remornobunonarus H. I'emorno6un H (HbH) coctout u3 4 B-ueneit. OH o4yeHs
HECTOEK, arperupyeT, ¥ NpPH 3TOM pa3BUBaeTCA BbIpaXe€HHas reMOJIMTHYECKas
aHEMHs C T€MOJIM30M 3PUTPOLHUTOB B MaKpo(aruiyeckoii cucreMe Nne4eHU M
ceJIe3eHKH.

3HauuTenbHO Goiiee cnoxeH nmaroreHes -ranaccemuu. [lpu B-TanacceMuu B
CBA3M C HapylEHHEeM CHHTe3a [3-Lienu IioOHHa OKa3bIBaeTCs MHOrO CBOOOMHBIX
o-ueneil. Ecnu 3TH U3ObITOYHBIE LENHM HE BXONAT B COCTaB (ETaNbHOIO reMo-
rno6una (HbF) u remorno6buna A, (HbA,), To oHu HecTabuiIbHBI B pacTBope,
arperupyroT M BHINANAIOT B 0Cafok. DpHUTpouuThl, conepxamue HbF u HbA,,
[OABEPraloTcsa reMonusy. M36bITOYHBIH CHHTE3 O-LenH ABIAETCA TNIaBHOU
npudyuHOd He3(hEeKTHBHOTO 3pHTPOIO33a, 4TO O0OycCnOBIEHO Trubenbio
SpUTPOKAPUOLUTOB B KOCTHOM Mo3re. ['mbens 3pUTPOKapHOIIMTOB KOCTHOTO
Mo3ra HPUBOAMT IpPH TOMO3MIOTHON ¢opme 60Ne3HHM K BEIpaXKEHHOMY
MaJIOKpOBHIO.

Knunuueckue nposgnenus. 'omo3urorsas P-rajacceMus CONpOBOXKIAETCH
3HAYMUTEJNbHBIM YBEIMYEHHEM CEJIe3€HKH, KENTYIIHOCTHIO U CEpOBAaTHIM
OTTEHKOM KOXH M CIM3UCTHIX 000J04eK, BBIpakeHHOH OiexHocThio. Pe3kas
rUNepIasis KpOBETBOPHOrO KOCTHOTO MO3ra NMPUBOJMT K HapyIUIEHHAM CKelieTa
(mouyTH KBajpaTHBIHA Yepernl, YIUIOLIEHHAs NMEPEeHOCHLA, BHICTYNAIOIIME CKYJIBI,
Cy)XeHHe riasHsix weneit). JeTn ¢pusnuecku pa3BUBAIOTCA IUIOXO, Y HUX CHH)KEHA
CONMPOTHUBIAEMOCTb Pa3IHUYHBIM HHOPEKUHSIM, HapyllaeTcs IOJIOBOE pa3BUTHE.
[eTepo3urorHas B-tanacceMus NMpoTekaeT MHOrAa 6ecCUMITOMHO.

KnuHuyeckue NnposBIEHHA O-TalacCeMHH C MOpaK€eHUEM 2 TeHOB, BEPOATHO,
3aBUCAT OT TOTO, KaKMe IeHbl NMOpPaXXeHbl, X MOYTH NONHOCTHIO IOBTOPAIOT
reTepo3uroTHyo P-tanaccemuro. Hepenko obHapyxuBaeTcs yBeludyeHue
ceJle3eHKH, pexe - MEeYeHH.

Kapmuna xposu. Tlpu roMo3uroTHoil P-tamacceMHu CcoIepKaHHE
remorno6una cHuxaercs a0 30-50 r/n. O6HapykxuBaeTcs BhIpaKeHHas
THITOXPOMHS IPUTPOLMTOB; LIBETOBOM mnoka3sartens 0,5 m Hmxe. ComepkaHue
PETUKYJIOLUUTOB MOBBINIEHO, OJHAKO, pa3pa)k€HUe KpPacHOro pocTka HaMHOIO
BeIpaxkeHHee (Hea(dexTuBHBIN 3pUTPONo33). B KoCTHOM Mo3re conxepxaHue
CUAEpo6IacTOB yBEIHUYEHO.

Mopdonoruueckd 3puTPOLMTEl THIOXPOMHBIE, PE3KO BBIPaXXEH aHU30LHMTO3,
4JacTO BbIABJIAIOTCA 3HAUUTENIbHA MULIEHEBUAHOCTh 3PHTPOUUTOB (KOZOLMTBI),
6asoduiabHas nmyHkTyanus. OcMOTHYECKas PE3MCTEHTHOCTh SPHTPOLUTOB
00bIyHO MOBBILIEHA. [ TOMO3UrOTHOM [-TajacceMMM XapaKTepHO MOBLILIEHHE
ypoBHs GuiHpyOHMHa 3a cUeT HENpAMOIO M YBEJHYEHHE 3alacoB ejes3a.
H36bITOuHOE OTNOXEHHE XKeJle3a MPUBOAUT K LUPPO3y HEYEeHH, CaxapHOMY
IHabeTy, KapaMOCKIepo3y M 00yCIOBIHBAaET HeJOPa3BUTHE BTOPHYHBIX MOJIOBBHIX
npusHaxoB. [Ipy reTepo3uroTHoi PB-TajacceMuM reMaToJIOrMYecKHe MOKa3aTeNy
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