B ieueHu. Tpancrnoprupytor TT, XC.
JIHIIIII- o6pa3yrotes B kpoBu u3 JITIOHII. Tpancnoprupytor TI', XC.
JITHII —o0pa3ytotcs B renaronurax de novo U B COCYJUCTON CHCTEME TEeUeHU
o1 Bo3nercTBreM neueHouno TAT-munaser uz JITTOHII. B mmasme 3,2-4,5 1/im.
TpaHCOPTUPYIOT XOJIECTEPOJ B KJIETKH, HCIOJB3YIOLIME €ro A peakuui
CHHTE3a MIOJIOBBIX TOPMOHOB (monoBsIe KeJe3bl), TJIFOKO- u

MUHEPAIOKOPTUKOUIOB (KOpa HaAMOYEYHUKOB), X0JIeKaabedepoma (Koxka).
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JITIBIT - Tpancniopt cBoboanoro XC ot TKaHel k nedeHu. B urasme 0,5-1,5 /.

Opakuust  P-rI0OYyIMHOB  CONEPXKHUT  TpaHC(HEppHH,  I'EeMOIEKCHH,
KOMITOHEHTHl KOMIUIeMeHTa. Tpancgheppun— TiaBHBIA Oenok [-r1o0ynTnHOBOM
(¢pakmuu, ydacTBYeT B CBSI3bIBAHMM W TPAHCIIOPTE TPEXBAJCHTHOTO >Kele3a B
pa3iuyHBIe TKAaHW, OCOOGHHO B KPOBETBOpHBIC. TpaHcheppuH perymupyer
conepxanme Fe*'B kpoBH, mpenoTBpaIaeT W3GHITOYHOE HAKOIUICHHE U MOTEPIO C
MOYOH.
TI'emonexcun — CBSI3pIBaCT TeM U MPEJOTBPAILAET €r0 MOTEPIO MOYKAMH.
C-peaxmuenwiii 6enox (C-Pb — 0enok, cnocoOHBIN NperuUnuTHpoBaTh (B
npucyrctBun  Ca2+) C-momucaxapuj] KJIETOYHOW CTEHKH ITHEBMOKOKKA.
buonorndeckas poyib €ro onpenensiercsi CHoCOOHOCThIO aKTHBHPOBATH (harouTo3
M WHTHOMPOBATH TPOLECC arperamud TPOMOOLUMUTOB. Y 3J0POBBIX JIOJEH
koHneHtpanuss C-Pb B miasmMe HUYTOKHO Majla M CTaHJAPTHBIMH METOJIAaMH HE
omnpenensercs. [Ipu ocTpoM BoCIanuTEIbHOM MPOLIECCE OHA YBEINYUBAETCS OoJiee
yeM B 20 pas, B aToM citydae C-Pb 00-HapyxuBaeTcsi B KPOBH.

V. y-I'100y1uHbI:3aIMTHBIE 0eJIKH MJ1a3MbI KPOBH.
K GenkaM, BBIMOIHSIONIMM 3alIUTHYIO (DYHKIUIO, OTHOCSATCS UMMYHOTJIOOYIMHBI U
UHTEPEPOHBI. Hmmynoz2nodynunp(antutena) - rpynmna 0emKoB,
BbIpa0aThiBaeMbIX B OTBET Ha MOMNAJaHHWE B OPraHU3M YY)KEPOJHBIX CTPYKTYp
(anTurenoB). OHU CHUHTE3UPYIOTCSA B nUMdoy3nax u cene3énke aumdonuramu B.
Brigensror 5 kitaccoB uMmyHor100yanHoB - 1gA, 1gG, IgM, IgD, IgE.. .
Humepgpeponwt - 310 rinukonporernHbl. MEIOT MOJEKyISpHYI0O Maccy OKOJIO 26
k/la. O6nanaroT BUIOBOH crielu(UIHOCTEIO. BripabaThiBatOTCS B KJIETKaX B OTBET
Ha BHEJIPCHUE B HUX BHPYCOB. Y 3I0POBOTO YEJIOBEKA WX KOHIEHTPAIHS B TJIa3Me
MaJa. Ho npu BHUPYCHBIX 3a00JICBaHUSX KOHIICHTPAIUS
yBennuuBaeTcs. IHTephepoHbl  CHHTE3UPYIOTCS M CEKPETHPYIOTCS  OJHUMHU
KJIETKAMH U TIPOSBISIIOT CBOH 3((deKT, BO3MEHCTBYS HA Apyrue KIETKH, B 3TOM

OTHOIICHHWHU OHH HO,Z[06HI>I ropMOHaM.

BEJIKM OCTPOM ®A3bI BOCITAJIEHM .
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[Tonsitre "6enmku octpoit daser" odbeaunseT 10 30 OENKOB IMIa3Mbl KPOBH,
YYaCTBYIOIIMX B PEAKIUH BOCIAIUTEIHHOTO OTBETA OPraHM3Ma Ha MOBPEXKIICHHE.
benku octpoit (a3bl CHHTE3UPYIOTCSI B IEYCHU, UX KOHIIEHTPAIHS CYIIECTBEHHO
U3MEHSeTCd M 3aBUCUT OT CTaJMH, TEeYeHHUs 3a00JeBaHHUS M MacCUBHOCTH
noBpexxaeansa. K Oenmkam  octpoir  da3er  orHOcAT C-peakTHBHBIA — OEIOK,
CBIBOPOTOYHBIA aMHUJIOWA A, TanTOTJIOOMH, 02-MaKpOTrJIOOyIHH, IIepyII0IUIa3MyH,
ol-raMKonpoTenH, ol-aHTUTPHUIICHH, OPO30MYKOMJl, KOMIOHEHTHl KOMILJIEMEHTa
C1-C4, C9. TpaucheppuH TaKke OTHOCIAT K OenkaM OCTpod (a3pl, HO €ro
KOHILIEHTpALUsl IPU BOCHAJICHUSIX CHU)KAETCsl — HEraTUBHBINA OesloK. YBenndeHue
KOHIIEHTpaluy OeIKOB OCTpoi (ha3bl B KPOBH SIBISIETCS XOPOLIMM HHIUKATOPOM
HE TOJBKO SIBHOTO, HO M CKPBITOTO BOCHAJeHUs (HAIpHUMEp, aTepOCKIEpO3).
CKOpOCTh CHHTE3a 3TUX OCITKOB YBEIMYHMBACTCS MPEXKIE BCETO 33 CUET CHUIKCHUS
oOpa3oBaHus anbOyMUHOB, TpaHc(heppuHa, KOHLEHTPAIHUI KOTOPBIX MPH OCTPOM
BOCTIAJICHUW CHUKAETCSI.
buonozuueckan ponv 6enkoe ocmpoii ¢hazpl. a) Bce 3TH OCNKH SBISIOTCS
UHruouTOpamMu  (PEpPMEHTOB, OCBOOOXKIAEMBIX IPH pPA3pPyLICHUH KIETOK, U
MPEeAYyNPEXKAAI0T BTOPUYHOE TMOBPESKIACHUE TKaHeH; 0) 3Tm Oenku o0JiagaroT
UMMYHO-ETIPECCOPHBIM JIeHCTBHEM. BeIensAoT 5 rpymn 0enkoB ocTpoi (asbl:

1. K «rmaBHBIMY Oenkam ocTpol (a3bl y uenoBeka oTHOCAT C-peakmugHblii He10K
(CPB) u amunouonwtii A 6en0K CHIBOPOTKH KpPOBU. YPOBEHb 3THX OEIKOB
BO3pacTaeT MpH TOBPSKICHUHM OYEHb OBICTpO (B TepBbie 6-8 YacoB) u
3HaunTenbHO (B 20-100 pa3, B oTnenbHBIX caydasx - B 1000 pas).

2. benku, KOHIIEHTpanus KOTOPHIX MPU BOCHAIICHNH MOXKET YBEJIMYHBATHCS B 2-5
pa3 B TeueHne 24 dacoB. OTO Kucaslit ol-zruxonpomeuo, ol-anmumpuncun,
dubpunozen, zcanmoznooun.

3. benku, KOHIEHTpamus KOTOPHIX IMPH BOCIAJCHHW WM HE HW3MEHSACTCS WU
noBbIMaeTcsi He3HauuTeNnbHO (Ha 20-60% OT MCXOAHOTO). DTO YepynonaamuH,

C3-Komnonenm Komniemenmad.
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4. benku, y4acTByOIIUe B OCTpOi (pase BocHaieHHsI, KOHIICHTPAIUS KOTOPBIX, KaK
MpaBWIO, OCTAETCA B Ipenesax HOPMBL. OTO al-MaxpoznodyauH, 2eMOneKcuH,
amunouonviil P 6enok cvigopomku Kpoeu, uMmMyHo2100y1UHbL.

5. benku, KOHIIEHTpAIHs KOTOPBIX MTPH BOCTIAJICHUU MOXKET CHIKaTbes Ha 30-60%.
D10  anvoymun, mpauceppun, JIIBII, npeanvoymun. YMeHbIICHUE
KOHIIGHTPAIlMN OTHENBHBIX OENKOB B OCTpoi (ase BOCTHaICHHS MOXKET OBITh
0o0yCJIOBJIEHO  CHWKEHMEM CHHTE3a, YBEJIMYEHUEM TNOTpebieHus, Jaubo

HN3MCHCHUCM HX pACIIPEACIICHUA B OpTraHU3MeE.

OCOBEHHOCTMU KOJIMYECTBA BEJIKOBBIX ®PAKIIMI V JETEN

Y HOBOPOXIEHHBIX COJEpKaHHe oOmero Oeilka B CHIBOPOTKE KPOBU
3HAYUTENBHO HIDKE, YeM Y B3POCIBIX, M CTAaHOBHTCS MHUHUMAIBHOW K KOHILY
nepBoro mecsna xusHu (48 r/m). Ko Bropomy TpeTbemy rogaMm >XHU3HU OOIINI
OENOK TIOBBIMIACTCS 10 YPOBHS B3pPOCIBIX. B TeueHWe MEepBBIX MECSIEB KU3HU
KOHIICHTPAIUS TJIOOYJITMHOBBIX (PAKIMK HU3KA, YTO MPUBOJUT K OTHOCUTEIHHOMN
runepaabOymMuHeMun 10 66-76%. Mexay BTOPbIM M JBEHAALATBIM MECSLaMU
BO3HMKACT BPEMEHHOE TMPEBBIINICHUE KOHLEHTpalued 02-TIo0yaruHOB 10
B3pocioro yposHs. KonnyectBo puOprHOreHa npu poskJIeHUH ropasio HUXKE, 4eM
y B3pocibix (0koio 2,0 r/7), HO K KOHITy MEPBOTO Mecsa JOCTHraeT OOBIMHON

HOPMBI.

OEPMEHTHLI IIJTA3MbI KPOBU

®DepMeHTHI, HaXxoAAUIMecs B IUIa3ME€ KpPOBH, MOXKHO pa3leiuTh Ha 3
OCHOBHBIE TPYIIITHI:
1.Cexpemopnvie -ucmunno naazmenuole gpepmenmosl. OHU CUHTE3UPYIOTCS B
MICYCHH, DHJIOTEIMH COCYJOB KHIICYHHKA, MOCTYMAIOT B KPOBB, IJI€ BBIOJHIIOT
cBou pyHkimu. Hampumep, pepMeHTBI CBEpTHIBAIOIICH U MTPOTUBOCBEPTHIBAIOIICH

CHUCTEMBI KpOBH (TpOMOWH, IUIa3MUH), (EepMEeHTh OOMEHa JIMIOMPOTEHHOB
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(JIXAT, JHUI).CamxeHne aKTUBHOCTH OJTHX (EpPMEHTOB B IUIa3Me OyneT
CBUJIETENILCTBOBATh O CHM)KEHUH CHUHTETUYECKOH CHOCOOHOCTH KIETOK MU O
HAKOIIJICHUW HHTHOUTOPOB B TJIa3Me KPOBH.

2.Tkanesvie WNU uHOUKAmMOpHbBlE pepmenmbl (pepmenmosl  KiemouHo20
Memadonusma)- CUHTE3UPYIOTCS B PA3JIMYHBIX TKAHAX W MONANA0T B KPOBb IIPU
paspylIeHNH KIETOK 3TUX TKaHed. B pa3HbIX kieTkax mpeobiamaioT pa3inyHbie
(GepMeHTBbI, MO3TOMYy IIpH MOBPEXKJICHUHM TOrO WJIM HMHOTO OpraHa B KpOBH
MOSBIISIIOTCS] XapaKTE€PHbIE I HEro epMEHTHI. DTO MOXKET ObITh MCIOJIB30BAHO B
IuarHoctuke 3aboneBanwii.Hampumep, mnpu TNOBpPEKICHUH KIETOK IEYEHHU
(eenamum) B KpOBU BO3pacTaeT aKTUBHOCTh ajaHMHAMUHOTpaHO(epasbl (AJIT),
n3zodepMeHTa JIAKTAaTAErUAPOTeHa3bI JIAT'S, [JIyTaMaTIeruAporeHassl,
opHHUTHHKapOamomiTpancdepaspl.llpy  moBpexaeHWH  KIETOK  MHOKapia
(ungpapxm) B KpOBU BO3pacTaeT aKTMBHOCTH acmapraramuHoTpancdepassl (ACT),
mopepmenta makrataeruaporenassl  JIJAI'l, wn3odepMeHTa KpeaTHHKUHA3HI
MB.IIpu MOBpeX)AEHUU KIIETOK MOHKETYI0YHOMN Kene3bl (nankpeamum) B KPOBH
BO3pacTaet AKTUBHOCTh TPUIICHHA, 0l-aMHJIA3bI,JINTIA3.
3.9kckpemopnpte. DepMEHTHI, CEKPETUPYEMBIE B BBIBOJHBIE IPOTOKH KEITYHBIX
MyTei, NMaHKpeaTUYeCKWe MU CIIIOHHbIE MPOTOKU. B HOpMEe aKTUBHOCTH TaKHUX
(depMeHTOB B IJIa3M€ HAaMHOIO HMXE, YeM B KJIETKaX M HMMEeT IOCTOSIHHOE
3Ha4YeHue (o-aMuiiasa, JIMIasa MoJHKeIyJ0YHOM Kene3bl, JeHIMHAMUHOTIENITH a3,
menoyHas ¢ocdaraza u np.). M3ydeHne akTHBHOCTH 3THX (PEPMEHTOB ITO3BOJISIET
CyIMTh O (YHKIMOHWPOBAHHH COOTBETCTBYIOHIEro opraHa. K Hacrosmemy
BpEMEHU
SIIEHETIOTHOCThIOBBIICHEHBIMEX aHU3MBI, PETY TP YIOIIUETIOCTYIUICHUe TaHHBIX hep

MCHTOBB IIPOTOKH.

MMPUYMHBI USMEHEHHW I AKTUBHOCTU ®EPMEHTOB B KPOBU
OOBbIUHO, CTENEHb U3MEHEHUSI aKTUBHOCTH (DEPMEHTOB KJIETOYHOIO METa0oIM3Ma
B CBIBOPOTKE KPOBU3ABUCHUT paclpenesneHuss (EepMEHTOB MEXIy TKaHSMH,

JOKanu3ay (GEpMEHTOB BO BHYTPHKJIETOYHBIX OpTraHeNIax v Jp.
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[loBbIlIeHHe AKTHBHOCTH B CHIBOPOTKE KPOBH MOXKET OBITh PeE3yJbTaTOM
YCKOPEHHUS IIPO-1IECCOB:
o cunmesa— meno4yHas ¢ocdaraza mpu paxure, TernaTUTE,
o nekposza kaemox— ANAT, AcAT, JIAI, KK npu unbapkTe MuoKapja,
kucnas ¢pocdaraza
MU aICHOME TIPOCTATHI, JIUTa3a, aMiIiIa3a Py MaHKpeaTuTax,
® noHUdMNCEeHUs: 6vlgedeHusi— 1enodHas ¢ocdaraza Tpu KETIHOKAMEHHOU
0oJre3HH,
® nosvllueHUs nporuyaemocmu kiemounvix memopan— AnAT, AcAT, JIAT
IIpU TeTaTHTe.
CHusKkeHHe AaKTHBHOCTH BbI3bIBAETCS:
® YMCHBIICHHEM YHCIa KIETOK, CEKPETHPYIOUIHMX (epMeHT(XOIMHICTEpasa
IpH PpPO3e
MIEYEeHH),
® HEIOCTATOYHOCTHIO CHHTE3A,
e yBEJIMYEHHEM BbIBEJCHUS (hEepMEHTa,
® TOPMOXXEHHEM aKTUBHOCTH B pe3yJIbTare JAeHCTBHS IPOTEHHA3.
OmnpeneneHHOE  JAMArHOCTUYECKOE  3HAYCHHE  WMEET  BBISBJIICHUE
COOTHOIIEHUM MEXIy HW3MEHEHHEM aKTUBHOCTH OTHENbHBIX (DEepMEHTOB
(pepmenTHBIN criekTp KpoBHW). llpu 3TOM ymaeTcss yCTaHOBUTH JOCTOBEpPHEIC
(hepMEHTHBIE CHMITTOMBI OTJICJIBHBIX 3200JIeBaHUH.
Hamnpuwmep:
® OCTpbIE TeNaTUTHl XapPaKTEPU3YIOTCS PE3KHM YBEJIWYCHHEM aKTUBHOCTH
QJIaHWH- ¥ acrlapTaTaMUHOTpaHC(epas U aibI0J1a3kl,
e uH(APKT MHOKapAa  CONMPOBOXKIACTCS  YBEJIWYCHHWEM  aKTUBHOCTH
JAKTaTAETUAPOTEHA3bI,

KpeaTHHKHUHA3bI, acTlapTaTaMHHOTpaHC(epassbl,
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® [PH MCXAHUYECKUX JKEITYyXax HMEET MECTOMOBBIIICHHE COACPIKAHUS
menouHoit  Qocdarazel  60e3  3aMETHOTO  YBEIMYCHHUS  AKTUBHOCTH

aMUHOTpaHc(epas U aabIoJasbl.

HEBEJIKOBBIE A30TUCTBIE KOMITOHEHTHI KPOBU (OCTATOYHBII1
A30T).

K oT0ii Tpynme BemecTB OTHOCSTCS: MOYEBMHA, MOYEBas KHCIOTA,
AMUHOKHUCIIOTHI, KpEaTHH, KPEaTWHUH, aMMHUaK, WHIUKaH, OWIMPYOHH W Jpyrue
coenuHeHns (cM. pucyHOK 5). CoaepikaHHe OCTATOYHOrO a3oTa B IUIa3Me KPOBH
3I0pPOBBIX JrojIeH - 15-25 mmonw/n. [loBbieHNE coepkaHus OCTaTOYHOTO a30Ta
B KpPOBH Ha3bIBaeTCsiazomemueil. B 3aBUCHUMOCTHM OT TPUYMHBI, a30TEMUS
HoJpa3fieAeTcss Ha PETCHUHOHHYI0 U HIPOAYKUHOHHYIO./IpodyKkyuonnas
azomemu Pa3BUBACTCA MpPHU HM30BITOYHOM MOCTYIJICHUH A30THUCTBHIX BEIECTB B
KPOBb BCJIEICTBHE YCHJICHHOTO paclaga TKAaHEBBIX O€JIKOB (ITUTEITHHOE
rOJIOflaHue, CaxapHbId TualeT, THKENbIE pAaHCHUS W OXKOTH, WHQPEKIMOHHBIC
3aboneBanus). Pemenyuonnana azomemuaBO3HVKAET NPU HAPYIICHUH BBIBEICHUS
MPOAYKTOB a30THCTOTO OOMeHa (B TEpBYIO OYepeab MOUYEBUHBI) C MOYOH U
XapakTepHa Ui HeJIOCTaTOYHOCTH (DYHKITHH TTOYEK.

Mouesuna -TnaBHBI KOHEYHBIN NMPOAYKT OOMEHa OEJIKOB B OpraHW3Me 4eJOoBeKa.
OO0pa3zyercsi B pe3ynpTare 00€3BpeKMBAaHUS aMMHaKa B TEYEHH, BBIBOAUTCS M3
oprann3Ma mnoukamu. Copep)kaHWe MOYEBHHBI B KPOBH CHIDKAeTCS IIpH
3a00JIeBaHUSX NIEUYSHN M BO3PACTAET MPH IMOYSUYHON HETOCTATOYHOCTH.
AMmunokucnomel- TOCTYNMAIOT B KPOBb TNPU BCACBIBAHUM W3 IKEIyJOYHO-
KHIIEYHOTO TpaKTa WJIM SBISIOTCS NMPOAYKTAaMH paclajga TKaHEeBBIX OelkoB. B
KPOBH 3/I0POBBIX JIFOJIEH Cpear aMUHOKHUCIIOT MPe00Ia atoT alaHuH U TIIyTaMUH.
Mouegasn Kucnoma- KOHEYHBIA MPOAYKT KaTabOIM3Ma MyPUHOBBIX HYKJICOTHJIOB.
Coneprxanue e€ B KpOBH BO3pAcTacT B pe3yJsIbTaTe yCHIEHHOTO 00pa3oBaHus (TIpH
nojJiarpe) WINW3-3a HEAOCTATOYHOTO BBIBEACHUS (IPU HAPYIICHHAX (QYHKIIMU

MIOYEK).
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Kpeamun- cunTe3upyercss B MOYKaxX M TEYEHHW, B MBINIAX IPEBpaAIIaeTCcs B
KpeatuHdochaTt. ITO MaKpOIPIUIECKOe COSAMHEHHE, KOTOPOE MCIONIB3YyeTCsS Kak
MCTOYHUK DHEPTUU JUISI TIPOIECCOB MBIIIEYHOTO cokparienus. [Ipu 3aboneBannsx
MBIIICYHON CHCTEMBI COZICP)KaHUE KpEeaTHHA B KPOBU 3HAYUTEIIHLHO BO3pPACTALT.
Kpeamunun- xoHeuHbIH MPOIYKT a30THCTOr0 OOMEHa, o0pa3zyeTcs B pe3yJsbTaTe
nedochopmmpoBanusi kpearnHpocdara B MBIIIAX, BBIBOAUTCS W3 OpPraHU3Ma
noukamu. Ilpu 3a0oseBaHUAX MBIIIEYHON CHUCTEMBI CHUXKAETCS B KpPOBH, NPHU
MOYEUHOW HEI0CTaTOYHOCTH — MOBBIIIAETCS.
Hnoukan -nponykr o0e3BpeXMBAHUS MHIIONIA, 00pa3yeTcss B MEYEHH, BHIBOIUTCS
noukamu. CopepikaHue €ro B KpOBH CHH)KAaeTCsl NMpH 3a00JeBaHMSAX IE€YEHHU,
MOBBIINIACTCS - MPU YCHJICHMH NPOIIECCOB THUEHUS OCNKOB B KUIICYHHKE, TPU
3a00JICBaHHSAX TTOYEK.
Bunupyoun (npamoii u nenpamoit) - TIpOAYKTHl KaTabonm3Ma TeMOTIJIOOMHA.
Copmepxanne  OmnupyOMHa B KPOBM  YBEJIMYHMBACTCS  TNpPH  OKENTyXax:
TeMOJINTUYECKON (3a cu€T HempsiMoro OwimmpyOHWHA), 0OTypamMOHHOH (3a CUéT
npsiMoro OMIMpyOrHa), TAapeHXUMATO3HOH (3a cu€T 00enx GpaKxiiuii).
BE3A30TUCTBIE OPTAHUYECKHWE KOMITOHEHTBI KPOBM.

B 5Ty rpynmy BemecTB BXOIST NHUTaTENbHBIE BelIecTBa (YIJIEBOJIBI,
JUTHUJIBI) U TPOAYKTHI MX MeTabonm3Ma (OpraHnuecKre KUCIOThI).
I'noko3a- TnaBHBIA SHepreTudeckuii cyoctpar opranusma. Copaepikanue e€ y
3JIOPOBBIX JIFOJICH B KpOBH HATOIIAK - 3,3 - 5,5 MMob/n1. [ToBbIIIEHNE cotepiKkaHus
TJTIOKO3BI B KPOBH(2unepeiuxkemus)HaOMIOIAeTC TOoCiIe TNpuéMa TMUIH, TpH
HMOIMOHAIBHOM CTpecce, y OOJNBHBIX CaxapHbIM IHAa0ETOM, TUIEPTHPEO30M,
oonesnpto Urnenko-Kymmuara w jap. CHWXKEHHE COJIEpYKAHUS TUIFOKO3BI B
KpOBU(2uno2iuxkemus)HabIojaeTcs Mpu ToJIOIaHuH, WHTEHCUBHBIX (DM3HUECKUX
Harpyskax, OCTPOM QJIKOI'OJIbBHOM OTPaBJIEHUH, IEPEA03UPOBKE NUHCYJIMHA U JP.
Xonecmepon- o0A3aTENBHBIA JIMIUIHBIA KOMIIOHEHT OMOJIOTHYECKHMX MeMOpaH,
NpPEAIIECTBEHHUK CTEPOMIHBIX TOPMOHOB, BHTamMMHa D3, KeTUHBIX KHCIOT.
CognepxaHue e€ro B IUIa3Me€ KpOBHU 370poBbIX mmoxed - 3,9 - 55 Mmons/m.

[ToBbIlIeHUEe COAEp)KaHUS  XOJIecTepojia B KPOBH  (eunepxonecmeponemust)
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HaOMoaeTcsl IpH  aTepOoCKIIepo3e, CaxapHOM jauabere, MHUKCeIeMe, KEeTdHO-
KaMeHHOM  Oone3nu.  CHIKEHME  ypOBHS  XOJecTepoia B KPOBH
(eunoxonecmeponemus) OOHApYKMBAeTCS NMPU TUIIEPTHPEO3E, IHPPO3E IICUYCHH,
3a00JIeBaHUAX KUIICYHUKA, TOJOAAHUH, TIPU MPUEME KETUYETOHHBIX MPEnapaToB.
Ceoboonvie ncupuste kucnomst (CKK)ucnonb3ytoTcss TKaHSIMU U OpraHamMu B
KauecTBe 3Hepreruyeckoro marepuana. Coaepxxanne CXKK B KpoBH moBbImIaeTcst
OpU TOJOJAHMWHM, CaXxapHOM Juabere, TOCJIE BBEICHHMS aJpeHalMHA U
TTIIOKOKOPTHUKOUIOB; CHIPKAETCS IPU TUIIOTUPEO03€, MOCTIe BBEACHHUS HHCYIJINHA.
Kemonoevie  mena. K  KeTOHOBBIM  TemamM  OTHOCATCsayemoayemam,f-
eudpoxcubymupam, ayemoH- MPOJYKTbl HETIOJHOTO OKUCIIEHUS KUPHBIX KHUCIIOT.
ConepkaHue KETOHOBBIX TeJI B KPOBU TMOBBILNIACTCS (eunepkemonemus) TpU
TOJIOaHUH, TUXOPAJIKe, CaxapHOM Juadere.

Monounaa kucnoma (nakmam)- KOHEYHBIH MPOIYKT aHa’POOHOTO OKHCIICHUS
yrieBogoB. CoxepikaHue €€ B KPOBH IOBBIIIACTCS TMPHU TUMOKCHU ((U3NIECKue
Harpy3KkH, 3a00JIeBaHUs JIETKUX, CEPLa, KPOBH).

Hluposeunozpaonaa  kucioma  (nupysam)—  TPOMEKYTOUHBIL  TPOIYKT
KaTtaboiM3Ma YIJIEBOJIOB M HEKOTOPbIX aMHUHOKWCIOT. Haumbonee peskoe
MOBBILLIEHUE COAEPKAHUSI MUPOBUHOIPATHON KUCIOTHI B KPOBU OTMEYAETCs MPHU
MBILIEYHON paboTe U HEOCTaTOYHOCTH BUTaMHHa B1.

bezazoTucteie OpPraHUYCCKUC BEIICCTBA I1JIa3Mbl KPOBH.
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MUHEPAJIBHBIE KOMITOHEHTEHI TIJIA3MbBI KPOBU.
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MuHepaipHBle BEIIECTBA  SBJSIFOTCS  HEOOXOJMMBIMH  KOMITOHEHTaMU
IUIa3Mbl KpPOBH. BakHEWIIMMM KaTMOHAMH SIBIISIIOTCS HMOHBI HATpHs, Kauus,
KaJdbllisd W MarHusa. VM COOTBETCTBYIOT aHHOHBI: XJIOPHIBI, OMKapOOHATHI,
docdatsl, cynbdarer. YacTh KATHOHOB B TIa3Me KPOBH CBSI3aHBI C OPraHHYECKUMHU
aHnmoHamu U Oenkamu. CyMMa Bcex KaTHOHOB PaBHAa CyMME€ AaHHMOHOB, TaK Kak
TuTa3Ma KpOBH JJICKTPOHEHTpabHa.

Hampuit— 0CHOBHOH KaTHOH BHEKJIETOYHOM xuaKkocTu. Ero comepkanue B miasme
kpoBH 135 — 152 mmoms/m.

[lpu eunepnampuemuu, Kax TPaBHUIO, Pa3BUBACTCA CHHIPOM, OOYCIIOBICHHBIN
runepryjparanuei opranmsma. HakoruienHume HaTpus B IUIa3Me  KPOBHU
HaOmomaercss npu  ocoboM  3a0o0lieBaHWM  TIOYEK, TakK  Ha3bIBAEMOM
MapeHXUMaTo3HOM  Hedpure, y OONBHBIX C BpPOXICHHOH  CepAeYHOI
HEI0CTaTOYHOCTBIO, TPH MIEPBUIHOM H BTOPUYHOM THITEPAIIHI0CTEPOHI3ME.
T'unonampuemusa compoBOXKIACTCA JAeruaparanmend opranusma. Koppekims
HATPUEBOTO OOMEHa JIOCTHUTAeTCS BBEICHHUEM pPACTBOPOB XJIOpHAA HATPHUS C
pacueTom neuIMTa ero BO BHEKJICTOYHOM ITPOCTPAHCTBE U KIIETKE.

Kanuii- sBnsercsi OCHOBHBIM BHYTPUKJIETOUHBIM KaTHOHOM. B mia3sme kpoBu OH
cojepxurcs B koiuyectBe 3,6-6,3 Mmonw/n, a B spurpommrax — 73,5 — 112
MMOJIB/I1. [ unepkanuemuss HaOIMOJAETCA PU OCTPON MOYEUHON HEJOCTAaTOUHOCTH
U runoyHKIMH  KOPKOBOIO  BeIIECTBa  HaANMO4YedyHUKOB.  HemocraTok
AIbJJOCTEPOHA TPUBOIUT K YCHUJICHHUIO BBIJCIICHHS C MOYOH HATpus W BOJBI U
3aJIepKKE B OpraHU3Me KaJHsl.

Ilpp  ycuneHHOM  HPOOYKLUMH  ajbJOCTEpPOHA  KOPKOBBIM  BELIECTBOM
HA/IMMOYCYHUKOB BO3ZHHUKACT SUNOKAIUEMUsl, TIDU ITOM YBEIHMYMBACTCS BBIICICHUE
KaJuss C MOYOW, KOTOpPOE COdYeTaeTcs C 3aJepKKOW HAaTpusl B TKaHSX.
Pa3BuBaromasicst runokaaieMus BbI3bIBaeT TsDKENble HapyIIeHUs B paboTre cepaua,
o uem cBuueTenbCTBYIOT maHHble OKI'. [loHmkeHwe conmepkaHus Kaaus B
CBIBOPOTKE OTMEUAETCs MHOT/IA TIPH BBEJICHUH OOJIBIIUX JI03 TOPMOHOB KOPKOBOTO

BCIICCTBA HAAIIOYCYHHUKOB C neueOHOM L ECJIBIO.
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Kanvyui- B mmasMe KpOBU COJEPXHTCS B BHae cBszanHoro ¢ Oenkamu (0,9
MMOJIB/1T), uoHM3upoBanHoro (1,25 wmmonw/m) u HenonmsuposanHoro (0,35
MMOJIB/11).OTYETIIMBOE nogvluleHUe YPO6Hs Kalbyus B TUIa3Me KPOBH HAOIIO1aeTCs
MIPU Pa3BUTUU OIyXOJICH B KOCTSIX, THIIEPILIA3UH WA aICHOME MapaniiTOBUIHBIX
xene3. B Takux ciydasx KaJublUil MocTymaer B IUIa3My M3 KOCTel, KOTOpble
CTaHOBSITCS IOMKHAMH.

BaxxHoe quarHocTHuYeCKOe 3HAYEHHE HMMEET ONpEACNICHUE YPOBHS KaJIbLUS IpPU
CUNOKATLYUCMUU. CocrosiHue TUITOKAJIbLIUEMUN HabrogaeTcst npu
TUIONIApaTHPEO3e, YTO MOXKET COMPOBOXKIATHCA CYAOPOKHBIMU TPHUCTYIIaAMHU
(reranus). [loHnmkeHne KOHIEHTpALUHU KalbliMs B IUIA3ME OTMEYAIOT TAKKe NPH
paxure, 00TYypaIOHHOM kKenTyxe, Hedpo3ax U riioMepyioHedpuTax.

Macnuii. B opranu3mMe MarHuii JIOKaIM3yeTcss B OCHOBHOM BHYTPH KJIETKH — 15
MMOJIB/ Ha 1 KT Maccel Tena; KOHIeHTpanus Maraus B miazme 0,7-1,2 Mmois/i, B
sputpormrax — 2,4-2,8 MMomb/n. MpllieyHast TKaHb coAepKuT maruus B 10 pa3
OoJtpIe, YeM Iu1a3Ma KpoBH. YPOBEHb MarHus B TUIa3Me JaKe MPH 3HAUYUTEIbHBIX
€ro MOTepsX UIMTEILHOE BPEMsI MOXKET OCTAaBaThCS CTAOMIIBHBIM, MOTIOJHSSACH U3
MBILIEYHOTO AETO.

@Docghop. B ximHNKE TPU UCCIIEIOBAaHUH KPOBU Pa3IMYaIOT clexyronme Gpakiuun
docdopa: obmuit pochar, kucinoropactTBopumMbiid docdar, munouansli Gocdat u
Heoprannueckud  ¢docdar. Jlig KIMHUYECKHX TIleJied daiie ONpeaesstoT
coJiepkaHue Heopranmyeckoro ¢ocdara B 1iazMe (CHIBOPOTKE) KPOBH.YPOBEHB
Heopranmueckoro ¢ocdara B mia3mMe KpOBH MOBBIIIACTCS NPU THIIOTIAPATHPEO3E,
runepButamMuHose D, mpueme THpokcuHa, YD-00aydeHUU OpraHu3Ma, KeITOoH
IUCTpo(UH TeYeHN, MUEJIOME, JISHK03axX U T.1I.

Tunogocghamemus (cHrxeHue coaepkanus ¢ocdopa B IMaazMe) 0CoOCHHO
xapakTepHa Uil paxuTa. O4eHb BaKHO, YTO CHM)KEHUE YPOBHS HEOPIaHUYECKOTO
¢docdara B mazmMe KpoBH OTMEUAETCS HA PAHHUX CTA/IMSAX Pa3BUTHS paxuTa, KOTJaa
KJIMHUYECKHE  CUMIITOMBI  HEJOCTaTOYHO  BBIpaXeHbl. [ umnodocdaremus
Ha0Jr01aeTCsl TaKXKe MPH BBEIEHUH MHCYJIMHA, THIIEpIIapaTUPEO3e, OCTEOMAISIINY,

CIIPY ¥ HEKOTOPBIX JPYTHUX 3a00JICBaHUSIX.
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Kenezo. B 1enbHON KPOBU IKENE30 CONEPKUTCS B OCHOBHOM B DPUTPOIMTAX
(oxomo 18,5 MMOB/iT), B TJIa3Me KOHIIEHTPAIUS €r0 COCTaBIseT:MyxK. 8,95-28,65
MKMOJIB/II;3KeH 7,16-26,85 MKMOJIB/II.

Xnopuowiconepxarcss B Iia3Me KpoBH B KkommuecTBe 95 — 110 mmouns/n,
Y4acTBYIOT B MOJJIEP)KAHUU OCMOTHYECKOTO JaBJICHUS, KHCIOTHO-OCHOBHOTO
COCTOSIHUSI BHEKJIETOYHOH JKUIAKOCTH.

DochambiB TIIA3ME KPOBU SIBISIIOTCS KOMITIOHEHTaMU Oy(depHOU cHUCTeMBI, WX
koHIeHTpanus cocrasisiet 0,81 — 1,5 mmons/n

MuKpOo3JIeMEHTHI.

K HMM oTHOCAT Hionm, Menb, IMHK, KOOAlmbT, celeH W Jp. bombmmHCTBO
MHUKPO3JIEMEHTOB B KPOBH HAXOJWTCS B CBS3aHHOM C OellkaMu COCTOSHWH. Tak,
Me/b TUIa3Mbl BXOJUT B COCTaB IEPPYJIOMIIa3MUHA, IMHK SPUTPOIUTOB LETHUKOM
cBs3aH ¢ KkapOoanrmapaszoi (kapOoHaTaeruaparasza), 65-70% #oma KpoBu
HAXOJUTCSI B OPraHMYECKH CBS3aHHOM (opme — B BHIE THpPOKCHHA. B KpoBu
TUPOKCUH COJIEP)KUTCS TJIABHBIM 00pa3oM B CBSI3aHHOW ¢ Oenkamu (opme, Oerox
HOCUT Ha3BaHue MHTepaibparnoOymuHa. KobanbT, oOHapykHuBaeMblii B KpOBH,
TakKe HaxoAuTcsi B OEIKOBO-CBA3aHHOW (opMe W JMIIb YacTHYHO Kak
CTPYKTYpPHBIII KOMIIOHEHT BUTaMuHa Bj,. 3HauuTenbHass 4acTh cejleHa B KPOBHU
BXOJIUT B COCTaB aKTUBHOTO IIeHTpa (pepMeHTa TIyTaTHOHIEPOKCHAA3bI, 4 TAKKE

CBsI3aHa C JAPYTUMHU OCITKAMH.

OBMEH XEJIE3A

JKenezo BXoAMT B cOCTaB TeMcojepKamux OENKOoB, a Takke
MeTaI0(IaBONPOTEHHOB, KEJIE30CEPHBIX OCIIKOB, TpaHcheppruHa U (PeppUTHHA.
XKenezo, ocBoOOXKIaromIeecss MPUITOCTOSIHHOM pacmajie dPUTPOIUTOB B KIIETKAX
NCYCHU W CEJEe3CHKH, MOXET TIOBTOPHO WCIIOJIb30BAThCA JIISL  CHHTE3a
KeNe30CoAepKanmx OenKkoB. B opranm3me uenoBeka comep)uTcs 3-4 T xenesa.
OHO HaxomuTCs B 2X BHUAAX — KJICTOYHOE JKEJIe30 M BHEKJICTOYHOE J>KENe30.
Knerounoe skene3o — BXOAUT B COCTaB (EPMEHTHBIX T'€MOIPOTEHJIOB

(remornoOuH, MuoOrIoOWH). BHEkierouHoe Kene30 — 3TO OeNKH, KOTOphIC
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CBSI3BIBAIOT JKEJE30 H TPAHCIOPTUPYIOT ero (TpancdepuH, makTohepuH).
Keneso B oprann3mMe HaXOAUTCS B COCTaBE:

e mnpumepHo 70% Bcero xese3a (0kono 2/3 BCero KOJIMYECTBA) B COCTaBE
reMOTJI00MHA S)PUTPOLIUTOB,

e npumepHo 20% Bcero jkene3a BMBIIIIAX COCTaBe MHOTIOONHA,

e mpuMmepHo 15% Bcero jkene3a CBS3aHHOTO C O€lKOM (EPPUTHHOM B
ceJie3eHKe, KOCTHOM MO3Te, MIEUYEHU U CelIe3eHKE,

e TONBKO OKOJOl% Kkenme3a HAXOOUTCA B JAPYIMX BHYTPHKIETOYHBIX
reMonpoTenHax (kaTtaja3za, IMTOXPOMBI M Jp.) a Takxke Oenkax,
coJiepKaluX HEreMHUHOBOE KeJe30€

Cymounas nompeonocms. I1oTpeOHOCTh OpraHu3Ma B JKelie3e COCTaBJsIeT B 5-6
pa3 0oJiblIe HEOOXOIUMOr0 KOJMYECTBa Ul OpraHu3ma: yToOsl Bcocasoch 10 mr
kKernesa (3T0 CyTO4YHask MOTPeOHOCTH), HYKHO MOIyduTh ¢ numiei 50-60 mr xenesa
B cyTkd. C mumiei B CyTKH OJDKHO MOCTYMATh s My>kdrH 10 Mr, Ui sKEeHIIUH
JICTOPOJTHOTO BO3pPAacTa B CBSI3U C PETYJSIpHON KpoBomoTepei — 20 Mr, y KeHIIUH
npu 6epemenHoctu 40-50 mr u ipu akraruun — 30-40 mr.

Bcacvieanue. Keneso MOXKET BCachiBaThCs B KHIICYHHKE B BHIE HOHOB Fe?*, Ho
OHHU BCAaChIBAIOTCSI O4Y€Hb MeJUIeHHO. [Ipu nmonaganuu B KeyyloK MoA AecTBUEM
HCI >xenry1ouHOTO COKa %ele30 BHICBOOOXKIACTCS U3 MPOJIYKTOB MUTAHUS B (hopme
TPEXBAJIEHTHOTO Kelie3a. BcachlBaHWE TPOMCXOJUT B TOHKOM  KHUIICYHHUKE B
konmuuectBe okoso 1,0-2,0 wmr/mensr (10-15% mwmimeBoro kenesa) B BHJIE
JBYXBaJIeHTHOTO MoHa. Boccramosienne Fe®* B Fe’'mpomcxomut mpn ydactuu
aCKOpOMHOBOW  KUCIOTHL.MEXIy OpraHM3MOM 4YeJOBeKa U  MHUKPODIOpoit
KHUIICYHHKA CyIIECTBYeT KOHKypeHImsi 3a Fe?’. TombKo JKeneso MSCHBIX
MPOJIYKTOB HAXOJWTCS B JIBYXBAJICHTHOW TEMOBOW (hOopMe, M TIOITOMY XOPOIIO
BcachiBaeTcs. JKeme3o MsCHBIX HpoxaykroB ycBampaercst Ha 20-30%, u3 sum u
pbi0b1 — Ha 10-15%, u3 pacTuTenbHBIX MPOAYKTOB — Ha 1-5%. Hannuue B muime
(UTHHOBOW KHCTIOTHI (CyXWe€ 3aBTpaKd, PAaCTUTENBHBIE TPONYKTHI), KOopeuHa H
TaHuHa (4aii, kode, HamuTKN), pochaToB, OKCATATOB (PACTU-TEIBHBIE MTPOTYKTHI)

yXyauaeT BCACbIBAHUC KEJI€34a, T.K. 06p3.3y}OTCH €TI0 HCPACTBOPHUMBIC KOMIIJICKCHI.
135



MeTtadoJu3Mm :kese3a.llocTynienne xenesa U3 SHTEPOILMTOB B KPOBb 3aBHCHUT OT
CKOpOCTH CHHTE€3a B HHUX Oenka amodepputuHa. ANO(EppUTHH YJIaBIMBACT
JKEJIe30 B KJIETKaX CIM3UCTON 00OJOYKHM KUIIEYHUKA U TPEeBpaIiaeTcs B peppuTHH,
KOTOPBIH OCTaeTcss B DSHTEPOLMTAX. OJTO CHI)KAET IOCTYIUICHHWE  JKele3a B
KaMUIIPbl KPOBH M3 KJICTOK KUIIeYHUKa. KpoMe Toro mocie BcachlBaHHs KeJIe30
cpasy momajaeT B KPOBOTOK 1 B KoMILIekce ¢ Tpancdeppunom (Fe**) meperocures
B KJICTKH TE€YEHHU, KOCTHOTO MO3Ta WJIH JAPYTUX TKaHEH, e TakkKe CBS3BIBACTCS C
(depputrHOM. BHE CBsI3M ¢ OenmkamM jkene30 O4eHb TOKCHYHO, TaK Kak 3arycKaeT
CBOOOJTHO-paJKaJIbHBIE ~ peakuuu ¢  o0pa3oBaHMEM  aKTUBHBIX  (oOpM
kucnopoaa.KonuuectBo perentopoB  TpaHchepprHa 3aBUCHT OT COJACPIKAHUS
Kelesa B KIETKaxX W PEryJupyeTcss Ha YpOBHE TPAHCKPHIIMHM TI'eHa OesKa-
peuenropa. [Ipu cHWKEHUM COAEp)KaHUS JKele3a B KIETKaX CKOPOCTh CHHTE3a

PEILenTOpPOB TOBBIMIACTCS, © HA00OPOT .
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Puc Mera6oamu3m keJies3a.

3+)
Kenezo (Fe* ’moctynaer B KJIETKY M OTKJIJbIBacTCS B opMe GpeppuTHHA — ITO
HE TOKCHYHOE, XOpOIIO pacTBOPUMOE B BOJE COCJMHEHHE, OJHA MOJIEKyJa

(dbepuTHHA MOKET COSUHSITH 110 4,5 ThICSY aTOMOB JKeJie3a.
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Buiseoenue. Kenezo B oprannsme coBeplIaeT MOCTOSIHHBIA KpyrooOopot. [lpu
pacmnajie KJIETOUHBIX CTPYKTYp »kene3o ocBoboxkmaercs u 9/10 wucmonb3yercs
MOBTOPHO, a 1/10 BBIBO-AMTCS M3 opranu3ma. B cyTku 0ObI9HO BRIBOAMTCS 1-2 Mr
JKeJle3a, OHO BBIBOJUTCA: C JKEIYbK; BMECTE CO CIIYIIMBAIOIIMMCS SIHUTEINEM
XKKT; y >keHIIUH JeTOPOJHOrO BO3pacTa — C MECSYHBIMU KPOBOTE€UEHUSAMH OT 14

10 140 mr/Mecs11; ¢ BBITAJAIOIIAMK BOJIOCAMHU M CPE3aHBIMH HOTTSIMH.

HAPYIIEHUE OBMEHA ’KEJIE3A4

CymecTByeT  ayTOCOMHO-PELECCHBHOE  3a00JI€eBaHHME  I'eMOXPOMATo3,
CBSI3aHHOE C U30bIMOYHOCMBIO BCACHIBAHMS jKeie3a B KuiledHuke. [l Hero
XapaKTepHbl LUPPO3 MEUEHH, MOPAXKEHUE Cceplla M IOJDKETyI0YHOI >Kene3bl,
HapanMTOBUIHBIX JKelle3.

Kenezooeghuyum. )KenesonepuuutHas aHEMUS SBISIETCS MPOSIBICHUEM KpaitHETo
nedurmra jxene3a ¥ HOpMaibHasi KOHIIEHTpANUs TeMOTJI00nHa KPOBU HE JOJDKHA
ObITH KpUTEpHUEM OOECIEYEHHOCTU opranusMa xenesoM! Ilpuuunvi: Ilprnannamu
xKenezoneuImTa SABIAIOTCA HENOCTaToK ero B mnuine, 3aboneBanus XKT co
CHIDKCHHEM BCachblBaHUS (racTpUThl), IIOTEPH JKele3a C KPOBBIO IIpU
MEHCTPYaJIbHBIX, KHMIIEYHBIX WIM HHBIX KPOBOTEUEHUSAX. Y HOBOPOXKIEHHBIX U
IPYIHBIX JI€TeH HEJOCTATOK jKeJe3a CBS3aH B MEPBYIO OUEPE/Ib C HEAOMOIYUCHUEM
€ro MpH BHYTPHUYTPOOHOM pa3BUTUH, U TAKXKE B CBA3U C YCKOPEHHBIM POCTOM B
TIEPBBINA TOJ] )KU3HU ((PU3NOJIOTHUECKAST AaHEMUST).
Cumnmombi: CHYXEHHBIH CHHTE3 IUTOXPOMOB, >KEJI€30COAEPKALIUX OEIKOB U
HapylIeHHe JOCTaBKU KHUCIOpPOJa K TKAaHAM (IPU CHIDKEHHH COJAEpXKaHUS
reMorIo0MHa) BBI3BIBACT P CHEHUPHUSCKUX U HECTIEHU(PUIECKUX CHMIITOMOB:

®  yXyAlIeHHE BHUMAHUS U MAMATH y JeTel U B3POCIBIX,

® MHOTJA JeTCKas I'MIIEPAKTUBHOCTD,

®  YIUIOLIEHHE, HEPOBHOCTb U JIOMKOCTh HOI'TEH, MOSBIEHUE HUCUEPUEHHOCTH,

OeJbIX MATEH U MOJIOCOK Ha HOTTSX,

e  MBIIICYHAS CIA00CTh,
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HeMH(EKIMOHHBIA JAapUHTOPapUHTOTPAXeUT (TUIIEPEMHSI U OXPHUILIOCTS),
YTO JIE30pHUEH-TUPYET Bpaya,

BBINIAJIAIONINN U CEKYITUICS BOJIOC,

o0I1ast yToMIisieMocCTb,

HEJIOCTaTOYHOE COKpalleHHue CQHUHKTEpa MOYEBOTO IY3BIps, HPU ITOM
XapaKTepHBbIM MPHU3HAKOM SIBJISIETCS BBIJICJICHHE HECKOJBKUX Karelb MOYH
P pPE3KOM Kalluie, CMeXe, YNXaHHH,

H3KOTa,

aTpPO(UUCCKHI TaCTPUT — MOXKET OBITh KaK MPHUYMHOM, TaK W CJICJACTBHEM
xKene3oaeduIuTa, TIOJOBHHA OOJBHBIX TacTPUTOM HMMEET HEJI0CTaTOK
Kenesa,

000CTpeHHEe CepAeYHO-COCYANCThIX 3a00JIeBaHWM, TaK KaK YCHJIMBAET
TUTIO?HEPTETUIECKOE COCTOSIHUE KIIETOK,

MOpaXeHHE SMUTENNSA, TPOSBIISIONIEECS B CYXOCTH U TPEUIMHAX KOXKH PYK U
HOT,

M3BpAIlleHHEe OOOHSATENBHBIX MPEANOYTEHUH — HPAaBHUTCA 3amax KpackKw,
OCH3WHA, BBIXJIOMHBIX [a30B, PE3HHBI, MOYH,

W3BpAalllcHUE BKYCOBBIX MPEANOUYTCHUH — OOJbHBIE ST MEll, MTYKaTypKy,

yToJIb, TIECOK, MSCHOH apii, Jie.

SPUTPOLUTBLI MU I'EMOI'JIOBHH.

9pump0uumbl - BBICOKOCIICIIUATIN3UPOBAHHBIC KJICTKH, OCHOBHOH

(GyHKIMEH KOTOPBIX SBISETCS TPAHCHOPT KHUCIOpOJAa W3 JIETKMX B TKaHMH.

[TpoIOIKUTEIEHOCTh JKM3HH DPUTPOILIMTOB cocTaBiisieT B cpeanem 120 cyrok;

pa3pymi€cHue UX MNpPOUCXOAUT B KIIECTKaAX pCTHKyHO-BHHOTGHHaHBHOﬁ cuctembl. B

OTJIMYUE OT OOJBIIMHCTBA KIETOK OpPraHM3Ma, y OSPHUTPOLUTA OTCYTCTBYIOT

KIICTOYHOC AP0, pI/I6OCOMBI U MHUTOXOHIPHH. HOBTOMy oOMeH SPpUTPOLIUTOB

HMECT pAL 0COOCHHOCTEH:
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1. B 3penpIx spuTponuTax He WAYT peakuuu OmocuHTe3a OenmkoB.2 Oxoino 90%
UCTIOJIb3YEeMON SPUTPOILUTOM TIIIOKO3bI MOJBEPraeTcs IJMKOJAH3Y (aHa’ poOHOMY
OKHCIICHHIO) C 00pa30oBaHMEM KOHEYHOTO WPOAYKTa - MOJIOYHOW KHCIIOTHI
(;rakTara).B spuTponmTax CymecTBYIOT MEXaHU3MbI MTPEIOXPaHCHHS TeMOTIIO0NHA
OoT okucieHus: |.AKTUBHO mpoTeKaeT MmeHTo30(pocdaTHeli MyTh pacnajga
rmoko3el, maomuid HAJIO'H,. 2. Beicoka KOHUEHTpauusi TIIOTaTHOHA -
nenrtuna, coxepxamiero SH-rpynmerIlpumepro 95 % maccsl cyxoro BemiecTsa
OPUTPOLIMTOB MNPUXOAMUTCA Ha TeMOINOOMH, Onarojgaps KOTOPMY 3PHUTPOLIUT
BBITIOJIHSAET CBOIO OCHOBHYIO (YHKLIHMIO TpaHcmopTra kuciopoma. OOiee

COJACPpIKAaHUC reMorioOnHa B KpOBU COCTABJIACT 16 r/m.

T'EMOI'JIOBMH - OCHOBHOM BEJIOK SPUTPOILIUTOB

I'eMor;106MH BXOJHUT B COCTAB IPYMIbI OeIKOBreMorpoTenHoB. HeGenkoBoit
YacThI0 WX SIBISIETCS TeM — CTPYKTypa, BKIIOYAIOIMmas B ceOs MOpPUPHUHOBOE
KOJIBITO (cocTosmee u3 4 MAPPOTLHBIX KOJICI) U HOHA Fe?*. Keneso cesi3biBacTCs
C TOP(QHUPUHOBBIM KOJIBLIOM JIBYMsI KOOPJMHAIMOHHBIMU U IByMsI KOBaJICHTHBIMU

CBA3SAMM.
CrtpoenneremMorjioouHa A

o=Uuenb fi-uenk

f-uenc u-Uenb

I'emornobun comepxut 4 OenkoBble CyObeTUHHIBI. Mexay coOol MPOTOMEpHI
COCMHSIOTCS TUAPO(GOOHBIMU, HOHHBIMH, BOIOPOIAHBIMH CBS3SMHU IO TPUHITHITY
KOMIUIEMEHTapHOCTH. [lpn 3TOM OHHM B3aUMOJEHCTBYIOT HE NPOU3BOJIBHO, a

OIMPECACIICHHBIM Y4YaCTKOM - KOHTaKTHOM MMOBEPXHOCTEIO. benkoBrie Cy6”beI[I/IHI/IIIBI
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B HOPMaJbHOM TE€MOTJIOOMHE MOTYT OBITH TPEICTABIICHBI PA3TUYHBIMH THIIAMHU
MOJIMTIENTHIHBIX 1ene: o, B, v, 6, €, & (COOTBEeTCTBEHHO, Tped. - ajibda, Oera,
raMma, JAenbTa, OSICWIOH, KCH). B CcOCTaB MOJEKylbl TeMOriioOMHa BXOIST
MOJIBELICTINABYXpa3HbiXx TUNOB.I'eM pacnonaraercss kak Obl "B kapmane" cBoei

1enu u GopMuUpyeTcst FreMcoAep Kallinii MpoToOMep.

HOPMAJIBHBIE ®OPMbI 'EMOI'JIOBMHA

Cy1iecTByeT HECKOJIBKO HOPMaJIbHBIX BAPHAHTOB IeMOITIO0MHA:
HbP- npuMuTHUBHBIA TeMOTJIOOWH, CONEPXKHUT 2&- W 2e-1Ienu, BCTpedyaeTrcs B
AMOproHE MeXy 7-12 HeAensIMu )KU3HH,
HbF- ¢eranpnblii remornoduH, copepxur 20- U 2y-1enu, mossisercs yepes 12
HEJIeb BHYTPUYTPOOHOTO Pa3BUTHS U SBIISICTCSI OCHOBHBIM ITOCIIE 3 MECSIIEB,
HbA- remorno0un B3pocibiX, 1oist coctaBisteT 98%, conepxkur 20- u 2p-ueny, y
IU10/1a TIOSABJISIETCS uepe3 3 Mecsla >KU3HU M K poXKJIeHHIo cocTaBiser 80% Bcero
remMoryioonHa,
HDbA,— remoriio6us B3pocibIX, 10715t COCTaBsieT 2%, COACPKUT 20 U 25-11CTH,
HbO,—okcuremoriobus, oOpa3yercst Mpu CBS3BIBAHUH KHCIOPOAA B JICTKHX, B
JISTOYHBIX BeHaX ero 94-98% ot Bcero KoJM4ecTBa reMoriioonHa,
HbCO,— kapboremoriobuH, obpasyercs MpH CBA3BIBAHUM YIJICKHCIOTO Tra3a B
TKaHjIX, B BEHO3HOM KpoBU cocraBisieT 15-20% oOT Bcero KoauuecTBa

reMOorjoOnHa.
[TATOJIOTMYECKUE ®OPMbBI TEMOI'JIOBUHA

HbS—- remor106uH ceproBUAHO-KIETOYHON aHEMHUH.

MetHb- wmerremornobun, ¢opma remMorioOuHa, BKIOYAONMAs TPEXBaJICHTHBIN
HWOH JKele3a BMECTO JBYXBaJieHTHOro. Takas ¢opMa 0OObIYHO 00paszyercs
CIIOHTaHHO, B 9TOM cilydae ()epMEHTATHBHBIX MOIIHOCTEH KJIETKH XBaTaeT Ha €ro
BoccTaHoBNicHHe. [Ipu  HCMOJB30BaHUM  CYJb(GAHUIAMHUIOB, YINOTPEOICHUU
HUTPUTA HATPUS M HUTPATOB IHIIEBBIX IMPOIYKTOB, MPH HEIOCTATOYHOCTH

aCKOpOHMHOBOIT KHCIOTH yekopsiercst mepexon Fe?'s Fe**. O6pasyrommiicss metHb
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HE CIOCOOEH CBS3BIBATH KHCIOPOJ W BO3HHMKAST THIOKCHS TKaHeh. Jlms
BOCCTAHOBJICHUS HOHOB JKeJie3a B KIIMHUKE UCIIONB3YIOT aCKOPOUHOBYIO KHCIIOTY U

MCTUJICHOBYIO CHHb.

Hb-CO- kapboxkcuremoriiobun, oopasyercs npu Hammuuu CO (yrapHsiid ra3) BO
BIbIXaeMOM Bo3fayxe. OH TIOCTOSIHHO TIPUCYTCTBYET B KPOBH B  MallbIX

KOHIIEHTPAIUAX, HO €T0 JIOJIST MOYKET KOJIeOaThes OT YCIIOBUN M 00pasa KU3HU.

HDA c— rmuko3uiupoBaHHbld reMorioOuH. KoHIeHTpanus ero Hapacraer Mmpu
XPOHUYECKOW  THUINEPIIMKEMHUHd U SBISETCS  XOPOLIMMCKPUHHMHIOBBIM

MI0KAa3aTeJIeMYPOBHS [NIFOKO3bl KPOBH 32 JAJIUTENBHBIN [1EPHO] BPEMEHU.

KoonepaTusHoe B3aumojeiicTeue

B3aumoBnMsHAE TNPOTOMEPOB OJMIOMEPHOTO Oelika JApyr Ha Japyra
Ha3bIBAETCSIKOONEPATHBHOE B3aUMo/lelicTBHE.
Baerkmxrakoe B3anMojelicTBUEe CyOBEAWHHUIl TEMOTJIOOMHA TIOBBIIIAECT €ro
CPOJICTBO K KHCJOPOAY H YCKOpsIeT mpucoenuHenne kuciopoga B 300 pas.
BTkaHsAXyuaeT oOpaTHBIA MPOIIECC, CPOJACTBO CHMXKACTCA W YCKOPEHHUE OTIa4d

kuciopona takxe 300-kpaTHoe.

OO—_ Ol-— II+— Il_ o[
OO oz~ OO w7 OO0 T+~ OFd o, ~ PdPd

ﬂln;mm C HHZKHM ¢D|.T|Mhl C BRICOEKHM
° CPOACTEOM K KHCNOPpOOY CROOCTEOM K KHCnopoOy

e (CxeMakooIepaTUBHOIOB3aUMOIEHCTBUSACYObEAMHULITEMOTIIOONH

[ ]
OOBbscHSETCA 3TO TeM, YTO B JIETKUX IPH MPUCOCTUHEHUU IEPBON MOJIEKYIbI
KHCJIOpo/a K jkene3y (3a cuer 6-i KOOpAMHAIMOHHOM CBSI3M) aToOM JKejes3a
BTATUBAETCS B IUIOCKOCTh IeMa, KHUCIOPOJA OCTaeTcsi BHE IIJIOCKOCTH. OJTO
BBI3BIBAET IEpEMEIIEeHNE ydJacTKa OENKOBOW LeMU W HM3MEHEHHEe KOH(POpMaluu
MepBOro mpotoMepa. Takoll W3MEHEHHBIM NPOTOMEpP BIMAET Ha Jpyrue

CyObeqUHMLIBI U 00JerdyaeT CBA3bIBAHME KHCIOpOJAa CO BTOPOH CyObeIuHMIIEH.
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OT0 MeHseT KOH(GOPMAITUI0 BTOPOW CyOBEAWHHMIIBI, 00Jierdas MpHUCOCIUHCHUE

IMOCJICAYIOIIHNX MOJICKYJ KHCJIOpOAa U UBMCHCHHUE APYIUX IIPOTOMEPOB.
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1 Htﬁﬂﬂ" g TWeT |v..-'J.n
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5 0]
MUpPoNLHLE KONLLE B
®  NNOCKOCTH resa

HN3menenue (bOpMBI CY6'BCJII/IHI/IH reMoryioonHa npu MNpUCOCANHCHHUUN

KHCJIOpOJa

CHUHTE3 I'EMA U1 EI'O PEI'YJISILIUA

I'em B cocraBe reMorioOMHa CHHTE3MPYETCs KJIETKaMHU KOCTHOTO MO3Ta Ha
sTanenpeoOpa3oBaHUs  SPUTPOOJACTOB B PETUKYJIOIMUTH, a 3aTeM B
SpuTpouUTHL.l €M SBISETCS MPOCTETHUECKOM TPYNION reMOoTrIo0nHa, MHOTTIOOWHA,
LIUTOXPOMOB, KaTana3bl U MEPOKCUAA3BL. ['eM CHHTe3upyeTcs BO BCEX KIIETKaX, HO
Han0OJICCAKTUBHO CHHTE3 UJET B MEUEHW W KOCTHOM Mo3re.Kiroderoil peakiueit
CHUHTEe3a TOPOUPHHOB SBISIETCS peakuus o0pa3oBaHHUs aMHHOJEBYJIHMHOBOMN
KHUCJOTBL. DTy peakUuio KaTalu3upyeT nupuaokcaibpocdaraBucuMplii epMeHT

MUTOXOHIPHIA SpUTPOOIACTOB AMUHOJIEBYIMHATCHHTA3a

CHUHTE3 'EMA

COCH COOH

THy HHy GHy

?Hz o GH W CH

=0 CO0OH o=0
(;E_ [ THMITHH HEKoh C0y éHz_NHz
SKok di- RMIMHOASEYIHERT.  § - aMMEONEBYIHHOB&T

CYRIOMHHI-EoA KHCJIOTa
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AKTHBHOCTh aMHHOJICBYJIMHATCHUHTA3bl PETYIUPYETCs alulocTepuuecku. ['emMm u
TeMOTJIOOMH  SIBIISIOTCSl  aJUIOCTEPHUYECKUMHUHTHOMTOpPAaMH H  perpeccopaMu
CHHTE3a aMHHOJIEBYJMHATCUHTa3bl.  CTEPOMIHBICTOPMOHBI W HEKOTOPBIE
nekapctBa  (0apOuTyparbl, JuKIO(DEHAK,  Cydb(paHWIAMUIBI,  SCTPOrCHHI,
NPOTECTUHBI)  SBJISAIOTCS HMHIYKTOPAMH CHHTE3a aMHHOJICBYJIMHATCHHTA3BL.
Crnenyromasi peakuus TIpU  y4aCTUM  aMHUHOJICBYJIMHATICTHAPATa3bl WU
noppoOMIMHOTEHCHHTA3a MPOTEKaeT B IUTo307ie. DepMeHT, KaTaau3upyroIni
ATy CTaaUI0 TaKkKe SBIAETCS PEryJIsSTOpPHBIM (pepMEeHTOM, IOJIBEprasch
MHTUOMPOBAHUIO  KOHEYHBIMM  TpoayKTamu  cuHTe3a  [locme — cuHTE3a
noppoOMIMHOTeHa 94eThIpe ero MOJIEKYJTBI KOHJICHCHPYIOTCS B
TeTpanupposr.PazniuaroT qBa BUga TETpanuppoioB — ypornophupuHoreH tuna | u
yponioppuputored tuma lll. B cunTese 006oux BUAOB MOPPUPHHOB NMPUHUMACT
yuactre ypomopdupunoren | cuHTaza, B oOpa3oBanusi yponopdupuHorena |l
JIOTIOJTHUTENIFHO TpuHUMaeT ydactue gepment ypornopdupunoren Il kocunTasza.

[anee yponophupHHOTeHbI MPEeBpaILAIOTCs B COOTBETCTBYIOIIHE
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KOTIPOTIOp(hUPUHOTEHBEI. Konpomnopdupuroren Il MEePEeXOUT B
nporonoppupuHoren IX u nanee B mpotonopdupun |IX. Ilocnemnmii mocne
CBSI3BIBAHMS C JKEJIE30M oOpasyeT T'eM, peakilMio Karaau3upyeT deppoxenarasa
(reMcuHTa3a).
HAPYIIEHUE CUHTE3A TEMOI'JIOBMHA

W3BecTHBl TeHeTHUeCKHe Ae(PeKTh (epMEHTOB, yJaCTBYIONIMX B CHHTE3€ TeMa.
[Ipy STOM TNPOUCXOJAUT HAKOIUICHME B OpPTaHWU3ME NPE/IICCTBEHHUKOB
npoTonopduprHa. ITH 00JIE3HN Ha3bIBaIOTCA "nopgupuu’. Ecte nophupun, npu
KOTOPBIX HakaruBaeTcs yponoppupuHOreH. Moda y TakuX OOJNBHBIX HMEET
KpacHbIi IBET, a 3yObl TpHU YIbTPAPHOICTOBOM OOJYYCHHH CHUJIBHO
(ayopecuupyroT, KOka MMEET MOBBIIICHHYIO YYBCTBUTEIBHOCTh K COJHEUHOMY
cety. [lopdupuHoreHsl Ha CBETY MpeBpaIaloOTCs B MOP(OUPHHBI, KOTOPBIE TIPU
B3aMMOJICHICTBHU C KHCJIOPOJOM 00pa3yroT aKTHBHBIC PaJUKabl, TOBPEKIAIOIINE
KIeTKH KoxH. Ilpu HEKOTOpeIX mMOpUPHAX TMPOUCXOAUT  HAKOIUICHUE
nophoOMITHHOTeHa, 4TO COTPOBOXKIACTCS HEPBHO-TICUXUYCCKUMHU
paccrpoiictBamu.llepBuunbie  mopdupur  00YCIIOBICHBI TCHETUYECKUMHU
neekramu (EpMEHTOB CHHTE3a TeMa, BTOPUYHBIC CBSI3aHBI C HAPYIICHUSMHU
perymsiuuu peakuuii cunresa rema. Tanaccemuu. Jljis Tamaccemuil xapakTepHO
CHW)KCHHME CHHTe3a o-leneil remorjobOuHa (o-Tamaccemwus) win [B-mened (-
TajaccemMus). ITO MPUBOIUT K HAPYIICHHUIO SPUTPOIOI3a, TEMOJIU3Y U THKEIBIM

AHCMMUSIM.

CBEPTBIBAIOIIAA CUCTEMA KPOBU.

Ceépmoieanue  Kpoeu-  COBOKYIHOCTb  MOJIEKYJSIPHBIX  IIPOILIECCOB,
IOPUBOAALIMX K NPEKpallleHUI0 KpPOBOTEUEHHUS M3 MOBPEXKAEHHOIO cocyaa B
pe3yabpTare 00pa3oBaHUsI KPOBSIHOTO CTycTKa (Tpomo0a). bomsmmHCTBO (pakTopoB
CBEPTHIBAHUS MIPUCYTCTBYET B KPOBHM B BUJE HEAKTHBHBIX MPEALIECTBEHHHKOB -
npoepMEHTOB, AaKTUBAIUSl KOTOPBIX OCYILECTBIISIETCS IYTEM YACMUUHO20

npomeonusza. Psn (GakropoB CBEPTHIBAaHUS KPOBU ABISIOTCS BUTaMuH K-
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3aBUCHMBIMH: TTpoTpoMOuH (daktop Il), mpokouseptun (paxrop VII), dakropsr
Kpucr-maca (IX) u Crroapra-Ilpayspa (X). Ponp Burammna K onpenpensercs
y4acTHEeM B KapOOK-CHIIMPOBAHHH OCTATKOB TiryramaTa B N-KOHIIEBOM ydYacTKe
3TUX OenKoB ¢ oOpa3oBaHMEeM Yy-KapOokcuriyramara.CBEPTHIBAaHUE KPOBU
NpeACTaBIsieT cOO0M Kackaj| peakiuii, B KOTOPOM aKTUBHPOBaHHAs (hopMa OJTHOTO
(dakxTopa CBEPTHIBaHHS KAaTAIM3HPYET aKTHBALMIO CIEAYIOMIETO J0 TeX TOp, MoKa
KOHEYHBIH (haKTOpP, KOTOPBIN SIBISAETCS CTPYKTYpHOH OCHOBOW TpomOa, He OyxaeT

AKTHBHUPOBAH.

OTAIIbI OBPA3OBAHUA ®UBPMHOBOI'O CT'YCTKA.
CeepTbiBaHHE KpOBU (I€MOKOATYJISIMA) — 3TO KU3HEHHO BaXKHAs 3alllUTHAs
peaxmysi, KOTopasi BHIIOJIHSET CIEAYIOMHe PyHKINN:
1. [lonnepskanue KpOBU B COCYAAX B )KUJIKOM COCTOSIHHH,
2. OcymiecTBieHre reMocTasa (peaoTBpalieHne OOJIbIINX KPOBOIIOTEPS).
[ToBpexxaeHre KpPOBEHOCHOTO COCYZAa BBI3bIBACT KAacKald MOJEKYISPHBIX
IPOLIECCOB, B PpE3yJIbTaTe KOTOPBIX OOpa3zyercs CryCTOK KpOBH — TpPOMO,
IpEeKpallalonuii BbITEKaHWE KpPOBU. B OCTaHOBKE KpOBOTEUEHHs Y4acTBYIOT:
COCyIlbl, OKpY)Karomasi COCyabl TKaHb, (PU3UOJOTHUYECKH AKTHBHBIC BEIECTBA
IU1a3Mbl, (OPMEHHBIE 3JIEMEHThl KPOBU M, IJIaBHBIM 0Opa3oM, TPOMOOLUTHI.
[IporieccoM TeMOKOAryJsIlIUU  YIPaBIse€T HEUPOTYMOpPANbHBINA PEryasTOPHBIN
MexaHu3M. DU3NOJOTHYECKH AKTHBHBIE BEIIECTBA, NMPHHUMAIONIAE YyYacThe B
CBEPTHIBAHMM KPOBH M HAXOJIIMECS B IUIa3Me, Ha3bIBAIOTCS IUIa3MEHHBIMU
(daxTopamu cBepThIBaHUS KPOBU. B X0z1€ peakiuii CBEpThIBaHUS KPOBU BCe OEIIKH-
(bepMeHTHI cHadaia BBICTYMAIOT B POJIM cyOCTpaTa, a 3aTeM — B POl (hepMeHTa.
[Tna3menHbie (pakTOpHI CBEPTHIBAHHS KPOBU BHIPAOATHIBAIOTCS B HEAKTHBHOMN
dopme - B BuAe NPOPEpMEHTOB. AKTHUBALUS MX MPOUCXOAUT KaCKaIHO MU
ayTOKATAJUTUYECKH TPU TOBPEKIECHUH COCyJa W TOBPEXKACHUU 3SHIOTEIHS
(MexaHMYeCKOM, MOJA JEeMCTBUEM JIMIMIOB, AHIOTOKCHMHOB, TpoMOMHA). OHHU

0003HaYarOTCA PUMCKHUMHU I_[I/I(bpaMI/I B MTOPAAKE X XPOHOJIOTUICCKOI'O0 OTKPBITUS.

145



OcHoBHBIC (YHKIIMM W COJCpKaHWE B TUIa3Me KpOBH (DAKTOPOB CBEPTHIBAHUS

KpPOBHU

dakTop

TpuBnaibHOCHa3BaHHE

Conepxanue
B miazme

KPOBH, I/JI

DOyHKIHUA

3

4

®ubpunoreH

2-4

PacTBopumbIiiOenok-
NpeIIIeCTBeHHUK(GUOPUH

a

Oubpun

O06pazyeThuOpruHOBBINTE

JIb

[TpoTpomOUH

0,1

[podepment

ITa

TpombOuH

IIpoteasa,
IpeBpalaromas
¢ubpunoren B Gubpun u
aKTUBHUpYIOIAs (HaKTOPHI

V, VII, VIIL, XIII, C

TkaneBbIiidakTOp

Benok-akruBarop
MEeMOPaHHOTO KOMIUIEKCa

Vila-Td-Ca®*

2
Ca*"

0,9-1,2

MMOJIB/JI

Omnocpenyet
B3aMMO/ICHCTBHUE
(hepmeHTOB
MPOKOATYJISTHTHOTO ITyTH

¢ dhocharununcepuHoM
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V [Ipoakuenepun 0,01 [IpenmecTBeHHNK Oenka-
aKTUBATOpPA
MEMOpaHHOTO KOMILJIEKCa
Xa-Va-Ca®™*

Va AKnenepuH benok-akTuBarop
MEMOpaHHOTO KOMILJIEKCa
Xa-Va-Ca®*

VIl [TpokonBepTHH 0,005 [podepment

Vlila KousepTtun Iporeasa
aKTUBHUpYOIAs (aKTOPbI
XulX

VI HeaxtusnbIit 0,01-0,02 [IpenmecTBeHHUK OenKa-
AHTUTEMO(DWITEHBIN aKTUBATOpPA
tdaktop A (HEaKTUBHBIN MEMOpPaHHOTO KOMILUIEKCa
AHTUTEMO(DMITEHBIN IXa-Vllla-Ca **
TJI00YIHH)

Villa AKTHUBHBIN benok-akTuBarop
AHTUTEMO(PMITEHBIN MEMOpaHHOTO KOMILJIEKCa
dakrop A  (aKTUBHBIN IXa-Vllla-Ca?*
AHTUTEMO(MITEHBIN
TJI00YIHH)

IX HeaktuBHbIit 0,003 [podepment
AHTUTEMO(MITEHBIN
tdakrop B (HeakTHUBHBIN
¢axrop Kpucrmaca)

IXa AKTUBHBII Iporeasa’,
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AHTUTEMO(MITEHBIN
daktop B (akTuBHBII

¢axrop Kpucrtmaca)

aKkTuBHpyomasidakTop X

X HeaxrusnsriidakropCrio |0,01 [Ipodepment
apta-IIpayapa
Xa AxrtusHbIH(akTopCTIOAp [Iporeasa ,
ta-Ilpayspa aktuBupyromasgakrop 11
Xl Heaxrusneritiazmenssl | 0,005 [Ipodepment
HnpemecTBeHHUKTPOMO KOHTAKTHOTO myTH
oIJIacTUHA CBEPTHIBAHUS KPOBU
Xla AKTUBHBIAIIIIA3MEHHBINIT [Iporeasa,
penIecTBEHHUKTPOMOOTT aKTUBHUPYIOIAas(haKkTop
JIACTHHA IX
Xl HeaxrusneriidaxropXare | 0,03 [Ipodepment
MaHa KOHTaKTHOTO yTH
CBEPTHIBAHUS KPOBU
Xlla AxTtuBHBIH(akTOp Xarem [Iporeasa,
aHa aKkTUBHpyomas  (akrop
Xl, MPEKATITUKPEHH,
TUTa3MUHOTCH
X1 HeakruBHas 0,01-0,02 [Ipodepment
TpaHCTIIyTaMH1a3a
(HEeaKTUBHBIN
¢ubpuncra-
ounmm3upyromui Gaxrop)
XIlla AKTHBHAas Karanuzupyer
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TpaHCTIIyTaMu1a3a o0Opa3oBaHHEe  aMHUIHBIX
(axTUBHBIH CBsI3el MEXKIY
¢ubpuncradu- MoJieKyJdamMu  (ubpuHa-
TU3UPYIOMHUHT GaKTop) MOHOMepa, (pubpuHOM U
(bubGpoHEeKTHHOM
[Ipexamukpens 0,05 [Ipodepment
KOHTaKTHOTO yTH
CBEPTHIBAHUS KPOBU
Kamnmukpenn IIpoteasa,
aKTUBHMpyomas  (akrop
XII, nmna3sMUHOT€H
BMK 0,06 benok-aktuBarop

KOHTaKTHOT'O oyTun

CBEPTHIBAHUA KPOBH

* v
ConepXUT OCTaTKM KapOOKCHIITyTAMHUHOBOW KHUCJIOTBI, HEOOXOJHMMBIE IS

0o0pa3zoBaHUsi MEeMOpaHHBIX (PEPMEHTHBIX KOMILIEKCOB MPOKOATYJISIHTHOTO MYTH

CBEPTHIBAHUS KPOBHU.

B3aumoneiictBue (epMeHTHBIX
MeMOpPaHAMHUIPOUCXOJUT C Y4YacTHEM HOHOB
npokoaryiastutHoro  mytu  (II,  VIL  IX,  X)

Kap6OKCI/IFleTaMPIHOB0ﬁ KHUCJIOThI,

KOMILJICKCOB C KJICTOYHBIMH

Ca®*. Bce mpodepMeHTsI

COACPpIKAT OCTaTKHu Y-

oOpazyromuecs B pe3yabTare

HOCTTpaHCHﬂHHOHOﬁ MOI[I/I(l)I/IKaI_II/II/I 3THX O0eaKkoB B DP IernaToumuTOB.

Poas Butammaa K B KapOOKCWIMPOBAHWH OCTATKOB TJIYTAMHHOBOI

KHCJIOThI B NMpo()epMEHTAX NPOKOATYJSAHTHOIO NMYTH CBEPTHIBAHWS KPOBH.
Buramua K cnocoOcTByeT KapOOKCHIIMPOBAHMIO OCTATKOB TIIyTaMUHOBOM

KHCJIOTBI B T'aMMa IIOJIOKCHUU Yy 3THUX OCIIKOBBIX (baKTOI)OB - OH BXOJHUT B COCTaB
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dbepMeHTa TIyTamMarkapOokcmia3sl. Hanmwmuune raMma-kapOOKCHIBLHOW TPYIIBI B
OCTaTKax TIYTaMUHOBOW KHCJIOTHI mpumaer 3TuMm Oenkam - I, VI, X, X
CHIOCOOHOCTh TIPU TIOCPEACTBE HOHOB KAIIBIUS CBSI3BIBATHCS C OTPHUIATEIHHO
3apspKeHHBIME (hOocOUITUAaMU KIIETOYHBIX MEMOpaH WK JIPYyTUMH MOT0OHBIMHU
O6enkamu. VIMEHHO Takoe CBs3bIBaHHE OOECIEUYMBAaET B3aUMOACHCTBHE MEXKIY
MOJIEKYJIaMH B peakUuuAx IiazMokoaryisuuu.llpn Hemocratke WM CHHKEHUH
AKTUBHOCTH ()aKTOPOB CBEPTHIBAHUS KPOBU MOKET HAOJIIOJAThCs MaTOJOTHYECKast
KPOBOTOYHMBOCTb. DTO MOXET IPOUCXOAUTh HPU TSKEIBIX M JIET€HEPATUBHBIX
3a00NeBaHMAX MI€UYEHH, pU HegocTarouHocty ButamMuHa K. Buramun K sBisercs
KUPOPACTBOPUMBIM BHUTAaMMHOM, MOITOMY €ro Ae(UIUT MOXKET OOHApYKUThCS
IpY YTHETEHUU BCACHIBAHMS JKUPOB B KUIIEYHHKE, HAalPUMEpP IMPH CHUKEHUU
xemgeoOpa3oBanus. DHAOTeHHBIN neduuuT BuTamuHa K Habmonaercs Takxke mpu
MOJIABJICHUHM KHIIEYHOH MUKPO-(GIIOphl aHTHOMOTHKamMu. B mepuox Btopoit
MHPOBOH BOWHBI TPYIIOH YyYEHBIX TMOJ] PYKOBOACTBOM IlaymmamuHa Obin
CHHTE3UPOBAH BUKACOJI — BOJOPAcCTBOpHUMBINM aHasor BuTtamMuHa K.Hekoropoe
BpeMs Ha3aj Obul cuHTe3upoBaH antuBuTaMuH K. OH ucnons3yercs /Ui JeueHus

OOJIBHBIX CO CKJIIOHHOCTBIO K TPOMO00OPa30BaHHMIO.

MEXAHW3M CBEPTbBIBAHN A KPOBU

CBepThIBaHHE KPOBU OOYCIIOBIICHO TE€M, YTO PACTBOPUMBINA OCJIOK IIa3Mbl
KpoBH (DUOPHHOreH NpeBpaliaeTcss B HEpacTBOpUMBIA (uOpuH.B ocraHoBKe
KPOBOTEUCHHS PA3JIMYaloT 3 3Tara.
1.Ha nepsom smane - nepBu4HbIi reMocTa3 (mpengasa) MpoucXoauT COKpaIeHHe
KPOBEHOCHOT'O COCYAA.
2.3amem na mecme TPaBMbI SHAOTENNI cocyia MEHsIeT CBOM 3apsin. TpoMOOIHTEI,
3aHUMAIOIIME B COCyJEe KpaeBoe IOJNIOKEHHE, HAYMHAIOT are3supoBaTh
(mpuyumaTthk) K TOBPESKICHHOW IMOBEPXHOCTH COCyJa H  arrIFOTHHUPOBATH
(cxienBaThes) Mexay coboit. Ueped 2—3 MHUHYTBI 00pa3yercsi «TpoMOonuTapHas

Ocast mpoOKay» KOTopast MOXKET 3aKyIMOPUTh HEOOBIION KPOBEHOCHBIN COCY/I.
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3.Ha mpemvem 3Imane pacTBOPUMBIA OENOK TIIa3Mbl KpOBU (QUOpPHHOTEH
IpEeBpaIaeTcs B HepaCTBOPUMBINA OeNoK (pruOprH, KOTOPBIN OTKIABIBACTCS MEXKTY
TpoMborTaMu, U (GopMUpYETCS TPOUHBIA (UOpHHOBBIA TpoMO. Takolr TpomO
COJZIEPKHT SPUTPOIUTHI M TIOATOMY Ha3bIBaeTCsl KpacHBIM TpoMOoM. OOpa3oBaHUIO
¢ubpuHOBOrOo TpomMOa MpEeIIIeCTBYeT KacKaJ NPOTEONUTHYECKUX DPEeaKIHi,
NPUBOAAIIMNA K AaKTHBAIWK (epMeHTa TPOMOMHA, KOTOPBIA ¥ MpeBpaIiaeT

¢ubpunoreH B GpudpuH.

IIpespamenue pudpuHoreHa B pudpuH

@uOpUHOreH — 3TO TJIMKONPOTEHH, KOTOPbIM CHUHTE3UpYETCS B TEUEHH U
COJICP)KUTCA B IUIa3Me KpPOBM B KoHIeHTpamuu 8,02-12,9 wmxmons/n (2-4
r/i).Mosexyna GpuOpHHOT€Ha COCTOUT U3 LIECTH MOJIUMENTHIHBIX LIenel, KOTopble
CBSI3aHBI JPYT C JPYroM JUCYIbOUIHBIMH CBS3AMU. COCTaB MOJMIENTHIHBIX
nenei Moyekyasl (puopuHOTeHa oOo3HauaroT Ady, BB, v,  3arnaBHble OyKBBHI
COOTBETCTBYIOT TE€M Y4YacTKaM, KOTOpbI€ OTIICIUIAIOTCS TMOJA  JIeHCTBUHEM
TpoMOuHa npu npeBpaniennu pudpuHoreHa B ¢udpun. @parmeHTs! A B nemsx Ao
u B B memsix B coxmepkar OoJbIIoe KOJMYECTBO OCTAaTKOB acmapTrara |
riiyramaTa. OTo CO3Ja€T CHUJIbHBIM OTpULATENIbHbIN 3aps] Ha N-KOHIaX MOJEKYJ
¢ubprHOTreHa 1 NpensATCTBYeT ux arperaiuu. Mosiekyna ¢puOpuHOreHa COCTOUT U3
TpeX TIOOYISPHBIX TIOMEHOB, IO OJHOMY Ha KaKJIOM KOHIIE MOJICKYJIbI (JOMEHBI
) u onun B cepeaune (1oMeH E). JloMeHB! OTAeneHbI ApYr OT Apyra y4acTKaMu
MOJIMIENTUAHBIX IIenel, MMEIOUMMH CTepHeoOpa3Hyto KoHburypamuoo. M3
neHTpansHoro qomeHa E BeicTynatoT N-koH1eBble (hparMeHTsl A u B nieneid Ao u

Bp
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Crpoenne pudprHOTEHA.

OuOpUHOTEH COCTOUT U3 IIECTH MOJUNENTHIHBIX Lenei: Ad,, BB, u y2. A, B —
OTpHUIIATENILHO3aPSDKEHHBIE  (DparMeHThl, Onarogaps KOTOPBIM — MOJICKYJIBI
¢ubpuHorena He arperupytor. I, E - TioOymspHbie JOMEHBI MOJICKYJIBI
¢ubpunorena. JloMeHbl OTAENEHBI y4YacTKaMH MOJMIENTHIHBIX  IICTeH,
UMEIOIIUMH CcTep>kHe0Opa3Hyro KoHpurypamnuio. M3 nmeHTpasbHOro MI00YISIpHOTO

nomena E BricTynator N-koH1eBbie yuacTku (hparmeHToB A u B nenieit Ao, u Bf3,.
B o0pa3zoBannu GpuOPUHOBOro TPOMOa MOKHO BbIIEJIUTH 4 ITana.

1. Ilpespawienue puopunozena ¢ monomep uopuna.llpym >5TOM MOIEKYIBI
(ubprHOTEHa 0OCBOOOXKAAIOTCS OT OTPHUIIATEIHLHO 3apsKeHHBIX (pparMeHToB A u B,
B pe3ylbTaTe uero oopasyrorcsi MoHoMepsl pubpuHa. [IpeBpamenue pudbprHoTreHa
(paxrop I) B pubpun (pakrop la) katammusupyer dpepmeHT TpomOuH (pakrop Ila).

Mounomep pubpuna, obpasyrommuiics n3 GpubpuHOTEeHa, UMeeT cocTas (0, B, ¥)2.

2.06pazoeanue nepacmeopumozo zeasa @uopuna.Ha stom srtame oOpasyercs
HEPAaCTBOPUMBIA TIONMMMEPHBIH (UOPHHOBBIA CrycTOK - renb ¢(uOpuHa. B
pesynbraTte TnpeBpamieHus QuOpuHoreHa B (¢GuOpuMH-MOHOMEp B nomeHe E
OTKPBIBAIOTCSA LEHTPHI CBA3BIBaHUA ¢ foMeHamu D. Ilpuuém nomen E conepkut
IEHTPHl arperanud, (GpopMUpPYIOMIHECs TOJIBKO IOCIE YaCTUYHOTO IPOTEOJIH3a
¢ubpuHoreHa mnox naedcTBMEM TpoMOMHA, a AoMeH D sBisercd HocuTenem
MOCTOSIHHBIX 1LIEHTPOB arperauuu. I[lepBuuHast arperauusi Mosiekyn ¢(uOpuHa
MPOUCXOAUT B PE3YJIbTATE B3aUMOJCHUCTBUS LICHTPOB CBA3bIBAHUS JoMeHA E oqHOM

MOJICKYJIbI ¢ KOMIIVIEMCHTAPHBIMU UM YHAaCTKaAMU Ha JOMCHAX D APYrux MOJICKYIJI.
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Hz0  ®ubpuHonenTuosl

25w — e

TpomGun

duBprHOreH DrBpUH-MOHOMED

Monumepulayusn

dubprHoBaR CeTh

TpancanymaMmunaza ;‘qb.xj'mjl

NepekpecTHo ceRaanHan GuBpHHOBaA CETL

Oo6pazoBanue rejst (puopuHa.OUOPUHOTEH, OCBOOOXKAASICH IOJ JECHCTBUEM
TpOMOMHA OT OTPHULIATENIFHO 3apsDKEHHBIX (pparmMeHTOB (puOpuHomenTHAOB 2A U
2B), mpeBpamiaercs B (QuUOpuH-MOHOMEp. B pesymbraTe B3aUMOJICHCTBUS
KOMIUIEMEHTapHBIX ydacTkoB E- m D-momeHoB (pubpuHa-MOHOMEpa MPOUCXOIUT
CHavayia JIMHEHHas, a 3aTeM JarepajgbHas IOJUMEpHU3AIMs MOJICKYN C

obpazoBanuem renst pudpuHa.

Takum oOpa3oM, MEXIy IOMEHaMH MOJEKyd (GpuOpuHa-MOHOMEpa 00pa3yroTCs
HeKoBaJieHTHbIe cBsi3M. CamocOopka ¢uOpuHa BkiIoyaerT nBa dTarna. CHavana
00pa3yroTcsi JABYHHTYAThle MPOTO(GUOPMILIBI, B KOTOPBIX MOJIEKYNbl (hubpuHa
CMEIICHBl OTHOCUTENLHO JApyr Jnpyra Ha 1/2 pgmueel. B oOpazoBanumu
npoToUOPIILT YUacTBYIOT LIEHTPHI cBs3biBaHus B JoMeHax E u D. [Ipoucxonut
YIJIMHEHUE TPU COXPAHCHUH TMOMEPEYHHKA, PAaBHOTO CyMME MOINEPEYHHKOB 2
MOHOMEpHBIX eauHull. Ilpu noctwkeHun mnpoTOoUOpPMITIAMU ONpPEaeTICHHON
KPUTUYECKOM JUIMHBI HAuyMWHAeTCs JlaTepaibHas accouuanus npotodudpui,

BeAylIass K OOpa30BaHMIO TOJ-CTHIX (UOPHHOBBIX BOJIOKOH. OOpa3oBaBIIMKCS
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rens (GUOpPMHA HEMPOYEH, TaK KaK MOJEKYJbl (uOpuHa B HEM CBS3aHBI MEXIY

Cc000#1 HEKOBAJICHTHBIMH CBS3SMH.

3.Cmabunuzayua zena ¢uopuna.B pesynprare o0pa3oBaHHUS aMHJIHBIX
CBs3eH MEXIy OCTaTKaMH JIM3WHA OJHOW MOJEKyJIbl (UOpHMHA M OCTaTKaMHu
rIyTaMHHA JpYyroil MOJEKydsl B NPHCYTCTBHM HoHOB Ca’‘rens QubpuHa
crabmnnsupyercs. Peakuuio TpaHCaMUAMPOBAaHUS — KaTalu3upyeT (EepMeHT
mpancenymamunasa — (wnma  TpaHcraytamunasza)  (daxkrop  XIllapuOpun-
crabmmusupyromuid  ¢gakrop). Pakrop XIII  akTUBUpyeTCA  YaCTUYHBIM
IPOTEOJIM30M TOJ JAeHCTBHEM TpomOuHa. TpaHcriyramMuHasa Takke oOpasyeT
aMHUJIHBIC CBS3M MEXAy (GUOPHHOM U DuOpOHEeKMUHOM - TIUKOIPOTEHHOM
MEXKKJIETOYHOTO MaTpUKca U TUIa3Mbl KpoBH. B pesynbrare TpomMO OKa3bIBaeTCs
IOPUKPEIUIEHHBIM K  MaTpukcy B 0OJacTH  MOBPEXKJIEHHOH  CTEHKH
cocyna.KoBaneHTHO cmuThie MEXIy co00il HUTH (uOprHA 00pa3yIOTHPOYHYIO

TPeXMEpPHYI0 ¢eTb, B KOTOPYIO BKIIOYEHBl TPOMOOLUTHI, SPUTPOLMTH U

JICHKOLIMTEI.
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ll?Hz NH4* CHa
FRyTamMuH I t!‘-H
CHg L 2
NH—CH—g NH—= “_E
PacTaopumbiié dnGpuH-nonMmep HepacTeopimMibli hulpuH-NoNMMep

OO6pazoBaHre aMUIHOMN CBSI3U MEXKIY MOJIeKyJlaMu GuOpuHa.

