OT3bIB

Ha aBTopedepar aucceprauuu Jimutpresa EBrenuns BsiecnaBosuya
«DaKTOPHI PUCKA ¥ METULMHCKAs IPOQHIAKTHKA HHTMOMTOPHOM (OPMEI
reModuuK A y ieTeii», pecTaBieHHoi B uccepTanuonnsii coser J{ 03.11.01
MPH TOCYAAPCTBEHHOM yupeskaeHuy «PecryGiMkaHCKuil HayYHO-NPAKTHYECKUH
IIEHTP TPAaHCQY3UOIOTHA U MEAUIUHCKMX OMOTEXHOIOTHI»

HA COMCKAaHWE YYEHO! CTENEHH KaHIUaTa MEJULIMHCKUX HAYyK

o crienpansHocT 14.01.21 — remaToorus u nepenMBaHUe KPOBH

AKTyaJbHOCTh paGoThl. COBPEMEHHbIC BO3MOXKHOCTH JICYCHHUS NMAMEHTOB €
remodunuei A 10CTaTOYHO IHUPOKHU. B TeYeHNEe MOCIEAHET0 AECATHIETHA B MUPOBYIO
IPAKTHUKY BHEAPEHHl DPEBONIOLMOHHBIE AIBTEPHATHBHBIC BAPHAHTH KOPPEKIMH
reMocTasa, OTIIMYHBIE OT MPSAMOTO 3aMelleHUs AeUIUTHOrO (aKTopa CBEpPTHIBAHMA
kposu VIII (FVIII) — mumeruxu FVIIIa (sMunu3ymab), pebanancupyonue npenaparst
(burycupan, koHim3ymab, Mmapcrauumal). OnHako, BCE OTH HHHOBALMOHHBIC
IIpenapaThl II0Ka3aHbl TONBKO JUIS NPOBENEHHS NMPO(MIAKTHIECKOro JIEYCHHs, a B
Cllyyae pa3BUTHS KPOBOTCYCHWMH MIIM IIPH IPOBCACHUM MHBA3WBHBIX BMCIIATC/IbCTB
e[IMHCTBEHHOM OIIMel Tepanyy JUlsl MALMEHTOB ¢ FeMO(uInel A 0CTaeTCs BBEACHHE

xoHuenrparos FVIII.

M3BecTHO, YTO O/IHMM M3 HamboJjiee CEphE3HBIX OCIOXHEHUM IPH NPOBE/ICHUH
3aMecTHTENLHON (DAKTOPHOM TEpanmMM SBIAETCS PA3BUTHE aHTHUTEN — HHTHOMTOPOB
FVIII, He#ATpanu3yrommx ACUCTBHE IIpemapara M Jenas CTaHJapTHOC JICUYCHHC
Hea(dexTuBHbIM. Haubonpmvi puck pa3BUTHS MHTHOMTOPOB Ha0II0AaeTCs UMEHHO

Y paHee He JICYCHHBIX WJIM MUHHMMAJIBHO JICUCHHBIX MAJICHBKHUX NMAIHCHTOB, 0c0o0EeHHO

¢ TKenoi hopMoit reModuIIK A, IOCTUTas KyMyJISTHBHOR 4acTOThI 10 31% u Goree.

[Ipy 1MOSBICHMH MHTMOMTOPOB KOHTPOJb HaJl KPOBOTCUCHHSMH 3HAYATENHHO
ycnoxusiercs. OtcyrcrBue 9(@EKTHBHOrO KOHTPOJIS KPOBOTEYEHHH B JIETCKOM
BO3PACTE MPUBOJMT K YACTHIM M TSIKEJIBIM KPOBOU3IHAHHUSIM B CyCTABBI M MBIIIIBI, 9TO

MOJKET BBI3BAaTh HeoOpaTUMBIE IOPaXEHUs ONOPHO-IBUTATENBHOrO anmnapara,




MHBAIMIHOCTD U JJaXe yrpoxars xu3Hu. HecBoeBpeMeHHas IMarHOCTHKaA TOABICHHA
MHIUOUTOPOB CTAHOBHTCA OCOOEHHO AKTyaJbHOW B HACTOAIIEE BPEMS B CBA3H C
BHEJIPEHHEM YHHBEPCATbHBIX JIEKAPCTBEHHBIX MpEnaparoB HeGakTOpHOH TepamuH,
MAaCKMPYIOIMX HaJIMIHE aHTUTEI, HO IPUBOAMIMX K MOTCHIMAIBHO HEYIPABILACMOMY
JKAZHEYTPOKAIOIEMY KDOBOTEUEHMIO B CIydae IIPOBEJEHHMA JONONHUTEIbHON

TEpanuy No TpeOOBaHHUIO.

