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289 (NVAOBERZTERL, €I
LR VP BEHEARR L, £D ATPase
EHEARIE L, £ OREE, W< 2ho VeP
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VR ST VOP BRI T AHK
BFERLTVWS, WWEERTEKRE., &
DINE I OFERECRERRT I/ BE
B3 EHRE & 7 I S TR VAN E I A
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WEES : RU NI I (PolyQ) iS4 OFM/NKERIE. NoF o iRl e230 O
THEBOEBHT, REMNE PolyQ SEAFENI I+ A—a 0 EB24E0, BEHEEEORRS S
WIIRHREDEBHEFERZECLDBBEEESIERITELEEIAONTVS, BARINETICER
s PolyQ BURIRMICHE T ART/F R QBPL ORBAUEHMAR., > a3 UNIEFMCBLTR
HiHE PolyQ EEHOBEREEE - RS ELNR TS EZHSMILE, FHFE T QBPL ZM
BUE@E S 7 IV EMML PTD-QBP1 05k D PolyQ HWEFIIERMM, T RCENTRE
B PolyQ BHHOBEABREMAET A L2 RWH LA, £/ QBPL XR#BE PolyQ EAHD
B-sheet "DFMI L T+ A~ 3 VEBEMTFTHZ L THEGBRERET 22 5B oMILE,
ESICEAIFIEEMIATI) =50 PolyQ BERFLEMONAS AN—-T v F ATV~ 7%
BLTHED, BEETICEMEOLEMERELTVLS, AWENGURBBFEOS L PolvQ Kokt
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U, kB ER4BMEEREET 2 MELHE
KBORBEKET, BEATEDREBHREOS L W
B@#KETHS. CHODERBOFERIZES < T8
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NENRALFREBETFRALINSY I 201
T5 CAG RUENOREHEE W HADORETF
B¥7zHS, AIHROURFREZFE DRBEHMLES
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SMICLTERE (J. Blol. Chem. 275: 10437,
2000, Hum. Mol. Genet. 12: 1253, 2003).
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SEBH (Thio-PolyQ) ZAME TREZHE. 7
TAZT A= NI LB Mrac by
74— LOHRYULE. QBP1 O# &M Thio-
PolyQ OZRBEICHE A 2HEE2HASHCTT B
BIZ. ARAZEESH (CD) #iEEfFo/. &
512 Thio-PolyQ EEM OB HIEEIZL 0, 1000
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M % (HD, SCAL, SCA3/MJD, SCA7, DRPLA, SBMA) BAE O St Ay, X b L
ASDREEAEE W BANLEBSIEAITOIZEICLY, BEBOKEEBERLS. -4
KaRiEEs (BERELZY) 2B T2 281289, BEYOHFEERRIZIOVWTOERL{To1-.
RY TNF L RBE BRI EE E RN BRMEFMIICHRTA M LR~
OFEFEETRLE. T EIZH BV TIRBEE Tho7-. UV, Etoposide HRBMBFE~D p53 O
BH& (DU THE SCAL, SCA3/MJD, SCA7, DRPL 35 L UF SBMA TEEF Th 5—F, HD ToBE s
H LTV /e, caspase MBISFIZEIL Tk, HD, SCA3/MJD, DRPLA T caspase3 351K 9 MEIE A
W<, OB Y FNF I fFTid caspased BL U8 DEENRE: b, LLELY, HBSM
FFHIRR O FEBHIT RS U Tt SCA3/MID & DRPLA 8 HD ({TEWRISRRLTWA LR L. KR E
RAERIC L 0 ERRANEEE (BN, RRRER) BEBENS. D KBV TH2ERT L,
Huntingtin, p62 B3tE, MMOFEBR TR EXF L, RV IIAF I (102) Flk TS 7.
bk, BREORE, RENOEANCERBRREOHAMEDLEZONE. F, &
BE Etoposide FRER@IC LY, 2 X F U BEOBNEBEENHE T2, KEHETRY
Y Ng LR Huntingtin OBHERBMEL, FRBRMOEVERAKLEL L. BEHR%EE
MREFMRIRRRMEFEDOLZ 6T, thOEEEEF2EL, o FEETHE T
EPLHARNBENFBRETHIOICBLTVWS, KEFMIRY A% I VHORERN, &
BRI HEELZ RS,

