LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

Tanaccemusa

KnuHnueckune pekomeHdaumn MmHsapasa Poccuu - B3pocnble, AeTu - pefakums 2025 r., ctatyc «MpumensaeTcsa» Ha 04.11.2026 - MKB-10:
D56.0, D561, D56.2, D56.3, D56.4, D56.8, D56.9 - Poccuickoe 06LuecTBO AETCKUX OHKOMOrOB 1 reMaTonoros, ACcoLmaumns COAeNCTBUSA
Pa3BUTUIO FreMaTonorun, TPaHcdy3mnoNorMm n TpaHcnIaHTaLmm KOCTHOro Mo3ra “HalmroHanbHoe remaTonornyeckoe obLwecTso”

Tanaccemus — HacneacTBeHHas rpynna reMornobuHONaTU C HapyLUeHWEM CUHTE3a OHOW MU HECKONbKUX
rMOBUHOBBIX Lienem U reMoNUTUYECKON aHeMMen pasnnuyHoON TEXeCTU. PekoMeHaaLmsa nocesLleHa
NOATBEPXAEHMIO ANarHO3a, pa3rpaHNYEHNIO TPaHCPY3MOHHO-3aBUCUMBIX 1 TPAHCPY3MOHHO-HE3aBUCUMbIX QOPM,
NPOGUNaKTUKE NePErpy3ku Xene3om 1 NOXNM3HEHHOMY HabIoAEHWIO.

naBHOe

+ Tanaccemuio NOAO3PEBaIOT MPU MMNOXPOMUKM U MUKPOLMTO3E; ANarHO3 NOATBEPXKAAIOT OTCYTCTBMEM AeduumTa
Xenesa, UaMeHeHeM PpakLLMn reMornobrHa U MONeKynApHO-reHeTUYECKUM UCCeA0BaHMEM MOBUHOBBIX FEHOB.

Mpw Hanuunn 4 n 6onee 6annos Gopma OTHOCUTCH K TPAHCPY3NOHHO-3aBUCUMOW: aHEMUA 2-3 CTeNeHW 40 2-
NEeTHEero Bo3pacTa, BNNSHME aHEeMUK Ha KaueCTBO XU3HW, cpeaHerofoBov 6a30Bbin Hb <70 r/n, BolpaxeHHas
renartocnneHomeranus 6onee 5 cM HuXe kKpas pebepHom Oyru, 3aaepxka Gpuanyeckoro pas3sutus Huxke 10
LLeHTUNS, YaCTble MHTEPKYPPEHTHbIE MHPeKUMK. Mpn MeHee 4 6annax GopmMy OTHOCAT K TH3T.

HocuTenu TanaccemMmu, nauneHTbl C Manow B-TanaccemMmen n a-Tanaccemmen C MMHUMasbHbIMU NPOSIBNEHUSIMA
neyYeHns He TpebytoT; pekoMeHA0BaH 300P0BbI 06Pa3 XU3HW.

OCHOBHble JONTOCPOYHbIE PUCKM — NEpPErpy3ka Xene3oM, CEpAEYHbIE, MEYEHOUHBIE 1 SHAOKPUHHbBIE OCNOXHEHMS,
MHbEKLLW, OCTEONOPO3, HapYLWEHUs POCTa, CNyXa, 3peHUs U QYHKLMM NOYEK; X BbISBNSIOT CUCTEMATUYECKM.

Mpwn T3T perynsapHble nepennuBaHng NPOBOAAT O6bIYHO Kaxable 2-5 Hefenb, NoaaepXmBas NPeaTPaHCOY3MOHHbIN
Hb Bbie 90-105 r/n; UCNOMb3yOT MHAMBMAYANBHO NOAOOPAHHYIO NENKOAENTeTUPOBAHHY!IO, a A8 MPOrpaMMHOM
Tepanum — Takke 06/1y4eHHYI0 SPUTPOLIUTHYIO B3BECH.

XenaTopHyo Tepanuio AedepaspoKCOM HAUNHAIOT C 2 NeT Npw NEPErpy3Ke XeNne3oM n/nnm KOHLEHTpaLmm
xenesa B neyeHu >7 Mr/r cyxoro sewectsa npu T3T nnbo >5 mr/r npu TH3T.

