OT3bIB
Ha aBTopedepar quccepranuy 3aitneBoi Anactacun KoHCTaHTHHOBHBI

«HcenenoBanne MOTEHIHAI-3aBHCHMBIX HATPHEBBIX KAHAIOB [TPH KaHAIONATHSXY,
NpeICTaBIeHHON HAa COMCKAHHE YYEHOH CTeneHn KanauaaTa OHOIOrHYecKuX HayK

Mo crnenrabHoCcTH 1.5.5. — Du3nonorus 4enoBexKa u )KUBOTHBIX

AKTyaJibHOCTH HccaenoBanus. [loTeHnmanzaBucHMEBIE HaTpueBble Kanansl NaVl.5
HIPalOT BAXHYIO poib B paboTe cepiua, obecrnieynBas 3alycK H pacrpocTpaHeHHe NOTeHIHANA
nevicTBas B KapauomuouuTax. B rene SCNSA, orBewatomeM 3a koauposanue NaV1.5, Opuin
oOHapy KeHbI THICAYM MYTAllMii, OJTHAKO KIIHHHYECKOe 3HaueHHe OOJIbIIHHCTBA U3 HUX ocTadres
HEHW3BECTHRIM.B CBSI3M ¢ THM BaXXHOW 3ajiaveil MPEACTABIAETCS M3YUYEHHE POJIHM PaszIHYUHBIX
yuacTkoB kaHana NaV1.5 B ero ¢ynkumonumpoBanuu. [loHMMaHHe BIMAHHS MyTaiMi Ha
aKTHBHOCTb KaHajla He MOXET OBITh JOCTHIHYTO METOJaMH CTPYKTYPHOH OHONOIHH, /Ul 2TOrO
HEOOX0AMMO MOBOUTH (PYHKIHOHANbHbIE HCCle0BaHH. BakKHO OTMETHTH, YTO BO3MOKHOCTH
MPOTHO3HPOBaHHS MAaTOreHHOCTH N'eHEeTHYECKHX BApHAHTOB HATPHEBBIX KaHanoB NaV 1.5 moxer
HUMETh MPAKTHYECKOE NPUMEHEHHE B 3IPaBOOXPAHECHHUH.

O00CHOBAHHOCTE M  /IOCTOBEPHOCTh  HAYYHBIX TMOJIOKEHHH H  BBIBO/IOB
TIOATBEPKAACTCA TEM, YTO B HCCIIEIOBAHUH HCIIOJIE30BAIH JOCTATOYHOE KOIHYECTBO KIIETOK. ObL1
NpoBeAEH BCECTOPOHHHH M KOMIUIEKCHBIH aHalW3 C NMPAMEHEHHEM PasHOOOpa3HBIX METOJIOB.
[Tonyuennsle pe3yiabTarhl OBUIH KOPPEKTHO NPOAaHAIH3HPOBAHbl, 4 BBIHOCHMBIC Ha 3allliTy
HayyHble MonokeHus, Obuln 000CHOBaHBL. Pe3ynbTarThbl JAHCCEPTALMOHHOIO HCCIC/I0BAH NS
npeacTtaBneHsl B 13 nyGaukanmsxX W JIOJIOKEHBl HA pasIMYHBIX  BCEPOCCHICKHX H
MEXTYHAPOIHBIX KOHPEpEHIHIX.

