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Postural dysfunction in spinocerebellar ataxia type 3 transgenic mice
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1C2, expanded polyglutamine

APAs, anticipatory postural adjustments

BF, biceps femoris, K& —GA#S

BMI, Brain Machine Interface, 7L A4 >~ A o H—T = — A
DSCT, dorsal spinocerebellar tract, 5135 /MK 1

FES, Functional Electrical Stimulation, F&&E# 5 <RI
GA, gastrocnemius, HERE %

HA, hemagglutinin, mEK%EEE 3R

P, postnatal day,

RMS, root mean square, 2 3 -84 7R

SCAL1, spinocerebellar ataxia type 1, F i/ MXMZAMAE 1 Y
SCAZ3, spinocerebellar ataxia type 3, F i/ MM MHAE 3 U
SCAB, spinocerebellar ataxia type 6, F /MM 28 ME 6 &Y
SCA3Tg, transgenic mouse of spinocerebellar ataxia type 3, HFHi/MMZEMEIE 3B K Z7 2 A
= IV A

Sol, soleus, & 7 A}

TA, tibialis anterior, RS E 5

Tg, transgenic, N7 AV =y

VL, vastus lateralis, S/ #S

VSCT, ventral spinocerebellar tract, FE{RIF /MM S

WT, wild-type, 1E 7 B



ELIE Fm
11 /MBS

HHEAEICBWT, Foxld, &8 %2 L5 - I TIEET 2 - BET 5%
BEEL ST VATO L DI T2 TS, LinLARi s, Zh b OBIEXHFReRROEE
WXV FELLSEFESND. PAAFRER O T T/IMITEEGIE R L OBATHIE, 512
Z 5 OGN 2% E & 72 LT\ b (lto, 1984; Yanagihara and Kondo, 1996;
Morton and Bastian, 2004). 4% Z28{E 41T 5 B, LBHHIENITES TEIRORWERTH
5.

/NI BRI 2 < DSEATRFGEDS, /MM OGE N HEE R REEE L 27
52 &R LT E L. SR BT DAEE, RIET DO £ 72 13 S AR EH OO
BNz AW TR S T & 7o, MR BERE L, @FF LN TRETLOEN
(Mauritz et al., 1979; Dichgans and Mauritz, 1983; Diener et al., 1984; Diener and Dichgans,
1992) B L OFRELEUROZEANL (g et al., 2009) A KREX W2 EAVREN TS, BIE
LB OO JE B AT 21T 9 LML 3 Hz i\ Y — O E— 7 B S 4,
Z DR DRI Z I LI RIBR SN — T DEEFEORRIZLEZ DN TND
(Hayashi et al., 1997). F£7-, Ko@) & 23 TE 25 E %2 AW WFZEIZEB N T, /DK
EBFITREE LD bEBROEE A REN LA I TS (van de Warrenburg
et al., 2005).

SENEREDANELIT K 2 SOSITB L T, /ANMREEE 2 W 5E03 T o T
W5, ERE 2 8 TN B0 RITYAAL S, BOMEEITHT 2 HKFELOENE X
OBEH A LN AT L 7R RIC K D &, /NI BB IR B & TR T3 LU
FHDEOEE T L THERELDEMARE L 2D, ZOBRIZEO DD -
BELOEROBEEOEMNHE ST\ % (Bakker et al., 2006). Nashner |%, B3 % 5
WZAKFAZEN S« EREFICEEET 5 LW S ANELIZ R B a)s 2 A L Cuv%  (Nashner,
1976). B EFICEEET 5 &V ) ANELICH LT, BEFFITEITAERD & PEE O
TEEI A L, B ~MENRWE SIS T 5. — , MMREREITRITEENRT
b ERE 5 DID AL Z 5 720, Horak & Diener (35 234 97 12K 2B < ShELIC % 5 i
Jia % A LT % (Horak and Diener, 1994). fz & o 32534 & 1%, & 0 @h < BEEE (5 Fi¥E),
BOEFEE 4 ) 2RETDLILENTED. ERATHALLLTE, BOHEIL
HWEEN—ED b &8 < FREEAN R U423 T 10 [ELdfe T 5 O ) < fRREoRIT %
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179560, 5O HEEN T X MIEDOLNRITEITI D TH L. BBREHT~
B < & xR by 3B KOWEER OfF R A2 FHIT 5 &, 1T A 0@ < BRI
S U7 BBAUSIN T & D78, /MM BB 135 O @) < IHEICIE U7 BB SUSA TE 2200,
T UH LOFITICEW T, fEFER L OVMMEERE EH O b E08) < FHEfOG U
LML TE 720, Horak & Diener @ FEBRAS A K 0 /NIMIZ PHINC K 2 @S0 7e 280

