3AKJIKOYEHUE IMCCEPTAIMOHHOI'O COBETA /] 208.072.04 HA BA3E

®EJJEPAJIBHOIO TOCYJIAPCTBEHHOIO ABTOHOMHOTIO
OBPA30OBATEJIbHOI'O YUPEX/IEHUS BBICILIETO OEPA30BAHU S
«POCCUNCKWUI HALIMOHAJIbHBINA UCCJIEJOBATEJbCKUH

MEJIMLIMHCKHUW YHUBEPCUTET UMEHU H.U.ITUPOIOBA»

MUHHUCTEPCTBA 3JIPABOOXPAHEHUS POCCUNCKON ®ENEPALIMU
10 JUCCEPTALIMU HA COUCKAHUE YYEHOM CTENEHU IOKTOPA
BUOJIOTMYECKUX HAVK

aTTecTallMoOHHOE aey1o Ne

pewenue JJuccepraunonHoro cosera ot 22.09.2021 r. Ne 01

O npucyxneunn Kyxapckomy Muxaunny CepreeBuuy, rpaxknanuny Poccuiickoit
®denepaunu, y4€HOH CTENEHU JOKTOpA OMOJIOrMUYECKMX HAYK.

Hucceprauus «Hapywenue ¢dyHkuuit puOOHYKIEONPOTEMHOBBIX KOMIUIEKCOB B
naroreHede 60koBoro amuoTpoduueckoro ckieposa» no cneuuaibHoctu 03.03.04 —
KJI€TOYHass OHOJIOTHS, LMTOJIOTHS, TUCTOJIOrHS (OMOJIOrMYECKHE HAyKH) MpHUHATA K
zaure 19.05.2021 r. npotokos Ne 01 auccepraunonHbiM coBetom [ 208.072.04 Ha
b6aze @denepasbHOro TroCyJapCTBEHHOrO AaBTOHOMHOIO  YYPEXIEHHUS  BbICLIETO
obpazoBaHus  «PoccHilCkMil HaUMOHANbHBIH  HCCJIEIOBATEILCKUI  MEAMLMHCKUIA
yauBepcutet umend H.H. TMuporoBa» MuHuctepcTBa 3npaBooxpaHenus Poccuiickoi
®enepaunu  (npukaz Nel0S or 11.04.2012 r.), aapec: 117997, Mocksa, vy
OcTpoBuTsiHOBa, 1. 1.

Couckarenb Kyxapckuit Muxaun Cepreesuy, 1986 rona poxnenus, B 2010 r.
OKOHYMJI ["ocynapctBeHHOE oOpa3oBarebHOE YyUpEXACHHUE BBICILIETO
npodeccuoHanbHoro obpasoBaHus «ToMCkHMH rocyaapCTBEHHbIH YHHBEPCHUTET» I10
cneunanbHocTh «buosnorus». B 2013 rogy B MHcTuTyTE 6MOXMMHUM nMeHn A.H. baxa
PAH 3ammTun kaHauMaaTcKyro AuUccepTauuio Ha TeMy «OddeKT npou3BOAHbIX raMMa-
KapboJMHA Ha TMPOTrpEeCCHI0 TNPOTEUHONATHUM B TPAHCTEHHBIX MOAECJISIX O0JIe3HH
Ansurefimepa» mno cneyuanbHoctd 03.01.04 — buoxumus. Paboraer ¢ 2012 r. B
®denepaJibHOM TrOCYAApCTBEHHOM OIO/DKETHOM  yupexxaeHun Hayku Hucturyte

(GHU3MOJIOrMUECKM aKTHBHBIX BellecTB Poccuiickol akagemMuu Hayk B Jiabopatopuu
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T€HETHYECKOro MOJE/IMPOBAaHUS HENPOAETCHEPATUBHBIX TPOLIECCOB B JOJKHOCTH
CTapllero HayyHoro corpyaHuka, ¢ 2018 r. — moueHTt kxadenpsl obuiel U KJIETOYHOM
O6uonornn  denepanbHOrO0  rOCYAApCTBEHHOIO  aBTOHOMHOro  0Opa3oBaTesILHOTO
yupekJIEHUH sbicuIero oopa3oBaHus "Poccuiickuil HaMOHANLHBIN UCCIIEN0BATENbCKUN
MeauuMHCKUil yHuBepcuTeT uMenu H.U. [Tuporoea" MuHucTepcTBa 3apaBoOoXpaHeHus
Poccuiickoit ®enepauun. Jlucceprauus BbITIOJIHEHA B J1abOpPaTOpHM TIEHETHYECKOTO
MOJIEJIMPOBAHUS HEHPOJAEreHEPaTUBHBIX NpoueccoB PenepabHOro rocy1apcTBEHHOTO
OlOMKETHOrO yupexxaeHue Haykd HHCTHUTYT ¢H3HMOJIOrMYECKHM aKTHMBHBIX BELIECTB
Poccuiickoil akagemMuu Hayk M Ha kadeape oOwed M kjieTouyHoi Ouonorun MbD
denepanbHOr0 TrOCYJapCTBEHHOIO aBTOHOMHOIO 00pa3oBaTebHOIO YYpPEKIAEHHUS
BeICluEro  obpasoBaHus  "PoccHMHCKkMi  HalMOHanbHBIA  HCCIEA0BATENbCKU
MenuuuHckuil yausepcutetr umMeHu H.U. [Iuporosa" MuHucTepcTBa 31paBoOXpaHEeHUS
Poccuiickoi denepaunn.

