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1. &I

i A %5 B (liquid-liquid phase separation : LLPS) g,
0154FETA DL AEWFEDO BT TEACHIZESINS L)
Y, TOFEVEBAELRVTWDY. EWEICBITS
LLPS &%, % v 237 BB (BHE) ZEHEAZERICSE
WG, WEAEIRE AT 80 () &R E ©FF
5 2RO ZMOWER NG %8, ERGT
DKREHATK EMD & D 2D DT B AN A 5 B
WRVWHRTH Y, BERRINR Y 7 F IV REOR R &
BFEFRAEMBGICH LT, LLPSIC X 2% 523Kk
THEHEENTWS., JEIEy v 3289 L, $2135 >
28T G E ARG T OGN T A EAEH ORI X 5 T
SN, 7)Yy EDT I ) BIFLIET§ 5B
PR T GATEY VXV EDPLLPS 2 A LR T WnE INT
WA, EHNEG T TIREETERT 58 Y8 B2 iy
5L EHMEEND Z LIZMENRVWTHA .

—} T, LLPSIZMREEMREBRIEICBITZ 5 37 ]
B - A~ RSN Tw 5. fiRRAMERED
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LS, F NN EOEEBEICBWT, KRS Y7o
WHDs T ML L, ZO%REEIT 2l RESh. 7
WINAR—IEDRR S ¥ 87 B & v R R AL
FED K 7 > 7% 7 B FUS 7 E 12 B W T DS B Y O Hi
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VBRI T AL ED STV,
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2. REDOBIEFE

LLPS O O FHITIE, BT EOGHMEE,
FHIENMR A —#RICH W SN 5, SO T, Wiz
WS % 5 o8 BITHOU T - HO6Y Y B R TNV
LU, HHAEC D & TNMEENT T VX7 B H iR
VAFTES 2000 TRV EOEASBII SN 5. b TRIKE
THY, WHOFLEZ ML ODLIENTESL. L2L, I
NS NI D37 L BIIITE v, ¥ U8 HO
SRS O NV, T T B L TY Y7 ED
REDOWEDEAT S, HREDREERFFD., TDI2DIT,
Hiy s v 37 DA DG b #06T AL L 72 R R
5 DO HEE, FRET (Forester resonance energy transfer) % F
Wiz H YT B OREETEMONAT, SR 2 2 R AR ERIC
L 50 FHRIMEBEEHOBRE R L, flie OHEALSFN - WY
PR HAT & ML AE DR D Z & THED HE L OIEHRAE
LNTWS. oL, 7Y /87HD5 NI & 5B
MZALDRESE ) LTd-oTLE ). ko k)i,
LLPS D13 7 3 / BEFRILH CORBMM TR, Bk
PE-BOKPEM BN, w-aEAER, A F 4+ Yo HAEH
REDFHOCMEEHOBANC L > THEET 5%, 20k
DI, FNALT B 2 LTI TFRAHEAE R O - A%
LU, WHOTEREAZALT 2 W REMEA D 5. HOL Y /X
ZETTNMET B LR V8 BT T O & Bl
WLTWBZEIZRY, HWY Y EEHABEORE S
DHOGE ¥ 737 DS, WIS AE N 282 525 2
LRTFEHY ZLHETH D, WHOMEE O E 512
X, INNVT)—=TITH) ZENEETH .

F 72, NMRIZ X BN 7 > 28 7 E ofEsHI <,
NMR F 2 — 7 O H T % & &I 2 ZAHOWE 5
THES TbN L. HEHEREGLIROANZTFETHS
bOO, H—GHORETHETELVWRNELAT S, %2
B REE %2 572 2\ 72012, A T o EHI S NMR
TRNEETH 2. BMEEE W CHE—HORE CTEHIIT
UL, M OERSBRINTE, &b EELMRAEH
~NLEFTE S,
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3. S EEMMEE

ZIZTHRAIE, TN T ) =0 R ORE THE
FTAHLLPSOPHMEFLEE LT, I~y HMEEIREL
TWwWb, I3 UHELE L —F =z pHcigs s 2L T
B SN A IEFEREDETH Y, iRl —F—HKL I~ v
BEDED = AV F =B O G FIRB O = AV F— & —
BT 5. ZoI~ U EEDEER SR L, B2 Bt
LOIANF—DY 7 M LTTay b9 528 TilE
WHTOWRE) (5<>) AXZ MABRELREY. F< v
ANRY PVIZBWT, I3 VEELSEBNICH 255 F0
WP, ARZ P VOE—=ZfIERE—27 ¥ 7 bS5 T
RO FRAMHIIER % EOEHRE I NV T7 ) —THEZ &
HTEL. Hf (CW) L—F—2HVEEHD T~ H
W, EOMREOS N - MIREORLRE VS NE
B i S m BT & EARMIIE R —CTHh 5.
HOIRETOM 2 OFHET, pH IR % &0k 4
T L SR MEZAT) LA TESL. ikl —
PO EE U CHRIEHER 5 2L 2 Wik k%2 v
22T, BRI L 2BELRELIMME LI LN
T&5%.