PNCEEREEZ R L 0D LR EIND. THME SR E LT, Zop%Ic

B ME < BREEZ WD THMBRMANT 21T o 72 & &, i TIIM O TSR TR
PSHENL S AT DITRE L/ R BB 1 ISR BSOS 3 iENE S e v 7= (Kolb et al., 2004).

ZOWERE RS, IR REBOBISHENCES L TN Z & 2R L TND.

1.2 /IMNBREBETRET IV

AN, BRI Z 515 L BIsZRJFIRIC XD BIET D b DT D
Z &M TE D (Manto and Marmolino, 2009a; Seidel et al., 2012). & {atERE L LT, HHl
INIEMEIER BV, JRINBIETIZE>T1I05 36 DF A I TE 5 (Seidel et al.,
2012). HEZ LITRIET DX A TITREA H Y, AARICEBWNTIE, HHM/DMEMIE 3
- (Spinocerebellar ataxia type 3; SCA3), FHfi/MMZMESE 6 1 (Spinocerebellar ataxia type
6; SCAB) 732\ (Schols et al., 2004). ITHDWHEMERFORBIZL Y, B/ MME
BO~T AT LVEERT DL ENRAEETH S (Yamada et al, 2008; Manto and
Marmolino, 2009b). Z L5 D~ 7 AL, fHREMED XA 1 = X L E D 7203 L OV~
DOIERELZRBRT DDAV D.

/N B DFEIR 2 T D T2 D DR 2 IR PR S TV 5. BRIRITZEICES
W, AIMIMFRBEEICHL, Py I ETOHIT FL—=7 (Cernak et al., 2008;
Vaz et al., 2008), EHIIOEHHeHFH b L—=27" (llg et al., 2009, 2010) % D HF5%
EEAT > TR OUCEEN RAFE SN TV D . R K OWFFE B O R il B 1<
WTHEEIZA LTV AR, /MEEEBRE D A F AR CAERR/THTE 5 E

TIEFEE > TR, v U RET L E WA T, R FIERIEORTN S hES)

KR OUGE T b STV 5 (Torashima et al., 2008). T Tlk, FH/NMZEMESE 1
i (Spinocerebellar ataxia type 1; SCAL) OEREL T/ > 7 A~ 7 ATxt L CEEYFE
BaAToTe L 24, EHBR)OFERUGEIIA ONRN TR, FmPERT H LD
R BTz (Fryeretal., 2011). Z OAFZE T, EEWEIEAZTT O 2 & 25 _E R EbE
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K (EGF) ML, EREORKEE I HICE/LIHERNEIIZLTND Z PRI S
nTn5s.

