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BBenenue

AKTYaJIbHOCTh  TeMbl.  Pa3BuTHe  Hay4YHO-TEXHMYECKOTO  IIporiecca
HEMPEPHIBHO BO3PACTACT JABJICHHE AHTPONOTCHHBIX (PAKTOPOB HA YEJIOBEKA,
YKUBOTHBIX, PACTEHUS, MUKPOOPTAHU3MbI U OKPYXAIOIIYI0O UX MPUPOJHYIO CPEmdy.
ExeroiHo B MUpe CHUHTE3UPYIOT JIECSITKHU ThICSIY HOBBIX COCIMHEUH W THICAYU U3
HUX — paHee HE CBOMCTBEHHBIX OMocdepe OBIAAEBAIOT B MPOMBIIIICHHOCTH,
CEIbCKOM XO3SIMCTBE, HCMOJB3YIOTCS B MEIUIIMHE, OHHM BBIOPACHIBAIOTCS C
MPOMBINIJICHHBIMA ~ OTXOJaMu , BHociaTcss B OwIT. o 20% panHee He
CYIIECTBOBABIIMX B Omocdepe BemecTB- KCEHOOMOTHKOB 00JIaal0T BBIPAXKEH-
HbIM T€éMOTaKCHYECKHM JeHCTBHUEM, OOYCIIOBIMBAIOIIMM PAaKOBBIC MOBPEKICHUS
CaMOTHMYECKUX KJIETOK, a MpU JACHCTBUM HaA TOJIOBBIE KJIETKH OTPUIATEIBHO
BIIUSAIOT Ha 3MOpUOTeHe3, BEAYT K TepaTroreHe’y U (GOpMHUPYIOT HACIEICTBECHHYO
naroyioruto. JlroOasi mpakTUYECKH 3HAUYMMasi MOTOJIOTUSI pa3BUBaeTcs Ha (oHE
MIPOTPECCUPY-IOIIEN XMMHU3ALUUU BHYTPEHHEN CpeAbl OpraHu3Ma. XapaKTEpHbIE
3arps3HUTENI  OKPY’)KalolIed Ccpeabl, Takue KaK OKHUCh YTJIepo]ia,CepHUCTHIN
ra3,0KCUbl a30Ta, B3BECIIAHHBIC YACTHIlbI, MMOBEPXHOCTHO-aKTHUBHBIC BEIIECTBA
YBEIIMYMBAET YPOBEHb CEPACUYHO-COCYAUCTHIX M OHKOJIOTMYECKHX 3a00€BaHMUIA,
BBI3BIBAIOT AJJIEPTHYECKUE , BUPYCHBIE OOJE3HH, CIOCOOCTBYIOT YBEIUYCHUIO
TaKuX 3a00JIeBaHMI Kak reMo0JIacTO3bl 1 AaHEMUU.

AHeMun u TeMOOJACTO3bl 3aHMMAIOT OCOOYI0 rpymmy 3a0oieBaHuUM, Te
HapyIICHUE MaTOJIOTMYECKUX TPOIIECCOB MOTYT OBITh CJIEJACTBHEM HapyIICHUS
3aIUTHBIX PEAKIMA OpraHu3Ma, UMMYHOJIOTHYECKUX MEXaHU3MOB, YHHUTOKCHUS
MOBPEXAEHHBIX KJIECTOK CBSI3aHHBIX C U3MEHEHHEM MX HACJIEICTBEHHBIX CTPYKTYP.

AHEMUU- 3TO MaTOJOTUYECKUE COCTOSHUS , XapaKTepU3YyIOIIUECs] CHUKEHUEM
reMOTJIOOMHA WM KOJIMYECTBA SPUTPOIUMTOB B KpoBH. OHH Bcerma SBISIOTCS
OJIHM M3 CUMIITOMOB 00I1IeT0 3a00JIeBaHUS U Ha PAJIY C YACTO BCTPEUAIOITUMHUCS
U JIETKO JIUaTHOCTUPYEMBbIMU (popMamMu aHEMUN HMEIOTCS PEAKUE aHEMUYECKHUe

CUHIPOMBI.



[Iporpeccupytromuii poct 3a00J€Ba€MOCTH pa3HbIMU (popMaMu aHEMHUN cpeau
HACEJICHUS] MHOTHUX CTPaH MHpa W HEJAOCTATOK MH(opManuu 0 mpUUrHAx 3a00iie-
BaHUS Ha TMEPBBIX dTanax pPa3BUTHs MATOJTHYECKOTO Mpolecca TpeOYIT BCECTO-
POHHEr0 M3Y4YEHHUS] T€HETUKO-OMOXMMHUYECKHX OCHOB JAHHOrO 3a0o0JieBa-HHUS,
SBIISISICH OJTHOM M3 aKTyaJIbHBIX TIPOOJIEM COBPEMEHHON OMOJIOTUN U MEIUITUHBI.

Hear u 3agaum uHccjaeaoBaHus. llenpro HAmMX  WCCICAOBAHUN OBLIO
W3y4YeHHUE MPUHIIUINOB KIAacCU(UKAIIMU M MaTOTeHe3a 3a00JieBaHU KpOBU ( aHe-
MUI), WX OMOXUMHUYECKUX U T€HETUYECKUX OCOOEHHOCTEH.

OCHOBHBIMM 337ja4aMH ObLIH:

1. Wzydenue kiaaccuuKaimy v maroreHe3a 3a00JieBaHUN KPOBH.

2. W3yuenun kinaccuukanuy u naToreHe3a aHeMHil.

3. N3ydeHne OMOXMMHYECKUX M T€HETHUYECKUX 0COOCHHOCTEH 3a00IeBaHN KPOBH.

4. Ananu3 OMOXMMHYECKHUX MOKa3aTenel nepedepruyeckoit KpoBu O0IBHBIX
AHEMUSIMU.

5. M3ydeHue reHeTHYeCcKuX 0COOEHHOCTEN aHEMUI.

Hayuynoe u npakTuyeckoe 3HaueHue. V3yueHbl NpPUHIUINBI KIacCUDUKAIIUU

3a00JIeBaHUN CUCTEMBl KpPOBHU, JaHbl COBPEMEHHbBIE MpPEACTABICHHUS 00 HX

ATUOJIOTUH | TlaToreHese. M3ydena knaccudukanus aneMuid, e€ OHOXUMHIECKUE U

reHeThueckue ocoOeHHOCTH. I[IpoBeneHbl OMOXMMHMYECKHME U T'€HETHYECKUE

UCCJIEIOBaHUsl  nepeepruueckoil KpoBH  OOJIBHBIX MOCTIEMOPPArMuecKol u

KENe301ePUIIUTHON aHEeMUSIMH, JaHbl PEKOMEHJAIMKW TI0 HCIOJIb30BaHUS

TEHETUYECKUX METOJOB JJIsl ONPEIETICHUSI X HACIEACTBEHHBIX (pOpM.

O0bém u cTpykTypa padornl. KBamudukamumonnas pabora coctouT u3 66
CTpaHUIl, BBEJICHUS, IUTepaTypHOro 0630pa(3 rnas, 11 maparpados), maTepuaaoB
U METOJOB MCCIEIOBaHUsA, pE3yJbTaTOB HCCJIENO0BAHMS, BBIBOJOB, CIIHCKA
MCIIOJIb30BAHHOM JIUTEpaTyphl, coAepKUT 1 cxemy, 13 pucyHnkoB u 3 Tabnuiel. B
CIHUCKE JIuTepaTypbl umeercs 43 UCTOYHUKOB, U3 HHUX 10 HHOCTpAaHHBIX,

WCII0JIb30BAHbI PECYPChl UHTEPHETA.



1. JIurepaTypHbiii 00630p.

1.1. ITaTorene3 u kiaaccupuxkanus ¢popm 3ad01eBaHUl KPOBH.

1.1.1.Cxema HOPMAJILHOI0O KPOBETBOPEHHUS.

KpoBeTBOpeHHuEe — 3TO CBONCTBO OpraHu3Ma BOCCTAHABIUBATH (POPMEHHBIE
3JIeMEHTHI KpoBU. OOpa30BaHNE HOBBIX KJIETOK KPOBU IIPOUCXOAMT 32 CYET MUTO3A
HeauphepeHIMPOBaHHBIX KJIETOK KPOBETBOPHBIX OpraHoB.Boigensior 4 srtana
SMOPHOHANBHOTO  KPOBETBOPEHHS:  ME300JIACTHYCCKHM,  TNMEYEHOYHBIM U
MEIyJUIPHBIA. DTH 3TaIlbl BO BPEMEHU MEPEKPBIBAIOT APYT APYyra, a He HAYT OAUH
BCiiea 3a apyrum| 1].

Me3o0macTUYeCKH dTall UMEET MECTO C KOHIA 2-W — Hadajga 3-€d Heaean
BHYTPUYTPOOHOTO pa3BuTUs. B CTEHKe KENTOYHOr0 MeEHIKa TOSIBISETCS
CKOIUICHHE ME3EHXMMAJIbHBIX KIETOK — «KPOBSIHbIE OCTPOBKW». [lepudepuuec-kue
KJIETKH OCTPOBKOB OOpa3ylOT SHIOTENUH KanmwuisipoB. lleHTpanbHbIE KIETKH
npeoOpa3yloTcs B Merajodyiactel — TEpBUYHBIE 3pUTpoUUTHL. J[aHHOE
KPOBETBOPEHHE HWHTPABE3UKYJSIPHOE, TO €CTh MPOUCXOJUT BHYTPH COCY[A.
OOpa3yroTCcsi TOJNIBKO KJIETKA IPUTPOUTHOTO POCTKA, MPUUEM OHU HUMEIOT KpyI-
HBI pa3mep, MOTYT COJepXaTh SAPO, B LMUTOIUIA3ME€ KOTOPOrO HAaXOJIUTCS
reMoryioouH P. YacTh CTBOJIOBBIX KJIETOK MEPBOM T'€HEPAIMU MOMAIAI0T B KPOBb U
3aHOCATCA B 3a4aTOK IEUEHHU.

[Ieu€HOYHBIN dTan KPOBETBOPEHUS UAET ¢ 6-i Heaenu. LleHTp kpoBeTBOpE-HUs
- medeHb. JlaHHOE KpOBETBOPEHHE HKCTPABE3UKYJSIpHOE (BOKPYT KaNWJUIAPOB),
npuuéM 00pa3yroTcsi BCE (POPMEHHBIE 3JIEMEHThl KPOBH. DPUTPOLMUTHl HUMEIOT
HOPMaJIbHBIN pazmep U coaep:kat reMoryioous F. 13 neueHu BBIXOJAT CTBOJIOBBIE
KJIETKM BTOPOM TIeHepal, KOTOpbIe OCEJA0T B 3ayaTKaX KPaCHOTO KOCTHOTO
MoO3ra, TUMyca, JUM(OY3JI0B U CEJIE3EHKHU. Ha w™enymmsipaom oramne
KPOBETBOPEHHUE IKCTPABE3UKYIISIPHOE, SPUTPOLUTHI coaepxaT remoriodbun F. B
3TO BpEMS B KPOBETBOPEHHMH YYaCTBYIOT BCE MEPEUMCIICHHBIE BbIILE OpraHbl. OHU
CHOCOOHBI K KPOBETBOPEHUIO U TIOCIE POXACHUS B  ONPEACIEHHBIX

ycmoBusnx[20,43].



Kpacusiit koctabIit Mo3r (KKM) ocyiiecTBisieT KpoBETBOpEHUE ¢ 3-ero Mecsia
AMOpPHOTEeHE3a U COXpaHSET CTBOJOBBIC KICTKH 3-ei reHepanuu. Ha 8-oit — 9-oi
Hezene smOpuorenesa KKM nokuparot npenmectBeHHUKU T-num@o-uutoB. OHu
MPUXOJST B TUMYC, T/I€ IPOXOJAT aHTUTE€H-HE3aBUCUMYIO AU e-peHIIuPOBKY, TO
€CTh OCYHIECTBIISICTCS riaBHas GyHKusa TuMyca. CHaudajga 3TU OpraHbl 00pa3yroT
Bce (DOPMEHHBIC JIEMEHTHI KPoBH (TUM@Oy3ibl — 10 15 He-nmenu smOpuoreHesa, a
cele3€HKa — 10 POXKACHUsS). 3aTeM B HUX MPOUCXOIUT TOJIBKO aHTUTE€H-3aBUCHMAs
muddepenuupoka T- u B-mumdountos.K MOMEH-Ty poxkaeHHs KPOBETBOPEHHUE
orpannuuBaetcs Toibko KKM u numdonanoil Tkansto. [Ipu naTosornu gaHHBIX
OpraHOB OYark KPOBETBOPECHHSI MOTYT HaO-TIOIAThCA B TICUYCHH, CENe3EHKE,
auMpaTHYECKUX y3J1ax — IKCTpaMe Ty UIIPHBIA TeMOI033.

Paznuyator 2 BHIa KpOBETBOPEHHUS: MHENOMNO033 (0Opa3oBaHUE BCEX KIETOK
KpOBH, KpoMe JTUMGOIUTOB) U TUM(DOI11033 (00pa3zoBaHue JIUMGPOIIUTOB).

Muenono33 Npoucxoaut B MHUETOMAHOM TkaHu, To ecTb B KKM. Kpome
muesonodsa B KKM mpoxoaut HawanmbHast ctaaus co3peBanus T-muMQpOIUTOB U
aHTUTeH-He3aBucuMas nuddepennnpoBka B-nmumdonuroB. MuenounHas TKaHb
COCTOUT U3 2-X KOMIIOHEHTOB: CTPOMAJIbHOTO U A3MajbHOTrO. CTpOMalbHBIN
KOMITIOHEHT 3TO petukyisapHas Tkanb KKM, mmmdoysnbl, cene3éHka,
AMUTENTUAIbHS TKaHb THUMYCa, COCIMHHUTENbHAS TKaHb, JUM(]a-THUECKUE Y3JIbI
CIIM3UCTBIX O000JIOYEK. OMaJIbHBII KOMIOHEHT 3TO KPOBETBOPHBIEC KIETKH Ha
pasHbIX cranuax auddepeHupoku[22].

B mnacrosimiee Bpemsi mpeajiokeHa COBPEMEHHasi CXEMYy KpPOBETBOPEHUS,
COTJJACHO KOTOPOM BCE KIETKH KPOBU MPOUCXOASIT W3 OAHOTO HCTOYHUKA —
CTBOJIOBOM KJIeTKH. JIunus nudPepeHImpoBKH BKIIOYAET 6 KJIaCCOB KIIETOK.

I kmacc — crtBonoBas kierka. OHa MOJMUIIOTEHTHAs, TO €CTh MOXET JaBaTh
Hayajao BCEM KJIETKAM KPOBHU. DTU KIETKU JIENATCS PEIKO, B OCHOBHOM B CTaJuu
GO.

2 KJIacc — MOJYCTBOJIOBAs KJIETKA. JTO YaCTUYHO JIETEPMUHUPOBAHHAS KJIETKA.

Ona moxet nuddepeHITMPOBATHCS B KIETKY MUEIOUTHOTO U JTUMGO-UIHOTO pAJa,



YyBCTBUTEJIbHA K PEryJsITOpaM IeMoIo33a, KOTOpPbIE ONpPEAEIsIOT HaIlpaBiIeHHUE
g pepeHIupOBKH.

3 Kjlacc — YHUIIOTEHTHbBIE KJETKH, MOTYT pPa3BUBATHCS TOJBKO B OJHOM
HanpaBieHun.Knetku 1,2 u 3 knacca Haxonarca B KKM u mopdonoruuecku npyr
OT JpyTa HE OTJIMYAIOTCS, BHEIIHE MTOX0XKU HA MaJible TUM(OIIUTHI.

4 xnacc — OnacTtHble KieTkH. OHU uUMeET Oosiee KPYIHBIA pa3Mmep, CBETIIOE
anpo, 1-3 sapeltka, Mexay coO0i HE pa3THUUMBI.

5 KJ1acc — CO3pEBAIOIINE KIETKH.

6 KJ1acc — 3peble KIETKU.

[Iporiecc KpOBETBOPEHHUSI MOXHO H300pa3uTh B BHUJE CXEMbI , B KOTOPOMi
KJIETKH PACMOJIOKEHbl B OIpPEAEIEHHON IOCIe10BaTeIbHOCTH, OCHOBAaHHOM Ha
CTENEeHU uX co3peBanus (cxema-1.1).Bo BpeMs KpoBeTBOpEHHUsI KJIETKHU JEIsATCA Ha
CIIeIyIoNIUe 5 CTaiuu :IPUTPOI033- KIETKU 5 Kilacca — mpoHopmoOiacTsl. Pazmep
15-18mkM, coctaBmsitor 10 2% B nyHkratre KKM, k KieTke HMHTEHCHBHO
obopasytorcs rtnobunoBeie MPHK. Jlanwpie wietkun muddepeHnupyoTcs B
HOpMOOmacTel. HopmoOnact xapakTepusyercss TMOSBICHHEM TeMOTJIOONHA B
mutoriazme. Conepkanne HopmoOmactoB B myHkTtate KKM — 7-30%. Hop-
MOOJIAaCTBI ~ MOTYT  OBITh  0a30(WIBHBIMH,  MOJMUXPOMATODWILHBIMH U
okcuunbHbIMU.bazopuiibHbIE  HOpMOOJACT HMeEeT OO0JbIIoe KpYrioe SApo,
TPaHYJSIPHBIA XPOMATUH BBIMJISIAMT, KAaK «CIHULBI B KOJIECE», B LUTOIUIA3MeE
0O0JIBIIIOE KOJUYECTBO PUOOCOM, YTO HEOOXOIUMO [IJIsi CHHTE3a T'eMOTrJoOWMHA H
o0ycioBMBaeT 6azodminio nuToriasmei[35,3,2].

[TonmuxpomatouabHBIE HOPMOOJIACT COACPKHUT B LUTOIUIA3ME PUOOCOMBI,
oOycioBnuBaIKe 6a30(puanio, 1 reMOrI00MH, TPUAAIOIINA OKCU(DUITHIO, TAKUM
o0pa3oM LUTOIJIa3Ma OKpAIIMBAETC B CEPO-po30BbIM 1BET. OKCU(UIBHBIN
HOPMOOJIACT  COJEPKHUT  OOJIbIIIOE KOJUYECTBO TeMOTJIOOMHA , TMO3TOMY
OKpAIlUBaeTCsl OKCU(PUITBHO.

Knerkm 6 kmacca 310 perukyinouut u spurpouut. CyTh 3puTporossa

3aKJ/II0YaCTCA B CHUIKCHUC pa3sMEpa KIICTOK, PCAYKIHA OPIraHCIlI, HAKOILICHHUC
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reMorjio0uMHa, a TakkKe YIUIOTHEHUWE sSApa W BBIXOJ €ro U3 KIETKH.
['panynonuTonom3 - KJIETKH 5 Kitacca — mpoMuenonuThl. [{urormnasma 6azodpunbHa,
B S/Ip€ COXPAHEHbl SIPBIIIKH, TOSBISETCS Hecneuu-Qpuueckas 3epHUCTOCTb.
[TpomuenonuT mnpeoOpa3dyeTcss B MHUEIOUUT.MUENIOUUT HMEET OKpYIJIOE WU
OBAJIBHOE S/APO, SMAPBINIEK HET, B IUTOIUIa3ME TMOSBISAETCS crenuduueckas
3€pHHUCTOCTh. DTHU KIETKU cocTaBisAsoT 10-20% B mynkrare KKM. B 3aBucumoctu
OT BUJA 3C€PHHUCTOCTU  BBIACTSAIOT  HEUTPOPHMIbHBINA, 0a30(pUIbHBIN  H
HO3UHO(PUITBHBIN MUEJOLHUT. Muenouur npeoOpa3zyeTcs B
METaMHUENIOUUT. MeTaMUEeNIOIUT MOXET MOSBISIThCA B mepudepuyeckol KpoBH,
uMeeT sAapo 0000BHIHONW (GOpPMBI. DTa KII€TKa CO3PEBAcT B IMAJOYKOSISPHBIC U
CEIrMEHTOSIIEPHbIC  I'PaHYJIOLUTHI, KOTOpHIE SBISIOTCS YK€ KIeTKaMu 6
kjacca.CyTh TpaHyJIOLMTONOA3a- CHWKEHHUE pa3Mepa KIIETKU, CHUKEHue 0a30-
GbuaMM OUTOIUIa3Mbl, HAKOILJICHHWE 3€PHUCTOCTH, YMEHBIIEHHE B pa3Mepax u
cermenTarus sapal29,30].

JIumdoruTomnoss- KIeTku 5 kiaacca — mpoauMdoruTel. Mopdoaoruiecku oH
HE OTJIMYAETCS OT JTUM(OIUTOB, HO HA €r0 MOBEPXHOCTH HET UMMYHOIJIOOYJIN-
HOB, KOTOpbI€ Ha [JAaHHOM CTaguMd CHHTE3UPYHOTCS B LuromuiasMe. B- u T-
POTUMDOITUTHI OTIUIAIOTCS APYT OT APyTra HAOOPOM MOBEPXHOCTHBIX AHTUTCHOB.

MoHOLMTOMO033- KJIETKH 5 Kilacca — MPOMOHOLIMTHI, UMEET OO0JbIIOE KPYIJIoe
A1po, B IUTOIIa3Me HeT rpanyin. OH co3peBaeT B MoHouuT. KoHeuHas cragus
mudpepeHIUPOBKH KIETOK MOHOIIMTAPHOTO psiia — HE MOHOIUT, a TKaHEBOU
Makpodar.

TpomOommTOmOd3- KIeTKH 4 Kiacca — Merakapuoomactel. OHU UMEIOT pa3Mep
25-40MKM, AIpO  HENpaBWIBLHON GOPMBI, CcoOAepKamiee g0 3 SIPBIIIEK.
[uromnasma 6GazodunbpHa. Kietka 5 kimacca — mnpomerakapuouutsl. Hmerort
MOJIMIUIOUIHOE sA71po. Pazmep siipa u caMoil KIETKU yBEJIUYEH. [4].

1.1.2. Knaccudukanus u narorene3 ¢gopm 3a001eBaHUl KPOBH.
Cpenu MHOTUX Tpymnm 3a00JIEBaHUNA Pa3IMYHOW STUOJOTUM 0CO00E MECTO

3aHMMAIOT OOJIE3HH CHCTEMbl KPOBHU; CBSI3AHHBIC C HAPYIIEHHWEM PaOOThl OPraHOB



10

KpOBETBOPEHUsI U KpoBepaspywieHus. K HUM OTHOCAT aHeMuH, reMOpuiInd u
reMo0J1acTO3Bl.

