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Ha aBTopedepaT AuCcepTANHH MoposoBoii Ejennl BiaguciaBoBHbI HA TEMy:
«XpoHHYeCKHil MHEI0JIEK03: POJIb AJJIOT€HHOH TPAHCIUIAHTAIMH FeMOMO0ITHIECKHX
CTBOJIOBBIX ;cneTmc B JIeYeHHH MANHAEHTOB B 3Py HHTHOUTOPOB THPO3HHKHHA3Y,
IpeCcTaBIEHHYI0 HA COUCKAHHE YUCHOH CTeneH

JIOKTOpa MeIHIMHCKHX Hayk 3.1.28. - reMaToJI0rus i NepeTHBAHIE KPOBH

AKTYaJIbHOCTh TeMbI JHCCEPTAHOHHOH paGoThI H ee CBA3b C IVIAHAMH COOTBETCTBYOIHAX
oTpacjeil HAyKH

Wrruturopst TuposuakuHa3 (MTK) kapAuHaTbHO M3MEHIIH TOAXOMIBI K BEACHHIO TAIMEHTOB
¢ XpoHHMUeCKHM Mmuernoneiikozom (XMJI). B Hacrosiee BpeMsl MOJAABIIONICE OOJBIIHHCTBO

narmenTtos ¢ XMJI Ha done Tepanuu UTK XuBYT TakXke JOJI0 M C TAaKAM XK€ KaqeCTBOM JKU3HH, KaK
u 3poposble moau. Ho Bee-Taku y HeGONMBIION HYacTH ITALHCHTOB 3TOM Tepamuy OKa3bIBACTCs
HEIOCTaTOYHO U Tpedyercst MPOBEACHNE auo-TTCK. Bojiee TOro HIMEHHO TpaHCIUIAHTaIus o0nafaeT
JIOKA3aHHBIM H3JIEYMBAIOIIAM MOTEHIHAJIOM B OTIMYIHE OT UKT, roe 3TOT MOTEHIWANT BCE €IS
cTaBuTCs 0 coMHeHne. C yu4eToM PEAKOCTH IMPOBCICHUA amno-TI'CK B apy UKT ocoOyro BaXXHOCT
FMeeT ONpe/eleHne BIMSIHHUS JONOJHATEIBHBIX XPOMOCOMHBIX abeppanmii (JIXA) Ha HCXOX
TpaHCILIAHTALMH B KOHTEKCTE COBPEMEHHOH Tepariy. B paGote Mopososoit EB npoBejieH neTanbHBIH
anay3 BusHAS JIXA Ha MCXOJ TPAHCIUIAHTALMH K OHA TOKasalla, 4To B LCIOM JIXA He BIHMSIOT Ha
sdpdextuBHOCTS TpoBogMMOM anno-TI'CK 'y Talmentos ¢ XMJI. Drto sBiseTCS BaXXHBIM
noxrBepxaeHueM crnocobHoctr awio-TT'CK HEBENMPOBATE BIUSHHC HeOJIarompusITHBIX BapHaHTOB
JIXA Ha BBIKMBAaEMOCTD.

Taxke He M3yYEHHBIM B HACTOAIIECE BPEMs BOIPOCOM SBIACTCA 5} PEeKTHBHOCTh MOBTOPHBIX
TpaHCIUIAHTAIWH y MANEEHTOB ¢ HEONAroNpUATHBIM BapHaHTOM XMJI B spy UTK. B pamxkax
JUCCEPTALMOHHON paGoTsl ObIIO yOeIUTENbHO TOKA3aHO, YTO MOBTOPHBIC aio-TI'CK B ciydae
HENPHKUBJICHHUS TPAHCIUIAHTATa WA IIPOrPECCHPOBAHMUA Jieiiko3a MOTYT OBITh 9)(EKTHBHEI B 3TOH
KpaiiHe HeGIAroNPUATHON IpyTIIe MAlHEeHTOB U COMPOBOKIAIOTCA 40% 5-netnet OB.

OcoGeHHO BaXHBIM € IPAKTAYECKOH TOYKM 3pEHUSA  BBIBOJAOM paboTBl  SABJIAETCS
MPUHIUIAAIBHOE [IPEUMY IIECTBEHHO amno-TT'CK mepen Tepanmeit Ha ocHoBe UTK y marueHToB C
XMIJI B craguu 6racTHOTrO Kpr3a. Tak, OB manieHToB ¢ HATHIACeM B aHaMHE3€ BK cocrasuna 71% mo
CPABHEHHIO C TEMH, KTO MOJIyYaj KOHCEPBATUBHYIO TEPAIIHIO UTK - 31%. B To xe BpeMs MpPOrHO3
nanrenToB B dase axcenepanuu noce teparmu VKT 1 mocie awto-TI'CK He oTingacs.

