OT3bIB
oduLMaTbHOrO OMNMoOHeHTa, npodeccopa 1-i kadeapbl aerckux OosesHeit
yupekaeHusi oOpa3oBaHusi «belopycCKuil rocylapCTBEHHBIH MeAMLIMHCKHIM
YHUBEPCUTET», [OKTOpa MEIMLMHCKHX HayK, mnpodeccopa baiiko Cepres
BaneppeBnua Ha aucceprauMoHHyr paboty DmupoBod Xaaumku MapaToBHBI
«I'éeMOJIMTHKO-ypeMHYECKUIl CHHAPOM Yy JieTeli: COBpPEMEHHBIE TMOAXOAbl K
OUArHOCTHKE, JICYEHHIO W OLEHKE MpPOrHo3a», NpeACTaBIeHHYIO Ha COMCKaHHe

Y4Y€HOH CTelneHH JOKTOpa MEeAMUMHCKMX HayK Mo crneuuanbHoctd 3.1.21.
[Teauatpus

AKTYaJIbHOCTb H30PaHHOH TeMbl

['emonutuko-ypemuveckuit cunapom (I'VYC) ocraetcs cepbesHoii npodiemoii
31paBOOXPAaHEHMs, BBICTYNas OJHOW W3 Haubollee YacTbIX [PUYUH OCTPOro
nospexaenus novexk (OINII) y neredt ¢ noreHuwanbHOR TpaHcdopMmauuei B
TEPMHHAJIBHYIO CTaAut0 XpoHudeckoi Oonesnu nouyek (XbII) B paznuunbie cpoku
oT Hauana 3aboneBaHus. B Hacrosiiiee Bpemst ycrtaHoBiaeHo, uto [YC —
retreporeHHas rpymnmna 3a0osieBaHuM, OTHOCALUMUXCA K  TPOMOOTHYECKOMH
mukpoaHruonatud (TMA), nartojoruyeckue TMOCIEACTBHS M KIMHUYECKHE
NPU3HAKKM  KOTOPOH  MpOSBAAKTCS  TpoMOOUMTONEeHWeH  moTpebleHwus,
MUKPOAHIMONATUYECKOH TEMOJUTUYECKOM aHeMHeH M CHUMIITOMAMU HIUEMHH
OpraHoB.

B nocnennee necstunetHe ocoboe BHHUMaHHe oOpaieHo K Haubonee
Tsokenoit popme TMA — atunuunomy I'YC (al'YC) — yrpoxaromemy XKu3HH
yJIbTPapeaKoMy pEeLUUANBUPYIOLLEMY 3a00/1eBaHUIO, 00y CIIOBJIEHHOMY
HapyLIEeHUEM perysiluy albTepHATUBHOIO My TH KOMILJIEMEHTA B CBSI3U C MyTallUei
reHOB KOMIUIEMEHTA WJIM 00pa30BaHUEM AHTHUTEN K HEKOTOPBIM U3 KOMIIOHEHTOB.
Jns peanmsauuu reHetuueckoi aerepmuHantbl al YC B OosblIMHCTBE Ciiy4yaeB
HeoOXoauMO Bo3aeHcTBHE (DaKTOPOB BHELUHEH cpelbl, KOTOpble WUIpaioT poJib
TPUITEPOB, MNPOBOLUPYIOLIUX JONOJHHUTEIBHYIO AaKTHBALMIO KOMIUIEMEHTa Y
MpeapacrnoNoKeHHbIX JHULL.

Huarnoctuka al' YC nperepnena cyllecTBeHHble U3MEHEHUS 3a MOCJeJHUE
ABaAuUATh JeT Onaroaaps psjay Hay4dHbIX OTKpbITHH. OJHAKO 10 HACTOSLIETrO
BPEMEHM OTCYTCTBYIOT crneuuduueckue auarHocruyeckue wmapkepsl al YC,
[MO3BOJIAIOLLIHE YCTAHOBUTH JMarHo3 B KOPOTKUH Cpok oT maHupectauun TMA.
Juarno3 «al'VC» — 3TO aMarHo3 MCK/IIOYEHHs, KOTOpbI YCTaHaBIMBAeTCsl Ha
OCHOBAHUU COBOKYITHOCTH JIaHHBIX aHaMHe3a, HAIMYUS / OTCYTCTBUSL TPUTTEPHOTO
coObITHs, XxapaktepHoil Tpuaasl TMA u  nomkeH ObITb MOATBEPXKAEH




n1abopaTOPHBIMHU JaHHBIMH, HCKIIIOYAIOIUMHU Apyrue dopmel TMA.

Jlo Hauana 3pbl naroreHetHveckoil Ttepanuu a0 80% mnauueHToB MO0
YMUpAIX B OCTPOM MepHoje, TU00 MovyeyHoe MOBpekAeHHEe MPOrpeccupoBaslo 10
TepMuHanbHON ctaauu XbI1 B Teuenue roaa ot aebrora 3adoneBaHus, a BBeJeHHe
B KJIMHHUYECKYIO MPAKTUKY KOMIUIEMEHT-OJOKHPYIOLLEro rnpenapara 3KyJan3ymad
pajMKalbHO HW3MeHMIO0 mnporHo3 mnauumeHToB ¢ alYC ¢ dararpHOro Ha
OTHOCHUTENIBHO  OnaronpusitHbld.  OQHAKO  COXpAHSIOLIMECS  CIIOKHOCTH
auarHoctuku al'YC u, Kak cneacTBue, HECBOEBPEMEHHAs YCTAHOBKM JMarHosa,
03/HEe Hayajo Tepanuy WM OLIMOOYHBIA JMarHo3, He IMO3BOJSKOT MOJHOCTBIO
u30exaTb CMEPTHOCTM WM NPeJOTBPaTUTh y YacTH MALMEHTOB pa3BUTHS
TepmuHanbHOU XbI1.

