LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

NMapokcuaManbHaa HoYHasi reMorno6uMHypus

KnuHnueckune pekomeHdaumn MuHsapasa Poccuu - B3pocnble, AeTH - pefakums 2024 ., ctatyc «[pumeHsaeTcsa» Ha 04.11.2026 - MKB-10:
D59.5 - HaunoHanbHoe remaTtonormnyeckoe obuecTso, HauroHanbHoe obLweCcTBO AETCKMX FreMaToNoroB, OHKONOros, AccoLmaums
CneLmancToB 1 opraHu3auui nabopaTopHoW cryx6tbl «PefepaLms nabopaTopHON MeANLMHbI»

Mapokcu3ManbHas HouHasi FeMornobuHypus — pefkoe NpuobpeTEHHOE KNoHanbHoe 3aboneBaHve KPoBu C
BHYTPUCOCYANCTbIM FEMO/IM30M, KOCTHOMO3I0BOW AUCHYHKLLMEN U BbICOKUM PUCKOM TPOMBO30B 1 OpraHHbIX
OCNOXHEHWNW. [TpakTuyecku rnaBHoe — noaTeepanThb MHIM-KNOH NPOTOYHOM LIUTOMETPUEN, OLLEHUTL aKTUBHOCTb
reMonun3a 1 OCMoXHeHWs, BOBPeMSst HauaTb MHMMBUTOP KOMMIEMEHTa NPWY akTUBHOM reMONn3e U KIMMHUYECKNX
rnokasaHusx.

FnaBHOe

» Anarnoa MHI" cTaBaT npu coveTaHUu KNMHUKO-NabopaToOpPHOM KapTUHbI BHYTPUCOCYAMCTOrO reMonn3a m
BbIiBNeHuA MNHI-KNoHa B nepudeprnyeckon KposmM METOAOM MPOTOYHOW LUTOMETPUN C PACLLUMPEHHOW NaHeNbto,
Bktoyas FLAER.

3anono3puTb MHI HYXHO NpW BHYTPUCOCYANCTOM reMonn3e, 0CO6EeHHO eCnu eCTb MMNOXPOMHaA/MUKPOLIMTapHas

aHemus, abAoMUHaNbHble 601, Ancdarus, TPOM603bl, HEUTPO- UM TPOMOOLIUTONEHUS; OTAENbHBIN KPacHbIM dnar
— TPOMB603bl peaKuX NoKanusaumnn: cuHapomM bapaa-Kvapwu, nopTanbHas CUCTeMa, BEHO3HbIE CUHYCbl MO3ra, BEHbI

KOXM.

McTopuyeckune Npobbl Xema 1 XapTMaHa MMEIOT NULLb UCTOPUYECKOe 3HaUYeHWE 1 B HACTOsILLEE BPEMS HEe
PEKOMEHYIOTCS K MPUMEHEHMIO; CTaHAapT — oueHka GPIl-CBA3aHHbIX 6€1KOB Ha 3pUTPOLUTaX, HENTpodunax 1
MOHOLMTaX METOAOM MPOTOYHOM LIUTOMETPUN.

[ns akTMBHOMO BHYTPUCOCYOUCTOrO FreMO/M3a XapakTepHbl noBbilweHwne NI, HenpsaMoro 6unmpybuHa u
CBOBOAHOr0 reMor106mHa nnasmsbl, CHUXXKEHWE ranTornobuHa 1 reMOCUAEPUHYPUSA.

Okynu3ymab nokasaH npu MNMHIN ¢ akTMBHbBIM BHYTPUCOCYAMCTBIM remonm3oM — J1AI >1,5 BepxHen rpaHunLLbl HOPpMbl —
€CNM eCTb TPOMOO3bl B aHaMHe3e, TpaHCHY3MOHHasA 3aBUCUMOCTb, BbICOKasA aKTUBHOCTb 60ME3HM C CUMNTOMaMM
rNaaKOMbILLEYHOW OUCTOHUK UK MOPaXeHne noyek, cBasaHHoe ¢ remonuaom. YYP A, YO 2.

. I‘Iepe,u 3KynV]3YMa6OM HY>XHa BakL/HaUnA NpoTB MEHNHITOKOKKa MUHUMYM 3a 2 Hefenu; ecnu neyeHne HaumHaoT
paHblle, Ha3Ha4akoT I'IpO(DI/IJ'IaKTl/I\-leCKYPO aHTM6aKTepmaany+o Tepanuto.

