@ Universe
Scientific Publishing

2020 4 2 45 10 1] 1SSN:2705-0440(Print); 2705-0459 (Online)

B/ TR 2 B 1 Bl

BE FTH ZRE
WIS BEER FEEM S04 S0
L RERPHEEBE BEVE B 712000

[HE2]) &% T, 24 %, TRBBATATAE 1S, T 20204 10 AATR., B 1 35 LA R FE & IATA RFE.
BT AR T L sndhiE, % KA TRABBIRY, TAMKEBHFARNTRZEAL S, LifmEREKIER
BATHAE | RAARASR | B 0h “BAE M KR NI, BRI, RSMA L, ARMEE, TAKIE, RI&,
BEEFANRES R L 10 25, EFHMAITEATIES FRL. NREBTF LATRER MRS, EHRATER
stEissr. BREME 2R, EFBITARERIAALAZIME,

[X4Eia ] AR F L Fryg, 4TI, FFehDHist

BB /I I P 55 92 1] (Spinocerebellar ataxia, SCA)
S Y O AR AR IRAL (B T /NI R B S Y — > B
KA, BRI TR YN, BA SRRy
[ PRARFAE , 55208 By Mk ) A T PR A g i, (ol
RESZ A A AR I 1 DX, ARG T, B e — 2w S
BB, AR IE N - R R
WA B B0 HERA 48 A, BRI AS R BRI ALY 5 4K s
WIFEEALTRA, ANTRIHED T 5T B 1 s B R 3 1l
PRBEIA T ARHGE 1 FIFRFPHOEIHIZ A /Mt
Ry 2 m ( Spinocerebellar ataxia type 2, SCA2) 55 19l
P PRI . R sl B A DG Sk

1 B

BEIEE ), B, 24 %, £ B EAR 14E”
T 2020 4F 10 H AR NEL, BET 1 4RI
BIFEFZEHIATEAR, A SN BosiihiE, £k
AR R EIR T, AT E R R 2 R = IR TE 77,
TR, Jodm . Wl MK, JCRIR R A
BORISEATE, AR g Rhte, AT Ok 44
.8 SRYT, BRI, B HBEBITEAR
BETINE, fEAkE, ASKEMRE. BRI,
TCHMI S, AWM, ORI, RS, BEREA MK
EARL 10 /T, BEMHBATERR S L. B
L RHEZREE . &k WRHMed . BFIER, BFRPE,
BIREE. MARGKA - WlIERE, FiHER, SR
BRAS TG BN IE R o W BB A . Fe il A i, W
IR RIS AN, AU B E DR, R omberg fiF
(+), PIEHMESZAERAM:, SR kAr: ma . AFoios

i, W=, AAAEINE . R, BEARS . g
RIS MR A VRO, OREREUE

W MBEE LA WHE PVEP AP100 JEHRIRAR, AR

VRN BUTF RIS K B P37 W R K, /2
JRAA TS S B AL PRT WS RIAEAG , 0 1 JBUA I i L for
N20 PRI ZEK: | U i 75 175 Az H A oA DL A S
SLHE MRISEAE . A (B0t 38 538, 0040 /N it > 3R % /N i 5]
. SBPUREY K. B HENR LT A H SCA2 A ataxin—
2(ATXN2) HE (K GAG #5 DIECh 22/43 I, — A B A
W, A=Y R, SaREmL . RIE. fEG
A MR IEE AL, ImRISWT: A B/ IMIK PR 2L 20 2

B, HCRPIEDIRGINZE R, CAG S HHCh 38 R (1513 ),

FUHFEPRGMEE R . CAG SR T %08 38 U (1814)
AT AT UGN AR EIRM KERTT .