OunarHocTuka

1. Cobpatb xanobbl Ha 611eJHOCTb, CNaboCTb M YTOMNAEMOCTb, YTOUHUTL 3a4ePXKY PU3NUECKOro pa3BUTHS,
anneTuT, yBeNnYeHne CEeNne3eHKn 1 neyeHn, a Takxe cemMelHblii aHamHes. [Npu OTCYTCTBUM Pe3yNbTaToB CKPUHMHIa
obCrnenosaTh poanTenen, BKoYas KonMyeCTBEHHOE onpeaeneHne dpakumnn remornobuHa (YOA 5, YYP C).

2.T1poBeCTN OCMOTP C OLLEHKOW OBLLEro COCTOAHUS, POCTa, MaCChl TENa, OKPYXXHOCTU FOMOBbI, BTOPUYHbIX MOMOBbIX
MPU3HaKOB, MPW3HaKOB aHEMWUM, PA3MEPOB NeYEHW 1 CENe3eHKN, KOCTHbIX AepOopMaLLMit 1 MPU3HAKOB 3a0EPXKU
passutua (YOO 5, YYPC).

3. BbIMONHWUTL pasBepHyTbI O6LLMI aHaNN3 KPOBK U MUKPOCKOMUIO Ma3Ka: oLeHUTb Hb, MCV, MCH, M1KpoLMTO3,
MUNOXPOMMIO, aHW30LWMTO3, MOMKMUMIOLMTOS, MULLEHEBUAHBIE KNEeTKU U HopMobnacTsl (YOO 5, YYP C).

4. ViccnenoBaTb OBMeEH xenesa — GeppUTHH, Xene3ocBsA3bIBatoLLyt0 CMOCOBHOCTb, TPaHCHEPPUH U HACbILLEHWE
TpaHChepprnHa Xene3om — 1 0AHOBPEMEHHO OLLEHWUTb NoKa3aTenu reMonm3a, GyHKLMM neveHn n nodek (YOO 5,
YYPC).

5. OnpenenuTb Gpakumm reMornobnHa MeTOA0M KarnuinapHOro a1ekTpodopesa U BbICOKOIPGHEKTUBHON
XMIOKOCTHOM XpOMaTOrpadum B LeNsX yCTaHOBNEHUA U anddepeHumaumm avarHosa (YOO 5, YYP C).

6. [poBeCTN MONEKyNAPHO-reHeTUYECKoe UccnenoBaHme rMoBUHOBbLIX F@HOB C MOMCKOM TOYEYHBIX MyTaLLMi,
AeneLui 1 BCTaBOK, XenaTernbHO UCCeaoBaTb 06a a-rNo6VMHOBLIX reHa v B-rnobuHossii reH (YOO 3, YYP B).

7.Tpy nabopaTopHbIX MapKepax TKaHeBOW Neperpy3Kku Xene3om BoinonHUTbL MPT neyeHn 1 cepaLua B pexunme T2%, a
Npw ycTaHoBAeHHOM Tanaccemum — Y3W nedenm 1 cenesexky (YOO 1-5, YYP B-C).

NeueHue

« [1na BCex nauyeHTOoB Ha3HayvatoT 340POBbIM 06pa3s XMU3HW: COanaHCMPOBaHHOE NMUTaHWe, GU3NYECKYIO aKTUBHOCTb
6€3 y4acTus B COPEBHOBAHMAX M OTKA3 OT KyPEHMs, ankorons u TokcudHbix Betects (YOO 3, YYP B).
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« Mpu TH3T nepenvBaHue apuTPoLMTOB NPOBOAAT Npu Hb <60 r/n, a Takxe npy nHEKLMM, onepaumm,
6epeMeHHOCTH, BbipaXeHHOW 3alepXKe POCTa, NEroYHOM rmnepTeH3nn, CepaeyHon HeOCTaTOYHOCT!,
CKITOHHOCTM K TPOMB03aM WU TAXENbIX KOCTHbBIX AedOopMaLLmnsx (vyOa 5, YYPC).

Mpwn T3T perynsapHble TpaHchy3um HaumHatoT npu Hb <70 r/n B ABYX aHann3ax c uHTepaanom bonee 2 Hefenb nuéo
npv Hb >70 r/n, ecnu eCTb BbipaXeHHbIe CUMMTOMbI aHEMUK, AieOpMaLIMM NULLEBOMO CKENETa, 3aepXKa pocTa,
naTonorMyeckme nepenoMbl Unn skCcTpaMeaynnsapHbIn remonoss (YOO 5, YYP C).

