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Post-translational modifications of neurodegenerative disease proteins

FEI Er-kang, FAN Jun, WANG Hong-feng, ZHANG Tao, WANG Guang-hui

(Laboratory of Molecular Neuropathology, School of Life Sciences, University of Science and Technology of China, Hefei 230027, China)

Abstract: Post-translational modifications of target proteins are important for these proteins to execute
their cellular functions and enable cells to respond to stimuli. There are phosphorylation, acetylation,
methylation, ubiquitination, SUMOylation and other modifications to modify target proteins. In the
research of neurodegenerative diseases, post-translational modifications participate in the process and
pathogenesis of the diseases attracting increasing attention. In this review, we discuss the relationship
between neurodegenerative diseases and phosphorylation, ubiquitination or SUMOylation and introduce
our laboratory’s work.
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MBS FTA TR R T X0 50K 1 1 g iR 9T iy 48
T ARG B AT AP AR AT PR B S B 1
FIBIFFE . F1 IR XS AL ) T it
1 B SHIFRITHERRIXE
TR A 2 — AR A s 1) 2 11 o R S 1 . &
00 3 TR T ) A 15 U ) 0 T 1 2 R R A i (22
RAIR HARKEE AT I 456 — DR AL,
AT I8 X 6 2 1 A0 T 6 A B, e 2 4 i B
R Ry E Y AR 3L R L 45 S A U A A [R] 1)
AR 2 IR ol 1 A 35 PR AR T B P 45 T A LY
3. TEARZ A 2B A TP L B0 SO DG 2R 1 1l
AR AT T 85 25 1 AR Th 8 LA S Y & i 1 A
AE B ICR, B s S Y R R TR
Z PP IR AT L AT 0 B AR L 48 A 7E BRI 2R 2R
VBRI CAD) 1 tau 2R 12 RAETE Ui 2F 4 98 45
ORE R AR AR A2 WA 4 %9 (PD) 1, a-synuclein 23
FE A M 5T SR AR TR 1k /N S b 22 75 PN )6 T
I TEZ R ATRNE T 1 548 1) 22 B A% 2 Ik e
EASRER RO xRy REHT 5HEA
Jox ) B FE B A AR ROC 2R L B IR A ) 2 Horh — .
Tau JREFAEGEEE T U T tau 8 H 1Y FE R
AR IE R tau 2 B GSK 3B B¢ Cdks i
FERRR AL 0] LA B tau DRET4E48 45 (T8 o ELhn s
tau /AP ZRIR AT ARG 20 I B /IR (AT B )
5 a-synuclein FBEFR LA 5, o-synuclein £ 129 {1
225 IR W] LABE CK2 WAL IO B AL 0T T %
Gy /IMAITE 1 LA B P 5 | S 1) ik 22 B M AT B B Y
e, N2 5T PD By AR RN fE— 2 RA
AWERE T, SRR R i T EE A A, R
i AL T B (SCA) H, ataxin-1 FYEE 776 {122
RN LA Akt BEER AL 1200 5 B B RR AL X T 2848
ataxin-1 & AR AT B £ e 2 A 22
S, Y S776 RS NN AR A e g kR b5 . 5
E ataxin-1 76 CHO 20 ML A% N 09 SR AR k2D, i
H. ataxin-1-Q80-S776 A ¥ HE K [ 7E 36 Jil I i AN
I A RE RS-, AR SR BEAE (HD) B 3500 2
1 huntingtin FJ5E 421 1 S 434 157 1) 22 %R 5357
AT ARG Akt 1 CdkS BERR AL , 13X PR~ o5 AR
PR AL X5 T LA 2 578 huntingtin 5 [ A #2807
PO AR Ui OIR A% 4D B Bk T R 2R 46 e
(DRPLA) ", DRPLA & H A LA TNK #5172
k.0 H 2878 /) DRPLA & ] INK 254 B850,

LA B FRATAT DL BB A AR T R
AP B0 S G B R R AT B T LG
s 4 2 gs it AR B EL AT T B A R ), DR DR AR AT A 2R
AT S0 SO G AR 1 I B R TR A8 T X B —
AN 2R A TR0 (1) A LA EE 2R L

