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MunnctepcTBa 3apaBooxpanenus Pocecutickoiit @enepannu

OT3bIB

ohHIMAILHOrO ONNOHEHTA /IOKTOpa MEAHMUHHCKHX Hayk bBoiideHko Diabmupsl
locmaHoBHBI HA JHccepTauHOHHYI0 pabotry OrrHeBoii AuHBI JICOHHIOBHBI Ha TeMy
"Oneska HPPeKTHBHOCTH NPHMEHEHHSI AIOHHCTOB peuleropa TpoMOONOITHHA B JICYeHHH
revoppari4eckux  nposisiensii  cimapova  Bueworra-Ouppuua vy jeredi'’,  npeicrapiieHnoiil  Ha
COMCKAHHE YHeHOH CTeneHH KAHAMAATA MEIHIHHCKMX HAYK o cnenmaabHocTsm  3.1.21.

Ilepuarpns, 3.2.7. UMmyHo 10131,

AKTYAJIbHOCTH

Cungpom Buckorra-Ongpuya (Wiskott-Aldrich syndrome, WAS) — npencrasnser coboii
TEHETUYECKH JeTePMUHMPOBAHHOE 3a00JEeBAHHE, KOTOPOE HAXOIHMTCH HA CTHIKE HECKOILKHX
JAUCLUMILIMH  (NeJNaTpusi, HMMMYHOJIOIHS, TIEMATOJIOTUSl, OHKOJIOTMS, TPAHCILIAHTONOTHS).
MyIbTHCHCTEMHOCTE HpoLiecca (IMEePBHYHBIN HUMMYHOAE(HUIHT, TPOMOOIMTONECHHS, HK3eMa,
NPEAPACNONOKEHHOCTE K PA3BUTHIO AYTOMMMYHHBIX OCIIOKHEHHH W 3JI0KAYeCTBEHHBIX
HOBOOOpa3oBaHMil) MW CIOXKHAs KIHHHYECKas KapTHHA (KPOBOTOYMBOCTE, TOPAKEHHE KOXKH.
NOJIBEPIKCHHOCTh WHPEKIMAM, B T.4. BCIEACTBHE PEAKTHBALMH ONMOPTYHHCTHYECKOH (IopsI)
TpeOyIOT HPHHATHS ONEPATHBHLIX TEPANEBTHYECKUX PEMICHHH B 3aBHCUMOCTH OT TSIKECTH

3abolieBaHus Y KOHKPCTHOT'O I1alHEHTA Ha OCHOBE YCTKOI'O TepaleBTHUECKOIO aJiropuT™Ma.

Jlewenne nammentoB ¢ WAS npeacrapnsieT coGOi  HEmMpOCTYIO  3amady.  MOCKOIBKY
TPOMOOIHTONEHHS — CaMblii PaHHHH H MOCTOAHHBIA cumnToM WAS — Hepemko OPUBOJIUT K
TSXKENBIM, B TOM HHCJIE M YIPOXKAIOIIAM XH3HH, KPOBOTEUSHHUIM. EIHHCTBEHHBIM JOCTYIHBIM
M3/ICUUBAIOIMM METOAOM IpH 3TOM 3a00JIeBaHUM SBISIETCS AUIOT€HHAs TpaHCIUIAHTAIMS
reMonodTHyeckux ¢TBONOBBIX KiIeToK (TT'CK). IloaTromy ocHOBHas mpobiieMa 3aKI04acTes B
onTUMH3aUMK Tepanun 10 nposefenus TICK w moamepxaHuu  yAOBIETBOPHTEIBHOIO
COMATHYECKOro craryca OONBHOTO. CymmecTBeHHOE 3HAYCHHE NPHOOPETAOT 2 acleKTa:
onpeneneHne neppoouepenHeix noxkasanuid k TI'CK n BeiGop onTumansHOH crparerdm