[TpoBeneHne [aHHOrO uccieaoBaHUsi OOYCIOBIEHO HEOOXOAUMOCTBIO
MOMCKAa HOBBIX [MOAX0A0B K paHHed auarHoctuke alYC, mnorpebHOCTbIO
MPOrHO3UPOBAHUs MCXON0B M Oe3peluIUWBHON [OYE€YHON BbDKHBAEMOCTH B
3aBUCMMOCTH OT aHamHe3a 3alosieBaHus, Bo3pacta ae0oTa M 0COOeHHOCTEM
TEYEeHHUs] OCTPOro rnepuojaa, U pa3paboTKM O0OOCHOBAHHOM TAaKTUKH JIEYEHWS U
JMCMIAHCEPHOT0 HAOIIOAeHHUS.

Takum obpazom, akTyanbHOCTh paboThl DMUpoBON X.M., HallpaB/ieHHON Ha
u3yueHue naemorpaduyeckux AaHHbIX naudeHToB ¢ al YC, KIMHHUYECKUX H
1ab0paToOpHBIX OCOOEHHOCTEH KOMIIJIEMEHT-aKTUBUPYIOLLIMX COCTOSIHUH, XapaKkTepa
M 4YaCTOThl MEHETUYECKUX Ne(EeKTOB, Jie)KallMX B OCHOBe 3abosieBaHUs, a TAKKe
MOUCK AOCTYMHBIX KJIMHUKO-TaOOpPAaTOPHBIX MAapKepOB, MO3BOJSIOLIUX YCKOPUTH
muddeperumanbibii auaruo3 pasnudHelix Gopm al YC/TMA u cBoeBpeMeHHO
HA3HAYUThb NATOMEHETUUYECKYIO TEParu1io, He BbI3bIBA€T COMHEHHH.

CreneHb 000CHOBAHHOCTH HAYYHBIX MOJIOKEHHH H PpEKOMEHALHH,
c(hopmMyIHPOBAHHBIX B 1HCCEPTALHHU

CreneHb 0OOCHOBAHHOCTH Hay4HbIX [10JI0’KEHUH, BBIBOJOB U pEKOMEHIALUH,
chOpMYyTHPOBAaHHBIX B  JIWCCEpPTAalli¥, OCHOBBIBAIOTCS Ha  pe3yJbTarax
oOcrneoBaHUs  JOCTAaTOYHOTO  KOJM4YECTBA  MALMEHTOB,  MCMOJb30BaHUs
COBPEMEHHBIX METOAMK MCCIeOBaHWM, BKJKOYAs AMArHOCTUKY JLIEPUXHO30B,
onpezaeneHue akTuBHocTH hepmenta ADAMTSI13 u ypoBHs anTuTen K haktopy H,
ceKkBeHMpoBaHHWe d3k3oMa no mnasenu al'YC, onpeaeneHue noaIMMOpPRHBIX
reHOTUIIOB TEHOB TremocTa3a U (epMeHTOB (osaTHOroO LHMKIA, a TakKke
Mopdosioryueckoe HcciieloBaHMe TKaHW TMNOYKd. KOMIIEeKCHbIA noaxox K
M3y4YeHUI0 OCOOEHHOCTEeH TeuyeHuss M MCX00B paznuuHbix dopm al'VC, B TOoM




yucie, (akTOpOB, BIUSIOLIMX HA OOLIMEI U MOYEUHBIH MPOrHO3 Y 3TUX MALlMEHTOB,
CBHETEJLCTBYET O BBICOKOM METOIMYECKOM YPOBHE IIPOBEIEHHOIO HCCIeI0BAHUS.

[lonoxeHus, BbIHOCHMBIE HA 3allATy, BBIBOABI W  [pPaKTHUECKHe
PEKOMEHAALMHN JTOTHYHO BLITEKAKOT U3 Pe3yJbTaTOB UCCIENOBAHHUSA, YETKO U SICHO
copMyIMpOBaHbl, apryMEHTUPOBaHbl U OOOCHOBaHbl COBPEMEHHBIMH METOAaMH
CTATUCTUYECKON 00pabOTKHU AaHHBIX.

JloCTOBEPHOCTH H HOBH3HA HCC/IE0BAHHS MOJYYEHHBIX Pe3y/JIbTATOB

JIOCTOBEPHOCTh  MOJIyYEHHbIX Ppe3yJbTaTOB ONpeIeNsieTcss IPaMOTHBIM
JAW3aiHOM Hay4HOW padoThbl, NOCTATOYHbIM OOBEMOM KIMHHYECKOro Marepuasa
(camas Oosbliasi BbiOOpka aeredt ¢ al' YC B Mupe, comnocraBumasi TOJBKO C
MEXK1yHapoaHbIM peructpoM nauueHToB ¢ al'VC), 0AHOPOAHOCTBIO M3yuYaeMbIX
rpynn MauueHToB, MpPUMEHEHHeM COBPEeMEHHBIX METONOB CTAaTUCTHYECKON
00paboTKH ¢ NOMOLLBIO NPOHECCHOHANBHBIX MPOrPaMM CTATUCTUYECKOTO aHalu3a.

HayyHasi HOBM3HA QMCCEPTALMOHHOIO HccienoBaHus DMupoBod X.M. He
BbI3bIBA€T COMHEHMSL.

Bnepsblie B Poccuiickoii (eepaiy npoBeeHO KOMIIEKCHOE 00ciie10BaH e
nereit ¢ al'YC, mnpexacraBieHa pacnpOCTPaHEHHOCTb €ro pasjiMuyHbIX (GopM H
O0CODEHHOCTH MX KJIMHHUYECKOrO TEUYE€HHS, BbISIBIEHBI TpUIrTephbl 3ado/ieBaHUs Ha
OCHOBAHUM U3YyUYEHHUsI aHAMHECTUUYECKUX JaHHbIX.

ABTOpOM YCTAHOBJIEHO, 4To HEKOHTPOJIUpyeMast aKTUBaLUs
aJIbTEPHAaTUBHOIO IyTH KOMIUIEMEHTa, OCHOBHOIO MeXaHW3Ma [OBPEKICHHUS
sunotenus npu al' YC, moxer ObITh MHAYLMPOBaHA PA3IMYHBIMH KOMILIEMEHT-
aKTHBHUPYIOLLMMH COCTOSIHUSIMH, CPelM KOTOPBIX 4Yallle BBIABIAIOTCH MH(EKLHU
pa3IUYHON ITHOJIOTUH.