TR FRATT 5 56 = W R AL F 5T AR OC TAE AR
4.
1.1 BFE/RTH 3 BEAS (ataxin3) PEERLS

HER S5

HBE /N I L5 S8 AL (SCA3) / th 4 -2 55
FIi (MID) 2 — Flas Yo o fA 5 1 35t 4% 00 45 B /) i
IS, e FEEH T MID1 £ H =Y ataxin-3
(1) C i 2R A Z L M ECH & A5 H YRR
1775 RS P — b 2R AT MR IR 7R IE AR
ataxin-3 1Y C ¥ 2 BAF A HEE H R 12~40 D47
AT AR & 96 I AN 2B H ] AR & 55~
84 AP e I E R LR AE MY R R A
ataxin-3 F1THE RTS8 5 0 M G2 1T 1 B3 5 8
DX PN P P 22 TT R A PN SR SR TR B TR R H R
JZE7% ataxin-3 &R AL LA K EOR HLEI A+ 43
R RO R R 2 R A AR & AW
huntingtin'*~"?! | ataxin-1"* il DRPLAM! A4 i ik
X T8 A SR AR e L D e L B i kA= A AR
BEHEF, (HZE X T ataxin-3 B8R AL 7E AR 55
ZHT M TCHRE. TR ataxin-3 BIBERR AL, Fefi 15z
FH GST Pull-down 1 % %5 H IT 3E 52 40 ik 52 i il
GSK 3B 5 ataxin-3 BERELS &, Hilid v P Frid
(1) ATP #E47 1A 1 8% 2 1 52 36 30F B 1F 8 F 3
ataxin-3 YREWIMAG GSK 38 MR 1. il i m R fL 17
SO AR S, FRATT & B R R Ak 1 7 R
ataxin-3 M55 256 i 222 1R L. AT — P 1
55 256 o 222 R 1 R W Ak 1 SR AR K S256 A DL K
RO R L F 2R A8 AR S256D, SR FH 40 it 25 Y 1 47 925
ERI AN A& B0, 97 B 1Y ataxin-3 F) S256 A AR 2>
TE B 431 14 22 R AR DN I TR B 3R A T R A 8 A8
FI9 Y ataxin-3 FIH S256D 228 (A | H J2 BAfA.
P2 550 7R Hspd0 8% Hsp70 7351 3 4y
J& &8, Hsp70 BEAEHDHI D™ FEHY ataxin-3 [ S256A
SRAFRIE R AR, X S 4 IR I GSK 38 X
ataxin-3 2 256 i 22 & IR BRI BEAS IR 1Y ataxin-
3 MR xR T BEXT SCA3/MID M & 9 1= A=

AL
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1.2 MALFHRFEXEAD Nurrl BRI X B SEL R
LB (TH) RixFE"

2 Ui JLAS B e S i 28388 ot 22—, B NI 2L
PR 28 R G R VT 2 AR AR B ) fE () iz B
(AR A28 PN 43 DA S 2R R ) I8 ) G /25 2R D B
CAHN E BN YD) B B2, 1AM il K £
B 22 I HERE Al 28 TT A S AN A v ki v J A, O HL
A SCHRAE L Hp i 2R R S0 BB Y £ T i di 20T ) 3
I B S M0 4 BRI 1) &6 AH G Sl oY R B,
Nurrl XA 5 PR 1 2848 50 4 AR AR DG 20,

Nurrl BAEZRF IR 5 2 — %52 ik UL
RETS SECARFRSS G 40 RIS, — 2R Be AR 1Y
R, R B — B 2, 2k R AH
IR R FGEE R Ds 1 5 — ZIR B AR AR (19 4% %2
A B R N IRAZ 32 AR . Nurrl 1 55 5 1 7] 34
TR A, flan, B E R R ALEE (THD) . £
L i 32 1R (DAT) | 2 56 18 6 R il ( AADC) 4%,
Nurrl ) 34567 TH Y )E 37 LR
TH HRIA. B 2R 2 A i A 22 1 e A et i v iy
FREE i , & B0 TR B R R Ak, il L AR i Aefie 2
L, Ao fie 2 1 AR IR g R VE T T e by 2 L. 7
AT NFNA A2 AR08 N %) oG v o % 2208 4 1 I P 58 I
7 P P P 28 T B A T AT, 5 e ] g A 300 1)
FH i SR B0 0 6 Nuurr ] 00028 B 0 BHAE i # 22C
ER, XWIEH T Nurrl 5 TH A & HAE W
SKHK.

