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IHaTosornuyeckue GpopMbI IPUTPOIIUTOB:
CepnoBHIHOKJIETOYHAS AHEMHUS

1. MymunoBa I'yimpanno Kapumekon  Aunoranus ;| CepnoBUIHOKIETOYHAS aHEMHUs BbI3BaHA

KH3HU ayTOCOMHO-PEIECCUBHBIM J1e(DeKTOM €IMHUYHOTO T'eHa
B OeTa-Lienu reMorjoOuHa, YTO HPUBOAMUT K CHUHTE3Y
ceprioBuIHOKIIeTOYHOTO Temornoouna (HbS). Ecmu ot
OJTHOTO M3 ponuTeneil yHacinenosan HbS, a ot mpyroro
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I oera-tamaccemust  (Hampumep, HbSB-mmm  HbSC-
TajJacCeMusi), MOTYT BO3HUKATh JApyrue GopMbl

! depranckuii MeTUIMHCKII HHCTUTYT CEPHOBUAHOKIETOYHOMN AHEMHH.

00IIECTBEHHOTO 3/10pOBbs, JleueOHOE eI CeproBHIHOKJIETOYHAs] aHEMHUs CBsi3aHa C pa3HOU

3 xype. CTCNCHBI0O aHEMHH, TEMOJIM30M DJPUTPOIUTOB H

OOCTpyKIIMeH MENKUX KalMUIIPOB, KOTOpas BHI3BIBACT
0oJieBbIE KPHU3bI, TIOBPSKICHUE KPYIHBIX OPraHOB M
MOBBIICHHYIO  YSA3BHMOCTh  TIEpel  TSDKEIBIMU
UHQEKITUSIMHU. CeproBUTHOKIECTOYHBIH MPU3HAK
BO3HUKAET, €CITH OT OJHOTO U3 POJAUTEINICH yHACIIECIOBaH
HDbS, a ot apyroro — HopmanbHbIii HbA.
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Cepnosuanokierouynas anemus (CKA), BnepBeie onucanHas B 1910 r. uukarckum Bpauom Herrick,
SIBJIIETCS TOMO3BUIOTHBIM cocTostHueM 1o HbS, T. e. B apuTponutax 6onpHbIX conepxkutcs HbSS. HbS
LIMPOKO pacnpocTpaHeH B A¢puke, INIaBHbIM 00pa3oM B IIEHTPaJbHONW M BOCTOYHOM ee yacTix. B
VYrange (Bocrounas Adpuka) HbS Bcrpeuaercs y 41-50 % mnacenenus. I[lpennonaraercs, 4ro
IUIa3MOAMU MAJIIPUHU, TPEOYIOIIKeE AJIsi CBOETO Pa3BUTHUS KUCIOPOJI, CO3AI0T B 3PUTPOLIUTE COCTOSIHUE
TUIIOKCUH, 4TO Jaxke y rerepo3uror ¢ HbAS Be3biBaer BbinaneHue HbS B ocamok u oOpazoBaHue
CEepHOBUIHBIX ApUTpouuToB. ['erepo3urotusie HbAS-3puTponuThl, coxepalue IIa3MOIHMH,
npuobperasi CEepHoOBUIHYIO (OpPMY, aKTUBHO (haromuTUpyroTcss Makpodaramu, B pe3yibTaTe LUKI
pa3BuTHs MIasMoaus npepbiBaetcs. Ilpu 3Tom 3aboneBanue (Mansgpusi) mpoTekaeT B Oojiee JIerkoi
¢dopme U He COIPOBOXKAACTCS JIETAIBHBIMU HUCXOJAaMH. DTO CO3/1aeT MPEUMYIIECTBO JJIS HOCUTENeH

HbS no cpaBHEHHUIO ¢ OCTaIbHON MOMYISAILMEN, SPUTPOLUTH KOTOPOI CoZepKaT TOJBKO HOPMAaJIbHBIN
HbA.

Jns o0pa3oBaHUSl CEPHOBHIHBIX SpPUTPOLUTOB y rerepo3uror HDLAS HeoOxomumo mnaneHue
MapUHUAIBHOTO HACBIIIEHUS KPOBH KHCIOpoaoM 10 10 MM pT. c€T., KOTOpO€ B OpraHU3Me He
BCTPEYAETCs, MMO3TOMY B KPOBHU T'€TE€PO3UTOT «CEproB» He ObiBaeT. Ho OHM MOTYT MOSBIATHCS NPU
MOMAJaHUK OpraHu3Ma B YCIOBHUS SKCTPEMAIbHOW TMIIOKCHU (IIOJIET HAa HErepMETUYHOM CaMoJIeTe,
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o beM Ha OOJIBIIYIO BBICOTY, HapKo3). s cpaBHeHus: y 60abHBIX CKA ceproBUAHBIE 3PUTPOLIUTHI
o0pa3yloTcsi Hpu NapLUuaJbHOM MJaBICHUM Kuciopoga 60 MM pT. CT., KOTOpOE€ CYIIECTBYET B
KaluuIsipax v BEHyJax.

