LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

HacneactBeHHbIN chepoumnTO3

KnuHnueckune pekomeHdaumn MmHsapasa Poccuu - B3pocnble, AeTu - pefakums 2025 r., ctatyc «MpumensaeTcsa» Ha 04.11.2026 - MKB-10:
D58.0, D58.8, D58.9 - Poccuiickoe 06LecTBO AETCKMX OHKOSIOrOB 1 reMaTtosioros, ACCoumaLma COAENCTBUSA Pa3BUTUIO FEMaTONOrnm,
TpaHCcdY3nonornm 1 TpaHCNaHTaLmMm KOCTHORO MO3ra “HaLmoHanbHOe reMaTonormyeckoe obLecTso”

HacrnencTBeHHbIN ChepoLmMTo3 — HaceACTBEHHas reMOIMTUYeckas aHeMus 13-3a aedektTa MemMopaHbl
3PUTPOLIUTOB C 06Pa30BaHEM CHEPOLMTOB; TEUEHME BapbUPyET OT 6ECCMMITOMHOrO A0 TSXENOro. [maBHoe B
npakTVKe — NoATBEPANTL FEMON3 U MEMBPaHHbIN 1eDEKT IPUTPOLLUTOB, OLLEHUTb TAXECTb, BbISBNATbL
XeNUHOKaMEHHYIO 60Me3Hb 1 Neperpy3Ky Xene3oM, BOBPEMS pellaTh BOMPOC O TpaHCPY3uax, GoNmMeBorn KUCIoTe
1 CNNEHIKTOMUM.

FnaBHOe

« OCHOBHble xanobbl npu HC: xenTyxa, UaMeHeHve LLBeTa MoYK, 6rieJHOCTb; MPU TAXENbIX CNydasax — yBenuyeHne
XMBOTa. BO3pacT nosBneHuns xanob BapbMpyeT OT NepPBbIX CYTOK XM3HM 0 rMy6oKo B3pocnoro sospacta. YYP C,
yons.

* B OAK npu HC xapakTepHbl peT1kynoumTos Ret =80 x 109/n, Ret/IRF >7,7, nosbiweHne MCHC, HopManbHbI Unn
pexe CHuxeHHbIn MCV; B Maske — COepOoLUTbI, MUKPOLIMTO3, TMNEPXPOMUSA, aHMU30- 1 nonkunoumnTos. YYP C, YOO 5.

« CTeneHb TAXeCTH No nabopaTopHbIM KpuTepuam: nerkas — Hb >120 r/nvn Ret/IRF >19; cpeaHsaa — Hb 80-120 r/n,
MicroR »>3,5% v MicroR/Hypo-He >2,5; Taxenaa — Hb <80 r/n, MicroR »>3,5% 1 MicroR/Hypo-He >2,0.

« HopmanbHas oCMOTHYECKas Pe3NCTEHTHOCTb He uckntovaeT HC: oHa 6biBaeT HopMarnbHo y 10-209 naumeHToB U
npv page conyTcTayowmx coctoaHun. YYP C, YO 5.

« OMA-TeCT ncnonb3ytoT angd noarsepxaeHna HC; oH 6bonee nHbopMaTMBEH A9 MOCTaHOBKM AnarHo3a, yem OPJ,
HO Hecneun®UUYeH U MOXET CHUXaTbCS MPU HEKOTOPLIX APYTrMX MEMOBPAHHBIX PACCTPOVCTBAX U B YaCTU Cryyaes
ayTOMMMYHHOW remonuTuyeckon aHemun. YYP C, YOO 5.

* Y3/ opraHoB 6pIOLLIHOM MONOCTU HYXHO BCeM naumeHTam ¢ HC Ans OLLEeHKM NeYeHn 1 Cene3eHku, nouncka
LOMOMHUTENbHBIX AONEK CeNne3eHKM U AMarHOCTUKM XenyHokameHHon bonesnn. YYP C, YOO 5.

