OT3bIB

O(pHUHAJBHOIO ONNOHEHTA, 10KTOPa MeAHLHHCKHX HAYK, npodeccopa
Kageapbl HEBPOJIOTHH AeTcKoro Bo3dpacta ®exepanbuoro N'ocyaaperBeHHOro
01017KeTHOT0 00PA30BATEILHOIO YUPEKICHH J0NO0JTHHTE/ILHOIO
npodeccunonanbHoro oopazoanus «Poccuiickas MeIHUHHCKAS aKaIeMHs
HenpepuIBHOIO npodeccnonaabnoro odopazopanusi» MuHHCTEpPCTBA
3apasooxpanenus Poccniickoii ®eaepaunn Munosanopoii Oubru
AHJpeeBHbI 0 AHccepTauHOHHOH pabdore ['puropbeBoii AHTOHHHBI
BacuabeBHbI HAa TeMy: « InujencHs npH Ty0€po3HOM CKIepo3e»,
NPeACTABJICHHYIO HA COHCKAHME YUYeHOH CTeneHH KAHAHIATa MeAHUHHCKHX
HAYK 1o cneunaabHoceTu: 3.1.24. HespoJiorus.

AKTYaJbHOCTb TeMbI AHCCEPTALHH

Jluccepraunonnas  paGora ['puropbeBoit  AHTOHMHBI  BacHIbeBHBI
nocpsuieHa tybeposHomy ckiaeposy (TC), KoTOpblii OTHOCHTCS K IpyIIe peaKux
opdaHHbIX 3a00sIeBaHHIA.

CornacHo pa3auyHbIM MCTOYHHMKAM B KiuHuveckoi kaptune TC y 80-92%
NalMeHTOB JOMUHHpYeT snuientudyeckue npuctynsl (Joseph 1. et al., 2015),
KOTOpbIE 4allle HAYMHAIOTCS BIEpBble MeCSUbl KU3HU B BHIE HHGMAHTHIBHBIX
cnasmoB (MC) (Riikonen, R. et al, 2009). B OGonbumuHcrBe ciyuae WC
TpaHCHOPMUPYIOTCS B CTPYKTYPHYIO (okanpHylo smuiencuio. KorHWTHBHBIE
paccTpoiicTBa, HapylIeHHsi [OBeaeHMss 4vamle Bcerpevaioress npu  TC,
accounupoBanHbiM ¢ snuiencueit (Chu-Shore C. et al., 2010). [Ipeanonaraercs,
yto anmerncus npu TC onpenenser nanpHeimuid nporHo3 3aboneBanus. Tem He
MeHee, MHOTMe acleKThl KIWHHYecKoro TtedeHus onwiencuu npu TC
HEJI0CTaTOYHO U3Y4eHbI.

K dakropaM pe3uCTEeHTHOCTH ISIUJICIICHH OTHOCATCS: Ae00T Ha IEpPBOM
rojly JKM3HHM, HAJIWYME HECKOJBKMX THUIIOB 3MMIENTHYECKUX IPHUCTYNOB, HX
BBICOKAs YaCTOTA, U3MEHEHHUE XapaKTepa NPUCTYIIOB ¢ TeueHHeM 3a00/IeBaHHU .

B Hacrosiiiee BpeMs CYUIECTBYIOT pasiM4Hble TOYKH 3pEHHs MO MOBOIY
sbdexktuBHOCTH nevenus smumiencur npu TC. B wactHocTH, A. Jeong et al.,
(2017) cuwuratot, uro snunencuss npu TC noanaercs Je4eHUIO He XyXkKe, 4eM

SMUIEINCUST WHOM 3THoJoruu; oxuako, I. Overwater et al., (2015), ynomunaoT
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0oJiee BLICOKHMH YpOBEHb Pe3UCTEHTHOCTH y nanueHToB TC.