ERK?2 & — Ff 8 22 19 24 J7 34000 B 1 3 il
(MAPK) , 2447 H Wl 0 15 PR, B e 2 5 R
45 A e E R R E . R R A E S e
FE5YAA A5 (docking domain) 5 ERK2 454, Docking
domain A — L 5F JF 5, W1 (K/R) 5 — Xi—5 —
OXD, L—X,» — (R/K)ys , Hip @ NEi/KEFER ,
X AR IETR. )& 1 Docking domain 5
ERK?2 454 )5 . 469k ERK2 B Ak , (R~ w1k
PR PXCS/ TP, il i A W5 B2 A 50 Hr L 7E
Nurrl JF8) EA 6 DMETERIBEIR (AL 5456 PX(S/
) P, B4 % )& PSS'* P, PPT™ P, PTT' P,
PGT'® P, PKS** P, PPS*™ P, [Al #£7E H ¥ 51 E 77
TEH 4 MFTER) Docking domain, B A4 5 J& Ab 7
Nurrl A% 305 ) K FSMDL, K” VEDIQM, R'®
KTPVSRLSL Fl 4L 7E Nurrl DNA %5 & 89 1.5
KGRR. #1382 A4 GST pull-down S5 % #E,
TE KT B #3589 GST-Nurrl A A5 HEK293

cells FRYPNIEMR ERK2 #HZS 4, 1 Ho i@ 138 A %
AR VE 1Y SEB6 7 e kIR, 7E B 40 il ( HEK 293
cells) Hid E KA Flag-Nurrl 7] L5 ERK2 ##
SRS A TERE T E MBS SBT3z
FARSMNBE IR AL SE 808 2 T Nurrl FUBRE ERK2 1
JEY). T Nurrl JP9024HA 4 MIETER S ERK2
FHES G WAL — 2D RSB UE] T Nurrl #9202
ui Al L5 ERK2 F¢ 55456 . JF HALTE Nurrl DNA
AN L KGRR W2 —A45A 00 5. 7F Nurrl
FEE I 6 AT (0 B IR A 57 1 T AN 2 LS 1) ol

B AL S B T Nurrl %024 th iy PSS! P Fl
PTT™ P & 3 B4 B R Ak A7 s, 5 33 > 7 A5 1Y
S T 58 AF A BRI 1) A (TR B
Nurrl 9 8% 12 16 /9 2500 B S 6 55, 1 PPT' P il
PGT'™ P 2B A 2 AHIF AN B — A EZ WAL
R T a3 T RAERE A T L BB R IL ]
SRREE B BAR T S® ki E T RAE M A, PKS™ P,
PPS¥ P NI A B £ 4% ERK2 #& 1k 59 fE J1. [l it 3%
1A, Nurrl 1ER—A5e S5 1 BERRR AL X & 1Y 5%
ST YEA R, Nurrl 6815 0 17 9 2 B2 AL Bl
(2238, TEA THEALE) ERK2 FETERYRE LT , Nurrl #%
WEIR AL . BEAIE 7F S 22 R 5 AL I 9 22 36 L T Nurrl 8%
ERK2 BRI 7 5 34 82k 805 R AR J5 L FE R FE A
AL ERK2 FEFE RS OL T 3 2k T 48 F 1% 2R
FALRERA e .

ST 2, Nurr L A5 % s B BB 198 I8 775 % 2
PR F AR P T35 P L 21T A 22 O B ) A RN 22 L g g
PR TOR & B A R T AR L L SR A7 )
BRI AL Y IR .