BriepBble ornpenesneHa AWarHoCTH4ecKass M MPOrHOCTHYECKass 3HAYUMOCTh
POBEJCHUS MOJIEKYJ/pHO-reHeTh4eckoro uccienosanHus npu al YC y jgerei.
Beicokas yactota oOHapy»KeHHs NeHeTHYeCKMX BapUaHTOB I'€HOB KOMIUIEMEHTA C
HESICHBIM KJIMHMYECKMM 3HAYEHHEM JaeT OCHOBAaHMS paccMaTpuBaTh MOC/IEAHHE
KaK BaxHbIA (aktop pasButus TMA npu B3aUMOAEHCTBHM C MOIIHBIMH
KOMITJIEMEHT-aKTUBUPYIOLUIMMH COCTOSIHUSIMH, YTO MOATBEPKAAET CIIPABEIIMBOCTD
KOHLENUMK «aBorHHOoro ynapa» B natoreHese al ' YC. Kpome Toro, B pesyibrare
PACLIMPEHHOr0 IK30MHOI0 CEKBEHMPOBAHUS IMPEACTABIEHO, YTO Yy MALUMEHTOB C
al'YC BbIABIAIOTCA MyTalUH, He CBsi3aHHble ¢ OelKaMH KOMIUJIEMEHTa, KOTOpbIE,
[10-BUJAMMOMY, MOTYT UIpaTh BaXXHYIO POJb B IPOLECCAX MUKPOLMPKYJIATOPHOIO
TpomMO00Opa3oBaHusi, OKa3bIBATh BIUSHKUE HA pa3BUTHE U Nporpeccuposanue TMA.




JluccepTaHTOM 10Ka3aHO, YTO He3aBUCUMO OT (HOpMBbI DONEe3HU, 3HAYUMOCTH
BbISIBJIEHHbIX TE€HETHYECKWX BapHaHTOB MM KX OTCYTCTBHHM, XapaKTEpPHO
COIMOCTAaBUMOE I10 TSXKECTH TEUEHUE OCTPOTro Nepruoja. Takxke yCcTaHOBIEHO, YTO J10
MPOBEACHHUS KOMILJIEMEHT-O/IOKUpYIOIIeH Tepanud peudauBbl 3HAYUMO Yallle
BCTPEYAIUCh y OETeH C TeHeTHYeCKHMMM JAedeKTaMu MU AHTUTENbHOH (opMoii
3a00/1€BaHKA 110 CPABHEHHUIO C MALMEHTAMK, He UMEIOLIMMHU MY Tallhid.

Briepeie npu  al YC  wuccrenoBaHbl  Mapkepbl  TpoMOOHIMUeCKOM
HalpaB/eHHOCTH. ABTOPOM yOeIUTeIbHO MOKA3aHo, YTO HAJH4Yhe MYJIbTHI€HHOM
TpoMOOGDUIMK ONpesieNseT TAKECTh TeUeHUs OCTPOro NepHoaa, UCXOA U MPOTrHO3
3aboseBaHusl.

OmupoBoi  X.M. BnepBble olleHeHa 3()(HEKTHBHOCTH  KOMILJIEMEHT-
OJOKUpYIOLLEH Tepanuu ¢ OLEHKOW HernocpeacTBeHHBIX (depe3 1, 2, 4 Hexesu) u
OTJa/lleHHbIX (depe3 6, 12, 24 u 36 mec.) pe3yabTaToB JeveHus aetei ¢ al YC, yeTko
copMyIMpOBaHbl OKa3aHUs K HA3HAYEHUIO 3Ky Iu3ymala y JeTeil ¢ aHTUTE/IbHOM
¢dopmoii 3aboneBanus. JlokazaHo, 4YTO NpUMeHeHHe IKyJIu3ymaba crocobCcTByeT
cTabUIU3alMKM COCTOSIHUSL NMALMEHTOB U NMAaTOMeHEeTHYECKOMY KOHTPOJIIO TeUYeHHSs
3a00/1eBaHMs, a €ro OTMEHA COMpsi’KeHa C pa3BUTHEM peLMauBa. Takxke 10Ka3aHo,
4TO MPOrHO3 U UCXO0/ OOJIE3HU, B TOM YUCJIE BBIXKMBAEMOCTh, KaK MMO4YeyHas, TaK U
MALKUEHTOB, OIpeAeNseTcs TSHKECTbIO OCTPOro repuoaa, CBOEBPEMEHHOMN
auardoctrukoi al 'Y C ¥ cpokaMy HHULIMALIMK KOMILIEMEHT-0I0KUPYIOLLEH Tepariuu.

Jucceprantom Brepsble B Poccuiickoit ®eaepalinu npoBeieH MoaApoOHbIH
aHa/Ii3 TNPeJAUKTOPOB HeOIaronpusTHOro TmNo4yeyHoro U oflero ucxona,
Orpezie/ieHbl ONTUMAJIbHbIE CPOKM Hayajla KOMIUIEMEHT-OJOKUpYIollel Teparnuu,
olleHeHa obOLuas 1 Oe3peLnMBHAs BbIKUBAeMOCThb, UHUMAEHTHOCTh XbI1y nereii ¢
al'yC.

PaszpaGoTaHHbIi alropuTM AMAarHOCTUKHM W JieyeHus nauueHTtoB ¢ al'yYC
MO3BOJUT B KOPOTKHME CPOKHM AMArHOCTHPOBATh [AaHHYIO MATOJOTHI0, a Takke

HHUIHHPOBATH MNATOIr€HETHYCCKYHO TEpAllUI0, YTO CYLUECTBEHHO YJIYHILIHUT MMPOrHO3
U UcxoJ1 3abosieBaHmS.