Bbicokasi  coUManbHO-3KOHOMMYECKAs! 3HAYMMOCTh JAHHOH MpOoGIeMsl
obycrioBiieHa He ToIbKO HebnaronpuatHbiM nporso3om TC, HO ¥ OTCYTCTBHEM Ha
CErOAHSIIHUM /1eHb 3()(EKTUBHBIX METOJOB JeueHus. J{HcKyTabenbHbIM ABISETCS
AOArocpoyHas IPQEKTHBHOCTH M NEPEHOCUMOCTh MHru6uTopoB m-TOR
(3Beponumyca) B JieYeHUM SMuJIencuu, accouurposanHoil ¢ TC. Heo6Xomumsl
JalbHEeHIIne WCCIEeI0BaHUA JUl YTOYHEHHs XapakTepa MeIMKaMeHTO3HBIX
BMEILIATeNIbCTB, UX 9()(PEKTUBHOCTH U EPEHOCHMOCTH, @ TAK/Ke MCXO/I0B Teparty.

BaHBIM MNpeacTaBiseTcss MONyYeHHWe HOBBIX AAHHBIX M0 KIMHHYECKOMY
TeuyeHuIo U JiedeHnto TC, 4TO MO3BOIUT CHOPMYIHPOBATHL HOBBIE KOMILIEKCHBIE
PEKOMEeH/IalliK M0 IHarHOCTHKE M TaKTHKe BeAeHus nauueHtoB TC ¢ snmiencuei,
YJIYy4YILIUTD [IPOTHO3 U KA4eCTBO UX KU3HHU.

Takum  oOpa3om, axTyaJabHOCTH  JMCCepTalMOHHOW paGotel  A.B.
['puropbeBoii, MOCBsIILIEHHONW H3Y4YeHHIO JMUJIENCHH, accouuupoBantoii ¢ TC, He
BbI3bIBAET COMHEHHUH.

Crenenb 060CHOBAHHOCTH HAYYHBIX M0JI0OKeHHH, BLIBOJOB H
peKoMeHauHH, chopMyIHPOBAHHBIX B IHCCEPTALHH
O0OCHOBaHHOCTb M JOCTOBEPHOCTb HAy4YHBIX [OJOXKEHHUH, BBIBOJOB U
peKoOMeHIalui,  cHOpMyJIHMPOBAaHHBIX B  JQUCCEPTALlMH, [MOATBEPKIAAIOTCS
TIIATEIbHBIM ~ AHAIIM30M TPYJIOB OTEYECTBEHHBIX M 3apy0elKHbIX aBTOpPOB,
MOCBSLLIEHHbIX: OLIEHKE CEMHOJIOTUH SMUIENTHYECKUX MPUCTYTIOB,
3QpexTHBHOCTH M 0e30MaCHOCTH IPEBEHTHBHON Tepanuu, aHAIW3y CpaBHEHUs
() HEKTUBHOCTH M IEPEHOCHMMOCTH aHTHUANWIENTHYECKUX mnpenaparos (ADII),
aHaJIU3y pe3yIbTaTOB JO0JIIOCPOYHOU Tepanuu snuierncud uHruouropom m-TOR,
aJIeKBaTHOCTBIO METOJOB MareMarudeckod oO0pabOTKHM MJaHHBIX, a TaKkKke
YCIIELIHBIM ~ BHEAPEHUEM pe3yJIbTaTOB JUCCEPTALMOHHOIO HCCJIeIOBAHUS B
KIMHUYECKYIO MPAKTHKY, YTO [NOATBEPKAACTCS aKTaMH BHEIPEHUS.
Marepuassl guccepralnyi BHeApeHb! B paboTy B KIMHUYECKYIO PAKTHKY U
AaKTHUBHO TIIPHMEHSETCS B IICUXOHEBPOJOTMYECKMX OTAeNeHusx 1 u 2.