4. Pempakxuyusn uopunosozo czycmka. Cxarne (pETpakIHio) Teuns
obecrieunBaeT  aKTOMHO3WH  TPOMOOILMTOB -  COKPAaTUTEIbHBIH OOk

TpomOocTeHuH, obOmamatommii  AT®-a3HOW  aKTHBHOCTHIO. TpOMOOCTEHWH

154



y4acTBYeT TaKke B AaKTHBAMU W arperamud TpoMOOmuToB. CryCTOK KpOBHU
YIUIOTHSICTCS, M3 HEro BBIJABIMBACTCA YacTh CHIBOPOTKU. DopmupoBaHue
OKOHYATeIbHOTO TpoMOa HactymaeT Ha 10-15-if MuHyTe mociie monMMepu3anuu
¢ubpuHa.PeTpakiiuss KpOBSIHOTO CTyCTKa TPEAYNPEKIACT TOJIHYIO 3aKyIMOpKY

COCYI 0B, COo31aBasA BO3MOXHOCTb BOCCTAHOBJICHUS KPOBOTOKaA.

CVIIECTBYIOT JIBA MEXAHU3MA CBEPTBIBAHMS KPOBU —
BHEILHWUM 1 BHYTPEHHUIA.

BHemHuit MexaHM3M 3alycKaeTcs C Y4acTHeM BHEMIHUX (TKaHEBBIX)
¢dakTopoB, BHyTpeHHWiII — mnpu ydacTuu (HAKTOPOB, HCTOYHHUKOM KOTOPBIX
CIIY’)KUT cama KpOBb, TUIa3Ma, COOCTBEHHO (DepMEeHTHl U (OPMEHHBIC DJICMEHTHI
KpoBU. Pa3nuyarorcsi BHEIIHUN M BHYTPEHHUI MEXaHU3MBI TOJBKO HAYaJIbHBIMHU
cTamusiMu 10 aktuBaruu nporpomoOmHa (¢.11). Tlcnexyromue ctaauu MpoOTEKarOT

OJIMHAKOBO M B TOM, U B JIPYTOM CIIy4asXx.
TEOPUA KOATYJIALMA

[Ipy  TNOBPEXICHUUKPYHHBIXKPOBEHOCHBIX ~ COCYJIOB  TpOMOOLMTapHas
mpoOKa He CrocoOHAa OCTAHOBUTH KPOBOTCUEHHUE, OHA OTHOCHUTEIBHO phIXjias U
HernpoyHas. ToJIBKO — KOAaryJsiUOHHBIH  remMocTa3 CHoco0€H  OCTaHOBUTh
KPOBOTEUYEHHE U3 TAKOT'O COCY/IA.

B xnaccudeckoil TeOpuM KOAryisiiiy BBIACTSIOT 2 TMYTH aKTHUBAIMH (PaKTOPOB
CBEpPTHIBAHUS:

1. AktuBanusi mxanesvim gpakmopom. Tak Kak TKaHEBOU (PaKTOp HE OTHOCHUTCS K
TUTa3MEHHBIM (DaKTOpaM M KOHTAaKTHPYET C KPOBBIO TOJIBKO IPH TOBPEKICHUU
cocyna, TO aKTHBAalMs C €ro ydacTueM oO0OoO3HayaeTcs KaK BHENIHUH TyTh
CBEPTHIBAHUS.

2. KonraktHas aktuBauusi — aktuBauus ¢pakmopa XII npu B3auMOAEHCTBUU C
OTpPUIIATEIBHO 3apsDKEHHOI MoBepXHOCThIO (iN Vitro) mim mpu BocnaieHuu (in
vivo). [Tockonbky ¢akxtop XII B HOpMe NPUCYTCTBYET B IUIa3Me, aKTUBALMA C €r0

ydacTHeM 0003Ha4YaeTcsl Kak BHYTPEHHHH MyTh CBEPTHIBAHUSI.
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Buemnnii w BHYTpeHHWH TyTH cxomarcs Ha X Qakrtope, akTuBHas (opma
koToporo Xa, Bmecte ¢ daxropoM Va m Ca” dopmupyer (epMeHTaTHBHbII
KoMIuiekc Xa-Va-Ca’’, wuHade HasbBac -Mblil npompomoébuHnaza, Kotopas
npeBpamaeTr MpoTpoMOMH B TpoMOHWH. OOpa3oBaBIIMICS TPOMOWH IpeBpaIiacT
¢ubpuHoTeH B hubpuH-MoHOMepHI. [locienHue coeqMHAIOTCS, 00pa3ys MOJIUMEPHI
¢ubdpuna.

Peakmmun ¢ ywactuem VII, IX, X, XI, XII ¢daxkropoB mnpoucxomar Ha

(bochoTUTHIHON TOBEPXHOCTH (Tpomboniacmune).

BHEIIHHWM ITYTh CBEPTBLIBAHM S

[Tocne mnoBpexnaenus cocynaTkaneBoil ¢akrTop(TF), Haxomsmmiics Ha
KJIeTKax, cBs3piBaeT u aktuBupyerdakrop VII. OOpa3oBaHHBIH KOMILIIEKC
Hanpsamyro aktuBupyer Qakrtop X. Hanee ¢.Xa mpu yuactuum kogakropa Va B
npucyterBun HoHOB Ca’ dopmupyer xommiexc Xa-Va-Ca*'— mporpomGunasy,
MPEBPAIIAIONIYIO IPOTPOMOUH B TPOMOHH.

AKTUBHOCTb  BHELIHEr0 IyTH  TMOJJEPKUBAETCA 3a CUYET  MEXaHU3Ma
MOJIOKUTETHLHON 0OpaTHOM CBSI3U:
oOpazytrommiics TpoMOuH aktuBupyet V u VIII daxrop,

akTop Xa B mpucyTcTeun nonoB Ca’ akrusupyer daxtop VIIL.
p pucy py p

BHYTPEHHMI ITYTh CBEPThIBAHUS

BHyTpeHHMIT TyTh CBepTBIBaHUS pa3BepThIBacTCs Ha (HOCHOIUITHIHON
NOBEPXHOCTH TPOMOOIMTOB WJIM HHBIX KJIETOK, TA€ B IEPBYI0 oOYepelb
NPOUCXOMUT cOOpka KoMmIiekca, coctosimero wu3  (akropo  XII,  XI,

MMPEKAJUIMKPEMHA U BBICOKOMOJICKYJIIPHOT'O KWHHUHOI'CHA.

1. CssasbiBanuegpakmopa Xllc TpoMOOIIIAaCTUHOM (TKaHEBBIM  (HaKTOPOM)
U3MEHSET €ro KOH-(OpPMalMI0 M OH NPHUOOpETaeT HEOOJBIIYI0 aKTUBHOCTb. DTO
no3Bossier ¢akropy Xlla Hayarhe mpeBpaleHHE NPEKAUTUKPEUHA BKALIUKPEUH.
3ateM, B pe3ynbTaTe NEHCTBHUsA KaJUIMKpenHa HakamiuBaercsa ¢aktop Xlla, u

aKTUBaNMA KaJuMkpenHa ycunuBaetcs. T.0. dakrop Xlla u kan-muKperH B3auMHO
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aKTUBUPYIOT npyT apyra. Taxxke ¢akxtop XII MokeT akTUBHPOBATHCS (aK-TOPOM
Vlla.

BHewHHA nyTh BHYTpPeHHWMA NyTh
Mospexgenne COCYAHCTOH CTEHKH KoHTaKTHa# MOBEPXHOCTE

MpekanniKpeAH e Kannukpew >
@ | |

TF T N @
@ | o) [

TF
VI | ;_p Vilal — . Xlla>e— - i
|
| ®f
> «—— [1]
H 'T’J rf,-—-—@«:—l&']}
o B —
.+| r .
[xa>~—— [x
iiay ~——— [ ]

Buewnuii u euympennuti nymu ceepmuleéanuisi Kpogu

2.®@akrop Xllaaktusupyer ¢akrop XI, KOTOPBIII MOXKET TaKKe aKTUBHUPOBATHCS

TPOMOUHOM.

3.®akrop XaB npucyrcTeun HoHoB Ca’ oKanusyer Ha MeMOpaHe 1 AKTHBHPYET

daxTop IX.

4.Daxkmop | XcBsazpiBaercss co  cBouMKogakmopom  VIIla(akTuBupyembiid
TpoM6uHOM) 1 06pasyer komrmreke 1Xa-VIlla-Ca®*(tenasubiii kommiexc). daxTop
IX moxer Taxke akTuBUpO-BaThbes (akropom VIla. Jlamee TeHaza aKTHBHPYET

daxTop X.

5. AxTtuBWpOBaHHBIgpakmop Xatipu Tmomomm cBoero Kodakropa Va
2+ .
(akTHBUpyeMOro TpoMOH-HOM) B THpHCYTCTBHH HMOHOB Ca“ Ha dochomumumHon

Membpare GopmupyeT komrureke Xa-Va-Ca>'— mporpomGrnasy.
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6.IIpompomounazanprcoeMHsET IPOTPOMONH U MOCJIEAOBATEIFHO PAaCHICIUIIET
JIBE€ CBSI3M B €ro MOJEKysne, OTaenss N-KOHIIEBOH (parMeHT OT MOJEKYJIbI

AKTUBHOI'O TpOM6HHa.

7. TpomounnpeBpamaer QuOpunoren B  ¢GuOpuH U  dYepe3  oOpaTHbIE

IMOJIOKUTCIIBHBIC CBA3U MMOAACPKHUBACT aKTHBHOCTDH CpepMCHTaTI/IBHOFO Kackaja.

CKOpOCTb CBEpPTBHIBAaHUS KPOBU 3aBHCUT HE TOJBKO OT pPAa0OOTBl CHUCTEMbI
CBEPTBIBAHUSI, HO U OT MIPUCYTCTBUS €CTECTBEHHbBIX aHTUKOATYJISIHTOB — BEILECTB,
NPEJOTBPALIAIOIIMX CBEpThIBaHHE KpoBU. HecMoTpss Ha Hamuuue MOLIHOMN

CBEPTHIBAIOIIEH CHCTEMBI KPOBb HAXOJIUTCA B )KUJIKOM COCTOSTHUU.
[MPOTUBOCBEPTBIBAIOIINE MEXAHW3MbI

Hapsny c¢ BemiectBamu, CIOCOOCTBYIOIIMMH CBEPTHIBAHUIO KPOBH, B
KPOBOTOKE HAXOJATCS BELIECTBA, MPEMATCTBYOLIME TIeMokoarymsuuud. OHu
HA3BIBAIOTCS ECTECTBEHHBIMH  aHTUKoaryiastHTamu. OJHH  aHTUKOATYJISIHTHI
IIOCTOSIHHO HAXOJATCA B KPOBU. DTO NEPBUYHbIE aHTUKOAryJsHTbI. BTOpuuHbIE
AHTUKOAryJsiHTBl ~ 0o0pa3yloTcsi B MpOIEcCe  CBEPTHIBAHHS  KPOBH U
¢ubpunonnza.dU3noNIOrndeckue MHrUOUTOPbl (EPMEHTOB CBEPTHIBAHUSA KpPOBH
OTPaHUYMBAIOT
pacmpocTpaHeHHe TpoMOa H  COXPAaHAIOT KpPOBb B IKHIKOM COCTOSHHH.
EcrecTBeHHbIE aHTUKOATYJIIHTBl CUHTE3UPYIOTCS B TKaHAX U MOCTYHAlOT B KPOBb,
U TaM TPENSITCTBYIOT aKTUBAMK (DaKTOPOB CBEPThIBaHUSA KpoBU. K HUM oTHOCATCS
renapuH, aHTUTpoMOuH-11I 1 -02-MakporI00yIHH.

I'enapun  1mpeocTaHaBiIMBAE€T  AKTUBALMIO  HEKOTOPbIX  (aKTOpPOB,  HO
HEMOCPEACTBEHHO Ha camMu (akTopsl He JeiicTByeT. lemapuH BBI3BIBAET
aKkTUBHANMI0 aHTUTpoMOMHA-IIl,u3MeHsst ero kKoH(popMaIuio, MEPEeBOJUT €ro B
AHTUTPOMOUH, 00JIaIal0IMK CIIOCOOHOCTHIO MOJTHUEHOCHO CBSA3bIBATh TPOMOUH B
KpPOBH, IIpY 3TOM aHTUTpoMOuH- Il 1 nprobperaer cnocoOHOCTF HUHAKTUBUPOBATH
CEepHHOBBIE MPOTenHa3bl: TpoMOuH, haktops! [Xa, Xa, XIla, nia3mMuH, ypokuHasy,

KaJUIMKpenH. DaKTopbl, HE OTHOCSLIMECS K CEPUHOBBIM IIpOTEa3aM, HE HHAKTUBU-
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PYIOTCA aHTI/ITpOM6I/IHOM. FenapI/IH IMPUMCHAIOT KaK aHTUKOAryJIsIHT IIPpU JICHCHUU

TPOMOOTHYECKUX COCTOSTHUH.

AHTHTpOMGHH Tenapus ‘_X AntrtpoMGrH / TpomOHH
AntutpomGun / remapuy TpomGHE

W3Becren renernyeckuil nedext, npu KOTOPOM KOHLEHTpalMs aHTUTPOMOUHA

B KpPOBU BJIBO€ MEHBIIE, YeM B HOpPME; Yy TaKHUX JIOAeW 4acTo HaOII0HaloTCs
TPOMOO3BI.
Anmumpomoéun — TIaBHBI KOMIIOHEHT IPOTHUBOCBEPTHIBAIOIIEH CUCTEMBI:
MPUMEPHO /4 BCEro TPOMOWHA yIaiseTcsi STHM HHIHOUTOPOM. B ruiasme kpoBu
UMEIOTCS U JIPyTue WHTHOUTOPHI MPOTEHHA3, KOTOPBIE TAaKKE MOTYT yMEHBINATh
BEPOSITHOCTh BHYTPHCOCYAWUCTOTO CBEPTHIBAHHUS KpoBU. OIMH M3 HUX — Q-
MaKkpoznodyaun. ITO KPYNHBIA OeloK ¢ MoyeKyssipHoi maccoit 720000 [la,
MOCTPOEHHBIM U3 YeThIpeX WIAEHTUYHBIX cyObeauHul. OH MHrubupyeT OOJIBIIMH-
CTBO TMpPOTEMHAa3, W HE TOJBKO Te, KOTOpbIE YYacTBYIOT B CBEPTHIBAHUHU
KpPOBHU. DTOT OENOK COAEPKUT YYaCTKH TMENTHIHOW WENH, KOTOPbIE SBIISIOTCS
cyOcTparamMu A MHOTHMX IPOTEUHAa3; MPOTEHHa3bl MPUCOEAMHSAIOTCA K ATOH
«TPUMAaHKE», TUAPOIU3YIOT B HEH HEKOTOphIC MENTHIHBIE CBS3U, B PE3yibTaTe
4ero u3MeHsSETCsl KoHDOopMaIus o.,-MaKporiioOyInHa, ¥ OH 3aXBaThIBAET ()EPMEHT,
NOJO0OHO «KamKaHy» W WHAKTUBHPYET HX. {7 3TOro MHruOHTOp NOHKEH MMETh
Oonpie pasmepel. Komrmieke op-MakporioOysivHa ¢ (QEepMEHTOM OBICTPO
yAalsieTcsl U3 KPOBU: BpeMsI €r0 MOJTY>KU3HU B KpOBU — OKoJio 10 MuH.

IIpy MaccuBHOM TOCTYIUICHHM B KpPOBOTOK aKTUBHUPOBAHHBIX (PAKTOPOB
CBEPTHIBAHUSA KPOBU MOIIHOCTh MPOTHUBOCBEPTHIBAIOIIEH CHCTEMBI MOXKET
OKa3aThCs HEIO0CTATOYHOM, MOSIBIIETCS OMACHOCTh TpoMO030B. Takas curyanus
BO3HHMKAET, B YaCTHOCTH, NPU OOIIMPHBIX TpaBMaxX M OOJBIIMX XUPYPrHUECKUX
OTIepaIusX.

Anmukonsepmun  cnenuuyeckn  B3aMMOJAEHCTBYET ¢  (DepPMEHTHBIM
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KOMILJIEKCOM
TKaHeBbIi (pakrop-VIIa—Ca®". Takum 06pa3oM OH HHTHOHpPYET HE OT/ICITbHBIC
¢dbepMeHTHI, a 00pa3oBaHHBIM Ha MeMOpaHe (HepPMEHTHBIN KOMIUIEKC, TIOATOMY €Tro
Ha3bIBAIOT CBSI3aHHBIM C JIMIIOTIPOTEHHAMU MHTHOUTOPOM KOATYJISIITHH.

bnaronmapst ToMy, 4TO OJTHOBPEMEHHO MPOUCXOMAT: Kak 00pa3oBaHUE TaK U
pacTtBopeHre (UOPHHOBBIX CTYCTKOB KPOBBH OCTA€TCS B JKUIKOM COCTOSIHUH U

peaKiuu CBEPTHIBAHUS KPOBU YPABHOBEIIMBAIOTCS CHCTEMOU GpuOprHOIM3a.

OCHOBHBIE MEXAHNU3MbI ®MBPUHOJIN3A

Quopunonuz — d5TO TpoLECC paclieIUieHuss (GUOPUHOBOTO CrycTKa, B
pe3ynapTare  KOTOPOTO  IPOHMCXOJUT  BOCCTAHOBIICHHE IPOCBETa  COCYAA.
OuOprHOIM3 HAYMHACTCS OJHOBPEMEHHO C pETPaKIUeil Crycrka, HO HJIET
Me/JIeHHee. DTO ToKe (EepPMEHTATUBHBIN MPOLECC, KOTOPBIHOCYIIECTBISETCS O
BIHMSIHAEM TuTa3MuHa (GubpuHONmM3uHa). [ImasMuH HaxXoauTCsS B TUIa3Me KPOBH B
HEaKTHBHOM COCTOSHMM B BHJE IUIa3MUHOTeHA. [lox BIMSHUWEM KpOBSHBIX M
TKaHEBbIX aKTUBATOPOB IJIA3MHHOTCHA TIPOUCXO/IUT €0 aKTUBALIHSL.

Cucrema ¢(ubpuHOIM3a COCTOMT H3(PEPMEHTOB, HE(PEPMEHTATHBHBIX OCITKOBBIX
KO(aKk-TOPOBUMHTHONTOPOBGHOpHHONMM3a. KOHEUHOH 1enpi0 3TOW  CHUCTEMBI
aBysgeTCs oOpa3oBaHue (epMeHTa ITUIa3MHHA M paccTBOpeHue (GpuOpUHOBOTO
cryctka. I[Ipomecc B HOpMe o0iafaeT CTPOTHM JIOKAJbHBIM AelcTBHEM.B Hem
y4acTByIOT 18 GenkoB:

1.IInazmunozen— mpodepMeHT, U3 KOTOpOro oOpasyercss OCNOK TUTa3MUH,
paspymatonmii ¢pubpuH. Ero akTMBUpyeT aKkTUBATOp IUIA3MHHOTEHA U (AKTOp
Xlla.

2.AKmueamopvl niazmMuHoZeHd TKAHEBOro THNAa (a)i ypPOKHMHA3HbIH (0) —
(bepMeHTEHI (cepu-HOBBIC TIPOTEA3bl), MPEBPAIAOIIIE TA3MHHOTEH B TTa3MHH.

a) MKaHesoll aKmueamop nid3muHo2eHda BBIIEISIETCS SHA0TEINEM, MOHOIIUTAMH U

METaKapuo-uuTamu,
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0) YpOoKuHa3HwIll AKMUBAMOp NIA3MUHO2EeHA TIPOAYIHUPYETCS SIUTETHAIBHBIMU
KJIETKAMHA  [OYEYHBIX  MPOTOKOB,  IOKCTArJIOMEPYJSIPHBIMH  KJIETKAaMH,
9HIOTENNOIUTaMH, Makpodaramu, pudpobractamu.

3.@axkmop XII(paktop Xaremana) — KOHTAKTHBIA (aKTOp, aKTHBATOP
IUIa3MUHOTEHA U MPEeKaTIMKPEnHa.

4 Ilpexannukpeun— KOHTAKTHBIN (akrop, Qakrop Dmeruepa, mpodepmeHT
KaJUIMKPEUHA, Ka-TaJU3UPYIOEro o0pa3oBaHle KUHUHOB, HO IS 9TOrO JOJKEH
cHayvala akTUBUpOBaThes (ak-Topom Xaremana (. XIIa).
5.Bvicokomonekynapuwiii  kununocen(BMK, ¢dakrop @utipkepanbia) — B
KpPOBOTOKE Haxo-IuTcs B Komiuiekce ¢ (axrtopom XII, sBisercs penentopom

NpeKaJUIMKpPEenHa.

PACIIAL ®PUEPUHA N ®PUBPUHOT'EHA

[Ina3mMuH sBISETCS OYEHb AKTUBHOH M B TO )K€ BPEMsi OTHOCHUTEIIBLHO
Hecren(UYHONH CepHHOBOM TMPOTEa30il, KOTopas CIOCOOHA THAPOIN30BATH
¢ubpuH u pudbpunoren. OOpazyoIIKecs BCICICTBUE TOT0 MOJICKYIbI THIPOIN3a
¢ubprHa obo3HauaroTcs Kak xomniexcolDDEuD-0umepwi. Korna dubpun Oynet
THIPOJIM30BAH IJIA3MHHOM, aKTHUBATOpP IUIA3MUHOTEHA TEpSET CBOIO AKTUBHOCTH.
Hexoropble NpOAyKTHl THAPOIHM3a 00JaJar0T BBIPAKEHHOHW (u3noIOrnyeckon
AKTUBHOCTBIO — OHM CHIDKAIOT arperamui TPOMOOLMTOB U  HapyLIaloT
noJuMepHu3auo  (GUOPHH-MOHOMEPOB,  BBINIONHSA,  B.CYITHOCTH,()YHKITHIO

AHTHUKOAryJIIHTAa.
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MepexpecTHo canlaHHan (uipUHOBanA CeTs

Mnazsun

MNpoaysTel AerpagauuMe oubpuHa

dparmenTsl DDE D-gumepwt

[IpeBpamienne  KpOBSIHOrO  MPOAKTHBAaTOpa B  aKTUBAaTOp  IUIa3MUHOI€HA
HNPOUCXOIUT TIOJ BIMUSHUEM MKAHEBbIX JU30KUHA3, & TAKKE CMPEenmoKUHA3bL.
CrpenTokrHa3za BeIpadaTHIBACTCS TEMOJIUTUIECKUM CTPEITOKOKKOM M B OOBIYHBIX
YCIOBHSIX B KpOBH OTCyTCTBYyeT. OIHAKO TPHU CTPENTOKOKKOBOW HH(M)EKINU
BO3MOXXHO OOpa3oBaHHE CTPENTOKWHA3bl B OOJNBIIOM KOJUYECTBE, HYTO B
OTIENBHBIX CIy4asx TMPHUBOJUT K YCWICHHOMY (pUOpHHONM3Y W Ppa3BUTHIO
reMopparu4eckoro auare3a. B Toxke BpeMsi HY)KHO y4YUTHIBaTh, 4TO HapsIy C
(GUOPUHONINTHYECKOM  CHUCTEMOMl KpOBM  UelOBEeKa HMEETcs U CcHcTeMa
anTuudpruHOIMTHYECcKass. OHAa COCTOWT U3 PA3IMYHBIX AHTUKWHA3, AaHTUTIA3MUHA
U JIpyTHX aHTHAaKTUBAaTOpPOB. B mpakTtudeckoil MeauuuHE B JI€YEOHBIX LENAX
(depMeHTHBIE TpenapaTbl M HMX WHTUOMTOPHI IIMPOKO HCHOJB3YIOTCA TPH
HapyIICHUH CBEPTHIBAIOIIECH M IPOTUBOCBEPTHIBAIOLIEH CUCTEMBI KpOBH. [IoaTOMYy,
npu TpoMO03IMOOIMYECKO OONIE3HW MPHUMEHSIOT (EPMEHTHI, CIOCOOCTBYIOIINE
b0 nm3ucy oOpaszoBaBmierocss Tpomba, MO0 CHIDKEHUIO —ITOBBINICHHON
CBEPTHIBAEMOCTH KpOBHU. [IpH COCTOSIHMSX, COIPOBOMKIAIOIIMXCS Pa3BUTHEM

¢uOprHOIN3a, HCTIONB3YIOTCS HHTHOUTOPHI (PepMEHTOB.
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TKAHEBBIE NA3OKHHATLI, TlnasMuHoren

ONAIMHONEH,
CTpeNToKMHASa (%xmmm)

MNpoakivearop Axtmsarop YpoxuHasa, TpUNCuH,
nnasmuHa Kpoen nnasmuHa TKAHABLIA AKTHRATOD

[nazmmm

{DVBPUHONN3MN)
MNpoaykTy pacnana MpopyxTe pacnaga
Gubpunorera tuvbpuHa
DubpAHOTeH Dulpin
Tponmbun
MparpomGin

Peakumu pubpunonuza

PEI'YJEALA [MPOLIECCOB CBEPTBIBAHUA
[MPOTUBOCBEPTBIBAHNA.

I'emoctaz w (QUOpHMHONM3 OYEHb TECHO B3aMMOCBS3aHbBI

perynupytotcs. Perynsanus ocymectisiercss Ha 3 crioco0amu.

. I[Iyrem  Hu3KOH  cyOcTpaTHOH  cHeUPUYIHOCTH

nu
U TOHKO
KJIFOUEBBIX

(hepMEeHTOB:IIa3MHUH PaCHICIUISET He TOJIbKO (hnOpuHOTeH, HO U dakTopsl Y u Y|,

npeaorspamiasd HMU3JIMIIHES CBGpTLIBaHHC;TpOMGI/IH KaTaJIM3upyeT HE TOJIBKO

npeBpaiieHue pudpuHorena B GuOpHUH, HO U IPOTeOaN3 HUOpPUHA.

. [TyreM OZHOBpEeMEHHOTO WHTMOMPOBAHUS TPOMOMHA W TUIA3MHUHA:

aHTI/ITp0M6PIH OOAHOBPEMECHHO I/IHFI/I6I/IpyeT KakKk Tp0M6I/IH, TaK U IIJIa3MHH, €CJIM OH
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CBSI3BIBACTCS C TPOMOWHOM, TO HE MOXKET JCWCTBOBATH HAa IUIA3MUH, YCHIICHUE
npoliecca KoaryJsiiiuy MPUBOJIUT K aKTUBUPOBAHHIO (pUOpHUHOIIH3A.

o [TyreM wWHrHOWpOBaHMS KIIOYEBBIX (EPMEHTOB TIO TPUHIHITY
OTPHIIATENILHOW OOpaTHOM CBSA3HM: TPOMOMH WHTMOMPYETCSl MPOAYKTaMH CBOEH
JesTenbHOCTH -  (uOpuH-MOHOMepoM;  (puOpWH-TIONIMMEp  WHTHOMpYETCS

NpOIyKTaMH Aerpananuu Gudpuna, oopasyromumucs npu GuopuHoIn3e.
®AKTOPBI, YCKOPAIOIIHNE ITPOLECC CBEPTBIBAHU A KPOBM:

1. TCILIIO, IIOCKOJIBKYCBEPThIBAHUC KpOoBHU SABJISICTCA q)epMeHTaTI/IBHBIM
poncccom;

2. VIOHBI KaJIbIHSA, TIOCKOJIbKY OHHM YY9aCTBYIOT BO BCceX (pa3ax reMOoKoaryIsiiug;

3. CONPHUKOCHOBEHHE KPOBU C ILIEPOXOBATOM MOBEPXHOCTHIO (IOpakeHHUE
COCYZIOB aT€pOCKIIEPO30M, COCYTUCTBIE IBbl B XUPYPIHUH);

4. MexaHuYeckne  BO3AEHUCTBHS  (HaBiieHHe,  pa3ApoOiieHHe  TKaHEeH,
BCTPSIXMBAHHE €MKOCTEHl C KpOBBIO, IIOCKOJIbKYITO MPHUBOIUT K
paspymeHno  (OpPMEHHBIX OJEMEHTOB KPOBH U BBIXOAY (DaKTOPOB,

Y4aCTBYIOIIIUX B CBEPTHLIBAHUU KpOBI/I).

®AKTOPBI, 3AME]ISIOLINE " TIPEJIOTBPAIIIAIOIIVE
TEMOKOATYJISILIUIO:

1. moHmwxeHHeTeMnepaTypsbl;

2. IWTpAT U OKcasaT HaTpHs (CBA3BIBAIOT MOHBI KAJIbIV);

3. remapuH (mojaBisieT Bce (azbl TEMOKOATYIISIINN );

4. rrmaakasi MOBEPXHOCTH (TJIaJKUE MBI MPU CIIMBAHUH COCYIIOB B XHPYPTHUH,
MOKPBITHE CHJIMKOHOM WM TMapauHUpOBaHHE KaHIONh M EMKOCTEH s

JIOHOPCKOM KPOBH).

HAPYIIEHUA ITPOLECCOB CBEPTHIBAHU A
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I'emodummst  —HacnmencTBeHHOE — 3a0o0jieBaHWE, KOTOPOE  CBS3aHO  C
HapylIeHHEeM CBepThiBaHus KpoBU. 13-3a orcyrcrBusa VIII-ro umu IX-ro dpaxropos
CBEPTBHIBAEMOCTH  OTMEUYAEeTCsl  IOBBIIIEHHAss  KPOBOTOUYMBOCTh.  bose3Hb
HacllelyeTcs 10 PEeLECCUBHOMY THUITY, CLEIUIEHHOMY ¢ X-XpoMocoMoi. B c¢Bs3u ¢
3TUM, OOJICIOT JaHHBIM 3a00JIeBAaHMEM TOJIBKO MYKUMHBI, B TO BpeMs Kak
JKSHIIUHBI SBIISIOTCS HOCUTENsIMH TeModuinu. TeM He MeHee, ONMUCAHBI CIlydau
POXIEHUS eBOYEK OOIbHBIX reMopuinell. PonuTensiMu Takux J€BOYEK SBIISAETCS
00JIbHOM OTel M JKeHIIMHa-HocuTenb. bonee yem B 70% ciydaeB reMoQuius
NPUBOAUT K WHBATMAW3AUUK O0NbHOrO. JlaHHAs maTojorust BCTpEYaeTcs: C

yacToTon 1 pa3 Ha kaxpie 50 ThICSY HOBOPOKICHHBIX.

PA3JIMYAIOT TPU BUAA TEMO®UJINN

I'emogpunusa A- peneccuBHas Mmytamus B X-xpomocome. Ilpu remopmmuum A
oTMeuaeTcsi HejmocrarouHocTh (aktopa VIII (anTHremModuibHOTO TIIOOYIHHA).
Orto Hambosee pacHpOCTPaHEHHBIH TUN reMo(pUINU, KOTOphId BeTpeyaercs B 80-
85% cayuaeB. Ilpu ypoBHe ¢aktopa VIII 5-20% HaOmronaroTcs TSHKEIbIE
KPOBOTEUCHHS IIPU TPaBMaxX M ONEPATHBHBIX BMEIIATEIbCTBAX.

I'emogpunusa B— peneccuBHas MyTalus [0 X-XpOMOCOME, XapaKTepusyercs
HefocTtaTouHocThio  dakropa IX (daxtopa Kpucrmaca). Ilpu Takom Tume
reMoWINN HapyIaeTcsi 00pa3oBaHNe BTOPUIHON KOATYJISLIMOHHONW MPOOKH.
TI'emogpunusa C(ayTOCOMHO-PEIIECCUBHBIN, JHUOO JOMHUHAHTHBIA C HETOJHOMN
NCHETPAHTHOCTBIO THUN HacienoBaHusA). JlaHHBIH TUO TeMOPWINU MOXKET
BCTpEUaThCsl KaK y MYKUMH, TaK M Yy >KeHIIUH. OTMedaercs HeA0CTaTOYHOCTh
daxropa XI. [annas ¢opma reModpminy B OCHOBHOM pPACHpPOCTpAaHEHA CpEIH

CBpPCCB-allIKCHA3U.

T'aaBa 9

BUOXUMMUIA NTEYEHHU
165


http://www.likar.info/zdorovye-vsey-semyi/article-42973-geneticheskie-zabolevaniya-kogda-roditelyam-nuzhno-byt-bditelnymi/

DVHKINU U CTPOCHHE TIeYeHH

IleyeHp MMeEET Ype3BBIYANHO BaKHOE 3HAYCHHE JUISL ITPOMEKYTOYHOI'O

oOMEeHa BeIIEeCTB TJI€BOJIOB, JIMIUAOB, OEJIKOB, BUTAMHMHOB); 00€3BPEIKMBAHMSI

BEIIECTB (DHJI0-, DK30TOKCHHOB M KCEHOOMOTHKOB); BBIMTOIHSET BBIIEINUTEILHYIO

gl!gHK!!I/I}O (C_JKEJYLI0 B KHUMIICYHUK BBLICJISIIOTCS 6I/IHI/I[2¥6HH§ XOJICCTCPUH,

HEKOTOpBIC JICKAPCTBA M TOKCHHBI). B IEUEHU INPOMCXOJINUT CHUHTE3 BEIISCTB «HA

SKCIIOPTY. OCJIKH I1Ja3MBI KpOBH, I'IIOKO3d, KETOHOBLIC TEJja, JUIIOMPOTECHUHBI, a
TAaKXC 0663B[2€)KI/IB3HI/I€ aMMHraKa U CMHTE3 MOYCBUHBI KaK KOHCYHOI'O IIPOJYKTA

a30TUCTOr0 OOMEHA.

OcHOBHBIE Q!HKQI/II/I NnHeYeHu .

o 3HaYeHre B OOMEHE YIJIEBOJIOB: INIFOKOHCOIeHEe3; CUHTE3 U pacuaj

TJIMKOI'CHA,

o 3HaYeHHe B oOMeHe JATNMAAO0B: CUHTE3 XKUPHBIX KUCJIOT, KETOTCHES,
CHUHTC3,

o JIUTIONIPOTENHOB, CMHTE3 U BBIBECJCHUEC XOJICCTEPHUHA, CUHTE3 KCTYHBIX
KHCJIOT U3 XOJCCTCPUHA, THAPOKCUJIMPOBAHUEC BUTAMKWHA g;

. 3Ha4YeHHEe B 00OMeHe OeJIKOB: CMHTE3 OEJIKOB [LIa3Mbl KDOBH

13..1'1136;¥MI/IHLIg glgaKTOHH CBCPTHIBAHUS KPOBHU), CUHTE3 MOYCBUHBI;

. 3HAYEHUE B IMTMEHTHOM 00OMEHE: METa00JIN3M U DKCKPELUS

KOHBIOTMPOBAHHOTO OMIMPYONHA;

° 3HAYCHUE B OOMEHE TOPMOHOB: META00IM3M K BBIBEJICHHUE
CTEPOUIHBIX TOPMOHOB, META00JIM3M MOJIUIIECITUAHBIX TOPMOHOB;

. 00e3BpekuBaroNIas GYHKINS CYSHH: METa00IN3M B IKCKPEIIUs
JHJIOTEHHBIX CYOCTPATOB, 3K30TOKCHHOB ¥ KCEHOOUOTUKOB, B TOM YHCIIC JICKAPCTB,
KOHCEPBAHTOB, OCH3MHMPEHA BLIXJIOMHBIX ra30B U TA0AYHOIO JbIMA;

. ICIOHUPOBAHUE BEIIECTB: ITIMKOTeH, BUTAMUH A, BUTaMUH By,
JKEJIC30;

° ydaCcTUC B NMIICBAPCHUN . CUHTE3 YKCJTUU
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° T'CMOIIOS3 Y I1J1044.

CTpoeHne neyeHu:

[IEYEHU TeNaTOUMTHI COCTABIAIOT o, knetku Kymndepa (nedyeHounbie
B 80% Kynd (

Makpodarn) m dHmoreJuomutsl - 15%. crpoma — 5%. Bcee HKIMNA [€YEHU

BBITIOJIHACT I'CIIATOIIMT. FCHaTOgI/IT OQHOI\/’I YacCTbIO TTOBEPXHOCTHU TTPUJICKUT K
DHIOTEIMOLUTAM CUHYCOHUJIOB, a APYIOM — K JKEIYHOMY KaHanbly. B cuHycommax
(BUIOM3MEHCHHBIC KaHI/IJ'IJ'I}IQBI! TCYCT CMCIIAHHAA APTCPUATIbHO-BCHO3HAA KPOBb,
NOCTyIMaromass 13 BO[ZOTHOI;'I BEHBI U MMEYCHOYHOM ApTCPpUn; U3 CUHYCOUIOB KPOBb

cOo0MpaeTcs B BETBU IICYCHOYHON BEHBI, BOAJAIOUICH B HUYKHIOI IOJVIO BEHY.

9.2. YyacTtue neyeHu B 00MeHe YIJIE€BO/IOB, JIUIHIOB, 0€JKOB.

Ileuenp — y_gI/IKaHBHBII\/'I Oprad B IJIAHC HNEPEPACHPECACICHUA HYTPHUECHTOB

TJIEBOJOB JIUITHU 0B 0OCJIKOB YTO _ OOYCIIOBJIEHO OCOOEHHOCTSAMM _ eé

K[ZOBOO6[23£CHI/I5{. Beno3Has KpOBb, OTTCKAIOMIAA OT KCJAYJKd, KUINCYHWKA H
HOg!)KGJ'I!g!O‘IHOﬁ KEJIC3bI, NONAAACT B CUCTEMY BO[!OTHOI‘/'I BCHBI IICYCHU, MUHYSA
O6lllI/II>i KPOBOTOK. Takum 06[28_30M5 IICYCHb OMBIBACTCA KPOBLIO, 060Fa!!!eHHOﬁ
HYTPHUCHTAMU U WHCYJIMHOM, dKTHBHO TOIJIOMIACT UX B a6COQ6THBHLIfI NEpUuoa u

UrpacTt KJIIYCB OJIb B 3anacaHuvu, HNCPEpaclpCACIICHUN W JOCTYIMHOCTHU

OUTATCJIbHBIX BEIICCTB JJIA HC[ZI/I!I!C[ZI/I‘ICCKI/IX TKaHen (puc.).
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Puc. 9.1. Cxema yyacTus ne4yeHy B IPOMEKYTOYHOM OOMEHE.

Ponb nevenu 6 obmene venes0008 u no00epiHcanul VPOSHs 2ii0K03bl KDOSU.

IleyeHb — JIeNO TJIMKOTE€HA, MPOJYLIEHT TJKKO3bl 33 CUET IIFOKOHEOTeHe3a;

AKTUBHBINA YYACTHUK PETYJIAINU INIFOKO3bI KPDOBU.

CyIllecTBYET TpPH _OCOOCHHOCTH OOMEHAa TIIOKO3bl B TEYEHH: TJIIOK03a

MPOHUKAET B TiedueHb 4Yepe3 [JIFOT-2, ue Hyscoanowuiics 6 UHCYIUHe, YTO
o0OecrieYrBacT HE JIMMHTHPOBAHHBIN TPAHCIOPT TIIFOKO3bl B IEYCHb, B ICUCHU

coaepkaTcs PEePMEHTHI 2H0KOKUHA3A U 2110K030-6-¢hochamasa, oOecrieunBaroIme

6] CKTUBHVYIO VTHJIMU3AIIMIO INTFOKO3bI B IICPHUOAC HACHIIICHUA U pacnaj I'N'TMKOIr¢Ha

110 CBOOOTHOM TIFOKO3BI IPHU TOJIOIAHHH.

[mrokokKMHa3a KataausupyeT (GochopuianpoBaHre [IIOKO3bl B TIKOK030-6-

!I!OCQI!&T; B OTJIMYMEC OT I'CKCOKMHA3bl, OHA HE I/IHFI/I6I/I|Z_¥ETCH 1"J'IIOKO30-6-!I!OC!I!&TOMg

uMeer Oonee BhICOKYIO K, ¥ BbICOKYI0 VMax. O1o o0ecneynBaeT akTUBHOCThb

!l!e[ZMeHTa TOJIBKO IIPX BBICOKHX KOHICHTPAIWAX TNIFOKO3bI U E)gl!!heKTI/IBHBIﬁ 3aXBaT

TJIFOKO3bI n3

ITOPTAJIBHOTO KPOBOTOKA OpeaoTBpaiias CHUCTCMHYVYIO
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THIEPIIMKEMU0. B MOKEIYIOYHON JKeae3¢ TIIFOKOKMHA3a SIBISIETCS CEHCOPOM

TJIIOKO3bI, U CTUMYJIATOPOM CEKPECIIUKU MHCYJIMHA MMPU TUICPTIMKCMUN.

[n10K030-6-pocharasza  cOOEPIKUTCS  MCKIIOYMTEIBLHO B TEYEHH M

KaTaJu3upyeT 0o0pa3oBaHWe CBOOOJHOW TJIFOKO3bl M3 IIIOK030-6-(ochara mpu
pacmajie TAMKOIeHa B IEeYeHH, OJarojapsi 4yemy oopasyercsi cBoOOIHAs TIHKO03a,
nocrynaroniasi B o0mMKA  KPOBOTOK W o0ecnevMBamoIias  MOJAJAep:KaHue

DHEPreTUYECKOTr0 0OMEHa B NepU(EPUIECKUX TKAHSIX.

Ellle OJITHUM HWCKIIIOYNUTCIBHBIM CBOMCTBOM IHICUYCHH SIBISETCS ITPOTCKAHWE

[ZeaK!!I/Iﬁ [JIIOKOHCOI'CHE3d, YTHUJIM3AlWi JIAKTATd B IHKJIC KO[ZI/I " TJIFOKO30-
AJIAHUHOBBIN LIMKJL.

Ocobennocmu veneso0H020 0OMeHA 8 NeYeHU NPU HACLIUEHUU U 2010 0AHUL.

[leyeHb MPEHMYIIECTBEHHO OTHOCHTCS K TJIHOK030-00pa3YIONIMM TKAHSIM,
HEXEIIM K TIIIOK030-oTpedstonmM. B abcopOTUBHOM MEpHOJC B ICYCHBb
nocrynaer 60-100 rpaMM TJIFOKO3bl, KOTOPBIC IIOJHOCTBIO YTHJIM3UPYIOTCS.
Ycuiienne oOMeHa IIFOKO3bI IPH ATOM IPOUCXOINT 3 CYET 5-TH MEXaHHU3MOB:

1 CHUJICHUEC (POCMHOPUITIMPOBAHUA TJIHOKO3bI (INIFOKOKMHA3da AKTHBHPYCTCSA

BBLICOKOW BHYTPUKJIETOYHON KOHIIEHTPALIMEN TVIFOKO3bI B F€HATOIUTE);

2) YCUIICHUE CHHTC3a TJITMKOI'CHA (yBeInunuBaeTcs COOTHOIIICHUEC

I/IHCXJ'II/IH/FJ'IIOKaFOHi BCJICACTBUEC BBICOKOU KOHICHTPAIINN HWHCYJINHA

AKTUBUPYCTCA INIMKOICHCHUHTA3a, YTHETACTCA INIMKOTCHMOCHOPHJIA3a ),

3! YBCJINYCHUC aKTUBHOCTH FCKCOSOMOHO!I;OC!IZ&THOFO IMyTH,

4) ycniienue rumkoan3a (aktuBanus gocdo KTOKMHA3bl HHCYJIMHOM ),

5) CHWXKEHHUs TIIOKOHEOoreHesa (KI4eBor (epMeHT mpounecca GhpyKTo30-

1,6-0uchocdarasza WHIUOUpYETCS WHCYINHOM; HU3KAs AKTUBHOCTbH

HI/I[ngaTKaQGOKCI/IHaZ’;H ).
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M TOJOJAHMWMKW B TIICUYCHHW B IICPBYIO OYCPCAb IMPOMUCXOIUT acIia,

II
OBHsI IVIFOKO3bl KDOBU U

TTIMKOI¢Ha, 3aTCM I'NTFOKOHCOI'CHE3 JIJIA I10,
00€ecreUYeHHs SDHEPIreTUIECKOT0 METAa00a1M3Ma MO3Ia M IPYTUX TIIOK0303aBHCHMBIX

TKaHEH (puc.).

CpKaAHUA

HywiewH KrcuoTanap

/ Tenrosodocharnap

# ¥ @-rnoxoaa

|

M'ARKOreH -__
r‘:mncsa-I—boecIm

|
| 2
=]
| £ , P> 1
| f | ranesro 30'{3“\??0&1"&1' PIDRNSA e
[ 25 &4 ftumnaa-woe@m \—‘v
{ .i jf T; ‘—’/——\ v. h Epﬂ-ﬂt a
\ ' HTO38 dpyrrosa
\ S———— _ ranexrosa
L ‘h‘vt pottae

OTdopmaTupoBaHo: LLpudt: (no
yMonuanmio) Times New Roman, 14 nt

Puc. YuacTue neueHn B 0OMeHe YIIEBOJIOB.

Ocobennocmu obmena hpyvkmossl u 2anakmossl 6 NeYeHu

[leueHs — IEHTPAIBLHBIA OpraH oOMeHa kT03bl. KpoMe medyeHn oOMeH
(GPYKTO3bI MHTEHCHUBHO IMPOTEKAECT B IIOYKAX, CIM3UCTOH KHUIIICUHUKA, T.K. OTH
TKaHHM _COJAEpPKAT KTOKMHA3y. DpyKTOKMHA3a MpeBpaliact KTO3Y _BO
dpykTo30-1-docdar, koTopas najiee Mo JISHCTBUEM anbioia3bl B pacmieruisercs
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Ha JUTUAPOKCHANCTOHMOCHAT W TIHICPAIBICTHII. DpyKTO3a W TrajlakTo3a B

MEYCHH MOTYT METa0OJU3WPOBATHCS MO IMYTH TJIMKOIHM3a WIM TIHOKOHEOTeHe3a.
[opakeHue TNeYeHW BO3HUKACT NpH AceHIMTE aibaoja3bl B mpu BpoxkJIeHHOU
HETePEHOCUMOCTH ()PYKTO3bIL.

Yyacmue newenu 6 oomene aunudos.

[TeueHs sABJISIETCS BOXKHENIEH TKAHBIO, B KOTOPOU CUHTE3UPYIOTCS de Novo

KHUPHBIC KUCJIOTBI, KETOHOBLIC TEJId, XOJCCTCPUH, TPUTJIUIICPHUIDI, SIQOCQ!OHI/IHI/IQH.

HckarounTenbHOE 3HAYEHHE MMEET IIeYeHb JUIsl CHHTE3a JIMIONPOTEMHOB —

JITTOHII, JITIBII. B nmeyeHu OpoOMCXOIUT KAaTa0OIM3M XOJECTEPUHA JI0 JKEITYHBIX

KUCJIOT, 06[ )A3YIOTCA AKTHUBHBIC MeTa0OJUTEl _ BUTAMMHA 2 ! — OKCH-

xoJiekanpudepon; genonupyercst BUtTamud A. Bee 3T IIpoliecchl pacCMOTPEHBI B

OPECAbIAYIINUX TJIaBaX.

CocrosiHue JIMTIUIHOTO o0OMeHa B IIeYeHHn Py _HACBINICHUW W T'OJIOJAHUN

AMeEET  ClIeAVIoNe 0coOeHHOCTH. B  a0copOTHBHOM I@€pHOl€e B IIEYEHU

IIPOUCXOINUT 2 TIpoIIecca.

1) VCHIMBAETCSl CHHTE3 JKMPHBIX KUCJIOT, T.K. YBEINYMBAETCS JOCTYIIHOCTD

cyocrparoB — anetmin-KoA u HAJI®H, noayyaembIx Kak 3a c4eT MeTaboamu3Ma
LJIFOKO3bl, TaK W TpHU aKTHBAIMK aneTui-KoA-kapOoKcHiaspl, IpeBpaliarolien

artetrii-KoA B manmounin-KoA ;

2) ycunusaercsi cunte3 Tpuraunepuaos (TT). TT 3arem B coctase JIIIOHII

BBIXOJAT B KPOBOTOK )4 OCTABJIAIOTCA ONECPUOECPUICCKUM TKaHAM

NPEUMMYHNICCTBEHHO B MBIMICYHYIO U JKUPOBYIO TKAHb.

H[)I/I T'OJOJIAHWH B I€ATONMUTAX YCUJINBACTCA OKHMCJICHUC XUPHBIX KHUCJIOT U

kerorenes. CHHTE3 KETOHOBBIX Tel — J3-THAPOKCHOYTHpATA, areroamerara u

alfcToHa IIPOUCXOAUT HCKIIIOYUTCIHEHO B INCYCHHU TUJINW3a1sA 3-

FH;![!OKCH6¥TH[!&T3 H__aleToanerara IMmpoucxXoJIuT B nenml;e[gnqecm/lx TKaHAX

MBbIIIIIBI, MO3I' 1 ., KPOME€ IICYCHH), AICTOH, HC PACHICIIIAACH, BBIBOAUTCA
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moykaMu ¢ Mo4doi. CHIDKeHHe CIIOCOOHOCTH mepudePUUESCKUX TKAHEH OKUCIATH

KCTOHOBBIC TeJIa W YTHIU3MPOoBaTh aneTmi-KoA B numkie KpeGca B ycnoBusx

COUIIUTa JICBOJIOB COUIUT OKCAJoancTara) MNPHUBOJUT K KCETOAIIMAO3Y H

HEUPOTOKCUYHOCTH alleTOHA.

MeTHOHUH, BUTAMUH BQ; XOJHWH ABJIAIOTCA JUINOTPONMHBIMH BCIICCTBAMMU. B
Caydac Uux QEQZI/IQI/ITS. Ha6n}ogaeTc;1 JKHUpOoBaid QI/ICTQOQQI/ISI INCYCHU — HAKOIIJICHHC B

IICYCHU HEWTPAIbHBIX JKHMPOB, CHIDKCHHE CHHTE3a OC(POJHUITMIOB, CHUKCHHUC

HakomueHus riaukoreHa. JKupoBas aucrpodus 1neYeHW HAOMIOAACTCS [pu

AJIKOT0JIM3ME, caxapHoM jJuadere.

Yuacmue neuenu 6 obmene 6e1k08 u AMUHOKUCION.

3HayeHWe IeYeHW B OeJKOBOM OOMEHE COCTOWT B  CIEAVIOIIEM:

HUCKJIIOYUTEIbHO B MEYCHU NMPOUCXOINUT CUHTE3 MOYCBHUHBI, CUHTE3UPYIOTCA OenKH

IUIa3Mbl _KpPOBH _(aJIbOYMUH, TIHUKOIPOTSHHBI CPYIOIIIIA3MHUH, TPAaHCHOCPPUH

AKTOPBI CBEPTHIBAHUS KPOBU - IPOTPOMOUH MOPUHOIEH, MPOKOHBEPTUH U

OPOAKIEACPUH ); MPOUCXOUT H[ZOMC)K!TO‘IHHﬁ 00MEH aMUHOKHCJIOT !OGII]I/IG IIyTH

KaTa0oJM3Ma aMUHOKHUCIOT — TPAaHCAMUHHMPOBAHME, J€3aMUHHMPOBAHHE (KpoMe

JIEAIIMHA, W30JICHIIMHA, BajJWHA); crherudUUecKre NyTH OOMEHa OTJAEIbHBIX

AMMHOKMCJOT; CHUHTE3 3aMEHUMBIX AMHWHOKHUCIIOT); CHUHTE3 XOJIMHA. Taxxe B

neueHn cuHtesupyercss C-peaktuBHBIN Oenok (CPB) — mapkep BocmaneHus

KOPOHAPHBIX COOBITHMA, CENCcHca.

He ocranaBimBasch H0§QO6HO Ha OGQI/IX )4 CHCQI/IQH‘ICCKI/IX IMyTAX oOMeHa
AMHUHOKHCJIOT, OTMETHUM, YTO IMEYCHb HC MOXKET KaTa6OJ'II/I3I/IQOBaTI> AMHWHOKHCJIOTHI

C [!aSBeTBHGHHOﬁ NCIbIO — .]'IeI\/'I!!I/IH2 I/ISOHGI\/’I!!I/IHQ BaJIMH - OHHW PACHICIIIAIOTCA B
MbIIIITax.

y HOBOPOXJACHHBIX MOXKET HMMCTb MCECTO MNPEeXOoaAniasd HEAOCTATOYHOCTDH
!l!C[ZMCHTOB OeakoBoro oOMmeHa B NEYCHU, 4YTO MNPUBOAMT K CIACAYIOUIUM

COCTOSAHUAM.
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1) TMIIONIPOTENHEMYSI, KOTOPASI IPOXOJIUT HA 2-3 TOAY KU3HU,

2) rUnonpOTPOMOUHEMHSI, HOPMAaTU3aIUsl TPOUCXOANT K 3-4 Mecsiam;

3) runepdeHUIATaHUHEMUS U THOEPTUPO3IUHEMHUS (1eUIUT GeHnIaJaHuH

TUAPOKCUJIA3bI U TI/IQO3I/IHTQaHC3MHHa3BI!; K 2-4 MCCAIIaM KM3HHM aKTHUBHOCTH 3TUX
!l!C[ZMCHTOB HOPMAJINU3YETCA,

4) ructuauHeMHus (e@UIUT THCTUAUH-aMMHAK-JIHA3E]);

5) runepaMmonuemus  (neduuuT opHHTHHKapOamowmarpancdepassl U

kapOamonadocharcuHTasbl).

B a6CO[26TI/IBHOM NEpUOJAC B IICUCHU YCUJIMBACTCA CHUHTC3 66J'IKOBg B TOM
UCJIC W Ha JKCIOPT, a4 IMPU TOJOAAHHHU, H3060|!0Tg YCUJIMBACTCA KaTa0O0JIM3M
AMWHOKHCIIOT JiIsl 00EeCIIEUEHHMs TIIFOKOHEOreHEe3a.

9.3. MeTa60JM3M M IKCKpenus OMIUPYOHHA, CHHIPOM KeJITYXHU

bumupybue  —  1mponvkr  karaboams3Ma  rema, 00pa3yroIerocs

OpEUMYIICCTBEHHO IIPH  pacrajc JSPUTPOLMTOB, a TaKKEC IMMTOXPOMOB H

muorjgoonHa. B kpoBu OuaMpyOMH IIPHUCYTCTBYET B BHJE 2-X AKIAN:

CBOOOJTHOTO W CBSA3aHHOTO OMIMPYOHHA.

Ce60000nb11 _punupyoun cocrapusier _6osiee 90% obmiero Ounmpyouna
KpPOBM; HE PACTBOPMM B BOJE, IIOOTOMY B KPOBM IMPKYJIMPYET B KOMILIEKCE C
aIbOYMHUHOM; XOPOIIO PACTBOPUM B JIMIKJIAX, B CBA3U ¢ YyeM TokcuyveH juis [THC;
HE MPOXOJMT Yepe3 MOYCUHBIH Oapbep, MO3TOMY B MOYE HE ONPENCNISIETCS MPU
HOBBIIICHAM KOHIICHTPALMK B KPOBM; B TICYECHH OH METaOOJM3HPYETCs B
CBSI3aHHBINA OUITUPYOHH.

Césa3annblil OuiupyduH TpecTaBIseT cO00H OMIMPYOUH-TUTIIOKYDPOHU,

BOJOPACTBOPHMM, B HOPMEC BBIACIACTCA C JKCIYbIO B KHIIICYHUK, B KPOBH

COACPIKUTCA B HE3HAYUTCIILHOM KOJIMYCCTBE, CBO6OQ!HO IIPOXOAUT MMOYECYHBIN
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Oapbep, OOHAPYKUBAETCI B MOYE IPU VBEJIWYEHUU €ro KOHIIEHTPANMU B KPOBU

npuaaBasg MoO4e€ IBET IMKUBA.

[IpeBparienre cBoOOAHOrO OWIMPYOMHA B CBS3AHHBIA B I[EYEHU

OPOUCXOJIUT IIYTEM KOHBIOTAIIMU C TIOKYPOHOBOM KHCJIOTOW B €€ aKTHUBHOU

opme — YJIDI'K non neiicrBueMm dbepmenta Y IDI'K-ounupyould Tpancdepasbl

GiFChin GHAy
7 I \
cHeCHg
NH MY
CH C
NH

H

*
‘ >cu3
(H—

Clig=Chp  (Hia-Clp
COOH

Buanpyoun

Bunnpybun rmwokyponna

Puc. Konbroraius OuinpyOnHa B IeYeHH.

ExxenneBHO B meyeHun oOpaszyercsi okosio 300 mMr cBsi3aHHOTO OunupyOuHa,
XOTS 3JI0pOBasi Me4YeHb COCOOHA IKCKPETUpoBaTh B 10 pa3 Gosbiie. bunnpyoun-
MUTIFOKYPOHU (CBS3aHHBIA OMIMPYOWH), Monajasi B KAIICYHHK, MO/ JCHCTBUEM
dbepMeHTOB OakTepuii IpeBpaliaeTcss B YPOOWJIMHOICH W CTEPKOOWIMHOIEH,
KOTOpbIC B TPSIMOW KHIINKE OKHCISIOTCS B YPOOWIMH M CTEPKOOWIWH U
BBUICJISIIOTCS C KAJIOM, MPHUJaBas €My TEeMHbIM IBeT. YacTHuHO ypOoOHIMHOreH
BCACBIBACTCS B TOHKOM KHIICYHHMKE, C TOKOM KPOBH 4Yepe3 BOPOTHYIO BEHY
MOMaJIaeT B TMEYCHb W PACHICIIISETCS] TaM JI0 JU- U TpUnUpposaoB. [losBieHue
YPOOWJIMHA B MOYE CBHJICTCIBLCTBYET O MOPAKEHUHU IedeHH. CTEepKOOWIMHOTESH
BCACBIBACTCS B HE3HAYMTEIHHOM KOJMYECTBE Yepe3 TIeMOPPOUIAILHBIC BEHBI,
HOMaJaeT B OOIINI KPOBOTOK M BBIICISAETCS ¢ MOYOU (pHC.)
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o

b6ecysemHbili

Zu-, mpunupposnsi YPOOWJINH __ CTePKOOMIMHOICH
=,

02 V. haem}qhoidalis

N
VPOOHJIHH CTEPKOOMINE
noYKu
(200-300 Mr/cyT)
X}esnmoeo yeema mouaq

(1mr/cyt)

/[ Mpumevanue [MHIO1]:

Puc. Kataboausm rema.

YBenuueHre KOHIEHTPAUK 001Iero OunupyOnuHa B KPOBH OOYCIOBIMBACT
pPa3BUTHEC CHHAPOMA KEJTYXH, T.K. OWIMPYOHMH CIOCOOCH OKPAIIMBATHL KOXKY U

CIIM3HCTBIC, CKIIEPBI B YKEITHIHU IIBET.
[1o MexaHN3MY PA3BHUTH BRICISIOT 3 8U0d HCEIMYXU .

° HaaAeYCHOYHAas (Fr€MOJIMTUYECKAs ),

. [IEYSHOYHO-KIeTOYHAS (IIPH HOPAKEHUH TEIATOIIUTOB);
. HoJICYEeHOYHAs (MexaHW4YecKasl, 00TYPAllMOHHAS — IPU HAPYIICHUU
OTTOKA JKETYHN).

Tabanna.

u CpCHIManmsg BHUAA IKCITYXH OC CCTBJACTCA 110 CJACAYIOIHUM

IIPU3HAKAM
Buo Haoneuenou Ileuenou Ilooneuenounasn
dceimyxu | Has HO-K1emoynas

| 176



Ilpu Temoinns lenatwur, XonecTas: JKeaYHbIe
uuna 3PUTPOLIUTOB, Hppo3 KaMHHM, CTEHO3 YKEITIHBIX
Hed)(HEKTUBHBIN aMUJIOMJI03 POTOKOB, KAPIIUHOMA
JPUTPON033 JKEITYHBIX TIPOTOKOB W/WJIH
OJDKENYA0YHON KeJle3bl,
XOJIAHTHUT; aTPe3ust
JKEJYHBIX OYTEH Y
HOBOPOXKJICHHBIX
SITPOTeHHOe (TIepeBs3Ka
00IIIETO YKETIHOTO MPOTOKA
WJIH TIOBPEXKICHUE
BHYTPHUICYCHOYHBIX
IPOTOKOB MPHU ONEPAIUIX
Ha NICYCHU U YIAJICHUN
HKEITYHOTO IY3bIPS).
Cso YBenuueH a0 YBenuyueH HesnaunrenbHo
000nblil 100 MKMOJIB/IT 3a cueT yYBEIMYEH
ounupyou CHIDKCHUS
H 6 Kposu KOHBIOTAIINH B
MICYCHU
Cssa3 B HOpM™E YBennueH Pe3ko yBenanueH 10
AHHDLIL 3a cyer 300 MKMOJIB/I
ounupyou YBEITUYCHUS
H 6 Kposu IPOHUIIAEMOCTH
MeMOpaH

I'eaToOlMTOB,
Koraa

KOMITIOHCHTEI

KEIYnU
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OonagaroT B

KDPOBb
Ipu VYBennunBaer VYBenunuen Yeeanuena 1D, B
3HAKU 6 Csl YPOOUJIMHOTEH B | 2 aKTUBHOCTD KPOBH IPUCYTCTBYET 0cobas
Kpogu kpoBu. CHIDKEHHE AJIT, ACT dpakuus OunupyOuHa —
reMorjioonHa I'TT. KOHBIOTHUPOBAHHBIN
ranToriao0nHa. OMIMPYONH, CBSI3aHHBIN
YmMepeHHoe KOBAJICHTHO C aJIbOYMHUHOM;
[IOBBIIIIEHUE OH MOSBJISICTCS IPH
aktuBHOocTH ACT, JUIATEILHON
THJIPOKCHOYTHpATAE CUIEepOMINPYOMHEMIH
TUIPOTeHA3kI
Ilpu VBennunBaer VBennuus YpoOunuHa u
3HAKU 6 ¢l VpOOMIMHOreH aercst CTEPKOOWJIMHA B MOYE HET
Moue OOMIMHOIeH
Lge He n3menen WnaTtencus TeMHO-KOpUIHEBBIN
m mouu HO JKEJITBII (LIBET NMBa)
Lge Temno Kopuunes BecuBerHbIl
m Kanua KOPUYHEBBII Bl («cobauniiy)
Lse 3eleHOBATO- XKenteit [ITadbpaHoBO-KEITHIN
m Koacu JKEJITBIA

CyIIECTBYIOT TAKXK€E HacleICcTBeHHbIE JedeKThl MeTadoan3Ma OunnpyouHa

!I!I/ISHOJ’IOFI/I‘ICCKaﬂ JKCJITYXd HOBOPOKACHHDBIX.

Du3uonozuyeckas Jeeamyxa HOGOQomoeHHblx pa3BMBACTCA 3a CYCT

CHMI)XKCHHOI'O CHHTE3a AKTHMBHOCTH TIIFOKYPOHHWUJI TPAHC(MOEPA3bI

a TaKKC B BHU

YCUJICHHOI'O paciiaaa OPUTPOIHUTOB. dusznosiornyeckas KEJITYyXa
CaMONPOU3BOJBbHO KYIMUPYCTCA K 10 JHIO XW3HMU.
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Cunopom Kunvbepa — HapylieH 3axBaT OWiIMpyOWHA TCMATOIMTAMU W3
KPOBH, CHIDKEHHAS KOHBIOTAIMS W OKCKpenusl OWIMpyOWHA, TpPOSBIsSETCS
IpexoJIsieii runepOuIrpyOnHeMuel 3a cuer cBOOOJIHOrO OMIMPYOHHA (KEITyxa

ciiabas HCIIOCTOSIHHAA CHUJIMBACTCA IIPHU  TOJOAAHWHW W HMH@OCKIMOHHBIX

3a00JICBAHMX), OMOIICHS IEUYEHH HOpPMadbHasl, IPOJIOLKUTEILHOCTh JKM3HHM HE

HapymicHa.

Cunopom Kpuznepa-Haitapa — nedexT riarOKypoHWI _TpaHchepasbl.

XapakTepHU3yeTcsl PE3KHUM _ YVBEAMYEHMEM Y  HOBOPOXKIEHHOTO CBOOOIHOIO

omnnpyonHa (10 340 MKMOJIB/11) 3a CUET:

1) OTCYTCTBUS TJIIFOKYPOHWJI T[gchQ;eQa%I !agTOCOMHO'[ZegeCCI/IBHHﬁ TUI ),
paHHAsg CMEPTH OT HgC[ZHOﬁ KEITYXHU,

2 HU3KOH AKTHUBHOCTH TJIIOKYPOHMJI TpaHCEPA3HbI HYaCcTUYHAasg

HEJIOCTATOYHOCTh _(DepMEHTa IpU _ayTOCOMHO-AOMMHAHTHOM _THIIE), XOPOIIIO

noJjjaeTcs JieueHnto heHobapouTanom, hoToTepanuen.

Cunopom adouna-/Iiconca — HapyluieHo  BbIIEICHUE  (DKCKPEINs
OWIMPYOWHA B ¥KEJIYb, MPOSIBJISICTCS MPEXOAIICH THIIEPOUITUPYOUHEMHEH 32 CUET

KOHBIOTMPOBAHHOTO 61/IJ'II/IQ¥6I/IH3.; OTJOXCHHUEC MCJIaHWHa B NCYCHU,
IPOAOLKUTEIBHOCTD dKM3HHU HOPMAJIbHAsl.

CqugZOM Pomogga — NPOABJICHUA CXOJAHBI C TAKOBBIMHU MPHU CHUHIPOME
2!36I/IH3'2!)KOHC35 HO OTJIOKCHUSA MEJIaHWHA B TICYCHU OTCYTCTBYIOT.

9.4. O6e3Bpe:kuBaONIas GYHKINUS NeYeHN: JeTOKCHKALMSA
JHJIO0TOKCUHOB M KCEHOOMOTHKOB, XMMHYECKHI1 KAHIIEPOreHEe3.

[leyeHp sABASCTCS BAKHEUIIINM OpraHoMm, 06eCHe‘II/IBaIOQI/IM OCBO60)KQ€HI/IG
opraiuismMa oT <(OT[23.6OTaBI_HI/IX» OMOJIOTUYECKU aKTUBHBIX BCIICCTB 3HJAOICHHOI'O

OPOUCXOKIACHUA CTCPOMIHBIC TOPMOHBI, KaTCXOJAMWHBI, MPOCTATIaHIMWHBI
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OWIMPYOWH, MPOJYKThI THUEHUS OCJIKOB B KHUIIICYHUKE) U OT KCCHOOMOTHKOB.
Kcenodouomuxku — BemectBa, noctynaroume B opranu3M depe3 JKKT, Koxy,
JETKUE M HE WUCIOJIb3YEMbIC JUIS IJIACTHYECKHUX M DHEPreTHYecKux nenein. K HuM
OTHOCSTCS JICKAPCTBA, KOHCEPBAHTBI, TOKCHHEIL.

0663B[2€)KI/IBaHI/IC MMPOUCXOAUT B I'1aJKOM OHAO0IIJIa3MaTHUYCCKOM

erukyayMe (OIIP) remaroumra. [Ipm  uenrpudyruposadun  IIIP  obOpasyer

IOY3bIPBKH - MHWKPOCOMBI, ITO3TOM CaKIIMU, IpoTeKamomue B riagkom OIIP

NOJYYHNJIM HA3BAHUC MUKPOCOMAJIBHOT'O OKUCJICHWSA.

O0e3BpeXMUBAHUE CYOCTPATOB B TENATOIMTAX I[POWCXOJWT B JIBA DTalla

(MHOTrJa COCTOUT M3 OJHOIO JTalla).

Ilepsvliit _3man _— mukpocomanvHoe OKuUcieHue - 3aKJIIOYaCTCA B
XUMHYECKON MOZ!I/I(I)I/IKa[II/II/I FHZI[)O(I)O6HLIX BCIICCTB B FI/Ig![!OghI/IHBHHC IIyTEM
TUAPOKCUIIMPOBAHKMA, OKUCJICHUA, BOCCTAHOBJICHUA.

Bmopou 3man — peaxuuu Kouwvlocauuu ¢ TIIOKYPOHOBOW. CEpHOU
KHCJIOTON, TIWIIMHOM, [JIYTAMHHOM, aAlETHJILHBIM _ OCTATKOM, a4  TaKXKe
MetunupoBanue. [IpOAYKT STHUX peakiuil, Kak MpaBHIO0, XOPOIIO PACTBOPUM B

BOJC, JECTKO AJIACTCA U3 Opradu3mMa.

1 aman. Muxkpocomanwvnoe oKucnenue. KoMIoHeHTEI (=051

MHUKpOocoMalIbHON okucautensHoil cucrteMsl (MOC): muroxpom P-450 (CYP

uuToxpom-P-450 penvkrasa (duasonporens, mmeer kodepmenTt - DAJ] wunum

OMH); 1muroxpom b5. CyTh MHKPOCOMATIHHOTO OKHMCICHHsI COCTOUT B TOM, YTO B
Mouekyny ruzpodobHoro cyberpara (R-Hy) BHeApsieTrcs aTtom KMcaopoja, 4To
mpeBpaiiaer cyocrpar B ruapoduiabHoe BemnectBo (R-OH), yeM 3HAYMTEIBHO
o0Jeryaercst ero JaapbHemi MeTadoau3M. JIOHOpOM JICKTPOHOB JIJIsl aKTHBALIUU
kucsioposa ciyxutr HAJIOH, oH okwciisieTcss 1oJ AeWCTBUEM IUTOXpoM-P-450-

PEYKTA3bL, DIEKTPOHBL [IEPEHOCATCS Ha IUTOXPpoM D5, 3aTeM Ha nuroxpom-P-450.

Kirouesoii kommonent nenn MOC — rmuroxpom P-450: oH HEmOCpeacTBEHHO
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AKTHBHPYET KUCIOPOJ, CBSA3LIBACT CYOCTPAT M BHEAPSCT B HETO aTOM KHUCIJIOPOJA

| cmadus: _muxpocomanvroe okucienue

0 RH, — ruapo¢obHbie
RH, cy6cTpaTtbl: H6eH30n,
CTepPOWAHbIE FOPMOHbI,
XONecTepuH, N1eKapcTsa,
HAJ®H — &I — bs_— uur-P4 TOKCUHbI 1 ap.

H,0
> @ --OH + H,0+HAA®

+0,+HAAGH =

0eH30J1 (henou

Puc. Cxema LTI MUKPOCOMAJILHOT'O OKMCJICHH.

Ecau B MOJICKYJTY Cy_6CT[ZaTa BHEAPACTCA 1 aToM KHCJI0pOJa, TO PEAKIIUA
KaTaJIM3UPYyETCA MOHOOKCUT'CHA3aMHU, €CJIN — 2 aToMa Krcjiopoaa —
AUOKCUTCHA3aAMMU. B MOHOOKCUTE€HA3HbBIX pPCAKIUAX TPOUCXOAUT O6Q&30B3HI/IC

TPOWHOTO KOoMIIeKca: yumoxpom P-450 — cyocmpam — kuciopod ¢ mocaeayronien

aKTHUBAlMEN KUCJIOPOJAa U BHEIPEHUEM OJHOTO0 €ro aroma B cyocrpar. Bropoii

aTOM KHMCJIOPpOAd paCXOAyEeTCA Ha OG[Z&SOB&HHC BOJbI. 2!0H0[20M DJICKTPOHOB B
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JTHX PEAKIUIX CIYKUT BoccTaHoBiIeHHBIM HAJIDH. [1o4TH BeCh KIETOYHBIN
HAJI®H okucnsercs B MUKPOCOMAaxX, a CKOPOCTh €0 OKUCIICHHS] PErYIUPYeTCst

CKOPOCTBIO niepeHoca 31ekTpoHoB ¢ HA JIOH-tmroxpom P-450-peaykrassl Ha

nuToxpoM P-450; akTHBaIKs KMCIOPOJIa Ha ItuToxpome P-450 sBasercs
JUMHUTHPYIOUIEN cTainel mpoliecca.

B nyokcureHa3HbBIX PEaKIUsIX CaAKIIMKU NEPEKHCHOI'O OKMCJICHHUS JIMIINIO0B

— 1IOJI), xorga B MoOJEKydy CyOCTpaTa BHEAPSETCS BCS MOJIEKYJa KHCIOPOJa,

uuToxpom  P-450 Moker OBITH IIEHTPOM _paanKagoo0pa3oBaHusl, 0Oyarogaps

nannmanmu [10J] sa SH-rpynmax ero anodbepMeHTa Opy CBA3bIBAHUU FE, a Taxke

B CiIyYasix, Korjaa muToxpom P-450 BbICTyHaeT B podau THAPOKCUNIEPOKCUIA3DL IPU
DPa3PYIIEHUU THAPONEPEKUCEN HEHACKIIICHHBIX JKUPHBIX KUCIOT.

B 3aBucumoctu ot thna cyocrpara B MOC npoTeKarT peakinu:

o TUIPOKCUITUPOBAHNA
L OIOKCUIWPOBAHWA

. N-okucineHus:;

. N-, S-, O-neanKuInpoBaHus;
° BOCCTaHOBJICHHE HUTPOCOCAMHEHUH U JIp.
braarogaps  peakiisM  MHKPOCOMAJBHOTO  OKHCJCHHS  MPOUCXOJHT

THAPOKCHUJIINMPOBAHUE OMOT€HHBIX AMHWHOB aJpcHajlnHa TpUIITaMHUHA
CEPOTOHMUHA OKHMCJICHUEC XOJCCTCpUHA M KCIYHBIX KHCJIOT, CHHTC3U TCA

npocTarjadAudbl, CTCPOUIHBIC TOPMOHBI. MHuorue APOMATUYCCKUC YITIEBOAOPOIAbI

00€3BPEKMBAIOTCA  IIYTEM OKHCIEHHUS ¢ 00pa3oBaHWEM COOTBETCTBVIOIIAX

Ka[Z6OHOBBIX KHCJIOT, HUT [206€H30J'I IMPEBPAINACTCA B Ha[gaaMHHOgheHOH.

OT/1e1bHOTO BHUMAHWMS 3aCOYKHUBACT yumoxpom P-450. On obmamgaer
UpoYarIeit cydcTpaTHON cienmnUUHOCTBIO M MOYKET TPUCOEANHATh Oogee 7000
pasnnyHbIX cybcrparoB. CymectByet Oosiee 70 m3odopm nuroxpoma-P-450,
KoTopble 00pa3yioT 4 cemeiictea: CYP 1-4. B neyenu HanOoJiee mupoko
npeacrasneno cemeiicteo CYP 3A, CYP2E. [Tutoxpom P-450 moxer
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HUH MPOBATHCS MM MHTHOMPOBATELCS, IIPEBPAIIASICE B HEAKTUBHYIO (hOpPMY —

uutoxpom P-420. YuurteiBas, 4o O0JBIIMHCTBO CYOCTpaToB 1uToxpoma P-450 —
9TO JIEKAPCTBA M KCCHOOMOTUKH, JITUTSILHOCTh TEPAIICBTHYECKOTO JICHCTBUS
JICKAPCTB OMPEJICISICTCS CKOPOCTRIO UX META00JU3Ma B IieueHU. [Ipu
MHTHOWPOBaHMU 1IUTOXpoMa P-450 oGe3BpekMBaHUE JICKAPCTB 3aMeIIsIeTCs,

JUINTSIBLHOCTE MX JICMCTBUSA M TOKCHYHOCTh — BO3pacTaroT. [Ipu OepeMeHHOCTH

TAKKC MCHACTCA AKTUBHOCTDb IMTOXPOMOB 1)-4-50g 4qTo 06¥CJ'IOBJ'II/IB36T
0COOEHHOCTH METab0aM3Ma JICKAPCTB U TOKCHUHOB. B pAac CaydacB, MOCJIC

ouorpanchopmarmy B MOC BelecTBO CTAHOBUTCS €I1le 00JIe€ TOKCUYHBIM, YTO

INPUBOAUT K XUMHUYCCKOMY KAHIICPOTCHE3Y.

2 sman. Peakguu KOonvtocauuu. B PEAKIIUAX KOHBIOTaAllMU YYAaCTBYIOT

pa3IMYHbBIE  BENIECTBA B aKTHUBHOM _ ¢dopMme: cepHas KHCJIOTa B BHUJE

octhoamenozunbochocyapdara (DADC TJIIOKYPOHOBAA KHCJIOTA B BHUJC

YADKI, METHOHWUH B BHJE S-aJICHO3UI-METUOHHMHA; TJIMLWH, TIYTAMUH M Jp.
(puc.)

Il cmadus Peakuyuu konvrozauuu

| OTdopmaTupoBaHo: LLpudT: (no
/| ymonyanmio) Times New Roman, 14 nt

| OTdopmaTupoBaHo: LLpudt: (no
ymon4yanmio) Times New Roman, 14 nt
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L8] OH

H 0OH

3'bocdoanenozmi-5- dochocyapdar (PADC) YIP-r110KYPOHAT
YVIPI'K)
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COOH COOH

H 0OH

Y ID-1110KYpoHAT thenon (QeHNIIIIOKYPOHM]

Puc. AxktuBHag hopMa CEpHON U TUIFOKYPOHOBOU KUCJIOT, PEAKIINS

KOHBIOralilun glgeﬂona.

B PCAKIUAX KOHBIOTAINNU O6€3B|2€)KI/IB3.IOTC$[ IMPOAYKTHI THUCHUS OCJIKOB B

Kumeynuke — Genon (oOpasyercss U3 TUPO3MHA), WHJIOJ, cKaTod (00pa3yroTces u3

tpunrodana). Munon, xonsrorupysas ¢ PADC, mnpeBpamaercs B WHIOKCHI, a

3aTeéM, B JKMBOTHBIM WHAMKAH, KOTOPBIA BBIBOAMTCS ¢ MOYoW. [lo Konn4yecTBy
WHIVMKAHA B MOYE CYISIT O CKOPOCTH THHEHHUs OCJIKOB B KHUIIICYHUKE U

HKIIMOHAJIBHOM COCTOSIHMU IT€YeHH. J[Is OLICHKH KIIMOHAJILHOTO COCTOSHUS
MeYeHH MCHoib30Bany 1po0y KBuka: OeH30iHasi KHCIIOTa KOHBIOTMPYET C
LIHMIKAHOM, 00pa3ysl TUOMYPOBYIO KHCIOTY, KOJWYECTBO KOTOPOW OMpEessii B

Moye. BaxxHoe MecTo B 00€3BpeKMBAHUNA KCEHOOMOTUKOB 3aHUMAKOT TIYTATHOH-S-

aHC(PEPa3bl I'T OHHU BOCCTAHABJIMBAIOT HNTOTOKCHUYHBLIC OPraHUYCCKHUC

NEPOKCUABL 10 CIIUPTOB, INTYTATHOH YYACTBYCT B O6CSBQCX(I/IB3HI/II/I OIOKCHUIOB,

OPraHuYCcCKUX 0Cc(PaToB THOIIMOHATOB CeTEePOLMKINYECKIX  COCJIMHECHUIA;

OTJEILHOT0 BHUMAHME 3aCAYKHABAET TIIYTATHOHOBAS CHCTEMa B AaHTHOKCHIAHTHOU
3alIUTe Opranu3Ma (cMm.ganee ri.10).

Qoe3epexcusanue 20pMOHO8.

['OpMOHBI, 0Ka3aB CBOE JCHCTBHE, MOJIBEPTAIOTCS KATa0OJU3MY B TICYCHHU.
Crepounnnbie TOPMOHBI: TECTOCTEPOH, aJbJI0CTEPOH, 3CTPAaNON
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TUAPOKCHIUPYIOTCSA, a 3areM KOHBIOTUPYVIOT ¢ DADC u YIDPI'K. TTpoayKTel

TUIPOKCUINPOBAHNUS 3cTpaanona - 16-ruApOKCUICTPATHOT u 4-
TCHUAPOKCUACTPATMON, OCOOSHHO MPH M30BITOYHOM 00Pa30BAHMHU, B OTIMYHE OT 2-
TCHUAPOKCUACTPANOIA, 001aJIal0T CHOCOOHOCTBIO MPOBOIIMPOBATH KAHIICPOTEHES.
[lpyu 1mppo3e IeYeHW WHAKTHUBAIIUS CTEPOUIHBIX TOPMOHOB 3aMEISETCs, YTO
MPUBOJIUT K VBEJIMYCHUIO WX KOHIIEHTPAIMK B KPOBU M MOCICAVIONICH aTpodhuu

T'OHa, T.K. CHHTE3 TOPMOHOB PEryJIupyeTcs IO MEXaHU3MYy OTpUIATeJIbHON

O6[!3THOI>1 CBA3HU. TI/I[!OKCI/IH 0663B[2€)KI/IB3.GTC5I TPAHCAMHWHWPOBAHUEM B

KETOMPOM3BOJIHOE, a TaKKe KOHBIOrMpYs: mo ¢GeHoabpHo rpyimne ¢ PADC uau

VYIDPI'K. AnpeHanvH ¥ HOpaApeHAIWH IOCIEIOBATEILHO JE€3aMUHUPVIOTCS

METUINPYIOTCA U KOHBIOTUPVIOT ¢ DADC pu YIPTK.

Qobezepescusanue 1exapcmes.

Kak 06b110 YK€ CKAa3aHO BbIEC, NJIHUTEIBHOCTL TCPANEBTUYCCKOT'O gCﬁCTBI/Iﬂ
JCKAPCTB ONPEACTHACTCA CKOPOCTHIO HUX MeTaboJM3Ma B IIEYEHM. an[goglgnnbmﬁe
BCIIECTBA MOI'YT BBIBOJAMUTHLCA M3 OpraHW3Ma B HCHU3MEHCHHOM BHUIC, OJHAKO B
OOJIBIIIMHCTBE CIYyJacB JICKAPCTBA ITOABEPIAIOTCA 6I/IOT[ZaHCghO[ZMagI/II/I B IICYCHMU.

Pesyaprar OmorpanchopMaIiuy MOKET OBITh PAa3HBIM: HWHAKTUBAIUS (HUTPUTHI
enobapburan, sdenpun); aktuBaimg  (HopmopduH, Metmagoda, OyTaamoH);

OOABJICHUC MeTab0JIUTOB TOKCHUYHBIX JIA opradimsMa CHAIICTUH

C!HB!I!&HHH&MHQ!H ).

[pumepsl: acnupun xouporupyer ¢ YJIOI'K wnn  rnmmnuHoMm, ambo
IIPEBpAIaeTcsl B TCHTH3WHOBYIO KHUCIOTY: heHoOapOuman TUAPOKCUIUPYETCS,
3aTeM KoHblorupyer ¢ YDI'K: uzonuasud anetunnpyercs U BbIBOJIUTCS B BUJIE
AlleTUIN30HNA3UId W W30HUKOTHMHOBOW KHCIOTBL. Mopgun 1mon pnercTBueM

ntoxpoma P450 mpespamaercss B HopMophuH (B 6 pa3 TokcuuHee MopdHHA

KOTOpBIN pgajee B peakuun koHbproraumu ¢ YJIDOI'K o0pasyer TIFOKYPOHUII-

nHopMopbuH. Kodeun, BXOISIMI B COCTAaB NMPOTHBOKANIIEBBIX ITPENAPATOB, I10]T

elicTBUEM nrtoxpomMa  P450  mpeBpamaercs B mMopduH KOTOPBIA

00€3BPEIKUBACTCS 10 paHee OIMMCAHHOMY MEXaHHU3MY. (Denagemuu oo/
185




elICTBUEM nroxpomMa P450 - 1A2 1mpeBpamaercs B auemamunopen

jna[;ageTaMonga I(OTOQI:Iﬁ JaJICC MeTa6OHI/IBI/IQ¥CTCﬂ B 3 pa3JnNYHbIX TTPOAYKTA B

3aBucuMOCTH 0T depMenTa: noxa aericteueM Y D-rmokyporunrpanchepassl — B

FHIOKg[gOHHg!-a!!eTaMI/IHO!heH; o1 g!CﬁCTBHCM cgnbglgongchgl;e[g%H — B cgnbglgaT-

amuHodeH; noxa aericreueM ruroxpoma P-450 - 1A u P-450 - 3A — 8 N-anetui-p-

OEH30XMHOHUMHUH renaTOTOKCHYHOE BEIIecTBO). Taxke CHauemuH 110
SMCTBUEM Jicalllia3bl IpeBpaiacTcs B IapadeHETUANH, KOTOPBIM SBASETCS

METTeMOTJI00MHOOPa30BaTEIEM )4 I'CIAaTOTOKCHUYCH. Kodenn AKTUBUPYET

nuroxpom P-450 - 3A, a Ha P-450 - 1A oka3biBaeT HHTHOUpYIOLIEe JICHCTBUE.

Memaboausm 3manona. IlpeBpaliernrie 3TaHOIa B II€YEHU OCYIIECTBISETCS

TpeMs IYTSIMH ¢ 00pa30BaHMEM TOKCUYHOIO NPOMEKYTOYHOIO MPOAVKTA —

AlCTaJIbACTHU A,

1) Dranon 1o erictBueM HAJI-3aBUCHUMON aJdKOTrOJIBLIETUAPOreHAa3hI
AJI') mpespamaerca B aneraupiaerun ¢ oopasosanmem HAJIH. AN’ — muHK

3aBHCUMBIN _(DepMEHT, JIOKAIM3YETCS B I[MTOIUIA3ME WM MHWTOXOHJPHUAX, HE

UH UpyeTcsi, UMeET 2 N30(POPMEL

2) Dranoua noxa neiicrBueM muroxpoma P450 - 2E1 m HAJIOH obpasyer

alleTaNIbJIETHJI, IPH OTOM TaKke oopazyercss HAJI®. DtoT nyTth nporekaer B SI1P,

CPMCHT HH, ApYETCs, MMEET 3HAYSHHE IPH 3J0YNOTPEOJECHMHU aJIKOTrOJIEM;

CONPOBOKAACTCA 06[2330BaHI/ICM AKTHUBHBIX (120[2M KHCJIOpOJid.

3) DTaHOI IpH B3aUMOJCHCTBUU C MEPEKHMCHIO BOAOPOJA IIO, eUCTBHEM

KaTaJa3bl NPpEBPAlIa€TCsd B AllCTAJIbACT U, OToT YT MPOTEKACT B MUTOXOHAPUAX.

JlanbHEWIUN MeTa0OoJU3M alleTallbJIeTUIa MPOUCXOJIUT JI0 00pa3oBaHUs

KCYCHOW  KHCJIOTBI 2  TYTIMH: o eifictBueM DA JI-3aBuCcUMOM
alpJerMa0KCHAa3bl (C 00pa3soBaHUEM IIEPEKUCHA BOJOPOAA) WM II0 eliCTBUEM

HA/I-3aBucuMoil  aneranpaeruyieruaporesassl (¢ oopasosanuem  HAJIH).

Anbg!emggor(cngga?,a W alCTAIBACTUANCTUAPOrCHA3d MMO-PA3HOMY PACIIPCACIICHBI B

KJIeTKe: B 1uto30ie — 80/20%:; B mutoxouapusax — 20/80%.
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d)aKMOle! GauAlOuiue Ha Oemmcculcaguonn 1%(/] QEHKQMIO nevyenu.

WVHTEHCUBHOCTD 00€3BpEKMBAHUSI KCCHOOMOTUKOB 3aBUCUT OT aKTHBHOCTH
dbepmentoB MOC u nenocrtHoctu MmemOpan MOC. Ha aktuBHocth MOC Bnusiet

COACPIKAHUE TJIMKOTCHA 0oC(OITUIIHIOB, OEIKOB, KOJHYECTBO aCKOPOMHOBOM

KHCJOThl B TICYEHHM, a TakkKe Je@UIUT ceiaeHa, MmarHus, skenaesa. CHrbkeHue

onorpanchopmanu BcliecTBUEe cHibKeHUs: akTuBHOcTH MOC nHabnronaercs y
JIETEH, CTAPUKOB, MIPHU TOJIOAHNUN, MEMOPAHOJIECCTPYKTUBHBIX porieccax B MOC,

OKHCIUTENLHOM  CTpecce.  YBeJudeHue  akTUBHOCTU  depmenToB  MOC

HAOJIIOJIAETCS  TOJ  JICWCTBUEM TECTOCTEpPOHA M KOpTH30Jia. CVIIECTBYIOT
BCIIIECTBA, OKA3bIBAIOIINE HHJYIHMPYIOIIEC M HMHTUOMPYIOIICe JICHCTBUE Ha

depmenTel  MOC. Huoykmopwvi: wx 2 tuna — (heHo0apOWTagoBOro THIa

CHUJINBAKOT  CHMHTC3 epMenToB _ MOC . MCTHUIXOJAHTPCHOBOI'O  THIIA

(YBEIMYMBAIOT KATAIUTUYECKYIO aKTUBHOCTH ruroxpoma P-450). [Tpumep: mocie

BBEJICHUS eHoOapOuTasla B 2 asa ckopsierca  Oouorpanchopmalus
HUTPOINIMIIEPHUHA U McYe3aeT ero nooouHslil ddbdeKkT — rososHble 0oian. Beenenue

(dbenobapOuTalla  WCIIOJB3VIOT  IIPA  JIEYEHUHM  TEMOJIATUYECKOW  OO0JIE3HU

HOBOPOXJICHHBIX JIA CHJICHWSI __ KOHBIOTAIlMM __ OMIMPYOWHA B TEYEHM.

DenobapOuTan M OEH30HAT WCIONB3YIOT MPU OTPABJICHUU TENaTOTPONHBIMU
snavu.  Hueudoumoper  MOC — renaToTpOnHBIE SIbl, MEPEKUCh BOIOPOIA,
ankoroib, POC, mecTHIHIbI, TeKCaxXJIOPTreKCHINH U JIp. MHTHOUTOPEI IATOXpOMa
P-450: amwHa3WH, aWIONYPUHOJ, TEeTypaM, OpalbHbIE KOHTPAIEOTHUBEI,
LHUKIOCEPUH.

Xumuueckuii kanuyepozenes.

[pu ororpanchopmanru B MOC nieueHu psiji COSIMHCHHUA CTAHOBSTCS SIIe
0oJiee TOKCHYHBIMH, MPEBPAIIasiCh B KaHLEPOIeHbl. DTH BEHICCTBA HA3bIBAIOT
npokaniieporeHamMu. K HUM OTHOCSITCS cliefyionine (Tadnuia).

Uctounuk Hazsanue Hazsanue IlaTomoru
KaHIleporeHa, YeCcKoe
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IIPOKAHIIEPOIrceHa

IIPOKAHIIEPOIrceHa

obOpasyrorierocst IpH

<<O6C3B[ZC)KI/IB8.HI/II/I»

COCTOSHUC,
00yCIIOBICHHOE
IeiCTBUEM
KaHIIeporeHa

Tabaunplit benznupen OKCHUOCH3MUPEH Pak
JBIM JIETKHX U JP.
[poayKTbl [oauuuKInyecKu DnoKcua Pak xoxxu
TOPEHHS e apoMaTu4Yeckue | OeH3aHTpalleHa
KaMEHHOYTOJIbHAS | YIJIEBOAOPO/IbI: CIOCOOCH ANKWINPOBATH
caxka), Ta0aYHbIN | OEH3aHTpAIICH, JHK, PHK, Genku
IT6IM, _BBIXJIOMTHBIE | METHJIXQJIAHTPEH,
rassl, 0eH30I
KOKCOXHMMHYECKOE
IIPOM3BOJICTBO
[IpounsBojacT ApomaTuyeckue [HoBpexnenune Pak
BO __ aHWJIMHOBBIX | aMHHBI: __ HadbTmiaamud, | JHK MOYEBOT0
KpacuTenen METHJIAMUHOOEH301 y3bIps
[IpounsBojacT JIMOKCHUHBI: [ToBpexnenune IToBpexne
BO jiehonmanToB, | rerpaxaopbenzoanokcus | JHK nue JIHK
LICJUTIOI03HO-
OyMakHas
IPOMBIIIICHHOCTb,
TOpSINEe CBAJIKH,
XJOPUPOBAHUE
BOJIbL
HMHcekTuIma AnernaamMuHOGIT AnernaamMuHOGT Pak
bl I00pEH HOopeH-cyIbdar [IeYCHHU
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IlnecueBnie

rpuObl _ 3epHOBBIX

MUKOTOKCHHEI:

agl!J’IOTOKCI/IH

IloBpexaeHue
JIHK

IlepBuyH
bl paK NEYECHH

IPOJIYKTOB
KonceppaHT Hurtpo3aMuHBL: [IpeBpamator Pak

bl PBIOBI M MSICHBIX | IUMETHIHUTPO3AMUH, LIUTO3WH B ypalWJ B | ICYCHH, TIOYCK,

[POAYKTOB - | IMDTUIHUTPO3AMHUH MOJICKYJIC JHK, | nerkux,

KoJ10ac 00yCIIOBAMBAS MYTAIIMHU; | JKEITYJIKA,
HHUTPATHI SIBJSIIOTCS | IMIIEBOA.
CWJIbHBIMU
OKUCJUTEIAMN

Kak BUJIHO U3 Ta6J'H/I!!I>I; XUMHUYECKNE KaHIICPOTCHBI CIIOCOOHBI MMOBPEKIATH

HK. Btopoii MexaHnusm

!|gchg|;0|gMauI/m IMPOTOOHKOI'CHOB B OHKOI'CHBI. H[!OTOOHKOFGH - HO[!M&J’IBHBIIZ

T€H, coJepKalmui  WHAOOPMAIMID 0  OeJIKe

A3BUTHA XUMHWYCCKOI'O KAHIIECPOIr€HE3a — J3TO

CrYJIMPYIOIIEM HOPMaJIbHYIO

npoardepanuio.  OHKOIeH — TIeH OKCIIPECCHUA  KOTOPOro IIPHMBOJMT K

HEKOHTPOJUPYEMOU  mpoaudepaliiid  KIETOK. IIporooHKoreH  crnocobeH

IIPEBPATUTHLCA B OHKOI'CH ITPU U3MCHCHUU PETYIATOPHBIX MW CTPYKTYPHBIX I'CHOB,

BXOAANIMX B COCTAB €TI0 OMNEPOHA.

