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Ha aBTopedepat AuccepTaunu Kyxapckoro Muxauna Cepreesuya « Hap ywenue
GYHKUHIR pUMOOHYKJICONPOTEMHOBBIX KOMILJIEKCOR B NaToreHede OOKOBOIo
aMUOTPOHUYECKOTO CkJiepo3ay», NMpEeACTaBJIeHHONW K 3auluTe Ha COMCKaHMe

y4eHOM CTeNneHM NOKTOpa OMonaornyeckux Hayk o creuuanbiocty 03.03.04 -
KJ1eTo4Hasi OMOJIOrHsl, UUTOAOIUsl, THCTOJIOTHS.

NuccepTaumonHoe uccnenoBanne Muxauna Cepreesuua Kyxapckoro
MOCBAILIEHO OJHONM M3 AKTyaJlbHbIX HAYUYHbIX MPOOJIEM — BBIABAECHHIO HOBBIX
NaToreHeTMYeckux (akTOpOB, MHAYLUMPYIOWMX OGOKOBOH aMMOTpOPHUUeCKHid
CKJIEpO3. AKTYalbHOCTb OlIpEAEeAeTCs TeM, YTO AJis AaHHOTO 3a00s1eBaHus He
HailaeHo 3P (HEKTUBHBIX METOOB JIEYEHHS, @ O TP UYMHAX €r0 pa3BUTHA U3BECTHO
Masio. OCHOBHBIM [P U3HAKOM pa3BUTHs OOJIE3HU ABJIAETCA MpOIPeccHpyroLlas
rubesap B CMMHHOM M 1'0JIOBHOM MO3T€ HEMP OHOB, OTBEYaOLIHUX 332 HHHEDP BAIBIO
JBUraTenbHOM  MYCKynatypbl. B 310t CBSA3M  NONbITKA  BbIABHTH
Hellpocrneudduuecke TeHbl KM MX  TpPOAYKTbl, Y4YacCTBYHOLIHME B
HEeNp oereHep aTUBHOM Np oliecce, Np eACTaBJIAETCsS Kp alHe aKTyalbHOM 3aa4yen.

B pabore cpopMynupoBaHa rnaBHas Liefb U 3aJa4yu, HanpaBJIeHHbIE HA
XapaKTep UCTHKY MOCNEACTBUIA Hap yIIeHHs QYHKLMHA psina 6enkoB, a Takxe PHK
Neatl, kKOoTOpble BXOOST B COCTAaB PHUOOHYKJIEONPOTEMHOBBIX KOMIUIEKCOB
AEPHON U UMTOIUIa3MaTUYECKON Jokanu3auud. OxuaaeMmo, 4To HU3MEHEHHUE
KOJIM4YEeCTBA TaKUX OeNkoB B MecTe MX (PYHKUMOHHMPOBAHMs BCIEACTBHE HX
arperauyi J0J>KHO HapylaTh paboTy MONEKYISPHLIX KOMIUICKCOB, B COCTaB
KOTOpbIX OHM BxoasT. OaHako aBTOPY YAalOChb BCKPbITb KOHKPETHbIX
MOJIEKYJIADHBI MEXauMU3M, IOCPEACTBOM KOTOPOIrO NPOMCXOUHMT aKTUBAIWAA
cOOp kM MapacnekyioB B sapax KIETOK B OTBET Ha Pa3BUTHE TUIHUYHOH JUIA
6okoBoro aMuoTpoduryeckoro ckiiep o3a narosoruu 6enka TDP-43. bonee oro,
u3yuyeHue nocieanctsui cHuxeHus ypoBHs PHK Neatl B HepBHOI cucreme
MblllEH yKa3ao Ha 6osiee o6uime dyHkuun nanHoin PHK nias Hep BHbIX KJIETOK 1
OpraHu3Ma B LIEJIOM. DTO BUI0Ch HECKOJIBKO HEOXHAAHHBIM PE3YyJIbTaTOM, TaK
KaK paHee cuuTanoch, yto Neatl He Hrpaer CyLIECTBEHHON pOaM s
hYHKIIMOHUP OBAHUS HEp BHOM cUCTEMBI. B TO *e BpeMs aBTOp NOKa3blBaET, Y10
npuotcytcTBun 3Toit PHK 1oBb1i1aeTcs Bo30yaAMMOCTh HEHP OHOB M M3MEHs eTCs
noBeaeHue )XUBOTHbIX, B 0COOEHHOCTH NpH (GOpMHUPOBAHMM OTBETHOM p €aKLMK
Ha ctpecc. Takue peHOTUNMYECKUCE NP 0sABIEHHS aBTOP 00bSICHMIT UBMEHEHHUAMH
B Nnpoduie 3KCNpecCMM U CIUIaCHHre psla TIeHOB, OTBeYarolMx 3a