AR O K 91T, = 7 A& AW TWFE Tl IMNE E OIEIR O BEE T ED G S
TWS. ZN6 DR, FrZmT - Mg L~V UZEBWTHE 2R E BT T, —
5T, RFRIEDON AN L > Ty U ZADEWER ED L 5 g BE2 2 T oMk L~ sk
WCRHIT 2 ME R H L. LLRBRRE, FNIUVAV 2=y IR URABIN) v I T D
ke v A v~ AOEBRESFHMGIL, footprint 36 K ORISR L A2 6 DN E
LA ETH S (Lalonde and Strazielle, 2007; Brooks and Dunnett, 2009). Footprint (£~ 7 A
DRIEIZA > 7 A TR EZBE R ZFHET 5 b D TH Y, (R s
LD EIC~ U A R WERHEZ G2 O TH D, 2 b OFHEFEND TIE, o
BAEG 4 B D ZENLTFE DO FEMZRfEATIE T E 2. BEMIH ORI N T, = 7 ADEE)E
BT 36 KL O B XA 21T o 7o b DIXIE & A L7220 E BV TR I X O E X AFAT
X, EEERE A EO XIS D00, #EEZ 8D X D ITHEALT 5 DEZRE L
TWL 7o OIZFEFICEHERFMTETH D, £, TR OLEIZ LV E# &b
O IZPEF SN D D0, 1B ZAT o TZBREENZ E D X 5 BN 5 D) E 27 Hi 3 2
DI AWRTELEEZADND.

1.3 LS

ZKEHIENZIZ 2 2O H D EFE 2 BT\ 5 (Deliagina et al., 2012). 7 «
— Ry ZHIHB LT 4 — R 7+ U — RHEICTH 5. SALRED J O IR E I
ST LA BHER LT D L O REBREIL, EELTT7 44— Ay 7RI L 26D
LEZOND. —J7, B FBANAIRHCE S OIS T2 MIETE, FRERRITT A M
TEIECL - CBIERZ ENDINELE L OELEEZ FANC TR, 280K %%
ESELMENDD. 20X ) 7R EENCHEE: L 72 B8FRENL, TR EEGIE T
HY 7 4= F7+ U= LD bDLEEZDLND.

131 AEITATDIEEDT 4 — F 3y 7 il

SNER DY & DT HI L & 52 1T E OAVELIZ T D BEADZEIZ DOV TIR D
EERRT HA DL, 74— RNy T ORE Z 50T 5 Z L ACHURE A B T2 EBRR &
L CIRS MRS TV D, Bl L 72 #BRE DAL L TV D B2 E, 2o Eick
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D5 ST T2 DRETEAFHIC & » TEBHRHEI DTN D L5 OO0, SMELISHT 5 7
A= Ny 7 BEFIE O BB TH 5. IMELISKH T2 7 1 — Ry 7 EEE 20T 783
HIZHODFERRIL, B MBIOBMITIBNTHILIN TV D, B MIBWTE, #HBRE
NEAL LTS B ACEC B < S5 OSMELIZ RT3 2 REATAMEAS, TEBFAOMENT, PRI iR
Mris X OVH BT IC L 0 A ST\ % (Ting and McKay, 2007). #h#3ER 1230 C
%, XaBLTHF Lo MEERAHWGTE 2. FEiReE LT, MU TON
B H RO ETHERF L TV DX 22k LT, AEICHEZKFEIZEND LT RO KBTI
Z e BUFENT 3 L ORI SIEATIC L V& T2 D Tdh 5 (Macpherson, 1988; Stapley
etal, 2002). F7=, 4 SOKRKIFEHEL, ZRENOKRKIIFO FICH A Fetd T
WUR TONALEBREHERF SETVD D, REIZ 4 DDIRKIFID Eas 1 S0 RISk
LHLEWOMENRH Y, 3 IFRY = TRAEAMER L 22T T 5720 (Stapley and
Drew, 2009). = HIZHIOFEEE LT, X2 72TV F R E0 LT TONNL LS %
ML TRY, aNEPZEiE L OOMUEBIRICES SO T, Fa /iy 43
XK L TEN LA T MO E &, B0 TRT2MOBIIIR IS¢, 2 LT
BEREI 21TV, AELE ZHERF L L © &35 (Beloozerova et al., 2003a; Deliagina et al.,
20064a, 2006b).