OunarHocTuka

1. Ha nepBoM Luare OLLeHWTb Xanobbl  aHaMHe3: CNaboCTb, YTOMMISIEMOCTb, OAbILLKA, TAXMKaPAMUS, XenTyxa, TEMHas
MOuYa; yXy[LUEeHMe YacTO CBA3aHO C reMONUTUYECKUM KPU3OM, KOTOPbIN MOXET MPOBOLLMPOBATLCA MHDEKLMAMM.

2. V\ckaTb CUMMTOMbI OCNOXHEHWI: TPOMB0O3bl, 0COBEHHO HEOBBLIYHOW NOKanM3aLmm; NPU3HaKky rnagKkoMblLEeYHON
OVCTOHUK — ancdarus, cnasm NUweBoaa, abAoMUHanNbHble 60NN, 3PEKTUNbHAA ANCOYHKLMS; OOBILLKY Kak
BO3MOXHbIV MPU3HaK NErOYHOM r’MNepTeH3NN.

3. BceM naumeHTam ¢ nogo3penunem Ha MNHI nnu Bnepsble yCTaHOBNEHHbIM AnarHo30M BbinonHUTb OAK,
PEeTUKYNouUmnTbI, Broxmumuto ¢ J1AIN, KpeaTUHUHOM, MOYEBUHOW, BUNMPYBUHOM, GeppuUTUHOM, Xene3dom, OXCC,
CBOB6OAHbBIM FEMOrNTOBMHOM Ma3Mmbl; NPU AOCTYMHOCTU — FanTOrNOBUH; Takke Npamyto Npoby Kyméca n obLimm
aHanu3 Mouu c remocuaepuHom. YYP C, YOO 5.

4. Henpsamon TecT Kym6ca BbIMOMHATE TOMbKO NauMeHTaM, NoyyalollM 3aMeCTUTENBHLIE FEMOTPAHCHY3UM.

5. MoateepanTb MHIM-KNOH NPOTOYHOM LMTOMETPUEN NepudepryecKon KpoBKM C pacLLUMPEHHOW NaHenbLo, BKIKOYas
FLAER; nccnenoBatb HECKOSBKO NMIUHUA — 3PUTPOLLUTLI, HENTPODWITbI U MOHOLLUTI, TaK KakK aHan13 TOMbKO
3PUTPOLIMTOB MOXET UCKaXaTb UCTUHHbIM pa3Mep KIoHa nocne TpaHchy3un nnu remonusa. YYP B, YOO 3.

6. MNMpw BnepBble ycTaHoBneHHOM [MHI MpOBeCTU CKPUHUHI OCMOXHEHWI: Y3 opraHoB 6ptoLLHOM NONoCTH, Y3-
aonnneporpadmio BeH HUXHUX KoHeuHocTen (YYP C, YO 5) v axokapavorpaduio (YYP C, YOO 4).

7.Tpy nopo3perHur Ha MHI™ nnu Bnepsble BbigBNEHHOM MHI-KMOHe BLINONHUTL UCCNeA0BaHWA KOCTHOMO MO3ra —
MWenorpaMMmy, TPENaHoOBbMoNCuo C UMMYHOMMCTOXMMUEN U KapUOTUMN — AN pa3rpaHnyeHns knaccuueckom MNMHM m
dopM, cBsA3aHHbIX ¢ AA, MOC vnu nepsryHbIM MMenodunéposom. YYP C, YOO 5.
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INeueHue

- [MaToreHeTtnyeckad Tepanua npu NHIC ocHoBaHa Ha MHrMBUTOPax KoMMeMeHTa; B PO 3aperncTtpmpoBaHs
3KYn13ymab, paBynn3ymad v NarueTakoniaH.

OKynn3aymab NpUMEHSIOT NPY aKTUBHOM BHYTpPUCOCYAMCTOM remonuae ¢ 1A >1,5 BMH v KMMHU4eckumum
NoKa3aHWAMK: TPOMBO3bl, TPAHCPY3MOHHAS 3aBUCUMOCTb, BbiPaXeHHbIE CUMMTOMbI IMMaAKOMbILLIEYHON ANCTOHUM
WM reMonun3-accoummpoBaHHoe nopaxeHue novek. YYP A, YO 2.