NOATOTOBKH, KOoTOopas HEPEIKO 3aHuMacT  JIOCTaTOYHO npoaoi HHUTETBHBII IMEPUOI.
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Crparudukanus nanueHToB 110 cpokam nposenenus TI'CK gomkHa NIpoBOAUTLCS Ha OCHOBAHUH
IPOTrHOCTHYECKHX (PAKTOPOB, C yd4eToM OHONOrHYECKOH TeTepOreHHOCTH W pPUCKA pPa3BUTHS
TsoKenbIX ociiokHeHHH. Ilonroroska mamuenToB kK TI'CK mpencraBnsier coboi upe3BhIvaiHO
BXKHYIO Npo0bsieMy, MOCKOJIBKY OKa3bIBaeT BIMSHHE HA UCXO0J 3a00JIeBaHUS W KAa4eCTBO JKU3HU
nanpenTa. Tpancdy3un TpoMOOKOHIEHTpaTa OOJANaloT KOPOTKOM 3((eKkTHBHOCTBIO U
NPUBOJAT K JIOTNOJHHTEIBHOH aUIOMMMYHMU3anud, pedpakrepHod TpOMOOLMTONCHHHM U
MOBBIIIEHHOMY PHCKY OTTOpKeHHs TpaHcruianTara npu nocneayromed TI'CK. Tlostomy nouck
myTeH, NpeACTaBISIONUX AIbTEPHATURY TpaHCPy3UsiM TPOMOOKOHIIEHTpATA, SIBJISIETCS BXKHLIM K
KJIIMHUYECKH 3HauuMbIM. [IpWHMMas BO BHUMAaHHE YCHNEINHOCTh HCIIOIb30BAHHS arOHHCTOB
peuentopa Tpombonostuna (aTllO-p) mpm pasmuuHelX ¢opMax TpPoMOOIUTONEHHH,
npuMeHeHne ux npu WAS npexacrarniser coboil ONTHMH3HPYIONIYIO ONIIHIO KOHCEPBATHBHOI
Tepanuyu. YUUThIBas Pa3IU4HyI0 (GapMakoJIUHAMHMKY W MEXAHW3MBI JEHCTBHS HMEIOIIUXCS B
Hanmuuy aTllO-p, a Taxke paHHMH BO3pacT HalUeHTOR, nojsepxeHHbIX HHPexkmaM XKT ¢
HapylIeHueM OMO0CTYIHOCTH JIeKapCTBEHHBIX CPEJICTB, BAXKEH BBHIOOP KOHKPETHOrO arOHHCTA.
Kpome Toro, Bonpoc o 6e3onacuoctu alllO-p y maniMenToB ¢ MyJIbTHCHCTEMHBLIM 3a00/IeBaHHEM,
0CODEHHO IIpH IPOAOIKUTENHHOM HMCIIOIB30BaHUH, IpHOOpeTaeT ocoboe 3uauenue. Mexoas us
3TOTO, CpaBHHUTENLHBIH anamu3 3(P@QexTHUBHOCTH M 0e30IaCHOCTH POMMILIOMTHMA TPOTHB
SNTpoMOOMIara o3BOJISET H3YUHTh NoyIeXalnue Ouonornueckue Mexanusmel faeictsus aTTIO-p
npu WAS 1 OTKpBIBAaET HOBBIE IEPCIIEKTUBEI TEPAITHH.

PaspaboTka nmoTeHUHAaNnbHO HOBOTO MOIX0/Ia K JISYCHHIO NAlueHToB ¢ WAS — npuMeHenne
aroHUCTOB penenropa tpombonostuna (aTIlO-p) ¢ onenkoi 3ppeKTHBHOCTH B GE30IACHOCTH
JIAaHHOHM Tepanuu, a TaKXkKe HCCIEJIOBaHMEM MEXaHH3MOB TpoMOouutoneHun npu WAS, na

KOTOpBIE€ MOTYT BIHATEL aT110-p, - ABISETCA aKTyaIbHEIM H BXKHBIM HCCIIEJOBAHHEM.

Hay4nas HOBH3HA HCCIJ0OBAHHSA H NOJYYEHHBIX Pe3yJIbTATOB, HX I0CTOBEPHOCTH
Hayunas HOBH3HA uccepTalmoHHOM paboTsl OrueBoii A.JI. He BBI3BIBAET COMHEHHIA.
B pabote Bnepsrie B Mupe Ha GoubLIoN BEIGOPKe JeTeii ¢ WAS (92 pebeHka ¢ reHeTHYECKH
BepUQUIMPOBAHHBIM JHATHO30M CHHApoM Buckorra-Onapuya B Bospacte oT 16 mmeit go 15
J1eT) gnokasaHa SQQeKkTHBHOCTH H OesomacHocte mnpumenenuss alllO-p s neueHus

reMOpparuyYeCKHX NposiBIEHHH H KoppeKuHH TpoMOoruToneHuu pu WAS.

B pamkax mpoOBeNEHHOTO IHJIOTHOTO WCCIEIOBAHHUS I[POAEMOHCTPHPOBAHO, YTO
IPUMEHEHHE TEPANHH C HCIOJIE30BAHUEM POMMIUIOCTHMA Y nereii ¢ WAS mo3BoIuiIo CHH3HTH

PHCK DPa3BUTHS YIPOXKAIOIIMX >KHU3HU KPOBOTEYEHHWH, MOOHTHCS CTAOHMIBHBIX 3HAYEHHH



KOJIMYECTBA TPOMOOLMTOB M CTa0MIIM3alMH KIMHHUYECKHUX IPOSBICHHH TIeMOoppari4eckoro
CHH/IpOMA.