B nuteparype myis 0003HaueHrs HOBOOOPAa30BaHUM , BOSHUKAIOIIUX U3 KIIETOK
KPOBETBOPHOW TKaHM HUCIOJIb3YIOT TEPMHUH «reMo0Js1iacTo3b». ['emMo-01acTo3sl B
3aBUCUMOCTH  OT  XapakTepa JIOKaJu3alMM [aTOJIOTMYECKOro  mpouecca
NOJIPA3JIESAI0T Ha JIB€ OOJbLIME TPYMIbl: CUCTEMHBbIE MOpaKeHUA (JICMKO3bI) U
pervoHapHble nopaxeHus (ommyxoiin). B 0CHOBE MaTOJOTMYECKHUX MPOLIECCOB MPHU
remMo0JacTo3ax JEKUT OIyXoJieBasi TpaHC(HOpMAIIHsl HOPMaJIb-HBIX KPOBETBOPHBIX
kJeToK. OO0 3TOM CBHUAETENBCTBYIOT CIEIYIOIIUE 3aKOHO-MEPHOCTH: HapyILIEHUE
CHOCOOHOCTH KJIETOK K U (HEepeHIIMPOBKH, BIJIOTH JO MOJHOTO €€ TOPMOXKEHUS,
MOP(OJTOrUYecKUii 1 MeTabONMUECKUI aTUMNU3M KJIETOK, HaJIM4ue MPOrpecCud U
CIIOCOOHOCTH K METACTa3upOBaHMIO. B HacTo-sllee BpeMsl yCTAHOBJIEHO, YTO BCE
reMo0JacTo3bl, KaKk U JIPyrue 3JI0KaueCT-BEeHHbIE OMYXOJH, HAUUHAIOTCS C OJHOU
NEepPBOHAYAILHO MYTHUPOBABILIEH KJIETKU, IPUYEM KIJIETKHM — MOTOMKH COXPAHSIOT
MHOTHE TPHU3HAKU «CTBO-JIOBOW» TYMOPO3HOM KIJIETKM — BO3HUKAET OITYyXOJEBOU
KJoH. [Ipy HakomjaeHWM ITOCTATOYHO KOJUYECTBA OIMYXOJIEBBIX KJIETOK (OKOJIO
10"Tpui1.) BOSHHKAIOT TEpBbIE KIMHAYECKHE CHMITOMBI TeMOOIACTO30B,
OecripeieTbHBIA POCT U MMOHM)KEHHAs CIOCOOHOCTH K AU(PHEpEHIIPOBKE.

K 3nokxayecTBeHHBIM (hopmMam reMo0IacTO30B OTHOCST Takue 3a00JeBaHUs Kak
sputpemusi (uctuHHas mnonunuremus) (pucyHok-1.1). KitonanbHbI Muenon-
ponudepa-TUBHBINA MpoIecc, OOYCIOBICHHBIM OIMYXO0JIEBOW TpaHChOopMaIuen
CTBOJIOBOM KJIETKH. ODTHOJIOTHSI HEM3BeCTHA. B OCHOBe aBTOHOMHOI mposnde-
panuy  KJIETOK-IPEAIIECTBEHHUI] 3PUTPOIIO3a JIEKHUT OIyXoJeBas TpaHchop-
Malusi TOJIMIOTEHTHOM CTBOJOBOM KieTkU. JluddepeHimpoBka OIMmyxoJeBOTo
KJIOHAa MJIET NPEUMYIIECTBEHHO B CTOPOHY 3PHUTPOI033a, OJHAKO TI'PaHyJIOLH-
TapHBIA U TPOMOOIUTAPHBIM POCTKH KPOBETBOPEHUS TAaK)KE€ MMEIOT OIyXO-JIEBYIO
npupoy[26,10].

HaGnrogatorcss npu pa3iauyHbIX 3a00JIEBAHMSIX S3PUTPOLUTO3BI (BTOPUYHBIE).

VYBenuuenue (aOCONIOTHOE WM OTHOCUTEIHHOE) MACChl SPUTPOILMTOB TMPH HHUX
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MOXET OBbITh OOYCJOBJIEHO KaK TKAaHEBOW THUIIOKCHEH, TaK M TMOBBIIIEHHON
IPOLYKUHEN KIIETOK BCIEICTBUE CTUMYJIMPYIOLIETO BO3JIEHCTBHS HA 3PUTPO-I1033
HE(U3MOJIOTUUECKOTI0 XapaKTepa.

I'pynma  Takux 3a0osieBaHUi, KaK JEHKO3bl (JICHKEMUs) XapaKTEePU3YIOTCs
TpaHchopMaInrel OmpeeICHHBIX KPOBETBOPHBIX KIETOK B 3JIOKAUYECTBEHHBIC,
HEOTPAaHWYEHHOE PA3MHOXEHUE KOTOPBIX MPUBOJUT K 3aMEIICHUI0 MUMHU HOp-
MaJIbHBIX KJIETOK KOCTHOTO MO3ra M OYE€Hb BBICOKOMY COJIEp’KaHHI0 B KPOBU
M3MEHEHHBIX JIEHKOUMUTOB. JIEHKO3bl MOAPA3ACNSIIOT Ha HECKOJIBKO BHJIOB B
3aBUCUMOCTH OT TOTO, KAaKW€ KJIETKH IOJIBEPIVINCh 3J0KAaYECTBEHHOMY Iiepe-
poxneHuto. Tak, B ciiydyae MpEBpallCHHs] B JICUKO3HBIE KJIETKH JIUMQOIIMTOB
3a00JieBaHUE HAa3bIBAIOT JUM(DOIEHKO30M, a B Clydyae MEPEPONKIACHUS MUEIO-
IUTOB (rpaHyJIOUUTOB) - MHeNoJelko30oM. Jleliko3nas TpaHchopmaius IpyTrux
THUIIOB JIEUKOIIMTOB BCTPEUYAETCS TOpa3uo pexe. Mi3MeHeHHbIE KIIETKH OTJINYa-F0TCA
110 CBOEMY BHJIY U 110 COJIEPKAIIUMCS B HUX O€IKaM.

JIelKko3bl pa3meNsitoT  Ha OCTpble W XpoHWYeckue. lIpum ocTpeix nerko3ax
KJIETKH OCTAIOTCS OYEHb HE3pEeIbIMU U (PYHKIIMM HOPMAJbHBIX KJIETOK y HUX HE
pa3BuBaroTcs (pucyHok-1.2). Takue elKo3bl MPOTEKAIOT OOBIYHO KpalHE TSKEIO
U TpeOyIoT HemeIeHHOro yedeHus. [Ipu xpoHndeckux yerko3ax KIeTKH Ooiiee
3penble; 3a00JeBaHUe MOXKET JJIUTHCS MHOTO JIET Jake Ha (poHe MUHHUMAIILHOMN
noJyiepkuBatoniei tepanuu (pucyHok-1.3; 1.4).

Jleitko3 - cucteMHOE 3a00JIeBaHUE KPOBH, XaPAKTEPU3YIOIIEECS CIICTYIOITUMU
OCOOEHHOCTSIMHU:

1) mporpeccupyronieil KJIeTOYHOW TUuIepIyia3ueil B opraHax KpOBETBOPEHHUS, a
HEpenKo MW B  mepudepuyeckod  KpOBH C  PE3KUM  IpeoliagaHueM
npoJindepaTUBHBIX MPOIECCOB HAJ MpolieccaMyd HOpMalibHOW auddepeHnunanuu
KJIETOK KPOBU;

2) METaruIacCTUYeCKUM pa3pacTaHUEM Pa3JIMYHBIX NATOJOTUYECKUX DJIEMEHTOB,
pPa3BHBAIOIIMXCS M3 MCXOAHBIX KIETOK, COCTABJISIIOUIUM MOP(OIOrHYECKYIO

CYIIHOCTh TOTO MJIM MHOT'O THIIA Jciko3a[8,33,37].
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Pa3nooOpasnas rpynmna onyxoseil cucTeMbl KPOBH, KOTOPbIE€ HA MEPBBIX dTarax
nposmdepanun MO0 COBCEM HE MOPaKarOT KOCTHBIM MO3T, OO OITyXO-JIeBas
nponudepanuss B HEM  HE3HAUMWTENIbHA, Takhe OO0JIe3HM  HA3bIBAIOTCS
HeJIeHKeMUYecKre reMo01acTo3sl . Bece 3TH OmMyXonau B CBOEM Pa3BUTUU MOTYT
JICMKEeMHU3UPOBATHCS, T.€. METACTA3UPOBATH B KOCTHBIN MO3T.

HenelikeMuueckue reMo01acTo3bI MOTYT OBITh MTOAPA3/ICICHBI Ha ABE OOJIBIINE
MOATPYIIBI:  HEJIEUKEMUYECKHe TreMo0JIacTo3bl  JTUM(aTHUecKO  TPHUPOIBI
(umdorpanynemMaro3, JuMpoMbl H JUMGOCAPKOMBI) U HeauMdaTu-decKon
npuponbl  (MakpodaraJibHble OMYXOJH, 3JIOKAYECTBEHHbIE THMCTUO-LIUTO3BI,
MUEJIOUTHBIE CAPKOMBI).

[TepBuunoe omyxoseBoe 3a0ojieBaHHE JTUM(PATUUECKOW CHUCTEMbI SIBIISICTCS
muMdorpanynemaro3 (JII'M). Ilpouiecc BO3HMKAaEeT YHHMIIEHTPUYHO M PACHpPOCT-
pansetcs metactatnueckuM nytemM. B 1832 r. T.Xomkkun onucan 7 OOJBbHBIX C
nopaxxeHueM JuM@aTuyeckux y3JI0B U cene3eHkd. Haszpanue "OoJe3Hb
XokkrHA" peasiokeHo B 1865 T.

1.1.3. Knaccupukauusi ¥ naroreHe3 aHeMmuid.

AHemun - rpymma 3a00Ji€eBaHUNA KPOBH, XapaKTEPU3YIOMIUXCS yMEHBIIICHUEM
KOHIICHTpAI[MU TeMOTJIOONHA B eMHUIle 00beMa KpOoBU. B OONBITMHCTBE CirydacB
IIPY AaHEMUSAX CHIIKACTCS U YMCIIO DPUTPOIUTOB.

CyuiecTBy1OT pasiuuHble Kiaccupukanuu aHemuil. HamOonpmmii uHTEpec

MPECTAaBIISCT MaTOreHeTUIeCcKas KiracCu(UKaIus aHEMHUN

.  Aunemuu BCieACTBHE KPOBOMOTEPHU (IIOCTTEMOPPATUUECKUE).
1. Ocrtpas noctreMopparndeckas aHeMusl.
2. XpoHHUYECKast TOCTTeMOpparunieckas aHeMHs.
Il. Anemun  BclenCcTBUME — HapylleHUss  OOpa3oBaHUsI  SPUTPOLUTOB U
reMOTJIOOMHA.

3.Kenezonedunuraast anemus.
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Pucynok-1.2.0ctpblil J1eKO03.
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Pucynok-1.3. XpoHudeckuii JIEUKO3.

Pucynok-1.4. Octpblit MUETOMOHOOJIACTHBIN JICHKO3.
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4. YenesoHachlleHHas! (CHIEpOaXpPECTUUECKAs) aHEMUS, CBSI3aHHAs C
HapylIEHUEM CHHTE3a rema.

5. Merano6nacTHble aHeMUH, CBA3aHHbIE ¢ HapylieHueM cunres3a JJHK.

Ill. Amemun, cBSI3aHHBIC C KOCTHOMO3TOBOM HEAOCTATOYHOCTBIO.

6. MeramnacTu4ecKrue aHEMUHU.

7. JIUCOPUTPONOITUICCKHC aHEMUH.

8. I'emonuTHYeCcKre aHEMHUH BCIIC/ICTBUE CUILHOTO KPOBOPA3PYIICHUS

9. HacneacrtBeHnsle.

10. Csi3aHHBIE C HapyMIEHHEM CTPYKTYPhl MEMOpaHBI SPUTPOIUTOB
(MukpocdeporurapHass  anemusi ~ MunbkoBckoro-  [lladdapa,
OBAJIOIIUTO3, aKAHTOIIUTO3).

11. Ces3anHble ¢ 1epUIUTOM (PEPMEHTOB B 3PUTPOLIUTAX.

12. Cs3anHble C  HaApyIIGHHWEM CHHTe3a TremorjobwHa  (cep-
MOBUIHOKJIETOYHAS aHEMUSI, TEMOIJIO0OMHO3bI, TaJacce- MUs).

13. IlpuoGpeTeHHbIC.

14. AyTouMMYyHHBIE.

15. ITapokcu3MainbHas HOUHAsi FTEMOTJIOOMHYPUS.

16. JIekapcTBEeHHBIE.

17. TpaBMaTH4eCcKUE M1 MUKPOAHTHOTIATHICCKHE.

18. Benenctue OTpaBJICHUS TeMOJIUTUICCKUMH S IaMu "
OaKTepHaTbHBIMU TOKCUHAMU.

V. AHemuu cMeliaHHbIE.

JlanHast TmaToreHeTWYecKas KiacCcHPUKaUsg BO MHOTOM YCJIOBHA U
OTHOCHUTEIbHA, HO OHA TO3BOJISIET OPUECHTUPOBATHCS B MHOT0OOpa3uy aHEMUH |
OTHECTH aHEMHIO y TAIMeHTa K OAHOW M3 MATOTEHETUYSCKUX TPy (BCICACTBHUEC
KPOBOTIOTEPH, TEMOJIM3a WM HAPYIIEHUS TEeMOIO033a), YTO MOXHO CYHUTATh
MEepBBIM DTAnOM JuUarHocTuku aHemuii[11]. Hapsagy ¢ naTroreHeTndeckou
Kiaccudukauen cymecTByeT Mmopdoso-rudeckas kiaccuukanus aHeMuid), B

KOTOPOUW OCHOBHBIM MPHU3HAKOM SIBIIIETCS pa3Mep SPUTPOLIUTA:
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. Maxkpouurapras anemus (MCV* > 100 mxm® (di1); AHAMETp SPHTPOIUTOB >

8 MKM)

.

Merano6acTHas

w

Hewmerano6nactaas

4. MuxpormrapHras anemust (MCV < 80 mxm® (1), AHAMETp SPUTPOLIUTOB
< 6.5 MKM), cBsI3aHHas ¢ Je(ULIUTOM Kelle3al0 ¢ HapylIEHUEM CUHTE3a IrI100uHa

(TamacceMus, TeMOTJIOOMHOIIATUN) , HAPYIICHHWE CHHTE3a MOoppupHHa U TremMa
. Hopmouurapuas anemust (MCV 81-99 MKM® (¢u1), TuameTp 3pUTPO-UMUTOB 7.2-
7.5 mxm).HenaBHsisi KpoBONOTEpsl ,3HAYUTEIHLHOE YBEJIMYECHHE OObEMa IIa3Mbl
(OepeMeHHOCTb, TUNIEPTUAPATALNS ),[EMOJIN3 PUTPOLIU-TOB,TUTIO- u
arlacTU4ecKas aHeMUS,MHQUIbTpaTUBHBIC MW3MEHEHHUS B KOCTHOM MO3re
(JlelikeMusi, MHOXKECTBEHHAash MHeEJIOMa, MUET0(PUOpPO3),3HAOKPUHHAS MATOJIOTHS
(TUMIOTUPEO3, HAAMOYECYHUKOBAS HEIOCTATOYHOCTH) ,pPa3IMYHbIE XPOHUUYECKHE
3a0o0JsieBaHusl, OOJIE3HU TTOYEK ,[IUPPO3 MEUCHU,TUAMETP IPUTPOLIUTA UBMEPSETCS C
MOMOIIBIO OKYJISIPp-MUKPOMETPA, JUAMETP HOPMaJlb-HOT'O 3PUTPOILIUTA COCTABISET
7.2-7.5 MKM - 3TO HOPMOITUT, SPUTPOIIUT C TUAMETPOM MeHee 6.5 MKM Ha3bIBaeTCs
MHUK- POLIUTOM, a Oojee 8 MKM - MakpouuToM. OJHAKO CYILECTBYET MHEHHUE, YTO
JUaMETp PPUTPOLIMTA HE OTpPakaeT B IMOJHOM Mepe ero pasMep, OCOOCHHO Mpu
U3MEHEHHUH €r0 (POPMBI.

Takum o0pa3oM pasiuyaroT pa3indaroT 4 OCHOBHBIE TPYIIILI AHEMUN: aHEMUU
BCIICACTBUE KpPOBOMOTEpU (MIOCTTE€MOPPAruyecKue) , aHEeMHH BCJCICTBHE
HapylIeHus: 00pa3oBaHUsl SPUTPOLUTOB U TeMOTJIOOMHA ,AaHEMHUHM CBS3aHHBIE C
KOCTHOMO3TOBOM HEJIOCTAaTOYHOCTHIO, aHEMUM CMEIIaHHbIe[ 16].

AHemus, BbI3bIBacMas OBICTPOM W MAaCCHUBHOW KPOBOIOTEpEH Ha3bIBACTCS
OCTPOM MOCTTE€MOPPArMYE€CKOM, OCHOBHBIMU TPUYMHAMH KOTOPOW SIBJISIFOTCS
3HAYUTEIbHBIE KPOBOIOTEPU MPU TPaBMax U PAHEHUSX, COMPOBOXKIAFOLIUXCS
MOBPEXKIECHUEM KPOBEHOCHBIX COCYZOB, a TaK)K€ KPOBOTEYEHHUS U3 BHYTPEHHHX
OpraHoB (3KeNyJAOYHO-KUIIIEUHbIE, IOYEUYHBIE, JIETOYHbIE, U3 MOYEBOIO MY3bIps) U

rCMOPParndcCKuXx JAUarc3ax, MATOYHBIX KpPOBOTCUYCHUAX PA3PbLIBOB aHCBPHU3-
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MaTUYE€CKH HW3MEHEHHBIX COCYJ0B.OCHOBHBIM W MEPBOHAYAIHHBIM MAaTOTE€HETH-
4ecKUM (DakTopoMm SIBISETCA OBICTPOE YMEHBIIEHHE OOIIEer0 O0bheMa ITUPKYIIU-
pyromieil KpoBu - oObeMa IUPKYJIUPYIOIIMX SPUTPOILMTOB M IUIa3Mbl. Peskoe
YMEHbIIIEHHUE 00bEeMa HHUPKYJIUPYIOMIHUX SPUTPOLMTOB OOYCIOBIMBAET Pa3BUTHUE
OCTpOM THUIIOKCUH, HWIIEMHH OpPraHOB M TKaHEH, MOTeps IUIa3Mbl BbI3BIBAET
MOSIBJICHHE CUMIITOMATHKU KOJUJIANca Pa3jIuYHOM CTENEHU BBIPAKEH-HOCTH. B
OTBET Ha OBICTPYI0 M MACCHBHYIO KPOBOIIOTEPIO PAa3BUBAIOTCS KOMIIEHCA-TOPHO-
MPUCTIOCOOUTENbHBIE PEAKIIMU OpraHu3Ma: TUIEPIPOAYKIUS HaANOYeHY-HUKAMU
KaTEXO0JIaMUHOB, yBenumueHue cexkpeuuu A/, axktuBamus cucrembr PAA, dro
CIIOCOOCTBYET MOOMIHM3alid KpoBHM U3 jeno. Kpome Toro, yBenwmuuMBaeTCs
MPOAYKIUSL SPUTPOIOITHUHA, UYTO CTUMYJHUPYET IPUTPOIO0I3, TAKKE pPa3BUBACTCS
TeMOIUITIOLIHS.

Benencteue nnuTenbHO M 9acTO MOBTOPSIONIMXCS KPOBOTEUEHUN pa3BUBA-ETCS
XPOHHMYECKas TOCTTeMopparuieckas aHeMusi, KOTOpPbI€ MPHUBO-AAT K ACHUIIUTY
xene3za. TakuM 00pa3om, XpOHUYECKAsi OCTTEeMOpparuyeckas aHeMus, Mo CYTH,
aprsgercs xenesoneduruTHol JKenesomedunuTHas aHeMust - 3TO aHEMUS,
oOycioBieHHas Ae(ULIUTOM Kelie3a B CBIBOPOTKE KPOBH, KOCTHOM MO3Te M JIETO.
Jromu, cTpagaromue CKPBITBIM ACPUIIMTOM >Kele3a W Kele30/epuiuTHON
anemuent, cocraBisitor 15-20% wHacenmenust 3emnu.  Hawubo-iee  mmpoko
xKene301eUIUTHAS aHEMUS pacpoCTpaHEeHa CpeIn JeTeH, MO1-POCTKOB, KEHILUH
JICTOPOJTHOTO BO3pacTa, MOKUIbIX Jrojaei[7,13].

OO1enpuHATO BBIIEHATh J1BE (DOPMBI KeNe301e(PUIMTHBIX COCTOSIHUM: Jia-
TEHTHBIN TeUIUT Kee3a u Kene301ePUIMTHYI0 aHEMHUIO.

JlaTeHTHBIA neUITUT Kejae3a XapaKTepHU3yeTCs YMEHBIIICHUEM KOJIMYECTBa
JKeje3a B ero JIeNo U CHUYKEHUEM YPOBHS TPAHCIIOPTHOIO JKeJie3a KPOBH IMPH €Ile
HOPMAJIbHBIX  TIOKA3aTeNsiX TeMOryiooMHa U JpuTpouuToB.Jljis  kenezone-
GUIMTHON aHeMHHM XapaKTEpPHO YMEHbIIIEHHE BCeX MeTaboanueckux (OHIOB
’KeJe3a, B TOM YHCII€ U TPAHCIOPTHOIO, CHUXKEHUE KOJUYECTBA SPUTPOIUTOB U

FGMOFJ’IO6I/IHa.pOHI/I‘-ICCKI/Ie KPOBOIIOTCPU ABJIAIOTCA OI[HOﬁ Hn3 CaMbIX YacCTbIX
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OpUYMH kene3ofeduuuTHol aHemuu. Hambonee xapakTepHbl HEOOMJIbHBIE, HO
JUIUTEbHBIE KPOBOIOTEPU, KOTOPHIE HE3aMETHBI JIJIsi OOJBHBIX, HO MOCTEHNEHHO
3HAYUTEIBHO CHWIKAIOT 3aI1aChl JKEJI€3a U IPUBOAST K Pa3BUTUIO AHEMUH.

Haunbonee yactas npuumnHa xenne301e(UIUTHON aHEMHH Y MYXYUH U HEMEH-
CTPYUPYIOIIHX >KEHIIMH SBISIETCS XPOHUYECKOE KPOBOTECYEHUE M3 KEITYJOYHO-
KHUILIEYHOTO TPaKTa, MPUYEM HEPEIKO pedb HAET O HEOOJbIIMX MO 00Bhe-My, HO
JUINTEIIBHBIX KPOBOTCUCHUAX.PENKONW, HO BaXHOW MPUUYMHOM XPOHUYEC-KOU
KpPOBOIIOTEpU  SBJIAETCA  AaHKWJIOCTOMHUIO3 - 3a00JieBaHUE, BbI3BIBAEMOE
Napa3uTUYECKUMH YEPBSIMU U3 KJIacca HEMAaToJ - aHKWIoCToMHAaMmH./lanee oHu
MUTPUPYIOT B OpraHu3Me © B |2-mepcTHOM KHUIIKE MpeBpama-oTcs B
MI0JIOBO3PENBIX 0COOEH, BHEIPSAIOTCS B CTEHKY KHILIKH, MOBPEXKIAIOT KPOBEHOCHbIE
COCybl MOACIU3UCTON OOOJOYKM M BBI3BIBAIOT XPOHUYECKOE KPOBOTECUEHUE.
OOuTalT aHKWJIOCTOMBI B IPOKCUMAJIbHOM OT/IE€JI€ TOHKOW KHILIKH, KUBYT 5-6 JieT
U TUTAIOTCA KPOBBIO (KaxIbIi 3k3eMIuiap norpedssier ot 0.3 1o 1 Mia kpoBH B
cyTku).Ilpy H30IMpPOBAaHHOM JIETOYHOM TE€MOCHUIEPO3€ HMEETCS BPOXKIECHHBIN
Ne(PEeKT - HEMOJIHOLUEHHOCTh 3JIACTUYECKOr0 KapKaca JIETOYHBIX COCYJIOB WU
UMMYHOQIJIEPTUYECKOE HX MOPAKEHHE, YTO MPUBOAUT K KPOBOMZIUSHUSAM B
aJIbBEOJIbI, MAPEHXUMY Jerkux. [locTynuBime B MOJOCTh albBEOJIBI SPUTPOLUTHI
(barouuTUPYIOTCS AJbBEOJIIPHBIMU Makpodaramu, U3 reMoraioOrHa SpUTPOIUTOB
B Makpodarax oOpasyercss remocuaepud. JKemne3o re- MocuIepHHA He
UCTIONB3YETCSl Ul DPUTPOIIOd3a, PA3BUBAETCS MCTUHHAS HKele30/Ae(pUuuUTHas
anemusi[33].

