OT3bIB OPUIIMAJIBHOI'O OIIITIOHEHTA
JOKTOpa MEIMIMHCKHX Hayk Tnpodeccopa [lynemosoii Haransn BHKTOPOBHBI Ha
mucceprammio  Ckpumaenko — Enenst  FOpbeBHBI «KJIMHHKO-IATOreHeTHYeCKHUe
AE€TePMHUHAHTBI nuddepeHUHAIbHOM AHATHOCTHKH HUIe(aTHTOB,
HCCEMHHHPOBAHHBIX JHIE(AJOMHETHTOB H PaccessHHOro CKJepo3a 'y aerei»,
MpECTaBeHHYI0 K 3allUTe B [MCCEPTALOHHBIH COBET J1 208.054.02 mpu OI'bY
«CeBepo-3amaqublil  peaepanbHblil MeAUIHHCKHT UCCIIEI0BATENBCKUI LEHTP HMEHH
B.A.AnMa3oBa» MuHHCTEpCTBa  3/paBooxpaHenus Poccnitckoi penepauun  Ha
COMCKAHME YUEHOM CTENEeHHU JNOKTOpa MEAMIMHCKUX HAyK MO CIEIHATbHOCTH: 14.01.11-

HepBHBIE 00JIE3HN

AKTYyaJIbHOCTb TeMbI BLINOJTHEHHOH PaboThl

[IpencTaBieHHas — JWCCepTalMOHHas — paboTa  Oe3yCJI0BHO — aKTyalbHa U
CBOEGBpeMeHHa. Ee aKTyaJibHOCTh OO0YC/IOB/ICHA BbICOKOH 4aCcTOTOW OpPraHUYeCcKoro
nopaskennss [THC y nereif, moBCeMECTHOM pacHpOCTPAHCHHOCTBIO SHIIe()ATUTOB U
JAEMUETMHU3UPYIOMIMX [OPAKEHNH HEPBHOM CHCTEMBI, MX TDKEIBIMH COLMATBHBIMU
MOCJIEICTBUAMY, CBSA3aHHBIMH  C MHBATAAM3ALMEN M JeTanbHOcThio.  YactoTa
UHQEKIMOHHBIX TOPAKCHMIT HEPBHOH CHCTEMBI y JETEH COCTABILACT 3-5% Bcex
MH(EKIIMOHHBIX 3a00JIeBAaHMH JIETCKOrO BO3pAcTa, a 4acToTa AOCTOBEPHOTO JETCKOIO
PACCEeTHHOTO CKJIEpo3a COCTaB/IseT 4-5% OT YaCTOTBI y B3POCIBIX, JIeOITUPYs B IETCKOM
M TOAPOCTKOBOM Bospacte B 7-10% ciyyaeB. CXOKECTb KIMHHYCCKHX NpOsABIECHUN
SHIEDATHTOB, IUCCEMHUHUPOBAHHBIX SHLE(PATOMUETUTOB, U PACCEAHHOTO CKICpPO3a B
ne6ioTe GONe3HH, Bapuabe bHOCTh KIMHIHYECKOTO TeueHus, OObIIas JacToTa [epexoa
B XPOHHMUECKYI0 (OpMy TEUeHHs, a TakKe OTCYTCTBUE YCTKHX KIMHWYECKAX M
11a60paTOPHBIX KPUTEPUEB ITIOCTAHOBKHU MIPABKJILHOTO AMArHo3a 1 CyObEKTUBHBIN IOAXO0/
K nadQepeHInaTbHON IUarHOCTUKE 3THX 3a00/1eBaHUH 00yCIOBHIN HEOOXOANMOCTH
npoBeJeHUsT JaHHOW paboTel. B 9ToM  CBA3M  IUIA pa3pabOTKH  KOMILIEKCa
MHOTO(aKTOPHBIX MaTeMaTUKO-CTaTUCTHUECKUX Mojenei MO3TANHOM
i depeHIuanbHOM JTUArHOCTUKH SHIIE(PATUTOB, JUCCEeMUHUPOBAHHBIX
SHUEe(GATOMUETMTOB W PAacCesHHOTO CKepo3a y JeTeH aBTopoM OBUIO BBIOPAHO
IIPUOPUTETHOE HANPABJIEHUE MCCIIEI0BAHUS 110 ONPE/ICICHHIO KJIMHUKO-J1a00paTOPHBIX U

UHCTPYMCHTAJIBHBIX nokaszareneii. B uenom IIpoBECICHAa  KOMINICKCHAs OLICHKa



IMHAYECKHX, ATHOIOTMUYECKHX, HeHpOhYHKIMOHAIBHBIX, HEHPOBHU3YalN3allMOHHBIX,

UMMYHHBIX, MaTOOMOXUMHUUYECKHUX, MOp(bOJIOI“I/ILICCKI/IX U F€HETHYECKUX NaHHBIX.

CreneHb 000CHOBAHHOCTH HAYYHbIX M0JI0KeHHH, BbIBOOB, peKoMeHIauu i
JloCTOBEPHOCTh  MPOBEICHHBIX UCC/ICIOBAHUM  TOATBEPXKAAETCS  NOCTAaTOYHBIM
KOJNIMUECTBOM  0OcyieqoBaHHbIX maneHToB (300  OOIBHBIX netei), u30paHHBIMU
COBPEMEHHBIMH METOJMKaMU HCCIe0BaHus, KOPPEKTHOCTHIO UCII0JB30BAaHUA METOJI0B
CTATHCTHYECKOH o0paboTku Marepuana. B paboty 6puto BKIrOYeHO 120 nereit ¢
sHIEe(haTUTaMK B Bo3pacTe OT 3 mec. 10 17 Jier, 100 manyeHToB ¢ AUCCEMUHUPOBAHHBIMHI
sHIE(pATOMUEINTAMI B Bo3pacTte oT 1 roga 0 17 ner u 80 OOJBHBIX C PacCESHHBIM
ckiaeposom B Bospacte oT 10 o 17 neT, MOCTyIHMBIIMX B OI'BY «Jlerckuii Hay4HO-
KIMHAYECKUH [EHTp HHPEKINOHHBIX GOJIe3HeH ®MBA Poccun 3a S-1eTHUNA TIEPUOL, €
2013 mo 2017 rr.