Hayunble KOHCYIbTAHTBI:

CxkBopuoBa Beponuka MropesHa, 10KTOp MEAMLMHCKUX Hayk, podeccop, 4ieH-
kopp. PAH, pyxoBoaurtens denepanbHOro MeIMKO-0M0JIOrHYECKOTO areHTCTBA;

Haranbss HuxonaeBHa HuHKMHA, OOKTOp MEOMLIMHCKUX HayK, 3aBeAyloLLas
nabopaTopue TE€HETHYECKOro MOJAEJMPOBAHUS HENPOAEreHEpPaTUBHbIX MPOLECCOB
MHcTuTyTa pU3H0ONOrnyecKky akTUBHbIX BewwecTB Poccuiickoi akaqeMuu Hayk.

Odununanbublie ONIOHEHTHI:

— AOpamoB Anzapeit IOpbeBHuY — noktop OMoslOrMHecKMX Hayk, npodeccop,
3aBEAYIOLUMI nabopaTopuel KJIETO4YHOW ¢(u3Monorun M mnarosnorun MepepanbHOro
roCcylapCTBEHHOro  ONJXKETHOro  0Opa30BaTEILHOIO  YUpPEXAEHUS  BBICLIETO
obpa3oBaHis «OpyioBckHii rocyaapcTBeHHbIH yHUBepcuTeT uMeHHn U.C. TypreHesay;

— AHoxuH KoHcTaHTMH BrnaauMupoBuMu — JOKTOp MEAMUMHCKMX Hayk,
npogeccop, akanemuk PAH, nupexkrop MHCTHMTyTa nepcrnekTHBHBIX HCCIENOBaHHUM
mo3ra denepanbHOro rocy1apcTBEHHOIO OIIXKETHOrO 00Pa30BATENBLHOIO YUPEKIACHUS
BbICIIEro 00Opa3oBaHUs «MOCKOBCKMH rocynapCTBEHHbIH yHUBepcHUTeT MMeHH M.B.

JIoMOHOCOBay;

— Speirud KoHcrtaHTMH HukuTH4 — nOKTOp OHONOrMuYecKuX Hayk, nmpodeccop,
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yneH-koppecnionaeHT PAH, 3aseayrowmii  nabopatopuell  kneTouHoil  OHonoruu
denepanbHOrO0 rocyJapCTBEHHOIO OIOMKETHOIO HaydyHOro yupexaeHus «HayuHo-
UCCIEN0BATEIbCKUH WHCTUTYT OMOMEIMUUHCKOW XUMHUHU uMeHH B.H. OpexoBuua» —
JIJIU MOJIOKHUTEIbHBIE OT3bIBbI HAa AUCCEPTALIMIO.

Beayuas opranusauus:

MdenepanbHOe TOCYNapCTBEHHOE OIOMKETHOE YyupexaeHue Hayku HHcTUTyT
ounonorun paszeutus uM. H.K. KonsuoBa PAH, B cBOEM MNOJIOXKUTENLHOM 3aKJIFOUEHHUH
(TTpotokon NeS5 ot 12.08.2021 r.), moaAmHCaHHOM AOKTOPOM OHOJIOTHUECKHX Hayk,
npodeccopom, akagemukoM PAH, 3aBenywowmnm nabopatopueil HEpBHBIX U
HEeHpo3HAOKpUHHBIX perynasund PI'BYH HMuctutyra Ouonorum paszButus um. H.K.
KonsuoBa PAH, yTBepx/1IeCHHOM JOKTOPOM OHOJIOrHYECKUX HayK, MTPOPeccopoM, UJieH-
xoppecnonaeHToM PAH, BacunsesbiM A.B., nupexropom ®I'BYH HuHcTuTYT OHONOTHH
pazeutus um. H.K. KonsuoBa PAH, ykazana, uto paucceprauMoHHas padota
Kyxapckoro = Muxauna  Cepreesuua Ha  T1emy  «Hapywmenue — pyHkuui
pUOOHYKJIEONNPOTEUHOBBIX KOMIUIEKCOB B MATOreHe3e OOKOBOro amMHOTPOGdHUUECKOro
CKJIEpO3a» SIBJISIETCA LIEJIOCTHOW Hay4yHO-KBaJIMPUKALUMOHHOW pabOTOH, B KOTOpPOH Ha
OCHOBAHHWH BBINOJHEHHBIX aBTOPOM MCCJIENOBAHUN PACKPBIBAETCS KPYMHOE HAy4YHOE
HanpaBjIeHUs 1O M3Y4YEHUI0 MEXaHU3MOB MoJiekynsipHoro mnaroreHe3a BAC w
POACTBEHHBbIX 3a00JI€EBaHUH, YTO HMMEET BAXKHOE 3HAUYEHUE IJs pa3pabOTKH HOBBIX
cTpaTeruil ays noucka 3gpHeKTUBHBIX METOAOB Tepanuu. JJucceprauus COOTBETCTBYET
TpeOoBaHUsIM nyHkTa 9 IlonoxkeHHs O TPUCYKNEHUM  YUEHBIX CTENEHEH,
yTBEpxAEHHOro nocraHosyieHueM [IpaBurenscTBa Poccuiickonn ®denepaunn Ne842 ot
24 centsa6ps 2013 roma (B pemakuuu IlocraHoBinenus IlpaButenscrBa Poccuiickoii
®denepaunn Nell168 ot 01 oxtsadps 2018 r.) mpeabsBiaseMbIM K AUCCEPTaUUsSM Ha
COMCKaHHE Y4YEHO! CTeNneHU JOKTOopa Hayk, a ee aBTop Kyxapckuit Muxaun CepreeBuy
3aCIy)KMBACT NPHUCYXKAEHUS YYEHOM CTENEeHM AOKTOpa OMOJOTMYECKHMX HayK [0
crieunansHocTh 03.03.04 — kneTouHass OMoONOrys, UUTOJOTHS, THCTOJIOTHS.

