PERESHE /NN MEE B S HTR @ ataxin-3 & DEE/ER

SERFEE WHE—D
HEHEE
MERRIE—BR Y

MARE

hFESE Y, FARZE Y, AR Y, HAE— O,

Fuh g Purkinje MRS (Yo LAY R 75 BESMNRMEMEPD) Tk, ERMEEERRETHLE
RES PR /M e B P RRIC S LTn 2 T RS TR H 2 0. CoNREHoBEIRICE
73 EPFERBEICOVTIR. THRRIZ V. SEIRER. JOEEEME KM ERERF ataxin-3
LOMCHEEAERY I L E2HESPITUE, FHESMNNEMERERRIE., ERRRTERR
ataxin-3 EOMICHRHIFEMEOHEMERAEN LT, ThSOEAOMRT L #%IC BT 2 BEICHHNE
AETRL. COFRERFEEMEER/NHEME scaA3 DRBIZES LTWA TSI H 3,

FHREW

1037 > B 75 B P I 40/ B Purkinje MREZHEAR(Yo
TR HERT 2 BEEH DMEEMEEPCD) T f
FOEEMN L HE2Bic£E % PCD BEHE
N T DT RUHI B RS DI L2 REIS
BENREDORFCESLTW AWM SHEEE h
TWb, RBERIOEEEHEEERR E LTEE
EBWTEHRRMERORD TH DM L NHO M
ERRICEENICRELTW PCD BEHREA
ped-17 %, PCD BEHMEEHNWTE /MY cDNA
Z472) L0 aE BELE. TORREHA
OEPRHEEET DO WTRIT B1ToT &b, &
EAEZADZV. COMENREAOENEN
HEe R fEHT 22 L, PCD DOFEEEBOHR 5
3. DB R BO SRR A OB B LB S
LTWDAEEMDSH 2. REFEDOHETHE, O
PCD BERREHOEMENEEZHEO ML,
o/ DREMERL OREEZALIICTEILE
Bf: LT, ZOPCD REMEREED LGN
BRNREEEOR BE~OREMIHTh TN S
B H ataxin-3 EOHILMERIZ DV TR 2R =,
1) ERERKFEMHENR
e H ®

ERR O &3S Two-hybrid & GST pull-
down ¥HEEB\W. ] Tl histidine W& beta
galactosidase {Ei4, #%E Tt Western blot 12 THET
L. BEARTOEHAORRIR
DNA ZHHBREER <7 & —iTflataz, c0s-7
Mgz )R — AR K BEFHAL, GFP H
Wi Flag RS hEMRIGEAEREASE,
REHNREERL ARICHARMBETER U,
CREB 5 cis CRE V¥ 725 —HE L H—
F—TZAIFREHER7SRAI FEHAIINB1
MEICHBA L, 48 RIS 7 =5 —EiEl
ZHAZEL, ARCAERFHEALE renilla V¥ 7 <
S—EEETHELTHB LE,

WRER

EREE MMEBHRIZBITD ataxin-3 OBERE
Jrn—FivgidE 119 ERVWTKRET S L.
Purkinje MIRZIZHWTIL ataxin-3 IZHIAREI AR
WHERLTED. 20446 PcD BEHUR ped-17
E—HTZ, 2O LHH, ped17 EIEER
ataxin-3 & O S LB} two-hybrid ¥ XF AIZL
Sl LI, GEOEADERRESR2E
7o & 51T ataxin-3 @ polyglutamine A EHE
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FEEBITWAEEREE aaxin-3 Z2O2WTHREERIC
ped-17 ¥ DEAEEER two-hybrid IZ L D RET 5
& EHH ataxin-3 &b histidine BtE oD =—
OHEZBELSPIZDORWLOD, AEOHICER
REEEERDE. Pod-17 CEREHLIVWRERE
ataxin-3 & QG GSTpull-down HIZ X > T HHE
FE NI, & 5IZ, ataxin-3 O deletion mutant % F
WhETid, ERE ataxin3 @ C KigLD 26
TR BBREERVERE T pd-17 LOEEEE
BRI LRI, —H. aaxin3 DN XK
L b 220 PI/BBREERVWEERE aaxin-3
@ fragment & ped-17 L EEDRESERLES K
2R ataxin-3 Tl ped-17 EEERS MR VER
BEshiE.