Hayunas wnoBH3HA. B JaHHOM JHCCEPTAIlMOHHOM HCCICIOBAHMM BIIEPBLIC ObLIO
Hcce0BaHo BausHEe MyTanuit Y739D u A1294G, kotopsle ObUIH 0OOHAPYKEHBI Y NALMEHTOR ¢
HACIICICTBEHHbBIMH HApYIICHHSAMH CEpPACYHOrO PHUTMA, HA AKTHBHOCTH HATPHEBHIX KaHAIOB
NaV1.5. AsHanu3 mNOJY4YeHHBIX JaHHBIX O (QYHKUHMOHAIBHBIX M3MEHEHHAX [103BOJIHJI
MPENONIOKHTE CTPYKTYPHO-MOJICKYJIAPHBIA MEXaHH3M pPa3BUTHA APHTMHH NPH HAJTHYMH STHX
myTanmii. Kpome Toro, ObUIa BBIIBHHYTa H SKCIEPUMEHTAIBHO MOATBEPXKJICHA IHIOTE3a O
cymecTBoBaHHH KoHTakTa E1295:R1739. DTOT KOHTAKT HIrpaeT KIIOYEBYIO pOJib B Ipoleccax
aKTHBAaIMK ¥ HHakTHBaHKH NaV 1.5, 4To 66110 ycTaHOB/IEHO BepBhie. Takike BnepBble, Ha OCHOBE
aHamm3a cTpyKTypsl NaV1.5 W Marpu4yHOrO NpeiCTaBlICHHS MEXCErMEHTHBIX KOHTAKTOB JUIS
3aMeCTHTENEeH, /Ui KOTOPhIX ObUTH BBHISABIEHBI MATOTEHHBIC BApHAHTHI, ObUI COCTARIICH CIHCOK
MOTEHIMATBHO MOBPEK AKX BADHAHTOB I'eHa

IlpakTHYeckas 3HAYHEMOCTH. Pe3ynbTaThl  JAHCCEPTALMOHHOIO  HMCCIE/I0BAHUS
OTKPBIBAIOT MYTh K HCIIOIH30BAHHIO CITMCKA MOTEHIHAILHO OMACHBIX MYTALMi /UIS JanbHEeHIINX
HAY4HbIX H3bICKaHMii, a TAK)Ke IS JMAarHOCTHKU M BbIOOpa NMpaBHIILHOHM cTpaTteruu jJevenus. B
9acTHOCTH, ObLIa JI0Ka3aHa naToreHHocTh MyTaiuy B reie SCNSA y o1HOro namgenTa. 1o craio
OCHOBAaHHEM JUIS XHPYPrHYECKOr0 BMEIIATeNbCTBA M YCTAHOBKH AeuOpuiuisTOopa, 4TO Ha
CEeroHAIIHMI JeHb SBIACTCS €AHHCTBEHHBIM CIIOCOO0M NMPEAOTBPATHTE BHE3AIMHYIO CMEPTH IPH
octaHoBKe cepaua. JlanpHene 3KcnepuMeHTaIbHblie uccneaosanus rera SCNSA moryT narn
HOBBIE [ICHHBIE CBE/IEHHS 0 MexaHu3Max paboThl cepala.

Aptopedepar HamMcaH aKaIEMHYECKHM S3bIKOM, MaTephal M3JI0KEeH YEeTKO. JaHbl
HCYEPIBIBAIOIINE PA3bsCHEHUS MOJYYEHHBIX Pe3y/IbTaTOB M HX MHTEpHpeTalHu. TemM He MeHee
nocJie NpoYTeHHs aBTopedepaTa BO3SHHKAET HECKOJILKO BOIPOCOB M 3aMEYaHMi:




1) B 3kcnepuMeHTax ¢ HM3MEpPEHHEM IUIOTHOCTH TOKOB KaHAJIOB AMKOIO THIA M JIBYX
MYTAHTHBIX KaHAJIOB MOAYEPKHBACTCSA, YTO NMHKOBasA IUIOTHOCTh TOKA JUIA KaHala JMKOIo THIa
Boine. Kakue BBIBOJIBI MOXKHO M3 3TOro caenarh? He oka3siBaeT M 3/€Ch pemiaoniee 3HayeHue
cHiKeHHas 3¢ deKTHBHOCTD IKCIIPECCHH MYTAaHTHBIX KaHAIOB?