[IpuMeHEeHBI COBPEMEHHbBIE METO/bI 9THOJOTMUECKOW JIMarHOCTUKH, TaKUe Kak
[OJIMMEPa3HO-LENHas  peaKLus, UMMYHOGEPMEHTBIH  aHaiu3,  WMMYHOOIOT,
KOH(POKaJIbHAS ~ MUKPOCKOIHS,  MOJEKYJAPHO-TCHETHUECKOC UCCIe0OBaHUE €
pHMEHEHHEM BBICOKOIIPOU3BOJUTEIFHOIO MYJIBTUICHHOTO CEKBEHUPOBAHIL, METO/IbI
MOP(GOMETPUIECKOr0, HMMYHOTHCTOXHMHYECKOTO ¥ THCTOJIOrMYCCKOro UCCIIEIOBAHNS,
HelipOBHU3YaIM3allMOHHOE,  HEHPOPU3NONOTHUECKOE obcnenoBanue.  buaromaps
TIIATENBHOMY aHATU3y OOJBLIOrO (AKTUYECKOro MaTepualia BbICKasaHHBIC aBTOpPOM B
nopsiike 0OO0OIIEHAs TOMYYEHHBIX Pe3yJIbTaTOB CYHKACHUA U NPE/UIOKCHUA JIOTUYHO
BBITEKAIOT M3 CYTH pabOoTHI, OHM JOCTATOYHO OOOCHOBAHBI W, HECOMHECHHO, MMCIOT
GoNbIIOe TIPAKTHUECKOE 3HAYeHHe. ABTOPOM MpPOBEIECHA KOPPEKTHAs MaTeMaTHYCCKa
06paboTka BCero IMEPBUYHOrO Marepuaga ¢ NPUMEHECHHEM COBPEMCHHBIX MaKeToB

IPUKJIATHBIX IPOrPAMM.

Hay4nasi HOBH3HA HCC/IEIOBAHHSE H IOJTy4eHHbIX pe3y/IbTaTOB, BLIBO0B H
peKoMeHJAMIH
Hayynas HOBHM3Ha JAaHHOTO MCCJIEIOBAHMA HE BBI3BIBACT COMHCHHIL. baaroaaps
IPOBEJICHHBIM  HCCIENOBAHUAM  TPEIOKCHAa — MHHOBAIMOHHAA METOI0JIOT s
IIepCOHAIN3UPOBAHHOTO TOAXO0Ma K nubbepeHInaIbHON  TUAarHOCTUKE 9HIIE()ATUTOB,

JMCCEMIHUPOBAHHBIX YHIEDATOMHUEINTOB M PACCESHHOro  CKIeposa 'y nereil. C



[TOMOILIBI0 KOMILIEKCa MHOrOo(GakTOPHBIX ~ MAaTEMaTHKO-CTaTUCTHICCKUX MoJenei
mostanHoi I depeHIraIbHON  THarHOCTUKH SHIEDATUTOB, JUCCEMHUHUPOBAHHBIX
SHIe(GATOMMETUTOB ¥ PACCEAHHOrO CKJIEpo3a B 3aBUCHMOCTH OT WHUBU1y QJTbHBIX
KJIMHUYECKNX, WMHCTPYMEHTAJIbHBIX M J1a0OpaTOpHBIX nokKasatejieid  CTaHOBMTCS
BO3MOJKHBIM C BBICOKON JMArHOCTHYECKON CIIOCOOHOCTBIO (87-100%) mnpoBOAUTH
auddepeHMaIbHY0  IUarHOCTUKY — 9THX 3a00jeBaHUil Kak B  aMOyjaTopHO-
MOMMKIMHIMYECKAX YUYPSKAEHUAX, Tak U B YCIOBHAX pPasTMIHBIX PO UIBHEIX
cTanuoHapoB. JlokazaHa BBICOKAs MarHOCTHYECKas 3HATUMOCTD B npaKkTH4YecKoi pabore
TaKUX METONOB HCCIEJOBAHMA, KaK TpaHCKpaHWaJbHAas MarHuTHas CTHUMYJIALMA W
MyJI5TUMO/IQIbHbIE BBI3BAHHBIC MOTECHLUAJIBL. YTOUHEHO 3HAUEHHUE OTUX METOJOB B
JMArHOCTHKE, IMPOTHO3MPOBAHUM XapakTepa TEYCHUA 3a0oieBaHUsl U MOHUTOPHUHIE
BeJICHHS TALMEHTOB C dHIEPaINTaMu, TUCCEMUHUPOBAHHBIMU SHIehaATOMUETUTAMUA U
paccesHHbIM  ckiepozoM.  E.JO.CkpumueHko — J0Ka3aHO,  HTO BBISIBJICHHbIE
HelipoyHKIMOHAIbHBIE [TApaMETPbl € BBICOKOH IpeACKa3aTeIbHON  CIIOCOOHOCTBIO
[I03BOJSIIOT CYAWTh O TpaHcOpManuyu AUCCEMUHUPOBAHHBIX SHIICPATOMUETUTOB B
paccesHHBIM CKIEpo3, a TakKe MPOrHO3MPOBAHUM HEeOJAronpusTHOIO  TeUCHHS
PACcCEsHHOrO CKiepo3a M dHIEDAIUTOB. ABTOPOM OBLTO MOKA3aHO, UTO YHLE(PATHUTEL,
JMCCEMUHIPOBAHHBIE JHUC(DATOMHUETUTl ¥ PACCESHHBIH CKICPO3 Y JIeTel HMMEIOT
reHJepHBIE pa3jIM4us, JOCTOBEPHO OTJIMYAKOTCSA  BO3PACTOM nebrota  O0NIe3HHU;
KIMHMYECKHMMH IIPOSIBJIEHHAMH B ae00Te W B IEpUOAC pasrapa 3a00s1eBaHus;
STUOJIOTMYECKUM CIIEKTPOM BBISIBJISIEMBIX UH(GEKITMOHHBIX areHTOB;
HeHPOBH3YaIM3aIIOHHON KapTHHOH H3MEHEHUH Ha MPT u uX IMHAMHUKOH; XapaKTepom
TeyeHUs MATONIOTMYECKOro  Ipolecca; MaTOOMOXMMHUYECKMMHM W UMMYHHBIMH
HapyLICHUSIMH, B TOM YHCJI€ U HHTPATEKAIbHBIMH. E.IO.CKpUITYEHKO YCTaHOBIEHO, YTO
Ipd  BOCHAIUTEIbHO-IEMUCIUHU3UPYIOIIX 3a00JIeBaHUsIX ~ HEPBHOM  CHCTEMBbI
MMMYHOIIATOreHe3 KaK CHCTeMHBIH, TaK W JOKAJIBHBIA OMpENeseTcs CIEeKTPOM
BBISBJICHHBIX repriecBUpycoB. Ero ObUIO ONpeneseHo, 4To HauboJjiee MPOrHOCTHYECKH
He0JaronpUATHBIMA aCCOLMAIMAMU IIPU sHIepaTUTaX ABJIAIOTCA COUeTaHUs BUpYcCa
BapuIle/ia 30CTEP ¢ BUPYCOM TIeprieca 4eloBeKa 6 Tuma U IpU IACCEMUHMPOBAHHBIX
sHUe(aTOMHENINTAaX ¥ PacCessHHOM CKJIepo3e — BHpYycCa DnuureiiHa-bapp ¢ BUpycoM
repreca ueloBeka 6 THIA. BbUIo [0Ka3aHO OYEHb BAKHOC 3HAUCHUE BACKYJIHTOB,