AELITT 2D 7 1 — RNy 7 BB 31T 2 s R OB 513, 812 A
W BRI BV CTlRAE STV 5. Stapley & Drew 1%, %2 DD FDOF
RAFEED EN 1 ORE T 5 &V I SMELOBEIC BV T, MBIEREERRA D = 2 —1
TEEh 2 5H0 U, MAEREREER IR O = = — 1 U 3NELIZ )~ 2 BEGR T D 72 8 DO RE O f1E 8
EFEEZ L > TIEEN L TV D Z & &7x L7- (Stapley and Drew, 2009). Deliagina & X523
Ef e UTOMAINZ IR S SREZ VT, X aB XU ¥ = 2 —o UFiek
ZAT O T & TR & PR RSR OB Z TR L TS w3 O3S BE A
DR =2 —n 0, BOMSITHE L TEHZEML TWD Z LRI
(Beloozerova et al., 2003b). X 512, THFITBWTIE, FIMSITHRER B L ONE R
B DX T 2 BERHEICEE L TWAD Z ENRRESNTWS (Musienko et al.,
2008). [AEEOFREZH VT, F 2BV T=a—n Vildka T o 78T, HERRE
== —mnu > (Beloozerova et al., 2005 Karayannidou et al., 2008) I3 X QR Bl D ARES
==a—nr (Zelenin et al., 2010) AMEX T L7-EMZ R L, D OEARITHEIAR
ma—nrBIUORE=a—n OFHE T L0 ORFEEROBEGICEVEZ S
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Z AR E Tz (Karayannidou et al., 2008; Zelenin et al., 2010). LA Eod X 512, #MELICHE
T 57 40— RNy 7 BEGIENZ 31T 5 RN BE 6 K Ok 0 B 51 3B AR B 2 1) -1k
IC R VIFERED SN TND,

=03, AMELICHT D 7 4 — RNy 7 BERIENC B B/ MK O B 512 BV T,
BIED & Z ABEKAEBFIITFIEC L DEIRIEE A 7, /IMEEBEBEEOIFRIZLY
/NIHBERE & REAT 3 D AFZEMTION TV D, BB E LTI, #BERE DAL T 5 B v < ik
BB I OENKECE#H DO TH D (Nashner, 1976; Horak and Diener, 1994; Timmann
and Horak, 1997; Mummel et al., 1998; Kolb et al., 2004; Bakker et al., 2006). Ak L 7= % 9
W, /NIRRT N S-S < SN C B et Bl 2 S 72 LT\ % (Nashner 1976; Horak and
Diener, 1994; Kolb et al., 2004). S ELIZxH 2 ERE OIS & D &, /NP BB 13
WA LA, SMELIC KV Bl 2 SN D TEFHIEEIOERHIZE D 57200, fHTEE O
EAKENZ 0D, DML A VRIS L TnD Z MRS TS (Horak
and Diener, 1994; Timmann and Horak, 1997; Mummel et al., 1998).

132 BBDT 4— N7+ T — Fil#

74— R7 U — FEBHICET 2058, b MBI TEmICIVTIA <
HEINTWD . SFHZRB W TR 2238, FEERZ2BiEE)ZRErE L TES
FREI 21T 5 LEENBH 0, anticipatory postural adjustments (APAs) & FEIEIL%. APAs D4
AT 4 — R 7+ U — RMEEZPEEREHZRI-TLEZ 26 TW5 (Gahery and
Massion, 1981; Massion, 1992). FREE L Ci, b FONLEBOIREEN HFEEA) 2 L X
—5|& (Cordo and Nashner, 1982), FEERI72 DJF il (Friedli et al., 1984, 1988), [HE
7ol % F (Bouisset and Zattara, 1981, 1987; Lee et al., 1987; Zattara and Bouisset, 1988;
Aruin and Latash, 1995a) 35 X OV E M 7eli o 2525#ESE) (Leonard et al., 2009) %17 - 7= %
DEREBFAFHZHEL TV D, WTNOBBEIZE TS, BN 2 EE) T L TR
HiD 72O DI LUK O FHEE), EET0H D5 WITHRELOENAEZ 5. s
BRIZEWTIE, a2z APAs OFBEDHENL STV D, S LTE, =izl
e CONNIRBZ MR SEBE R ER SN OHIOWTnE2 21T 5 X 9 IZFIf L7z
t, 0 (Dufosse et al., 1982), F I IO WT g BHREAICZET 5 (Di Fabio, 1983),
VU e C D NI B ) B R X D REE R 72 /0 )7 O = ~ DB R (Alstermark and
Wessberg, 1985; Schepens and Drew, 2003, 2004, 2006) &% 7=1XFEEAIICHTS D L /3 — %
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97L& (Schepens et al., 2008; Yakovenko and Drew, 2009; Yakovenko et al., 2011) 72 & Ch
%, SMLRFIC BT D28 ORBFEH TIERWA, B MW THOZEIFEIZRET 20
JEBATHOI TS (Viallet et al., 1992). #ERFE 23 A RIZJFESTORRET, —FOBO M %
EAZ L THOES LD, SOICEHY PARELNTND. AN REIZZDED Z L
VRS GE LTV ZOHTEBZHF L TV A TIT2WTFEEZFEVESES TED %
B BRSGEDOKICE KR T 5D ThS. BB THEY ZWMVRIGEIZT7 4 —F
7 U — FHZRES OFRE N 5%

