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VYHUBEPCUTET AJIb®PAT'AHYCA, TALLIKEHTCKAA MEJIUITUHCKAA
AKAJEMUA U 3-T'KJIB

AHHOmMayus. manaccemuss — Mo 2PYNNA HACIEOCMEEHHbIX 3a00ne8anull,
Xapaxmepuszyouwuxcs HapyueHuem cunmesda 2100UHO8bIX yenei 2emo2ioound. Imo
npUBOOUmM K pa3eumuio anemuu U Opyeum KIUHUYeCKUM NpPOSI8IeHUIM, MAKUM KAK
CNJleHOMe2anus, OMCmasanue 8 pocme, a maxace eunep@eppumuHemust U KOCMHble
oepopmayuu. Jlevenue manaccemuu exmouaem 8 cebs pe2yispHvie NnepeiuéaHus
KpPOBU, NPUMEHEHUe Xelamopos8 xcene3a OJisi YCMPAHeHUs. nepezpysKu Hcene3om, d
makaice MeOUKAMEeHMO3Hble NPenapamol, CMUMYIUpyrouiue cunmes cemo2noouna. B
nocieonue 200bl 0coboe BHUMAaHUe YOensiemcs MpaHCnIaHmMayu KOCMHO20 M032a U
2EHHOU mepanuu, KOmopvle MO2ym PAOUKAILHO UBMEHUMb N0O0X00bl K JeYeHUIO
3a00/1e8aHUs, NO360ISL  YAYUWUMb NPOSHO3 U KAYeCmeo JHCUHU NAYUEHMOB.
Hecmomps na Odocmuodicenuss 6 obaacmu OuacHOCMuKU U JeyeHus, npoorema
manaccemuu ocmaémcsi aKkmyaibHol, 0COOEHHO 8 CMPAHAX C BbICOKUM YPOBHEM
3abonesaemocmu.

Knroueswvie cnosa:Tanaccemus, eemoenobun, anemusi, nepeiuearue Kposu,
Xenamopvi cenesda, MPAHCNIAHMAYUS KOCMHO20 MO032d, 2eHHAs mepanus,
HaciedcmeeHHbvle 3a001e8anUs, leueHue, MAlacCemMu, CKPUHUHE

Tanmaccemust mpeAcTaBisgeT cOOOH HACICACTBEHHOE 3a00JICBaHUE, CBA3aHHOE
C HapyIIeHHEeM CHHTe3a TJI00MHOB, YTO MPUBOJUT K XPOHUYECKOW aHEMHH,
Meperpy3Ke Kene3oM, KOCTHBIM JieopMaIiisM U MHOXKECTBY APYTHX OCIOKHCHHM.
Jleuenne TajmacceMun TpeOyeT KOMIUIEKCHOTO TIOJAXOJa, HampaBJICHHOIO Ha
YCTpaHEHHE CHUMIITOMOB, MPEAOTBPAIEHNE OCIOKHCHHH W YIydllleHHe KadecTBa
YKU3HU MAIMEHTOB. BaKHO OTMETHUTH, YTO JICUCHUE MOKET 3HAUUTEITHHO PA3INIaThCsI
B 3aBUCHMOCTH OT THIA TajacceMuu, (Hopmbl 3a0osieBaHus (Jierkas, CpeaHsis WU

TsDKENas) U HATMYUS OCIIOKHEHUI.
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1. Ocnogenvie memoOwl n1evenus

1. IlepeanBaHue KPpOBH

2. IlepenuBaHue KpOBH SIBJISETCS OJHUM U3 OCHOBOIOJATAIOIINX METO0B
JICYCHHS TAIACCEMHH, OCOOCHHO MpHU THKEIBIX (hopmax 3a0o0jieBaHMs, TAaKUX Kak
TajgacceMusi Maxop. TOT METO/] HalpaBJieH Ha MOBBIIIEHUE YPOBHS TeMOTI001MHA U
YIIYYIIE€HUE IOCTABKU KUCIOPOJa B TKaHH, YTO MTO3BOJISET IPEIOTBPATUTDH PA3BUTHE
AHEMHUH U TUIIOKCHUU.