B penkux ciaydasx KpOBOIOTEPH B 3aMKHYTBIE MOJOCTH MOT'YT BO3HUKATh ITPU
IJIOMUYECKUX OMyXOJSX 3aMBIKAIOUIMX apTepuid, BCTPEUAIOIIUXCS B HEKOTOPBIX
apTepUOBEHO3HBIX aHACTOMO3aX JIETKUX, KUIICYHHKA, JKEITyAKA.

I'ematypus ¢ mocienyroIMM pa3BUTHEM JKEI€301e(PUIIUTHON aHEMUU MOXKET
HaOMOaThCsl NpU  psiie 3a00JIEBaHUN MOUEBBIBOAALIMX IyTEHM M IOYEK -
reMaTypuueckoM BapuaHTe TrjoMmepyjoHedpputa u mnuenonedppura, IgA-

Hedponatun (6one3nu bypike), MouekamMeHHOW OOJIe3HH, TOJIUKHUC- TO3E,
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TyOepKyIie3e, aMUIOu103€ TTOUYEK, BRIPAXKEHHOM HEPPONTO3€, BHYTPHCOCY-TUCTOM
remMonu3se npu 6one3nu Mapkuadana, runepaedpome, pake MOYEBOTO Ty3bIpS.

[Ipu m00BIX BapHaHTaX T'eMOPPArMuecKoro Juare3a MOTryT HaOIIaaThCs
PELMIMBUPYIOIIME KPOBOTCUCHHS PA3IWYHONW  JIOKAIM3AIMU: SKEITyJOYHBIE,
KUIIEYHbIe, MAaTOYHbIE, HOCOBbIE, JIETOUHBIE, U3 MTOYEK U MOUYEBBIBOJSALINX MYyTEH,
TIPUBOISIINE K PA3BUTHUIO KENE30AeQUITUTHON aHEMUH.

HocoBble KpoBOTedeHHs wyalle BCEro CHOyXKaT NPUYUHOW  pa3BUTHUSA
KeNe30AePUIMTHON aHeMUu y OOJIbHBIX TIeMOpPparuueckKuMu Jauare3aMu
(HacleaCTBEHHAs reMopparudeckas TeleaHIMaKTazus - 0osne3np Panmro-Ocnepa,
TPOMOOLIUTONATHSA, TPOMOOLIUTONEHUYECKAss MypIypa, TeMopwius u J1p.),
TMIIEPTOHUYECKOW OONE3HPI0 W CHUMITOMAaTHYECKHUMH apTepUalbHBIMU THU-
NEPTEH3UAMHU.

B ocHOBe Bcex KIMHUYECKUX MPOSIBICHUM kKene301ePUIIUTHON aHEMUU JIEKUT
NIeUIUT JKemne3a , KOTOPBI pa3BUBAETCs, Kak ObLIO CKa3aHO BHINIE, B TEX CIydasX,
KOTJla MOTEpH Kejie3a MPEBBIIAIOT €ro MOCTYIUIEHHE ¢ MuIied (2 MI/CyTkn).
Jepuuur sxene3a pa3BUBAETCS MOCIEA0BATENbHO U nocTeneHHo. [lepBoHayanbHO
YMEHBINIAIOTCA 3amachl JKeje3a B TICUEHH, CEJNe3eHKE, KOCTHOM MO3Te, YTO
NOJTy4aeT OTpakeHUE B CHU)KEHHMM YpOBHA (epputrHa B KpoBHU. Ha 3Toif craguu
MIPOUCXOANT KOMIICHCATOPHOE YCHJICHHUE BCACHIBAaHMsS jKelie3a B KHIICYHHKE M
MOBBIIIICHHE YPOBHS MYKO3HOTO M Ia3MeHHoro TpaHcdepuHa. CojmepikaHue
CBIBOPOTOYHOT'O eJie3a €lle HE CHWKEHO, aHeMHH HeT. OJHAaKo B JaJbHEHIIeM
UCTOUICHHBIE JETO Kelle3a yKe HE CIIOCOOHBI 00ECTIEUUTh IPUTPOMOITUIECKYIO
(GYHKIMIO KOCTHOTO MO3ra M, HECMOTPS Ha COXPAHSIOIIMICA BBICOKHI YPOBEHD
TpaHcepruHa B KPOBU, 3HAUMTEIBHO CHUKAIOTCS COJEp)KaHUE JKejle3a B KPOBU
(TpaHCHIOPTHOE  >K€Ne30), CHUHTE3 TIeMOIVIOOMHA, pa3BUBAIOTCS AaHEMUsl U
MOCJICTYIOITNE TKAHEBbIC HAPYIIICHUSI.

[Ipu npeduiure xenme3a CHUXKAETCA AKTHBHOCTb >KEJIE30COJEpKalluX U
KEJIe303aBUCHUMBIX (DEPMEHTOB B pA3NIUYHBIX OpraHax M TKaHAX, a TakKke

yMEHBIIIaeTcsi 00pa3oBaHue MUOTIIOONHA. B pe3ynbTrare yKka3aHHBIX HapyIICHUN U
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CHI)KEHHS] aKTUBHOCTH (DEPMEHTOB TKaHEBOIO IbIXaHUs (LIM- TOXPOMOKCHAA3)
HAOJIOJAI0TCS TUCTPO(UUECKUE MOPAXKEHUS SMUTENNATIbHBIX TKaHEH (KOXH, ee
OPUJATKOB, CIU3UCTOM O0OJOYKH, >KEIYJIOYHO-KUIIEYHOTO TpaKTa, HEPEAKO -
MOYEBBIBOJSALIUX ITyTEN) U MYCKYJIaTypbl (MHOKap/ia U CKEJIETHON MYCKYJIaTyphl).

CHrXeHre aKTHUBHOCTHM HEKOTOPBIX Kelle30colepKauux (EepMEHTOB B
JefikonuTax Hapymaer HuX (arouuTapHyr0 W OaKTEpUIUAHYIO (YHKUUUA U
yTHETaeT 3alllUTHble HMMYHHBIE peakIuu. OTOMYy CIOCOOCTBYET Takke
HapylleHue npu JepuuuTe XKeieza oO0pa3oBaHMs JIEUKOLWTAMU LUTOKUHOB, B
YaCTHOCTH HMHTEpJEHKHHA-1), KOTOpbIA WUrpaeT BaKHYI pOJIb B KJIETOYHOM U
ryMOpPaJIbHOM UMMYHHTETE U HECTIEN()UUECKUX 3aIIUTHBIX MEXaHU3MaX.

AHeMHHM  TpU  HapyUIeHHOW  pEyTUIM3alMM  >KeJe3a  Ha3bIBAIOTCS
XKeJe30mnepepacinpeie/iuTeIbHble  aHEMUUM - 3TO aHEMUH, OOYCIOBJICHHbBIC
HapyILIEHUEM IEpEMELICHUS XKeye3a U3 JIeN0 B IJIa3My KpOBH M Jlajiee K dPUTPO-
KapuoInu- Tam. [Ipu 3ToM npoucxoauT cBoeoOpazHoe nepepacnpeieeHue xenesa:
OHO COCPEJOTOYEHO NMPEUMYIIIECTBEHHO B JIETIO - MECTAX XPAaHEHHUS JKEJE3a.

W3BecTHO, 4TO AJI1 HOPMAJBHOIO TE€MOIO33a OpraHuzMy Tpelyercs 25 mr
xene3a B CyTKU. M3 KuIlleUHHKa BCachIBae€TCA BCEro JIMIIb 1-1.5 Mr exeIHEeBHO.
OcTanbHOE KOJMYECTBO >K€Jie3a, HEOOXOAMMOE Il HOPMAaJIbHOIO 3PUTPOI033a,
oOecrieuynBaeTcs BbICOKOI(P(HEKTUBHON MOBTOPHOM peyTWIM3alMen jKele3a W3
pa3pyIaroIIMXxcs 3puTpoIuToB[28,29].

IIpn xenezonepepacrnpefesIUTENbHbIX AHEMUSAX MEXaHNW3M peyTHIN3aluu
kKeje3a Hapyliaercs, MakpodarajibHble KIETKH JAENO0 MPOYHO YIAEPKUBAIOT
JKEJe30, U OHO HE MOXKET B JIOCTaTOYHOM Mepe HMCIOJIb30BaThCs IS CHHTE3a
reMorjioouHa B JpuTpouuTax. Takum o0Opa3oM, MpH Kele3olepepacnpe-
JENUTEIbHOM aHEMUU HET HWCTUHHOTO JAeuIMTa >Kejae3a B OpraHu3Me, OHO
HaKaluIMBaeTcsi B JENo B BUAe (GeppuTHHA M TEMOCHJe- PHHA B KIETKax
MakpodaraibHON CUCTEMBI.

XKenezonepepacnpeaeuTeabHble aHEMUN 3aHUMAKOT BTOPOE MECTO IO YaCTOTE

Cpell BCEX aHEMHUU Tocie >Kele30/eUIIMTHON aHEeMUUW W Pa3BUBAIOTCS TIPH
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CJIEIYFOIINX 3a00JIEBaHUSAX :0CTPhIE u XPOHUYECKUE UH(DEKIIMOHHO-
BOCHAJIUTENbHbIE 3a00J€BaHusl (0COOCHHO NMPOTEKAIOLIUE C HATHOCHUEM) JIETKHX,
MOYEK, MOYEBBIBO- JISIIEH CHCTEMbl, OpPraHOB OpPIOIIHOM IOJIOCTH, KOCTEH
(ocTeoMHeNHTHI); JKETYEBBIBOIAIIMX MYyTEH; CENCUC;, TyOepKysie3 pa3inyHON
JIOKaIU3aLuy; WH(DEKITMOHHBIN; XPOHUYECKUEIICUKO3BI, PEBMAaTOUIHBIN
apTPUT;OHKOJIOTHYECKUE 3a0o0yieBaHUsl (MPU OTCYTCTBUM SABHBIX M CKPBITHIX
KpPOBOTEYEHUM, METaCTa30B B KOCTHBIN MO3T, T€MOJIN3A);

Cy1miecTByeT NpENINoNoKEHUEe, YTO IMPU Ha3BAaHHBIX 3a00JEBAHUSX KIETKU
Makpo(araibHOW CHUCTEMbl 3HAYUTEIBHO AaKTUBHPYIOTCA, YTO CIOCOOCTBYET
HaKOTUTIeHHIO *keie3a B neno| 10,6,35].

I'pynna anemuii, oOycnoBineHHbIX HapyuieHueM cunrte3a JJHK B spurpoka-
puoLMTaxX BCIEACTBUE nAeduiuTa BUTaMuHA Bi, uinm (oiMeBOW KHUCIOTH U
XapaKTepU3YyIOMIMXCA METrajo0JacTHbIM THUIIOM KPOBETBOPEHHUS, HA3BIBAIOTCS
Merasniobnactuele aHemuu. Ilpu nedunmre BuramuHa B, pa3BuBa-toTCA
CIIEyIOIIME HApYyUICHHUS:HEJAOCTaTOK KopepMeHTa BHTaMHHA Bj; MeTui-
KoOaJlaMHHa MPUBOJUT K HAPYIICHUIO CMHTE3a TUMHUJIMHA, BKitouaemoro B JIHK,
BClIeACTBUE 3TOro Hapymaercs cuHre3 JHK u mponeccel murto3a B KieTKax
opranu3zMa. Hanbonee 3HaUMTENBHO CTPaJarOT OBICTPOPACTYIIME TKAHU - KJIETKH
KOCTHOTO MO3Tra, 3MUTENUN JKeNyJA0YHO-KUIIEUHOTro TpakTa. KileTku KOoCTHOTO
MO3ra yTpauuBalOT CHOCOOHOCTh K HOpPMadbHOMY co3peBa-HUI0. OCOOEHHO
BBIPDAXKEHbl HAPYUIEHUS CO CTOPOHBI KPAacHOTO KPOBETBOPHOI'O  POCTKA.
[TosiBnsieTcss 0OJIbIIOE KOJIMYECTBO MErajiodJlacTOB - MErajloOJIaCTHBIA DPUT-
pOI0O33 XapaKTEepU3yeTCsl 3aJEepPKKOM CO3PEBAHUA SIEP IPUTPOKAPUO-IIUTOB IO
CPaBHEHHUIO CO CTENEHbI0 TEeMOIVIOOMHU3AIMM LUTOIUIa3Mbl, COKpa-IIEHHUEM
IPOJOJKATEIBHOCTH U3HU KPACHBIX KPOBETBOPHBIX KJIETOK, IOBBI-IIEHHBIM
pacnazioM Merano0J1acToB B KOCTHOM MO3T€.

Takum oOpazom, aeduuut BuTamMuHa Bi, U, cOOTBETCTBEHHO, KOdepMmMeHTa
METHJIKOOalaMiHa TPUBOAUT K HEIP(PEKTUBHOCTH TEMOINO33a C pa3BUTHEM

MErajio0JIaCcTHOM aHeMuH, JIEeHKONeHUH u TpomoOoumrtonenud. Kpome Toro,
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neuIMT MeTUIKoOalaMUHa TPUBOAUT K HAPYUIEHUIO CO3PEBAHUSl JIIUTE-
JUANBHBIX KIETOK JKEIyJOYHO-KUIIIEYHOTO TpaKTa, OOYCIOBIMBAET pPa3BUTHE
aTpoduu CIU3UCTON 000JIOYKH KETYIKa U TOHKOT'O KUIIIEYHHUKA.

®donneBoaehUIIUTHAS AHEMUSI OTHOCUTCS K TPYIINE MEraao0JaCcTHBIX aHe-MUi.
Pa3BuTne merano0jacTHOTO THIIAa KPOBETBOPEHUS OOYCIOBIEHO TEM, YTO MPHU
nedurute (onauMeBOM KHUCIOTHl HapyllaeTcs BIUsSHHE BUTaMHMHA Bi, Ha cuHTE3
JIHK.AnumeHTapHass HEAOCTaTOYHOCTH (oJIaTOB - dYacras MpUYdHA (oiime-
BOoAChUIIMTHON aHeMuu. M3BecTHBIE 3THONOTHYECKUE (PAKTOPbl MPUOOPETEHHOMN
anIaCTUYECKOW aHEMUMU:

1. Xumuueckue GakTopbl: OEH30JI,HECOPTAHUUECKUE COSTMHEHUS MBIIIIbSIKA,

2. 3TWINPOBAHHBIN OCH3UH (COACPKUT TETPAITUIICBUHEI), TSKEIbIE METaJUIbI
(PTYTh,BUCMYT U JIp.), XJIOPOPTaHUYECKUE COCAUHEHNUS, UHCEKTUIIUIbL,
MECTUIUBL.

3. ®uznueckue (GakTOphl: HOHUBUPYIOIIAS paauaus U PEHTTEHOBCKOE
U3JIy4YEHUE.

4. JlekapcTBeHHBIE  CpEICTBA:aHTUOMOTUKU(XJIOpaMPEHUKOI
(JIeBOMHULIETHH );METULIMIUTMH; CTPENITOMULIMH U Jp), CyJIb(paHUIaMUIbI,

5. HecTepoWHBIE MPOTUBOBOCHAIUTEIBHBIE CPE/CTBA W aHAITETUKH((DEeHMIT
OyTa3oH (OyTamuoH);UHIOMETAINH;aMUIOTTUPUH;aHAIBI M H ), lIperapaThl
30jJ0Ta (I8 JICUEHUS  PEBMATOMJHOIO  apTPUTA),aHTUTUPEOUIHBIC
cpencTa(MepKa3oaui; mponuiaTuoypain)| 16].

Takum oOpa3zom, aHEMHUHU JENATCS Ha IMOcTreMopparuueckue (kenezonedu-
IUTHBIE ) U TEMOJUTUYECKHE, KOTOPhIE B CBOIO OUYEpE/lb NENATCS HA HACIECT-
BEHHbIE M TpuOOpeTeHHbIC. BOJBIIMHCTBO BUJIOB MaJOKPOBUN 0O0YCIOBICHO
BHEIIHUMU TpuunHamMu. HacnenctBeHHbie GopMbl aHEeMHIl BO3HUKAIOT B pe-
3yJabTaTe€ MYTallUii TE€Ha, BBI3BIBAIONIMX HAPYLICHHE MEMOpaH HSPUTPOIUTOB U
U3MEHSIONINX CTPYKTYPY U CHHTE3 remoriioounnal3,28].

1.2. buoxumnuyeckue U reHeTHYECKHE 0COOEHHOCTH 3a00/1eBaHUIl KPOBH.

1.2.1. 'eHeTH4ecKHe 0COOEHHOCTH 3200/1eBaHUl KPOBH.
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Hanuune pazHooOpa3Hbix (OpM 3JI0KAYECTBEHHBIX OITyXOJ€H, B TOM YHCIIE
remMo0s1acTo30B M (H)aKTOPOB, BBI3BIBAIOIIUX HMX CBHJIETEIBCTBYIOT O MHOXECT-
BEHHBIX IMYTSAX 3TUX 3a00JIEBaHUN M CIOKHOCTU WHTEPHIPETALUU WX ITUOJOTHUHU.
OnHako Ha ypOBHE KIIETKM HEOIUIA3UM — 3TO SIBJICHUE HACJIECACTBEHHBIX U CBS-
3aHHO C U3MEHEHUEM B F'€HETHYECKOM Marepuaie kietku — JJHK.

MonekynsipHble UCCIEA0BAHUSA XPOMOCOMHBIX YYaCTKOB, N3MEHEHHS KOTOPBIX
OOHAPYX UBAJIUCH MPU PANTUYHBIX OIMYXOJISIX, MPHUBEIU K OTKPBITUIO MHOTHUX
I€HOB, KOTOpBIE, YYaCTBYIOT B IaTOT€HE3€ reMo0JIaCTO30B. DTH TE€HBI MOXKHO
pa3lennuTh HaA JBE TIPYINIbL. IIEPBbIE - OHKOICHBl. W3MEHEHHBIE TOMOJIOTH
HOPMAJIBHBIX KJIETOYHBIX T'€HOB (IIPOTOOHKOTEHOB). I'€HBI BTOPOM TpymIbl - 3TO
I€Hbl, MTHAKTUBALIMS WIH MTOTEPS KOTOPBIX CBSA3AHBI C OIYXOJIEBBIM POCTOM. Takue
TEHBI Ha3bIBAKOT TYMOP-CYIIPECCOPHBIM. WJIM AHTUOHKOT€HAMH.

AKTHBaIMsI TPOTOOHKOTEHOB (MPOAYKIUSI aKTUBHBIX OHKOIPOTEUHOB) MOKET
OCYILECTBIISITBCSA PA3JIMYHBIMU' MyTSAMU: 32 CYET XPOMOCOMHBIX TPaHC-JIOKAIUH, B
pe3ysIbTaTe TOYKOBBIX MYTAIlMil WM BCIEACTBUE TeHHOW amrummdu-kamuu|13].
XPpOMOCOMHBIE TPAHCIOKALIUM MOTYT CTaTh NPUYUHOW Pa3BUTHS ABYX BAPUAHTOB
TEHETUYECKUX COOBITUMA:

1. B pe3ynbTare TpaHCIOKALMU MPOTOOHKOTE€H IOIMAJAET B 30HY BIMSHUS Ha
HEro PEryIsTOPHBIX 3JIEMEHTOB FT€HOB UMMYHOTJIOOYIMHOB U T€HOB T-KJI€TOUY-HBIX
peuentopoB.  IIpoucxonut  aHOmanbHasg  AKTUBAUMs  NPOTOOHKOI€HA €
MpEeBpaIlleHUEM ero B OHKOTreH. [Iprumep mogo0HOo# aKTUBAIIUK - TPAHCIOKAIIHS

2. B K&XJIOM M3 T€HOB, yUYaCTBYIOIIMX B TPAHCIOKAIUH, IIPOUCXOIUT Pa3phIB, U
u3 (parMeHTOB ATUX TeHOB (HOPMHUPYETCS TaK HAa3bIBA€MbI 18 XWMeEpHBIN TeH, B
JanbHeIeM TpoayLUpPYIOMUA XUMepHbI Oenok. Krnaccuyeckuiéd npumep -
TpaHcuokauus (9; 22), npu KoTopod (opMUpyeTCs HOBBI XHWMEpHBIM TIeH,
YYaCTBYIOIIHMM B MATOT€HE3E XPOHUYECKOTO MUEIIOJIEUKO3a.

