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AKTYAJIBHOCTD

Hapymienus cunresa remornioouna (Hb) siBisitoTcst Hacne ICTBEHHBIMU, T€HETHYECKUMU
3a00JI€eBaHUSIMU, K KOTOPBIM MIPEUMYIIIECTBEHHO OTHOCUTCS CEPIIOBUAHO-KIETOYHAS
00JIe3Hb U pa3InYHbIE BUJIbI TAIACCEMUU, KOTOPBIE COCTABIISIOT OOJIBIIYIO JOJIIO Y
HOBOPOJKJICHHBIX C TEHETUYECKUMU 3a00JICBAaHUSIMU.

Tanaccemuu npeAcTaBiIsItOT COOOM TeTEPOreHHYI0 IPYIIY HapyILIeHUH reMorioonHa,
IIpU KOTOPOU B pe3yJibTaTe HAPYIIEHHOTO CUHTE3a OJTHOM MU OoJiee rII00MHOBBIX
1ernel YaCTUYHO WJIM TIOJIHOCThIO YTHETAETCS MPOAYIIMPOBAHUE HOPMAJILHOTO
reMoryioonHa. belmu onmucaHbl HECKOJIBKO THUIOB TaJaCCEMHH, KOTOPbIE TTOTYYUITN
Ha3BaHHE B COOTBETCTBUE C MOPAKEHHOU rTOOMHOBOM 1EMbIO.

HaubGonee pacnpocTpaHeHHBIMH M KJIMHUYECKU BaXKHBIMU TUTIAMU SIBJISIIOTCS -, BO- U
0-TaJacCeMUHU.

Cuuraercsi, 4UTO TEMOTJIOOMHOBBIE HAPYIIICHUS TIPOU3OIILIN B CTPAHAX,

B KOTOPBIX MaJIApus ObljIa U OCTACTCS YHAEMUYECKUM 3a00JI€BaHUEM.

TepputopusiMu 3THUX CTpaH Ha MPOTSKEHUH MHOTHX JIET

OTPaHUYUBAIOCH PACIIPOCTPAHEHUE JJAHHBIX HAPYIIICHUM.

Bbonee 70% HOBOPOKIEHHBIX, TOPAKEHHBIX CEPIIOBUTHO-KJICTOYHBIMU HAPYIICHUSIMU,
€XKETOJIHO TIOSIBIITIOTCS Ha CBET B cTpaHax A(QpUKH, pacloyIOKEHHBIX K 0Ty oT Caxapsl,
a OCTAJIbHBIE CIIy4al B Pa3HBIX MIPOLIEHTHBIX COOTHOMIEHUAX (OT HU3KOTO 10 BBICOKOTO
YpPOBHSI) IPUXOASATCS Ha Apyrue 4acTu cBeta. Tamaccemus, Bkiatrodas HbE, Bcrpeuaetcs
NperMyIIECTBEHHO B cTpanax CpenuzeMHoMopckoro 6acceiina, Ha Cpeanem Bocrtoke,
B IOxHoM 1 BoctouHol A3um, B cTpaHax

IOxHoi yactn Tuxoro okeana u B FOxxnom Kurae, ¢ ypoBHSIMU HOCUTEJIEH TeHA
oose3un ot 2% 10 25%.

HecMoTpst Ha HETOCTAaTOK HAJIEKHON HH(POPMAIIUU B OTHOIIIEHUH CUTYallMd BO MHOTHUX
peruoHax Mupa, B COOTBETCTBUH C MOCIECTHUMH TaHHBIMH, OKOJIO 7% BCET0 HACEIEHUS
MUpa SBIISIOTCS HOCUTEIIIMHU T€HOB HapylieHui remoriaoouHa, 1 uro 300000 — 500000
JeTEN €KErOJHO POKIAIOTCS C TSHKEJIBIMA TOMO3UTOTHBIMU COCTOSIHUSIMH 3THX
3aboneBanuii (Bcemupnsiii bank, 2006, otyeT o coBMecTHOM coBemannu BO3 u
opranmu3anuu March of Dime, 2006).

Ha cerogusinmauit 1eHb 00MIeNTpU3HAHHBIM SIBISIETCS] TOT (DaKT, YTO TeMOTIIOOMHONIATUI
HE OTPAaHUYCHBI KAKUM-THOO OT/IETbHBIM PETHOHOM, OHH SIBJISIIOTCS ITUPOKO
pacnpocTpaHEHHBIMH 110 BCEMY MUPY 3a00JI€BaHUSMHU U MPEACTABISIOT COO0M
r00aIbHYIO MPOOJIEeMY OOIIIECTBEHHOTO 3ApaBooXpaHeHus. ['eMorioOnHonaTuu
PacCIpOCTPAHWINCH B CBSI3U C MUTPALIMEl HACETIEHUS U3 DHIEMUYECKUX PAlOHOB B
CTpaHbl, IJIe¢ OHU KpalHEe PEJKO BCTPEUATIUCh CPEIU KOPEHHBIX KU TENEH.

K Takum crpanam otHocarcs CIIA, Kanana, Asctpanus, FOxxnas Amepuka,
BenukoOputanus u @paHuus, MUTpaiiysi B KOTOPbIEe MPOU30IILIIA OKOJIO BEKa Ha3a/l U
rjie cefyac rpymnibl STHUYECKOI0 MEHBIIMHCTBA NIPEACTABICHBI YK€ B CBOEM YETBEPTOM
WJIU TISITOM MTOKOJICHUU.

Bonee no3nHre MUrpaliMoHHble MOTOKKU U3 BBICOKO SHJEMHUYHBIX CTPaH ObLIN
HarpabiieHbl B CeBepHyl0 U 3anaanyto EBpony (Bkitouas ['epmannto, benbruto,
Hunepnanasl), rae pacnpocTpaHEHHOCTh T€MOTJI00MHOBBIX HAPYIICHUN Cpeaun



KOPEHHOI'0 HaceJieHus Obli1a 04eHb HU3KoU. Ele 6osiee mo3aHss BOJIHA MUTPALIUU
HarnpaBuiach B CKaHIMHABUIO.

OTU U3MEHEHUS TOCTABUIIU MEepe/] CIIeMAINCTaMU B 001aCTH 3/[PAaBOOXPAHECHUS U
MPEACTABUTENSIMHU PYKOBOSIIIIMX KPYTOB PErHOHa 3a/1auy 00eCleUnuTh PaBHBIN TOCTYII
K KAYECTBEHHOMY OOCITY>KUBAHUIO JJI MPO(DUIAKTUKY U JICUCHUS HAPYIICHUM
reMoryioonHa. B HeKOTOphIX pernoHax, Takux kak CkaHAUHABH, B KOTOPBIE ceilvac
MIPOUCXOUT IUPOKOMACIITA0OHAS MUTPALIMS, TOJISI HOBOPOXKICHHBIX B IPYyMIax pUcKa
MOJKET MPEAONPEACIIUTD NAIBHEUIIINNA T€HETUYECKUN COCTAB HACEIICHUS, KAK 3TO
MIPOU30IIIO B CIIy4asiXx C HEKOTOPBHIMH YIIOMSIHYTBIMH BBIIIE CTPaHAMU, B KOTOPBIX
IMPOKOMAacIITabHas MUTpAIKs MPOU30IIJIa 3HAYUTEIIBHO PaHbIIIe.
PacnpocTtpaneHHOCTh HOCHUTEIICH I'eHOB JIaHHBIX 3a00JI€BaHM OYy/1eT OUEBUTHO
npoJomkarh pacti B CeBepHO# M 3anaqHoil EBporie 1ake npu OTCyTCTBUH
JaabHENIed MUTPAIIMU - B pe3yJIbTaTe BOCIIPOU3BOCTBA HACEIICHUS U OPAaKOB MEXKTY
PEACTaBUTEIISIMHU Pa3HBIX COOOIIECTB.