o Peryasipuocts mnepeauBanmii: [lammedtsl ¢ Tsokenolt  dopmoit
TaJacCeMUU, KaK MpaBuio, TPEOYIOT PEryJspHBIX MEepeIuBaHUN KPOBU, MHOTA JI0
HECKOJbKUX pa3 B Mecsal. C BO3pacToM MOTPEOHOCTh B MEPEIMBAHUSX MOXKET
YBEIUYMBATHCS, TAK KaK OPraHU3M NAlMEHTa CTAHOBUTCS BCE MEHEE CIIOCOOHBIM K
KOMIICHCAINH JePUIIUTa TEMOTJIO0HHA.

o  IIpodaemsl c nepesuBanueM: [Ipo6iemMsl, CBS3aHHBIE C IEpETUBAHUEM
KpOBH, BKJIIOYAIOT PUCK HUH(PEKINH, AIJIEPTUIECKUE PEAKIMU W, YTO HaubOoiee
BaXXHO, TMEperpy3Ky xene3oM. [[s mpenoTBpalieHus] 3TUX OCIOXKHEHHH OOBIUYHO
HCIIOIb3YIOTCS MPENapaThl-XeIaTophl Kele3a.

3. XumuoTepanuss W mpenaparbl I CTUMYJMPOBAHHMS CHHTe3a
reMorJio0uHa

4. Xumuorepamnus U CTUMYJIMPOBAHHE CUHTE3a FeMOIrI00MHA HAIIPaBIeHbI
Ha yJy4YlI€HUWE CUHTE3a HOPMAJIbHBIX (POPM reMOorasoOMHAa U YMEHBUIEHUE TSHKECTH
aHEMUHU.

o  I'mppoxkcumoueBuHa: [UAPOKCMMOYEBHHA SIBIAETCA OJHUM U3
MpenapaToB, UCMOJIb3yEMbIX I CTUMYJISIIIUN CHHTe3a remorioouHna F (dberanpHOro
remMoryioouHa). ITOT mpenapar rmomMoraer nossimaTh ypoBeHb HbF B kpoBwu, uTo, B
CBOIO OYepeIb, MOXKET YaCTMYHO KOMIIEHCHPOBAaTh JA€OUIUT HOPMAIbHOIO
reMorjio0MHa y MalueHToB ¢ 0eTa-TalacceMHeil.

o  JpurponodTuH: [Ipenaparsl, CTUMYyIUPYIOLIUE SPUTPOIIOI3, TAKUE KAK
pexomMOnHaHTHBIN 3puTponodTud (EINO), uHOoraa npuMeHstoTcs A CTUMYIISIUU

BBIPA0OTKHU FpUTpOoLUTOB. OHAKO A3 (PEKTUBHOCTH ATUX MPENapaToB y MAIIMEHTOB C
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TajJjacCeMHUEl orpaHWYeHa, TaK Kak TmpoOiemMa 3aKirovaeTcs B JAePUITUTE
HOPMAaJILHOTO TEMOTJIO0OMHA, @ HE B CAMOM KOJIMYECTBE APUTPOITUTOB.

o  CTumyJsiiusi CHHTE3a reMOrJI00MHA Yepe3 reHHble M3MEeHEeHusi: JTO
MEPCTIEKTUBHBIA TOIXO0JI, BKIIOYAIONIMA HCIOIH30BAHUE TC€HETHYECKUX METOOB,
HAIIPABJICHHBIX HAa AaKTUBAIMI0O TE€HOB, OTBETCTBEHHBIX 32 CHHTE3 HOPMAJIbHOTO
reMOrJI001Ha.