2 MARTUHERFEXREANEEZ
F (SUMO ) f&1f

SUMO 1k J2& — Ff 85 [ 5t # 3%% J5 18 i, 38
SUMO(small ubiquitin-like modifer,/N1iZ R FEE
M) AN B A SIS 4 B 1 R 2R e B bk R
TR R M A s O AR TS
HAh R A2 G i JE 45 8 A BT Y fig. SUMO fk
T 1996 4E55 — IR P IE AE A — Fh LB 1 VR ok
P77 RanGTPase i fb# FH (RanGTPase activating
protein, RanGAP) i #% L & fii'**%!, SUMO | iZ
TETET A B4 v, i ELN ERE 20 02 v
PRSFRY. FEBMEsh Y, SUMO KiEALHG SUMO-1,
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SUMO-2,SUMO-3 VI K #rile & PR SUMO-4 pg4
(R TR A TG HE Sh P R R R A Y
SUMO K. AJE SUMO-1 J2— 1 F &0 11.6
kD & 101 NMEEMRMZ K, £ —HFH L5
SUMO-2/3 A 50 Y% AR RIYE, 52 1A 18 % nyAHEL
P, 55N SUMO-2 5 SUMO-3 22 [a] A
N S =N IERR AR, SUMO FK e U & Rz
RIE—GT 5 LAUE 18 Y% AR (B2 EiTm —
AeLERGHAE R AL, SUMO-1 Uiz £ T —B N
Ui PR R S5 L T e AT AT B MR e RS A e AR
FHRLR. SUMO 572 ZATE G FAEF AL, &
MSIENLS G5 2856 X512 Z etk F
Bl 2 R e A B R i ETA R . B2
#: Ubiquitin carboxy-terminal hydrolase 8] C &
i 11T 2 e 1 WIS H &R i 16 MR X, 2 R ok iz
FAE A BT E AR W L R 2 R
fiff Cubiquitin activating enzyme, E1) 2 R45&
(ubiquitin conjugating enzyme or Ubc, E2) Fl5EH
H1Z & 3% % [ (ubiquitin-protein ligase, E3). 1E
E1.E2 fl E3 WIEH N 2R EZ RZEE45 A 2K E N
b AEARIRY 4 26S B B AR R R SUMO B &1
R 5z R A BARL B TR B R R R .
SUMO B et A i dg—A JeidE M ariae X,
% 1t Ulps ( ubiquitin-like protein-processing
enzyme) 8y SUMO $5 5 M8 (18 37 V) C K i 5 5%
#& A H &R TSR PRI S, #E 7E SUMO $§
SR ELE2 A1 E3 M2 51 A#EER. SUMO #%
TG E1 B — R84 SAEL f1 SAE2 BN
Fe(WEREF N Aosl # Uba2) , TEIH#E ATP Y 5514
T.SUMO H C 4 i H 2 2 & SAE1/2 45 & %
SAE2 By Mz 2 TIE s le 8. 4855, SUMO M
E1 #8565 SUMO 45 & E2(Ubc9) i M 2R
P BB B B, Ubc9 J2& iz 4 & 3 ME— ) SUMO
LA, EARTEZ R0 E2, BXZ ZEAREH,
1M HXTT SUMO B B4 HEHARYE H 6
FEWAT E3 FEFE MG L T A5 A] LUK SUMO %5 4 %)
JIEY) . I Ubc9 A LU L SUMO H C AR H 2
FR IR IS Y E R 1) o E I WL 57 I, (H 2
SUMO i) DIFEFEEH2M E3, SUMO 1) E3 tfigfifi
5 SUMO M Ubc9 Z5 & 2R Y L. el 1
SUMO M Ubc9 WP 5 T SUMO 45
BRCR. U-K-X-D/E 2K Y I SUMO 254 BIRSF
JP5 e W R R A K R R R A% L X R R

SR I K J& SUMO 454 Wi d ik 3k, D/E
SRR IR, (A A A IZ RS 7 91 10 2R
F¥ A g SUMO &4, il figic A HhH £S5
SUMO 4k & i i #2201, SUMO-2 fil SUMO-3 %
YR S SUMO-1 AR,