9.5. KeaurL U TUCXO0JIHUST

Kemus — KUOKUN

BBI[ZaGaTBIBaCTCH B IIeYeHM B KoandecTBe 10 MJI/KI Macchl Telna (IIPUMEPHO 500-

700 mu/cyr). BHe nuieBapeHWs I1€YEHOYHAS JKEI4Yb IEPEXOJUT B KEIYHBIN

CCKPET KEJITOBATO-KOPHUYHEBOI'O 1IBCTA,

IIY3LIPh, IJI€ IPOMCXONMUT €€ NEMOHMpoBaHMe, cryienue (B 5-10 pas 3a cuer

BCAaChIBaHUA BOJBI 1 BJIeKTQOJ'H/ITOB!. q)gHKQHH JKCJIYN: y4aCTHEC B NIEPECBAPUBAHUN
JUINIUAOB — OMYJIbI'MPOBAHUE JKUPOB, AKTHUBAIIUA HaHKQCaTI/I‘ICCKOﬁ JIMIIA3bI,
ydqacTuc B 06[2330B21HI/H/I MUICJIJT TTPU BCACBIBAHWK KOMIIOHCHTOB THMJAPOJINM3a

K OCHOBHBIM _KOMIIOHEHTAM JKCIYM _OTHOCST JKEIYHBIC KHCJIOTHL,

KHPOB.
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XOJIECTCPUH, glgocglgonnnnggma 61/IJ'II/I[)_Y_6I/IH2 COJIK, TAKKC KEJIYb COANCPKUT MYIIWH,

€PMEHTBI, DJIEKTPOJUTHI, MPOAYKTHI _Ouojerpaganuu _jgekapcTB. OCHOBHOM

KOMITOHEHT _ JKE€JYM _— JKENYHBbIC KHCIOTHL. CHHTE3 KEIYHBIX KHUCIOT W3

XOJECTCprHA OonNurcadH B TPEALIAYIIMX TJjiaBax. Ha[ggmeHHe coCTaBa JXCJIYU —
AUCXOJIN . QI/ICXOHI/IH Ha6mogaeTc;1 Ipyu _M3MCHCHWH COOTHOMICHUS IKCITYHDBIC

KHCJIOTBI/XOJECTEPHH, IIPH _ CHIDKEHHW  COJEPIKAHMS  JKEIYHBIX  KHCJIOT U

YBCJINYCHUN KOHICHTPAIWU XOJICCTCPUHA, OH HAYUMHACT BbINAJAATh B OCAJA0K, YTO
CHOCO6CTB¥6T 06[!3.30B3.HI/IIO KEITIYHBIX KaMHeI\;Ii 0COOEHHO IIpU_3aCTOC IKCJIYH U
HaJIW4YuH I/IH(I)GI(QI/II/I

Tenamomokcuunocmo. HGKOTOQBIC JICKAPCTBA CIIOCOOHBI BbI3BATh

[IOpaKEHHUE _ MEYEHHU: 0303aBHCHMasl __ TeMaTOTOKCUYHOCTh __ MMEETCSI
ImapaleramMosa, CaJWIUIaTOB, TETPALMKINHOB, a3aTHONPHHA, METOTPEKCATa;
HMINOCUHKPA3HIecKasi TeNaTOTOKCHMYHOCTh — V W30HWA3W[A, TaJloTaHA, METHI-

ODA ndbaMOuImHa aHTPOJIEHA, _HUTPO aHTOMHA; 03033aBUCUMBIN
X0JIECTa3 BBI3BIBAET METHUATECTOCTEPOH:; MIAMOCHHKPA3WIECKANA XOJIECTATUUECKHMA
renaTuT — XJOOPOMAasWH, TOJOYTaMUJ, SPUTPOMHUIMH. [ enaToTpOnHBIMU siIaMU
SIBJISIOTCS YEThIPEXXJIOPUCTHIN yraepo, nectuimasl, POC.
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Faapa 12,

AKTUBHBIE ®OPMbI KMCJIOPOJIA, OKMCJMUTEJBHBIIN CTPECC ¥
AHTHOKCHUJIAHTBI

Hcnonb30BaHue KHCJI0OpOoaa OpraHrn3MaMiy B ITPONHECCE KUBHCACATEIbHOCTHU

HAyaJIoch OKoio 1.4 muiummapiaa Jier Haszaja. JIpeBHeWIne OpraHu3Mbl ObLIN

aHa’po0aMM, HO, KOIJa 3a CYET COJHEYHOW DHEPIMHM BO3HUK (DOTOCHHTE3 M Ha

3eMite mOSBIIICS KHCIIOPOJI, TO MPEJACTABUIACH BO3MOYKHOCTh M3 OPraHMYECKHX

BEIICCTB M KHUCIOPOJA IMOJYYUTh «OUOJOTHUECKYIO 3Hepruioy — ATdD. Dtor

IIPOLIECC ¥ MOJIOKHII HAYAI0 3aPOKACHUI0 a9POOHBIX (KMCIOPOI-NOTPEOISIONINX)

(hOpPM KHMBBIX CVIIECTB, T.€. MOSBJIEHHUI 0OoJiee CHOXKHBIX (opm xwu3Hu. Tak

KHCJIOPOA ChIrpaJl UCKIIOYUTEIbHO BAXKHYIO POJIb B 9BOJIOLUHA JKMBOU MAaTCpuu U B
PErYJIANNMY KJICTOYHOTO JCJICHMA. COBQGMCHHBIC OpradHv3Mbl dKTHUBHO MCIIOJb3YIOT

KHACJIODOJ JUIS 3allacaHus SHEPIMU, B OCHOBHOM B (hopMe AT®D, xoropas, B CBOK

04€PCab, PACXOAYCTCA HAa BCC HYXJBI KJICTKH.

B T0 ke BpeMms KUBBIM OpraHU3MaM MPUILIOCh IPHUCIOCAOINBATHCI K

«TOKCHYHOCTW» KHUCIIopona. B Bujly oco0OeHHOcTel KiumaTa, CHUIbHEHIIeh
COJIHEYHOW pajralfy, UMEBIIMXCS B TO BpeMs Ha 3emiie, U YHUKAIbHOCTH CBOEH
DJCKTPOHHOW CTPYKTYPbI KHUCIOPOJ OKa3alics «TyOUTEIbHBIMY JUIsl OPraHHW3MOB,
T.K. B OTHX YCIOBHSIX 00pa30BBIBAIUCH €0 CBOOOJHBIC PAJUKAIbl — AKHIUGHbLE

dopmbl _kuciopoda (APK) - 1npoMeKyTOUYHbIC METaOOJUTBL B IMPOIIECCE

CTXHeH‘IaTOFO BOCCTAHOBJICHHUA KI/ICJIO[ZOga. OHI/I OKa3bIBAJIN [;%[;gmHTeanoe
ﬂeﬁCTBHC Ha OPraHndCcCKHUC MOJICKVIIBI — TIOBPCKIAINW JUNWUABI KICTOYHBIX
memoOpan, Oenku, JIHK. Bonee TOro, OKHCICHHME OPraHMYECKMX MOJEKYJ II0J
neiicteieM ADK HpOMCXOIUT MO IEMHOMY MEXaHW3My — T.C. JIABHHOOOPAa3HO,
KOIJIa B TIPOIlECCe peakluu oOpa3yercs Bce Ooubliee M 00JIbIIee KOJIUYESCTBO

paauKajloB, PA3BCTBIAAIOMIMX NCHHW OKHCICHUA. Yr1o0BI BBDKHTH, OpraHnu3dMam
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HEe0OXO0JIMMO  OBLIO  €cO3J1aTh _ MOINHYI)  CHCTEMY  3alThl o7  ADPK -

AHMUOKCUOAHMHYIO cucmemy. Tak HOABUIINCH (hepMEHTHI, KaTajiasa,

CYIICPOKCUIANCMYTA3BI n IIECPOKCHU1a3bL COCTAaBJIAIOIIUC OCHOB

anTHoKcumanTHOM cucreMbl oprannima (AOC). O6urarein OKEaHOB, BBDKUBIINE
B MAJIC030MCKYIO 3Py, COJIEPKAT OrPOMHOE KOJIMYECTBO aHTHOKCHJIAHTOB B CBOEM
opranm3Me. B Toxe Bpems MOJEKYASPHBIA KHCIOPOJI M MPOAYKT €ro IMOQJIHOTO
BOCCTAHOBJICHUsSI — BOJIA, HE IPEJICTABISIOT HUKAKON OMACHOCTHU JJIsl KIETOK.
ToBopst 06 ADK u nporieccax cBo60aHO-pagukanbHoro okucienus (CPO) B

KJIETKAX, HCOOXOAMMO HOMYCPKHYTh MX YIUMBHMTEIBHYIO PACHPOCTPAHCHHOCTh U

3HAYMMOCTh Jiisi opranm3ma. B Hopme ADK HEOOXOAMMSBI Ui PEryisiuu
dbochoIMnMIHOTO cocraBa MeMOpaH KIETOK, Iepejiadyd CUTHalla B KJICTKH,
aKTHBAIMU IIyTei mponudepanmu U _auddepeHramuy KISTOK, 0JHAKO H30BITOK
A®DK okazbiBaeT MEMOPaHOAECCTPYKTUBHOE, IIUTONATHIECKOE U IIUTOCTATUYECKOE
nevicteue.  A®DK — ceHcopbl M3MEHEHWs KOHIICHTPAIIMKA KHUCJIOPOJa B KIIETKE,
PEryJasSTOPbI alonTo3a, COCYIMCTOr0 TOHYCA, KIECTOYHOW mpoindepaluid u pocTa,
nocpenacteoM  ADPK  ocyliecTBisieTcs HMHTErpallvs MEXKJAY BCEMH THUIAMHU
KJIETOYHBIX DJIEMEHTOB TKaHEW, YYBCTBUTEIBHOCTh AITHUX KIETOK K JICWCTBHUIO

CTpECC-MAKTOpA.

B HopMe B opranmsme Beerya uMmeercs Oananc ADK u aHTHOKCHIAHTOB. 3a

cuer orpangnumBaroniero gevcreuss AOC cunartes ADPK mnojiepxuBaercs Ha

IOOCTOAHHOM HU3KOM OBHE, HEOOXOAMMOM JUIsI HOAAEPKAHMUS (DU3UOJOTHYECKHUX

gxkimi.  Otkinonenne wHTeHcrBHOCTH CPQO 0T  cTarmoHapHOTo OBHS

CUUTACTCA YHUBEPCAJIbHBIM MCXaHU3MOM TMOBPEKICHUA M€M6[23H KJICTOK, BEACT K
YBCJINYCHUIO UX MMPOHHUIACMOCTH U HAPYIICHUIO KJICTOYHOI'O TOMEOCTA34d. ITomumo

OTOI'0, AKTHUBHBIC OPMbI KHMCJIOPOJa BbIIOJHAIOT POJIb CHUIHAJIbHBIX MOJCKVYJI

J7050%000%0%100%: 1 Ao TOICHHBIC CUTHAJIbl M aCTBYA TaKHUM o0pazom B

H[!OF[!&MMH[!geMOﬁ ru0eau KIETOK.

T.o., mpoaykims ADPK — NOCTOSHHO MPOUCXOASAIIMA B OpraHU3Me TPoIiecc,

W3MOJIOTUYECKU  COAJIAHCUPOBAHHBIA 324 CYET AKTWBHOCTHA  DHIOTEHHBIX
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AHTUOKCHJIAHTHBIX CHCTEeM. [1py Ype3MepHOM VBEIUYCHUH MTPOAYKIIMH CBOOOTHBIX
PAJMKAIOB BCJICJCTBUE MPOOKCUIAHTHBIX BO3JICHCTBUHN W/WUIM HECOCTOSITEIILHOCTH
AHTHOKCHJIAHTHOM 3aIIUTHI pa3BUBACTCS OKUCIUMENbHbLIL cmpecc,
CONPOBOKIAIOIIMICS MOBpeKIcHHeM OenkoB, junuaoB u JIHK. DTt mporiecchbl
3HAYUTENILHO YCUIMBAIOTCI Ha (JOHE CHIIKCHHS aKTMBHOCTH AHTHOKCHJIAHTHBIX
CHCTEM OpPTraHM3Ma, 3aMIMMIAIONINX KIETKH W TKAaHW OT TYOWUTEIhbHOTO HEHCTBUS
CBOOOJIHBIX paiuKalioB. B janbHEWINeM 3TO NPHUBOAWT K DPA3BUTHIO TIABHBIX
Oosie3Hel  denoBedecTBa:  artepockiaepo3a, MBC, caxapHoro  amabera,
apTepUAIBLHON TUIIEPTEH3UH, UMMYHOJICHUIIUTHBIX COCTOSIHUN, 3JI0KAY€CTBEHHBIX
HOBOOOPA30BaHUH M K MPEKACBPEMEHHOMY CTAPEHHIO.

10.1. AKTHBHBIE ()OPMBI KMCI0P0/1a B JKUBBIX CHCTEMaX

B oprammyeckmx MOJEKYJIaX DJIEKTPOHBI Ha BHEIIHEH DICKTPOHHOM

000JI0YKe pacroiararoTcsl napaMy — OJiHa Mapa Ha Kaxa0i opourtann. CBOOOAHbBIE
pPaJMKAIbl  OTJIMYAIOTCS OT OOBIYHBIX MOJIGKYJ TEM, YTO y HHX Ha BHEIIHEH
DJICKTPOHHOH _ 000J0YKE HMEETCS HeCHAPEHHBbIH (OJMHOYHEINA) DJIEKTPOH.
C60000Hble padukanbl — STO YaCTUIILI C HECHNAPEHHBIMU JJIEKTPOHAMM Ha
BHEITHUX _ ATOMHBIX  OpOWTANISAX, OTIAYAIOUIMECS]  BBICOKOW  PEaKIIMOHHOU
CIOCOOHOCTBI0.  HecnapeHHBIH JJEKTPOH B paJIMKaliaX IMPUHATO 0003HAYATh
Toukoi (*). CBOOOIHBIN paJMKad BCErla CTPEMHUTCS «YKPACThbY» DJIEKTPOH

IPYTOW MOJCKYJIbI, OKHCIsis €€, YTOObl CTaOWIM3UPOBATh CBOK COOCTBEHHYIO
ctpykTypy. K cBOOOIHBIM pajWKaiaM OTHOCATCS aKTHBHBEIE (POPMBI KHMCIOPOAA

(ADK, ROS) u azora (ADA, RNS).

K axmuenviv ghopmam kuciopoda oTHOCSTCSL 6 €ro MPOU3BOJHBIX: -
aToMapHplii _Kucaopox — O, 030H — Oz, CHHIICTHBIM KHMcaopox — 02,
CYIIEPOKCUAHBIN pajukan — (*O0°), THIPOKCHIbHBIA paaukanr — HO* wu
TUIPOTIEPOKCUIHBIN (EePEeKUCHBIN) paaukan. Ecau aTomMapHbld KUCAOPOA M O30H

HC OTHOCATCA K MPOAYKTAM KHM3HCACATCIBHOCTH, TO YCTHIPC APYIHUC AKTHUBHBIC

=

Gopmel O, HenpeprIBHO 00pa3yIOTCs B CIOKHOU LENU OKMCIMTEIbHBIX PEAKINK

JKMBOTO OpraHmnsma.
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BoLIensor  npupoonvle _u __uyxycepoOHble  pAduKaivl _ KUCA0pood.
UykKepoJHble paauKanbl 00pa3yrTCsl MPU JACHCTBUYA WOHM3UPYIOUICH paJWallly,

yaprpaduoneToBoro  oonyuenus  (YPO), a T1akxke nOpu  00e3BPEKUBAHUN

KCEHOOMOTHKOB.  [IpupoanHble  pajgukanbl  00pa3ylOTcsi B OpraHu3Me
(bepMeHTATHBHBIM _TYTEM, HX PAa3ACAsIOT HA HEpPEUYHbIe U 6HIODUUHDLE.
IlepBHUYHBIE: ATO MPEKIE BCETO CYHEPOKCUO-PAOUKAT, HUMPOKCUO, CEMUXUHOHDL,
OoHHM 00pa3yroTCcsl B KUCIOPOATPAHCHOPTHBIX CHUCTEMaxX KIETKH — MUTOXOHJIPHSIX,
MHUKpocoMax. BTopuyHble pajuKalbl 00pa3yioTcs B pe3yibTaTe JalbHEHINNX
[PEBPAIICHUN [IEPBUYHBIX PAAMKAJIOB, a4 TAKKE B PINE APYILUX PEAKIMUU ¢
ydacTheM MeETaJIoB TepeMeHHOW BalleHTHocTu (Fe) W3 mepekucw BOJ0poja,
TUIIOXJIOPUTA U TUAPONEPEKHCel IUNKUI0B. BTOpUYHbIE pajiuKalbl — 2UOPOKCUL-

paouKkan u padukajibl JURUO0E — OKA3BIBAIOT DPA3PVIIUTEIbHOE ICHCTBHE HA

KJICTOYHBIE CTPYKTYPBL. C CCTB T TaKKC mpemuuHble aJIMKAJbl — DJ5TO

paJuKaJibl aHTUOKCUJIAHTOB ( Ta6n1/1ga ).

Krnaccudukamus cso0ooaubix paaukanos no F0.A. Baagumuposy (2001

NPUPOJHBIE UYXXEPOJHBIE
[lepBuyH Bropu Tpet
ble YHBIE AYHBIE
Pamukansl BOIbl U
Cyrniepokc
Tuapo OMOMOJICKYJT
I
) keun (*OH) (obpazyrorcs noJs
(*00")
NICVCTBUEM PAAUAIINHN)
Pagu
Pamukain!
KaJbl
HuTtpokcu Panux MOJIEKVII- _ XpoMOodOpoB
AHTUOKCHJI
*NO aJbl (00pasyrorcs [oJI
AHTOB
JIAINJIOB: nelicteuem YOO)
Cemuxun | LO*, L* Papukaisl
onbl: kodH3uM Q | LOO* TOKCUYECKHX BEILECTB
(HQ*), (oOpasyrorcs pu
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(IaBOCEMUXHHO 00e3BPSIKUBAHUHI
bl KCEHOOMOTUKOB)
DU3NOTOTHIECKH CBOOOIHBIC PAIMKAIBI KUCIOPOJIa M a30Ta 00pa3yroTcs B

C3YJIbTATC  CCTCCTBCHHBIX OKHMCIMUMTCIBbHO-BOCCTAHOBUTCIBHBIX CaKIMi B

fas}

DJCKTPOH-TPAHCIIOPTHBIX _ CUCTEMAaX  KIETKU:  MUMOXOHOPUSX __(CYnepoKcuo-

PAOUKAL U NepPeKuchb _ 8000p00da),  MUKDOCOMAX __ (CYNepoKcuo-paouxa),

NEePOKCUCOMAX _(NePeKuUch _8000p00a), A _MAKICe 6 _pPe3Vibmame akmueauuu

HAJIDH-okcuodazel pazouumos, T-numpouumos (oxcud azoma, 2unoxjiopunt) npu

UMMVHHOM _omeeme__u_memabdoiusme _apaxudorosoll kuciomol. 1IpeBpalieHus

BEIIECTB C vyacTueMm 1uroxpoma P-450 Ttakke COIIPOBOXKIAIOTCS T'eHepaluen

A®DK (mepekuceit, THAPOKCUI-PAANKaANia, CYNEPOKCUI-aHUOHA, OKHCH YIIAEPoJa),

oOpasvrommxcda  mpu mepenoce  duaekrpoHoB  or  HAJIOH ma  KuCIOpoL

T'emokcurenasa-1 — dgepment, obecrieyuBarommii nuronporekim or ADK: oHa

KOHKYpUPYeT ¢ nutoxpoM P-450 3a cesaseiBanme HAJIDH-tutoxpom - P450-

PENVKTA30M, CHWKAS TakUM _o0pa3oMm  1uToxXpoM  P450-accolMupoBaHHYIO

npoavkinnio ADK. MexanusMel KOHTpoJs reHa uzodopMm muroxpoma P-450
CYP3A4 u CYP3A7 3aBHCAT OT DKCOPECCUHU I'€HA TMIOKCUA-MHIVIIMOEILHOrO

dakropa anpha (HIF-1a), oHM MHIHOWPOBAHBI IPH TUIIOKCUHU, MECHEE BBIPAKECHBI Y
IJI0JI0OB OTHOCHUTENHHO B3POCIBIX M PA3IUYHBIL Y B3POCIbIX U HOBOPOXKJICHHBIX.

Takum O6[2&30M, 6 _pesyibmame nom;ge@zenuﬂ KlemKamu MOJIEKVIAPHOO

KUCA0POOAd_8_X00¢ Deakguﬁ Heu30EHCHO CUHME3UPYVIOMCsL e20_aKmueHble (hopmbi.

Kakx 6 mumoxonopuanivbHou, maxk u 6 MUKPOCOMAAbHOU CUCIEMAX _ NPOUCX0OUIN

83AUMO0CUCMEUE _KUCLIOPOOd € _B80CCMAHOSUMENIMU, 68 _Pe3VIbmMame Komopo2o

obpaszviomes. _c60000uble paduxanvl.  Duszuonocuyeckull  OAIAHC _pe2Vviupvenmcs

ondoeennou AOC; makowce umeem 3HauyeHue YposeHb MpAHCKpUunuuu _ceHoe.

2eMoKcueenasvl-1, MUOPEOOKCUHA, cvibhopedokcuna, deppumuna  H,
Kamaaumuyeckou cyObeQunLYbl 2V MAMAMUUCTCUHUIULASL,
2NV AMUOHCUHINEIMA3b.
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10.2. Mexanu3mbl _oOpazoBanust u_o0e3ppe:knBanus ADPK, nennoii
MEXaHM3M peaKinii CB000IHO-PANMKAILHOIO OKHCTEHUSI

Cynepokcud-padukan u_npodykmol_e2o memadonuzma. CynepOKCHIHbIE
pagukansl (0,7, 160 *O07) 00pa3yIOTCs NpU BOCCTAHOBICHUM MOJICKYIISIPHOIO
kucioposa depmentom HAJI®H-okcupaszoit: HAJI®H + 20=0 ----» HAJ[ + 2
(*00"). CxemMaTH4eCcKu 3TO YPABHEHUE BBINIANT Tak: Oy + ¢ ™ ---- *O0"

OCHOBHBIM __ IIPOAYLIEHTOM _ CYHNEPOKCHAPAIUKANIA  SIBISIOTCS  KIIETKHU-
darouuTsl: B KpOBU 3TO HEUTPOGDWUIIBI U MOHOLMTHL, B TKaHAX — Makpodaru. Bee
9TH KJICTKH, CONPHKACASCHh C TIOBEPXHOCTBIO KJIETOK OaKTepuif, HAYMHAIOT
DHEPIUYHO BBIIEIATh CBOOOAHBIC DPAJUKAIbBI, BBIIOIHSAIOMNEC AHTUMUKPOOHYIO

HKITMIO. YHUYTOXAsk MHUKPOObI, CYNEPOKCUI-PAJIMKANIbl MOTYT HAHECTH BpPE
KaK caMyM (arounTaM, TaK ¥ IPYTrUM KiIeTKaMm KpoBU. EcTecTBeHHO, U4TO BCe 3TH
KJIEeTKH _CTaparoTCsl W30aBUTbCS OT CYHNEPOKCHA-PAJAMKANIOB, JUI YEro OHU

BbIPAa0aThIBAIOT (EepMEHTHI, Ha3bIBaeMble cynepokcuooucmymazamu (CO/I).

Pazanyasich 10 CTPOCHUIO aKTUBHOI'O IIEHTPA M CTPYKTYPE MOJUOCNTUIHON LICIIH,

BCC COg! KaTaJIM3UPYIOT OJIHY U Ty KC peaKuuio ()ucmgmaguu CYTICPOKCUAHOIO

pajaukana:
2 (*00°) +2H ----» O, + HOOH (nepexucs 600opoda)

[Ipogykramu MeTaboaM3Ma CYNEPOKCHUA-pajiuKana sapasorca: H,0, —
nepekuck Bogoposa, HO* — ruppokcun-pagukan, ClO° — runoxnoputr. B Hopme
(barounThl NCIIONB3YIOT MEPEKUCH BOAOPOJIA JUIS CUHTE3a 2UNOXI0PUMA, BB

CITEINAITLHBIN EpPMEHT — MUe0nepoKcuods MII). Muenonepokcuiasa
katanusupyeT peakuuio: HOOH + Cl ---->  H,0 + CIO°_(2unoxnopum).

FI/IHOXJ'IO[ZI/IT paspymiacTt CTCHKY 6aKT€[QI/IaJ'ILHOI71 KJICTKU U TEM CaMbIM ¥6I/IBa€T
GaKTCQI/II/I. Taxxe o4 geﬁCTBHeM MUCJIONICPOKCUIA3bI U3 H;Q; B MPUCYTCTBUU

XJOPHUI-MOHOB 00pa3yeTcsl MOIIHENIINI OKCUIAHT — XJI0PHOBAMUCIIAA KUCI0Md

HOCI. Ilepexucoy 6000poda TaKKe crnoco0HA MPOAYIIMPOBATHCS

IIEPOKCUCOMATbHBIMHU _YPATOKCH/Ia30M, TIUKOJIATOKCHAAa30M, L-a-ruapokucion

okcuia3zo, D-okcuma3oi aMuHOKUCI0T. OHa u HIAPYET B KIETKH, CBOOOIHO

IPOHUKAA YEPE3 KICTOYHBIC M€M6[23HBI; YYaCTBYET B PETYJIANNU g!BIX&TCJIBHOfI
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neny mutoxouapuid. H,O, sApnsercd caaOblM OKHCIUTENEM M OOBIYHO JIETKO

00e3BPEIKUBAETCS 2IYMAMUOHNEPOKCUOA30ll 1 __KAmaaa3oi, _KOTOPBIC

KaTaJIUu3UPYIOT COOTBETCTBEHHO TAKNE PEAKIIUN:
2H,0, ----H20 +0,; H,0, + 2GSH ----» GSSG + 2H,0.

VcToyHuKaMy _ CynepoKCHAHbIX pagukanoB  u  H,Op moryr OwiTh
KCAaHTMHOKCHU/a3a _ IIMTO30Jd,  aJIbJECIUI0KCHIa3a, L -IyJoOHOJaKTOHOKCHIa3a

IIEPOKCHUCOM erMaPOOPOTATAETUAPOTreHa3a MUPUIOKCAMUHOKCHIA3a
muToxouapuit, guamuHookcupasa, HAJDH-uuntoxpom C penykrasa, HAJIH-

HHUTOXPOM C pEeAYyKTaza JSHAOIMJIA3MATHYIECKOTO PETUKYJyMaA. HaubGoiee

HN3Y4YCHHBIM CPMCHTOM, IIPO UPYIOIIUM  CYNICPOKCUA-PAAUKaAI, ABIACTCA

5+
KCAHTHHOKCHUId3a, COACPKAIlad B aKTHUBHOM ILIECHTPE Mo>. B 3A0POBLIX KJIETKAX

OHA npeJicTaBiaeHa B OCHOBHOM B BHIC HA JIH-3aBucumon

KCAaHTUHJACTUJAPOIr€Ha3bl, KOTOpasd IPH PA3JTIUYHBIX ITATOJOIMYCCKUX ITPOLECccax
IpeBPAACTCA B OKCUAAHTIIPOAYIIUPYIONILYIO (l)O[ZMz
Yuyactue CYTIEPOKCUAHBIX pagruKaJioB B ITPOIIECCE TMOBPEKACHUA
OMOJIOTUYECKHUX  C KTyp: HWHHNHUAIWA TICPECKHMCHOI'O OKMCJIICHHUA JIMIIMJI0B
HNOBPCKJACHUC MOJICKYJI QHK; OKHMCJICHUC SH-F[;gHH 6€J'IKOB§ MHAKTUBalysia
€PMEHTOB, JCIOJHUMEPU3AIMS HOJIUCAXAPUIOB HE BhI3bIBACT coMHEHUs. OJIHAKO
HEIOCPEICTBECHHBIN MOBPEKIAFOLIMI 6] CKT B OOJIBIIIMHCTBE cJ1ydgacB

00VCIIOBJIEH 3HAYUTEIBLHO 00Jiee aKTUBHBIM _2UOPOKCULbHLIM _PAOUKAIOM U

CUHZ2]IENHbIM KUC10p00oMm, 00pa3yIOIIUMHUCS apu B3aMMO,ICCTBUHU

CYIEPOKCUIHBIX PAJIMKAIIOB U MIEPEKUCH BOJIOPOJIa B X0ne peakiuu ["abepa-Beiica:
‘00* + H,0, ---> 20, + OH * + *OH (2udpoxcun-paduxan)

O6[22130BaHI/Ie TUAPOKCUIIBHBIX PAAWKAJIOB MNPOUCXOJUT TAKKC B PCAKINHU

denrona  u3 Hzgl B IIPUCYTCTBUU MOHOB METAJUIOB IIEPEMEHHON BAJIEHTHOCTU:

H,0, + Fe**--> Fe**+ OH “+ HO*. CuHTe3 rMIPOKCHIILHBIX PATMKAIOB MPUBOJIAT

K_ICYAJBHBIM ITOCICJICTBHUIM JUIS OKPY)KArommx KiIeTok, T.K. HO* mo mpaBy

CUHTAETCsl Hamboyee arpCCCMBHBIM WM ONACHBIM BparoM Jjd OPraHUYCCKUX
MOJICKYJI. Pag!I/IKaJ'I TUAPOKCHUJIA LI[zeC%BI:I‘JaI‘/JIHO AKTHBCH XVUMHUYCCKHU U PA3PYIIACT

[IOYTHU JFO0VIO, BCTPETUBINYIOCS eMy MOJeKyay. OH MOYTH MIHOBEHHO (B TEUEHNUE
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7°10'1°c2 BCTYNACT B PEAKIUU ¢ OCIKAMHU, HYKJICHHOBBIMU KHCJIOTAMH, JIUIUIAMH,

a3pyiiasl  KJICTOYHBbIE CTPYKTYPBL M CIOCOOCTBYsI 0Opa30BaHUIO IIPOAYKTOB
CBOOOJTHO-PAJIMKATILHOTO  OKMCIICHUSI — TIEPEKUCEH, aJIbJICTHJIOB, KETOHOB,
MPEJICTABISAIONINX COOOM BBICOKOTOKCHYHbBIC coeauHeHus. JleiictBys Ha SH-
CPYOIBI, TUCTUIWHOBBIE U THe aMUHOKHCIOTHBIE OCTaTKM OenkoB, HO*
BBI3BIBACT JICHATYPAIIUIO MMOCICTHUX M HHAKTHBUPYET ()epPMEHThI. B HYKJIIEHHOBBIX
kuciorax HO* paspymiaer yrieBoHble MOCTUKHA MEXIY HYKICOTHAAMU H, TAKUM
06pazom, pazpeiBaet 1tenu JIHK 1 PHK, B pesynbrare 4ero npoucxoasar MyTaluu
U TUOENb KIETOK. BHENpssIch B JIMIMIHBIA CJION KIIETOYHBIX MeMOpaH, paJuKal

THJIPOKCHJIa 3alTYCKACT PCAKIIMUK IICIMHOTO OKMCJICHUA JUIIMAOB, YTO IMPUBOIUT K

MOBPEKJICHUIO MEMOPAH, HAPYIIICHUIO UX HKIHAA 1 THOEIN KiaeToK. OKHCIeHHe

@2;' reMOTIOOMHA THAPOKCHII PAJIMKAJIOM MHTeHCHUImpyer npoieccel CPO, B
pe3yJabTare 4ero odpasyercs merreMornoouH. Takum oOpazom, pamukan HO* —

STO paJUKAI-PA3pPVIIATEND, paaukail-younna. Jlo cux mop He 0OHApYKEHO

KOMIIOHCHTA AHTHOKCHUJIAHTHOMN CHUCTEMBI KOTOPBIN OBI CIICTM(PHUICCKHN

00€3BpEIKMBA TUAPOKCUII-PaIMKa. [ MAPOKCUIIBHBIN pajaukan oOpa3yercsi He
ToNbko B peaknusax [abepa-Beiica u @Penrtona. [lokazaHo, 4TO paJKasbl
o 2+
TUAPOKCUIIA 00pa3yIOTCs TakKe MPH B3aMMOJICWCTBUM HMOHOB kene3a (Fe™) ¢
runoxjgoputom. [lpu 3TOM paaukan ruApokcuia BbLIedseTcss jaaxke ¢ Oosee

BBICOKHUM BBIXOAOM, YEM B PCAKIINH denToHAa:
ClO" + Fe** + H—> Fe* + CI' + HO*,

000011231, yKa)eM peakliii 00pa30oBaHMs THAPOKCHII-DAJIKANIA:
1) Fe*+HOOH ----- > _Fe* +°OH + *OH;

2) Fe* +ClIO—---- Fe* + CI_+*OH;

L:OO* +H,O,  ----- > lQLJr OH - + *OH.

FCHC[ZagI/IH CYTNIEPOKCUAHBIX PAJAUKAJIOB YCUJIMBACTCA B OYarax BOCHAJICHUA
IIpyU_KOHTAKTE M&K[!Ogl!aFOB C AHTUI'CHOM. Haxoggacs B I/136BITK€; CYNIEPOKCUAHBIC
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aIUuKaJbl MOI'YVT aBaTh HEOJIATONPHUATHEIC D €KTHI, TJIABHBIM _00pa3oM B
€3yJbTaTe JIBYX DPEaKIMi: 00pa30BaHMs HMOHOB JIBYXBAJIEHTHOIO jkKeie3a (u3

TPEXBAJIEHTHOI'0) U CBA3BIBAHUE OKCHIA a30Ta. Okcud azoma (NO) — OTHOCUTCS K

AKTHUBHBIM opMaM _a30Ta, enié OJWH THI CBOOOJHBIX PAJUKAJIOB, KOTOPLIA

HanOoJiee MHTSHCHBHO W3y4yaeTrcss B mocienHee Bpems. NO oOpasyercs

OHAOTCIUAJIbHBIMA WM TJAJIKOMBIIMNCYHBIMHA _ KIIETKAMKW  CTEHOK KPOBCHOCHBIX

COCyJiOB aronuraMy, HCPBHLIMKW W MHOTHUMH UMHU_KJIeTKaMu. Peakiust

KaTaJIUu3npyCeTCia reMcoACPIKaliuMn dbepmMeHTamMu — NO-cunmaszamu.

Cvuecmeyiom 3 uzoghopmovt NO-cunmaszvr. NNOS — HelpoHHAs — pPEryIHpyeT
CHHANTOreHe3 M PEMOJICIMPOBAHUE, €€ aKTUBHOCTh 3aBUCHUT OT MOHOB Ca%; e-
NOS — suporenmanbHas, TakkKe KalbIMH-3aBUCHMAsl, —PETYIUPYET COCYAMCTBINA
ToHyc, Bazoamnaraiuio; i-NOS — uHayimbOenbHas — OPUCYTCTBYET B Makpodarax
U_aCTPOLMUTAX, OHA WHIYNUPYETCS NWTOKMHAMH, HE3aBHCHMA OT Ca®*. Oxcun
430Ta OTHOCHUTENIBHO CTA0WICH (BpeMs JKM3HHM COCTABIISIET HECKOJIbKO CEKYHI) U
CIIOCOOCH IPOHMKATH Yepe3 KIETOYHbIC MEMOpPAHBI, BBICTYIIAs B KauyecTBE
BTOPUYHOTO IOCPEHMKA B Tiepeiade CUrHAIOB. [IpUpoIHbINA CBOOOHBIN paaHKall
(*NO), BBINOAHIET B OPraHU3Me HECKOJIBbKO (DYHKIWK. Bo-NIepBbIX, B MPUCYTCTBUN
coenuHeHul, coxepxkamux SH-rpynnel, u3 NO o0pa3yercs NpeAnieCTBEHHUK

BBIJACTACMOIO KICTKAMHW OSHAOTCINUA CTCHOK KPOBCHOCHLBIX COCYJIOB «@PaKmo,

accnaonenusay (EDRF - Endothelium derived relaxing factor), urparommii

BEAYIIYIO POJIb B PETYJIANINMU TOHYCA COCYIO0B U KPOBAHOT'O JABJICHUA. HGQOCTaTOK
«glgaKTopa [gaccna6neHI/m» IMPUBOAWT K TUINCPTOHWH, M30BLITOK — K TMIOTOHUH. Bo-

BTOpbIX, NO BpIIeinsercd MakpodaraMd KpOBA W TKAaHEH W WIrpaer  poib

nggomueozguﬁxoeozo Qakmova. [ToyararoT, 4TO IIMTOTOKCHYECKOe JieiicTBre NO

00YCI0BIEHO €ro peakimeil ¢ cynepokcnaom. OKHCh a30Ta - BEChbMa PEAKTUBHOE

COCAUMHCHHUE, JICTKO 06[;2132}0@66 KOMILJICKCBL € OKPYIKAIOIMWMU MOJICKYJIAMU,
HalmpuMeEp, CbIBOPOTOYHBIM EUH)6¥MI/IHOM n_remoniobomaoMm. B IPUCYTCTBUHU
KHCJIOpOZa KaK camMa ‘[\IOg TaK M €€ KOMIIJICKCHI ITOCTCIICHHO OKHMCJIAIOTCA C
06[2330B3HI/IGM HUTPATOB W APYIUX COGQHHeHHﬁ. HNmerotes JAHHBIC O TOM, YTO

CBETOYYBCTBUTCJILHBIC KOMITJICKCBI NO CYIICCTBYIOT B TKAHAX W pACHaJAAI0OTCA ITPU
199



OCBEIICHUN. OTO TPHUBOINT K CHOMCH 0TOpEJAKCALIMM _— pacciabIcHUIO

CTCHOK KPOBCHOCHBIX COCYAOB IPHU OCBCHICHUH B OIMmKHEH XJIBTQangI/IOJICTOBOIZ
obJacTu. OllHaKO KaKn€ MMCHHO COCIMHCHUA MOTYT PACIIaiaThCA B JKMBOM TKAHU

¢ _o0pa3oBaHMEM OKHCH a30Ta, OCTAaeTcs 3araJkoi. [Ipy MOBEIINICHUU YPOBHS

CYTNICPOKCUA-PATUKATIOB NO BXOAWT B PCAKNHMIO € HHWMH H 06[233¥€T
!!I/ITOTOKCI/I‘-IGCKI/Iﬁ nepoKcurHumpum, KOTO[!BII‘/‘I BBI3BIBACT IMOBPEKICHUEC TKaHeH

BOCIIAJIMTEIBHOTO XapaKTepa:
*N=0 + *O-0O “+ H --> O=N-O-OH (nepoxcunumpum)

[1epOKCHHHUTPHUT, O0OPA3YIOIIMKCS B JTOW PEAKIIMHM, MOMKET pasiararbCs C

obpazoBanuem *OH:
O=N-O-OH _ ------ > O=N-O* + *OH (paduxan cudpoxcuna)

O6[2&30BaHI/IC NEPOKCUHUTPUTA W paauKajid THAPOKCHJIA TTPUBOJIUT K

[MOBPEXKIECHUIO KJIIETOK. XOPOIIO, eClIM MOBpEXIarIee aeicrasue cucreMsl (*NO

+ CynepoKCHI) HAIpaBiIeHO Ha OOJE3HETBOPHBLIE MUKPOOpPraHu3Mel. I110x0, eciu
OHO HAITPABJICHO HA CBOM COOCTBEHHBIC KJIICTKH M TKaHHW. [109TOMY B TE€X ydacTKax
KPOBSIHOTO pyciia, rie Bpraeisieress NO* (kak He0OXOAUMBIHA PErYJIITOP KPOBSIHOTO
aBJICHUA), HE JOJDKHO OBITh CYNEPOKCHUJHBIX paJMKaloB. Jljs 3TOro, B
YAaCTHOCTHU, B A3THX MecTax cuHTe3upyercs depmedaT COJI, KOTOpBIA yaalsieT
Cymnepokcua. B 4YacTHOCTHM, TpW THIOKCHU M IpH Bo30yxkaeHUH N-meTui-D-
acmaprat (NMDA)-penientopoB B Mo3re mpoaykius NO moa geiictBuem NNOS
ycwimBaercs, npu 31oM NO-pajmkan okasbIBaeT MOBPEKIAMOIICEe JCHCTBHE HA
Hetiponayr JIHK, a B3auMOJIEHCTBHE €r0 ¢ CYNEPOKCUI-PATUKAIOM MPUBOIAUT K
00pa3oBaHUI0 MEPOKCHHHUTPUTA W THJIPOKCHI-aHWOHA. CynepoKCcHI-aHHOH
cBs3biBacT NO-pajmkai, oO0NaJIAlONINN  cOCYJI0PACIIUPSIONIMM _JICHCTBHEM, a
00pa3oBaBIIMICA B XOJ€ PEAKIUH TEPOKCHHUTPUT BBI3BIBACT Ba30CHa3M.
Hcnonb30BaHrEe CTAaTUHOB CHOCOOCTBYET YBENMYEHUIO OWOJOCTYMHOCTH OKCHJIA

asora M €ro  Ba30aMJIATHUPVYIOIICTO CNCTBHS YTO IO3BOJACT CHU3UTH

nepuGepUISCKYI0 BA30KOHCTPUKIINIO M «OOKpaAbIBAHME» MO3ra y IIoJa U

HOBOPOKJICHHDBIX. HCKOTOQLIG ABTOPbIL MPEATI0JIararoT, 4dTo yTepi
0apopedIEKTOPHON YYBCTBHTEABLHOCTH B PErYISIIUUA _CEPASCYHOI0 PUTMA IIPU
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CHIIOKCUH 00YCI0BJIeHa n30upartenpHoi rudenpio kiaerok Nucleus ambiguous mosa
JICHCTBHEM MIEPOKCUHUTPUTA, YeM M 00YCJIOBJICHA TAXUKAP/IUS.

Kenezo w MHorne Jpyrue OWMOJIOTHYECKU-3HAYMMBIC METAJUIBL 00JIAIa0T
CIIOCOOHOCTBIO CBA3BIBATH HEMAPHBIA 3AeKTPOH NO-Mojekysbl.  CBs3bIBaHHE
MeTajuiocoepkanmx O0esnkoB ¢ NO NpPUBOIUT K WHTUOMPOBAHUIO (EPMEHTOB,

COJIep)KallliX TeMOBOE M _HeremoBoe skejie30. [Ipu 3ToM yrHeTeHHE aKTHMBHOCTH

LATOXPOMOKCHA3EI, 1tuToxpoMa P-450, okcupopenykras, HUTpopeaykrassl, NOS
U_JIPYTUX MOXET ObITh, KaK OOpaTHUMbBIM, TaK W HE0OpaTWMbIM. JlnuTenbHas
npoaykius NO, 00yclIOBIEHHAs CKOIICHHEM CYITPEccopa OMyX0IeBOro pocTa-53,
IPUBOJIUT K MHAYKIUU anonrto3a. HecMoTps Ha TO, Y4TO CYNEPOKCHIAHUOH TaKKe

BBI3BIBACT HMHAYKIHWIO arolTo3d, OJHOBPEMCHHOC C CCTBOBAHHUEC JOTHUX JIB

pAIMKaIoOB B COAJIAHCUPOBAHHOW  MPOMOPIIMU  OKa3bIBAECT  MEPEKPECTHBIN

3alUTHBIA  3(DdEKT W anonTo3 3HAYUTENbHO TopMosurcd. Okcua  asora —

CrVJIITO bIXaHUd B MHTOXOHAPHUAX — KOHKYPHUPYET C KHUCJIOPOJOM 3a
CBA3BIBAHUC C MUTOXPOMOM d3. HWOHAMM MCEIM B JKTHBHOM CHTPC
HUTOXPOMOKCHIA3bI. Takum 06[2330M NO I/IHFI/IGI/IILYGT AbIXaHWC B MUTOXOHAPHUAX
U, pPa3yMceCTCi, CHUHTE3 1Aqu)g BbI3bIBAsd IOTEPIO MCM6QaHHOFO IOTCHIIMAJIA.
ngg‘ll/l KOHKYPCHTHBIM I/IHFI/I6PITOQOM HUTOXPOMOKCHUAA3bl, KOHKYPUPYSA C
KHCJIOPOAOM, NO MNPOABJISICT TEM 60J'IBHI¥IO TOKCUYHOCTbH, YEM MCHBIIIC JABJICHUC
KHCJI0poad, UYTO UMECT MCCTO IIPHU T'MIIOKCHUH.

Cemuxunonst. Baxxapivu ucrounnkamMu ADK aBisiioTcs pagrKaJl KOOH3UMa

cemuyouxunon, *QH) 1o erictBueM HA JIH-yOMXHUHOHPENYKTA3bl U

¥6I/IXI/IHOH-QI/ITOX[ZOM C PEAYKTA3bI, 1100 Ipyu_OJHODJCKTPOHHOM OKHMCJIICHUU

youxunona - QH,, (runpoxmnona), 1160 IpyU 0THOSIEKTPOHHOM BOCCTAHOBIICHUN

youxuaona (Q). B HopMe 3TOT paamkan He 0ojee, 4eM DPSIAOBOM YYACTHUK

Ipoliecca MepeHoca 3JIEKTPOHOB MHUTOXOHJPHUSX, HO MOXKET CTaTh HMCTOYHUKOM
IPYTUX, MeHee 0e300MJIHbIX BTOPUYHBIX PAJMKAIOB, a MMEHHO PaJMKAIOB
KHCJIOPOJIa — CYNEPOKCUAA-PaJIMKalla M TUApPOKcui-paaukana. OOmas cxema
00pa3oBaHus ¥ B3auMoJieHcTBUS BakHenmux ADK npejcraBieHa Ha puc

201



Puc. MexanusMm cunaTesa v B3aumoneincteust ADK.

Bmopuunvte paduxansvl. KnaccuueckuM IyTeM 00pa3oBaHUsl BTOPHYHBIX

CBOOOJIHBIX PAJMKAJIOB SIBISCTCSA 00pa30BaHHE PAOUKAL06 AUNUO0E B PE3YJILTATE

IIEPEKUCHOTO OKHCIICHUS MOJUHEHACKIIICHHBIX KUPHBIX KucaoT (LH), BXo nx

B COCTaB OMOJOTHYECKMX MEMOpPaH W JIMIONPOTCHHOB IIa3Mbl KPOBH. Takike
BTOPUYHBIMHA _ MOTYT _ OBITh _ 2UODOKCUI-DAOUKAl U CYHEPOKCUO-DAOUKAIL.
Padukansl 1unudos: 1unuoHbLl paduKa 3cupHou kuciomesl — L*, nepexucuwlii
paduxkanr — LO%*, padukan nunonepexucu — LOO*, 06pa3yioTcs B pe3ynbTare
CHAEAYIOINX PEAKIINN:

HO* + LH ----> H,0 + L*,

rae LH — nonwHeHacklnenHas sxkupHas kucaorta. JinnuaHenid paaukan (L*)
BCTYNAET B PEAKIIMIO C PACTBOPEHHBIM B CPEJIe MOJCKYISPHBIM KUCIOPOJOM, IPU
9TOM 0Opasyercs paaukan aunonepekucu (LOO*): L* + O, -----» LOO*. D101
paavKan arakyeT OJNHY W3 COCEJIHUX MOJeKyld docdonunuua ¢ oOpa3zoBaHHEeM

+ L* C!!!!GCTBGHHOC YCKOPCHHUC TICPOKCHUIAINN JIMITUIOB Ha6nloggaeTcs[ B

[IPUCYTCTBUN HEOOJBIIMX KOJUYECTB HMOHOB JBYXBAJIEHTHOrO Keje3a. B srom

o o 2
ciaydya€ INpPOMCXOJUT PA3BETBJICHUC ICTICHM B PE3YJILTATEC B3aUMOJCUCTBUSA Fe:+:C

TCHJIPDONICPEKUCMH JHIUAOB: Fe 2* 4+ LOOH ----- > Fe® + HO + LO*

Ob6pasyronmecs paaukansl LO* WHUIMUPYIOT HOBBIE IIENU OKUCICHHS JUIHIOB:
LO* + LH ----- > LOH +L* L*+ Op ----- > LOO* u tak nanee. Peakiuu

CBO60§HO'Q&§I/IK&HLHOFO OKHMCJICHHUA  JUIIKMJIOB IMPOTCKAIOT 110 LHCTHOMY
MEXAaHU3MYy, T.C. XAPAKTCPUIYIOTCA JIaBI/IHOO6[2213HI)IM YCUJICHHUEM IIpOoLeEcca 3a

CYCT YBCJIMUYCHUA KOJHMYCCTBA A3BCTBJICHUSA erneil okucaeHus. Buiaensror 4
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cTagnun CAKIIMNU TICPCKHUCHOT'O OKHMCJICHHUA JHUINWIOB. HWHHITMWUPOBAHHC (20041

IPOAOLKECHUEC ICTIU, PA3BETBJIICHUC U O6QBIB LICTIN ( [)I/IC)

Puc. Cxema nensbix peakiuit CPOJL.

Bricokas VSI3BHMOCTE HEHACBIIIEHHBIX KMPHBIX KHCJIO0T B OTHOIICHUH
CBOOOJIHBIX paJMKaIOB 00YCIIOBICHA HAIMYMEM B UX COCTABE JIBOMHBIX CBS3EH.
Oneprus pazpbiBa C - H cBA3M B MoJeKyse KUPHOW KHUCIOTHhl HAUMEHbLIAsA Y
anbda yriepoaHoro aroMa o OTHOIIEHUIO K JBOWHOM CBSA3U. DTUM OOBICHSIETCS
YBEIMYEHUE TEPEKUCHOTO OKWCICHHS JKUPHBIX KHUCJIOT C YBEIWYCHHEM B HHX
YKclia JIBOWHBIX CBs3ei. JIMBUHWIMETAHOBAs CTPYKTYpa, WMEIOIIAsICS BO BCEX

OOJIMHCHACBHIINCHHBIX KHUPHBIX KHUCJI0Tax (JIMHOIEBOM, JINHOJICHOBOM,

apaxyUaIOHOBOM, YUKO30IIEHTACHOBOM M Ap.), JIETKO BCTVIIAET B PEAKIINIO OTPLIBA

aToMa BOJIOPOJA, YTO MPHBOJUT K 00pa30BaHMIO JIOBOJLHO CTOWKHX CBOOOJHBIX
aJINKAJIOB, 4 B NPUCYTCTBHM KHUCIOPOJA - K HWHUIIMUPOBAHHIO PAJIHMKAIHHBIX
Lenei, T. €. K NPOTEKAHWI THUIWYHBIX peakluii ayTookucieHus. Ha mepBoit
CTaIuy¥ Npolecca I'MAPOKCUIBHBIN pajinKkal BbIOMBaeT NpoToH u3 -CH,- rpynmnel,
pacnonarawponeiics mexay -CH=CH- rpynnaMy MOJWHEHACBIIIEHHBIX KHUPHBIX
kucaor (LH). Ilpm >ToM MOJIEKYJIa TOJWHEHACBINICHHON KUPHOW KHCIOTHI
OPEBPAIIACTCA B @IKWI-paQuKal dcupnou kuciomer (L*), B Monekyie
MPOUCXOMNT JICTOKATN3AINS IBOWHOW CBSI3W U MOSBISETCS CHUCTEMA COMPSKEHHBIX
IBOMHBIX CBsA3EH. MOJIEKYJIBI ¢ JIBYMSI COUPSKEHHBIMU JBOWHBIMHU _CBSI3SIMU

Ha3bIBAIOT Quenoevimu Konviozamamu. R-CH=CH-CH,-CH=CH, W3 11eHOBbIX

KOHBIOTATOB IPH JAIbHEHUINIEM BO3ICHCTBUM HAa HUX THAPOKCUIBHBIX PAIMKAIOB
00pa3VIOTCS IMAPONEPEeKHCH KHPHBIX KHCJIO0T MeMOpaHHBIX aumuaoB: ROOH

LOOH CHOCOOCTBYVIOINIME IMOSBIECHUIO B ruapodoOHOM cioe MeMOpaH
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TUAPOQUIBHBIX «JIbIp». Peaknns JucnponopUMOHUpOBaHMs paaukanoB LO,*

HUHTCPECHA TCM, YTO OHA COMPOBOXKIAACTCA CBCUYCHUEM — xemumomuuecuengueﬁ:

LO,*+ LO,* -> L=0 + LOH + doron. O6psIB LIENEH OPOUCXOOUT TAKKE IIPHU

HaJIMYMHM B CHCTEME «IIEPEXBATUYUKOBY CBOOOMHBIX pamukanoB (InH): L* + InH ->
LH + In*. K 4uucay MoJexkylI-nepexBaTYMKOB PAJUKAIOB OTHOCSTCS BUTaMuH E,

JKEHCKHE TI0JIOBbIC TOPMOHBI, YOMXWHOH, MHOTHE JIDYTHE COCAMHCHHUS. Pagukais

9TUX COCJIMHEHUH — MHIMOUTOPOB HEJIOCTATOYHO AKTHBHBI, YTOOBI OTOPBATH aTOM
BOJIOPOJIa OT MOJIEKYJ YKHPHBIX KHCIIOT, U TO3TOMY HE MHULIMUPYIOT HOBBIX Ienei
okucienns. O6pa3yronrecs B peaklUy PaaTuKaibl aHTHOKCUAAHTOB (In*) 0ObIYHO
HE TOKCHYHBI U OBICTPO MCYE3al0T, HAIPHUMED, BCIEJACTBUE B3aUMOJICHCTBUS IPYT C
apyrom: In* + In* -> In-In. AHTHOKCHIAHTHBIMU CBOWCTBAMHU B ONpPEJIEAEHHBIX
YCIOBHSX  OQJIAJIAIOT  MOHBI __ METAJUIOB  NIEPEMEHHOW  BAJCHTHOCTH B

BOCCTAHOBJIEHHOI (opMe, B yacTHOCTH, MOHbI Fe?. OHM Tarkke CIIOCOGHBI

IEPEXBATHIBATH CBO6OQHLIC pagruKaJibl B OQHOI‘/'I 13 CJICAYIONNX [ZeaKgI/II\/'I:

Fe** + LOy- + H* -> Fe** +

e?* + LOOH -> Fe** + LO-

LO-+1H->1LOH+L-

CKOQOCTB TIEPEKNUCHOIO OKHMCJICHUIA ONPEACTIACTCA COOTHOINICHUEM
OCHOBHBIX YYACTHUKOB PEAKIINN CBO60;!HBIX pagnuKaaoB, l“I/Ig!QOHCQGKI/ICGI‘;I2 HMOHOB

Kenesa. B mecmax npucoeOuHenus. nepeKuCHblX PAOUKAL08 JHCUPHbIE KUCIONbL

pPA3puIBAOMCs_HA_(hpazmenmpl, HA _KPAsiX KOMOPbIX DACHOJIONCEHbL_Alb0e2UOHbLE

epynnvl, _0b1adaouiue 8blCOKOU PEeaKyuoHHOU cnocoonocmouio. Ecii  pa3pbiB

IPOM30LIEN C JIBYX CTOPOH, TO 00pasyeTcs maionossiii duansdezud:. O=CH-CH -

CH=0. WwMewTcs NaHHble, YTO IMEPEKMCHOE OKHUCICHWE Pa3JUYHBIX KUPHBIX
KHCJIOT MOYKET IPOTEKATh C PA3HBIM COOTHOIICHHEM MEXKJIY OTACNbHBIMH MYTIMU

passutust [TIOJI u ¢ oOpazoBanreM pas3HbIX NPOAYKTOB. Hanpumep, Gosbiias 4actb
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ApPaXUIOHOBON KUCIOTHI OKUCISETCS JI0 MAI0OH08020 OUAb0e2udd, a IPOJIYKTOM
MEPEKUCHOTO OKHUCIJICHUS JIMHOJECHOBOW KUCIIOTBI SIBISIETCSI TJIABHBIM 00pazom 4-
2uopokcu-2-nonenany. KapOoHunbHble npoaykThl [1OJI  jerko  oOpasyror
a00VKmbl ¢ _HYKNCUHOGbIMU KUCI0MAMU I MHOTUMHU OCIKaMU (B TOM YHCIE ¢
(bepMeHTaMK aHTHOKCUIAHTHOW CHCTEMbI), BBI3BIBAS WX HMHAKTHBAIMIO.
O0e3BpexkrBaHNe KapOOHWIBHBIX MPoaykToB [1OJI mpoMcXOAWT B IIATO307€, a

KOHBIOTUPOBAHHBIC JWEHBI, TPUEHBI W IMPOAYKTHl PEKOMOWHAIIMHU JIAIHIHBIX
AJUKaJI0B, IMO-BUJIMMOM HC YTHJIU3SUPYIOTCA, a HAKAIIJIMBAIOTCA B KJICTKax

BMECTE€ C OKHCJCHHBIMHM _OelIKaMW B BWJIE JUROMYCUUHOBBIX _ 2DAHYIL.

AIMATUAPOIIEPEKNUCH A3PYIIAarOTCA apu H4aCcTUuu HHU3KOCcHEIU(UIHON

LayTaTHoHnepokcuaaspl, a MJIA merabomisupyercs B Tkansax 1o CO, u auerara
10J1 IeHCTBUEM HeCTIeNnPUIECKON albAeTUIIEIUIPOreHa3bl, a TAKKE IIIOK030-6-
docdaraernporeHassl ¥ aaKOroibAerMIPOreHasbl.

10.3. AHTHOKCHIAHTGI

HaunbGostee 1mmpoko WCHoab3yeMasl  KIacCH(UKAIMs aHTHOKCHJIAHTOB
[IpeIyCMAaTPUBAET UX JIeJCHHME Ha MEePBUYHBIE (OOPBIBAIOIINE €U OKUCIIEHUS) U
BTOPUYHEBIC OpEAOTBpAIIAONIME  HWHHUIIMAIIWIO  HOBBIX eneit).  MexaHuzMm

AHTUOKCUJIAHTHOI'O geﬁCTBHH COCTOUT B YJAAJICHHUHU CBO6OQHBIX paaAuKaJIOB,

pPA3pYIICHUN _THUIPOINCPEKUCEN, CBI3BIBAHWM _HMOHOB _METAJJIOB MEPEMEHHOM

BajgeHTHOCTU. Kak mpaBuiao, B JACHCTBUTEILHOCTH HMMEET MECTO COYETaHUE

HCCKOJILKUX MCXAHHM3MOB g!el\/IICTBI/IHQ M 1 O6¥CJ’IOBJ’I€H BQIZSIQGKT AHTUOKCHAaHTa.

H[!I/IHHTO BBIACJIATL AHTHUPAAUKAIBbHYIO M AHTUOKCUAAHTHYIO AKTUBHOCTD,

KOTOPBLIC _HE  SBJISIOTCS CHHOHHMMAMU. AHMUPAOUKAIbHASL ___AKMUBHOCHLL
UHOUBUOVAILHO20 __AHMUOKCUOAHMA AHTUINICPOKCUAAJIbHAA aKTHMBHOCTD —

CBOMCTBO, IOCTOSHHOE JUISI  K&KJOTO AaHTHMOKCHJIAHTA, XapaKTEepHU3yeMoe

KOHCTAHTOH  CKOpocTH K7  3jeMEHTapHOW  peakiMy  B3aUMOJCHWCTBUS
HNEPOKCHIILHBIX PAIMKAIIOB C WHTHOMTOPOM NPU OTCYTCTBUHU MOOOYHBIX PEaKIUi
pajavKanoB WHruOuTOpa. HamOGosiblmIMii BKIaJ B CKOPOCTHh OKHUCICHHS BHOCST
MEPOKCHIILHBIC PAJIUKAIbBI, C KOTOPBIMU (DEPMEHTHI aHTHOKCUJIAHTHOTO JICHCTBUS
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HE PCArupyroT U ¢ KOTOPBIMU B33PIMO;!CI71CTB¥IOT TOJBKO I/IHI‘I/I6I/ITOQBI CBO60;!HO
paAMKAJIbHBIX IMTPOLECCOB OKMUCICHUA.

Anmuokcudanmuaa cucmema opcarnu3ma NPeAOTBPAIIACT OKHUCINTEIbHOC
MOBPEKJACHUEC YU KOHTPOJIUPYET €10 PaACIIPOCTPAHCHUE, OHA BKIIFOYAECT MCXAHU3MBI,
HAIllpaBJICHHLIC HA pCrapannio, yAaJCHUC, 3aMCIICHUC TTOBPCIKACHHBIX MOJICKVIJI.

AOC mpencrapieHa ghepmenmamusnbvim _ (CYNEpOKCUIIMCMYTa3a, Karanasa,

TIIYTATHOHIICPOKCH1a34a rayTaTuoH-S-TpaHcdepasa CPYJIOIIJIa3MHUH u
HegepmenmamueHbIMU THOPCAOKCUHBL OUXMHOH O0-TOKOEPOJT H .
KoMmoHeHTamu. C SCTBYIOT HpupooHble (duonozuyeckue) u CuHmemuyueckKue
anmuokcuoanmol. _buoanmuoxcudanmamu sBISIOTCS (X-TOKOQ;G[ZOJ'I !HaI/I6OJ'I€€
MOIIHBIM aHTHOKCHUJIAHT OUMXMHOH, O0MO(MIABOHOWIBI, CTEPOUJIHEIC TOPMOHBI
BUTAMUHBL A K -KapOTHH acKOpOMHOBAsS _ KMCIIOTA cepocoacpiKalinc

COCJIMHECHUS — IHCTEHH, TUIYTATHOH; THPOKCHH, a TakkKe OelKH, CBSA3BLIBAIOIINE

KCJIC30: LICPYJIOIJIA3MHUH, 1"31'[T01"J'IO6I/IH2 remMonekcud. B [PYIIIY CUHMEMU4YEeCKUxX

AHTHMOKCHJIAHTOB BXOJAT NMOYHOJ, (DeHO3aHbl, OKCUITUPUINHEL. B 3aBUCHMOCTH OT

XMMHWYECKUX CBOWCTB _DPa3M4alOT _godopacmeopumsle  (ruapoduibHbIe) U

acupopacmeopumsle _ (rupodoOHEBIS AHTUOKCHUJIAHTEL. KupopacTBopuMbIe

AHTUOKCUJAHTBI (O-TOKOMCPOJI, KAPOTHUHOMUJbI) UIPAIOT INIABHYIO POJIb B 3aIIIUMTC

OCHOBHBIX CTPYKTYPHBIX KOMIOHEHTOB OMOMEMOpaH, TakuX, Kak hocqOoaumuIbl U
HNOTPYXKEHHbIC B JIMOUAHBIA cioW Oenku. BosiopacTBOpuMBbIE aHTHOKCHUIAHTHI
(THOJIOBBIC COEAMHEHHUs, aCKOPOWHOBAs KMCJIOTA), B CBOIO OYepejib, MPOSBISIOT
3allMTHOE JICHCTBHE B BOJHOW Cpejie - IMTOILIA3ME KJICTKH WM Ia3Me KPOBH,
MHAKTHBUPYS  MONAJAIOIIME  TyJa  CBOOOJIHBIE agukanel. B 4ncio
MHUKPO03JIEeMEHTOB, 00JIAIAI0NINX AHTHOKCHJIAHTHBIMU CBOMCTBAMM, BXOJIST CEJICH,
LIWHK, MEJb, MATHUN K KOOAJIBT. QDYHKIIMOHUPOBAHUE Pa3IMYHBIX
koMnoHeHToB AOC TpeOyer TecHOro B3ammojiercTBus. CyMMapHoe JIeHCTBUE
BCEX KOMIIOHEHTOB aHTHOKCHJIAHTHOW CUCTEMBbI MOJIYYHMIO HA3BAHHWE CYMMAapHOU
AHTUOKHUCIIUTEIBHON aKTUBHOCTH opranusMa. CymMapHas aHTHOKUCIWTEIbHAs
AKTHBHOCTb MPHCYINA IJIA3ME KPOBH M OTJCIBHBIM TKaHSIM oOpraHusma. B
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3aBUCHUMOCTH OT CTCIICHU €€ BBIPAXKCHHOCTH BCC OpPraHbl YCJOBCKA MOXKHO

pasACJIuThL _Ha 3 TPDYIIIbI. I I'pynna — TKAHW C BBICOKUM COJCPKAHUEM

oc(hoIMIUIOB M BBICOKOM KOHIIEHTpPAIIMEN AHTHUOKCHIAHTOB. B 3T T

BXOJINT HEpPBHAs TKaHb: KOpa T'OJIOBHOI'O MO3Ta, MO3KEYOK, SIH(u3, rumodus,

3[!HT€J’IBHBII>1 621"0[!; CIIMHHOM MO3I, a TakKXC JICTKHE. 1 rpyiina — TKaHW CO

cpenHuM  coaepxkaHueM  (GochOJMIMUAOB W YMEPEHHOW  KOHIIEHTpALUEH

AHTHUOKCHUJIAHTOB. B 9Ty TPpyIny BXOAAT HNCYCHb, CCJIC3CHKA, CCPALC, IIOYKH,
KEITYI0K WTOBUAHAsA oKkejie3a, mpocrara. |l rpymma — TkKaHM ¢ HHU3KOW
aHTHOKCHgaHTHOﬁ AKTUBHOCTBIO W HU3KUM COJACPKAHUCM ghOC!hOHI/IHI/IQOB:
NOAKOXHAA KUPOBAA KJIICTYATKA, MBIIIIIbI, BUJIOYKOBAA KCJIC3d, MOJUKCIYA0YHAA

KEJec3a.

Depmenmovl _anmuoxcudanmuou 3auiumel. _Cynepokcuooucmymaza. —

CcO KaTaIU3UPYET €aKIIUIO WUCMVTAllMA  —  B3aMMOIEWCTBUS B

CYIEPOKCUIHBIX PAJIUKAIIOB APYT C APYTOM, IIpeBpainas TokcnyHbii “=O0* B MeHee
TOKCHYHYIO mepeknch Bojopoaa. boaee 80% aktuBHoctn COJI ompenensieTcsl B
muTo3ose, a ocrampHble  20% - B OpraHowjax, TJIaBHBIM _o0pa3oM, B
MUTOXOHJIPUSAX. AKTHBHBIA 1eHTp COJI MOXeT cojiepKaTh MeJlb, LHUHK U

Maprase B 3aBHUCHUMOCTH __ BbIaensitor 3 m3odopmel  COJI. WHK-
Mebcoiepkamas Gopma (hepMeHTa COCTOUT M3 ABYX MIECHTHYHBIX CYOBEIMHHU

Ka)Jias M3 KOTOPBIX MMEET BHYTPH MONHMIENTHIHOW LEeNH CYIb(OTrUAPHILHBIN
MOCTHK, OJIHY CYIb(TUAPWILHYIO TPYIIIY W aleTUINPOBAHHYIO KOHIIEBYIO
aMUHOKHCIOTY. Mapranem3aBucumass COJI COCTOWT W3 YEThIPEX CYOBEIMHHIL
[onaratot, 4T0 aTOMbl IIMHKA CIYKAT JUId CTA0MJIM3ALNN OCIKOBON MOJEKYJIbI, a

aTOMbI _ MCJM  HETIOCPECACTBCHHO YAaCTBYIOT B KaTaJIM3€ OONEpEMEHHO
BOCCTAHABJIMBAJACH OJHUM CYIICPOKCUJIHBIM agukanoMm. Camasi  BBICOKas
AKTUBHOCTb IIMHK-, MCIb- U MaQFaHCQ3aBI/ICI/IMOﬁ COA 06Ha[2¥)KCHa B IICYCHHU,
3HAYUTCJIbHO INPEBLITIAIONIAd aKTHMBHOCTHb O3TOI'O0 (DEPMCHTA B TUX opradHax, B

YJACTHOCTHU, B rOJIOBHOM Mo3re. Peskoe cHmwxkenne aktuBHoctd COJI ormeueHo B

MPOLIECCE PA3BUTHS TMIIOKCUU MEYEeHU KpbIC. BO3MOXKHO, YTHETEHHE aKTMBHOCTHU
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OPOUCXOIUT BCJIICACTBUEC MEXaHuU3Ma obOparHoit CBS3U B C3YJIbTATEC

WHTUOMPOBAHUSA epMeHTa  M30BITKOM  cyOcTpara CYIIEPOKCUI-AaHUOHA).

[ockoJIbKY yBenM4YeHHWEe B KieTke KoHrentpamuun H,0O,, obpasoBaBielics B
pe3yabTaTe CYNEepOKCUIAMCMYTa3HON U psfa APYTUX PEAKIUHN, NPEJICTABISET IS
KJIETKM HE MEHBIIYIO OIACHOCTh, YeM VBEJIWYCHHE CYICPOKCHJI-AHHMOHOB M3-3a
BO3MO)KHOCTH _ 00pa30BaHUs THJPOKCHIBHBIX PAJMKAIOB, HEOOXOJMMA _ee
MOCTOSIHHAS MHAKTHBALMS B PEaKIMW, KaTaau3upyemoi karaja3zoii. Karanaza

COACPKKUTCA TPECUMYIICCTBEHHO B TCPOKCHCOMAX, a TAKKC B I[HUTO30JIC H

MHUTOXOHApHUAX. OCOOEHHOCTRIO (epMEHTA SIBISETCS TO, YTO OH 00JIaJ1aeT Kak

KaTaJ'IaBI—IOI\/IIg TaK H HC[!OKCI/Ig!a3H0ﬁ AKTUBHOCTBIO, YaCTb H;Q; B KJICTKC

pazyiaraercs rayraruonmepoxcuaasoii. Karanaza, kak 1 COJI, oTHOCHUTCA K

HUCIIY OYCHb AKTHBHBIX epMeHToB. OmnHa AKTHYECKH He TpeOyeT HHMKAKON

DHEPIuM AKTHUBAIMKA U CKOPOCTh KATAJIM3UPYEMOW €K PEaKIUM ONpeseNseTcs
mpdysueit H,O,. OnHa Monekyna karanasel criocoOHa pasnoxutb 44000

MOJICKYJI H;Q; B MUHYTY. [lapa cynepoxcudoucmymasa u Kamaidsa - 9mo _04etb

MO%HZ)ZZJ AHMUOKUCTUMENbHBLL _MAHOeM, KOMOPbLU _MeopemuiecKkl UCKIoydaem

B03MOINCHOCHb NPOMEKAHUSL C80000HOPAOUKAIbHBLX Deaxguﬁ.

Ba}KHy_IO pOJib_BO BH!T[!I/IK.HCTO‘IHOI‘/'I PErYJIANIMKY YPOBHA IMPOMEKYTOUHBIX
OPOAYKTOB BOCCTAHOBJICHHUA KHWCJIOPOAA MIPACT IJAVIATHOHOBAA CHCTEMA.

BOCCTAHOBJCeHHBI ravratnod  (G-SH), ravraruonnepokcugasza (I wu

LJAVTATHOHPEAVKTAa3a I'P). Dra wMomHas cucreMa  HEMNOCPEICTBEHHO

0663B[26)KI/IB36T AKTHBHBIC (I)OI)MBI KHCJI10poaa, J'II/I60; KaK BTOpasA JIMHUA O60[20HBI

opranm3sma ITOCJIC  MHUKPOCOMAJIBHBIX CPMCHTOB H CO OITOJIHACT H
3aBepmIaeT  paboTy TEepBOM  JIMHWKM WM WCIPABISET ¢ OIIMOKH.
BoccranoBiaennntii  ravratuon  (G-SH) -  gsigercs WOENTUIOM Y-

LIYTAMUINUCTEMHUITIUIMHOM. OH COIEPKHT B CBOEM COCTaBe aKTHBHVIO SH-

IpyIIOy, CIOCOOHVIO OTIIEINIATH aroM Boyopoxa. Dddekr G-SH Moxker ObITh

OIIOCPEOBAH _BOCCTAHOBIICHUEM HEKOTODBIX «TYIIUTEIACH) aKTHBHBIX opM

KHCJI0pOoZa, B YaCTHOCTHU ac1<0Q6aTa n TOI(OghC[ZOJIa2 a TAKKC KICTOYHBIX 66J’IKOB2
ABIAOIINUXCA OCHOBHOW MMIIIEHBIO JJI4 aKTUBHBIX (l)O[)M KHCJIOpOoJa. SH-] PYIIIbI
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TIyTaTuoOHAa OKUCIAIOTCA Iropa3ao Jeryec, Yyem SH-I PYIIIbI B OEIKOBBIX MOJICKYJIaX,
3amuyiiadg TEM CaMbIM OCIKH _OT OKHCIWUTEILHOU MOQI/IQQI/IKagI/II/I. FH! raTUuoOH

CIOoCO0OEH  TAaK)Ke C  BBICOKOH CKOPOCTBIO  PEAarnpoBaTh €O CBOOOIHBIMU

paadKajiaMiy, OpeBpallaiachb MpUu 5TOM B MNPUCYTCTBUN KUCJI0POJd B OKUCJICHHYIO

dbopmy.

[ToCKOJIEKY  KOHIICHTpAIIMSl  KUCJIOPOJa B KIETKAaX CONOCTABHMA  C
conepxkanreM G-SH, nMeeT MecTo ObICTpOE 00pa3oBaHKe MEPOKCHPAINKAIOB. B

O9TOM cCJjy4dae HKkisa G-SH cBoOWMTCA K yYacTHIO B pPEAKIMKU WHAKTHBALIMU

HNEPEKHCHBIX COGQI/IHCHI/II\/’IE KaTaHHSH[2¥CMOfI FJI!TaTI/IOHHeQOKCI/lga:iOﬁ:

R-OOH +2 G-SH _------ > R-OH + G-5-5-G + H,0

rﬂ!TaTI/IOHHeQOKCI/IQ!aZ’;a CII0cO0HA BOCCTAHABIMBATH NEPEKNCHL BOAOpOaAa,

THAPONCPEKNCHU HCHACBIINICHHBIX KHUPHBIX KHCJIOT XO0JIECTEPHUHA.
KOPTHKOCTCPOUJIHBIX T'OPMOHOB TIEPCOKUCICHHYIO HK OPOMEKYTOYHBIC

MPOAYKTHl OMOCHHTE3a MpocTariananHoB. buocwaTe3 [Tl B TKaHIX 3aBHCHT OT

HAJIWYUs CEJICHA, BXOJSIIEr0 B AKTUBHBIM IIEHT epMenTa. Haunboublas
akTuBHOCTh ['T1 oOHapyxeHa B medeHu. [Ipu 31oM 60% aKTHBHOCTH MPUXOJUTCS
Ha _1IUTO30JbHYIO aKinuo 9H3uMa, 28% - Ha MHWTOXOHAPHAIBHVYIO, a4 Ha
MHKPOCOMAJBHYIO W JIN30COMAaJbHYI0 — jwib  2%. B Mexanusme
AHTUOKHUCINUTEIBHOr0 ACHCTBUA (PepPMEHTA JISKUAT €€ CTPOoras crneln(uyHOCTh K

BOCCTAHOBJICHHOMY TJIYTATHOHY MW OTCYTCTBUC CHCQI/IQ!I/I‘IHOCTI/I K NEPEKUCHBIM

cyocrparaM. [IpHcoeAMHECHUE BOCCTAHOBJACHHOIO IJIVIATHOHA K HCEKOTOPBIM

DK30I€HHbIM M DJHJIOTEHHBIM BELIECTBAM, B YAaCTHOCTH, K TMAPOIEPEKUCIM
HEHACKIIIEHHBIX JKUPHBIX KHCJIOT _(OChOIUIHNI0B  MEMOPAHHBIX CTPYKT B
pe3yIbTaTEe PEAKINH, KATATH3UPYEMOH LJIYTATHOH-S-TpaHcdepa3oi, NpUBOIUT K
JICTOKCUKAIIMU WX C MOCIEAYIOUIMM BbIBEJICHHEM M3 opranm3ma. O6pasyrommiics

npu okucaennd G-SH rayvrarrnonnuceyabbua, 0OBYHO MPUCYTCTBYET B KIIETKAX B

ropasio  6olee HU3KHX  KOHIeHTpamusx  (6°10° - 200¢10° M), uem

o -4 4
BOCCTaHOBJICHHBIH TayTaTuoH (110 - 50°10® M), ognako KoJiebaHHE €ro

KOHOCHTpAIWKW MOXKET OKa3dTbCA KPUTUYCCKUM JUJIA PETrYJIINNKU HEKOTOPLIX
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(OH3UOJIOTHYECKUX ITPOIIECCOB. IloaTOMY IIPOUCXOOUT HETIPEPLIBHOC

BOCCTAHOBJICHUC €ro B C3YJIbTATC CaKITUN KaTaJIM3UPYEMOU

LIYTATHOHPEIYKTA3OI:
G-S-S-G + HAJI®H ------ > 2G-SH + HAJI®

Layratuonpeavkraza (I'P)  upencrasiser  coOoit JIAaBOIIPOTEN C
MoaekyaapHor  maccor  102000-250000 (B 3aBHUCHMOCTH _ OT MCTOYHHUKA
BbLIeseHns). Moiiekyiia depMeHTa cocTOUT U3 2 CcYOBEIMHHUIL C MOJEKYIIPHOU

maccoir 44000 u 60000, comepxkamnmx 1mo oaHor moiekyiae DPAJI. AKTHBHOCTE

OH3MMa CHMIKACTCA INPHU HEAOCTATOYHOM IOCTYIJICHWU [2H60512H3BI/IH3 C HI/IQGI‘/’I.
HCCMOTQ}I Ha TO, 4YTO I'P_He sBasercs JUMUTUPYIONIUM 3BCHOM B ICIHU

CPMCHTOB HOJJCPKUBAOIITUX TIYTATHOHJAUCYJIBMUIHOC ABHOBCCHUC

TOPMOXKEHHE €€ in Vivo MOXKET 0Ka3aTh BIHSHUE HA YOPEKTUBHOCTh HHAKTUBALIUU

IIEPEKHUCHBIX COECIMHEHMI. BOCCTaHOBJIEHHBIN IMIYTATHOH WUIPAET BAKHYIO POJb B
ICTOKCUKAIIMOHHBIX MEXaHHW3MaX, MPOUCXOMSIINX B NEYECHHU, U3MECHEHUE YPOBHSA

€ro B HpUTpOIMTax 00JaJaeT BBICOKON HMH(OPMATHUBHOCTBIO IPH _ OIIEHKE

AKTUBHOCTH _ ITATOJOTMYCCKOI'0  IMponecCa MW MOXKCT CHIYKHWTb KPUTCPUCM

c] CKTUBHOCTH apMmakoTepanuu. _ IIpuMedaTeabrHo 4To D CKTUBHOCTb

pCAKIIMK BOCCTAHOBJICHUA FH!!aTHOHgI/ICXHB!lQHQa B _3HAUYUTCILHOMN MEpPC 3aBUCUT

OT _ CKOpPOCTH _ BOcCCTaHOBJEHHMs _oOpasyromerocs  HAJI®. Drtor  mporiecc

ocC CCTBJIACTCA B C3YJIbTATC CaKIUI KaTaJIu3upPyCMbIX CpMCHTAMU

rexcosomonodocdarnoro  myvara  (menrozodocdargoro)  myrh  oOMeHa

yrieBosioB.  CKOPOCTb  pPEaKIWil  OKHUCIAWTENBHOW  BETBH _ IOCJEIHETO,
OTBETCTBEHHBIX 3a reHepannio HAJIOH, TMMUTHPYETCS aKTUBHOCTBIO TIHOK030-6-
ocharaeruaporenazoin (I'-6-®JI["), a peakiuyy I[MEHTO3HOI'O IIMKIA B LIEJIOM
SBJISIOTCS. JUMUTHPYIOIIMM 3BEHOM B IIEOU MPOIECCOB, MOIACPKUBAIOIINX
CAyTaTHOHIUCYIb(GuaHoe paBHOBecHe. Murencudukanms CPO  npuBOAWT K
aKTHUBAlIMA B KJIETKE HE TOJBLKO epMmentoB  AOC, HO W (epMEeHTOB

HCHTO3OSIZOCghaTHOFO IIYyTH.

dOyHKIMOHNPOBaHNUe pa3anuHbix  KoMmoHeHTOB AOC TpeOver TECHOro

B38.I/IMOQCI\/'ICTBI/IH C APYT'UMHU CUCTEMAMHU KJIETOYHOI'O MeTaboIM3Ma. QHH [Za6OTI>I
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CUCTEMbBI _periapalvy JUITUJI0B T[2€6_Y_GTC$I IOCTOAHHOC HAJIWMYHWC B KICTKC
PE3CPBHOTO I1YyJid KUPHBIX KHWCJIOT, CBA3AHHBIX C KOQZC[ZMGHTOM A. BaX(HXIO POJib
HUIpacT TAKKC MUKPOCOMAJIbHAA CUCTEMA PETCHEPAIIUU TOKO!I!CQOHOB.

Buoanmuoxcuoanmul. _a-Toxogpepon (éumamun E) — Baxueldmmi

H(PI[!O[!EICTBO[!I/IMLII\/'I AHTUOKCUJIAHT, [Z&CHOHO)KCHHBIPJI B_KJICTOYHOM MCM6[23HC. -

Tokodepoisr comepknut (HEeHOTBLHOE KOIBIIO C CHMCTEMON COMPSHKEHHBIX JBOWHBIX

CBs3CH, IIOOTOMY OH JIETKO OTJAeT 3JCKTPOH CBOOOJHBIM _ PaaMKaiIaM,
BOCCTAHABJIMBAs WX JI0 CTAOWIBHBIX HPOAYKTOB. DPEHOKCUN-PAOUKAT, KOTOPBIN
py 3TOM o0pa3zyercs, caM 1o cebe I0CTATOYHO CTAOWIICH M B IPOJAOKEHUU 1IENH
He yyactByeT. [IpeumyriectBa BuramuHa E mepen ApyruMH aHTHOKCHIAHTAMU
COCTOSIT B _TOM, YTO OH 00JagaeT HauOOJbIIEH MOIIHOCTBEIO aHTHOKCHIAHTHOI'O

nerctBus. DhOGEKTUBHOCTD JIEMCTBUA 0-TOKOMEPOJa 00YCIOBIEHA, BO-IEPBBIX,

€r0__ WMCKIIOYUTEIHLHO _ BBICOKOM AHTHUPA] !HKaHBHOfI AKTUBHOCTBIKO 34  CYCT
CIIOCOOHOCTH BCTYIIATh B HCMNOCPEACTBEHHOC B3aHMOg€ﬁCTBHe co CBO6OQHHMI/I
paguKajgaM 1, BO-BTOPbIX, CITOCOOHOCTEIO CTaGI/IJII/IBI/I[ZOBaTB HHHHg!HBII;'I oucIon
M€M6|!aH MyTEM 06[!&30BaHI/I$[ IMPOYHBIX KOMILJICKCOB C TIOJMHCHACBINICHHBIMHU

JKHPHBIMM __KUCIOTaMU __ MeMOpaHHBIX _ JUNKAOB. B3ammoneicTBre  anbda-

Toko(hepoia co cBOOOIHBIMY PAIMKAIAME OCYLIECTBISETCS Mo ypaBHeHno ROQ?

0
+ InH — ROOH + In", rne Butamua E (In) BeICTyIIaeT B KayecTBE JOHOpA

Bonopoaa. KoHcTaHTa CKOPOCTH 3TOM peakIMu UMEET MOPSA0K 10° 1/monbec, uTO
Ha [-2 mopsajnka BbIIe, YeM [ APYIUX AHTUOKCHJIAHTOB. JTO NPUIAET
TOKO(EpoIaM ONpPEICICHHYI0 YHUKAIBHOCTh B mporeccax peryisuuu [1OJI, T.x.
IPU__CTOJb BBICOKOW J(GEKTUBHOCTH WX B3aWMOJICUCTBUS C TEPEKUCHBIMU

pagvKalaMM JTaKE HE3HAYHUTEINBHOE KOJMYECTBO MHrmomropa (T.e. TokodepoJsia)

6¥Zl€T OKa3bIBATL _ CYIICCTBECHHOC BJMUAHUC HA CKOPOCTb OKHUCJICHUS. C

CHUHIJICTHBIM KHCJIOPOAOM O-TOKOPECPOJ PCArupPyCT JABYMSA IIYTAMUN: HN3NYCCKH

(TyireHye) W XWUMHAYECKHM ¢ 00pa3oBaHMEM  QYEHb  HEeCTAOMILHOTO

ruaponepokcugannona. T CHHMC CHMHIJICTHOI'O KHMCJIOpOoJa (O-TOKOMEPOJIOM

ABIACTCA OMMHHUPYIOIIMM __OponeccoM. B3anMoaelcTBHE ¢ CYNEpOKCHUI-

paauKaJaoOM IMPUBOAUT K 06[2330BaHI/IIO XPOMAaHOKCUJIBHBIX PAJMKAJI0B, IPOTCKACT
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MEJUICHHO M B )KUBBIX CUCTEMAaX JIMMHTHUPYETCS MAJIOH JIOCTYIHOCTRIO BUTAMHHA E
B JIMIIAJHOM OWcoe Jisi cynepokcua-paaukana. OOpasymoolimecs B Pe3ysbTare

B3aMMOJIEMCTBUA (O-TOKO()Eposa ¢ aKTMBHBIMH (HOPMAMM KHCIOPOIA IMPOIYKTHI

XMHOHOBOM _CTPYKTYPBLL MOTYT OCVIIECTBIISITh aKIENTHPOBAHME M30BITOYHOIO

YHCIIa DICKTPOHOB ¢ KOMIIOHEHTOB 3JIEKTpOH-TpaHcropTHOH nenu (DTLL). B stom

cllyuae WHTHOMpYVIONIee JIEWCTBHE TOKO(EpOIa MOYKET PEATU30BATHECS  KaK

BCJICACTBUC KOHKYPCHIIMHN 3d BOCCTAHOBJICHHBIC SKBUBAJICHTBI 3T“ — 'CHCPATOPLI

AKTHMBHBIX OpPM__KHCIIOpOJa, TaK M 3a CYeT COOCTBEHHO AHTHPAJIMKAILHOTO

JICHCTBUS, YTO OCOOCHHO CYIIECTBEHHO JUIS KJIETOYHBIX CTPYKTYD, JHUIIEHHBIX
(hEPMEHTHBIX CHCTEM 3aIUTHL OT Oy,

[IpuMedaTeabHO YTO __ TOKO(epoanl o0nafarommue  MaKCUMAaJIbHOM
AHTHUPAINKAIBLHON aKTHBHOCTBIO, HEPEIKO HMEIT HHU3KHWE AHTHOKCHIAHTHBIC
CBOWMCTBA, BCJEJCTBUE BBICOKOW PEaKIMOHHOCHOCOOHOCTH  00pa3yroIIuXCcst
XPOMAHOKCUJIbHBIX padukanee. ONHAKO TNPU HAaIUYUH B CHUCTEME BEIIECTB,

CIIOCOOHBIX _ BBIBOJWTE  TOKO(MEPHMI-PAAUKANBL M3 cepsl CaAKIIMK  HJIN

BOCCTAHABJIMBATL OKHCJIEHHBIE (DOpMEL TOKOdeposa, HAOIIOAACTCS YBEIUYECHHUE

AHTHOKCHJIAaHTHOW akTMBHOCTH. Hampumep, B npucymcmeuu ackopounosou uiu
JUMOHHOU _KUC/I0H _XPOMAHOKCUIbHBIE DAOUKAIbL _80CCHAHAGIUGAIOMCA 6
UCXOOHBLI _mOKoghepoa, YTO TNOAACPKMBACT _ero  CTAIlMOHAPHBIN OBEHb
IPEIOTBpAIAeT 00pa3oBaHUE TOKCHYECKOTO TOKO(EPUIXHWHOHA, 00IaJAI0NIEro
MOBPEIKIAOIINM JicHcTBHEM Ha Oenku. OKUCIIEHHAs aCKOPOUHOBAS WU JIMMOHHAS
KUCJ0Ta Jajee BOCCTAHABIMBACTCA TMOJ JCHCTBUEM TLJIYTAaTHOHA, KOTOPBIU
[IEPEXOIUT B OKHCIEHHYIO (OPMY, HO OBICTPO PEreHEepUPYETCS I10J BIUSHHEM
CIYTaTHOHPENYKTa3bl ¢ ydactueM BoccTaHoBiaeHHOTo HAJIDH. Takas cucrema
LUKJIOB pEereHepalyy HMCKII0YaeT TOO0YHBIC pPEeaKIUh TOKOhepuiI-pajinKaia,
00yCIIOBAMBAS HE TOJIBKO BBICOKYIO aHTHUPAIUKAIbHYIO, HO M aHTHOKCHIAHTHYIO

AKTHUBHOCTbH O-TOKO(EPOJIa. Perenepaiiyst TOKOMEPUI-PAAUKAITIOB )4
TOKOMCPUIXHMHOHA B TOKOMEPOJblI M TOKOTPHUCHOJBI IMPOUCXOJUT TAKKE C

ydaCcTHEM 6HO!I!H3BOHOI/I§!OB§ TJyTaTuoHa, BOCCTAHOBJICHHOW JUIIOCBOMU KWCJIOTEI,

OMXUHOHA, JICHUTUHA WU THUX OCMOJHUIINIOB, KapHO3WHA, dAHCCPHUHA -
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KapOoTWHa, BUTaMHWHA K. HWcnoons3oBanue BuTamMuHa E ¢ YKa3aHHBIMU
BOCCTAHOBUTCIIAMU 06J1agaeT BBIPDAKCHHBIM _CHUHCPIrU3MOM geﬁCTBHH. Ba)KHgIO

POJIb UTPAET TAKIKE MUKPOCOMAJIbHAS CHCTEMA PEreHEPAIH TOKO(DEPOIIOB.

Cralunuzanusi JUOUAHOW CTPYKTYPbI MEMOPAHHOTO OWCIOs MO/ JISHCTBUEM
BuTamuHa E ocTUraeTcs 3a c4er TOro, YTo OH CnocoOeH crnenudbudeckn Gu3mnko-

XUMHUYECKU B3aUMOIEUCTBOBATH CBOENH (PUTUILHOW OOKOBOW IEMBIO C KUPHBIMHA

KHCJI0oTaMi. Pe3ynbTaToM Takoro B3aWMOJCHCTBHSI SIBISIETCS YHNOPSAOYEHUE
KUJIKOKPUCTAJUIMISCKON CTPYKTYPhI JIMOWJIHOTO MaTpukca MeMmOpan u Oosee
IUIOTHAS _ YIAKOBKA JIEBOJIOPOAHBIX IENel, YTO BENEeT K HM3MEHEHUIO
MHUKPOBSI3BKOCTH TUAPOodOOHOI 30HBI MeMOpaHbl. B ciiyuae neduimra Buramuna E
MHUKPOBSI3KOCTh MEMOPAH JIOCTOBEPHO CHUYKACTCSI.