5. JleueHnme neperpysKu KeJ1e30M (xesqaTopbl JKeJie3a)
OmHUM U3 CaMBIX CEPhE3HBIX OCIOKHCHHM, CBSA3aHHBIX C JICUCHUEM TaIaCCEMHH,
SBIIICTCS Meperpy3ka skejae3oM. IlepenBanusi KpoBU, KOTOPhIE HEOOXOIUMBI IS
JCYCHHUS] aHEMWH, TPUBOJAT K HAKOIUICHWIO M30BITKA XKelie3a B OpraHU3Me. JTO
MOXXET BBI3BIBATH TMOBPEXKJCHHUS OPTraHOB, TaKWX KakK cepAle, IeYeHb W
MOJDKEMYI0OUHAs Kenme3a. st yrmpaBiaeHUsT Meperpy3koi jKeIe30M HCTOIb3YIOTCS
MpemnapaThi-XeIaTophl JKeme3a.

o  Jedepokcamun (Desferal): Oto oamn u3 Hambolee CTapbIx
MpPEenapaToB-XelaTopoB Kejie3a, KOTOPbIH BBOAMUTCS IMOAKOXKHO C TOMOIIBIO
WHQPY3UOHHBIX HAcocoB. OH 3(PQEKTUBHO BBIBOAUT KEIE30 M3 OpPraHM3Ma, HO
TpeOyeT MOCTOSHHOTO HCIOJB30BaHUS M MOXKET BBHI3bIBaTh MOOOYHBIE A(D(EKTHI,
TaKHe KaK yIIHAs IOTeps CiryXa.

o  Jledepacuszokc (Exjade) u dedepunpon (Ferriprox): Ity npenapatbl
MIPEICTABIISIIOT COO0M 00JIee COBPEMEHHBIE XENIaTOPHI kKene3a, KOTOPhIE MOTYT OBITh
MPUHATH  OPaJbHO, YTO VYIOPOIIAET WX WCIOJB30BAHWE 110 CPAaBHEHHUIO C
nedepokcamuaom. O6a npemapaTta 3(h(HEKTUBHO BBHIBOAST M30BITOYHOE JKEIE30, HO
OHHM TAaKXE€ UMEIOT PNl MOOOYHBIX d(PPEKTOB, TAKMX KaK MOBPEKICHUS IMOYCK U
MEYCHH, TIOATOMY TPEOYIOT MOCTOSIHHOTO MOHUTOPHHTA.

o  MOHMTOPHUHI YPOBHS KeJjie3a: /[ OlleHKU meperpy3Ku >Kele30M U
3¢ (EKTUBHOCTH JICUCHHUS TAIICHTaM C TaJJaCCEMHUEH PETyJIIPHO TIPOBOAST aHAH3HI,
Takhe Kak H3MEpeHHe YpOBHsA (eppuUTHHA B KPOBHU M IPOBEICHUE MAarHUTHO-
PE30HAHCHOU TOMOTrpaduu [JIsl OIEHKH YPOBHS JKejie3a B TICUCHU U CepIIe.

6. TpaHcnJaHTalUsi KOCTHOrO MO3ra (TPAHCIJIAHTAIIUSL CTBOJIOBBIX
KJIETOK)
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TpanciianTauMss KOCTHOr0 Mo3ra (WIM CTBOJIOBBIX KIETOK)  SIBJISIETCS
€MHCTBEHHBIM METOJIOM, KOTOPBI MOXKET MNPUBECTH K TOJHOMY H3JICUCHUIO
TaJacCeMUU. JTOT METOJ OCHOBAH HA IEPECaKe 3J0POBBIX CTBOJIOBBIX KJIETOK
KOCTHOTO MO3ra OT JOHOpa, 4YTO IIO3BOJISIET BOCCTAHOBUTH HOPMAJIbHOE
KPOBETBOPEHHE U CUHTE3 TeMOrI00MHa.

o  Iokazanusi: TpaHCIUIaHTalMSI KOCTHOT'O MO3ra MOKa3aHa MalMeHTaM C
TsOKENbIMU (popMaMM TaslacceMuu (OeTa-TaiacceMusi Ma)op), KOTOpble HE MOTYT
MOJIIEP>KUBATHCS MEPETUBAHUEM KPOBHU. JTO TaK)Ke MPUMEHSETCS B Clydasx, Koraa
Apyrue MeTOIbl IeUeHUs (Halpumep, IpernapaThl XeIaTophl xkene3a) He 3 eKTUBHBI
WJIU BBI3BIBAIOT TSDKEJbIe TOOOUYHBIE A(D(PEKTHI.