Ha ocHoBaHMM TPOBEIEHHOTO PpPaHAOMH3HPOBAHHOIO NPAMOrO CpPaBHHTEIBHOTO
uccienosanus 3ddexrusnoctu AByx aTTIO-p - pomumioctama 1 31TpoMborara — yCTaHOBJIEHBI
nporHocTuyeckue GakTopsl, BIUAIOIUE HA BEPOATHOCTh JoCTIKeHus orBera Ha aTllO-p mpu
WAS, chopMynupoBaHbl NPHHLMIL BEIOOpa Npernapara B Tepalnuy NepBOH U BTOPOH JIMHHH,

nokaszaHa 3 eKTUBHOCTb KOHBEPCHH Tepalluu Ha anbTepHaTHBHLIH aTI1O-p.

Broepeble B pamkax JaHHOH paboTel mpejcraBieHo Ouonoruueckoe 00OCHOBaHHE
spdexrrrHocTH Tepanuu aTllO-p ¥ NPOJAEMOHCTPHPOBAHO TOJIOKHUTEIBHOE BIUSHHE TEPAITHH

POMHIUIOCTHMOM Ha JIe(heKThI CO3peBaHHs METAKAPHOIMTOB IpH WAS.

Hayunass HOBM3Ha [IHCCEPTallHOHHOTO HCCICJOBAHHMs IIOATBEPXKIAETCS OTCYTCTBHEM
aHAJIOTMYHBIX HMCCIe/oBaHuil B JocTynHOH nuteparype. OO0BeM H peNpe3eHTaTHBHOCTH
COOpPaHHOro KIMHUYECKOTO MaTepHalia ¢ JUIMTEIbHBIM IIEPHOIOM HAOIIOIEHUS U MOHUTOPHHIOM
JAaHHBIX TI03BOJHMJIO IOJIYYHTh aBTOPY OOOCHOBAaHHBIE pe3yiabTaThl U CHOPMYIMPOBATH

AOCTOBEPHBIE BEIBOJIBI H NMPAKTHYECKHE PEKOMEHIAIHAH.

3HaYHEMOCTL Pe3yJLTATOB JHCCEPTANMH NJIfl HAYKH H NPAKTHKH

JlaHHble, MoJy4eHHBIE B XOzAe auccepraioHHoil pabotel OrmeBoit A.Jl., mo3Bonmim
YIYHIINTE pe3ysbTaThl eueHus: WAS y jereil U CHU3UTH PUCK PA3BUTHS YIPOXKAIOUIMX XKU3HH
KPOBOTEUEHUH, ONTHMHU3HUPOBATH KOHCEPBATHBHYIO Tepamuio npH moaroroBke k TI'CK. Ha
OCHOBaHHH MOJIYYECHHBIX Pe3yJbTaTroB pa3padoran aaroput™ Beibopa aTllO-p B cooTBeTCTBHM €
KIMHHKO-OHONOTHYecKOH crparuduKanuel IalueHTOB, H3y4eHAa KHHETHKA JIOCTHXXKEHHS
TpoMOOIUTApHOro OTBeTa IpH InpoBepenuu Ttepanuu alTllO-p, mokazana >ddeKTHBHOCTL H
6ezonacuocts Tepanuu aTIIO-p, B TOM umcre, IpH KOHBEPCHH TEPAIMH, OINpEJEIeHa TAKTHKA
BeJieHus OONBHBIX ¢ penakTepHOl TpoMOOIUTOIEHHEH, CHOPMYIHPOBAHEI IPHHIIAIIEI TOAO0Opa
KOHKPETHOI'O IIpenapara B pa3HbIX JIUHUAX TEPAIIHH.

Hay4no-npakTudeckas EeHHOCTh M YHHKAIBHOCTD JIAHHON paboThl OmpeeNseTcs TeM, 4TO OHa
[pe/iaraeT 4eTKy MOJIEIb CTpaTH(UKAIMN MAalUeHToB 1o cpokam nposeenus TI'CK, a Taxxe
onpelenseT CTPaTeTHI0 KOHCEPBATHBHON Tepanmuy (KOPPEKIHH TPOMOOHUTOICHHH) [0

HAcTYIIEHHs CpoKoB mpoBeaeHus TI'CK.

Taxum oOpaszom, Ha OCHOBE BBINOJHEHHOH pabOTHI YCTAHOBJICHBI IPOTHOCTHYECKHE KPUTEPHH
sppextuBHocTH aTIlO-p, pa3paboTaHsl HOBBIE MOAXOIBI K KOHCEPBATHBHOMY JICUEHHIO H

chopMyJIHPOBAHEI CTAHAPTHI Tepanuu 1pu WAS.



