Femorno6uHonartum

CemornobuHonaTn pasBMBaKTCA NPU HAPYLWEHUN CUHTE3a rMOBMHOBbLIX LEenei, rpynnbl reMa
npn 3TOM HopMasbHbl. CywWwecTBYIOT ABA OCHOBHbIX BapuaHTa remornobuHonaTuii.

0 FemornobuHonaTm ¢ NPoAyKUMEA aHOManbHbIX rMOOMHOBLIX Lienel B pedynbtaTe MyTaumm

reHoB. ['pynna Bk/tO4aET HOCUTENBCTBO aHOManbHbIX remornobuHos (HbS, HbC, HbD n op.) n
aHoMasbHbIX HECTabWNbHbIX reMor nobMHOB.

0 CuHOPOMbI TanaccemMmu, Koraa CnoXHble reHeTuyeckue gedoekTbl NPUBOASAT K HAPYLWEHWNIO

KONIMYECTBEHHOIO COOTHOLWEHUS MeX Ay rnobuHoBbiMK Lenamu. CTpyKTypa Lenen

remor nobuHa He 3MeHeHa.

"emMor nobnHoNaTuM BbI3bIBAKOT CHUXEHNE 3PUTPONO33a U NPOAONXKNTENbHOCTU XU3HN
3pMTPOUMNTOB. Takmm 06pa3oM, aHEMMS NMEET YACTUYHO ON33PUTPOMNOSTMYECKYIO N YACTUYHO
reMonnTuYeckyto npupoay. FemornobuHosble BapnaHTbl y 90% naunmeHToB — ClencTeme
3aMeHbl 04HOr0 aMMHOKMCNOTHOrO OocTatka B MOJIEKy e reMornobuHa.

CepnoBMAHO-KNETOYHAS aHEMUS — CaMblii YacTblA U BaXHbIi BAPUAHT reMornobuHonatumim .
Mpwn cepnoBmnaHO-KNETOYHOM aHemnn Bo3HMKaeT HbS. Ero otnnyaet ot HbA 3ameHa octatka
Ba/IMHA Ha OCTAaTOK INyTaMUHOBOW KMUCNOTbI B 6-1 NO3MLMM aMUHOKUCNIOTHOM
nocnenoBaTenbHOCTY B-Lenu.

0 Fomo3uroTel (HbSS) Bcerna nmetot npusHaku 3abonesanus. Y reteposvrot (HbAS) 40-50%
HbS, kak npaBnno, y H1Ux 3abonesaHne npoTekaeT 6E€CCMMMNTOMHO [0 HACTYMNEHUS TAXENOro
aHOKCUYecKoro (rMnoKCUYeckoro) CocTosiHUS. Takyto pasHOBMOHOCTb 60NE3HN Ha3biBaKOT
CeprnoBMOHO-KNETOYHOM aHoOMannen aputTpoumnTtoB. EE reorpadpuryeckoe pacnpeneneHme
CBSI3aHO C pacrnpocTpaHeHneM manapuu, BbidbiBaeMmon Plasmodium falciparum. Hocutenu reHa
CEepnoBUAHO-KNETOYHOM aHOMannm oT Mansapun 3almileHsbi.

0 CepnosuaHas hopma apuTpoUUTOB — pe3ybTat NonnMMepmnsaumm eoKCUreHMPOBaHHbIX
Monekyn HbS, B TakoM COCTOSIHMM OHM CKNaablBaOTCS 0COObIM NMMHERHBIM CMOCOOOM.
CepnoBuaHyto TpaHCOpPMaLMO KPacHbIX KPOBSIHbIX TeNew, BbISBNSAIOT in vitro npy nobasneHnm
K KPOBW BOCCTaHaB/MBawlero (OTHMMalLWero KMcnopoa) BewecTsa.

0 CuMnToMaTmKa NosiBNSIeTCS Y roOMO3UroT yXe B 6-MecsiyHOM Bo3pacTe. PassuBaroTcs
XPOHUYecKas reMonMTuyeckas aHemMusi U peunamsmpyowme 60ne3HeHHble KpU3bl, CBA3aHHbIE
C OKKJTI031ei MeNKNX COCyA0B CEPrnOBUAHBIMM 3PUTPOLIMTAMU, ULEMMEN TKAHE 1
MHpapkTamu. Haule apyrux 6biBatoT NopaxeHbl NeYeHb, cene3éHka, KocTu, Nérkue, ronoBHOw
MO3r 1 ceTyaTka rnas. Passutne Kpr3oB MOXET OblTb CMPOBOLIMPOBAHO UHADEKLNSIMU,
hU3nyeckoii Harpyskoi, 06e3BoxmBaHmem n 6epeMeHHOCTbI0. CnneHoMeranus BO3HUKaeT B
paHHeM AeTckoM Bo3pacTe. [o3aHee NoOBTOPHbIE KPK3bl C MHPAPKTaMU Cene3éHky NpuBoasT
K €€ aTpodmu ¢ BbIK/IIOYEHUEM (OYHKUMIA. Takme nuua noaBepXeHbl TSXENbIM HakTepranbH
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bIM MHPEKLNSAM
, 0COOEHHO pPecnMpaTopHbIM, Y HAX MOTYT Pa3BUTbCS CENTULEMUS, MEHUHTUT N OCTEOMUENNT.
Taxénasa nHdpekumsi cnocobHa NPMBOANTL K FMNONNA3UN KOCTHOrO MO3ra (annacTnu4eckomy

Kpwu3y).

0 3ameHa BHYTPEHHUX aMUHOKUCNOT BO3MOXHA Npu TPEX rpynnax 3abonesaHuii.

0 AHeMum ¢ HecTabunbHbIM remMor nobnHom — camast bonbwas rpynna. lMpn 3ameHe
aMUHOKUCNOTHbIX OCTATKOB NPOUCX0AUT NOBPEXAEHUE MecTa NpuKpeneHns rema.
HecTtabunbHblil remor nobuvH NoaBepXeH AeHaTypaunn, B 9puTpoLmMTax BUOHbI TenbLa
XanHua.

0 HbM-BapuaHTbl NpeacTaBneHbl BPOXAEHHON MeTreMor nobuHemmein. XapakTepeH LnMaHos
TKaHel BCnencTBue HecnocobHOCTN MeTreMor nobrnHa cBa3biBaTh KUCNOPOL.

¢ F'eMornobuHbl ¢ N3MEHEHHbLIMK CBOMCTBaMU B OONbLUIMHCTBE cny4daes C/IUWKOM NPO4HO
CBA3bIBAKOT KMUCNopon, 4To NpmuBoanT K I'IOCHG,D,yIOI.LI,GVI FMMOKCUN TKaHEN w ApnUTPOLNTO3Y.

(& Dpenanouut
._' (CWOBWJJ‘INVI 3pUTPOLIMT)

-
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CepI'IOBVI,D,HOKHETO‘-IHaSI aHeMus. OKpaCKa no PomaHoBcKOMYy-TI nm3e
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n HTepeCHble CTaTbWn:

1) 3agepxka BHyTpUyTpobHOro pocTta

2) [MrMeHTHbIN HEeBYC

3) [NnockoknetoyHas nanunnoma n KeparoakaHtoma
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