+ MNepen NnaHoOBOW CNIEHaKTOMMEN 0bA3aTeNbHa NOMHAaA BakUMHaLLMA NO HaLoHansHOMY KaneHaapto nnoc
NPOTMB MHEBMOKOKKOBOW, MEHNHMOKOKKOBOW 1 reMO®UIbHON MHOEKLIMM TUMNa B; y HEBaKLIMHUPOBaHHbLIX
CMNMIEH3KTOMMUSA NPOTUBOMNOKAa3aHa 13-3a pucka XuaHeyrpoxatowero cencuca. YYP C, YO 5.

OunarHocTuka

1. HauaTb € Xanob n aHaMHe3a: XenTyxa, TeMHas UM HacbILLEeHHO-XenTas Moya, 6neHOCTb, NPU TAXENOM TeUYeHUN
— YBENMNYEHWE XMBOTA; YTOUHUTL HEOHATAaNbHYIO 3aTAXHYIO UM MHTEHCUBHYIO XENTYXY, CEeMENHbIe CyyYan
XKENTYXW, PaHHEN XenYHoKaMeHHoW 601e3HW, pe3koro nageHus Hb Ha doHe BupycHom nHdekumm,
MepTeopoxadeHua. YYP C, YO 5.

2.TpoBeCcTV OCMOTP: OLLEHWUTb 0bLLEee COCTOSIHNE, POCT M MacCy Tena, NMonoBoe pasBuUTHE No BO3PaCTy, BPOXAEHHbIE
aHOManuu; NanbNMpPoBaTb XMBOT U U3MEPUTb NeYeHb 1 CeNne3eHkKy B CaHTUMETPax Huxe pebepHomn ayru. YYP C,
yons.

3. BoinonHuTh pa3sepHyThit OAK Ha aBTOMaTUYECKOM aHanM3aTope 1 PETUKYNOLNTbI: UCKaTb CHUXEHWe Hb,
nosbiweHne MCHC, HopMarbHbIN 1 CHXKeHHbI MCV, peTukynoumtos Ret =80 x 10%/n u Ret/IRF >7,7.YYPC,yOono
5.

4. OUEHNTb Ma30K KPOBM C MOP@OIOrnei 3puTpoLIMTOB: CPepoLUTbI U ApYre aHOMalbHbIE POPMbI, CPeAHMI
OMaMETP 3PUTPOLIMTOB, MHOEKC CHEPUUHOCTHU, MHOEKC OBANOLMTO3a, KpuByto Mpanc-OxoHca. YYP C, YO 5.

5. poBepnTb BUOXMMWUIO ANS OLLEHKM FEMOMN3a 1 XonecTasa: 06LwMM, CBOBOAHbIV 1 CBA3aHHBIN 6unmMpy6uH, J10I, ACT,
AT, wenouHyto pocoatazy. YYPC, YOO 5.

6. Anga anpdepeHLmansHON AnarHOCTUKK M NOATBEPXAEHWA AMarHO3a BbinonHUTL OPS Ao 1 nocne nHKybaumm u
OMA-TeCT; AONONHUTENbHLIM TECTOM MOXET UCMOMNb30BaTLCA UCCNEefoBaHNE QUNbTPYEMOCTU IPUTPOLMTOB, AS
HC yka3aHbl 3HaveHns 0-0,31en. YYPC, YOO 5.
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7.NGS npuMeHsaoT Ana NoATBepXaeHUs AnarHo3a, OCOOeHHO ecnu NabopaTopHbIE TECTbl HEOAHO3HAUHbI, GeHOTHMN
TAXENnee 0XnaaemMoro, MopdOonorna spuTPOLIMTOB Y pebeHka He cooTeeTcTByeT HC npu 60M1bHOM poanTene unm
OVarHo3 HedceH o cnneraktomun. YYP C, YOO 5.

NeueHue

« [pu cpepHeTsxenoMm 1 Tsxenom HC HasHaualoT QOnMeByIo KUCMOTY 2-5 Mr/cyT Ana npo@unakTuku
MeranobnacTHbIX 1 annactuyeckux kpusos. YYP C, YOO 5.

OpuTpounTCodepxaLlme KOMMOHEHTbI nepenvBatoT Npy Hb <60 r/n; y aeten fo 3 net ¢ TaxensiM HC moryt
TpeboBaTbCH exeMecsayHble TpaHCPy3nm NeNKoaen1eTMPOBaHHON MHAVBUAYANBHO NOA0BPaHHON 3PUTPOLUMTHON
B3Becu. YYPC,YOO5.