Bﬂenpelme Pe3yJabTaTOB HCC/ICI0BAHHA

Pesynsrarel mpoBeneHHoro Orueodt A.JL. mccnenopanus UMEOT O0JbLIOE HAYYHO-
NPAKTHYECKOE 3HAYCHHE M UCTIONB3YIOTCS C IIEJIBI0 KOPPEKIIMH TPOMOOLUTONECHHN Y [IAI[HECHTOB
¢ WAS: npakTHyecKHe PpEKOMEHJAIMH BHEIPeHbl B KJIMHHUYECKYIO MPAKTHKY OTICICHUS
MMMYHOJIOTHH M OT/EJIEHHs] CTAlHOHAapa KpaTkoBpemeHHoro nedeHus ®I'bBY «HMHUIL JAT'OU
umenn JImutpus Porauesay Munsapasa Poccuu npu nevenun nanueHtoB ¢ WAS. OcHoBHBIE
NOJIOKEHHS JIHCCEPTAMOHHOTO HMCCIIEOBAaHHS HCHONB3YIOTCS B I€1aroru4ecKOM Iporecce
kade[pEl OHKOJIOTHH, TeMaToNoriu u ay4eBoi tepamuu I1d OGI'AOY BO PHUMY um. H.U.
[Tuporosa Mumnsapasa Poccun, Kadeaphl aJlTeproJorid i HMMYHOJIOTHH, KaeIpbl FeMaToJIOTHH

1 kierounsx Texonorait @I'BY HMUILL II'OU umenn mutpus PoradeBa Mun3ipasa.

Couepmanne JUCCEPTALMH H €€ 3aBEPINEHHOCTDb

Juccepranuonnas pabora Oruesoit AnHBI JIeoHnIOBHBI 0()OPMIIEHA B COOTBETCTBUH C
TpeOOBAaHUAMH, TIPEIbABIAEMBIMH K JAMCCEPTAIMOHHBLIM paboraM. OHAa COCTOMT M3 BBEICHHS,
ob30pa JHMTEpaTyphl, MATEPHAIOB M METOJOB HCCIEJAOBaHHS, pE3YJIbTATOB HCCIEIOBAHMMH,
00CYX/IeHHS pe3yNbTATOB MCCIENOBaHHs, BBIBOJOB M IIPAKTHUECKMX DPEKOMEHAALMM, CIIHMCKa
COKpAlICHWH M CIIHCKA HCIONB3yeMOi urepaTypsl. Pabota m3noxena Ha 133 crpanmiax
MAaIIMHOITACHOIO TEKCTa, WIUTIocTpupoBaHa 29 pucynkamu u 11 tabmunamu. bubnmorpadus
COJIEPAKHUT 156 HCTOYHHMKOB JIMTEPATYPBL, B TOM YHCJIE OTEYECTBEHHBIX CCHUIOK 7, MHOCTPaHHBIX -
149.

Bo eseoenuu aBTOp H3naraer odiiee COCTOSHHE TEMBI JAUCCEPTALMOHHOIO HCCIIEIOBAHMS
U TIPEJCTABISAET €€ aKTyaJbHOCTh, ONPENENISCT CTENeHb pa3paboTaHHOCTH INPOOIEMBI, YETKO
dopMmynHMpyeT lenb M 3ala4d  JHUCCEPTAMOHHOIO HCCIEOBAHMS, HAYYHYI0 HOBH3HY,
TEOPETHYECKYI0 M MPAKTHYECKYIO 3HAYHUMOCTh paboThl, MOJOXKEHHS, BHIHOCHUMBIC HA 3aIHTY,

CTEIEHb JIOCTOBEPHOCTH H anpoﬁaumo PE3YIIBTATOB, 000CHOBBIBas HEOOXOJUMOCTE CBOMX

HUCCIIeIOBAHKH,

anfIBe)].BHBI CBE€/ICHHA O JIHYHOM BKIaJ€ aBTOpa, I'IY6JIHK8.I.[H$IX PE3YJIbTATOB

JAHUCCEPTALMOHHOIO HCCIICJOBAHHUS, JaHa XapaKTCPpHCTHKA obbeMa u CTPYKTYPBI AUCCEPTAIIHH.

B o0630pe aumepamyper aBTop pgaeT OONIyI0 XapaKTEPHCTHKY M  OIHCHIBACT
Ouonorudyeckne OCHOBBI 3a00JIeBaHHs, HCTOPHYECKHE W COBPEMEHHBIE KOHIENIHH NaToreHe3a
TpoMmOonuTonieHuH Tipd WAS. YaeneHo Gonbinoe BHHMaHHE TEpPaNeBTHUECKHM MOAXOJaM K
nedeHuto WAS, Bxmouas mopobHOe ONMMcaHHEe H3ICYHBAIONIMX W KOHCEPBATHBHBIX OMIHiT

TepalrHy. Ha BpiCOKOM YPOBHE OCBCHICHBI COBPEMCHHLIC [JaHHBIC, KaCarolmiHeCHA OmnoJioruu
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3a00jIeBaHHA W MeEXaHW3MOB JeicTBUA pa3zavuHblX alllO-p W KHHETHKM JIOCTHXKECHMS
TpoMOOIHTapHOTO OTBeTa. [IpencraBnsas pa3nudHble JedeOHbIe T0IX0Ibl, ABTOP TAKIKE BBIIEIISET

UMelomMecs mpobieMbl, TpeOylolmHe pemeHHss W OOOCHOBBIBAIOLIME  IIPOBEJIEHHOE

HCCIICJOBAaHHE.