Ecnu Ha perynapHoM akynn3ymabe BO3HUKaET TUMUYHBIM peLMaNBUPYIOLLMIA MPOPLIBHOW reMonu3 3a 1-4 AHA [0
crepytoLLen MHPY3nu, JonyCcTruMa Koppekums pexmma: 1200 Mr kaxable 14 oHew unv cokpalleHue nHTepsana
BBeLeHWda CTaHgapTHOW 0o3bl 900 Mr 0o 12 oHen; anbTepHaTUBa — Nepexon Ha paBynn3ymab.

PaBynun3ymat BBOANTCHA BHYTPUBEHHO C MHTEPBANOM 56 = 7 AHeW; nepexo Ha Hero Takke MoXeT 6biTb 060CHOBaH
y AeTen U Npu OTCYTCTBUKN MO0 KparHe 3aTpyLHEHHOM BEHO3HOM [JOCTYMeE.

[Npu BbIpaXXeHHOM BHECOCYAMCTOM FEeMOMN3e Y NaLMeHTa, NosyYaroLwero akynm3ymat 6onee 6 Mecsues, MOXHO
nepenTy Ha NarLeTakonnaH; nabopaTopHbIE NPW3HaKM TaKoro reMonu3a: NoNoXuTenbHasa npsMas npobda Kymoea,
peTukynoumnTsl >120 ThiC/MKN, HEMPAMOM BUNMPYBUH >1,5 BI'H Npu OTCYTCTBUX MapkepoB BHYTPUCOCYANCTOrO
reMosnu3sa.

Mepen narueTakonnaHoM HyXHa BakunHaLma npoTus Neisseria meningitidis, Streptococcus pneumoniae u
Haemophilus influenzae; ecnu BakuMHaLMW NPOTUB OOHOMO UM HECKONbKMX BO3BYAMTENEN HeT, TpebyeTcH
npogunakTnyeckas aHTubaKTepmanbHas Tepanus.

3aMecTUTerbHble FreMOTPaHCHY 31N MPOBOAAT NP BbIPaXEHHbLIX CUMATOMAX MMMNOKCUM MO MHAVBUOYaNbHbBIM
NoKa3aHWAM; Npu TpaHCHY3MOHHOM 3aBUCMMOCTUW NpeanoyTeHre OTAaoT NenkopenyLmMpoBaHHbIM KOMMNOHEHTaM
KPOBW 1 YUUTLIBAOT PUCK Neperpy3ku xenesom. YYP C, YOO 5.

Mpw oCTpPOM TPOMBO3e NoHOI NoKanM3aLLmm Kak MOXHO BbICTPee HauMHaT aHTUKOaryISHTHYIO Tepanuio;
NpPeanoYTUTENbHBI HU3KOMONEKYNAPHbIE FrenapuHbl B 1e4ebHon o3e — JanTenapuH HaTpus, aHOKCanapuH
HaTpws, HaOpPONapwuH KasnbLMg, NapHanapuH HaTpus, 6emunapuH Hatpud. YYP C, YOO 5.

Korpa HanpaBuTb ¥ KaKk HabnaaTb

« OKCTpeHHasa rocnuTann3aumns nokasaHa npu reMonmTUYeCckoM Kpu3se, TPOMBOTUYECKMX OCNTOXHEHUAX UK
TSXENOM MHDEKLMOHHO-BOCTANMTENbHOM NpoLLecce, BKYas MHEBMOHUIO U CENCUC, OCOBEHHO Y NaLMeHTOoB Ha
naToreHeTUYecKom Tepanuu.

» OCTpbIt TPOM6B03 NGOV NokanusaLumn y naumeHTa ¢ MNHI TpebyeT rocnutan1sauunm 1 HemeaneHHoro Havana
AHTUKOArynAHTHOM Tepanuu.

+ MnaHoBas rocnuMTan13aLms nokasaHa Ans ANCnaHCepHOro 06CneoBaHuWs, BKIOYas NEPBUYHYIO MOCTaHOBKY
AMarHo3a, 1 Ans KOHTPOonst 3GHEKTUBHOCTN MAaTOrEHETUYECKOW Tepanum.

+ MNaHoBO roCNNTaNU3MPYIOT NP COXPaHEHWUW N HAPaCTaHUM TPaHCHY3MOHHOWM 3aBUCUMOCTM 1 NMPU peLmanBax
MPOPLIBHOrO reMosn13a y NauveHToB, PerynsapHO NonyJatoLwmx naToreHeTuYeckoe nedveHve.