[Ipn BBeseHUN 0-ToKOdeEpodaa NPOUCXOANUT HM3MEHEHHE NPOHHUIIAEMOCTH
MEMOpaH KJIETOK JUIsl ONPEeAeNCHHBIX CYOCTPaTOB, CIEJICTBUEM YEro SBISETCS
M3MCHEHUE OKHCIUTEILHO-BOCCTAHOBUTEIBLHOTO IMOTCHITMATIA KICTKH. Tak, Ioj
BausHueM BuTamuHa E yBenmuuBaercs cojepkanne HAJIOH u ymeHbIaercs
otHomenne HAJIH/HAJI®H u HAJT'/HAJIH. B03MOXHO, 3TO 0GYCIOBIIEHO
M3MEHEHHUEM aKTHUBHOCTH _raytamaraeruaporeHassl  (IUJN), AJIT u  ACT,
PEryJINPYIOMINX COOTHOIICHUE HAJI*/HAJIH, a Taxxe aktuparmeii HA JI-kuHa3bl,
katammsupytomen cuare3 HAJIOH. Kpome Toro, Butamus E cTUMYIHUPYET CUHTE3
YOMXHMHOH3aBUCUMBIX (hEPMEHTOB, OCHOBHAS POJIb KOTOPBIX — «Pa3TPy3Kay KICTOK

+ -
or H- u e. Jlebuuur a-toxodepona COMPOBOXKIACTCI POCTOM AKTUBHOCTU

+ -
CPMCHTOB _ I'IMKOJIM3a  C BeIMYEeHUEeM oOpa3oBanmsi  H- wm e, u4ro

MOP(OJOTMYSCKU BEIPAKAETCA THIEPTPOdUE MUTOXOHJPHI NPH YMEHBIICHUU

CAPKOIIJIa3MATHUYCCKOT'O PCTUKYJIYMA, a TaKKC YMCHBUICHHUEM MHWKPOBA3ZKOCTH

MeMOpan u akrtuBarnueil mpoiteccoB  [IOJI B KiETKe, YTO MPUBOIAUT K

€3UHTErpalliy __ META00IMYECKHMX  MPOIECCOB. MeMOpPaHOTPOIHEIE 3 CKTbI

BuTamMrHa E He ToJbKO NOAACPIKMUBAIOT H606XOQ!I/IM¥IO IJIOTHOCTDL _YIIAKOBKHU

OC(HOJUITHUIOB OI'pPaHUYMBAIOT OCTVII KHCJOpOoJa K allMJIbHBIM CIIIM

OPEHATCTBYIOT CHUHTE3Y NCPEKUCHBIX PAAWMKAIOB, HO WU 00ecITeunBaT YCJIOBUA
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JISI  BBIIIOJHEHWS B OmomeMOpaHax aHTHOKCUIAHTHON gximn.  Kak
aHTHOKCUIAaHT BUTaMuH E nelictByer HamOosiee 3(pHEKTUBHO BMeECTE C MU

KOMITIOHCHTAMHM.

K 4ncny OCHOBHBIX HAPaBJICHUN MCCIICIOBAHMS J CKTOB O-TOKO(EPOJa U

APYIUX KOMIOHCHTOB BHUTAMHHA E otHOCHATCS: a) HU3YUYCHUC CIIOCOOHOCTHU am,gga-
TOKOMEPOJIa n 50,4 KOMIIOHCHTOB BUTaAMHWHA E IPEPLIBATH
CBO60§HOQagI/IKaHBHHe HCTIH, HETIOCPECACTBECHHO PEArnpoBaTb CO CBO60§HLIMI/I
paguKajgaMu, HpeBpalnad HuxX B OoJsiee CcTaOMIILHBIE COCAMHCHMA, JUIICHHBIC

HCCIIAPCHHOI'O  3JICKTPOHA, YTO IIPMBOJMT K CHHMXCHHWIO HMHTCHCHUBHOCTH

OKHMCJIMTEJIBHOTO CTPECCA B KJICTKAX W K TIPEAOTBPAICHUIO OKHCJIWUTEIbHBIX
HOB[!C)KQCHI/IP’I MOJICKYJI; 6! N3YUYCHUE MOAYJIANNN aHLglla-TOKoghCQOHOM 1 IPpYIruMu
KOMIOHEHTaMHM BuTamuHa E IMPOLCCCOB TPAHCAYKIIMKU CUTHAJIOB B KJCTKAX H

TCHHOW DJKCOPECCHU, MX HE-aHTUOKCUJAHTHBIX M aHTHOKCHAAHTHBIX 9 CKTOB
CBA3AHHBIX C MOZl_y_J'ISIl]HGfI CUT'HAJIBbHBIX CUCTCM.

T.o., bnazodapsi ceoell JUNOGuILHOCIU, JIOKAJIU3VACH 60 6cex

OuonocueckuUx mMemopanax, o-moko@eposr oKasvleaem  GIUsHUE KAK _Hd

AHIMUOKUCAUMEILHYIO _AKMUSHOCMb _JUNud08, _MaK_U__Hd _UX __CMPYKIMYPHOE

cocmoirue, A6IAIUUECA UEHMPATbHbIMU 36EHbAMU 6 UUKIE JzunoneDOKcu()aguu.

Obnapyoiceno _unaubupyroujee siusnue o-mokoghepoia Ha npoyeccvl _anonmosd,

PACCMAMPUBACMO20 _KAK _MeXaHusm_nodoepoicanus _2omeocmasa. Hcciedyemces

yyacmue _o-moxogepona 6 peaiuzayuu Kiemo4Ho20 UMMyHUmema, npoueccax

Kanuepoczcenesa. Bcé uawe obcyorcoaemes _sonpoc 0 _e20 HeaHmuoOKCUOAHMHbLX

CBOUCMBAX. NOKA3AHO YYdcmue a-moKopeponra u e20 KOMIIeKCcd ¢ mokogepon-

CeA3bleAUUMU beaxkamu na cunmes PHK 6 uzonuposannbix 10pax u cyovsidepHvlx

CIMPYKMYPAX__AHAL02UYHO _OelUCmEUl0 _ CMepoOUOHbIX _20PMOHOS. Y Ccmanosiena

CNnOCOOHOCHb_0-MOKODepona eausms Ha_AKMUSHOCHb _(DePMEHmos, CesI3aHHbLX C

0OMeHoOM apaxudoHOB0U KUCIIOMbl, CUHME30M NPOCMAIAHOUHOS U JICUKOMPUCHOS.

Coyemanue sumamunos E u C nossonsem _ocyuiecmsums 3auiumy KIemKu_Nno

A0OUMUBHOMY __MEXAHUSMY. __ACKOPOUHO8ASA _KUCIOMA _— 68 _B00HOU _cpede,
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npumbikaiouiell K buomemobpane, a moxogeponr — 8 aunudnom oucioe. lloxkazano

noJjiooicumesivHoe  6JAUAHUE 21020 KOMNIAEeKcd HA MmMOoAepaHmHocms K ajilo- U

aymoanumueenam. _Cunepeusm_npociedcusaemcs makjice _6_mpounblx_u_boaee

cnooicubix_cucmemax. sumamun E - eumamun C - cenen,; sumamun E - sumamun A

- cenen; vouxumon - eumamun E - eumamun A — 6buodrasanoudvl. B

MHO2OKOMNOHEHINHBIX _NPUPOOHBIX __ AHMUOKCUOAHMHBIX __CUCIEMAX __CKOPOCHLb

pPacxo008atius KOMNOHEHMO8 PA3IUYHA U 3A6UCUNL ONL VCIIOBUIL.

buodaaBononasl - 60JblIas 1118 TOJIM(MEHOJIOB, KOTOPHBIC COACPXKATCA
B BOJHBIX JKCTPAKTaX A3JIMYHBIX acrennii. Hekoropsle 01o(h1aBOHOWIBI
SMCTBYIOT KaK JIOBYIIKHA THAPOKCHII-paAnKana (KaTeXWH, YIUKATEXHH THUH ).

Hpyrue (KBEpIICTHH) HE CHIDKAKOT COACPIKAHWE THUJIPOKCHUIA, 3aTO MHTHOUPYIOT

NPOAYKIHIO cynepokcuaanron-pagukana (COJI-mogo0Has akKTHBHOCT). TpeThu

(MOpWH) HC BJIWAKOT HU HA TUAPOKCHUI, HA HA CYNICPOKCUIAHUOH-PAJUKAJI, HO, TEM
HC MCHCC, MMPOABJIAIOT BBICOKYIO AHTUOKCUIAHTHYIO dAKTHUBHOCTD.

KaporuHouabl - KpacHBIC W _OPAH)KEBBIC PACTHUTEIbHBIC IHUIMEHTHL

OTHOCATCA K KUPOPACTBOPUMBIM _aHTHOKcUIaHTam. HawOoiee wn3BecTeH [3-

KapOTHH, KOTOQLIIZ ABJACTCA NMPECANICCTBEHHUKOM BUTAMUHA A. Bcee KapOTUHOUIbI
B _TOW WM WHOW CTENEHM SBJISIOTCS JOBYIIKAMH _CHUHIJIETHOTO KHCJIOPOAd.

Kaporunounasl cofepkarcst B KpaCHBIX M OPAHKEBBIX ()PYKTAX M OBOINAX, a TAKKEC,

COOTBETCTBEHHO, B WX MACIISIHBIX SKCTPAKTaX W HEKOTOpbIX Maciax. Hambosee
0oraTo KapoTHHOWIAMHU MAcJI0 OOJICIMXH, IMUIIOBHUKA, ATbMOBOE MACIIO.
Youxunon (ko3u3umM Q) - deHoJ, M0 XMMHYECKOH CTPYKTYpe OJIM30K K
TokodeponaM. [IpUCYTCTBHE BBICOKMX KOHIIEHTPALMKA YOMXWHOHA B MeMOpaHax
obecreynBaeT aHTUOKCUAAHTHOe jiedictBue CoQl0, mpsaMyr0 peaknui ¢

QIUKaJlaMA WM pereHepanuio  Tokodeposa. YOUXWUHOH 00J1alaeT BBICOKOM
AHTUOKCUJIAHTHONW aKTUBHOCTBIO, IIpUYeM ero d(hGHEKTUBHOCTL B IATH Pa3 BHIIIE

yeM puTtamrHa E. D10 BecbMa CYIIECTBEHHO JUII MHUTOXOHIPHUN, TIE€ HIYT

AKTUBHBIC OKHCIHUTCIBHBIC H[ZOQCCCBI U TIOCTOAHHO 06[23.3!IOTC5I CBO6OQHBIC
dbopMbl kucaopoja. TlokaszaHo, yto kodH3uM Q10 He o00aamaeT cOOCTBEHHBIM
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MYTAarcHHbBIM 3 CKTOM, HC IOTCHIMPYECT SMCTBUE g4 MYTarcHoB —
KCEHOOMOTUKOB, B PEAIM3ALMKU I[[UTOT€HETUYSCKUX D CKTOB KOTOPKBIX BE€ asi
0J1b CBs3aHa C IIponeccaMm cB00OIHO AJUKAJIBbHOI'O OKHMCJICHUA.

AHTHMYyTareHHasi akTHBHOCTEL KodH3MMa Q10 mposBisgeTcs B IIMPOKOM JIMAIIa30HE

KOHIICHTPAIIUi, JJIS  JIAHHOTO  aHTUOKCHJIAHTA _OTCYTCTBYET BO3MOYXKHOCTh
WHBEPCHH 3aIIMTHOIO JICHCTBHS, YTO COCTABJISET €r0 OYCBHJIHBIC MPEHMYIIECTBA
110 CPaBHEHHIO C APYTUMH aHTHOKCUIaHTAMH.

Hopdupunpl — OowanpyOMH POSIBISET AHTHMOKCHIAHTHBIE CBOWCTBA 3a
CYET CIOCOOHOCTHU BBICTYIATH B POJHM KOMILIEKCOOOPA30BATENsI, HHTHOUPYIOLIETO
MeTauio-3aBucuMble peakim CPO 3a cyer CBsA3bIBaHHMS KAaTHOHOB METAJUIOB
[EPEX0IHOM BAJICHTHOCTH, a TAK)KE JIOHOPA IPOTOHA.

HepyaonaasMul -  sBisgercs OENKOM IUIa3Mbl KPOBHU (TVIMKOIPOTEHUH Ol-

[JI0OYJIMHOBOM AKIIUHA BBIMIOJIHSAKOIIMA B OpraHuU3Me s BAXKHBIX
OMOJIOrHYECKUX HKIMHA; TIOBBINIAET CTAOWIBHOCTH KJIETOYHBIX MeMOpaH

ACTBYCT B UM OJIOTHYCCKHUX CaKIMAX, HOHHOM _OOMEHE, OKa3bIBAET

AHTHOKCHJIAHTHOE ACHCTBUE, CTUMYJIMPYET F€MOM033.

MukpodjeMeHThl,  001aJIaloNINe  aHTHOKCUIAHTHBIMU __ CBOWCTBAMH,
IPEACTABICHBl CeJI€HOM, IHHKOM, Melbl), MAarHHeM H Ko00aabToM. CelieH
WUIPAET UCKIIOYUTEIBHYIO POJb B aHTUOKCUIAAHTHOW CHCTEME, T.K. OH BXOJHWT B
AKTHUBHBIN [IEHTP TIYTATHOHIICPOKCHIA3bl M YYACTBYET B OMOCHHTE3¢ TIYTATHOHA.
YCTaHOBJIECHO, 4YTO  CEJIEHOAMMHOKHUCIOTHl  CEJIEHMETHOHUH, CEJCHIMCTEUH
00J1a/TA0T _ PaJIMONIPOTEKTOPHBIM _ JICHCTBUEM, YMEHBIIIAS YHCIO CBOOOIHBIX
PAJMKAIOB, HAPYIIAIOIINX AKTUBHOCTh W CBOWCTBA (DEPMEHTOB M aMUHOKHCIIOT,
BO3HHMKAIOININE TPU ACHCTBUM HWOHU3HMPYIOUIEH pamuanmu. CelleH, BBOJIMMBIN B
OpraHu3M _Iepeq oO0JydeHWeM, Oiaromapsi OOpBIBY IIEMH  HEYIPABISIEMBIX
OKHCIUTEIbHBIX PEAKIUH, MPEJOTBPAIIAET PAa3pYIIEeHNE JU30COM M BBIXOJI U3 HHUX

OPOTCOJTTUTUICCKUX epMeHTOB. Cpefn TIaBHBIX OMOXMMHYECKHMX HKITAA
CelIcHa B OpraHM3ME BBIICISIOT caeayiomme: | aCTHucC B KIIMOHWPOBAHUHN

CHCTEMbI _OKCHUJIa3bl _0-KETOTIYTAPOBOM KHWCIOTHI; 2) KAaTalu3 OKHUCICHUS 0-

KETOTJIYTAPOBOM WM TUPOBUHOTPAaJHOW KkucaorT B nmkie Kpebca; 3) cBs3b c

216



aponeccamMm OCHOPHUIINPOBAHUA IIYTEM BIIMAHUA Ha AKTUBHOCTH

Hecnenmduuecknx dhocdaras u ATD-a3bl; 4) AHTHOKCHJIAHTHAS AKTUBHOCTb.

DyHIAMEHTAILHOE  IIOHUMAaHWE  MPOOJIEMbl  OKHCIUTENBHOIO CTpecca
HOCTYKHJIO OCHOBOWM JijIsl pa3paOOTKH IMUPOKOTO CIIEKTPa aHTUOKCHIAHTHBIX
IIpenapaToB.

Cunmemuueckue anmuoKcuoanmol.
Honoa 2,6-nutperOoyTimii-4-MeTmindeHon OYTHUITHIPOKCUTOIYOT
MOYHOJI)  SBJISIETCS _ KAPOPACTBOPUMBIM _ OKpaHHPOBAaHHELIM _ deHosoM. Ero
OKHCIIEHHAS opMa __ IPEACTABISET  pPaAWKall, CTAOUIU3UPOBAHHBIA _ ABYMS
OOKOBBIMHU TPETOYTHIBHBIMH TPYIIIMPOBKAMH, a IIO3TOMY 00Jiee CTaOMILHBIN, YeM
TOKO(eponoB. MoHOJI yCIemHo MnpuMeHseTcsl Juisl TPOQHUIAKTHKA _OCTPBIX

HAIIEMUYECKAX [OBPEXKICHUN OPraHOB M IMOCTUINEMHUYECKUX paccTporcTB. OH

BBICOKO 5h(EKTUBEH NPU JEYEHUHU JVUEBBIX U TPODUUYECKUX MOPAKEHAN KOKHU U

CIIN3UCTBIX 060.]'[0‘161(9 YCIICTITHO MCIOJb3YETCA B TCPAIIUU 0OJIBHBIX A€pMaro3amMu,

CIIOCOOCTBYET _OBICTPOMY  3Q)KMBJIEHHMIO _SI3BEHHBIX  MMOPAKEHMHI  KEIyIKA U

NBeHAATHIIEPCTHON Kumiku. [Ipu  no3upoBkax 20-50 MI/KI IIOKa3aHO ero
JIOCTAaTOYHO _BBIPAKEHHOE MPOTUBOUNIEMUYECKOE, MPOTUBOTHIIOKCUYECKOE H
AHTCHOMPOTEKTOPHOE JICHCTBHE.

MexaHu3M JIeUCTBUS TOTr0 JKPaHHPOBAHHOTO (eHOIa — MPOOyKoJa —

00YCIIOBJIEH TOPMOYKEHHEM [MEPEKHMCHOrO0 OKHUCICHHMS JIMIONPOTEUIOB HUBKOMU

IJIOTHOCTH, 4YTO 3HAYWUTCIABHO CHHWXKACT HMX ATCPOICHHOCTBD. Ilokazano

AHTUATEPOTreHHOE JICHCTBHIE MPOOYKOJIA Y OOJIbHBIX CaXapHBIM JIHA0CTOM.
DenonbHbIM AQO TOCIETHEr0 MOKOJCHHs SBASETCS mpenapar oJudeH, B

MOJIEKYJIEe KOTOpOro mnpeacrasiieHbl 0ojiee 10 ¢heHOABHBIX THAPOKCUIBHBIX IPYIIL,

CHOCOOHBIX 0o0OecneunTh cBsizbiBaHKe Ooibinoro ynciaa ADK. [Mpenapar obnamaer
BBIPQKCHHBIM IPOJIOHTUPOBAHHBIM aHTUOKCHJIAHTHBIM JICHCTBUEM, CIIOCOOCTBYSI
AKTHBAIIMY MUKPOIMPKYJISIIIMA i OOMECHHBIX ITPOILIECCOB B OPTaHU3ME, B TOM YHCJIE

B TKaHAX Mo3ra, B TOM e 15 (921 (5] 3a cyeT CBOCTO BBIPAXKCHHOT'O

MeM6[!aHOH|!OTeKTO|ZHOFO ;!eﬁCTBHﬂ.
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deHOo3aHBI (K- WIn Li*-conn 4-runpokcu-3,5-

UTPeTOYTIIEHMIITPOIIMOHOBON  KUCIOTHI) cuHTe3upoBansl B MUXD PAH

SBISIOTCS BOJAOPACTBOPHMBIMH _TPOM3BOAHBIME _HOHOoJA. DeHo3aH Kamus —
MPOCTPAHCTBEHHO SKPAHUPOBAHHBIN ()EHOJ — CUJIbHBIA AaHTHOKCH/IAHT, BIUSIONIUN
Ha CTPYKT 1 QYHKIMM MeMOpaH.
10.4. Tokcuyeckoe jieiicTBHE MPOJYKTOB MEPOKCHIAIMH OHOMOJIEKYJI
N30biTounast renepanns ADPK 1 ADA BbBI3bIBACT OKHCIUTENBHBIA CTpecC
(OC) ¥u HakomJIeHHWE TaKMX TOKCHUYHBIX BEIIECTB, KaK  alUITHAPONECPEKHCH

JUIMUAO0B (JICPBUYHBIC TIPOJAYKTHI OKHCJICHHBIC 0ochOJUINAbLI, MaJIOHOBBIN

ANaJIbICTU I, 4-FI/IQQOKCI/I-2-HOHCHEUII: (IPOAYKT OKMCICHUSI oMera-6 JKUPHBIX

KHUCJIOT), 4-THIPOKCH-2-TeKCeHaIb  (MPOAYKT OKHCIEHMS OMera-3 KHPHBIX

KHUCJIOT AKPOJICUH AJIBJACTH, OCPATHANIIXOJINHA 1 -nmagpMuTOMII-2-(9-
OKCOHOHAHOWJ)-(hochaTUIMIXOJIUH ), THAPONEPEKUCH (HOCHOIUNMNI0B, CIOCOOHBIX

MUI'PUPOBATH _ YE€PE3 MGM6[2&HBI C__ BBICOKOH CKOPOCTBIO M OKAa3bIBATb

MOBPESXKIAIOIINNA D eKT. TpueHOBBLIe KOHBIOTAThI, IIIH OBbl OCHOBAHMA H

IPOAYKTBI |!CKOM6I/IH3!!I/II/I JUMAAHBIX PAAWKAIOB CITIOCOOHEI OTKJIAAbIBATLCA B

KJICTKax B BUAC JUIMMOPYCIHMHOBOI'O NUT'MCHTA.

O06paszoBanue 1 -manpMuTomI-2-(9-okcononanonn)-GochaTuIMIXOIUHA

IIPOUCXOAUT HOJ JCHMCTBHEM JUIIOOKCUI€HA3 B IMPUCYTCTBUM I'€MOIPOTEHUHOB —

MCTFCMOFHO6I/IH32 UTOXpOMA C. H[)I/I OTOM TI'EMOIMPOTCUHBI YYaCTBYIOT KaK B
06[2330B3HHI/I HOHEHAJIEH M AJIbACTU 0B gl;OCQLaTI/IgI/IHXOHHHa ((DXL TaK M B HX
pacnajie.

B HACTOAIECC BPEMA MNOJYUYCHBI JAHHBIC, CBUACTCILCTBYIOIMMNE O TOM, YTO
Ipyu NOBPEIKACHUN 0OCIKOB o1 geﬁCTBﬂeM ADK BO3HHMKAET pAA OKHUCJICHHBIX

IIPOAYKTOB - 00pa3syroTcs JoAroxupympe paavkaibl 0enkoB (JJKPE), Bpems

IOJYKU3HU KOTOPBIX JOCTUTAIOT CBBIIIC 20 Y., OHM MOI'YT JJIUTEJIBHOC BPEMA

reraepupoBate ADPK B BogHOM okpyxkenuu in Vitro. Hamrumne JIDKPBE MoxkeT ObITh

H[!H‘-II/IHOﬁ JJIATCJIBHOTO TTPOTCKAHWA OKHMCJIUTEIbLHOTO CTPECCA U HOB[ZC)K;!CHHI;'I
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JIHK in Vivo ¢ 00pa3oBaHHEM MHUKPOSIEP B MOJUXPOMATOMUIBHBIX SPHUTPOILIUTAX
KOCTHOT'O MO3Ta V KPbIC U MBIIIIEH.

A®DK  Ttarxke crnocoOHBI  MOIM(MULIMPOBATH VIJIEBOALL — TIIFOKO3Y C
00pa3oBaHUEM aJbJCTHJIOB: TIMOKCAJS, METHIMIHOKCANS, TIIOKO30HA, CXOJHBIX
[I0  CTPOEHMUIO C MAJIOHOBBLIM JIUANLIETHMAOM W 4-TUIPOKCU-2-aTKEHAJIEM.

OOHapy>XEHO, 4YTO MPUA  aBTOOKHUCIEHHWHU TJIFOKO3bI 00pa3syeTrcsl CYIIEPOKCHJI-

pagrKaJl.

MJIA BcryItaer BO B3aUMOIEHCTBUE C MOJIEKYIIAMH HYKJIEHHOBBIX KHUCIOT —

IYPUHOBBIMU OCHOBAHMSMH, WHIYIUPYSI 00pa3OBaHHME PA3JIMYHBIX AJUIYKTOB —
mupuMuanHo-1,2-o-mypun  -10(3H) — meokcupu6o3el  (MI1I0). DTOT oOmacHbIH
METa0OINT CHOCOOCH BBI3BIBATh MYTAIMM CO CJIBUTOM PAMKH B MHKDPOOHBIX U
JKUBOTHBIX KiieTkax. MJIA cnocoGeH pearmpoBath ¢ I, A, Il ocHoBaHusMu B
cocrape JIHK c o0OpaszoBanueMm aanyktoB MIT, MI1A, MIII, KOTOpble MOXKHO

06HAPYKUTH ¢ yacToToi 1.2 aurykra Ha 108 mykineosunos — T.e. 6000 aaIyKTOB Ha

1 xmerky. B cocrae JIHK MO0XHO OOHapy»KHTH T'MAPOKCHUIPONAH-

JICOKCUTYaHO3MH, o0pasyromumiics B pe3yibrate peakunu JIHK ¢ akposenHoMm u
KPOTOHIMAIBIETUIOM, TEHEPUPYEMBIX B PE3YITATE JIUITONEPOKCUIAITIH.

Ectb cBenenns o cnocodHoctd MJIA wHMIMMPOBAaThH 0OpazoBanue JIHK-

OEJIKOBBIX _CIIMBOK (MEXK HK w rtwucromamm), mpu stoM MJIA cHavaia

cBa3bIBaeTcs ¢ OeakoM. MJIA pearmpyer in Vitr0 ¢ mepBHYHBIMH aMHHAMH C
obOpazoBanueM g-N-2-iponieHaNIb-IM3UHA W MOXKET Te€HEPHUPOBATH  JIN3WH-
JU3MHOBBIC MOCTHKH. DTa peakilys Ha0JII0JIaeTcsl B ano-B-dhpakiiny OKUCIEHHBIX
JUNONPOTEHHOB ¥ UMEET 3HAYCHHE JUISI UX aTEPOTreHHOCTH.

MQA BSaHMOQeﬁCTBgeT C KOJJIarc¢Hom, 06[23.325{ BHYTPUMOJICKYJIAPHBIC
CINIWBKHW, YTO HAPYIIACT CTPYKTYPY KOJJIarc¢Ha COCXQI/ICTOFI CTCHKH.

FI/Ig!QOKCHHOHeHaJ'H) crioco0eH B3aHMOg!eﬁCTBOBaTB C C!HL!I!FI/IQ!QI/IHBHLIMI/I
ITpynrnamMyd OWUCTECUHA, WMUAA30JbHBIM _KOJbIOM TUCTHUIMHA, 8-3MHHOF[2¥HHO§I

JM3MHa, BOCCTAHABJIMBATHL OCTATKH JINIOEBOM KUCJIOTHI B COCTABE 6CJ'IKOB; 06[2213_251
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KOBaJICHTHO-MOAU(DUIIUPOBAHHBIC OeJIKKA c HapVIIEHHOU KIIAEN.

'mapoKCUHOHEHANh pEarupyer ¢ MEePBUYHBIMU aMHUHAMH M CYJIb()TUIPUILHBIMU
rpynnamu, Moju@uIupys OCJIKM, B TOM YHCJE KOBAJICHTHO MOJUMDUIUPYET
MHTErpajbHble MeMOpaHHble TpoTenHbl. HMHKyOammss MX ¢ 4-ruppokcu-2-
HOHCHAJIEM BbI3BIBAET OBICTPOC CHIKEHHWE HMHTEHCHUBHOCTH JBIXaHHI B 3-eM
KoMIIekce JbixarenbHodl nenu. ['HE oOKa3blBa€T CHIIBHOE BJMSHUE HA IYTH
CHUTHAIbHOW TPAHCAYKIINN.

Ilepekrch BOJIOpPOJia BOBJACYEHA B AKTUBALMIO KaK SIJICPHBIX, TaK U
MUTOXOHJIDHAJILHBIX T'€HOB, B TOM 4HCJIE, KOHTPOJHMPYIOIIHMX OuoreHe3 MX,
TPAHCKPHUMIUIO W PEIIMKAIIMIO MHUTOXOHAPHAIBHOrO reHoMa. Mytammun MX

renoB, komupyrommx I, 11, 1Y, Y depMeHTaruBHBIE KOMIUIEKCHI CIIOCOOCTBVIOT

a3BUTHIO pPaKa, BKIIOYEHHUE armenToB MX JIHK B cocraB simepnon JJHK —

OJIWH M3 BO3MOKXHBIX MECXAHNU3MOB OHKOI'CHE34a.

4.5. OkHcJIuTedbHBIN cCTpece B NATOreHe3e 3a00J1eBAHUN

IlaToreHeTHYEeCKN 3HAYMMBINA OKHCIWTEILHBIA CTPECC YCTAHOBJICH MPH

3200JIEBAHUAX CEPJIEYHO-COCYIUCTON CUCTEMBI aTepoCKIIEPO3
I/IIHGMI/ISI/ CIIC 3. CCTCHO3 THUIICPTCH3UA ). 3JJOKAQUYCCTBCHHBIX 41
BOCHIAJIUTCJIIbHBIX 3a60J’I€BaHI/IHX CHH, oM ocC Oﬁ BIXaTeJ'IBHOﬁ

HCAOCTATOYHOCTH, ACTMA, BOCTIAJINTCILHBIC 3a00JIeBAHKS KUIMICYHHWKA, I'J1a3, KOXKH,
APTPUTHL); OpU MeTa00JIMUECKUX 3a00JIEBAHMIX gcaxa[gHLIﬁ g!I/IaGCT!; IaTOJIOT M

SHTPAJILHOW HEPBHOMN CUCTEeMbI (OOKOBOW aMHOTPOMHYECKHMI CKIIepo3, 00JIe3Hb
AunbireiiMepa, [lapKHHCOHM3M, HMHCYJBT, XPOHMYECKAs WINEMHsl MO3ra); IIpu
OHIOTOKCHKO3aX, HAPYIICHUSIX UMMYHHOW CHCTEMBbI, KaTapakTe, JereHEePaTUBHBIX
MOPAKEHMIX CETYATKH, PaKe, CTAPEHWH, TIOMepyloHedhpUTe, TPaHCILIAHTAIIUU

IIOYCK.

OKHCANTENBHBINA CTPECC COCTABJISICT OCHOBY TIIATOICHE34d MHK[!O6HOFO

MOPKEHHUS, BOCHAJICHUs, TMOOKCUHW, a TakKe Psjia HEOTJOXKHBIX COCTOSHUN —

CEIICHUC,  OCTPBINA €CIIMPATOPHEIN HUCTPECC  CHHJIPOM BC, cunapom

HOHHO[ZF&HHOﬁ HCAOCTATOYHOCTH.
220



WHTEHCUBHOCTh _ OKHCIMTEILHOTO CTpECCa B OPraHU3ME MOKET OBITh

OIICHCHA 110 CJICAYIOIUM IIapaMETpaM.

1)  yposuio okucienust JJIHK (8-ruapokcu-2-1e30KCUTYaHO3HH);

2) OBHIO dKTHMBHOCTHW aAHTHMOKCHMJAAHTHBIX epmentoB _ —  CO

KaTaja3bl, TITYTATUOHINCPOKCHUAA3bI.

3) o OBHIO HU3KOMOJICKYISIPHBIX aHTHOKCHJIAHTOB — MOYEBOM
KHCJIOTEIL, TJIYTATHOHA JIABOHOMJIOB, KaTexuHoB, BuTtamuna C, E, B-kapotuna.
4) po  xomwyectBy  TBK-AIl  (OpOAYKTBL,  PEarupymmme ¢

THO68[26HT¥[20BOﬁ KHCJ’IOTOfI! n MOQI/IQZI/IQI/IQOBaHHHX OCTAaTKOB _THUPO3WHA B

Oelkax.

I'nasa 12
IMOYKH U MOYA

B opeanuszme B3pocnoro uyenoBeka COAEPKUTCS OKoJO 65% 6oowi. Omna
HaXOJUTCS KaK BHYTPH KJIETOK (BHYTPHKJIETOUHAs BOJA), TaK U B MEXKKJIETOUHOM
MpOCTpaHCTBE (BHEKJIETOYHAsI BoAa). Boma anst opraHm3ma — 3TO HE MPOCTO
pacTBOpUTENb, OHAa CTPYKTypooOpasyroliee BeuiecTBO. be3 Boabl OelkoBbIe
MOJIEKYJIBl HE CMOIJIM OBl yZIepKaTh CBOIO CTPYKTypy. Boma m ectb ocHOBa, Ha
KOTOPOI MPOUCXOMIAT BCe OMOXMMHUUECKUE peakiuu. FIMeHHO Bosa obecreunBaeT
JUHAMU3M >KUBOH CHCTEMBI, SBISISICH OCHOBOW BHYTPEHHEH cpe/ibl OpraHu3Ma.

B nonnepxaHuM MOCTOSHCTBA BHYTPEHHEW Cpelbpl OpraHW3Ma OCHOBHYIO
pOJIb UIpalOT MOYKU — HapHbId opran ¢ maccoil okoso 300 r. Ilouka, sBIAACH
CEKPETOPHBIM OpraHoM, BbIpabaThIBaeT M3 KOMIIOHEHTOB IUIa3Mbl KpoBUMOUy. B
o011eM, MO>KHO pa3inu4uTh 3 QYHKIIMU TOYEK:

1) DkckperopHas;

2) PerynsaropHas;

3) Merabomnueckasi.

DKcKkpeTopHas (QYHKIHS MOYEK 3aKI0YaeTCsl B BBIBEJICHUHM W3 OpraHW3Ma

KOHCYHBIX TIPOAYKTOB a30THUCTOIO oOMeHa (MO‘IGBI/IHa, Kp€aTuHUH, MO4YCBad
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KHCJIOTa); TPOMYKTOB OOE3BPEIKUBAHMS OHIOTEHHBIX TOKCHYHBIX BEIICCTB
(runmypoBasi KHCIOTa, OMIMPYOUHIIIOKYPOHUI, HWHIUKAH); W30BITOYHBIX MU
HEHY)XHBIX BEHIECTB (BUTAMHHBI, TOPMOHBI, OPraHUYECKHE KHCJIOTHI, BOJA);
KCEHOOMOTHUKOB W TIPOIYKTOB HX JETOKCHKAIMU (JICKAPCTBEHHBIC NpenapaThl,
HUKOTHH H T.IL.).

PerymnaropHast pyHKIHS moUeKk 3aKIIF09aeTCsi B 00eCrieueHIH BOTHO-COJICBON
U KHUCJIOTHO-OCHOBHOIO TOMEOCTa3a, a TaKKe HOPMAaJIbHOTO OCMOTHYECKOTO H
KPOBSIHOTO JJaBJIEHUS] OpraHU3Ma.

Mertabonnueckass (yHKIHMS TOYEK 3aKJIIOYaeTCs BOCYLIECTBICHHUU psija
OMOXMMHYECKUX  CHHTE30B:  CHHTE3  JPUTPONOITHHA,  CTUMYJIMPYIOLIETO
HOPOAYKIMIO SPUTPOLMTOB; CHHTE3 YpPOKMHA3bl, AaKTUBAaTOpa IUIa3MHUHOICHA;
THIPOKCHIIMPOBaHUE 25-OoKcUKanbludeposa W mpeBpameHue ero B 1,25-
JTMOKCUKAIBIIM(EPOII, PEeryIHpPYIONUil KaIbIIUEBBIH OOMEH, CHHTE3 TIIFOKO3BI U3
OpPraHUYeCKUX KHCIIOT (JJaKTaTa, MupyBaTa).

OCOBEHHOCTHU CTPOEHMSA IMTOYEK

TkaHb MOYKH pa3/EISACTCS Ha JIBA CIIOS:

) BHEIIHUM CIIOM — KOPKOBOE BEILIECTBO;
o BHYTPEHHUH CIION - MO3TOBOE BEILIECTBO.

OCHOBHOH CTPYKTYPHO-(DYHKITMOHAILHOW EMHHIICH TTOYEHYHON MapeHXUMBI
aBnsercd HepoH. Ero konu4yecTBo pasiuyHO y pa3HbIX BHJIOB MJIEKOIUTAIOIIUX.
Tak, ecnmu y cobaku nx 816000, To y kpeickl — 62000, a y yenmoBeka ux OKojo 2
MiH(puc. 18.16epe3or 609 ctp).

Puc. 18.1

Hedpon cocrour u3 mouedyHoro (MajgbIHUTHEBOTO) TENbLA U CHCTEMBI
KaHaybleB. [loyedHoe Tenblie COCTOUT M3 COCTOSINEE U3 COCYIUCTOTO KITyOOUYKa U
JIBYXCIIOMHOM Karcynel kinyOouka (karcyna boymena). OT xamcynsl KiyOodka
OTXOJUT TOYEUHBIH KaHaJel, KOTOpbIii B KOPKOBOM BelIecTBE 0Opas3yeT
MPOKCHUMAJIbHYIO YacTh KaHanblla HeppoHa. OHa MepeXxoauT B IMETIIO HedpoHa
(netna T'enne). B merne BBIIENAIOT HHUCXOSAIIYI0 U BOCXOASIIYIO YacTH.

[Tocnenusisi mepexoaAUT B JUCTANBHYIO YacTh KaHalblla HEPpOHA, BIAJAIOIIETO B
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coOupatenpHble TIOYeyHble TpyOouku. [1o HECKOIBKY COOMpATENBHBIX TPYOOUEK
BIT13/Ial0T B COCOYKOBBIE MPOTOKH, OTKPBIBAIOLINECS B IIOUEYHBIC YAIIIKH.
MEXAHUW3M OBPA30BAHUS MOYH
Moua B moukax oOpasyercst 6marofaps cieIyromuM TpEM Mpoleccam:
e (unbTpanus B KIyOOUYKax;
e peabcopOIus B KaHAIBIIAX;
® CeKpelus B KaHajlbliax.

Kay0oukoBas ¢puabTpanus.OTta HavanpHas ¢a3za oOpasoBanus Moun. OHa
MpeCTaBIsieT co00i (MIbTpalus >KUIKOM YacTH KPOBH M3 KaNWUIIPHOTO
KIIyOo4Ka B 1mosocTh Kancyssl. KiryOboukoBas ¢uibTpanus — nacCUBHbIN mpolecc,
OHa MPOTEKAET 3a CYET FMAPOCTATUUECKOTO JaBICHUS KUAKOCTH.

B ycrnoBusix mokosi y B3pOCIOro 4YeNOBEKA OKOJIO Y4 4YacThb KpOBH,
BBIOpAChIBAEMON B AOPTY JIEBBIM KEIyJIOYKOM Cep/lla, MOCTyMaeT B MOYCYHBIE
aprepud. JTO O3HAYAET, YTO Yepe3 00€ MOYKH y B3POCIOTO MY>KUYHUHBI POXOIUT
okoio 1300 Mi KpoBM B MHUHYTY, a y JKCHIIMH HECKOJBKO MeHbIne. [Ipu 3ToMm
o0mas GuIBTpAMOHHAS MMOBEPXHOCTh KIIyOOUKOB MOYEK COCTaBISIET MPUMEPHO
1,5M°. B KITyOO4YKax U3 KPOBEHOCHBIX KAMMIUISIPOB B TIPOCBET KAICYJIbI IOYEYHOTO
KITyOOUKa MPOUCXOAUT YIbTpaduibTpalus IUIa3Mbl KPOBH, B pPe3yjbTaTe Yero
oOpaszyeTcss mepBUYHasi Moua.belku Kak KONJIOWIHBIE BEIIEeCTBAa HE MPOXOIAT
yepe3 CTeHKY KaMWULIPOB B MOJOCTh KarcCyJsbl MOYEYHOTO KIyOOdKa, MO3TOMY B
NEPBUYHON MoOYe OENOK TpaKTHYECKH OTCYTCTBYeT. OIHAKO Tpu  psne
MaTOJIOTUYECKUX COCTOSIHUH TPOHHUIIAEMOCTh MEMOpaHbl IMOYEYHOTro (uibTpa
MOBBIIIACTCS, YTO BEAET K M3MEHEHHIO COCTaBa YlbTpaduibTpaTa, T.. B MOYE
nosBIsieTcss  OenoK.MIMEHHO TOBBINIEHNE TPOHUIIAEMOCTH SBJSIETCS  TIIABHOM
IPUYMHON IPOTEMHYpPHUH, IHpeXxae BCero anbOyMuHypuu. B HopMe oObeMHas
CKOpOCTh (GuIbTpaluu B cpeaHeM coctaBiseT 125 mur/muH, yro B 100 pa3
MPEBBILIAET MPOAYKIINIO KOHEUYHOU MOuH. CKOPOCTh (PMIIbTpaIii 00eCcIIeYnBaeTCs

(GWIBTPALMOHHBIM JIaBJIEHHEM, KOTOPOE MOKHO BBIPA3UTh ClieAyroIel popMyoil:

© /1=K - (O + Karc/l),
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rae Ol — dunprpanmonnoe nanenne; K/ — xammwuispHoe nasnenue; O/ —
oHKoTHYecKoe aaBienue; Karc/l — BHyTpUKancynsipHOE 1aBJICHUE.

[To dopmyne sicHO, 4TO (QUIBTPAIMU BO3MOXKHA, KOT/Ia TUAPOCTATHYECKOE
JaBJIeHUE  KPOBM B  KamWUIApaX  BBIIIE  CYMMBIOHKOTHYECKOTO U
BHYTPHKAICYJAPHOTO 1aBieHus. B Hopme 3Ta BenuunHa cocraisier okoio 40 rlla
(30 MM pT. cT.). B CBS3M ¢ 3THM, MOXHO TIOHSTH, YTO BEIECTBA, YCHIIMBAIOININC
KpoBoOOpalieHue B MOYKax Wi yBEJINYUBAIOIINE KOJINYECTBO
(O YHKITMOHUPYIOIIHUX KITyOO4YKOB (TeobpomuH, TeoUILTHH, TUTO/TBI
MOYOKEBETIbHUKA, JIUCThSI TOJIOKHSHKY U JIp.), YCHIIMBAIOT MOYeoOpa3oBaHue, T.e.
TaKue BellecTBa OyayT 00J1aiaTh MOYETOHHBIMH CBOMCTBaMHU.

KanmunnsipHoe naBieHre B MOYKaxX 3aBHCUT HE CTOJBKO OT apTepHaAbHOTO
JTABJICHUS, CKOJBKO OT COOTHOIICHHS MPOCBETA «IPUHOCAIICH» U «BBIHOCSIICH»
aprepuosl KiyOodka. «BeiHOCSmasy aprepuosnia npumepHo Ha 30% MeHbIle B
JMaMeTpe, YeM «IIPUHOCSIIAS, PETYISAIHS UX MPOCBETa OCYIIECTBIISIETCS TPEexKIe
BCET0 KMHWHOBOW cucteMoil. CyXeHWe «BBIHOCSIIEH apTepHONbl YBEIUIUBACT
¢wibTpanuio. HampoTuB, CyXEHHE «IPUHOCSIICH» apTepUONbI  CHIDKACT
¢dbunbTpanuio.

[To BenmunHe KITyOOUKOBON (PMIBTPALIMU MOYKHO CYIUT O (PHIBTPAMOHHON
crocoOHocTH modek. Ha mpakTHke 3TO MOYKHO OCYIIECTBUTH TakuM 00pazoMm:
BBECTH B KPOBSIHOE PYCJIO BEILECTBO, KOTOpOe (PUIBTPYyeTCs B KIyOOUKax, HO HE
peabcopOupyeTcs U He CeKpeTUpyeTcs KaHaJabllaMu HepoHOB. B 3ToM ciydae ero
KIMPEHC OyAeT YMCIEHHO paBeH 00BEMHON CKOPOCTH KITyOOYKOBOH (DMIBTpannu.
Kmupenc (T.e. ouuineHue) JOO0T0 COCAMHEHHUS BBIPAXKAIOT KOJUYECTBOM
MWUIHIUTPOB TUTa3MbI, KOTOpo€ B | MHUH TMOJHOCTBIO OCBOOOXKIAETCS OT
OTIPE/ICIICHHOTO BEIECTBA TPH MPOXOXKICHHH €€ Yepe3 MOYKH. BemecTBamu, 1mo
KOTOPBIM Yallle ONpeeNsIioT KIyOO4YKOBYIO (DUIBTpALMIO, SIBISIOTCS HWHYJIUH U

MAaHHHUTOJI:
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g pacuéra knupeHca (HampuMep, HHYJIMHA) HEOOXOJUMO BEJINYHUHY
MUHYTHOTO auype3a yMHOXHTb Ha K, /K, (OTHOIICHNE KOHIEHTpaluii JaHHOTO
BEIIECTBA B MOYE M TIa3Me KPOBH):

C=K,/Ky*V

rae C — xmmpenc; K, — KOHIIEHTpalys JaHHOTO COeIMHEHus B Moue; K, —
KOHIICHTPAIUS B IJIa3Me KPOBH; V — KOJMYECTBO MOYH B | MUH, M.

B HOpMe y yenoBeka ¢ maccoit 70 Kr BenmuunMHa KIIyOOYKOBOH (MIIBTpanuu
cocrasseT 125 mu/mus, wim 180 si/cyT.

Pea6copoums u cekpenusi.Ilo Benmmunae KIry004KOBOM (GMIBTPALIU BHIIHO,
YTO Yepe3 MOYKH 3a CYTKU MPOXOJUT OIPOMHOE KOJMYECTBO KUAKOCTH: CyTOUHOE
KOJINYECTBO yJbTpaduiIbTpara B 3 paza mpeBbllIaeT o0Iiee KOJIUIecTBO )KUIKOCTH,
cojepxaiieiics B opranu3me. ECTeCTBEHHO, YTO TEpBUYHAS MOYa BO BpeMs
JBYDKEHUS 110 MOYEYHBIM KaHAIbLaM OTAAeT OOJBIIYI0 YacTh CBOUX COCTaBHBIX
yactel, OCOOGHHO BOAy, oOpaTHO B KpoBb. Jlume 1%  xuzgkocrw,
npopUIBTPOBAHHOM KIyOOYKaMu, TpeBpamaercs B Mody. B  KaHampmax
peabcopoupyercs 99% Bozbl, HATpHs, XJOpa, THAPOKApOOHATA, AMHHOKHUCIIOT,
93% kamus, 45% wmoueBuHBl W T.A. M3 nepBuYHOM MouM B pe3yibTaTe
peabcopOIMu o0pa3yeTcss BTOPUYHAS, WM OKOHYATENbHAsA, MOYa, KOTopas 3aTeM
MOCTYNaeT B IIOYEYHBIC YAIlKH, JIOXaHKY M I0 MOYETOYHHMKAaM IIOMagacT B
MOYEBOW IMy3bIpb. BbIABICHO, uYTO (YHKIMOHAIBHOE 3HAYEHHE OTJEJbHBIX
MOYCYHBIX KaHAIBIEB B MpOIECCe MOUEOOpa3oBaHMs HEOAMHAKOBO. Tak, KIIETKU
IPOKCUMAJIbHOIO CerMEeHTa HepoHa peabcopOMpyIOT INIIOKO3Y, aMUHOKUCIIOTHI,
BUTaMMHBI, 3JEKTPOJIUTHI; 6/7 KUIKOCTH, COCTABIAIOIEH EpBUYHYIO0 Mouy. Bona
NEPBUYHON MOYM 4YacTUYHO (MapmuaibHO) peabcopOupyeTcss B AUCTAIBHBIX
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KaHaibllaX. B 3THX jXe KaHanplax MPOWCXOIUT JOTOJTHUTENbHAS peadcopOIus
HATpHUs, MOTYT CEKpETHPOBATHCS B MPOCBET He(ppOHA HOHBI KajHs, aMMOHUS,
BOJIOpOJIA | JIp.

MoJiexyisipHble  MeXaHU3Mbl  peabcopOuum u  cekpeuuu.llpu
peabcopOuuy HaTPHii MACCUBHO MOCTYIAET U3 MPOCBETA KaHAIbIa BHYTPb KIIETKH,
JBIDKETCS TIO0 HEW K oOiiacTd 0a3albHOH IUTa3MaTHUeCKOH MeMOpaHbl W C
MOMOIIIBIO «HATPUEBOTO HACOCA» TIOCTYIAET BO BHEKJIETOYHYIO KUAKOCTH. [1o 80%
sHeprun AT® B KiIeTkax KaHaIbIEB MOYEK PACXOIYETCsl Ha «HATPHEBBIH HACOC.
Hanpasnenue nBukeHUs HATPUS U ONpEAETsieT ABIKCHHE BOJIBI: BOJIA «CIEAYET»
3a HarpueM. CrenoBarenbHO, peaOCopOIMs BOABI B IMPOKCHMAIBHOM OTZAENe
NpoILIeCcC MACCUBHBIN. B qucTambHOM cerMeHTe BcachblBaHHE BOJIBI IPOUCXOIUT BHE
3aBHCUMOCTH OT BCachIBaHUSI HMOHOB HATpUs W TPOIECC PETYIHPYeTcs
AHTHINYPETUIECKUM TOPMOHOM.

Kanuii He Tonmpko peabcopOupyercsi, HO U cekperupyercs. Ilpu cexkpennn
KaJIUd W3 MEXKKICTOYHOM  JKUIKOCTH  TMOCTyHaeT d4epe3  0Oa3albHYIO
TUIa3MaTUYECKyI0 MeMOpaHy B KJIETKY KaHaiblla 3a cYeT pabOThl «HATpHUd-
KaJIMEBOTO HACOCa», a 3aTEM BBIJICNISICTCSl B IPOCBET HE(PPOHA Yepe3 aluKaIbHYIO
KJIETOUYHYI0 MeMOpaHy mnaccuBHO. Cekpemnus, Kak H peadcopOIus, SBISIETCS
aKTHBHBIM IPOILIECCOM, CBS3aHHBIM ¢ (DYHKIHEH KIIETOK KaHaibleB. MexaHU3MbI
CeKpellMd T€ JKe, 4YTO M MeXaHH3Mbl peadCcopOIMU, HO TOJBKO IPOIECCHI
NPOTEKAI0T B OOpaTHOM HAmNpaBJICHWH — OT KPOBM K KaHamblly. Bemiectsa,
KOTOpPBIE HE TOJBKO (DMIBTPYIOTCS Yepe3 KiyOOoukd, HO M peabcopOupyIOTCs M
CEKPETHPYIOTCS B KaHAJbIAX, UMEIOT KIMPEHC, KOTOPBIA MOKa3bIBAET LEIOCTHYIO
paboty TmoYeKk (CMEIIaHHBIM KIUpeHC). B  3aBUCMMOCTH OT KOMOWHAIIAU
¢dbunbTpanus ¢ peabcopOrueit uim ceKpenren, CMeIaHHbIi KIIMPEHC JEeJIUTCS Ha:

. (buIBTpaInOHHO-peabCcoOPOIIMOHHBIN;

o (GUIBTPALIMOHHO-CEKPELIUOHHBIH.

BenmuurHa cMemaHHOTO  (PHIBTPALIMOHHO-PEaOCOPOIIMOHHOTO  KIHUpPEHCa
MEHbIIE BEIMYUHBI KIyOOYKOBOTO KIHMPEHCA, TaK KaK 4YacTh BEIECTBA

peaOcopOupyeTcs U3 NepBUYHON MOYM B KaHAJIbIaX. 3HAUYCHHE 3TOTO MOKa3aTess
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TeM MeHbIle, YeM 3¢ (GeKTHBHEEe peadcopOIus B KaHANbIAxX. Tak, I TIIFOKO3Bl B
HopMe OH paBeH (. MakcruMaabHOE BCAChIBAHUE TITIOKO3bI B KAHAJIBIAX COCTABISET
350 wr/mun.Jlns  MOYEBMHBI BeIWYMHA  CMEIIAHHOTO  (DUIIBTpPAIMOHHO-
peadbcopOIMOHHOrO KiupeHca cocTapisger 70. DTO 3HAYUT, UTO M3 KOKIBIX 125 M
ynbTpaduiIbTpaTa WM IJa3Mbl KPOBU 32 MHHYTY OT MOYEBHHBI IMOJIHOCTHIO
ocBoboxmarorcst 70 mur. ModeBuHa, copepkanias B 55 Mt ynpTpaduibTpara i
TUTa3MBbI, BCAChIBAETCS 0OpaTHO.

MakcuManbHyl0 CIIOCOOHOCTh KaHaJbIIeB K OOpPaTHOMY BCACHLIBAHHIO
npuHaTo 0603HauaTh T, (TpaHcnopT MakcuMyMm). MIHOTIa BCTpEeUaroTCs MalueHThI
¢ 3a00JeBaHUEM IOYEK, KOTOPbIe, HECMOTPS Ha BBICOKOE COJICPIKaHUE TIOKO3HI B
mia3Me KpOBH, HE BBIACISAIOT TIIOKO3Y C MOYOW, Tak Kak (QUIBTpyeMoe
KOJIMYECTBO TJFOKO3bl HIKe 3HadyeHws 1T,. HaoOopor, mpu BpoxaAEHHOM
3a00JICBaHNM TIOYEYHAs TIIOKO3ypUS MOXeT OBITh OCHOBaHa Ha CHW)KCHUU
3HaueHus T,,.

BenmunHa cMemaHHOTO (QIIIBTPAIIIOHHO-CEKPEIIMOHHOTO KIMPEHCA MOXKET
OBITH OOJIBIIIE KITyOOYKOBOTO KIIMPEHCA, TaK KaK K IEPBUYHON MOYe MPHOaBISIETCS
JIOTIOJTHUTETIbHOE KOJIMYECTBO BEIIECTBA, KOTOPOE CEKPETUPYETCS B KaHaJbIlaX.
OTOT KIMpEHC TeM OOJbIle, YeM CUJIbHEE CeKpelus KaHaiblieB. CyIiecTBYIOT
CeKpeTHpyeMble  KaHajbllaMM  BElIeCTBA C  KJIMPEHCOM  (JHOJpacT,
MapaaMUHOTHINITYPOBasi KHUCIIOTa), MPUOIMKAIOMIAsICS K BEIMYUHE IOYEHUHOTO
KPOBOTOKa (KOJMYECTBO KPOBH, KOTOPOE 3a MHHYTY HPOXOJUT 4epe3 IOYKH).
Hcxons m3 3TOro, MOKHO 3aKJIFOYWTh, YTO MO KIMPEHCY ITHX BEIIECTB MOXXHO
OTIpeNIeUTh BEIMYMHY KpoBOTOKA. Peabcopbuus u cekperus perynupytorest LIHC
¥ TOPMOHAJIBHBIMH (hakTopamu. Hampumep, mpu CUIIBHBIX OOJIEBBIX Pa3IpaKCHUIX
WA OTPHUIATEIHHBIX SMOLHUSIX MOXXET BOZHUKHYTH aHypHUs. AHTHINYPETUUCCKUI
TOPMOH Ba30ONPECCHH YBEIWYMBACTBCACHIBAHUE. AJBJIOCTEPOH YBEIHMYHUBACT
peabcopOIMI0 HATpUs B KaHAJNbIIAX, @ BMECTE ¢ HUM M BOJBL IlapatupeonHbii
TOPMOH HM3MEHsIETBCachiBaHWE Kaiblus W ¢ocdara. [lapatropmMoH cTUMynupyeT
cekperio (docdara, a ButamuH D 3agepxuBaeT ee. Perymsauus peabcopOiuu

HaTpUsl U BOABI B IOYKE Npe/cTaBieHa Ha puc. 18.2.
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Puc. 18.2. Perymnsiuust peabcopOuuu B mouke (cxema no A.IL. 3unsbepy

[Ipy HeZOCTaTOYHOM TMOCTYIUIEHMM KpPOBH K TIIOYE€YHBIM KIyOOUKam,
COTIPOBOKIAIOIIEMCSI HEOOJBIIUM PACTSDKEHHEM CTEHOK apTepuoll (CHUKEHHE
JIABJICHHUSI), IPOUCXOTUT BO30YKICHHE 3aJI0KEHHBIX B CTEHKAaX apTepHOJl KIETOK
okcTarinomepyisipuoro  ammapara  (FO'A). OHuM  HauWHAIOT  YCHIJIEHHO
CEKpPEeTUPOBaTh  MPOTCONUTHYECKUH  (EpPMEHT  pPEHWH, KaTaTU3UPYIOIINi
HavyallbHBIA dSTan oOpa3oBaHusd aHruoTeHsuHa. CyOcTparoM ¢epMEHTaTUBHOTO
JeMCTBUSL PEHUHA SIBJIETCSI aHTMOTEH3MHOTEH (TJIMKOIPOTEHH), OTHOCSILUICS K
02-r100yIMHAM u coZieprKaluiics B JIa3Me KpOBH u
nuMde. AHTHOTEH3UHOTEHCOCTOUT U3 453 aMHUHOKHUCIIOT.

Penun paspbiBaeT B MOJIEKyJIE€ AHTMOTEH3MHOI€HAa TENTHAHYIO CBS3b,
00pa30BaHHYIO JIByMsI OCTaTKaMH JICHIMHA, B pe3yjibTaTe 4Yero OCBOOOXKIAETCS
JIeKaTNeNTHAaHTHOTCH3HH [:

Acn-Apr-Ban-Tup-Une-I'uc-IIpo-®en-I'uc-Jleit
buomorndeckass aKkTUBHOCTh AaHTHOTEH3WMHAalHEe3HauuTenpHa B  Cpene,
Omm3kol kK HehTpanbHOW. OH ¢ TOMOINBIO aHTHOTEH3WH | MpeBpariaroniero
dbepmenra (munenTuana-KapOOKCUTIENTHIa3a )] MpeBpamaeTcs B
OKTanenTuganruoreusud 11:
Acn-Apr-Ban-Tup-Une-TI'uc-IIpo-den

ITpeBpamenueanrnorensuia | B anruorensus Il mpoucxomur, Xots U He
OJIMHAKOBOM CKOPOCTHIO, MPAKTUYECKH BO BCEX TKAHSX.

AnrnorensuH llo0namaer oueHb BBICOKOW OMOIIOTHYECKON aKTUBHOCTHIO: OH
croco0eH CTUMYJIHMPOBATH CEKPELHUIO HAIMOYEUHUKAMH aibJ0CTEPOHA, KOTOPBII
YBEJIMYHMBACT PeadCOPOIMIO HATPHs B KaHAIbBLAX, @ BMECTE C HUM H BOJbl. OO0beM
UUPKYJTUPYIOLIEH KpPOBU BO3pAcTaeT, JaBliCHHE B apTEpHOje MOBBIIIACTCS H
BOCCTAHABJIMBACTCS PAaBHOBECHE CUCTEMbl. lIpuM CHW)KEHUM KPOBEHAIOJIHEHUS
npeacepanii M, BO3MOXHO, KAapOTHIHBIX COCYIOB pearupyroT oOBEMHBIC
penenTopsl (BOJIOMOPENENTOPH); WX UMIYJIbC MepenaéTcsl Ha TUIoTalaMmyc, T
obpazyercs AJII" (Bazonpeccun). [1o mopransHOii cucteMe runodusa 3TOT TOPMOH

nomnagact B 3aJHIOKO JOJHO FI/IHO(l)I/ISa, KOHOCHTPUPYETCA TaM H BBIACIACTCA B
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KpoBb. OCHOBHOHM TOUYKOHW mpuiiokeHus: neictBust Al aBisercs, mo-BUIUMOMY,
CTeHKa JUCTAIbHBIX KaHANbLEB He(pPOHA, TJIe OH MOBBIIIAET YPOBEHb AKTHUBHOCTH
ruanyponuaasel. [locnenss, AenommMepu3ysruarypOHOBYIO KUCIOTY, MTOBBIIIAET
NPOHUIIAEMOCTh CTEHOK KaHanublleB. Boma mnaccuBHo muddynaupyer dyepes
MeMOpaHbl ~ KJIETKHM  BCJEJICTBHE  OCMOTHYECKOIO  TIpaJUeHTa  MEeXIy
THIIEPOCMOTHYECKON KHUJIKOCTHIO OPTaHM3Ma U THIIOOCMOTHYECKOH MOYOM, T.e.
AJIl' perymupyetr peabcopOuuio cBoOoaHONH BoAbl. Takum oOpasom, Al
IOHMKAET OCMOTHYECKOE JaBJieHHMEe B TKaHAX OpraHu3Ma, a ajbJ0CTEPOH
MOBBIINIAET €rO.

[Toukn uUMeOT Takke  BaKHOE  3HAYEHHWE  KaK  HMHKPETOPHBIN
(BHYTpHUCEKpeTOpHBIN) opraHn. Kak oTmeudanock Bbllle, B kieTkax FOT'A
o0Opa3yeTcst peHUH, KOTOPBIA Yepe3 aHTHOTCH3MH BIIMSET Ha KPOBSHOE JIAaBJICHUE
opranusMa. B HacrosIee BpeMs psl UCCIIEA0BaTENeH CUUTAIOT, YTO MOBBIIICHHOE
oOpa3oBaHHe pEHHMHA SBIISICTCS OJHOW M3 TJAaBHBIX TNPUYMH  PA3BUTHUSL
ompeneneHHblx  (OopM  THIEPTOHMYECKOW  Oone3Hn. B moukax  Takke
BBIPa0aThIBACTCS 3PUTPOIOITUH, CTUMYJIUPYIOIIUH 3PUTPOI033. DPUTPOIIOITHH —
BEIIIECTBO OENKOBOW MPHUPOJBI C MOJeKyspHoH Maccoir ~ 34 kJla. Ero cuntes
MOYKaMH aKTUBHO TIPOMCXOAMT TPH Pa3IUYHBIX CTPECCOBBIX COCTOSHUSX:
THITIOKCHUH, KPOBOIIOTEpE, IIOKEe M T.J. B Mouykax OCYIIECTBISETCS TaKKe CHHTE3
IPOCTAIrJIaHAWHOB, KOTOPbIE CIIOCOOHBI MEHSTh YYBCTBUTEIBHOCTh IMOYEYHOMH
KJIETKH K JIEMCTBUIO HEKOTOPBIX TOPMOHOB.

POJIb NIOYEK B MNOAJAEP KAHUN
KUCJIIOTHO-OCHOBHOI'O PABHOBECHS

[Toukn oOKa3pIBAlOT HA KHCIOTHO-OCHOBHOE PABHOBECHE 3aMEJICHHOE
JeicTBUE, B OTIMYUE OT KPOBH M JIETKUX, KOTOPHIC OKa3bIBAIOT HEMEIJICHHOE
neictBue. Tak, BausiHEe OydepHBIX CUCTEM KPOBU OOHapykuBaetcs B TeueHue 30
c, anérkux uepe3 1-3 mwmH. JIIIBOCCTAHOBICHHMS HAPYIICHHOTO KHCJIOTHO-
OCHOBHOI'O paBHOBECHUS MOYKaM He00xoaumMo okojo 10-20 4.

OCHOBHBIM MEXaHU3MOM MOJJIEPKaHUS KOHLIEHTPALMK BOJAOPOIHBIX HOHOB

B OpraHu3Me, p€ajIn3yCMbIM B KIICTKaX MOYCUYHbIX KaHAJIBLICB, ABJIAIOTCA IMPOLCCCHI
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peabcopOIMu  HATpUsd ¢ CEKPEIIMM HMOHOB BOAOPOJA. OTOT MEXaHU3M
OCYILIECTBIIICTCS ¢ IOMOIIBIO HECKOJIBKUX XUMHUECKUX TPOLIECCOB.

[lepBplit ®3 HUX — peabcopOmmst HaTpus TpPU  IPEBPALICHHU
nBy3aMmeni¢éHHbIXochaToB B omHO3aMemiéHHbIe.  [lodewnbrii  ¢uibTpar,
bopmupyronmiics B Kiryboukax, COAEpKHUT JOCTATOUHOE KOJIMYECTBO COJIEH, B TOM
gucne u pocdaros. KonnenrpanusaByzaMemeHHbsix GpochaToB yObIBaeT MO Mepe
NPOJBIKCHHUS TIEPBUYHOM MOYHM 110 IOYEYHBIM KaHalbIlaM. Tak, B KPOBHU
OTHOILIEHHE OJHO3aMelIEHHOro (ocdara K ABy3aMeIIEHHOMY cocTaBiser 1:4, B
KIyOoukoBoM (QuisTpaTe — 9:1, B Mode, KOTOpasi MPOXOJUT Yepe3 AUCTAIbHBIN
CEerMeHT HedpoHa— 50:1. 910 pe3ynbTar n30UPaTEeNTHLHOTO
BCachIBAHMAKAHAIbIMEBLIMU KieTkamMu Na'. BMecTo HHMX M3 KaHAIbIUEBBIX
KIETOK B IPOCBET MOYEYHOTo KaHanbla Beyaensercs H'. Takum o6pasom,
nBy3ameniéHusiii pocdar Na,HPO, npeBpamaercs B ogao3zamemeHHbiii NaH,PO,
U B TaKOM BH/IE BBIACTISIETCS C MOYOA.

Bropoii mporecc— 3TO TpeBpalieHne B MPOCBETE KaHAJIBIIEB OMKapOOHATOB
B YroJIbHYIO KHCIOTy. B KieTkaXx KaHajJbleB INPH B3aUMOACHUCTBUH BOJIBI C
YIJIEKHCIBIM Ta30M TOJ| BIMSHHEM KapOoaHruapassl oOpasyeTcs yrojibHas
KHciIoTa. BomopoaHble HMOHBI  YrONBHOW KHCIOTHI BBIICHAIOTCS B IMPOCBET
KaHa/lblla U COEIUHSIOTCS TaM C aHMOHAaMM OMKapOOHATa; SKBUBAJEHTHBIA 3TUM
aHMOHAM HATpU MOCTYIAET B KJIETKU MOYEYHBIX KaHasblieB. OOpa3oBaBIasics B
npocBete kaHaibila H,CO3 nerko pacnamaercs Ha CO, u H,O u B Takom Buze
MOKHJIACT OPTaHU3M.

Tperuii mporiecc — o6pa3zoBaHue B MOYKAX aMMHAaKa, KOTOPBIA UCTIOIB3YETCS
BMECTO JIPYTMX KaTHOHOB IS HEWUTpajdW3allMd ¥  BBIBEJACHUS  KHUCIBIX
SKBHUBAJCHTOB C MOYOH. OCHOBHBIM HCTOYHHKOM JTOTO CIY)XKaT IPOIECCHI
J€3aMUHUPOBAHMUs TJIyTaMHUHA, a TaKKe OKHCIMTEIbHOIO J1€3aMUHHMPOBAHUS
AMUHOKHUCIIOT, TJIABHBIM 00pa3oM TJIyTaMHHOBOW KHCIOTHIL. Pacmag riyramuHa
MPOUCXOTUT TMOJ BIMSHUEMITTYTAMHHA3bI, TIPU 3TOM 00pa3yroTCs TIyTaMHHOBAs
KUCIOTa W cBOOOAHBIM ammuak. HauOombias axkTHUBHOCTb TIJIyTaMHHAa3bl

OTMECYACTCA B IIOYKaXx.
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B 0o0mem urore cOOTHOIIEHNE KOHIIEHTPAIMK BOJIOPOIHBIX HOHOB B MOYE U
KpoBHU MOXxeT cocTaBuTh 800:1 — HACTOIBKO BETMKA CITIOCOOHOCTh TIOYEK BHIBOJIUTH
U3 OpraHm3Ma MOHBI BOjAOpoja. [Iporeccsl yCHIMBAIOTCSA B TeX CiIydasX, KOTJa
BO3HHMKACT TCH/ICHIINS K HAKOIIJICHUIO MOHOB BOJOPO/Ia B OPTaHU3ME.

HEKOTOPBIE OCOBEHHOCTHU OBMEHA BEHIECTB
B ITIOYEYHOM TKAHU B HOPME U ITPU TATOJIOT'A

[Toukn mOTPeOISIFOT caMoe OOJIBIIOE KOJUYECTBO KHCIOPOJa, TaK Kak
CIIOKHBIE (U3MOJOTMYECKUE MpPOLEecChl B IOYEYHOW TKaHM NPOTEKAIOT C
MOCTOSIHHBIM TOTpeOJieHneM OOJbIIOr0 KOJIMYeCTBA 3Hepruu. Tak, He MeHee 8-
10% Bcero morjom@aeMoro 4ejaoBEKOM B IOKOE KHUCIOpOJAa HCHOJIb3YyeTCsl Ha
OKHCITUTEIIbHBIE ITPOLIECCHI B TOYKAX.

B KOpKOBOM BemIecTBE MOYKH SIPKO BBIPAKEH a’poOHBIA THUI OOMeEHa
BEIIECTB, & B MO3TOBOM — MPE00IalaloT aHadpOOHbBIe MPoIlecChl. B moukax kpome
takux ¢epmentoB kak JIJI', AcAT, AnAT, rmyramaraeruporeHasa, UMEIOTCS
(bepMeHTHI, KOTOPBIE B 3HAYUTEIHHON CTENEHH CHeU()UIHBI T TOYSUHOW TKAHH.
K Takum ¢epMeHTaM Mpekae BCEro OTHOCUTCS TIHMIIMH-aMHIMHOTpaHcdepasa
(TpancamuinHaza). OH KpoMe TKaHM IOYEK, COAEPXKUTCS B IOJPKEITYJA0YHOM
JKele3e M MPaKTHYECKH  OTCYTCTBYeT B JAPYrMX  TKaHsX. [ JMIUH-
aMHUIMHOTpaHc(epasa OCyIIECTBIIAET IEPEHOC aMUANHOBOM Ipynibl ¢ L-aprunnHa
Ha MIMIUH ¢ 00pa3oBaHueM L-opHUTHHA U INIMKOLIMAMUHA:

L-aprunun + ['munyn — L-opautuH + [mukonmnaMun

OTta peakius SBISETCS HadalbHBIM ATAllOM CHHTE3a KpeaTuHa.

[TosBnenne maHHOTO (PepMeHTa B KPOBH MOXKET OBITh CBS3aHO JIMOO C
MOpakKeHHEeM TII0YeK, JHUOO0 ¢ HAYMHAIOIIMMCS WM Pa3BUBIIUMCS HEKPO30M
MOJDKETY0YHOH Kene3bl. HauBpICIIass ak THBHOCTD TIIMITUH-aMUINHOTpaHChepasbl
B CBIBOPOTKE KpOBM HaOIIOJaeTcsl NMpHU XPOHUYECKOM MuesnoHedpure B dasze
HApYIICHUs] a30TOBBIICIUTENFHON (YHKIUM TI0YEK, a Jajee B yObIBAaroIeM
MOPSIIKE  CIEAYIOT XPOHUYECKUH HEPPUT C TUIMEPTEH3UOHHBIM W  OTECYHO-
TUIIEPTEH3UOHHBIM CHUHIpOMaMHU u YMEPEHHBIM HapyleHHueM

A30TOBBIICIIUTENIFHON CMOCOOHOCTH, XPOHHYECKHH HEPPUT C H30JMPOBAHHBIM
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MOYEBBIM CHHIPOMOM 0€3 HapymeHHs a30TOBBIICIUTENFHOW  (YHKIIWH,
OCTaTOYHbIE ABJICHUS OCTPOro audy3HOro riomepynonedpura.

Jns  TkaHm modek  oOHapyxkmuBaercs  uétkas  auddepeHmmanys
n30(epMEHTHBIX criekTpoB JI/II:B KOPKOBOM BEILECTBE MPe00agacT aKTHBHOCTh
JIA'1 wn JIAT2, a B mosroBom — JIAI'S u JIAT'4. Ilpu octpoit moueyHoi
HEIOCTaTOYHOCTH B CHIBOPOTKE KPOBH TIOBBIMIACTCS AKTUBHOCTH AHOJHBIX
nzodepmenton JIII (JIA1 u JIAT2).

WHuTepec mnpencTaBisOT Takke H30(pepMeHThlalaHMHAMUHOIENTHIa3bl
(AAII). UzBectusl 5 m3opepmentoB AAIL, u oHM OmpenensioTCs B Pa3IHMYHBIX
OopraHax He B BHUJE IOJHOro crnekrpa (5 n3opepMeHTOB), a dalle Kak OAUH
nzopepmenr. Tak, uzopepment AAIIl npeacTasieH rIaBHbIM 00pa3oM B TKaHU
neuenu, AAII2 — B momkenynounon xenese, AAII3 — B moukax, AATI4 u AATIS -
B pa3IMYHBIX OTHENaX CTEHKA KHIIKU. [IpM TIOBPEKICHWM TKAaHH TI0YEK
uzopepment AAII3 oOHapyxkHuBaeTcsi B KpOBH U MO4Ye, UTO SBIAETCS
cnenu(UIecKM NPU3HAKOM MMOPAKEHUS TIOYEYHON TKaHU.

[lpu mmarHocThke 3a00JE€BaHMI TOYEK WMMEET 3HA4YCHHE TaKKe
UCCIIeIOBaHUE aKTUBHOCTH (pepMeHTOB MOUU. OcTpble BOCHAIUTEIbHbBIE TPOLIECCHI
B TIOYKAaX XapaKTEpU3YIOTCS TOBBIMIEHHONH MPOHHUIIAEMOCTHIO0 KIIyOOUKOBBIX
MeMOpaH, 4TO OOYCIIOBIIMBACT BBIICICHUE OeiKka, B TOM 4YHcie (DEPMEHTOB, C
Moyoi. B menoMm caBurm B OOMEHe BELIECTB IMOYEYHOW TKAaHHM MOTYT OBITh
BbI3BaHbl OJOKAIOW KIyOOYKOBOTO KPOBOTOKA, HapylleHHEM (uiIbTpalmu u
peabcopOuum, OJOKamolH OTTOKAa MOYH, IOPAKECHHEM IOKCTarJoMepyJIsipHOTO
anrnapara, HapylIeHUeM CeKpeLUy U T.1.

OBIIUE CBOMCTBA U COCTABHBIE YACTH MOYH

Qouiue ceolicmea _mouu.3a CyTKU B3POCIBIHYENIOBEK BBIACISETMOUYY OT

1000 mo 2000 ma u 3to cocraBiser B cpenHeM 50-80% or oObéMa NpUHATON
KHUJIKOCTH.

Cyrtounoe konnmdectBo mounm Hipke 500 m Beime 2000 Ma y B3pOCTBIX
CUMTAETCS MAaTOJIOTHYECKUM. YBeTuueHre oObeMa MouH (ToInypHsi) HabI0aaeTCs

npu premMe OOJBIIOro KOJIMYECTBA KHUIKOCTH, YIOTPEOJICHUH MUIIEBHIX BEIIECTB,
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MOBBIIIAIONMX auype3 (apOy3, TeikBa W jap.). llpm maromorum monmypus
OTMeYaeTcs IpH 3a00JIeBAHUAX MOUEK (XPOHUYECKHUE HEPPUTHI U THETOHE(PUTHI),
caxapHOM Jua0eTe W APYTHX MaTOJOTHYECKUX COCTOSHUX. bonbinoe KoamdecTBo
MOYM BBIIEISIETCS TP HecaxapHoM jauadere (diabetesinsipidus) — 15 11 B cyTku u
6osee. YMEHbIIEHHE CYTOUYHOTO KOJIMYECTBA MOUYM (OJIUTYpHUsl) HaOMoJaeTcs pu
HEIOCTaTOYHOM TPHEME JKUAKOCTH, JIMXOPAIOYHBIX COCTOSHHSAX, PBOTE, TOHOCE,
TOKCHKO3aX, OCTPOM HepuTe u T.1.

B caywae TSKENBIX MOpaKeHWH NOYEYHONW NapeHXHUMBbl (IpU OCTpPBIX
T dy3HbIX HehpHUTax), MOUYEKAMEHHON OOJe3HH (3aKylnmopKa MOYETOYHHUKOB),
OTpPABJICHUSIX CBUHIIOM, PTYTbIO, MBILIBSIKOM, IIPU CUJIBHBIX HEPBHBIX MOTPACCHUSIX
BO3MOYKHO TOYTH TOJHOE MPEKpalleHue BblAeIeHUS Moyl (aHypus). JnurenbHas
aHypus BEAET K YPEMUN— ayTOMHTOKCUKAIINY, PA3BUBAIOIIMNICS NPU BBIPAKEHHON
MTOYEYHON HEJOCTATOYHOCTH.

B nopme nHéM Bbensercs OoJbIlle MOYM, 4Y€M HOYBIO,COOTHOILICHHE
cocrasisieT oT 4:1 mo 3:1. OnHaKo, MpU HEKOTOPBIX MATOJIOTMYECKUX COCTOSHUSAX
(HagaspHBIE (DOPMBI CEpIICUHON JEKOMIICHCAIMH, IUCTOMUENUTH U T.JI.) MOYa B
00JIbIIEM KOJIMYECTBE BBIJIENAETCS HOUBIO, YEM JTHEM. DTO COCTOSIHUE HA3bIBAETCS
HUKTYpUEH.

IIBeT Moun B HOpME KOJIEOIETCS OT COJIOMEHHO-KEITOI0 JI0 HACHIIIEHHOI'O
xenroro. OKpacka MOYHM 3aBUCUT OT COZAEp)KaHUS B HEW NMUIMEHTOB: ypOXpoma,
ypoOminHa, ypospuTpuHa, ypozenHa u ap. OnHako HopMaiabHas OKpacka MOYM Ha
95% o0ycrmoBneHa TPUCYTCTBHEM YPOXpoMa.

WVHTEeHCUBHBINA IT[BET OOBIYHO XapakTepHO KOHIIEHTPUPOBAHHOH MoOYE C
BBICOKOW TIOTHOCTBIO, TOT/Ia Kak OiiegHass (COJOMEHHOTO I[BETa) MOda 4Yarie
UMeeT HU3KYI0 OTHOCUTEIBHYIO TUIOTHOCTD U BBIJCISETCS B OOJIBIIOM KOJTMYECTBE.
ITpu naronoruu 1BeT MOYM MOXKeT MeHATbcd. K mpumepy, KpacHblii Win po3oBo-
KpacHBI I[BET MOYM HaOJIOMaeTCsl MpU TeMaTypud W TeMOTIIOOWHYPHH, ITOCIIE
npuémMa aHTUIHPHHA, aMUJONMUPUHA, CAHTOHWHA M JpP. JCKAPCTBEHHBIX CPEJICTB.
KopuruneBblif nim kpacHO-Oypblii IIBET BCTPEYAETCsl MPH BHICOKOM KOHIIEHTPALUU

B Moye ypoOwinHa u OunupyOuHa. Y 370pOBOr0O 4eIoBEeKa B MOYE ONpPENeIsIeTCs
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TakKe  OCCIBETHBIA  CTEPKOOWIMHOTCH, BCACHIBAIOIIMHCA IO  CHCTEME
reMoppouaanbHbIX BeH. Ha cBeTy M Ha BO3AyXe OH OKUCIAETCS B OKpaIleHHBIH
MUTMEHT — CTEPKOOMJIMH, KOTOPBIH B KIMHHUKE ypoOmmmHoM. [Ipu 3aboneBaHmsIx
MEYeHH, KOI/a OHA TEepSeT CIIOCOOHOCTh pa3pyllaTh BCOCABIIMKCSA W3 TOHKOH
KHUIIKA ME300WIMHOTeH (ypOOWIMHOTEeH) N0 JW- W TPUIUPPOJIOB, B MOYE B
OOJIBIIIOM KOJIMYECTBE TOSBISIETCS YpOOWJIMHOTEH, KOTOPBIH Ha CBETYy M Ha
BO3/lyXe TpeBpaniaercs B ypoouiuH. B Takux cioydasx Moda npruoOpeTaeT TeMHBIN
[BET. 3eJIeHbI WM CHHUM IIBET MOYM OTMEYaeTcss MpPU BBEIEHUM B OPTraHU3M
METHJICHOBOTO CHHErO, a TakKXe YCHUJICHHU TMPOLECCOB THHEHHS OENKOB B
KuuleyHuke. B mocnenneM cityyae B MOY€ IMOSIBJISI€TCS MOBBILIEHHOE KOJIMYECTBO
MH/IOKCHJICEPHBIX KUCIIOT, KOTOPbIE MOTYT pa3jaratbCsi ¢ 00pa3oBaHUEM HHJIUTO.
Hopmanbhas mova mpospadHa. MyTHOCTb MOYM MOXKET OBITh BBI3BaHA COJISIMH,
KJICTOYHBIMU DJIEMEHTaMH, OaKTEepPHsIMH, CIU3bI0, KupoMm (numypusi). [lpuanny
MOMYTHEHHUSI MOYU MOXKHO ONPEAEIHUThH JIMOO MOJ MHKPOCKOIOM (HCCieI0BaHNe
ocajKka MOYH), JTHOO MyTeM XMMHUYECKOTOo aHanmu3a. OTHOCHTENbHAs IJIOTHOCTh
MOYHM y B3POCIIOTO YEeJIOBEKa B TEUEHUE CYTOK KOJIEOJIETCS B JIOBOJIBHO ITUPOKHUX
npenenax (ot 1,002 mo 1,035), 4yTo cBsi3aHO € MEPUOJUYECKUM MPUEMOM TIHIIIH,
BOJIbI M TTIOTEPEH JKUIKOCTH OpraHu3MOM (IIOTOOTAEIEHUE U Ap.). Yalie oHa paBHa
1,012-1,020. B cyrtku c¢ wmod4oi Bbyiensiercs 50-75 T TIOTHBIX BEIIECTB.
[TpubnmxkeHHBIN pacyeT coaepkaHus MJIOTHOIO OCTaTka B Mode (B rpaMmax Ha |
J) MOXHO TPOU3BECTH, YMHOXKMB JBE IMOCIEeIHHE LU(PPHl OTHOCUTEIHHOMN
MIOTHOCTH Ha Kod(hdumment 2,6. Ilpu THKENOW HEIOCTATOYHOCTH TOYCK
BBIJIETISIETCS MOYa C OJJMHAKOBOW OTHOCHTENLHOW TuioTHOCThIO(~ 1,010), paBHOI
IUIOTHOCTH TIEPBUYHOM MOYHM. DTO COCTOSHHE HOCHUT HAa3BaHWE H30CTCHYPHUHU.
[TocTosiHHO HU3KOE 3HAYEHWE IJIOTHOCTHM MOYHM YKa3blBaeT HA HapylIeHUE
KOHILIEHTPALMOHHON (DYHKIMU MOYEK IPU XPOHUYECKOM He(dpHTe, NEPBUYHO WU
BTOPUYHO CMOpIIeHHOW mouke. [lpm HecaxapHoM nmabere TakKe BBINEISICTCS
Moua Huskoi minotHoct (1,001-1,004), uro cBsizaHo ¢ HapymieHHeM oOpaTHOMN

peabcopOIIuu BOJIbI B KaHAIIBIIAX.
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[Tpu onurypun (MMOHMWKEHHE CYTOYHOTO KOJIMYECTBA MOYH), HAIPUMEp, TIPH
ocTpoM He(dpHTe, MOYa HUMEET BBICOKYIO IUIOTHOCTh. BBICOKas IJIOTHOCTh
XapakTepHa Uil caxapHOro nuabera TpW MOJUYPHH,B 3TOM Cllydae OHa
00ycCJIOBIIeHa COJIEpKAHNEM B MOYE OOJIBIIOTO KOJMYECTBa IIFOKO3bl. pH Mouu B
HOpMeE TPU CMENIaHHOH muie kucias win cinadokucnas (pH 5,3-6,5). OOsruHO 32
CyTKH ¢ Mo4oH BbiBoauTcsi oT 40 go 75 makB kucinor. Ha Benmmumny pH moun
BJIMSICT XapaKTep MHIIH: IPH MACHOW MUIEPEaKIns MOYH — KUCIIasi, IPH OBOIITHOMN
quere — menoyHas. Kucmas peakuuss MouM 3aBUCHT OT TNPHUCYTCTBUSL B HEH
TJIaBHBIM 00pa3oM ojHo3ameménubix ¢ocdaror (KH,PO, wmmu NaH,PO,). B
IIeIOYHON  Moue mpeobnagaroT ABy3ameménnubie  ¢ocharer (K;HPO, wumm
Na;HPO,)umun Oukapbonarsl (KHCO; mim NaHCOj). Pe3ko kucnas peakuus
MOYM HaONIONaeTcss TpH JIMXOPAJOYHBIX COCTOSHHSIX, CaxapHOM jauadere
(ocoOeHHO MpY HANMWYWKA KETOHOBBIX TENI B MO4E), Tojomanuu u T.1. lllenounas
peakiysi MOYM OTMEYaeTcs NpU MHUCTUTAX M NHETUTax (MHUKPOOPTaHU3MbI
CHOCOOHBI pasjaraTh MOUYEBHHY C O0Opa3oBaHHEM aMMHaKa YK€ B IOJIOCTH
MOYEBOTO TY3bIpsi), TOCIEC CHIIBHOW PBOTHI, MPHEME HEKOTOPHIX JIEKAPCTBEHHBIX
cpencts  (Hampumep, OukapOoHaTta HaTpus), YINOTPEOICHWH  IIETOYHBIX
MUHEpAJILHBIX BOA U T.]I.

Xumuueckuii _cocmae _mouu IlnoTHBIE BEIIECTBA MOYHU (OKO.]'IO 60 T B

CYTOYHOM KOJIMYECTBE) NPE/ICTABICHbl OPraHUYECKMMU U HEOPraHHYECKHMHU
BemecTBamu (Taodu. 18.1).
bepesos 618 crp. Tabmuma 18.1.
B Moue o6Hapyxeno 6osee 150 XMMUYECKUX UHTPEAUEHTOB.

Opeanuueckue gewecmsa _mo4u.MoUeBHHA COCTaBIIICT 6OJ'IBHIYIO qacCTh

OpraHUYECKHX BEIIECTB, BXOMAAIIUX B COCTaB MOYH. B cpefHeM 3a CyTKH ¢ MOYOi
B3POCJIOTO ueloBeKka BBIBOAUTCA Okoio 30 r moueBwHbl (0T 12 mo 36 T1).
KonmdyecTBO MOYEBHHBI B MOY€ OOBIYHO IMOBBIIIACTCS TPU YIMOTPEOICHUN THIIH,
Ooraroil Oenkamu, NMpH BceX 3a00JIEBAHMSX, CONPOBOKIAIOIIUXCA YCHICHHBIM
pacniagoM O€NKOB TKaHEW (JIMXOpPaJOUYHBbIE COCTOSHHUS, OMYXOJH, THUIEPTHUPEO3,

quabeT ¥ T.A.), a TaKKe NPU IpUeMEe HEKOTOPHIX JICKApCTBEHHBIX CPENCTB
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(manpumep, psaa ropmoHoB). CojnepskaHue BBIIEISIEMOW C MOYOM MOYEBHHBI
YMEHBIIAETCS TPU TSDKENBIX MOPAKEHUSX MEYeHHU (II€YEHb SBISIETCS OCHOBHBIM
MECTOM CHHTE3a MOYEBHHBI B OpraHH3Me), 3a00JeBaHUAX MOYEK (0COOEHHO MpH
HapyImIeHHON (QUIBTPAIIMOHHON CIMOCOOHOCTH TI0YEK), a TaKkkKe MpH HpHeéMe
UHCYJIMHA U Jp.

KpearnHuH— KOHEYHBIH MPOMYKT a30TUCTOTO OOMEHa W OH oOpa3yercss B
MBIIIEYHOH TKaHU U3 QocpokpeatrHa. CyTOYHOE BBIJICIIEHHE KpEeaTHHUHAY
KOHKPETHOI'O YEeJIOBEKa — BEJMYMHA JOBOJIBHO IIOCTOSIHHAsT M OTpakaeT B
OCHOBHOM €T0 MBILIEYHYI0 Maccy. Y MYXXYMH Ha KaXIbld 1 Kr Macchl Tena 3a
CYTKHU BbIAeNAeTcs ¢ Mouol oT 18 mo 32 Mr kpeaTuHUHA, a y KeHIuH — oT 10 g0
25 wmr. Otu uudpsl Mano 3aBUCAT OT OEJIKOBOro MHUTaHUs. B cBA3u ¢ 3TUM
ONpeJesIeHne CYTOYHOM 3KCKpEeLMM KpeaTMHMHA C MOYOHM BO MHOIHMX CIIydasx
MOXET OBITh HCIIOJB30BAHO JJIsi KOHTPOJIS TIOJHOTHI cOopa CYTOYHOH MOYH.
Kpeatun B Moue B3poOCHBIX JIOAEH B HOpPME IpPaKTUYECKH OTCYTCTBYeT. OH
MOSABIISICTCS JTMOO TpU yMOTPEOJCHUM 3HAYUTENBHBIX KOJWYECTB KpeaTWHa C
nuiei, 00 TPU MATOJOTHYECKUX COCTOSHUSAX. KpeaTmH B Moue MOSBIISETCS
TOr/a, KOTJja €ro ypoBeHb B ChIBOPOTKE KpoBH jfocturaet 0,12 mmouns/a. B nepsbie
roJbl JKU3HU peOEHKa BO3MOXKHA «(pU3MOJOTHUecKas KpeaTuHypus». llosBienue
KpeaTuHa B MO4Y€ JeTell paHHEro Bo3pacTa OOYCIIOBJIEHO YCHUJIEHHBIM CHHTE30M
KpeaTuHa, OINEepeXalolMM pa3BUTHE  MycKynaTypbl. Kdusnonornueckum
SIBJICHUSIM OTHOCAT TaKXEKPEaTUHYPUIO CTAapPUKOB, BO3HUKAIOLIASBCIIEICTBUE
aTpouM MBIIII W HEMOJHOTO WCIOJb30BaHUS KpeaTwHa. Hambombimee
coJiepXKaHWe KpeaThHa B MO4Y€ HAOJI0JAaeTcsl MpPU IMaTOJOTHMYECKUX COCTOSHHAX
MBIILIEYHON CHCTEMbl W TMPEXJIE BCEro MPH MHUONATUH, WM MPOrPecCUpyroLeit
MbImeyHor nuctpodun. Kpearnnypusi y O0JBHBIX MUOTIATHEH MOXKET MOSIBISATHCS
B pe3yJsibTaTe HapylleHus cuHTe3a (ocdokpearuna. IIpu s3tom He oOpasyercs u
KpEaTUHHH,BCIIEACTBHE YEero €ro CoJIep>KaHHE B MOYE DPE3KO CHUKAETCS, 4YTO
MPUBOJUT K PE3KOMY MOBBIIIEHUIOKPEATHHOBOTO MOKaszareisi Mouu. B Hopme 3TOT

nokazarenb Onm3ok k 1,1.KpearmnHypuio MoXHO HaOmoIaTh NMPHU MOPAKEHUAX
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MeYeHN, CcaxapHOM 1uabere, OHHIOKPUHHBIX pacCTpoiicTBax (THIIEPTHUPEO3,
a/1ITMCOHOBA 00JIE3Hb, aKPOMETANHUS U JIp.), UHPEKIIHOHHBIX 3a00IeBaHUAX.

AMUHOKHUCIIOTHI B CYTOYHOM KOJIMYECTBE MOYH COCTaBISAOT okoio 1,1 T.

CooTHOIIEHHE MEXAY COACpX)aHHEM OTACIbHBIX aMHUHOKHCIOT B KPOBH U MOYE
HeoMHaKkoBO. KoHLeHTpanus TOM WiIM WHOW aMMHOKHCIOTBI, BBIACNISEMON C
MOYOii, 3aBUCHT OT €€ COJepKaHHs B IUIa3Me KPOBH U CTENEHU eépeadcopOunuB
KaHalplax, T.€. OT ee KiIMpeHca. B moue BbIllle BCero KOHIEHTPAIUs TIUIMHA U
TMCTH/MHA, Jajee TJIyTaMHMHA, aJaHuHa, CcepuHa. [ unepaMuHOALMIypHUs
BCTpeYaeTcss mpu 3a00JIeBaHMSIX TMApPEHXMMbl TEeYeHH. OJTO OOBICHAETCS
HapylIeHWEM B IEUeHH NPOLIECCOB JE€3aMUHHPOBAHUSA U TPaHCAMUHHPOBAHUS.
Habmomaercst rumepaMMHOAUMAYpUS TaKKe TNPU  TOKENBIX HMH(PEKIUOHHBIX
3a007IeBaHHAX, 3JI0KAYECTBEHHBIX HOBOOOPA30BaHMX, OOMIMPHBIX TpaBMax,
MHUOMATUH, KOMATO3HBIX COCTOSIHUSIX, THIEPTHUPEO3e, JICUEHWH KOPTHU30HOM U
AKTT. M3BecTHBI Takke HapylieHUs 0OOMEHa OTAEIbHBIX aMUHOKHCIOT, KOTOPBIE
4acTO HOCST BPOXKIACHHBIA WM HACJIEACTBEHHBIM xapakrtep. K mnpumepy -
(heHUIKeTOHypHH, 00ycIIoBICHHAs HEJIOCTATKOM ¢dbenmnananua-4-
MOHOOKCUTEHa3bl B IHieueHH. B pesynprare MeTaboimueckoe MpeBpalieHue
¢eHunanaHMHa B THUPO3MH OJIOKMPOBAHO, A3TO MPHUBOAUT K HAKOIUIGHUIO B
opranu3Me (QeHuIaTaHnHa U er0 KeTOMPOU3BOIHBIX, U MOSBICHUE UX B OOJIBIIOM
KosnnyecTBe B Moye. OOHapyKUTh (PEHUIIKETOHYPUIO OYEHb MPOCTO € IMOMOLUIBIO
XJIOpUA Kene3a: CIycTs 2-3 MUH 1ocie 100aBJIeHNs B MOUY HECKOJBKUX Kareib
pacTBopa XJIOpUAA JKeje3a IOSBIISETCS OJMBKOBO3ENEHas OKpacka. /[lpyrum
MPUMEPOM  SIBIISIETCSIANKANTOHYPHUST (TOMOTEHTH3WHYpHS), KOTJa HaOIto1aeTcs
HEJO0CTaTOYHOCTh OKCHJIa3bl TOMOT'€HTH3MHOBOM KHUCIOTH. B pesynbrare B mMoue
PE3KO YBEIMYUBACTCS KOHIEHTPAIMSI TOMOTEHTU3WHOBOW KHCIIOTHI — OJHOTO M3
METa0OJUTOB OOMEHa TUpPO3UWHA. ['OMOreHTH3MHOBas KHUCIOTA OKHUCISETCS
KHCJIOPOJIOM BO3/yXa, IOITOMY MO4Ya, OCTABJICHHAs HAa BO3JIYyXE, PE3KO TEMHEET.
W3BecTHBl Takke BPOXKACHHBIE OOJIE3HU: THUIEPHPOJIMHEMHUSI (BO3HHUKAeT B
pe3yibTaTe HeAOCTaTKa (pepMeHTa MPOJIMHOKCHUIA3hl, CIEICTBUE — NPOJIMHYPHS);

runepBaJivHeMus (BpOKJIEHHOE HapylleHHe OOMeHa BajMHA; COINPOBOXKIAETCS
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pPE3KMM  TIOBHIICHWEM KOHIICHTPAlMd BaJWHA B MOYE); NUTPYJUTMHEMUS
(BposkaI€HHOE HapylleHHWEe LHKIa o00pa3oBaHUsS MOYEBHHBI, OOYCIOBICHHOE
HEIOCTaTKOM (pepMeHTa apTrHHUHCYKIIMHAT-CHHTETa3bl, C MOYOW BBINEISAETCS
YBEIMYCHHOE KOJIMYECTBO IIUTPYJUINHA) U JIP.