['naBa, mnocBSIEHHAs Mamepuaiam U Memooam, HalMcaHa JETalbHO, JIaeT
HCYepIbIBAIOlee TpeJcTaBIeHHe 000 BceX HCMNOIb30BAaHHBIX B paboTe NHArHOCTHYECKHX,
HCCIIEIOBATENLCKHX M TepaneBTHYECKUX Meronax. [lpencraBneHbl KIMHHKO-1abOpaTopHas M
MOJIEKYJIIPHO-TEHETHYECKAash XapaKTEePHCTAKA BKIOYEHHBIX B HCCIEJ0BaHHE IAllHEHTOB,
yKa3aHbl JHArHOCTHYECKHE KPUTEPHM M METOMABI IMOATBEPXKACHUs 3a00JeBaHUs, OIUCAHBI
TIPHUHITANBL  CTpaTH(HUKANHH OGONBHBIX HA OCHOBaHHH MOJAM(DHIMPOBAHHONM IIKalIbl OLEHKH
TSOKECTH COCTOSHHS TAlHMEHTOB ¢ CHHApoMoM Buckorra-Onapuya. M3znoxeHnsl ausaiin
PETPOCIIEKTHBHOTO IHJIOTHOIO H MPOCHEKTHBHOI'O HCCHeﬂOBaHHﬁ, KPpHTEpPHH  OLICHKH
MEPBHYHOTO OTBeTa M Oe30MacHOCTH TepaliH, MeTOHONOrHs OHOJIOrHYecKoro oDOCHOBaHHS
Tepanuu ¢ npuMenenuneM aTllO-p.

IlpuBenensl KpuTepuu OLEHKH S (EKTUBHOCTH Tepanv¥ Ha OCHOBAaHMM TPOMOOIMTApPHOrO
OTBETA W BBIPAXEHHOCTH TIE€MOpPPAarHYecKoro CHHApoMa (B COOTBETCTBHHM CO IIKAaJIOM
kposoteuenuii BO3). M3n0KeHb! NPUHIMIIBI CTATHCTHYECKOH 00pabOTKH MOIyUEeHHBIX JaHHBIX.

Pesynomamor  paboTBI, H3J0XKEHHBIE B [JlaBe 3, MPEACTAaBIEHB MOAPoOHO H
NOCJIe10BaTeIbHO B COOTBETCTBHH C JIH3aifHOM HCCIIeJOBAHUSL.

B nannoM paszsene aBrop noApoOHO wu3naraer pesyiabTarbl  3(PEKTHBHOCTH W
0€e30MacHOCTH MHJIOTHOTO PETPOCTIEKTHBHOTO HCCIIEOBAHHS C MPUMEHEHHEM POMMILIOCTHMA H
CPaBHHTEC/IBHOTO IPOCHEKTHBHOTO HMCCIEIOBaHHWA: POMHILIOCTAM IIPOTHB 3J'ITpOM60I'[aI‘8..
IIpuBeieHbl pe3yabTaThl PETPOCIEKTHBHOIO MCCIIEIOBAHMS C TIPUMEHEHHEM POMHILIOCTHMA (67
namueHTos, 60% nepBHYHOrO TPOMOOIMTAPHOrO OTBETA), YKA3aHBI 3aKOHOMEPHOCTH HHIYKI[HH
TPOMOOIMTAPHOTO OTBETA, AWHAMUKA TI€MOPpParu4eckoro CHHAPOMA, B T.4. Y MALWEHTOB,
pedpakTepHBIX K TEPAIui POMHILTIOCTHMOM.

Ilpu npsmom cpaBHHMTEIBHOM ucchenoBanuu s(dextuBHOCTH MBYX Buuos alllO-p
noxkasaHo, 4ro o0a mnpenapara 3(QeKTHBHB, ¢ BEPOSTHOCTBIO IOCTHXKEHMS 0OHIEro
TpomMGonMTapHOro oTBeTa 73% B TpYINIE MAHEHTOB, MOJYYaBIIHX POMUIUIOCTHM, U 43% B
rpynmne anirpoMbonara, 4TO CONPOBOMIAIOCH 3HAYUTENHHBIM CHH)KEHHEM T'eéMOPpParH4ecKoro
cuHIpoMa H norpebHocTH B TpaHcdy3usx TpomObokoHIeHTpaTa. MHTepec npeacTaBuseT pasael,
B KOTOpOM HpHBeZeH aHaIu3 3(¢QeKTHBHOCTH KOHBEPCHH (cross-over) Tepanud. Brepsrie B
Koropre nanueHToB ¢ WAS nokaszana >Qp(QeKTHBHOCTh KOHBEPCHH TEPANHH HA ATbTEPHATHBHBIA