Br100op odHUMaTLHBIX ONIIOHEHTOB OOOCHOBAH TEM, YTO JOKTOP OMOJOTHUYECKHX
Hayk, npodeccop AbpamoB AHapei KOpseBHuY, TOKTOp MEAMLMHCKHUX HayK, mpodeccop

AHoxuH KoHcTaHTHH BnaaumMupoBuy, JOKTOp MEAMUMHCKUX HayK, npodeccop SApbIruH
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Koncrantnn HHMKNTHY ABAAIOTCA BEAYLIMMH CrielHaJucTaMH B 00JIACTH KJIETOYHOH
OMOJOTHH U U3YYEHHUS HEPBHOM CHUCTEMBI, B TOM YHCJIE MATOJOTHYECKHUX COCTOSHHUH M
NIOTEHLHANIbHBIX CITOCOO0B MX KOPPEKLHMH, OIMIMOHEHThl H3BECTHBI CBOMMH padOTaMH B
JAaHHO# 00J1acTH MCCIIENOBAHHH, B PELIEH3UPYEMbIX HayUHbIX U3JaHHUSX.

Beibop Bemyweil opranu3aimu obocHoBaH T1eMm, 4yto PI'BYH MWneruryr
ouonorun pazsutus uM. H.K. Konsuoa PAH sBiseTcs oiHMM MX BeAyUIMX Hay4HbIX
HHCTHUTYTOB M U3BECTEH CBOMMH HCCIENOBAHUSMH U MYOJIHKALUAMH, OJIU3KHMH K TEME
JIUcCcepTalMH, CrnocobeH OUEHHUTh HAyyHYH HOBHM3HY W TPAKTHYECKYK 3HAYMMOCTb
NOJIYYEHHBIX Pe3yJIbTaTOB JAHHOM JAHCCEepPTaLMH U 1] CBOE COTJIacHeE.

[To Teme nucceprauuu onyoaukoBaHo 40 HayuyHas paboTa, U3 HUX 23 Hay4dHbIE
cTaTb¥, B TOoM uucie 10 B peLEH3UpYEMBbIX HAY4YHBbIX M3JAHHUAX, BKJIIOYEHHBIX B
[lepeyeHb peUEH3UPYEMBbIX Hay4yHbIX H3JaHUH, B KOTOPbIX JOJDKHBI  OBITH
onyOJHKOBaHbl OCHOBHbIE HAay4yHbIE PE3yJIbTaThl JAUCCEPTAUMi Ha COMCKAHHME Y4YEHOMH
CTENIEHM KaHAWJaTa Hayk, Ha COHCKAaHHE Y4YEHOM CTENEHW JOKTOpa Hayk,
yrBepxkaeHHbIi BAK MuHucrepctBa Haykun M Bbicmiero o6paszoBaHusi Poccuiickoi
QPenepaunn, 12 cratel B 3apyOeXHbIX pEUEH3UPYEMBIX HAyUYHbIX H3JAHHUSX,
HMHACKCHPYEMBIX B MEXAYHapOJAHbIX pedepaTHBHbIX 0azax naHHbIX Scopus 1 Web of
Science, 14 1e31coB 10K/1aJ0B HaYUHBIX KOH(EPEHUHH, 3 naTeHTa.

O6muit o6beM nydnukauuit cocraBua 5,15 nevyaTHbix jgucta U coaepxut 90%,
aBTOpckoro Bkjiaga. OpHUTrHHAIBLHOCTb JAMCCEPTALMOHHOH paboThI, onpeaeseHHas Io
CUCTEME «ANTHILIarHaT», coctasiseT 92,44%.

Haun0oJiee 31aunmbie Haydlbie padoThbl N0 TEMe AMCCEPTALMM:

1. Kukharsky M.S. In a search for efficient treatment for amyotrophic lateral
sclerosis: Old drugs for new approaches / Kukharsky M.S., Skvortsova V.1,
Bachurin S.0., Buchman V.L. / Med Res Rev. - 2020. DOI:
10.1002/med.21725.

2. Kukharsky M.S. Long non-coding RNA Neatl regulates adaptive behavioural
response to stress in mice / Kukharsky M.S., Ninkina N.N., An H., Telezhkin V.,
Wei W., Meritens C.R., Cooper-Knock J., Nakagawa S., Hirose T., Buchman

V.L., Shelkovnikova T.A. // Transl Psychiatry. — 2020. — V. 10. —Ne 1. - P. 171,
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3. Kukharsky M.S. Protective paraspeckle hyper-assembly downstream of TDP-43
loss of function in amyotrophic lateral sclerosis / Shelkovnikova T.A., Kukharsky
M.S., An H., Dimasi P., Alexeeva S., Shabir O., Heath P.R., Buchman V.L. //
Mol Neurodegener. —2018. — V. 13. - Ne 1. — P. 30.

4. Kukharsky M.S. Chronically stressed or stress-preconditioned necurons fail to
maintain stress granule assembly / Shelkovnikova T.A., Dimasi P., Kukharsky
M.S., An H., Quinticro A., Schirmer C., Buee L., Galas M.C., Buchman V.L. //
Cell Death Dis. —2017. — V. 8. — Ne 5. — P. €2788.

5. Kukharsky M.S. Early lethality and neuronal proteinopathy in mice expressing
cytoplasm-targeted FUS that lacks the RNA recognition motif / Robinson H.K.,
Deykin A.V., Bronovitsky E.V., Ovchinnikov R.K., Ustyugov A.A,
Shelkovnikova T.A., Kukharsky M.S., Ermolkevich T.G., Goldman I.L.,
Sadchikova E.R., Kovrazhkina E.A., Bachurin S.O., Buchman V.L., Ninkina
N.N. // Amyotroph Lateral Scler Frontotemporal Degener. — 2015. — V. 16. — Ne
5-6.—P. 402-9.