MoueBast KHCIIOTa— KOHEUHBIH MPOAYKT 0OMEHa IIypHUHOBBIX OCHOBaHUH. 3a

CyTKH C Mouoi Bbigensercs okono 0,7 r MoueBod KuciaoTel. OOMIBHOE
noTpelIeHue MUIIH, COAEPKALEH HYKJICONPOTEHHbI, BHI3bIBAET YE€pe3 HEKOTOPOE
BpEMs YBEJIMYEHHOE BBIJEJIIEHHE C MOYOM MOYEBOM KHCIIOTBI 3K30I€HHOIO
npoucxoxaenus. M, Hao0OpoT, mpu NuTaHWW, OEJHOM ITypHHAMH, BbIIEICHUE
MOYEBOM KHCIOTHl cHmxkaerca 1o 0,2 r B cyTku. IIoBBIIEHHOE BBIAEICHUE
MOYEBOW KHUCIOTHI HaOIIOAaeTCsl NpU JICHKEMHH, TOJUMIUTEMUH, TeraTHTax M
noaarpe. ConepxaHue MOYEBOM KUCIIOThI B MOYE IMOBBIIIAETCS TAKXKeE IPU MPUEME
AlETUIICATUIIMIIOBOM KUCIIOTHI M Psifia CTEPOUIHBIX TOpMOHOB. Hapsmy ¢ moueBoi
KHCJIOTOM B MOYE BCET/Ia COJIEPKUTCS HEOOIBIIOE KOJMYECTBO ITyPUHOB KaK 3HI0-
, TAK ¥ 9K30T€HHOTO TIPONUCXOKICHHUS.

I'monoypoBast KHCJIOTa — COEIWHEHHE IVIMIMHA W O€H30HHON KHUCIOTHL,B

CyTouHOM 00BEMe Mouu ObiBaeT okojo 0,7 r. EE moBbllIEHHOE BbIIEIECHUE
OTMEYaeTCs IPpH YINOTPeOICHNN NPEUMYIIIECTBEHHO PACTUTEIBHON MUK, OOraToi
apoMaTU4YeCKMMHU COEIUHEHUSMH, M3 KOTOPbIX 0oOpa3yercsi OeH30iHas KHCIOTa.
Tak kak OeH30iHasI KHCIOTa CHHTE3UPYETCS TIEYCHBIO, TO MO BLIXOAY THITITYPOBOM
KACIOTBl ~ MOXHO  HM3y4YUTh  OO€3BPEKMBAIOUIYI0  (YHKIHIO  TEYEHH.
bonpHOMnpuHMMaeTocne  n€rkoro 3aBTpaka 3-4 T OeH3oara  HaTpus,
oOpa3oBaBlIasicd TUIIYpOBas KHUCJIOTa BBIBOAMTCA C Mouoil. B Hopme npu
npoBeJeHUN Takou 1poOsl (mpodaKsuka-ITeitens) ¢ Mouoii BeiBoauTcs 65-85%
npuHsATOr0 OeH3oara Harpus. [lpu mopaxkeHnn nedyeHn 00pa30BaHUE THINTYPOBOM
KHCJIOTBI HAPYIIAETCS, TO3TOMY KOJIMUYECTBO MOCIEAHEN B MOYE PE3KO CHUKAETCS.

be3a3zoTucThle  OpraHMYECKHME KOMIIOHEHTBI MOYH — 3TO raBeiicBasid,

MOJIOYHAs. M JIMMOHHas (LUTpaT), a TakXkKe MacisfHas, BaJlepUaHOBas, SHTapHas
(cykuuHar), (-oxkcumacisiHas, aleTOyKCycHas M Jpyrue Kuciotel. Mx obiee

colep)KaHue B CyTOYHOW Moue He mpesbiiaer 1 r. B HopMme conpepikaHue Kaxaoi
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W3 O3THUX KHCJIOT B CYTOYHOM OO0BEME MOYM HCUUCISIETCS MUJUTUTPAMMaMH,
MO3TOMY KOJIMYECTBEHHO OIPEAENATh UX OYEHb CIOXKHO. Ilpu Tex WM WHBIX
COCTOSIHUSIX BBIBEJICHHE MHOTUX W3 HHUX YBEIIMYMBACTCS M WX MPOINE OOHAPYKUTh
B Moue. Hampumep, mpu yCHJIEHHOW MBIIIEYHON paboTe MOBBIIAETCS YPOBEHBb
MOJIOYHOM KHUCJIOTBI, @ KOJMYECTBO LIUTpaTa W CYKIMHATA YBEJIWYUBACTCS IPU
ajKajnose.

Heopeanuueckue (MuHepaﬂbele) KOMNOHEHMbl MOoYU. B MOYC

ONPENEeNAIOTCS MPAKTUUECKH BCE MHUHEPAJIbHBIE BEIIECTBA, BXOJSIINE B COCTaB
KpOBH M JApYrux TkaHeu opranusma. M3 50-65 r cyxoro ocraTkacyTOYHOH MOuH,
Ha JI0JI0 HEOPTAaHUYECKUX KOMIIOHEHTOB Npuxoautes 15-25 r.

Honbl Hatpus 1 xsi0pa.O0sMHO 0K0I0 90% MPUHATHIX ¢ MHUILEH XJIOPUIO0B

BBIIENIsIETCST ¢ Mouo#, uto coctaBisger 8-15 v NaCl B cyrtku. [lpu psge
MaTOJIOTUYECKUX COCTOSHHU (XpOHHYECKH HEPPUT, AMapes, OCTPHId CYCTaBHOMN
peBMaTU3M) BBIBEJCHHE XJOPHIOB C MOYOW MOXKET OBITh CHHIKEHO.
MakcumansHas koHneHTparus nonos Na* u Cl™ (B Mode 1o 340 MMOIB/TT) MOXKET
HaOmoNaTeCsl  TOCTEe  BBEACHMS B OpPraHuU3M  OONBIIMX  KOJHMYECTB
TUIIEPTOHUYECKOTO PacTBOpA.

Honsbl KaJiyusg, KaJbluid U M&FHI/IH.C‘H/ITaCTCH, 9TO IPAKTHYCCKH BCC

KOJMYECTBO HWOHOB KalWs, KOTOpO€ HMeeTcsi B KIyOOukoBOM (uibTpare,
BCAaChIBaeTCsl OOPATHO W3 MEPBUYHON MOYM B MPOKCUMAIILHOM CETMEHTE He(poHa.
B ucrambHOM CerMEHTE TPOMCXOJUT CEKpelrs HOHOB Kalus, KOTOpas B
OCHOBHOM CBsi3aHa ¢ OOMCHOM MEXJIy HOHaMH KaJldd H  BOJOPOJA.
CrnenoBareiabHO, 00CTHEHHE OpPraHM3Ma KajlheM COIPOBOXKIACTCS BBIJACICHUEM
kucioit moun. Momsr Ca®* u Mg2+ BBIBOJSITCS 4epe3 IMOYKH B HEOOIBIIOM
konruecTse. CMOUOI BBIEISETCs JUILb 0K0J10 30% Bcero Komyectsa noHOB Ca’t
U Mg2+, MOJJIeKAIEero  yAaleHuto u3 opranusma. (OcHOBHas  macca
IIEI0YHO3EMEIbHBIX METAIIJIOB BHIBOJUTCS C KAJIOM.

bukapOonatsl, docdatel u cynabbatel.Beigenenue OnkapOOHATOB ¢ MOUYOM

3aBucHuT oT pH moun. Tak, mpu pH 5,6 ¢ Mmouoii Beigensercs 0,5 mmons/n, mpu pH

6,6 — 6 mmomp/n, mpu pH 7,8 — 9,3 mmons/n OukapOoHATOB. YPOBCHB
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OMKapOOHATOB MOBBIMIACTCS MPH ATKAI03€ U MMOHMWKaeTCs MpH anujo3e. OOBIYHO ¢
MoYoi BeIBoaUTCS MeHee 50% Bcero KOJWYECTBA BBIJIEISEMBIX OpPraHU3MOM
docdaros. [Ipu anmmose BeiBeaeHNE (hochaToB ¢ MOUOH Bo3pactaeT. CojepKaHue
¢dochaToB B MOUE MOBBINIACTCS TNMPH THUIMEPPYHKIUU TMAPANUTOBUIHBIX JKEIE3.
Buramun D camxkaer Bwimenenue (ocdatoB ¢ mouoit. Mcrounnkammucynbdaron
MOYM SBJISIOTCS CEPOCOJACpKAINEe AaMHUHOKHCIOTHI — IHCTEWH, IWCTUH U
MeTuoHuH. Ilpnm ux okucineHun oOpasyercss HMOHBI CepHOW KuchoThl. OOiee
coJiepkaHue Cynb(})aToB B CyTOYHOM KOJMYECTBE MOYH B pacyére Ha cepy OOBIYHO
He npesbiaer 1,8 r.

AMMuak.AMMHaK B TIOYKax oOpa3yeTrcs W3 TiIyTaMWHA MpH Yy4YacTHUHU
TJIyTaMUHA3bl, cojiepXkaliascs B OOJBIIIOM KOJWYECTBE B MOYKaX. AMMHAK
BBIBOJMTCSL C MOYOW B BUAE aMMOHMHHBIX coieil. X coaepkaHHe B MOY€ B
OTIPEIeNIEHHOM CTEIeHN OTpaXkaeT KUCIOTHO-OCHOBHOE paBHOBecHe. [Ipu anumose
MX KOJIMYECTBO B MOYE yBEJIHMYMBACTCS, a IPHU alikayo3e cHuxaetrcs. Coaepxanue
aMMOHHMMHBIX COJICH B MOUYE MOXKET OBbITh CHIDKEHO TPH HAPYIICHHH B MOYKaX
MPOLIECCOB 00pa30BaHUsI aMMHUAKa U3 TIIyTaMHUHA.

Ilamonozuueckue KOMROHEHMbL MOYU. XOTS U TOBOPAT «IIATOJIOTMYCCKUC

KOMITOHEHTBI MOYM» - 3TO MOHATHE B U3BECTHOU MEpE SIBISIETCS YCIOBHOCTBIO, TaK
Kak OOJBIIMHCTBO COEJAMHEHMH, paccCMaTpUBAEMBIX KaK IaTOJOTHYECKUE
KOMITOHEHTBI MOYH, XOTS U B HEOOJIBIIOM KOJIMYECTBE, HO BCET/Aa MPUCYTCTBYIOT B
HOpMaJibHOM Move. OHAKO UCIOJIb3yEeMbIE€ METO/IbI UCCIIEIOBAaHMS HE MO3BOJISIOT
UX OIpPENEeNUTh B HOPMAJIbHOW ModYe. TakuMu KOMIIOHEHTaMH SIBJISFOTCS OCIIKH,
TJII0KO32, alleTOHOBBIC (KETOHOBBIE) TEJa, )KETYHBIC U KPOBSIHbIC TUTMEHTHI.
benok. B HOpManmpHOM MoOYE YeENOBEKa COJIEPKUTCS MHUHUMAJIBHOE
KOJINYECTBO Oe€llka, OJHAKO OHO HE MOXET OBITh JOKa3aHO OOBIKHOBEHHBIMHU
KayecTBEHHBbIMU Npobamu Ha Hanuuue Oenka. [Ipu psae 3aboneBaHuii, 0COOEHHO
npu OOJE3HAX IOYeK, CoAep)kaHHe Oenka B MOYE MOXET pEe3KO BO3pPacTé
(mpotennypust). McrounnkoM Geska MOYM SIBISIIOTCSL OEJKH CHIBOPOTKH KPOBH, a
TaKXkKe B KaKOW-TO CTerneHu OeKH MmodyeyHoil Tkanu. [Iporennypun nensrcs Ha 1Be

OoJIbIIIHE rpynnbl: MOY€YHBIC W BHEIIOYCUYHBIC. HpI/I MOYCUYHBIX IIPOTCUHYPUAX
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Oenky (B OCHOBHOM O€JKHM IUTa3Mbl KPOBH) TOMAJAal0OT B MOYY BCIICACTBUE
OpPraHUYeCcKOT0 MOBPEXKICHUA He(pOHA, YBEIHUEHHs Pa3MEpOB IOpP MOYEYHOTO
¢wibTpa, a Takke B pe3yibTaTe 3aMeUICHUS TOKa KPOBH B KIIyOOUKax.
BHemnoueuHbie MpOTEMHYpHUH OOYCIIOBIICHBI MOPAKEHUEM MOYEBBIX IYTEH WU
npeacTaTtenbHON  Jkene3pl.  CMOYOH  BBINENSIOTCS Kak albOyMHHBI, TaK U
roOynuHEL [IpuHedpo3ax obmiee cogepkanue OelIKa B MOYE MOXKET JOCTUTATh 26
/7, TIPY 3TOM KOHIIEHTpaIus anbOyMuHoOB 12 1/1, a rmo0ynuHoB — 14 r/n1. B Moue
YeJOBeKa MOXKHO OOHAapYXHUTh AaKTUBHOCTh psifa (EPMEHTOB: JIMIIA3bl,
pubonykneaswr, JIJII', amuHOTpaHcdepas, ypokuHasbl, (ocdaras, o-amuasbl,
JAedMHaMHUHONIENTUAA3bl U Jp. OJHAKO ONpE/eNeHHI0 aKTHBHOCTH (EPMEHTOB
MOYHM, KpOME O-aMWiIa3bl M HEKOTOPBIX JIPYTMX, MeEIIaeT HX CHJIbHAs
pa30aBICHHOCTD W OmNpeeNicHHe TpeOyeT KOHIEHTPHUPOBAHUS MOYH, YTO MOKET
MPUBECTH TaK)Ke HHTHOMPOBAHUIO MX aKTUBHOCTH.

KpoBb.KpoBb B MoueoOHapyxkuBaercss 1100 B (hopMe KpacHBIX KPOBSHBIX
KJIETOK (remarypusi), JuOO B BHJAE pPACTBOPEHHOTO KPOBSIHOTO IHUTMEHTA
(remoroOuHypwst). PaznuuaroT nodeuHsle W BHeNo4YeuHblereMaTypun. [louednas
reMaTypusi — OCHOBHOH CHMIITOM OCTpOro HedpuTa, aBHemoyeyHas —
HaOJI0MaeTCsl MPHU BOCTAIMTENBHBIX TPOLECCaX MM TPaBMax MOYEBBIX ITyTEH.
['emornobunypun CBSI3aHBI c TeMOJI30M u reMorJIoOMHEMHEH.
['eMOTrIOOMHIIOSBISIETCS B MOYEKOTa €r0 COJIEPXKAHKE B IIIa3Me MpeBbicutT | 1/
lemaTypuio IUAarHOCTHPYIOT C TOMOIIBIO ITUTOJOTUYECKOTO HCCIIEOBAHUS
(ucciemoBaHME OCagKka MOYH TI0J] MHKPOCKOINIOM), a TeMOTJIOOMHYpHIO —
XUMHUYECKHM ITyTEM.

I'moko3za. HopmanbHass Moda 4YellOBEKa COJEPKAT MUHUMAaJIbHBIE
KOJINYECTBA TIIFOKO3bI, KOTOPBhIE HE OOHAPYKUBAIOTCS OOBIYHBIMU Ka4eCTBEHHBIMHU
npobamu. [Tpy maTonoOruuecKux COCTOSHUSX, K IPHUMEpY, IIPH caXxapHOM Tuadere
KOJIMYECTBO TIIFOKO3bI, BBIIEISIEMOE C MOYOW (TIIOKO3YpHS), MOKET TOCTUTATh
HECKOJIbKUX JIECATKOB TpPaMMOB B CYTKH. DpykTo3ypus HaOmomaercs Tmpu

BPOXKIEHHON HENOCTaTOYHOCTH (DEPMEHTOB, MpPEBpalllaloluX (QPyKTO3y B
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TJIIOKO3Y; BCTPEYAOTCS TaKxKe u BpPOXKAEHHASAIEHTO3YPHS, u
BpPOXKIEHHASTAIIAKTO3YPHSL.

KeroHnoBble (anieroHoBble) Tena. B HopManbHONW Moue 3TH COEIUHEHUS

BCTpEUaloTCsd B HUYTOXKHBIX KoimuecTtBax — He Oonee 0,01 r B cytku. OHU He
00HApYKUBAIOTCS OOBIYHBIMU Ka4YECTBEHHBIMU MTPOOAMU M 3TH MPOOBI MOTYT OBITh
MOJIOKHUTEIBHBIMH, TOJBKO TIPW BBIIEIEHUN OOJBIINX KOJMYECTB KETOHOBBIX
ten.Hanpumep, npu caxapHoMm auabeTe eXeITHEBHO MOXKET BbIACTAThCS 10 150 r
KETOHOBBIX TeJl. DTO sIBIIEHHE Ha3bIBaeTcsd KeToHypued.C Mouoil HMKOrjma He
BBIJICJIACTCS aleTOH 0e3 aleTOyKCYyCHOM KHCIOTh, U Hao0opoT. OObIYHBIE
HUTPOIIPYCCUJIHBIE MPOObI MO3BOJSIOT OINPEACIUTh HE TOJIBKO IPHUCYTCTBUE
alleTOHa, HO TaKXKe M AalleTOYKCYCHOM KHCIOTBHI; [-OKcHMacisHas KHUCIO0Ta
MOSABIISICTCS B MOYE JIMIIb MPH CHIIBHOM YBEITUYEHUH KOJIWYECTBA KETOHOBBIX TEJ
(caxapHbiii uader u ap.). KeToHOBBIE Teida BBIACISIOTCA ¢ MOYOHM TakkKe IMPH
roJI0JIJaHNH, HMCKIIIOYEHWH YTIIIeBOA0B u3 nuim. Keronypusi Habmromaercst mpu
3a00JICBaHHAX, CBS3aHHBIX C YCHJICHHBIM PacxXoJIOM YTJICBOJOB: HampuMmep, MpU
TUPEOTOKCUKO3€, KPOBOMZJIMSIHUSAX B TIOANAYTHHHBIE MPOCTPAHCTBA, YEPEITHO-
MO3TOBBIX TpaBMax. Y JeTell Ju3eHTepus M TOKCHKO3bl MOTYT BbI3BaTh
KETOHEMHUIO U KETOHYPHIO B pe3ylbTaTe TroioAa M wucromeHus. Keronypus
HEpeAKO HaOIoaaeTcss Mpyu WHPEKIMOHHBIX 3a00JIeBaHUSIX: CKapJaTHHE, TPHIIIIE,
TyOepKyne3e, MEHMHrHTE. B 3THX cllyyasiX KETOHypusl SBJISETCS BTOPHYHOH,
MO3TOMY HE HMEET TUarHOCTUYECKOTO 3HAYCHHUS.

bunnpyoms. B  HOpMe Moua COAEPKUT MHUHUMAIBHOE KOJHMYECTBO
OmMpyOrHa, KOTOPOE HE MOXKET ObITh OOHAPY)KEHO OOBIYHBIMH Ka4eCTBCHHBIMHU
npobamu. [ToBbIIeHHOE BBIZIEIEHNE OMIIMPYOUHA — OMIMPYOUHYpHS BCTPEYaeTCs
Ipy  3aKyIMOpKe JKETYHOTO TPOTOKa H 3a00JCBAHWU IApPCHXHMMBI IE€YCHHU.
Brienenune OounpyOuHa B Mouy CHJIBHO BBIPAXKEHO npu
0o0TypanMOHHBIXKeNTyXax. [lpm 3acToe JKemunm TeperoNHEHHBIE IKEITIbIO
KaHAJIBIBI TPABMHUPYIOTCS M TPOIYCKAIOT OMIUPYOWH B KPOBSHBIC KaIMJUISPHI.
Ecnu mnopakeHa mnapeHXuMa Ie4eHH, OWIMpYyOMH IPOHUKAeT B KPOBb 4epe3

pa3pylIeHHbIE TEYEHOYHBIE KIIETKH. buimmpyOuHypusi MposBISieTCsS MPH ypOBHE
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npsMoro OwimpyOWHa B KpOoBHW BhIIIe 3,4 MKMOJB/JI. Hempsimoit OmmmpyOuH He
MOXET MPONTH dYepe3 MOYeUHbI (GUILTP. DTO CTAHOBUTCS BO3MOXKHBIM IIPU
3HAYUTENBHBIX TOPAKEHHUIX MOYEK.

YpobunuH. B Moye ypobunuH, TouHee cTepKOOUIINH, TPUCYTCTBYET BCETa
B HE3HAUUTEJIBHOM KoiuyecTBe. KOHILEHTpaius ero pe3ko BO3pacTaeT INpHu
TEMOJIUTUYECKON M TMEeUEHOUHOIKENTYXaX. JTO CBA3aHO C TOTEpPEH IMeYeHbIo
CMIOCOOHOCTH 3P KMBaTh W Ppa3pymiaTh Me300uInHOTeH (YpOOWIMHOTEH),
BCOCAaBIIMIiCA U3 KuIledHHKa. HanmpoTus, oTCyTCTBHE B MOY€E ypOOMIMHOTEHA TPU
HQJIMYUM OSKETYHBIX TUTMEHTOB (OmiaMpyOHMHA) YyKasblBaeT Ha MpeKpalieHue
HOCTYIIJICHUS JKETUU B KMILIEYHUK BCJIEIACTBUE 3aKyTOPKH XKETYHOTO MIPOTOKA.

[Mopdbupunsl. B HOpME MOYa COAEPKUT JIMIIL OYEHb Malibleé KOJIMYECTBA
nopdupuHoB I tuna — 1o 300 MKT B CyTOYHOM KOJHMYECTBE. IMPH 3a00JICBAHUSIX
NICYCHU U TIEPHULIMO3HON aHEMHUHBBICICHNE TOP(HUPHHOB MOKET Bo3pactu B 10-
12 pa3. IIpu Bpoxk1EHHOUTOPPHUPUHE UMEET MECTO CBEPXIPOLYKIHUSATIOPHUpHHOB |
tuna (ypornopdupuna I u xonponopdupuna I). [Ipu 3ToM B CyTOUHOM KOJIMYECTBE
Moun oOHapyxkuBaercs 10 10 mMr cmecu »tux mnopdupunoB. I[lpu octpoit
noppupuu  OTMEYAaeTCs OKCKpEeUUss ¢ MOYON TOBBIIEHHBIX  KOJUYECTB
yponopdupuna III, konponopdupuna IIl, a Taxke nopdodbununorena.

MoueBble KamMHH. MouyeBble KaMHH — 3TO ILIOTHBIC O6p330BaHI/I$I,

BCTPEYAIOIUECS B MOYEBBIBOASAIMNX MyTsAX. OHM MOTYT HaXOIUTCS B MapeHXUME
MOYeK, B  dYallkaX, JIOXaHKaX, MOYETOYHHKAX, MOYEBOM TMy3bIpe |
MOYCHCITyCKaTeIbHOM  KaHajie. MX BenuumHa, (opMa W KOHCHCTCHIUS
pa3HooOpa3Hbl. Menkue MoOuYeBble KaMHHM HWMEIOT BHJ TIECUMHOK, OOJIBIIOE
KOJIMUYECTBO KOTOPBIX 00pa3yeT MOYEeBOM Tecok. bojee KpymmHble MOYEBBIC KAMHHU
OOBIYHO WMEIOT OKPYIIIYIO, OBAIBHYIO WJIH, pPeXe, KOPALIOBUIAHYIO (QOpMY.
OOmMM B CTPYKTYpPE MOYEBBIX KaMHEH SIBIISICTCS HAJIM4YHE S/pa, BOKPYT KOTOPOTO
pacrojioyKeHa pa3IMJHOM TOIIIHUHEI 000JI0YKa, WM Teo KaMHs. [IpuMepHO TpeTh
Wik Oosiee Takux KamMHed cocTouT u3 (dochopHokuciaoro kambius — Caz(POy),,
oprodocdara maraus-ammonnst — MgNH,4PO,, okcanara kaneius — CaC,0, nnu

UX CMecCei, T.e. OTO IIaBeJIeBOKHUCIbIe (OKcajaTtHble), (OCchHOPHOKHUCIBIE
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(dbocharHpie) WM cMemaHHBIE MoYeBble KamMHHM. OOpa3oBaHHECKAMHEH OOBIYHO
MPOUCXOJUT B Ppe3yjbTaTe XPOHHUYECKOTO 3alllejauMBaHUs MOYH B MOYEBOM
My3bIpe W TMOYCYHBIX JIOXaHKAaX, KOTOPOE SBISICTCS CIICACTBHEM OaKTepHUabHOMN
nHpekn. OOpa30BaHUI0 KaMHEH CITIOCOOCTBYIOT TaKKe M30BITOYHOE BBIJICIICHUE
noHoB Ca’’ TIpH THIIepapaTHpPeoHI03e, OCTEONOpo3e W HEOOBIYaiHO BHICOKOS
cojepKaHue Ca®* B mmme. Kpome Toro, kaMHH, COCTOAIINE W3 OKCAJIaTa KaabIThs,
MAaTOTHOMOHUYHBI JIJIsl OKCallypuu (HACJIEICTBEHHOE HapylIeHHe MeTaboin3ma
TIIMIWHA, TTPA KOTOPOM MPAKTUYECKU BECh CHHTE3UPOBAHHBIN TIIMIIMH OKUCISETCS
4yepe3 TIMOKCHIIOBYIO KUCIIOTY JIO IABENEBOW KHCIOTHI). Y OOJBHBIX MOJArpon
BCTPEUYAIOTCS KAMHH, COCTOSIIIIE B OCHOBHOM M3 Mo4eBoi KUCI0ThI (CsH4N4O3),
pexe — U3 ee aMMOHMEBOW WJIM HATPUEBOM COJIM. ODTU KaMHU Ha3bIBAKOTCA
MOYCKHCIBIMA WM ypaTHbIMHU. OTJOXEHHEe [HUCTUHA (IIMCTUHOBBIE KaMHH)
HaOmromaeTcst 'y OONBHBIX IMCTUHYpHEW. M3ydeHmesTHonormdecknx (pakTopos,
OTIpeJIeIICHNE XUMHUYECKOT0 COCTaBa MOYEBBIX KaMHEH WMEIOT BaXKHOE 3HAUCHUE

JUTSL PO IIIAKTUKY | JICYSHHUS TOYeYHOKaMEHHOW OO0JIe3HH.
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T'naBa 10
BUOXNMMUSA MOJOKA

Pa3zButue MOJOYHOH >Keie3bl MPOUCXOIUT B TNEpUOJ OEpEMEHHOCTH, HO
muddepeHnranus TKaHU, >KAPOBBIE OTIIOKEHHS, HM3MEHEHUsS COCIMHUTEILHOU
TKaHU MPOJI0JDKAIOTCSA B TEUEHUU BCell )KM3HHU *eHIMHbI. Hanbonee BbIpakeHHbIE
aHATOMHYECKHE M (PU3UOJIOrHYECKHe U3MEHEHHs poucxoast B 18-20 ner u 3arem

B TIepro]1 0EpeMEHHOCTH U JIAKTaIlHH.

JlakTanusi — CIOXHBIH OHOXMMMUYECKHI NpOLECcC, MPOTEKAIOIUN IpU
YY4aCTHHM BCEro MAaTE€pPHMHCKOIO OpraHu3Ma, B TEYEHHE KOTOPOrO, IPOUCXOISAT
3HAYUTEIbHbIE U3MEHEHUS B OOMEHE BELIECTB U B (DYHKIIMOHAIBHOM COCTOSHHU

BCCX OpPTraHOB U CUCTCM.

JlakTauuoHHY0  (QYHKIWIO  ompeneisieT  psl  B3aUMOCBSI3aHHBIX

MMpOLCCCOB:

¢ MaMMOI'€HE3 — pa3BUTHUC XKCJIC3bI,
® JIAKTOI'€HE3 — HavyaJI0 CCKPCIUN MOJIOKA ITOCJIE POIOB,
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e JIAKTOIN0I3 — NOJAEPKAHUE CEKPELIMH MOJIOKA.

Perynsnus nakramuu ocyuiecTBiIsieTcs pedIeKTOPHO Yepe3 PeLenTOpPHbIH
anrmapar, 3aJ0KEHHBIH B KOXKE€ COCKOB U OKOJIOCOCKOBOW OpeoJibl. VIMITyJIbChl Uy T
B IHHC, orryma B rumoramamyc u rHmopu3, TAE BBIIAETSETCA IPOIAKTHH,
YCUIMBAIOIIUI CHUHTE3 MOJIOKA U CEKPELHMI0O €ro B MOJOYHBIE IPOTOKH.
OnHOBpPEMEHHO BBIPA0ATHIBACTCS OKCUTOLMH, CTHUMYJIHPYIOUIMH TPOJIBIKCHUE
MOJIOKa M €ro BbIBEIE€HHE. B 3TO ke BpeMsl NPOUCXOIUT CHIKEHHUE B KpPOBHU
3CTPOTre€HOB, OCOOEHHO MpOrecTepoHa. B 1e1om, B perynsuun JIakTaiuui y4acTByeT

BCA TOPMOHAJIbHAasA CUCTEMA KCHILIUHBI.

JlakTanus 3aBHCHUT OT MHOTHX (PaKTOPOB: COCTOSIHHS 3JIOPOBBSI MaTepH,
pexuma JIHs, YCIOBUM €€ TpyJa U oTAbixa. Ha nakrainuio u KaueCTBEHHBIA COCTaB
MOJIOKa OOJIBIIIOE BIUSHUE OKAa3bIBACT MUTAHUE MATEPH BO BpeMs OCPEMEHHOCTH U
B MEpUOJ KOpMIICHUS TpyAblo. [luTanme Kopwmsiied XEHIIWHBI JOJDKHO OBITh
pa3HoOOpa3HbIM, COJECpPXKaTh IMOJHOICHHBIN OENOK, JKUP, MUHEPAIbHBIC COIMU U
BUTaMUHBI. Hambonee BaXXHO TMOCTYIUIGHHWE JOCTATOYHOTO KOJHMYECTBA OeiKa,
UCIIONIL3YEMOTO JUI CHUHTE3a MOJIOYHOro Oenka, a Takke JUisi 00pa3oBaHUS

(bepMeHTOB, TOPMOHOB U UMMYHHBIX Tell.

I'pyanoe MoOIOKO, BbIpaOaThIBAEMOE MOJOYHBIMHU JKEJIE3aMH, SIBIISACTCS
Jy4IICH MUIIeH, 00eceYrBaroIieiH BCECTOPOHHEE MPABUIIBHOE Pa3BUTHE TPYAHOTO
pebenka. OHO coJIepKUT BCe HEOOXOMMbIE TUTATENbHbIE BellecTBa — Oenku (1%),
KUpHl (4%), yrneBonsl (7%), BUTaMUHBI, COJIM U MHKpodieMeHTH (1%), Bomy
(87%) B TakMx KOJHMYECTBAX M COOTHOIICHHUSAX, KOTOpBIE HauOoJee IIOJTHO
OTBEYAIOT MOTPEOHOCTSAM OBICTPO pacTyiiero opranmsma pedenka. Kpome Toro,
CBIPOE JKEHCKOE MOJIOKO COAEPXKUT (DepMEHTHI, KOTOpbIE MpH TMOMAJaHUH C
MOJIOKOM B THIIEBAPUTEIBHBIA TPaKT IOMOJHSIOT JeicTBUE (PEepMEHTOB
MUIIEBAPUTEIEHBIX COKOB peOeHka. B Hem copaepkaTcsi TOPMOHBI, KOTOPBIE
NPUHUMAIOT Y4acTHe B OOMEHHBIX MpoLeccax W, HAKOHEI, MMMYHHbIE (haKTOpHI,

UMEIOIIUE 3HAUYCHUE JIJIS 3alIUTHBIX (DYHKIINI OpraHu3Ma peOcHKa.
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Mornoko marepu 0cobast )KHIKOCTh, BRITIOTHSIONIAS HE TOJIBKO MUTATEIBHYTO
¢yHkuuioo, HO U 3amumaionias pebeHka oT wuHOekuuid. OHO COAEPKUT
AQHTHBHPYCHBIE W aHTHIApa3UTapHble (aKTOPBI, pAd AHTHUH(PEKITMOHHBIX
SJIEMEHTOB, a Tak)Ke aHTUTella MPOTUB BO3OyauTenell WHQEKIuH, paHee
IEPEHECEHHBIX Marepblo. [lo3ToMy, MOJIOKO nake BO BpeMsi OOJNE€3HHM MaTepu
OyzAer Jydmieid 3amMTol Uii HOBOPOXKICHHOTO, Oyiarogapsi WMMYHOTJIOOYIHHY
IgA, KOTOpBIH, B OTJINYHE OT JAPYTUX UMMYHOTJIOOYJIUHOB, BBIJIEIISETCS TOJIBKO B
MoJ10KO0. B rpynHom Monoke conepxkanne JIHK B 3,7 pas, a - PHK B 9 pa3 Gosnbiie,

YeM B KPOBH.

Bce BHJbI MOJIOKa MIJICKOIIUTAOIINX SIBIISTFOTCSL KOMIIJICKCHBIMHA
KUIOKOCTAMH, YHUKAJIbHO OTBCYAIOIIUM HOTp€6HOCTHM HUX IIOTOMCTBA. Haan/IMep,
MOJICYMTAHO, YTO JIIS TICPEBAapUBAaHUS HKCHCKOTO MOJIOKA HOBOPOXKICHHOMY
TpeOyeTcs B 3 pa3a MEHbIIE JKEIYJOYHOTO COKa, COJSTHOW KUCIOTHI U (hEPMEHTOB,

YUCM IAJIs1 ICpEeBapUBaHUsA TOI'O K€ KOJIMICCTBA KOPOBLETO MOJIOKA.

B mepsrie 2-3 mHS mOCE pOIOB B MOJIOYHOMW JKeJe3€ BBIACISETCS TycTas,
BS3Kasl, C BBICOKOM IIOTHOCTBIO KENTasl KUAKOCTH — MOJIO3MBO. MOJIO3UBO 1O
COCTaBy TIIOYTH WACHTUYHO TKAHSIM HOBOPOXKIACHHOTO W TIO3TOMY JIETKO
ycBauBaercsi. OHO COACPKUT MEHBIIE JIAKTO3bI, )KHpPa W BOJIOPACTBOPUMBIX
BUTAMHUHOB, 4Y€M 3pelioe MOJIOKO, HO Ooublie O€JKOB, >KHPOPACTBOPHUMBIX
BUTAMIHOB, MHHEPAIBHBIX BemecTs, Takux kak Na', Zn?*, Mg?. B monosuse
6enxoB 10 20%, Torgja Kak B KOPOBBEM MOJIOKE OKOJO 4%, HpUYEM OKOJIO
MIOJIOBHHBI OEJIKOB COCTaBJISIOT TIIOOYJIMHBL B MOIO3MBE BBICOKO COAEpKaHUE
CEKpPETOPHBIX HMMMYHOIJIOOYIMHOB Kjacca A, JH30L0UMa, JaKToQeppuHa,
JAaKTOMEPOKCHIa3bl,  OuduaoreHHbIXx  (GakTOpoB M APYIMX  BEIIECTB,
CTUMYJIMPYIOIIMX KOJIOHU3AIMIO KHUIIEYHUKA 3alIUTHOH MHUKPOQIOPOH, dYTO
MO3BOJISIET PACCMATPHUBAThH €TI0 HE TOJIKO KaK MPOJYKT MUTAHUS, HO M KaK CBOETrO
poma ¢axTop, OOECIeUYnBAIONINA TIEPBYIO BAKIMHAIMIO, WM, KaK TOBOPST,
«TETUTYI0» UMMYHH3ALHUIO peOCHKa B OTIMYHE OT «XOJIOJHOW» (aMmynbHOH). Porb
UMMYHOTJIOOYJTMHOB  3aKIIIOYAeTCS B TOM, YTO OHHU TIOKPBIBAIOT HE3PEIyIo
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MOBEPXHOCTh KHINEYHUKA HOBOPOXKIIEHHBIX M, TEM CaMbIM, 00pa3yrOT 3aIIUTHBIN
CIIOHM, KOTOpBIA 3alIUIACT OT OakTepHil, BHUPYCOB, IMAPA3UTOB U JPYTUX
MAaTOTEHHBIX ~ MHUKPOOpPraHW3MoB.  Tak, B  MOJIO3UBE  KOHIIEHTpAIUs
UMMYHOTJIOOyIMHA A, cocTaBisieT OKkojo 12 r/m, urto B 5 pa3 BblIe, YeM B
CBIBOPOTKE KpOBHU. B MoJ1031MBE OTMEUEH MaKCHUMaJbHbIH YPOBEHb CEKPETOPHOTO
IgA (SIgA) — 12-16 Mr/mi, co 2-3 qHS JAKTAIMH €r0 YPOBEHb OBICTPO CHUKACTCS
W K KOHIly MepBOil - Hayaiy BTopoi Hedenu coctaBiser 0,6-1 mr/mu. Takas
KoHLIeHTpauusa SIgA ynepxuBaeTcs B 3peioM MOJIOKE Ha MPOTSHKEHHH 8-9 Mec.
Momno3uBO COIEPKUT Takke (PAKTOphl pocTa OENKOBOW MPHUPOABI, HHTHOUTOPHI
TPUIICUHA, 3HAYEHUE KOTOPBIX B IPYAHOM MOJIOKE OCOOCHHO BEJIMKO B IE€PBBIE THU
rocje pojaoB, TaK Kak OHH, MO-BHIMMOMY, SBJISIOTCS KOMIIOHEHTaMM OOIeit
CHUCTEMBI, OOJIEr4aroInuii SHTEPAIBHBIA IyTh CTAaHOBJICHHS HMMMYHHTETa Y
HOBOPOXXJEHHBIX. OHHM B KadecTBE MOAYJSITOpPA CTUMYJIHUPYIOT Pa3IuYHbBIE
opraubl i crctems pederka. Comn Mg®* 06magaroT mociabIsromuM JeiCTBHEM,
AKTUBUPYET IMEPUCTAIBTHKY, OCBOOOKIAIOT KWIIEYHHK OT TEPBOPOTHOTO Kaja
(mexonust).  HoBopokaeHHble JeTH He MOTYT mHepepalbaThiBaTh OOJbIIOE
KOJINYECTBO BOJIbI, IOATOMY MOJIO3MBa BbIAEIsAETCA Mao. benku Moso3uBa Ooee
MOJTHOLICHHBI, 4YeM OeNKH 3pesoro Mojoka. VHTepecHO OTMEeTHTb, YTO TIpHU
UCKJIIOYEHUHM MOJIO3MBa W3 IMIIU IMOPOCAT, OHU IOYTH Bce 0€3 HCKIHOUEHUS
MOTUOAIOT OT MHPEKITMOHHBIX OOJIE3HEH.

Awmepukanckuii ydensld Onpu Heitnp 1992 rogy mnokasai, yTto neTw,
KOPMJICHHBIE TPYAHBIM MOJIOKOM W MOJIO3WBOM, OOJCIOT 2,5 pa3 MEHBIIE, 4eM

ACTH, HaXO AN ECA Ha HCKYCCTBCHHOM IIUTaHHH.

OcHO6HOIL cOCMag MO03UBA

JeHb JakTanun

IMoka3zarenn 3penoe
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2-3 4-5 6-7 MOJIOKO
benxu (%) 5-6 2,5-2 2,1-15 1,0-1,5
Kupst 4 4 3,5-4 305-4
VYrneBoasl 4.5 --- --- 6,5-7,5
MuHepanbHbie 0,4-0,5 --- --- 0,2-0,3
COJH
Kanopuiinocts 150-80 75-70 67,5-60 65

ITo mepe yTuxaHus JaKTallMd ¥ WHBOJIOLHMHM MOJOYHBIX XKEJe3, MOJOKO, Ha
MTOCJIEIHAX CTAIUAX JIAKTal[i¥, HAIOMUHAET MOJIO3UBO CBOMM BBICOKMM YPOBHEM
WMMYHOTJIOOYJIMHOB, KOTOpbIE 3alUINA0T ¥ OTHHMAaeMOTO OT TpyIu peOeHka, u

camy MOJIOYHYIO JK€JIe3y MaTepH.

C 4-ro mo 7-0oif JcHb JNaKTalMM B MOJOYHOW jKelie3e BhIpabaThIBaeTCs

NEpPEXOIHOE, a 3aTeM uepe3 2-4 Hellenu 3pernoe MOJIOKO.

CocraB 3pejaoro MoJioka

beaku. XXenckoe T'pyaHo€ MOJIOKO, IPEKAC BCEro, OTINYACTCA OT MOJIOKaA
APYTruxX MIIEKOMMUTAIOMIUX KOJIMYCCTBOM U Ka4Y€CTBOM Oenka. HeCMOTpr Ha TO, 4TO
OCJIKM JKEHCKOTO U KOPOBLBETO MOJIOKA MPEACTABJICHbBI OAHUMH MW TEMH IKC

AMHWHOKHUCIIOTaMH, KOJIMYECTBCHHOC COJACPKAHUEC BCEX AaAMHUHOKHUCIOT B HHX
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pa3NMuYHO. DOTH PA3UYUS  OINPENENSAIOT KadeCTBO W CTPYKTYpy O€NKOB,

CBOMCTBEHHBIX TOJBKO JaHHOMY BHIY.

B mepBele  Mecsmbl  JTaKTAllMM ~ MAaTEPUHCKOE  MOJIOKO  SIBJISIETCS
€JIMHCTBCHHBIM HMCTOYHUKOM OCIIKOB JIJIsi HOBOPOXJAeHHOr0. OHO COAepkKHT OT 1
no 1,5% oOenkoB, B kopoBbeM wux — 2,8-3,4%. bBenku >KEHCKOro MOJIOKa
MOJTHOIICHHBI, 10 COCTaBY M COOTHOIICHHIO HE3aMEHHMBIX aMHUHOKHCJIOT, OHHU
oueHb Onmm3ku K OenkaM opraHu3Ma peOeHKa W IOITOMY OYEHb XOPOIIO
ycBamBaioTca. B TeueHue mepBbiX 4,5-5 MecsleB JKU3HH TPYAHOE MOJOKO B
OCHOBHOM TIOKPBIBAET IMOTPEOHOCTh PACTYIIETO OpraHu3Ma B IUIACTUYECKOM

MarepHae.

B monoke conepkanue Oenka kosednercs ot 11,5-20,5 r/m, rimaBHBIN 1O
CBOEMY COJIep)KaHHIO OEJOK — Ka3€HMHOTeH, OH OTBETCTBEHEH 32 CBS3bIBAHHE JIBYX
BAKHBIX MHUHEPANbHBIX BemectB — noHoB Ca’* u P, W 10CTaBKe MX B OPraHH3M
HOBOPOXKJICHHBIX. B KOpoBheM MoIIOKe mpeobinanaeT kazeuH (76-86% ot obmero
Oenka). B skeHCKOM MOJIOKE OH HaxomuTcs B ¢popme P-Ka3enHa, a B KOPOBBEM - B
dopme a-kazenHa. COOTHOLICHHE albOyMHHAa M Ka3eWHa B JKEHCKOM MOJIOKE
coctaBisieT 3:2, B KopoBbeM ke — 1:4. Hapsigy ¢ xKa3emHOM »XEHCKOE MOJIOKO
COJIEPAKUT 0-JIAKTAIBOYMUHBI U JAKTIIIOOYINHBI, KOTOPbIE COCTABIAOT 14-24% ot

o01iero KonuuecTBa Oejka MOJIOKa.

Benok »xeHckoro Mosioka 0orar anbOyMHUHOM U UMMYHHBIMH TJI00YJIMHAMH.
B tewyennn nepuona nakramuu conepxanue |gA B rpyTHOM MOJIOKE NMOCTENEHHO
YMEHBIIIACTCA, HO JaXKe K KOHIY € yaaeTcs oOHapyKuTh 3TOT Oenok. B ocHoBe
3aIUTHOTO AeUCTBHs IJA JEXUT ero aHTHAJACOPOIMOHHOE CBOWCTBO, Onaromaps
KOTOpPOMY OakTepuH HE MPHUKPEIUISIOTCS K MOBEPXHOCTH SMUTEITHAIBHBIX KIETOK
CIIM3UCTON O0OJIOYKH KHWIICYHHKA, 0€3 Yero MaTOreHHOCTh COOTBETCTBYIOIIMX

BO30yAUTENEN HE peaTn3yeTcsl.

benku KeHCKOro MOJOKa OBICTPO PpAaCIUEIUIAIOTCS B YCIOBHUSIX HHU3KOH

KHCJIIOTHOCTH XKCIIYJOYHOI'0 COKa y I'PyAHBIX IICTCP'I " JICTKO YCBaMWBarOTCA. benku
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KOPOBBETO  MOJIOKA  pacUICIUIAIOTCS  MEIJIeHHee, TpeOys 3HAYMTEeNbHOTO
HaNpsDKEHUsI OPraHoB NHIIEBapeHust peOeHKa. B KOpoBbeM MOJIOKE COIEpPIKUTCS
HE TOJIBKO MHOTO O€JKa, HO U TI0 Ka4eCTBY OHO OTJIMYAETCsl OT TPYJHOTO MOJIOKA U

SBJIAETCS TOTEHIIMATBHBIM aJIJIEPIeHOM JJISl TPYIHOTO peOeHKa.

B >xeHCkOM MoOJIOKe OoJiee BBICOKME YPOBHH CBOOOJHBIX aMHHOKHCIOT H,
0COOCHHO IUCTEWHa, MHOTO TaypuHa. CollepkaHne aMUHOKHUCIIOTHI IIMCTEHHA B
JKEHCKOM MOJIOKE BBIIIIE, YeM B KOpoBbeM Moiioke. ConepkaHue TaypuHa B
JKEHCKOM MOJIOKe Taroke BhImie. OH HEOOXOAUM JUTS COCAMHCHHS COJICH JKETuu B
mporecce TMHUIIEBApeHUsl. TaypuH TakXke CIYKUT HEUporepeaaTunukoM B
HEUPOMOIYISATOpPaX U YYaCTBYET B Pa3BUTHUU LICHTPAJIbHON HEPBHOW CHUCTEMBI.
HoBopoxkeHHsie 1eTu He ClIOCOOHBI CHHTE3UPOBATh TAYpPHH, TOT/Ia KAK OPraHUu3M

B3pPOCJIbIX CUHTC3UPYCT €0 U3 METUOHHWHA U IUCTCHHA.

o-JlakranpOyMuH — BakHeHmMi OENOK TPYAHOTO MOJIOKa, KOTOPBIN
CrocoOCTByeT  00pa3oBaHWIO  TMENTHJIOB € AHTHOAKTEpUANBHBIMH U
UMMYHOPETYJIUPYIOIIUMHU CBOMCTBaMH, CTHMYJIUPYET pocT Oudumodiopsr B
kumeyHnke pedénka. [Ipu pacmernennn nakransOymuna B JKKT oGpasyrorcs
OMOaKTHBHBIC TMENTHIbI, TaKk HasbiBacMblii komiuieke HAMLET (Human Alfa-
lactalbumin Made Lethal to Tumor cells), mox nelictBuem KoToporo, IO
NOCJICIHUM JIaHHBIM HCCIIIOBATENCH, MPOMCXOAUT THOENb PAaKOBBIX KIETOK,

npudeM, 6e3 KaKoro-Imdo pa3pylIeHus: COCeTHUX CTPYKTYp OpraHu3Ma.

Jlakrodeppun - JKEJIe30CoAepKAIIUT U JKEJIE30CBSI3bIBAOIINN
TJIMKOTIPOTEHH, KOTOPBIM MOJABISIET POCT MATOTCHHBIX MHKPOOPTaHHU3MOB,
OJIOKHpPYS Kele30 B cocTaBe OaKTepHaIbHBIX KJIETOK. KOHIIeBOW aMUHOTEITH/T
nakTopeppuHa — JAKTOQEppUIIMH 00J1a/1aeT CaMOCTOSATEIBHON OaKTEPHIINTHON
aKTUBHOCTBIO.  [lOCKOJBKY  JIaKTOQEeppHH  YCTOWYMB K  BO3ICHUCTBHUIO
MUIIECBAPUTEIILHBIX (EPMEHTOB, OCHOBHAs 4YacTh TIOJIy4aeMOr0 C TPYIHBIM
MOJIOKOM  JakTopepprHAa  COXpaHACTCA BO  BpEeMs  MPOXOXKJICHUSA IO

NUILEBAPUTEIILHOMY TPAKTY peOEHKa.
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JIuzorum, Kak ¥ JJakToepprH, OTHOCUTCS K OelikaM, 00JIaJaroIuM MPsSMOM
aHTUOAKTEpUAIBHONH aKTUBHOCTHIO. JIM30IIMM — aHTHUMUKPOOHBIN TENTH],

KOTOPBIH pacIIeIuIsIeT MENTHIOTIINKAHbI B KIIETOYHOM CTEHKE OaKTEpHH.

Kupbl. CopepkaHue >XHPOB B 3pElIOM JKEHCKOM MOJIOKE HICaIbHO
HOJIXOAUT peOEHKY U YAOBJIETBOPSET €ro (pusnonornyeckue norpedHocTu. XKupbl
KEHCKOTO MOJIOKA TMpPEJCTABISAIOT CO00OM TOHKYI0 OMYJIbCHIO — MEJKO
pa3apoOiIeHHbIe B3BEUIAHHBIE B BOJIC YAaCTHIIbI, JIETKO MOIJAIOIINECS BO3ICHCTBUIO
MUIIEBAPUTEIEHBIX COKOB. Ha Ka4ecTBO M KOJMYECTBO JIUIHOB MOJIOKA BIIUSET
NUTaHUE Marepu. Y TeX Marepeil, KOTopble YymoTpeOisioT MsCO, MOJIOKO Ooiee
00raro HaCHIIICHHBIMU >KUPaMH, @ MOJOKO MaTepel—BereTapuaHIeB COACPKUT

0obIIe TMMOJIMHCHACBIIICHHBIX )KUPHBIX KUCJIOT.

Copeprxanue KUpoB B MoJio3uBe 2%, B 3p€JIOM MOJIOKE MX KOHLIEHTpPALUs
moxomut g0 4,0-4,5%. buonornueckas I1€HHOCTH JKHpa, TPEXKIE BCETO,
3aKJIF0YAETCs B €r0 BRICOKOW KaJlopuiHOCTH. BMecTe ¢ sxupamu peOeHOK IMoTyqaeT
s)kupopactBopumbsie Butamunsl - A, D, K, E. Kpome Toro, ¢ Monokom B opranusm
pebEHKa mocTynaroT U Takkue OMOJOTMYECKH BasKHBIE BEIIECTBA, Kak (ochaTuabl —
JEUUTHH W BXOJSIIMKA B €ro COCTaB XOJMH, CTEPUHBI — XOJIECTEPUH, >KUPHBIC

KHCJIOTBI U Jp.

Docharuasr (10 6,1 %), cmOCOOCTBYIOT CEKpEIUH KEIYd, PaBHOMEPHON
IBaKyalllu JKUpa U3 KelyAka U 0ojiee aKTHBHOMY BCACBHIBAHHUIO JKUPA B BEPXHHX
oThenax TOHKOW KHIIKW. JIeNUTHHBI W XONWH OONajaroT JIMHOTPOIHBIM

I[GﬁCTBI/IGM, OHU IPEHATCTBYIOT HAKOIIJICHUIO KHUpPa B IICYCHU.

Koadduunent ycBoeHus upa *KEHCKOro MoJioka Ha 1-il Henmene >KuU3HU

cocranisgeT 90%, a kopoBbero — 60%.

Kenckoe MOJIOKO COACPIKUT KakKk INOJIMHCHACBIICHHBIC
JJIMHHOLICTIOYCYHBIC, TaK H B MEHBIIICH MEPE KOPOTKOLCIIOYCYHBIC XHUPHBIC
KHCJIOTHI. KOpOTKOHeHO‘{eLIHble JKUPHBIC KHUCJIOTBI I'PyAHOI'0 MOJIOKA IMOMOIaroT

co3laTh cpeny, KOTopas H30MpaTeNpbHO CTUMYJIUPYET POCT  IOJIE3HBIX
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oudumobakTepuii, a He Ipyrux OaKTepUANBHBIX IMTaMMOB. KopoBbe MOJIOKO
COJIEPXKUT KOPOTKOIIETIOYHBIE U CpEeHEIENOueuHble KUCIOTh. B cocraBe xupa
JKEHCKOTO MOJIOKa UMEFOTCS YKUPHBIE KHCIIOTHI, IS KOTOPBIX COMEpPKaT OT 4-X 10
22-X yTIEepOIHBIX aTOMOB, OHM BIUSIOT Ha coctosiHue JKKT, Tak xak Huzmme

JKUPHBIC KUCJIOTBI MOT'YT pa3JpaKarouic JIeiicTBOBaTh Ha KUIIICYHHUK.

B xwupe xeHckoro mosoka coaepxkurcs 53,5-70% HEHACHIIEHHBIX KUPHBIX
KHCJIOT, TPU 3TOM Ha JOJIO JIMHOJIEBOW KuchnoThl mnpuxomgutcs 0,5-4,4%,

nuHoneHoBok — 0-1,2%, apaxunonopoii — 0-2%.

HpOCTaFJ'IaH}II/IHBI, CHUHTC3 KOTOPBIX 3aBHCUT OT KOJHNYCCTBA JINHOJICBOH U
aanHI[OHOBOfI KHCJIOT COACpKATCA B IKCHCKOM MOJIOKE B AJOCTATOYHOM
konudectBe. OHU Y4aCTBYIOT B AKTHBAIWU NHUIICBAPCHUSA, JO3PEBAHHUHN KIICTOK
KHUIICYHHUKA, BJIMAIOT Ha BCChH 33H.IPITHLII>1 MEXaHU3M B OpraHusme

HOBOPOXKJICHHOT0. 3aMEHUTEIH IPYIHOTO MOJIOKA UX HE COZIEpIKaT.

OCO0eHHOCTH XMMHYECKOTO COCTaBa >KHpa >KEHCKOTO MOJIOKa M Halluue
Tuna3bl B MOJIOKE OMpEIENieT BBICOKYIO €ro ycBOS€MOCTb. [lo HEKOTOpBIM
JAHHBIM, TI0JI BIUSHUEM JIMIIa3, COACPKAIINXCS B )KEHCKOM MOJIOKE, OKOoJio 25%
JKHUpa paclleIusieTcsl y)Ke B JKeldyAke peOeHKa, TO €CTh elle IO MOCTYIUICHHS B
JBEHAJLATUIIEPCTHYIO U TOHKYIO KUIIKY. JIumassl xeHckoro mojioka B 20-25 pa3
aKTUBHEE JIMIa3 KOPOBbEro MoJioKa. TOJIBKO YeNOBEK M HPUMAaThl CHAOXKaroT

CBOMX JICTEHBINICH U MUTaHUEM, U CyOCTpaToM, U (hepMEHTOM.

B xeHckoM MoJlOKe 06Hapy>I<eH0 BCIICCTBO KApHUTHH, H€06XO,I[I/IMO€ JJIA
OIITUMAJIBHOI'O0 OKHCJIICHHSA JKHUPHBIX KHCJIOT M OCYIICCTBIICHUA TpaHCIOpTa

JKUPHBIX KUCJIOT U3 OHUTO30JIs1 B MUTOXOHAPHU.

OfHMM M3 MHTEPECHBIX (AKTOB SBISIETCS TO, YTO HPUPOAA KAXKAYIO
JKUPOBYIO KareJbKy (AuaMeTpoM 3-4 MHUKpPOHA) B TPYAHOM MOJIOKE yHakoBaja B
000J109Ky U3 KJIETOYHOH MeMOpaHbI, Ha THICSYEIICTHS TPEABOCXUTHB TEXHOJIOTHIO

CO3aaHus JIMIIOCOM.
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JKupel Hamboyiee M3MEHYMBBIA KOMIIOHEHT MOJIOKA. B KOHIlE TpyaHOTO
KOpPMIJICHUST (3aJlHEE MOJIOKO) MX KOJIMYECTBO B 4-5 pa3 BhIIIE, YeM B Hadale
KOpMIIeHUsT (TIepesiHee MOJIOKO). 3T0 cBoeoOpasHblii (HaKTOp HACHIMICHUS,
Oyaromapsi KOTOpoMy, peOEHOK YyBCTBYET CHITOCTh M MIPEKPAIAET COCaTh MOJIOKO.
YuuteiBas 3TOT (GakKT ClieAyeT OTMETHTbh, YTO BPEeMs JIFOOOTO KOPMJICHHUS JOJKHO

PeryIupoBaThCs CAaMUM PEOCHKOM M HE OTpaHHYMBATHCS JTAKTUPYIOMIEH MaTephio.

¥YraeBoasl. [lorpeGHOCTS B yriileBomax y J€TEH 3aBHCHUT OT BO3pacTa M OT
SHEPIeTHUYECKUX TpaT OpraHu3Ma. bBBICTPEII poCT AeTei CBs3aH ¢ OONBIINM
noTpeOIeHueM PHEPTUU JUIsl CHHTETUYECKUX IPOIECCOB, OCOOEHHO JJIsi CHHTE3a
Oocnka. Kpome Toro, jgersM CcBOHCTBeHHa OoJibliasi TOJBMXKHOCTH W,

CJIEI0BATENIBHO, 3HAYUTENBHBIN pacXxo/] TEIJIOBON YHEPIHH.

Caxap B )KEHCKOM MOJIOKE COJICPXKHTCS B KoimuecTBe 6,5-7%, npencrasiieH
oH [-makro3oi. JlakToza obGecneunBaer 40% sHepreTHMyeckuX MOTpeOHOCTEMH
pebenka. B KOpoBbeM MOJIOKE CONEPKHUTCS 0-JTAKTO3a, KOJIMYECTBO €€ paBHO 4-
4,5%. JlakT03a HE TOJBKO SIBJIICTCSI HICTOYHUKOM SHEPTUH B OpTaHU3Me, OHA TaKKe
OKa3bIBAET BIIMSHUE HA MHIIEBAPUTEIbHBIC MPOLECCH M XapakTep MHUKPOQIOpPHI
KkumeyHnka. Kpome TOro, jaKTo3a, paculenMBIINCh, HCIOJIB3YETCS Ha CHUHTE3
TaJIAKTOJIMITH/IOB, TAHTJIMO3UIOB M 1iepeOpo3unoB. [loaTomy, mosiBiIeHUE CBs3ei
MEXAy HEWpOHaMH U, TO-BHIMMOMY, TMPOIECC BOCHPUSATHA peOCHKOM
OKpY’Kalolel Cpebl HaXOMUTCS B 3aBUCHUMOCTH OT TOCTYIJICHHS B OPTaHU3M
peOeHKa TalaKTO3bl, SBISIOLICHCS HapsALy C TJIIOKO30H BTOPBIM KOMIIOHEHTOM
JTaKTO3bl. boJblas yacTe JTaKTO3bI OABEPraeTcsl PaCIICIICHUIO B TOHKOW KHIIIKE.
Opnako HeOONBIIOE KOJMYECTBO JIAKTO3BI B HEPACIIEIUVIEHHOM BHJE MOMAJacT B
TOJICTYI0 KHIIKY, TAe moj naeiictBueM Ouduaym-O0akrepuil ¢gepmeHTHpYETCS B
MOJIOYHYIO KHUCIIOTY, oOecreuyuBarollyr0 Hu3kylo pH kama, crmocoOcTBYOIIYyIO

MIOJIaBJICHUIO TTATOTEHHOM (DIIOPHI KUIIEYHUKA.

Jns 310poBOrO IpygHOTO peOeHKa, HAaXOMAIIETrocs Ha eCTECTBEHHOM
BCKapMJIMBaHUM, Haimuuue OupuaodIopsl B KUIICUHUKE HMMEET OOJbIIoe

3HadyeHue. OHa moAaBJIsIET POCT KUIIIEYHON TaJIOYKu U O6J'Ia,Z[aCT BbIPpAXXCHHbIMU
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AQHTarOHUCTHYECKMMH CBOWCTBAMH 110 OTHOIICHWIO K JPYTUM TIAaTOTEHHBIM
BOo30yauTensaM.  budupobaktepum  NpUHUMAIOT  aKTHMBHOE  y4yacTHE B
(epMEHTATUBHBIX TPOLECCaX M B CHHTE3€¢ HEKOTOPBHIX BHTAMHUHOB TpyMIel B.
CuMTaroT TakXke, YTO OHHM O0JANAIOT CIIOCOOHOCTBHIO BBIPAOATHIBATH BEIECTBA,
NOJ0OHBIE AHTUOMOTHKAM. OTH MHKPOOPTaHM3MBI, KOTOpBIE OIPEAEISIOTCS
TEPMUHOM «IPOOMOTHUKIY», OKa3bIBAIOT MOJOXHUTEIHHOE BIIHMSIHUE HA COCTOSHUE
30pOBbsI peOEHKa, ITOCKOJIBKY OHH TNPOIYLHPYIOT OPTraHMYEeCKHUEe KHUCIIOTHI,
yTHETAIOIIUe POCT YCIOBHO-NATOI€HHBIX MHKpoopraHu3smMoB. Kpome Toro,
oudunobakTepur, B TNPHUCYTCTBUU OJMIOCAXapHIOB, TMPOU3BOIAT (AKTOPHI,

MOBBIIIAIOIIUEC PETYIHUPYIOITYIO aKTUBHOCTD T-kneTok.

[Tpu BckapMIIMBaHHMU JETEH CMECSMH M3 KOPOBBETO MOJIOKAa MHKpodiopa
KUIIEYHUKA XapaKTepu3yeTcs 3HAYUTEIbHBIM pa3sHOOOpa3HeM, KOJIMYECTBO

MOJIOYHOKHUCIIBIX OaKTepHid B HEl YMEHBIIIEHO U MPEO0IIaaeT KUIISYHAs TTalovuKa.

Oxkazanoce, 4Tto I pasBUTHA OHPUIODIOPHI B KHUIIEYHUKE, BaXKHOE
3HAQUEHHE HUMEIOT W JApYyrue YIIeBOAbl — IOJMM- W OJuroammHocaxapa (f-
rajakTo3un (pykroza), oOmiee KOJIMYECTBO KOTOPHIX B JKEHCKOM MOJIOKE
cocrasisger 0,4%. B xopoBbeM MOJIOKE COAep)KaHWE MX He3HauuTenbHO, B 40 pa3
MEHbIIIE TT0 CPAaBHEHUIO C )KEHCKUM MOJIOKOM. B 5KEHCKOM MOJIOKE MPHCYTCTBYIOT

TaK)Ke B HEOOJBIIHNX KOJIMUECTBAX CBOGOILHBIG rajJakTro3a u (1)pyKT0321.

B onHON mopuuM CHEKEHHOrO TPYIAHOTO MOJOKa YyHa€rcs OIpeNeuTh
okoio 130 BumoB ommrocaxapupoB. MHOTHE W3 HUX BBIIOJHSIOT (DYHKITUIO
JIO>KHBIX PELEeNTOPOB M CHOCOOHBI MOJABIATH CBA3BIBAHHE OAKTEPHAIBHBIX WIH
BUPYCHBIX MaTON€HOB M TOKCHMHOB C KJIETKAMM KHUIIEYHOrO JHuTenus. Tak
HanpuMep, GM1 raHrino3uasl SBISIOTCS aHAJIOTaMH PELETOPOB Ul TOKCHHOB,
npoxyupyemsix V. cholerae u E. coli, a makTo-N-dykonenTaosa npegorspamaer
IEPEeHOC BHUpYyca UMMYHOJEeQHIUTA 4YeJIOBeKa. [ JTMKO3MIUPOBAHHbBIE MPOTEUHbI

(MyUMHBI) IPENATCTBYIOT (PUKCAMHN OAaKTEPUIl U BUPYCOB K KUILIEUHON CTEHKE.
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MuHepaJjibHbIE BelllecTBA. 3HAUSCHNE MUHEPAIBHBIX COJIEH /IS OpraHn3Ma
OYCHb BEJIHMKO, TaK KaK OHU HE TOJILKO YUACTBYIOT B 00pa30BaHUN KOCTHOMN
TKaHU, HO U ABJISIOTCS PETYJIsSTOpaMH BaXKHEUIITHX MIPOIECCOB OOMEHa Ha

KJIETOYHOM YPOBHE.

B 3aBHCHMOCTH OT KOJMYECTBA MHUHEPAJIbHBIX 3JIEMEHTOB, KOTOPBIC HYXHBI JJIs
JIOCTAaTOYHOTO 00eCIeUeHHs BCeX KU3HEHHO BA)KHBIX MPOIIECCOB B OPTaHU3ME,
MUHEpaJIbHBIC COJIM TMPHUHATO JCIUTh HAa MaKpO- MU MHKpPOdJeMeHThl. K
MakpodieMentam otHocstess Ca’t, P, K', Na', Mg® u mp. Ilorpe6HOCTH
opraHm3Ma B HHX BBIpaKaeTcs B TpamMmax u Oonee. K MukposmemeHTam
OTHOCSTCS C02+, Cu2+, J, Zn2+, Mn, F u ap. [TorpeOHOCTDh B HUX HCUUCISIETCS B
JIOSIX  MWJLIMTpaMMa  Wid  ramMmax. JKene3o 3aHMMaeT MPOMEXYTOYHOE

IMOJIOKCHUEC MEXKIY MAKPO- U MUKPOIJICMCHTaMU.

Copepxkanre OONBIIMHCTBA MHHEPAJbHBIX BEIECTB B TPYJHOM MOJIOKE
JKSHIIMH HE 3aBHCUT WJIM MaJl0 3aBUCHUT OT IMHUTAHUS, T.K. JaXe NPU UX TePHUINTE
cpabaTbhIBalOT KOMIIEHCATOPHBIE PEAKIIMY CHIDKAIOLINE UX BBIBEJICHHE C MOYOHl W,
B UCKJIIOYUTEIBHBIX CIIydasiX, CYIIECTBEHHO HCTOILAIOTCS PE3ePBbI UX B TKAHAX
camoit Matepu. I'pymroe Monoko ouens Gorato Ca”*. Ero coneprkanme 25-34 mr/m.
Coornomenne Ca®* x P — 2:1. Kooddurment YCBOCHHS KaJbIUSl >KEHCKOTO
MOJIOKa cocraBisieT Ooyiee 60%, a KopoBbero mMojoka — Jymnib 20%, 4To nMeeT
Ba)XHOE 3HAYCHUE IS MpoIlecca MUHEpAIM3allii KOCTHOW TKaHU. 371€Ch, HENb3s
HE OTMETHUTh CYIIECTBEHHOE BIIMSHUE BHTaMHHA [, aKTHBHOCTH KOTOPOTO B

JKCHCKOM MOJIOKE BbILIC, YEM B KOPOBbLCM.

[luak MoJlOKa BXOIUT B CTPYKTYpbl ()EPMEHTOB M YYaCTBYeT B HX
(YHKIMOHUPOBAaHUH, a TAaK)KE€ MMEET BaKHOE 3HAYCHHE JJISI POCTA U KIETOYHOTO

HMMYHHUTETA.

Bricokyto GHMONOrHYecKyl0 LIEHHOCTh uMMeeT kene30. OHO colepkurcs B
IPyIHOM MOJIOKE eHUIMH B KonuuecTte 0,2-0,8 mMr%, B KOpoBbEM MOJIOKE B 2-3

paza menbie. JXKenesonepuuuTHas aHeMHUsl y JETEH TPYAHOTO BCKapMIIMBaHHA,
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KaK MpaBujIo, He HaOmonaercs. [IpuanHol TOMyY SBISIETCS aKTHBHOE BCACBIBAHUE
JKenes3a JKeHckoro mojioka — a0 70%, torma kak kopoBsero — ao 30%, a B

3aMEHUTENSIX TPYAHOr0 MoJioka b 10%.

KobGanerra m wmemm B xenckom Moaoke 0,8-0,4 mxr% wum 0,5 mMr%
COOTBETCTBEHHO, B KOPOBbEM MOJIOKE HMX NpPUMEpPHO B 2-3 pa3a MeHblie. B
TPEXMECSYHOM BO3pacTe MOKa3zaTeslb CejleHa Jydlle Yy JeTed, BCKapMIMBAEMBbIX
UCKJTIOUUTENFHO TPYAbI0, YeM HAaXOIIINXCS Ha CMEIIAHHOM WJIM UCKYCCTBEHHOM
BCKapMIIMBaHUH. B mepBbIe MecsIbl )KU3HH, JETH TPU TPYAHOM BCKAapMIIMBAHUU
nonyyarotT B cpeaneM B cytku: 0,135 r Na*, 0,450 r K. B kopoBbeM MOJIOKe UX

6oubire — 0,350 r u 1,270 T COOTBETCTBEHHO.

XuMHn4yeckuii cocTaB U GusnvecKre CBOMCTBA JKEHCKOI0 U KOPOBbHEro

MOJIOKA
IToxa3artensn Moaoko
JKEHCKoe KOpOBbe

KuciaorHOCTh aKTUBHAS 6,7 6,8
[TnoTHOCTH 1,026 1,028
Benuunna ®UpOBBIX MIAPUKOB (MJ1) 3-5 1-10
BpEMsI CyTOY. CBEPThIBAHUS U 11-12 0,5
XapakTep crycrka TOHKHE XJIOTbsI MJIOTHBIN CTYCTOK
cyxue BerniectBa (%) 12,7 12,7
COMO-cyx oct. Mmosoka (%) 9,2 8,5
oenxu (%) 1,0-1,5 3,0-3,4
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B TOM ynciie ka3zeuH (%) 0,7 2,5
CeiBopotounsie 6enku (%) 0,8 0,7
B TOM YHCJIC aTbOyMUH 0,6-0,45 0,5
['mobynun 0,35 0,2
xup (r%) 3,5 3,5-3,7
B TOM YHCJIE

Hacpim.xup.kuciaotei( %K sxupy): 44,3 55,1-65,6
HEHAC.)KUP.KUCIOTHI(%0K KHUPY) 55,7 44,9-34.4
B TOM YHCJIC

[TonMHEHACHII.JKUP. KUCIOTHI 13,0-15,0 3,7-4,5
Moumnounsiit caxap (%) 7,0 4,5
comnu-3o1a (%) 0,2-0,3 0,7-0,8
B TOM YHCJIE

Kanbiuit (Mr%) 35-40 115-120
Dochop (Mr %) 18 - 20 100
Ortnomrenue Ca/P 2:1 1,2:1
Keneso (mMr%) 0,2 0,1
Otnorrenne K/Na 1:3(3,2) 1:2,5(3,0)
Kanopuiinocts (11) 670 660

BuraMuHLBI
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COI[ep)KaHI/Ie BUTAMHUHOB B )KCHCKOM MOJIOKC IMOYTH BCCTAa COOTBETCTBYCT
HOTpC6HOCTﬁM p66€HKa, XOTsA OHO MOXKCT MCHATBHCA B 3aBUCHUMOCTH OT IMTHUTAaHUA

MaTepH, OT BPEMEHHU I'0JIa ¥ OOIIEro COCTOSHUS 37/0POBbS KCHIIMHEI.

Butamun A. B ’KeHCKOM MOJIOKE ero KOHIIEHTpanus cocTaBisgeT 90 Mkr/m,
YTO HAMHOTO BBIIIIE, YeM B KOPOBhEM MoJIOKe. Ha BTOpOM rojty »KU3HU HEJOCTATOK
BUTaMMHA A 6oJiee pacpOCTpaHEH CPeH JIeTel, KOTOPhIX PaHO OTHSUIM OT TPy,

YEM CpE€au TCX, KOI'0 IMMPOoAO0DKAIOT €€ KOPMUTH I'PyAbIO.

Buramun D. Hepocrarox Burammua D B muine BEBI3BIBAET 3aMeEJICHHE
OTJIOKCHHA KaJIbL[Us B KOCTAX, IMOHMXCHUC CKOPOCTH BCACBIBaAHUA conen KaJabOust
u pocdopa u3 JKKT B KpoBb U TEM CaMbIM CIIOCOOCTBYET TIIYOOKHM HAPYIICHHUSIM
dochopHo-KambIeBOr0 00OMeHa B opranusme. Conepkanue ero B mosioke 0,15

MI/ I,
Buramuu E. B Monoke ero cpennee cogepkanue coctaBisieT 9 mr/a.

Buramun K Y4acCTBYCT B HponecCax CBEPTHIBAHWA KPOBU, CTUMYJIHUPYCT
KPOBCTBOPCHUC U YJIYyHUIIACT IIPOLCCCHI oOMeHa BCIICCTB. COI[Cp)KaHI/IC €ro B

MOJIO3UBC U paHHEM I'PYAHOM MOJIOKE BBIIIC, YEM B ITO3THEM MOJIOKE.

Buramunsl rpynnsl B. K sT0#t Trpynme otHocarcs 15 BUTaMHHOB.

HaunGonee BaxHBI JIsI 310POBbs UelioBeka BUTaMuHbI B, B, B3, Bg 1 By,.

Butamus B2 Y4aCTBYCT B IPOLECCAX TKAHCBOI'O JAbIXaHMU:I, CHOCOGCTByeT

pocty u npubaBneHuto B Bece. Ero konmuectBo B Monoke 30-50 Mkr/m.

Buramun Bg BechbMa HEOOXOIUM OpraHu3My, Tak Kak y4acTBYET BO BCEX
nporeccax obmeHa BemiecTB. [Ipemympekmaer 3a0oieBaHUS KOXKH, BXOJUT B
coctaB ()EPMEHTOB, PETYIUPYET ACATEIBHOCTh HEPBHOW CHUCTEMBI, CIIOCOOCTBYET
HOpPMaJIbHOMY TEUEHHI0 OepeMEeHHOCTH M poaoB, U ap. Ero conepxkanue 15

MKT/ 1.
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Buramun B;; Hemocratoxk B opranmsme ButammHa Bj, mpuBomuT K
BO3HUKHOBEHHIO TSDKENIOH 3JI0KauecTBeHHOM aHeMun. CpeqHee cofiep:KaHue ero B
mojsioke 0,1 MKr/mia, 3TO Majlo, HO €ro OMOJorHYecKas IEHHOCTh B MOJIOKE

YCUIIUBACTCA 0COOBIM (bﬂKTOpOM, YYacCTBYIOIIUM B €TI0 BCAChIBAHUHN U YCBOCHUMH.

Konnentpanus 6uoruna B Monoke cocrapinsieT — 0,8 Mkr/an, Buramuna Bj

— 65 Mkr/mi1, BuTamunaa C — 4 Mr/m.

Buramun PP, ¢onueBas kucnora u ButamuH C couepiarcsi B KEHCKOM

MOJIOKE B OOJIBIIMX KOJIMYECTBAX, YEM B MOJIOKE APYTUX MIICKOIMUTAIOIHUX.

Monoko COACPXKUT U APYru€ BUTAMHUHBI, OJHAKO HX KOJIMYECTBO HEC TakK
BeIMKO. B 1e70M BHTaMHMHHBIM COCTaB KEHCKOTO MOJIOKa YAOBJICTBOPACT
HOTpC6HOCTSIM ACTCKOro OpraHusma, Jaxe €CJIN UX KOJHUYECTBO HE BEJIMKO, TaK

KaK OHHM HaxOoJdATCA B JIETKO YCBOACMOM COCTOSTHHU.
depMeHTHI

Yacte pepMeHTOB MOMagaeT B MOJIOKO B pe3yJbTaTe CHHTE3a UX B KIETKaxX
MOJIOYHOW JKeJe3bl, a HEKOTOpble O0pa3yroTCs HENOCPEICTBEHHO B MOJIOKE
pa3IMYHBIMH  MHUKpPOOpPTaHU3MaMH. MOJOKO BCerja COAEPKUT HEKOTOpoe
KOJIMYECTBO MHKpPOOOB, KOTOphIE B TIPOIECCE CBOCH IKU3HEACATEIHHOCTH
BBIJICJIAIOT (PEPMEHTHI W JPyTUe BEIIECTBA, W3MEHSIOIIME COCTaB M CBOWCTBA

MOJIOKaA.

U3 ¢depmenToB B MoOJIOKE OOHapy)KeHbl IUMa3a, JakTasza, (ocdarasa,

penyKTasa, IepoKCcHIa3a, Karaiasa, TPUIICHH, TPUIICUHOTEH, JTU30I1M U JIp.

Jlumaza B MOJIOKO ITOIagaeT B pPE3YIbTATE CUHTE3a B MOJIOYHOM Kene3e U

KaK INPOAYKT KU3HCACATCIBHOCTH 6aKTepHﬁ MOJIOKA.

JlakTa3zy 00pa3yroT MUKPOOPTaHU3MBI (TmaBHBIM obpazom

MOJIOYHOKHUCIIBIE), OHAa pEryiIupyeT pacmaj (TUOpOJu3) JAKTO3bl MOJIOKA C
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00pa3oBaHUEM TIIFOKO3BI M TaJaKTO3bI, KOTOPbIE HEOOXOMUMBI JJIsi HOPMAaJbHOMN

JACATCIIBHOCTU IICUYCHU.

®ocdaraza yuacTByeT B KOCT€OOpa30BaHWHM, KPOBETBOPECHUH, B
JIBUTATEILHOW (PYHKIIMM MBIIII, B TOM YHCJIC W cepledHoi. [IpucyTcTByeT oHa
TOJBKO B ChIpoM MoJoke. [IocKonmbKy make mactepusanusi pa3pyliaeT €e, 3TOT

(I)aKT HCIIOJIB3YIOT IJIA BBISABJICHUA CHIPOTO MOJIOKA.

Karana3a 3amuimaer opraHu3M OT SJIOBHUTOTO JICHCTBUS MEPEKUCH
BOJIOPO/Ia, KOTOpasi oOpasyercs B mpoiecce oOMeHa BemiecTB. KonmdecTBo
KaTajla3bl B MOJIOKC HCE3HAYHUTCJIBbHO, HO IIPpU BOCHAJICHHUU MOJIOYHOM JKEJIE3BI
COJIEpP’KaHKE €€ PE3KO TMOBBIIIACTCS, YTO U MCIOIb3YETCs JIISl BBISBJICHHUS OOJBHBIX

JKHUBOTHBIX.

Penykra3za. McTrouHHKOM pemyKTa3bl MOJOKa CIYXHT MHKpoduopa. Uem
6oraue MukKpodopa MOJIOKa, TeM Ooibllle B HEM M peayKTa3bl. B Hacrosiiee
BpeMs pa3paboTaHbl TaK Ha3bIBa€MbIE PEIyKTa3HbIE MPOOBI, C TOMOIIBIO KOTOPBIX
MOKHO OIIPEAEIUTh KAadeCTBO MOJIOKA C YYETOM COAEPXKAIIEHCS B HEM

MUKPOQIIOPHI.

IMepoxcuaaza CcTUMyIMpPYeT OYEHb BaKHBIE IJISI OpPTraHM3Ma PEaKLUH
okucneHus. KonuyectBo ee B MOJIOKE HE 3aBUCHUT OT JCSTEIBHOCTH MUKPODIOPHI,
MOCKOJIBKY OHa 00pa3yeTcsi B TKAHSIX MOJIOYHOM kene3bl. [Ipu HarpeBaHU# MOJIOKA
mo 80°C mepokcujaza paspymiaercsi, 4YTO CHYXKHT HJEKHBIM TIOKa3aTelleM

TETJI0BOM 00pabOTKHM MOJIOKA.

TpuncuH, MencMHOreH YYacTBYIOT B Ipolieccax paclLIelyieHus OeNIKOB,

o0yieryaroT IIPpOUECCChI IMUICBAPCHU.

JIuzoumm — cogepxaHue ero xeHckoMm Mojoke 300 pa3 Beime, 4eM B

MoJIOKe KOpoB. Ero koHIeHTpanus B ;keHCKOM MoJioke coctasiser 0,29-0,3 /.
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3amuTHbIE (PAKTOPHI MOJIOKA

I'pynHoe MOJOKO coaepkuT OoraTblii HaOOp HMMMYHHBIX (aKTOPOB U
SBIISICTCS CBSA3YIOIIMM 3BEHOM MEXKY MAaTEPHUHCKON M MJIaJIeHUECKOW HUMMYHHBIMHU

CUCTCEMAaMU.

CyliecTBeHHOE 3HAYCHHE HMMEeT Takke (YHKIHMOHATIBHOE COCTOSIHUE
3aIUTHBIX ~ MEXaHU3MOB  TPYJHOTO  MOJIOKA,  TIO3BOJSIIOIIMX  peOeHKY
aJlalTUPOBAThCSI U BBIKUTH B «MHPE MHUKPOOOB», KyJa OH TOCTYMHUT B MOMEHT
ponoB.  EcTe [naHHBIE, YTO, B KaXKJ0M 4YalHON JOXKE TIPyAHOIO MOJOKA
conepxurcs 3 000 000 kieTok, yOMBAIOUIMX MATOTCHBI, TaK 4YTO JaXe CCIU
peOEHOK TOMyYaeT BCETO OJHY YalHYIO JIOKKY TPYAHOTO MOJIOKA B J€HH — 3TO
OYCHB IIEHHO!

Kaxk dopmupyerca HMMYHITET HOBOPOKIAEHHOT0?
DHTEPO-MOJOUHEBIH IYTH

- >

4 MATCPHHCROTY
KHIICUHWEKEA

Inkpoduiopa
KOMCH FPYAH
MaTepH

Opansnas
MHEpoduIopa
pebénka

KumeuHnk
MaTepi

KT coqepaart 60-70 %
BOEX HADIVHHRIY KAETOR
@ MATEPHHCKOM Oprasmo

Olga Shypenkn @

262


http://www.kormim-grudju.com.ua/wp-content/uploads/2015/06/immunitet-rebyonka-entero-molochnyj-put.jpg

KOHHGHTpaHI/IH HUMMYHOJIOTHYCCKHX COCTABJIAIOIINX B I'PYIHOM MOJIOKC

Cpennsist KoHIIeHTpanwusi, | 2-3 1 6 12 13-15 16-24
MT/MJT IHS | MECSII | MecsIeB | MeCsIEeB | MECsIeB | MecsIeB
Jlakrodeppun 5.8 19 1.4 1.0 11 1.2
CexkpeTopHbIi 2 1 0.5 0.8 11 1.1
UMMYyHOTIIOOyHH [gA

JIuzouum 0.09 | 0.02 0.25 0.196 0.244 0.187

[TaccuBHBI HMMMYHHUTET, KOTOPBIH pEOCHOK TMOJy4aeT OT MaTepu C
MOJIOKOM, B OCHOBHOM, 00€CIIeUnBaeTCsI UMMYHOTIIOOyImHamMu — 1isaTh Tumos (IgG,
IgM, IgD, IgE, IgA), Goprommxcsi ¢ OakTepusMU, BHpPycaMH, ajsiepreHaMu U
OpoxokamMu. Y Kakaoro cnenupuyeckas (YyHKIHS B HMMYHHOW CHCTEME.
AHTHTENIa TPYJHOTO MOJIOKAa O0ECHEeYMBAIOT TaKUM 00pa3oM CIenU(pUICCKYIO
3a0MTYy K CanpoQUTHYECKHMM M SHTEPONATOICHHBIM ODIIMPHXUSIM, MIATEIIaM,
SHTEPOBUPYCAM, KOKKOBOH uiope U Jp. 00ecreunBaroT, TAKUM 00pa3oM, 3alIuTy
OT MHKpPOOPTaHM3MOB, BBI3BIBAIOIINX TOJHOMHEIUT, THEBMOHHIO, JU3CHTEPHIO,

KaHAUJ03bl U MHOTHUEC APYTUC 0OJIe3HH.

K 3aimuTHBIM KOMIIOHEHTaM J>KEHCKOTO MOJIOKa OTHOCSTCS: Makpodar,
JU30LUM, JaKTOQEpPHH, 0-TakTaap0ymuH, Tumdorutsl (B 1 mur monosusa 0,5-10
MJIH. KJIETOK), OJIUTOCAaXapuabl, HEHTPO(MUIIBI, TPaHYJOUUTH W SMUTCITHATHHBIC
KJIETKH, UMMYHOTJIOOynuHbl kiacca G, M W A, UUTOKHHBL, HHTEpEPOHHI,
ouduaym daxrtop u p. byaydn B BHICOKOW KOHIICHTPAIIMH B MOJIO3UBE BCE OHU B
3pEJIOM MOJIOKE CHHUIKAIOTCSL.
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ConeprkaHue CEKPETOPHOTO0 MMMYHOTJI00yJIMHA Kiacca A B moiozuse 30
I/, TO3HEE B MOJIOKE €ro cojepkanue magaetr no 10 r/m. DTo o3Havaer, 4TO
KOPMJICHHBI I'PYABI0 HOBOPOXCHHBIN B TIEPBBIC YaChl )KU3HH ITOJTyYaeT OOJIBIION
3amac MaTepUHCKOro MMMYyHoryioOynmuHa A. MmMyHOrnoOynuH A B rpyaHOM
MOJIOKE O0NajaeT yCTOWYMBOCTHIO K u3MeHeHusMm pH wu  jgeiictBuro
MPOTEOJUTHYCCKIX  (PEPMEHTOB  IMHUIICBAPUTEIBHOTO TpakTa, TEM CaMbIM
obecreyrBaeT HaJCKHYI0 HMMYHOJIOTUYECKYIO 3aIUTy MOBEPXHOCTU CIU3UCTON
obomouku. IlosTomMy Haxopsmuecs Ha TPYAHOM BCKapMIIMBaHUM JICTH,
3HAYUTENBHO PEKe OOJNECIOT KUIICUYHBIME WH(EKIUAMU, JaXKe HAXOAsICh B BEChMa
HeOIaronpusITHBIX CaHUTAPHO-TUTUEHUYECKUX YCIOBUSIX. OtcyTtcTBUE
UMMYHOTJIOOYIMHA A TPHUBOJUT K HapylIeHWI0 (OPMUPOBAHHUS HOPMAIBHOMN

MUKPO(IOPHI KHIICYHUKA.

B 3pemoM MOJIOKE CONCPIKUTCS TaKkKe aHTHCTA(UIOKOKKOBBIA (hakTop,
O6€CH€‘{HBaIOHIPII>'I 3alUTy OT BHUPYJICHTHBIX IITaMMOB CTa(i)I/IJ'IOKOKKa. KpOMe
TOr0, OOHAPYXEHbI MHTEP(EPOHBI, 00aIaA0NIHe HeCeIIM(PUISCKONH aKTHBHOCTBIO

IIPOTHUB BUPYCOB.

KonmeHnrpamust au30muMa B JKEHCKOM MOJIOKE BBIIIE, 4YeM B JPYTuX
OMOJIOTMYECKUX JKUAKOCTAX. DTOT (PepMEHT HaXOJHUTCS B MATEPHHCKOM MOJIOKE B
npenenax  0,29-0,30 r/m. Jlu3omuMm  SBJISETCS  MOUIIHBIM  (haKTOPOM
HecTienn(pUIecKo 3amuTel. B TrpyaHOM MOJNOKEe OH HaxoguTcs B Oolee
ycroitunBoil ¢opme. Jluzouum crnocoOeH NOBpEXIaTh CTPYKTYPHBIE 3JEMEHTHI

OaKTepHaIbHON CTEHKH.

JlakTodeppuH, CBA3aHHBIN C Kene30M Oelok, ero coxepxkanue 2-6 r/n. OH
uMeeT 0co00e 3HaYeHHE B 00ECIICYCHUH aHTHMUKPOOHON aKTUBHOCTH YKEHCKOTO

MOJIOKaA.

LU TOKUHBI — 3TO Tpyma OMOJOTHYECKH aKTUBHBIX MENTHI0B, 00Ia1al01InuX
TOPMOHOTIOIOOHBIM ~ JICHCTBHEM, OOCCIIEUUBAIONIUX B3aUMOJICHCTBHE KIJIETOK

UMMYHHOM, KpPOBETBODHOM, HEPBHOM W HHAOKpUHHOW cucrem. Kak mnpasuio,
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perynsTopHas (QYHKIHS IIUTOKHHOB OCYIIECTBIISIETCSI B MECTaX NMPOHUKHOBEHUS
WM KOHLEHTPUPOBAHUS IIATOTEHHBIX areéHTOB U CBOJUTCA K BOBJICYEHUIO KIIETOK
Onmu3JIekKaIUX TKAaHEH U KPOBHU B MPOIIECC HUBEIMPOBAHUS Ty>KEPOIHBIX BEIIECTB,
TeM caMbIM, oOecreurBasi UMMYHHBIE W BOCHAJIUTENbHBIE peakuuu. B 1erom
KOHIIEHTpalusl [IUTOKWHOB B MOJIOKE Pa3HbIX XEHIIUH IIUPOKO BapbHUPYIOT, 4YTO
OCJIOXKHSIET OIEHKY WX POJIM B Pa3BUTHH UMMYHHOH cHUCTeMbl peO&Hka. Tem He
MEHee, OUEBUIHO, YTO MOTPEO]IEHUE IIUTOKUHOB 4epe3 IPyIHOE MOJIOKO MMEET

BJIMSAHUEC HA CO3PCBAHUEC U PA3SBUTUC NMMYHHBIX KJICTOK Y MJIAACHIICB.

KommnemeHT (cuctemMa KOMIUIEMEHTA) — Ipymia OeKOB CHIBOPOTKH KPOBHU
JKUBOTHBIX M YEJIOBEKA, MPEACTABISIOMUX COOOW YacTh MMMYHHOH CHCTEMBI
opranusMa. [Ipu momamaHuM B OpPraHW3M OaKTEpPHid WM BHUPYCOB, HEKOTOPBIX
TOKCHHOB WJIM BO3HUKHOBEHHUU COOCTBEHHBIX HM3MEHEHHBIX KJIETOK MPOUCXOAUT
aKTUBAIMs KOMIUIEMEHTa, B  pe3yJbTaTe Yero, TOKCHHBI W  BUPYCHI
HEUTpalu3yloTcsd, a KIETKU-MHUILIEHH pa3pylaroTcsa. B JKEHCKOM  MOJIoKe
BBISIBJICHO MPUCYTCTBUE BCEX KOMIIOHEHTOB KoMmiuieMeHTa. Conepxanue C3
KOMITOHEHTa KOMIUIEMEHTa B MoJio3uBe coctaBisier 0,33 1/n, B mepexoaHoM

mouoke 0,22 1/m, a B 3peniom monoke — 0,16 1/1.

Monouutel/Makpodarn BauSIOT Ha (QyHKIu0 T-KI€TOK — MilajeHIa
IIOCPEJICTBOM  BBIZICJICHUS MAapKepOB aKTHBALMM, MPOSBISIIOT (aroluTapHyro
AKTUBHOCTh W CEKPETUPYIOT HMMMYHOperyisitopHsie (akropel. Kpome Toro,
Makpodaru conepkaT MOTJOMIEHHBIE MMMYHOTIIOOYnMHBI SIQA, KOTOpBIE OHHU
MOTYT BBICBOOOKATh JJIsl B3AUMOJICHCTBUS C OaKTEPUSIMH B KUIIICYHHKE.