aTIIO-p: cosokynnas s¢dexrurrocTs Tepanuu aTllO-p ¢ ydeToMm anbTepHATHBHOW TepanuH



cocraBuia 87%. Ha ocHOBe H3yueHHs OCIHOMXHEHHH, Pa3BUBIIMXCH B PETPOCIEKTHBHOM M
MPOCTEKTHBHOM  HCCJIEJOBAaHMSX, MpoBeieH aHanu3 OesomacHoctd Tepanuu  aTllO-p.
YcTaHOB/IEHBI OCHOBHBIE MPOrHOcTHYeckHe (axkTopbl 3((EKTUBHOCTH POMHIUIOCTHMA U
antpomOornara, acCOIMHPOBAHHBIE €  JIOCTHDKEHHEM TpOMOOIIMTApHOro OTBETa W C
3¢ dexTHBHOCTBIO JIeYeHUs: TsDKECTh 3aboiieBanusi, THN Myranud reHa WAS u uHHMIMalibHOE
KOJIMYECTBO TpOMOOUUTOBR 10 Tepanud. MccnenoBaHbl NaTOTGHETHYECKHE MEXaHM3MBI
TpombonuTonienun npH  WAS, Ha KOTOpble MOTYT TONOXHTelIbHO BiuAThL aTlllO-p
(KOHIIEHTpALMA SHAOTEHHOTO TPOMOONOATHHA H COCTOSHHE Merakapuomnonsa). IIpeacrasien
AJITOPUTM BEIOOpA TEpamud TPOMOOIUTONECHHH B TPYINE MAIHEHTOB ¢ CHHApoMoM Buckorra-

Onppuua.

B paznene obcyacoenue pesynbmamog NOJABEACHB! W NPOAHATU3UPOBAHBI HTOTH paboTHL
ABTOPOM  CYMMHDPYIOTCS, CONOCTAaBISKOTCS M 0000IMaroTcs  MOJIy4eHHBIE B XOJIe
JHCCEePTaHOHHOTO HCCIIEIOBAaHHS JTaHHBIC, KOTOPEIE MO3BOJIAIOT MPEeANnoaokuTh, uyto aTllO-p
MOTYT NPHBOJITH HE TOJIBKO K MOBBIIEHHIO KOJTHYECTBA TPOMOOIMTOB, HO M BIHATH HA UX
(pynkiuio. O6ocHOBBIBaeTCS KOHBEpCHS Tepanuy Ha anbrepHaTHBHBI aTI1O-p ripu nepBuyHOi
HEed(P(PEKTUBHOCTH JICUSHHS | JUIsl NTAIIMEHTOB, Y KOTOPBIX PA3BHIIMCH HEXKeJIaTeJIbHbIE SBJICHHS.
VeTaHOBICHHBIE 3aKOHOMEPHOCTH O BOCCTAHOBJIEHHH HOPMAJBHOTO PACIIPEIENICHHS MEX]Ty
CTaJMsIMH CO3pEBAHHMS MerakapHoUHTOB nyreM Bozjeicteus aTllO-p nHa MmerakapuoOnacTel

SBHJINCh OMOIOTHYECKUM 000CHOBaHUEM Teparnuu ¢ npumenenreM aTIIO-p y nanueHToB ¢ WAS.

[lonyueHHBIE B XO/le HACTOSINETO HCCIIE/IOBAHKS JAHHBIE JIErIH B OCHOBY alTOPHTMA TEparHH
TpombonuTonenun ¢ npuMeHenueM aTllO-p, KoTOphId ompenenseT 06beM KOHCEPBATUBHOIO

JeyeHHs ¥ cpoyHocTs nposeaerus TT'CK y nauuenTos ¢ WAS.

CdopmynupoBaHHbIE aBTOPOM BBIBOJABI M [PAKTHYECKHE PEKOMEHIALMH JIOTHYHO
BBITEKAIOT U3 PE3yJILTaTOR IIPOBEAECHHOIO HCCIEA0BAHHUS, COOTBETCTBYIOT IIOCTABIEHHOM 1IE/IH H
3anayam pabotel. Takum o0pasom, mnpejcraBieHHas ITUCCEpTAlMOHHAsS paboTa sBjsieTCs
3aKOHYEHHBIM HAay4YHBIM TPYJIOM, BBITOJIHEHHOM HA COBPEMEHHOM METOAMYECKOM YPOBHE H
JEMOHCTPUPYIOIIMM JI0CTOBEPHOCTD M 3HAYMMOCTD MTOTYUYEHHBIX pe3yabTaToB. PaboTa HarisHo

HIUTIOCTPHPOBAHA TabIMIaMH M PUCYHKAMH.