I'ennas ammnudukanus xapakTepu3yeTcsl YBeITUYEeHHUEM KOMUMHOCTH y4acTKa
reHoma. B pe3ynapTare MOBTOPSIOMMXCS (3aKOHOMEPHBIX, HECIy4daill-HbIX)

XPOMOCOMHBIX z[eneuﬂﬁ BO3HHKACT HHAKTHBAllUA TICHOB - CYIIPCCCOPOB
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3JI0Ka4eCTBEHHOTo pocta. K HacTosieMy BpeMeHH HISHTU(ULIHUPOBAHO OKOJIO
JBaJLATH TakuxX reHoB. K coxxalleHHIo, reHbl Cynpeccopsl U3y4eHbl 3HAYUTENb-HO
Xy’K€, YeM MNPOTOOHKOreHbl. [Ipu Aenenuil mpoucxoIuT MoTeps reHETHYEC-KOIro
Marepuaia B 18 KieTKe, HO NOCKOJIbKY B HOPMAJBHOW KIIETKE XPOMOCOMBI
napHble, NP MOTEPe YacTU OJHOTO I'eHa YTPaueHHYI (YHKIUIO MOXKET B3ATh Ha
cedst ero amienb. OIHAKO M OCTaBIIASICS KOIMUS MOKET ObITh (DYHKIIMOHAIb-HO
HEAaKTUBHA 3a CUET TOYEYHOW MyTaluu Wiau jAenenuii. VIMEHHO 3TH cOObITHs
HEpPEAKO NPHUBOAAT K HMHAKTUBALMA TE€HOB - CYNPECCOPOB 3JI0KAYECTBEHHOTO
pocta.O0HapykeHue crnerudUUecKux XPOMOCOMHBIX JENICHl UMEET OO0JbIIoe
KJIMHUYECKOE 3HAYEHHUE: OHM, KaK U HecOalaHCHPOBAHHBIE TPaHCIOKalMU, OoJiee
XapaKTEPHbI 7151 COJIUAHBIX OMYXOJIeH, ueM AJid reMmo01acTo3oB. Takue aHoMalIuu
4acTO HAOMIOAAIOTCA NPH BTOPUYHBIX (BO3HHMKIIMX IMOCIE XUMHO-, JIyYEBOU WIIU
KOMOMHUPOBAHHOM Tepanuu) JIeWKo3aX W MHEIOAUCIUIa3usiX. OTU  (HaKThl
UCIIOJIB3YIOTCSL C JIMarHOCTHYECKUMHU U JIudPepeHInaTbHO-AMarHoCTU-4YeCKUMU
uensiMu.  [Ipoxykramu  OOJBIIMHCTBA TI'€HOB, COCTABJSIOIMX 00€ TPYIIIHI,
SBIIIIOTCS] TaK Ha3bIBaeMble (PaKTOPBI TPAHCKPHUIIIUU - OCJIKH, CBSA3BI-BAIOIIUECS C
JHK, m Biousroomme Ha ee TpaHCKPUILIMIO. AHaANIW3 JAHHBIX COBPEMEHHOU
(GyHIaMEHTaIbHOM OHKOJIOTUU CBUJECTEIBCTBYET O TOM, 4YTO CTPYKTYypHBIE H
(GyHKUMOHANBHBIE W3MEHEHUS (PAaKTOPOB TPAHCKPUIIMHU, MPO-UCXOJSAIINE B
pe3ynbTare XpPOMOCOMHBIX TMEPECTPOEK, MIPAIOT BAXKHEWIIYID POJb B
aeiko3orenese|14,42] .

['pynna HacnencTBeHHBIX 3a00JI€BaHUM, 3THOJOTUYECKUM (PAKTOPOM KOTOPBIX
ABJIAIOTCS. MyTallMW B IeHaX, KOJAUPYIOUIMX MOJUIENTUIHBIE LENU INIOOMHOBBIX
OenKOB  Has3pIBalOTCA  remorjoOuHonatued. Ilpu  pasnuyHbIX  BapuaHTax
reMOTJIOOMHOMNATUH TEMOTJIOONH MO0 mproOpeTaeT HeMpaBWIbHYIO (GopMy, JTUO0
B €r0 COCTAaBE MEHSAETCS COOTHOIIEHUE TTI00MHOBBIX 1ienei. V3BecTHO, 4To rI00uH
- 3T0 O€JOK, COJepKAIMNA YEThIpE MOJUIENITUIHBIE 1enH. ['eMornoOuH yenoBeka
TETEPOreHEH, YTO CBSI3aHO C pa3/IMYMEM €ro NOJIMIENTUIHBIX Leneil, B Hopme y

B3pocioro 4genoBeka 95%-98% Bcero remorioomHa cocrarisier HbA, B cocras
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KoToporo Bxonasix JBe a u jaBe P menu. Takum o6pazom, ero Qopmyna
3anuchiBaeTcs kak HbA (a2; p2). Ot 2% no 2,5% npuxoautcs Ha qomo Hb A2,
umeromero gopmyny u gumib 0,1-2% TeMOrioOMHOB y B3pOCIOro YelOBEKa
cocraBiiger (eranbubiii HbF(a2; y2). B mepuox sMOpuoreHesa COOTHOLIEHHE
reMOTJI00MHOB OBIBAE€T COBEPIIEHHO IPYTUM H, KPOME TOTO, MPUCYTCTBYIOT TaKHE
ero (opmbl, KOTOpbIE HUKOTJIa HE BCTPEYAIOTCS B TMOCTHATAJIbLHOM IMEpPHUOJIE.
Hampumep, y miioga no 18-neaenb-noro Bo3pacra umeercs Hb Gower 2 (a2; e:), B
COCTaB KOTOPOT'O BXOJUT OTCYTCTBYIOIIAsl Y B3POCIBIX €-TIOJIUIENTH IHAS LeTb[2].
C 20-0if Henenu BHYTPUYTPOOHOM KU3HM IUIOJA MPOUCXOJIUT MOCTEIECHHAS
3aMeHa 3Toro tumna remoriaobuna Ha HbF (a2; y2), KoTopslil JOMUHHUPYET y TUIOJA
Y HOBOPOXIECHHBIX JleTed. 3aMeHa (eTaJibHOro reMOriioOMHa Ha reMor-ioouH A
IPOUCXOJUT B TEUEHHE MEPBOI0O roja Ku3HU pedeHka. CyliecTByeT MHOMXKECTBO
FeHETHYECKMX MEXaHW3MOB BO3HHKHOBEHHUs 3a00JIeBaHUN O3TON  TpYIIIIHI,
O0OYCJIOBJIEHHBIX OCOOCHHOCTSIMU PACIIOJIOKEHUSI T€HOB TJIOOMHOBBIX OEIKOB M
CJIOKHBIM  KOHTpPOJIEM HMX TpaHcKpumniuu. Jlng a-uenu uMeeTcss JBa
TYTUTMIIUPOBAHHBIX TE€HA, PACIONIOKEHHBIX Ha xpoMocome 16pl3.3-pter. ['ennl
roOMHOBOM  1enu  00pa3yroT Ha  xpomocome 11pl15.4-15.5  kmactep.
[TocnenoBaTenbHOCTh T€HOB COOTBETCTBYET 3TalaM HX SKCIPECCHUU OT IMEepUoja
AMOpUOreHe3a /10 B3pOCIOro BO3pacTa -MepBbIM PACIIOIAraeTcsi eH e-11eMH, 3aTeM
nBa reHa y-ueneut (y-G u y-A). IIpoyKkTsl 3TUX T€HOB BMECTE C a-TJ100M-HOBOM
1enelo  GOpMHUPYIOT pa3UYHbIe THUIBI TeMOTJI00MHOB. OuepeaHOCTh TaKOM
AKCIPECCUU, MO-BUAUMOMY, PETYJIUPYETCSd T€HAMHU KOHTPOJUPYIOUIUX PETUOHOB,
pacmloyIOKEHHBIX B TPOMOTOPHON 00JIaCTM HA HEKOTOPOM pPacCTOsI-HUU OT 5'-
KOHIIa 3Toro kjactepa. Ilpu Hammuuu MyTaiuii, 0OyCIOBIMBAIOLIUX CHUXKEHUE
WU TOJIHOE TMpEKpalleHue HJKCIPEecCU TOW WIM HMHOW TJIOOMHOBOW IIEMH,
BO3HUKAET TOBBIIICHHAs! SKCIpPECCUsl JIPYruX T'E€HOB Kiactepa. B pe3ynb-Tare
00pa3yroTcs reMorjao0uHbI, He CBOMCTBEHHBIE 3TOMY BO3PACTHOMY MEPUOY.
3aboneBanusi, IpU KOTOPBIX KOJIMYECTBO a-WiM OeTa-TIIOOMHOB YMEHBIIICHO

WIN OHU TIOJIHOCTBIO OTCYTCTBYIOT M 3aMEHEHBI B MOJIEKYJIE€ Te€MOTJIO0WHA JpYy-
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TUMH LEMSIMHU, Ha3bIBAIOT CPEAM3EMHOMOPCKUMH JIMXOpaJKaMy, WM Tajacce-
MUSIMU (OT TPEUECKOTO CJIOBa «Tajlacca», KOTOPbIM B JPEBHOCTU Ha3bIBAJIU
CpeauzemHoe Mope). B 3aBucUMOCTH OT HapyLIEHUSI CUHTE3a a- WK NIOOUHO-BBIX
Hene BBIACIAIOT a- wid D TamaccemMuu. OTH  3a00JIEBaHUS COCTaBIISIOT
3HAUYMUTENIbHYI0 YacTh B CTPYKType TE€MOIVIOOMHONATHH W NPEACTaBIECHbI MHO-
YKECTBOM aJUICJIbHBIX BAapUAHTOB, BO3HUKAIOIIMX B pe3yJIbTaTe TOYKOBBIX MYyTa-
A B TeHaX II1oOMHOBBIX meneil. K HacTosimemy BpeMeHu ommcaHo 6oiee 300
TaKMX MyTalui, OOJIBIIMHCTBO M3 HUX OYeHb peaku. Hambosee BbIpakeHHbBIC
KIIMHUYECKHUE  TMPOSBICHUS  OOYCIOBJEHBI  MYTallMsMH, 3aTpardBarolIMMU
GyHKIIMOHATHHO 3HAYMMBIC YYACTKH OEITKOBOW MOJIEKYJIHI (T.€. TEMU MyTaIlUsi-MHU,
KOTOpBIC HapyaoT (OPMUPOBAHNUE BTOPUUHON U TPETUYHON CTPYKTYPHI TII00MHA
WM AMUHOKHUCIIOTHYIO TOCJIEI0BATENBHOCTh B MECTaX MPUKPEIUICHUS TEMa WIIH
KOHTaKTax uerneu npyr ¢ apyrom. K Haunbosee pacnpoCTpaHEHHBIM alIeIbHbIM
BapUaHTaM TE€MOTJOOMHOMATUH, TIOMUMO TajlacCeMUM MOXKHO  OT-HECTH
CEPHOBUIHOKIECTOYHYIO aHEMUIO, METTEMOTTIOOMHEMUIO U SPUTPOIIUTO3S.

I'pynna 3aboneBanuii, 0OYCIOBJICHHBIX MYTAIlMSIMU B TE€HAX a-TJIOOMHOBBIX
Herne, Kak o-TajaccemMusi, HaumboJiee YacTO BO3HUKAIOT KPYMHBIC JENCIUH,
3axBaThiBatomue 1,2,3 win 4 konuu reHoB. Kak yka3aHO BbIlIE, UMEETCSI YETHIPE
KOIUM TeHa a-leneit (1mo aBe /it a, u a2 ueneit). KnuHuueckue nposB-jieHus a-
TaJacCeMHU BapbUPYIOT B 3aBUCUMOCTH OT MPOTSKEHHOCTU aenenuu. [lpu
HaJu4Yuu JI€J€LMH, 3aXBaThIBAIOUIEH OJHY KOIHIK TIE€HOB, KJIWHUYECKUE
MPOSIBJICHUSI, KaK MPaBUJIO, HE BO3HUKAIOT, JEJEHUS JABYX KOMUW MPUBOJUT K
BO3HUKHOBEHHUIO MUKPOIIMTO3a, TPEX - OOYCIOBIMBAET TUMUYHYIO KIMHHUYEC-KYIO
KapTUHY 3a00JieBaHUsI B BHUJE XPOHUYECKOW TIEeMOJUTUYECKOM aHeMHH U
COMPOBOXJIAaeTcs 00pa30BaHUEM HOBBIX THIOB reMorjioOuHoB, Hanpumep HbH,
cocrosimiero u3 yeroipex neneit (Hbp4) [potsokennas nenerusi, 3aXBaThIBaro-1as
4 xonuu a-TJIOOMHOBBIX TE€HOB, MPUBOIUT K IMOJHOMY OTCYTCTBHIO a-lLielled U
00pa30BaHUIO HECOBMECTUMOTO C )KU3HBIO TeMOTIIO0WHA, COCTOSIIETO U3 YETHIPEX

ueneu. B psage cinydaes, IpU HAUIMYUK MyTalWM, 3aTParuBarOLIMX PaioH a-UeIe,
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BAYKHBIN [l OCYLIECTBJICHUS UX KOHTAKTOB C OeTa-LensMU, BOSHUKAET TeTpaMep
U3 JIBYX y- M JIBYX a-uenei. TUunu4Hble KIIMHUYECKUE TPOSBICHUS a-TaJlaCCEMUN Y
reTepo3UroT IO MyTauuud B  LEMIX  XapaKTepU-3YIOTCS  XPOHUYECKOH
TEMOJIMTHYECKON aHEMHUEN CPEHEN TSKECTH. | €MOJIN3 SpUTPOLMTOB BOZHUKAET B
pe3yibTaTe MEPEerpy3Kd KIETOK 3PUTPOMIHOTO POCTKA W BHYTPEHHUX OPIraHOB
KEJIe30M, YTO MPUBOAUT K HEIDPEKTUBHOMY OPUTPONO33Y M OKa3bIBAET
NOBpEXAaollee JelcTBUE Ha MeMOpaHy S3pUTPO-IMTOB. AHEMHsI 4YacTo
o0oCTpsieTCsl NpU BO3HUKHOBEHUM HHTEPKYPPEHTHBIX HMH(EKIUI U Tpueme
HEKOTOPBIX JIEKAPCTBEHHBIX IpENapaToB, HanmpuMmep, cyiabpanunamuaoB. Y 80%
OOJIBHBIX BO3HHMKAET cIuieHoMeranus, a y 30% nedopmaruu ckeneral18].

I'pynna 3a0oseBanuii, OOYCIOBICHHBIX MYTalMsSMH B T€HaX IJIOOMHOBBIX
ueneM, Kak P-razacceMuss B 3aBUCHMOCTM OT THUIA MYTAllMM W HAJIWYUS WU
OTCYTCTBHSI TJIOOMHOBBIX LENEH BBUIEISIOT HECKOJBKO KIMHUKO-TEHETHUECKUX
BapuaHTOB Tajaccemui. [lepBblii BapuaHT oOo3HayaeTcsi Kak Tanaccemusa. OH
BO3HHUKAET BCJIECACTBUE HOHCEHC-MYTAIIMM WU CIUIAMCHUHIOBBIX MyTalWd, a TaKkKe
MyTalui, MNPUBOASAIIMX K CABUTY pPaMKW CUMTBIBaHMS. BTopoW BapuaHT -
Tanaccemusi. Ero mpuurnHOM ciy’kaT MyTallMd B MPOMOTOPHOM 00JacTu reHa, B 5'-
u 3'-merpancnupyembix peruonax, TATA-, CAAT- u CACCC-6okcax. B
pe3yibTaTe TaKMX MYTallMi IPOUCXOJIUT YMEHbIIICHUE WM PEeKpalleHue CUHTE3a
IJIOOMHOBBIX LIENEN U 3aMEHa WX B MOJIEKYJIE TeMOIJIO0MHA.

OavH U3 peiaKux BapUaHTOB [3 -TajacCeMHMM CBS3aH C IMEPCHUCTHPOBAHHEM
(deTanbHOrO TreMorio0MHA, MPU KOTOPOM HE MPOUCXOJIUT €ro 3aMeHa Ha
reMorjaoOnH  B3pocyioro. M3BECTHO HECKOJIBKO THIIOB MEPCHCTUPYIOLIETO
¢deranbHOrO remoryioonHa: 1) remoraoOuH npeAcTaBieH AByMs y-uernsimu (G u A),
pu 3TOM 6- 1 OeTa-1enu OTCYTCTBYIOT; 2) TeMOrJI00MH B OCHOBHOM IIP€/I-CTaBJICH
yG- u 6-1iensaMu, Ipu 3TOM T'eH p-Ienu PYyHKIIMOHAIBHO aKTUBEH; 3) reMOrjJoOuH
npenacrtasieH yG- u yA-uensmu, a Oera-nieun oTcyTcTBYROT. [loka-3aHoO, Takke,
YTO BO3HHKHOBEHHE CHMITOMOB TajacceMuu (Tak Ha3bIBaeéMbIX Y-, OeTa-

TaJacCeMHil) MOXKET OBITh OOYCIIOBIICHO JENICIHEH B PETYISATOPHOM JJIEMEHTE
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rIOOMHOBBIX TeHOB. lIpeamoniaraercs, YTO ATOT PEruoH, 00O03HAYae-MbIU
abbpesuatypoir LCR, nHaxomurcs Ha paccrosanum 100 T.LH. OT Kjacrtepa
IJIOOMHOBBIX TE€HOB U KOHTPOJIUPYET €ro SIKCIPECCUIO B XOJIE Pa3BUTHSL.

I'ennas MyTanusi, BbI3BIBAIOIIAS CEPIIOBUAHO-KIECTOUHYIO aHEMUIO, BEPOSATHO,
BO3HMKJIA CIOHTAHHO B  Pa3MUYHBIX reorpadUyecKux  paloHaX, 9TO
MPENO0JIOKEHNE OCHOBBIBAETCS HA PECTPUKIIMOHHOM aHAJIM3€ SHIOHYKJIea3bl. ITU
BapualllM BcTpevaroTcs: cpenu Hacenenus: Kamepyna, Cenerana, benuna, HapogoB
Oanty u a3zuaroB CaynoBckoit ApaBun. VX KIMHHUYECKOE 3HAUEHHE COCTOUT B TOM,
YTO JJIsl HEKOTOPBIX U3 HUX XapakTepeH Oosee Boicokui ypoBeHb HbF, Hanpumep,
pu MyTaluu, Kotopas pacnpoctpaneHa B Cenerane m CayJqoBCKO-a3MaTCKOM
peruoHe, 3a00JIeBaHUsl, KaK MPaBUII0, UMEET Oojiee MArkyro hopmy[15].

VY moneit, rerepo3urotHeix no HgbS (Hocutenu 3aboneBaHus), mpoOJeMbl,
KOTOPbIE BOZHUKAIOT U3-32a MOJIMMEPU3AIUH - HE3HAUUTEIbHBIC, BEb HOpMallb-Has
aJieNlb MOXKET MPOu3BoAUTH Oosiee 50% remorioOuHa. Y Ui, TOMO3UTOT-HBIX IO
HgbS, nanmume nnuaabix HbS monmmepoB MpuUBOANT K HMCKaKEHUIO (HOPMBI
sputrporuToB. DopMa ABOSKOBOTHYTOTO JHUCKA C TJAIKOW TMOBEPX-HOCTHIO
U3MEHSETCS Ha HEPOBHYIO, C OOJIBIIMM KOJIMYECTBOM IIMIOB, 3TO MPUBOIUT K
TOMY, YTO KJICTKH CTAHOBSITCSI XPyIKUMH U JIOTIAIOT B KaMAJUISIPAX.

Y Hocutenel cuMOTOMBI 3a00JE€BaHMS TMOSBISIIOTCS TOJBKO TOrJa, KOrja
YPOBEHBb KHUCIIOPOJIa B BO3JYXE OUCHb MOHIKEH (Hampumep, Ha OOJBIION BHICOTE)
WIN BO BpeMs CHIJIBHOTO 00€3BOKMBaHHUS opraHu3ma. OOBIYHO, 3TH KPU3UCHBIE
cUTyaluu Bo3HHKaT npumepHo 0,8 pa3 B rog y oaHoro namueHTa. CeprnoBUIHO-
KJIETOYHAs aHEMHUs BO3HHMKAET TOrJa, KOrja B CEAbMOM aMHUHOKHC-JIOTE (eciu
CUMTATh METHOHHH) - TJTyTAMHUHOBAs KUCJIOTA 3aMEHSIETCSl BAJIMHOM, YTO BBI3HIBAET
WU3MEHEHHUE €€ CTPYKTYPhI U QyHKIIHIA.

DTO HapyllIeHHE BBI3BAHO MyTallMel OJJHOTO HYKJIEOTHIa (MPOUCXOIUT 3aMeHa
agenuHa (A) nva tumuH (T)) B rene B-myioOuHa. DTO MPUBOAUT K TOMY, 4YTO B 6
MO3ULIMU TIIyTaMaT 3aMEHSIETCS BaAJIMHOM. ['eMorinoOuH S, KOTopslii oOpasyercs B

pesyibpTaTe 9TOM MyTanmu, Has3biBaroT HbS, B oTimune 0T HOP-MalIbHOTO
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reMorjioonHa, Kotopslii HazbiBaeTcss HbA. To ecTh, ucciaeayemMoe reHeTH4YecKoe
3a00IeBaHUE CBSI3aHO C MyTallMedl OJHOTO HYKJIEOTH/Ia M, COOT-BETCTBEHHO,
n3MeHeHuneM nocienoBarenbHocTH KogoHa u3 GAG (I'Al') na GTG (I'TTI).

Kak npaBuio, 310 100poKauyeCcTBEHHbIE MYyTallid, KOTOPhIE CYILECTBEHHO HE
BIIMAIOT HA BTOPUYHYIO, TPETUUYHYIO, WJIU YETBEPTHUUHYIO CTPYKTYpY TI€MOIJIO-
OuHa, TpU HOPMAJILHON KOHIICHTpAIlMM KuUCJIopoja. B  ycioBusX HU3KOMN
KOHIIEHTpAIIUU KUCJIOPOJia MPOUCXOIUT mpoliecc nonumepusanuu HbS. Jleokchi-
dbopma remorsiobnHa MoaBEpraeTcsi BO3ACHCTBUIO THAPO(YOOHOTO yyacTKa MEXITY
E u F cimpanamu[21,24,14].

I'mapodoOHbIe ocTaTky BaiMHA Ha 6 MO3UIMHA OeTa-Ieny reMorjioOnHa MOTYT
CBSI3BIBATHCS C TUMHU TUAPOPOOHBIMU yUaCTKAMH, B PE3YJbTAaTE€ YETO MOJIEKYJIbI
remMorjao0MHa S TEpsAT CIOCOOHOCTh PAacTBOPATBCS M OOpa3yroT, Tak
Ha3bIBa€MbIM, BOJIOKHUCTBHIM OCAJOK.AJUJIENb OTBETCTBEHHAs 3a pa3BUTHUE
CEPIOBUHO-KJIETOYHOM aHEMHUU - ayTOCOMHO-PEIECCHBHAs M PaACIOJIOKEeHa Ha
KOpoTKOoM 1iede 11 XpomocoMbl. Y denoBeka, KOTOPHIH HaciemyeT AePEKTHBIN
TeH OT OTI[a M MaTepH - pa3BUBAETCs 3a00JIEBaHKE, TOTJAa KAaK YEJIOBEK, KOTO-PhIN
nojiyyaeT OJHY Ae(EeKTHYI0 KOIMHUIO Te€Ha, a OJHY - HOPMAaJIbHYIO - OCTaeTcCs
3I0POBBIM, OJIHAKO OH SIBJISIETCS HOCUTEJIEM 3a00JICBAHUS.