BAR SUMO 512 R A 450 Ffe it 72 EAER
AL AR T RVEES R E B AR 2 Z &
P13 R B AR AR A L 1T SUMO i 28 1 4]
HH AR AN G A T REER S SUMO AU A1 1)
RIRFRIFEAUE: SUMO AR AL, iz K%
HoAth Ubls &6 037 45, 8] i Al 7] B8 2 F 64k 2
AL A A5, T SUMO 454 WIBHAS 1 Hofts 7>
THIEME. I PCNA ., Smad4 , IkBa F1 NEMO #B &
] — R IR AR BE 0T LIt SUMO &4t il L
ZE B, NS SUMO LA Ftiz 1k
IFEH. SUMO /e IR BERS I8 7 IS 5 HoAth K
FZ RIS A T AR Nk = Ay RSB ( 1)
SUMO bt T4 1 4 & A R H AL & A 456
(1) SUMO bRy HoA 2R 1 9 25 $ 4L T 467 255 (1D
SUMO 6330 1 W 8 AL 52 & A= 78 Ak DT 2%
28 ol B T[] LA AR 1 A 2 B AL

AT 7N 22 T4 S I e N %) S0 il DX ) 44t
2% SUMO-1 Fi iR A 8 B 10 50 928 3 PR, 7
DRPLA 5 A fii 41 21 b DL J PC12 4 i & b,
SUMO-1 5781 atrophin-1 A% N AL TR
REFRyEE A7, 1 HAE PC12 40l & b SUMO 164k
HEEMEAE i R AE /Y atrophin-1 T AUAZ N ALTHAR I H.
FEAMIAET . — BB 23 HD 1Y huntingtin J
BiE ] SUMO fh Yz 28 Ak 2 7 H: [A]— > i 20 R
FRIE RN EM AR R T SUMO fuig e
FeE % e BETR D A% P9 ) SR 46 ELJE [R] st 38 Jin 17
M3 Nz R B vk BE L AR SR i L i R Be i) SUMO
R E T #h2B A7 MR AR, SCAT Jig A Fil 2
D] B A A i 8 4 28 0 X SUMO-1 344 7R 5 1) B2
PEEHERY A S H ataxin-1 gEHEH 2 /07E 5
AR R R I &4 SUMO B, i H SUMO
A AKSEAEY B R AR ) ataxin-1 F R FEARHY. SCA3/
MID HIE0%E H ataxin-3 #IETE SH-SY5Y 40
FPAT LI SUMO-1 &4, 55 SME B BEAEBENLIN 25
AHIE (SBMA) I AR o il R SUMO b4 &
HOh 2R AT AR I 5T I 4 AR (PD) B AH
EH DI-1 WA SUMO-1 Bififl. DI-1 &5 5%
DRI Sy R 45 LA 200 i oA 4R Ab L 0T 5 1) 2 T g 2k
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H, HIhfEm ¥k 2 38 PD A%, DI-1 (—Fp 5
PD A& )90 H 28 AR 1R 1L166P %87 4 A SUMO 1k
B S 1A, DT 2 1l 8 AR AR B AN P s HL5) T 1%
f o) BT R PR ER TG (AD) B9 A G B 1 tau 216
B SUMO-1 &1 B9, % SUMO-2/3 & i () #5855
SUMO-1 59,1 H. tau i SUMO 1L A7 £ K340 J&7E
HAME LS B E5HBR. Tau AMUAERE SUMO & 1fits n]
DIz 246 B Z A Se 4 v WA Y tau
R k.

T HEEFRATIEK = SUMO R fIFFEAH 56 T AE A
4.
2.1 PD#HXEH DJ-1 8 SUMO 3t p53 5518

B B 2 M o8-

TE4BRIE N, A4 #% 9% (Parkinson’s Disease
PD) J2 &0 ALK T Bf 7R % 15 95 1) i 22 1R A7 1
PN o WF 4 F5 A =5 205 FIER A A0 35 157 T F i 28 J
HUOEHR Y 2 O R i 22 T R K L A SR AF A 42
TCHUR BB RN “ 6 ) /IVA 1 g B SR A 0
A OB BGRB8 shR %% i Ik PEAR B A5 I
PRAEAR. W04 AR08 i B0 D190 R H RTE AN 58 4T 48 (1
7S R SR TR R 78NS B Uig TS 0 D T Y =
I BARAAR T RER AT | B AR 32 G0 B Ak AR A4 L O
THEMERMEERBEIR P RS BN
YEHL.