3HAYMMOCTD AJ15l HAYKH H MPAKTHKH NOJYy4YeHHbIX ABTOPOM pe3y/1bTaTOB
[TonyuyenHple B aucceprauMoHHOH paboTe pe3yJbTaTbl MMEKOT OIPOMHOE
3HauyeHWe JUlsl KIMHWYECKOM MNpPaKTUKH M HECOMHEHHO HalIyT NpUMEHeHHe B
neAMaTpUH, He(pOJOrHH, PeaHUMATOJOrHH, NMOCKOIbKY HalpaBleHbl, B MEpPBYIO

o4yepelb, HA CHHKEHHE CMEPTHOCTH M pHCKa pa3BUTHs TepMuHanbHOi XBII y
nauueHToB ¢ al YC.




ABTOopoM nipeactaBineHbl kpuTepud al' YC, nosBossiole yCTaHOBHTH
AMarHo3 B Kparyailuve cpoku ot aebwora TMA, KoTopble BKIIOYAIOT:
[0JIOXKUTE/IbHBIA CEMEHHBI aHaMHe3; MOBTOpHbIE U306l TMA; oOHapyxeHue
MaTOreHHbIX MyTalWi IeHOB KOMIUIeMeHTa; pa3Butue TMA Oe3 Tpurrepa M Ha
done/nocne OPBHM, BakumHaumu, TpaBMbl, XHPYPrH4eCKOro BMeIIATE/IbCTBA;
MOBTOPHBIE 3MH30/bl FeMOJIH3a U noTpedseHus TPOMOOLMTOB B OCTPOM IepHoje
Oone3HH y TMALMEHTOB C JHApeHHBIM MPOAPOMOM; Pa3BUTHE BHENOYEYHBIX
nposiBjieHuH npu paspewaroweiicas TMA; KynupoBaHue cUMOTOMOB 00JI€3HH Ha
(boHe Tepanuu 3KyaU3yMadboMm.

Pesynbrartel McclenOBaHUS Takke [JalOT OCHOBaHME paccMaTpUBaTh
MaUMEeHTOB ¢ JHArHOCTUPOBAHHON TI'eHETHHYeCKH OOYCIOBICHHON TpomOodunue
KaK JeTel ¢ BBICOKMM PUCKOM TpoMOOIMOOIUH B MOCTTPAHCIIAHTALMOHHOM
nepuoje, a Takxke passutuem XbI1.

JuccepranToM  cpopMyaMpoBaHbl MOKa3zaHUsi K MOP(dOIOrHYecKomy
uccieaoBaHuio noyek y aerei ¢ al YC, koraa nmpoteuHypust HepOTHUECKOro
YPOBHS COYETAeTCsl ¢ aHeMuel U TpOMOOLMTONEHUEeH WM pa3BUBAETCS HEMOJIHbIH
cumnrTomokomIieke TMA, niau npu KynupoBaHUM reMaTOJIOrMYeCKUX MPU3HAKOB
Oone3Hu coxpaHseTcs CHWKeHWe (YHKIMM T04YeK, WIM MOATBEpXK/IeHa
He3(h(DEKTUBHOCTH KOMIIJIEMEHT-0JIOKUPYIOLLEH Tepanuu.

[IpoBenennbii DMupoBoit X.M. aHanu3 GakTopoB, BIAUAIOLIMX HA OOLIMH U
[MOYeYHbIH MPOTrHO3, MPOJEMOHCTPUPOBAJ, YTO €JAMHCTBEHHBIM OJ1IaronpUsATHLIM
(paktopom y mnauumeHtoB ¢ al' ¥YC, no3BojisiOLIMM [peJOTBPATUTb CMEpPTb HU
MUHUMM3UPOBATh PUCK pa3BuUTHs TepMuHanbHOM XDbBII sBasercs xommieMeHT-
Onokupytouias Tepanus 3Kyjau3ymadoMm, HayaTasi He ro3aHee 2 HeJelb OT aedoTa
3aboneBaHus. Takxke ObIIM Onpe/eseHbl MoKa3aHus K KOMIIEMEHT-0JI0KUPYIOLLeH
Tepanuu TMpH aHTUTENbHOH ¢opme 3aboneBaHus B Cly4asX KOHCTaTaluuH
HeI(PPEKTUBHOCTU U HAIU4Us MMPOTUBOINOKA3AHHUH K IUIA3MOTEPANUU U JIEYEHHIO
MMMYHOCYTIpeCCaHTaMH, TNpU accouualuu aHTuTen K ¢aktopy H ¢ myrauusmu
reHOB KOMIUIEMEHTA, & TaK)Ke MPH MPorpeAneHTpHOM TeueHun TMA.

[Toka3aHo, 4TO nepea OTMeHOH 3Kyau3zymaba HeOOXOAUMO MPUHHMMATL BO
BHMMaHHe Bo3pacT nedrora al YC, Hamuyue pelauBOB B aHaMHe3e, 0COOEHHOCTH
TeUEHHUs! OCTPOro nepuoja 00JIe3HU U FeHETUYECKYIO 1eTEPMHUHAHTY 3a00/1eBaHusl.
ABTOpOM  yOeIUTeNbHO [POJEMOHCTPUPOBAHO, YTO IIPU  IPEKpalleHHU
KOMILIEMEHT-O/IOKUpYIOLLeH Tepanuu HeoOXOAMMO MpPOBEAEHHE TILIATEIbHOrO
MoHUTOpUHTra mapkepoB TMA, ocobeHHO B 1-ii roa nocjie OTMEHbI 3KyIu3ymMada, u
BO300HOBNeHUe eveHus npu peunause al'YC He no3aHee 48 yacos.




PeByJ'IBTaTBI AHUCCEPTALLMOHHOTO HCClleJOBaHKA PEKOMEHIOBAHbI K
HCIIOIB30BaHNI0 B  aMOyJIaTOPHO-NONUKIHHUYECKOM H CTAlHOHapPHOM 3BEHE
neauMaTpaMu, HedposoraMi, aHecTe3MONoraMU-peaHuMaToloraMu, a Takke I[pH
OG}’HGHHH CTYACHTOB, OpAUHATOPOB, aClUPaHTOB W MOCTIAMUIIIIOMHOM 06yquHu

Bpayel pas/lW4YHbIX ClELMaIbHOCTeH (meauarpsl, He(POJOTH, aHECTe3UOJOIH-
peaHuMaToJIOTH).