6. Kukharsky M.S. Calcium-responsive transactivator (CREST) protein shares a set
of structural and finctional traits with other proteins associated with amyotrophic
lateral sclerosis / Kukharsky M.S., Quintiero A., Matsumoto T., Matsukawa K.,
An H., Hashimoto T., Iwatsubo T., Buchman V.L., Shelkovnikova T.A. // Mol
Neurodegener. — 2015. — V. 10. = Ne 1. — P. 20.

Ha aBTOpedepar 1oCcTyrnuam oT3biBbI OT:

Biaaumupa Asexcanaposnua MUTLKEBHYA — 10KTOpA GHOTOTHYECKUX HAYK,
riaBHoro HayyHoro corpyaHuka ®I'BYH MHctuTyTa MonekynspHoW OMONOTHM HM.
B.A. Onrensrapara PAH. Ot13biB Ha aBTOpedepaT COAEPXKHUT OLUEHKY aKTYanbHOCTH U
HayyHOW HOBM3HbI JMCCEpPTAUMOHHOW paboTel. Jlucceprauus npeacrasiaser cobom
oOlIMpHOE, MHOTOJIETHEE, JIOTUYECKH BBIBEPEHHOE HCCJIEIOBAHUE, BKIIIOYAKOLIEE
XapaKTEepUCTHUKY HECKOJBKHX MOJIEKYJISIPHO-T€HETHYECKUX (PAKTOPOB yyacTBYIOLIMX B
pazeutun  BAC.  [lucceprauus  IOJHOCTBIO  COOTBETCTBYET  TpeOOBaHMSM,
IIPEABABISEMbBIM K JUCCEPTALMSAM Ha COMCKAHME YYEHOM CTENEHH JOKTOpa Hayk.

OT3bIB l'lOJ]O)KHTCJIbeIﬁ, KPUTHUYECKUX 3aME€4yaHui He COACPXKMHT.



[TaBaa I'eoprueBnya ['eoprueBa — 10kTOpa OMOJIOTHUECKUX HAyK, Mpodeccopa,
akagemuka, u.0. aupekropa ®I'BYH Huctutyra 6uosnornun resa PAH. Or3biB Ha
aBTOpedepar COAEPKUT OLEHKY aKTyaJbHOCTH M Hay4HOH HOBH3HBI AHCCEPTALMOHHOH
pabotbl. Jluccepraums npeacTaBisieT cOOOH 3aKOHYEHHOE HCCIEN0BAaHHUE, B KOTOPOM
OblIM YCTENIHO BBINOJIHEHbI BCE MOCTaBJICHHbIE 3aAayu. ABTOpedepar H0CTATOYHO
MOJHO OTpaxaeT CyTb ucciaenoBanus. JluccepraumoHHas paboTa COOTBETCTBYET
TpeboBanusiM BAK, npenbsiBisieMbIM K AUCCEPTaUMAM Ha COMCKaHUE YYEHOM CTENEeHH
NoKTOpa HayK. OT3bIB MOJIOXKHUTEJIbHBIN, KPUTUUECKUX 3aMEUaHUI HE COJCPXKUT.

Paynsn PaauxoBuuya TailmeramnoBa — KaHauaata MEAMLMHCKHMX —Hayk,
npodeccopa, JMPEKTOPA MHcTuTyTa TPaHCJIALIMOHHOMN OMOMeILHMHBI
CankT_netepOypckoro rocynapctBeHHoro yHuBepcutera. OT3bIB Ha aBTOpedepar
CONEPXHUT OLEHKY Ba)XXHOCTH M3ydyaeMoi mnpoOsieMbl, HAy4yHOH HOBMU3HBI U
NPaKTUYECKOH 3HAYMMOCTH MPEACTABIEHHOrO HccienoBaHus. C y4yeToOM aKTyajlbHOCTH,
HOBHM3HbI M HAy4yHO-NPAKTUYECKON 3HAYMMOCTH TMOJIYYEHHBIX pPE3YJIbTATOB, MOXHO
3aKJIOYUTh, YTO JUCCEpPTAaUMOHHAas pabdoTa MOJHOCTbK) COOTBETCTBYET TPEOOBAHUSM,
NpeabsABIAEMbIM K JOKTOPCKUM auccepTauusaM. OT3bIB MOJOXKUTENbHbIA, KPUTHYECKUX
3aMEUYaHUH HE COAEPIKHUT.

TaTtpanbl AJslekcanjgpoBnbl bBepe:xxnoBol — N0KTOpa MEAUMUMHCKUX Hayk,
JoueHTa, JekaHa (apmaueBTHyeckoro akyapTeTa, 3aBeAyrouled  kadenpoi
dapmakonorun ®I'bOY BO BI'MYVY um. H.H. bypaenko Munsapasa Poccun. OT13biB Ha
aBTOpedepaT OTMEYAIOT BbICOKYK AKTyaJlbHOCTb, CBOEBPEMEHHOCTb M MPAaKTHUUYECKYIO
3Ha4YMMOCTb IIPOBEJEHHOrO HccienoBaHus. Paborta ¢opmupyeT HOBbIH B3rIsa Ha
MEXaHMU3Mbl pa3BUTHS HeHpoaereHepaTUBHbIX 3abosieBaHuit, B yacTHocth BAC wu
NPUBHOCUT HOBBIE MHTEPECHBIC NAaHHBLIE B COBPEMEHHYI Heipodusuonoruto. Pabora
cooTBeTcTBYET TpeboBaHusiM BAK, npenbsaBiaseMbiM k AuccepTauusM Ha COMCKaHUE
YUEHOM CTENEeHU NOKTOopa Ouosornyeckux HayK. OT3bIB MOJOXUTEIbHbIA, KPUTHYECKHX
3aMEUYaHU# HE COEPXKHUT.