74— R 74 U— FESBHIENZ I T 2 PR OB 513, 842 Fv 7o
PR R DG EFBRE L OESKAERFIRIZE W TR ST\ 5. R 2 DR ESR 2
GEFBRICBO T, WURCTONALRS Z iR S EHD 2R SN ORI OV

I

>~

B
a2 T HIVEORBGREI NS ERT & LT 5 Z EHE ST\ 5 (Birjukova et al.,

1989). 1 2 DU TONALLEE N HHIIC X DR/ T O ~DREIRE E /-
IHEERICHT ST O L= T REICB T, KM EEHY D=2 —n1 U FH)
(Yakovenko and Drew, 2009; Yakovenko et al., 2011) 35 K OMBIEREREERIA D = = — 1 L4F
Hf) (Schepens and Drew, 2003, 2004, 2006; Schepens et al., 2008) % &+ L 7=#FZEIZ 3 C,
ENEND =2 —u U PNERAFTO T2 D D OFHEE LHEZ b > THEFH L TWD Z
& &R Ui, WEAERERERR NI BB st KX OVE M b DIE 542 %), b DfE
FaRME L THAT 28T H D &3 2 5L, KINEEEENE 3 G LR A~ 53
HiDEFZED P ChH LEZBND.  FEE, b FEHRE Lo RS
(ZBT DRI RN T, RIMBCEEE I IS E 2 RO BHE X, B HS THY 21
D BR< BREETHEO APAs NfEE S5 (Viallet et al., 1992).

RIS, 74— F7 4 U — FEBHIEIC ISV TOMNMIZEZE &S 21372 LTy
5T EDIRER I TV D (Gahery and Massion, 1981; Massion, 1984, 1992). & ks Did %
BIE OBBIZ BN T, MKIT APAS D F A X 2 ZHIENCEE LT D 2 EAVRIR S 1L
TV % (Diedrichsen et al., 2005). /M ZEAHIFENZ B0 2 S8BT BERCTH 5725, /MK H
KM EETN I 5 < OB ZZ 1T TWD Z &N d YL (Coffman et al.,
2011) B L O'7 v b (Galgiani et al., 2011) % =5 2RI EIZ L 0 Bl S 08272 0,
PREERIIS/MINAN 7 o — N7 4 U — REBHIEICE G L TS ATREMESHEI S T D
LINLZRIR G, INIMIR T 4 — R 74 U — FEBHIENZ ED X D IZFHET 2 DMnITHNT
(TF L A S TN,
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1.4 AHEFEOEHHY

AW TIE, U RICBT HREBPEE B IR L, TRINRESEHETH
HLEZONDMEEEICEE L7 BB RN I DMK OEENC OV T/NMR R~
DAETNVEHNCHLNITSZ EE2HME LT,
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H2E <V ROEEFEOHE
21 HE