CoOOTBETCTBEHHO, CYIIECTBYET BBICOKAsI CTETIEHb BEPOSTHOCTH B OTHOIIIEHUH TOTO, YTO
HapyIICHHS TeMOTJIOOMHA CTAaHYT BEYIIMMHU PEIECCUBHBIMU HAPYIICHHUEMHU B PETHOHE,
NpeJICTaBIsAsA cOO0M Cephe3HyI0 MPobdIeMy it OOIIECTBEHHOTO 3APaBOOXPAHEHUSI.
besycnoBHo, npencTaBieHHas paHee KiaccuuKamus YHASMUYHBIX U HE SHJIEMUYHBIX
CTpaH /I HapyIIeHUH reMoryioonHa 0osiee He ABISIETCS akTyalbHOU. OTHAKO

s peKkTrBHAS OpTaHU3aIMs KOHTPOJISI TAKUX HAPYIICHUH B 9TUX CTpaHax OyaeT
TpeOOBaTh 3HAUUTEIHHOM pabOThHI, PUHAHCOBOM MOIIAEPKKH U, KOHEYHO,

BBITIOJTHEHUS ONPEIETICHHBIX MOJUTUYECKUX 003aTeNbcTB. OCHOBHOW TPYIHOCTHIO
ABJISIETCS TO, YTO HACEJICHHE 3TUX CTPAH HE SBJSETCA OJHOPOJIHBIM, KaK B CIy4ae cO
ctpanamu CpeIn3eMHOMOpBS, /i€ YKe ObUIH YCIIEITHO BHEAPEHBI cCaMble paHHUE
IporpaMMbl KOHTPOJIS.

Hekotopsie ctpansr EBporibl, Takue, kak BenmukoOputanust 1 @paHius, yxe
AKKyMYJIMPOBAIU 3HAYUTEIBHBIN ONBIT U 3HAHUS B HANOOJIee IKOHOMUYECKH

() PEKTUBHBIX U 11EJIECO00PA3HBIX IMYTIX BO3ACUCTBUH JJISI PEIICHHS dTOU KpaitHe
Ba)KHOH TTp0oOJIeMBbl 00IIIECTBEHHOTO 37]0POBbSI.

OdurnmansHOe TpU3HaHKE JaHHOU MpobieMbl B CeBepHolt u 3anagHoit EBporie
MOBBICHJIO OOECITOKOEHHOCTh M BO30OYIMIIO HHTEPEC MPEeICTaBUTEIICH HAIMOHATBHBIX U
€BPOIEUCKUX PYKOBOISIINX OpTraHOB cephl 31paBOOXpaHEHUS, KOTOPBIE, TOMUMO
nesrenpbHocTH BeemupHoit opranuzanuu 3apaBooxpanenus (BO3), TpaaumoHHo
BOBJICUEHHOM B pa3BUTHE MPOrpaMM KOHTPOJISI HAPYIIEHUH TeMOTJI00MHa,
MIPEANPUHSIN BaXXHBIC IIard B KOHTEKCTE COOCTBEHHOM MPOrpaMMBbl JCHCTBUH B
OTHOLIEHHUH PEKUX 3a00JIEBaHUN.

B otimume ot cTpagaronmx OT JaHHBIX 3a00JIEBaHUIA PAa3BUBAIOIINX CTPaH, TH CTPAHBI
YK€ UMEIOT Pa3BUTYIO0 HHPPACTPYKTYPY U CHCTEMBI METUITMHCKOTO 00CITYy )KHUBaHUS, a
TaK)Ke HEOOXOJAUMBIE PECYPCHI JJIsl OKa3aHUSI KAU€CTBEHHON MEIUIIMHCKON MTOMOIIIH.
EBpomneiickum cTpanam HE0OX01uMO paboTaTh C reorpaduuecKu mMupoKo
pacrpoOCTPaHEHHBIMU ATHUYECKUMHU MEHBIIIMHCTBAMHU U TIOBBIIIATh YPOBEHB
OCBEJIOMJICHHOCTH MEJUIIMHCKUX PAOOTHUKOB U MallMEHTOB, UX POAUTENCH —

ATO T€ 3aJ]a4M, KOTOPHIE SBJISIIOTCS CYLIECTBEHHO BaXKHBIMU VISl PA3BUTHS

3 PEeKTUBHBIX MPOrPaMM KOHTPOJISI.



[locnennue nOCTHKEHUS B OTHOLIEHUH PECYPCOB U CTPYKTYP 3APABOOXPAHEHHUS CTPaH
Bocrtounoit EBponbl, Takux kak bonrapust u PyMbinusi, BHecIu BKJIaj B OOJbIlIee
OCO3HAHME BAXKHOCTU Pa3BUTHSI U BHEAPEHHUS CUCTEM KOHTPOJISL FeMOTJI00MHOBBIX
HapyLIeHUH, KOTOPbIE BCTPEYAIOTCS Y KOPEHHOI'O HACEIEHUS U MOTYT B HEKOTOPBIX
pPErMoHax JOCTUTaTh OYEHb BHICOKMX YPOBHEW HOCUTEIHCTBA 3a00J1€BaHUSI.

K ctpanam FOxHOM EBpoIbI ¢ OCTATOYHO HU3KKUM YPOBHEM PaCIPOCTPAHEHUS
reMorjao0MHONaTHI cpein KOpeHHOro HaceseHus oTHocsTes [lopryranus u Ucnanus —
CTpaHbl, KOTOpPbIE MOT'YT 3()(PEKTUBHO OTBETUTH Ha TPeOOBaHUS OOIIECTBEHHOTO
310pOBbs U BHEAPUTH 3P (HEKTUBHYIO CTPATETHIO.

K crpanam EBporibl ¢ HU3KOH pacpOoCTpaHEHHOCThIO TaHHbBIX 3a00JI€BaHUM, T1I€
reMOorj00MHONAaTHH HE3HAYUTEIBHO PACIPOCTPAHUIIUCH ITYTEM MUTPALIUU HACETIEHUS,
otHocsTes Ilonbma, Benrpus u Yexus, xors Bmecre ¢ Mcnanuen u [lopryranuein oHu
NPEICTABISAIOT COOOM MOTEHIMATbHBIE OPUEHTUPHI BO3PACTAIOUIUX MUTPALIMOHHBIX
OTOKOB.

AnbGanus sIBIsIETCS OTAEIBHBIM PUMEPOM B CBSI3H C 00Jiee BBICOKUM YPOBHEM
pacnpoCcTpaHEHHOCTH FeMOTJIO0MHONIATUI CpeI KOPEHHOTO HaceIeHusl (KaK HOCUTEINH,
TakK U OOJIbHBIE) 10 CPABHEHUIO C APYTUMHU OATIKAHCKUMU CTpaHaMm. XOTs
COOTBETCTBYIOIINE MEAUIMHCKHUE YCIYTH 10 CUX MOP HEAOCTATOYHO Pa3BUTHI, 32
MOCJIETHUE HECKOJIBKO JIET ObLT JOCTUTHYT 3HAUUTENbHBIN Mporpecc B 3TOM o0nacTu,
0CO0EHHO B cepe KIMHUYECKoro JeyeHus. K coxanenuto, 1aHHbIE TIO SMUEMUOIOT U
U CTaTyCy IporpaMM KOHTpoJIs B Poccrn oCTaroTcst 1OCTAaTOYHO OIpPaHUYEHHBIMH.