Taruanubl BacuaseBubl [lpockypsikoBoii — 10kTOpa OHMOJOrMYECKMX Hayk,
JIOLEHTA, 1JIaBHOTO HAay4HOro COTpyAHHUKa Jiabopatopuu ncuxodapmakoysorun HHI|

Hapkosiorun-puwinana GI'bY «HMHUL ITH um. B.I1. Cepbckoro» Munsapasa Poccun.
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OmbiB Ha aBropedepaT COJAEPKHT OLEHKY aKTyaJbHOCTH, HAYYHOH HOBH3HBI,
NPAKTUYECKON M TEOPETHYECKOI 3HAYMMOCTH HccienoBanus. JuccepraunonHas pabora
BHOCUT CYNIECTBEHHbIH BKJAJ, KakK TEOPETHYECKUH, TaK W TPAKTHYECKHH B
uccienoBanus, nocssallEHHble BAC. IlonydyeHHble pe3ynbTaThl TAKXKE MOTYT ObITh
MCIIOJIb30BaHbl JJI5 MOJEJMPOBAHUS MATOJOTHYECKUX COCTOSSHUH M JOKJIMHMYECKOTO
TECTHPOBAHUS  MOTEHUMAIBHBIX  JIEKAPCTBEHHbIX  mnpemapaTtoB.  Juccepraums
COOTBETCTBYET TPEOOBAHUAM, MPEABIBISEMbIM K JIUCCEPTALIMAM HA COUCKAHUE YUEHOM
CTENeHH JOKTOpa HayK. OT3bIB IOJIOXKUTENbHBIA, KPUTHMUECKUX 3aMEYaHUH He
COJIEPHKHT.

Jueonopbl  AJjiexcanjapoBubl bpara — jgokropa OMOJOrMYeCKMX Hayk,
npodeccopa, TJaBHOTO HAay4HOro COTpPYJHHKa J1abOpaTOpUHM MAaTOr€HOMHKH M
tpaHckpunToMuku MI'BHY «HUM OIIIT». O13biB Ha aBTOpedepaT COAEPKHUT OLICHKY
aKTyaJIbHOCTH, HAy4YHOH HOBM3HbI, TPAKTHMYECKOH M TEOPETHYECKOH 3HAYUMOCTH
uccienoBaHus. B uenom  pabora  MpeACTaBiSE€TCS  XOpOWIO  BBICTPOEHHBIM
MCCJIEIOBAaHUEM, OCHOBBIBaKIIEMCS Ha OoratoM dakTHUeCKOM MaTepuaine. BnIBoJbI
COOTBETCTBYIOT IIOCTABJIEHHBIM 33ja4yaM. B xoze BbINONMHEHUs1 paboOThl UCNOJL30BAJICS
boraTblii HadOp METOJOB, IMO3BOJIMBILIMX TOATBEPAUTL CHEJaHHBIC HAOMIOJEHHS Ha
pa3HbIX YPOBHSX OpraHu3auuy. Pe3ynbrathl paboThl NPEACTaBIAIOT OOJBIIYIO
3HAYUMOCTh JUIsi HEHpOHAyKH, TaKk Kak GOPMHPYIOT HOBBIM MHTEPECHBIM B3IJIsA Ha
natoreHe3 BAC ¥ [JONOJHAKOT TMOCNEIHHME MCCJIEAOBaHUS B JaHHOM o0OnacTu.
JuccepraunoHHas paboTa MOJHOCTbIO OTBEYAET TPEOOBAHUSAM, TMPEABIBISEMBIM K
JUCCEpPTaLMsIM Ha COMCKaHHME YYEHON CTENEeHU AOKTOpa Hayk. OT3bIB MOJIOXKHUTENIbHBIH,
KPHUTHYECKHUX 3aMEYaHUH HE COLEPKHT.

JucceprauMoOHHbIii  COBET OTMEYAET, YTO HA OCHOBAHUM BBINOJHEHHBIX
COMCKATEJIEM MCCJIEI0BAHUIA:

JluccepTauMOHHBIH  COBET OTMEYAaeT, YTO Ha OCHOBAHWUHM  BbIMNOJHEHHBIX
COHMCKATEJICM UCCJIEJ0BAHUM:

— M3y4eHLl BaXXHblE AaCMEKThl MaToreHe3a OOKOBOTO amMHOTPOGHUUECKOro CKJIepo3a

(BAC), xacaroupecs HapyweHUs: GyHKUMH crieunPUyeckux puOOHYKIEONPOTEUHOBBIX




KOMILJIEKCOB B KJIETKaX HEPBHOH CHCTCMBI, YTO SIBIISETCS OJHMM M3 Haubosee oOLWIMX
MEXaHM3MOB pua3BUTHS 3a00JIEBaHUS;

— I10KA3aHO0, YTO B ayTONCHIHOM Martepuasie OOJIbHBIX KaK CO CIIOPaJW4YE€CKUMHU, TaK U
c cemeitHbiMM GopmMamn BAC B He#llpoHax CNHHHOTO Mo3ra OOHapyXHBAIOTCS
BHYTPHUSALEPHLIE CTPYKTYpbl — TMapacnekibl, o0pa3sylolinMecs Ha OCHOBE UIMHHOM
Hexoaupytower PHK Neatl;

— BIEPBbIC ObLT1 PACKPBLIT MEXAaHU3M, aKTHUBHPYHOWMH COOpKY mnapacrnekyioB NpH
BAC, B ocHOBRe KOTOpPOroO JI€XXHUT HapyuieHue dhyHkuuu Oenka TDP-43 B sapax kietok,
4YTO NPHUBOAUT K HapyuieHuio OuoreHesa MukpoPHK, HakomyieHnroo AByxuenodeuHbIX
PHK u aktTMBauum curnaibsHoro nytd MHTepdepoHoB | Tuna;

— A0Ka3aHo, yTo 0Opa3oBaHHE MapacrekioB B HEPBHbIX KJIETKaX SBJSETCS alalTHBHOM
peakuHMell U HUrpaeT NpOTEKTOPHYK poOJib, @ B Cyda€ HApyLIEHUs NaHHOTIO Npouecca
YCHJIMBAETCS KJIETOUYHAs TMOEb;