FEORHEZ T 572005k E LT, BOEENFHMRITIZE M2 WIXE)
WZBWTIRSHFES LTS . G H OBYERFIE & Fl 2 O PR DR EEE L &
W#ed 5 2 & T, ZOXR LR DRI HIRIRER D LD X 5 2 Fh 24 502> T
HERMREZ ST 57 . NN EBE (Palliyath et al., 1998; Stolze et al., 2002; Ilg et al.,
2007) DWW I =0 Y IR (Knutsson, 1972; Murray et al., 1978) DA TENMES
fH A & T D 2 LA X0 NS DO IT RIS DS E SR TENEIC RT3 58
IZOWTHHIRD 2N TE D, EF2BWTIER TBNT, HTEIERL LS
T DIEBFHIIENT A3 T4 T % (Fung and Macpherson, 1995; Orlovsky et al., 1999).
2 2 E OB PR R OMBRANEG R B 2 WIS PG E LTV, FEEOBIEICE
T 5 PSR DO F H AT 5 Z LN TE L. ITFE T, UEMEEFOREIZLY
FEDBIG T ZBIET 22 ENEREL Y, v U R Z WA RPEAIATON TN D.
ZHUZERY, RNV TORRE ZNAE & AR TOEBOEEZR E L DR
RICOWTHIET 2 Z LR AMREL 72 o TV D, L LR b, v U AT 5 A TiHEE)
DOFEMIE, footprint 5 X ONEIEEIRE 2 AWV bOBNIZE AL TH D (Lalonde and
Strazielle, 2007; Brooks and Dunnett, 2009). Footprint X~ o A D EJEIZA > 7 ZAHT THE
EEBE R AL T 2 b O, FHERREIIREER T 5 F 0 Lic~ 7 X & R iR H
ZEH% b O T, BHRHI R 5~ U A DB OEEFIMNT 21T 9 T LILTE V. T4,
~ 7 AD ST DO O EENFHIMEAT 24T o TR N WL 20 DAY (Leblond et al.,
2003; Akay et al., 2006; Takeuchi et al., 2012), ~ 7 & D LEEVHIEN H 5 4 24 T CEB) 1
FENT 24T 72 b DITIT & A EFFAE L7200,

REIZEBNTE, AIFRICB W THZICHEE L~ 7 X2BI1T 2 BEHFEICH
WTRLIR L, % OB ZERIMRHT O RIZ OV TRT

12



22 BRI
221 EREW)

ARFERRIT, TR RFEIDERMHEZ AR L > TR Sh, BAURFEEIY EER
FEhi~==7 /3 L NIH (National Institutes of Health) i EBR T A KT A It
TATo 7z, EBREWIL, ERE45 C57BL/6) ~ 7 A (wild-type ~ 7 A) % iz,

222 FEBREE

~ U ADERFEREAT O 72T, FRIEE L U TREDOEY T 7 U VLR >
7 A& Wi (X 2-1). BEEBRHE Y 7 ADZE# (I 130 mm, BIi7X 60 mm, &S
150 mm) IZv T A& AND. BEEBRANR v 7 A0~ 2% ANDHZEMO T HIZITEEN
B 6nTng. SISImEES NS 46°HIT TR i onTlky, #mLo R
v 7 AND= T ZADNEMNG 4 SOROBRELZBMIT 5 Z ENTE L. £z, BEFER
ARy 7 22013~ T ADBKERG T O DOKFEB I OEZRY T HZ ENTE 5.

X 2-1, BEVEBRHT 7 VLR y 7 A
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223 ZBBRE

AMFFRIZBNT 3 OOERBIEEHE LT (X 2-2). 1) K2-20EHD X 51
KARHAR v 7 ADRIZY T AN 4 DO L% B TIREE T C O LB A HERF
T O (ZRFLALRE, “the stance task”). ZZFFNIAZIFIL 5 BT 9. 2) [X12-2 DD
L VICEBERAR v 7 ADKRIZ~ T AN 4 DO R % B TKE ORI 055K &)
ATV D IRFE T T ONINL BB E MR 2 3 (KB Z:IF, “the drinking stance task™).
KERA R 5 BPAT 5. 3) T CTONIALIRE ) 6K E O A DT~ 7 A NS % 1
SHEDHZLICL Y OAESHE (D OREE R, “the drinking stance task”). [4] 2-2
A OEEEBEREO —H O~ T ZAOEMEL 78D, KEDORARXER 7 mm TH Y,
RD6H) 30 mm ONED B D . 3 DOREREITIH W TEREITIEE, ~ v AT EHR R
DR TH > 7. FHUZBIGET 2RI~ U A2 REAFERHAR v 7 ZITEL ST