Conepmaﬁne aBTopecbepaTa COOTBETCTBYET OCHOBHBIM IMOJIOKCHHUAM MOUCCEpPTALMH H

MO3BOJISIET COCTABUTH LIEIOCTHOE H 0OBEKTUBHOE BII€YATIEHHE O pa60Te.



IoaTBepxIeHHe MyOIHKAIIMH OCHOBHBIX Pe3yJIbTATOB B HAY4YHOH neYaTH

ITo Teme nuccepranuu omybnukoBano 10 nmeyatHsix pabot, U3 HUX 6 cTareil B XypHaIax,
BXOJAIIHX B MIEPeYeHb PELEH3UPYEMbIX Hay4HbIX U31aHuli Bricine#t aTTecTanOHHONH KOMHCCHH
(BAK) npu MunucTepcTBe HayKM M BhIcIIero obOpasoBanus Poccuiickoit ®@enepanuun, 4 B
3apyOeKHBIX XKypHaIax, HHJIEKCHpYeMbIX pedepaTrBHbiME Oazamu nanaeix Web of Science unu
Scopus.

Ionyuen natenT Ha usoOperenue Ne2784361: «Crniocob KoppeKiuu TpOMOOLUTOIIEHHH Y
aeteii ¢ cuaapomoM Buckorra-Onapuyan.

3ameuaHuii 110 AuccepTalMOHHON paboTe HeT.

B nopsjike Hay4HOH JTUCKYCCHH IIPEIATA0 CIEAYIONIHE BOIPOCH:

1. TpomOonuTapHBIH OTBET MOCIE BBEIEHHS MEPBOM 10361 POMHILIOCTHMA ObUT 3a(hUKCUPOBAH
B TEUEHHE NEPBOH HEJENH KaK y MNAIMEHTOB C IIOJHBIM H YaCTHYHBIM OTBETOM, TaK
H Yy TAIHCHTOB ¢ OTCYTCTBHEM TPOMOOIHTapHOrO OoTBeTa (Ha (OHE TepanHH B TEYEHHE
MEpBOH HENENM OTMEYaToCh IOBBINIEHHE umcloa TpomGonutoB g0 30 x 10%1 ¢
nocneyomumM nagerrem 1o 11 x 10%1 x tperseit nenene neuenus). Yem B 06bsicHuTe
BpeMeHHbIH 3(dexT ¢ mocnenyromel ero motepei B rpyIie MAlMEHTOB C OTCYTCTBHEM
TpOMOOIMTApHOro OTBeTa?

2. Kakve MexaHM3Mbl JIeXXaT B OCHOBE KOHTPOJS Haj KIMHHYECKHMH [IPOSBICHASIMHU
reMoppariieckoro cuuapoma B xoje Tepamuu aTllO-p y nammenTtoB, pedpakTepHbBIX K
TEPAllMK POMHUILUIOCTHMOM (Ha MPOTSHKEHHM BCETO IIE€PHOJA JICYCHHS HH Y OJHOTO M3
NAalMEeHTOB, HE OTBETHBINHUX Ha Tepanuio. He 05110 3aduKcHpOBAHO TsKeNbIX KpOBOTEUYEHHI
[I-IVcrenenn)?

3. Yem MOXHO 00BACHHTH GOIee BBICOKHIA MPOLEHT MOTEPH OTBETA B rpynne PomucmiacruMa

(3/11,27%), no cpasHeHHIo ¢ rpymmnoi darpombonara (1/7, 14%)?

Jakarouenue

Jluccepraunonnas pabGora OrreBoi Amuel JleommnoBusl Ha Temy "OueHka
SQ(PEKTUBHOCTH  NPHUMEHEHHs AroHHCTOB  pPENENTOpa  TPOMGONOSTHHA B JICUCHHH
TeMOPpariHeCcKyX IPOSIBTICHHI CHH/IpoMa BuckoTra-Onpipuya y ieteli " Ha COMCKaHMe YIeHO CTeneH:
KaHaulata METHIMHCKUX HAyK SBISIETCS 3aKOHUYEHHOH HAYYHO-KBAIM(PHKAIMOHHON paboToii, B
KOTOPOH CONAEPIKHUTCS PElICHUE AKTyalbHOH HAy4HOH 3a71aud MO JICYCHHIO TeMOPPArHYeCcKUx

NpOosBICHUH y nereii ¢ curapoMoM Buckorra-Onapuya.