Taxum 06pazom, mpobnema uHruOuTopHOH (opmbl remodpummu A y nerei
OCTaeTCsl OJHOHM M3 IEHTPaJbHbIX U HAMMEHEE PEHICHHBIX B COBPEMEHHOW JETCKOM
reMaTOJIOrHH. AKTYaJIBHOCTh MCCJIEI0BaHNUS ONPENEsieTcs HEOOXOMUMOCTBIO TOMCKA
MEPOIPHATHI MO CHIKEHHIO pHCKa 00pa3oBaHMs MHIHOMTOPOB ANA YIy4IICHHS

Ka4eCTBa XKHM3HH ¥ IPOrHo3a 3a001eBaHus y ACTEH.

Hayunasi HOBHM3HA. ABTODOM BIECDBBIC INIPOBEJEHa KOMIUIEKCHAs OLEHKA
daxtopos pucka paspurus uarudutopos FVIII y panee Hene4eHHBIX ¥ MUHUMAJILHO
JIeYeHHBIX MalueHToB ¢ remoduuueit A. Onpenenena Beaynias poib reHETHYCCKUX
papuanToB B rene F8. IIpoaeMOHCTPHUpPOBAaHBI JOCTOBEPHBIE PasiMIMs B 9JacTOTE
BO3HMKHOBEHHSI AHTHTEN PEXKHMa TEpanuM 110 TPEOOBaHMIO M MPOQUIAKTAIECKOH
Tepanuu ¢ perynspHsiM BBenenneM konnenTpara FVIIL. Ha ocHoBaHuM NOITYy4€HHBIX
J@HHBIX TIPE/JIOXKEH aBTOPCKUiA MeTOA NPOQHIAKTHKY pa3BuTHA HErMOuTOpos FVIII

y paHee Hee4YeHHBIX 1 MMHAMAIIBHO JICYECHHBIX MMAIMCHTOB C F@MOd}HﬂHCﬁ A.

C uenbio noBbimeHus 3(POEKTUBHOCTH INPOBOAMMOM TEpANMM ABTOPOM
paspaoTaH ¥ BHEAPEH alNroOpUTM HHIWBHIYaIBHOIO PpPacdera BEIHIUHEI
MPOMUIAKTHYECKOH 0351 B KPATHOCTH BBEJICHHS KOHIIEHTpATa ()akTOpa CBEPTHIBAHMS
KpOBY, IIO3BOJSIIOIIMI  IOJJIEPXKHMBATh JOCTATOYHYIO s HPESAOTBPAICHUSA

CIIOHTAHHBIX KPOBOTEUEHHH KOAryJIAIHOHHYI0 akTuBHOCTh FVIIL

IpakTuyeckas 3HauMMocTh. JlucceprauuonHas pabora [mutpuesa E.B.
ABJSETCS KIMHUYECKHMM WCCIIEAOBAHMEM C peanu3alueri B ICHHBIA IPHKIAJIHOW
IIPOYKT B BUJE pa3paGOTKH SJIEKTPOHHOrO KalbKyisaTopa «Antihemocalculaton ms
nepcoHU(UIMPOBAHHOTO pacyeTa 03 M KPaTHOCTH BBEJEHHs KoHueHTparoB FVIIL
JlanHas KOMIIBIOTEPHAs MporpaMMa Ha OCHOBE pe3ylbTaTOB MHAMBUIYAIBLHOTO

(hapMaKOKHHETHUECKOTO TECT2 MOXeT OBITh WCTONB30RAHA JUIL 3(Q(EKTHBHOX




NPOGYITAKTHKE pPAsBUTHS KPOBOTEUEHW) y TAlUEHTOB C TSDKENOH dbopmoi
3a60neBanus. TIpeIOKEHHbIH aBTOPOM METOJ NPOQHIAKTHKA PA3BATHS MHTHOMTOPA
B TedeHuH nepsbix 50 aHe# BBejcHuA KoHueHTparoB FVIII mo3BomdT HE TOJBKO
MMHMMM3HAPOBATh PUCK BO3HMKHOBEHMS JaHHOTO TIPO3HOIO OCHOXHEHMSA, HO U

IIOTCHIIMaNBHO CHU3HTD 3aTPaThl Ha JICUCHHE MMallHCHTOB.

BhINOTHEHHE MOJIEKYJIIPHO-TEHETHYECKOr0 TECTUPOBAHMA NP BepHpuKaiu
[AMarHo3a MOXET CIY>KUTh MOINHBIM IIPOTHOCTHYECKUM (AKTOPOM /IS OTIPEAEIICHUs
IpyIIbl PUCKA TALAEHTa U BHIOOPA TAKTUKM €TI0 JIEYCHHUS C LENbI0 MaKCHMAJIbHOTO