DJ-1 SRR E by [ i 5 R 7 W e % L) 6 A
22 R AN PN 8 4% BIMA 4 AR A5 h & B DJ-
1 P ZEAE 558 Y £ IR B 35t 45 14 A 4 2% 93 & 6 A
X, BARARZ ST s DI-1 B— D IIRELRERY
F1 . BRI HT AR R e I e — e S N A
S FAHBREVE L (B8 B Rioy k. DI-1 BT RE A& H:
FEWA A AR 99 & o B2 b BT & 4 AR B A o8 4
HAE.

TR EZBL, DI-1 BB T-ER T DJ-1
1) SUMO A& 2 KA THT I T D RE A T 45 1F.
FEPR TSR T L i %3k DJ-1 M4 g fg 78
RIS E ORI T R e R A
fiff Caspase-3 Fl Caspase-9 WG, #t— 5w &
UL, TE S EAYEE N Bax HAEREE DJ-1
Y0t P ) Rk K D, T X — PR TE & po3 R
FA A9 40t H R T DAAR G A BB, (HFE p53 itk 250 1) 240
Mirb 22k, 478 DJ-1 fef% T i Bax KV JF HaxFhig
715 p53 B UIAH O, FRATT SO B R A B R L
DJ-1 Y235, 45 R IRMTMEE R BER DI-1 89 F i,

Bax Fik k2 1, 7 HLX B4 AR T p53
HIAELE. R RSN Pulldown S5 A P Y fo 8 M350
TSR, AT R B DJ-1 BEMSFE AN IUAZ N5 ps3 1Y
DNA %56 Xk & C Kol B 254, # F ki s
FER IR A5 R R DI-1 GEREHI il p53 £F X Bax 1Y
BRI, X g SRR, DI-1 7 40 A% i i S
p53 454 ATBER N E] p53 5 Bax & T4 4, T
PE p53 X Bax A% 55, Ml I 08 T3 L T &
FEHHTIR TR AL AR )2 . 3228 SUMO 1R s iy
ZARR DJ-1 (K130R) » D20 i AZ N 4 A7 32 41 i I
IR T T I Bax, BH 2 bt K A% il 8005 B 40 il
P53 B 5% IE M SR T 00 BE 1. X s g R R OR,
SUMO &2 DI-1 TP I8 T B il ps3 Dike
(R AR A, T DJ-1 (0 40 A 2 (o7 A8 KT T
ML P 2 A EE R

ZEA VI EZERIATAT LA, SUMO 1619 DJ-1
RERSUE AN . 5 po3 5 AR TRE T T p53 5
Bax JH S TS5 A 30 T p53 XF Bax (%% 5%, =
R Bax H 7K A BT AT 30 98 T 38 1 1 BEL 7. —
H DJ-1 REEBIEH SUMO 1k, 4 v B8 76 41 i
H, IO AR p53 454 A RE R IEXT Bax
R S AT L L 4 i T2 R PR T Y i
2.2 SUMO HEifxt i EHEMEEHEELES

SOD1 F&7E 14 By =2 M-

WU 4 I 2R A AL GE (ALS) J&—F i Wi DAG
BE T ALE 3N 2 0 B R s sl o0 kA sk R
RAR R FRAE B 2B AT, B 5% ~10% 1Y
ALS Wil 2 B T FR R A% TR 3% T 1Y) PR A A T
BT AL IR 25 45 I 2 08 A0 AE (FALS) , Ho, 204
20% (1 FALS 2 i T 4 5 -4 5 481k 4 15 1k 1l
(SODD) WA & A AR 5 | A 1Y L i85 2/ R T
114 SOD1 £ 1R 48 5 FALS A, i s 58
DI RERAT PR A EATEF 5248 /) SOD1 HA
BEMEAE . A8 1Y SODI 3 F 15 A& i H 2 1 v 25 21
H 3 i SR AR TR B TR L (R LSO ML ] DA B 28 AR
T R AEHL 22 4 i A BE WA 3R