Knuanueckass kapTHHa, pa3BUBAIOMIASACS Yy JHI, TOMO3WroTHeIX 1o HbS, ckmagpBaercs wu3
CUMIITOMOB, CBSA3aHHBIX C Ba300KKIO3MOHHBIM CHHAPOMOM W IOBBINICHHBIM TI'€MOJIM30M.
CuMritomaTrika 0OHapy)KUBaeTCsl 0OBIYHO Yepe3 6 Mec. MOCie POXKACHUS PeOeHKa, 9YTO 00YCIOBICHO
MCYEC3HOBCHHEM W3 JpuUTpouuToB pedbenka HbLF, mpeoOmamaromiero B IepBbIe MECSIbI KXU3HU H
npernsaTcTBytomero BeimaneHno HbS B ocamox. IIpu oTHOCHTENBHO CTAaOMILHOM TEUCHHH aHEMHUH Y
oompHBIx CKA  Moker  HaOMIOmaThcs  Pe3KOE  CHWKCHHE  TIeMOTJIOOMHA  BCJICICTBUE
TUIICPIrEMOJUTUICCKUX, AllNIACTUYCCKUX U CEKBECCTPAIIMOHHBIX KPHU30B.

Anemus npu CKA HocuT HopMoxpomHbii xapaktep. [Ipu CKA, B omimuue ot HocutenscTBa HbS,
SPUTPOIUTHI B (opMe cepra MOTYT OBITh BHIHBI B OOBIYHBIX Ma3KaX KpPOBH, TI€ TaKXKe HEPEIKO
MPUCYTCTBYIOT ~MHIICHEBUIHBIE OJPUTPOLUTHl, HOPMOOIACTBI M SPUTPOLMTHI,  COJEpIKaIIne
0a3o¢unpHYI0 TyHKTanuMio W Tenbla Xaysmia— Komm. Hepeaxko HaOmomarTCs JIEMKOIUTO3 U
YMEPEHHBIM MOHOIIMTO3. XapakTepHo 3ameuienne COD.

Jleuenne CKA B HacTosIIee BpeMsi HOCUT B OCHOBHOM CUMIITOMATHYECKUI XapakTep.
B nepuo KTMHUKO-TEMATOIOTHYECKON KOMITEHCAIINH, KaK MPABHUIIO, OCYIIECTBIIAIOTCS MEPOIPHUSITHS,
HaIpaBJICHHbIE Ha MIPEeIOTBpAIleHHEe 000CTpeHN 3a001eBaHusl, KOTOPbIE BKIIOYAIOT:

» peryisipHble PO(QUIAKTHIECKIE OCMOTPHI,
» OpraHu3alHIo aJICKBAaTHOTO MUTAHMS;

» npoPuUIaKTHKy WH()EKIUH NPUMEHECHHEM aHTHUOMOTHKOB MPOJIOHTUPOBAHHOTO JCHCTBHS M BCEX
CTaHJIapPTHBIX UIMMYHH3AIUI;

» TOCTOSIHHYIO IPOTHBOMAIPHIHYIO TPO(DUITAKTHKY;
» ©KCIHEBHBIN MPUEM (POJMEBOM KHCIOTHI.

CKA cBOICTBEHHO BOJIHOOOpA3HOE TEYEHUE: MEPHOIBI 00OCTPEHUS (KPU3bI) CMEHSIFOTCS MEPUOIaMU
OTHOCHTEIIbHOTO Osaronoiyuus. Panee mHorue 6onbHbie CKA ymupanu B 1eTCTBE OT HH(MEKITMOHHBIX
OCJIOXKHCHUH W TSDKEJBIX TeMOJUTUYECKUX KpH30B. B Hacrosiiee BpeMs IpH TPOBEICHUU BCEX
HEOOXOJUMBIX TPOPHUIAKTHUECKUX MEPONPUSATHHA, BKJIOYAs MPUEM THUAPOKCHMOYEBUHBI, MHOTHE
OOJIbHBIC JIOKMBAIOT JI0 CTAPOCTH W Jaxe HUMEIT jaereil. OCOOCHHO ONarompusTHO W IOYTH
oeccumntomHo CKA mnpoTekaer y OONBHBIX C MEPCUCTHPYIOIIUM HOCHUTENbCTBOM  HDF.
I'ereposurotHoe coctosinue o HbS (HbAS) B 0ObIYHBIX YCIOBUSX HE COMPOBOXKAACTCS KAKUMU-THOO
KJIMHHUYECKUMH TPOSIBICHUSAMHU, KPOME HAONIOJAIONIUXCSA B PEIKUX CIy4asX H3O0TUIOCTCHYpUU U
reMatypud. OTH OCJOXKHEHHS, MO-BUAMMOMY, OOYCIOBJIEHBI BBICOKOM OCMOJISIPHOCTBIO, KOTOpas
CO3/laeTcsl B TIOYCYHOW IMapeHXHMME, CIIOCOOHOHM BBI3BAaTh CEPIIOBUIAHOCTh W CBS3aHHOE C HEH
HapyIIEHHEe MUKPOIUPKYJISAIUHN B IIOYKAX.

HpI/I HCKOTOPBIX JKCTPEMAJIbHBIX CHUTyallUdX, COIPOBOKIAAINUXCA MMAJCHUCM ITapHOHUAJIBHOTIO
HAABJICHUA KHCJIOpPOJda (HpI/I noaAbCME Ha BLBICOTY, IIOJICTC B HeFepMeTHQHOﬁ KaOHMHE caMoJICTa,
THUIIOKCHUH BO BpEMsI HapK03a), y Hocurene HbS Bo3MoxHO o6pa30BaHHe 3HAYUTCIIbHOT'O KOJIHNYCCTBA
CCPINOBUAHBIX SpUTPOLUTOB, CIIOCOOHBIX BBI3BIBATH BA300KKIIO3MOHHEIC KPU3hI.
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