CooTBeTrcTBHE AHCCEPTALHH NACNIOPTY CNEUHAIBHOCTH

Jliyccepranus COOTBETCTBYET MacrnopTy Hay4yHOH crneuuainbHocTH 3.1.21.
[lennatpust; n. 1 — «M3yuyenue dusmonoruueckux 3akOHOMEpPHOCTEH H
MaToJOrH4YeCKUX OTKJIOHEHWH, pocTa, (U3UYECKOro, IOJOBOro, HEpPBHO-
MCUXHYECKOr0 U KOrHUTHUBHOIO Pa3BUTHS, COCTOSAHMS (PYHKLHMOHAJIBHBIX CHUCTEM
JeTel B pasjgdu4Hble MEepUOAbl  JKHU3HHM:  BHYTpUYTpoOHOro nepuona,
HOBOPOXKIEHHOCTH, PAHHEro, AOLIKOJBHOIO M LIKOJBHOIO BO3pacra»; m. 3 —
«OnTumMuU3aLUs  Hay4YHO-UCCIIeJOBATEIbCKMX  MOAXOAOB W MPaKTHYECKUX
MPUHLMIIOB BEAEHUS — AMArHOCTHUKH, NPOQHUIAKTUKH, Je4eHUs, aOuIuTaumu u
peabunuTauMy, a TakKKe  CONPOBOXKJIEHUS  JeTed ¢  XPOHUYECKUMH
peuMAMBUpYIOIIMMH  OOJNe3HsIMH,  OCTPOH  MaroJiorued,  MOJABEpriIuxcs
BO3/I€HCTBUIO BHEUIHUX (DAaKTOPOB, B TOM YHCIIE€ IKOJIOTMYECKHX U COLIMANIBHBIX.
DopmupoBaHHe MOJIEIEH W apaMeTpOB OLEHKH BEICHHS MalMeHTa U MOAX010B K
ay/JMTy OCYLLECTBJIEHHOro o0beéMa BMEIIATeIbCTB M KayecTBa OKa3blBAEMOM
MEIMLMHCKON aesiTenbHOCTUY; 1. S — «Pa3paboTka HayuHbIX, METOLOJIOTHYECKUX U
NPAaKTHYECKHX MOAXO0J0B K BEICHHUIO JIeTel C BPOXKAECHHBIMH [TIOPOKAMH PAa3BUTHS,
HACJIeICTBEHHO 00YC/I0BI€HHBIMU OOE3HIMU U HApyIIEHUSIMU OOMEHa BElIEeCTBY;
n. 7 — «Pa3paboTrka MeTOA0OB U CHCTEM MOHMTOPHMHIa, aHalu3a, UM(pPOBHU3ALMU
MPOLIECCOB MPOrHO3UPOBAHUS/MOIECAUPOBAHUS MU3MEHEHUH COCTOSIHUS 310pPOBbs
JeTel ¢ UCIOJIb30BAHUEM UCKYCCTBEHHOIO MHTEIIEKTa U HelpoceTeiy.

IMosiHOTa OCcBelIeHHs Pe3y/ILTATOB IHCCEPTALIHH B MeYaTH
[To teme nuccepraumm omyGmukoBaHo 25 meyaTHbIX paboT, BKIouas 15
craTted — B )KypHanax, peuensupyemsix BAK npu MunoOpuayku Poccun, 2 — B
U31aHUX, MHIEKCHPYEMBIX B MeXyHapoaHo# 6aze Scopus.

Ouenka ¢TPYKTYpbI H COAEPKAHHS AHCCEPTALHHI
Jucceprauronsas pabora DmupoBoit X.M. noctpoeHa no KjiacCHYeCKoOMy
TUITy, COJAEP)XUT BBEIEHHe, 0030p JUTepaTypbl, MaTepHajbl U METOJbI
MCCIe10BaHMSL, IJ1aBbl COOCTBEHHbIX Pe3yJIbTaTOB UCCIeI0BaHuUs U X 00CyKIAeHHe,




BBIBO/IbI, MPAKTUYECKUE PeKOMEHIAlUU, CIIMCOK JTUTepaTyphl, BKIoYaromui 319
MCTOYHHUKOB, B TOM 4ucie 17 oredectBeHHbIX U 302 3apyOexHbix. [Jducceprauus

wimocTpupoBaHa 42 pucyHkamu, 62 TabauuaMu U COAEPKUT 6 KIMHHUYECKHUX
HaOIIOACHUH.

Bo BBeneHuu npeacTtaBieHO OOOCHOBaHME AaKTYalbHOCTH JaHHOIO
MCCIIeI0BAHMS, YE€TKO M JIaKOHUYHO cOpMYJIMpOBaHbl Lelb U 3aaa4dud paboTsl,
[MOJIOYKEHUs, BBIHOCMMBIE Ha 3alllUTy, OaHO MOAPOOHOE ONHCaHHE CTerneHH
pa3pabOTaHHOCTH TEMbl, Hay4Hass HOBU3HA W IPAKTUYECKas 3HAYUMOCTh
UCCIIe1I0BaHUsl, IMUHBIN BKJIa aBTOpA.

O030p nuTepatypbl COAEPKUT MNOAPOOHOE OMMCAHWE SMHUIAEMHUOJIOTHH,
K1accuuKaLmu, STHONaToreHesa, reHeTuku v nporysosa al Y C. JletanbHo onucaHsl
KJIMHUKO-J1a00OpaTOpHBIE MPOSIBIIEHUS,, OCHOBHBIE MOAXO/bl K JAHArHOCTHKE H
nevenuto al YC.