B cTpanax ¢ HU3KUM U CPETHUM YPOBHSIMH J0X0Ja B IPYrOl YacTH CBETa, I1e
reMOrJIOOMHONAaTUH IIMPOKO paCIpOCTPaHEHBI cpen KopeHHoro HaceneHus, 50-80%
JeTel ¢ CEepIIOBUAHO-KIETOYHON aHEMHUEN U OOJIbIIOE KOJIMYECTBO AeTel ¢ PB-
TaJlacCEMUEN €KeroJHO yMHparoT 6€3 OCTAaHOBKH JMarHo3a Win ¢ HEMpPaBUIbHO
IIOCTaBJICHHBIM JUarHO30M H3-3a OTCYTCTBUS JICUECHMS WIIK HEJOCTATOYHOIO JICYEHUS.
CymiecTByeT HacylHasi HEOOXOAMMOCTh 3allOJIHUTh ATOT CYIIECTBEHHBIN Npo0em s
TOTO, YTOOBI KaXK/IbIli OOJILHOM B JIFOOOM CTpaHe MUpPa UMEJ PaBHBIN TOCTYII K
KBATH(UITMPOBAHHOW MEIUITMHCKON TTOMOIIN. Ba)KHBIM CPEACTBOM ISl JOCTHIKCHUS
ATOM 1IeJIN SABJSETCS II100aIbHOE COTPYAHUYECTBO 110 BOIPOCaM reMOorjIo0MHONaTHH,
YTO JJaeT BO3MOKHOCTb BCEM CTPaHAM UCIIOJIb30BaTh B CBOEH

JESITEeIbHOCTH OTBIT IPYTUX CTpaH. PykoBojsiie oprausl chepsl 34paBOOXpaHEHUS
JOJDKHBI IPU3HATH T€MOTTIOOMHONATUN 3HAYUTENbHOM YIpo30il 00111eCTBEHHOMY
310pOBbIO, KOTOpasi TpeOyeT pa3BUTHS U BHEIPEHUS] HALIMOHAIBHON MTOJIMTUKY TS KX
JedeHus U npopmiIakTuku. MHCTpyMEHThI, HeOOXOUMbIE IS MOAEPKKU TaKOi
ITOJINTUKH, BKIIIOYAIOT:

* CTanaapThl U pyKOBOJCTBA JIJIsl ITPOBEICHMS JTAOOPATOPHBIX

HCCIIEIOBAHAN

* HanmonanbHbIE PYKOBOJACTBA IS JICUCHUS TaIaCCEMHUU

* DNHUAEMUOIOTHYECKYI0 HH)OPMALINIO U KOHTPOJIb

* BHenpenne o0yyaronux nporpaMm Juisi MEAMLIMHCKUX paOOTHHUKOB,

OOJBHBIX, UX POJUTEIIEH U BCErO COOOUIECTBA B LIETOM.

O4eBUAHO, YTO BCE CTPAHbI U3BJIEKIHN ObI NI0JIb3Y U3 OOMEHA ONBITOM U
po(ecCUOHaTBbHBIMU 3HAaHUSMU. TPyIHOCTH B pa3BUTUH MEIULIUHCKOTO



o0cy>KrBaHHsI OONbHBIX TEMOTIO0MHONATUSAMU B PABHOM CTETIEHH OTHOCSITCS U KO
MHOTHM JIPYTUM HacCJ€ICTBEHHBIM 3a00JI€BaHUSM.

[Ipodeccronansl v rpymnibl HOAAEPKKH TAKKE MOTIN Obl BEIMTPaTh OT (POPMUPOBAHUS
IIMPOKON NapTHEPCKOW CETU C OJJOOHBIMU IPyIIIaMU, KOTOPbIE MPEICTABISAIOT IPYrue
HacCJIEICTBEHHbIE 3a00JIEBaHUS.

OIIPEJAEJIEHUE

Tanaccemusn — HaCJEICTBEHHBIE TEMOTJIOOMHONIATUH, XapPaKTEPU3YIOIIUECS
YTHETEHUEM CHUHTE3a IIETOYEYHBIX OEITKOBBIX MOJIEKYJI, 00pa3yIolUX CTPYKTYPY
reMoryioonHa. DTO MPUBOJIUT K MOBPEKICHUIO MEMOPAaHBI SPUTPOLIUTOB U PA3PYIICHUIO
KPACHBIX KJIETOK KPOBH C PA3BUTHUEM T'€MOJIUTUUYECKUX KPU3OB.

KpacHslii kpoBsiHo# murMeHT (remorsioous, Hb) npencrapisieT coOoi 0A1H U3 TIIaBHBIX
KOMITOHEHTOB KPaCHBIX KPOBSIHBIX TEJICI] — SPUTPOIIUTOB, 00ECTICUMBAIOIINX
BBITIOJIHEHUE TAaKOW BaXKHOUW (PYHKIIMH, KaK TpaHCTOpTUPOBKa kucyiopojaa (O2) ot
JIETKUX K TKaHAM ¥ HAa000pOT — 3a0upas yrieKuciblid ra3 u3 Tkanei, Hb yuactByet B
BBIBEJICHUH MPOYKTOB OOMEHA U3 OpraHn3Ma. XMMUYECKOe CTPOCHUE MOJICKYIIbI
reMOTJIOOMHA CaMbIM TECHBIM 00pPa30M CBSI3aHO € €r0 OMOJIOTHUYECKUMH 3a7]a4aMu, BE/lb
MMEHHO CJIO’KHAsl CTPYKTypa MoJiekysibl Hb obecniednBaeT BhITIOTHEHNE
dbusznonornueckux HyHKIUN, KOTOPBIE 3aKTFOYAIOTCS B TIEPEHOCE KUCIOPOIa U
MUTAaHUU TKaHel. Pazymeercs, S3pUTpOIUThI, HECYIINE AaHOMAJIBHBIN TeMOTJIO0NH,
TEPSIIOT CIOCOOHOCTh K KAYECTBEHHOMY BBITIOJHEHUIO CBOEH PabOThI, YTO MPUBOAUT K
Pa3BUTHIO Y YEJIOBEKA THIIOXPOMHOW aHEMUH.

YenoBeyeckuit reMOTII00MH MIPEICTABIIIET COOOU CIOXKHBIN OeNoK, CyObe AMHUIIAMU
KOTOPOTO SIBISIFOTCS 4 MOJUIENTUAHBIE LIETH, CBSI3aHHBIE C TEMOM, COAEPKALLUM
nByxBajgeHTHOE kene30 (Fe 2+ ) u oTBeuarommm 3a IpIXaTeNbHy0 (PYHKIIUIO KPOBH.
['1o6uH — mpotenH, HaxoAsAMicS B MosieKyse Hb B TecHOM CBSI3M ¢ TeMOM, B CBOEM
COCTaBe MMEET 10 nape anbda- u 6eTa-1eneii, KOTopbie, B CBOIO 04€peIb, COCTOST U3
AMHHOKHUCJIOTHBIX OCTATKOB (Y O-11€MK HacuuThiBaeTcs 141 aMUHOKHCIOTHBIM OCTATOK,

y B-uienu — ux 146).

3HAYNTETHHOE KOTUYECTBO JIe(PEKTHBIX TEMOTIIOOMHOB BO3HUKAET 110 IPUYUHE 3aMEHBI
AMHUHOKHCJIOTHOT'O OCTaTKa B KaKOW-TO U3 Ienel TII00WHA, YTO IPUBOJIUT K TOYCUHOU
MyTalnuu. bosbliie Bcero 3amenieHuii nomnajaet Ha 1oito B-uemnei, noaromy P-
TaJacceMus MpeICTaBIseT HanboJee OOMMPHYIO TPYIITY CPEId TeMOTIO0NHOTIATHH,
00yCIIOBIIEHHBIX HAPYIIIEHUEM CHHTE3a MPOTEMHOBOTO KOMIIOHEHTA MOJIeKybl Hb.
Bwmecte ¢ TeM, o-1ienu He OTIMYaroTcs 0co00i BapuadeIbHOCThIO, UTO TaKKe

OTpakaeTcsi Ha PaCIPOCTPAHEHHOCTHU (-TaJIaCCEMUMU.

BeTa-TaIIaCCCMI/IIO, B OTIIMYHUC OT aJ'IB(ba-TaJ'IaCCGMI/II/I, Korga InmpoucCxoduT BbIIIaAACHHUC

reHOB alibda-1eneid, 00BIYHO HE CBA3BIBAIOT C aernenuei (deletion- yHHUTOXKEHNE)



reHoB. /ledexT npenmyiiecTBeHHO popMupyercs 3a c4eT 00pa30BaHMs HEMOJHOLIEHHOM
M-PHK u Gerta-rio0uHa, BCeACTBUE YETO MajiaeT NpoAykKius Oera-ieneit. OaHako
«CBSITO MECTO MYCTO HE OBIBAET», IOATOMY CO3JAI0TCS YCIOBHS ISl U3JIULIHETO
HAKOIUIEHUs] CBOOOHBIX a-lerneil. JInimHee KonuuecTBO a-1eneil NpUuBOIUT K TOMY, YTO
B KOCTHOM MO3I'€ HAUMHAIOT pacnagaThCsl MOJIOAbIE (SaAepHbIe) (OPMBI SPUTPOLIUTOB, &
T€ KPacHbIE KJIETKH, Y KOTOPBIX MOJIYYUIOCh JOCTUTHYTh 3PEJIOr0 COCTOSHUS U
0J1arornoay4yHO BBIMTH B MepuepruyecKyto KpOBb, B KDOBOTOKE IMOBEPraroTCs
OMACHOCTH pazpyuieHusi. Haxoasmuiicss B KpaCHbIX KPOBSHBIX TeJbLIaX HEMPABUIbHBIN
reMorjao0uH, JAelaeT uxX yAI3BUMbIMU U HenpucnocodseHHbiMu. He o6manas npounoit
MeMOpaHOM, KpacHbIe KIETKH KPOBHU OBICTPO pa3pylatoTcs (reMoiins), 4To popmMupyer
CUMIITOMBI TEMOJIMTUYECKON aHEMUU. AHOMAIbHBIE SPUTPOIIUTHI B KPOBH MPHU

TaJIaCCCMUU BCPAOTHOCTU HACICAOBAHNUA TaJIaCCCMHU.