HTHRE FALS £ AR SOD1 Y
SUMO fhf&4i . 34113z FH 4 8 2 T 3E Jr 1% A oh
SUMO 1L R, &3 SOD1 RE#% % SUMO-1 &4,
HEH ARG SUMO-2 Fl SUMO-3 4. ¥ SOD1
HER 75 AL R X MR ST Y SUMO B 5 548
MK &R I, SOD1 W 52 4 A BE 5 8 SUMO-1 &
Wi, S8 2P B AR QBRI PO i
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WA K& M, 22 SUMO-1 &M J5 o B A 7 28 A5 Y
SOD1 FTIE i L% N SR A2 ¥ 2538 hin ., 1 5. SUMO-
1 BEIE M 55 & SOD1 FrE i R % I, 5 SOD1
FEAHAR PN R AR A e (v B 4. sk — 2B
R TR CCHXO LA 1 38 A= 85 1A A B ke
ELA R R IS SUMO-1 1] DAES 2 B
AR ZEAR Y SODI 1 AN 5 P e, X B 45 F 4R,
SUMO-1 %F SODL1 7E4f 75 1o #i 2 % (1946 i il g 2
SiE¥E SOD1 By P LA K BB 4 i IF 1l . E 1 Al BE
X SOD1 248 frg | A2 iy FALS W & 7= A= 5

3 ZERWUEIHEERE/mN 3 BT

£ it v o A R AR T AR T
BE AT E TR R E AL A
R T BEAAE A T 40 A R A R 5T v 2 20 A Y B
BRI MR UK AR R L IE B I 00 T 44 5 240
PR T 3 P A. B AR B 10~20 ASANIA]
B B h s (R R 25 2 &Y. HA 2
o JUAC G ) 5 A

R IA R G5 2R 17150 % VA
KL AR A RIFTE 2 B LT B — Fh A 2R 17 9 0 AH
K AR FRE 1) E3 S H2 M il E3 #rid Lz &
bR Jf 38 o 2 AR R GE R iR, LT E6-AP 2
SCA1 K ataxin-1 #Y E3. dorfin f& ALS #15¢
I SODI Y E3 A5M21, 25 i 2R 17 PR s 48
RGN AL — LR IG R H—
Fhok Z MO I R AR5 . X i 4
U T 5 R R 13T B B IR B-sheet 2515
£ X SEEERT B 5 i IR AR B AT e HL A A0 i
e IR R Z F AR M), O FLAT DL 42 6 )
P 5EARARLS & RERS] & 8 A B 0 B 05t
JEG R ANMAE T R R 22—, 78 = 2050 A A , B
MREFRANM R B AR TNTZ R R A RS 5 f 7E
—i. FEMA A AR GAE T 2 A RGN RE IE H I B
FE R S O R D R 2 R RE s £ 0TFE T
()R 2 —.

Machado-Joseph %k (MJD) , X Y AHCAHE /)N ki
AR 3 Y, R g R Mg A L L —
PEAT AR 2R A TN, X Pl B AH G B T ataxin-
3 HAT C K 2 RAGWEE (polyQ) IRHIE. B4 Y
ataxin-3 B ZBEREE B TE 13~36 N2 [0, RAZ )
ataxin-3 AR IEEH &£, 183 40 4~ DA L.
AL ataxin-3 I WA G A, A 5 B i