Taxke mpeicraBusiercs  OYEHb  CBOCBPEMEHHBIM,  HTO Mopososa E.B. cymena

TPOJAEMOHCTPUPOBATH, UTO KIIACCHICCKHH MesxayHapoEbii naxeke Gratwohl A. MoxeT MPUMEHATBCA



y manueHToB ¢ XMJI Bo Bpems mpoBenmenust ayuto-TI'CK. DTo MO3BOSUT KIMHHUIUCTaM BBIIEIHUTH
HAlMCHTOB HU3KOM M BBICOKOM I'PYIIBI PHUCKA JaXe B 9TOH HEOJArompHATHOH KOrOpTE W IMPOBOAUTH
MaKCHMAaIbHO WHAUBHU Y AIN3UPOBAHHYIO TEPAIIHIO.

Bce ckazaHHOe panee [O3BOTISET yTBEPXKIATh, 4YTO AMCCEpTAlOHHAas pabora Mopo3oBoii
Enensr BiaguciaaBosus! o usydenuto poiu ayuio-TI'CK y mammentoB ¢ XMJI siBiisieTcsl aKTyaabHBIM
HAy4YHBIM HCCIIEJOBAHUEM HE TOJIBKO JIJIsl TEMATOJIOTOB M Bpadyel TPaHCIIAHTAIMIOHHBIX [IEHTPOB, HO ¥
JUIS  CHEIMAIMCTOB JPYTHX CIEIHATbHOCTeH, KOTOPBIE OKa3blBAIOT METUIIMHCKYIO TIOMOIIh H

OCYILIECTBIIAIOT Ja00PaTOPHYIO AUATHOCTHUKY Y 3TOM CI0XKHOM MOArPYTITHI MAI[ACHTOB.

HoBu3na nccenoBanmii u moJIy4eHHBIX Pe3yJIbTAaTOB, BLIBOJAOB M PeKOMEHIAIHIA,
chopMyIHPOBAHHBIX B JHCCEPTAIAH

Brnepseie B Poccuiickoii @Denepanuu Ha OTHOCHTENIBHO OOJBINON BBIOOPKE IAUEHTOB
TIPOBEJIEH JIETANbHBIN aHamu3 pe3yiapraToB awio-TI'CK y mammentoB ¢ XMJI B Tak HassIBaeMyro 3py
WUTK. Brepsble onenena posis mpemecTByomel Tepanuu B konTexcTe dddexrusHocTH amio-TI'CK.
Buepsrie nszyuera pois npu awio-TI'CK y manuerToB ¢ XMJI MeXIyHAPOJHOTO IIPOrHOCTHIECKOTO
uagekca Gratwohl A., cTBOJNOBBIX KIETOK IepU(EpUYEcKOd KpPOBH B KadyeCTBE HCTOYHHKA
TPaHCIUIAHTaTa M IIOCTTPAHCILIAHTAIHOHHOTO NHKIohochamuaa. YCTaHOBIEHO, YTO HATHYHE
JOTIOJIHATEILHBIX XPOMOCOMHBIX abepparnuii X MyTalMOHHOTO CTaryca B IEJIOM HE OIPEIeIIIOT

nporso3 mocie amio-TI'CK.