— B pabore BHcpBbie Oblaa HOBeAcHAa noApoOHas ¢peHOoTHNHYEeCKash XapaKTepHCTHKA
JJMHUM MbILLIEH HOKayTHbIX MO reHy Neat!, B pe3yiabTaTe 4ero ObUIO MOKAa3aHO, YTO
Ledbli psiJ KIMHUYECKUX NpPOSBIEHUH, XapaKTEpHbIX UIsi HEHpOJEreHepaTHBHBIX M
NCUXUYECKUX 3a00J1eBaHMH MOXET ObITh OOBACHEH HapylleHMEM (QYHKUHH JaHHOH
PHK;

~ Ob10 ycranoBjaecHo, uto otcytctBHe PHK Neatl y MozenbHbIX KHBOTHBIX
NOBbIIAET BO30YAMMOCTh HEHPOHOB W TNPHBOAMT K HapyLUIEHHIO aJanTHBHOTO
NOBEJEHYECKOI0 OTBETA HA CTPECCOBBIE CTUMYIJIbI,

— BHepBbI¢ ObLJ1 BBINOJHEH aHAJIM3 TPAHCKPUIITOMOB TKaHEHN KOpPbI rOJIOBHOIO MO3ra
HOKayTHbIX MO TeHy Neat/ MbllleH M BbISBJIEHbl TPYNNbl T'€HOB, 3KCIPECCHS H
CIUIaHCHHT KOTOpbIX M3MeHs0Tca npu otcyTcTBuM PHK Neatl. buonndopmarnueckui
aHaJIN3 ITUX T€HOB H03BOJINJ OHPEACIUTH MeTa0oIn4YecKne NyTH, 3a1€HCTBOBaHHbIE
B KJIETOYHOM oTBeTe Ha HapymeHue ¢byHkunu PHK Neatl B HepBHOM cucreme. B
4aCTHOCTH, AU depeHUHaNbHO CIUIAaNCUPYIOLIUECS TE€Hbl OKA3aJIUCh CBSI3aHbl C TAKUMHU
kjaeTouHbiMM  QyHKkuMsMH kak npoueccuHr PHK u  cunantuueckas nepenaua.

Brigensercs pAA TE€HOB, a4CCOUHMUPOBAHHBIX C TNCHXHYCCKHNMH paCCTpOﬁCTBaMH Yy

YECJIOBECKA,



— 0XapaKTCcpu30Balibl arperauvoHHsle cBoiictea 6enka CREST, myrauun B xotopoM
NPUBOAAT K pa3BUTHIO ceMeilHbiX popM BAC. B pe3ynabTaTte nokazaHo, YTO BbICOKHM
YPOBEHb JaHHOTO OeJika B KJIeTKaxX NPHUBOAMT K €ro sAepHOH arperauuu Jaxe B clyyae
HaTUBHON CTPVKTYphbI O€JIKa;
— ycranosaeno, uto 6enok CREST yyacTByeT B 0Opa3oBaHMM I1apacriekjoB B siApax M
cTpecc-rpaHy/i B uuroruiasMe kietok. Ilpu arperaumm 6enox CREST Tepser cBou
GyHKUMHM U Oonee TOro BOBJIEKAaeT B arperatbl ApYrue Oe€lKH, C KOTOPbIMM OH
CBA3bIBAETCS B KJIETKE, B 4acCTHOCTH Oenok napacneknoB FUS, yto B cBOXO ouepenb
HapylaeT HOpMalbHbIH (HU3MONOrHYeCKUi NyTh GOPMHUPOBAHHS NApaCIEeKIIOB;
— 110Ka3aNno, 4TO TMOBbIIIEHWE YPOBHA Kkak HaTtuBHoro Oenxka CREST, tak M ero
MyTaHTHbIX (GOpM 1NoAaBIse€T pPOCT W BETBJIEHWE HEHPUTOB B IEPBHUUHO-
KYJIbTUBUPYEMBIX HEHpOHaXx.

Teopernueckas 3na4MMOCTh Hccj1eJ0Balusi 000CHOBaNa TeM, UTO:
— moka3zamno, yto OenkH, ckinoHHble Kk arperaunu (TDP-43, CREST, FUS) B knertkax
HEPBHOM CHCTEMBbI Y4YacTBYIOT B cOOpke cneuupHUyeckMX PpUOOHYKIIEONPOTEUHOBBIX
KOMIUIEKCOB M CIIOCOOHBI PEryJIMpOBaTh UX pabOTy, B TOM UHCJIE B YCIOBHUSX Pa3BUTHS
HEHWpOoJEreHepaumH,
— O0XapakTepM3oBaNO 3HaueHHe JIMHHOM Hekoaumpyroumeii PHK Neatl naud
(YHKUMOHMPOBaHMs HEHpPOHOB W HEpBHOHW cucteMbl B uLesoM. IlonydyeHHsle
pe3ynbTaThl, YykasbiBaromwe Ha 1O, uro PHK Neatl perynupyer B030yammocTb
HEPBHBIX KJICTOK, 8 TAKXE aJalTalHI0 K CTPECCY Ha YPOBHE LIEJIOr0 OpraHM3Ma BaXKHbI
KaKk C TOYKH 3peHHs (pyHAaMEHTaNbHbIX acNeKTOB KJIETOUYHOH OMOJIOrMH, Tak W AJis
pa3pabOTKH HOBBIX METOJOB BO3AEHCTBUS HAa (YHKLMOHAILHOE COCTOSIHHE KIIETOK,
TKaHEH, 1 CUCTEM OPraHOB, B YaCTHOCTH HEPBHOI;
—  Ipeasio’kena  KOMUEINUMsi, COIrJIaCHO  KOTOpO#, HapylleHue  (QyHKUHMH
pUOOHYKJIEONIPOTECHMHOBBIX KOMIIJIEKCOB, B YaCTHOCTH MapaclekyioB W CTPECC-TPaHyl
ABJIAETCA OJHMM M3 MEXAHU3MOB CEJIEKTHBHOW IMOENM JBUraTejbHbIX HEHPOHOB NPH
BAC;
— ONMCAHMC MEXaHM3MOB, NPHUBOAALIMX K HapylleHHI0 MeTaboan3ma OenxoB v PHK