Ecnu oba ponutens sSBISIIOTCS HOCUTENISIMU CEPIIOBUIHO-KJIETOYHOM aHEMUH,
TO BEPOSITHOCTH Tepeiaun peOeHKy 3a00sieBaHus cocTaBisaeT 25%, a BEpOSTHOCTD
TOTO, YTO MX IMOTOMOK Oyner Hocutenem coctaBiser - 50%. Ho, mockombky
OTBETCTBEHHBIN T'€H HE MOJHOCTHIO PELIECCUBHBINA, TO B OpraHuU3Me HOCHUTEIeH
MOXKET O0O0pa30BBIBATHCS HEKOTOPOE KOJIMYECTBO  CEPIIOBHUIHO-KIIE-TOYHBIX
SPUTPOLIMUTOB, OJHAKO HUX KOJUYECTBO HE HA CTOJILKO BEIUKO, YTOOBI BHI3BATh
CUMIITOMBI OOJI€3HHM, OJIHAKO JOCTATOYHOE JJIsi TOTO, 4YTOOBI OOJbHBIE OBLIN
CTOMKMMH K JEUCTBHIO Malisipuu. VIMEHHO IO3TOMY Yy TIE€TE€pO3UTOTHBIX JIHUIL
YPOBEHb MPUCIIOCOOICHHS — BBIIIE, YEM Yy TOMO3UTOTHBIX. JTO SIBJIEHUE U3BECTHO

oA Ha3BaHUCM I'€TCPO3UTOTHOC ITPCUMYIICCTBO.
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NMeHHO uyepe3 3TO MPEUMYIIECTBO, OO0JIE3Hb MO-NIPEXKHEMY  OYEHBb
pacnpocTpaHeHa, 0COOEHHO 4acTO OHAa BCTPEUYAETCsl CPEeAM HAaCENIEHUS B CBSI3U C
allaliTUBHBIM TPEUMYILECTBOM TETEPO3UTOT, OCOOEHHO CpeAu JIOAEH, NpeaKu
KOTOPBIX MPOUCXOAAT M3 TE€X TEPPUTOPH, e Majsipus ObLIa MIUPOKO pac-
IPOCTpaHeHa, B YacTHOCTH, u3 Adpuku, CpeauzeMHoMopbs, Munuu u biamxk-Hero
Bocroka. Panee, snuaemMun Maisipuu 4acto HaOt0Aanuch Ha Tepputopun HOxxHoi
EBponbl, onHako 3TO 3a0ojieBaHuE OBUIO MOJHOCTHIO JIMKBHJIMPOBAHO 37ECh B
cepennHe XX Beka M ceddyac HE BCTPEYACTCS 3a MCKIKYEHUEM PENKUX
CHOPAJUYECKUX CITyYaeB.

Bo30Oynutens mansipur UMEET CIOKHBIN KU3HEHHBIA IHKJ, 9acTh KOTOPOTO
IPOXOJUT B 3PUTPOLUTAX (KPAaCHBIX KPOBSHBIX TENblAx). Y HOCUTENEH cepro-
BUJIHO-KJIETOYHOM aHEMHH, HAIMYME MASIPUMHBIX Mapa3uTOB IPHUBOJUT K TOMY,
YTO W3MEHEHHbIE KpOBSIHbIE Tenbla (C Je(EeKTHBIM THUIIOM TI'€MOIJIOOHHA)
pa3phIBAlOTCS MPEXKJEBPEMEHHO, BCIEJACTBUE YEro IuiazMoauil (Bo3OyaAuTelNb
MaJsIpHM) HE MOKET BOCIIPOM3BECTH 3TU KIIETKH.

Kpome Ttoro, monmumepusanusi reMorjioOuMHa BIMSET B MEPBYIO Odepeab Ha
crocoOHOCTh mapa3uta nepeBapuBath Hb. Takum o0pa3zom, B Tex pailioHax, rie
pacnpocTpaHeHa MaJisIpusi, IIAHCHI JIIOJIEd Ha BBDKUBAHHE B JICMCTBUTEIBHOCTU
YBEJIMYMBAIOTCA, €CJIM OHM SBJISIOTCA HOCUTEISIMU CEPHOBUAHO-KIETOUHOU
oone3nu[36].

1.2.3. Buoxumuveckue 0cod0eHHOCTH 3a00/IeBaHUIl KPOBH.

AHeMHH — TaTOJOTMYECKHUE COCTOSIHHS, XapaKTEePU3YIOLIMECS CHUKEHUEM
reMorjaoOrHa WM KOJIMYECTBA 3PUTPOLUTOB B KpoBU. OHM Bcerga sBIseTCS
OJIHMM M3 CUMITOMOB o011ero 3aboneBanus. Hapsiny ¢ yacto BcTpevaromumucs u
JIETKO JIMarHOCTHUPYEMbIMU (OpMaMH aHEMUN HMEIOTCS PEJIKHME aHEMUYECKHe
CUHAPOMBI.

ITo maroreHe3y BBIACISAIOT 2 OCHOBHBIE IPYIIIIBI AHEMUI:

1. moctremopparuueckue (>kene30AepUIUTHBIC);

2. TeMOJUTHYECKue, 00yCIOBICHHBIE TOBBIIIICHUEM KPOBEPA3PYyIICHUEM.
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[locTtremopparnyeckue aHeMUU JENATCA HA OCTPble M XPOHUYECKHUE.
[IpyunHamMu OCTpOW aHEMUU OT KPOBOMOTEPH SBIISIIOTCS Pa3IMYHbIE BHEIIHUE
TpaBMbI (paHEHUs1), COMTPOBOXKIAIONIUECS TTOBPEKIECHUEM KPOBEHOCHBIX COCY-/IOB,
WIM KpPOBOTEUYEHHsS U3 BHYTPEHHHMX OpraHoB. Yamie Bcero HaOmoAa-roTCA
KEITYJJOUHO-KUIIIEYHbIE KPOBOTEUYCHHS, KPOBOTCUEHUS B OpPIONIHYIO TMOJIOCTh
(pa3peiB  (asmonueBoi TpyObl MPHU BHEMATOYHOM OEpPEMEHHOCTH), TMOYCUHEIE,
jerouynsie (TyOepkyses3, abciecc), MaTOYHbIC, a TaKXKEe KPOBOTEUE-HUSA U3 pas-
JUYHBIX OPraHOB MPU FEMOPPArMYECKUX quaTe3ax. YKe Ipu OJHOKPATHON OCTpOn
KpOBOMNOTEPE OTMEUAETCA MPEXOAIIEee CHUKEHUE YPOBHS *kene3a B miazme. [lpu
JIOCTaTOYHBIX 3amacax Jkejie3a B JelOo, €ro YypoBeHb B Iula3Me OBICTPO
BBIPDABHUBAETCSA;  TOrJa Kak, MPU HCTOLIEHHBIX - YPOBEHb JKejie3a B IUIa3Me
ocTaeTcd HHU3KUM (CHUAEpPONEHUs) W Pa3BUBAETCS KapTUHA TUIIOXPOMHOM
x)eneszonedurutaon anemuu|38].

XpoHHuecKasi MOCTTeMOpparnyeckas aHeMHsl pa3BUBAETCs B pe3yjbTaTe JU00
OJTHOKPATHOW, HO OOWJIBHOW KpOBOIMOTEPH, JHOO HE3HAYUTEIBHBIX, HO
JUTUTENBHBIX IOBTOPHBIX KPOBOIOTEPb.

Yaie Bcero XpoHUYecKash MocTreMopparuueckas aHemMusl HaOJIoJaeTcsi mpu
KPOBOTEUEHHUSIX M3 KEITyJAOYHO-KHMIIIEYHOTO TpakTa (s3Ba, pak, reMoppoii), mo-
YeYHBIX, MATOUYHBIX. Jla)ke HE3HAYUTEIbHBIE KPOBOMOTEPU MPH S3BEHHBIX WIIU
HEOIIACTUYECKHUX MpoIleccax B KEIyAOYHO-KUIIEYHOM TPAKTE€ WM HUYTOKHbBIE
reMOpPPOUIATIbHBIE KPOBOTEUEHUS, MOBTOPSIIONIUECS M30 JIHS B JI€Hb, CIIOCOOHBI
MPUBECTH K TKEIOMY MAJIOKPOBHIO.

Kaptuna kpoBu xene30AepUIUTHON aHEMHUHM XapaKTEPU3YETCS C PE3KUM
cHKeHreM 1BeTHoro mnokazarens (0,6—0,4); mpoucxoAsT aereHepaTHUBHBIC
W3MEHEHHUSI DPUTPOIMTOB, KOTOPhIE TPEBATUPYIOT HaJl pEreHEepaTUBHBIMU;
HAOJIIOIA€TCSI  TUMOLMTOXPOMHUS W MHUKPOIIUTO3, MOWKUIOUMUTO3 M IIM3O0IUTO3
DPUTPOIUTOB; JIEUKOMEHUsI (€Cii HET OCOOBIX MOMEHTOB, CIIOCOOCTBYIOIIMX
Pa3BUTHIO JIEUKOLIMTO3a); CABUT HEUTPODUIBLHOTO Psiia BIECBO U OTHOCHTEINb-HBIN

TUM(GOIUTO3; KOJIHMYECTBO TPOMOOIIMTOB HOPMAIHHO MM HECKOJIBKO TMOHIKEHO .
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CbhIBOpPOTKa KpOBHU OOJBHBIX XPOHUYECKON MOCTIEeMOPPArnyeckord aHemuein
oTiauyaercss OJeIHONM OKpacKoil BCIEACTBHE YMEHBIIEHHOTO COACpIKAHMS
OwnrpyOurHa (4TO yKa3bIBa€T HAa MOHM)XEHHBIN pacmnaj KpoBH). X ocoOeH-HOCThIO
ABIIAETCS ~ TAaK)K€ PpPE3KO€ CHIKEHHE YpPOBHSA  CBIBOPOTOYHOIO  JKeje3a,
OIpEeEIIEMOT0 HEPEIKO JIHIIb B BUJE CIEOB.

['pynma  sxene3omeuIUTHBIX aHEeMUH  OOBEOUHSET MHOTOUHWCIICHHEBIE,
Pa3ITUYHON ITHOJOTUU, AHEMUYECKUE CUHIIPOMBI, OCHOBHBIM MATOTCHETUYE-CKUM
(bakTOpOoM KOTOPBIX SBISETCS HEIOCTATOK JKejle3a B OpraHu3Me (CHUIIepOINeHHS,
TUTIOCUJIEPO3).

['unocuaepo3 B MIMPOKOM CMBICIIE 3TOTO CJIOBAa O3HAYAET HE TOJBKO aHEMUIO
Ha TIOYBE HapyLICHHs TeMOT00nHO000pa3oBanus. McTomenne TKaHeBbIX PE3ePBOB
kKelle3a  TPUBOAWT K  PACCTPOMCTBY  OKUCIHMTEIHHO-BOCCTAHOBUTEIH-HBIX
MPOLIECCOB B TKaHAX, YTO BBIPAXKACTCS B BHUAEC TPOPUUECKUX HAPYIICHHUH CO
CTOPOHBI AMUTEIHAIBHBIX MOKPOBOB KOXHU (CYyXOCTb), HOTTE€H (HEHOPMAaJIb-HbIN
pOCT, KOWJIOHMXHMSI), BOJIOC (BBIMAJCHUE) MU CIU3UCTBIX OOOJOYEK — A3bIKa
(arpoduyeckuii TIOCCUT), THUIIEBoAa (Aucdarusi), HOCOTIOTKH (3JIOBOHHBIM
HACMOpPK — aTpodUuecKuil pUHUT, O3€HA), U3BpaAlllEHUU BKyca (reodarus, pica
chloratica) u o6ousiHus. [lpuunHaMu pa3BUTHS THUMOCHAEPO3a MOTYT OBITh Kak
DK30T€HHBIE (DAKTOpPhl — aJMMEHTapHash HEAOCTAaTOYHOCTh JKeie3a, TaK |
OHJOTCHHBIC TPHYMUHBI, K KOTOPHIM OTHOCST: TIOBBHIINICHHBIC TIOTEPH WU
MOBBINICEHHOE TIOTpEOJICHHE, a TakKe HEeJ0CTaTOYHOe YycBoeHue xene3a. K
MaTOJOTHYECKUM  COCTOSHUSIM, HEPEJIKO COIMPOBOXKAAIOIIUMCA Pa3BUTHEM
SHJIOTEHHON HEJOCTAaTOYHOCTU JKeJe3a, CJIEeIyeT OTHECTH pa3JIUYHble XPOHHU-
yeckre WHPeknuu (TyOepKysie3), MHTOKCUKAIMU (a30TeMusi), TUIIOBUTAMHUHO3bBI
(ocobenHo C-rUnOBUTaMUHO3), THUIIOTUPEO3bl, 3J0KAYECTBEHHbIE HOBOOOpa-
30BaHMs, a TaKkKe HApyIICHHE TMpoIecca HOHM3AIUU Kene3a (axXJopruapus,
nedurut ButamuHa C) 1 HapylIeHUE KUIIIEUHOU abcopOIuu (SHTEPUT, Pe3eK-1us

KkumeqHuka)( 5,8].
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B pesynbpraTe coueTaHHOro BIMSHUS BCeX (DAKTOPOB BO3ZHUKAET COCTOSTHUE
HEJO0CTaTOYHOCTH JKE€J€3a B OpraHU3Me, ONpENesieMO€ IO HU3KOMY YPOBHIO
CBIBOPOTOYHOT'O Keje3a (CHIIEPONEHHs])) W TUIOXPOMHUU JPUTPOLMUTOB (HU3KHIA
LBETHOM MoOKa3aresb). YTO Kacaercs pa3MepoB 3PUTPOLUTOB, TO MPU «UHUCTON»
dopme xene3oneUUMTHON aHEMHUM MpeobiagaeT Mukpouutos. Habmomaemas
IIPU HEKOTOPBIX MATOJIOTUYECKUX COCTOSHHUSIX, B YACTHOCTU y OOJBHBIX XPOHHU-
YECKUM SHTEPUTOM WM C PE3CIIMPOBAHHBIM TOHKUM KHUIIEUHUKOM, «OUMOpd-Has»
aHEeMUsl TUIIOXPOMHOTO THIIA C MAaKpPOIIMTO30M OJPUTPOIMTOB YKa3bIBA€T Ha
COUYETaHUE TUIOCUIEPO3a C HETOCTATOUHOCTBIO APYTruX (akTopoB (BUTaMHHA By,
¢donueBoii KUCIOTHI). Bee skene3oaeuiuTHbie aHEMHUH TUITOXPOMHGBL. [13 ]

B Hacrosimiee BpeMsi B OCHOBY KJacCU(PHMKAIMKM TEMOJIUTHYECKUX  aHEeMUU
MOJIOXKEHO pa3JeieHre Ha HACJEJICTBEHHbIE U MpuoOpeTreHHble Gopmbl. K Hac-
JIeICTBEHHBIM (popMaM OTHOCAT (HOPMBI, CBA3aHHBIE C HApPYyIIEHUEM MEeMOpaHbI
SPUTPOIUTOB, C ACPHUIIMTOM aKTUBHOCTU (PEPMEHTOB, C UBMEHEHUSIMH CTPYK-TYPbI
WJIM CHHTE3a TeMOTJIO0MHA; K MPUOOPETEHHBIM - ()OPMBI MAJIOKPOBUS, CBSI3aHHBIC C
BO3JICHCTBUEM AaHTUTE, W3MEHEHHUEM CTPYKTYphl MEMOpPaHBI JSPUTPOLIUTOB; C
MEXaHUYECKUM MOBPEXKICHUEM O0OJOUYKH 3PUTPOLMTOB; N€(PUIMTOM BUTAMUHOB;
pa3pyLIEeHUEM 3PUTPOLUTOB NAPAZUTOM .

HacnenactBennsie  QopMbl  aHeMUM  TEpelaloTcs MO  JOMHUHAHTHOMY
ayTOCOMHOMY  THILy, BCTPEYAlOTCSI B OCHOBHOM T'€TE€pPO3UTOTHBbIE (POPMBI
3a00/1€BaHUs U TPOSBIAIOTCS B JIOOOM BO3pacTe, Yalle B JIETCKO-TIOAPOCTKOBOM
nepuojie Uy B3pocibix. Mopdonoruueckre n3MEeHEHUs! SPUTPOLIMTOB Y OOJIbHBIX C
HACJIC/ICTBEHHBIM ~ MHKPOC(HEPOIUTO30M  COMPOBOXKIAIOTCS M HEKOTOPBIMU
GyHKIMOHAIBHBIMU HapylueHusiMu. HaOmtogaeTcsi MmoBBbIIEHHE MPOHUIIAEMOCTH
HATpHs Yepe3 MEMOpPaHy SPUTPOIMTOB, UTO CIHOCOOCTBYET HAKOIUIEHHUIO B KIIETKE
BOJIbI, BCIIEJICTBHE YETO IPUTPOIUTHI MPUOOPETAIOT chepuueckyro hopmy.

KonuuecTBo JIEWKOLMTOB M TPOMOOILIMTOB HEPEIKO HAXOAMUTCS B Mpeiaesiax
HOpMBI. [Ipu TeMOIUTHYECKHX KpW3axX WHOTJA HAOMIOAacTCs HEOOJBIION JIeH-

KOIIUTO3 CO caBUTroM (Gopmyisl BieBo. [Ipu HacioeHum rumepcrieHn3Ma BO3-
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MOXHa YMEpEHHasl JIEMKOLMTOINEHUs U TpomOouuronenus. KonuuectBo petu-
KYJIOIIUTOB OBIBaCT YBEIMUYEHHBIM U OObIYHO Haxoautcs B mpeaenax S0—100%. B
HEKOTOPBIX CIIy4asX MOCJIE FTEMOJIMTUYECKOTO KPU3a COIEPKAHUE PETUKYJIO-IIUTOB
MO>KET MPEBBICUTH 3TO YUCIIO B HECKOJIBKO Pa3.

Y OOJBHBIX C HACIEJACTBEHHON MHKPOC(PEPOIUTAPHON TEeMOIUTUYECKON
aHemMuel HaOII0AaeTCsl MIOHMKEHUE OCMOTHYECKON PE3UCTEHTHOCTH SPUTPO-LIUTOB
(or — 0,7—0,8, u mo— 0,3— 0,12) U mnoOBBIIICHHE ayTOTeMOJIU3a, KOp-
pUTHUPYEMOE TJIFOKO30M. AHAJIOTMYHBIE CIBUTM HMMEIOT MECTO WU MpU JPYTUX
(ayTOMMMYHHBIX W Hec(epOLMTApHbIX)  (QopMax TEeMOJIUTHYECKUX aHEMUM.
B rpynme reMoimTHYeCKMX aHeMuil, OOYCJIOBJIEHHBIX HAapyIICHHEM MeMOpaHbI
PUTPOIUTOB, KPOME HACJIEICTBEHHOIr0 MHKpPOC(eponuTo3a, paccMaTpuBaIOTCs
PEAKO BCTPEYAIOIIMECS HACIEICTBEHHBIA 3JUITMITOLIMTO3, HACIEICTBEHHBIA CTO-
MaTOIIMTO3, TeMOJUTHYEcKass aHemus, codetaromasica ¢ Rh-null ¢enorumnom.
HacnencTBeHHbIN AIITMNITOLMTO3 HACAEAYETCS [0 ayTOCOMHO-JOMUHAHTHOMY THITY
U uMeeT (opmbl OECCUMIOTOMHOTO HOCHTENBCTBA MATOJIOIMUYECKOTO TE€Ha U
KIIMHUYECKA SIBHOM DJJUIMIITOLUUTAPHOW TEMOJUTHYECKOM aHemuu. llepsas
BCTpEUaeTCsl yalle, BTopas — COcCTaBiisieT He MHoruMm Ooisiee 10% Bcex BBISB-
JSEMBIX CIy4YaeB HACJIEACTBEHHOro ajumnrouurto3a. llpenmonaraercs, dro
AIUTUTNITOIIUTAPHAST TEMOJIUTUYECKAs] aHEMHs, 10 aHAJIOTMU C HACIEJCTBEHHBIM
MUKpPOC(HEPOLMTO30M, CBSI3aHAa C HApYILIEHUEM CTPYKTypbl Oejlka MeMOpaHbI
sputponutos[38,41,25].

[To-Buaumomy,  OECCHMITOMHBIM 3JUIMOTOUUTO3 OOYCIOBIEH TE€TEepO3u-
TOTHBIM XapaKTEPOM HACJEAOBAaHUS AaHOMAJIbHOTO TE€HAa, a JJUIMNTOIUTapHAas
reMOJIUTUYECKass AaHEMHUs] — TOMO3UTOTHBIM HACJEJAOBAHUEM IOCIIETHETO.
3a0oneBaHue MMEET XPOHUYECKOE TEUYEHHUE, KOTOpPOE YCYryOussieTcss B IEpUoJ
TeMOJIUTHYECKUX KPU30B, UX YACTHIMU MPUUMHAMH SIBISICTCS] HHPEKIIHH.

K npyrum HacneAacTBeHHBIM (opMaM TeMOJTUTHYECKUX aHEMUW OTHOCST
HH3UMOIIATUH, CPEOU KOTOPHIX Yalle BCETro BCTpedaeTrcs AeUIUT aKTUBHOCTU

TIII0K030-6-hocharneruaporenassr  (I'-6-OJII).
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3aboneBaHusi, CBS3aHHbIE C HACJICACTBEHHBIM HApYIICHHUEM CHUHTE3a
reMOTJIOOMHA, TIONYYMJIM Ha3BaHUEe TemorjoomHomatuu. OHU AeldITCs Ha
KOJIMYECTBEHHBIC (CTPYKTYpHBIE) W KadecTBeHHbIE (opMbl. KonmuecTBeHHBIC
remoryioonHomnaruu (remoriaooudomnatuu S, C, D, E HocutenbcTBa HeCTaOMIb-HBIX
reMOTJIOOMHOB U T€MOTJIOOMHOB C ITOBBIIICHHBIM CPOJCTBOM K KHCJIOPOAY H JIp.)
COIPOBOXKIAFOTCS M3MEHEHHEM TEPBUYHOM CTPYKTYpBl TEMOTJIOOWHA; TIPH HUX
MOTYT HapylaTbCs CTAa0MILHOCTh U PYHKIMM remoriobuHa. IIpu kadecT-BeHHBIX
reMOTJIOOMHOTIATUAX CTPYKTypa TeMorjioOMHa OBIBa€T HOPMaJIbHONW H JIUIIb
CHIDKACTCSI CKOPOCTh CHHTE3a Te€X WJIM WHBIX [OJUICNTHIHBIX IIeTeH
riobuHa. l3BectHo Oosee 250 CTPyKTypHBIX BapHaHTOB TeMOTJIO0WHA, OOJbIIas
YaCTh KOTOPBIX SIBJISIETCS PE3yJIbTaTOM 3aMEHbI € IMHCTBEHHON aMUHOKHCIJIOTHI B a-
U p-uensx. MHorue 3aMmelnieHuss aMHUHOKHUCIOT B MOJIEKYJie TeMOrjioOouHa
OKa3bIBAIOTCS JOOPOKAYECTBEHHBIMH. | eMOIIOOMHOIATHH COTJIaCHO YyCTa-

HOBJICHHOM KJIaCCU(UKALIUUA JEJIAT :

1. r
€MOrjJo0MHONATUH, OOYCJIOBIICHHBIE aHOMAJIWEl NEPBUYHOU CTPYKTYpbI
MOJICKYJIbI TeMOTJI00MHA («KAauYeCTBEHHBIE» T€MOTJIOOMHOMATHH), K HUM
OTHOCAT: CEpPIOBUJIHOKIETOUHAs OO0Je3Hb, BKJOYalONas COOCTBEHHO
CEepPIOBUIHOKICTOYHYIO aHEMHUIO W €€ BapuaHThl (S-reMOroOMHOMATHS);
romo3urotHeie  remornobunonatun  (CC,EE),  xapakrepusyromuecs
N00pPOKAYECTBEHHBIM TEUECHHUEM.