R BRI AU AL — 28 B, R s B
AR AL, LR A b 22 3B A 1 5 B0 £
HIERAE—E BRI S 1. XL REYIN N
X 2 H B A B 0, FT LA R A A R , B 28 40
MIRZET. FE ARG U0 7 B b ataxin-3 FTIE AL
(R IEFIZ 3R S BRI 27— 1,
XYL ataxin-3 AR AT AE 2 i A A A 1) L H
KRR R IR AN WIHA. 26S 25 H B 73 %O
DX (20S) R 19 7.2 (199) , P4 15 5 AR Z /Y IE
FARL, BT A A IR A F TR R T YDA
X P ANA B ATP B IE A& A, pa5 il e
Hr iy —14

FATHER I K PR, ataxin-3 RYREAR A pds A
ORI, FFHARSMES & RN o2 L TTTE Y S5, FRAT]
UERH T W AR BRI ZEAE R ataxin-3 #F AT LAFI pd5 A
BHAEES G X U] =8 Z [ W] e A — o AR BAE
FH. BT R B0 40 o B G S B0 FR AT T ML ¢ ) 2 AL 5 T
p45 BRI, FIR GO E A ataxin-3 40 il 19
YOG R X UL pa5 FTREA JATY ataxin-3 B
A INEE , western-blot 455 7R 1) &[] — 45 5, 31X
— PG IR AT LA B A A B0 MG-132 il
(). RSN i S R REUE R 13— 2598  FEAR AP i
FIRZ A A 40 M 2% W, ATP, LA K ataxin-3 Fl
pd5, FATERIBEE A pa5 I, ataxin-3 1)
BT ). Ataxin-3 1E R —Fh i 2R 17
o £ T RHCA A 22 3R AT PR AR DG 2 LA TR 240
LR, JUHE A 22 FA% S ok g 2 1 — FE A
A polyQ M ¥ J& i Bt. 11 A alpha-synucluein,
SOD1 KA K &4 polyQ Y ataxin-3 A C i Wi 5 pd5
bl IR & O T RE AR IS X U] pa5 X
T ataxin-3 B 5 VE R FE R PER. D34 ataxin-3
AW A B = A R 98 A 8] 19 22 8) Ubiquitin-
Interaction-Motif (UIM) , il 1 iX 2L D) RE X 3 ] LAAT
AR 1 73 2hRe. FRATHPFSE R, 7E pa5 P85
ataxin-3 [ fif 19 1 A2 v, UM X R 25 3 2 19 4F
FH. 24 ataxin-3 SRS T30 6 XI5 AN BE#E paSs BT
S,

J T HE] ataxin-3 F pd5 BUZEA 07, FefiTH
T N Al C il ataxin-3, AT AP ataxin-3 A9
N i 1~133 2 F R AT LLAI pd5 454, i C i 2
e KRNI N ataxin-3 5 pd5 H45 G S AE
N .

HT pa5 SHEARE EHALLDSBA ATP
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TEMER A R TR PEAR  , FRAT T e B T A LA ATP
il IFXT ataxin-3 AYREMRAE 64T T0F 2. AT A
HA pd5 Xt ataxin-3 HA P FEAE VR, X ik
BT AR 2 e Aot AV FH R S 19,

i LAV A5 e A L B ATP i
TEVERYEE 1 pa5 AT LR S PEHAE 3 ataxin-3 ) 2R
F R g X R F i 5 5 ataxin-3 N i 9 B 4%
GEAHATIE HARE T UIM T fE X 500, 3 Fh
Al B IN E ataxin-3 AR FRINAE, I H 0 E 1R
PR M. X —ZIXF MID R BRSO & —
3 B,

S Z B BT Y I S A R R 2 IR AT PR
R R HE R B A B A L 2 0 3 ) B 5 A
FHE RN TR AR A B S, (E o SR R A B B, E— 2B
ATV HAE ML A Bl AT 590 1 A AN
KINAITIRE.

4 REE

MR AR E A BB iZ 5 T
PR A R F TR BIFFE 45 R AR BRI
AT BE LG 2 P SR ABAS B X 14 A A A A B
AV FRAE AT i — 20 A RS R 25 o o 7
AR E A, I A I S 37 B ) RS S PR
L6 B B SR I AN S B
(8 K R e e R R AT SR TE TR # . X s
SE (VL FHE [ PR IR R R 2R I 7 HR A — MR
T SR BEANT
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