B rnaBe «Marepuanbl W MeTOAbI» MPEACTABIEH I[IO3TAMHBIA AW3alH
UCCIIe10BaHMS, XapaKTepUCTHKA BbIOOPKH, KpUTEPUH JUArHOCTUKH
TpomboTuyeckoi Mukpoanruonatuu, al' YC, XBI1. Onucansl obLiekIMHUYECKue,
CrieuMaslbHble METO[bl MCClIeOBAHMS, COBPEMEHHbIE CTATUCTUYECKHE METO/IbI
00pabOTKM AaHHBIX, YTO CBUIETEILCTBYET O BBICOKOM CTENEHH A0KAa3aTelbHOCTH
MOJy4eHHbIX aBTOPOM Pe3y/1bTaTOB.

B 3 riaBe noapoOHO H310KeHbl KIMHUKO-1a00OpaTOpHblE OCOOEHHOCTH
pasnuuneix Gopm al'YC. YcraHoBneHbl Bo3pacTHble oriauuus aebiora al'VC,
3THOJIOTHSI KOMIUIEMEHT-aKTUBUPYIOLLMX COCTOSIHUH, Cpedu KOTOPbIX MH(EKLHH
OakTepHaIbHON U BUPYCHON ITHOJIOIMH ABIISUIUCH BEAYILIMMH, IPUYEM Y MOJOBHHBI
MalMeHTOB B Mpojpome 3abojeBaHHe OTMeuaslach Juapes, 4YTO CYILLIECTBEHHO
3aTPYAHSIO CBOEBpeMeHHY0 auarHoctuky. [lpomemoncTpuposano, uto al' YC —
MYJIbTHCUCTEMHAs MaTOJIOTUs, IIpH KOTOpol pasBuBaercs He Toabko OIIII, HO u
nopaxxenue JKKT, IIHC, cepaua, nerkux, opraHa 3penus. [logpoGHo B riase
WIIOCTPUPOBAHbl M M3J0KeHbl MOp(OJIOrHYecKue [MpPOsIBIEHHSI OCTPOH H
xponuueckoir TMA y nauuentoB ¢ al' VC, koTopbIM noTpedoBanoch NpoBeacHHUE
HeppoOuorncuu. ABTopoM ybeauTeIbHO N0Ka3aHo, YTO HECMOTPs Ha pa3HooOpasue
KIMHUYECKUX TIPOSIBIEHUM U MPUYMHBI, BbI3BIBAIOLIME HEKOHTPOJIHUPYEMYIO
aKTUBAUMIO aJIbTEPHATUBHOIO IMyTH KOMIUIEMEHTA, TSKECThb TEYEHHUS PasIn4HbIX
dopm al ' YC He otiMuaeTcs aApyr OT apyra.

B 4 rnaBe npeacrtaBiieH aHadU3 4acTOTbl U THIA MYyTalUH M€HOB CHUCTEMbI
KOMILJIEMEHTA M UX CBS3b C MpPOsiBICHUSAMH 3a0oneBanusa. CieayeT OTMETUTh, YTO
4acTOTa BBISIBJEHHBIX F€HETUYECKUX BapUAHTOB, MMEIOLIUX OTHOILLIEHHE K CUCTEME
KOMIUIEMEHTa, a TaKKe HeKOMIUJIEMEHTapHbIX MeHOB, COMOCTABUMa ¢ MHUPOBBIMH




JaHHbIMU. OZHAKO YUCI0 KOMOMHMPOBAHHBIX MyTalUH B POCCUHCKOM MOMyIsLUH
BCTpEYaIoch Yalile. Y CTaHOBJIEHO, YTO peliMIMBUpYOILIMi xapakTep Teyenus al Y C
BbILLIE Y TALMEHTOB C QHTUTENBHOM (OPMOH U MpPH HATUYMKU MYyTalUd TEHOB
KOMILJIEMEHTa, B OTVIMYMHU OT JeTeil, Yy KOTOPhIX MyTalUUU He ObLIM BbIsBIEHbl. B
3TOH rjaBe aBTOPOM yOeauTenbHO npeacrasneHo, yto al YC — 3aboneBaHue ¢
BBICOKMM PHCKOM (DyIbMUHAHTHOTO TeYEeHUS W MYJIbTUCHCTEMHOIO XapakTepa
nopa)keHus y Aetei J1000ro Bo3pacra, He3aBUCUMO OT FeHEeTHYECKOro npodus u
Gopmer  al'VC. IlposeaeHue  MOIEKyJIsSpPHO-FE€HETHYECKOIO  MCC/EI0BAHHUS
HEOOXOZMMO HE TOJIBKO ISl [OATBEPKIAEHMS TeHEeTUYECKOW JIeTepPMHUHAHTBI
3aboseBaHMsl, HO ONpee/eHUs] POAOIKUTEIbHOCTH KOMILJIEMEHT-0/10KUpYyoLLen
tepanuu npu al'YC y nered, a Taxxke 1S TUIAHUPOBAHHUS M JUIMTEIBHOCTH
NpodUIaKTUYECKON Tepanuu IKyau3ymaboM y [alUMEHTOB C HCXOJAOM B
TepMuHanbHyt0 XbBI1 1 o)KuaaomuxX TpaHCnIaHTaLUK TOYKH.

[IsTas rnaBa moOCBsilleHA OMNpPEAEICHUID  YacTOThbl  BCTPEYAaEMOCTH
HACJIeICTBEHHBIX TPOMOODUINYECKUX 1€(DEKTOB, UX BIUSHUIO HA TSKECTh TEYCHHUS
a'YC y ngereil. ABTOpOM [0Ka3aHO, YTO TIEHETHYECKH O0OyC/IOBIeHHas
tpombodunust y nereir ¢ al' YC He saBasiercs daxkropom, obecneduBaionIMm
MHIYKLHMIO M TFeHepaju3alui0 MHUKPOLHMPKYJISTOPHOro TpomMOooOpa3zoBaHHs, HO
MOKET  CHocoOCTBOBAaTH  PA3BUTHIO  T'UIEPKOAryJIIUHOHHOIO  COCTOSHHUSA,
ocnoxHsoumero reyeHue al ' yYC, BausoLero Ha KIHHHYECKYIO INeTePOreHHOCTh U
MpOrHo3 3aboneBaHus.