TTo cBoell AakTyalbHOCTH, HAy4HOH HOBH3HE, TEOPETHYECKOH W paKTH4eCKOH
3HAYUMOCTH, JOCTOBEPHOCTH MOJYUCHHBIX PE3YILTAaTOB JHCCEPTALMOHHAA paboTa MOIHOCTHIO
coorBercTBYeT TpebGoBanHsM ImyHKTa 9 «llomojkeHHs O NPUCYKACHHH YHEHLIX CTereHen»,
yreepknéunoro Ilocranosnennem IlIpaBurenbCTBa PO or 24 centsdps 2013 . Ne®42 (c
M3MEHEHMSIMH B PEIAKIMM MOCTAHOBJICHUH MpaBuTEbCTBA POCCHHCKOH @epepamam Ne335 ot
21.04.2016r., Ne748 ot 02.08.2016r., Ne650 ot 29.05.2017r., Ne1024 ot 28.08.2017r, Nol168 ot
01.10.2018r), a ee asrop, OrueBa A.JL, 3aCIy)KMBAaeT MPUCYIHICHH MCKOMOMH CTEIIeHH

KaHJIMIaTa MeHIMHCKUX HayK 1o cnenuanproctsm 3.1.21. Ilennarpus, 3.2.7. UmmyHo0rHs.

O¢unuanbabiil ONMOHEHT!
JIOKTOp MEIMIIMHCKHX HayK,
3aBe/IyFOIAs OT/IE/IEeHHeM OHKOJIOTHH/TeMaTolior i
CI16 I'BY3 «JleTcKuit rOpoICKOH MHOTOIPO(QUIBHBIH
KJIMHHYECKHH ClIeIHaIM3MPOBAHHBIA [ICHTP BEICOKHX
MEIHITHHCKHX TEXHOIOT UMY,
['maBHbIi geTckuii remaronor Komurera
no 3npasooxpanenio r. Cankr-IlerepOypra
g :45\2::@ Boiigenko DnbMupa ['ocManoBHa

«23» okts0ps 2023
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CBEJAEHUA

00 0pHIHATBEHOM ONMOHEHTE

no juccepranmu Ornesoit Anubl JleommpoBuer "Ouenka 3()(eKTHBHOCTH NpPUMEHEHHS AaroHHCTOB pelenTopa TpoMOONO3THHA B JIEYEHHH

reMoppariyeckux rnposisjieHuit cuaapoma Buckotra-Onipyya y netel"”, npeicTaBlIeHHYI0 HA COUCKAHUE YIEHOM CTENeHH KaHMIATA MEHIIMHCKHX HAYK 110
cnerpanbHocTsM 3.1.21. [leauarpus, 3.2.7. IMMyHOIOrHA B 3alIMIIaEMO B JuccepTannoHHoM cosere 21.1.025.01.

ropojickas 6onpauma Nel).
Poccuiickas @enepaims,
r. Cankr-IlerepOypr, yiu.
ABanrap/iHasi, oM 14

damunus, T'on MecTo 0CHOBHOH paboThI, VYueHas creness (¢ Vuenoe OcHoBHEIE paboTHI, O1yOJIHKOBAHHBIE B
UM, POXKIEHHUS, AOJLKHOCTD yKazaHueM mudpa 3Banue (1o PELICH3UPYEMBIX XKYpPHAJIAX 3a MOCIEeIHHE 5
OTHECTBO rpa’KaaHCTBO CIEIHAIBHOCTH, IO | CIECHHAILHOCTH, MO neT
KOTOpO# kadenpe)
3alMILEeHa
JIUCCepTalms)
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DneMupa Poccuiickass | Cankt-IlerepOypra, MEIHMIIMHCKAX HAayK XapakTepHCcTHKa ocTporo nuMmpodracTHoro
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3. Popov, A. Prognostic value of minimal
residual disease measured by flow-
cytometry in two cohorts of infants with
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He sinsizoch wienoM skcneptHoro coeta BAK. Ha 00paboTKy MePCOHANBHBIX JaHHBIX COTIACHA.

JIOKTOp MeJIHLIMHCKHX HayK, npocdeccop,
3aBeJIyIolIas OT/IeICHHEM OHKOJIOTHH/TEMATOJIOTHH
CI16 I'BY3 «JleTckuii ropoIcKOi MHOTONPO(HIBHbIH
KJIMHHYECKHH CIIEIMAIH3HPOBAHHEIH [IEHTDP BBICOKHX
MEIUITMHCKHX TEXHOJIOT Hii»

Toamuck A.M.H., npodeccopa boityenko DnbMUPE! I 0CMaHOBHEL 3aBEPSIHO:

3amMecTHTeb IIAaBHOI'O Bpayva 1o KajapaMm

CI16 I'BY3 «JleTckuii rOpoCKOil MHOIOMPOGHIbHEILH
KIMHAYECKNI CrIeIMaTu3HPOBAHHbIH LIEHTP BBICOKHX
MEIUIAHCKUX TEXHOJIOTHIY

akcumoBa Beponuka BajgumosHa
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