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HE®PUTA, COYETAIOLLMNNCA C NOPAXXEHUEM KOCTHOIO MO3rA
(AMNACTUYECKAA AHEMUA)
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'Poccuiickas fetckana KnmHudeckaa 6onbHuua (PAKB) — dunmnan OrAQY BO PHUMY um. H.U. NMuporosa MuH3gpaea
Poccun, Mocksa
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AKTYAJIbHOCTb. Annactuyeckasa aHemuss — pegkoe 3aboneaHne cmctembl KpoBu. MpoaBnaeTca NaHUMTONEHNeR, anna-
31el KOCTHOrO MO3ra, CBA3aHHOW C HapyLleHNeM UMMYHHbIX MEXaHU3MOB PerynaumMm KpoBeTBOPEHUA, KOMNYECTBEHHbIM
fedrymTom n dyHKUMOHaNbHbIMK fedeKTaMn reMomno3TYecknx CTBOMOBbLIX KneToK. AA pa3BuBaeTcA B pe3synbTaTe noga-
BNeHUA nponudepaLmm reMono3TNYECKUX KNeTok-npeawecTBeHHNL, akTMBMPOBaHHbIMU T-numdoLmMTamMmm 1 ecTecTBEHHbI-
MU Kunnepamu. AyTOMMMYHHbI reHe3 aniacTMyeckon aHeMmnn Npu Hanmumy nogTeepaeHHoro anarHo3a CKB He Bbi3biBaeT
COMHEHUM.

MATEPUAJIbl U METOADbI. leBouka X, OT 2-11 6epeMeHHOCTU, OT NePBbIX CPOUHbBIX CAMOCTOATENbHBIX POAOoB. [Jo roga ncu-
XOMOTOPHOE pa3BUTUE MO BO3pacTy. Bnepsble xanobbl Ha CHKeHKe akTUBHOCTY pebeHKa, 3aiepKKy MOTOPHOIO pa3BUTUA
noABMIKCb B Bo3pacTe 9 MmecALeB. B Bo3pacTte 1 roga — perpecc MOTopHbIX GYHKLWIA, yCTaHOBNEH AnarHo3: «3Huedanona-
TMA CMeLaHHOro reHesa, cuHgpom LM (cnactnyeckun TeTpanapes)».

B Bo3pacTe 7 net, nocne OPBW, npu ob6cnefoBaHum: nefikoumntos, TPoMOoLUTO3, r’MnonpoTeMHeEMIs, rMnoanbbyMmmHemms,
runepxonectepmHemMus, a3oTeMus, MPOTENHYPUA, remMaTypua. YcTaHoBneH anarHo3s: «OcTpbii rnomepynoHedpuT, HedpoTu-
yecknii cuHgpom». Mpwn rocnutanusaumm B GeaepanbHbii LeHTp ana seprndurKkalumm ArarHo3a nposefeHa Heppobuoncus,
no pesynbratam KoTopow mopdonornyeckas KapTvHa COOTBETCTBOBasia Me3aHrMOKanuaiAapHOMY rnomepynoHebpuTy
(lupus-HedpuTy V Knacca), ceponoruyecku HeraTusHomy. B Bo3pacTte 14 neT y nauMeHTKN BnepBble BbiAiBNIEHa NaHLuTone-
HuA. o faHHbIM 06CcnefoBaHNA: annacTUYeCcKnii KOCTHbIN Mo3r, MHI-KNoH He o6HapyxeH, 9b-TecT — oTpuuaTtenbHbIi, re-
HeTuYecKne aHOManmm He obHapy»keHbl, TpenaHobroncKa-aniasna KPOBETBOPEHMA. YCTaHOBNEH AnarHo3 «Annactnyeckas
aHemus, cBepxTaxenaa popmay. NpoBefeH Kypc nMmyHocynpeccusHon Tepanmum ATTAM B KOMOUHaUMy € MHTMOUTOpamMm
KanbUMHeBpPVHa, CTUMynALWen HelTponoa3a npenapatamu G-CSF. femaTtonormnyecknin oTBeT He AOCTUTHYT, C yUETOM TAXe-
NON ConyTCTBYIOLLEN NAaTONOrMN eANHCTBEHHbIM METOLOM JleUeHUs ABNANACb ayioreHHasa TpaHCMIaHTauua reMonoatuye-
CKUNX CTBOJIOBbIX KNeTok. KoHanunoHuposaHue nepeg TITCK Bkatouano: TAO 2 rpen, TumornobynuH, dnynapabuH, menbda-
naH, unknopocdamug. B kauectse ncrouHmka N'CK 6binm ncnonb3oBaHbl MOOMNN3MPOBaHHbIE Nepudepuryeckre CTBONOBbIE
KNeTKn oT NOAHOCTbio coBmecTumoro (10/10) HepoacTBeHHOro goHopa. BocctaHoBneHne remonoasa Ha +19 cyTku ot an-
no-TICK. B nocTTpaHcnnaHTaLuMoHHOM nepuofe: TaxKerble UHGEKLMOHHO-TOKCUYECKME Y UMMYHHbIE OCIIOXHeHKA: opoda-
PUHreanbHbI MyKO3WT, IBYCTOPOHHAA NONMCerMeHTapHAA MHEBMOHUSA, pecnupaTopHbIi gnuctpecc-cuHapom, TMA, ageHo-
Bupemus, UMB-supemusa, HHV-6 sBupemunsa, o0.PTIMX nHtectnHanbHas ¢opma.

O6L M XMMepPU3M OCTaBanca NOTHOCTbIO AOHOPCKUM.

YXyflieHne COCTOAHNA OTMeYeHO Ha +177 CyTKW: NosABNeHue repneTnyeckon cbinu Ha rybax, ¢ peakTnBauuen MHTeCTU-
HanbHol ¢dopmbl PTIX. 3aTeM npucoegnHunach annatayMoHHasa KapaMomMmuonaTna, HaanoYeuHKoBasa HeOCTaTOUYHOCTb,
rmnodyHKUMA TpaHCniaHTaTa ¢ TPaHCPY3MOHHONM 3aBUCUMOCTbIO. B ncxoae naHUMTONEHMM CeNCUC, NPUBEALNIA K CMepTU
naumneHTKN.

OBCYMXAEHUE. [laHHbIN KNMHWYECKNIA ciyda — npumep arpeccusHoro TeueHua CKB, nprBefLwen K pa3BUTHIO OCNOXHe-
HWIA: XPOHMYeCKniA rnomepynoHedpuTt, npuobpeTeHHas annactnyeckaa aHemusa. TKM — meTop neyeHus, CnocobHbIn AaTb
naumeHTam rofbl XU3HU 1 YMeHblUeHne arpeccuBHocTn nposasneHnint CKB. MporHo3 takoro 3aboneBaHua GnaronpuATeH
TONbKO MpW TWATeNbHOW Kypauuun naumneHTa, NpaBuibHO Nofo6paHHOM MMMYHOCYNPECCMBHOM, MPOTUBOMUKPOOHON, Co-
NpPoBOAWTENbHON Tepanun 1 peabunmtaymm.
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