CHIDKEHHMS PHCKa pa3BuThs uHruouropos FVIIL

Comep:kanne pafoThl COOTBETCTBYET 3asfBICHHOH Teme. ABropedepar
JIACCEPTAIMU HalkcaH ¥ O(QOpMIEH B COOTBETCTBMM C TpeOoBaHMsMu Beiciei
aTTECTALMOHHOW KOMHMCCHMM NpM MHMHHMCTEPCTBE HayKH M BBICHIEr0 00pasoBaHHA
Pecny6nuku bBenapych, COOTBETCTBYET MCCEPTAIMOHHOM paboTe M COMCPXKAHUIO
nyOnuKauMii aBTopa MO TeMe AuccepTaluv. BbIBOABI, NPEACTaBICHHBIE aBTOPOM,
0GOCHOBAaHEI M CIEIyIOT W3 Ppe3y/bTaToB IMPOBENEHHBIX HcclenoBanuit, O0BbeM
KIMHUYECKMX  HaOMIoJeHMii  JOCTaTOYEH,  MCIIOJIb30BaHBI  COBPEMEHHEIE
MH(POPMATHUBHEIE METO/IBI KICCIIEIOBAHMMA M CTATHCTUYCCKOTO aHaJIH3a.

[IpUHIANKANGHEIX 3aMedYaHuil 10 COJACPXKAHMIO aBTOpedepara HET, 3a
WCKIIOYCHHEM HECKONBKMX (OpPMYIHPOBOK: 1) MCHOONBE30BaHHE BBIPAXKCHUSA
«TIATONOTMYECKHE  MHTHOWTOPB»  HEKOPPEKTHO, JOCTAaTOYHO  YNOTpeOieHums
o6LmenpuHAToro onpeaeienus - uaruéuropsl FVIIL; 2) nenecoobpasna pacumpposka
UCIIONB3yeMBIX B aBTopedepare ab0peBMaryp Npu NEPBOM HX YNOMMHAHHH,

Hanpumep, KOCK.

Jluccepranys TIOCTPOEHA IO CTAaHAAPTHOMY IUIaHy. Pe3ynbTaThbl, H3I0KCHHEIC
B JaHHOM pabore, OBUIM MHOTOKDaTHO MNpPENCTaBJICHEI aBTOPOM Ha Ha Hay4YHBIX
CHMIIO3HyMaX Pa3iM4HOro ypoBHs. ITo Teme omyGiukoBaHo 14 meyarHbx pabor, B
ToM umcie 8 (13 Hux 6 3apy0eKHBIX) — CTAThH B PEIICH3UPYEMBbIX HAYYHBIX KYyPHaIaX,
coOTBeTCTBYIOIMX TpeboBanusiM myHkra 19 IlonoxeHws 0 HPUCYKICHHM YYCHBIX

cTerneHel ¥ IPUCBOEHHH YUeHBIX 3BaHuH B PeciyOnyke benapyce.



3AKJIIOYEHHUE

Jucceprauus J{murpuesa Esrenus Bayecnasosnya «®DaKTOphl PUCKA M MEIUAIMHCKAA
npounaktuka MHrMOMTOpHOM opmbl remoduiMH A Y AeTei», SBIAETCA
3AKOHYEHHBIM ¥ CAMOCTOSTE/IbHBIM KBAIM(UKAIMOHHBIM HcclenoBanueM. Pabora
COOTBETCTRBYET TpeOOBaHMSIM ITYHKTA 19 NEeACTBYIOIIETO «ITonoKeHHA O IPUCYKACHUN
yUYEHBIX CTENEHEd M TPHUCBOCHUA YYEHBIX 3paHMi B PecnyOmuxe benapyce»,
PEIBABIAEMBIM K IUCCEPTAIMAM Ha COMCKAHHE yICHOH CTENEHN KaHuaTa Hayk, a
ee asrop, Jvutpues E.B., 3aCiTynBacT NPUCYKACHUA YUYEHOH CTENEHW KaHAuAaTa
MEIUIMHCKHX HAayK IO CIEIHAIBHOCTH 14.01.21 — remaronorusa ¥ ICpEIMBaHUC

KpOBH.

JIOKTOp MEAUIMHCKHX HAYK, 3aBeAyIOMMH KIMHHUKO-JMArHOCTHICCKUM OTACICHUEM
reMaroJoOrMd M  HapylueHmii remoctasa DezepanbHOro  roCylapCTBCHHOIO
GrO/KETHOTO yupexaeHus «HaloHaIbHbIH METUIMHCKIH HCCIIEI0OBATEECKUH LIEHTD
rematonoruu»  MuHHCTEpCTBA  31paBooxpaHenms  Poccuiickoit  Denepanun

3o3ynsn Hanexxaa MBanosHa q

125167, r. Mocksa, Hosplit 3p1k0BCKHI POE3I, 10M 4
+74956122912
zozulya.n@blood.ru
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Tloamwcs AOKTOpa MeAuiuHCKkux Hayk 3osymu Hapexner ViBaHOBHEI 32BEpslo,
Vuenslii cexperaps @enepansHOro rocyJapCTBEHHOIO OXODKCTHOI0 YYIPCKICHUA
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