T2 LT~ VHEMEEE H W CHIBBNBREE, RIS O
ARG TR EREP O —ITRAE - 7281 (5T
MEBRED) Y O RME DR Z D TV B H, LLPSIC
X o TR TS % 0 b AN — 73 55 F KRB 0 —
DEARLTIENTES. Z22T, 7% VHEMBEALLPS
WFZEIC BT 5808 - NMRIIED R A Wk TE 58T >
VX NEAETAHIEICEHEE L, LLPSHIZEICHY i

Bo7z.
4. ATXN3 D& ERIER

AR TIEEFRLE L CTHlE LML TRED—>
THAH~YY ¥ N+ Va3t 7 (Machado-Joseph disease :
MID) DJHE Y ¥ /37 B THh % ataxin-3 (ATXN3) D
DT & T~ v B % F v CH— BN OB E
i, WSROI, WM T A Mo o [ E %
To 2k RE2RMAT 210", MID I3 3853 NN 22 1
JED—FETH Y, ATXNI OEEDTAE L BRT 52 L8
REINTVDE Y, ATXNIFCRMIZZ V¥ 3 VRIS
AL CRAT AR QM (polyQ) #FiH, polyQd
HEMESATXNI OFEEZRET LT 25, MIDIEAR
VIV E I VHEO—DEENE. KA, ATXNIDMBO
PR VER BB Y VX2 H L MR Z AR T 5 2
LWL MBNOG T REERE 2 R T 5720
2, BAaToR)FL ) a—) (PEG) EETF
Z+5 Y (DEX) 2279954 v 7HE L CTREERIC

k4 iy
g

X1 ATXN3 O W%
(A) ATXN3 % O MR E% () &R $ 5 908%(F). (B)
ATXN3 i OB L. Z oW RA T 5 £ 95 328
hp'o,

hv Raman

NSV BE

3600 3200 28001800 1400
S om”
X2 ATXN3HHD T < ARZ ML
W (CREMY), s ORER), B LU DEX&HBER
W (W) OF< Y ARY MV EITHOWREE. + OfiE T
TRVARY PVENEL TN,

Iz 7= NEREREEZ HE L, ZOIZEts - TR
L72ATXN3 Z IR 5 &, WA DR NI O Abfv it
Bl E i (B1A). T oOfEHEIE, B L2 EHN T
ATXN3 SR E CHAET A L ER LTS, BIL 2
AT EEZ Fo 2 L 3N &) LoRG 7 il s h b
L THEETE D (KIB). F 72, polyQ % FRy>72 ATXN3
DEFARTIIEHVBM E N2V 25, HHEEICIE
polyQASEETH 5 Z EWbh o7

5. ATXN3DKFE NS < L BE

ATXN3 OF# &2 FH VT, I~ VMO WIS I
WO L7z, BEMEE N T & W, B—ioW
MeEAMMD T < v 2T FVERIE LK EZ K2R
T. 2959574 v 7HE LTDEX &\, DEXD &% &
UREERD T Y AR VB TRL TN 5. HIH
P& AL o 5 TEUANE U5 3100~3700 cm ™' 0D 5 JE 0D R
70— RNy FiE, KROO-HIMMHIRENICHKT 5. K
WAL T A SN 52900~3100cm™ D FR VN Y R & 1400~
1500cm ' DFGW Y ¥ — TNy FOEIKIE, DEXDAD
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fli e OIEFED ATXNI Y —BHD T < v AT MV (E) L KD O-HMPHEIREI N Y FICH$A5ATXN3ID 7 I RNV