KJIACCUDPUKALINA

C YUCTOM IMOPAKCHUA TOW MJIA UHOU HOJIPII'[GI'[TI/II[HOﬁ OCIIn reMorJioOnHa pas3In4aroT:

1) a-Tanaccemurio (¢ moaaBieHueM cHHTe3a anbda-ieneit HbA). lannas ¢popma MoxeT
OBITH IIPE/ICTaBIIEHA T€TEPO3UTOTHBIM HOCUTEIHCTBOM MaHU(ecTHOTO (a-thl) min
Hemoro (a-th2) reHa; ToMO3UTOTHOM a-TajlacceMuell (BOJASHKOM TJ10/1a ¢ TEMOTJIIO0MHOM
baprca); remornmoounonarueit H

2) b-tamaccemuro (¢ momaBieHueM cuHTe3a Oeta-meneir HbA). BkimouaeT B ceOs
reTepO3UTOTHYIO U TOMO3UTOTHYIO B-Tanaccemurto (anemuto Kymm), reTepo3uroTHyo u
roMO3UTOTHYIO df-Tanaccemuro (F-tamaccemuto)

3) y-TajacceMuro (C MOJaBJICHHEM CHHTE3a FaMMa-Ierneil reMorio0nHa)

4) é-tanaccemuio (C OIaBICHUEM CHHTE3a JieJbTa-IeIeH TeMOrIo0rHa)

TajacceMuio, 00yCIOBIEHHYIO HAPYIIEHUEM CTPYKTYPhI T€éMOTTIOONHA.

CraTucTUYeCKH Yalle BCTpeyaeTcs B-TaracceMusi, KOTopasi, B CBOIO 04epeIb, MOKET
MPOTEKaTh B 3-X KIMHUYECKUE (hopMax: Maioi, O0NbIION 1 mpomMexyTodHou. [1o
TSOKECTH CHHIPOMA BBIICTISIOT JIETKYIO (hOpMY TarmacceMuu (MaHeHTHl JOKUBAIOT 10
MOJIOBOM 3PENIOCTH ), CPEAHE-TKENYIO (TPOAOTIKUTENBHOCTD KU3HU 00JIbHBIX 8-10 5eT)

U TsDKenyo (Tubelb 1eTeil HacTynaeT B MepBble 2-3 roAa )KU3HH).

BAPUAHTDLI 1 ®OPMbI

JIroqu, yHaciaea0BaBIIME aHOMAJIbHBIA T€MOTJIOOMH OT OTIIa U OT MaTepH, MOYTH BCEr1a
oOpeueHbl Ha CTpaJiaHus [0 MPUUYUHE TAXKET0N GopMbl O0JIE3HHU, KOTOPYIO HAa3bIBAIOT
Oosbioi Tanaccemueit (thalassaemia major) wiu 6one3npto Kynu. Jluna, nonyyusiiue



MOAOOHBIN «IOAAPOK» TOJBKO OT KOr0-TO OJHOTO, UMEIOT BO3MOXXHOCTb MPOKUTh
KU3Hb U HE 3aMETUTh CBOW HENIYT, €CJIM K HEMY HE MPUBEIYT HEOIaronpusiTHbIC
00CTOSTENbCTBA. DTO 3HAUUT, YTO OETa-TAIACCEMUS UMEET Pa3InYHbIe (OPMBI:
['omo3urotHas B-tanaccemusi, MOTy4YeHHAsl OT 00OUX POAUTENICH U HA3BaHHAsS B UECTh
Bpaya, onucaBlLIero ee, 6one3npio Kynu, xapakrepusyercst 3HaUMTEIbHbIM
yBenudeHueM cojiepxkanus geranpHoro (HbF) kpacHoro nurmenTa (10 90%),
MPOSIBIISICTCS Y JIETeH Ie-TO K KOHIlY IEPBOTro ToJia )KU3HU U OTINYAETCS O0uIueM
CHUMIITOMOB,;

I'eTeposurotHas ¢hopma, KOTOPYIO HA3bIBAIOT MAJION TajacCEMUEH, SIBISETCS
PE3yJIbTATOM HACJIEAOBAHMS MATOJIOTUU TOJIBKO OT OJJHOTO U3 POJIUTENEH, TOITOMY
IPU3HAKK MaJIOKPOBUS OOJIBIIEH YaCThIO CTEPTHI, @ B HEKOTOPBIX CIIydasix Kakue Obl TO
HU OBLIO CUMIITOMBI 00JIE3HU U BOBCE OTCYTCTBYIOT.

OIIHaKO TAKOTI'0O pa3aCICHUA MOXKHO IIPUACPIKUBATHCA IIPU KITACCUICCKOM BAPHUAHTC
TeueHus. Ha ACJIC BCC HC CTOJIb OAHO3HAYHO. vy HCKOTOPbIX OOJBHBIX C TOMO3UTOTHOM
(1)0pMOI>i OTCYTCTBYIOT SABHBIC IIPU3HAKH TSHKEIIOM [IaToJOruu, 1 aHEeMusa HEC HAaCTOJIBKO
BbIPpA’KCHA, yTOOBI 3aCTABJIATH OOJIBHOIO YKUTh Ha MOCTOSIHHBIX FCMOTpaHC(l)YBI/ISIX,
IMO9TOMY TAKYIO TaJIaCCCMHIO, HC IV Ha TOMO3HUT'OTHOCTD, HEJIB3A HA3BATH 0O0IBIIION

— ee KBaTM(UIHUPYIOT KaK MPOMEKYTOUHYIO.

KpOMe 9TOTI'0, B TCUCHHNU TOMO3UTOTHOM TaJlaCCEMUM pas3jim4yaroT 3 CTEIEeHU TSKECTH:

1. Tsoxenas rOMO3UTOTHAS TalacceMusl, AMArHOCTHPYEMasi TOJIBKO Y JIETeH MepBOro
rojia ®HU3HU, TOCKOJIbKY OOJIbIIE TPOKUTH 3TU MAJBIIIN MPOCTO HE MOTYT MO
NPUYUHE TEX U3MEHEHUN, KOTOPhIE MPOUCXOIAT B OPTaHU3ME;

2. CpenHersikenasi TalacCeMHUsI XOTh M MPOTEKAET B MEHEE TsKEToM (popme, HO BCe ke
HE MO3BOJISIET MaJIbIITY MEPEHTH §-JIE€THUM BO3PACT;

3. Haumbomnee nerkas ¢opma (HazBaTh MPOCTO «IETKOM» KaK-TO HE MOJy4aeTCs1) — OHA
JIaeT IIaHC MePEeNIarnyTh MOJPOCTKOBBIA BO3PACT U BCTYMUTH BO B3POCIYIO KU3Hb,
9TOOBI IOTOM 3TY )KH3Hb B CAMOM paciiBeTe 3a0paTh.