EFEMBECEER ataxin-3 BEZNZTHhEMT
ERAMICREREE L L, WThOD ataxin-3 B
PICEET D, ped-17 BEMTRBEZEZ L, H
REAOREBEICBELTHEAIET T2’
2\, EHT ataxin-3 % ped-17 L HICRRTED
L ataxin-3 OKBAE ped-17 ODREL—B L TH
BEAICE EE->THRETIRLERDE.  —
#. TR ataxin-3 ¥ ped-17 EHITREEI B L,
—E&30 ataxin-3 EH I ped-17 OBE L —R L TH
REOHFABEICRBET 2500, KEBSD ataxin-
3 BERICETULCRRTIREPERT L.
Ataxin-3 O N ER&EEHP S 220 PI/BERVLE
fragment EHERERT2HAEHARBENIF—%
Anwadi, EFHE, ERELCHBTIEALLE
BIHEANTORBESH O LH, ERE ataxin-
3 O fragment iZFFIEW Tped-17 LFEHF—BEL
TEEL, FREY fragment & ped-17 OHHEA TR
ped-17 HHRAABNIILEEDIINL, KR
Zl ataxin-3 @ fragmen FHEW~FITLTHRHTS
ZhERI Mz,

= ataxin-3 & ped-17 OHAEAAIZ LS CREB
GERMECHTIEEICOVWTNBIHRERAWT
ML E I3, E¥EE ataxin-3 OBEMOFERIC

&% CREB #EHEITEERT, ped-17 LHITRRT S
Zxizk b, CREB EM0 LRMHRBNEZ — A,
EEB ataxin-3 % ped-17 & HBH L =1EA.CREB
EMEIZEERR ataxin-3 & OILFE L AEEIZHA
ARCBWERNELhE.

ER

PCD BEEMRE AR ENTHEL THB D
HEURSOMEARICIEWTYDL S Edm2
FEEIZ DWW TRTHRANS V. LELRDS,
CHETOREOTEBRL XAEEOMRBR L
b. PCh BIEHFERREMEAOMOMREE
HEOHEEREM LT, TOBEZERLTWY
BILPHERINDZ DT . SEORRT PCD
RERERREOMBEMRALESL PIZR-o &
ataxin-3 . BREAGEEGEMTH/DNEMSE
SCA-3 WO /ML EOMElREECEbL S
ZrRTTCREHEATEY . TOESREER
EHERAZRTI LI, Z OHRRE APEHD
FAEMEE D NIHEM RRICAS LT A EERLS
HBs SCA-3 Tit. IEED ataxin-3 [ZFEMIE
MIEOMBFICREL TV DA, REE ataxin-3
TIAERDOBANE T T2 &5, T ORERS
CEERGEHERE LTWE IEHERSATH
%. PCD BEEHURIEE FREMEOMREIC#FE
LTHED, Tk, L8R ataxin-3 OREL—RT
%o BEF Two-hybrid 35& GST pull-down &2
&b, PCD BEMBRNRRIERE E ERR OIS
0 ataxin-3 LEET B, Two-hybrid FIZH T
% plating efficiency & 0. FESOEMETER
Blz~T2RYETRENWEZERI 0N 5. i~
DEGFHAZLZEORRAOERNPS5S, PCD
BEMERR L BRI EZ L. EFE ataxin-3
i EcHBEEBWTEAL. — A EER
ataxin-3 BHEBERIIBOLWTEIIZIIERTAIRS
PERE . J0OPCD BEMERER OB
DEMILD, EFEEEREY ataxin-3 DHIEZA
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BB EDENWEE DD WTE I idN T
Hh, FARFICEEE ataxin-3 BEH~BT T4
FEBRATA2LHTESR, 5, BiFHMk
DErSE, ZTHE ataxin-3 O N XK 220 7 3
JEDBRINERR DPERE EX SN TNEH,
EERBECEER ataxin-3 DR IZBWTE., X
DEBEEGOEWIEETHD. ThiTHEWHRERIT
LEBECENVLHETHD . SEOBZOWMR
R peD BEFEHEAVNBEHDNNEMEDR
BEFICHERRTHRERMAETHD . MHEHE
HEDOHRBEBFEEILILTEETHILERXS
ha.

e

PEREEENE /DA AT AEBEIAR X, ataxin-3 LD
MICHEERZR T, EXFEREFEREY ataxin-3
LOEICAEBSHEERER LT, SCA3 OFER
MELTWa IS DS,

i35 ¥4
&L

MMM EEDOHE - 8RR

KEErEL A L
EREFEERRZL
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EARMEE D H BHLED o —enolase IZBIT A
PURGRR I OFR R