Ob6ocobneHHOe  CTPYKTYpHOE  TIOoJpa3JieJieHHe  Hay4HO-HCCIIeN0BATeIbCKOro
2



KJIMHAYECKOrO0 HMHCTUTYTa NeAMaTpud W XUpyprud uMmeHu akagemuka HO.E.
Benpruiesa @enepanbHOro rocy1apcTBEHHOrO aBTOHOMHOIO 00pa30BaTelbHOrO
yYpeKJIeHUs BhICIIEro mnpodeccuoHanbHoro obpazopanus PHUMY um. H.H.
IInporosa Munsapasa Poccuu, B  NCHXOHEBPOIOTHYECKOM  OTHe/€HHH
060c001eHHOM CTPYKTYPHOM MozpaszieneHuu Poccuiickoil 1eTCKON KIMHUYeCKOM
GonpHuLbl DeepallbHOrO IoCy/1apCTBEHHOIO aBTOHOMHOIO 00pa3oBaTelbHOrO
yupe/eHus Beiciiero odpaszosanus Munsapasa Poccun.

OnucaHnve  TNPeBEHTUBHOW  Tepanmuu  OSMNHICNICHM  BKJIKOYEHO B
oOpas3oBaTe/bHbIil Tpolecc Ha Kadeape HEBPOJIOrHH, HEHPOXHUPYPrUH WM
MEIMUHMHCKOH  TIeHETHKM  neauarpuyeckoro  Qakynbrera  DegepanbHOro
roCyJapCTBEHHOIO aBTOHOMHOIO 00pa3oBaTE/NbHOrO Y4YPEKIAEHHS BBICILEro
npodeccuonanpioro oobpaszosanuss PHUMY um. H.M. IluporoBa Munszapasa
Poccuu.

OcHoBHble pe3yibTaThl paborbl Oblu gojoxensl Ha VII Bantuiickom
KOHrpecce I10 JeTCKOH HEeBpOJOTHH ¢ MexIAyHapoaHbiM yyactueM (CaHkr-
[TerepOypr, 2018); XVII Poccuiickom koHrpecce « MHHOBalIMOHHBIE TEXHOJIOTHHU B
neauaTpuu M aetckoi xupyprum» (Mocksa, 2018); XIII EBponeiickom koHrpecce
no snuiuenronoruu (Bena, 2018); XIV ExeroanoM KoHrpecce CHelHaTMCTOB
nepuHataibHOM MeauLUHbl «CoBpeMeHHass NEepUHATOJIOrMs: OpraHu3alus,
TexXHoJIoruu, kadecTBo» (Mocksa, 2019).

[To Teme nauccepraumu onyOnMKoBaHO 3 MevyaTHBIX paboOT B HM3JAHUSAX,
peueHsupyembix BAK PO.

JloCTOBEPHOCTL H HOBH3HA HAYYHbIX 110/102KeHHii, BLIBOIOB H
peKOMeH/1alHii.

JlocToBepHOCTs M HOBHM3HAa HAay4yHbBIX IIOJOXKEHHH, BBIBOAOB H
pPeKOMeHJalUMi  MOATBEPKAAETCS  JOCTATOYHBIM  YHUCJIOM  KIMHHYECKHUX
HaOMOIeHHi, MpUMEHEeHHeM BBICOKOMH(OPMATUBHBIX METO/0B HCCIIEI0BaHHUs
MAaUUeHTOB M CTATUCTHYECKOW [10CTOBEPHOCTHIO, MPOJAEMOHCTPUPOBAHHOM 110

OOJIBILIMHCTBY METO/10B.



ComnocrapieHue pe3ynbTaToB HCC/IEJO0BaHHA € paHee Omy0JMKOBaHHBIMHU
paboramu (Cusmai R. et al., 2011; Zhang B. et al., 2013; Curatolo P. et al., 2015;
Jeong A. et al., 2017; Franz D. et al., 2018) cBuaeTeIbCTBYIOT O HAYYHOH HOBH3HE
M MpakTHUecKoi 3HaYuMocTH padoTel A.B. ['puropeseBoii.