2. r
€MOTJIOOMHOTIATHH, BBI3BAHHBIC HAPYIICHWEM CHHTE3a MOJUNEHTHIHBIX
Lenei, BXOAAIUX B COCTAaB HOPMAJIbHBIX T€MOITIOOMHOB («KOJIMYECTBEHHBIE
TeMOTJIO0MHOTIATUH WJIA TaJaCCEMUMN ).

3. ['emorno6unonaTuu, 00yCIJIOBIICHHBIE
JIBOVHBIMU reTEPO3UTOT

HBIMH COCTOSAHHAMMU II0 I'CHY TaJlaCCEMHUU MU ICHY OI[HOﬁ N3 «KadcCT



36

BEHHBIX» T'E€MOIVIOOMHONATUMU (HampuMmep, TeMOIJIOOMHO3  S-Tajacce-

MUSI, MUKPOJPETIAHOLIUTO3).

C moMoIIbI0 COBPEMEHHBIX METOI0B HCCIEAOBAHNS MOXKHO JHArHOCTUPO-BATh
TPU TOCJICIOBATENBHBIX dTama Keae30AePUIIUTHON aHEMUU - TMPEIaTeHT-HBIA U
JATEHTHBIN JeUITUT jKkejie3a U COOCTBEHHO Keme30/ie(pu- IUTHYIO0 aHEMHUIO.

[IpenaTeHTHBIN neUIUT >Kele3a XapaKTepU3yeTcs CIEeIyIOMMMH TpHU3Ha-
KaMH: aHeMHsI OTCYTCTBYET, YPOBEHb I'eéMOIJIOOMHA HOPMAaJIbHBIN; CUIACPOIEHU-
YEeCKHI CHHIpPOM OTCYTCTBYET, TaK Kak TKaHEBOW (POHJ jkeJie3a COXpaHEeH; ypo-
BEHb CBIBOPOTOYHOTO KeJie3a HOPMAJIbHBIN; MpeoldiiafaHnne B Maszke nepudepu-
YECKOM KPOBHU CPEIU SPUTPOILMTOB MHUKPOIUTOB - IPUTPOLIMTOB YMEHBIIEHHOTO
JMaMeTpa; aHU30IUTO3 - HEOJWHAKOBAs BEIUYMHA SPUTPOIMTOB M MOWKHUIOIH-
TO3 - paznu4Has (opMa 3pUTPOIIMTOB; HOPMAIBHOE COJIEPKAHUE PETUKYIIOLH-TOB
B TNepudEepUIECKO KPOBH, OJHAKO, NMPH BBIPAKEHHOM KPOBOTCUECHHUH M TIOCTIE
JICYCHHsI  TIpemaparaM  Kejle3a  BO3MOXKHO  YBEIMYEHHE  KOJUYECTBA
PETUKYJIOLUTOB; TEHACHIUS K JIEWKONEHUU;, KOJIUYECTBO TPOMOOIIMTOB OOBIYHO
HOpMaJbHOE, OJHAKO TMPU 3HAYMUTEIHHONW KPOBOMOTEpPE BO3MOXKEH YMEPEHHBIN
TPOMOOILIMTO3; MPU BHIPAXKEHHOW aHEMUH BO3MOKHO yMepeHHoe yBennuenue COD
(mo 20-25 mm/u).

XapakTepHO CHIDKEHHE YpPOBHS CBIBOPOTOUHOTO jkeneza W (epputuHa. Moryr
OTMEUaThCA TAK)KE U3MEHEHUs1, 00YCIIOBIIEHHBIE OCHOBHBIM 3a00JICBAaHUEM.

NMMyHOJIOTHYECKUH aHaau3 KPOBHM - KaK IMPaBUJIO, CYIICCTBEHHBIX H3MEHE-
HUW HE HAONIOAAeTCs, OJHAKO HEPEJKO BBISABISCTCS CHUXEHUE (HaromuTapHON
(GYHKITUHU JICHKOIIUTOB.

Uccnenosanne mnepudepuyeckoidl KpPOBU BBISBISIET CHUXEHUE COJCPKaHUS
remoriioonHa, npuyeM, kak ykasbiBaer JI. W. Wnenscon (1985), «B roHocTH
aHemMusi B OOJILIIMHCTBE ClyyaeB ObIBAE€T CpaBHUTENIbHO HeOousbioi - 80-90 /1,
OJHAKO TIOCTENEHHO CoOJep)KaHue TreMorioOuHa cHimkaercs a0 50-60 r/m»

KomnuectBo OPUTPOOUTOB CHHIKCHO, OTMCYACTCA BbIPAXKCHHOC CHHIKCHUC
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I[BETOBOTO TIOKA3aTelsl, COJACPIKAHME PETHKYJIOIUTOB OOBIYHO HOPMAaJIbHOE WU
HECKOJIBKO CHUXEeHO. Komn4ecTBO JIEWKOIMTOB M TPOMOOIIMTOB, KaK IPABUIIO,
HOpMaJIbHOE, JieliKonuTapHas GopMyna He u3MeHeHa. [Ipu uccrnenoBaHun Mmaska
nepudeprUIecKoil KpOBH XapaKTEPHBI THIIOXPOMHUS SPHUTPOIUTOB, aHHW30- IIUTO3
(BCTpeuaroTCst 3pUTPOIUTHI KaK MaJIbIX, TAK U KPYMHBIX U HOPMAJIbHBIX Pa3MepPOB),
MOWKUJIONMTO3, OOHApPYKHMBAIOTCS  IMOJHUXPO-  MATO(PWIbHBIC  3EPHUC-THIC
MUIIIEHEBUIHBIE ApUTPOIUTHL. ConmepkaHue MPOTONMOpPUPHHA B IPUTPOLUTAX
cHIKkeHo[25,19].

B myHKTaTe KOCTHOrO MO3ra OOHApYy»XUBAaeTCA THUIEPIUIa3Usl KPACHOTO
KPOBETBOPHOTO POCTKA (YBETWYCHUE KOJIMYECTBA IPUTPOKAPUOIIUTOB), BBHISBIIS-
€TCS TPHU CICIHATBHONW OKpacKe OOJIBIIOE KOJUYESCTBO KOJBIIEBUIHBIX CHACPO-
0J1acTOB - JpUTPOOIACTOB, MEPETPYKEHHBIX Keae30M (OHO pacrosiaraercsi B
MUTOXOH/IPHSIX B BUJC KOJIbIA BOKPYT sapa spurpodiacra)[31,36,17]

XapakTepHO 3HAYUTEIILHOE YBEIHMUYCHHUE COJCpKaHUS B KPOBH XKejle3a |
dbeppuTrHa; TIPU TOPAKEHUU TEUCHU (BTOPUYHBIA TE€MOXPOMATO3) TMOBBIIIACTCS
coJiep)kKaHre B KpOBHM OmiIMpyOMHa, aMUHOTpaHcdepas, meaouHon docdarasbl u
CHI)KACTCSl YPOBEHb aTbOYMHHOB; IMPH TOPAKCHUH IMOHKEITY0YHON KEIE3bI
TOSIBJISIETCS] THUTIEPTITMKEMUSL.

[Ipu pa3BUTHM HAINOYCYHUKOBOW HEJOCTATOYHOCTH CHIIKACTCS COJCpPIKAHUE
HATPWS, XJIOPUIOB, TITFOKO3BI, TOBBIIIACTCS YPOBEHD KaJIHS.

[TopaxxeHne KpOBETBOPHOW CHUCTEMBI SBIIIETCS BAXXHEUIIUM IPOSIBICHUEM
CBUHIIOBOM WHTOKCHUKAIIMM U XapaKTEPHU3YeTCs CICAYIOMUMUA W3MEHCHUSIMH
oO0IIeTo aHaiM3a KPOBU: TUIIOXPOMHAsI aHEMUS, OOBIYHO YMEPEHHO BBIPAXKEH-Hasl,
YPOBEHb TEMOIJIOOMHA OOBIYHO PEAKO omyckaeTcs Hmke 80 T/, ogHAKO mpu
TSDKEJIOW  WHTOKCHUKAIIMM  TMaJICHWE YypPOBHS TEMOTJIOOMHA MOXET OBITh
3HAUYUTETBHBIM; 3HAUYUTEIHFHOE TOBBIIICHUE COJCPKAHUS PETUKYJIOIUTOB B
nepudepudeckoir kpoBu (1m0 3-8%); mnonuxpomarobunus u O6azodpuIbHAS
MyHKTYAaIUsl SPUTPOIUTOB; TOSBICHUE HEOOIBIIIOTO KOJIMYECTBA MUIICHE-BUTHBIX

SPUTPOLIUTOB.
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N3menenuit neiikouutapHoil (opmysibl, KonuuectBa TpoMmoOoruToB u COD, kak
MPaBUJIO, HET.

B wmwuenorpamMme BBISBISIETCS PE3KO BBIPAKEHHAsT THUIEPIUIa3usi KPAaCHOTO
KPOBETBOPHOT'O POCTKa (YBEJIIMUEHUE KOJIMYECTBA 3PUTPOKAPHUOLIUTOB, OCOOEH-HO
MOJIOABIX (OpM, C TOSBICHUEM B HUX 0a30()WIbHON 3E€pHUCTOCTH), YBEIH-
YUBAETCS KOJIMYECTBO OOBIYHBIX U KOJIBIIEBUIHBIX CUAEPOOIACTOB.

[Ipy mnopakeHMM TIEYEHU OTMEYAETCS YBEIMYEHUE AaKTHBHOCTH aMHUHO-
TpaHcdepas u coaepkanus OunMpyOrHa (KOHBIOTUPOBAHHOTO M HEKOHB- FOTHUPO-
BaHHOTro0). ClielyeT NOAYEpPKHYTh, YTO MPU Pa3BUTUU FEMOJIUTHUYECKOIO0 CUHAPOMA
runepoOunTupyOnHeMust pa3BUBAETCS IPEUMYILECTBEHHO 3a cyer
HEKOHBIOTUpOBaHHOTO OumnupyoOuna.lccnenoBanue nepudeprudeckoil KpoBU U
KOCTHOT'O MO3ra HMEIOT PEIaoIlee 3HAUEHUE B TMArHOCTUKE 3a00JIEBAHMSL.

XapakTepHO pa3BUTHE TUNEPXPOMHON MAaKpOIMTAPHON aHEeMUU (I[BETOBOM
nokasarenp Oosnee 1.1), ogHako ciieqyeT MOAYEPKHYTh, YTO B PEAKUX CIydasx
aHEMUSI MOXKET OBITh HOPMOXPOMHOW. ODPUTPOLUTHI OOJNBIITHE (MAKPOIUTHI),
cpenHuit 06beM spurporuroB (MCV) Gomsie 95 mrm® (110-160 mMkm®), quamerp
spuTpouTOB OoJbiIe 10-12 MKM (MakpOIIUTHI, METAJIOLUTHI), XapaKTEPEeH TaKkKe
aHU30LMTO3 (pa3Has BEIWYMHA SPUTPOIUTOB, HAPSAIY C MAKPOIUTAMU HMEIOTCS
SPUTPOIUTHl HOPMAJIBHBIX Pa3MEpPOB), MOUKUIOUMUTO3 (M3MEHEHUE (POPMBI
SpUTpoUTOB). Bo MHOrMX Merajionutax (MakpoiuTax) oOHapyKUBAKOTCSA OCTAaTKU
aapa Yactro B mnepudepuveckoil KpoBU OOHAPY->KUBAIOTCS HOPMOOJIACTHI,
KOJIMYECTBO PETUKYJIOLUTOB y OOJBIIMHCTBA OOJb-HBIX CHUXEHO WJIU
HOpMaJibHOE. KOMYeCcTBO JIEUKOUTOB CHUYKEHO, ONPEAC-TIAKOTCS HEUTPOIIE- HUS,
DO3WHOIICHUS, OTHOCUTENIbHBIN TUM@o1uTo3[19].

st Bio-neuuuTHON aHEMUHN YPE3BBIYAMHO XapaKTEPHO MOSBIEHUE OOJTb-IITNX
CETMEHTOSJICPHBIX HEUTPOPWIOB C TMOJHUCETMEHTUPOBAHHBIM  SiApOoM  (TH-
NepPCerMeHTUpPOBaHHbIe  HeUTpoduiibl).KonnuecTBO  TPOMOOLUMTOB  CHHIKEHO,
OJIHAKO T'€MOpParuyecKux MpOSIBICHUM, Kak MpaBUJIO, HET, MOTOMY YTO TPOM-

OOLIMTONIEHUSI HE NOCTUTAEeT KpUTH4ecKor BenudynHb.COD OOBIYHO HE YBEIU-



39

YeHa, HO MPU TSXKEJION CTENEHUM aHEeMHUU BO3MOXHO HEOOJbIIOE yBeIUdYeHUe (110
18-20 mMm/4).YacTo OTMEHaeTcsi YMEPEHHOE TMOBBIIICHUE COJICpP)KAaHUA Kelie3a B
CBIBOPOTKE KPOBU (MPEMMYIIECTBEHHO MPHU Pa3BUTUM CUHApOMA remosnza). [lpu
pa3BUTUU TEMOJIM3a B MOYE BBISBISIETCS YpOOWIWH, B Kalle - YBEIUYECHO
KOJIMYECTBO CTEPKOOMIIMHA.

[Ipy aHemMuu TUMoO W arIaCTUYECKOW HAOIIOAeTCsl BBIPAXKEHHOE CHIDKCHHUE
KOJIMYECTBA JPUTPOLIUTOB W TEMOIVIOOMHA; aHEMHUS y OOJBIIMHCTBA OOJBHBIX
HOPMOXpPOM- Hasi, HOpMoIUTapHas (MIpU BBIPAKEHHOM TIE€MOPPAru4ecKoOM
CUHJPOME BO3MOXKHO pa3BUTHE THUINOXPOMHON aHEMHH), XapaKTEpPHO TaKxkKe
OTCYTCTBUE WIIM PE3KOE CHIKEHHE KOJIMYECTBA PETUKYJIOLUUTOB (apereHeparop-
Hasg aHeMus), HaOJIOJaeTCs JICMKONEHUs 3a CYeT TPaHyJIOLUTONEHUU ¢
OTHOCHUTEJIbHBIM JIMM(OIUTO30M; YPE3BBIYAHO XapaKTepHa TPOMOOIIUTO- MEHUSI.
Takum 06pazom, Harboee CyIIECTBEHHBIM J1a00PaTOPHBIM MPOSB-IEHUEM THUIIO- U
arjaacTUYEeCKOW aHemMuu siBisieTcsd nanuronenus. COJ, Kak MpaBUIIO, YBEJIUYEHA.
HccnenoBanne daronutapHoil GyHKIIUA HEUT- pOPUITHHBIX JCHKOIUTOB BHISBIISET
3HAYUTEIBHOE €€ CHUKEHUE.

[Ipy BBIpa)KEHHOM T'€MOPPArkuYeCKOM CHUHIPOME U MOYEYHOM KPOBOTCUCHHUU
Ha0I0laeTcsl MUKPO- WM Makporemarypus. [Ipu pa3BUTHH T€MOJIUTHYECKOTO
CUHJpOMa B MOY€ OOHAPYKUBACTCS YPOOUIIHH.

ConepxaHue CBHIBOPOTOUHOTO JKeJie3a TMOBBIINICHO, MPOLEHT HACBIIICHUS
xKene3oM TpaHcepuHa 3HAUMTENbHO yBenudeH. [Ipuw pa3BuTHHM CcHUHIpOMA
reMoJIN3a YBEJIUYEHO COJEpP)KaHUE B KPOBU HEKOHBIOTUPOBAHHOTO HEKOHBIO-
TUPOBAHHOTO (HEMPsIMOT0) OunupyOWHA, BO3MOXKHO TaKXe HEOOJBIIOE TOBBI-
IIICHUE aKTUBHOCTH aJJaHMHOBOM amMuHOTpaHchepasbi[27,42].

XapakTepHbIMU OCOOCHHOCTSIMU TP HACJEACTBEHHBIX T'€MOJMTHYECKUX
aHEMUU SBISIOTCS: BBIPAXKEHHAs THIMOXPOMHAsl aHeMHs (YpPOBEHb IeMOTrJIoOMHa
nagaet 10 30-40 r/i1), 1BeTOBOM Moka3arenb cHiwkaetcs a0 0.5-0.8; aHuzonu-To3
SPUTPOLIUTOB, MPUCYTCTBUE MUKPO- IUTOB, PparMeHTUPOBAHHBIX MONKHUIIO-IIUTOB,

MUIICHEBUIHBIX ~ JPUTPOIUMTOB, Haimuuue 0a30(uiab- HOM  3EPHHUCTOCTHU
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PUTPOLUTOB, UHOT/IA OBAJOIM- TOB. MUIIEHEBUIHBIE SPUTPOLMTHI - 3TO IJIOC-
MUIIEHEBUIHBI APUTPOLUT, OJEIHBIE IPUTPOLUTHI C LEHTPAIBHBIM PacMojo-
KEHHEM TeMOrjio0MHa B BHJIE MUIIEHU; y MHIICHEBUIAHBIX DJPUTPOLIUTOB U
OBAJIOLMTOB IMOBBIIIIEHA OCMOTHYECKAsi CTOMKOCTB;MOSIBIIEHNE B Nepudepu-4eckon
KPOBH HOpPMOOJACTOB, HMHOTJA - 3PUT- poOJACTOB; YBEIMYEHHE KOJU-UYECTBa
PETUKYJIOLUTOB;ICHKONEHUS, JIUM(POLMTO3, TPU TEMOJUTHUYECKUX KpHu3ax
MOSIBJISIETCS HEHPO(MPHUIIBHBIN JIEMKOIIMTO3 CO CIABUTOM JIEHKOLIUTAPHOU (HhOpMYIIBI
BIIEBO.

OOGHapyxuBaeTcsi ypoOUIUH, BO BpeMsi 00OCTpeHHUs 3a00JieBaHUSI BO3MOKHA
npoteuHypus.l unepOunnpyOrHeMusi BCIEACTBHE NPEUMYIIECTBEHHOTO IOBBI-
HIEHUS] HEKOHBIOTUPOBAHHOTO OWIMPYOMHA, BBICOKAs KOHIUEHTPALMS ChIBO-
POTOYHOTrO kene3a u peppuTuHa, nopsimieHue conepxanus JIII'.Onexropopes Hb
Ha AaleTaTLHEJUIIOJNIO3HON IUIEHKE M B JIPYTHX CpeJax ¢ MHNOCIEAYHLUM
KOJMYECTBEHHBIM OIpPEACICHUEM T'eMOTJIOOMHOBBIX (Qpakuuid - JJii TOMO-
3UrOTHOH pC°-TanmacceMun xapaktepHo otcyTctsue HBA (HbAj), mpu p'-
TaJaCCEMHUU - PE3KOE CHI)KEHHME €r0 YPOBHS, B TOM HIPYIOM CIIy4ae BBISBIISIIOTCS
Bbicokue ypoBHu HbF, Hekoropoe yBenunuenue coaepxkanus HDBA” mpu

TOMO3UTOTHOM Sp-TanacceMuu omnpeaensiercs Toinbko HbF[34,15,24].
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2. MecT0,00b€KTBI 1 METOABI HCCJIET0OBAHUI.
2.1. MecTto ucciien0BaHuii.

UccnenoBanus mpoBonunuck B CamapkasickoM OOJacCTHOM MHOTOIPO-
(GUIBHOM MEIUIIMHCKOM IIEHTPE B OT/ICJICHUH T€MaTOJIOUH.

B 3TOM 1ienTpe nmeercs 1abopaToOpHBIM OTlIEeN, B KOTOPOM MPUHUMAETCSI KPOBb
NAIMEHTOB HA OOIIMK U OMOXMMHUYECKUI aHaIN3 KPOBHU, TaK K€ aHAJIU3bI HA Mayy,
KU1 U T.J. OTO OTIEJIEHUE IO3BOJISIET ONPENEIUTh TOYHBIM IuarHo3 Ooye3Hu
MalU3HTOB , KOTOPOE HampaBisieT MX B COOTBETCTBYIOUIME OTACJICHUS s
THIATEJIBHOTO 00CIIeIOBAaHUS U JAIbHEHIIEro JIEYEeHUs MO/ CTPOTUM HaOII0JEHUEM
Bpaueil. Mbl IPOBOJMIIA UCCIIEIOBAHUS B OTACJICHUU T'€MaTO-JIOTHUU, B KOTOPOM
OPUHUMAIOT JiedeHHe OOJbHBIE C pa3HbIMH ¢GopMaMH 3a0o0Jie-BaHUI KPOBH:
aHeMusl, JIeMKO03, HeleKeMUYecKre reMo0J1acTo3bl , TydyeBasi 00JIE3Hb , SPUTPEMUS
Y SPUTPOLIUTO3BI.

2.2. O0beKTHI HCCJIeIOBAHMIA.

OObekTaMu HCCIENOBaHUM chyxkuja nepedepuyeckas KpoBb OOJBHBIX
pasHbeiMu (opmamu aHemuil. Hame wmccrmemoBanus ObUTO HAMpaBIICHO HA M3y4e-
HUU OUOXMMUYECKUX M TEHETHYECKMX OCOOEHHOCTeW 3a0o0JieBaHUN KPOBU Ha
npumepe anemuil. Ha oOcienoBanue ObLIM B3STHl 8 OOJNBHBIX: C JIHAarHO30M
aHEMHH CMEIIAHHOTO reHe3a TsKENon creneHu — 4 (1 Myxk4uHa, 3 )KEHILUHBI) U C
JIMAarHO30M XPOHUYECKOM MocTreMopparudyeckoil anemuel — 4 (2 MyX4uHbl, 2
*eHIuHbl). Bo3pact OonbHbix coctaBun oT 40-70 ner. BosbHble SBISIOTCA
KUTENAMUA Y PryTcKoro , Tanimakckoro, J[)KyMHUHCKOro panoOHOB, KHIUIAKOB
Tyman Jlyctnuk Xyka -coat u xurensaiMu ropoaa Camapkasza.