BXOAAHUX B COCTAB pH6OHy}(HeOHpOTCHHOBbIX KOMINIJIEKCOB, I103BOJIAET CYLLIECTBEHNO
9




pPaclIMpPUTL COBpeMeHNbIe lpeAcTaBjelHa 00 0cOOEHHOCTAX (PYHKLUMOHHUPOBAHHUSA
KJIETOK HEpPBHOW CHUCTEMbI U COOBITHSIX, MPUBOASAIIMX K pPa3BUTHIO U MPOrPECCUU
3a00JIEBAHMIA, @ TAKKE BBIIBUTH KJIIOYEBBIE 3BEHbs 3TOrO MpOLIECCa, BO3ACHCTBUE HA
KOTOpbIE TMO3BOJIUT TMOJAABUTb MM OCTAHOBUTb HEHpOAEreHepaTUBHbIN MpoLecc.
JlaHHbIE, MOJIYYEHHBIE B XOJE BBIIIOJHEHUST paboThl (POPMHUPYIOT HOBOE HAIpPABJICHHE
MCCJICAOBAHUIA POJM pUOOHYKJIENPOTEHHOBBIX KOMIUIEKCOB M BXOJSALUMX B MX COCTaB
oeaxoB 1 PHK B yHKUMOHMPOBAHHMM HEPBHOH CHUCTEMbI B HOPME M NPHU Pa3BUTHH
NMaTOJIOTUYECKUX COCTOSIHUM;
— MOJIyYEeHHbIE B AMCCEPTAUMOHHOW paboTe AaHHbIE BHOCHT 3HAYHMTE/AbLNBIA BKJIAA B
MOHMMAHUE KJIETOYHBIX M  MOJIEKYJSIPDHBIX MEXaHM3MOB pa3BUTHUS OOKOBOro
aMHOTPOPHUECKOIro CKJIEpO3a U pOACTBEHHbBIX 3a00I€BaHMH;
— HPUMENHHUTEILHO K NpodjemMaTHKe AUCCEPTALMM DPE3YJIbTATUBHO U 3(D(PEKTUBHO
MCIOJIb30BAH KOMIUIEKC COBPEMEHHBIX METOJOB MCCJIEOBaHUS MO paboTte C
KJETOYHbIMH  KYJIbTypaMM, THUCTOJNOTMYECKHH aHanmM3, B TOM 4MCIE in  Situ
rubpuamnsauusi, METOJbl MOJIEKYJISAPHON Ouosioruu, OMoxuMuu, OuomHpopmMaTHKH, a
TaK)X€ UCIMOJIb30BATUCh FEHETUYECKU-MOAN(PHULIUPOBAHHBIE JKUBOTHbIC.

3HayeHHE MOJYYEHHBIX COMCKATENEM pEe3yJbTaTOB MCCIAEAOBAHMS ISl MPAKTHUKH
MOATBEPXKAAETCS TEM, UTO:
— omnpeaejedbl HOBbIE MOJEKY/ISIPHBIE MHUIIEHU IS BO3ACHCTBUS HA MpPOLIECCHI
peryasiuMy QyHKUMHA KJIETOK HEpBHOW CHCTEMbl B HOPME M MpPHU NMATOJOTHMH, KOTOpbIE
MOTYT OBITL MCHOJIb30BAaHbl JIs pa3pabdOTKM HOBBIX TEPANEBTHUUYECKUX MOAXOIOB B
JIEYEHHUH TAKEBbIX U COLMATbHO-3HAaYMMbIX 3a00JI€BaHH UeI0BEKa
— €034aHbl HOBbIE METO/Jbl MOJACIUPOBAHHUS MATOJOTMYECKUX COOBITHH, XapaKTEPHbIX
105 pajga GopM HEMpOHaNbHON AMCHYHKLIMHU HA KJIETOYHOM U OPraHU3MEHHOM YPOBHE;
— paspa0oranbl CBsi3aHHbIE C HapyuieHHEM (YHKLMIA MOJEKYISPHBIX KOMIIOHEHTOB
pUOOHYKJICONPOTEMHOBLIX KOMIUJIEKCOB HOBBIE MNOAXOAbl K XapaKTepUCTHKe (HopM
OOKOBOro aMMOTpOGHUIECKOro CKJIEpO3a;
— MaTepuanbl JMCCEpPTalMM BHeApEHbl B yueOHbI npouecc Ha kadeape oOmeid u
KneToyHol  Ouosiormn  Meauko-Omosornyeckoro  ¢axkynbtreta  DenepanbHOro

roCyJapCTBEHHOTO  aBTOHOMHOro  00pa30BaTENbHOIO  YYPEKAECHUSA  BBICUIETO
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oOpasosanus «Pocculickuil  HallMOHANBHBIA  UCCJleNOBaTeIbCKUM  MEAMIMHCKUH
ynusepcuteTr uMeHu H.U. Tluporosay MunuctepctBa 3npaBooxpaHeHus Poccuiickoi
@enepaunu. B uyactHocTH, B pamkax AMCUMIUIMH «KjeTtouHas OMOJIOrMS U OCHOBBI
narojorun», «IMMyHOrMCTOXMMHUS» HU3YYalOTCd TKAHU TPAHCTEHHBIX M HOKAYTHBIX
)KHUBOTHBIX, B KOTOPbIX MOJEJUPYIOTCS NaTOJIOTHYECKUE COObITHS, CBSI3aHHBIC C
HapyuieHueM o0pa3oBaHuss pHOOHYKIICOMPOTEHHOBLIX KOMILIEKCOB W  OeJKOBOMA
arperauuei. Vzyuyarorcs Mapkepbl aianTaUMOHHBIX M NaTOJOTHYECKUX M3MEHEHHWH B
HEpBHOHW CHCTEME TIE€HETHYEeCKM MOAHGHULMPOBAHHBIX MbIIIEH, pacCMaTpUBAIOTCS
TEOPETHYECKHE OCHOBBI IaTOreHe3a MpPOTEMHONATH M HapylIeHHH OelKOBOro
roMeocTas3a IpH KJIETOUHOM CTpecce.