MNpu TpaHCdy3MOHHOM 3aBMCMMOCTM MCCNEeyIoT NnapaMmeTpbl MeTabonmnama xenesa; npu nabopaTtopHON KapTrHe
TKaHEBOW Neperpy3ku xene3om, Bknovaa GepputuH >1000 Hr/mn, BbinonHAT MPT T2* neyeHu 1 cepaua ong
ANarHOCTMKM BTOPUYHOro remMoxpomatosa. YYP C, YOO 5.

IMpw TKaHeBOW Neperpys3Ke Xene3oMm y nauneHToB CTapLue 2 NeT Ha3HavaloT Aedepasmpokc: AMcneprupyemMolie
Tabnetku 20 Mr/Kr/cyT BHYTPb C KOppekumer no 5 Mr/kr/cyT Ao 40 Mr/kr/cyT; TabneTku, MOKPbITble MNEHOYHON
obornouykown, 14 Mr/kr/cyT ¢ koppekumer no 3,5 mr/kr/cyt no 28 mr/kr/cyt. YYPC, YOO 5.

CrineHakToMKA nokasaHa npw TaxenomM HC He paHee 3 neT; npu cpeaHeTsaxenoM HC — B 6-12 neT; npu nerkom HC
— MPW KAMHAX XENYHOrO My3blpA C 04HOMOMEHTHOM XOMELMCTSKTOMMEN CTapLUe 6 NET UK NP BbICOKOM
BUNMPYBUHEMMK, PETUKYNOLIMTO3E U HOPManbHOM Hb cTaplue 6 neT Ana npopunakTUKun XenyHOKaMeHHOM
bonesHu. YYPC, YOO 5.

YacTUUHYIO pe3ekLmMio CeneseHKn 1 aHO0BaCKYNSPHYIO OKKKO3MIO CENE3eHKN He PeKOMEHYEeTCH NPOBOANTb:
3pPEKT KPaTKOBPEMEHHbIN, PUCK OCNOXHEHWN Bbicokm. YYP C, YOO 5.

Mpw xenyHokameHHoW 601e3HK y naumeHTa ¢ HC BbINOMHAT xoneunctakTomuio. YYP C, YOO 5.

B3pocrbiM BO BpeMA 1 Nocne CrnneHakTOMUM NPOBOAAT CTaHAAPTHYIO NPOPUIaKTUKy TPOMOO3a renapuHOM 1 ero
NPOW3BO4HbBIMU UMW UHIMBUTOPaMK arperaunm TPoM6ouUMTOB, KpoMe renapuHa. YYP C, YOO 5.

Korpa HanpaBuTb U Kak HabnoaaTb
+ OKCTpEeHHas rocnnTanmaawms HyXxHa npu cCuMnToMax gexkomneHcaumm HC 1 npu oCTpor XMpypruyeckon
naTonorum.

- MNnaHoBasA rocnuTann3aumns nokasaHa Ans AMCrnaHcepHOro 0bcneoBaHms, BKOYas NEPBUYHYIO OMarHOCTUKY
TAXENOW UK CpeaHeTXeNon GOPMbI, A5 NTAHOBOW CNIEH3KTOMUM UM XONELMCTIKTOMUM U NS
3aMeCcTUTeNIbHOM reMOTPaHCHY3MOHHOM Tepanmu.

« OTAenbHbIE MOBOAbI AN SKCTpeHHOl;I rocnnTanm3aunn: cepaedHad HeoCTaToO4YHOCTb, HapyLweHna pUuTMa, Cencuc,
B TOM YucCne nocne CrfieHakKToMmnn, BEHO3HadA TpOM603M6OI‘IVI9|, Xen4yHokameHHas 60M1e3Hb, OCTpad nevyeHo4YHad
HEeOOCTaTOYHOCTb NPU LLUPPO3€E NN BUPYCHOM renaTtuTe.

