OT3bIB

Ha apropedepar auccepraunu Cynpannoii JioGosBn AnexkcanpoBHbI Ha TeMy:
«OcobeHHOCTH YJIBTPACTPYKTYPHOHOPraHH3aLHK KISTOK YeJIOBeKa C YBEIWYEHHBIM YHCI0M
CAC noBtopos B rene H77, nojiy4eHHBIX OT NalHeHTOB ¢ 00s1e3HbI0 XaHTHHITOHA HIIH B
pe3y/bTaTe TeHeTHYeCKOH MOAH(HKALIMNY, IPeACTABICHHOI K OQHIMAIbLHOI 3alInTe Ha
COMCKAHME YUYEHO CTemeHH KaHuaara OHOJIOIHYeCKHX HAyK 110 cnenHanbiocty 1.5.22, —

KJIeToYHas Onosorus

bosnezus Xanruurrona (bX) - 910 nacnencTsentoe HeiipojerenepaTHaHoe 3adosesanme.
KOTOpPOE  OPHBOJUT K  [POrPECCHPYIOLIUM  HapyLIEHHsIM  JABMKEHWIH,  MCHXHUYECKHM
paccrpoiicTBaM U KOrHMTHBHBIM Jleuumtam. BX sbizbiBaetcest myrauueii rena H77T (huntingtin),
KOTOpbIif HaxoauTes Ha 4-if xpomocome. Y ummnenne tpakta CAG TOBTOPOB B 3TOM I'eHe
MPUBOAMT K 0Opa3oBaHUIoO aHOMAIbHOro O€/IKa XaHTHHTHHA. KOTOPLIH HAKAIIMBACTCHd B
HEePBHBLIX KJIETKaX M BbI3biBaeT UX rubesb. Jleuenne nanpasieHo na odaeryeHne CHMITOMOB I
MnojUlepikaHMe KauecTBa >KHM3HM nauueHrta. Jlus wuccienoBaHusi MeXaHM3MOB pa3BHTHS W
nporpeccupoBanms  3a0ojeBaHusa, a TAOKe JUISl MOHCKA [MOTEHUHAILHBIX JIEKapCTBEHHBIX
NPEnapaToB SBJISETCS BAXKHBIM CO3/IaHHE KICTOUHBIX MOJIEJICii, KOTOPLIE MO3BOJISIOT H3y4aTh
BIAMsHNE MyTauun rena H7TT na (yHKUHOHHPOBAHHE HEPBHBIX KJICTOK H MPOIECCHI, CBA3AHHLIC ¢
00JIe3HBIO, YCTAHOBUTH CBSA3b MEAJLY TEHETHUECKHMMH H3MEHEHUSIMH W (DCHOTHITHUECKHMH
NPOABJICHASMH O0JIE3HH, @ TAKIKE BLISIBUTH KIIIOUEBbIE MEXaHN3Mbl, OTBETCTBCHHbLIE 3a Pa3BHTHE
MaToJaorun. 10 nomoraet yrayourh Haule nonumanue bX u pazpaborars HOBbIE 0AX0/bl K ¢¢
neuennio. Kpome Toro, KIeTOUHbIE MOIEIN TO3BOJSIIOT MPOBOAHTL  IKCHEPUMEHTLI ¢
MOTCHIMAJILHBIME  JICKAPCTBEHHBLIMHU  [IpenapartaMy M OUCHHBATL WX  A(PPEKTHBHOCTL B
[10/IABJICHHHN ATOJOIMYUECKHX MPOoleccoB. cBsizanHbIX ¢ bX. DT0 MoMkeT 1nomMouyn B MOHCKe
HOBBIX TEpaNneBTHUCCKHX cTpaTteruii u paspadorke Oonee a(pdexrnBubIx sekaper. Usyuenne
YALTPACTPYKTYPBI KACTOUHBLIX Mojenei bX umeer BamkHoe 3HaUCHHE, MOCKOJbKY MO3BOJISET
Oosiee noApPOOHO M TOYHO H3yHaTh HM3MEHEHMs, IPOHCXOUILINE BHYTPH KJICTOK MPH 3TOM
3a00JICBAHIH, YTO MOJKET TIOMOUL BBLISIBUTE CreM()HYCCKHE H3MEHEHHS, CBA3AHHbIC ¢ MyTallneii
rena HTT, w onpeaenuts MX BiMsiHue Ha padory kiaerku. Hanpumep. yiabrpactpykrypHble
n3MeHenuss MoryT ObITh CBSI3aHbl C HapywieHHeMm TpaHcrnopra OenkoB win jucdyHKineii
MHTOXOHAPHIH, 4TO siBisieTcs XapakrepHbiMu nposiBienusmMi bX. Kpome Toro, wusyuenue
YABTPACTPYKTYPBI  KJICTOUHBLIX  MOJENeH MOKeT moMouMbL B oueHke addexkTnsHocTH
MOTCHIHAIILHBIX JIEKAPCTBEHHLIX NPENapaToB W Kak OHHW MOIYT BJIHSTHL HA YILTPACTPYKTYPY