2) B Tekcrte aBTopedepaTa YNOMHHAIOTCS COCTOSHHS WHAKTHBAl[MH, a TaKkke ObICTPOIN,
MEUICHHOH W NMPOMEKYTOYHOM WHaKTHBalMH. KakoBO YHCIIO HW3ydaeMBIX B paboTe COCTOAHHI
Oenka HM BO3MOXHBIX IepexofoB Mexay HuMmH? Kak ycTaHaBiIuBamM CBS3b  MEXTY
9KCIICPHMEHTAIIBHBIM TPOTOKOJIOM H INEPEXOJOM M3 COOTBETCTBYIOLIMX WHAKTHBHPOBAHHBIX
COCTOSTHHH?

JakioueHne

Jluccepranmonnas pabora 3aiineBodt Anacracun KoncranturOBHBI «Mcecnenosanue
MOTEHIMAI-3aBHCHMBIX HATPHEBIX KAHAIOB IIPH KAHAIONATHAX), IPEJCTABIEHHOH Ha COMCKaHne
y4€HOM CTerneHH KaHauzaara OMONOrHYecKHMX HayK mo crnenuanbHOocTH 1.5.5. — PDusuonorus
4elloBeKa M JKMBOTHBIX, SBISACTCS aKTYaJIbHOM 3aKOHYCHHOH CaMOCTOSATEIBLHOH Hay4dHO-
KBIH(UKAMOHHONH paboTOM, COBOKYIMHOCTH IMOJYYEHHBIX PE3yJbTATOB M BBIBOJOB KOTOPOH
NO3BOJISIET TOBOPHTH O PpEIICHHH aKTyadbHOM npo0ieMbl COBpPEMEHHOH (u3nonorum —
HHTErpalHi JKCIIEPHMEHTAIBHBIX H TEOPETHYECKHX MOIXOIOB /IS YCTAHOBJICHHS CTPYKTYpPHO-
(YHKIHOHATFHOIO MEXaHW3Ma Pa3BHTHA apHTMHHM B Cllyyae KOHKpeTHbIX MyTauwii. [To csoeii
aKTyaJbHOCTH, OOBEMY BBINOJHEHHOIO MCCIIC/IOBAHUA, HAYYHOH HOBH3HE H IPAKTHYECKOM
3HAYMMOCTH H TIPEJCTaBIEeHHBIM pe3yJibTaTaM paldoTa COOTBETCTBYyeT TpeboBaHusam 11.9-14
«ITonoxkeHus 0 NOpAAKE NPUCYKACHHS YYeHBIX cTeneHe» ot 24.09.2013r., Ne842 (B penaxinu
[Mocranosnenus [IpasurensctBa PO ot 21.04.2016 1. Ne335 ¢ uzmenenuamu ot 26.09.2022 r..
Ne1690), yrBepxknénHoro IlocranoBnenueM [IpaBurenscrBa P®, npeabspiseMbM K
JMCCepTAIHsIM Ha COMCKAHHE YYEHOMH CTEeNeHH, a €€ aBTOp 3aCiy’KUBACT NMPHCYXKJICHUS yHCHOH
CTeNneHH Kanauaara OHOMOrHYECKHX HayK MO CHenHaIbHOCTH 1.5.5. — Dusnonorus uenosexka u
JKHUBOTHBIX.

Yepramun Anekcanp [laBnosuy

Kanauzaar Guonornyeckux Hayk no cnemmansHoctd 03.01.02 — buodusuka

CTAapUIMi Hay4YHBIH COTPYIHHK 1a00paTOPHH MOJIEKYIAPHOH DH3HOIOTHH KIIETKH

HUuctutyT Gnodu3uku wietku Poccuiickoi axkanemun HayK — obocobieHHoe mnoapasjeneHue
®denepalbHOTO  TOCYAAPCTBEHHOTO  OIODKETHOrO  ydpexaeHus Hayku «DeiepaibHblid
ueenenoBarenbCkuil teHTp «IlymuHckuii HayyHbIH [EHTp OHOJIOTHYECKHX HCCIIe/I0BaHNi
Poccuiickoit akanemun Hayk» (MBK PAH)

Anpec: 142290, Mockosckasi 06macTs, r. [lymmnao, yia. UactutyTckas, 1. 3

Tenedon: +79250349366

OnekTpoHHas noyra: a.p.cher@yandex.ru
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