B 6 rnaBe npoBeneHa oueHKa A(PQEKTUBHOCTH [UIa3MOTEpanuud U
KoMIjieMeHT-00kupytoei tepanuu y aetei ¢ al'YC. Dmupooii X.M. 10kaszaHo,
4TO HCX0a OO/Ie3HU oOrpejensieTcs CBOEBPEMEHHON [IMAarHOCTHUKOM W CpOKaMH
MHULIMAUMK  KOMIUIeMeHT-Ojokupytouled  Tepanuu  3aboneBanus.  Takoke
chopMyIMpOBaHbI NOKA3aHUs K HA3HAYEHUIO Teparuy 3Ky au3yMaboM y NanueHTOoB
¢ aHtutenpHor ¢opmoii al YC. lleHHocts paGoThl 3aKiouyaeTcs B TOM, 4YTO
MpOBEJeH OYeHb TUIATeJ]bHBbIH CpaBHUTENbHBIA aHaIu3 3IPPEKTHBHOCTH
KOMILIEMEHT-0JIOKMpYIOLLleH Tepanuu B KPaTKOCPOYHOM M JIOJITOCPOYHOM
nepuojax. Ha ocHoBaHMM 3TOro noiyuyeHsl pe3yJibTaThbl, CBUAETENbCTBYOLIME 00
Haubosee 23 PeKTUBHOM paHHEM, B TeUeHHe NnepBbIX 2 Hexeslb oT aediora al YC,
Hayalle KOMIUIeMEHT-Onokupytoweil tepanuu. [lpuuem jedenue 3Kyauzymadom
OJIMHAKOBO 3()(PeKTUBHO NPU BCEX M'EHETUHYECKUX BapHaHTaX, a TAKXKe Y MalUeHTOB
0e3 MyTauuMi TreHOB CHUCTEMbl KoMIUlemMeHTa. PaspaboTaHHbIH ajlroputMm
auarHocTukn M sedenus al YC  nossonut o0ecrnieuuTbh CBOEBPEMEHHOCTh
MaTOreHeTUYeCKOW Teparnuu, 4TO CYLIECTBEHHO YJYYLIUT IPOTHO3 U HCXO.
3aboneBaHusl.




Cenpmas rnaBa mocBsillieHa aHanu3y nporHosa ucxozos al'YC y nerei.
JluccepTaHTOM MpeacTaBieHbl JAaHHble 00 oOwed W Mo4YeyHOH S-JeTHew

BLIKMBAEMOCTH, B TOM Yucle ¢ U 0e3 Tepanuu SKyau3ymMadoM, WHLHUIEHTHOCTH
pasButus XbI1, a takxke neranpHocTu aereit ¢ al YC B Poccuiickoit ®eaepauunu.
BoisiBnensl  daxkTopsl OnaronpusTHOro ¥ HeOGJIArompUATHOrO HCXoJa Kak
no4yeyHoro, Tak M odwero y nauueHtoB ¢ al YC u npyrumu dopmamu TMA.
Onpenenena Oe3pellMIWBHAs BbDKMBAEMOCTb JeTel IOCAe OTMEHbl Tepanuu
3Kynu3ymaboMm, KoTopas Oblla HHXKE [0 CPaBHEHHIO C JaHHBIMU JPYTHX
uccieaoBatesleld, 4TO CBHAETE/IBCTBYET O NEepCOHUMUUUPOBAHHOM TMOAXOJE
neyenus nereid ¢ al'YC. BrpisiBieHHble npeAUKTOpbl HEOIAronpusTHOro HMcxona
al'VC no3BossaT chopMUpOBaTh IPyNIbl pUucka, Tpedyroiie onee TIATENBHOTO U
JUTUTENILHOTO MOHUTOPHUHIA [I0OCJIE OCTPOro nepuoga 3aboneBaHHs U OTMEHbI
IKyau3ymada.

B ofcyxaeHun pe3yinbTaToB AETaIbHO NPOAHAIM3UPOBaHBl COOCTBEHHbIE
JlaHHble B COMNOCTABJIGHUHU C JaHHbIMU auTepatypbl. OOCYKAEHbI (PAKTOPbI PUCKA
pazutus al Y C, KInHUKO-1a00paTOpHbie 0COOEHHOCTH TEUYEHUS KaKA0H U3 Gopm,
KOTOpble MOXKHO HCIOJIb30BaTh B AU(pQepeHunanbHON AHArHOCTUKE pasivu4HbIX
dbopm TMA u TakTHKe BeeHUs ITUX MALUEHTOB.

BeiBombl  AMccepTauMM  TMOATBEPKACHbI  (AKTHUYECKUM  MaTepHaloM,
0a3upyrOTCs Ha JIOCTaTOYHOM  KOJHMYEeCTBE MaTepuana MW  [POBEJCHHbIX
MCClIeI0BaHUM, COOTBETCTBYIOT LIENIU U 3aa4yaM paboThl.

[IpakTuueckue pesyibTaThl 4eTKO CGHOPMYJHUPOBAHBI, a HUX 3HAYEHUE B
neAUaTpUYeCKON NMPaKkTUKE HE BbI3bIBAET COMHEHHH.

CooTBeTcTBHE cOAepKaHUS aBTOpedepaTa OCHOBHBLIM MOJIOKEHHAM H
BbIBO/AM JIHCCEPTALHH
ABTopedepaT HanucaH B TPAAMLMOHHOM CTHJIE, HAyYHBIM S3BIKOM,
wocTpupoBad 3 TtabnuuamMu v 17 pucyHKamH, 4TO oOjierdaer BOCIIPHSATHE
marepuana. B aBTopedepare H3J0KeHbl OCHOBHbIE TIOJIOKEHHS M BbIBOJBI
JAMCCEPTALLMOHHOTO UCCIIeI0BaHUs, NPEACTABIEHbl BCE OCHOBHBIE PE3YJIbTaThl, YTO
MO3BOJIAET MOJYyYHTh MTOJIHOE MIPEICTaBIeHHE O MPOBEIEHHOM padoTe.