aCcCOLUMHUpPOBAHHBIX C HH(beKHHCﬁ, B IIATOr€HE3€ BOCHAIUTEIHHO-ACMHUECIMHU3NPYIOIINX



3a60/1eBaHMil HEPBHOMN CHCTEMBI. B IMAarHOCTUYECKH TPYAHBIX CIy4asx OpraHM4eCKoro
MOpaKEHHs ~ HEePBHOM CHUCTEMBI y JETeH Hay4HO 0060CHOBaHa 11€7ec000pa3sHOCTD
CTepPEeOTaKCUUYECKONH OHONCHM TOJOBHOrO MO3ra ¢ HCCICN0BaHNEM OUOTICUIHOTO
Marepuana C IIOMOIIBIO  IIMPOKOH TMaHenu COBPEMCHHBIX MOpP(OIOTUIECKUX,
MMMYHOMOP(OJIOTHYECKUX U ITHOJOTHYECKHX  METOJIOB. M3yueH  Xapakrtep
MOP(OTOrHYEeCKMX W3MEHEHHI MO3rOBOH TKaHW IPU PAacCEAHHOM CKICPO3C ¥ JeTel.
ABTOPOM  BBISIBJICHA  JIOKajbHas — MEPCUCTEHLMS — IEpIeCcBUpyCoB B 9HJI0TEIUH
MUKPOLHPKYJISTOPHOTO PycCila TOJIOBHOIO MO3ra M KJICTOUHBIX SJIEMEHTaxX MHUKPOTJIUHU U
BBICKA3aHA THIOTE3a O BO3MOJKHON B3aMMOCBA3M XPOHHYECKOHU SHIOTEUATBHON
MUCHYHKIMK, [IEMUEIMHU3AIMH U MPOrpecCHpOBaHUA 3abonesanus. IlpencraBiacHo
HayuyHOe 00OCHOBAHHUE JJIsi TEHETUYECKOTO 00cIIeI0BaHUs MALMEHTOB C dHLe(antnTaMu,
JMCCEMUHIPOBAHHBIMY SHIEDATOMUEIUTAMA U PACCEAHHBIM CKICPO3OM IMpH HATMUHH
XPOHHUECKOH TMEPCUCTHPYIOIIEH TrepIecBUpyCHOM MHQEKIMY, aCCOLMUPOBAHHON C
HeGIArONPUATHBIM TEUEHHEM OPraHMYECKOrO MOPAKEHUs TOJIOBHOTO MO3ra, Ha MpeAMET
noucka myTauuu B reie TNFRSF13B u peaxoro Bapuanra Toll-nogo6Horo peuentopa 3
(PolyPhen2, SIFT, MutationTaster).
3HaYeHHe Pe3y/IbTATOB HCC/IE0BAHHUS /ISl HAYKH H NPAKTHKH

