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CnuHouepedbennapHbie aTakcuu

CnuHouepebennapHble atakcnm (CLIA), Tak e n3BecTHble, Kak cnuHouepebennsapHble
aTpodmmn A cnmHouepebennapHble gereHepauMmn — 3To rpynna NPOrpPeccupyroLLLmnX
NlereHepaTUBHbIX FreHeTUYecKMx 3aboneBaHnin, KOTopble NoparkatoT, NPEMMYLLECTBEHHO
MO3}E€YOK U CTBOJI MO3ra.

CnuHouepebennapHana atakeua 1 Tuna (CLLAL) BbI3bIBaeTCA YBEIMYEHNEM
CAG nosTtopos B reHe ATXN1 n HacnhenyetcA ayTOCOMHO-AO0OMWUHAHTHO
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Kak uccneaytor natonoruio CLIA1
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TakTuka uccnegosarens
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HapyweHue KpaTkoBpeMeHHOMU
nnactuuyHocTu npu CLIAT
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DSE

Depolarization Suppression of Excitation
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baknogpeH — mGluR1
aroHUCT
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GABAb

180 - Spine neck
- *
* %
,.g -
1120+
3 A
g
3
c 60+
g h -@- + Baclofen
1 J
= | Injection _‘_ + PBS

1]

= 80 _
s :
e 5
2 a0/ 5CA1-TE 12 wks =
5 - Control (n=10/6)
¥ 2 @ +Baclofen [n= 10/8)

- o & Washout (n=10/5] O

ettt G
-60 -35-30-15 0 15 3045 &0 75 90 {Pqéﬁ?fap__ﬁ‘ﬁ;ﬁ}
Time (s) - Shuvaev et al., 2016



Heuncreue KopenHa Ha KoopanHaUuUIo
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OeuctBue KopenHa Ha CUHANTUYECKYIO
NNacTUYHOCTDb

TRPC3 AMPAR NMDAR VGCC
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Kodcdenn onocpeaosaHHo aktusupyet NMDAR
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MemaHTuH - NMDAR ¢HTaroHucr
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BbiBOAbI

¢ Ha panunx cragusx CI]A1 maroreneTnueckue N3MESHCHHS
HEPBHBIX KJIETOK SIBJISIOTCS (PYHKIIMOHAILHBIMU U MOTYT
OBbITH OOpPAaTUMBI

¢ Pa3BeTBIEHHDIN My Th MEpEAauyl CUTHAIOB, HAPYIIAIOITUIACS
npu raroreHe3e CLIA 1, MoxkeT OBITh BOCCTAHOBJICH IIPH
aKTUBaIK MojeKyia-muineHnel, Takux kak MGIUR1, NMDAR

¢ CymiecTBYIOT yIOOHBIE (DapMaKOJIOTHYCCKHUE CPEACTBA JJIs
YaCTUYHOM KOMIICHCAIIMW HAPYIIICHHBIX MPOIECCOB KPATKO- U
noJirocpouynou namsaTtu B KlI

NMpoTuBOpeumne, cBA3aHHOE C

s GopMupoBaHUE TaMITH
VS
DKCAUTOTOKCUYHOCTH
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GFP-ATXN1 [Q30] GFP-ATXN1[Q76]
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GFP | P2A | CRAG m BoccTaHOB/IEHWE CUMHANTMYECKOM

NNaCcTU4YHOCTU
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