Heitrpodunsl rpyanoro monoka. O BIMSHUM HEUTPODUIOB TPYIAHOTO
MOJIOKA Ha Pa3BUTHE UMMYHHOH CHCTEMBI A€Teil U3BECTHO Majio, HO OOJIBIIMHCTBO
uccienoBaTesiell IpeanoJiaraloT, YTO MX OCHOBHOE 3HAa4Y€HHE 3aKJovaercs B
3aIUTe OpraHu3Ma MaTepH, IIOCKOJIbKY aKTUBHOCTH HEUTPO(HIIOB CHIXKACTCS TIPU
MOMalaHul B MOJIOKO.

Jlumporutel. BoABIIMHCTBO JIMMQPOLUTOB IPyIHOrO MoOJIoka — 3T0 T-
TUMGOIMTH  (pa3BUBAIOIIMECS B THMYCE), OOCCIICUMBAIOT pAaclo3HABAaHUE U
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YHUUYTOXKEHHE KIIETOK, HECYIIUX YY)KEPOJHbIE aHTUTEHBI, YCUJIMBAIOT JCWCTBUE
MoHouuToB. IIpennonaraercs, 4To akTUBUPOBAHHbIE T-KJIETKH U3 MAaTEPUHCKOTO
MOJIOKa KOMIICHCHPYIOT (YHKIIMHM HE3penblXx T-KIETOK y HOBOPOKICHHBIX U
CHOCOOCTBYIOT HMX CO3pPEBaHHIO. JTO OOBSICHAET TO, YTO Y BCKapMIIMBAEMBIX
Ipyabl0 MJIQJICHIEB TUMYC B JIBa pa3a OoJibllle, YeM y IeTeH-MCKYCCTBEHHUKOB.
Hexkoropele uccienoBaHusl TMOKa3alid, YTO MOJ BO3JCHCTBHEM MAaTEPHUHCKOTO
MOJIOKA IPOMCXOJIAT H3MEHEHHs] B HMMYHO(DEHOTHIIMYECKUX CHUCTEMHBIX

MOoMmyJIsAIuAX HHM(bOHHTOB.

[TpucytcTByIomue B KEHCKOM MOJIOKE MHTEp(EpOHBI, IU301UM, Oupugym
(bakTOppl TMPOTHUBOJACHCTBYIOT NPOHUKHOBEHHIO MOTEHIMAJIBHBIX aJUIEPTeHOB
yepe3 Hezpenbie chausucteie 00onoukn JKKT. B mpoTuBOmonoxHOCTH 3TUM
0COOEHHOCTSIM JKEHCKOTO MOJIOKa KOPOBBE MOJIOKO M MPOAYKTHI IMPHKOpMa

JUIIEHBl KMMYHOOHOJIOTHYECKHAX (DAKTOPOB 3aIIUTHl HOBOPOIKIACHHOTO.

I'opmoHBI. B Hacrosmiee BpeMs [OKa3aHO MPUCYTCTBUE B MOJIOKE
MJIEKOIIUTAIOMMX LEJI0ro psiia TOpMOHOB. M3 rumoramsaMM4ecKMX T'OPMOHOB B
MOJIOKE HaiiIeHbl THPEOINOEprH, TOHAI0IMOepHH, coMaTocTaTuH. VX KoIn4ecTBo
B MOJIOKE MOA0OHO WM OO0JIblIE TAKOBOTO B CHIBOPOTKE KpoBU. M3 runodusapHbix
TOPMOHOB B MOJIOKE Pa3JIMUHBIX BUJIOB MJIEKOIUTAOLIMX HalIEHbl TOPMOH POCTa,
aJIp€HOKOPTUKOTPOIIHBI TOPMOH, IPOJAKTHH, T'OHAJOTPOIMUHBI, YEIOBEUYECKUI
XOPHUOHMYECKUIN TOHAJOTPOIMH, THPEOTPOIIHBII TOPMOH M OKCUTOLIMH. B Monoke
HalJEeHbl TaK)Xe 3CTPOreHbl, aHIPOIEeHBbI, NMPErHAaHINOJ, TUPEOUIHBIE TOPMOHBI,
WHCYJIUH, KOPTHU30JI, IPOKaJbLUTOHMH, KalbUUTOHUH. Hapsimy ¢ ropMoHamu B
MOJIOKE OOHapy’KeHbl OMOJOIMYECKH aKTUBHBIE BEIECTBA KaK MpOCTarjaHIUHBbI,
muKnyeckne HykineoTuasl (MAM® u nl' M®), sputponostus, smnuaepMaibHbII
(akTop pocra, WHCYIMHONMOAOOHBIH ¢akTop pocra. OIHAKO HEACHA cyabda
FOPMOHOB, MOCTYMNAKOLIMX € MOJOKOM B JKEIyJOYHO-KUIIEYHBI TpakT
HOBOPOX/ICHHBIX; OCTA€TCSI OTKPHITBIM BOMNPOC U O 3HAYCHHUU OOJIBIIMHCTBA
IPUCYTCTBYIOIUX B MOJIOKE TOPMOHOB [UIsl Pa3BUTHSI HOBOPOXKICHHBIX-COCYHKOB.

KomnnuecTBo TOPMOHOB B MOJIOKC 3aBUCUT OT BHUAA MJICKOIIUTAIOUICTO, OT BPCMCHU
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MOJYYEHUST MOJIOKa, OT CpOKa JIAKTallMM, OT 4YacTOThl KOPMIICHHS, OT
(U3UOTIOTHYECKOTO COCTOSHHS JIAKTUPYIOIIEH MaTepu, OT TeX WM WHBIX
MpenaparoB, MOJIYYaEMBIX €10. Y HUBOTHBIX OHO 3aBHCHT TaK)KE OT KOJIMYECTBA

COCYHKOB B IIOMECTE.

Takum 00pa3oM, MOKHO OTMETUTh, YTO I'PYIHOE MOJIOKO OYEHb CIIOKHAs
Ouosoruyeckass KHJIKOCTb, OTpaXKarollas BCe METAabOJIMUECKHe IPOIECCHI,
NPOTEKAIoIMe B OpraHuM3Me Jaktupyromeid marepu. Ilocie ponoB B paHHEM
MOCTHATAJIbHOM TIEPHOZIE COXPAHSETCS OCYIIECTBIsIeMas 4epe3 MOJOKO CBSI3b

MEXy MaTepbio 1 0OMEHHBIMH MTPOIIECCAMU B OPraHU3Me HOBOPOKICHHBIX.

XOoTs MOJOKO B HauOOJIbLICH CTENEeHH COOTBETCTBYET MOTPEOHOCTAM
pa3BHUBAIOIIETOCS OpPraHu3Ma I0 KAaYyeCTBEHHOMY M KOJIMYECTBEHHOMY COCTaBY
OCHOBHBIX THIIEBBIX MHTPAJUCHTOB U COJCPKUT MHOTOOOpa3HbIe OMOJIOTHYECKU
aKTUBHBIE W 3allUTHBIC (aKTOpBl, TEM HE MEHee, Iake Ccpeau JeTeH,
BCKapMJIMBAaEMBIX MATEPUHCKHUM MOJIOKOM, BCTPEYAIOTCS TakHe, KOTOpPbIE
HEZI0CTaTOYHO MpHOABISIOT B Macce, IVI0X0 Pa3BUBAIOTCA. B 3THX ciydasx Bpau-
HeAuaTp MPOBOAUT TaK HAa3bIBA€MbIM pacyeT MUTaHMSA, TO €CTh BBICUUTHIBAET
nojrlydyaeMoe peOEHKOM C THINEH KOJIMYECTBO OCHOBHBIX HYTPHUEHTOB (OEIKOB,
KHUPOB, YIIEBOJIOB), CPaBHMBAIOT €ro C JODKHBIM U BHOCUT HEOOXOIUMYIO
KOPPEKIHIO B MUTAaHUE, UCXOJ U3 CPETHUX LHU(P KOIMYECTBEHHOIO COACPIKaHUS
0eNKOB, JKUpPa U YTIEBOJOB B )KEHCKOM MOJIOKE. B TO ke BpeMms, cocTaB KEHCKOTO
MOJIOKA JTOBOJIBHO BapHaOeJieH M 3aBUCHT OT psija 9K30- U SHIOTEHHBIX (PaKTOPOB.
OTo nenaeT HEOOXOAMMBIM, OCYLIECTBIISISI pacdeT NMUTaHHS peOEHKY, B pallloH
KOTOPOr0 BXOJUT >KEHCKOE MOJIOKO, B KaXJI0M KOHKPETHOM CIIy4ae MpPOBOJIUTH

aHaJIN3 3TOT'0 MOJIOKA Ha COACPKAHUEC B HEM OCHOBHBIX HYTPUCHTOB.
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T'aaBa 13.
BUOXUMUA MbIIIII
MEBIIIIBI WK MYCKYJBI (OT AaT. MUSCUlUS —  MblIiiia) — YacTh OMOPHO-
JIBUTATEJILHOTO anmnapara B COBOKYIMHOCTH C KOCTSIMM OPTaHM3Ma, CIIOCOOHas K
cokpaienuto. [lpeaHa3HayeHbl Ul BBINOJHEHHS  PA3IWYHBIX  JACHCTBUM:

BVOKCHHMA TEJa, NOAACPKAHNWA 1103bI, COKPAIICHUA T'OJIOCOBLIX CBA3O0OK, AbIXaHWUA.

MBIIIIIBI COCTOSAT M3 YIPYTOW, AIACTHYHON MbILIEYHOW TKaHU, KOTOPYIO, B CBOIO

oyepelib, NPEACTABISIOT KICTKM MMOIMUTHL _(MbBIIICYHbIC KISTKH). MBI

CIIOCOOHBI COKpalIaTbCd MOoJA BJIWAHWEM HEPBHbLIX WMNOY/IbCOB. 2!.]'[5[ MBIIIIT

XapakTEPHO YTOMIICHHE, KOTOPOE MPOSBIIECTCS IMPU HMHTCHCHBHOM paldoTe Wn

Ha 3KC.

MEIepl HO3BOJISIOT MEHATH NOJIOKEHHWE YacTeW TeJla B IIPOCTPAHCTBE.

YenmoBeK BBIIOJHSIET JIFOOBIC JABMOKCHUA — OT TAKHMX I'IQOCTCI\/’IH_II/IXg KaK MOPIaHUuc
HUIn ¥J'IbI6Ka2 J0 TOHKHUX W OHCPIUYHBIX, KAKHC MBL Ha6nfoggaeM Yy IOBCJIWMPOB WA
CIIOPTCMEHOB — 6narog!a[g$[ CIIOCOOHOCTH MBIIIEYHBIX TKAHEH COKpAIaThCA. Ot
HCHQaBHOﬁ [2360TBI MBIIIIT, COCTOAIINX K3 LQCX OCHOBHBIX T'DVYIII, 3aBUCUT HC

TOJBKO OOJBUXHOCTD opraimsma HO " (OYHKIIMOHMPOBAHUE BCEX

U3UO0JOTUYECKUX IPOLIECCOB. Pa6oroii BCEX MBIIIEYHBIX TKaHEH
OpaBISEeT HepPBHas cuctema KOoTOpas obecrieymBaeT nX CBSI3b

C TONOBHbIM U CMWUHHbIM __MO3IOM U __PEryJIUpYeT IpeoOpa3oBaHKMe XUMUYECKONW

SHEPINMN B MEXAHUYECKYHD.
XHMMUYECKHUI COCTaB MBIIIIT K0JIe0JeTCsI B 3aBUCUMOCTH OT BUIa U BO3PACTA

KHMBOTHOT'O, THUIIA W HKIIMOHAJILHOTO cocTosiHMsL M. W psifa . AKTOPOB.

OCHOBHEIE BEIMIECTBA, BXOJAIMMUE B COCTAB IMOMNCPEYHOMOJIOCATHIX M. yenioBeka u

JKMBOTHBIX, M X cojJiepkanue (B % K ChIpOM Macce) MPeJICTaBICHEI HIDKE:

[110THEIE BEIECTBA..................... 20—28

B Tom uncie:

268


https://ru.wikipedia.org/wiki/%D0%9B%D0%B0%D1%82%D0%B8%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%B2%D1%8F%D0%B7%D0%BA%D0%B0_(%D0%B0%D0%BD%D0%B0%D1%82%D0%BE%D0%BC%D0%B8%D1%8F)
https://ru.wikipedia.org/wiki/%D0%94%D1%8B%D1%85%D0%B0%D0%BD%D0%B8%D0%B5
https://ru.wikipedia.org/wiki/%D0%9C%D1%8B%D1%88%D0%B5%D1%87%D0%BD%D0%B0%D1%8F_%D1%82%D0%BA%D0%B0%D0%BD%D1%8C
https://ru.wikipedia.org/wiki/%D0%9F%D0%BE%D1%82%D0%B5%D0%BD%D1%86%D0%B8%D0%B0%D0%BB_%D0%B4%D0%B5%D0%B9%D1%81%D1%82%D0%B2%D0%B8%D1%8F
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https://ru.wikipedia.org/wiki/%D0%9D%D0%B5%D1%80%D0%B2%D0%BD%D0%B0%D1%8F_%D1%81%D0%B8%D1%81%D1%82%D0%B5%D0%BC%D0%B0
https://ru.wikipedia.org/wiki/%D0%93%D0%BE%D0%BB%D0%BE%D0%B2%D0%BD%D0%BE%D0%B9_%D0%BC%D0%BE%D0%B7%D0%B3
https://ru.wikipedia.org/wiki/%D0%A1%D0%BF%D0%B8%D0%BD%D0%BD%D0%BE%D0%B9_%D0%BC%D0%BE%D0%B7%D0%B3
https://ru.wikipedia.org/wiki/%D0%A5%D0%B8%D0%BC%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B0%D1%8F_%D1%8D%D0%BD%D0%B5%D1%80%D0%B3%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%A5%D0%B8%D0%BC%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B0%D1%8F_%D1%8D%D0%BD%D0%B5%D1%80%D0%B3%D0%B8%D1%8F
https://ru.wikipedia.org/wiki/%D0%9C%D0%B5%D1%85%D0%B0%D0%BD%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B0%D1%8F_%D1%8D%D0%BD%D0%B5%D1%80%D0%B3%D0%B8%D1%8F

XOHECTEPHIH. . oiieeeeeeeeeeannnnns 0,06—0,2

Kpearun + kpearundocdar....... 0.2—0,55
KpeaTuHUH. ... 0,003—0,005

B cpennem oxomo 75% ceipoii maccel M. cocraBisier Bojga. OCHOBHOE

KOJHWYECTBO IJIOTHBIX BEIIECTB MNPUXOAUTCA HA JOJIIO OenkoB. Pa3znnuaror Oenku

MHOGUOPHILISIPHBIE (COKPATUTEIBHBIC) — MUO3UH, KMUH U _HUX KOMILIEKC —
JKMOMUO3UH, TPOIOMUO3WH W PAJ TaK HA3bIBAEMbIX MUHOPHBIX 0OCEIKOB (au b-
AKTUHWHBI, TPOMNOHWH H . M__CapKOIIa3MaTUYECKUE — TIOOYIMHBL X

MUOT'CHBI, JAbIXAaTCJIbHbBIC IMUI'MCHTEL, B YaCTHOCTHU MI/IOI‘.HO6I/IH2 HYKJICOMIPOTECUABI U

(hepMEHTEI, VIACTBYVIOIINE B IIpoleccax odMena Berects B M. U3 np. coennnennit

BAKHCUIIIMMU _SIBJISIFOTCS OKCTPAKTHUBHBIC, TMMPUHUMAIOIMHWE YYaCTUC B oOMeHe

BEIIECTB M OCVIIECTBIEHUN COKpaTnuTeabHON MyHKIMA M.: AT®D, dochokpearnn

KapHO3MH, dH3CpUH H . OC(POJHUIINABI, HI'PAKINUC BaAXHVYIO OJIb B

00pa30BaHUM _ KJICTOYHBIX MHKPOCTPYKTYD M B OOMEHHBIX MPOIIECCaX;
0€3a30TUCTBIC BEIIECTBA: TJIUKOTCH M MPOJIYKTHI €ro pacnajia (TJIF0K03a, MOJOYHAs
KUCJIOTA U Jp.), HEHTpAILHEIE JKUPBI, XOJECTEPUH M AP.; MUHEPAJIbLHLIC BEIISCTBA
— comu K, Na, Ca, Mg. ['najkye MBIIIBI CYHNIECTBEHHO OTJIMYAIOTCA [0
XMMHYECKOMY COCTaBY OT MONEPEYHOMOJIOCATHIX (0ojiee HM3KOE coAepyKaHue

KOHTPAKTAJIBHBIX OCIKOB — aKTOMHO3MHA, MAaKPOIPIMYECKHMX COCIMHEHUN

JUTICTITUIOB U g[g)B CKEJIETHOU MBIIIIE BBIACIAIOT CYXOXKUJIbHYIO T'OJOBKY,

KOTO[!OP'I MBIIIAa HAYWHACTCA Ha KOCTHU, MBIIICYHOC 6[2IOH.IKOz COCTOANICE U3
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http://vseslova.com.ua/word/%D0%9C%D0%B8%D0%BE%D0%B7%D0%B8%D0%BD-65645
http://vseslova.com.ua/word/%D0%90%D0%BA%D1%82%D0%B8%D0%BD-2141
http://vseslova.com.ua/word/%D0%90%D0%BA%D1%82%D0%BE%D0%BC%D0%B8%D0%BE%D0%B7%D0%B8%D0%BD-2174

BOJIOKOH, M CYXOXXWJIbHBIA XBOCT, KOTOPBIM MbIIIIA 3aKaHYMBAETCS Ha JIpYroi

KOCTH.

MplI1e4HOe BOJIOKHO - CTPYKTYPHAS €IMHUIIA MBIIIIIEL. V3BECTHBI TPU THIIA
MBIIIEYHBIX BOJOKOH: Oeiible OblcTpo cokpamatouecs: (VT), NpoMexyTOYHbIE
FR) m menneHHo cokpamaronmecss (ST). BHOXMMHYECKH OHM _pa3inyarTcs
MEXaHM3MaMH _YHEPreTHUYECKOT0 00CCIeUCHHS MBIIIEYHOTO COKpalleHus. Ux
WHHEPBUPYIOT Pa3Hble MOTOHEWPOHBI, 4YeM OOYCIOBJICHBI HEOAHOBPEMEHHOCTh
BKJIIOUEHHUS B pa0OTy M pa3iMyHas CKOPOCTh COKpAIlleHUs BOJOKOH. PasHble
MBIl UIMEIOT Pa3HOE COYETAHNE THIIOB BOJOKOH.

MH].I[E'-!HHG BOJIOKHA {OTd)opMaTuposaHo: WpudT: (no
ymonyaHuio) Times New Roman, 14 nt

Cyxoxunne Nﬂcﬂnne

Kamg!aﬁ MBITIIAa COCTOUT H3 HECKOJBKHMX TbhICAY MBIIMMCYHBIX BOJOKOH,

00bEIMHAEMBIX COECIMHUTEIbHBIMUA MPOCIOMKAMU M TAaKOH Ke 000J0YKOH.

Mplia  npeAcTaBiseT  co00d  MHOTOKOMIIOHEHTHBIM  KOoMIUieke.  YToObl
pazo0parhCs B CTPOSHUHN MBI CIEIYET U3YIUTh BCE YPOBHU €€ OPraHU3AlNN H
CTPYKTYPBI, BXOJSIIHUE B €€ cocTaB (cxema 6).
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Muia

MeulleyHoe BONMOKHO

4 ¢
CapkoneMmMa Muodubprwunst
A d
Toncteie Tonkue
HUIaMeHTR unameHTH
Muo3sux I 1
AKTHH TponoHuH

TponomuosuH

Cxema 6. YPOBHH CTPYKTYPHOW OPraHU3aIUU MBIIIIIHI

CTpoeHHe MBIIIEYHOI0 BOJOKHA. MBIIIIEYHEIC BOJOKHA ITOCTPOCHEL W3
IIPOJIONBHO PACTIONOKECHHBIX MUOPUOPULL THAMETPOM OKOJI0 1 MKM, B KOTOPBIX
BHJIHBI YEPEJIVIONIMECS] TEMHBIC M CBETINIbIC JWCKU. TeMHbBIE JIMCKH 00JIAar0T
TBOMHBIM JTYIENPEIOMICHUEM U HA3BIBAKOTCS

A-(aHM30TPOIHBIMH) AUCKAMH; CBETIIbIC IUCKH, HEOOJANAONINe IBOWHBIM

JIVYenpeIoOMICHUEM, Ha3bIBAIOTCS  [-(M30TPOIHEBIMU MCKAMHU nc. 29). B

CCPEANHE JTUCKA | pacroJioKCHa IJIOTHAA JIMHUA Z2 KOTOpasd IPOHU3BIBAET BCEC

BOJIOKHO, KaK Obl _yjaepxuBas MHOMOHOPWUIUIEL B NYYKE M OJHOBPEMEHHO

VIOopsaouuBas pacmonoxkenne A- u |-muckoB Maorux Muodubpmmr.  [Iydox

MUOGUOPHILI OT OAHOW JI0 TOW Z-JIMHUW HA3BIBAETCS capkomepom. Jlucku A

HMEIOT B _cepearHe 0oJjiee CBETAVIO IMOJOCY - 30HY H, mepecekaemyro 0Ooiee

TeMHOU M-30HOW. B oynHOM Muodubpuiie Moxer conepxkarbes o 1000 - 1200

capkoMepoB. Kaxnplii capkoMep BKIOYaeT: 1) ceTh IOMNEPEUYHBIX TPYOOUEK,

OPHUCHTUPOBAHHBIX MO/ YIJIOM 90° H[ZOg!OJ’IBHOﬁ OCH BOJIOKHA W COCAUHATONMINXCA

C__HApY)KHOW TOBEPXHOCTHIO KJICTKH; 2) CapKOMIa3MaTHYCCKUN CTUKYJIYM

coctapisomui 8 - 10% o0beMa KIETKH; 3) HECKOJIbKO MUTOXOHJIPHA.

271

| OTdopmMaTupoBaHo: LLpudt: (no
yMmonyaHnuto) Times New Roman, 14 nt




| OTdopmaTnposaHo: LLpudT: (no
[ yMmonyaHnuto) Times New Roman, 14 nt

50—
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Cmpykmypa mbliiybl HA PA3HBIX YPOBHIX opecaHuzayuu. ad - mvlule4rnoe 60JI0KHO, 0

- Pacnoodicerue MUoPuUOPULIbL 8 NOKOSULCILCS MbLULLLE

MuoduOpHLIsIpHBIC CTPYKTVYDPEI OpEACTaBIAIOT c000it arperarthbl,

COCTOAIIMEC W3 MOJICHbLX WIAMEHMO8 INaMETPOM _OKoJio 14 HM U _wu3
ACHOJIOKCHHBIX MEXK HUMW MOHKUX UJAAMEHMOE8 TUAMETPOM 7 - 8 HM.

DHrIaMEHTBI _pacloJararoTcsl  TakKMM _00pa3oM, YTO TOHKHE BXOISIT CBOWMU

KOHIIAMH B IIPOMEKYTKH MEKJY TOJICTHIMU. JIMCKM | COCTOSAT TOJBKO M3 TOHKHX

WJIAMEHTOB, a JUCKU A - U3 GMIIAMEHTOB ABYX TUIOB. 30Ha H COJIEPIKUT TOJIBKO
TOJCTBIC (DMIAMEHTHI, JUHUS 7 CKPEIUIIeT TOHKHE (QMIAMEHTBI MEXKIY COOOM.
Mex1y TOJCTBIMUM TOHKAMU (hrsIaMEHTaMK PACIIONI0KEHBI TONEPEYHbIE MOCTHKHU
CIIAKW) TOJIIMHOW OKOJIO 3 HM; PACCTOSIHME MEKJY STUMHU MOCTHKaMu 40 HM.

Tomacrele duiraMeHThl cOCTOAT M3 Oeika muosuna. OO0IIas CTpykKTypa MHUO3WHA

nokasana Ha pucyHke 30. [TaoykoBuaHAasT MOJIEKYIA MHO3MHA COCTOWUT M3 JIBYX

MJICHTUYIHBIX OCHOBHBIX memei (mo 200 k/la) w deThIpex Jierkux 1enerd (mo 20

k/la), o61ast Macca Muo3uHa okos0 500 k/la. MUO3UH COCTOUT U3 THOOVIIPHOU,
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00pa3yIoIIeN ABE TOJOBKH, YaCTH, IPUCOEANHEHHON K OYEHD JUIMHHOMY CTEPIKHIO.

CrepsKeHb  MPEJACTABISCT  cOOO0M  ABYXIIEMOYCYHYIO  O-CHHMPAIHM30BAHHYIO

cyniepcnmpaib.

OTdopmaTupoBaHo: Lpudt: (no
yMmonyaHnumto) Times New Roman, 14 nT

[1oeynsApHas

Puc. 30. CxeMaTnuHo€e n300pakeHre MOJEKYIB MIO3MHA

MoJieKyJibl _MHO3MHA _OOBEIMHSIOTCS, 00pa3yst NIAMCHTBI, COCTOAIINC

npuMepHo n3 400 mago4YKOBUJHBIX MOJECKYJI, CBSI3aHHBIX T C TOM TaKHMM

00pa3oM, YTO Mapbl TOJOBOK MHO3MHOBBIX MOJEKYJ JIOXKATCS Ha paccTogHuu 14,3

HM APVI OT APYyra; OHW pacmojararorcs mno cuupaiu (puc. 31). MUO3UHOBBIE HUTH

CTBIKYIOTCS ""XBOCT K XBOCTVY".

OTtdopmaTuposaHo: LLpudT: (no
ymonyaHuio) Times New Roman, 14 nt

Y FTrrrrsi R L
iy /Aflfllllilili // .
IIIII’ FFFFrSrrs ’f’
727 27SPISEIIIIRIIL,
nwn”nﬂ 777
f;fﬂ A7

IIIIJ

Ynakxoska muo3unosvix mosekyn npu 06pazosanui moicmoz20 guiamenma

Muo3un gblnonnsem mpu 6u0102u4ecKy 6aicHble yHKUuU:
. [pu ¢duzmonornvyecknx 3HAYCHUSIX HOHHOW cWibl U pH MoJekyibl
MHO3WHA CIIOHTAHHO 00Pa3yIOT BOJIOKHO.
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. MuosuH 00JaJaeT KaTaJluTUYCCKON AKTUBHOCTBLIO, T.€. SIBISICTCS
dbepmenTom. B 1939 r. B.A. Durensrapar u M.H. JlroOuMoBa 0OHAPYXKWIH, YTO
MHO3UH CcHOCO0EH KaTanu3upoBaTh Tuaponn3 AT®D. Dra peaknus sBiseTcs
HEMOCPEJACTBCHHBIM _ UICTOYHMKOM _ CBOOOJHOW DHEPrUM, HEOOXOJUMOMN  Jijist
MBIIIIEYHOT'O COKPALIICHHMSL.

. Mm1O3MH CBSI3BIBAET IMOJMMEPHU30BAHHYIO (DOPMY aKTHHA - OCHOBHOT'O

OEIKOBOT0 KOMIIOHEHTA TOHKHX MHUO(DUOprnI. MIMEHHO 3TO B3aMMOJCHCTBHUE, KAK

6¥Q6T MMOKAa3aHO HUIKE, UT'PACT KJIFOUYCBYIO POJIb B MBIIIECYHOM COKPAIIICHUH.
Tonkue HNIAMCHTBI COCTOAT M3 A4aKTHWHA, TPOINOMHMO3MHA W TPOIIOHHMHA.

OCHOBHBIM KOMITIOHCHTOM TOHKHUX NIAaMCHTOB ABIACTCA AKMIUH -

BOJIOPACTBOPUMBINA THOOYISPHBIA OEloK ¢ MOJEeKyIspHOW maccodt 42 k/la: orta

dbopMa aktmHa o0Oo3Hauaercs Kak G-akTWH. B  MEBIIIEYHOM BOJIOKHE aKTHH

HAXOJUTCI B IOJAUMEPHU30BAHHON (opMe, KoTtopas o0003Hayaercs Kak F-akTuH.

Tonkue WJIAMEHTBI _ MBIIIIEL __00pa30BaHbI BYHUTYATBIMW  aKTHHOBBIMU

CTPYKTYPaMH, CBA3aHHBIMU MEKIY 000 HEKOBAJICHTHBIMU CBS3SIMH.
Tponomuo3un peicTaBIseT  cO0OW  MAJIOYKOOOPa3sHYI)  MOJEKYAY ¢
MOJICKYJIIpHON Maccon 70 4, COCTOSIIIYIO W3 ABYX PA3HBIX 0-CIMPAJbHBIX
NONUMNENTUAHBIX  IIeMel, 3aKPYYEHHBIX OTHOCHUTEIBHO JAPYr fApyra. Jta
CPaBHHUTEJILHO KECTKAasi MOJEKyJa PaclojaraeTcs B JKEIOOKe CIHUpalbHON

Heno4ykr F-akTWHA, €€ MPOTSHKEHHOCTL  COOTBETCTBYET 7  (G-aKTHHOBBIM

MOHOMEDPAM.
Tpernii KOMIIOHEHT TOHKHMX (puiaaMeHTOB - mpononun (TH), MOIeKyJIIpHAs
Macca KoToporo okono 76 k/la. OH npencraBiser coboi chepruuecKkyro MOJICKYIY,
COCTOSIIIYIO M3 TPEX PA3HBIX CYObEIMHHUIIL, MOJYIHBIINX HA3BAHUE B COOTBETCTBUU
C BBITOJHSIEMBIMU HKIIUSIMU: TPOIOMHUO3UHCBSI3EIBAIOIICH Tu-T
unruoupytomet (TH-1) u kanpimiicBsspimatomein (TH-C). Kaxaplii KOMOOHEHT
TOHKHUX (DHJIAMEHTOB COCIMHSETCS C JIBYMS JIPYTUMHU HEKOBAICHTHBIMH CBSI3SMHU:
B mbliiiie, r/1e Bce paccMOTPEHHBIE KOMIIOHEHTBI COOPAaHbI BMECTE B TOHKOM

HNJIAMCHTC rc. 32), TpOHNOMHUO3MH OJOKMPYET MPUCOECINHEHUE MHUO3WHOBOM

T'OJOBKH K HAXOJAMEMYCS PATOM F-aKTI/IHOBOMgMOHOMC[Zg. Kaﬂbgﬂﬁ; CBA3BIBAACH
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C TH-C; SHAYUTCIBbHO HM3MCHICT KOH(I)O[)MaIII/I}O 6em<a2 YBEJINYKWBAA CTCICHDb
BSaHMOQCﬁCTBHH MCWKIY C!6’BegI/IHI/IgaMI/I TpOonnoHWHA YU OJHOBPEMECHHO ocaa0uIsis

cBsa3b Mexay TH-1 m F-aktuHOoM. DTO OPUBOJIKUT K MEPEMENIEHUIO MOJEKVJIIbI

TPOIOMMO3HMHA I10 JKEJIOOKY TOHKOro (hmiaMeHTa. Pe3yapbTaTOM TAKOrO JBHMKEHHS

ABJACTCA OTKPBITUC MHO3SUHCBA3BIBAIOMICTO IICHTPA HA MOBEPXHOCTH dKTHUHA.

Tpon{ OtdopmaTuposano: LpudT: (no

1 || ymonuanmio) Times New Roman, 14 nt

~ /
TpornoMHOZHH

Bzaumopacnonodicerue mponomuosura, mponoHuHA U _aKmuHdad 68 MOHKOM

@lﬂaMeHme MbILULBLA KMUH-MPONOMUOZUH-MPONOHUHMUOSUHOBLIL KOMNIeKc

Xapaxkmepusyemcs KaK Cazéﬁ-A Tdasa.

MBpl111e4HOE BOJOKHO COCTOMT U3 KIETOK, OKPYXKEHHBIX 3JIEKTPOBO30YIUMON
MeMOpaHOH - capkonemmoni, KOTOpas, Kak U Jarobas Apyras MemOpaHa, MMeeT
JUIONPOTENHOBYIO MPUPOIY (TONMIMHA OUMOJEKYJISIPHOrO cos okoyio 10 HM).

CapkojgeMMa OTTrOpaKMBAECT BHYTPEHEE COACPKMMOE MBIIICYHOTO BOJOKHA OT

MEKKICTOYHON KUAKOCTU. [1oA00HO JApyrMM MeMOpaHaM, capKoJeMMa HMEET
M30UpaTeIbHYI0 TNPOHUIIAEMOCTh JJIsS Pa3IW4YHBIX BemiecTB. Yepe3 Hee He
IPOXOAAT BBICOKOMOJICKYJIAPHBIC BCHICCTBA !66J’IKI/I; noarcaxapuibl U g![g.!; HO
OpoXOoAAT I'JIOKO3d, MOJIOYHAA W NHUPOBUHOrPpAAHAA KHUCJIOTbI, KCTOHOBLIC TCJId,
AMUHOKHCIOTHI M KOPOTKNE NENTUIBL.

[TepeHoc yepe3 capkoaeMMy HOCUT aKTHUBHBIN XapakTep (OCYIIECTBISETCS C
IIOMOIIIbIO MOCPEIHUKOB), YTO MO3BOJISIET HAKAIIMBATh BHYTPU KJIETKH HEKOTOPbIE
BelleCTBA B OOJIBIIEH  KOHIICHTpAIlMM, 4YeM cHapyxku. MsOuparenpHas
IIPOHUNIAEMOCTL __ CAPKOJIEMMBI _ UTPACT 6OJIBH_I¥IO pOJib B BO3HUKHOBCHUH
BO36¥)K;!€HI/I$[ B MBIINICYHOM BOJIOKHC. CangOHeMMa MpoHUIIa€Ma JJA KaTHOHOB

KaJus, KOTOPbIE HAKAMIMBAIOTCS BHYTPH MBIIIEYHOTO BOJIOKHA. B TO ke Bpems
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OHA _COJICPUT"HOHHBIA Hacoc", BBIBOJSIINNA W3 KIETKH KATHOHBI HATPHSL.
KonrenTpanys KaTHOHOB HATpWUs B MEKKICTOYHON JKHMJIKOCTH BBIIIE, YEM

KOHIICHTpAIMA KAaTHOHOB KaJIuid BH N KICTKHW, KPOME€ TOIr'o, BO BH CHHUX

30HAaX BOJIOKHA COACPIKHUTCA 3HAYUTCIBbHOC KOJHMYCCTBO OPraHUYCCKHX AHHWOHOB.

Bce 310 MPUBOAWUT K BO3HUKHOBCHHUIO HA Ha[gg)KHOI\/’I NMOBCPXHOCTHU CAPKOJICMMBI

M30BITKA ITOJIOKUTEIBHBIX, & HAa BHYTPEHHEN - OTPUIATEIBLHBIX 3apsiaoB. Pa3HOCTH

3aps0B IPHUBOJWT K BO3HUKHOBEHHIO MEMOPAHHOIO MOTEHIHANA, KOTOPBIA B

COCTOSIHMM _TIOKOS MBIIIEYHOr0 BoJokHa paBeH 90 - 100 MB u saBasgercs

HE0OXO0IMMBIM YCIIOBUEM BOSHHUKHOBEHSI M TPOBEJICHUS] BO30YKJICHUSI.
BHyTpuKIIeTOYHAs JKHUJIKOCTh HA3bIBAETCS capkonaazmoi. B capkomnnazme

JOKAJIM30BAHbI OPraHUYCCKUEC BCIICCTBA. MMHEPAJIBHBIC  COJIM a  TaKiKe
CYOKJIETOYHBIE YACTUIIBL: SIAPA, MHTOXOHJIPUHN 1OOCOMBI HKIIUA KOTOPBIX

3aKJIFOYACTCS B PETYJIAIMU _00OMCEHA BEIICCTB B MEIIICYHOM BOJIOKHE TYTEM

BO3JICHCTBUS HA CHHTE3 CHEIM(UIESCKHX MBIIIECYHbIX OCIIKOB.

BHYTpU capkomia3Mbl HaXOAWTCS CHCTEMa MPOJONbHBIX M IMOMEPEYHBIX
TpyOoUYek, MeMOpaH, NY3bIPbKOB, HOCAIIAs HAa3BAHUECAPKONIAIMAMUYECKULL
pemukyaym (SR). Tonmmna mMem6pan SR okono 6 um. CapkomiazMaTH4ecKun
DETUKYIYM JICAUT CAPKOIIA3My Ha OTICNbHBIE OTCEKH, B KOTOPBIX MPOTEKAIOT
pasnnyHble OMoXUMUYecKue npotiecchl. [Ty3bIpbKU ¥ TPYOOUKH OTIICTAIOT KAXKAYIO
MuopuopuTy. Yepes TpyOOUKH, CBSI3aHHBIC ¢ HAPYIKHOU KIETOYHOW MEMOpaHOH,

BO3MOYKEH MPSAMON OOMEH BEIIECTBAMM MEXK]Y KIETOYHBIMHM OpPraHeJUIAMH U

MEKKJICTOUHOM KUJKOCTBIO. T[)¥60‘{KI/I MOTYT CIOYXHWTb U JJI PACTIPOCTPAHCHUA
BOJIHEBI B036¥)KQCHI/I${ oT Ha[;gmHoﬁ MCM6[23HH BOJIOKHA K BHYTPEHHHUM €TI0 30HAM.

MemOpanbl NY3BIPHLKOB, MPWIETAOIMX K MUAOGHUOPUILIAM, COJEpKAT OEJIKH,

CBA3BIBAIOIINEC KATHOHBI KAJIbITHU.

3HaueHne CAPKOIJIa3MAaTUYCCKOI'0 PECTUKYJIYMAd OYCHb BEJIMKO. OH_cBsi3aH
HEMIOCPEACTBEHHO C COKpPAIICHUEM M [gaCCJ'Ia6JIeHI/I€M MBIIIIBI, PETYJINPYA
OCBO60)K§CHI/IC KaTHMOHOB KaJbIHWs B MBIINICYHOM BOJIOKHEC. KQOMC TOro, K 94aCTu

CAPKOIIJIa3MaTHUYCCKOTO CTUKYJYMA TPUKPCTICHBI nOOCOMBI, Ha3HAYECHHUEM

KOTOPBIX ABJACTCA CHUHTE3 0eakoB. B Toii wactu PETUKYJIyMa, I'/I€ HET [ZI/I6OCOM;
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CUHTE3UPYETCS PsJI_HEe0OXOJUMBIX MBIIICYHOMY BOJOKHY BEIICCTB: JIMIHUJIOB,
KJIMKOIEHA.

OIHUM W3 BOKHEWIUX CTPYKTYPHBIX KOMIIOHCHTOB MBIIICYHOTO BOJIOKHA
SBJISIIOTCS.  MUTOXOHJIPMH. YHWCIIO MHUTOXOHJAPUN B MBINICYHOM BOJOKHE OYCHBb
BEJIMKO, M PACIIOIAralOTCs OHM [ENOYKAMU BI0JIb MUOGUOPHILI, TECHO MPUJIEras K
MeMOpaHaM PETUKYIyMa.

Kak ¥ y BCIKOM KIETKH (OrOBOPHMCS, YTO NPHUMEHEHHE YTOr0 TEPMMHA K

MbBINICYHOMY BOJIOKHY HC COBCEM KOPPEKTHO MbBIIICYHOI'O BOJOKHA €CTh AJpa.

KOTOPLIE PACIIOJIAraroTCsd 1101 Ca[ZKOHeMMOﬁ. }IQQOOTQCHCHO OT CAapKOIlJIa3Mbl
ABYMS MGMGQEIHaMI/Ig OZIHY U3 KOTOPLIX !BHzTQCHHIOIO! MOXXHO HAa3BaThb ng[gHOﬁ; a

BTOpas (HapykHas) sBIsiercs OOOJIOYKON sapa, nepexonduieid B MeMOpaH

peTukyiayma. [IpocTpaHCTBO MEXAY ATUMM JIBYMS MeMOpaHaMy cooOmaercs ¢

KaHaJIblIaMHM CAPKOILIIA3MATHYCCKOI'O eTuKyayMa. BH U apa HaXOAUTCS

SJIPBIIIKO W xpoMaTHH. B cocraB  xpomaruHa Bxoqut JIHK, Oenku wu
nuskomounekyasipabie PHK. B JIHK 3akonupoBana nHGOpMAIHS O CTPYKTYPE BCEX
0EJIKOB, CHHTE3UPYEMBIX B MBIIIICYHOM BOJOKHE.

B _MBIIIEYHOM BOJIOKHE €CTh M _JIN30COMbI, B KOTOPBIX JOKAJIM30BAHbI
TUAPOJIMTUYECCKUE (DEepMEHTBI, pacHIeIUIsonue OCeIKU, JIUIUAbL U IMOTHCAXAPU/IBL.
IIpu ovyeHb WHTEHCHBHOW MBIIIEYHON paboTe MPOUCXOJUT HapylleHHEe MeMOpaH

an30coM  (Jinb0 VBEJIMYEHHE MX IPOHULAEMOCTH) M B CAPKOILUIA3MY BBIXOIST

CPMCHTEI ACIICIUISIONINE JOKAJM30BAHHBIE B HEW OuomoauMmepsl. Ho 310

ABJICHHUEC - HC ZII/IC(I)gHKllI/Iﬂ
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B. MexaMuam COKpauleHMA MbILLEYHbIX BONOKOH

MexaHHU3M MBIIIEYHOIO COKpalIeHUu st

PaccmoTpum K e (Y1 CBOJATCA OpEaACTaBJIICHUA [0) MEXAHU3ME

IIOIICPEMCHHOTO _COKpAIlleHWs] W _pacciiabieHus Mblii. B Hacrosinee Bpems

[IPUHITO CUNTATh, YTO OMOXMMHYECKHI ITMKJI MBIIIEYHOIO COKPAIIEHHS COCTOUT

u3 5 craguii (puc. 20.8):
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1) MHMO3HMHOBAs _ «TOJOBKa»  MOXKET  ruapoan3oBatb ATP no AAD u

H3PO, (P)), HO He obecnieunBaeT 0cBOOOKICHNS MPOAYKTOB ruaponmsa. [losromy

g!aHHBIfI ITPOMECC HOCHUT CKOPEEC CTGXI/IOMGT[QI/I‘leCKI/II‘/’I2 qeM KaTaHHTH‘IeCKHfI;

xapakrep (cMm. puc. 20.8, a);

2) conepxarnast AP u H3;PO, MHO3MHOBAs «TOJIOBKA» MOXKET CBOOOJHO

BpalaTbCsd HOJ OOJBINMM VIJIOM M (OPH JIOCTHXKECHUM HVKHOTO ITOJOXKEHUSA)

cBs3bIBaThes ¢ F-aktrHOM, 00pasys ¢ ochio GuOpHLIbL yroa okoso 90° (cM. puc.
22.8,0);
3) oT0 B3ammojelicTBUe obecneunBaeT BbicBoOoxkaeHne AAP u H;PO, u3

AKTHH-MHO3MHOBOI0 KOMILIEKCA. AKTOMHO3MHOBASL CBSI3b HMMECT HAWMEHBIIYIO

SHEPIUI0 IIPU BeIWYrHE yria 45° modToMy M3MEHSIETCS YVIOJIMMO3MHA C OCBIO

noOpuiabt ¢ 90° Ha 45° (mpUMEPHO) U OPOUCXOIUT IIPOABIKEHHE akTUHa (Ha 10—

15 aM) B HampaBieHUH 1eHTpa capkomepa (cM. puc. 20.8, B);

4) HoBasg mosiekysia ATD cBIA3BIBACTCA C KOMIUIEKCOM MHUO3UH—F-akTuH (CM.

puc. 20.8, r):

| OTdopmaTupoBaHo: LLpudT: (no
yMonuanuio) Times New Roman, 14 nt

9000084

Puc. 20.8. bruoxuMHyeCcKuii MUK MBIIIEYHOro cokparicHausa. OObsiCHEHUE B

TEKCTC.

5) xoMmruiekc MUO3MH-AT® oOsagaer HU3KAM CPOJICTBOM K aKTUHY, H

IIOATOMY I[IPOMCXOJUT OTHeJeHrne MHUO3MHOBOU (AT®) «rosoBkm» or F-akTuHAa.
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Hocnennsas craauss U ecTh COOCTBEHHO pacciaalbicHKe, KOTOPOe OTYETIHMBO
3aBUCHT OT CBSI3bIBaHMSI ATP ¢ aKTUH-MHUO3UMHOBELIM KOMILIEKCOM (cM. puc. 20.8,
11). 3aTeM LMK BO30OHOBIISIETCSL.

Peryasinusi cokpanieHusi 1 _pacciaadjaenus Ml CokpalieHue JI0bIX
MBIIIIL [OPOUCXOJUT MO 00MIEMY MEXaHWU3My, ONHMCAHHOMY paHee. MblllIeYHbIe
BOJIOKHA PAa3HBIX _OpPraHOB MOTYT 00JaJIaTh Pa3JIUYHBIMU _MOJICKYJISPHBIMU
MEXaHM3MaMH PEryJIsiUi COKPAIICHNS U paccyiabJIeHus], OJTHAKO BCET1a KIrYeBas
PEryISITOPHAS. POJb NPUHAIICKUAT NOHAM Ca%. YcranoBueno, 4ro Muohu6pHLIEL
00J12/1a10T _ CIOCOOHOCTBIO B3aMMOJICHCTBOBAaTh ¢ ATP M cOKpaliatbCs B €ro

OpUCYTCTBUU JINIITb npu HaJIW4Ynuun B cpeac
OHQG;!GJ’IGHHBIXKOHQGHTQaQMH MOHOB KaJibUWA . Hawnbomabiias

2+
COKPATUTECIbHAA aKTUBHOCTb Ha6J'IIO§!aeTC$I IIpyY KOHUEHTPaunnmoHoB Ca“ 0ko0110

107°-10° M. IIpy noHmKeHHH KoHUeHTpaumn 10 10~ M iy Hipke MbIIIeUHbIe

BOJIOKHA TEPSIFOT CIMOCOOHOCTh K YKOPOUYCHWIO M PAa3BUTHI) HAMPSIKCHHS B
IpUCYTCTBUU AT®.

I[lo __coBpeMEHHBIM __ OPEACTABICHUSIM B__ TIOKOSIIEWCS _ MBIIIILIE B

MHUODUOPHILIAX " MEXOUOPUIAIPHOM

OPOCTPAHCTBE) KOHLUEHTPALMA NOHOB C32:+ NOAACPIKUBACTCS  HUIKC HO[!OFOBOfI

BEJIMYMHBI B PE3YALTATE CBSA3BIBAHUS WX CTPYKTYypaMHu (TpyOOdYKaMH U
IIy3bIpbKaMM) CapKOIIa3MaTUYECKON CETH M TaK Ha3biBaeMoW T-cucTteMol mpu
YYACTHH ___0C000T0 Ca2:+-CBﬁ3I>IBaI0;;;ero 6enka, TMONYYMBIIETO  HAa3BAaHUE
KaJIbCEKBECTPUHA, BXOJISIIETO B COCTaB ATHX CTPYKTYD.

CassbiBanye MoHoB Ca®* pa3BeTBIEHHON CeThI0  TPYOOYeK ¥ IMCTEPH

CapKOIJIa3MaTHYECKOW CETH HE SIBIsIETCS MPOCTOW aacopbumeit. 910 aKTHBHBIN

(hU3HOJIOTNYECKHI  IIPOIIECC, KOTOPBIA  OCVIIIECTBIISIETCSI 34 CYET DHEPIUH,

0cBOOOKAarOIIEHCS npu pacmemiennn AT® Ca?-

3aBucumor AT®a3oi capkomnazmarudeckoir cetn . [lpu »TOoM HaOmromaercs
2
BecbMa  cBoeoOpasHas  KapTHUHA:  CKOPOCTh _ BBIKAYMBAaHUS MOHOB C <3

MeKOUOPUILIIPHOIO MPOCTPAHCTBA CTUMYIIHUPYETCS STUMU KE MOHamK. B 1ienom
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TAKOW MEXAHU3M MOAYYWJ HA3BAHUE «KATbIHAEBAS MOMIA» M0 AHAJIOTUHU C XOPOIIIO
M3BECTHBIM B (hM3MOJOTHH HATPUEBBIM HAaCOCOM.

Bo3MOXHOCTh NIPeObIBAHKS JKMBOW MBIIIILI B paccaabICHHOM COCTOSTHUU
IpY_ HAJIMYUU B HEH JI0OCTATOYHO BBICOKOWKOHLEHTpaumu ATO oObscHseTcs

CHM)XCHUEM B PEIYIbTATEC JICUCTBUS KaJIbIIMEBOM

IIOMIIBI KOHLLEHTPaLNK nonosCa?* B cpejie, okpyskaromeil MUOGUOPHILIBI, HUKE

TOro npeacia, apu KOTOpOM CIIIC BO3MOKHBI IIPOABJICHHEC

AT®da3H0#1 aKTUBHOCTU U COKPATHMOCTh aKTO-MHUO3MHOBBIX CTPYKTYP BOJIOKHA.

BricTpoe cokpallieHre MBIIICYHOIO BOJOKHA IIPU €r0 Pa3ApayKCHUN OT HepBa (WK

DJICKTPUYECKUM _ TOKOM)  SIBJISICTCSL  PE3VJILTATOM _ BHE3AITHOI'O N3MCHCHUA

IIPOHMIIAEMOCTH MeMOpaH ¥ _KaK CJEJICTBME BbIXOJAa M3 LKCTEPH K _TPYOOUeK

o 2+
CApPKOIMJIa3MAaTUYCCKOU CETU U T-cucremsbl HEKOTOPOr'0 KOJHMYCCTBA MOHOB Ca::B
CapKOIJIa3My.

Kak OTMCYAJIOCh, KYYBCTBUTCIBbHOCTEL» AKTOMHO3MHOBOM CUCTEMBI

K NOHaMm C3.2:+ T.C. IIOTEPS. aKTOMUO3MHOMCIIOCOOHOCTH acuiernaath AT u

COKPAIIAThes B 1pucyTcTBUn ATD IpH CHIDKEHHUH KOHLEHTpaumm noHos Ca?t 10

_7 o
QZMI 06¥CJ'IOBJ'IGH3. NPUCYTCTBUCM B KOHTPAKTHUIBHOM CHUCTEME (HA HMTAX F-

aKTU-HA) 6e/Ika TPOIIOHKMHA, CBSI3AHHOTO ¢ TPOINOMUO3MHOM. B  TpomoHUWH-

2+
TPONOMHO-3UHOBOM KOMILIEKCE MOHbI Ca“" CBSI3BIBAIOTCSI MMEHHO C TPOMMOHWHOM.

B monekyne OIIOHWHA IIPHU 3TOM IMPOUCXOAAT KOHMOPMAIIMOHHBIC HW3MCHCHUA
KOTOPBIC, ITO-BHAMMOM OPpUBOAAT K CJIABUI BCECTO TPONMOHUH-TPOIIOMMUO3H-

HOBOI'O _ CTEP)KHS M JAEOJOKHPOBKE aKTUBHbIX  LIEHTPOBAKTUHA, CIIOCOOHBIX

B3aMMOJICHCTBOBATh ¢ MMO3MHOM ¢ 00PA30BAHUEM COKPATUTEIBHOIO KOMILICKCA U
aKTUBHON Mgzi-ATCDa%I.

B npoJBHXKEHUM aKTMHOBBIX HUTEH BJIOJb MHUO3WHOBBIX, MO JaHHBIM J.
XaKciid, BaXXHYIO DOJIb HMIPAIOT BPEMEHHO 3aMbIKAIOIIMECS MEXAY HUTIMU
MOMEePEYHbIE MOCTHUKH, KOTOPBIE SBISIOTCS TOJOBKAMM» MHO3MHOBBIX MOJEKYJI.

WTtak, yeMm 0oJjblllee YHMCIIO MOCTHKOB MPUKPEIICHO B JAHHBIA MOMEHT K aKTH-

HOBBIM HUTAM, TEM 0OJIBIIIE CUJIa MBIIIIEYHOTO COKpAIlICHUA.
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Hakonen, ecan BO30yKJeHHE MPEKPAIAETCs, COACPKAHHE MOHOB Ca2:+§
CApKOIIJIa3Me CHWKACTCSA (KalbllMeBasl IIOMOA), TO IMKIbl _IPUKPEIICHUE—
OCBOOOXK/ICHUE TPEKPALIAIOTCS, T.C. «TOJOBKM» MHUO3WHOBBIX HHUTECH MEPECTAOT
INPUKPETIATECA K AKTUHOBBIM HUTAM. B IMPUCYTCTBUU ATO MBbIIIIAa [ZaCCJIa6JI}ICTC}I
u ee JINHA OCTHTaeT HCXOIHOM. Ecmun MpEeKpaIaeTcst
noctyruieHne AT® (aHOKCHUS, OTPaB/ieHNe IbIXaTeIbHBIMU SAaMU WIH CMEPTh), TO
MbIIIIA MNEPEXOJAUT B COCTOAHUC OKOYCHCHUS. IToutu BCe MONCPCYHbIC MOCTUKH
TOJCTBIX (MHUO3UHOBBIX) HUTEH NPHUCOECAMHEHBI IPHU 3TOM K TOHKHM aKTHHOBBIM

HUTAM, CJICACTBHEM YETO U ABJIACTCS IMOJHAA HCIIOABHMYKHOCTH MbBIIIIIHI.
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MLl COKpANIeHuii. B 3aBUCUMOCTH OT YCIIOBUH, B KOTOPBIX OIPOUCXOIUT

COKpalICHUE, PAa3InvarOT JiBa €ro THUIIA - U3OMOHUYUECKOEe U U30MEemPUUECKOoe.

)4l

30TOHMYCCKHUM HA3bIBACTCA TAKOC€ COKPAIICHUC MBbIIIIIbI

IIPpU__KOTOPOM €€
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BOJIOKHA _YKOPAYMBAKOTCS, HO HaOpshKEHHE OcTaeTcs npekHUM. I[Ipumepom

ABJIACTCA YKOPOYCHHUC 0e3 HarpysKu. I/I3OMGT[ZI/I‘IGCKI/IM Ha3bIBACTCA TaKOC
COKpalICHUE, NPHU KOTOPOM MBIIIIA YKOPAYNUBATECA HE MOKET (Korjga €€ KOHIBI

HENOJIBMYKHO 3aKpeIlieHbl). B 9TOM ciyyae JIMHA MBIIIEYHBIX BOJOKOH OCTAETCS

HEU3MEHHOMW, HO HAIPSDKEHUE MX PacTeT (HOAhEM HEIOCHILHOTO 3a).

EcTecTBeHHBIE COKPAIICHUS] MBIIIIL B OPraHU3Me HUKOTJIa He ObIBAIOT YHCTO
M30TOHUYECKUMU WIIA U30METPUYECKUMHU.

OauHoYHOE COKpallleHHe. Paznpaxxenue MBIIIIIBI WA

MHHEPBUPVIOIIEr0 €€ JBUraTeIbHOT0 HEPBAa OJIMHOYHBIM CTUMYVIIOM BBI3bIBAET

OJIMHOYHOE COKpalllecHHE MbBIIILL. B HeM pa3anyaroT JBe OCHOBHBIC (ha3bl: (a3
COKpali€Husd Hn a3 acciabnennst.  CokpallleHHe  MBIIIEYHOr0  BOJIOKHA

Ha4YMWHACTCA YK€ BO BPEMA BOCXO, et BeTBU I1JI. JITUTEIbHOCTh COKPAIIICHHS B

KQKIOM  TOYKE  MBIIIEYHOTO  BOJOKHA B JECATKHM  Pa3  MOPEBBINIACT
nponospkutenbHocTh 1IJ1. TloaTtoMy Hactynaer MmoMeHT, koraa I1JI npoiien BIoap

BCCI'0 BOJIOKHA W 3aKOHYMJICSA, BOJHA XC€ COKpAIICHUA OXBaTuJia BCC BOJOKHO H

OHO OPpOoaO0JIKACT OBITh KOPOYCHHBIM. 910 COOTBECTCTBYET MOMCHT

MAaKCUMAJbHOI'O YKOPOYCHUS WJIW HAMMPAKCHUSA MBIIICYHOT'O BOJOKHA.

CokpalllcHHE _ Ka)JIOr0 __ OTJACIBHOI'0 MBIIIEYHOTIO BOJOKHA _1IpU

OJIMHOYHBIX COKPAIIEHUAX IMOAYMHSIETCS 3aKOHY "gce unu Huye2o". DTO 03HAYAET,

4TO COKpAIICHUEC, BOSHUKAIOMICC KAK MPH MMOPOTroBOM, TAK U IIPHU CBEPXITIOPOTOBOM

a3JIpaXCHUN, HMMCCT MAKCHUMAJIBbHYIO AaMIIJIWT . Bemmuunpa ke OJMHOYHOIO

COKpAIICHUs] BCEW MBIIIIIBI 3aBUCHT OT CHJBL paszapaxkeHns. [lpu moporoBom

pasapaXXCHUM COKpAIICHUE €€ €JBd 3aMCTHO, C VYBCIMYCHHMCM JKC CHJIbI

pa3JIpaKEHKsl OHO HApacTaeT, NOKa HE JOCTUTHET M3BECTHOM BBICOTHI, MOCJIE YETO

YK€ OCTaeTcs HEM3MEHHOHN (MaKCHMMallbHOE COKpalieHue). 9T0 OObSICHSIETCS TEM,
YTO BO30YIMMOCTh OT/ICJAbHBIX MBIIICYHBIX BOJOKOH HEOIMHAKOBA, W IOITOMY

TOJIBKO YaCTh MX BO30VXKIAeTcsd IpU caaboM paszapaxkeHuu. [Ipy MakcuMalpHOM

COKpAIlICHUHW OHU BO36¥)K;!€HBI BCC. CKO[!OCTB MMPOBCACHUA BOJIHBI COKPAIICHUA
MBIIIBI COBNAAACT CO CKOPOCTHIO PACHPOCTPAHCHUA Hz! B g!BgrnaBoﬁ MBIIIIIC

mieya oHa paBHa 3,5-5,0 mM/cek.
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F.Hag!mle MbIHIbI @!HK!!I/II/I TJTAIKUX MBIIIIL B PA3HBIX OpraHax.
FJ’I&QK&H MYCKYJAaTypa B _OPraHM3MC HAXOJUTCA BO BHYTPCHHUX

opraHax, cocyaax, Koyke. [J1agKkpie  MBIIIBI _ CIIOCOOHBI _ OCYIIECTBIATE

OTHOCUTEIbHO MCJICHHBIC IBUKCHUA U JIUTCIbHBIC TOHUYCCKUEC COKPAIICHNWA.

OTHOCUTEIBHO MEJJICHHBIC, YaCTO PUTMHYECKHE COKPAIICHHS TIaJKUX

MBI CTEHOK MOJbIX OPraHOB (OKEJYJKAa, KHUIIOK, MPOTOKOB IMUIIECBAPUTEAbHBIX

JKeJie3, MOYETOYHHMKOB, MOYEBOTO  ITY3bIPS, JKEAYHOIO TY3bIpS W T.JI.)

00ecIeunBaT TNEPEMCIICHUEC COJICPIKUMOTO. QJ'II/ITCHLHBIG TOHUYECCKUEC
COKpAIICHUA TJTaJKUX MBbIIIIT 0CO0EHHO PE3KO BLIPAXKCHDBI B CSIZI/IHKTG[ZEIX IOJBIX

OPradoB, X COKPAIICHUEC MPCIATCTBYET BBIXO, COACPIKMUMOTIO.

B _coCTOSIHMM TIOCTOSSHHOT'O TOHHUYECKOTO COKpAlICHUA HAXOAATCA
TAKOKE TJaJAKUMC MBINIBI CTCHOK KPOBCHOCHBLIX COCYJOB, 0CO0EHHO a[)TC[)I/Iﬁ n
ApTEPUOJIL. TOH‘Y_C MBIIICYHOT'O CJIOSA CTECHOK a[)TG[)I/Iﬁ PEryJIUMPYET BCJIUYUHY HX
IIPpOCBETa M TEM CAMbIM _YPOBCHL KPOBAHOT'O JABJICHUA U KQOBOCHa6)KCHI/I$I

oprafoB. ToHyc m BUTATCJIbHAaA HKIIWA  TJaJKUX MBI CrVJIMPYETCA
nMIyJjJbCaMM HNOCTYHNAOIMMMHKU 110 BETCTATHMBHBIM _HCPBaM T'YMOPAJbHBIMHA
BIMAHUAMMA.

DuU3n0J0rHIeCKHE 0CODEHHOCTH TJIAAKHX Mbl. BaxxHpIM

CBOMCTBOM _ TJIAJIKOM _ MBIIIIBI _ SIBIETCS _ee  OoJblias njaiacmu4nocntb, 1.C.
CIIOCOOHOCTD COXPAHATHL HNPUAAHHYIO PACTAIKCHUCM JJIHUHY 0e3  M3MEHEHUs
HapAXCHUA. CkenerHast MBbIIIIIIA, HaO60[ZOT2 Cpa3y YKOPAYMBACTCA IOCJIC CHATUA
I'py3a. Fnag!Kaﬂ MbIIIIa OCTACTCA [gaCTHHz!OfI JO0 TEX I10p, ITOKA 1OoJ BJIUAHUEM
KaKOro-J1r00 pasApAXKCHUA HC BO3SHHUKACT €€ AKTHBHOI'O COKPAIIICHWA. CBOWCTBO
[JIACTUYHOCTH MMEET 0OJIBIIIOE 3HAYECHHE JJL HO[!M&HLHOP'I ACATCIBHOCTHU ITOJIBIX
OpPIaHOB - 6nar0gga[g${ EMYy JIaBJCHUEC BHYTPHU IOJOI0 OpraHa OTHOCUTCJIbHO MaAJIO
HU3MCHACTCA ITPU QaBHOI\/II CTCIICHHU €TI0 HAITIOJITHCHMA.

C C€CTBYIOT a3JIMYHBIC THOBL _TJIAAKUX MBI, B cTeHkax
OOJIBIITMHCTBA TOJIBIX OpPTraHOB HAXOJATCS MBINICYHBIC BOJIOKHA gJ’IHHOﬁ 50-200
MKM U JUaMETPOM 4-8 MKM, KOTOPBIC OYUYCHb TCCHO IMPUMBIKAIOT APYT K APYTY, U

IIOTOMY IIpHU PACCMOTPECHHN HUX B MHUKPOCKOII CO3AACTCA BICYATICHUE, YTO OHHU
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MOPMOJOTHYCCKH COCTABJIAKOT OJHO ej0e. DIEKTPOHHO-MUKPOCKOIIMYECKOE
HUCCICAOBAHUC IIOKA3bIBACT, OJHAKO, YTO OHHW OTACJICHBI I OT Ta

MEXKJIETOYHBIMA IIEJISIMHU, IMUPUHA KOTOPBIX MOXeT ObITh paBHa 600-1500

anarcrpeM. HecMOTpsl Ha 3TO, I'IaJKas MBIIIIA KITMOHUPYET KaK OJJHO IICJIOC.
D10 BBIpaxkaercs B__ToM, 4rto [l U MCAJCHHBLIC BOJIHBI CIIOJApHU3aIIun

OCCIPENsITCTBEHHO PACHPOCTPAHSIOTCS ¢ OAHOI0 BOJOKHA Ha 0o¢€.

B HCKOTOPLIX TJIAAKWX MBIIIAX, HAIIPUMEP, B L;CCHI/I‘IHOI}'I MBIIIIIC
I'J1a3a, WJIW MBIIIIax Qaggx{Hoﬁ O6OJ'IO‘-IKI/I2 BOJIOKHA PACOJIOKCHBI PA3JAC/IbHO, U
KaXXa0€ HMECT CBOIO HWHHEPBAIIMIO. YV OOJBIIMHCTBA K€ TJTaJKUX MBI
ABUTATCJILHBIC HCPBHLIC BOJIOKHA PACHOJOKCHBI TOJbBKO Ha HEeOOJBIIOM YHCTIe

BOJIOKOH.

HOTCHQI/I&H IIOKOd  T'JIAAKOMBIINCYHbBIX BOJIOKOH, OGH&Q&IOEI/IX

aBTOMATHEN, 0OHAPYKMBAET ITOCTOSHHBIE HeOoJbIIME KoJieOaHus. BennunHa ero

IIPU__ BHYTPUKJIETOYHOM oTBeneHnn paBHa 30-70 wB. [loTeHnman mokos
[JIaJIKOMBIIIECYHBIX BOJOKOH, HE 001aJIAI0NINX aBTOMATUEH, cTabueH U paBeH 60-
70 MB. B 000MX ciy4asx ero BeJIMYMHA MEHBIIC NOTEHIMANad MOKOS CKEJICTHOM
MBIIIIILI. ITO CBS3aHO C TEM, YTO MEeMOpaHa TIaJIKOMBIIICYHBIX BOJOKOH B MOKOE
XapaKTePU3YETCsl OTHOCHTEILHO BBICOKOW IMPOHMIIAEMOCTBIO JiIsi HMOHOB Na.
TloTeHnuyanel ASHCTBUSA B TIIAJKUX MBIIIIAX TAaKKE HECKOIbKO HIDKE, YeM B

cKeneTHBIX. [IpeBbllieHre Ha/l MOTEHIMAI0OM TOKOs - He Ooblie 10-20 MmB.

HMonHbI MexaHu3M BO3HMKHOBeHHWsI [I[JI B TJIaJKMX MBbIIIIAX

HECKOJIbKO _OTJIMYAETCS OT MMEIOIIErocsi B CKEJICTHBIX. Y CTaHOBJICHO, YTO

pEeréucparuBHad ACTOJAPU3AIIUA MCM6[23HH; JexKaiiad B OCHOBC IIOTCHIIHMAJIa
g!el‘/'ICTBI/ISI B pAAC TJAJAKKWX MBI, CBA3aHd C TOBBINICHUEM HNPOHUIACMOCTHU

MeMOpaHsbl 1 noHoB Ca++, a He Na+.

Muorum T'JTaJKUM MBIIIIam CBOMCTBEHHA CIIOHTAHHAsA, aBTOMAaTHU4YCCKai

aKTUBHOCTE. JIIsi  Hee XapaKTEPHO MEJUIEHHOE CHIDKEHHME MeMOpaHHOro

OOTCHIIMAJIa  ITOKOsA KOTOpOC  1Ipu OCTHMIKCHHUHM  OIIPCACIICHHOI'O OBHA

CONPOBOKAACTCA BOSHUKHOBEHUEM Hz I .
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IIpoBeneHne BO30V:KI€HHS MO IJAAJK0il Mbline. B HEpBHBIX U
CKEJICTHBIX MbIIICYHBIX BOJIOKHAX BO30YXKICHHE PACHPOCTPAHSETCS MOCPEJICTBOM
JIOKAJIbHBIX AJEKTPUYECKUX TOKOB, BO3HUKAKOMIMX MEKIY ACHOJSIPU30BAHHBIM U
COCEJIHUMU MOKOSIIIMMHCS YYACTKAMU KJIETOYHON MEeMOpaHbl. DTOT ke MEXaHU3M
CBOMCTBEHEH M IIaAKMM MbImmaM. OQHAKO, B OTJIIMYKE OT TOTO, YTO MMEET MECTO
B_CKEJETHBIX MBIIIIAX, B [JAJIKUX NOTEHIMAJ JeMCTBUS, BOSHUKAOIIUN B OJTHOM
BOJIOKHE, MOYKET PACIPOCTPAHATLCS Ha coceHUE BOJOKHA. OOYCIIOBIACHO 3TO TEM,
9T0 B MeMOpaHe TIIaJKOMBIIIEYHbBIX KIETOK B 00JACTH KOHTAaKTOB C COCEIHUMHU
HMMEIOTCS YYACTKU OTHOCHUTENIbHO MAJIOr0 CONPOTHBACHHUS, YEPE3 KOTOPbIE NETIU

TOK4, BO3ZHHUKIIMWE B OJHOM BOJOKHEC, JETKO IICPEXOAAT Ha COCCAHMC, BLI3bIBAi

ACTIOJIAPU3ANI0 UX MCM6[28.H. B »TOoM oTHOIIEHUH rJajKas MbIIIa CXOoJHa C
cepaeuynor. OTIMumne 3aKIIF0YAeTCs TOJLKO B TOM, YTO B CEPJIIE OT OAHOW KIETKHU
B036_Y_)Kg!aeTC$I BCA MBIIINA, 4 B TJaAKWX MBIIIIAx HQ; BO3HUKIIINA B OJIHOM
YYacTKe, PaCpOCTpaHsIeTcsd OT HEro JUIlh Ha ONPEJIEIeHHOE PACCTOSTHUE, KOTOPOE

3aBUCHUT OT CHUJIBI IPUITOKCHHOTI'O CTUMYIJIA.

asa C €CTBEHHAsi 0COOEHHOCTh IJIAJIKUX MBI 3aKJII0YaeTCs B

TOM, YTO pacnpocrpanstomnmiics [1/] BO3HUKAeT B HU3 TOJbKO B TOM ClIy4yae, eClid
MPUJIQKECHHBIA CTHMYJ BO30YXKIA€T OJHOBPEMEHHO HEKOTOPOE MHUHUMAIBHOE
YHUCJIO MBIIICYHBIX KJIETOK. JTa "KpuTHyeckas 30Ha" mMeeT auamerp okono 100

MKM, uTO0 cootBercTtByeT 20-30 mapamnelnpHo JexanmM  KierkaM. CKOopoCThb

POBEJICHUS] BO3OYIK/ICHS B PA3IUYHBIX IIaJIKMX MBIIIIAX COCTABISET OT 2 Jio 15
CM/CEK. T.€. 3HAYNTEIbLHO MCHBIIIC, YeM B CKCIETHON MBIIIILIE,

Tak ke, KaKk ¥ B CKEJIETHOW MyCKyJaType, B TIaJIKOW MOTEHIIMAbI
IEACTBHUS MMEIOT IYCKOBOE 3HAYCHHWE JIIs Havalla COKPATUTENBHOTO MpoIlecca.

CBs3b_ MEXJIy BO30OVKICHHMEM M COKDAIIEHWEM 3JIeCh TAKXKE OCVYIIECTBISICTCS C

IOOMOIIIBIO Cat+t. Og!HaKO B I'IAIKOMBIIICYHBIX BOJOKHAaX C&[!KOHJ’I&?;M&TI/I'—ICCKI/Iﬁ

PETUKYIIIOM  IIJIOXO  BBIPAXKCH, IMOSTOMY BCAVIIIVIO POJJb B MCXAHHU3ME

BO3HUKHOBCHUA COKPAIICHUA OTBOAAT TCM HOHAM Ca++; KOTOPbLIC NPOHUKAIOT

BH b MBIIIIEYHOT'O BOJIOKHA BO BpeMs redepanmu [1]1.
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[Ipy GOABIION CWI€ OJAMHOYHOTO PA3IPAKCHUS MOXKET BO3HHUKHYTH
COKpAIIIeHUE TJIAJKON MBIIIIIbBL. JIATeHTHBIN NEPHOJI COKPAIICHHS €€ 3HAYUTENIbHO

Ooxpire, yeM ckeneTHoOW, gocturas 0.25-1 cek. [IpomoIDKUTEILHOCTL CAMOTO

COKpallleHUs] TOoxe BeJauka - 0 1 MuHyThl. OCOOEHHO MEAIeHHO MpOTeKaeT
pacciabJeHHe Tociie COKpalieHus. BosiHa cOKpallleHus pacnpocTpaHseTcs 110

[IAIKOM MYCKVIATYPE C TOH K€ CKOPOCTBIO, YTO W BOIHA BO30VkmeHusa (2-15

cM/cek). Ho 53Ta MENICEHHOCTh COKPATUTSABLHOM aKTHBHOCTH COYETAETCS C

OOJIBIION CHUIOW COKpAIIIEHUS MIaJIKON MBIMIIILL. Tak, MyCKYJIaTypa KenyaKa OTUIL
CIOCOOHAsI MOAHUMATD 2 KT Ha | KB.MM. CBOETO MONEPEYHOT0 CEYCHHUS.
BenencTBre Me/UIGHHOCTH COKpPAIIEHUS] TAaJIKasi MBIIIA JaKe MPH

pPEIKUX PUTMHYECKHMX pasapaxkeHusx (10-12 B MMH) JIETKO TIEPEXOJINT B

JUINTEJIBbHOE  COCTOSIHME  CTOMKOIO COKpAIllEHHs, HAIIOMMHAIOIIEE TETaHYC

CKCJICTHBIX MBIIIIII. Og!HaKO OHEPIECTUYCCKUEC PACXOJbI IMPU TAaKOM COKpAICHUN

OYCHb HU3KMH.

CriocoOHOCTh K _aBTOMATHH TJaJAKNX MBI NPUCYINA WX MBIIICYHBIM
BOJIOKHAM H CryJUPYCTCA HCEPBHLIMU _JJICMCHTAMM, KOTOPHLIC HAXOJAATCIA B
CTCHKAX TJIdJIKO MBIICYHBIX OPraHOB. MuoreHHas NpUpoJid aBTOMATUHN JJOKA3dHa
OIIbITAMH Ha IOJOCKAaX MBIIIII] KUIIICYHOMN CTCHKH, OCBO60)KQCHHBIX OT HEPBHBIX
aeMeHToB. Ha Bce BHemHHe BOSQCIZCTBHH rjlaaxKad MbIIIAd PearupyeT

M3MCHCHUEM YaCTOThI _CIIOHTAHHOW PUTMHUKH, CICACTBUEM YEro SBJSIOTCS

COKpalICHUs HJIH acciiaOJeHMUs  MBIIIIIEL. D CKT a3IpaKCHUs _[IaJKOu

MYCKYJIATYPhl KHIIKA 3aBHCUT OT COOTHOIICHUS MEXIY YaCTOTOW CTUMYIISIIUU U
COOCTBEHHOW 4YacTOTOW CIOHTAHHOW PUTMHUKH: NPH HHU3KOM TOHYCE - DPEJIKHX

conoHTaHHbIX 11J[ - Mpua0oKEHHOE pa3apaKEHHE VCHIMBAET TOHYC, IMPHU BBICOKOM

TOHYCC B OTBCT HA PA3APAKCHNC BO3HHUKACT |2.':1CCJ'Ia6J'I€HI/IC2 TaK KaK Ype3MEPHOC
YYAIICHUEC HMMIYJIbCAIINNU MMPUBOAUT K TOMY, YTO Kamggmﬁ CHC;!XIO!!!I/If/'I HUMITYJIBC

nonagacT B (pas3 CPOPAKTCPHOCTHU OT IMPEEL €To.

PazapaxxuTenan raagkux Mbimm. OJHUM B3 BOKHBIX (M3HOIOTHYSCKU

AJCKBATHBIX [233;![!&)I(I/IT6J'IGI\/1 TJTaJKNX MBI ABJACTCA HX 6BICT|!OC 1 CUJIBHOC

PACTSAKCHUE. OHO BBI3BIBACT ACTIOJIAPU3a IO MCM6[28.HI>I MBIINICYHOI'O BOJIOKHA U
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BO3HHUKHOBEHHME pacnpocrpanstonierocs I11JI. B pe3ynbTaTe MbIIIIIA COKPALIAECTCSL.
XapakTepHOW  OCOOCHHOCTBIO  INIAJIKMX MBI SBISIETCS WX BBICOKAs

HYYBCTBUTCJIBHOCTh K HCKOTOPBIM XWUMHYCCKHUM PA3APAXKUTCIAM, B YaACTHOCTHU, K

ALCTUIIXOJIUHY, HOpaJApCHAJIWHY, AApCHAJIUHY, T'MCTaMHHY, CECPOTOHUHY,

MIpOCTarJaHguHaM. D CKTbI, BBLI3BIBACMbBIC OJHHMM H TEM JKC€ XHMHWYCCKHUM

areHTOM, B PAa3HBIX MBIIIIAX W IPHA Pa3JIUIHOM HX COCTOSHHHM MOTYT OBITh

HCOJMHAKOBEIL. TaKi AX B036¥)KgaeT TJTa KM C MBIIIITBI OOJIBIIIMHCTBA OpraHoB, HO
TOPMO3UT MBIIIIILI COCYAOB. AQQCH&HI/IH [23.CCJ'I8.6HH€T He6e[geMeHHg}0 MAaTKy, HO
COKpalaceT 6G[ZCMCHH¥IO. Ot pas3jJanynsd CBA3AHbLI € TEM, YTO YKA3dAHHBIC alrCHTHI

€arupyroT Ha MeMOpaHe ¢ pa3IuYHBIMU XUMHWYECKHUM pElenToOpaMu (XOJHUHO-
elenTopamMu, ainbha U _0era aJpeHOpEIlEenTOpaMHU WU B HUTOr¢ 110 pPasHoOM

HU3MCHAKT HMOHHVYIO IOPOHHUITAEMOCTH n MeMOpPaHHBII NOTCHITMAI

[JIaJIKOMBIINICYHBIX KJICTOK. B Tex cayyasx, Korja pa3apa)karolvid areHT
BBI3BIBACT JICMIQJIAPU3AIINI0 MEMODPAHbI, BOZHUKAET BO30YXKJCHHE, U , HA00OPOT,
CUIEPIONISIpU3aliisg MeMOpaHbl MO/ BIUSHUEM XUMHUYECKOI'O arcHTa MPUBOJUT K
TOPMOXKCHHIO aKTUBHOCTH M PACCIA0JICHHUIO IIIaJKOW MBIIIIIBL.

OKcHI 230Ta U €ro 3HAYEHH e IS MBI

Bbl, HaBepHsKa, CIBIIIAIKM O MOPOAYKTAX, KOTOpBIC, KaK CUYUTACTCS
YCUJINBAIOT BI:I[!&6OTK! OKCHJ1a a30Ta. B MOCJCAHNEC T'OJIbl TAKHME MPOAYKTHI CTAJIN
JOCTATOYHO TIOMYJAPHBI B HWHAYCTPUW TNHUIICBbLIX g06aBOK. CIII/ITEICTCSI2 4qTOo
2!06&BKI/I2 YCUJINBAIOIINE BI)I[!&6OTK¥_ OKCHMJIa a30Ta, OKA3bIBAKOT ITOJOXHWUTCIBHOC
BO3g!€ﬁCTBHC Ha Opradyv3M aTjaeTa 3a CYCT YBCJIWYCHHA NPUTOKA KPOBU K

CKCJICTHBIM MBIIIIamM

Yuennle TexacCKOro yHHBEPCUTETa cOOpalid JIAHHBIC 0 KWHETUKE MOTJIOIICHUS
AMUHOKHUCJIOT W TMPUILIM K BBIBOJAY, YTO CTaaMeil, OrpaHUYMBAIOUIEH CKOPOCThb
MNOCTYIUICHHS aMUHOKHCIIOT B MbIIICYHBIC TKAHU, SBISETCS HE MPOXOKJICHUE HX

yepe3 KIETOYHYIO MEMOpPaHy, a TPAHCHOPT 4Yepe3 KPOBb M MEKKICTOYHYIO
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KHUIKOCTD. OTCIOg!a CHACAYET, YTO VCUJICHUE TPUTOKA KPOBU K CKEJCTHLIM
MbIIIAM, B COYETAHUU € YBECJIUYCHUEM KOHUCHTPAIUWHW AMWHOKHUCIOT B
KPOBH, MOKET o0ecnneyuTh 00Jiee aAKTHBHOE NOIJIOICHUE AMHWHOKHUCJIOT
MbIIICYHbIMH KJICTKAMM. OKCI/III a30Ta §OA) CUHTE3UPYCETCA M3 aMUHOKHNCJIOTHI

l-apryuarHa B SHIOTEIWH KPOBEHOCHBIX COCYIOB IOJ BO3AecTBHEM (DepMeEHTA

cuaTasel  okcuga aszora (COA). Jlanaeli  dbepMEHT KaTaaW3UuPYeT PEAKIIUIO

IpeBpalleHusl 1-apruHrHa B OKCUJ a30Ta U MUTPYJUIHH. [{UTPYIINH MOXKET ObITh
MOBTOPHO TPEBpAIllCH B AaPTMHHUH NYTEM COEAMHEHHWs C acnapTaToM, BHOBb
cTaHOBACh _gocTtynHbiM juisi  COA. Oxcua  a30Ta  SBIAETCS  MOIIHBIM
COCYIOPACIINUPSIONINM CPEACTBOM, T.€. ee JICWCTBHE HAMPABIEHO HA pacciiablieHue

TTaJKOMBITICYHBIX KJICTOK KPOBCHOCHBIX COCYJIOB, YTO BCACT K YBCIMYCHHIO

AUnaMeETpa cocyaa U obecrieunBacT YCUJICHUE KPOBOTOKA. H[!CQCTaBBTC C6662 4To

OyJIET, €CNIM IUIOTHO CXKaTh BOJISIHOM IIJIAHT W BKJIIOYWTH BOJy. ITOTOK BOJBI Ha

OTOM acTKe yMeHbIIUTCA. Ecin 0ocaabuTh XBaTK BOJIa IOTEYEeT OBICTpEE.

[[Inanr — 310 KPOBCHOCHBLIC COCYJbI, PYKA — TJIaJIKWC MBIIIIIbI, 4 BOJAd — KPOBb
(TPaHCOOPTUPYIOIAS MUTATCIbHBIC BEIICCTBA).

Paccaabienue FTAAAKOMBINICYHBIX KJIETOK KPOBCHOCHBIX COCY/I0B
obecneynBaeT INMPOXOKICHUEC 00JbIIIEr0 KOJNYECTBA NUTATEIbHBIX BEILIECTB

(BKJIKOYASA AMHUHOKHCJIOTHI), KOTOpPbIE MOL'VT ObITh HNCIO0J530BAHbI

MbIIIIAMMH. ITomumo TOI'0, YTO OKCHJ a30Ta caM IIO cebe_siBaseTcs MOIITHbIM

COCYJOPpACHIUPAOINUM  CPEJICTBOM, OH _ TaKKE _ CTUMYJIMPYET _ BHIPaOOTKY

UKJINYCCKOI'O T'YaHO3MHMOHOMOCMara CIIc OJTHOI'O AKTHBHOI'O

COCYN0PACHIUPUTEIIA.

Panee OBLIO VCTAHOBJICHO, YTO VIPAKHEHUS YBEIWYMBAIOT BEIPA0OOTKY OKCHJA

a30Ta ¥ yCHUJIMBAIOT NPUTOK KPOBHU K COOTBETCTBYIOHIEMY YYACTKY TCJd. Tem He
MCHEC, 3HAYMMOCTHb JAaHHOI'O IIPOIECCA TOJBKO HadaJld H3YYaThb. HCKOTOQHG
HCCJICAOBATCIN CUUTAIOT, YTO YBCJIUYCHHUC MMPUTOKA KPOBU K CKCJICTHBIM MBbIIIIIAM
MOYKET OBITh OJHHMM K3 MCXAHU3MOB, 066CH€'—II/IB3.IO!!!I/IX YCUJICHUE CUHTC3d Oeaka

Iocjie TPECHUPOBKHU.
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YBennuenue KpPOBOTOKaA Ha6JIIOgaeTC$I TOJIbKO B TDCHUPYCMbIX MbIIIIAX, U TOJIBKO
B _JTHMX MbINNAX YCUJIWBACTCA CHUHTE3 oeaka. K IpuMEpy, IHpu [Za6OTC Haza

KBaJIpUIICIICAMHM IIPUTOK KPOBH OIMYIIACTCA TOJbBKO B 3TOM MECTC, 4 BOBCEC HE B

6I/IQ€HC&X 66@[23 AHaJIOTUYHBIM O6[22130M; TOJIbKO B KBAaJIPUILICTICAX YCHUJIMBACTCA
cuaTe3 Oenka. Ecam COCYJIOPACHINPAIOIEC ;!eﬁCTBHe OKCHJIa a30Ta ABJIACTCA
BAXKHBIM MCEXAHWU3MOM IS YBCJIWYCHUSA NNOCIACTPCHUPOBOYHOTO CHUHTE3a 66.]'11(3.2 TO,
BECbMad BEPOATHO, YBECJINYCHUC BLIQa6OTKI/I OKCHJa a30Ta OKaXET 6Har0H[;I/I5[THOC
geﬁCTBHe Ha BOCCTAHOBJICHUE TPEHUPYCEMBIX MI:IH_IQ!

COKQaTVITEI'IbeIe 1M ABUraTENbHbIE 6enku - 6CJ'IKI/I2 KOTOPbIC 00€ecITeunBaT
KJICTKY HWJIM OPraHu3M QBI/IFaTeJ'IbHOf/'I gggHKgHeﬁ; CIIOCOOHOCTBIO COKPAIIATHCA ,
HU3MCHATH (1)0[)M¥ U NEPEABUTATHCA.

benkamu ¢ Takoil GYHKIIMEN SBISIOTCS aKTUH 1 MUO3UH , TIPEJICTABIISIOIINE
c000i1 HUTEBUIHBIE OEIKU HKIIMOHUPVYIOIIHE B COKPATUTEILHON CHCTEME

CKENICTHOHI MBIIIIIBL, a TAKXKEC BO MHOT'UX HEMBITICYHBIX TKAHAX

( MUKpODUNAMEHTbI DYKAPUOTUYECKUX KIETOK) . JIpYIrMM IIPHUMEPOM TaKUX

OEJIKOB CIIYJKUT TYOYAMH - OQEJIOK W3 KOTOPOT'0 ITOCTPOEHBI MUKPOTPYOOUKM ,

ABIAOMIMECA BaXHBIMKU DJIEMCHTAMU PECCHUYCK M JKI'YTHUKOB, IIPHU ITOMOIIHX

KOTOPBIX KICTKHW MEPEABUTAIOTCA. AJ'II/IHHBIC KIJIICTKN HG[QBHOi/’I CHUCTEMBI ) KUBOTHBIX
TAKIKE COJICPIKAT MI/IKQOTQ¥60‘IKI/I.
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benkn Mbiwy

= OCHOBHblEe 6e/lKM aKTUH 1 MMUO3UH

= OHU CcBA3aHbl B BbICOKOOPraHM30BaHHbIN
KOMIM/IEKC — aKTOMMO3UH

= AKTUH WM MMO3UH HaMAEHbl B HEMbILLEYHbIX
KNneTkax, raoe o6ecnedynBaloT KNETOUHbIY U
BHYTPUKIIETOUHYIO NOABUXXHOCTb (aaresus,

cdarounTos, M3MeHeHMe NOBEPXHOCTM U Ap.) |

L] MySharéd

| OTdopmaTuposaHo: LpudT: (No
| ymonuaHuto) Times New Roman, 14 it

N cToYHNKH 3HEPIUH 1JIS1 MbIIIEYHOH Pa00ThI
[Mokosmiascs MBI, [MOJ00HO JPYIMM TKaHSM, JUIS TOJJICPMKAHUS
MOCTOSIHCTBA CBOET0 COCTaBa M HEMPEPLIBHOTO MPOTEKAHUS META00IMYECKHUX

mpoireccoB, Tpedyer noctossHHOoro obecrneueruss AT®. B 1o yxe BpeMs MBbIIIIa

CHJIBHO OTJIMYAETCS OT JAPYIMX TKAHEH TeM, YTO ee MOTPEOHOCTH B DHEPIUU B

dbopme ATD mpu cokpalieHWH MBIIIIEI MOYKET ITOYTH MTHOBEHHO BO3PACTATh B

200 pas3.

Conepxkanrie AT® B MBIIIIE OTHOCHUTENHHO MOCTOSHHO: oKono 0.25%
Macchl MbIMIIbL. _bosbmas  koHneHTparus AT® 0OpuBOJWAT K YTHETCHHIO
MU03uHOBOY AT®a3bl, 4TO NPEnsSTCTBYET 00PAa30BAHMIO CHACK MEKIAY MHO3MHOM
M _aKTWHOM, a CJIEIOBATEIbHO - MEIIIEYHOMY COKpameHni. C Apyrod CTOPOHBI,

koHIeHTpanus AT® He MoxeT ObITh HiKe 0,1%, IMOCKONIBKY IIPH 3TOM IIEpecTaeT

JICKCTBOBATh _ KaJbIIMEBBIK HACOC B MY3bIPbKAaX  CapKOIMJIA3MaTHYECKOTO
PETUKYJIYMa, W MBIIIIA OYJIET COKpPAIAThCsl BIIOTh JI0 TOJHOTO HMCYEPIIAHUS
3anacoB  AT® U pa3BUTUSApU2Opa - CTOUKOTO HEMPOXOISAIIEr0 COKPAIIEHHUS.
3anacoB AT® B wbpliiie Jg0cTaToyHo Ha 3 - 4 OAMHOYHBIX COKPAIICHHUS.

292



CJ'IG;!OBaTeJ'IBHO, HCOGXO;!HMO IIOCTOAHHOC M BEChbMA MHTCHCHBHOC BOCIIOJTHCHUEC

AT® - eec pecuHTEe3.

Pecunmes AT® 1ipy MBIIEYHON AEITEIHLHOCTA MOXKET OCYIIIECTBIATHCI KAK

B XOJI€ PEaKINi, WAYIIHX B aHAYPOOHBIX YCIOBHSX, TAK M 32 CUET OKHCIUTEIBHBIX
IpEeBpaIlleHU B KIETKaX, CBI3aHHBIXC MOTpeOJIeHneM KUciaopona. B ckeneTHbIX
MBIIIIIAX BBISIBJICHBI TP BHJIA aHA3POOHBIX MPOIIECCOB, B X0JI¢ KOTOPBIX BO3MOXKEH
pecunre3 AT®, u oauH adpOOHBIN.

PaccmotpuM Bce mporiecchl pecuHTe’a AT® B Mbllie U HOPAIOK HUX
BKIIFOUCHMUSI.

Kpeatunknna3znasi peakuus. [IepBbIM ¥ cambIM OBICTPBIM _TIPOILIECCOM
pecunte3a AT® sprsercs Kpearnnkunasuas peakmws. Kpearnndocdar (Kd) -
MaKpPOIPTUIECKOe BEIIECTBO (TWIaBa 5), KOTOpOe Mpu ricuepnanuu 3amnacoB ATD B
paboratomieii mplimie oraaet pochopuibHyro rpymry Ha AJ{D:

K + AAD K+ AT®

KaranusupyeT 5TOT mporecc KpeaTMHKWUHA3a, KOTOpas OTHOCHUTCS K
ochorpancdepazam (1o Ha3BaHUIO _(depMeHTa Ha3BaH _PacCMaTPHBAEMbIN
IIPOIIECC).

AT® u kpeaTuH HAXOAATCS PSIAOM M BOJU3U OT COKPATUTENHBIX DJIEMEHTOB
MBIIIEYHOr0 BoJioKHA. Kak Tonbko ypoBeHb AT® HauyMHAeT CHHXKATHCA,
HeMeJJICHHO 3amyckaercs KpeaTHHKUHA3HAs peakins, 00ecleYrBaroIias PECHHTE3

AT®D. Ckopocts  pacmemrenus K¢ B paborammieil  MBIIIIE  IPsSMO

MIPOIOPIIMOHATFHA  MHTEHCHBHOCTH __ BBINOJHSAESMOW  pabOThl U BEIMYHUHE

MBIMICYHOI'O HAIPAXKCHUA.
B TICPBLIC CCKYH/JIbI MMOCJIC Havyajid |!a6OTI>I2 ITIOKa KOHIICHTPAINA K(l) BbICOKA,

BbICOKA M _aKTHBHOCTh _KpeaTHHKHMHA3bl. Iloutu Bce koaumyectBo AJID

oOpazoagiieiicst npu pacnagae AT®, BoBliekaeTcs B 3TOT mpoiiece, OJOKHPYsI TEM

CaMBIM rre nporecchl pecruaTe3a AT®D B merie. [Tocie Toro kak 3amacel K

B MbIIIIAax OyJyT WcYepHaHbl OpUMepHO Ha 1/3, cKOpOCTh KpeaTHHKWHA3HOUN
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peakiuy _OYyJIET CHWKATHCS; HOTO BBLI30OBET BKIIOUECHHE JPVIHMX IIPOLIECCOB

pecunre3a ATO.

KpeaTtuHknHaszHas peaknus oOparuMa. Bo BpeMs MbIIIEUHON pabOoThI
npeodajiacT mpsMas peakius, NOMmoNHsomas 3amnackl AT®, B mepuoJi mokos -
oOpaTHasi peakiys, BOCCTaHABJIMBAOIAs KoHIeHTpaui Kd B Mplmie. OnHako

pecunres Kd BO3MOXKEH OT YacTH M 110 XOIY JIIATENLHOW MBINIEYHON paboThL,

COBEPIIAEMON B a9POOHBIX YCIOBUSIX.