Teoperryeckast U IPaKTUYECKast 3HAYUMOCTB paboThI 3aKIFOYACTCS B TOM, 4YTO HA
OCHOBaHHUH IIPOBEIEHHOIO UCCIe0BaHUSA pa3paboraHa CTpaTerus
[IePCOHATM3UPOBAHHOTO MOAX0Ja K nuddepeHIraIbHOM TMarHOCTUKE BOCIIATUTEIbHbBIX
3abosnesBanuii [JHC y nmeredt ¢ mMOMOIIBIO KOMILICKCA MHOTO(AaKTOPHBIX MaTeMaTUKO-
CTATHCTHYECKHX MOIeell ModTarmHol An((epeHIualbHON IMarHOCTUKH SHLEHATHTOB,
JIMCCEMUHUPOBAHHBIX JHIE()ATOMUENUTOB 1 PACCEAHHOrO CKICpo3a y nereir. Monenu
OTIMYaloTC  BBICOKOHM  muarHocTudeckoif — crocoGHocTRio  (87-100%).  IIpuuem
(G hepeHInaIbHy0  IMAarHOCTHKY € MOMOLIBIO  IpelIaracMbIX Mojeneil  MOKHO
POBOJUTH KaK B aMOyIaTOPHO-TIOJIMKINHHYCCKUX YIPEKIACHUAX, TaKk U B yCIOBUAX
Pa3IMYHBIX TPOQHIBHEIX CTALMOHAPOB, YTO UMEET COLMANBHOE SHAUCHUC. OTtpaboTaHbl
HeHpOPU3NONOrMIECKIEe MapaMeTpbl ¢ BBICOKOH TIpeCKa3aTeNbHOMi CIOCOOHOCTHIO
TpaHcGopMaLul JUCCEMUHUPOBAHHBIX 3HLEe()ATOMHUEINTOB B PACCESHHBIM CKIEPO3,
MPOTHO3MPOBAHUs ~ HEONATONPUATHOTO — TEUEHMs  PACCesHHOro  Ciiaeposa M
SHIE(ATOMUETUTOB, [O3BOJISIONIME MPOBOIUTE CBOEBPEMECHHYIO KOPPEKIMIO TaKTHKH

BEIEHUS MAlMEHTOB, 4YTO B CBOIO 0O4YCpPC/b CHOCO6CTByeT OMNTUMHU3ALIMH HCXOIOB.



JloKa3aHo, YTO KCCIEJOBAHUE MyJIBTUMOJAIBHBIX BBI3BAHHBIX NOTEHIMAJIOB Y JETe C
SHIlepaTUTaMU, TUCCEMUHUPOBAaHHBIMA 3HIEe(HATOMUETUTAMH U PACCETHHBIM CKICPO3OM
B quHamuke, Hapsty ¢ MPT, sBiisieTcs 3HAYMMbIM KaK JULA CKPUHMHIOBOM M depeHIaIbHON
JIMArHOCTHKM, IIPOrHO3a TEYEHHs, TaK U 11 MOHMTOPUHIA 3 PEKTUBHOCTH JIeUeHHsI OOJBHBIX,
c uem cBmaHa  OKoHoMmueckas  d(dEKTMBHOCTb.  BBIBICHO,  YTO  METOIBI
HeHpO(YHKIMOHAILHOH ~JMAarHOCTUKM, Takue Kak TpaHCKpaHHalbHAA MarHUTHas
CTHMYJISIHS U BBI3BAHHBIE OTEHLMAIbI FOIOBHOTO MO3ra PasHbIX MOJAJIbHOCTEH, B TOM
yncie 3pUTENbHBIE, KOTHUTHBHBIE, aKyCTHYECKHE, COMATOCCHCOPHBIC, € OLIEHKOI
MokazaTesiell MPOBOIMMOCTH M aMIUIMTYIHBIX NAapaMETpOB OTBETOB Y MALMCHTOB C
SHIE(DATATAMHE, TMCCeMUHIPOBAHHBIMA YHIEHATOMUETUTAMU 1 PACCEAHHEIM CKJIEPO30M
[O3BOJSIOT OMpEAENATh XapaKrep, TAKECTh [OPAKEHHS TOJNOBHOTO MO3ra, BBIABIATH
CyGKIMHUYECKUE HapyIIeHus (QyHKINHA [[HC, a Ttawke NPOBOAUTb MOHHUTOPHHI
BOCCTAHOBUTEIBHBIX IPOIECCOB U TPOTHO3UPOBATH PA3INIHBIC MCXOIbI 3a00JIeBaHMs.
Hay4Ho 06OCHOBaHa B JMATHOCTMYECKH TPYIHBIX CIy4asX OpraHHHCcKOro NOpa)KEeHUs
[IHC uenecooGpa3sHOCTh — CTEPEOTAKCHYCCKOM 6uolcM¥  TOJOBHOIO  Mosra C
HCCIIe10BAHMEM OMOIICHIHOrO Marepuana ¢ MOMOIIBIO LIMPOKOH MaHe 1 COBPEMEHHBIX
MOP]OIOTMUECKUX, HMMMYHOMOP(OIOTHYECKUX 1 ITHONOTMHUCCKIX METO/IOB, 4YTO
[103BOJIIET TOBBICUTh AS(MMEKTUBHOCTH JHATHOCTHKH, CBOCBPEMCHHO  ONPCICIUTD
CTpaTeryio BeJCHHUS MAlEHTa H TEM CaMbIM yJIyqIINTh UCXOMBIL.

TlosydeHHbIE JaHHbIC MOTYT OBITh MCIIONB30BAHBI B MEAMIMHCKHX yUPEKACHHUAX
pa3HOro ypoBHs IS AM(pepeHnranbHol MarHOCTHKH BOCTIA/INTE/IBHBIX 3a00s1eBaHUM
[{HC y nereii, a Taxoke B 00pa30BaTelbHOM NEATCIBHOCTH B MequIMHCKUX BY3ax u
npodUIBHBIX  Kadenpax — Ha ¢akynpTeTe  IMOBBIIICHUA kBaupuKaLmy U
npodecCHOHATBHOM TEPETNOArOTOBKH Bpay€l HEBPOIOTOB.

O60CHOBAHHOCTb U JOCTOBEPHOCTH OCHOBHBIX M0JI0’KeHHH U BBIBOA0B

Juccepranusi E.FO.CKpUITUCHKO COACPIKUT OOLIMPHBIA KIMHUYECKUN MaTepual.
B 1cCIIeI0BAHIH COAEPIKATCS Pe3yIbTAaThl KOMILIEKCHOrO 00C/Ie10BaHNs 300 manueHToB
JIETCKOTO BO3pacTa ¢ dHUehaturaMu, AMCCEMUHUPOBAHHBIMH sHLEhATOMUETUTAMUA U
pAaCCEHHBIM CKJIEPO30M B Pa3jIM4HBIC [EPHOJBI 3a00/ieBaHUsA, MPOCIEKEHHBIX B
nuHaMuke. C TIOMOIIBIO MHOTOUHCICHHBIX CAMbIX COBPEMEHHBIX METOZ0B HCC/IEN0BAHIA
aBTOPOM BpIpaboTaHa cTpaTerus IIEPCOHATU3UPOBAHHOTO MoaX0/a K

b depeHIaIbHOM  IMarHOCTUKE  BOCTIAJTUTEIbHBIX zabonepanuii [[THC y nereid.