KJICTKH W BOCCTAHABIHBATL €€ HOPMAlIbHOC d)yulcunomipouuuue. Takum 06])113031. AHAITHS




VILTPACTPYKTYPbI KACTOHHLIX MoJeiaeid BX sBiasiercsi BaKHBIM HHCTPYMEHTOM JUIS OLEHKH
3 eKTHBHOCTH HOBBIX JIEKAPCTBEHHBIX TTPENApaTos.

Lleabio aumccepraunonnoro uceneaopanns Cynapannoi JLA. ABASIOCH BBISABICHHE |
u3ydenue nocneacrsuii ysemmuenus vucna CAG nosropos B rene H77 Genxa XaHTHHITHHA Ha
CTPYKTYPHO-(DYHKIIHOHATBHYIO Opran|3amuio IHTOTIIA3MATHYECKHX opramesn v
HCITOZIB30BAHHEM Pa3MHYHLIX KieTouHblX Mmojeneii bX. Tema xkanmiarckoil muccepraitm
aKryalnbHa, (yHIaMeHTalIbHa, BOCTPeOOBaHa H PACCMATPUBACT KPYI' BOIPOCOB, HE OCBEUICHHBIX
B HayaHoit Jmrepartype. JloctomHcTBOM pabOTHI SIBISETCS CPABHUTEILHOE HCCHSJ0oBaANE
HECKOJILKUX MeMOpaHHBIX OpraHell B pasinyHbIX KIETOUHBIX KYJbTYpax. pasjiHyalonIMXCs
koramyectBOM CAG-noBTopoB B MX reHome. AstopedepaT uiccepTallii  COJEPIKHT BCe
HEOOXOAMMBIC  pa3ielibl, COOTBETCTBYET TpedoBaHHuiM K O(GOPMICHHIO M COACPKAHMIO.
[TpeacTaBnennstii asropedepar Mo3BoOAsLET 3aKIOUHTL, YTO JUCCEPTALMOHIOE HCCIEN0BaNIE
BBLIMTOJTHEHO HA BBLICOKOM HAYYHOM YPOBHE, €r0 e/ U 3aa4d KOPPEKTHO C(POPMYIHPOBAHBI 1
COOTBETCTBYIOT aKTyaJIlbHOCTH HccieoBanns. Menonb3osanusie B pabote 00bEKTHL 4 HMEHHO
KICTO4HbIE KYJILTYpbl HeiipoHoB ¢ pazindubiM unciom CAG nmoBTOpoB. Kak MojiyueHHLIC H3
MarepHajia TMalHeHTOB, TaK CO3/IaHHBIE € [OMOUILIO CHCTEM PEIAKTHPOBAHHS I'€HOMA,
AJICKBATHbI MOCTABIEHHBLIM B JmccepralonHoi pabore 3a/1auam.