CrarhcTuyeckass OLIEHKA BBLINOJHATACE C HCIIOJNB30BAHHEM IIPOrPaMM
Microsoft Excel, SPSS Statistics 21. Jlns omnpeneneHus K Kakoil BeIOOpKe
OTHOCHTCS rpynmnna, UCIIOJIB30BAIM  METOJ Konmoroposa-CmupHosa.
KonmnuecTBeHHble TOKa3aTenu npejacTaBasyii B Buae Meauwansl (Me), a
CTaHJapTHOE OTKJIOHEHHe C TIOMOINbIO 3HadeHud 25-90%  kBa”THIEH.
CratucTUYeCKOe CpaBHEHHE IIOJIyY€HHbIX JAHHBIX TIPOBOIAWIM, MPUMEHSS
HermapameTpuyeckue MeTo/abl. CTaTHCTHYECKHUH aHAJIW3 MeXKIPYINIOBLIX pa3IndHii
MpoBOAMIN ¢ wHcnonb3oBanueM U-kputepuss Manna-YuthHu. Jlng cpaBHeHus
3 (GeKTHBHOCTH NMPOCTIEKTHBHOM Tepamnuu npumeHsin Tect MakHemapa.

[TosiyyeHHblE  aBTOPOM  pe3yibTaThl  OLEHHUBAIOT:  A((HEeKTUBHOCTH
[PEBEHTHBHON M KJIACCHYECKOM AaHTUINMHICNTUYECKOH Tepanuu; paclIUpsioT
CYLIECTBYIOLIHE TPEACTaBIeHHs O AOATOCPOYHOM NpHMEHeHHe HHruOuTOopa m-
TOR B nevyenun TC, accoMupoBaHHOTO ¢ AMHUIIETICHEH.

Metoauyeckas J0OCTOBEPHOCTh AMCCEPTALMOHHON pabOThl oOmpeaenseTcs
J0Ka3aTeTbHOCThIO KIMHUYECKUX, HHCTPYMEHTAIBHBIX U J1a00paTOPHBIX JaHHBIX,
4TO MO3BOJIMIIO YETKO apryMeHTHpOBaTh U CTPOro oOOCHOBATH AOCTOBEPHOCTH
BCEX Hay4YHbIX MOJIOKEHUH, BEIBO/IOB M MPAKTUYECKUX PEKOMEHAALIUH.

IMpakTnyeckas 3HAYHMOCTb H PEKOMEH/IallHH MO HCNO/1b30BAHHIO

pe3yJbTaTOB AHCCEPTAUHOHHOH padoThl

[IpakTHyecKMMHM  JOCTOMHCTBAMH  JHMCCepTalMOHHON  pabotel  A.B.
['puropeeBoii sBIseTCs: OLEHKA CTPYKTYPhl H KIMHHUYECKOW KapTHHBI ITUIIETICHH,
accouuupoBaHHoii ¢ TC; aHanM3 KOrHUTHBHBIX HapyLIEHHI ¢ NOpUMEeHeHHeM

Heiipornicuxuatpuyeckoii  wkansl TAND  (TSC-Associated-Neuropsychiatric-

Disorders); aucnancepHoe HablIloJeHHe W TAKTHKA BeAEHHUS JaHHbIX MAlHEHTOB;



BbISIBJICHUC 3aBHCHMOCTH TCHCHHMA DIMJICIICHH OT MYTALlMH B I'€Hax T}’GCpHHa Hu

ramMapTuHa.

[TpakTnueckn BaKHBIM ABJIACTCA BO BCEX MCCIIEIOBAHHBIX CIy4asxX TOH WU
MHOH COMYTCTBYIOLLEH MaTOJIOrMU BHYTPEHHUX OPraHoB, YTO AOJIKHO HAIpaBsTh
JUArHOCTUYECKUH CKPUHHUHI Bpauyel-HEBpPOJOroB npu oOCIeqOBaHMM TaKHUX
MAlMEeHTOB 10 ITyTH TOMCKa COMAaTHYECKOM 1aToJIOruy.