o  IIpouecc: loHOpcKuE CTBOJIOBBIE KIETKHU (4allle BCEro OT pOJACTBEHHOTO
JIOHOPA) BBOJSATCS MAIIMEHTY MMOCII€ MHTEHCUBHOM XUMUOTEPANU, HAIPaBJIECHHON Ha
YHUYTOXKEHUE OOJIbHBIX KIETOK. OJTO IO3BOJIIET TME€PECAKEHHBIM CTBOJIOBBIM
KJIETKaM 3aHOBO HaJIaJUTh HOPMaJIbHOE KPOBETBOPEHHE.

o  Pucku: TpaHcIUulaHTaMsl KOCTHOTO MO3ra CBsi3aHa C BHICOKMUM PUCKOM
OCJIO’)KHEHHM, TAKUX KaK OTTOPKEHUE TPaHCIIaHTaTa, MH()EKIIMOHHbIE 3a001eBaHuUs
U JpYrue peakiiy, BbI3BaHHbIE TPAHCIUIAHTUPOBAHHBIMU KieTKamH. OHAKO MpHU
YCHEIIHON TPaHCIUIAHTALMU MAIIUEHTHl MOTYT OBbITh U3JICYEHBI OT TAJTACCEMUMU.

2. Coepemennsvie no0xo0vl u Hoseluiue 00CHIUNCCHUS

1. T'ennas Tepanusi

2. T'ennas Tepamus mpencTaBisieT cOOOH OJUH M3 CaMbIX MEPCIEKTHBHBIX
METOJIOB JICUEHHS TAJIaCCEMUU, KOTOPBIN MO3BOJISIET UCIIPABUTH ACPEKTHI B T'€HAX,
OTBETCTBEHHBIX 32 CUHTE3 IJI00MHA, U BOCCTAHOBUTH HOPMAIhHOE KPOBETBOPEHUE.

o  Ilpunmun mertoma: ['eHHas Tepamusi BKJIIOYaeT B ce0s BHECEHHUE
WCIIPABJICHHBIX KONWN TE€HOB B KJIETKU NauueHra. Jljisi 3TOro Hucmoiab3yercs
texHonorus CRISPR/Cas9, xotopas no3zsossier Toueuno usmenars JJHK. [Ipumepom
TeHHOW Tepanuu SIBJSETCS BBEIECHUE HOPMAJIbHBIX KON TeHOB anb(da- uiu Oera-
rJI00MHA B CTBOJIOBBIE KJIETKH MAIlMEHTa, KOTOPBIE 3aTEM MEPECaKUBAOTCS 00PaTHO

B OpraHU3M.
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o  Jrambl pa3paborku: B Hacrosmee BpeMs TeHHas Tepanus s
TAJIACCEMHUM HAXOJIUTCS HA CTAJIUU KIMHUYECKUX UCIBITAHUN. YK€ €CTh YCIICIIHbIC
MIPUMEPHI JICUCHHSI TAIIMEHTOB ¢ OeTa-TajacceMuei, KOTOPHIM MTOCIIe TEHHON Tepaniuu
yAJIOCh 3HAYUTENHHO CHU3UTH IOTPEOHOCTD B MEPEITMBAHUN KPOBH.

o IlepcnekTuBbl: OXHUIaeTCs, YTO B OJIMDKAMIINE JMECATHICTHS T'CHHAS
Tepanus CTAaHET JOCTYHNHOM [Ji1 IIMPOKOrO Kpyra MailUeHTOB, 4YTO IO3BOJUT
MOJIHOCTBIO  M3JICUUTh WJIM 3HAYUTEIBHO VYIYYIIUTh COCTOSHUE OOJIbHBIX
TajacceMuel, CBeAs K MUHMMYMY HEOOXOJIMMOCTh B TPAHCIUIAHTAIIMM KOCTHOTO
MO3Ta ¥ TOCTOSIHHBIX MEPEITMBAHUAX KPOBHU.