[IpennokeHbl MaTeMaTHUKO-CTaTUCTUUECKUE MOJEIM IPOTrHO3ZMPOBAHUSA TEYCHUS U
MCXOJ0B 9TUX MATOJIOTMYECKUX COCTOSHHUH.

OCHOBHBIE I10JIOKEHHUS, BBIHOCUMBIE Ha 3alIUTy, COOTBETCTBYIOT IOCTABJIEHHOM
uenM M 3ajgadaM  uccienoBaHus. BreiBoael (Bcero 10) 060CHOBaHBI M JIOTUYECKH
BBITEKAIOT W3  MaTepuaJioB  aucceprauuu. lIpencraBieHHblE  MpaKTHYECKHE
pPEKOMEHJAllMK  TO3BOJISIOT  YCOBEPLIEHCTBOBaTh  JUAarHOCTHKY  BOCIAJIMTEIBHO-
nemuenuHu3upyronmx 3abonesanuit LIHC y nerei.

O6beM M MOJHOTA IMPOBEICHHOTO MCCIIEAOBAHUS, PENpE3eHTAaTUBHBIE OOBEMBI
BBIOOPOK 00C/IeIOBaHHBIX OOJIBHBIX, IPUMEHEHUE COBPEMEHHBIX METOIOB UCCIIEOBAHUI
M aJeKBaTHOTO CTATHCTHYECKOrOo aHajlu3a JAaHHBIX O00ECeyuBalOT JOCTOBEPHOCTh H
0060CHOBaHHOCTD NMPOBEAEHHOW HayYHOI pabOTHI.

[To MaTepuanam auccepTanu omybaukoBaHO 38 meuyaTHBIX paboT, B TOM YHCIE
32 craTbu B  pELEH3UPYEMBIX HAay4YHBIX H3[IaHUAX, PEKOMEHAOBaHHBIX Bpiciuen
aTTeCTalluOHHOM KoMuccuedr MuHucrepctBa obpa3oBanus U Hayku Poccuiickoi
Oenepauuu Ui onyOJIMKOBaHHMS OCHOBHBIX pe€3yJIbTaTOB JUCCEPTALIMA Ha COMCKaHUE
YYEHOM CTENEeHM NOKTOpa MEAMLIMHCKUX HayK. B xone BeInosHEHUs paboThl MonyyeHo 4
naTeHra Ha u3zo0peTeHue, B TOM 4uciae | MexayHapoaHeli EBpasuiickuii, 3 -
Poccuiickux.

Marepuansl auccepralMy IMpeACTaBICHbBl HAa MEXAYHApPOJHBIX, HAallMOHAJIbHBIX
KOHIpeccaxX, CHUMIIO3UyMax, €XEroJHbIX HayYHO-NPAKTUUYECKUX KOH(EpEeHLHUX:
bantuiickom koHrpecce no gerckoit HeBposoruu, CII6, 2013-2018 r.; ExerogHom
KOHrpecce HeBposioroB U HempoxupyproB Cankr-Ilerepbypra u Ceepo-3anagHoro
DenepanpHoro okpyra PO ¢ mMexxayHapoaHeiM ydactieM «MHHOBalMM B KIIMHUYECKOM
Hesposiorum», CII6, 2013-2018 r.r.; Bcemuprom Konrpecce Hesponoroe WCN (BeHna,
2013; Canrpsaro, 2015; Kwuoro, 2017); BcepoccHiicKOM €XeromgHoM KOHIpecce
«MHbekunoHHble GONe3HH y JeTeil: TUAarHOCTHKa, JiedeHue W npodunaktuka», CIIO,
2013-2017 r.r.; PoccuiickoM KOHrpecce ¢ MeXIyHapOIHBIM y4acTHEM «J[aBUIEHKOBCKHE
gyrenus» (CII6, 2013-2018 rr.); 13th International Child Neurology Congress (ICNC),
Brazil, Iguazu Fails, 2014; 8 Poccuiickoii koHpepeHin «HeApouMMyHONATOI0rMs»,
Mocksa, 2014; Beepoccuiickoit HayuHO-NPakTHUECKON KOHpepeHLnH «[ eprecBupyCcHbIe
uHpexkuuu. IIpobnemsl M nepcrnextuBs Tepamuu», CII6, 2015 r; 11 th European