MEXKJIETOHHOE B3aMMOJEUCTBHE, MEXXHENP OHHbIW TPAHCIIOPT, AaKCOHOTEHE3 U
ApYyrue BaXKkHble AJ1 HepBHOW CUCTEMbl QYHKUMK. ITH JaHHBIC [P €ACTABAAIOT
MHTEPEC HE TOJIbKO C TOUKH 3p eHMs 3HauMmocTu Neatl 1519 natoreHesa 00KoBoro
aMHOTP 0PHYECKOTO CKIEp03a, HO M B LIEJIOM [JalOT HOBYIO MHGOpMaALHIO O
PyHkimax Hekoaupyrowein PHK Neatl. O6nacrs Heitp oHay ki, u3y4arowuas p oib
Hekoaupytowmx PHK B perynsuuu HepBHOM crucTeMbl, OypHO pa3BuBaercs B
HaCTOSKMIA MOMEHT, U paccMaTpHBaemas paboraonpeaeneHHo uMeeT 6obLIoe
3HaueHue Qs JaHHOM oTpacnu. Enle oiHUM Ba)KHBIM BbIBOIOM PabOThI ABASEICS
obHapyxcHue yyactus Oenka CREST B obpa3oBaHuM Kak BHYTPHAJEPHBIX
(mapacnekbl), Tak “u LMTOMIa3MaTHYECKHX (cTpecc-rpaHynbi)
pHOOHYKJIEONPOTEMHOBBIX KOMIUIEKCcOB. [IpHHMMas BO BHHMaHHE TO, YTO
CREST rexeruuecku accolitipoBaH ¢ 00KOBBIM aMHOTP OPHUECKHM CKIEP 030M,
MO)XHO 3aKJIIOUHUTb, 4YTO, BO-NIEPBbIX, TAKHME€ KOMIUIEKChl AEHCTBMTEIbLHO
crieUMpuyYecKk CBA3aHbl C [OaHHbIM 3abojieBaHHEM, a BO-BTOPbIX, pa3Hble
KOMIIJIEKCHI CBA3aHbI MeX1Y CO00#M PyHKIHMOHANbHO. TakuM 00pa3oM, 1aHHEIE,
npencrasiieHHble B pabore, QOpMHpYIOT HOBYIO KOHLEMUMIO pa3BUIus
3a00/1eBaHMA U YKa3bIBAIOT HA HEKOTOPbIC KOHKP E€THbIE MEXAHU3MbI, KOTOpbIE

MOTYyT ObITb MCIIOJIb30BaHbl B KaYECTBE MHILEHEN A pa3pabOTKH TaprertHomn
Tep anuu.

CTOMT OTMErHTb METOAMYECKOE BbIMOJIHEHHE padoThl. ABIOpOM
MCMOJIb30BANCH LUMPOKHA CIEKTP COBPEMEHHBIX BbICOKOMHEGOPMATHUBHBIX
reHETUYECKUX, OHOPU3UUECKHX, OHOXMMHYECKHX, THCTOXHUMHUYECKHX U
MIOBEJEHYECKHX METOAO0B HccrnenoBaHus. [loctaBneHHble B paboTe 3amauu
BBITIOJIHEHBI B MOJIHOM 0O6BeMe. J[0CTOBEpPHOCTb MPEACTABNEHHAIX NAHHBIX HE
BbI3bIBAET COMHEHHMS. BbIBOABI 1 HayuHbIE MOJOXKEHHA, CPOP MY TUP OBAHHBIE B

AHCCEpTAaUHWH, COOTBCTCTBYIOT pE€3yJlibTaTaM MCCIIEAOBAHWA U B JIOCTaTOYYHOH
CTENEHN APpTYMEHTHUP OBAHBI.

B xoae 3HakoMcTBa C aBTopedepaToM BO3HHMKIO ABa BOMpoOca, Ha
KOTOP bl€ XOT&10Ch ObI MOJIYHHUTb OTBET IMCCEP TAHTA!

l. ABTOp ymnoMHHaeT, 4YTO B HEpBHOW cucTtemMe Habniopaercs
HauMeHbLuas skcrpeccus Neatl B cpaBHEHHH € AP YTHMH OpraHamH,
rae oHa oOHap yxxuBaercsa. Kak Mo)HO 00bACHUTB 3TOT QakT?

2. MoxHo nu paccMmarpuBalb Neatl B KauecTBe MHIUEHH s
BO3J€EHCTBUs KaKKX-n11bo npernapatos?

C y4€TOM aKTyanbHOCTH, HOBH3HbI M HAY4HO-TIP AKTHYECKOM 3HAYMMOCTH
MOJIYHEHHbIX PE3y/IbTATOB, MOXXHO 3aKTIOUHTh, YTO AHCCEp TAUHOHHas paboTa



Muxauna Cepreesuua Kyxapckoro «Hapymenuc &y HKUKMA
pPHOOHYKJIEOMPOTEHHOBBIX  KOMIUTEKCOB B naToreHese O0KOBOrO
aMHUOTPOPHU ECKOrO CKIIEPO3a», MPEACTABIEHHAS 1A COMCKAHME Y4 E€HOM CTeNEHH
OOKTOpa OMOJIOrMu ECKMX HayK, NOJTHOCTBIO COOTBEICTBY €T TP €00BaHHAM ITyHKTa
9 «[lonoxeHnss O TPHUCY)KOEHHUH YUEHBIX CTENEHEN», YTBEPKIAECHHOIO
nocraHosnennem llpaBurenscisa Poccuiickon Penepauuun Ne842 ot 24
ceHTa0ps 2013 rona, npeapsaBAAEMOro K JI0OKTOPCKMUM IHCCEpPTALIMAM, @ €€ aBTOp

3aCIY)KHBAET NIPUCY)KIEHUS UCKOMOM cTeneHu 110 cneudansHoctd 03.03.04 —
KJ1IeTOYHast OMOJOrHA, LIUTOJIOI Us, THCTOJIOTHS.

Hupekrop MHcTutyTa
TPAHCISUMOHHOM OMOM eI LIMHBI
Cankr-Ilerep6yprckoro
rocyJapCcTB€HHOrO yHUBEPCHTETA,
KaHOMAAT MENULUMHCKHUX HayK,
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