BMmecte ¢ TeM, OTiebHBIE ClTydan TeTePO3UTOTHBIX OeTa-TalacceMuid MPOTEKAIOT B
Oosee TsoKeNol hopMme, HeXKEIT OT HUX KIyT. Takoe HECOOTBETCTBHE OOBICHISTCS
HECITOCOOHOCTHIO KPACHBIX KPOBSHBIX TeJeIl U30aBIATHCS OT JIMIIHUX alb(a-IerneH,
XOTS JIsl TETEPO3UTOTHOM (POPMBI OOJIE3HU, B IPUHITUTIE, CBOMCTBEHHA TTOBBIIIICHHAS
YTHIIA3AIUS HEHYKHBIX IIeTieid. B CBsi3M ¢ 3TUM, BO3HUKAET HEOOXOANMOCTH JICTTUTh
007e3Hb Ha (DOPMBI B 3aBUCUMOCTH OT CTEICHH BBIPAXKEHHOCTH KIIMHUYECKUX

HpOHBJIeHI/Iﬁ BHC 3aBUCHMMOCTH OT I'OMO- WJIK I'CTCPO3UT'OTHOCTH. n pas3in4daThb:

Bosnbiryro Tanaccemuro;
[IpomexyTtounyro ¢popmy;
Maityro Tanaccemuro;
MuHUMaIIBHBIN BapUAHT.



OI{HaKO TaKOC JCJICHHUEC MHTCPCCHO CIICHUAINCTAM, YNTATCIII0, CKOPCE BCCTO, XOUCTCA
3HaTh 00 OCHOBHBIX IMPpHU3HAaKaX KJIACCUYCCKUX BAPUAHTOB 'OMO3UT'OTHBIX U

reTePO3UTOTHBIX TaJTACCEMUMU.

OTH TTAaTOJIOTHUECKHE COCTOsIHUA, HC TJIAO HA 0611166 Ha3BaHHUC — B'TaHaCCCMI/IH, HUMCIOT
SHAYUTCIIBHYIO PAa3HUIY B aHAJINW3aX, CUMIITOMAX, TCUCHHUU, TCPAIINH U ITPOTHO3C. B

00111eM, BO MHOT'OM.

HPUYUNHDBI

Tanaccemus sIBIsieTCS TEHETUUECKUM 3a00JIEBAaHUEM C ayTOCOMHO-PEIIECCUBHBIM
HaclienoBaHueM. HernocpecTBEHHOW NPUYMHON MATOJIOTUH BBICTYNAIOT Pa3JIMUYHbIC
MYyTallMOHHBIE HAPYIIECHHS B T'€HE, KOJUPYIOIIEM CUHTE3 TOW WJIM UHOM LIeNHU
reMoryioonHa. MoJeKyJsIpHYI0 OCHOBY Jie()eKTa MOTYT COCTaBJISATh CHHTE3 aHOMAJIbHOU
matpudHoit PHK, nenenuu cTpyKTypHBIX T€HOB, MyTaIlUU PETYISATOPHBIX TEHOB JTMOO
ux HeapdekTuBHas TpaHCKpumnius. CleIcTBUEM MMOJOOHBIX HAPYIICHUH CITYKUT
CHWIKEHUE WJIK OTCYTCTBUE CUHTE3a OJTHOM U3 MOJUTICTITUIHBIX TEMOTJIOOMHOBBIX
Hene.

Tax, npu b-tanaccemun GeTa-1enu CUHTE3UPYIOTCS B HEJOCTATOYHOM KOJIMYECTBE, YTO
OPUBOJUT K U30BITKY anbda-1ienei, 1 Hao0opoT. M30kITOUHO npoayupyeMbie
NOJIMMENTUAHBIE IIENU OTKIAABIBAIOTCS B KJIETKAX IPUTPOUTHOTO PsAa, BBI3bIBAS UX
HNOBPEXKAEHUE. ITO COMPOBOKIAETCS AECTPYKIIUEN IPUTPOKAPUOLIUTOB B KOCTHOM
MO3r€, TEMOJIM30M 3PUTPOILIUTOB B IEPUPEPUIECKOI KPOBH, TUOEIBIO PETUKYIOIIUTOB B
cenesenke. Kpome atoro, npu b-ramacceMuu B 3pUTPOIIUTAX HAKATUTMBACTCS
deranpubIil Temoriooud (HbF), He criocoOHBIN TpaHCTIOPTUPOBATH KHCIOPOI B TKAHH,
YTO BBI3bIBAET PA3BUTUE TKAHEBOW FMIIOKCHU. BeneacTBre KOCTHOMO3roBOM
TUMEPIUIa3uy pa3BUBaAETCs AedopMaIirs KOCTeH ckenera. AHeMHUs, TKaHEeBasi TUIIOKCHUS
1 HeRh(DEKTUBHBIN 3PUTPOIIOA3 B TOM HIIM MHOM CTETICHU HAPYIIAIOT Pa3BUTHE U POCT

peOeHKa.

J1J1st TOMO3UTOTHOM (POPMBI TATACCEMHUH XapaKTEPHO HATMYHE JIBYX 1e(PEKTHBIX TCHOB,
yHacJeAOBaHHBIX OT 00ouXx poauTeneil. [Ipu reTepo3uroTHoM BapuaHTe TallacCEMUU
MALMEHT ABJISETCS HOCUTEIEM MYTAHTHOTO I'€Ha, YHACIEAOBAHHOTO OT OJHOTO U3

pOIUTENEH.

I'OMO3HUIT'OTA JAET bOJILIITYIO BOJIE3HD



CumMnToMbl OeTa-TamacceMuH ONPEACIISIIOTCS TUCOATAHCOM MTPOIYKITNN U U3MEHCHHEM
KoJM4ecTBa OeTa-1ieneii mMpoTenHOBOM YacTu reMOTJI00rHa, YTO, TJIABHBIM 00pazoM, 1
npeapacnosaraet K HeadPeKTUBHOMY KpOoBeTBOpeHUI0. KpacHble KIE€TKH KPOBH, HE
BBINICIIITNE U3 SICPHON CTAIUN, MACCOBO HAXOAT CMEPTh HAa MECTE CBOETO POIKICHHSI
— B KOCTHOM MO3T€, B3pOCIIbIC KPOBSHBIC TelbIla (M B MECHBIIEH CTETICHU
PETUKYJIONUTHI) MIPEKIACBPEMEHHO 3aKaHYMBAIOT CBOIO JKU3HB B CEJIC3CHKE, BCICACTBUE
4ero (OPMHUPYIOTCS CUMITTOMBI BBIPAXKEHHOTO MaOKpoBHs. Kpome 3Tor0, B MeUeHu u
cene3eHKe 00pa3yroTCs HOBbIC HCTOYHUKHU KPOBETBOpeHMsI. KpoBeTBOpeHHe OOIBIION
WHTEHCUBHOCTH, IPOUCXO/IAIIEE B KOCTHOW CUCTEME, HAPYIIIACT €€ Pa3BUTHE
(uckakeHUs U aeOpMaIliN), @ COCTOSTHUE BBIPAKEHHON THITOKCHH BJICUET 3aJICPKKY
00IIero pa3BUTHS JIETCKOTO OpraHn3Ma. Takoi BapuaHT TEYCHHS MPEUMYIIECTBEHHO
NPHUCYTCTBYET Y TOMO3UTOTHOM TaJIaCCEMUU, HEXKEIIH Y TETEPO3UTOTHON (hOPMBI.

«TETEPO» MOIPA3YMEBAET- «PA3SHBIN»

OcHOBHBIE *Kan00bl — CJIa00CTh, HETIEPEHOCUMOCTh (PU3UYECKOT0 TPy, ObICTpast
yTOMIISIEMOCTb;

OTmeuaeTcst HeKOTOpast OJIeTHOCTD JIMIIA, He3HAYUTEIbHAs KENTYITHOCTh CKIIep U
KO’KHBIX TTOKPOBOB;

VYBenuueHue cene3eHK U, TeM OoJiee, eUeHH NMPUCYTCTBYET HE BO BCEX CIIydasiX.