MporpaMMHyto TpaHCOY3MOHHYIO Tepanuio NPOBOAAT MHAMBUAYANLHO NOAOOPaHHON NENKOAENNETUPOBAHHOM U
06Ny4YEHHON 3PUTPOLMTHOM B3BECHIO 0ObIYHO Kaxdble 2-5 Helenb; 06beM cocTasngeT 20-30 mn/kr, Hb nocne
TpaHcoy3umn — He 6onee 130 r/n, npeaTpaHchy3noHHbIn Hb — Bbiwe 90-105 r/n (YOA 5, YYP C).

[edepasnpokc Ha3HauatoT NaLMeHTaM cTapLle 2 neT npu n1abopaTtopHON KapTUHE Neperpy3Ku Xenesom u/vnm
KOHLLeHTpaLW xenesa B neveHu >7 Mr/r cyxoro BewecTtsa npu T3T nnéo >5 mr/r npu TH3T (YOO 5, YYP C). Ans
AMCNeprupyemMblx Tabnetok HavanbHas 4o3a — 20 Mr/Kr/cyT BHYTPb, MakcumMansHasa — 40 Mr/Kr/cyT; Ans TabneTok,
MOKPbITHIX MNIEHOYHOM 060104UKON, HayanbHas 4o3a — 14 Mr/Kri/cyT, MakcuManbHaa — 28 Mr/kr/cyT. oy
KOppeKTMPYIOT no depputuny (YOO 1, YYPA).

Ha ¢poHe xenaTopHOWM Tepanum KOHTPONMUPYIOT GEPPUTUH 1 MOoKa3aTeNn obMeHa xenesa kaxasle 3 Mecsua npu
noabope A03bl, 3aTeM Kaxable 6-12 MecALEB; QYHKLMIO MeYeHM U NoYek — Kaxable 2 Hefenu npv noadope A03bl,
3aTeM 1pa3 B 1-3 Mecsua. Mpu CK® <40 Mn/MuH fedepasnpokc npotusonokasaH (YOO 5, YYP C).

Mpw napaBepTebparbHbIX O4arax aKCTpamMeLynIApPHOro KPOBETBOPEHNS Y NaumMeHToB C T3T npuMeHsoT
rmapokcukapbamua 7,5-20 mr/kr/cyT (YOO 5, YYP C). Y B3pocnbix ¢ T3T, Korfaa HEBO3MOXHO NMOAAepXMBaTh
Heob6X0aMMbIV PEXUM TPaHCPY3nK, NycnaTepLenT HauUMHAIOT C 1 MIr/Kr Kaxable 3 Helenu; Npu OTCYTCTBUM OTBETa
Yyepes 6 Heaenb NoBsbiWaoT A0 1,25 Mr/Kr, He Npessiwada 3Ty gosy (YOO 2, YYPB).

« CnneHakTomMuio Npu T3T paccMaTpuBaloT, ECNK exXeroaHasa noTpebHOCTL B TpaHChy3uax Bolpocna B 1,5 pa3a 6e3
APYrov MpuYmMHbI y AeTen Maaalwe 5 neT ee He NPOBOAAT 13-3a NOBbLILEHHOrO prcka cencwca (YOO 4-5, YYP C).

Korpa HanpaBuTb M Kak Ha6nopaTb

- MNocne noaTBepXAeHNs AnarHo3a 1 Bblbopa TakTUKV NepefaTh NaumeHTa no4 HabnoaeHwe rematonora unm
LEeTCKOro OHKOMNOra-remMaTonora rno MecTy X1UTefbCTBa U PaCCMOTPETb BO3MOXHOCTb KOHCY/bTaLun B
denepanbHOM LeHTpe, Creumnanm3npyoweMcs Ha Tanaccemuu.

« MnaHoBag rocnuTann3aLmns Hy>XXHa A8 nepenvMBaHng 3puTPOLIMTHOM B3BeCH, nposeaeHua T CK nnm
obcnenoBaHUd Neperpy3km Xene3oM, ecriv ero Henb3s BbiNoNMHWUTL aMBynaTopHO, HanpumMep npy MPT T2* nog
obLen aHecTe3nen.