Uiz
BEEEBBEHEOMMIZ, REE25
HMEFOHRLCT, s DREOCKREEHRTF X
WA TWdEELLN, HFBKEOKHDEN
Y= bl 55, BEHRFEOMBIIENR
FEZFHIRER U BRI KB AN D . Thbid,
— R IR AR A SR E T EALTT -
LD EERY, Brx0BREORENERY X
CEBLTWR EEZ OGRS, BRI, HMHLE
FHRITIEFARTH D A5, MIBRRTEE (B
HER ) PRETIOICENTEY, #MigN
BHREOFENREE IR TWERI ZA 8 I v
RARICE VT, BOTHERALHEKREERL
N5, Bk, Ry 7Z#39% (WD, Scal,
SCA3/MJD, SCA7, DRPLA, SBMA) BEOREHH
FHREYHEY, AN A~NORIEMHEEVIES

POEBOEATIZLICLY, BEBORE
fREAA M. Ei-MRAEEY (BSEER L)
Thap HECHERBL, FOKBEEEITLE.

Fik

R TNE I RBRE B DL SRS
(HD 5 {54, SCA1 1A, SCA3/MJD 14, SCAT 1
], DRPLA 2 4#, SBMA 2 #) B I UM SREEE
F (5 #l) BEOREREFMRLY AV, K
R ERBRORE, ER~0FERAIZBELTIR
X LA A 7 — A RarvEr by
BT o, i, FERICOEMRELH—
LT,

UV, Etoposide BRI I3T S MR OMESSME, ps3
OEE, X b FY 7 & LT caspase3, 8,
9 OFEALIDWTRNLE. ZhoDFEM



B, SCAI, SCA3/MJD, SCA7, DRPLA B LU SBMA
DOHINAFEHERF % HD DR R+ BB L TRESE
TAHZEERL

PR EEOBREIz VT, BREELE
T14 A, MESEERET DG THFLLE
BB LT, 7, (BB Etoposide FifRRE
L AEEETEROGELHER L.

R
25 ) *
2| UV ) . . ]
15 o o
1 T :
05 V
Ll
CTL HD
“ ...*]..__- - -
. Etoposide -,
W0 .
]
| :
ok
2
1] L
CTL HD

B1 UV(300m]) : EEY, Etoposide (50uM}:
FEIZ & B 16 BERI45 0D apoptotic cell % EHll
L. HD TIREEICHBEESRS bt Kt
Ii%apoptotic cell 7R3, *P<0.05

HD B SEK SR SEAmRaIT UV, Etposide (T3
LTHRF\RELRLE (K1), OSSR CAC
Jb— B L URESEMHE HEEL TV,

E 51z, HD BB#FMIRIZEVTIE UV B
& U Etoposide BBEREIZ pb3 @ Ser-15 23 U /B
{LENTEY, pb3 BEORRELEVEBIIC
Hote (K2). Fi-, W, Etposide 2k 5748
Jastit ps3 MEEETHS Pifithrin-o (PFT) T
BFEICARERZ G, ZOMRSEID pb3
oBsmTgEhl (K3)

CTIL HD
N UV Etp N UV Ep
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-,

—60—



TR T AT
e A e e T AT o

4 FMHBNCLAHATEF—RHR
1 UV, 2:UV+cyclosporined, 3: UV+ caspased
PHEEZE, 4:UV+caspased [HEFIE,

Htld - Y%apoptotic cell.

-1
A
|
e

SCAL SCAT

SCA3/MJD

X5 HEBBHFHEOEGHREFMRIZIB
AZEBDMT B N— AR FEBIED
Bar ®H 1, WIZELB7TRE— 2% 100%& L
bhoEREE, EXY9HVT cyclosporined,
caspased PAEH, caspased BERE LTHRLE.

ERT A= AEFRICLIATH b—
AMBOBRMNTIE (B5), SCAI/MID 23¢ - &
b HD WiEV R — &R L, DRPLA & HEAR

L —bizof-n, thORBTIEER
o= F—ERLE. HD B8 LT SCA3/MID #X
caspased [BERIOMELRSH D&M, T b
YRV T ARG LEREOEENSTHR AN,

X6 HD BZAFHRAMEFMIIZIIT DN, B
BEERME. BUHUt (N RIRED FUEEEA.

BB R RN OBEEORNEIT > 7. HD
B REFMRE EEERLSE (14 8)
LD MRMESE (BN, MIREN) BERE
anf (F6). HD BV Tira % F o,
Huntingtin, p62 BBf%, MOERB T EFF
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