KpeaTnHknHa3zHas peakids UTpaeT OCHOBHYIO POJIb B YHEProodecrneuyeHrun
KPAaTKOBPEMEHHBIX VIPAKHCHUN MAaKCUMAJIbHONW MOIIHOCTH - Oer Ha KOPOTKHUE
JIACTAHIINH, IPBDKKH, METAHUE, TSHKEI0ATACTHYECKUE YITPAKHECHHUS.

Cnukonn3. Chaenyromuii ~ 0yth  pecunTeda  ATD - CJIUKOJIN3.
DepMEHTBLKATATM3UPYIONINE PEAKIIMK TIMKOJIN3a, JOKAJIN30BaHbI HA MEMOpaHax

CAPKOIIIIa3MATHYIECCKOT'O CTUKYJIYMAd W B CAPKOIJIA3MC MBIIMICYHBIX KIJICTOK.
I'nmukorendocdhopunaza U reKCoOKMHa3a - €PMEHTHI TJIMKOTCHOJIM3a M _IIePBOK
CAKITMM TJMKOJM3ad - AKTHUBHPYIOTCA IIPW MOBBIIICHHWKW B CAPKOIIJIA3ME

conepxkannsg AAD u dhocopHON KMCTOTBHI.

Kak OBLI0 MOKA3aHO BBIIIE, YHEPTETHUECCKUM D CKT I'NIMKOJIM3a HCBCJIUK M

cocrtaBiisieT Beero 2 Mosib AT® nHa 1 Mok mimoko030-1-docdara, nonyueHHoro npu
ochoponmse rirkoreHa. KpoMme Toro, caeayer y4ecTh, YTO MPUMEPHO MOJOBHHA
Bcell BbLICASEMOW DHEPrUM B JIAHHOM MPOLIECCE MPEBPAIAETCsl B TEIJIO U HE
MOXKET WCIIONb30BAThCS NPH Pa0OTe MBI, [PH 3TOM TEMIIEPaTypa MBIIII]
noBkImaercs J10 41 - 42°C.
KoHEUHbIM _ IPOAYKTOM  TIMKOJW3a  SIBASETCS  MOJIOYHAS  KHCIIOTA.
HakannwBasch B MBIIIIAX, OHA BBHI3LIBAET HM3MEHEHHME KOHIICHTPAIIMA HMOHOB

BOJIOPOJIa BO BHYTPUKJIETOYHOM cpede, T.€. NPOMCXONUT caBur pH cpensl B

KHCJIYIO 00sacTe. B cnabokucion CpCAC MPOUCXOANUT AKTHBAIINA gl!e[!MeHTOB CIH

BIXQHHMS B MUTOXOHIPHAX, C OJHOW CTOPOHBI, M HCTCHHEC CPMEHTOB

CryJUPYIONMHNX COKPAIICHUEC MBbIIIL ATda3pl  MuObUOPMIII) W CKOPOCTH

pecunTe3a AT® B aHa’poOHBIX YCHAOBHSIX, ¢ Apyrod. Ho, mpex/ie yeM nepenTu K

paccMoTpeHuro mpotiecca pecuHTe3a AT® B adpoOHBIX YCIOBHIX, OTMETHUM, YTO
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[IMKOJIW3  WIPacT  BAKHYIO  POJb B DHEProo0eCHEeUCHUM  YIPAKHEHUN

POJIOJDKATEILHOCTE KOTOPBIX cocTaBisier ot 30 no 150 ¢. K HuM oTHOcsATCs Ger
Ha cpeaHue AUCTaHINK, iaBaHue Ha 100 u 200 M, BEJIOCHIIEIHBIE TOHKU Ha TPEKE
M _Jp. 3a cYeT TIMKOJM3a COBEPIIAIOTCS JIIUTEIbHBIC YCKOPEHUS IO XOIY
YOpaKHEHUS ¥ Ha UHUIIE TUCTAHIINN.

Pecunte3 AT® B a3p00HBIX YCJI0BHAX. AYDOOHBIM IPOIIECCOM PECHHTE3a

AT® cnyXuT OKHCIIeHWe MIIOK03bL 10 okcuaa yruepona (IV) u Boael. B rioase 6

OBLI HOg![!O6HO pPacCMOTPEH 3TOT MHOFOCTag!I/II‘/JIHbII\/JI Mponecc, a B TJIABC 9

AaCCUMTAH €ro DHEPIeTUUYECKHUMN D ekT. ConocTapisst SHEPreTHIYECKue 3 CKTbI
TJIMKOJIM3a W IIO0JHOI'O acrajia TUIFOKO3bl B a’pPOOHBIX CJIOBHUAX, MOXHO

KOHCTaTHPOBATh, qTOo BTOPOH POLIECC OTJINYAETCS HanOoJIbLIEH

MIPOU3BOIUTEILHOCTRE). OOIINI BBIXOJI SHEPTHH MPU a9P00HOM mpoiiecce B 19 pa3
[PEBbIIIACT TAKOBOW MPU TIUKOJIH3E.

OOparnMm _BHUMaHHe Ha TOT _dakr, uto AT®, oOpasyromascs B
MUTOXOHJIPUSIX MPU OKUCITHTEIbHOM (hochoprinupoBanuu, HepocTynHa ATdazam,
JOKQJIM30BAHHBIM B CApKOIJIa3ME MBbIIICYHBIX KJIETOK, TaK KaK BHYTPEHHSS
MeMOpaHa MWTOXOHAPUN HENPOHMIIAEMa ISl 3apsHKEHHBIX  HYKJICOTHUIOB.

ITooTomy cymectByer cucremMa akTuBHOro tpaucrmopra ATD w3 marpukca

MUTOXOHJIDHHA B CAPKOTLIIA3MY.
Chavyana TpaHciokasa ocymiectBisger nepeHoc AT®P u3 marpukca yepes

BHYTPEHHIOIO MeMOpaHy B MeXMeMOpaHHoe IpocTpancTBo, riue AT® serymaer Bo

B3aMMOJCHCTBHE C KPEAaTWHOM, TPOHMKAIONIAM W3 _ CapKOIUIa3MBL.  IJTO
B3aMMOJCHCTBUE KATAIM3UPYET MUTOXOHAPHUAIbHAS KPEaTHHKHWHA3a, KOTOopas
JIOKAJM30BaHA _ BO _ BHENIHEH MemOpaHe  muToxoHapui. OOpasyiomuics
kpearnHpochaT CHOBa MEPEXOIMT B CAPKOILIA3MY, TJIe OTAaeT CHATHIH ¢ ATD
octatok hocOopHON KHCIOThI HA capKoIIazMaTuieckyio AJ1D.

DddextrBHOCTE  0oOpaszoBannsas  AT® B  mpoliecce  OKHCAUTEIBHOIO

oc(OPUINPOBAHKS _ 3aBUCUT _ OT _ CHAOKEHWS  MBIIIILI __ KUCIOpoJoM. B

|2360Ta}0!!!eﬁ MBIIIIIE 3aI1acbl KHWCJIO0POJd HCEBEJIHWKN: HeOOJBIIIOE KOIUYECTBO

KHCJI0pOoJa PACTBOPEHO B CAPKOIJIA3ME, YaCTh KUCI0POId HAXOAUTCA B CBA3AHHOM
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C MHOTJIOOWHOM MBI COCTOSIHMH. OCHOBHOE KOJUYECTBO KHCIIOPOJIa, HY)KHOTO
MBIIIIIE JUIsl a9poOHOTO pecuHTe3a ATD, gocTaBisieTcs Yepe3 CHCTEMY JIETQUHOTO
NBIXaHUSL M KpoBooOpamieHus. JIjus oOpaszoBanus 1 moms AT®D B mporecce
OKHCIHUTEIBLHOrO0 _(dochoprmampoBanust  TpeOyercst 3,45 1 KHcaopoja; TakKoe
KOJMYECTBO KHCIIOopojia moTpebasiercss B mokoe 3a 10 - 15 muH, a mpu
MHTCHCUBHOMN MBIIICYHON JICATEIBHOCTH - 33 1 MMH,
MuokuHa3Hasl peaKNus OPOUCXOJNWT B MbIIIIE NPU 3HAYUTEILHOM
BenuueHnn KoHueHrparmu AJI® B capkoriazme, Korjga BO3MOXKHOCTH TUX
YTEW MOYTH WCUEPITAHbBI WK OJU3KH K TOMY. CYTh 9TOM PEaKIMK COCTOUT B TOM,
YTO MK B3auMoJieicTBUU 2 Mosiekyn AJID obpasyetcs 1 monekyna ATD:

AlD +
AJldMmokmHAa3a
=

ATD + AMD

YcnoBust  Juasl  BKIIOYCHHs] MHOKHMHA3HOW PEAKIMHM BO3HHMKAIOT TPU
BBIPAKCHHOM MBIIIEYHOM VTOILIEHHHU. [109TOMY MHUOKHMHA3HYIO PEAKIINIO CAEAYET
paccMaTpuBaTh Kak "aBapWHHBIN" MexaHu3M. MUOKWHA3HAs peakiys Majo
sddexTuBHa, Tak KaK u3 aByx Mosiekysa AJID obpasyercst TOAbKO OJHA MOJIEKYa
AT®. BosHukmias B pe3yiabTare MHUOKHWHA3HOW peakiuu AM®D moxer mytem
Ie3aMUHAPOBAHMS MPEBPAIIATLCS B MHO3UHMOHOMOCHAT, KOTOPBIA HE SIBISCTCS
YYaCTHUKOM DHEPreTUYECKOTo oOMeHa. OHAKO YBeIndeHne KoHIIeHTpannn AM®D
B__CApPKOINIA3ME OKAa3bIBACT _AKTHBU ee_ JCUCTBHE HA pi E€pPMEHTOB
[JIMKOJIN3a, YTO NPUBOAMT K TOBBLIIICHUIO CKOPOCTH aHa’poOHOr0 pecuHTe3a
AT®. B gaHHOM ciiydae MUOKWHA3HAs PEAKIMS BBIMOJHIET POJIb CBOCOOPA3HOTO
METa00IMYECKOTO YCHIIUTEIIS, CIOCOOCTBYIONIEro nepeaye curHaia ot ATdasel
MuoGuopui1 Ha ATP-CHHTE3UPYIONINE CUCTEMbI KIETKH.
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OCOBEHHOCTHU _XWMMWYECKOI'O COCTABA _CEPJEYHOW
MbIIIIBI U TIAJKOW MYCKYJIATYPBI

CepJieuHasg  MBIIIIA 110 COJEPIKAHMIO si1a  XUMHYSCKHMX COSIMHECHHMI

3aHUMACT MPOMEKYTOUYHOE IOJOKECHUE MEKIY CKEJISTHOM MYCKYIaTypod u

CIaJKUMU_ MbIaMu. Tak, oOlee coaepskaHne OEIKOBOr0 a30Ta B CKEJIETHBIX

MBIIIIAX KpoJuKa cocraBiser 30-31 Mr/r, a B THaJKOH MycCKynarype

(mMuomerpuii) — no 20,3 mr/r. B cepaedHoil Mplmie @ OCOOEHHO B TNIAJKUX

MbIIIIAaX 3HAYUTCIHbHO MCHBIIIC MI/IOQIQI/I6[ZI/IHHH[ZHBIX 6eJ'IKOB§ YeM B _CKEJIETHOU

MBIIIIIIE. Oo1tee coJepKaHue MUOGHUOPUILISIPHBIX 6e1K0B B [JIaJIKON

MBIIICYHOM TKaHW JKEIYIKA MPHMEPHO B 2 pa3a HIKE, YeM B CKEJIETHBIX

MbIIIITax. KOHQGHTQGQVIH benkos CTPOMBI B IJIAAKHMX MbIINIIAX U MUOKAPAC BBIIIC,

yeM B CKEJIETHOMW MYycCKyiarype. WM3BEeCTHO, YTO MMO3UH, TPOINOMHUO3UH U

TPONOHUH CEPACYHON MBIIIIIBI U TIAJIKOM MYCKYJIATYPhI 3aMETHO OTJMYAIOTCS I10

CBOMM (hU3UKO-XMMHYCCKHM CBOMCTBAM OT COOTBETCTBYIOIINX HE/IKOB CKEJICTHON
MYCKyIaTypbl. OTMeYeHBl OompeaeleHHbIE  OCOOEHHOCTH M BO AKLIMAX
capkoruiazMaTnyeckux 6eskos. CapkormiazMa TIaKol MYCKYJIaTypbl 1 MUOKap/a
B IPONICHTHOM OTHOINCHWUU COACPIKUT 6OJ'II>H_IC MI/IOaJ'H:6¥MI/IHa; YEM CapKoIlljasMa

ckeneTHoll  Myckyiarypel.  Coxepxxanne ATO B cepmeyHoil  wmblmne  Hal

I TKaHu (2,60 MKMOJIb) HWXKE, 4YeM B CKeleTHOM (4,43 MKMOJIb), U BBIIIE, YEM B

rmagkor Myckyiatype (1,38 mrmomb). ITo conepikaHHIO MUKOreHa cepaedHas

MBIIIIA _TaKKe 3aHMMAET MPOMEKYTOYHOE TOJ0KEHHE MEXKJIY CKEICTHOW U
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nraakoii myckynarypoil. [1o manuemmM C.E. CeBepuna (1965), kak B cEpIEYHON, TAK

U__B THNAJKOW MYCKYJIAaType OOHApYKMBAKOTCSI JIMIIL _ CHIEJIbl _aHCEpUHA
1 KapHO3uHa (He 6osee 0,1 T Ha | KT CBIPO MAcChl).

Hmeercs onpe/elieHHas 3aBUCUMOCTh MEXK/TY XapaKTepOM padOThl MBIIIIL U
coaepkanneM  docdorauiepuos.  Mmuoka 110 CPaBHEHUIO _C TUMU
MBIIICYHBIMU TKaHAMM Ooraue docdoramuepmaamu, IPU OKMCAEHUWN KOTOPBIX,
0-BUIMMOMY, BbIpa0aThIBACTCS 3HAYHUTENIbHAS YacTh SHEPTHH, HEOOXOMMMOM JIIst
€ro COKPAIICHHUSI.

O0Opa3oBaHue aMMHAKA B MBIIIIAX
I/I3 MBI ¥ KMIITCYHUKA I/I36BITOK aAMMMaKa BBIBOJUTCA HQCI/IMX NICCTBCHHO B
BI/Ig!e AJJaHUHA. 3TOT MCXAHU3M HCO6XO§!I/IM; TaK KakK AKTUBHOCTH

TIYTAMaTACTUAPOrCHAa3bl B MbBIIIAX HEBCJAMKA W HCIOPIAMOC JC3aMHUMHHMPOBAHUC

AMWHOKHCJIOT MaJIOd ekTuBHO. [105TOMY B MBIIIIAX C €CTBYET €lI¢ OAUH IIYTh

BBIBeJIeHMs a30Ta. OOpa3oBaHWE ajlaHWHA B ATHUX OpPraHax MOYKHO MPEICTaBUTh
CIEAYIOIIEH CXEMOU (CM. CXEMY HUXKE).
AMuHOrpynnbl Pa3HBIX AMHUHOKHUCIIOT MIOCPEICTBOM peaKInii

TpaHCAMUMHUPOBAHUA IIEPCHOCATCA HA ITMPYBAT, OCHOBHBIM UCTOYHUKOM KOTOPOI'O

CIV)KUT _IIPOIIECC OKMCIEHHS TIIOKO3bI.  MBIIIIEI  BBIAEISIOT O0COOEHHO MHOTO

aJlaHMHA B CHJIY X OOJBIION MacChl, AKTUBHOTO ITOTPEOIEHNUS

PasHbie aMWHOKMCNOTHI a-Ketornyrapar AnavuH — Kposs

AmuHoTpaHcthepasbl ANT
ne ne
PasHbIg KETOKMCNOTh nyTamar Mwpysat

l

D) e T

TJIIOKO3LI ITPU 512H3H‘Ie€K0ﬁ [2360T62 d TAKIKC MMOTOMY, YTO YaCThb SHCPIUH OHU

MMOJYYAIOT 3a CUET pacmajga aMHMHOKUCIOT. OOpa30BaBIINICS aJAHUH IOCTYIIACcT B

OCYCHb, TI'JA€C TIOABEPIracTCia HEIPAMOM €3aMHUHHUPOBAHNIO. BEIIeIUBIINICS
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aMMHMaK 00€3BPEIKMBAETCS, a MUPYBAT BKIAKYACTCS B IIIFOKOHeoreHes. [1oko3a u3

NEYCHU NOCTYNACT B TKAHU W TaM, B IPOHECCC TJNKOJIN3d, ONATL OKUCIACTCA 10
nypyBarta O6[2&30BaHHe ajJlaHyHa B MbINNAax, €ro nepcHoC B MEYCHL W MEPEHOC
TJIIOKO3EI, CI/IHTC3I/I[gOBaHHOI\/'I B IICYCHU, 06[ZaTHO B MBI COCTABJIAIOT INTFOKO30-
aJIaHMHOBBIN LIMKJI, [28.60Ta KOTOPOI'O CONPAKEHA C [2360T0ﬁ TJIIOKO30-JIAKTATHOI'O
IUKJIa

BUOXUMUYECKWUE HW3MEHEHUA B MbIINIAX [IPHU
IHHATOJIOT'UN

O0mmMHA s OOJBIIMHCTBA 3a00JIEBAHUI  MBIIIT [IPOTPECCUPVIOIINE

MbIIICYHBIC UCTPOPHUHN aTpoMusd MBI B C3YJIbTATC HUX CHEpBAIluun

TCHOTOMUA, IMOJHMMHO3UT, HCKOTOPHIC ABHUTAMMHO3BI M T.[.) ABJIAIOTCA PE3KOC
CHMIKCHHUC B MbIIIIax COACPIKAaHUA MHODHOPUILIIPHBIX 6enKOB,
BO3PACTAHHUE KOHLEHTPaUMN 6eNKOB CTPOMBI )51 HCKOTOPBIX

CApPKOMIa3MaTUYCCKUX ben KOB, B TOM YHCJEC MI/IOB.J'IL6¥MI/IH8.. Ha[gﬂgg C
U3MCHCHUAMU gg[!aKgI/IOHHOFO COCTaBa MblLLIEYHbIX _6Henkos Ipy__TTIOPAKCHUAX

MBI HAOJIOAETC CHUXKEHUE oBHI AT® u kpea-tundocdara. Hampume

yepes 12 pgHell mocie  JAeHepBauuy conepxkanue ATO B 1eHepBUPOBAHHOU

MKPOHOKHOW MBIIIIE KPOJHKA CHIKAETCs OoJiee yeM B 2 paza.OTMeYarTcs TaKXKe

camxeHne ATDa3HON aKTUBHOCTU KOHTPAKTHUIIb-HbIX6eNKOoB (MUO3UHA),

MCHBIIICHUEC KOJINYCCTBA NUMHUIA30JICOACPKAINMX NU-TICIITUIO0B.

Hopma OucTtpodus
MNeveHe MNeveHb
MuilLiLa Mg
P Kpearun | KPeaTwh || [avumH Kpeatun | KpeatuH
ApPrUHWH — | |} ADTVHAH
MeTuoHnH dpocdo- || Metonun bocho-
/ KpeaTHH KpeaTuH
KpeaTtnHuH KpeaTwHWH
Maoua Mova
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Cxemamuueckoe __u300paxcenue __NpoucXojicoeHus _Kpeamunypuu __npu

npozcpeccupyioulell mvlueynou oucmpoduu (no 1.JI. @epomany).

H[)I/I IIPOIpECCUPYIONINX MBIIICYHBIX JUCT [)O(I)I/IHX U APYIUX SaGOHeBaHI/IHXE

CBS3AaHHBIX C PacHajioM MbIEYHOM TKaHW, YacTO OTMEUAKOTCS CABUTH B_(oc-

OJIMITMAHOM COCTABC€ MBIIIII: 3HAYHUTCJIBbHO CHHXACTCSA OBCHb ocPaTuaunia-

XOJJMHA M QOCQBTMQMI’IaTaHOI’IaMMHa! KOHUEeHTPpaLKnA CgVIHI'OMVIeJ'IVIHa n__ JM30-
!l!OC!haTI/Ig!I/IJ'IXOJ'H/IHa ITOBBINIACTCA. QO CUX TTOPp MCTHUHHBIC MECXAHU3MbI U3MCHCHUA
Q;OCQ;OJ'H/IHI/IQHOFO COCTaBa MbILEYHOM _TKaHMU Ipyu__TIATOJOI'MYM _HE BBIACHCHbI,
HCHU3BCCTHA TAKIKC POJIb 3TUX CABUTOB B NATOICHC3C MBIIICYHBIX III/ICT[)O(I)I/Iﬁ

Jlist MHOTI'UX hopm ATOJIOTHU MblLLIEYHOM TKaHW XapaKTEPHbI

HApyHmIeHUcC meTaboaM3ma KpeaTuHa )4 €ro YCUJICHHOC BbLIJICJICHUC
C MoYoM (KpeaTuHypusd). HCCMOTQH Ha MHOT'OYHMCJICHHBIC UCCICAOBAHUA U obunne
g;aKTI/I‘{eCKOFO Marepuajid, BOOPOC O NpHUYMHAX KPCATUHYPUU TIPU 3a00JIEBAHUSIX
MBI HE MOXKET CYUTATHCA OKOHYATCJILHO PEIHICHHBIM.

HQI/IHHTO CUUTATb, YTO KPCATUHYPUIA VY OOJIbHBIX MUOIATHEN SBISCTCS

pe3yJIbTaTOM HApVYIIEHUs. B CKEJICTHOW MYCKYJIAType MpoleccoB (dukcaruu

(YaepKaHMus) KpeaThHa M ero QOCQOQMJ’IMQOBBHMH. Ecin HaApymcH Iponecce
CHHTC3a ngaTMHQOCQaTaQ TO HEC 06[23326TC${ U __KpCAaTHHWHA, COACPIKAHUC

MOCJIEHETr0 B MOYe Pe3K0 CHMkKaeTcsi. B pe3yiabrare KpeaTuHYpUMW W HapyIIEHUs

CHMHTC3a KpPCAaTHMHHHA €3KO0 _IIOBBIIMIACTCS KPEATHMHOBELIA _IOKa3aTredab  (Kpea-

THH/KpEaTUHWH) MOoYN. JIaHHBIA MeXaHW3M MpejicTaBieH Ha puc. 20.9.

[Ipy  1ATOJOIMM MbIIEYHOM TKaHM MOKHO HAOMIOIATh ONPEIACICHHYIO

3aKOHOMCPHOCTb B HN3MCHCHHUHN aKTUBHOCTU €PMEeHTOB B MBbIIIIax:
MCHBIIIACTCA aKTUBHOCTb E€PpMeHTOB JJOKAJIM30BAHHBIX B  CAPKOILJIA3MCE,
HE3HAYUTECIbHO HU3MEHIACTCA aKTUBHOCTb EPMEHTOB CBA3AHHBIX

C MUTOXOHAPUAMU, 3aMETHO BO3PACTACT aKTUBHOCTbIN30COMAJIbHBIX QEQMEHTOB.
HaKOHC!!; IMOKAa3aHO, 4YTO IPpU MHOI'MX 3a00JICBAHUSIX MBIIIEYHOW CHCTEMBI

HACTVYIIAIOT CIBUTU B cucreme LAMO: CHIDKACTCS
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conepkanre UAM® B mbllieyHoOM TKaHMW,

IIOBBIIIIACTCA aKTMBHOCTbQOCQOQME)CTEQEBbI u HapyimacTcAa
CIIOCOOHOCTD a4€HUAATLMKAA3bl AKTHBUPOBATHCS Ioa

BJIMUAHUEM adpPeHa/IMHAU PTOPKMAA HATPUA.

| Biceps

with
?\Tgrnml | Muscular
Biceps H Dystrophy

Hapyienne metaboavama cepAaeuHON MBIIIIILL TPYU UIIEMUAYECKOW 00Ie3HI
CcC a. JUIA HNINIECMHU3HUPOBAHHOI'O MHOKapaa XAdPAKTCPHBI
CHIIKCHHOE OKUCUTEIbHOE dochHOpUIMPOBAHNE U TIOBBIIICHHBIA aHAdPOOHBIN
oOMeH. PanHee yBelnM4eHHE IMIMKOrEHOM3a U [IMKOAM3a 33 CYET MMEIOIIErocs B
CepJICYHON MBIIIIIEIIMKOreHa 1 [/10K03bl, YCUICHHO MOTJA0NIAeMO MHUOKAPJIOM B
HAYaIlbHOW  CTajWM WIIEMHH, TPOUCXOAWT B  PE3yabTaTe  MOBBINICHUS
BHYTPUKJIETOYHON KOHLEHTPALMM KaTexonaMmnHOB U LAM®, 4To B CBOIO 0Yepe/lb

CTUMVJIAPYET 00pa3oBaHue akTUBHOU dhopmel dochopunassl — hochopriasel a u
aktuBainio  hocdo TOKUHA3bl — KIOYEBOro pepmeHTa rmkoamnsa. OaHako
aKe  MAaKCUMaJIbHO CWJICHHBIA  aHadpoOHBIIIMeTabo/in3m HE  CcriocoOeH

JJIUTEFHO 3alMINATh VoKe IMOBPEKIACHHBIN TMIIOKCHYSCKHH Muokapa. OdeHb

CKOpoO 3a11achl MUKOreHa MCTOIAKTCI, [TMKO/IU3 3aMEATISICTCA BCJICICTBUC

BHYTPHKJIECTOYHOTO AllM1032, KOTOPBIA MHIHOUpYyeT hocho KTOKHMHA3y.
Cogepxxanaue AT® u KpeatnHdbocdaTta B KAETKE PE3KO CHMXKACTCA B

pe3yapTaTe HAPYIIEHUS OKUCAUTENbHOrO $ochopuampoBaHmnsa B MUTOXOHAPUSAX.

OIHO W3 MEpBbIX MPOSBIECHUN 3TOr0 COCTOSHHUSL — HapyIIeHHEe MEeMOPaHHOUN
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http://www.xumuk.ru/encyklopedia/38.html
http://www.xumuk.ru/encyklopedia/2/2787.html
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http://www.xumuk.ru/biospravochnik/615.html

IPOHULIAEMOCTH. Ha[ggmeHHe NCJIOCTHOCTHU MeM6QaH CHOCOGCTB!ET BBIXOY

W3 KNETKM MoHOB, B TOoM umcie moHoBK®, a Tarke depmenTtoB. Jledurmr

DHEPIreTUYCCKHUX C€CYpCOB M Ha CHHMEC MOHHOI'O COCTaBa, C CCTBCHHBIC
HU3MCHCHU A PA3JINYHBIX MCM6[ZaHHHX «PE3CPBYAPOBY, 06€CH€‘II/IBaIO!!!I/IX
KOHTPOJIb 3a YPOBHEM BHYTPUKJICTOYHOI'OKA/IbLINA, OG_Y_CJ'IOBJ'II/IBB.IOT TOPMOKCHHUE
g;gHKgHOHaJ'ILHOfI dKTUBHOCTW MBIINIEYHBIX KAETOK M HMX NOCTCIICHHYIO rubenas. B

JTOT K€ TIECPUOJ_ BBISIBISIOTCS W3MEHEHMs cocTaBa 6e/IkoB MHOKapaa C3KOC

CHMIKCHHUC COACPIKAHUA MHODHOPUILIIPHEIX 6€NK0B U

HAKOIUIEHNE 6e/IKOB CTPOMBI). Hapymienue

oOMeHa yrnesoaos, 6€/1KoB U AMNuna0B(CBOOOIHBIC KUPHbIE KUCNOTbl HE

OKHMCJIAIOTCA, a IPCUM CCTBCHHO BKJIIOYAIOTCA B TPUIIUMIICPUBI) ITPHW MHMOAPKTC

MHOKapaa HAXOAWUT OTPAXKCHUEC B X(H[!OBOﬁ I/IH(l)I/IJIBT[)agI/II/I ce[;gequﬁ MBITIIIBL.

Pazmep HIOBPCKACHUSA MHOKapJaa Ipu BO3HUKHOBCHHU HUIIIEMHUN

CHUXCHUEC aKTUBHOCTH dbepmeHTOB B cepACYHON MBIIIIIC )51
BO3paCTaHUEC aKTUBHOCTU COOTBETCTB X PEPMEHTOB B CbIBOPOTKE
KPOBM (HalmpuMep, KpPEaTUHKMHA3bI) B 3HAUYMTEIILHON Mepe KOPPEIUPYIOT rc

oM. Crenyer HpH3HATH 4TO0 B HMarHoCTUKEC HMH@APKTAa MHOKapJa

onpeneneHne akTuBHocTn kpeaTuHkrHa3bl, AcCAT u JI/I[" B CbIBOPOTKE KPOBU —

HaunboJee YYBCTBUTCJIBHBIC TECTbI.

IIoBBIIIICHNE aKTUBHOCTH YKa3aHHbIX QGQMEHTOB2 0CO0EHHO KpCaTUHKWHA3EI,

SIBJISICTCSI TIOCTOSIHHBIM M Han0oJiee BBICOKMM. BajkHO TakiKe HCCICIOBAHUE

B CbIBOPOTKE KPOBM M30()EPMEHTHBIX CIIEKTPOB KPEATHHKMHA3BI
MOBBIIIEHUE aKTUBHOCTU n3opepmeHta MB u JIAT
(yBennvenue aktnsHocTu nsodpepmentosJIJIl; u JIJIT,). B mocaennme rojwl
YETKO IOKA3aHO, YTO ONPENIENEHHE B CbIBOPOTKE KPOBM MUOKAPAHAIILHO

crrer(UIHBIX 6enkos (MMOrnobuH TpormoHWH T m . —  BecbMa

‘IXBCTBI/ITCHBHHﬁ [!aHHI/Iﬁ TeCT NOBPEXACHNA MHUOKaApJa.
Kl!eaTI/IHgIQOCgl!aT - 3TO 3a11ac BS[ZBIBHOﬁ OHEPIrUn
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KpeaTuH — BEIIECTBO CKEIETHBIX MBI, MHOKapaa, HEPBHOW TkaHu. B

Buae kpeatnHdocdarakpeatud saBagerca  "nemno"  MakKpOIPrUYECKHUX CBSI3El

HCIIOJIb3VeETCs Juist ObicTporo pecunTesa AT®D Bo Bpems paboThl KIETKH.

|

NH-\-@ Pabora NHz
l%=NH ALD ATD I— NH
T—CH; U _ lil—CH;
?Hz Kpeamuwnunaza Euz
COOH OOH
Kpearundpocdar KpeatuH
Hcnoan3oBanue kpeatnHdochara s pecunresa ATD
OcobeHHo I1OKAa3aTCJIbHA POJib Kp€aTHuHa

B MblleyHo# Tkanu. Kpeatundocdat obecnieunBaet cpounbiii pecunte3 AT®D B

IIepBBIE CEKYHIBLI paboThI (5-10 cek), Korjaa HUKaKhe THUC MCTOYHHUKH SHCPIUU

(aHaspobHbINA _FANMKOANS, a3p06HOE OKUCAEHME [/1HOKO3bl, B-OKUCAEHME KUPHbIX

KMCNOT) ellle He aKTHMBHUPOBAHBI, U KPOBOCHAOKEHWE MBIIIILI HE yBeIWYeHo. B

KJICTKaxX HeQBHOﬁ TKAHU K[!CaTI/IHgl!OCghaT nog!g!e[gmHBaeT )KI/I3HGCHOCO6HOCTI)
KJICTOK IIPU OTCYTCTBHH KHCJIOPOJIA.

[pu  mblmieyHOH  pabOTe  MOHBI Ca®,  BbicBOGOIMBUIMECS W3
Ca[ZKOHJ'Ia:iMaTI/I‘ICCKOFO [ZCTI/IK!H!MEL! ABIAKOTCA aKTI/lBaTOQaMI/I K[ZGaTI/IHKI/IHaSBI.

Peakius eie mHTEpecHa TEM, YTO Ha €€ IMPUMEpe MOXKHO HAONII0JATh 0OPATHYIO

NOJOKUTECJIBbHVIO CBA3b — AKTHUBAIIUIO CpPMCHTA IIPOAYKTOM

peaKIMy KPeaTHHOM. DTO MO3BOJISET U30€kKaTh CHIKCHHS CKOPOCTU PEAKIIMHU T10
X0Jly paboThl, KOTOPOE JOHKHO ObUIO Obl MPOW3OWTH MO 3aKOHY JICHCTBYIOIIMX
MAcC M3-3a CHYDKCHUSI KOHIICHTPAIMKU KpeaTuHdocdara B paboTAONIMX MbIIIIIAX.

Oxo1J10 3% kpeatundocdara IIOCTOSIHHO B
peakiy HeepMeHTATHBHOTO 1edochoprInpoBaHus [IPEBpAIACTCS

B kpeaTuHnH. KoanuecTBO KpEaTWHHHA, BBLIICISICMOC 3[I0POBBLIM YEIOBEKOM B

CYTKH, BCCT 1A TTOYTHU OAWHAKOBO U 3ABUCUT TOJBLKO OT 00BEMa MEBITICYHON MACCHL

YPpOBEHb aKTUBHOCTM KPEAaTUHKMHA3bl B KPOBU M KOHLIEHTPAUMA KpeaTMHWHA B

KPOBU Y MOYEC ABJAKOTCA NCHHBIMH JUATHOCTUYCCKUMHU IMOKA3aTEISIMU.
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| OTdopmaTtuposaHo: Lpndt: (No

nH~-(F) NH
é= NH =NH /| ymonuanmio) Times New Roman, 14 nt
| HegepmenmamuaHo |
T—cu; > rla—cn3
CHz w Lhz
I!?QOH DHEopr I%
Kpeatwhdhocdpar KpeatumuH

OO0Opa3oBanue KpeaTnHuHa U3 Kpeatundocdara

CuHTe3 KpeaTHHa WJIET MOCICA0BATSALHO B ITOYKAX M IEUYEHU B JIBYX

”gchgl;e[game PCAKIINAX. Ilo okOHYAHMM CHHTE3a KpeaThuH C TOKOM KpPOBHU

OCTABJISICTCA B MBIIIIIBI UJIHM MO3I.

| OTdopMaTupoBaHo: LLpudT: (no

Mouxm
/| ymonuaHuio) Times New Roman, 14 nt
MNH.
.B\ | 2 NH3
rlm CHz J:__NH
MH2 rougus-amudun- -
!I:HZ CHa mpanchepaza ‘I:Hz I!IH
CHz * ———» CHz o |
| OOH ] CHz
CHz CH=—MNH2z
| ] OOH
<i':n — NHg2 COOH
COOH
APraHMH FavuMH OpHATHH MyasuonHaueTar
MeuyeHs | OTcdopmaTuposaHo: LLipudt: (no
ymonyanuto) Times New Roman, 14 nT
NH3z NHz 5 = ANeHOINH
*S —ApeHoaHM I |
= NH éH Memun- I_"" GHy
2 mpanc aia
NH * | &. N—CHy + CH3
] CHz
CH CH CH—NH3
2 CH—MH; 2 |
COOH COOH COOH
COOH
Myannaun- S-apneno3wn- S-apeHoaun-
aueTar METHOHMH Kpeatun TOMOUMCTENH

Peaxyuu cunmesa xkpeamuna 6 nouxax u ne4eHu

3nece npu Hagauuuu dHeprun AT® (Bo BpeMs ITOKOSI WJIHW OTAbIXa) OH

ochopuaupyercs ¢ 0opazoBaHrueM kpeaTuHdochara.
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Mbiwus1 | OTdopmaTuposaHo: LLipudT: (No

Moar yMmonyaHnuto) Times New Roman, 14 nt
NHz NH~(F)
=HH =MNH
Kpeamunkunaza |
T—GH:J - T_CH3
CHy /-\\ CHy
| ATD |
COOH Al COOH
Noro#
Oribix
KpeartwH KpeatuHpoccpar

Cunmes K;geamuﬂgéocg@ama

Eciu  cuHTe3 KpeaTWHA OIEpPEKaeT BO3MOMKHOCTH _€ro  (UKCaluyi B

MbIIICYHOU TKaHW, TO PAa3BUBACTCAKPECATUHYPUHA — TOABJICHUE KpCaTUHA B

Moue. DU3HOJIOrnYecKass KPeaTUHYPUs HAOJIOAAeTCsl B _IIEPBBIC TOJBL JKM3HU

[266CHKa. I/IHorga K gl!HBHOHOI‘H‘lCCKOfI OTHOCAT W KPCATUHYPUIO CTAPUKOB,

KOTOpasa BOSHUKACT KaK CJICACTBUC aTPOMUM MBIIIIT M HCIIOJHOTO MCIIOJIB30BAHUA

O6[2213¥I0¥€FOC5{ B TNCYCHU KpCATHHA. H[)I/I 3a00JIEBAHMSIX MBIIIEYHON CHCTEMBI
OpY__MUONATHU WX _[OPOrPECCUPYIOMIEH MBIIIEYHON UCTPOPHUH) B MOYC
Ha6f[}02!a}OTCﬂ HanOOJbIINE KOHIICHTpAIMKY __ KpEATUHa — MATOJOTHYECKasA
KpCaTUuHYypUs.
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Taasa 14.
BUOXNUMUA COEg!I/IHI/ITEJIBHOfI TKAHN

CoennHuTebHas TKaHb paclpesielleHa 10 BCEMY Telly OpraHu3Ma, OHa
COJACPIKUTCA XPpANIAX, CBA3ZKAX, MATPHUKCE KOCTHOW TKaHU. DTa TKaHb HaXOoJUTCA
IMOYEYHOM JIOXaHKEe, 00JIACTH MOYCBBIX KAHAJIOB HKCHUPYET COCYABI, COCTABIACT
OCHOBY MECKKJICTOYHOI'O CBA3LIBAIOIMICTO BCIICCTBA B IMCYCHM, MBIIINAX W TUX

mapeHxuMaro3Hbix opranax. Cocrasiasger npuMepHo 50% oT  maccwl  Tena.

Mexannyeckas n CPXKHMBAIOIIAA HKIIWS COCIMHUTEILHON TKaHU

ocC €CTBISIETCS 332 CYST HEPACTBOPHUMBIX _ HUTCH ACIOJIOKCHHBIX  HaA

IOBCPXHOCTU KJICTKH. Onu 06[23.3OBaHbI 13 BBICOKOMOJICKYJIAPHBIX C()egI/IHCHI/II\/'I2
BAABJICHHBIX B MATPUKC W HA3BIBAIOTCA OCHOBHBLIM _ BCIIIECTBOM. K[!OMG
OTBCTCTBCHHBIX 3d CUHTC3 PACTBOPHUMBIX HUTEH 1 PACTBOPHUMOI'O MATPUKCA KJICTOK
— XOHJAPOUHWTOB U 512H6[206J'I30TOB B COCTAaB KJICTOK COQQHHI/ITCHLHOI\;I TKaHH BXOJAT

MakpoQaru, TYYHbIC KJICTKU U HE OOJILIIIOM KOJIMYECTBE HE U CPCHIIMPOBAHHBIC

KJICTKH.

119-puc. Crpoenue coequHnTenbHOM Tkauu (10 A.M.CiyTckomy)

| -ryunas knerka; [I-peTukynnHoBbIe BoJokHa; I -nyiacTudyeckoe BOJIOKHO;
IV - komnarenoBble BotokHa; V-buopodaacT

Bce pa3sHOBUIHOCTU COEIMHUTENBbHON TKAHMU, HECMOTPA Ha UX MOPQOI0-

TUYCCKUE pa3Janinsia, IOCTPOCHLI I10 O6II]I/IM2 CAWHBIM NPUHIHWIIAM, KOTOPLBIE B
OCHOBHOM 3aKJIFOYAKOTCS B CJICAYIOIICM.
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a) COCOMHUTCIbHAA TKAHb, KAK BCIAKAA APpyrasa, COACPXKHNUT KICTKHW, OJHA~-

KO MCKKJICTOYHOC BCIICCTBO 3aHUMACT 0oJIbIIIE MECTa, YEM KJICTOYHBIC 3JICMCHTDI,
6) JJL COC;!I/IHI/ITCHBHOI\/’I TKaHWU XapaKTCPHO HAJIUYUC CBOCO6[!33HBIX BO-

JIOKHUCTHIX ((DUOPHIIIAPHBIX) CTPYKTYP: KOJJIATEHOBBIX, DJACTHYCCKHX M pe-

TUKYJIMHOBBIX BOJOKOH, PACHOJIOKEHHBIX B OKPYKEHUU MEKKJICTOUYHON CyOCTaH-
yuu,
B MEKKIIETOYHOE BEIIECTBO COCJMHUTCIBLHON TKAHW HWMEET OYeHb
CIIOYKHBIN XUMHUYSCKHUMA COCTAB.
Koajaren

Xa[gaKTe[gHHﬁ KOMITIOHCHT CTPYKTYDBI COGg!HHHTeJIBHOﬁ TKaH"u _ —

HEPACTBOPMMBIE BOJIOKHAIIOCTPOEHBI, B OCHOBHOM, M3 CBO€OOpa3Horo Oejika —

kosuiarena.  KosutareH cocrasiser  25-33% or  oO0Iiero KoJudecrBa OeJika

OpraHM3Ma B3POCIOTO _4eoBeKa, WM 6% OT MAacChl Tema. */3 Bcex ero

1
AMUWHOKHCJIOTHBIX OCTAaTKOB COCTaBJIACT TJINTIWH -/ 3= IIpOJUH n 4-

TUAPOKCHUMNPOINH, OKOJO 1% -—TUAPOKCUIM3HUH, HEKOTOPHIE MOJEKYIIPHBIE

(OopMBI _KoJIareHa CoJIEp)KaT TaKKe 3-THMAPOKCHIPOJMH, XOTs W B BECbMa

OrpaHMYEHHOM KoJmdecTBe(puc. X).

0 o NH OH 0 NH
HO HAN -
NH, NH HO NH, HO

a 0 B r hit

Puc. X. AMHHOKHUCIOTEL, BXOJSIINAE B COCTaB KOJUIareHa

a — MIUMLKH; 0 — IPOJUH; B — 4-TUAPOKCUIIPOJINH; T — TUAPOKCUIN3HH,
J1 — 3-TUAPOKCUTIPOIHH

BujayMele B ONTHYECKOM MHKPOCKOMNE KOJIJIATCHOBBIC BOJOKHA COCTOST M3

A3JMYUMBIX B DJIEKTPOHHOM MHUKpPOCKoIte (hudprmiui caamerpom ot 5 1o 2008M 1

HUMCIOT NIMHAPUYICCKYIO opmy. DOuOpmiiisl KoUIareHa o0pa3oBaHbBL W3

TPOIOKOJIJIATCHOBBIX _ ¢JIMHUIL. _ TPOMOKOJIAreH—3TO OCJIKOBas MOJICKYJa U
OCHOBHAs CTPYKTYpHas earHamia komnarena (120-puc).
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2 L_—._.-HH.’._.-? 14nm
200 -

280nm
| 0 OO0 OO0 O O O D DO OO
120-puc.Pa3znuyHbie YPOBHU CTPYKTYPHOW OpraHM3aIMK KoJutareHa (1o

Kony). 1 — tpetnyHas cTpykTypa; 2 — MOJIEKYJIAa TPOIIOKOJUIArEHA,

3 — KOJUIAr€HOBOE BOJIOKHO.

TpomnokoagareHpl BBIACACHHBIC M3 PA3IMYHBIX TKAHEH OTIUYAIOTCS CBOUM

COCTaBOM, HO B HUX MHOTO COJEP)KHTCS TIWULHMHA M COACPKATH-OKCUIU3UH, 3-

oKcH, alnda-OKCHIPOJIUH.
Monekyna TpomokoJgareHauMmeeT mwmpuHy 1.5 HM w gmuay 300 HM,

MoJekyaapHas  Macca 300000 JI.  TpomokosuiareH COCTOMT M3 TpéX

INOJMMICNTUAHBIX  IIeTIe  OJAMHAKOBOTO pa3Mepa, KOTOpPbIe CIMBAIOTCA B
CIIUPAICBUIAHBIN TpUIIET(pUC. X).

yMonuanmio) Times New Roman, 14 nt

{ OTdopmaTupoBaHo: Lpudt: (no

Puc. X. CnpaneBUIHBIN TPUILIET KOJIareHa
TpoliHas cnMpalib CTAOUIM3UPYETCS MHOTOUHCICHHBIMU MEKIIEIOYEYHBIMHU

OONCPCYHbIMU  CHIMBKAMH  MECXK, JJU3UHOBBIMHW M THUAPOKCHUIIM3WHOBBIMHA
OCTAaTKaMM.

Huxoumaes, 436 ctp, puc. 18.5

Kaxpnadg monunmentuaHasl II€IIbL  TPOIIOKOJUIAreHa coaepkuT okojio 1000

AMUHOKHCJIOTHBIX OCTAaTKOB. Takum O6Q€BOM; OCHOBHAA CTPYKTYPpHAA CAWHUIIA
KOJIJIAT€HA MMEET OYEHb OOJBIINE pasMEpbl, HAITPUMED, B 10 pa3 60J’IBH.I€2 qeM
XHMOT[!HHCHH.HSg‘ICHHe AMHWHOKHMCJIOTHOI'O COCTaBa MW IT10CJIACJOBATCIBHOCTH
gcpeaoBaHusd aMUHOKHCJIOT B INOJUICOTUAHBIX HENAX TPOMOKOJIJIAr€Ha IMoKa3ajo,

4TO CYIIECTBYET ABA THIIA Nenel — 1enu ol uo2, a TakKe 4YeTblpe pa3HOBUIHOCTHA

nend ol:al (1), al (1), al (IDual (IV).] THOKOAIAreHABCTpEYACTCS KOXKE,
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koctax, cBsaskax, Il tun — xpsame, 111 T — koxke 3MOpHOHA, CTeHKax cocynos, IV

THUIT — COCAMHHNUTCIbHBIX MCM6QaHaX.

DudbpUmLIBL KoJUIareHa 00pa3oBaHbl u3 MOJIEKYJI

TPONOKOJIAreHACOSIMHEHHBIX KOHEI-KOHEeIl U 00K-00K. KoJutareHcuHTe3upyeTcs
B BUJIC BLICOKOMOJICKYJIIPHOT'O MPEANICCTBEHHUKA — MPOKOJIIareHa.

KojutareH — BHEKJICTOYHBIA OEJIOK, HO OH CHHTE3MPYETCS B BHJIC
BHYTPHUKJICTOYHON MOJICKYJIbI-IPEANIECCTBEHHUKA, KOTOpas Iepesl 00pa3oBaHUEM
(bUOpHILT 3peoro KoJuiareHa moJBEpraeTcsl MOCTTPAHCIAIIUOHHONW MOIN(DUKAIIUH.
[IpenniecTBEHHUK KoJUlareHa (cHadvajga MPenpoKOJUIAreH, a 3aTeM MPOKOJUIAreH)
IPETEpPIIEBACT MPOICCCUHT B XOJIC TMPOXOXKJICHHS Yepe3 SHIOIIa3MaTUIYCeCKUN
PETHKYJIYM ¥ KOMILICKC ["OJbJIXKH JI0 MOSBJICHUS BO BHEKJIECTOYHOM IPOCTPAHCTBE.

BHeknerounkie AMHHO- " KapOOKCHIIPOTea3alpoKoIareHa YAATAOT

COOTBETCTBEHHO aMHWHOKOHIICBOW M KapOOKCHKOHIICBOMIPONENTUALL. BHOBB
00pa3zoBaHHbIC MOJIEKYJIBI KOJIIAr€HA CIIOHTAHHO COOWPAIOTCS B KOJUIATEHOBBIE
bubprbI(puc X).

Huxkooaes, 434 ctp. puc. 18.2

B PE3YJbTATEC He[!eK[!éCTHOFO CBA3bIBAHUA !!CHCﬁ 1 _CIIUPAJTbHBIX MOJICKYJI

nopmiur  yepe3  ocHoBanus Ilndda w  anpAodpHYIO KOHJIEHCcAIMI  (T.€.

MEPEeKPECTHOE CBA3BIBAHHME MX PIAOM KOBAJICHTHBIX CBsI3ei) 00pa3oBaBIIKECs

(bUOPUILIBI MPUOOPETAIOT CUAY HANPSKEHUS 3PEJIbIX KOJIATCHOBBIX (hHOPHILIL

Llenu IMPOKOJIIAIrCHAUTPOIOKOJJIareHa MOABCPTar0TCsA pAny

IOCTPAaHCIAIIMOHHBIX MOZII/I(I)I/IKallI/II‘/’I; OHH BAKHBI B (l)O[)MI/I[)OBaHI/II/I CHG!!I/ISI!H‘{HOI‘/’I

CTPYKTYPBI _KojutareHa. OKCHUIPOIWHUOKCUIU3MHB _IIpOIlecce OHMOCUHTE3a B

MOJIEKYJIE TPOKOJUIareHa He cojgepkurcs. OHu  00pasyroTcs B pe3yibTaTe

TUAPOKCUIMPOBAHMANPOJINHAN JIN3MHA BO Bpems TpaHcuanuy MPHK komarena B
pubocomax 10 OTAeNeHHs MOJUNENTUAa U 1ocie o0pa3oBaHus TPEX cnypalbHOU

¢ KTYPBbI OTOT IIpo1ecC 3aBEPIIACTCA. Peakiinm TUAPOKCUIINPOBAHUA

OPOUCXOJAT TIOI g!eﬁCTBHeM MPOJTMHIUAPOKCUIIA3hI, JIU3UHIUAPOKCUIA3hI, OHH
+

CBA3AHbI C MeM6|!aHOI>'I MUKPOCOM U MPOUCXOAAT IIPU !‘IaCTI/II/IFe s aCKO[Z6I/IHOBOI>’I

N
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KHCIIOTBL, o-Kerornyraparau O,:

Hukounaes, 435 ctp. puc.18.3

HemocTaTouHocTh  acKOPOMHOBOH  KHCIOTEL B

HApYIMECHUEM (I)y_HKgI/II/I MC3CHXHNMAJIbHBIX KJICTOK. Ha[!_y_H_IaCTCSI CHUHTE3 KOJIJIar¢Ha

UXOHIAPOUTHHCYIIb(ATA. B

OCHOBHOM CBi3aH _C

00pa3oBaBIIEMCS KOJIJIarcHe Majio

COJICPIKUTCAOKCUTIpoMHA. [Ipy  TsDKENo  MpoTeKalomel [HMHre 00pa3oBaHue
OCHOBHOI'0 BEIIIECTBA COCAMHUTENIbHOM TKAHW HAPYIIAETCS, 3TO MNPUBOAUT

CHOJMMEPHU3AIlIM KW PACTBOPCHHUIO OCHOBHBIX CT T TKAHM, B PE3YJIbTATC

MOT'YT OTKPBIThCS CTapble JICUYCHHBIE PAHBL.
[leproa monypacnajia KOJIareHauInTCs HECKOJIBKO HEACISIMU U MECSIIIAMH.
DJacTHH
DJIAaCTUHBTOPOW OCHOBHOW OEJIOK COEAMHHMTENIbHOW TKaHW. B ornuume or
KOJUIAreHa IPU KUMSYCHUU He 00pasyeTkeJaTuHy. ETo aMMHOKHMCIOTHBIN cOCTaB
OTIMYaercs OT KojareHa. Tak, B ero coctaBe KpoMe MIMIKMHA U TPOJIMHA UMEEeTCsl

B_OOJIBIIIOM KOJHMYECTBE BaJuH (0OJIbIlIe 4eM IposiviHa). B  Mojiekyie Mmaiio

TUAPOKCUTIPOJIMHA U BOO6!!!€ OTCYTCTBYET FI/Ig![gOKCI/IHI/ISI/IH.HaTI/IBHBIe BOJIOKHA

DJIACTHHA TOCTPOCHBI M3 OTHOCHUTEJIBbHO HEOOJBIINX, MOYTH _CcEpUUECKHX

MOJICKYJ, COCAMHEHHBIX B BOJOKHHCTHIE TSDKHU C IIOMOINBIO KECTKUX MONEPEYHBIX

CIIMBOK.buINM  MIeHTHOULIMPOBAHBL 1B OPMBI_IIOIIEPEYHBIX CIINBOK, 00€ ¢

acTheM Ju3uHa. V3 YeTBIpEXIM3MHOBBIX OCTATKOB 00Pa3YIOTCSl COSTUHCHHS —

JCCMO3MHUN30JCCMO3HH.

-NH__ _.CO-

(I:H
-NH (CHz)z _NH-
_CH-(CHz)2 (CHz2)2-CH
-co co-
@
I
(CHz2)a

I
CH

N
-CO NH-

Desmozin
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OHH 00pa3yioTcs OCTaTKaMU, IPUHAUICKAINMMHU I10 KpalHell Mepe IBYM

HE3aBHCHMBIM IIEsIM, OJTHAKO OHM MOTYT OBbITh 00Pa30BaHbBI TAKXKE OCTATKAMHU,
HAXOJSIIMMWUCS B TPEX WJIM YETBIPEX Pa3iIMYHbIX MENTHUAHBIX lensax. Tpu
JU3MHOBBIX _ OCTaTKa  BHAyaJe OKHCISIOTCS IO COOTBETCTBYIOUIMX  &-
allbJACTUI0B(ANIM3MHOBBIE OCTAaTKH), a 3aTeM KOHISHCUPVYIOTCS C YETBEPThIM
OCTAaTKOM JIM3MHA; MPU ONPEACIEHHBIX KOMOMHAIMSIX 00pazyeTcs 1100 JECMO3HH,
1160 M30JIecMO3UH.  JIeCMO3WHUU30/IECMO3MHYYACTBYET TpU  00pa30BaHUU
nomnepeyHbix  cmmBOK. [lpm  o0Opa3oBaHWM MOMEPEYHBIX  CHIMBOK  TaKkKe
YYACTBYETAN3NHHOPJICHIIMH.

Huty HATMBHOTO »3JacTMHA HE MEPEeBAPUBAIOTCS TPUICHHOM WU

XUMOTPUIICUHOM, HO MCJICHHO TUAPOJINU3YIOTCA INCICUHOM pu

pH=2.Tlomxkenynounas Kejae3a CEKPEeTUPYET 3UMOIEH IIpodJiacrasy, KoTopas

AKTUBHPYETCS TPUIICHHOM C 00pa30BaHUEM DJIacTa3bl M THAPOIN3YET MEHTHUIHEBIC

CBsi3U, 00pa3oBaHHBIE KapPOOKCUJIBLHBIMM T'PYIIAMM _OCTATKOB aln(aTUYECKUX

AMHHOKHCIIOT. DJACTUH BMECTE C KOJIAT€HOM, IPOTEOTTUKAHAMU M PSIIOM TIHKO-

U__MYKOINPOTEUHOB _SBJISIETCS OPOAYKTOM OHOCHMHTETHYECKOW JIESITEILHOCTH

nOpobsacToB. HemocpeACTBEHHBIM  MPOAYKTOM _ KJIETOYHOrO  OMOCHHTE3a

CUUTAETCS HE AJACTHH, & €r0 MPEIIECTBEHHUK — TPOMOAIACTHH (B KOJUIATEHE —
npokoJjiiareH). TpomosdacTUH He COACPIKUT MONEPEYHBIX CBSI3€H, oOmagaeT
pacTBOPUMOCTBIO. B moclienyroniemM TpomodJIacTUH MPEBPAIAeTCs B 3pPEblil
DJIACTUH, HEPACTBOPUMBIN, COJCPIKAIIMKA _OOJBIIOE KOJUYECTBO TOMEPEUHBIX

CBS3EN.

DnacTWH, B OTJMYME OT KOJUIAreHa, 00JaJaeT  O4YeHb  BBICOKOM

PACTHKUMOCTEIO. 1103TOMY OH BeTpedaercss B OOJBIIOM KOJMYSCTBE MMCHHO B

TKaHAX, HMCHOBITBIBAIOMMNX PACTHIKCHUC W COKPAMICHUC, TAKUE KaK KPOBECHOCHLIC

cocynbl, cBs3kn, Jgérkue(puc. X). K mpume B_aopTe dJacTUH coctaBiger 30-

60% OT Macchl BEIeCTBA TKAHM, a B BBIHHOM cBsa3ke — 70-80%.

Hukonaes, 438 c1p., puc. 18.9
Bpewms noy:KM3HU IIACTHHA COCTABISAET 75 JIeT.
IIpoTeorankanbl
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[poreornnkanbl 00pa3yrOT OCHOBHOE BEIIESCTBO BHEKJIETOUYHOTO MATPHKCA
COCAMHUTENbHON TKAHU M MOTYT cOCTaBAATh A0 30% cyxoil Macchl TKaHH. ITO
MOJIMAHUOHHBIE BEIIECTBA OOJIBIIONW MOJCKYJISIPHOW MAacChl, KOTOPBIC COJICPIKAT
0OJIBIIIOE YMCIO0 PA3IMYHBIX FECPONOIUCAXAPHIHBIX OOKOBBIX IICHEH, KOBAJCHTHO
CBSI3AHHBIX MOJUNENOTHIHBIM OCTOBOM. B OTIIMYME OT MPOCTHIX TIUKONPOTEHJIOB

IPOTEOrIMKAHBI MOTYT coaepkaTh 10 95% yriueBonos. [1o cBoiicTBaM OHH Oosee

CXOIHBI _C TOJHcaxapujaMu, dYeM ¢ Oeakamu. [lonmcaxapujiHbIe TITIbI

MIPOTEOTNIMKAHOB MOYKHO TOJYYHUTH C XOPOIIKMM BBLIXOJIOM IOCie 00paboTKU

OPOTCOJIUTUICCKUMHA CPMCHTAMHM. Ot T'PDVYIIIIBI BHayaJic Ha3bIBAJINChH

MYKONoJUucaxapuaaMu, HO TCIIEPb MPCANOYNUTAIOT TCPMUH TJIMKO3AMUHIJIMKAHDBI,
TaK KaK BCE€ OHHM COJCPIKAT I'IIOKO3dAMUWH HJIM I'aJIAKTO3dMUH. PaznanyarpT 1mecThb

OCHOBHBIX KJIACCOB IN'TMKO3AMHWHOIJTIMKAHOB:

® THAJIYPOHOBAIKMCIIOTA,

e XOHAPOUTHH-4-cyibdar;

e XOHIPOUTHH-6-Cyibdar;
[ ] epMaTaHcvyia@ar,

e kepartancynbdar [ u ll;
e remapaHcyiab(haT UrenapuH.

I'nanyponoBasikucaora. [loBTopsiromiascs aucaxapuaHas eIUHUIA 3TOTO

TTIMKO3aMUHITIMKAHA UMECT CJIICIAYIO 10 CTPYKT .

;' COOH '}
1 l
" !
e K o
: H H H i
; H HO H i
| l é)H H  NHCOCH %
L H 3in

OctaTokOcTaTok
-TIIOKYPOHOBOUMKUCIOTHIN -aLIe TUIITIIOKO3aMUHA

5 7
Monekyagapaag Macca B mpenenax or 10 mgo 10. Bo MHOrmX TKaHIxX

CHAJIyPOHOBAs KHCJIOTA HAXOJAWUTCS B HEOOIBIINX KOJIWYECTBAX, OJHAKO OHA

UrpacT BaXxd CTPYKTYPHYIO POJIb B 00Pa30BAHMU arpPEraToB IPOTEOTIUKAHOB.
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XOHAPOUTHHCYAb(aThI. [[BalIMPOKO
acIPOCTPAHEHHBIXIIIOKO3aMUHOIJIMKAHA - XOHJIPOUTHH-4-cyabdat n

XOHJIPOUTHH-6-cyabdaT, pasaIndyaroTcs TOJLKO 10 IOJOKEHHIO Cyiab(haTHOTO

adupa — mo 4- nan 6-ruapokcrny N-aleTUATAIaKTO3aMIHA COOTBETCTBEHHO:

OOH H CH,OH | OTdopmaTnposato: LLpndT: (o
Q 035 O | ymonuanmio) Times New Roman, 14 nT,
H H || Uget wpudrTa: YepHblii
QINoH H HA QL
: H H
H
. H OH H  NHCOCH, |,
" COOH HO,SOCH, 1
13
0, o] :
2. N OH H D H 1
H H i
H !
i H OH H  NHCOCH,!,

4 4
MounekynspHasmacca 1,10 — 6,10 JI,00JbIIIMHCTBO MPENapaToOB SIBISFOTCS

noJuaucrepcHbiMU. IIpenapartsl, BBIASACHHBIC W3  Pa3JMYHbIX TKaHEW, 4YacTo

HMEIOT DPA3IMYHYIO CTCNEHb cyiab(aTupoBanus. B TKaHIX MOXET HaXOJUTHCS

1100 XOHAPOUTHH-4-cyiabdaT,1n00 XOHAPOUTUH-6CyIbdAaT, 1100 ux cMech. llenp

N3 TIOBTOPAIOMIMXCA JUCAXAPUAHBIX CAWHUIL KOBAJICHTHO CBA3aHA C CCPHHOM
IMOJIMOCITUIHOrO _0ocToBa. Ilpr  3TOM BCTABOYHBLIM ArMCHTOM _ ABJISACTCA

TPUCAXAPUATATAKTO3ZUITATAKTO3HII — KCHMJIO034a.

epMaTaHcyadaTbl.OTH TJIMKO3AMHWHOTITIMKAHBI B OTJINYHNC

OTXOHIPOUTHHCYJI(PATOB COJZICPKAT L-unypoHoBy10 KUCJIOTY u HUMCIOT

CIEAYIO IIOBTOPAIO CA JUCAXAPUIHVIO CAUHUILY:

OtdopmaTuposaHo: LLpudT: (no
ymon4yaHumto) Times New Roman, 14 nT,
LiBeT wpundTa: YepHbii

HOBTO[!;[IO!! ajACs CAUHUIIA ACPMATAHC gnLglgaTa

B nosropsromielics eanaune 0O0HAPY)KEHBI TaK)Ke HEOOIbIINE KOJIUYECTBA
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DJIIOKYPOHOBOM  KHWCJIOTBI,  3aMEHSIIONIEN  MIYPOHOBVIO  KHCIOTY. Ot

TTIMKO3aMUMHOIJIMKAHBI  CBA3AHbI C  INOJUIICTITHAHBIM OCTOBBIM TaK K€, KakK

XOHAPOUTHUHC _y_JIB!l!aTI:I.

Keparancvabdarbl.Kepatancyiaedhar I w Il comepikar CIEIVIONIVIO

HNOBTOPAIOIIYIOCH JUCAXAPUAHYIO CAUHUILY:

I‘ CH,0H HO,S50CH, ﬁl
H/4
oH H/ L

H  NHCOCH,

[loBTOpsironias equnnia keparancyabdar [ u 1

OHHU, 0AHAKO, OTJIMYAITCS I OT Tra 110 CYMMAapHOMY COJCPKAHWIO

JIEBOJIOB M _HAXOJATCSL B pa3HbIX TKaHsX. KeparaHncyiabdarl, BEIICICHHBIA U3
OI'OBHMIIBI IJia3a, COJACPIKUT TAKIKC KO3y, CHAJIOBYIO KHMCIOTY M MaHHO3Y. Ero

oJurocaxapujaHasi 1CIlb M3 MOBTOPAIOIMMUXCA CAWMHUIL CBA3aHA C MOJMIICTITHAHBIM

OCTOBOMTAKKC, KakK n Y ChIBOPOTOYHBIX TTTUKONIPOTCU OB, N-

AlCTIIINTIOKO3aMUHIII-ACIAPAarHHIILHOW  CBSI3bIO,0JTHAKO €I HE YCTaHOBJIEH
XapakTep CBA3M MEXAY TMOBTOPSIONICHCS AMcaxapuaHoW eauHuiern u  N-
anermnriaoko3aMuaoM. Keparancyaedartll, BeIIENeHHBIN W3 XpsAlia M KOCTEH
IIOMHUMO CaxapoB, KOTOPBIC BXOJSAT B COCTAaB AMCAXapPUIHOW €IMHHIILI, COIEPIKAT
Takoke  N-aleTHIrajJaKTo3aMuH KO3 CHAJIOBYIO __ KHCJIOTY _MMAaHHO3Y.

Ommrocaxapungasg 1ens  Keparancyiabdara [l mpucoenmpena K 0Oenky, II0-

BUIUMOMY, YCPC3 N-a!!CTI/IHFaHaKTO?)aMI/IH; O6[)33¥IOlllI/Iﬁ O'FHI/IKOSI/IQ!HXIO CBA3b C
CCPUHOM UJIM TPDCOHUHOM.

l'enapun urenapancyabgar. ['enapiHOOHAPYKUBACTCS HA MOBEPXHOCTH

MHOI'UX KJICTOK: OH ABJACTCA BHYTPHUKJIICTOYHLIM KOMIIOHCHTOM TYYHBIX KJICTOK.
Ero TOBTOPAOMIAACA Acaxapuadas CAUMHNIEa UMCET CJICAYIOMIYIO CTPYKTYPY:

-

1

H

1
!
i_

OSO,H

IloBTOpsrOImIascs CTPYKTYpa renapuHa
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HekoTopast 4acTh IIIOKO3aMHHOBBIX OCTATKOB COJEPKUT N-aleThibHbBIE, a

He  N-cyabharaeie  rpynnel.  [emapaHcyabdaT  COAEPIKUT  aHATOTMYHYIO

JAUCaxXapuJaHyro CIUHUIY, HO MMECT 0oJIbIIIE N-a!!eTI/UILHI)IX [PYIIN, MCHBIIC N-

cyab(haTHEIX TPV U XapaKTePHU3YeTcs MeHbIIEH cTeneHp0 O-cyinb(aTupoBaHusl.

Kpome Toro, Takke, KaKk M _JepMaTaHCYAb(aThbl, 3TH TIUKO3aMHHIJIMKAHBI

CcoIepKaT HEKOTOPOEe KOJIMYecTBO L -MIypOHOBOMKMCIOTEL I enmapuHABIISICTCS

BAKHBIM dHTUKOAT'YJISIHTOM.
buocunres NMPOTEOIJIUKAHOB

Kaxplii M3 YHUKAIBHBIX OJUTCOCAXAPUIHBIX AIrMCHTOB IIPOTCOIIMKAHOB
CHUHTC3UPYCTCA B C3YJIbTAaTC OOCJICA0BATCIBHOI'O CUCTBUS A4

rIuKo3uaTpancdepas. OTu depMEHThI KaTaIU3UPYIOT HEePEHOC MOHOCAXapujaa ¢

HYKJICOTHJI-CaXapa Ha COOTBETCTBYIOIIMKA AKIIENTOP, KOTOPBIM MOMKET OBbITh HJIU
NPYTOW caxap, WIM OCTaTOK aMHUHOKHCJIOTHL B mosmnentuae. OaurocaxapujHas
YacTh VBEIMYMBACTCS CTYNEHYATO, KAXIbIA pPa3 Ha OAMH OCTAaTOK, MPUYEM
KQKIbIM MOCACAVIOMIMA caxap MNPUCOCIUHICTCA K HEPEAYLUPYIOUIEMY KOHILY
npeapaymiero(122-puc).

B OMOCUHTE3€  XOHAPOUTHHCYNIH(HATAYYACTBYIOT  IIIECTh A3JIMYHBIX

TTIMKO3UJITPAHC(MOEPa3 n oJJHa CYJIbMOTpaHC(PEpas3a. I'muko3unupoBanue

INPOUCXOAMT B aAlllIdpaTe FOHLQ}KI/I CCKPETOPHLIX KJICTOK, TAKUX, KAK XOHAPOUMNTHL
Xpdia. Tlocae OCBO60)KQCHI/I$[ n3 QI/IGOCOM NOJUNICTITUAHAA LCIb MPOTCOIJIMKAHA
NEPEXOAUT IO KaHajJdaM SHAOIIA3MATUYCCKOI0 PETUKYJIyMa B alnapar FOJIBQ)KI/I2
II€ CBA3AHHBLIC C MeM6|!aHaMI/I T[gchglge[ga%I HAaYMHAKT HOCJ’Ieg!OBaTeJ'II)HBII‘/’I
CUHTE3 OJUTOCAXaPUAHDBIX T'PDYIIII.

[1oaHOCTEIO CUHTC3MPOBAHHBLIC MOJICKYJIbI NOCTYNAIOT M3 alriapara

T'oab/kM B 001aCTh INIA3MATHYECKOM MEMOPAHEI KJIETKH U 3aTEM CEKPETUPYIOTCSL.
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Q@ Xyl-transteraza
@ Gal- tansfenaza | ogsil
(@ Gal-ransteraza | O ksiloza

@) GleUA- transforaza |
(B) Gal NAC- trarsferaza
® GleUA- bansteraza
(@) subctransteraza

{7y palaktoza

glyukuron kislotasi
% M-atsetil galaktozamin
® sulfat

122-puc. BUoCHHTE3 NPOTEOTINKAHOB(Y30ra IepeBoI)

BelieneHHBIC M3 TKAaHEW  NIPOTCOINIMKAHBI _ HA3BIBAIOTCS _arperaraMu

OPOTCOIJIMKAHOB. Hx OCHOBHYIO 4aCcThb COCTaBJIAIOT

CcyOBEIMHAIBIIPOTEONNINKAHOB.  Ha OJIF0  THAJIYPOHOBOW  KUCJIOTBI U

CBS3BIBAIOIMX OEJIKOB MPUXOJUTCI TOJBKO OKOJIO 1% o0mel mMaccel. CrepKHEM

C¥6BCQI/IHI/IQH MMPOTCOTJIMKAHA ABJISCTCA HOHHHCHTHQHLIIZ OCTOB. HOJ’II/IHCHTI/IQHHC

nenu OTXOIAT oT ruajgypoOHOBOM KHCJIOTHI, 00pasys CTPYKTYDYVY.

no100HoHEpIIMKY(PHC. X).

Hukonaes, 442, puc. 18.12

[IpOTEOraMKaHOBbIC CYOBCAMHUIILL _ CBSI3BIBAIOT  KOJUIAreH 33  CUET
AIEKTPOCTATUYECKUX B3aUMOJICHCTBUN.
DYHKIMUINPOTEOLJINKAHOB
HaunGonee MHTEpPECHOE CBOWCTBO PA3IUYHBIX MPOTEOTIMKAHOB COCTOST B
TOM, 4YTO BCC OHHW TMPCACTABJIIAIOT CO6OI>1 NOJIMBAJICHTHBLIC aHWOHbI, KOTOPLIC

o .
HNPUTATUBAIOT W ITPOYHO CBA3BIBAIOT KATHOHBI. ga)KeKil/I Na  CBS3BIBAIOTCS TaK
IIPOYHO, YTO MX MOHHBLIC CBOMCTBA HE ITPOABJIAIOTCA. Bce IMPOTCOTIIUKAHBI UMCIOT

TCHACHIIMKO K arperanmmm, DOSTOT  IIPOIECC CKOPACTCA  IMOJHMBAJICHTHBIMUA

[\

+

KaTHMOHAMM, TAKMMHU, KaK, HaHQI/IMCQ;Cﬂ . boree JJWHHBIC 11CIIN, 0COOEHHO 11(53004
FHEUI}ZQOHOBOIZ KHUCJIOTHI, CBé[ZTBIBaIOTCH OTHOCHUTECJIBHO 6CCHO[251QO“IHBIM 06[28.30M2
3aHMMast _OOJIBIIIOE IMPOCTPAHCTBO, 3allOJJHCHHOE B OCHOBHOM MOJICKYJIAMHA

PACTBOPHUTEISA — BOJBL. B 3TO mpoCTpaHCTBO (JOMEH) MMEIOT JIOCTYI HEOOJIBIIINE
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MOJICKYJIBI WM HMOHBI, OJHAKO KPVIIHBIC MOJICKVYJIBI (HAIIPHUME CBIBOPOTOYHBIN

aHB6¥MI/IH! HE MOI'YT ITPOHUKATH B HETO.
Bricokass  BS3KOCTH PACTBOPOB _ T'MATy QOHOBOI\/‘I KHUCJIOTHIL  ITO3BOJACT

opeanojgarartb, UYTO OHa MOXKCET CIYXWUTh CMA30YHBIM MATCPUAJIOM B CYCTABAX U

U3MCHCHUEC BA3ZKOCTHU CgCTaBHOﬁ KUAKOCTH TMPU PEBMATUYCCKUX 3a00JIEBAHMSIX
ABIACTCA CICACTBUEM I/I3MCH€HI/II‘/’I; IIPOUCXOAANIUX B CTPYKTYPE MPOTCOTIMNKAHOB.
HQOTGOFJ’II/IKaHLI OKa3bIBAIOT TAKKC COINPOTHUBJICHUC INCPECMCUICHUIO BOJAbI I10J

BHCIIHUM JIABJICHUEM W TPUAAIOT TKAHIM DJACTUYHOCTh M _YCTOWYMBOCTH IO

OTHOIIEHHUIO K CckKatnio.OHU  DYHKIMOHUPYIOT KaK  MOJEKYJSIpPHBIE CHUTA,

OrPaHUYMBAs MIEPEMEIICHUIO KPYITHBIX KATHOHOB U MPEMATCTBYS MPOHUKHOBEHUIO
BHYTPb JIOMCHOB MPOTCOLJMKAHA MOJCKYJ, HMMEIONIMX Pa3Mepbl anbOyMHHA U
UMMYHOTJIOOYJIMHA.

['magypoHOBast KMCJIOTA YYACTBYET TakXke B MopdoreHese u, MO-BUAUMOMY,

DPErYIMPYET arperanyi MEe3eHXUMAIbHBIX KIeTOK B 3MmOpuoreHese. Cocran

OPOTCOTJIMKAHOB B KJICTKaX JKMBOTHBIX HM3MCHICTCA BCEChbMA 3aKOHOMCPHO B

3aBUCUMOCTHU OT BO3pACTaA. TaK! KOHICHTpAIWA Ke[!aTaHCgJ'IB!haTOB B TKaHAX

KOTOPLIC COACPXKAT O3TH COCAMHCHUIA BCJIUMYMBACTCA B TCUCHHUC KXKM3HU, B TO

BpEMA KaK COJACPIKAHUC XOHQ[ZOI/ITI/IHCXJII:ghaTa B XpiAliaxX W MEKITO3BOHOYHBIX
AUCKax, a TakKiKe FPIEUIXQOHOBOIZ KHCJIOTBL B KOXKE C BO3PACTOM YMCHLIIACTCA.

BBesieHrne ropMoHa pocra B J1000M BO3pacTe IMPUBOAMT K TOMY, YTO XapakKTep

CHUHTE3a MPOTCOITTMKAHOB M UX COCTAB CTAHOBUTCSA MPUMEPHO TAKUMMH KE, KAK Y

0YE€Hb MOJIOJBIX KMBOTHBIX. DMdEKT ropMoOHa pocTa OMOCPEAYETCS AEHCTBUEM

COMATOMECJIMHOB, IIPHU J3TOM VYCKOPACTCA MNPOJU@PCPpaAld XPANICBBIX KICTOK M
CTUMVYIUPYETCs BKIIOYSHHE cyabdaTa B IPOTEOrIMKAaHEl. BBEIEHHE TECTOCTEpOHA

YBCJIMYUBACT CKOPOCTL CUHTE3a FHaHg[!OHOBOI;‘I KHUCJOTEL B PAJIC TKaHEH (KJIanaHbI

Cce a, Koxka). B cMHOBUAJIEHOMN KMAKOCTH CYCTABOB, OPAXKEHHBIX PEBMATU3MOM

WX apTPUTOM, COACPKAHUC FI/IaJ'Iy_nOHOBOﬁ KHCJIOTBI 60.1'II>HIG2 YEM B HOpPMCE, OHA,

OJIHAKO B__3HAYWTEIHHOW _ CTCICHU CIIOJUMCPH30BaHa, BBCJICHUC A4

AAPCHOKOPTUKOCTEPONUIOB BbI3bIBACT 6bICT[2¥IO [Zel'IOJ'II/IMenI/ISa!!PIIOFPI&J'Ig[ZOHOBOIZ

KHCJIOTEL U B TO K€ BpeMAPE3K0 yraeraer cuHre3 e€ de novo.Haburonaemble npu
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caxapHoM aua0eTe 3HAYUTEILHO 0oablias BOCIPUUMYMBOCTE K HWHGMEKIHASIM

3aMCIJICHUC 3AKMBJICHHWA pad U YCKOPCHUC ACTCHEPAIIMU COCYI0B MOI'YT ABJIATHLCA

CICACTBUEM YMCHBIICHUA CIIOCOOHOCTH OopraHmsMa CUHTC3UPOBATH

MYKOTIOJINCAXAPU/IBL.
DUOPOHEKTHH

DUOPOHEKTHH __ CHHTE3MPYETCS  MHOTHUMM _ KJIETKAMU W BBIACHAETCS

MCKKIJICTOYHOC IMMPOCTPAHCTBO. qDI/I6|!0HCKTI/IH IPCACTABJISICT co0oit AUMCED
OJVMHAKOBBIX WX HEMHOI'O PA3JNYAIONIUXCH C¥6"beg!I/IHI/I!! C MOHEK!Hﬂ[!HOﬁ Maccou

okoyio 250 a, COCIMHEHHBIXaHTHUIAPAICIbHO BYMs NCYIbCYIbMUIHBIMUA

CBSI3SIMH B 00JIacTH C-KOH!!OB. HCHTI/Ig!Haﬂ ICIb O6[!33¥CT HCCKOJBbKO

DJIOOVIISIDHBIX  JIOMEHOB.  MOJIEKVJIBI UMEKT BBITAHYTYIO (dopMmy. Molekyiia

MOPOHEKTUHA COJEPIKUT _CIIEHU(UIECKUE CHTPBbI CBA3BIBAHUA C nMHA

MOJICKYJIaMU nOpPOHEKTHHA C KOJIJIar€HOM CYJIb(OHUPOBAHHBIMHU

TIMKO3aMUHTIMKAHAMU, WTHTEIPUHAMM(PUC. X)

Huxosaes 438 ctp. puc. 18.10

KpoMeToro, Ha _MoJeKyie MOpPOHEKTHUHA _ €CTh CHT CBA3bIBAHUA

Tpa”HCrjyTaMuHa3bl — €PMCHTA, KOTODBIA _KaTaJIM3UPYET CAKIIUIO MECK

OCTATKaMH TJIyTaAMHUHA Og!HOfI OCIKOBOM MOJICKVYJIbI U OCTATKAMHW JIN3WUHA g![ggrof/i

OEJIKOBOI MOJIEKYJIbI, CIIIMBAS UX JAPYT C IPYTOM:
Lny-NH,+H,N-JIuz —T'ny-NH-JIuz+NH,

IIpucoenHssACH K HOPOHEKTUH TpaHCrjyTaMuruHasa CIINBACT

IIOIIEPEYHBIMH CBSA3SIMHU MOJEKYILl (hMOPOHEKTHHA T C TOM, C KOJJIAIr€HOM

U ApyruMu OenkaMu. TakuMm  cocoOOM  CTPYKTYPBI, BO3HUKAIOMIUE MYTEM

caMocOOpKH, GUKCUPVYIOTCS NPOYHLIMHA KOBAICHTHBIMU CBSI3SIMU.
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poroteoglikanlar
geparansulfatiar

gialuronat
kislota

W talolar

T

Fibronektin

123-puc.B3anmoeiictBre MOJIEKYII MEKKIETOYHBIX BelecTB(IIEPEBOI Ha

pyc)

H3MeHeHNe COeITMHUTENbHON TKAHU NMPU CTAPEHUH U KOJLIATeH03aX

OOImKM BO3PACTHBIM H3MEHEHHUEM, KOTOpPOE CBOWCTBEHHO BCEM BHJAM
COCIMHUTENPHON TKAHW, SBISCTCS YMEHBIICHUE COMCPKAHMS BOJBI M OTHOIICHUS

KOCHOBHOE BEIIECTBO/BOJOKHA». TToKa3aTelhb 9TOr0 COOTHOLICHUS YMEHBIIAETCS

KaK 3a CYET HapacTaHUuid COACPIKAHUA KOJIAICHA, TAK U B PE3YJIbTATC CHUIKCHUA
KOHICHTpAIWKU TJUKO3aMUHIJIMKAHOB. B TNEPBYIO 0Y€PECAb 3HAYUTEIBLHO CHU-
KACTCA COACPIKAHUC FHaJ’IzEgOHOBOI\/’I KHUCJIOTKI. OgHaKO HC TOJIbKO YMCHBLIIACTCA
06gee KOJINMYCCTBO KHUCJIbIX TJIMKO3AMUHIJIMKAHOB, HO HM3MCHACTCA W KOJIM-
YCCTBCHHOC COOTHOIICHHUE OTACIABHBIX TJIMKAHOB. OQHOBQGMCHHO IMPOUCXOAUT

TaKKe M3MEHEHNE (PU3MKO-XMMHUYECKUX CBOWCTB KOJIareHa (YBEJIWYCHUE YHCIia U

IIPOYHOCTU BHYTPH- M MEXKMOJEKYISIPHBIX TOMEPEYHBIX CBS3€W, CHIKEHHE

DJACTUYHOCTA M CIIOCOOHOCTH K Ha.6_'y_§aHI/IIO2 PA3BUTUE PESUCTEHTHOCTU K
KOJlareHa3e M T.[.), TOBBINIAETCI CTPYKTYpPHAas CcTaOMIIBHOCTD _KOJIJIAT€HOBBIX
BOJOKOH (IIPOTPECCUPOBAHUEC IIPOIIECCA «CO3ZPEBAHUS (12H6[2HHJIH[)HBIX CTPYKTYD
COeg!HHHTGHBHOﬁ TKAHH). CHCQ!!CT IOMHHWTBL, YTO CTAPCHUE KOJIarcHa in_vivo
HCPABHO3HAYHO HM3HOCY. Ono_sBasercs CBOCOG[!&?,HBIM HUTOIOM IMPOTCKAIOMINX B
OpraHu3Me MeTa00JINYECKUX IMPOLICCCOB, BJIUAIOUNIMX HA MOJCKYJIAPHYIO CTPYK-
Typy KoJuiarcHa.

CQGQI/I MHOT'UX HOQa}KCHI/II\/JI COCQHHHTGHBHOP'I TKaHH _0co00e MeCTo

3aHUMAarOT KOJJIAIr¢HO3bl. /JUJId HUX XaPaKTCPHO IMOBPEKICHUE BCCX CTPYKTYPHBIX

COCTABHBIX YacCTeH COCQI/IHI/ITGHBHOI\/’I TKAaHW: BOJIOKOH, KJICTOK M MEXKKJICTOYHOI'O
319

| OTdopmaTnposaHo: LLpudt: (no
/| ymonuanmio) Times New Roman, 14 n,

/| UeT wpundrTa: HepHbii



OCHOBHOI'O _ BCIIICCTBA. K kojmareHo3aMm _ 0OBIYHO _ OTHOCSAT _ PEBMATHU3M,

[ZCBMaTOHgHBIfI ApTPUT, CUCTCMHYIO KpacHYIo BOJIYAHKY, CUCTCMHYIO

CKJIEPOJICPMHIO, JIEPMATOMHO3NT M _V3EIKOBEINA mepuapTepunT. Kaxmoe M3 3THx

3a00JICBAHNN MMEET CBOEOOpa3HOe TeYeHHWE W Ccyry0o WHIMBHUIYaJIbHbBIE
nposieieHus.  Cpead  MHOTOYHMCICHHBIX  TCOPHUM  Pa3BHTHS  KOJUIATCHO30B
HapOOJIbIlIee MPU3HAHKME MOAYYWIA Teopus HMHOEKINOHHO-aIIEPruIecKOro
POMCXOMKJICHUSL.

Hakonen, HeoOXOAMMO  OTMETUTh,  YTO  HapyIIEHHWE  Mpollecca
TUAPOKCWIMPOBAHHMSI KOQJIIAT€HA — OJIMH M3 OMOXUMHUYECKHX JIeHEKTOB MTPH IIUHTE.

Komnaren, cMHTE3MpPOBAHHBIN B OTCYTCTBUE WIIM IPU JePHUIHNTE acKOPOMHOBOM
KHUCJOTHI, OKAa3bIBACTCA HCIOTMAPOKCHUJIMWPOBAHHBIM M, CJICAOBATCIbHO, HMCCT

[IOHIKEHHVIO TEMIIEpATypy IUIaBiaeHusd. Takoil KoJulareH He MOXKET 00pa3oBaTh

HOPMAJIbHBIC IO CTPYKTYPE BOJIOKHA, YTO M IPHUBOAUT K MOPAXKCHUIO KOXH U JIOM-

KOCTH COCYJOB, CTOJIb 4ETKO BBIPAXKCHHBIX IPU INWHTC.
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T'maBa 15
BUOXUMMS HEPBHOW CUCTEMBI

HepBHast cucrema, gBagach Mopdo KIIUOHAJILHON  COBOKVITHOCTEIO

OTACIBbHBIX HCI\/'I[ZOHOB U__JpYIrUuxX CTPYKTYD HC[ZBHOI\/'I TKAaHH, O6’begI/IHﬂeT

JCATCIIBbHOCTh BCCX OpPraHoB KW CHCTEM OpraHuM3dMa B €10 ITOCTOIHHOM

BSaHMOg!CﬁCTBHH C__BHEIIHEH C[)ellOﬁ Ona BOCTIPUHWMACT BHCIIHWUC U

BHYTPCHHHC A3IPAKHUTEIN, AHAIM3UPYET W 1IepepadaThIBACT MOCTYIAI0 0

I/IH(I)O[)M&I]I/IIO; XpaHUT CJC/bI H[!OIHHOI;'I AKTUBHOCTH (MEXAHU3MbBI IIaMATH) H

COOTBCTCTBCHHO PECTYJINPYET U KOOPJAUHUPYCT HKIIWW Opradir3mMa.

Ha ocHOBaHMM BBIMIECKA3aHHOTO MOYKHO 3aKIIQYUTH, YTO HEPBHAS CHUCTEMa

BBITOJHACT KOMMYHUKATUBHYIO, UHTCIPUPYIOIIYIO Y aJANTHBHYIO (I)XHKgI/IIO
BCCI'O OpraHmMsma.

KoMMyHUKAaTHBHAS HKIMSL 3aKII0YaeTcs B 00ECIEUEeHMH CTPYKTYPHO-

g;_!HKgHOHaJ’IBHXIO B3aUMOCBA3b B OPraHu3Me, MHTCTPUPYIONIAA - PETYJIATOPHYIO
B3aUMOCBA3b MCKAY OpraHaMu U TKAHAMU, d aJalITUBHAA - dICKBATHYIO PCAKIIUIO
opraHr3Ma Ha BHCITHWEC CTUMYJIbI.
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He[zBHaH TKaHb UMECCT O6lllI/Ie YCPThI, NPUCYIIHE JIFOOBIM KJICTKaM, a TaK¥XKC

crerudrueckre 0cobeHHocTr. (OCOOEHHOCTU MPOSBISAIOTCS B XHMHUYECKOM

COCTAaBE U B XapaKTEPE MeTaboJIM3Ma HC[!BHOﬁ TKAHMH.

HGQBHaH TKaHb COCTOWT M3 TPEX KICTOYHBIX DSJICMCHTOB. HGﬁ[!OHOB

COOCTBEHHO HEpBHBIE KIIETKH); HEHPOTIMM — KJIETKU, OKPYIKAIOUINE HEPBHEIS

KJICTKHW B I'OJJOBHOM M CIIMHHOM MO3I€¢; MC3CHXMMHbBIX 3JICMCHTOB, BKIIOYAOIIUX
MUKPOIJINIO — INTMAJIbHBIC M&K[!OghaI‘I/I (KJICTKHU O[!TGFI/I ).

OcHOBHas Macca TOJOBHOTO MO3ra MpeAcTaBicHa HEPBHBIMHU KIETKAMH M

Hernporieit. Cepoe BelecTBO B OOJBIIEN CTEIIEHW COCTOUT W3 HEeHpoHOB (60—

65% BemecTBa roJ0BHOr0 Mo3ra), a 6exoe Bemiectso I[HC u nepudepuyeckue

HEPBbLI - TJIABHBIM 06[2330M U3 3JCMCHTOB HGﬁ[ZOFHHH U _UX TPOU3BOJHOIO —

MUCJIMHA.

CTPYKTYPA HEMPOHA

. 1 . Ny
l'os0BHOW MO3r yenoBeka MMeeT mopsiaka 10™ HeilpoHoB. Helipon mmeer

TCJI0 CHAPUTHI (MHOI'OYMCIACHHBIC BETBAIIMCCA KOPOTKHUEC OTPOCTKH) M AKCOH

OJIMH JIUHHBIA 0TPOCTOK) (puc. 19.1). JIeHAPUTEL 1 aKCOHBI CBSI3LIBAIOT KAYKJIBII

HCﬁ[!OH C APpYTMMHU HCI\/'I[ZOHaMI/Ig a AaKCOHBI TaKXC CBA3LIBACT HCﬁ[!OHLI C ApYIruMu

BQQQIQCKTOQHBIMI/I KIICTKAMMU. qHCHO Heﬁ[ZOHaHBHBIX KOHTAKTOB, T.C. CHMHAIICOB B
1 14
MO3I¢ JIOCTHraeT MOpsiKa 10%-10". Yepes meHmpUTHI M aKCOHOB POXOIUT

HEPBHBIN UMITYJIBC.

Puc. 19.1. Ctpoenue HeipoHa (cxema mo [IMuATTy).

1 - nenapuTel; 2 - TENO HEeWpoHa; 3 - akcoH; 4 - MUeanHOBasg 000JI0YKa; 5 -

IEPEXBAThI y3Jid, 6 - OKOHYAHMSL.
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VipTpacTpykTypa HEHpOHA CXEMATHUYECKHA mpuBenaeHa Ha puc. 19.2. Temno

HEHpOHA OKPYXKEHO MIa3MaTHYeCKOW MeMOpaHoW — muasManemmoin. OCHOBHOM

YJIBTPACTPYKTYPON HMTOIJIa3Mbl _HEWpPOHA SIBJSIETCS HHJIOIJIa3MaTUYecKas CETh,

OpeaACTABJIAIONIAA co0oit CUCTCMY OrpaHUYCHHBIX MCM6[23HOI71 ITY3bIPLKOB,
T[ZXGO‘-ICK 1 _YIJIOMICHHBIX MCEIIOYKOB, WJIN IMUCTCPH. Pubocombr MMPEACTABJICHBI B
BUJC TpaHyJ, JIOKAJIW30BAHHbLIC HaA M€M6QaHaX 3Hg0HH&3MaTPI‘{CCKOI>'I CCTH, a
TAKKC CBO60;!HO PaCMOJIOKEHHBIE B IMUTOIJIA3ME. B NOAPUCYHOYHOM TEKCTC OHU

OTMCUYCHBI KaK ITOJMCOMBEIL.

JIyis HEpBHOW KJICTKH XapaKTEPHOW CTPYKTYPHOW sIBIIseTCsl 0a30(hUIbHOE
BEIIECTBO, T.H. cyOcTanmmst Huccns, cocrosimiast u3 PHK u Genkos. B niuronnasme

HEMpOHA BBIABISETCS CETh TOHKHUX HUTEH — HeWpodHUOpHILI, KOTOpBIE B

COBOKVITHOCTH 00pa3yiT I'VCTVIO ceThb. HelpodhuOpriuIbl — ATO CTPYKTYPHOE

BBIPAYKEHUE MPABUIBHON JIMHEHHOW OPUEHTAIIUU OCTKOBBIX MOJICKYJI.