SWEEE kE WY
HEREIRFIEE  EEHEIALY. FNEAY. U BY, &k 'Y
ETFEERY

HRES

BABIER., BAFRBRIZE L2 HCREERET, FIRBEEETE
WD SEEKIERGE L IXB O C R AKBTH S, BREIE, KRE - W{%_ﬁ
R, 2704 FRIGHEIZE>TE2ENDD, BERBELETHD1H, 2B
BEBERZEHEV, TORD, REREEMLRREI~—I—2IEash T
%, AIEE, BCREBFVPRBEICEETHIEEILONTEY, TNETOFH A
DRI D, HEEBICHFROLECHEOEERHLN L2 TS, &5
W2, TuTAd I AR ERAVT, RERFENLEPOMENESTER T HE
DS a —enolase THHZ &AM U TE R, FEEIL, a-enclase D
DT BTFERRRENL (epitope) ZRIIR L. TORKE, BELBEFOEHOHE
[, a-enoclase M NEIRRMN AT E LTERETHZ LBRLMN -, F
7z, a-enolase DEBRHKEMN, MERTICEELREREF O L LK
S,

HEEH HRAE
INFETRELIT. BAMERSE 1) KBELE MEIFRHRTEERZ
o, MBRHEBICHTASECHRENRE B2 e-enolase DEEFMFIZ
ET3Z¢E2HOMILTERE, & XN450IEHEERET oy FTH
iz, FOEMREEME LT, a- BRIELEL
enolase & FE L7z, 2) 43¢ EDT I /B DRD a-
LEEFIL. X 5HIZ, a-enolase @  enolase & 3 HEL (N RIERIRTL :
PURRSIRINL (epitope) DRREAT  1%H-157F, HMEAL - 148 E-304

=Y (o &, C REAERAL : 246 F-434), *
NENOENLO cDNA % . His-Tag
D EH#HRZEEHE_AR mAeERE LTRETATZAS

D BRI REENERERS FEDE FA7 & — (pcDNA3. 1) A -
3 EIrkh - iR v & — PR AR T2,
LS SRl 3) TNOLDFHMABIZ T T AI R
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b MEEFEFA (HEK293) IZ VUK
T I FUMRICTHEA BB &,
REED% His ¥T7LZ2HNTH
fLi,

4) a-enolase MOEERAL (N K&,
IERAL, C Kim) DAL ER% 12%
SDS-PAGE D%, 6 BIOBAMEBE
Mg, 17 FlOMEERE EZRVE
AIREEMIE, 25 BlOREE MG, 25
GloEBsay ha—AmiE (%,
BER, FEEESEEEE, 28
MRELIE, EEMENE, vel=
v I BEE, MLERE, 7oAl Y 7
/b ¥adRE) FAVTRES
v hEITV, FMiEDH a-enolase
LIzt 3 2 S i B & Fe g et
L7,

S ES

1) a-enolase O N FKIFERLIIL, 6
Blth 5 BIOBARMEBREIZERIZ
Bl (5/6, 84%), 7=, #E
FER & b 2 VWS AR BE ML I
RIEEAERIE Lo T (2/17,
12%), 25 BlOEHE= L Fu—iAh
B 25 BlOBEELFITIIRIEL
o,

2) «-enclase OHEEALIT, 1B
AMIERE M. BARBEE M.
EEay bu— 0., BEEN
HBOTRTIRIE Lo T,

3) a-enolase @ C R¥mERNLIL. &
AREERF MG, BAREE MLIF.
FEEay bo— /L MiE, BEELE
OFT TR L,

4) KIBHE & b MEEMATREASE
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=4 «—-enolase OFFEHEIZIX, =
NED ST,

fsim

1) BAMEBREOQFEFRITIL, o-
enolase @ N FRIREML % FFEAIC
BT HAIENELMNERD, I
RZEIRTEE L 2o Tz,

2) £FK a-enolase IEBFBFEMIZZ
LNWZ EBHBLE,

3) a-enolase OHFEIRTIZIL., FIER
BIEHNREET D Z L ATRB IR,

Xk

1) A. Fujii, M. Yoneda, T. Ito, O.
Yamamura, S. Satomi, H. Higa, A.
Kimura, M. Suzuki, M. Yamashita,
T. Yuasa, H. Suzuk, M. Kuriyama
Autoantibodies against the

amino terminal of a—enolase are

a useful diagnostic marker of

Hashimoto’s encephalopathy. J

Neuroimmunology  {(in  press)
2005,

2) EILES, BEFEASL, CKRHER : BA
BAIE D BRI &, Annual Review
%, HEGER, HEEA, 5H
B EAKER, SEAR R, T4
E¥tt, HIK, p221-229, 2005.
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