2.3. MeToabl HCCICA0BAHMMA.

buoxummnueckue HCCIICAO0BAHUA ITPOBOAUINCH CIACAYIOIINMHU METOAAMMU !
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r
eMUTTIOOMHIIMaHUAHBIA MeToa. OCHOBaH Ha MPEBpAIllCHUH reMOoTIo-OnHa B
[IMAaHMETTeMOTJIOONH (CTOMKOE COEIMHEHWE) MpU JO0ABICHHH K KpPOBH
peakTuBa. KoHnuenTtpanuzo MaHMETreMOTrI00nHa U3MEPSIOT
¢doromerpruyecku. Ero mpuHLHMIT CBOIUTCS K CIEAYIOLIEMY: IeMOTJIOOHH,
B3aMMOJICUCTBYS C aleTOHIIUAHTUJIPUHOM, B IIPUCYTCTBHH
xenezocunepoaucroro kamusi Kz[Fe(CN)s] oOpasyer reMurioOMHIIMAHUT
KpPacHOTO IIBE€Ta, MHTEHCUBHOCTh OKPACKU KOTOPOTO MPOMOpPIMOHATIbHA
COJIepKaHWI0 reMoriioomHa B 1podOe kpoBu. OOpasyromwmiics ¢
alleTOHIIMAHAHT UJIPUIOM OKpaIlleHHbI! [IUAaHMET-TeMOTJI00WH
(reMUTJIOOMHIIMAHUI) OMPEACSIOT KoJopuMeTpuuecku. s »Toro B
npoOUpKy K S5 M TpaHCHOPMHUPYIOIIETO PpacTBOpa, COJAEPIKAIIEro
yKa3aHHbIE PEaKTUBBI (PKEJIEC30CHHEPOIUCTHIN Kaluii W aleTOHAHTUIPHU),
nobasnsaoT 0,02 mun kpoBu. Ilpu 3TomM KpoBb pazBogutTcs B 251 pas.
OcraBisitor npobupkn Ha 10 MuUH Tpu  KOMHATHOM Temmeparype.
doToOMETPHUPYIOT TIPH 3€JICHOM CBeTO-(hunbTpe (murHa BodHb 500-560 HM)
B KIOBETE€ C TONMMHOM ciosi 10 MM NPOTHUB AMCTHWIUIMPOBAHHOW BOJBI.
CrangapTHbIi pacTBOp (OTOMETPUPYIOT TMPU TEX K€ YCIOBUAX, YTO H
onbITHYIO MpoOy. [IpuroroBneHHsie pa3BeneHus (GOTOMETPUPYIOT MPOTUB
JUCTUJUTUPOBAHHOM  Boabl  («xosioctas»  mpoba).  Konmenrtpanuio

reMorio0MHa KPOBU PACCUUTHIBAIOT 1O (HOpMYJIE:

5
Hh = o0

=CFR A0
Feco

rae Eq, - 9KCTUHKITUS ONMBITHON POOBHI;
E.-dKCTUHKIMS CTaHJapTHOTO PacTBOPA;
C - KOHIIEHTpAIlUsl TEMUTIOOUHIIMAHUIA B CTAHIAPTHOM pacTBope, Mro;
K - xoadunmenT pasBeaeHuss KpoBwu;

0,01-xoaddurment ays nepecyera B Mr/% B T/11.
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M
€TOJl IIOJICUETa IPUTPOLUTOB B CUETHOW Kamepe. B cTporo omnpene-ieHHOM
o0beMe KaMephl MOJACUYUTHIBAIOT MOJI MUKPOCKONIOM KJIETOYHBIE 3JIe-MEHTHI,
a 3aTeM MPOU3BOJAT MEPECUET MOTYYEHHOTO pe3yjbTaTa Ha | MKI KpOBH.
KpoBp mnpeaBapuTesIbHO Pa3BOIAT € LEIbI0 YMEHBIIECHHS YHCIA KIETOK,
noanexamux cyery. CambIM yAOOHBIM M JIOCTATOYHO TOYHBIM SIBIISIETCS
croco0 pasBeneHusi KpoBu B mpooupku. s atoro 6epyt 0,02 mi KpoBw,
pa3BeaeHHoir B 200 pa3 B 4,0 My HM30TOHHYECKOIO pacTBOpa HATpHS
xnopuaa. Ilepen 3amon-HeHMEM KaMepbl B3BECHIO KPOBH B M30TOHUYECKOM
pacTBope CoJepKUMOE MPOOUPKU HECKOJIBKO pa3 BCTpAXuBaioT. [TuneTkoit
HaOMparoT HeOONbIIOH 00bEM B3BECH KPOBU M BBIMYCKAIOT 1—2 Kamid Ha
¢unbTpoBaNbHY0 Oymary. Ilocie 3TOro moOgHOCAT Kalullo pa3BeAeHHOU
KpPOBH K Kparo MOKPOBHOTO CTEKJIA, CJEJIS 3a TEM, YTOOBI KPOBb PABHOMEPHO
3aMojHsIa BCIO MOBEPXHOCTh KaMephbl C CETKOM, He 3aTekas B OOKOBbIE
oopo3aku. Ilocne 3anmojiHEHHsT KaMmepbl €€ OCTABISIIOT Ha 1—2 MUHYTHI B
TOPU30HTAIBHOM IIOJIOKEHUM JUIsl  ocefaHust 3purpountoB. Ilomcuer
SPUTPOLMTOB MPOBOJAT MPU MAJIOM YBEJIWYEHUHM MHUKPOCKOIA (HarpuMmep
00bekTuB 8X, okyysip 10X), B HECKOIBKO 3aTEMHEHHOM II0JI€ 3peHHus (Ipu
OPUKPBITON  auadparMe UM OMYIIEHHOM KOHJEHCOpPE). OPUT-POLMTHI
MOJICYUTHIBAIOT B 5 pacroyio-KEHHBIX MO JWaroHalld CETKH KBaJparTax,
pa3ielieHHbIX Ha Manible, T.e€. B 80 Manbix kBaaparax. KoamdecTBo
sputpoun-toB B 1 Mk (1 MM®) KPOBU PACCUUTHIBAIOT MO CIEAYIOLIEH
dopmyre X=a x 10°, T.e. xommuectBo spurpouutoB B 1 Mmxin (X) paBHO
yucily (OPMEHHBIX JJIEMEH-TOB KpPOBHU, IMOJACUYMTAHHBIX B 80 MaibIx
KBaJpaTax, yYMHOXKE€HHOMY Ha 104 .

M
ukpometon B Moaudukauuu I[lanuenkoBa — mnsa omnpegenenus COD.
[IpyHIMD MeToJa COCTOMT B TOM, YTO CMECh KPOBH C LUTPaTOM IIpU

CTOSIHUM Pa3JeiISIETCd Ha JBa CJIOSA: HUKHHUM — 3PUTPOLUTHI, BEPXHHUMU —



44

miasma. [lpu stom COD, T.e. BenuuumHa CTOJIOMKA TUIa3Mbl, OBIBACT
pa3IUYHOM B 3aBUCUMOCTH OT HM3MEHEHHUS (PU3UKO-XUMUYECKUX CBOWCTB
kpoBu. s onpeaenenus COD nepen UCNONb30BaHUEM XUMUYECKH YUCTHIN
KaMWUISP MPOMBIBAIOT LIUTPATOM HATPHs U 3alOJHSAIOT UM MPOOUPKY Ha 74
(mo metku 0,75). KpoBbto HaOMparoT MONHBIA KAMWIISP U MEPEHOCIT B
npoOupky ¢ uurpatoMm. [Ipy 3TOM NOSYy4arOT COOTHOILIEHHWE KPOBU H
mutpara 4:1. IlepememmBaioT coxep:kUMoe NPOOMPKH U HAOHPAKOT [0
MeTku 0 cmech KpoBM W IuTpara. Kanmwinsip ycTaHaBiIMBarOT B IITATHB
CTPOrO BEpTUKAJIbHO. Yepe3 dYac OTMEUYalOT CKOPOCTh OCEIaHHUs
SPUTPOLIUTOB MO BBICOTE OTCTOSIBIIETOCS CJIOSI TIa3Mbl B MIUJUIUMETPAX.

M
eToJ mojacyera B kamepe ['opsieBa u mojcuera B Ma3zkax KpoBu 1o daHuo-
UCIOJIB3YIOTCSl MPHU TOJCYETe KOJIMYecTBa TpoMOomuToB. Jlnsi mojcuera
TPOMOOIIMTOB B KaMepe HCCIeayeMyt KpoBb pa3BoAsaT B 200 pas, ais 4ero
B Cyxyro mpoOupky HamuBaioT 4 mu 1% pacTBopa oKcajiaTa aMMOHHS.
[IepeMeminBarOT U OCTaBIAIOT HA 25-30 MUHYT JIJIs1 TEMOJIU3a SPUTPOLIUTOB
U 3aTEM 3alOJIHAIOT CYETHYIO Kamepy. [IpousBoaar nojc-4eT TpoMOOIUTOB
B 25 6onpmmx kBaapaTtax. Pacuer mpousBoasar no dopmyne: X = a * 2000,
rae X — 4ucio TpoMOOLMTOB B 1 MKI KpPOBM; a — YHCIO TPOMOOIUTOB,
COCUMTAHHBIX B 25 O0NbIIMX KBagparax. Meroa nojacyera TPOMOOIIMTOB 1O
®aHno OCHOBAaH Ha MOJCYETE YKCIa TPOMOOIIMTOB B OKPAIIEHHBIX Ma3Kax
kpoBu Ha 1000 sputpouuToB ¢ pacueToMm Ha 1 Mkia (i 1 1) KpOBH, UCXOS
U3 COJIEpXkKaHUs B 3TOM O0BEME KOJHMYECTBAa 3pUTpPOUMTOB. Kammmisp
[TanyenkoBa npombiBaloT 14% pacTtBopoM cynbdara marHus uim 6%
pacTBOpOM ATulieHIuaMuH-TeTpaanerara Hatpus (DJTA). HaGuparot
pEaKkTUB J0 METKH 75 M TEPEHOCAT €r0 B CEPOJIOTHYECKYIO MPOOUPKY.
KpoBb 13 nmanpiia 0epyT TeM ke KanuwuisipoM 10 MeTku (0 u nepeMenimBaoT
ee ¢ peakTuBoM. OTHOBPEMEHHO OEpyT KPOBb [IJIsl MIOACUYETa SPUTPOILUTOB.

N3 cmecu KpOBH C PCAKTHBOM I'OTOBAT TOHKHC MAa3KH, BBICYIIIMBAIOT MX HaA
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BO3/lyX€, MOJANHUCHIBAIOT, (PUKCUPYIOT M  OKpPAUIMBAIOT  KpPAaCKOM
PomManoBckoro B Teuenue 1-2 4, Kpacky cMbIBalOT BOJOIPOBOAHON BOJIOM,
Ma3KM BbICYlIMBalOT Ha Bo3ayxe. IIpu okpacke no PomanoBckomy
TPOMOOILIMTHL OKpPAIIMBAIOTCS B (PUOJIETOBBIM I[BET, SPUTPOLMUTHI - B
po30BbId. OKpallleHHBI Ma30K MHKPOCKOMUPYIOT € HWMMEPCHOHHOM
cuctemoit (ox. 7 unu 10, 06. 90), kKoHIAEHCOpP MOHAT, TUadparMa OTKpHITA.
NMMepcOHHOE MAaclio HAaHOCSAT Ha Kpail Ma3ka B HanbOoJjee TOHKOH ero
yacth, Ommke K «merenoukey. [lojcder spuTpoUUTOB U TPOMOOIIMTOB
BEIYyT OAHOBPEMEHHO, MPU ITOM MPUOETar0T K OrpaHUYEHUIO OIS 3PEHMUS,
JUTSI 4€TO B OKYJISIP BKJIIAABIBAIOT KPY)KOK U3 YEPHOUM OyMaru ¢ mpope3aHHbIM
nocepeluHe ero pPOMOMYECKUM OTBEpCTUEM. B OrpaHMueHHOM M0Je 3peHus
JOJDKHO OBITh BUAHO O0KOJ0 S50 spuTpormuToB. Cpeau HUX pacrojiararoTcs
OTJIeJIbHBIE TPOMOOIIUTHI, KOTOPBIE BCTPEYAIOTCSA HE B KAXKIOM I10JIE€ 3PECHHUS.
Cocuuta 1000 >puUTpOLMUTOB, CYMMHUPYIOT o0OIIee  KOJIUYECTBO
BCTPETUBIIMXCS TPOMOOUUTOB. ONpeaenstoT KOTUYECTBO IPUTPOLIUTOB B 1
1 kpoBu. KomnyecTtBa TpPOMOOIIMTOB pacCUUTHIBAIOT MO ¢opmyne X =
a*B/1000, roe X-KOJMYECTBO TPOMOOIMTOB B 1 11 KpPOBH; a-KOJIUYECTBO
TpoMOo1uTOB Ha 1000 3pUTPOLMTOB; B-KOJUYECTBO APUTPOIMTOB B 1 1
kpoBu[9,41].

I1
OJICUET JICMKOLUMTOB B CYETHOW Kamepe lopseBa — WUCIONB3YIOT s
MOJICYETA KOJIMYECTBA JIEMKOUUTOB. Karuto kpoBu, pa3sBeaeHHou B 20 pa3
pPacTBOPOM YKCYCHOH KHCIJIOTBI, IOMEIIAIOT B MOATOTOBJICHHYIO CUYETHYIO
kamepy [opsieBa. 3amoIHEHHYHO Kamepy OCTaBISIIOT Ha | MuUHyTy i
OCENAaHMs JIEWKOIIUTOB, a 3aT€M YCTAHABIMBAIOT HA CTOJIMK MHUKPOCKOINA U
Ipyd MajoM YBEIMYCHUU TMOACUYUTHIBAIOT JICUKOIUTHI B 100 OGosbimmx
KBaJpaTax CETKU ['opsieBa, HE pa3/IEICHHBIX HA MaJIble KBAJIPaThl U MOJOCHI.
Pacuer obmero konuyecTna JIEHKOIMTOB MPOBOIAT 1o popmyre X = a x 50,

T.C., KOJIMYCCTBO HeﬁKOHI/ITOB B 1 MK PaBHO 4YHCIIY KJIICTOK, IIOCYUTAHHLBIX B
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100 Oonbliux KBagpaTax, yMHOXKeHHOMY Ha 50. Iloa-cuer nefikouuTapHoii
(GopMyIbl (MPOLIEHTHOE COOTHOLIEHHE Pa3IMYHBIX BUIOB JIEHKOIUTOB B
nepudepruueckoil KpoBH) MPOBOIAT MPU HMMMEP-CUOHHON MHKPOCKOIHH
OKpamleHHbIX 10 PomaHoBckomy-I'mm3e (cmecb Kpacku azyp I,
BOJOPAaCTBOPUMOI0 303MHA, METWJIEHOBOI'O CIIMPTa U 303WHA) MAa3KOB. JTa
OKpacka IMo3BoJisieT Xopomio auddepeHupoBaTh SAPO W IIUTOILIA3MY.
MUKpPOCKONIMIO MAa3KOB NPOBOIAT MO CIEAYIOIIEH MeToauke. Mazok
NEepPeIBUTAI0T OT BEPXHET0 Kpas K HIKHEMY, 3aT€M OTOABUTaloT Ha 2-3
1OJIA 3pEHUs BAOJb Kpas U UIYyT B OOpaTHOM HaIl-pPaBJICHHH IO BEPXHETO
Kpas U T. A. HneHtudurupyror u MOACUHUTHI-BalOT He wMeHee 100
aeiikonuToB. Ecnu npu 3TOM 00HapY>KMBAIOTCS KaKUe-Tu00 OTKJIOHEHUS OT
HOpPMBI (TIOSIBJICHUE JET€HEPAaTUBHBIX (OPM KIETOK, HE BBISBISEMBIX Y
3I0POBOTO YE€JIOBEKA, U3BMEHEHHE HOPMAJIb-HOTO COOTHOILECHHS Pa3InYHbIX
TUIIOB JIEUKOIIMTORB), 00s3aTeIbHO Mpo-cMarpuBaroT eme 100 jeiikonuToB
no omnucaHHou Meroauke. IloaydeH-Hble pe3ynbTaTbl PETUCTPUPYIOT C

IIOMOIIIBIO KJIaBHINHOTO cueTunkal39,21].
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3. Pe3ysbTaThbl HCCICA0OBAHUS.
3.1. U3y4yeHnne OMOXUMHYECKHX MOKAa3aTeJieil nepedepuueckoil KpoBU
00JIbHBIX pa3HbIMHU GopMaMu aHEMMUIA.

[Ipy MHOTMX OCTPBIX M XPOHHMUECKHX 3a00JICBaHUAX BHYTPEHHUX OPraHOB
OTLIEHKA pEe3yJIbTaTOB OMOXMMHUYECKOIO0 HCCIEIOBaHUS KpPOBU , OCOOEHHO B
JMHAMUKE- B MPOIIECCe Pa3BUTHUSL OOJIE3HU UTPAeT OOJIBIIYIO JUATHOCTUYECKYIO U
MPOTHOCTUYECKYI0  IICHHOCTh,  W3MEHEHMS  Pa3JIUYHbIX  OMOXMMHYECKHUX
MoKasaresiei, BISACh B OOJIBIICHCTBE CIIy4aeB HECMEIU(PUICCKUMU, TTO3BO-JISIIOT
CYJIUTh O XapaKTepe U CTENEHU HAPYIICHHs MPOIIECCOB MeTaboIM3Ma KakK B 11EJI0M
OpraHu3Me, TaKk U B OTJICJIbHBIX OpraHax.

AHEMUHU- TMAaTOr€HETUYECKOE COCTOHHUE, XapaKTepU3yIOLIUecs CHUKEHHEM
reMOTJIOOMHA WU CHUXEHHUEM JPUTPOILIUTOB, BbI3BaHHBIE KOHKPETHBIMU (haKTO-
pamu. HemHorme anemuu OOyCIIOBIEHBI JAe€PEKTaMH CamMoro 3puTpomno33a (re-
MOJINTUYECKHE, arlIaACTUYECKHE), OOJBITUHCTBO U3 HUX OOYCIIOBIIEHBI BHEUTHUMU
npuyuHaMu. YacTo MaJOKpOBUE MMEET CMENIaHYH MPUPOY Kene30iedUuiinTHas
aHEeMHUsI, KOTOpasi MOXKET MEPEXOAUTh Ha XPOHUYECKYIO MOCTTEMOPArHYECKYIO
aHEMUIO , TaK JK€ pa3IuyaroT MerajaobyiacTHble aHemuH (pucyHok-3.1;3.2;3.3;
3.4.)[23].

Mb1 u3yudanum OWOXMMHYECKHE TOKa3aTeld KPOBU OOJBHBIX C pa3HBIMU
dbopmMamMu aHEeMUHU, NPOXOAMBIIMX OOCJIEIOBAHME M TOCIEIyellee JIEYeHUE B

otaenenu remaronoruu OOmactHoro MuorompodwmibHOTOo IeHTpa. Ha oOce-
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JoBaHUE ObUIO B34TO 8 OOJBHBIX: 4 C IMAarHO30M kene3oieduunuTol anemueit u 4
C IWArHo3oM MocTreMoparuueckoin anemuend. Bospact GonbnbIx coctaBun 20-40
jet. Pe3ynbTathl Hccae10BaHu IpUBeIeHbl B Tabmuiax (tadbauna-3.1;3.2).

N3ydenne u aHamyM3 TreMorpaMMm OOJIbHBIX KeIe30e(UIIMTHON aHeMHel
1oKa3aad JOCTOBEPHbIE CHIKEHHUE TIeMOrjJo0MHa, KOJMYECTBO SPUTPOILMTOB,
JCHKOIUTOB, YTO CBSI3aHO C AHEMHYECKUM U TeMMOpPAruyecKUM CHUHAPOMAaMHU.
bonee wem B 3 paza yBenmueHa COD ( CKOpPOCTb OCEJaHUS JPUTPOLIUTOB).
[Tokazarenamu xene30AePUIUTHON aHEMHH SBISIETCS COJEP)KaHHUE ChIBOPOTOU-
HOTO XkeJe3a, TpaHcpeppruHa U (eppUTHHA, KOJIUYECTBO KOTOPBI PE3KO CHUKEHO B
2-4 pa3a 1O CpPaBHEHUIO C KOHTPOJBHOW TPYIION. YBEIUYEHO KOJIU-YECTBO
HEHTPOGHUIOB, B 2 pa3a YMEHBIIECHO COJCP)KaHHE MOHOIMTOB (PHCYHOK-3.5;3.6).
Jeduuut xene3a CHMXKAET YCTOMYMBOCTh OpraHu3sMa K HWH(QEKIIMOHHBIM
3a00J1€BaHUsIM, TaK KaK CTPaJatoT (GepMEHTHI TKaHEH.

[Toctremoparnyeckass aHeMusl XapaKTEpPU3YyeTCsl 3HAYUTEIBHOW KpPOBONOTEpEN
NpU TpaBMax U PAHEHUSX, COMPOBOXKIAIOMIMXCS TMOBPEKIECHUEM KPOBEHOCHBIX
COCYJIOB, a TAK)KE€ KPOBOTEUEHHS M3 BHYTPEHHUX OPTraHOB (KEIIyJ0YHO-KUIIICYHbIE,
NOYEYHbIE, JIETOYHBbIE, W3 MOYEBOrO0 IMy3bIps) TNpH 3a00JEBaHUIX U
FEMOPpPAruyecKux JMaTe3ax, MAaTOYHbIE KPOBOTEUYEHUS, pPa3pbIBbl aAHEBPU3-
MaTHYECKU M3MEHEHHBIX COCY0B (pUCYHOK-3.7).

N3ydenne u ananu3 nepedepuyeckoid KpoBU OOJIbHBIX MOCTIEMMOPAruuecKoi
aHEeMHUEH XapaKTepu3yeTcs JIEUKONMMHHEH W TpOMOO-IMTONECHUEH, PE3KUM
CHIDKEHHEM COJIepKaHUsl SPUTPOLMTOB, YBEJIMUEHUEM COJECPKAHUS JTUM(DOLUTOB,
YTO CBSI3aHO C YCWIEHHMEM HWMMYHHOU cucteMbl opranusma. CopepkaHue
CBIBOPOTOYHOT'O 3>K€Jie3a CHIXKEHO, HO JOCTOBEPHO HE OTJIMYAETCS OT JTOro
MOKa3aresisi B KOHTPOJIbHOU TpyIIIe.

Takum oOpa3oM wH3ydYeHHE W aHAIW3 TeMOTrpaMM OOJBHBIX TOCTIEMOp-
parudeckoil M sxene3o0feUUIUTHON aHEeMHSIMHU IOKa3ajd JOCTOBEPHOE CHUKEHUE
YpPOBHU TeMOTjabuHa, 3PUTPOLUTOB,TPOMOOIMTOB, JIEHKOIUTOB, YTO CBHUJE-

TEJIBCTBYET DPUTPOIICHHUH, JIEHKOIIEHUH U TPOMOOIUTONICHUH, a TAaK)KE CHUKEHUE
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Tpancheppuna u GepputuHa B 2-3 pasza. [lokasarenem xene3oaeUIIMTHON
AHEMUU SIBIISIETCA PE3KOE CHUKEHUE COJEPIKaHMsI CHIBOPOTOYHOTO Kejie3a B
nepedepruueckoil KpoBU OOJIBHBIX, YMEHBIIICHUE BCEX MeTaboandyeckux (HOHIOB
Kene3a, B TOM YUCJIe M TPAHCIIOPTHOTO, CHMIKEHHE KOJIMYECTBA 3PUTPOIMTOB U
reMorjo0rHa, XPOHWYECKUE KPOBOIMOTEPU SIBISIIOTCS OMHOW M3 CaMBIX YacCThIX
npu4uH KenezoneduutHor anemuu. Haumbonee xapakTepHbl HEOOWJIbHBIC, HO

JJIUTCIIBHBIC KPOBOIIOTCPU, KOTOPBIC HC3aMCTHBI JIA 60J'II>HI)IX, HO IIOCTCIICHHO

S3HAYUTCIBbHO CHMIXXAIOT 3aIlacChl XKCJIE3a U IIPUBOJAT K Pa3BUTHIO aHEMHUMU.