« [NaumeHTbl ¢ MHIT 4OMXHbI NOCTOAHHO HAabMtOAaTLCS Y FreMaTonora; YacToTa BU3MTOB MHAMBKUAYaNbHa — OT 3 4o 12
MeCSLLEB, ANCMAHCEPHbI OCMOTP ANF OLLEHKM AMHAMUKN 1 KOPPEKLMN NeYeHNA MPOBOAAT He pexe 1 pa3a B rof.
YYPC,¥OO5.

YacTble BOnpochl

Kakon anann3 noaTeepxpaet MNHC?

MoATeepXaatoLnii TECT — MPOTOYHasA LIUTOMETPUA NeprdepnyecKon Kposu C pacLLMpeHHON NaHenblo, BKoYasn
FLAER. OLeHMBaTb HYXXHO HE TOMbKO 3PUTPOLUTDI, HO 1 HEUTPODUIIBI Y MOHOLLUTSI.

Mpwn Kaknx cumMnToMax Haao ayMaTb o MHI?

MHI cnepyeT noao3pesaTh NP NPU3HaKax BHYTPUCOCYANCTOrO reMornn3a, 0COBEHHO B COMETaHMM C FMNOXPOMHON/

MWKPOLIUTAPHOW aHemMuein, abAoMUHabHbIMY 60naMu, ancharven, LmtoneHen unn Tpoméosamm. OcobeHHo
NOL4O3pUTENbHBI TPOMB03bl NEYEHOUHbBIX BEH, MOPTaIbHOM CUCTEMBI, BEHO3HBIX CUHYCOB MO3rra U BEH KOXM.

Korpa HaunHaTb akynuaymab npu MHI?
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OKynu3ymMab nokasaH npy akTMBHOM BHyTpUcocyancToM remonuae ¢ 1A >1,5 BI'H 1 Hannunm TpoM6030B,
TPaHCPY31OHHOM 3aBUCUMOCTH, BbICOKOM aKTUBHOCTW 60NE3HN C CUMMTOMaMM M1aAKOMbILLIEYHOW AUCTOHUN UMK
nopaxeHusa novek, CBA3aHHOro ¢ remonuaom. YYP A, YO 2.

HY)KHa N BakUunHauuna nepen MHFM6MTOpaMM KoMnnemeHTa?

Mepes aKkynM3yMaboM v paBynM3yMaboM Hy>XHa akTyarbHasi BakLVHALLMSA MPOTUB MEHUHIOKOKKA; Nepes
3KYNM3yMabOoM BaKLMHALWMIO MPOBOAAT MUHUMYM 3a 2 HELENW 10 Hayana Tepanuu, a eCnv Tepanmio HauMHatoT
paHbLLe YeM Yepes 2 Heienu Nnocre BakUMHALLMK, Ha3HaYatloT MPOGUIaKTUYECKYI0 aHTUBaKTepUarbHYO Tepanmio.
Mepen narLeTakonnaHoM TpebyeTcs BakLMHALLMA MPOTUB MEHWHIOKOKKA, MHEBMOKOKKa 1 Haemophilus influenzae.

MoxHO nn neunTb reMonu3 npu MNHIC rnrokokopTUKOMAAMU UMK Kene3om?
MIOKOKOPTUKOWABI HE Ha3HaYakoT ANs KyNMpPOBaHWS BHY TPUCOCYAUCTOrO reMonm3a npu aokasaHHow MHI. MNMpenapaThl

Xenesa He NPUMEHSAIOT NPY M’MNOXPOMHOM aHeMMUK 63 HaAEXHbIX MPU3HaKOB abCoNTHOrO AeduumTa xenesa. YYP C,
yons.

BbIXuMKa caenaHa no TeKCTy pekoMeHAaLUmMmn 1 He 3aMeHseT ero. MonHbI odULManbHbI TEKCT, KabKyNATOPbI 1 COKpaLLéHHaa BepCusa:
https://lwkonaceyeHoBa.pd/cr/695-paroksizmalnaya-nochnaya-gemoglobinuriya. OpuumanbHbIi UICTOUHKK: https://cr.minzdrav.gov.ru/
preview-cr/695_2
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