Kpome TOro, pesynpraThl MCCIEIOBAaHHS I103BOJISIOT HAay4YHO OOOCHOBAThH
NpUMEHEeHHe NMPEBEHTUBHOW Teparnuu snuiencuu y nauuento TC. [IpumeHeHue
npenapara BurabaTpuHa, 1o rnpeuioKeHHOH aBTOPOM CXeMe, I03BOJISIeT [OBBICUTh
3(HEKTHBHOCTDL JIEYeHHUS (OKAJIbHBIX NMPUCTYNOB U MH(MAHTUIBHBIX CIA3MOB B
CPaBHEHMH C JIpPyTMMHU 3apeructpupoBadHbiMu ADIL

Brnepseie  aBropom  nokazaHa  3(¢GeKTHUBHOCTH U 0e30macHOCTb
JA0IrocpoyHoro  npumeHeHuss uHruomropa m-TOR  (3Beponumyca) mpu
Pe3UCTeHTHOH Hsnuiencuu, accouuuporaHHon TC, paclMpsas KilacCHYecKHe
BO3MOJKHOCTH JIEUEHHS Y JaHHOH KaropThl NalLMEHTOB.

Pesynbrarhl auccepraluy MOryT ObIThb peKOMEH0BaHbl Ul IPUMEHEHHUs B
KIMHUYECKOH INpaKkTUKe HEeBPOJIOrMYECKUX OT/AeNeHUsX, B y4deOHOM mpouecce
clyluaTesied y4pexIAeHHH HelnpepbIBHONO MEIULIMHCKOro o0pa3oBaHMs, a Takxke
cryaentos BY3os.

Ouenka coaep/RaHus ANCCEPTALNOHHON paboThbl, ee 3aBepPUIeHHOCTD,
3aMeYaHHHA

Juccepraumnonnas pabora A.B. ['puropeeBoii BelnosiHeHa Ha 117 cTpanuuax
MAaIIMHOIIUCHOIO TEKCTa, HalMcaHa B KJIACCHMYECKOM CTHUJIE M COCTOMT U3
BBEJICHHs, JIMTepaTypHOro o030pa, r1aB COOCTBEHHBIX  HCCIIEIOBaHUH,
3aKJIIOYEHMS, BBIBOJIOB, [PAaKTHYECKUX peKoMeHaallHi, a TaKxKe
oubnuorpaduueckoro ykasarens (106), Bxmouatomero pabor OT€4eCTBEHHBIX M
3apyOexHBIX aBTOpOB. JJucceprauus coaep:xut 30 Tabauu U 25 pUCYHKOB.

ABtopom pabotel y 83,2% nauueHTOB BepuU(HULIMPOBAHA SMMIENCHS, Kak
camoe yactoe HeBposioruueckoe rnpossieHue TC; 10CTOBepHO J0Ka3aH BbICOKUH

MPOLEHT CTPYKTYPHOH okanbHOM snunencuu (85,8%.).
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BeisBieHa ymcTBeHHas otcTanocts —y 27,4% nauueHToB ¢ dMUIENCHEH, |
HU y oaHoro nauueHta TC Oe3 snunencuu (3HAYUMOCTH pa3iHuus B 4acTOTE
BcTpedaemoctu p <0,0001).

ABTOpOM AHCCEepTalliH [pOBEAeHa KIMHUKO-reHeTHYecKas KOppessLus
myTauuu B rede 7SC2, uto BeisiBUIO Oosee Tskenoe Tedenue TC.

YcranoBneHo, 4yTo mnpenapat BurabatpuH siBiasieTcss 3(QEKTUBHBIM IIpH
dboxkanbubix 1 UC — 83,4% un 66,6% perpocnekTuBHOM rpynmel. [IpenorBpaiieHue
SMUJIENICHU Ha Mpernapate Burabarpun cocrasiser 71,4% (p<0,001) (¥2 =15,000).