B pafore ncnonb3oBanbl pesieBaHTHBIE TIOAXO/b! JUIA BBISBICHUS YILTPACTPYKTYPHLIX
H3MEeHeHUH, accouMupoBaHHbIX ¢ myTtaumeit B rewe HTT. TlpoaemoncrpupoBano cxoacreo
HapyIIeHWil OpraHu3alMyd  KIETOUYHBIX CTPYKTYp — 9IHIOIUIA3MATHUECKOro pPEeTHKYIyMa,
MHUTOXOHAPHIT M ayToarocoM BO BCeX HCCASJOBAHHBIX Mojensx. C  apyroit cTopoHbl.
o0HapyKeHbl W ONUCAHBLI M3MEHeHus, BosHHKaiomwe ¢ poctom uncia CAG 1noBTOpos.
CopmynupoBanibie  BbIBOJIbI  KOPPEKTHBI M COOTBETCTBYIOT PE3YIALTATAM  HCCIE/0BAHNS.
AKTYa1bHOCTB M 3HAYMMOCTD PE3y/ILTATOB NOATBEPIK/aeTCs UX MyOIHKalHeil B pelleH3HpyeMbIX
HAYUHBIX OKypHAlaX M MPEJACTABICHHEM HA POCCHICKHX M MEIKILYHAPOIHBIX HAYUHBLIX
KOH(epeH X,

3akinoveHne:  MpOBeACHHLIH  aHanu3  aropedepara  MO3BOJMI  3AKIOYNTL.  UTO
Jmccepraunonnas  padora  Cympausoii  JliodoBn  AnexcanapoBubl  «OcobGennocTtn
YABTPACTPYKTYPHOH OpraHu3aliu KJIETOK ueloBeka ¢ yseianuenHbiM dynciom CAG nosropos B
rere HTT, nonyuennsix ot naupenTos ¢ bX nnu B pesyiaprare reHeTHHecKoi MOAR(HKALIHY.
[peJiIcTaBleHHas Ha COMCKAHME YYEHOH crerncHH kawiniara OMOJOIHYECKHX HayK. siBIsercs
CaMOCTOATENILHBIM HAYYHBLIM TPYJOM. BBLIIOMHEHHBIM 110 aKTyalnbHOi rpolieme KIeTOUHO
Ononorun n coorsercreyer TpeGoBanusim 1. 9 «llonoxkenns o0 npucykACHHH YUCHBIX
cTeneHeii», yrsepikaeHHoro nocraHosnenueM [lpasurensctea Poceniickoit ®enepaunn No 842

or 24 centabps 2013 r. (B pemakumn ot 11.09.2021 r. No 1539). npeabssisieMbiM K




AMCCCPTALIHAM Hd COHCKAHHC _\"‘lell()ﬁ CTCTICHH KaH W J1daTa Hayk, a eé ABTOP 3acViKHBac
MPHCYICACTTHA ylleuoﬁ CTerneHu Kanjmjiara OHOJOTHYCCKHX HAYK M0 CHEIHAIIbHOCTH 1.5.22 —

KieTounast GHOJIOrus.

Pyxosojauntens nabopatopun
e,

MOJICKYJISIPHBIX MEXaHH3MOB &auueporen&a,

JAOKTOp OHOMOrHYECKHX Hayx npmbeocop W//Fymena Jlronmuna MexopoBHa

Jlata: «18» oxTsiGps 2023 r.* ' ‘ ¢

[Toxnucs JI.O. I'ynsesoii 3asepsiio:

«18» oktsdpsg 2023 1.

YueHsblii cexperapb
®I'BHY OUL] DTM

1.6.H. IMTanpunkosa Hatanes AnexcanposHa

QenepanbHOe TocyaapeTBeHHOE OI0/LKETHOE HayuHoe yupexaenne «PenepaibHblii
Hcene0BaTeIbCKUi HEHTP QyHAaMeHTaNbHOIT H TPAHCISALMOHHOM MeauluHb Anpec: 630117,
Poccust, HoBocudupcekas obaacts, r. HoBocudupek, yia. Tumakosa 2, Tesn. 8383 333-65-37. E-

mail: director@freftm.ru, http//www.freftm.ru.
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