Paediatric Neurology Society Congress (Bena, 2015); V International symposium



«Interaction of the nervous and immune systems in health and disease», CII06, 2015 r.;
VII Cubupckon MEKperoHanbHON HAy4HO-TIPAKTUYECKOU KOHGbEpEeHIHH
«AyTOMMMYHHbIE 3a00JIeBaHUsl HEPBHOH CHCTEMBI — CMHCTBO U MHOrooOpasuer,
Hosocubupck, 2015; I konrpecce POCCHACKOro KOMUTETA yccieaoBaTesen pacCessHHOro
ckieposa «PaccesHHBIM CKIEpO3 W JPYTHe JeMUeTUHU3UpYIoue  3a00JICBaHus.
Bonpockl maTtoreHesa, AXArHOCTUKA W TEPaIlHn», SIpocnasnb, 2015; V International
symposium “Interaction of the nervous and immune systems in health and disease™,CIIO0,
2015; MexayHapoaHoil (pycCKOA3bIYHOI) nesponornyeckoir Illkone B Cynake
«MunoBaimy B KIMHAYecKod Hespomorum», Cynak, 2015-2018 rr.; HayuyHo-
NPAaKTUYECKOM KOH(pepeHUnn «KnuHnueckast HelpopU3nO0IOrHs u
neifpopeabuimrarmsy, CIIO, 2016-2017 r.; Bcepoccuiickoil HayYHO-NPAKTHYECKOH
KoH(hepeHIUH «JleMUueTMHU3NPYIOIIHe 3a00sIeBanKsl [IEHTPAIbHONH U nepudepuyeckon
HEpBHOI cucTeMBl. Peakue U aTHITMYHBIC dopmb», Spocnasis, 2017 r.; Europen
Congress of clinical Neurophysiology ECCN, Bymamemr, 2017 r.; Beepoccuiickoi
koH(pepeHun «HenponMMyHOJIOTHA. Paccesnublii  ckiaepos», CII6, 2015-2017r.r.;
HayuHo-NpakTHyeckol  KOH(epeHIUH «JlparHocTuyeckas M TepaneBTUYECKas
MarauTHas crumynsmus», CII6, 2017r; V Bcepoccuiickom popyme «Hamm 1€TH.
310poBbe JeTeii 1 GakTopbl ero GOPMUPYIOLIUEY, CI16, 2017r.; Poccutickom Konrpecce
«VIHHOBALIMOHHBIE TEXHOJIOTMH B MIEANATPUM U ICTCKONH XUPYPIUK», Mocksa, 2017, 2018
r.; [X Hay4HO-IIPaKTHYECKOH KOH(EPEHIHH «AKTyaJbHBIE BOIIPOCHI HEBPOJIOTHNY, CIIb,
2017 r.; XX Konrpecce neauarpos Poccun ¢ MExKIyHApOAHBIM yHaCTHEM «AKTyaJIbHBIC
npoGnemsl neauarpum», Mocksa, 2018 T.; Konrpecce ¢ MEKIYHAPOAHBIM y4acTHEM
«3mopoBble aeTH — Oyjyiiee CTpaHbD, CII6, 2018; «JlerenepaTuBHBIE U COCYAMCTHIC
3aGoneBaHus HepBHOU cucteMbl», CIIO, 2018.

Pe3yabTaThl HACTOSIIIETO UCC/ICNOBAHMS BHEIPCHBI B Je4e0HO-JMarHOCTUIECKY IO
paboTy pa3IMUHBIX MEIAUIMHCKHX YUPSIKACHUHN, TaKUX KaK KIMHUKY OI'BY «Jlerckuii
Hay4YHO-KJIMHUYECKUN [EHTP nHGeKIMOHHbIX Oone3neit ®MBA Poccun», CIIeI'bY3
«KOHCYIbTaTMBHO-THATHOCTUYCCKUH LEHTP UL neteit», B bY3 YP «PecnybnnkaHckas
KIMHIYecKas nHbeKionHas GonpHua M3 YP, r. Mkesck, ['BY3 «["opoackas aeTckas
Gompamua Nel» 1. Kaszams M3 PecnyOmuku TatapcTaH, OI'bY3 «Knunnyeckas
Gompanna Ne8» @®MBA Poccum, r. O6nunck, I'BY3 «Camapckas oOmacTHas

wmnHuueckas  Oompamuma  uM.  B.Jl.CepenaBuma», OO0 «CTOMaMeICePBUCY,



Jlennnrpajckas 00yacThb T. aTtumHa, «CeBacTONOJIbCKAs TOpOACKast oonpHULIA NebH»,
MyHHUIMIATBHOE OFOUKETHOE YUPEKIEHHE 31paBOOXpaHCHIA «JleTckast ropojackas
orHrueckas Gombauna Ne8», r.Uensounck, I'bY3 ropona MoCKBbI «JleTckast ropojacKas
KIMHMYecKkas OonpHuua uMeHu 3.A. Bamuisesod JlemapTameHTta 3ApaBOOXpaHCHHA
ropona Mocksbl», I'BY3 ropoxa MocKsbl «HpeKIMOHHAs KIMHUYECKas 00TbHAIA Nel
JlemapramMeHTa 3paBOOXPAaHEHMs ropoza MockBbl». Bce 5TO MOATBEPXKAAET BBICOKYIO

PaKTUYECKYIO 3HAYUMOCTh pE3YJIbTATOB JTAHHOT'O uccjiea0BaHuA.

OGIasi OLeHKAa CTPYKTYPbI H COAeP/KAHHS AHCCEPTAUHH
JluccepTalis TOCTPOCHA 110 TPAJMIMOHHOMY TUIaHy W COCTOMT U3 BBCACHHA, 6 riaB
COOCTBEHHBIX HCCJIEI0OBAHUM, 3aKJIIOUEHHUs, BBIBOAOB, MPAKTUYICCKUX PEKOMEH IaLIHid,
MEepCIeKTHB JaibHelIIel pa3paboTKu TEMBI, CIHCKa JUTEPATYPRL, BKJIrouaromero 331
WCTOYHUK, B ToM uuciae 130 OTEYECTBEHHBIX U 201 3apy0exXHBIX AaBTOPOB, 2
npunoskeHuit. TekeT  WIIIOCTPUPOBAH 64 Ttabmuiamu, 88 pucyHkamu u 27
KJIMHAYECKUMU IIPUMEPaMH.

Bo BBeIeHHH 000OCHOBaH BEIOOD TEMBI AMCCEPTAMOHHON PabOTHI, €€ aKTyalbHOCTb;
oIpesieNieHbl Leb M 3a1auy MCC/Ie0BaHUA; ONMCaHa HayuHasd HOBU3HA 1 npaKkTHYEeCKas
3HAYMMOCTH ITOJTYYEHHBIX Pe3y/IbTaToB.