+ OKCTPEHHO rOCNUTANU3NPYIOT NPU CepAEYHON HEAOCTATOYHOCTU UMK aPUTMUK, CEMNCUCe, BEHO3HOM
TPOMB03MBO0MU, OCTEOMNOPOTUYECKOM NEPENIOME, XENUHOKaMEHHOM B0Ne3HM NMBO AeKoMMNeHcaLmm
XPOHNYECKOW NeYeHOYHON HEAOCTaTOUYHOCTM.

« [1o ycTaHOBNEHUS KNNMHMYECKOrO PEHOTUMAE NALIMEHTOB HaUNHasA C 3-MECAYHOrO BO3pacTa HabnoaatoT y
reMaTosiora unm AeTCKOro OHKOMOra-reMaTonora He pexe 0fHOro pasa B MeCsL, KOHTPOMPYS NUTaHue,
WMHpEKLLMW, pa3BUTHE, POCT, HapacTaHWe KOCTHOW MacChl, renaTocrnieHoMeranuio 1 obwmi Hb.

YacTtbie BOMNPOChHI

Kak oTnnunTb TanaccemMmio ot )KeﬂeBOJJ,eCDMLI.MTHOﬁ aHemMumn?

[na TanacceMum xapakTepHbl MUKPOLLUTO3 U FUNOXPOMUS MPU OTCYTCTBUKM AeduLmTa Xenesa no GepputmHy,
TpaHChEPPUHY, Xene30CBA3bIBatOLLEN COCOBHOCTH 1 HACbIWEHMIO TpaHCheppuHa. LoNONHUTENBHO UCCNeayT
dpaKkumm reMornobuHa 1 rnobUHOBbLIE FEHbI.

Korpa nauneHTy ¢ TanacceMmemn Hy>XXHbl perynspHble nepenmBaHna?
Mpw T3T nx HaumHatoT Npu Hb <70 r/n B ABYX aHanu3ax c uHTepBanom 6onee 2 Hegenb nuéo npv Hob >70 r/n npu

KIVHWYECKM 3HaUMMOW aHEMUM, 3a0EePXKE POCTa, KOCTHbIX UBMEHEHWSAX, MePENoMax UM aKCTpaMeaynsapHOM
remonoase. O6bIYHO TpaHCHY3uM NPOBOOAT Kaxable 2-5 Heaenb.

Mpu KaKOM CoaepXaHUy Xene3a HaunHaIOT XeNaTOPHYIO Tepanuio?

Y naumneHToB cTaplue 2 neT Aedepasmpokc HaumHatoT NPy nabopaTopHOM Neperpy3Kke Xene3om v/nnm CoaepxaHmnm
xenesa B nevyeHn >7 Mr/r cyxoro Betlectsa npu T3T nnu >5 Mr/r npy TH3T no gaHHbIM MPT T2*,

Hy>Ha N1 cnneHakToMus Npu yBeNnM4YeHHOM ceneseHke?
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He TOnbKO caM pa3mep ceneseHku onpenenseT nokasanus. MNpu T3T CNNEHIKTOMUIO pacCMaTPUBatOT MpU pocTe
exerogHon NoTpebHOCTU B TpaHCHY3nsx B 1,5 pa3a nocne UCKNoYEHUA annoaHTUTeN, MHOEKLMI U APYrvX NPUYKH; Y
aeten Mnaglle 5 neT onepaumio He NPOBOAAT 13-3a PUCKa cencuca.

Kak yacTo HabnogaTb pebeHka c noo3peHneM Ha TanaccemMmnio?

C 3-MecsH4YHOro Bo3pacTa A0 YCTaHOBNEHWUS KIIMHUYECKOrO GEHOTUNE BU3UTbI K FEMaTONOry Uim AETCKOMY OHKONOry-
reMaTosory NPOBOAAT HE pexe pa3a B MecsL, OLeHMBaIOT pa3BUTHE, POCT, KOCTHYIO MaCCy, pa3Mepbl NeYeHu 1
cenes3eHku, NUTaHune, nHoekLmMn 1 obLmn Hb.

Bbik1MKa cienaHa no TeKCTy pekoMeHAaLIMM 1 He 3aMeHseT ero. MonHbIn oduumanbHbIv TEKCT, KanbKynaTopbl 1 COKPaLLEHHas BEpCHs:
https://wukonacedeHosa.pd/cr/1004-talassemiya. OpuumanbHbI UICTOUHMK: https://cr.minzdrav.gov.ru/preview-cr/1004_1
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