Pucynok-3.1.Kene3onedunurHas aneMusl.
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Pucyno

K-3.2. XpoHHUecKas mocreMoparnieckasi aHeMusl.
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Taoauna-3.1.

Bbuoxumuyeckue nokasaresu nepedepudeckoil KpoBu 00JbHBIX Kejie301e(PUIUTHON aHeMHe.

310pOBBIC BonwsHbIe
IMoka3arenu =4 X +m, =4 % +m, i

1 2 3 4 1 2 3 4
Temorno6uH, r/i 125 | 140 | 132 | 115 | 128+4.5 57 48 64 55 56+2.85 13.5<0.001
Komn-Bo sputporuTos, n*10%/1 51 | 54 | 53 | 50 | 5.2+0.08 2.1 1.9 3.0 2.8 2.4+0.23 11.6<0.001
Komn-Bo TpomGormros n*10%/ 246 | 348 | 301 | 227 | 280+23.75 | 307 | 208 | 366 | 215 | 274+32.96 | 0.15<0.001
Kon-Bo neiikouuros, n*10%/1 5.6 6.4 57 | 5.2 5.7+0.21 4.1 3.5 5.0 4.3 4.2+0.36 3.57>0.1
Heiirpoduisr [Tanoukosiaepusie, (%) 2 3 3 1 2.2+0.41 5 6 5 4 5.0+£0.55 4.06<0.1
Heiirpopuisr Cermenrosiiepusie, (%) 52 55 60 50 | 54.2+1.89 | 64 66 62 65 64.2+0.77 4.9<0.1
Dozunoduisl, (%) 1 1 0 2 1+0.25 2 2 1 1 1.5+0.25 1.43>0.1
mamdormTeL, (%) 25 | 28 | 35 | 24 | 28+2.15 | 38 44 29 37 37+2.66 2.63>0.1
MOHOLUTHI, (%) 4.8 5.1 6.0 | 44 | 50=x0.29 2.1 1.0 3.0 2.2 2.1.+£0.35 6.44<0.1
COD,( Mm/4) 6 8 9 5 7.0+£0.79 18 16 25 35 23.5+3.72 4.34<0.1
E;f;g;“:}i‘)‘e CPIPOPOTORMOTO MENE3A, | 152 | 23 | 205 | 18 | 192+144 | 6 | 45 | 62 | 55 | 55+0.33 | 9.25<0.01
TpaucheppuH, (%) 29 36 33 28 31.5+1.6 18 14 20 17 17.2+1.08 7.4<0.01
®eppuTuH, (MKT/I) 79 98 87 63 | 81.7+6.38 38 28 44 33 35.7+2.96 6.54<0.01
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TpaHcheppuH, (%); 31,5 Kon-8o
spuTpoumTos, n*109/n;

5,2
B Femornobuu, r/n

CoaepiraHue
CbIBOPOTOYHOTO
wenesa, (MKkmonb/n);

19,175 B Kon-Bo sputpouutos, n*109/n

CO3,( Mm/u); 7 B Kon-Bo TpombouuTos n*109/n
W Kon-8o neikoumtos, n*109/n
MOHOLMTbI, (%); 5,075
B Helitpodunbl ManoukonaepHoblie, (%)
B Helitpoounbl CermeHTonaepHsole, (%)
B 303uHOoOUNbI, (%)

B numoounTsl, (%)

= moHouuTsl, (%)

B CO3,( mm/u)

B CopeprkaHue CbIBOPOTOYHOrO

He#tpodunsl
ANOUKOALEDH %) ®enesa, (MKMonb/n)
%osmmﬂﬁhg, Be; 1) ¥ TpaHcdeppuH, (%)
Kon-Bo nenkoumtos, n*109/n;
5,725
Hevtpodunbl

CermeHTOAAEepHbIE, (%); 54,25
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TpaHcoeppuH, (%); 17,25

Kon-Bo
aputpouutos, n*109/n;
2,33

Conepatme ®epputuH, (Mkr/n); 35,75

CbIBOPOTOYHOrO
wenesa, (Mkmonb/n); 5,55

CO3,( mm/u); 23,5

MOHOLMTBI, (%);
2,1

J03nHODUNb

Hevitpddunbl
ManoukosgepHole, (%); 5

Kon-so nekoumntos, n*109/n; 4,1

He#tpodunsi
CermeHTosAaepHble, (%); 64,25

B [emornobwuH,r/n

M Kos-Bo sputpoumnTos, n*109/n

M Kon-Bo Tpomboumutos n*109/n

W Kon-Bo neikoumTos, n*109/n

B Heitpodunbl ManoykosgepHble, (%)
H Helitpodunbl CermeHTtonaepHsble, (%)
M do3nHOOUNbI, (%)

H numooumTsl, (%)

= moHouuTsl, (%)

H CO3,( mm/u)

B CopeprKaHue CbIBOPOTOUHOTO Kese3a, (MKmonb/n)
= TpaHcdeppuH, (%)

deppuTuH, (MKr/n)




Pucynox - 3.6. buoxumuueckue nokazatenu nepedeprudeckoit KpoBU OOTBHBIX KEIe30ACPUITUTHON aHEMHECH.
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Buoxumuveckue nmokasaresu nepegepudeckoil KpoBu 00JbHBIX MOCTIEMOPOTrHYeCKOM aHeMHUeil.

310pOBBIC BoinrHbIE
Ilokazarenu =4 _
! X, Tm, X, tm, t
1 2 3 4 1 2 3 4

I'emornoGus, 1/ 125 | 140 | 132 | 115 1284+4.5 56 66 75 45 60.5+5.59 10.1<0.001
Kou-Bo sputpoumToB, n*10%/1 51| 54 | 53 | 50 | 52+0.08 | 24 | 2.0 2.7 1.8 2.2+0.17 6.2<0.001
Kou-Bo TpomGormToB n*10%/1 246 | 348 | 301 | 227 | 280+£23.75 | 208 | 232 306 | 205 | 237.7+£20.38 2.94>0.1
Kou-Bo neiikouutos, n*10%/1 56 | 64 5.7 5.2 5.7+£0.21 | 5.2 4.7 5.6 4.2 4.9+0.26 2.83>0.1
Heiitpoduisr [Tanoukosnepusie, (%) 2 3 3 1 2.2+40.41 2 3 5 2 3.0+£0.61 1.43>0.1
gg‘mo‘b“““ CerMeHTOSACPHEIS, | 5y | 55 | 60 | 50 | 54.2+1.89 | 64 | 68 | 61 | 70 | 657+1.89 | 4.04<0.1
Dosunopuisl, (%) 1 1 0 2 1+0.25 1 2 1 2 1.5+0.25 3.3>0.1
aumboruTsl, (%) 25 28 35 24 28+2.15 38 41 32 45 39.0+2.37 1.56>0.1
MOHOIHMTHL, (%) 48 | 5.1 6.0 44 | 5.0+0.29 3 2 3 1 2.2+40.41 5.89<0.1
COD,( Mm/4) 6 8 9 5 | 7.0+40.79 | 32 | 25 47 | 54 | 3954577 5.48<0.1
ConeprkaHue CHIBOPOTOYHOIO JKee3a 152 | 23 | 205 18 | 1904144 | 144 | 170 | 182 | 183 17.0+0.78 3.46>0.1
(MKMOJIB/JT)

Tpancdeppu ,(%) 29 | 36 | 33 | 28 | 315416 | 16 | 18 20 | 14 | 17.0£1.11 | 7.59<0.1
®depputrH, (MKI/) 79 98 87 63 81.7£6.38 | 31 33 42 28 33.5+2.62 7.25<0.1
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TpancdeppuH ,(%); 17

®eppuTtiH, (MKr/n); 33,5
CoaepaHue CbiIBOPOTOYHOTO

wenesa (Mmkmonb/n); 16,98
2,23

MmoHouUTbI, (%);
2,25

JozunHodunsl, (%); 1,5
Helitpodubl
Mano4kosgepHsble, (%); 3

Kon-Bo neikouutos, n*109/n;
4,93

Kon-Bo apuTpouuToB, n*109/n;

B Fremornobux, r/n

B Kon-Bo aputpouutos, n*109/n

H Kon-o TpomboumTtos n*109/n

B Kon-Bo neikoumTos, n*109/n

B Helitpodunel ManoukoaaepHole, (%)

B Helitpodunbl CermentosgepHbie, (%)

B Do3uHodubl, (%)

B numboumnTsl, (%)

W MmoHoUuMThI, (%)

B CO3,( mm/y)

m CopepskaHue CbIBOPOTOHHOIO Henesa
(MKMOANBb/N)

W TpancdeppuH ,(%)

1 DeppuTuH, (MKr/n)

Pucynok - 3.7. buoxumudeckue mokasareiu nepedepuieckoil KpoBrU OOJIBHBIX MOCTTEMOPOTUYECKON aHEMHUEH.
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3.2. U3y4eHne reHeTH4eCKNX 0COOCHHOCTEN aHEMMIA.

3a mocienHue ToJbl TOCTUTHYTHI OOJIBIIINE yCTeXU B OOJACTH MEIMIIMHCKON
FEHETUKM M MOJIEKYJSIPHO-OMOJIOTUYECKUX  OCHOB  TaTOreHe3a  psaa
00Je3HeN,0CO0CHHO HACECTBEHHBIX,YTO TO3BOJISIET MPOBOJUTH MACCOBYHO M
MpPEHATaJbHYI0 JMarHOCTUKY B TPYIIaxX MOBBIIIEHHOIO pPUCKA U MEIUKO-
I€HETUYECKOE KOHCYJIbTUpOBaHUE. Bce HaciaeACTBEHHBbIE OOJIE3HU, a TAKXKe Pl
Ipyrux 3a0oeBaHui OBIBAIOT CBSI3aHHBIE STHUOJOTHYECKHM HETOCPEJCTBEHO C
MYTAIIMIOHHBIMUA U3MEHEHUSIMU WJIM C HACJIEJACTBEHHBIM MPEAPACIIONOKEHUEM, T
OHM MOTYT MPOSIBUTCS MOJ BIMSHUEM BHEWHUX (akTopoB. Psn 3aboseBanmii
BECbMa TIOXOXHU MEXKIy C000i (EHOTUNUYECKH U IS OMNpEACNICHUS Tula
HacJeJOBaHUsI psjia MPU3HAKOB, B TOM YHCJE MATOJIOTUYECKUX MCIOJIb3YETCs
reHeajorndyeckuiit meroa[17,43].

['eneasnornueckuii - METOJl HKCIOJNB3YETCS JJIA YCTAHOBJICHHS TIepellayu
HOPMaJIbHBIX M TATOJIOTHYECKUX IMPU3HAKOB B PsAJly TMOKOJCHUN HAa OCHOBaHUU
COCTaBJIEHUS POJOCIOBHBIX. OH MO3BOJISIET YCTAHOBUTH XapakTep OOJE3HH KaK Y
camoro npo0ana( 4YeJIOBEeK ¢ KOTOPOTO0 HAUMHAETCS UCCIEAOBAHUE), TaK U CPEIH
OJIM3KUX POJCTBEHHUKOB. B CBSI3M C 3TUM B POJIOCIOBHBIE BKJIIOYAIOTCS JaHHEIE,
Kacaroluecs Kak 00JIbHBIX, TaK U 3JI0POBbIX WIeHOB cemMbu.Ha ceronnennuii 1eHp
pOJIb TCHETUYECKUX MEXaHH3MOB B MATOT€HE3€ aHEMUN HEIOCTAaTOYHO BBISICHEHA.
W3BecTeH HACNIEICTBEHHBIM XapakTep ariacCTUYeCKUX aHEMUN, BO3HHMKAIOIIUX B
pesyibTaTe JAedeKTa CTBOJOBOM KPOBETBOPHOW KIETKH W TE€MOJUTUYECKHUX
00yCHIOBJIEHBIX J€(PEKTHOCTHIO O000J0UYEK SPUTPOILIMTOB (Mukpocdepouuros,
CTOMATOIIUTO3), AHOMJIbHOCTBIO WJIM HECTAaOUIILHOCTh TeéMOrjio0nHa ( TajlacCeMuH,
CEepHOBUIHO KieTouHas aHeMus). OcoOblii HMHTEpPEC BBI3BIBAET U3YyUYCHHUE
XapakTepa HacJeJOBaHUS WM HACJICACTBEHHOM MPEAPaCHOIOKEHHOCTH K
XKeme30/1epUIUTHON 1 mocTreMouTHIecKkon anemuu|[40].

Mbl  uccienoBalii  XapakTep — HAcJEAOBAHHUS — KeIe30JACPUIUTHON U
MOCTTEMOPArudecKo aHEMUH, U3ydasi POJOCIOBHBIC 279 UIECHOB ceMeil OONBHBIX

JAHHBIMH 3a00JieBaHUSIMU . B Tpynme cemel mpakTUYecKH 370pOBBIX MPOOAHIOB
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CBEJICHUSI KacalluCh COCTOSIHUSI 370pOBbsi 124 OnmvKaWlluX pPOJCTBEHHUKOB, B
YHCJIO KOTOPBIX BOIUIA POJAUTENU-ACTH, OpaThsi-CECTPHI.

Pe3ynbrarhl M3yudeHHs POJIOCIOBHBIX TMOKa3add , 4YTO YHCIO OOJBHBIX B
UCIIOJIB3YEMbBIX TPYIINaxX MPEBBIINIAET KOHTPOJIbHYIO B 5-6 pa3, HO JOCTOBEpPHbIC
OTIUYMS OT KOHTPOJIBHOW  XapakTep Tpymnmbel g ceMed  OOJbHBIX
xKenezoneuiuTHo aHemuedl He HaOmoganoch. [ledurur sxenesa cHUKaeT
YCTOMYMBOCTh OpraHu3Ma K WHQPEKIMOHHBIM 3a00JIeBaHUSAM, HapYIIAIOTCS
MPOLIECCHl CHUHTE3a (PEPMEHTOB, YTO BBI3BIBAET BOCHAIMUTENIBHBIE MPOLIECCHI
(Tabauma-3.3).

PonocnoBHass mpoGaHma A-B TIpelCTaBICHHAas Ha pHCYHKe (puCyHOK.-3.8).
[Ipobanny A-B mnpoxuBaeT B ropoae Camapkanzae, ob6cienoBaHo ero 28
POJICTBEHHUKOB , B ceMbe 4 neTei, oH sBysieTcs: mocyieHuM. Co CTOPOH MaTepu y
npajaena HaOIoanach 3JI0KAYECTBEHHAs OIMYXOJb , Y CTaplieil CecTpbl Marepu
HaOJr01aJICAd CIIOHTAHHBIM BBIKUIBINI. B cemMbe OOJBHBIX aHEMHUEW B JTaHHOM
cilydau He HaOJII0JaeTCsl HACICACTBCHHBIN XapaKTep aHEMHH.

[IpoGanna [I-B siBisieTcsi BTOpPHIM pPEeOEHKOM B ceMbe, OOJeeT jKele30]ie-
GbULMTHON aHeMUEH, ero cecTpa co CTOPOHBI MaTepu Oojena aHeMueH , a ero Jes
CO CTOPOHBI OTIIa WMEJ 3J0KAaYeCTBEHHOE 3a00JIeBaHME, BBIKHIBIIIM HAOIO/a-
JIUCh B CEMbE POJHOM CECTPhI OTIIA U JIBOKOPOJHON CECTphI MpobdaHaa (PUCYHOK.-
3.9.). B psane cemeii xene30aehUIMTHON aHeMHUEH Obljla OTMEUYEHA TOBBIIIICHHAS
4acTOTa CIOHTAHHBIX 00OPTOB U BBIKUIBIIICH.

Takum o00pa3oM H3y4YeHUE POJOCIOBHBIX OOJBHBIX >KENe30JePUIUTHOU U
MMOCTTEMOPArHYE€CKOM aHEMUEN HE BBISIBWIO HACIEICTBEHHOIO XapaKTepa aHEMU,
4TO TOATBEPKIACTCS PAJAOM JIMTEPATYypHBIX HCTOUYHUKOB [CmupnoB, 2008 r.].
OnHako B ceMbsIX OJBHBIX JKEJIe30Ae(UIIUTHON aHEMUU OTMEUEHA IMOBBIIICHHAS

qacToTa CIIOHTaHHBIX O60pTOB 141 BLIKHHBIHIGﬁ.
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Tabdauua-3.3.

YacrToTa 3/10Ka49eCTBEHHBIX HOBOOﬁpai}OBaHI/Iﬁ B CeMbSIX 00JIbHBIX AaHEMHUSIMH U MNPAKTUICCKH 310POBbLIX JI0JeH.

W3 Hux 00JBHBIX 3J10KAY€CTBEHHBIMH JlocToBepHOCTb OTIMYHAA OT
C HOBOOOPA30BAHUSAMU KOHTpOASA
EMbH Yucio
POJACTBEHHUKOB Yucio % t p
boabHbIX
sKese3oaeuUUTHOM 145 8 5.22 + 0,68 3.6
- <0,1
anemuii (ZKA)
BboabHBIX
NMOCTreMoOparu4ecKom 152 7 4.63 +0,84 2.99
. <0,1
anemueit (ITA)
IIpakTHyecku
310POBBIX JINI
124 2 1.62+£0,78 - -
(KOHTpOJBLHAS
rpynmna)
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- 3JI0pOBBIN MY>KYHMHA . - OonbHOI OITA MyxunHa - 3JI0KayeCTBEHHOE 00pa30BaHUE

Q - 310pOBas )KEHIIMHA ‘ - OospHag OITA xeHnHa A - BBIKHABIII
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Puc-3.8. PonpocnoBHas npobaHia A-Ba ¢ 3a00jieBaHUEM ocTpas nmocrreMoparudeckast anemus (OITA).

O O

S ﬁéér

- 3J0pOBBIM MY>KYHMHA . - 6omwHOM OITA mMyxunHa - 3JI0Ka4e€CTBEHHOE 00pa3oBaHUe

O - 30pOBas KECHIIMHA . - OoupHag OITA xeHmnuna A - BBIKHABIII
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Puc.-3.9. PonocnoBHas npo6anja JI-B ¢ 3ab6oneBanueM octpas xene3onchunutHas anemus (OXKA).
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BriBoabI

N3yuenbl 3aboneBaHMsl CUCTEMBI KpOBHM: IemMo01acTo3bl, IeMopuiIn,
aHeMHMH, HMMEIOIUE CBOM HUTOMOp(OIOrHYecKue, OMOXMMHYECKUE U Te-
HETHUYECKHE OCOOEHHOCTU U XapaKTEePHU3YIOMIICS HAapyIICHUSMU CUCTEMBI
HOPMaJIbHOTO KPOBETBOPEHHS.

N3yuena knaccudukanus aHeMHil, MO MaToreHe3y KOTOPbIX MX JEIAT Ha 2
OCHOBHBIE TPYIIIbI: NOCTTEMOPAruyecKue aHeMHH M TeMOpParuyeckue
aHeMHH, OOyCIIOBJICHHbIE MOBBILIEHHEM KpoBepaspylieHueM. JKenezoze-
(GuuUTHBIE aHEMUU OOBENMHSAIOT B MHOI'OYHUCIIEHHBIE, Pa3HON 3THOJIOTUU
aHEeMHMUYECKHE CUHAPOMBI, IMaTOI€HETUYECKUM (PAKTOPOM KOTOPBIX  SIBIIS-
€TCsl HEIOCTATOK JKeJjle3a B OpraHu3Me.

N3yyeHpl OMOXMMHMYECKHME M Te€HeTHYeckne ocoOeHHOoCcTH aHemuil . K
OMOXMMHUYECKUM HapyLIEHUSIM OTHOCAT CABUTM MeTaboju3ma , OIpeje-
JSIOIMX —HApyIIEHHWE IUIACTUYECKOIO0 M JHEPreTHYecKoro OOMEHOB.
VYcTaHOBIEHO, YTO HACJIEACTBEHHbIE (OPMbl aHEMMH CBSI3aHbl C Hapy-
IIEHWEM MeMOpaHbl IPUTPOLUTOB , NeHULUTOM AKTUBHOCTH (DPEpMEHTOB,
U3MEHEHUEM CTPYKTYpbl WJIH CHHTE3a TeMOIJIOOMHAa M TMepefaroTcsl IO
JOMHUHAHTHO-ayTOCOMHOMY TuIly. K HHM OTHOCAT 3H3MMONATHHU , Tajlac-
CEMUU, CEPIIOBUIHO-KJIETOYHAS! aHEMUSI.

N3yyenne OMOXMMHMUYECKMX TMOKa3zarejaed OOJIbHBIX pa3sHbIMH (opmMamu
aHEeMUN Ha OCHOBE reMorpaMM MOKa3ajlo JOCTOBEPHOE CHUXKEHUE YPOBHS
reMorjio0uHa, B3PUTPOLUTOB, TPOMOOIMTOB, YTO CBUJIETEILCTBYET 00
JICMKOTIEHUHU , SPUTPONICHUH W BBIPAXEHHOW TpomoOornmToneHuu. Hammuwne
IPAaHYJIOLUTOB, CHWXEHHE COJEP)KAaHHUS CBIBOPOTOYHOIO IKejle3a B
nepedepudeckold  KpoBH  OOJIBHBIX  SIBISIETCS KPUTEPUEM  JIMArHO3a
Keme30ePUIUTHON aHEMUH.

M3yyeHa posib T€HETHMYECKHMX MEXaHM3MOB B naToreHese anemuil . Ha
OCHOBE COCTaBJICHHS POJOCIOBHBIX OOJBHBIX JKesie30JePUIUTHON U
MOCTTEMOPPAru4ecKoil aHeMHUsSMH OBLJIO YCTAaHOBJIEHO , YTO OHU HHE
UMEIOT  HACIEACTBEHHOIo Xapakrepa . OpHako B CEMbAX XKele30.e-
(GUIMTHON aHEeMUU OTMEYEHA MOBBIIICHHAs YaCTOTa CHOHTaHBIX a0OpTOB U
BBIKHJIBIIIEH,  Pa3BUTHE  KOTOPBIX OOyCJIOBJIEHO  AHOMAJIUSMHU
XPOMOCOMHOTIO arapara.
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PexomMenmpanuu.

1. IlpoBoauTh NPOPUIAKTUUECKUE MEPONPUATHUS IO BBIIBICHUIO TPUOO-
PETEHHBIX U HACJIEICTBEHHBIX (JOPM aHEMUH.

2. Ucnonp30BaHWE COBPEMEHBIX MOJEKYJSIPHO-TCHETHUECKUX H  OWOXHM-
WYECKHUX METOJOB MCCIEAOBAHUS PA3HBIX BUJIOB AHEMUU, IS MCKIIOYECH-
Ul HACJIeJICTBEHHOTO (DaKkTopa B UX 3THOJIOTHH.

3. Pe3ynbrarhl uccienoBaHUl MOTYT OBITh HCHOJB30BAaHBl B METUIIMHCKUX
KJIIMHUKaX, JMArHOCTUYECKUX MEIMLMHCKUX LEHTpax, a TaK K€ B IPO-
(UIaKTUYECKOM M TPOCBETUTEIBCKOM NIEATEIBHOCTH B KOJUIEHKaX,Iule-
AX U IIKOJIaX.
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