B mepBoif riaBe mpuBEAEH 0030p COBPEMEHHOH JIMTEPATyphI (OTeYECTBEHHON |
3apyOeKHON) 1O Teme IUCCepTalii. ONUCaHo COBPEMEHHOE COCTOSHHE MPOOIEMBI
KJIMHUKO-1a00paTOPHON MArHOCTMKK ¥ NPOTHO3MPOBAHMA  TCUCHHA 9HIEDATUTOB,
JMCCEMHHMPOBAHHBIX  SHIEDATOMHUENTUTOB M PACCEHHOTO  CKICpo3a y JETEH,
[[aTOreHeTUYEeCKHe MEXaHU3MbL, POIb HMHQEKIHM M TEeHETUYCCKUX (GakTOpoB B HX
pa3BuUTHH. BHUIHO, UTO aBTOP [IIyOOKO MOHMMAET HCCICTYEMYIO npobiiemMy.

Bo Bropoit rmape «OOLas XapakTepUCTHKa OONBHBIX U METOIOB MCCICA0BAHUAY
JaHbl 00IIas XapaKTepucTHKa 00C/IeI0BaHHBIX TPYIIT TAlMEHTOB, o apo0HOe OINKCaHue
MCIIONB30BAHHBIX B paboTe TECTOB M METOJOB HCCIECNOBAHUSA, IMPUBCACHBI METOJIbI
CTaTUCTUUECKOM 00paboTKH.

B TpeTheii riiaBe NPUBEAEHBI Pe3y/IbTaThl KINHIICCKUX 1 71a60paTOPHBIX ACIEKTOB
b hepeHInanIbHON JIUArHOCTUKH SHLIEe()ATUTOB, JHACCEMUHUPOBAHHBIX

BHHC(l)aHOMI/IeﬂI/ITOB U pacCesAHHOTO CKJIEpO3a, a TaKXKC CpaBHHUTECJIbHAA XapaKTepUCTHKA



KIMHAYECKUX TIPOSBICHUN M HMHGCKIMOHHBIX BO30yIUTENEH B LEpeOpOCTIHHANBHOH
JKUIKOCTH y 00C/IeI0BaHHBIX OOJBHBIX.

YerBepTas IjaBa IMOCBSAIIEHA b depeHInaIbHO-IMarHOCTHYECKUM  [TATTepHAM
HeMpOBU3yIN3ALMOHHON U HeMpODU3UONIOrUYECKOM  TMAarHOCTHKH 9HIIE(DATUTOB,
JIMCCEMUHNPOBAHHBIX  YHIE(ATOMUEIUTOB ¥ PACCEAHHOTO CKIepo3a |y JIETeH.
OueHuBaeTcs IIPOTHO3 MCXOJI0B SHIEPATUTOB, JUCCEMUHUPOBAHHBIX
HIEe(ATOMHUEINTOB U PACCESTHHOIO CKJIepo3a ¢ IOMOIIBIO ROC ananusa.

B nsTolf IJaBe pacCMaTpPUBAIOTCS CPABHUTEIBHBIC ACICKTDI [IATOT€HETUYECKUX
MeXaHHU3MOB JHIIE()ATUTOB, AUCCEMUHUPOBAHHBIX 3HI1Ie(ATIOMUETUTOB U PACCETHHOTO
ckaepoza y geredl. OOGcyxaaercs JTHOJIOTMUYECKUM acleKT HMMYHOIIaTOreHe3a
3HUE(ATUTOB, JAUCCEMUHUPOBAHHBIX SHIE(QATOMUEINTOB W PACCEsHHOro CKIeposa,
JIaeTCs CpaBHUTENIbHAS XapaKTEPUCTHKA 1abopaTOPHBIX TOKa3aTe/Ied TPOHUIIAEMOCTH
remMatosHIedanuueckoro 6apbepa W HHTPATEKaJIbHOTO CHHTE3a uMmmyHorino0yimHa G
mpu oTux  3aboneBanusX. OTAENBHO  aHATH3HPYIOTCA KJIMHHKO-1a00paTOpHbIE
MOKa3aTeld IMpU Pa3HbIX HO30JOIMYCCKUX dopmax. MHOro BHHMMaHHMA YACICHO
TOBPEKIEHUIO dHIOTENMS COCYI0B, aCCOUUUPOBAHHOMY € XpOHHYECKON MHpEeKUneH 1
ero poju B MaToreHe3e NeMUEITMHU3UPYIOMMX za6osteanuit IIHC y nereii. B otoit xe
[JaBe Ha OCHOBaHMM ayTOINCUMHOro MaTepuajga TPUBOAUTCA Mopdosoruieckas
XapaKTepUCTHKa IOPAKCHHUS TOJOBHOr0 Mo3ra  IpH pas3IMYHBIX BOCHATUTEIBHBIX
za6onepanusax [[HC y nereil u 1aeTcs XapaKTepUCTHKa MeHCTHICCKIX MyTaluui y aereu
¢ SHIe(aTUTaMU, IMEIOIIMMU XPOHUUECKYIO BUPYCHYIO UH(DEKIMUIO.

B riaBe IIecTh MpeanaraeTcsi M OOOCHOBBIBACTCA ~BAKHOCTH  TIOSTAMHOIO
MoIepoBanus IuddepeHnanbHON IMarHoCTHKH SHLE(PATUTOB, IUCCEMUHUPOBAHHBIX
3H1Ie()aTOMUETNTOB ¥ PACCESTHHOIO CKIepo3a y JeTei.

[IpencraBjaCHHbIC aBTOPOM pe3yJIbTaThl HCCIEIOBAHUS MOJTHOCTBIO
c(OpMyJIPOBAHBl B BBIBOJAX M MPaKTHYCCKHUX PEKOMEHANMUAX, OTPaXKAIOLIUX [eJlb,
3a;1aul MCCiIe0BaHUs 1 000CHOBAHHOCTD TOJIOXKEHHH, BBIHOCHMBIX Ha 3AILATY .