3HAYMMOCTD JJIS HAYKH U NPaAKTHKA

C mpakTH4yeckoW TOYKHM 3peHHs [IUccepTalvoHHas pabora Mopososoit EB o6mamaer
HECOMHEHHOW 3HAYMMOCTBIO JUISl KIIMHUITMCTOB, TaK KaK YTOYHSET ITOKA3aHUs JUIsS TPOBEIECHUS aJlio-
TI'CK 'y manmentoB XMJI B 5py HHTHOHTOPOB THPO3UHKKHA3. BbLI0 yOequTeIbHO II0KA3aHO B PaMKax
JECCEPTAlliK, YTO BCEM MalMeHTaM C OJacThIM KPHU30M B aHaMHe3e IMOKa3aHO IMPOBEIEHHUE ajlio-
TI'CK, Tax kak Takoil HOAXOJ YyJIydmiaeT NPOrHO3. JIpyrHM OYeHb BaKHBIM MPAKTHIECKAM
pe3yJIbTaTOM TUCCEPTAIMU SBJISETCS AEMOHCTpAalUs BO3MOXKHOTO IPUMEHEHHUS MEXIYHApPOIHOTO
nporHoctudeckoro uupekca Gratwohl A 11 OLNEHKM DPUCKOB TpaHCIUIAHTAUH Y KOHKPETHOT'O
narenTa. Oco0eHHO HEeoOXOJMMO OTMETHTh, UYTO aBTOP BIEPBBIE IMPOAEMOHCTPHPOBAA
50 (EKTUBHOCTD MOCTTPAHCILIAHTAIMOHHOTO IHKIo(ochana mis npodunaktuku PTIIX y manueHTOB
¢ mebmaronpuaTHeIM XMJL. DTO BaXHO ¥ ¢ HAyIHOH, U C IPAKTHYECKOW TOUEK 3PEHHS, TaK KaK 3TOT
PeXHMM OTJIMYAETCSA IPOCTOTON M HE TpeOyeT CIOXKHBIX MaHWITYISIHH C TPaHCILIAHTATOM €X Vivo.
OGpamaer Ha cebs BHHMaHWE, 4TO aBTOPOM OBLIA MPOAEMOHCTPUpPOBaHa 3(PEKTHBHOCTH PEKUMOB
KOHJTUIIMOHUPOBAHUS CHIIKEHHOM uHTeHcuBHOCTH mnpu awo-TT'CK y mammenTtor ¢ XMJI, dro

IIO3BOJIMT BBINIOJIHATE TPAHCIUIAHTAIIMH IPEAJICUYCHHBIM MallUCHTaM 1 IallMeHTaM IIOXKHJIOT0 BO3pacTa,



TaK KakK IIpOBCIOCHHUEC MHET0a0IaTUBHBIX pPEXUMOB KOHAUITUOHWPOBAHUA B 3TOU Tpynine HE BCCTHA

BO3MOXXHO M3-3a PUCKA Pa3BUTH TOKCHUYCCKUX OCJIOKHEHUM.

~
~

PeKoMEHAAMIH 110 HCTIOIB30BAHMIO pe3yJIbTaTOB H BHIBOJAOB ANCCEPTANMMOHHON PaboThl

PesynpTarhl quccepraiiuy mMo3BOJISIOT ONPEAEIUTh IoKa3aHus 1o npuMeHenuto amio-TT'CK y
naguenToB ¢ XMJIL. TpancmianTaius J0KHA TPOBOAUTECS BCEM MAIlHEHTaM C HATHYHEM OJIACTHOTO
KpH3a B aHaMHe3e (TIpH OTCYTCTBHH IPOTHBOIIOKA3aHMUI), TaKk KaK KOHCEpBAaTHBHAS Tepalus MEHee
s(QdexTrBHA M COMpPOBOXIAETCS MEHEe OJNArOMpUATHBIM MPOrHO30M. IlOCTTpaHCILIAHTAIHOHHBIH
muKiIodocdan U pexXUMBl KOHAUITMOHUPOBAHUS CHIDKEHHOU 5()(GEKTHBHOCTH MOTYT IPHMEHSATHCS Y
nanuentos ¢ XMJI. Mcnonp3oBanue mocTTpaHCIUIAHTAMOHHOTO UKIO(pochana y manueHToB ¢ XMJI
COIPSDKEHO ¢ Oojee ONArompusATHBIM IPOTHO30M II0 CPaBHEHUIO CO CTaHIAPTHBIMH pPEKAMaMHU
npodmnaktukn PTIIX. TlpumeHeHwe B KadecTBE HCTOYHHMKA TPAHCILIAHTATa MEPUPEPHISCKUX
TeMONOITUYECKUX CTBOJIOBBIX KIIETOK MPEANOYTUTENbHEE, YeM HCIOJIb30BaHHe KOCTHOIO MO3Ta IpH
nposenenun ao-TI'CK. PyruHHOe Ha3HaYeHNE HHTHOUTOPOB THPO3UHKHHA3 MOCIE TPAHCIIIAHTAIlHH
He Bcerjia 0GOCHOBAHO, TAK KAK TPOTHO3 Y IAIMEHTOB, MOMYYAIOMHMX W He moiydaromux VKT B
IOCTTPAHCIIJIAHTALIMOHHOM TIeproe, conoctaBuM. [losropasie amno-TI'CK mocrarouno 3¢ hexTHBHEI

B CJIy4da€ pa3BUTHU PELHUAUBA WA HCIIPHIKHUBIICHUA IIOCIIE HepBOﬁ TPpaHCILIaHTaIluH.