Befa bt 2 A, B B R TE AT RN

/ [ 9 10

n AT EI

me nn E

AR B SeAE #

B 1 RREE

oo

) A o 1

BB - 29 -



2020 4F- 2 45 10 #] 1SSN:2705-0440(Print); 2705-0459 (Online)

SCA2YFlfsa

R

3 SEIEEEE SCA 2 EMMEBEREARNER, EFEHBA
21, REHEA IS

A0 1 1B 180 MO 10 30 35 28 MO0 IO M M 30 40 A0 AN M9 N0 30 EM S S0 S0

L

S

00

o

4 SEIEERIE SCA 2 EAMSHKANER, EEHEHR
26, REHBEN 38

2 itie
LRI, AR/ MR R 2 8 (SCA2)
TE SCA £ R S Bk SCA3 AR &k R &, BT K
TIRATIRF AR R A BRI, FLABR 5w JE A
M1, S SCAs O WET 2 — . BB/ AL 55 2 4
28 (SCA2) Je—Fpa Ye ot M /ML BF 0/, B
T YK 12q24.1 1 GAG B EZ FHI A S0 P 15 &,
SCA2 114 ZE ZEIfG RAFAE S L5 0 R . B34l A 1) RE
MR ER iz B B A g s iR, bak, —2E SCA2 fE &R
PR EFRGEAIE . WUFEZE . WS . A RERR S |
F I RERE G4 12 SCA2 (i 7 A # R/
A0 22440 L /N IR 1 20 R R 40 e E A
PEA P2 TR T MRS AT S B A= o eI 4

- 30 - BB

@ Universe
Scientific Publishing

BUSLGFE FERB, B PR v, W
/I 3R B/ NS L SR PO SR, iR
SCA2 B, SCAs 2 WA (I RFR ISR, AR I R RN
KOG R AT BoME . LRSI 12 W SCA 1Y
ME—4bRifE, RYEBRFIGRERI . AR AR A LI
M, ZRETZ N SAC2 KL,

H ATXN2 JE[H ) CAG R P 5 A SCA2 5
fl polyglutamine(polyQ) %95 A [A], SCA2 [ 35 F 2K I
AL N S, TS R ANAZ N S, ATXIN 78R
O, R, FPIE . BRI R EREA
ATXN2 2 AL A 15 - 31 M EE, BRI ED], B
KEHL SCA2 P % 5L AL 36 1 43 4~ CAG H
52, H—Se A RIS, FETE 50 160 2
] R T, R A e RS,
BITR —AR At ) L b — AR, s ™ R B A A
— RV SN, AR SO ISR 24 2 K,
HAF: 42 20 K, HAR 27 % 0, FF A fe R s.,
AN BRI 5 CAG EEY W K/NA Ko KW
BT CAG EEY WYKL : polyQ Pk, Yok
PRI A Y FRATTIY SCA2 A KX — KM, Kk
it R (JEIEE ) BOREKAY CAG EEKE (41
A CAG), SCiEHEREET 42 2 L05, ATXN2 2[5 CAG
5 UU80R 38 Wk, FeiE H AT 27 & &0, ATXN2 At
P CAG ¥ DUBCH 38 IR, %R RIRIIRR s AF & B AR
Rk, H CAC EEREUMZ, KWt ™E, KIRE
[LET LN

SCA2 Y24 1 T A B HIRIT ik AR R, IE
TER AT 2 L RATIR (ASOs) 77 BT & B 0 B 4t
D ATXN2 BB/ I P L 55 20 0 2 RUAGIRYT ik, AT
R IGRIEYT LA RBR T 28X G b 3,
DABHYT . A R IRESBAE M, WA RIEYT ik, X
FEIRIT N RERAE R IUE R, A T IR A% P K A
Wi, SRR, A BT HiBs F—f R .

(&%)

[1]Paulson HL, Shakkottai VG, Clark HB, Orr HT. Polyglutamine
spinocerebellar ataxias — from genes to potential treatments[]J].
Nat Rev Neurosci. 2017.0c¢t,18(10):613-626.

(2] BRbE b =, I EAL, KEE , ERAR, ERE, G, B H
/NG R 2 BUIE R AR AR PRS00 (D). T B
P2 ,2013,13:525-532.

[3]Riess O, Laccone FA, Gispert S et al. (1997). SCA2 trinucleotide
expansion in German SCA patients. Neurogenetics 1:59 - 64.

[41 ARG, Bt | R . AN L 2R 0 2 B ARG RIFTE i e (1],
FRAE PR AR L 2R 2k 2018,35(2):284.