JIOCTOMHCTBA H HEOCTATKH B COAEPKAHHH H 0OPMIIEHHH AHCCEPTALHH
Jucceprauusi odopmieHa B MOAHOM COOTBETCTBUH C HEOOXOAMMBIMH
TpeboBanusMu. [IpuHLMIIMANIBHBIX 3aMEeYaHHH, KOTOpbIe MOIJIM Obl MOBAUATH Ha
O01LYI0 MMOJIOKUTENIBHYIO OLEHKY peLeH3upyeMoil pabdotel Her. Berpeuaembie B




paboTe OT/AenbHble ONMEYaTKU He BIUSIOT HA HAyYHO-NPAKTHYECKYH) LEHHOCTHb
AUCCEPTALIUU.

Bo Bpems quccepralinyi BOSHUK/IM CJIeIyIOLIHE BOMPOCHI:

1. Kaxkosa yactora pa3sutus al YC y neteii nocie BakLIMHALUU 10 AaHHBIM
MHUPOBOM JIMTEpaTypbl M Kak OHa conocraBuMma ¢ Bammmu panueiMu? Kakwue
BApMAHTBl BaKUMH Haubosnee 4acTo accouuupoBaHbl ¢ pasButueM al YC y
MpeApacnoOKEHHBIX JTULL?

2. Kak yacto amarHocTHpoBajCsl CelcuUc B M3ydaeMoil Bamu koropre
naureHToB al YC M Kak ero Hajau4ue BIUSIO HA TedyeHue 3abosieBaHUst U Ucxon?
Kakue xmoueBble Kputepun Bbl ucnonpzoBanu mis  auddepeHuranbHoOi
auardoctuku al YC u cencuca?

3. Kak uacto Bpl Habmoganu orcyTcTBuHe d¢@ekTa OT Tepanuu
Ky IM3yMaboM U ¢ YyeM 3TO ObLIO CBS3aHO?

3ak/oueHne

Takum obpazom, auccepraunonHas padora OmupoBoit Xaaumxu MapaToBHBI
Ha TeMy «I eMOJIMTUKO-YPEMUYECKUN CUH/POM Yy JETEH: COBPEMEHHBIE MOAXO/bI K
AUArHOCTUKE, JIEYeHUI0 W OLIEHKe MpPOrHo3a», BBIMOJHEHHAass I[P HAy4YHOM
KOHCYJIbTHPOBAHUM JOKTOpa MEAMLMHCKUX Hayk, npodeccopa 3aiueBoi Onbru
ButanbeBHbl, NpeACTAaBIEHHAss HAa COMCKAHHWE YYEHOHW CTEMNeHH JOKTOpa
MeJAMLMHCKUX HayK no crneuranbHoctu 3.1.21. TleauaTpus, sBisercs 3aKkOHUEHHON
Hay4HO-KBaIM(UKALMOHHON paboToON, B KOTOPOH COAEPKUTCS HOBOE peLIeHHE
aKTyalbHOW HaydyHOM mnpobsieMbl [0 COBEPIICHCTBOBAHUIO IOAXOAOB K
JNMarHOCTHKe, JIeYeHUI0 U OLEHKe [IPOrHo3a aTUIWYHOIO TIeMOJIMTUKO-
YPEMHUYECKOT0 CHHAPOMA Yy JIeTeH, UMEIOLLEH BaKHOE 3HAYeHHe [UIs TIeIMaTpUH.

Ilo cBoelt akTyanbHOCTH, OOBEMY BBIMOJHEHHOIO HWCCIIEI0BAHMS, HAYYHOHN
HOBH3HE, TEOPeTHYECKON U MPaKTHYeCKOH 3HAYUMOCTH, 0OOCHOBAHHOCTH BBIBOJIOB
1 MPaKTHUYEeCKUX pEeKOMEeHJallui MpeacTaBieHHas aucceprauus Dmuposord X.M.
COOTBETCTBYET TpeboBaHUsAM MyHKTOB 9-14 «[lonoxenus o nopsiake npucyxaeHus
YVUEHBbIX  cTeneHei», yTtBepkaeHHoro [locranosnenuem  IIpaButenbcTBa
Poccuiickoii ®enepaunu Ne842 ot 24.09.2013 (¢ U3MEHEHUsSMH B peJaKLUH
[Tocranosnenwuii [1paBurensctBa Poceuiickoit @enepaunu Ne335 ot 21.04.2016r.,
Ne748 o1 02.08.2016r., Ne650 ot 29.05.2017r., Ne1024 ot 28.08.2017r., Ne1168 ot
01.10.2018r., Ne426 ot 20.03.2021r., Nel539 or 11.09.2021r., Nel690 ot
26.09.2022r., NelOl ot 26.01.2023r., Ne415 or 18.03.2023r., Ne 1786 or
26.10.2023r., No62 ot 25.01.2024r.), npeabssiseMbiM MUHHUCTEPCTBOM HayKH U
BbiclIero obpasoBanus Poccuiickoit Penepaliy K JOKTOPCKHUM JUCCEPTALIUAM, a




caM aBTOp 3aCIy)KUBAET MPUCYNKIAEHUS yUYeHOU CTeneHM NOKTOopa MeJMLIMHCKHX
HaykK o crneuransHocTy 3.1.21. [leauarpusi.

OduumanbHblid ONIMOHEHT:

A0KTOp MeauuMHCKHX Hayk (14.01.08 — Ileauarpus),
npodeccop, npodeccop 1-i kadeapsl aeTckux Oosne3zHen
ydpexaeHus obpasoBanus «benopycckuii
rocy1apCTBEHHbIH MEIULIMHCKUN YHUBEPCUTET»

Baiiko Cepreii BanepreBuu

[loanuch nokTOpa MeAMLMHCKUX Hayk, npodeccopa baliko C.B. yaocTosepsio.

Pomanosa Anna IlerpoBHa

28 ot.2024
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