JInuHblii BKJIaA aBTOpa
Hanucanue nuccepraiviv, aHaju3 JaHHBIX C UCIIOJIb30BAHUEM COBPEMEHHBIX KOMITBIOTEPHBIX
nporpamMM. KoHCynmbTHpOBaHue W BeJCHHME BKIFOYCHHBIX B WMCCJIEIOBAHHE OONBHBEIX COBMECTHO C
JAPYTMMM BpadaMH M HayYHBIMH COTPYJHHMKAMM OTHEICHUs, NpUHHMAlla y4acTHe B pa3paboTke
IPOTOKOJIOB OOCTEOBAHUS ¥ JieUeHUS OONBHBIX, IIOJrOTOBHJIA OCHOBHBIE ITyOJIHMKAIMH 10

BBIIIOJIHEHHOM paboTe, BRICTyMaa ¢ JOKIaJaMy Ha HayYHO-TIPAKTHYECKUX KOH(PEPSHIUMX.

IleuaTHbie padoTHI
ITo Teme nmuccepramum omyOnuKoBaHBI 36 IMEYaTHHIX paboT, W3 HUX — 14 B KypHaIax,

pexomenaoBanaeix BAK P®.

Crpykrypa, cofepikanie H ONEHKA IHCCEPTAMOHHON PaboThI
IIpencraBiennas paboTa COCTOMT W3 BBEICHHUS, 0030pa JHTEpaTypHl, IVIaB, IIOCBAIIECHHBIX
OIMCAaHHIO COOCTBEHHBIX PE3yJIbTATOB, 00CYKICHHUS, BEIBOAOB, MPAKTHIESCKUX PEKOMEH AN, CITUCKA
COKpallleHH! U crucka aureparypbl. Jluccepranus BiiitodaeT 206 cTpaHHIl MAIIHHOIKCHOIO TEKCTA.
Texcr mumoctpuposan 51 pucynkom u 17 Tabnuamu. bubnmunorpaduueckuii ykasarens BKiodaeT 247

JIATEPATYPHBIX HCTOYHHUKOB.



[lepBas TiaBa OCBEINAET COBPEMEHHBIC ACHEKTH TPAHCIIAHTAlWK KOCTHOTO MO3ra W TEpaluH y
TAIHeHTOB HeGaaronpusaTHOM rpynmbl XMJL 3aTpariBaroTcs HEpeIIEHHBIE HAa CETOIHs BOMPOCH 00
ONTHMATLHON Tepanuyd MAmUeHTOB BBICOKOH rpymmbl pucka XMJI, mMecte TpaHCIUIAHTAIMH B 3Py
UHTUOUTOPOB THPO3UHKHHA3. :

Bropas 1idBa TpaIMIMOHHO IIOCBAIIEHA ONMCAHWIO MaTepHalIOB M  METOJHOB,
HCIIONB30BAHHEIX B pabore. B ciemyrommx INIaBaX JETANBHO ONMCAH NPOBEICHHBIA aHAIH3 C
pYMEHEHHEM CTAaTHCTHUECKHX METOJOB. B paMKkax JMCCEepTalMOHHOH paboTHl IPOaHaTH3HPOBAHO
194 mammenta ¢ XMJI, 4ro sBisSeTCs JOCTATOYHO OONBIION BBHIOOPKOH I 3TOM B IEIOM
OTHOCHTEILHO peakol martomorud. [1ogpoOHO OIMCaHBI METOABI TEpalMK IAlMEHTOB, BKIIOYas
IpeATPAHCIVIAHTALMOHHYIO TEPANUIO. YKa3aHbl MCIONIb30BAHHBIE METOIbI HHTOTCHETHYCCKOH H
MOJIEKy IIPHO-OHONIOTHYECKON MArHOCTUKA, 4YTO OCOOEHHO BakHO Mg manmentoB ¢ XMJL
[TofgpoGHO OMHMCAHBl PEXUMBI KOHJMIMOHUPOBAHHsA, MeToAnl npodumaktuku PTIIX u uHbIC
TpaHCIIAHTAIMOHHBIE ~ XapaKTepUCTHKH, Takde Kak kommdectBo CD34+ xierok, ABO-
COBMECTHMOCTB, [IMB-cTaTyC penunuenTa U JA0HOpa M Ap. B mecToit riaBe omucaHbl OCIOKHCHHUS
amno-TI'CK y marenToB ¢ HeGmarompusTHeIM XMIJI, a Taxke 0COOCHHOCTH TEUEHHS PEIUIUBOB
nocie amto-TI'CK. O6cyxaaroTes cCOBpeMEHHbIE MOAXOBI K MPOQUIAKTHKE M JICICHUIO PEIUTHBOB 1
ocioxuenuit nocne amio-TI'CK.