ABTOpPOM JI0OKa3aHO, YTO IIpPeBeHTHBHAs Tepamnus MPOCIEeKTHUBHON TIpyIIbI
NpeaoTBpalllaeT pa3sBUTHE BO3HUKHOBeHHMs snwierncud Ha 50%, a HasHaueHue
npernapata MHruouTopa m-TOR  (3BeponMMyc) CYLIECTBEHHO pacLIUMpSET
BO3MOXHOCTH JedeHus (apmakopesucteHTHoit snunencuu npu TC. IlpoueHt
pecronepoB coctaniseT 27,3%, noiHoe npekpauieH|e NpUCTynoB 0TMEeYanoch y
14,1%.

B uenom, aucceprauuss A.B. I'puropbeBoil XapakTepH3yeTCs BBICOKHM
HAYYHbIM YPOBHEM H 3aCJly)KMBAeT I0JIOKUTEIbHON OLeHKH. HayuyHble BBIBOABI U
MpaKTHYECKHE PEKOMEHIALMH [OJHOCTHIO COOTBETCTBYIOT — IOCTABICHHBIM
3aja4yam.

Atopedepar A.B. I'puropbeBoii cOOTBETCTBYET OCHOBHBIM MOJIOKEHUSIM
JAMccepTaliy, B HEM OTpa)keHbl aKTyajlbHOCTb TEMbI, Hay4yHas HOBHU3HA,
MpakTUYeCKas 3HAaYUMOCTh, OCHOBHbBIE pe3yJibTaTbhl U UX 00CY’KJ€HHUEe, BbIBOJbI

NpaKTHYeCKHue peKOMeHJauuu. [TpHHIMNIHalIbHBIX 3aMeYaHuii K paboTe HeT.

JAKJIIOYEHUE

JHucceprauus ['puroppeBoid AHTOHMHBI BacuibeBHbI HA TeMy: « DMUIENCUs
npu TyOEpO3HOM CKJepo3e», BbIIIOJIHEHHass I0Jl PYKOBOACTBOM JIOKTOpA
MeJMLIMHCKUX Hayk, npodeccopa benoycoBoit Enenbl JIMUTpHEBHBI sBIsETCS
3aKOHYEHHOI  Hay4yHO-KBaJlM(UKaUMOHHOW paloToH, cojaepkalled HOBbIE

pelIeHH s axryanbﬂoié Hay‘IHOﬁ 3a/layd — ornpe/eieHue KIWHUKO-I'€HETHYECKHUX
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Koppessiuuii  reHotuna TC, noBbllleHHWe KayecTBA JICUCHHS OJIHICICHH U

nporHo3upoBanue ucxoga TC, KOTOpble MMEIOT CYIIECTBEHHOe 3HAYeHHEe JUIs
HEBPOJIOTHH.

[To akTyajabHOCTH M O0BEMY MNPOBEIEHHBIX HMCCIIEI0BAHUMN, MOJy4YeHHBIM
pesyibTaTaMm, TEOPETHYeCKOH, MPAKTUYECKOH 3HAYUMOCTH M HAay4HOH HOBHM3HE
aucceprauMoHHas padora I'puroppeBoii AHTOHMHBI BacuibeBHbI MOJHOCTBIO
coorBeTrcTBYeT TpeboBaHusAM 1.9 «llonokeHUs O MNpHCYKIEGHUM YYeHbIX
CTeNeHeH», yTBepXKJeHHOro rmnocraHoBieHueM [lpaButenscTBa Poccuiickoi
Denepaunn Ne842 ot 24.09.2013r. (¢ U3MEHEHUSMH B peJlaKi[MU IIOCTAHOBIEHHUH
npasutenscTBa Poccuiickon ®enepauuu Ne 335 or 21.04.2016r., Ne 748 or
02.08.2016r., Ne 650 or 29.05.2017r., Ne 1024 ot 28.08.2017r., Ne 1168 or
01.10.2018r. ), npeabsBiIsieMbIM K AUCCEPTALUAM Ha COMCKaHWE Y4E€HOW CTElEeHH
KaHauJaaTa HayK, a e€ aBTOp JIOCTOMH IPHCYKIEHHUs HWCKOMOMH CTeNeHHu Mo

cnenuanbHocTH 3.1.24. HeBponorusi.
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