AHaIMN3bI IIpU 1aHHOM BapHAaHTC aHCMHU OTIINYAIOTCA pa3H006pa3HeM:

1. B spurporurax — runmoxXpoMus, HepeaKo aepopMalius KIETOK U U3MEHEHUE UX
pa3MepoB, 6a30puIIbHASI 3€PHUCTOCTD;

2. T'emornoOuH, koHeuHo, nagaet (90-100r/), Ho 0OBIYHO HE JOXOIMT JI0

KPUTHUYECKUX 3HAYEHUM (peako onmyckaercs a0 70 r/im);

Bo3MoskHo cymectBenHoe cHikenue LI (mo 0,5);

4. bunupyObuH oOuuii (3a cueT HeCBsA3aHHOH (DpaKIuy) MOBBIIIACTCS HE Y BCEX
nauueHToB (y 25% OH HOpPMAaJIbHBIN).

w

K BaXHBIM JUArHOCTUYECKUM MPU3HAKAM MaJIOW TaJacCeMUU MOKHO OTHECTH
ceMeHHbIN aHaMHe3 (Hanmuuue 00JIe3HN Yy OJIM3KUX POJACTBEHHUKOB), OTIPE/ICIICHHUE
conepxkanusi HbA2, ypoBeHb MOBBIIICHUS KOTOPOTO HAXOAUTCS B TpaHuniax 4,5-9%, u

HbF, yBennuuBaromierocs y moJIOBUHbBI TAIMEHTOB OT 2,5 10 7%.

B GonpmmHCTBE cmydaeB mManas TamacceMust ooxonurtces 0e3 neuenus. [Ipasna,
MpOoOIEMBI MOTYT CO3/1aBaTh WH(EKITMOHHBIC MTPOIIECCH U OEPEMEHHOCTh — TOTIa
nmaryMeHTaM Ha3HadarT BuTamMuH B9 (ponueBas kuciaora) B cyTouHoM no3e 5-10 mr, Tak

KakK B HOI[OGHBIX CUuTyaluiaX yBCIMYUBACTCA €TI0 HOTpe6J'IeHI/Ie OpraHu3MoOM.



CHUXEHME NNPOJAYKIIUU o-IIENIEN

HpOILYKHI/Iﬂ a-ueneﬁ KpaCHOT'O KPOBAHOI'O IIMTMECHTA HAXOAUTCA IO KOHTPOJIEM JIBYX

nap reHoB, 4To JeJIaeT BO3MOXHBIM (QOpMUpOBaHUE pa3HbIX (OpM 3a00JI€BaHUS:

Ecnu anbda-nienu oTCyTCTBYIOT MOJIHOCTHIO, TO B AMOPUOHAIBLHOM MEPHOJIE PA3BUTHS
pebeHKa KpacHbIN MUTMEHT KPOBH BOOOIIE HE 00pa3oBbiBaeTcs. B Takux ciydasx
MCXOJl OJIUH — BOJISTHKA TOJIOBHOTO MO3Tra U rudesb peOeHKa;

Ecnm sxe HapymarTcs GyHKIIMOHATBHBIE CTOCOOHOCTU | MM 2 TeHOB U3 ABYX Map, TO
CUMIITOMBI 0OJIE3HU HAYMHAIOT OUYCHb CHJIbHO HATOMUHATH KIIMHUYECKHUE TPOSBICHUS
B-Tamaccemuu, XOTs MOKa3aTeln Ja00paTOPHON TUATHOCTUKY B IJIAHE MPUCYTCTBUS
HbF u HbA2 — cymiecTBeHHO pa3HSITCS, yPOBEHb ITUX T'€MOTJI0O0MHOB HE UMEET
TEHJICHIIMH K TTOBBIIIICHUIO.

CUMIITOMBI

[TpusHaku 00bIION (TOMO3UTOTHOW) b-TamacceMuu POSIBIISAIOTCS yKe B TeueHue 1-2-
ro rojia )u3Hu pedeHka. bonbHbIE JETH UMEIOT XapaKTepHOE MOHTOJIOUAHOE JIUIIO,
CEJIOBUIHYIO TIEPEHOCHILY, OallleHHBIN (YeThIPEXYTOJIbHBIN) uepen, TUnepTpoduro
BEpPXHEN YENIOCTH, HapyIIEHUE IPUKYCa, TeNnaTo- U cruieHoMeranuto. [IposiBneHusmu
aHEMU3AIMH CITY>KaT OJIeTHBIN WM 3€MJIMCTO-KEJITYIITHBIN IBET KOKHBIX OKPOBOB.
[Topaxenue TpyOUaTHIX KOCTEH COMPOBOKIAETCS OTCTABAHUEM B POCTE U
NaTOJIOTUYECKUMU NieperoMamMu. Bo3M0XHO pa3BUTHE CUHOBUTA KPYIIHBIX CYCTaBOB,
KaJIbKYJIE3HOTO XOJICLIMCTUTA, 513B HUKHUX KOHEUHOCTEH. DaKTOPOM, OCIOKHAIOUIUM
Te4YeHHe b-TanmacceMuu, BHICTYaeT FreMOCUIEPO3 BHYTPEHHUX OPTaHOB, IPUBOISIINIA K
Pa3BUTHIO ITUPPO3a MeueHH, Gudpo3a MoHKENyI0IHOM JKeIe3bl U, KaK CICACTBUE, —
caxapHoro nuabera; KapJuOCKIepo3a U CepJeUHON HETOCTATOYHOCTU. boJibHbBIE
BOCIIPHUMMYHBHI K HHPEKIIMOHHBIM 3a00ieBaHmsIM (KutedHbiM nHpekmusm, OPBU u

TIp. ), BO3MOXKHO Pa3BUTHE TSOKEIBIX (POPM ITHEBMOHUHM M CETICHCA.

Mamnas (rerepo3uroTtHas) b-tajacceMusi MOXKET MPOTEKATh OECCUMITOMHO WJTH C
MHUHHUMAaIbHBIMU KIIMHUYECKUMHU MPOSBICHUAMU (YMEPEHHBIM YBEIIMUCHUEM CEJIE3CHKU,
HE3HAYUTEIBHO BBIPAKEHHON TMIIOXPOMHOMN aHEMUEH, Kao0aMu Ha MOBBIIIEHHYIO
YTOMJISIEMOCTD). AHAJIOTMYHAsI CHMIITOMATHKA COMTPOBOXKIAET TEUCHHE T€TEPO3UTOTHOM

dbopMBI a-TaTaCCEMUM.



ITpu romo3uroTHO Gopme a-ranacceMun anb(a-Lenu NOJTHOCTHIO OTCYTCTBYIOT;
(eTanbHBINA TeMOTIO0MH y IJI0/1a HE CUHTE3upyeTcs. JlanHas popma TanacceMun
HECOBMECTUMA C KU3HBIO, YTO MPUBOAUT K BHYTPHUYTPOOHOI rubeiu mioaa BCIEICTBUE
Pa3BHUBAIOLIETOCS CUHJIPOMA BOJSHKHU WJIA CAMOIIPOU3BOJIBHOMY MPEPHIBAHUIO
o6epemenHoctu. Teuenue remornoOuHonatun H xapakrepusyercs pa3BUTHEM

reMOJUTHYECKOMN AaHCMHH, CIINICHOMCT aJINHU, TAXKCIIBIX KOCTHBIX W3MCHCHUM.