3.  Jranbl U NePCNeKTUBbI TeHHOW Tepanuu 1Jis JeYeHUsl TajJacceMuu
I'enHas Tepamnus TanacceMuU BKIIFOYAET HECKOJIBKO KIIFOUEBBIX ATAIOB:

o  M3oasiums cTBOJIOBBIX KJIETOK: /3 opraHn3Ma maiueHTra u3bIMaroTCs
CTBOJIOBBIE KJIETKH, OOBIYHO M3 KOCTHOTO MO3Ta WX Mepu(epruIecKoil KpOBH.

o  Koppeknuss reHerudyeckod ommOku: B Kkierkax mamueHra
MIPOBOJUTCS TOYEYHOE M3MEHEHHUE I'€HOB C IOMOIIBI0 COBPEMEHHBIX TEXHOJOIMU
penakThupoBaHus reHoma, Takux kak CRISPR.

o  Ilepecagka mcmpaBJiieHHbIX KJeTOK: [locine KOppeKUHUH CTBOJIOBBIE
KJIETKH BO3BpAaIllalOTCS B OpraHW3M MalMeHTa, TJ€ HAYMHAIOT IPOU3BOAUTH
HOPMaJIbHBIE SPUTPOIUTHI U TEMOTIIOOUH.

DTOT METOJ, UMEET 3HAUYMUTENbHBIA MOTEHIHAI, HO OH TAKXE COMNPSIKEH C
TEXHUYECKUMU M ATUYECKUMHU TPYAHOCTSIMHU, KOTOpBIE MOTPEOYIOT MajbHEUIINUX
VCCIIEOBAHNN U YITy4YLICHHMN.

3. Iloooepircusarowiasa mepanus u peaduiumayus

1. Tlopnep:xkuBarwmasi Tepanusi

2. Jlma mamueHTOB C TajlacCeMHEHl BakeH HE TOJIBKO OCHOBHOM
TEpANeBTUYECKUI TMOAXOI, HO M TMOJAJIEPKMBAIOIIAA TEpamnus, HanpaBJCHHas Ha
yIIy4llIeHHE KauecTBa )KM3HU U YMEHbILIEHUE MPOsIBIEHUH Oone3Hu. Bxitovaer:

o Jleuenme wunpexuuii: IlanueHtsl c TamacceMueil, OCOOEHHO C

YBEIUYECHUEM CeJIe3€HKH, Oojiee MoABEp:KeHbl HH(peKkuusM. BaxHo MTpoBOIUTH
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HpO(l)I/IJIaKTI/I‘IGCKy}O TCpallMi0 W BAaKOHWHAIIUIO, a TAaKXC CBOCBPCMCHHO JICUUTDH
UH(pEKIuY.

o  Koppexkuus anemuu: [lonnepxxuparomue nepeauBaHusi KPOBU MOTYT
MpoaO0JZKATbCA Ha IMPOTAKCHHUHA BCEM JKHU3HH MmanucHTa MOJIA YIIYYIHICHHUA €TI0
COCTOSIHASA W TPOPUIAKTUKH OCTPHIX COCTOSHHM, CBSI3aHHBIX C JACPUIIUTOM
KHCJIOpO/a.

o Ilcuxosiornueckasi moaaep:xka: [lanueHTs! ¢ TanacceMuei, 0coOeHHO
ACTHU, MOI'YyT HCIBITBIBATH IMCHUXOJIOIHYCCKHUC TPYAHOCTHU, TAKHUC KaK CTpPECC H3-3a
IIOCTOSAHHOT'O JICUCHUS U OFpaHquHHﬁ. Ilcuxomornueckas IMoMOIib U IMOJACPIKKA
UTPAOT BAXXKHYIO POJIb B OOIIEM 0J1aronoiayyuu MmaueHTa.

3. PeaOuauranus
Peabunuramus BriouaeT B ceOs BOCCTaHOBJICHHE (DU3UYECKON aKTHMBHOCTH
IManqueHTAa IMOCJIC AJIIUTCIIbHBIX 0O0JIE3HEHHBIX IEproOa0B. dusnueckas akTUBHOCTD U
cOaJlaHCHPOBAaHHOE TUTAHUE MMOMOTAIOT YIYYIIUTH OOIIYI0 (U3NYECKyr0 hopmy H
MIPEIOTBPATUTH PA3BUTUE OCTEOIOPO3a U APYTUX OCIO0KHECHUM.
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