ABTOpedepar HarmucaH JOrUYHO, JOCTYIHO, OTPAXKACT BCC OCHOBHBIE pe3yJIbTaThl
MCCIeIOBAHMM, AMccepTalusi W apTopedepaT COAEpXKAT AOCTaTOMHOC KOJIMYECTBO

TaOIMIL ¥ WTIOCTPALIU.
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HpI/IHI_[I/IHI/Ia.HBHBIX 3aMe4yaHui 110 auccepralui HET. MMmeroTcss HE3HAYUTECIBHBIC
CTIIMCTHUYECKHUE U TEXHUUYECKNE NOTPEIIHOCTH, KOTOpbIC HE BJIMAIOT Ha [IOJIOXKUTCIIBbHYIO

OLICHKY TPOBEJICHHON OrPOMHOMN PadOThI.

B X0/ aHaM3a AUCCepTALMI BOSHUKIM CJIEAYIONINE IUCKY CCHOHHBIC BOIPOCHL:

|. Kakue (axTopel y JeTell ONpENeNsioT MEepexod  ANCCEMHUHMPOBAHHOIO
sHIe(hATOMUENUTa B PACCEAHHBIN CKIEPO3 M Kakie OCHOBHbIC JIMAarHOCTUYECKUE
METO/IbI JTyUIIe JUIsl 3TOTO KCIOIB30BaTh B aMOy1aTOPHON npaKkTuKe?

2. TIpuMeHseTcst i M Kak 4acto B Poccuu 1 3a py6esxoM GHOICHs TOJIOBHOTO MO3ra
y JeTell ¥ U3 0YaroB Kakoi JIOKaIU3alu1 NPEANOYTATENHHES 3abuparh MaTepua’
Kakye 0cI0KHEHMS HMEIN MECTO Y MALMEHTOB, KOTOPBIM JIeNali OHOICHIO MO3Ta

B BallleM HCCJIEI0BaHUU?

3aki04eHne

Jlucceprarmonnas padora CkpumdeHko EneHbl [OpbeBHbl Ha Temy «KiMHUKO-
aTOreHeTHYeCKue JeTePMUHAHTH AU(OepeHInaIbHON  IMarHOCTHKA 9HI11e()ATUTOB,
JWICCEMUHMPOBAHHBIX ~ JHIE(DATOMUEINTOB U PAaCCESHHOro  CKIeposa y JeTei»,
TpECTaBICHHAs K 3alUTe Ha COMCKaHNe YUEHOM CTEIeHH JOKTOpa MEAMIMHCKUX HAYK
no crempanpHoctd 14.01.11 — HepBHble 0OJ€3HH, BBINOJHEHHAS MpH  HAYIHOM
KOHCY/IBTHpOBaHMHM JI.M.H. jouenta Jlob3nHa Bragumupa OpbeBuda, sBISAETCA
JAKOHUCHHOM CAMOCTOSTEIBHON HaydHO-KBaIM(UKAIIMOHHOM paboToi, B KOTOPO
COICPKUTCA  PCLICHUEC HAyYHO-NPAKTUYECKOH  MpOOIeMBl  COBEPUICHCTBOBAHUA
JMATHOCTUKH BOCIAIUTEIBHO-IEMUEIMHA3UPYIOTINX zabonesannii [[HC y nmereit, 4TO
JMeeT BAXKHOE COLMAIbHOE 3HAaueHMe. JluccepTalmoHHas pabora IO aKTyalbHOCTH,
METONYECKOMY YPOBHIO, JIOCTOBEPHOCTH IMPEACTABICHHBIX MATCPHANIOB, X HAY4YHOM
HOBM3HE ¥ MPAKTUYECKON 3HAYAMOCTU [OJHOCTBIO COOTBETCTBYCT COBPEMCHHBIM
tpeGopanmsam 1. 9 m 10 «lonoxkenus o MPHCYXKACHUA YUEHBIX CTENEHEI»,
yTBepkaeHHOro [locTaHOB/ICHNEM IIpasutenscrBa Poccuiickoit deznepauun 0T 24
centsbpa 2013 r. Ne®42 ¢ BHECCHHBIMH ~ HM3MCHCHUAMH YTBEPIKAEHHBIMU
nocraHopjieHusmu Ilpasutenscrsa ot 21 anpens 2016 r. Ne3335, ot 02 aBrycra 2016 .

No748, mpeabsBISIEMBIM K JMCCEPTallMsM Ha COMCKAHHE y4eHO! CTEeNeHU [aKTopa
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MeJUMIIMHCKHAX Hayk, a €€ aBTop, Ckpurnuerko Enena HOpbeBHa, 3aCJ1y)KUBaCT

TIPHCY’KICHIS HCKOMOM CTETICHH IO criermanipaoctd 14.01.11 — HepBHbBIE OONE3HMU.

O¢uiaIbHbIA OIIIOHEHT
npoheccop Kadeapbl HEBPOJIOTHH ®I'b0Y BO

«ITepprit Cankr-ITeTepOyprekui roCyIapCTBEHHBIH

Mumnsapasa Poccun,

JIOKTOP MEMIIMHCKUX HayK, Ipogeccop

«_’L%) /Zg 20_@

®I'BOY BO «Ilepssiit Cankr-IlerepOyprekui roCy1apCTBEHHBIH
MeIUIIMHCKUI YHUBEPCUTET UMEHU aKaeMUKa N.II. [TaBnOBa»
Munsapasa Poccunt

197022, r. Canxt-ITetepGypr, yi. JI. Toncroro 6-8
Tenedon/dakc: +7 (812) 338-78-95, +7(812)338-71-14

Caitr: http://www.1spbgmu.ru; spb-gmu.ru

e-mail: info@1spbgmu.ru

VYueHbIl cEKpeTapb

JOKTOp MEIULIMHCKHIX HaYK, npodeccop C.A. KapnumieHko