CUMIITOMBI, OBYCJOBJEHHBIE YYACTHUEM JIBYX POJIUTEJEN

Bonpimas TamacceMust 3asiBJISIET O ceOe YK€ OT POXKACHHUA MAaJICHBKOI'O YCJIOBCKA,
ImpaBaa, B IICPBBIC MCCAIBI BBIPAKCHHOCTH CUMIITOMOB HC CTOJIb OUYCBU/IHA, OAHAKO
OaMKe K rogoBaJioMy BO3pacCTy, B KpaﬁHeM ClIydac — B Ha4aJIC BTOPOI'o roaad Ku3HH,

KJIIMHUYECKHUE TIPOSIBJICHUSI Y JIeTel MPUOOPETAIOT JOBOJIBHO SIPKYIO OKPACKY:

1. Henb3st He 3aMeTUTh HEECTECTBEHHYIO (hopMy ueperna (OarieHHasi, MOXKHO CKa3aTh,
KBaJIpaTHAas TOJI0BA), OOJIBIIUX Pa3MEePOB BEPXHIOIO UETIOCTh M CBOCOOpa3HBIC
4epThl JIUIAa peOCHKA: MOHTOJIOWIHBIN THII, MaJICHbKHE TJIa3KU, 3aMETHO
npuILTIoIeHHas iepeHocuIia (R-rpadus mokaspiBaeT NaTOJIOTHISCKUE U3MEHEHUS);

2. TlputsruBaet BHUMaHUE OJIETHOCTh KOXKHBIX ITOKPOBOB, U3BMEHEHNE UX I[BETa — OT
CEpOBATOrO J0 KEJITYIIHOTO;

3. V nmereit paHO yBeIWUYUBACTCS MIEYEHD U CEJIe3eHKA, YTO OOYCIIOBICHO
AKCTpaMenyJUIPHBIM (BHEKOCTHOMO3TOBBIM) TUIIOM KPOBETBOPEHUSI U
HEKOHTPOJMPYEMBIM OTJIOKCHHEM B TKaHSAX TeMOCHeprHa (OH o0pa3yeTcs npu
pacnazie KpacHbIX KJIETOK KPOBHU);

4. Jletn 9acTo OOJICIOT, TOCKOIBKY CHI)KAETCSl YPOBEHbh UMMYHHOM 3aIIUThI, OHU
OTCTAIOT B (PU3MUECKOM Pa3BUTHUH, Y JIETCH, KOTOPHIM MTOBE3JIO UMETh 00JIee JIETKYIO
¢dbopMy roMO3UTOTHOM OeTa-TaTaCCEMUN U CYKACHO JIOKHUTH JI0 TTOJAPOCTKOBOTO U
B3pOCJIOTO COCTOSIHUSA, 3aJICPKUBACTCS PA3BUTHE BTOPUYHBIX MOJIOBBIX MPU3HAKOB;

5. OOs3aTeNnbHBIN B TOJOOHBIX CIIydasx Ja0OpaTOPHBIN KOHTPOJIb TOKA3hIBAET
COOTBETCTBUE KIIMHUYECKUX MPOSBICHUHN TSIAKEIOU Fr€MOJIUTHYECKON aHEMUHU.

AUATHOCTHUKA

Tanaccemuro cieayeT 3an0403pUTh Y JIUI C CEMEMHBIM aHAMHE30M, XapaKTEPHBIMHU
KJIIMHUYECKUMH MpU3HAKaAMU U Ta0OpaTOPHBIMU MOKa3aTensiMu. bolibHbIe Tanaccemuei

HYXIAaTCA B KOHCYJIbTalluK IreMaTojiora 1 MCAUMIIWMHCKOI'O I'CHCTHUKA.

TUINMYHBIMU T€MATOJIOTHUCCKMMHU U3MEHEHHUSIMHU ClIyXaT CHUKCHUC YPOBHA

reMOorjao0nHa 1 OBCTOBOI'O IIOKA3aTCJIA, THIIOXPOMUA, HAITNYINEC MUILICHCBUIHBIX



APUTPOIUTOB, MOBHIIICHUE YPOBHS JKelie3a CHIBOPOTKH KPOBH M HETIPSIMOTO
omnupyouHna. Dnektpodopes Hb Ha aneTaT-11e/1107103H0M MIJIEHKE UCTIONB3YETCS s
OTIPEICIICHISI PA3IMYHBIX TEMOTJIO0MHOBBIX (ppakmuii. [Ipy n3yueHun myHKTaTa
KOCTHOTO MO3Ta 0OpaIiaeT BHUMaHUE TUTIEPIUIA3Us KPACHOTO KPOBETBOPHOTO POCTKA C
BBICOKHM YHCIIOM 3pUTPOOIACTOB U HOPMOOTIACTOB. MONEKyIIPHO-TEHETHUECKIE
MCCJICIOBAHUS TTO3BOJISIOT BRISBUTH MYTAIIMIO B JIOKYCE a- WM B-TJIOOWHA,

HapylIaIlyl0 CHHTE3 NOJUIEITUIHON ENH.

Ha xpanuorpammax npu 0osbi1oil b-tagacceMuu BBISBISETCS UTOIbYATHINA EPHOCTO3
(penomen «Bonocaroro yepemnay). XapakTepHa MonepeyHas HCYEPUEHHOCTh TPyOUaThIX
U TUIOCKUX KOCTEH, HaTn4ue MEJIKMX o4aroB octeomnopo3a. C nomoibio ¥Y3U OpromnrHoit

ITOJIOCTHU O6H3pY)KI/IBaCTC$I rernaToCIyICHOMCTAJINA, KAMHH KCITYHOT'O ITY3bIPS.

[Ipu mogo3peHNN Ha TalacCeMHUIO TPEOYeTC sl UCKIIOYUTh JKeNne30eUIIUTHYIO aHEMHUIO,
HACJIEJICTBEHHBI MUKPOC(HEPOITUTO3, CEPIIOBUTHO-KIETOUHYIO aHEMUIO,
ayTOUMMYHHYIO T€MOJUTHYECKYIO aHEMHUIO. B ceMbsix, UMEIOIINX OOIbHBIX
TaJaCCEMHEN, pPEKOMEHIYETCS TPOBEAECHNE T€HETUHYECKOTO KOHCYJIbTUPOBAHUS
CYNPYTOB U MHBA3UBHOM JOPOJIOBOI TMarHOCTUKHU (OMOTICUM XOPUOHA, KOPIOIIEHTE3a,
aMHUOIICHTE3a) JIJIs1 BBISIBJICHUSI TEMOTJIO0MHONIATUHN Ha PAHHUX CPOKAaX OEPEMEHHOCTH.
[lonTBepkaeHnEe TOMO3UTOTHBIX (POPM TATACCEMUU Y IJI0/Ia CIYXKUT MOKA3aHUEM IS

MCKYCCTBEHHOTO TIPEephIBaHUS OEPEMEHHOCTH.

AHAJIN3bI

BBuay TOro, 4T0 OCHOBHBIM JUArHOCTUYECKUM KPUTEPUEM TAJTACCEMHUHU SIBISFOTCS
nabopaTOpHBIE aHATM3BI, TO €CTh HEOOXOAMMOCTD JJaTh KPATKYIO0 XapaKTEPUCTHKY

KapTUHE KPOBU, KOTOPask CKIABIBACTCS TPU JAHHOM MaTOJIOTHU:

YpoBeHb reMorI00MHa CHYKEH JIOT/J;

[[BeTHOM MOKa3aTeNnb MPH pacuyeTax NOKA3bIBAET HEYTEIIUTENbHBIN pe3ysbTaT — 0,5 u
HUXKE;

OpUTPOLUTHI B Ma3Ke TUIIOXPOMHBIE, pa3MepPbl KIIETOK U3MEHEHBI (BbIPAXKEHHbBIN
aHU30IIUTO3), OTMEYAETCS] CBOMCTBEHHAs OeTa-TaracceMun (M MEMOPaHOIIaTHH)
MUIIIEHEBUTHOCTH B 0a30(pHIIbHAS 3€PHUCTOCTS;

OcMoTryeckasi pe3UCTEHTHOCTh KPACHBIX KPOBSHBIX TEJEl] yBEINYCHA;

KonnuecTBo peTUKYJIOMUTOB MOBBIIIEHO;

buoxumnueckue nokazarenu KpoBH (OUIMPyOHH 3a cueT CBOOOAHOM pakuud,
CBIBOPOTOYHOE K€JI€30) MOBbIIIEHBI. VI30bITOUHBIE HAKOTUIICHHUS JKeJie3a CITOCOOCTBYIOT



dbopMUpPOBaHUIO LIUPPO3a MEUCHH, TPUBOASIT K PA3BUTHIO caXxapHOro nuabdera u
MOPAKEHUIO CEPACYHOU MBIIIIIBI.

HOI[TBep)KI[aIOIHI/IM AWAarHo3 NpUu3HaKOM B aHAJIN3aX KPOBH IAIUCHTA ABJISACTCA

YBEJIMUEHHOE cojiepKaHue (PeTanbHOro reMorjioOrMHa B KpacHbIX KJIETKaX KpoBHU (A0
20-90%).