[ImactuHyareli  koMIuieke  (ammapar [ OJdbDKH)  SIBISETCS  BAKHBIM

KOMITIOHCHTOM NUTOMJIA3MbI Heﬁ[ )OHA. TaM COCPCAOTOUCHBI JINTIUAHBIC
KOMITIOHCHTBI KJICTKH. MI/ITOXOHQQI/II/I Heﬁ[ZOHOB COJICPIKAT MCHLIIIC gge[ZMeHTOBi
YYACTBYIOIIMX B IMPOHECCAX OKHUCJICHUA KUPHBIX KHUCJIOT WM aMHUHOKHUCIIOT, YEM
MUTOXOHAPUHN APYTUX KIICTOK.
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Puc. 19.2. Cxemarnueckoe n300pakeHue VIbTPATOHKOIO CTPOEHUS HEPBHON

KJIETKH 10 JIAHHBIM 3JIEKTPOHHON MUKpockonuu (mo A.A. MaHuHOH).
BB - BisiunBanue sinepHbix Memopan; BH - emmectBo Huccast; I -

mIacTUHYaThIN KoMiuieke (ammapat [onpmkn); I'T - rpanyasl taukorena; KI© -
KaHaJIbLIbl INTACTUHYATOrO KoMmmiekca; KM — KpucThl MuTOXOHApHiA; JI -
nu3ocombl; JII - nunujiHble Tpanyiibsl; M - MuToxoHapuu; MM - MmemOpaHa
MHTOXOHJIpHI; MO - MeMOpaHbI SHIOIIa3MaTHIecKo# cetn; H -

Heriponpoduopmmisl; I - monucomsr; I1IM - mnasmarndeckas meMmoOpana; [1P -
npecuHantudeckas memOpana; [1C — nocrcunanTudeckast MeMopana; [15 - mopsl
snaepHoii MemOpansl; P - pu6ocombl; PHIT - puboHYKICONPOTEHHOBbIE Tpanyibl; C

- cunaric; CII - cuHanTu4eckue my3bIpbku; [[D - IMCTEpHbI SHA0MIa3MATHIECKON
cetu; OP - sHponmIa3MaTdeckuii peTukyayM: A - siapo; M - sjaepHas MeMOpaHa.
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Pa3mep siipa HelipoHa koJiebsercss oT 3 j1o 18 MKM, JOCTUTast B KPYIHBIX
HelpoHax 1/4 BeITWYHMHBI KX TeJa.

CTQOQHI/IQ HEPBHOI'0 BOJOKHA

HepBHbIC BOJOKHA JACHJIPUTOB M aKCOHOB MPEJCTABISIOT COOOW TPYOOUKY,
SIBJISFOINASICS TPOJIOJDKCHHUEM I11a3MaTHIeCKON MeMOpaHbI Tena HelpoHa. [1oocTh

BOJIOKHA COACPXHUT IHUTOILIA3M AKCOoIJIa3m 4 OCHOBHEIMHM €€ OpraHcjiaMu

SBJISFOTCSI MUKPOTPYOOUYKH, 00pa30BaHHBIMU OeIKoM TyOyiuHOM. B akcoriazme

TAKXKE COIEPIKUTCS HEeMpodUIaMEeHTEI HNaMET 10 HM) W MHUKPO(QUIAMCHTBI

(AnamMeTp 5 HM), O6|!a3OBaHHBIC n3 aKTuHA. Pojib OTHX CTPYKTYD 3aK/IIOYACTCA B
CO3JaHNN aAKCOIIJIa3sMaTUYCCKOIro TOKa, T.C. BVOKCHHUEC AaKCOIJIa3Mbl M3 TCJia
HCIZQOH& K _cuHancaMmM. VIMEHHO HJTHM TOKOM B CHHANTHUYECKHE OKOHYAHMS
NEPEMCIIAOTCA  PA3JIMYHBIC MCTaGO.]'II/ITI)Ig OCHKM W JaKE C !6KJ’I€TO‘IHHC

CTPYKTYPBHl _— MUTOXOHJPHWH, DHAONIAZMATUYSCKUA PETUKYIYM, JTU30COMBL

O6[23THBII>1 TOK, T.C. OT CHMHAIICOB K TEJIY HCI\/'IQOHa MCHEC HHTCHCHMBHCC.

HepBHbIE BOJIOKHA OKPYXKEHBI MHUEIMHOBON 000J104kOil. B miepudepryecknx

HEPBHBIX CTBOJAX MHUCJIUHOBAA 000J104YKa MMpEACTAaBJICHA JEMMOIIMTAMU, a4 B MO3T€
KJICTKHU I'IMNA !OHHFOQ!GHQ![!OFHH&HBHHC KJICTKH).

Ilo cyryM MHEIMH — 9TO _CHCTEMa 00pa3oBaHHAas _ MHOTOKPATHO

HaCJauBarOmMMHMCsA M€M6[23HaMI/I KJICTOK HCﬁ[gOFJ’IHH BOKPYI" HCPBHBIX OTPOCTKOB.

MuenTnHOBOE BEIIECTBO MPEICTABISACT COO0M CIONKHBIN OSITKOBO-JIMIUIHBINA
koMmruiekc. [lpu 5ToM Ha J0odr0 aunuoB npuxoautcs 10 80% IIOTHOrO ocajika;
90% BcexX IUOUI0B MHEIMHA MPEACTABICHO XOJSCTepUHOM, GochoaunmuiaMu 1
nepebposupamu. Ha puc 19.3 cxemaTwyueckw MpPEJICTABICHO MOJEKYISPHOE
CTPOEHUE MUEINHOBOW 000JIQYKH.
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Puc. 19.3. MogekyspHasi opraHusaiys MUETMHOBON 000J04KH (110 X.
Xujieny).

1 - akcoH; 2 - MUenuH: 3 - 0Ch BOJOKHA: 4 - 0eJ0K (Hapy KHBIE CJION); S -

JUnuabl; 6 - 0eJ0K (BHYTPEHHUH cloit); 7 - XxonecrepuH; 8 - iepedposm; 9 -

cunaromuenns; 10 - bocharnauaceprH.

XUMHUYECKHUM COCTAB MO3I'A

Cepoe BeIIECTBO TOJOBHOIO MO3ra OPEJICTABICHO TeJaMH HEHPOHOB, a
Oeoe — akcoHaMHu. B 9Toii cBA3W 00a OT/[Ie]a MO3ra CYIIIECTBEHHO Pa3IHYaroTCs
00 XHMHYECKOMY COCTaBy. Pa3IWuusi HOCAT MPExJe BCEro KOJIMYESCTBCHHBIN
xapakrep. CojepkaHne BOJbI B CEPOM BEIIECTBE TOJOBHOIO MO3ra 3aMETHO
Oouibllie, uem B Oesom (Tadm. 19.1).

OCHOBHEIMH_BEIIECTBAMU MO3TOBOM TKAHU SIBJISIIOTCS OenKn 1 Junuasl. B

CEpOM_BeIeCTBE OENIKM COCTABJISIIOT ITOJOBHMHY IUIOTHBIX BEIIECTB, a4 B 0elioM

BEIIECTBE — OJIHY TPeTh. OJHAKO B MEPEcYeTe Ha ChIPYI0 MAacCy MO3ra KOJIHYECTBO
OCIIKOB PHMEPHO OJIMHAKOBO, 4YTO OOYCIIOBIACHO WMEHHO pa3Iu4heM B
KOJIMYECTBE BOJIBL B OTHUX ordenax. Ha pomro gunmaoB B OEIOM  BEIECTBE

INPUXOJUTCH 0oJiee MOJOBHHBI CYXOI'0 OCTATKd, B CEPOM BEIICCTBE — JIMIIb OKOJIO
30%.

Tabauna 19.1. XuMHYECKHN COCTAB cepPOro U OEI0ro BENIECTBA TOJIOBHOTO
MO3ra YeJIOBEKa (B MPOIIEHTAX OT MACCHI CBIPOI TKAHU)
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Tebanue 191, XHvH4eckWA COCTEE ceporo W Geq0rn BEIECTEE TOOOBHOTD MO3ra
HEI0EeKE (B MPOUBHTAX OT MACCHW Chipod TREHM)

Czpee Benoz
Cocrapmee yacTe B AoTED BeleCTED
Boaa B4 1]
Cyxof oocTaTox & 0
Baaxi g @
TIumuas 3 17
M HHEpaILHEE BEINZCTER 1 2

benku. benku cocraBusgor npuMepHo 40% oT cyXoil Macchl T'OJIOBHOTO

Mo3ra. A.S. JIaHWJICBCKMN BHEpPBBIC pa3JIeiuyl OCJIKH MO3TOBOH TKAHW HA JIBE

akumu: 1 aACTBOPMMbIC B BOJIC M _COJICBBIX PACTBOpax M 2) HEPaCTBOPUMBIES

oenku. A.B. TlannajguH ¢ cOTpyJIHUKAMU pa3feluian OCJIKM HEPBHOW TKaHU Ha 4
dpakuuu: 1) u3Bnekaembie Bojou, 2) 4,5% pactBopom KCI, 3) 0,1% pactBopom

NaOH wu 4) mepactBopuMblii octaTok. Cepoe BellecTBO Ooradye pacTBOPUMBEIMHU B
Bome Oenkamu, dem Oemoe BemrectBo (30 m 19% coorBercrBenno). bemoe

BEIIECTBO, HA000POT, COJAEPKUT _ropa3fao Oosabmre  (22%) HepacTBOPHMMOIO

0EJIKOBOr0 ocTaTka, 4eM cepoe BemiecTBo (5%). B Hacrosiee BpeMs, COYETaHUs

PA3JINYHBIX COBPEMEHHBIX METOJIOB BBIJICJIICHUS OCIIKOB MO3BOJIMIIO0 PA3JICICHUIO U3
TKaHM Mo3ra 0kosi0 100 pa3aryHbIX PACTBOPHUMBIX OCIKOBBIX (hpaKIIUK.

B HepBHOU TKAHU COAEPIKATCS IIPOCTHIE U CIOKHBIE OEJIKH.

K ITPOCTBIM OeJIKaM MO3ra OTHOCSITCS HCI‘/'I[QOEU'IL6¥MI/IHBI; H€I71[201"J'IO6¥_JIPIHBIE
KATHOHHEIE OCJIKH (FTUCTOHBI U lll)! 1 OTIOPHBIC OeJIKU — Heﬁ[QOCKHe[ZOHIZOTeHHBI.

KonnuecTBO HENPOrnoO0yJaMHOB B TOJOBHOM MO3re B cpeaHeM 5% 1o

OTHOMICHUIO KO BCEM PACTBOPUMBIM OeaKam. Heﬁ[zoaﬂb6¥MHHLI ABJIAKOTCA

OCHOBHBIM _OEJIKOBBIM KOMIIOHEHTOM (DOCOIPOTEMHOB HEPBHOM TKAHM, HA WX

JIOJIF0 IIPUXOJAUTCS OCHOBHAs Macca pPacTBOPUMBIX OenkoB (89-90%). Ouu B

CBO6OQHOM COCTOAHUN BCTPECYAIOTCA PEAKO, OHH, B OCHOBHOM, COCAWHCHBI C

JIMIMUAAMK, HYKJICUHOBBIMH KHCJIOTAMH JCBOJAMHU U MMHU_HeOETKOBBIMU

KOMITIOHCHTAMMW.
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[1aBHEHIITMMK _MIPEJACTABUTEISIMU _KATHOHHBIX OEJIKOB HEPBHON TKAHHU

ABJIAKOTCA T'MCTOHBI, KOTOPLIC JCIATCA HA IIATH AKIIMH B 3aBUCHMOCTH _OT

COJICPIKAHUA B HUX JIM3WHA, APTUHWHA WU TJIMIWHA.

Heﬁ|QOCKHe[20H[20TCHHLI ABIAKOTCA CTPYKTYPHO-OIMOPHLIMHU OeJIKaMH.
OCHOBHBIMH HX NpeACTABUTCIIAMU ABJIAIOTCA — HCﬁ[;OKOJ’IJ’IaFCHHi HCI\/’I[ZOSJ'IH.CTI/II—H')Ii
H@ﬁ[gOCTQOMHHBI u_Jap. OHHM _J0KAJIM30BaHBl B _OCHOBHOM B 0€JIOM BCIIICCTBC

FOJIOBHOTO MoO3ra ¥ B nepruepruecKOi HEPBHOM CHCTEME W COCTABJISIOT

npuMepHo 8—10% oT 00IIIero KOIMYECTBA IPOCTHIX OEIKOB.

CroxHBIE O€JIKH HC[!BHOﬁ TKAHW — 9TO HYKJICONPOTCUHDbI, JIMTIOMPOTCHUHBI,
IPOTCOJUINNAbI, Q;OCQ;OHQOTEI/IHBI U TJTMKONPOTCUHDI.

HyxkiaeonpoTenHsl OpuHAUIekKaT JU00 K Je30KCUPHOOHYKICOMPOTCHHAM,
au00 K puOOHYKIeonpoTenHaMm. YacTh O3THUX OEIKOB W3 MO3rOBOW TKAaHU
M3BJICKAETCS BOJIOM, JIpyrasi 4acTb — COJIEBBIMH cpeiaMu, a TpeThsi — 0.1 M
PACTBOPOM IIETOYH.

.HI/IHOHQOTGI/IHI:I COCTABJIAIOT 3HAYUTCJBbHYIO YAaCTb BOAOPACTBOPUMBIX

OEJIKOB MO3roBOW TKaHW. MX JMINUAHBIA KOMOOHEHT — (ochOmIUIEpUIbl U

XOJICCTCPHUH.

H[!OTCOHI/IHI/IQ!LI — 6€J'IKOBO-J'II/IHI/IQ!HLI€ COCIMHCHUS, OHU SKCTPArupyCTCs M3
TKaHW MO3Td OPraHUuYCCKUMU PACTBOPUTECISAMU. B otauuune ot JIMTNIONIPOTEUHOB
TEM, YTO OHHM HEPACTBOPUMBI B BOJIE, HO PACTBOPHMMBLI B CMECH XHO[!OSI!O[!M—
MCTAHOJI. BCJ’IKI/Ig OCBOGO)KQCHHBIC OT JIMTIMAOB, PACTBOPUMBI B BOJAC, d TAKIKC

(Onarojgapst  BBICOKOMY COJEPIKAHUIO TUAPOGOOHBIX aMHWHOKHCIIOT) B CMECHU
xsopodopmM—meranoa. HanGonbliiee KOIMYSCTBO TPOTECOIUINIOB COCPEIOTOYCHO
B_MUENHMHE, B HEOOJBIINX KOJMYECTBAX OHU BXOISAT B COCTAB CHHANTHYECKHX
MCM6[23H U CUHAIITUYCCKUX HXSBI[ZBKOB.

dochonpoTerHbl B TOJOBHOM MO3Ie COJCPKATCS B OOJIBIIEM KOJIMYECTBE,
4eM B JIPYTUX OpraHax W TKaHaX (0koJd0 2% OT oOmIero KOJIMYeCTBa BCEX
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CIIOKHBIX  OEJIKOB). OHu  oOHapyXeHbl B MeMOpaHax  DPa3iadyYHbIX

MODP@DOJOTHIYCCKUX CTPYKT HEPBHOM TKAHU.

FHHKOH[!OTEI/IHH NpeACTABJIAIOT co0oit ‘-I[ZGSBLI‘-IEIIZHO TETCPOIrCHHYIO TPYIIITY

0enkoB. [1o KonmMuecTBY OEIKA U VINIEBOIOB, MX MOXKHO PA3IEINTh HA 2 TPVIINY:

® [JIMKONPOTEUHBI, coaepxkamue oT 5 jo 40% yriaeBojoB u HX
IPOM3BOJIHBIX; OEIKOBas YacTh COCTOWT TPEHMYVIINECTBEHHO W3
aTb0YMUHOB U TJIOOYJIMHOB;
® [IMKONPOTEHHbl, cojaepxanme oT 40 no 85% yrieBojioB, 4acro
0oOHapYKUBAETCsl JIMIUIHBIA KOMIIOHEHT; 10 CBOEMY COCTaBY OHHU
MOTYT ObITh OTHECEHBI K TIUKOJIUMONPOTCHHAM.
B MO3roBO# TKaHHW TaKke cojepkarcs 0ojee CIIOKHbIC HAJIMOJICKYISIPHBIC
00pa3oBaHus: JIMNOHYKJICONPOTECUHBI,  JIMMOTIUKONPOTEHHBI M, BO3MOXHO,
JUNOTIMKOHYKICOMPOTENHOBBIC KOMILICKCHI.

B HepBHOW TKaHU OOHAPYKEHBI TAaKXKE PIJ crneru@uuecknx OeNIKOB, K

npuMepy, oemnok S-100 u 6enok 14-3-2.

benok  S-100 (Gemoxk  Mypa, KHCHBINA OEIKOM) COJEPKUAT OOJBIIOE

KOJHNYECTBO OCTATKOB I'JIYT aMHUHOBOH 1 aCHa[gaFI/IHOBOﬁ Kuciior. OH COCPEAOTOUCH

B_OCHOBHOM B Hedporanu (85-90%), a B Heliponax ero me 6oxee 10-15% ot

o011ero Koanyectsa Oenaka. MHTEpeCHO TO, YTO €ro BO3PAcTaeT IPH _OOVYEHHU

(T.e. TpeHUPOBKAX) KUBOTHBIX. OIHAKO BOIIPOC O €ro pojv B GOPMHUPOBAHUU U

XpaHEHWHW MaMSITH _OCTAaE€TCSl OTKPBITHIM. BeposiTHO, OH VyYacTBVET B ITHX

IIporeccax Onocpea0BaHHO.

benok 14-3-2 taxke sBisiercs  KHACIBIM _OeiakoM. OH JIOKJIWM30BaH B

OCHOBHOM B HEMpPOHAX; B HEMPOIIMAIbHBIX KJIETKAX €r0 COACPKAHUE HEBEJIMKO.

IToka HesdcHa poup Oesnka 14-3-2 B BBINOIHEHUU CIELMUDUUECKUX HKIAN

HEPBHOM TKAHM.
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Depmenmopl. B MO3roBO# TKaHH coJepkarcs (PepMEHTBI, KaTaTH3UPYIOIINE
00MEH yIJIeBOMOB, OUOWAOB W OenkoB. B kpucrammmyeckom Buae u3 [[HC
MJICKOIHMTAIOIINX BBIJICICHBI JIHIIb HEKOTOPBIC )EPMEHTHI (AIETIIIXOJUHAICTEPa3a,
KpeaTHHKWHA3a). bojblioe KoanyecTBO ()epMEHTOB MO3rOBOM TKAHW HAXOJSATCS B

HCCKOJBbKHUX  MOJICKYJIAPHBIX opmMax n3odepmenTnl):  JIJII aJ1bJ0J1a3a.

KpCaTUHKWHA34, TI'CKCOKMHA34, MaJaTACTUAPOIrcHasa, IJIyTaMaTACTHAPOICHAa3a.

XOJIMHOCTCPA3d, KMCJIAA ShOC!haTBBElg MOHOAMUWHOKCHA43d U JP.

Junudvl. JIMnuaHeIA cOCTaB HEPBHOW TKAaHW MPHMBEJCH B Ta0u. Boooiie,
00I11ee KOJIMYESCTBO JHUIMKJIOB B HEPBHOW TKAHW 3HAYUTENbHOE. JIMTNIBI TOJTOBHOTO
MO3ra NpeACTaBJICHbl (QochOorimiepuiaMu, X0IecTepUHOM, CHUHTOMUCITMHAMH,
1epedpo3uaaMy, TaHTJIMO3UAAMHU M B HEOOJBIIOM KOJWYECTBE HEHUTPadbHBIM

skrpoM. OOBIYHO MHOTHE JUIUILI HEPBHOW TKAHW 00Pa3yIOT CIIOKHBIE CUCTEMBI

TUIa NpoTCOJTUITUIOB.

B _cepoM BelIecTBE TOJIOBHOTO MO3ra HIPEBAIMPYIOT OCPOTTTHIICPHUIbL

(bostee 60% oOT Bcex aunuaoB), a B OeaoM BeriecTBe uX 0k0a0 40%. B Genom
BCIIICCTBEC HQeBaJII/IQg}OT XOHCCTC[ZI/IH; C!lgI/IHFOMI/Ie.HI/IHBI nu QC[ZC6EZO3I/IQBI.

Tab6auna 19.2. JIMOuAHBINA cOCTaB HEPBHOW TKAHU

TaGawwpa 192, JTenuisefl coCTaE HEpEHOAR TEIHA

Ce Beaoe
ECLI.IE.']'ICH:I BEMIECTBG Mueans
Ofiuee colepRaHie TUNHIOE, ny 349 /]
% o7 cyxoft maccel
B npouesTax o7 o amnnioe

XoecTepuH ng Frk! nr
UzpeGpo3nas i4 138 ny
TaHrIMoIHIE 1,7 542 38
DOCHATHILTITAHOIAMHHE 17 145 156
DoChaTATHIXDTHHE M7 128 1z
DochaTHINICEPHHE 87 79 43
CoCQaTHIRTMHOINTOTE 7 09 0.6
[MazavatoreHe a8 12 123
ChatHIOMHETHHE 69 T 78

Yeneeo0wvl. X011 B MO3TOBOM TKAHU MMEIOTCSI TVIMKOTEH W TIIFOKO03a, HO I10

CPABHCHUIO C IPYI'MMU TKAHAMHU OHA 6egHa yIJi€BOAAMMU. COQC[Z)KB,HI/IC T'JTIOKO3bI B
T'OJOBHOM MO3I'€ PA3HBIX JKUBOTHBLIX COCTABJIACT 1-4 MKMOJIB/T TKAaHH, a I'TMKOréHa

- 2!5-425 MKMOJIB/T TKaHHU. I/IHTG[ZGCHO2 YTO COACPKAHWE TJIIMKOI'€HAa B MOS3IC
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SMOPHOHOB M _HOBOPOYKJIEHHBIX JKHBOTHBIX 3HAUYMTEILHO BBIIIE, YEM B MO3IeE

B3pocabix. Hampumep, v HOBOPOXKJIEHHBIX MBIIIEH YPOBEHb TIIMKOTEHA B 3 pasa

BBIIIC, YeM Y B3pocabix ocobei. ITo mepe pocra u auddhepeHINPOBKH MO3ra

KOHIICHTPALMS _TJIMKOT'eHA OBICTPO CHIDKACTCS W OCTaeTCsl OTHOCHUTEILHO

IIOCTOSIHHOM Yy B3POCJOI0 )KMBOTHOTI'O.

B MO03roBoii TKaHM HMMEIOTCS TaKkKe MPOMEXKYTOYHbIE MPOJYKThI 0OMeHa

JICBOJIOB. I'CKCO30- U TPHO30(MPOCHPAThI, MOJIOYHAA, IMPOBHUHOI'PDAJIHAA U THUC

KUCIIOTHI (Tabu. 19.3).

Tabauna 19.3. CpeiHue gaHHBIEC O CONEPKAHUN HEKOTOPBIX METab0IUTOB
o0OMeHa YIJIeBOJIOB B IOJOBHOM MO3I'€ KPbIC

Tafamuz [9.3. Cpeimse 13HHBE 0 COJEPHMAHHH HEROTOPwIX MeTaboawToe ofiwena
FrIBBOI0E B MIGEHOM MOITe KphIC

Cn:r_:mal—:ulr. Erucpwxaﬂulc.
MEMoIE HE | T uKMoIE H2 | T
Merabaant cupal wrw MerzBazir cHpol Maccel
TEZHH TEZHH
[mokn3o-6-tochar 0.039-0,049 3-doctornHuspaT 0.083-0, 100
pyxToze-§-hochar 0.0017-0.,023 2-docporanuzpar 0.010-0,016
Dpviroan-| S-Sacooodar|  0.010-0.017 ‘DocdoeHOTTHPYEET 0.035-0,097
JnoecKaueToHdoCdhaT 0.024 Mupysar 0@, 120-0,190
uuepantaerma-3- 0,021-0,046 TMakTar 1.26-1,70
thoothaT

Aodenunogvle nHykneomuodovt u_xkpeamungocham. B MO3roBoil TKaHM Ha
JIOJIF0 _ QJICHUHHYKJICOTU/IOB TPHUXOJUTCSA  OKoio 84% OT BceX CBOOOJHBIX
HYKJIeOTH0B. X pacnpeneneHue mnpuBeeHO B TaOiu. boJsbliyl0  4acTh

OCTABIIMXCS _HYKJICOTHJOB _COCTABJSIOT _NPOM3BOJHBIC T'yaHuHa. B CJIOM

KOJNYECTBO BLICOKOIPIUICCKUX COCQI/IHCHI/II;’I B HC[!BHOI‘/‘I TKaHW HEBCJIMKO.

—

alJ1.

CojeprkaHye HYKICOTHAOB M KpeaTtuHdocdaTa B rOJIOBHOM MO3re KphIC

BricokosHeprernuecknue | MKMOJb Ha | T ChIpo#t

MaccChbl
BCIICCTBA
ATO 2,30-2,90

331

| OTdopmaTupoBaHo: LLpudt: (no

ymon4yanmio) Times New Roman, 14 nT




AlD 0,30-0,50
AM® 0,03-0,05
[T 0,20-0,30
rio 0,15-0,20
YTd 0,17-0,25
kpeatuH(pochaT 3,50 —4,75

Conepxanne 1MKaIndeckuXx HYVKIeOTHA0B (HAM® u I’ M®) B rosioBHOM

MO3r¢ 3HAYMTENbHO BBIIIE, YeM BO MHOTHX JPYIHX TKaHSX. YpoBeHb HAM®D B
Mo3re B cpegHeM 1-2, a nl’M® — g0 0,2 HMoJIb/T TKaHU. JIjs Mo3ra xapakTepHa

TaK¥XKEC BBICOKAA AKTUBHOCTH CPMCHTOB MeTadoam3Ma HNKJIINMYCCKUX

HYKJICOTHIOB.

Munepansuvie_sewecmesa. Vionsr Na*, K-, Cu*, Fe¥, Ca®, Mg2+ u Mn*

pacmpesielieHsl B TOJOBHOM MO3T€ OTHOCHUTEIBHO PAaBHOMEPHO B CEPOM M _OeioM

BCIIICCTBE. CO;!G[!)KaHI/IC ghOC!haTOB B_0Oeaom BCIIIECTBE BBIIMIC, YEM B CEPOM.

Cojiep)kaHie HOHOB B TOJOBHOM MO3I€ B CPaBHEHHH C IIa3MON KPOBU MPHUBEJICHO
Ha Ta0J. 19.4.

Tabauna 19.4. CosepikaHre OCHOBHBIX MUHEPATbHBIX KOMIIOHEHTOB B
TKaHU TOJOBHOTO MO3Ta M B IJIA3Me KPOBHU YEJIOBEKA

Tafawuz (94 ColepsaHHe OCHOBHRIX WHHEPRIBHMIX KOMIOHEHTOE B TKAHH FOOOBHONG
MO3Ira W B M133We KPOBH “YeldBeKa

Moaroezs TeEHE, Mrzsaws Kpoew,

Kounokest VMOIE/ KT MMOTR T

Ng~ 57 141
K* 2 3
Ca™™ I 13
cr 37 101

HCO,” 12 b1

+

U3 nanseix Tabammsl 19.4 BupHO, uTO KoHIeHTpamus moHoB Na®, K*, a
taroke CIF B MO3re pe3Ko OTJIMYaeTcs OT KOHIICHTPAIIMU KX B I1a3Me KpoBH. bojee

TOro, BUJIHO, YTO KOJMYCCTBO KATHOHOB 3HAYUTCIIBHO IMPEBBLIINACT KOJIHWYECTBO
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aHUOHOB. DTO IIPUBOAUT K Zle(l)I/IllI/IT_y_ AHHUOHOB. C"II/IT{':HOT2 4qTOo g!aHHLIﬁ Zle(l)I/IllI/IT
AHHMOHOB INOKPLIBACTCA 3d CYET JHUIINUAOB.

OCOBEHHOCTU METABOJIN3MA HEPBHOI TKAHU

vixanue. '00BHOW MO3T coctaBiaseT 2-3% OT MaccChl Teja, OJIHAKO

oTpeOJIeHne KUCA0POaa UM B COCTOSHUU mOKos moctruraetr 20-25% ot olmiero
nOTpeOJICHUs. ero BceM Oprann3mMoM. Mo3sr gerteit Jio 4 net norpebaser gaxke 50%

KUCJ0POJIa, VTUIM3MPYEMOro BCeM opraHm3MoM. BooOie, razoo0OMeH Mo3sra

3HAYUTECIbHO BBIIIC, YEM razoo0MeH APYTUX TKaHeI\/'I2 B YaCTHOCTH OH ITPEBLIINACT
ra3oo0MeH MBIIICYHON TKaHKW mo4uTH B 20 pas. OgHaKO MHTCHCUMBHOCTDL JbIXaHHWA
Pa3JIMYHBIX o0sacTell roJIOBHOTO MO3ra HCOJMHAKOBA. MHTCHCUBHOCTL JbIXaHHWA

0eJIoro BemecTsa B 2 pasza HIDKe, 4eM ceporo. OCoOEHHO MHTEHCUBHO PACXOIYIOT

KHCJIOPOJ KJIETKM KOPBI MO3ra M Mo3xkeuka. ITorjaonieHue KMCaopoaa roJOBHBIM

MO3I'OM 3HAYUTCJIbHO MCHBIIC IMPKU HAPKO3E. H[)I/I YBEJINYCHUN glleKgI/IOHaHBHOI\/'I
AKTUBHOCTU MHTCHCHUBHOCTD JAbIXaHWA MO3I'a BO3PACTacCT.

Memabonusm yenes0dos. [Insi Mo3ra OCHOBHBIM _CyOCTPaTOM JIbIXaHUS
aBysgercs rimoko3a. B 1 mun 100 T TkaHu Mo3ra mOTpeOdsIIOT B CpeHEM S5 Mr
IEOKO3bl. [TpakTHYecKu BCsl TUIFOKO3a MOJBEPraeTcsi adpOOHOMY OKHMCICHHIO JIO

CO, u H,O. B Mo3re Ttakxke mMeercs IEeHT030Q0oChHaTHBIA ITyTh OKHCIEHHS

[IIOKO3bL. B TOJOBHOM MO3re YelloBeKa B IIEJIOM COACPIKHTCSA OK0JO 750 mr

LIIOKO3El. B TO ke BpeMs 3a | MHH MO3r OKHCISET 75 MI THIOKO3EL

CiieroBaTellbHO, MMEIOIIEECS KOJIMYECTBO IIIFOKO3BI B MO3re xBaraer Bcero 10

MuH. [loaToM T'JIIOKO34a JICTKO Ju HAUPYCT M3 KPOBHM B TKaHb I'OJOBHOI'O

MO3ra. XOTsi B_MO3T€ HMMEEeTCs T'JTMKOTCH, OH HC HMMCECT ngeCTBEHHOI\;I poJin_B
OHEPIreTUYCCKOM OTHOMICHUHW, TAK KaK €ro COJCPNKAHWC HCBCJIUKO. Ha[gﬂgg C
aSQOGHLIM MeTab0JIN3MOM YIJICBOAOB MO3roBad TKAHb CIIOCOOHA K JOBOJIbHO
HUHTCHCUBHOMY aHaS[ZO6HOM¥ TJIMKOJIU3Y. H[)I/I ToJJOJAHWHW U QJII/ITCHLHOI;'I MbIIICY -

HOM pa0doTe MO3r WCIOJIb3YET KETOHOBBIE TEJd, OKHCIECHHME KOTOPBIX MOYKET
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00€ecCIIeunBaTh B ITHX YCJIOBUAX 10 IOJOBHUHBI €TO HOT[ZGGHOCTI/I B OHCPIWH. Mosr

HC BBIICIACT B KPOBb MOJOYHYIO KHCJIOTY, XOTAd B €TI0 TKAHW HMMCCTCA (DECPMCHT

JaKTaTJACTUpOreHa3a. boyiee TOro, Npu  MBIIEYHOW pabOTe OH IOTJIOIIAET

MOJIOYHYIO KHCJIOTY M3 KpoBHU. BeposTHO, JaKTaTACruaporeHasa M _CHCTeMa

«JIaKTaT-IAPYBAT» HYKHBI B _KauyecTBe Oydepa, peryaupyromero KOHIICHTPALIMIO

ou aTta.

OcCHOBHBIM _1iOTpeOuTEeNeM 3Heprun B Mo3re spisercs Na,K-ATdasza,
[IOJJIEPKUBAIONIAS _ [TOTCHIMAJ _[IOKOS M BOCCTAHABJIMBAIOUIASl _€r0  MOCIE
POXOXKJICHUSI HEPBHOTO MMMYJbca. [IpenMyIIecTBeHHOE MOTPEOJICHUE TITFOKO3bI
W JIJIa€T MO3T B BBICOKOW CTCNCHW YYBCTBUTCIBHBIM K THUIIOTJIUKEMHH, a
a’pOOHBIN _XapakTep KaTaboJIM3Ma TIIFOKO3bl JICNIAeT €r0 YYBCTBUTEIBHBIM K

THUITIOKCHH.

Memabdoausm makpoipzuueckux gpocpamos. IHTeHCUBHOCTh 0OHOBIICHHUS
Makpodprudecknx docdaroB B mMo3re Benawka. B ciiydae mpekpailieHus JIoCTyra
KHCJI0POJIa MO3T MOJKET «IIPOCYIIECTBOBATE» HEMHOTMM 00jee MHHYTBI 3a CYET
pesepBa nabunbHbIX docdaros. [IpekpaiieHue AoCTyIa KKUCcIopoaa Jaxe Ha 10-15
C_HApyIIaeT JHEPreTHKY HEPBHBIX KJICTOK, YTO NPUBOJAWT K OOMOPOYHOMY
coctosiHuto. [Ipyu MHCYJIMHOBOM KOME HApYIIAIOTCS MPOIECChl OKUCAUTEIBLHOTO

OC(HOPUTINUPOBAHUA YTO _CHWXKAET _KoHHeHTpauuw AT®D U OporcxoauT

nM3MeHeHre yHKImKA Mo3ra. Bo30yskieHHEe U HAPKO3 TaK)Ke OBICTPO CKAa3bIBAKOTCS

Ha oOMeEHe JIaOMJIBHBIX octharoB. Ilpu Hapko3e HaOMIOIaeTCs THCTCHHUC

JIbIXaHHWs, YTO MPUBOJUT K yBenndeHuro cojepxkanus AT®D u kpearundocdarta.
Ilpu pa3mpakeHHMM WHTEHCHBHOCTh JIBIXaHWS ycuiauBaeTrcss B 2—4 pasa, 4To
OPUBOJIUT K cHIKEeHUIO ypoBHSI AT® u kpearundocdara.

Memaboausm amunokuciom u_oeaxkos. KoHICHTpaMs. aMMHOKHCIOT B
MO3re YejoBeka B 8 pa3 Oouiblile, YeM B KPOBH. AMUHOKHCIIOTHBIA COCTaB MO3ra
o0naaer omnpeaenacHHoN crnenuuuHocThio.  Tak, KOHIIGHTpalus CBOOOIHOMN

TAYTAMAHOBOM KHCJOTBI B MO3Ie BBIIIC, YeM B JIFOOOM JIDYTOM _OpraHe

MuekonuTamux (10 MkMosib/T). Ha 101110 r1yTaMUHOBOW KHMCIIOTBI BMECTE C €€
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AaMUIO0M — TJIYTAMUHOM W TPUNCTITUIOM TTYTATUOHOM IMPUXOJUTCH oosee 50% o-
aMHHO0a30Ta T'OJIOBHOr0 Mo3ra. B Mo3re COJACPIKUTCA TAKIKC TAKHMEC aMHUHOKHNCJIOTHI,

KakK -aMHMHOMACJIIHad KHCJIOTA. N-arerniacmaparnHoBas KHCJI0Ta n

[IMCTATUOHWH, KOTOpBIC OOHAPY)KMBAIOTCA B JIPYTUX TKAHIX MJICKOMHTAIONIUX

HE3HAYNTEIBHBIX _KoJnYecTBax. (OOMeH aMHMHOKHCIOT B MO3TOBOH TKaHU

IIPOTEKACT B pPa3HbIX HAIPAaBJICHHAX. H[)C)I(Zle BCETO CBO60;!HBI€ AMHWHOKHCJIOTHI

v

HCIOJB3YETCA JIJIA CHHTE3a OCIIKOB M OWMOTeHHBIX aMHHOB. OJHa H3 KT

gI/IKaQ6OHOBLIX AMUWHOKHCJIOT B TOJOBHOM MO3I'€C — CBA3bLIBAHHWC aMMMAKA,
OCBO60)KQ3IO£CFOC5I 1pu B036¥)I(QCHI/II/I HEPBHBIX  KJICTOK. HOCTXHJ’ICHI/IH
AMWHOKHMCJIOT B MO3IOBYIO TKAaHb M BbIXOJ M3 HEC, a TAaKKE MCII0Jb30BaAHUC
TJIFOKO3bI KPOBU JJII CMHTE3d aMHUHOKHWCJIOT HCfI[ZOHOB W TJIMW B PA3HBIX OTACIAX
MO3ra pa3JnvHbl. 910 OG_Y_CJIOBJICHO HaJIn4YuEM FQM&TOBHQCQ!&HI/I‘ICCKOI‘O 63[21»6[28..
benky B TOJIOBHOM MO3Te HaxXoadATCA B COCTOAHUN aKTHUBHOT'O O6HOBJ’ICHI/I$I; OJJHAKO
B PA3HBIX €T0 OTACJIaX CKOPOCTb CUMHTE3d M paciajid 0EIKOB HCOJMHAKOBA. benku

CEpPOro BENIeCTBA IMOJVIIAPUA M MO3XKEeYKa OOHOBIAKOTCI OCOOEHHO OO0JBIION

CKOPOCTLIO. B ydaCTKaX TOJIOBHOI'O MO3ra, 0OoraTpIX I POBOJIHWKOBbLIMU

CTPYKTYpPaMH — aKCOHaMU (0eJloe BEIIeCTBO IOJIOBHOTO MO3ra), CKOPOCTh CHHTE3a
M_pacmajia OeaKOBBIX MOJEKYJ MeHblue. [lpyu  pasiauyHbIX HKIIMOHAJIbHBIX
cocrosinusix [THC HacTynaioT u3MeHeHUsl B MHTEHCUBHOCTU OOHOBJICHUSI OEIIKOB.
Tak, npu JeACTBMM HAa OpraHM3M BO30YIKIAOIIMX arcHTOB ((hapMaKOJIOTrHYeCKue

CPEJICTBA M DJIEKTPUYECKHUNA TOK) B TOJOBHOM MO3r€ YCHUJIMBAETCS MHTEHCUBHOCTD

oOmMeHa OenkoB. [loji BIMSHHEM HApKo3a CKOPOCTh pachajia M CHHTe3a OCIKOB
cHIDKaeTcs. Bo30yKJeHHe HEPBHOW CHCTEMbI CONPOBOXKIACTCS ITOBBIMICHUEM
COg!C[Z)KaHI/IF[ aMMHaKa B HG[ZBHOI‘/'I TKAHH. 3TO SIBJICHUC Ha6JHOg!aeTC$I KaK H[)I/I

pa3apakeHnn repudepuyecKux  HEPBOB, TaK W IPU  Pa3JIpAKEHUU  MO3Ta.

O0pazoBaHre aMMHUaKa IPU BO30YKJICHHUHU B MEPBYIO 04Yepe/ib MPOUCXONT 3a CUET
nesamuHupoBaHuss AM®. B M03roBoii TKaHH aMMHAK HEHTPAIM3YeTcs 3a CYET
00pa3zoBaHWsl TIyTaMHHA — aM#jia [JIYTAMHHOBOW  KMCIOTHL.  Peakiuro
aMUJIMPOBAHUS KATATU3UPYET TIYyTaMUHCUHTEeTa3a. VICTOYHMKOM TAyTaMHUHOBOW

KHCJIOTHL B _MO3TOBOM _TKaHW _ SIBISETCS O-KETOIIYyTapoBasA KHCJO0Ta: OHa
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aMUHUpPYETCs ¢ 00pa30BaHMEM (O-MMHHOLIYTapaTa, KOTOPBIA BOCCTAHABIWBACTCS
0 riyramata ¢ nomonisio HAJIH.

MH, H O HagH+H  HAL

= ESTOIIyTRAET —n—\ﬂ-—-""—- 8- MisasrnyTaper LernyTassar

S Tas s TRk
LaTHIDATE-EEE

['nyramuHoBas KHCJIOTa B HEPBHOM TKaHU TaK¥XKe MOKET
JIeKapOOKCHIIMPOBAThes ¢ oOpa3oBanneM [AMK:
=0,
L-rmyTamar -z—-p - APAHORMACTRHES KICNOTE

FnyTamaToe-
KEDOOKCANEIE

FTAMK B HanbosblieM KOJIWYECTBE COACPKHUTCS B CEPOM BEIIECTBE
TOJIOBHOTO Mo3ra. B ciuHHOM Mo3re U nepudepruecKux HepBax ee 3HAYUTEIbHO

MCHBIIIC.

Memaboauszm aunudos. JIMNBL COCTABISIIOT OKOJIO MOJIOBHHBI CYXOU

MAacCChI TOJIOBHOTO MO3Ta. B HEPBHBIX KJIETKAX CEPOr0 BENIECTBA OCOOEHHO MHOIO

dbocormIeprnioB, a B MHEIWHOBBIX _ 000JIOYKAX HEPBHBIX CTBOJOB —

chunromumenuua. M3 dochornmmiepuaoB ceporo BeliecTBa HanboJgee HHTEHCUBHO
00HOBIAIOTCA (OoCchHaTHAMIXOIUHBL U, 0c00eHHO, (ochaTuananHo3nTon. OoMeH
JINIWJIOB  MHUEJIMHOBBEIX _ 000JIOYEK MNPOTEKAET ¢ HEOOJBIION  CKOPOCTBIO.
XoutectepuH, 11epeOpo3uabl 1 CHPUHTOMUETNHBL OOHOBISIOTCS OYEeHb MeJIeHHO. B

TOJIOBHOM MO3I€ 4YeJIOBEKA COJEPKUT MHOro xojecreprHa (okojio 25 1). YV

HOBOPOXJCHHBIX B TOJJOBHOM MO3T€ COJIEPKaHUE X0JecTeprHa Beero 2 r. OnHaKo
€ro KOJIMYECTBO PE3KO BO3pPAcTaeT B MEPBBIM r0Jl KW3HU (IpUMEPHO B 3 pas3a) u
OMOCHHTE3 XOJIECTEPUHA MPOUCXOJUT B CAMOW MO3TOBOW TKaHHU. Y B3POCIBIX
CHHTE3 XOJISCTepHHA B TOJOBHOM MO3re pe3ko cHikaercs. OcHOBHAs YacThb
XOJIECTEpHHA B 3pPEJIOM MO3Ir€ HaXOJUTCS B HEITEPUDUIIMPOBAHHOM COCTOSHHUU,
ahuUpbl XoJdecTepuHa 00HAPYKMBAIOTCS B OTHOCUTENIBHO BBICOKOW KOHIIEHTPAIIUU
B y4YacTKax aKTHBHOW MuenuHu3anmu. Ilytu OmocuHTe3a docdormmmepusoB B
MO3re CXOIHBI C TEMH, KOTOPbIE OCYIIECTBASIOTCS B APYIUX TKaHIX. JKUpHbIE
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KHCJIOTBI O6[233¥IOTC$I B OCHOBHOM W3 TJIIOKO3bI, OJHAKO YaCTHYHO CHHTE3 HX
IPOUCXOOUT M3 aAlI€TOAICTATa, HIUTPATA U allCTUIaCliapTara.

XUMHUYECKHWE OCHOBbI BOSHUKHOBEHHWSA U NTPOBEJAEHUA
HEPBHbIX UMITYJbCOB

CI/II‘Ha.HBI2 NnEpeaaBa€MbIE HEPBHBIMU KICTKAMHU, 110 TPUPOJAC ABJIAIOTCA
HU3MCHCHUEM DJICKTPUYCCKOr0 INOTCHIIMAJIA M1a3MaTHYCCKON M€M6|23HBI HGfI[!OHOB;
KOTOPOC M HA3bIBAIOT MHAYC HCPBHBIM MMIIYJIHLCOM. He[zBHBIfI HUMITYJbC CO3ACTCA

OJjlarogaps HATPUEBOMY HACOC Na,K-AT®aza) u 1B THUIIOB KAHAJIOB —
HATPUCBLIC U KAJIMCBLIC. XOTH HKIIMOHAJILHO BCC TPHU VCT OﬁCTBa CBJs3aHbI T

C_Jpyrom, BCC OHHU TPCACTABJISACT coboit CaAMOCTOATCJIbHYIO CTPYKTYPHYIO

eIUHA IOCTPOEHHVIO W3  CHEHMAIbHBIX  0OenkoB. HarpueBblli  Hacoc

+ + o
nepekaynBaeT WoHbl Na- Hapyxky, a — K= BHYTpb, co3/1aBas TpaHcMEeMOPaHHbBIN
CpaJIMeHT KOHIIEHTPAMK 3TUX HOHOB 3a cueT sHeprun AT®. HarpueBwie u

KaJIMCBBLIC KaHAJIbl MOI'YT OTKPBIBATHCA M 3aKPbIBATHCA, YCPEC3 HUX Nai u I(i

ABUTAIOTCA 110 I'PAIUCHTY KOHICHTPAIIUN 9TUX MOHOB.

Hlomenyuan nokos. 11pn nokoe HATPUEBBIC U KATUEBbIC KaHAJbI 3aKPBITHI, &

HATPUEBBIA HAcoc pPa00TaeT HEMPEpPhIBHO, CO3J1aBas Pa3sHOCTh KOHIEHTpAIUN
+ +

noHoB Na~ u K* 1o cropoHam MemOpaHbl, DTa pPa3HOCTh BIHMSIET TaKXKe Ha

aClIpCaACJICHUC TUX HMOHOB (Ta0iy. 23.2), B pe3ylabTaTe Yero yCTAaHABJIMBAETCS

NHaAMHWYCCKOC dBHOBCCHUC opu KOTOpOM DJICKTPO-XUMHUYECKUMN

T[!aHCMeM6[23HHBII>’I I'paIUCHT OKAXKCETCA PABHO HYJIIO. OgHaKO pacnpEacjaCcHuc
3apAA0B  OKAKETCA HEPABHOMEPHBLIM: BHYTPHU 4dKCOHA 06[233¥6TC$I M30BITOK

OTPHUIIATEIBHBIX 3aPS/I0B, CHAPYKU — M30BLITOK MOJOXKUTEIBHBIX, T. €. BO3HUKAET

![!aHCMeM6lzaHHa${ PA3HOCTDH JJICKTPUYICCKUX TMOTCHIMAIOB — MOTCHIHAJ ITOKOS. B
COCTOSHMHU ITIOKOS OHA paBHA 60-70 MBE OT[ZH!!aTGHBHBII;'I 3apsAJd BHYTPHU AKCOHA.

HOTCH!!I/IaH MOKOAd OJIMHAKOB H4 BCEM INPOTIKCHUHN BOJIOKHA. OH_He siBIISICTCSI
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crienmubUIecKor 0COOCHHOCThIO HEPBHBIX KJIETOK. HaTpHeBblli HACOC MMEETCS B
IJ1a3MaTUYEeCKOH MeMOpaHe BceX KIETOK M BO BCEX CIIydasx €ro JeHCTBUS
[PUBOJNT K BO3SHUKHOBEHMIO MMOTECHIIMANA TTOKOS.

Ilomenuuan oeiicmeus. 1lpn paznpaxeHWH HepBa B MeMOpaHe aKcoHa

OTKPBLIBAOTCA HATPHUCBBLIC W KaJIMCBLIC KaHAJIbI. BC[!OHTHO; OTO IPOUCXOAWT B

pe3yibTaTe WM3MEHEHUsl KOH(GOPMAIMK Y WOHU3AIMU _OENIKOB, M3 KOTOPBIX

IOCTPOCHBI KaHAJIBI. Hal PUEBLIC KaHAJbl OTKPBLIBAIOTCA PAHbUIC, YEM KAJIMEBLIC, U

UX [IPONYCKHAs CIIOCOOHOCTH 0obliie. B pe3yiabrare HOHBI Nal nonajgaroT BHYTPb

AKCOHAa, 4TOo IIPUBOJIUT K HN3MCHCHHIO BEJIMYKMHY _ TPAHCMEMOPAHHOIO

QJICKTPUYCCKOI'O IMOTCHIIMAJIA. cHaydajlda OH CTAaHOBUTCH dBHBIM _HVYJIIO, T.C.

H[gOI/ISOf/’Ig!CT ACTIOJIApU3alus M6M6[ZaHH§ 3aTEM BHOBbL IMPOUCXOJUT MOJAPU3AIIUA,
OJHAKO TCHICPb BHYTPHU AKCOHA OKAXKYTCH 0O0JIBIIIE TOJIOYKUTEILHBIX 3apAa0B, YEM

CHApPY)KU, T.€. MPOU3OUNIET MHBEPCUS MOJAPHOCTH. B 3TOM COCTOSIHMU Pa3sHOCTH

OOTCHIIMAJIOB JOCTUTACT 40 MB; MOJIOKUTEJIbHBIN 3apiAa — BHYTPH d4KCOHA.

CruepoBaresibHO, 00IIas aMIUIATYAAa W3MEHEHUs OT moTeHimana nokos (-60...-70

MB) 10 MAaKCUMAJIbHOT'O 3HAYCHUA MMOTCHIIMAJIA ITPU PA3APAKEHUN HEPBA (+40 MB)

cocraBiger mpumepro 100 wmB uc. 23.2). 3areM HaTpHUEBBLIE KAaHAJBI

3aKpbIBAIOTCS, 4 KAIMEBbIE OTKPBIBAKOTCS, HAYMHAETCSI BbIXOJI HOHOB K* u3 xierku
Y IOTeHIMan n3MeHsercs oT +40 g0 -70 MB. T. €. 10 YPOBHS MOTEHIIMAA TTOKOS.
DTy MOCIeI0BATEIbHOCTh COOBITHI HA3bIBAIOT MOTCHIIMAJIOM JCWCTBUS; OHA
npojo/bkaercs MeHee 1 mc. 3HayeHWe MOTEHIMAa MOKOs OAMHAKOBO HA BCEM
MPOTSHKEHUM aKCOHA, a MOTEHITNAIT JICHCTBHS OXBATBHIBACT JIMIIb OUEeHb HEOOIBIIOMN

ACTOK dKCOHA (B MUCJIMWMHHU3HMPOBAHHLIX BOJOKHAX — OT OJHOI'0 II€PEXBATa
PanBpe J10 cocennero). IloTeHmuan JeWCTBHsS BO3HMKAET, KOrJa Kakas-In00

[IPUYMHA VYMEHBIIAET ITOTEHIMAJI MOK0os mpuMepHOo Jo 50 MB (moporosas

BEJINYMHA). HQOQOJ’I)KI/ITGHBHOCTB OOTCHIIMAJIa geﬁCTBHH OTTPEACTIACTCA BPEMEHEM,
B _TCYCHHE KOTOPOI'O KaHAJbl OTKPLITHI. Bo BPEMA 3aKPbIBAHWA KAHAJIOB OHU HE

YYBCTBUTCJIBHBI K INOJAPU3AIMH, W PA3APAXCHHUC B 3TOT IICPHOJ HC BBI3HIBACT

noreHmnuaia aerucreus (pedpaKkTepHBINA ITEPUO, IIPOIOJLDKAIINICSI 0KO0JI0 1 MC).
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sudICeHUe nomeHuuana oeiicmeusn no axcony. IloTeHnman gercTBUS
BO3HUKHYB B OJHOM VYaCTKE aKCOHA, BCJIEICTBUE JIU 31U MOHOB M3 DTOrO

ydyacTKa BJOJb BOJOKHA CHMIKACT IMOTCHIIMAJI IIOKOA B COCCIHCEM VYVYACTKC H

BBI3BIBACT 3]IECh TOXKE PA3BUTHE MOTEHITHANA ACHCTBUSA. DTOT MEXAHU3M ITO3BOJIAT
IOTEHIMANy JEHCTBUS, BO3HMKHYB B OJIHOM MECTE€, MPOXOJIUT BECh AKCOH U
IOCTUraTh BOCHPHUHUMAIOUICH KIETKU. B TakoM KayecTBEe MOTEHNMAN JICHCTBUS
Ha3bIBAIOT HEPBHBIM UMIYJIbCOM.

B MUEJIMHU3WNPOBAHHOM HEPBHOM BOJIOKHC HATPHUEBBLIC U KAJIMCBBIC MOHHBIC

KaHaJlbl PACoJOXKXEHbBI B HEMHUCJIMHO3UPOBAHHBIX acTkax rnepexBaroB Panere. B

TAKMX y4YacTKax MeMOpaHa aKCOHA KOHTAKTHPYET C MEXKIETOYHOW KHUIKOCTBIO.

o +
HOSTOM¥ HCPBHBIKM MMITYJLC TEPEMEIIACTCA «CKAYKaAMWU»: HWOHBI Naj 11pu

OTKPBITHUKW KaHaJIOB B OJHOM IIE€PEXBATC )4 HAUWPYIOT BJOJb 4AKCOHA JO

CICAYIONIETO TEepexXBaTa, CHIDKAKT 3JIeCh MoTeHIman a0 50 MB W WHAYyNHpYIOT
MOTEHIMAN _JeHcTBHA. I 3US__TIPOUCXOAMUT _OBICTPO, TaK KaK _MeEX

nepexBaroM PaHBbe, HAXOMSIIUMCS B MAaKCUMYME TOTEHIIMANa JCWCTBHS, U
COCEJIHUM TOKOSIIUMCS MIEPEXBATOM BO3HHKAET PAa3HOCTh MOTEHIMAIOB, OJIM3Kas
k 100 MB. bnarogaps TakoMy YCTPOWCTBY CKOPOCTh IMPOBEACHWS MMMYJbCa B

MHUEJIMHU3UPOBAHHOM BOJIOKHE paBHsieTcs oT 30 go 50 m/c. D10 B 5-6 pa3 OoJibllle,

YeM B HEMHEIWHO3WPOBAHHBIX BOJOKHAX: V HHX TMOTCHIIMAN JCHCTBUA
mepeMeniaeTcs 1aaBHO. lloporoBas BeaWYMHA TOJSPU3AIMH, BBI3BIBAIOMIAS
HEPBHBIA MMMYIbC, 3aBUCHT OT KOHIIEHTPAIIMK HMOHOB Ca®. BryTrpukierounas
KOHIICHTPALIHS Ca* paBHA npuMepHO (0,3 MKMOJIB/JI; IPH THIOKAJIBIIUEMUU OHA

YMEHBIIAETCS, BCIEJICTBHE YEro CHIIKACTCS MOPOroBas BEJIMYMHA BO30VIKJICHHUS

HEPBOB U MOT'YT BOSHUKATH CYJIOPOTH.

MuennHOBBIE MCMGQaHBI; O6Qa3¥eMBIC IBAHHOBCKUMU KJICTKAMHU, CJIYIKAT

DJICKTPHUYCCKHUM HU30JIATOPOM. OtoT W30JISIIMOHHBIN clIoi IOKPBIBACT
OOJBIIMHCTBO _HEPBHBIX _BOJIOKOH W CUJBHO CKOPACT ACIIPOCTPAHCHUEC
2JICKTPUYECKON BOJHBI (CUTHAJIA); IPU 3TOM MOHbBI BXOJISIT B KJIETKY M BBIXOJST U3

HEC TOJBKO B TEX MECTaX, I'I€ U30JATOP OTCYTCTBYET. HGKOTOQHC 3a6OJ'IeBaHI/I$I;
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HAOpUMEP, PACCESIHHBIA CKIIEPO3, XaPaKTEPU3YIOTCS NEMUCIMHU3AIMUEH, YTO U
HPYBOJXT K HAPYIIEHUIO TPOBEACHHS HEPBHOI'O MMIIYJIbCA.

POJIb MEJANATOPOB B IIEPEJAYE HEPBHbIX UMIIYVJbBCOB

B _cuHarnce akcoH IIPEPLIBACTCA, U NIEpCaadad MMIYJIbCAd Hd APYIYIO KIJIICTKY

[IPOMCXOAUT _TiyTeM Juddy3uu  OmIpeeNIeHHOTO BEIIECTBA — Meauaropa. B

CHMHAIICax OJJHOTO HCﬁ[!OHa HCIOJIb3YCTCH B KAYCCTBE MEAUATOPA Kakoe-1n0o OJJHO

BCIICCTBO — AlICTHUJIXOJMH XOJMHEPIUYSCKNUE HEHUPOHDI WKW CHUHAIIChl

HOpaApCHAJIUH gag[geHe[ngqecxne HCP'I[QOHBI! UT. O

XHUMHYCCKOE BEIIECTBO MOKHO OTHECTU K YMCIY MEAUATOPOB JIMIIb B TOM

cjaydac, €CJIM OHO OBJICTBOPSECT P4 KpUTepreB. Tak, B HEPBHBLIX BOJIOKHAX

JOJIKHBI COJACPIKATHCA ghC[ZMCHTBIQ H€O6X0g!I/IMbIC JJI5 CHMHTEC3a 3TOI'0 BCIICCTBA.

IIpu pa3gpa’k€HUU HEPBOB ATO BEIISCTBO JOKHO BBIACIATHCS, PEarnpoBaTh CO

CIICHTUPHUICCKHUM eLIENTOPOM _Ha NOCTCHMHANTHYECKOW KJIETKE MW BBI3BIBATH

OMOJIOTHYECKVIO €aKIUIO. OJDKHBI _ CYIIIECTBOBATH  MEXAHU3MBI,  OBLICTPO

[OpEKpallalomye  JICHCTBUE  3TOr0  BemiecTBa. BceM  3TWM  KpUTEpHAM
YIOBJETBOPSIIOT JIBA BEIIECTBA — AlIETUIXOJIUH U HopaapeHannH. CopepxKaline ux
HEPBbI HA3bIBAIOT COOTBETCTBEHHO XOJIMHEPTUYECKUMH M aJipeHepruyeckumu. B

COOTBETCTBHH C 3THM Bce 3 (PepeHTHBIE CUCTEMBI JIENISIT HA XOJMHOPELENTOPHEI U

aJpEeHOPELEenTOPbl. P APYrux XMMHUYECKMX BEUIECTB YOBJIETBOPSIOT MHOTHM,
HO HE BCEM MEPEYUCIICHHBIM KpuTepusiM. K TakuM MeauaTopam oTHOCAT n0daMuH,
aJIpeHAINH, CePOTOHUH, OKTonamMuH, Tuctamud, AMK u 1p.

Xonunepzuueckue cunancovl. AUESTUIXOJIUH — 3TO CIIOXHBINA 3(hUp VKCYCHOM

KUCIOTHL _M_xoauHa. OH CUHTC3UPYCTCA B HE[zBHOﬁ KJICTKC M3 XOJIMHA W
ALICTUJIKOOH3UMaA A IIpY MOMOIIA g]ge[gMeHTa XOJ'II/IHagCTI/IJIT[ZaHCgheQaBH2
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[CH,};N"—CH,—CH,—0H + CH,—CO—S§-KoA —
KAnurAUSTnTRA Rt hepa
Xecmn Aupman-Kod

a

Il
— [CH3)3N* —CH,—CH,—0—C—CH,; + HS-KoA
AusTInEan-

CHHanC _— 5TO _y3K0€ TIPOCTPAHCTBO €Jb), OTPAaHWYCHHOE C OJHOM
CTOPOHBI IIPECUHANITUYECKON, a C rOl — MOCTCHHANTHYECKON MeMOpaHoii (puc.
19.4). [Ipecunantuyeckas MeMOpaHa MMeeT BHYTPCHHHMU CIIOW, MPUHAISKAINN

MATOILIA3ME HEPBHOTO OKOHYAHMWS, W HApPY)KHBIA _ CJIIOW, 00pa3s0BaHHEBIN
Helpornueid. MemOpaHa MecTaMy YTOJIIIEHA M YIUIOTHEHa, €CTh MeCTa, TJie
UMEIOTCS OTBEPCTHUSL JUJIsl COOOINEHUS] IUTOIMIa3Mbl aKCOHA C CHHANTUYECKUM
npoctpaHcTBoM. [locTcuHanThyeckas MeMOpaHa MeHee TUIOTHAas M He WMEeT
OTBEPCTHUH.

[Ipouiecc yyacTusl alleTUIXOJWHA B IMEpeade HEPBHOTO MMITYJIbCa MOYKHO
IOPEJICTABUTL CIEAYIOMNM 00pa3oM. B cHHaNTHYeCKMX HEPBHBIX OKOHYAHHUSIX
MMEIOTCS BE3UKYIBL auamMerpoM 30-80 HM, KOTOPBIE CONEPKAT HEUPOMEANATOPBL.

O060J104Ka OY3BIPEKOB 00pa3zoBaHa OeakoM kiarpuHoMm (Moia. Macca 180000). B

XOJIMHEPTUYECKUX CHHAINCAX KaKJbIA IMy3bIpeK JuaMeTpoM 80 HM COJIEPKHUT
~40000 Monekyn aneTwmixoiauHa. [Ipyu Bo30YKJIEHUH MEAMATOP BBICBOOOXIAAETCS

KKBaHTaMu», T.C. IYTEM IIOJHOI'O OIIOPOXHEHHA KAXKJAOI'0 OTACIBHOTO ITY3bIPHKA.

B HopmanbHBIX yclIoBUSX Bblaedsercs npuMepHo 100-200 KBaHTOB MeaMaropa.

MexaHu3M BBICBOOOMKICHHS MEIMATOPA, BEPOSTHO, 3aKI0YACTCS B CICIYIOIICM.

[enongpu3anus MeMOpaHbl CHHANTUYCCKUX OKOHYAHUU BBI3BIBACT OBICTPBIA TOK
2+ 2+

nonoB Ca* B kuerky. [loBwilieHHOE cojepkaHne HMoHOB Ca*s CTUMYIUPYET

CIMSIHIEC MEMOPaHbl CHHANITHYCECKUX TTY3BIPHKOB € TUIA3MATHYECKON MEeMOpaHOH U

3aIlyCKaeTCsl MPOIecc BHICBOOOKICHUS MX COJICPIKAMOTO.

Boplic/icHHBI B CHMHANTHYECKYIO IIEIb  AIICTUAXOJHH BCTYNAET BO
B3aMMOJCHCTBUE C PEIENTOPOM, BXOMSIIMM B COCTAB MOCTCHHANTHUYECKON
MeMOpaHbl. B pe3yiapTare W3MEHSETCS MPOHMIIAEMOCTh MEMOpAaHBI,  4TO

BBIPAXKACTCS B PE3KOM VBEJIMYEHHM MPONYCKHOH _crmocobHocTy s Na‘.
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BzauMonelcTBue Mexay PELenTopoM M MEAUATOPOM 3aMYCKAET PAJi PEaKIUi,

3aCTaBJAIONIMX ITOCTCHMHANTHYCCKYIO HCPBHYIO KJICTKY MM 3 CKTOPHVYIO KJIICTK

BBITIOJIHATH ~ CBOIO  CHICITHUMHUYCCK HKuio.  Ilocie  HacTymaer asa

HWHAKTUBAIWUW WA YAAJICHUA MEAUATOPA.

| OTrdpopmaTuposano: LLpudT: (no
yMonuanuio) Times New Roman, 14 nt

Pac. 194 Cxesarsueckoe  wzobpas
=enue cusanca (no Mewnepy).
| = CHEBNTHYECKIE My3uTLKH; I= TM3000.

mz; 3= makpopudpriis (Hedpodmbpa.

am}; d4=akcon; 5 meTaxospre; §- opes

CHHAMTAUECKDE JTOIMEHAE  semEpans:

7= NOCTCHHANTHNECKOE YTONEEHHE MEM=

&) a3 Ew cHHANTHNECKAR WETL (DRODO
Hml.

B _XOJIMHEPIMYecKHUX cHHAmcax HMMeeTcs 2 BapuaHTa HMHakTuBaumu. Ilo

OCPBOMY BAPUAHT ALICTHUJIXOJMWMH TTOABEPIracTCa (QEPMCHTATHUBHOMY THUJIPOJIN3Y.

BTopoil BapmaHT — JHEPro3aBUCUMBIA aKTHUBHBIA TPAHCIIOPT AalleTHWIXOJIWHA B

HEHUPOH, TJI¢ OH HAKAIJIMBACTCS JUUISI ITOCJICAVIONIETO ITOBTOPHOI'O MCIIOIL30BAHMS.

I'mapoantudeckuii acIia, AILICTHUJIXOJMHA Ha CYCH KHCJIOT 1 XOJIMH

KaTaJIM3UupyeT SIQGQMGHT — AlICTUJIXOJMHICTEPA3a (MCTUHHAS XOJUHAICTEPA3a):

/ OTdopmaTuposaHo: LLipudt: (no

{CHy)yN* —CHy—CHy—0—C—CHy + H.0
Il /| ymonuyanuio) Times New Roman, 14 nt
/

e g
AUBTHNXBAMA ALATHINHECTE SRS

o

~— (CH,},N"—CH,—CH,0H + CH,COOH /
XA ¥RCyC=ES alnoTa /

B HG[ZBHOf/'I TKAaHW CYHIECCTBYIOT W JAPYIUC 3CTCPA3bl, KOTOPLIC CIIOCOOHBI
TUAPOJIN30BATh AlICTUIIXOJWH, OAHAKO 3TO OHHM ACJAaI0T 3HAYUTEIBHO MCJJICHHEC,

YeM, HampuMep, ¢ OVTHUPHIXOJWHOM. OTH 3CTepas3bl TAKKE HA3bIBAIOT

XOJIMHACTEPAZAMU WIA _ TICEBJOXOJMHACTEpasoi). B 3aBucumMocTH  OT

YYBCTBUTEJIBHOCTM K TOW WJIM HHOW TIPYNNE XHMUYECKUX COCIMHECHUU

XOJIMHEPIUYCCKHUE  HEWPOHBI _ JCHATCS HA  MYCKAPHWHOBBIC  (AKTUBUPYEMEBIC

MYCKAPUHOM) ¥ _HUKOTHUHOBBIC (aKTUBUPYEMBIC HHKOTHHOM). MYCKapUHOBEIC

CIICTITOPEL AIICTHUIIXOJIMHA CIICTTU(PHUICCKH OJIOKUPYIOTCS ATPOIMMHOM.
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HuKOTHHOBEIE CHHAIICHI MPUCYTCTBYIOT B T'aHTJIMAX W CKCJCTHBIX MBIMIIIAax. Hx

MHTMOMTOPAMH _ SIBJISIFOTCS  Kypape W aKTHUBHBIM KOMIIOHEHT JToro sjga D-

TYOOKYpapuH.

[pu TsHKenor ayTOMMMYHHOW 0OJe3HH — MHAacTeHHMH (myasthenia gravis)
HAOJIIOIAETCS  YMEHBIIIEHNe YUCIIa HKIMOHUPYIONINX [TOCTCHHANTUYECKUX
perenTopoB. B pe3ysbraTe BO3HUKACT TsDKENIEHIIAst MBIIIIEYHAS C1a00CTh, HEPEIKO
C_JICTAIbHBIM HCXOJAO0M. H[)I/I JICHCHUN MHACTCHUU Ha[)ﬁgg C g[zy_lﬂMH
n[gena[gaTaMH H[!I/IMGHSIIOTCH TAKXKC aHTI/IXOJ'II/IHG)CTeQa?)HBIe n[gena[gaTLI !H[!OBG[ZI/IH;
KAJIMMUH Heﬁ OMUINH ). 3TI/I COCANHCHUIA I/IHFI/I6H A AICTHUIXOJIHUHICTEPA3
CHOCO6CTB!IOT HAKOIJICHUIO alCTHUJIXOJMHA W B KOHCYHOM HWTOIC MLIIHC‘IHOM_Y_
COKPAIICHUIO.

[TOMMMO  aHTaroHWCTOB,  OKa3bIBAIOMIMX  NOPSIMOE  BO3ACHWCTBHE Ha
PeLEenTOPbl, CYIMECTBYIOT MHTHOUTOPBI, BIUSIONIME HA JIDYTHE JTAllbl Hepeaaydn
UMITYJIbCOB. Hampumep, OOTYIMHMYECKHN TOKCHH TOPMO3HUT BBICBOOOKJICHUE
AlCTWIXOJMHA M3 CHHANTUYCCKUX IY3BIPbKOB. TETPOJOTOKCUH M3 PBIOLI )i
CAKCHUTOKCUH OJIOKUPYET HATPUEBbIC KAaHAIBI B MOCTCUHANTHYCCKONW MeMOpaHe, a
TE€M caMbIM W HEPBHYIO Iepemady. baTpaxOoTOKCHH YBEJIWYMBAET MPOHMUIIAEMOCTh
MEMOpaH MBIIICYHBIX KJICTOK JUIS Na*. CronOHSYHBIA TOKCHH OJIOKUpPYET
nepesiady MMITYJIbCOB B IEHTPaIbHOW HEPBHOW CHUCTEME M B HEPBHO-MBIIICYHBIX

COCAMHEHUAX, BEPOATHO, MYTEM HAPYINCHUA TPAHCIIOPTA KAJIbIHA.

Aopenepeuueckue cunancol. CyliecTBYeT o- ¥ [-aApeHOpelenTophl. [3-

AnpeHopenenTopbl BKIYAKT d3(PDOEPEHTHYIO KIETKY C ITOMOIIBI0 UKINYECKOTO
aneHo3nH-3',5'-moHo0bochara (HAMDP) — VHUBEPCAIBLHOIO «BTOPOT0 IMOCPEIHUKAY

MEKJIY FOPMOHAMHM K PAa3JUYHBIMM (YVHKUUSIMH KJIETOK. Y CTAHOBJCHO, YTO IPHU

B3aMMOJICMCTBUY HOpPAaJIpCHAIMHA C [3-aJIpEHOPELEeNTOPOM acHoJ0KEHHBIM _Ha

HApY»KHOW _IMOBEPXHOCTH _MEMOpaHBI 3 CKTOPHOM _KJICTKHM, Ha BHYTPEHHEH

MOBEPXHOCTU KJIETOYHON MeMOpaHbl aKTHBHPYETCs (hEpPMEHT aJICHUJIATIMKIIA3A.
AKTHBUpOBaHHas ajcHMUIATIHMKIa3a npeBpamaer ATO® B nAM®D; nocneanuit

CIIOCOOEH OKAa3bIBATh BIMSIHUE HA META0OJM3M KIETKH. DTOT CIOKHBIN paa
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KACKAJHBIX PEAKIUNA MOKET ObITh 3a0JOKHMPOBAH IIPOMPAHOIOI0M — BEIIECTBOM,

OpEeHuATCTBYIOIMIUM CBA3bIBAHHIO HOpaapCHaJIruHa (¢ -aIPCHCPTUICCKUM

CIICIITOPOM.

B MeTaboan3Me KaTeXonaMUHOBBIX MEJMATOPOB 0C00ast POIIb MPUHAUIEKHUT
MoHoamuHokcuaasze (MAO). Oror depment ynanger amusorpynny (-NHj) y

HOpaapCHaJIMHa, CCPOTOHMHA o)aMHrHa u aJpCHaJIrHa. TEM CaMbIM

WHAKTUBUPYCET UX. B MOCJCAHUE T'OJIbl IOKAa3aHO CYHICCTBOBAHUE MEXAHH3MaA

OBICTPOr0 vIadeHus Meauaropa. Tak, HopaapeHAINH MOXKET OBICTPO MCUE3aTh W3

CHHANTUYCCKON HICJIM B PE3YJILTATC BTOPHUYHOI'O HNOTJIOMICHUA CUMIATUYCCKUMU
HEPBAMMU.

AnpeHepruyeckasi ¥ XOJIMHEPTrUYECKas CHCTEMbI TOJOBHOTO MO3Ta TECHO
B3aMMOJICHCTBYIOT C JPYTMMH CUCTEMaMH MO3Td, B YACTHOCTH HCIOJIb3YIOIIUMHU
CEPOTOHHMH B KayecTBe MeauaTopa. (CepoTOHMHCOJEpKalllie HEWpPOHBL, B

OCHOBHOM, COCPENOTOYEHEI B SIpaxX MO3TOBOr0 CcTBoJia. HelipoMeauaTopHas poJib

CEPOTOHMHA OC CCTBJIACTCA B €3YJIbTATS B3aMMOJICHCTBHS CEPOTOHHUHA CO
CIICTTUPHUICCKMMU CCPOTOHUHECPTUYCCKUMHU CICIITOPAMM. Hccnenopanus
[IPOBEJIEHHBIE C MHTHOMTOPOM CHHTE3a CEPOTOHMHA N-xXJop(eHnIaIaHnHOM, a

TAKKC C IPYI'UMH I/IHI"I/IGI/ITOIQELMI/I2 MOKa3aJin, YTO CCPOTOHWH BJIMACT HA MPOLCCCHL

Ha.

(e}

BaxxHpIM __HeMpoMeaIuaTopoM BBITOJHAIONIMM _ TOPMO3HBIC HKITUN

ABseTCs yY-amMmuHoMacusHas kucyioTta (TAMK), Konrm4ecTBO KOTOPOW B TOJOBHOM

MO3r€ BO _MHOrO pa3 0ojblile, 4YeM JAPYIHX HeWpomeaunaTopoB. Tak, B

THUIIOTAJIaAMYyCE CYMMApHOC COJACPIKAHUC ALICTHUJIXOJIMHA. HopaapCHaJInHa.

noaMrHa U CEPOTOHMHA HE MpeBblmaeT 10 MKI/T, B TO BpeMsl KaK COJICPIKAHUE
FCAMK B 3tom otaene Gonee 600 mkr/r. TAMK yBenn4uBaeT MPOHHUIIAEMOCTh
NIOCTCHHANTUYECKUX MeMOpaH st noHoB K™ 1 TeM caMbIM oT1aigeT MeMOpaHHbIii
MIOTEHIIMA OT ITOPOTOBOT0 YPOBHS, IPH KOTOPOM BO3HUKAET IOTEHIINAI ICHCTBUS
TAMK obpasyercs npu JIeKapOOKCHIIMPOBAHUHN riyraMara

LIyTamaTaeKapOOKCHIA30M:
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B TepameBTHYECKOW MPaKTUKE NPHUMEHSETCS OOJbINOE KOJUYECTBO
JCKAPCTBEHHBIX CPEJICTB, KOTOPbIC JICHCTBYIOT 4Yepe3 CHCTEMY MEAMAaTOpPOB.
MHorve JeKapcTBEHHbIE Tpenaparbl, YCHENIHO MPUMEHSIEMble TpHU JICYCHUN

THUIICPTOHUN BIMAKOT HA HAKOIIJICHHMC W BBIACJICHUC AJAPCHCPIrHUYCCKHUX
MeanaTopoB. Hampmme C3CPIHH CICIMMPUICCKN TOPMO3UT IIPOIIECC IMEPEHOCA

KaTCXO0JIdMHUHOB B CIICIIMAJIbHBIC T'DAHYJIbI HCﬁ[ZOHOB Hu, TCM CaMbIM, JCJIACT 3THU

aMHWHBI JOCTYITHBIMHU JelcTBUIO dHAoreHHoii MAQO. B pesyibsrare copepkanue

HOopaJAp€HaJIMHA CHHXKACTCA, C YEM U CBA3AH THIIOTCH3UBHBIN 3(1)(l)€KT pE3CpImrHa.

TOM TMOOTEH3MBHBIA mpenapar — o-MeTuiagoda, 1o elictBueM (hepMEHTOB

HCQBHOfI KJIETKH (AKCOHA) MMPEBPAMACTCA B BEHIECTBO, HATOMHWHAIOIIHWE 110 CBOCMY

CTPOCHUIO HOPAJAPCHAIMH, OTH «JI0XKHBIE» MEIUATOPHl HAKAILUIMBAIOTCSI U

BBIACJIAIOTCA BMECTE C CECTCCTBCHHBIMU MEAMATOPAMU, (([28.363BJ'IH$[» X M TEM

CaMbIM CHMIKAsa HUX O3 eKT. MHOorne aHTUACHPECCAHTHI (BEIIECTBA, CHUMAIOIINE

€IPECCHI0) YBEIMYMBAIOT COJICPIKAHNE KATEXO0JAMUHOB B CMHANITHYCCKON IIEIN

T.C. KOJHMYCCTBO MCAMATOPOB JJIA CTUMYJHWPOBAHUA PEIECIITOPA BO3PACTACT. K
IpumMeEpy, HMHUIIPAMUH 6JIOKI/I[2¥CT NOTJIOMICHUE HOpaAp€HAIMHa HCPBHLBIMHA
BOJIOKHAMMH, aMgheTaMI/IH CHOCO6CTB¥_GT BBIJICJICHUIO HOpAaJApCHAIMHA U 6HOKH[!¥€T
€ro IOorjJomcHuc, I/IHFI/IGI/ITOQI)I MAO DOJaBJIAIOT MeTab0JIM3M KATEXOJAMUHOB U

T.JI. OTH pe3yIbTaThl JCTJIM B OCHOBY KaTE€XOJAMUHOBOW TMIOTE3HI JIETIPECCHBHBIX

COCTOSIHI/If/'I2 COrjiacHoO KOTO[!Of/'I NCUXHUYCCKAA ACMPECCUA CBA3AHA C HCAOCTATKOM

KarexoJaamMuHoB B Mosre. B Havame 50-X rojoB (apMaxoJOrd BBIICHUIIN, YTO
M3BECTHBIN MAIIOIMUHOIEH JUATIIAMUH JIn3epruHoBoil kucsioTel (JIC/]) He TOIBKO

CXOJACH 110 XUMHUYCCKOMY CTPOCHUIO € CCEPOTOHHMHOM, HO H HeﬁT[!aﬂHi’:geT

HEKOTOpble  ero  (hapmakogoruueckue  dddextsl  (OI0KUpPYS  PELEnTOPbI

ceporonurHa). IlooroMy OBUIO BBICKA3aHO MPEANOI0KEHHE, YTO HAPYIIEHUE

obMeHa CEPOTOHNWHA _ MOMXKET OBITH 11 [ ZHQHHOﬁ BO3HHUKHOBEHMSI _ OCOOBIX
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IICUXWYCCKHX 3200JICBAHUN, OZIHI/IM M3 BOKHEHIIINX H[!O6J’IGM MCAUITMHBI ABJIACTCA

HIM30(MPCHUA, XaPAKTCPU3YIOIMICCCIA ACCTPOMCTBOM _ MBIIIJICHUS THCTCHHBIM
COCTOAHUEM a_ W 3aMKHYTOCTHIO. Hepenku Taxke TaallOUMHAINN U

mapaHouJIHbIC siBacHUs, C CCTB T PA3HBIC THIIOTE3bI ITATOICHE3a N30 CHUU.

Ilo OQHOP'I N3 HUX HII/ISOg;QeHI/IH MOYET OBITh CIACACTBUEM THIICPAKTHBHOCTU
g!OghaMI/IHOBBIX HefI[ZOHOB. C‘II/IT&IOT; YTO TAaKWC AHTUIICUXOTHYCCKHE CPEIACTBA,
KaxK AMHWHA3WuH XJIOpPIIpOMa3nH u TaJoncpruaosI CUJINBasi CHHTC3
KaTcXO0JaMHUHOB, CIIOCOOHBI 6J'IOKI/IQOB3.TB gOggaMI/IHOBLIe peUCOTOPbI, B CBA3U C
9YCM BO3HHUKACT gllgHKgHOHaHBHBIﬁ geglgHgHT gOghaMI/IHa.

C HapymeHueM JiopaMHHEPIrUIeCKOM IIepeiaun UMITYILCOB CBSA3aHA TAKKE

00J¢3Hb r[a[gl(PIHCOHa2 MMPOABJAOIAACA PUTHAHOCTHIO MBI, CKOBAHHOCTLIO
gBI/I)KeHI/Iﬁ 1 XapaKTCPHLIMH HETIPOU3BOJIbHBIMHW ABWIKCHUAMMU. B monocarom tene

MO3ra JroJei, yMepiuux oT _Oosne3nu I1apKUHCOHA, PE3KO CHIKEHO COAEPIKAHUE

nobamuna. Beenenne JJODA B KpoBb O0JIbHBIM CHHUMAET CHMITOMBI OOJIE3HU:

ODPA, B orimume oT godamMuiHa, JIETKO MPOHUKAET M3 KPOBU B MO3T, TJE

IpeBPAIIACTCI B gOghaMI/IH.

Yy IpEAPACONOKCHHBIX JIUIL JICTKO BO3HHMKACT 00JIE3HEHHOE BIIEYEHHE K
PA3JIMYHBIM HAPKOTHUYCCKHUM CPCACTBAM !MO[)(I)I/IH2 63[261/IT¥[23TI:.I2 QJIKOT'0JIb ). H[)I/I
NPUMCHCHHUU AJIKAJIOWJOB ONUSA Y TAKUX JIUIL Ha6nlogaeTc>1 PA3BUTUC g;PI?:H‘-IeCKOfI

3aBUCHUMOCTH, BbIPAXKAIOIIAACA B OABJICHUN 00JIE3HEHHBIX CHUMIITOMOB

aGCTI/IHCH!!I/II/I npyu OTCYTCTBUM IIpCHapara. H[)I/I OTOM PA3BUBACTCA BbLICOKAA
gCTOﬁqHBOCTB K g!eﬁCTBI/IIO HAPKOTHKA, T.C. HAPKOMAHBI JICTKO MEPEHOCAT AO03bI,

CMECPTCIBHBIC Jiss _OOBIYHOrO vesioBeka. B HC wumerorcs cnenmduueckue
enentopbl _MopdwuHa. Ilo mpupone oHU IpeJHa3HAYCHBI JIA  CBA3BIBAHUA
HCﬁ[ZOMCQHaTO[ZOB WK __MOIYJIATOPOB. TaKg IIOKAa3aHO, YTO IICHTANCIITHUbI
sHKehaIMHbl) — MetuoHMHAHKeDanuH (1) m aehdnuHsHKehanmnH (2) SBISIIOTCS

3dHEKTUBHBIMHU arOHUCTAMU AEUCTBUS OIHSL:

Tyr-Gly-Gly-Phe-Met (1); Tyr-Gly-Gly-Pbe-Leu (2)
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CrenoBaTellbHO AJIKAJIOUAbI  OIIHWA ~ MUMUTHUDPYIOT 3 CKT OJHOro Mu3

HECKOJIbKMX _TPHUPOJHBIX _IenTuyioB Mo3ra. Cepbe3Has APMAKOJOIrn4YCCKasa

H[!O6HCMa 3aKIOYACTCd B TOM, 4YTO aJKAJOMJABLI OIIWA ABJIAIOTCA CaMbIMU
MOIIIHBIMHA 066360J’II/IBaIO!!!I/IMI/I arcHraMuv, IIpHu4YEM CIIOCOOHOCTE _ CHMMATh
0o0JIeBBIC OIYIICHUA TIPAMO NMPONOPHHOHAJIbHA HOTCHQH&J’IBHOﬁ CITIOCOOHOCTHU

BBI3BIBATH HAapKOMAaHWIO. CoBpeMeHHas MCIUIIMHA HC pacnojaract

00e300IMBAIOIINM _CPEACTBOM aBHbBIM I1O 3 CKTHUBHOCTH MOP(HH HO HC

BbI3bIBAIOMIUM IIPHU 3TOM HPHUBBIKAHW .

TeO[ZI/IH HApKOMAHUW NOCTYJUPYET, YTO B PEIYJIbTATC CBA3BIBAHUA

HApKOTHKA C PCHENITOPOM B CUCTEME «PELCTITOP-aArOHWCT) BO3HUKAIOT KAKHC-TO

KOMIIEHCATOPHbIC M3MeHeHusl. Tak, MOphMH JCHCTBYET HAa HEHWPOHBI, MOJIO0OHO

TOPMOHY C TOPMO3AIKM 3Gh(EKTOM, a IMEHHO IMOHIDKAET cojepkanne TAMOD, B

CBS3M _C YEeM DAa3BHBACTCI KOMICHCATOPHAS pPEaKIMs HepBHOM KiaeTku. OnHa
BBIPAKACTCS B YBEJIMYCHUM COACPKAHUS WM aKTUBHOCTU AlleHUIATIMKIIA3bI, YTO
IOPUBOAUT K YBEJIWYEHHI0 KoHueHTpauun UHAM®D. B wurore BO3HHMKAeT
3aBUCHUMOCTh _OT MOPGHHA, HOCKOJBKY B €ro OTCYTCTBHE cojiepxkanue nAM®D

CTAHOBUTCA CJIMINIKOM BBICOKKWM.

JIpyrasg Ba)kHas Tpynna CpPEJCTB, BAMSIOMMX HA (QYHKIMOHATBLHOE COC-
TOSIHUE HEPBHOW CHUCTEMBbI — OTO aHECTETHKU. K HUM OTHOCATCSA KaK COCAMHEHMS
JIOBOJILHO OOJIBIIOr0 MONEKYJIIPHOTO BECa, HApuMep, 6apOUTypaThl, TaK U OYEHb
IPOCThIE COEAMHEHMS TUMA AUTHI0BOro ddupa uim ragorana (CF;CHCIBr). B
HACTOAINEE  BPEMs  TajJloTaH _ NPEACTABIACT  cOOOM  Hambojee  IIMPOKO
yHoTpeONsAeMplii  MHTaISANUOHHBIA _ aHecTeTHK. OTHOCHTENBHO  MEXaHM3Ma
JICHCTBHS aHECTETHKOB CYIIECCTBYET HECKOJLKO Teopuid. IIpUHATO CYMTATh, YTO

5 GhEeKTUBHOCTD MpemapaToB JTOr0 THUIIA 3aBUCHT OT HX PACTBOPUMOCTU B

JUNKIAX, OJHAKO YPE3BEIYANHO TPYAHO YKA3aTh MECTO MPUIOKEHUS WX JICHCTBUS
B_HepBHOW kieTke. CorilacHO OJHOW W3 HENaBHO BBICKA3aHHBIX THIIOTE3,
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yMmonuyanmto) Times New Roman,
pycckuit

OtdopmaTupoBaHo: LLpudT: (no
ymonuyanmto) Times New Roman,
pycckui

OtdopmaTuposaHo: LLpudt: (no
ymonyaHuto) Times New Roman,
pycckui

OTdopmaTupoBaHo: Lpudt: (no
yMonuanuio) Times New Roman,
pycckuit

OtdopmaTupoBaHo: LLpudt: (no
yMonyaHuio) Times New Roman,
pycckuit

OtdopmaTuposaHo: LLpudT: (no
ymonyaHuto) Times New Roman,
pycckuit

OTdopmaTupoBaHo: Lpudt: (no
yMonuanmio) Times New Roman,
pycckuit

OtdopmaTupoBaHo: LLpudt: (no
yMmonyaHuio) Times New Roman,
pycckuit

OTdopmaTuposaHo: LLpudt: (no
yMmonyanumto) Times New Roman,
pycckuit

OtcdopmaTupoBaHo: LLpudT: (no
yMmon4yanuto) Times New Roman,
pycckuit

OTtdopmartuposaHo: LLpudt: (no
ymonyaHuto) Times New Roman,
pycckuit

OTdopmaTuposaHo: LLpudt: (no
yMmonyanmto) Times New Roman,
pycckuit
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OTcdopmaTMpoBaHoO:
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OTdopMaTUpOBaHO:
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OTdopmaTMpoBaHoO:

pycckuit

OTcdopmaTMpoBaHO:

pycckui

OTdopMaTUpOBaHO:

pycckuit

OTcdopmaTMpoBaHoO:

pycckuit

OTcdopmaTMpoBaHoO:

pycckuit

OTcdopmaTMpoBaHoO:

pycckuit

OTdopMaTUpOBaHO:

pycckuit

OTcdopmaTMpoBaHoO:

pycckuit

0 0 A 0 A



http://www.tma.uzsi.net/

490



	Глава 8
	БИОХИМИЯ КРОВИ
	ГЕМОГЛОБИН - ОСНОВНОЙ БЕЛОК ЭРИТРОЦИТОВ
	Строениегемоглобина А
	НОРМАЛЬНЫЕ ФОРМЫ ГЕМОГЛОБИНА
	ПАТОЛОГИЧЕСКИЕ ФОРМЫ ГЕМОГЛОБИНА
	Кооперативное взаимодействие
	 Схемакооперативноговзаимодействиясубъединицгемоглобин
	
	Изменение формы субъединиц гемоглобина при присоединении кислорода


	ТЕОРИЯ КОАГУЛЯЦИИ
	ВНЕШНИЙ ПУТЬ СВЕРТЫВАНИЯ
	ВНУТРЕННИЙ ПУТЬ СВЕРТЫВАНИЯ
	Внешний и внутренний пути свертывания крови

	РАСПАД ФИБРИНА И ФИБРИНОГЕНА
	Реакции фибринолиза
	Лактация зависит от многих факторов: состояния здоровья матери, режима дня, условий ее труда и отдыха. На лактацию и качественный состав молока большое влияние оказывает питание матери во время беременности и в период кормления грудью. Питание кормяще...
	Грудное молоко, вырабатываемое молочными железами, является лучшей пищей, обеспечивающей всестороннее правильное развитие грудного ребенка. Оно содержит все необходимые питательные вещества – белки (1%), жиры (4%), углеводы (7%), витамины, соли и микр...
	Основной состав молозива
	В первые месяцы лактации материнское молоко является единственным источником белков для новорожденного. Оно содержит от 1 до 1,5% белков, в коровьем их – 2,8-3,4%. Белки женского молока полноценны, по составу и соотношению незаменимых аминокислот, они...
	Белок женского молока богат альбумином и иммунными глобулинами. В течении периода лактации содержание IgA в грудном молоке постепенно уменьшается, но даже к концу её удается обнаружить этот белок. В основе защитного действия IgA лежит его антиадсорбци...
	Белки женского молока быстро расщепляются в условиях низкой кислотности желудочного сока у грудных детей и легко усваиваются. Белки коровьего молока расщепляются медленнее, требуя значительного напряжения органов пищеварения ребенка. В коровьем молок...
	В женском молоке более высокие уровни свободных аминокислот и, особенно цистеина, много таурина. Содержание аминокислоты цистеина в женском молоке выше, чем в коровьем молоке. Содержание таурина в женском молоке также выше. Он необходим для соединения...
	α-Лактальбумин – важнейший белок грудного молока, который способствует образованию пептидов с антибактериальными и иммунорегулирующими свойствами, стимулирует рост бифидофлоры в кишечнике ребёнка. При расщеплении лактальбумина в ЖКТ образуются биоакти...
	Лизоцим, как и лактоферрин, относится к белкам, обладающим прямой антибактериальной активностью. Лизоцим – антимикробный пептид, который расщепляет пептидогликаны в клеточной стенке бактерий.
	В женском молоке обнаружено вещество карнитин, необходимое для оптимального окисления жирных кислот и осуществления транспорта жирных кислот из цитозоля в митохондрии.
	Одним из интересных фактов является то, что природа каждую жировую капельку (диаметром 3-4 микрона) в грудном молоке упаковала в оболочку из клеточной мембраны, на тысячелетия предвосхитив технологию создания липосом.
	Жиры наиболее изменчивый компонент молока. В конце грудного кормления (заднее молоко) их количество в 4-5 раз выше, чем в начале кормления (переднее молоко). Это своеобразный фактор насыщения, благодаря которому, ребенок чувствует сытость и прекращает...
	Углеводы. Потребность в углеводах у детей зависит от возраста и от энергетических трат организма. Быстрый рост детей связан с большим потреблением энергии для синтетических процессов, особенно для синтеза белка. Кроме того, детям свойственна большая п...
	Сахар в женском молоке содержится в количестве 6,5-7%, представлен он β-лактозой. Лактоза обеспечивает 40% энергетических потребностей ребенка. В коровьем молоке содержится α-лактоза, количество ее равно 4-4,5%. Лактоза не только является источником э...
	Для здорового грудного ребенка, находящегося на естественном вскармливании, наличие бифидофлоры в кишечнике имеет большое значение. Она подавляет рост кишечной палочки и обладает выраженными антагонистическими свойствами по отношению к другим патогенн...
	При вскармливании детей смесями из коровьего молока микрофлора кишечника характеризуется значительным разнообразием, количество молочнокислых бактерий в ней уменьшено и преобладает кишечная палочка.
	В одной порции сцеженного грудного молока удаётся определить около 130 видов олигосахаридов. Многие из них выполняют функцию ложных рецепторов и способны подавлять связывание бактериальных или вирусных патогенов и токсинов с клетками кишечного эпители...


	Витамины
	Содержание витаминов в женском молоке почти всегда соответствует потребностям ребенка, хотя оно может меняться в зависимости от питания матери, от времени года и общего состояния здоровья женщины.
	Концентрация иммунологических составляющих в грудном молоке

	Гормоны. В настоящее время доказано присутствие в молоке млекопитающих целого ряда гормонов. Из гипоталамических гормонов в молоке найдены тиреолиберин, гонадолиберин, соматостатин. Их количество в молоке подобно или больше такового в сыворотке крови....
	Таким образом, можно отметить, что грудное молоко очень сложная биологическая жидкость, отражающая все метаболические процессы, протекающие в организме лактирующей матери. После родов в раннем постнатальном периоде сохраняется осуществляемая через мол...
	Хотя молоко в наибольшей степени соответствует потребностям развивающегося организма по качественному и количественному составу основных пищевых инградиентов и содержит многообразные биологически активные и защитные факторы, тем не менее, даже среди д...