BriBozBI, mOyuYeHHBIE B paboTe, MOJHOCTBIO COOTBETCTBYIOT IOCTABJICHHBIM 3ajadaM, a

IpaKTHYECCKHE PEKOMEHIAINN MOTYT IIPUMEHATHCS Ha IIPAKTHKE.

HepmocraTkn mo cogepkaHnuio H 0opMIIeHHI0 padoThI
B Tekcre muccepranuy UMEIOTCS OTACIbHBIE CTHIMCTHYCCKHE HCTOYHOCTH, HE BIIHMSIONIME HA
HOJIOKHUTENIBHYIO OIEHKY JHCCEPTAlMOHHOTO HcciaenoBanus. CyIecTBEHHEIX 3aMEUaHul M0 Au3aidHy
HCCIIEIOBAHMUS, BEIOOPY METOIHUYECKUX TTOIXO0/I0B, aHAIM3Y M UHTEPIIPETAIIWH MTOJIy YCHHBIX JaHHBIX, u

Hay4YHON HOBU3HE HET.

3ak0ueHHe

Iucceprauus pabora MoposoBoit Enensl BramucnaBoBHEI Ha TeMy: «XpOHHYECKUH
MHEJIONERKO03: POJb AUIONeHHOW TPaHCIUIAHTAIlMA FEeMOIMOITHIECKUX CTBOJIOBBIX KJIETOK B JICICHUU
IAIMEHTOB B 3Py MHIHOUTOPOB THPO3MHKUHA3Y SIBIISETCS 3aBEPIIEHHON Hay9IHO-KBAIM(HKAIIMOHHOH
paboToii, comeprkamiell HOBOE pEIIeHHWE AaKTyajbHBIX HAy4YHBIX 3aj1a4 B oGnacm awo-TI'CK y

nanueHToB ¢ XMJL
[To cBoedl AaKTyanpbHOCTH, HAYYHOW HOBH3HE, NIPAKTHYECKOM 3HAYMMOCTH, OOBEMY U
JIOCTOBEPHOCTH TI0Jy4EHHBIX PE3yJIbTAaTOB AUCCEPTAlLls MONHOCTBIO COOTBETCTBYET TPEOOBAHHIM

myHKTaM 11. 9 « [lonmoxkeHns o mpucy Xk ieHun yueHbIx creneneit» Ilocranosnenus IIpapurenscrea PO



Ne 842 ot 24.09.2013 r. ( ¢ m3meHeHusmu B pefaximn [Tocranosnenus IIpasurensctea PO Ne335 ot

21.04.2016 roma Ne748 or 02.08.2016, Ne650 ot 29.05.2017, Nel024 or 28.08.2017, Nel68 or

01.10.2018), mpeabIBIsSEMbIX K AXCCEPTALMAM HA COMCKaHWE YYEHOW CTCIICHH HOKTOpa MEAUIUHCKAX

HayK, a €€ aBTOp 3aClly’XKMBACT NPHUCYKIACHH: quHOﬁ CTCIICHU [JOKTOpa MCIUIIMHCKAX HAYK IIO

cenmapHocTH  3.1.28. Temaromorus W IepeiWBaHWe KpoBd, a e€ aBTop Mopo3oBa Enena

BrnagucnaBoBHa J0cTOiHA IIPUCYXKICHHUS CTCIICHU JOKTOpa MCIUIIMHCKHUX HAYK.

Z[OKTOp OMOJIOTIYECKUX HaYyK,

PyKoBOIHUTENs HAyYHO-HCCIe0BaTeNbckiuM LIGHTPOM KIIeTO4HO# 1 MoJteKynsapHo# naronorun ®I'BY

PocHUUI'T ®MFA Poccuu

HMoxnuck 1.6.1., MapThinkesn4 U.C. 3aBepsito:

HUUI'T ®MBA Poccun,
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Aapec: 191024, Cauxr-Iletep6ypr, yn.2-1 CoBerckad, 1.16

E-mail: genetics.spb@mail.ru

Ten: +7(812) 925-05-62

Hara: « 01 » HOs16pst 2023 T.

MaptbiakeBu4 Upuna CrenanoBHa

IIaBnoBa Upuna EBrennesna