OB EELE A TR L 72 BEERR AR (7)1

BB DT~ Ny e —3 L, DEX® C-H{Hi & C-
HEMARBICZNENRRTE L. EB, R0 ARy

FPVIEDEX DA DKEWEF—TH D, ATXN3HRDON
Y RSB,

WEHND T <Y A7 PV TIX, ATXN3DT I N6
OWENIHET B 7 I FI2N Y FA51660cm ™" 12 BHIE 2 81
W, FFHIM IR THIEN TIEATXNI ASE 8 12
GIETDHIENII VAR PSS HMHRTE L. £
72, 2900~3100cm ' & 1400~1500cm ' ® C-H i} #§F & C-
HZEMOHFIED/N Y Fid, DEXOAD ARY F L& F 5
AR ERL, PN L 72 ATXN3 O ADKERD T
RUANRZ PV E—=F L ZOREIE HENTIEK
& ATXN3 O A DB E 1, DEX BB FL LT oK
ECTLPRMANICHEELRVWZEEZRLTWS, MEX
D, I UEMEE VA ET, WiklE DEX ASE N
POPERESNLIETEKL, WIHNIZKE ATXN3 O &5
LR END Z e 0bhAh. PEGEEALELETHLH
BoENEON, 799571 Y ZHIPERENZET
ATXN3 DEHAITEDL Z b oi.

FUNRZEOT I FINY R, ZREEICGETE—
IMEDPEALT DI ERHMONTEY, an) v 7 Al
1649~1660cm '12, f ¥ — b 1X1620~1648cm ' ¥ 72 1
1665~1680cm ' ICEM SN B Y. a1 v 7 AEDOEE
MREVATXNID T I RN FIE, #E2 B L vk
ETIEM1660em ITEIZE S, I E R LT B
BEOZALIZBI SN o7z, COKE,S, iz K
L7z2DOATIE, 73 FINY FOWEBELRZILSBRI SN
FEDZRIEEZLIT RV E VR 5.

6. ATXN3IREDEREEE

EHIZ, I MBI HCTHIEND & Vo8 7 GikE

ZIRNVTY)—THETELZ EE2WELL. T~ VL
FHOG L F U HmE A NG LTB D, WEsRs (e
OAEF) X o> THEDPEALT 5. ZO720ICREERICIE
MRS X BB EGHET LMEFEENLEL 2D, £
STEAIF T A A=V Y IR TEIEI S NS
N KD O-HHHEIRE /N > F (3100~3700cm™") 1275 H
L7z, KHPOKDUEE (FE) 3EbOTHEL, L0
AiBEY —EHEELIEDNTESL. 20D, HiHD
A X =T ¥ 7 RER IR IZBH S 2 A O K D O-
HAHEIRE) N > N 2 @i & U TN o 2 > 87 o
5 < VERIE DM & AT 21, WEIHE D) RS A MR
L, WHHND Y Y37 BORERZ EbOTERERL, 7
NNV 7Y —THIETAHIENRTESL. O-HMWHEIRE) N >~

RTINS - DI E S CMEEZITH) T AT
X, F72, ERo X528 o8y AR R S 22 i)
W EEZ VL7012, LROOREIEMHTE S, Ih
LOML IR VEMEEEKRKDT T N FETWI TN
T —REEROFNE LS.

MR E R TIX, KO O-HMHHIREN N » FIREIZH$ %
ATXN3ID 7= VIBEDOREMRZH O COIERL, £0
MR O CHIIENO 7= VIRE» HIREC R 21T
AL O A TIE ATXNI IR 2 TR L w2 & 2 FH
LT, XFEFRBEDATXNIOREBEBRDO T < AN
7 P VENE L2, KO O-HMHEIRE /N > FEREE 25}
T HATXNIDT I NIV R % ATXN3 EEICR L T
Juy b UBREREH (R3). KIZ, B o Nl
MDD T < v A7 MVEIIEL, WiHNO Y 878
REDOWEEZIT - 7. WHY O DEXIZ X % O-H i3k B)
N FOEEZ, DEXx GG tET vt~
VIREA BT A Z L THIIE L7z, 100uM O ATXN3 i
A5 A L 72 P O ATXN3 DFEEE I, 20wt% D DEX O
MEW P T127+13mM ERD D T EHRTE, ATXNI A
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WIHNTI00R DL LIS LA 2 L b h ol Tz,
20wt% O PEG O fE @i il 1 T 13.6+20.6 mM & %2 ), PEGD
TEEE % 30wt % I X B &, I Y o8y HikE D
15405 mMIZHM L 7=, Z O%EF13, B OGS T- I
B2 & o TN O ATXN3 DIEENELTH I 2R L
Twb, FiRL72X951, MREEREDOFHIEICB VTS
YN EDOWITEP ST - AL T 2 ETASRESNT
W5, GORRIL, T RMEBREOZEAIC X o THGHN
DY NI BREPEALL CRIBEOWIHAEL, Wik
LAV - BHEICIERET A W REE A R LT\ 5. BB
BEASV - RHEALD b T — & R BT RS D B O
WPk - BERE OB B TP OMIENERSEE & OISR D M
AT HLLEND L.
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