JIEHEHUE U ITPOT'HO3

JleueOHast TakTUKA IPU PA3TUYHBIX (POPMAX TAIACCEMUHN HEOJUHAKOBA. TakK, MallueHThI
¢ Masioil b-tanaccemueil B Je4eHUU He HyXaatoTcs. C Ipyroil CTOpOHbI, OOJIBHBIM C
TOMO3HUI'OTHOM b-TanacceMuei ¢ mepBhIX MECSIIEB )KU3HU TpeOyeTcsl IPOBEECHUE
reMoTpaHc(y3uOHHOH Tepanuu (epeMBaHie pa3MOPOKEHHbBIX UM OTMBITBIX
SPUTPOLIUTOB), BBEJACHUE XEIATUPYIOLIMX IPENAPATOB, CBA3BIBAIOIINX KEIE30
(nedepoxcamuna), TIIFOKOKOPTUKOUIOB MTPU BOZHUKHOBEHUH T€MOJIUTHUYECKUX KPU30B.
[Tpu Bcex GopMmax TamacceMuu MOKa3aH MpUeM MpenapaToB (PoIueBON KUCIOTH U

BUTaMHUHOB Ipyniibl B.

BripaxxeHHOE KHCIIOPOHOE TOJI0/JaHUe TKaHEH U MHTEHCHBHAs pab0Ta KPOBETBOPHOM
CUCTEMBI B KOCTSIX (TaM, Tl y 3I0pOBOTO YeJIOBEKa €€ HET) — MOKa3aHMs K
NIepETMBAHMIO TIOJTHOIIEHHBIX, CIIOCOOHBIX O0ECTICUNTh IBIXaHNE TKaHEH, TOHOPCKUX
SPUTPOLUTOB. Y OOJILHBIX OOJIBIION TalacceMHe reMOTpaHCcPy3uu C MIIaIEHYECKUX
JIET SIBIISIFOTCSI OCHOBHBIM TEPAINICBTHYECKUM METOJIOM BO3/ICHCTBHUS HA OOJIC3Hb.
BwMmecrte ¢ TeM, ciemyeT mOHUMATh, 9TO MEPETMBAHNE TYKOW KPOBU HE MPUHAJICIKHUT K
OOBIYHBIM JICKApPCTBaM (TabJIETKaM M pacTBOpPaM), IIOATOMY IOJAXOIUTH K TAKOMY

JICYCHHIO TIPUXOJUTCS C 0COO0N OCTOPOKHOCTHIO. TeM He MeHee:

1. Ha nmepBowm 3tare 60J1pHOMY 00ECTICUHBAIOT YAAPHBIN Kypc reMoTpancdysuit (B
TeueHne 2-3 Henenab 00apHOM monyyaeT A0 10 nmepenuBaHui, 9TO TO3BOJISIET
MOBBICUTHh YPOBEHBb T€MOTJIOOWHA JIOT/J);

2. Ha cnenmytomem sTane KOJIMYECTBO TeMOTpaHC(hY3Ui CHUKAIOT, OJTHAKO CTAPAIOTCSA
nepxats Hb B mpenenaxr/m.

HOI[O6Ha}I TaKTHKaA JICYCHUA AaCT BO3MOXHOCTD:

3aMeTHO yJIy4YIlIUTh CAMOYYBCTBUE;

CHU3UTH HETATUBHOE BO3/IEMCTBUE MATOJOTUU HA KOCTHYIO CUCTEMY;
[ToBBICUTH HMMYHHUTET;

[IpensaTcTBOBaTh NANIBHEUILIEMY YBEINYECHHIO CEIE3CHKH;
brnaronpusTHO BIUATH HA (PU3UUECKOE PA3BUTUE MaJIbIIIIA.



OpnHako He IS Ha TO, YTO NEPEIMBAHKUE LIETbHON KPOBH MOTHOCTHIO YIIUIO B
HeObITHE (B TAKUX CIIy4asix €€ 3aMEHUsIa S3pUTPOLUTHAS Macca), KHEPOIHASI

Ouoytoruveckas cpejia Bce e COXpaHsIeT PUCK OCIOKHEHHIHA:

1. IuporenHsie peakuuu (OHU BO3HUKAIOT IPEUMYIIECTBEHHO 1O MPUYNHE
HapyUIEHUsI TEXHUKHA OTMBIBAHUS KPACHBIX KJIETOK KPOBH);

2. W30bITOUHOE OTII0KEHHE FreMOCHIeprHa (KeJIe30CoAepKalIero MUrMeHTa),
KOTOpPOE CIOCOOCTBYET YBEIMUEHUIO IEYEHH, Pa3BUTHIO CEPICUHON MATOJIOTUU U
caxapHoro auabera.

Jl71s1 Toro, 4TOOKI 00ECTIeUnTh BRIBEJEHNE U3 OpraHu3Ma JIUIITHETO jKeie3a, 00JIbBHOMY
HazHavaroT Jleceparn B BUAe BHYTPUMBIIICUYHBIX MHBEKITUH (J103a Ipenapara
COOTBETCTBYET BO3pPACTy U 00beMY NEPENUTON 3pMacchl). JJ0BOJILHO MOJIE3HO B TAKUX

cutyanusx coueranue [echepana c puramuHom C (acCKOpOMHOBOM KUCIOTOM).

3HaYNTEIILHOS YBCIIMYCHUC CCJIC3CHKHU, d TAKIKC COITYTCTBYHOIIUC U3MCHCHUA CO
CTOPOHBI KPOBH (JIGIZKOHGHHSI, TpOM6OIII/ITOH€HI/I$I) Aar0T OCHOBAHUC OJIA YAAJICHUA

IMOCTOAHHO «pacCTyHlicro» opraHa (CHJI@HC—)KTOMI/II/I).

Mexnay TeM, CTOUKOTO JTIOJITOCPOYHOTO YIYUIIEHUSI COCTOSIHUSA Y OOJIBHBIX
TOMO3HUTOTHOM -TaslacceMHei MOKHO IOOMTHCS C TTOMOIIBIO TPAHCIUIAHTAIIUN
KOCTHOT'O MO3Ta, OJIHAKO OTEepalls 3Ta MPeACTaBIsIeT ONpeIe/IeHHbIE TPYAHOCTH B
IUTaHEe MOA00pa Maphl «TOHOP-PEIHUITHEHT» U YpeBaTa pa3BUTHEM PEAKIUH TTOCIIe

nepecaIKm.

[Tpu runepcrienusme (ocodeHHo Ha pone remoriodunosa H) Tpedyercs ynanenue
cene3eHku (CruieHIKToMHus ). M3-3a CKIIOHHOCTH K TPUCOSAMHEHUIO NH(DEKITMOHHBIX
OCIIO)KHEHHI OOJIbHBIM PEKOMEHYETCS 00s13aTeNbHasl BaKIIMHAIMS TPOTHB
MTHEBMOKOKKOBOU MH(pEKIHH. MHOT000€auM METOOM JICYCHHUS TAIaCCeMUH

CIYXXHUT TpaHCIIaHTallA KOCTHOTI'O MO3ra OT THCTOCOBMECTUMOT'O JOHOPA.

[Tporuo3 6ompmux Gopm Tamaccemun HEOIATONMPUSATHBIN; OOTHHBIC TOTHOAIOT B
MJIaJICHYECKOM MJTM MOJIOZOM Bo3pacte. [Ipu rerepo3urotHoit 6eccuMnToMHO#M hopme
TaJaCCEMHH MPOJOJIKUTENBHOCTh U KAYECTBO KU3HU B OOJIBIIMHCTBE CIy4aeB HE
ctpanatot. [lepBuuHas npoduiakTuka TalacCeMHUH BKIIIOYAET MpeaynpexacHue Opakos
MEK]ly T€TepO3UTOTHBIMU HOCUTEISIMU T€HOB 3a00JIeBaHNs, a PU BHICOKOM

ICHCTHYCCKOM PUCKE POXKIACHUA 0OJBHOI'0 IOTOMCTBA — OTKa3 OT ACTOPOKIACHHUA.



Tepanus o-TanacceMuu, B 00IIEM-TO, HUYEM HE OTIMYACTCS OT JICUeOHBIX
MEPOIPUATUI, UCTIOJIB3YEMbIX JJIs1 BO3JIEWCTBUS HA T€TEPO3UTOTHBIM BapUaHT [3-

TaJJaCCEMHU.
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