Ouenka /10CTOBEPHOCTH Pe3yJbTATOB MCCJEAOBAaHUS BbISBHIIA, YTO BbIBOJbI
CIENaHHBIE 1O  pe3yibTaTaM  HCCIIEAOBAaHUA  GasupyrOTcs Ha  OOIIMPHOM
3KCNIEPUMEHTAJIbHOM MaTepuaje, INpH NPUBJICUEHHUH MJIs CPaBHEHHUS JAHHBIX,
OnyOJIMKOBaHHBIX BEAYLIMMH MHPOBBIMH JIaOOpaTOPUSIMH 10 TEME HCCIEN0BAHUS
HEHpOJEereHepaTUBHbIX 3a00JI€BaHUA M 3aHMMAIOLIMXCSA Pa3pabOTKOH TI'€HETHUYECKHX
Mozesiei 0oJIe3HeEN YeloBeKa.

JIns BBINOJHEHUS SKCINEPUMEHTANbHbIX pabOT HCIOJb30BAJIUCh COBPEMEHHBIE
METOJIbl M NOJXO/bl, MOJIHOCTBIO COOTBETCTBYIOLIME NOCTABICHHBIM B pabOTE 3aauam.
Wcnons3oBanbl afiekBaTHbIE METOAbl cOOpa U 0O0pabOTKH MHGOPMALIMK, B TOM YHCIIE
COBPEMEHHBbIC NpPOrpaMMHbIE TMAKETbl JJIS CTAaTHUCTHYECKOrO aHaju3a JaHHBIX.

ﬂOCTOBCpHOCTb CIleNaHHBbIX BBIBOJIOB Tak)ke oOecrneyuBaeTcs BOCIIPOU3BOAUMOCTBIO

NOJIYYEHHBIX pE3YJbTaTOB HAa pa3HbIX YPOBHSAX C MCIOJIb30BAHUEM pa3jIMUHbIX
METOJUYECKHX MOJXOI0B U TECT-CUCTEM.

JIuyHpl BKJAA COMCKATENS COCTOMT B HENMOCPENCTBEHHOM YYacTMHM Ha BCEX
3Tanax HUCCAeNOBaHUsS. BbUIM  CaMOCTOSATENIBHO  NpPOaHaJM3UpPOBAHbl  JAHHBIE
OTEYECTBEHHOM MW 3apyOeXHOW nuTepaTtypbl IO TEME JUCCEPTALMH, OLEHEHBI
pe3ysibTaThl  HUCCIENOBaHUS, IPOBEJEHO IUIAHUpOBaHWE  oOOLIEeH  KOHLENLHUH
UCCJIEJOBAHUS U NOCTAaHOBKA LieJcH U 3a/1a4. BbINogHEeHbl 3KCNIEpUMEHTalbHbIE pabOThI
M aHaju3 IOJIYYEHHBIX pPE3YJbTAaTOB, MOATOTOBKAa M NyOJIMKaLUs CTAaTe Mo TeMe

aucceptauvu. ABTOp JIMYHO NPEACTaBsA] pe3ysbTaTbl HACTOSALIErO MCCIENOBaHUS Ha
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OTCUECTBEHHBIX M 3apybOexHbIX HayuHblXx KoH(pepeHumusx. J[HccepTaHTOM JIMYHO
NpoBeJcHa NOArOTOBKAa M NMyOJMKaLMs cTaTeil Mo TeMe AMCCEpTalMM M MOATOTOBJIEHA
PYKOIHCb IUCCEPTALIMH.

Ha 3ace1anum 22 centabps 2021 roga JIuccepraunonusiii Coset /1208.072.04
npuHsn pewenne npucyautb KyxapckoMy Muxanny CepreeBHuy y4yeHYH CTENEHb
JN0KTOpa OHo.l1ornyeckux Hayk no cneuuanbHoctH 03.03.04 — kneTouHas Ouosorus,
LIMTOJIOTHSI, I'MCTOJIOTHS.

ITpu npoBeaeHuu TaitHOro rosiocoBaHus Juccepraumonssiii coser /1208.072.04
B konnuecTBe 16 yenosek, U3 Hux 10 gokTopoB Hayk no cneuuanbHocTH 03.03.04 -
KJIETOYHAass OMOJIOrMs, LUMTOJIOTHUS, TMCTOJIOTHS, YYaCTBOBABIIMX B 3acelaHUM, U3 23
4eJIOBEK, BXOJSLIMX B COCTaB COBETA, IPOrOJIOCOBAIM: 3a NPHUCYXKIAEHUE YUEHOMH
cTeneHu - 16, NpOTUB NPHUCYXKACHUS YUYEHOH CTENEHU - HET, HEAEHCTBUTEJIbHBIX

OHOJIJIETEHEH - HET.

IIpencenarens
JluccepTalmOHHOrO COBETA, 3 /7 /
7/ / 4 A 7
K Attt
JOKTOP MEOULIMHCKHUX Hayk, L, v 1] »
npogeccop MuwHeB Oneko JIMutpueBny
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