- Mocne noaTeepXxaeHna onarHo3a m Bbl60pa TaKTUKN NaumMeHTa nepenaroT noa AMHaMmyeckoe HabnwaeHve
reMaTosniora no MecTy XUTENbCTBA, TakxXe HeobxoaMMo paccMOTPETb BO3MOXHOCTb KOHCYINMbTauui B O4HOM 13
CDeﬂepaﬂbelX LLEHTPOB, OKa3blBalOWMX Creunanm3mpoBaHHyo NOMOLLL NaleHTaM C HC.

- Bbinncka Bo3MOXHa nocne perpecca CMMNTOMOB AEKOMMNEHCALLUN aHEMUM, YNYULLEHWUS) COCTOSIHUSE M OKOHYaHWSA
obcnenoBaHus.

YacTble BOonpochl

Kakve aHanu3bl noaTBepXAaoT HacneacTBEHHbIN chepounTos?

[narHos onupaeTcs Ha KIMHKKY 1 nabopaTopHble AaHHble: OAK € peTuKynoumMTamMu, Ma3ok KpoBu C Mopdoiormen
3PUTPOLIMTOB, BUOXMMUYEcKme NpuaHaku remonmsa, OP3 n OMA-TecT. NGS noaTeepxaaeT AMarHo3, 0CO6eHHO npu
HeOAHO3HauYHbIX pe3ynbTaTax U ecrv AnarHo3 HEACEH A0 CMNEHIKTOMUM.

MoxeT nn HOpMaJsibHad oCMOTUYeCKada pe3MCTEHTHOCTb UCK/TIOYUTDb HC?

HeT. HopmanbHas OPO BcTpeuaeTca y 10-209% naumneHTos ¢ HC 1 BO3MOXHa npu eduumTe xenesa, 06TypauroHHON
XenTyxe, BOCCTaHOBMNEHUM NOCNE annacTUYecKoro Kpu3a v Apyrux COCTOAHUAX.

Korpa npn HC nepenuBaTb apUTPOLUTHI?
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TpaHChy3nn apUTPOLIUTCOOEPKALLMX KOMMOHEHTOB NOKa3aHbl Npy CHWXeHu Hb MmeHee 60 r/n. Y neten no 3 netc
TSXENon GopMOor MOryT NMOHaA0BUTLCSH eXeMeCaYHbIe NepenMBaHnsa NenkoaenneTMpoBaHHOM UHAMBUOYaTbHO
noao6paHHON 3PUTPOLIMTHOW B3BECH.

KoMy 1 Korpaa nokasaHa CrnneHaKToMus Npu HacneacTBeHHOM chepountose?
Mpw Taxxenon opme — He paHee 3 NeT, Npu cpeaHeTaxenon — B 6-12 net. MNpw nerkon Gopme — crtaplue 6 neT npu

KaMHSX XeYHOr 0 My3blps C OAHOMOMEHTHOW XONELMCTIKTOMUEN UMW MPK BbICOKOW BUNUPYBUHEMUN,
PETUKYNOLMTO3E 1 HopManbHOM Hb A58 NpodunakTUKm XXendHoKaMeHHON 60ne3HM.

Kak HabnioaaTb nauueHTa c HC?

[eTn c nerkon n cpegHeTsxenon Gopmor HabnaaTca y remaTonora 1 pa3 B rof, C Taxenon — exemecayHo. o 18
NET XEeroAHo BbIMOMHAT pa3sepHyThint OAK € peTukynoumtamu, Y3 6polHOM MONOCTH 1 MPU OTCYTCTBUM Tepanum

$ONMMEBOW KNCNOTON KOHTPONMUPYIOT €€ YPOBEHb; B3POC/IbIM CO CPEAHETAXENON UK TAXeNon GOpPMOn 1 nocne
CNNEH3aKTOMUM exxerofHo genatot Y3W, a TpaHCchy3MoHHO-3aBUCUMbBIM — deppUTUH 1 HTX.

BbIXu1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbI TEKCT, KabKyNATOPbI 1 COKPaLLEéHHaa BepCusa:
https://wkonaceyeHoBa.pd/cr/954-nasledstvennyj-sferocitoz. OpuLmManbHbIM UICTOYHKUK: https://cr.minzdrav.gov.ru/preview-cr/954_1
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