g7q  VAVAS: IKER 2 F

J@g ’@ ’@
;@ @ ;@
@ P <
£ b0 8

X 2-2, ~ 7 A DL

BRI~ T AD DO ERT. ~— D —NEBRKOEEE, Kist, WS, 4E,
FEEPREERBIOOEERICWMVMITTH L. firid~ Ty ZDORKETRES 5. REEFE
ARy 7 2O FHIZROAFTESEHICEID T 2D ROEENBHITE 5.
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2.24 FHAIGER KON

A, AV TNT U ERAWCTHREEDRNT iz, 4 Y 707 0%, A 3%,
HERF 2% & L72. BEER T O~ 7 AD®RERB L OEROEE22 0, AHREOHERE, Kis
1, WREAHEN, MR, HSHREEB LU ELICER 2 mm OB~ — I —2 80 £
F7- (X 2-3). RSN (Hip), WERSEN (Knee) 35 X OVERIHT (Ankle) o> REEA XX 2-3
DEIICER L. BBEBRHARy 7 2AOWFIZERET X VH AT (HAS-220,
DITECT, Inc.) ZHlE L, KR O~ 7 2 O#EEZFLEk L 7. 100 frames/second T~ 7 X
A E VIR L, BERIIHR OO DT/ N—Y F)va o —2—TRF L.

o B
RELT Hip
Knee \J O X BEAHS

71 B A Ankle
mshesE Ot

2-3, Vv U AL BIE D~ — I — (& b B R
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BEMRATIE, ORI IRE L7e. FREsE OfElr Y 7 b 7 =7 (DIPP-Motion
Pro 2D, DITECT, Inc.) % AV\T, &~ —" — D21k L OB B (R, e Ra,
SEBAH), DO AT Lo, DOEBMIBE L T, SOIirEiTo7=. /A4 XD
BERET D720, MO T — 2 3HIEFH Y 7 U =7 (Matlab, MathWorks, Inc.) %
FAWNC, 3-Hz low-pass second-order Butterworth filter (Z X 0 7 ¢ /L Z —ALEE L 7=, $UERD
W, MRS K OB AR L7z, §Ro F 2 b3 HE%E LT, Mk X v
PR ff S 0B A RD 7. Bl OB LT, iz K7 m (x direction) 6 KL UVEE
B 1A (y direction) (2571 TRz, O OEERNOWE LS OFMIEE LT, Jerk Index %
R L7Z. AZAKE (x), FEE (Y) FRIOME TN L, EEOWE LS JIE Tt
v 2.

2 3 2
d x d’y
- f 4Vt
dt
U (ZEVMERRI Ch 5. S 51T, J &KL L Jerk Index &4 %.
J-t2
Jerk Index = D2m
[ LIEBNERECH 5.

ABRFECHE, ~— b —3 L OBIEIA E OEB & £RTICB 1T 5~ — b —F K OBIHA

IENLOD 2 Fe )5 (root mean square; RMS) & L CEFE L7-.
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23 R
231 RESIALRF

2-3A IR FNIAL IR I B TR EZBRAART 1L D wild-type ~ 7 A DL ZRIKLAT +4
v 7R OMBIFITH D, T D/NT XA —& & LTI (Hip), BBIET (Knee) B X
OVERAEN (Ankle) o BIEA B2 374 L 7=, BASHAE O PRI A X 2-3B (2. LAz
BHR Y 7 A0 TFTHIZROMF T THLHEEICLD 4 DORORELZBNTLHZ 128D,
IR d K ORI AT R 2 51 U 72 R RERE O 2 2 [X] 2-3C 1T~

A B
wild-type 100 -
80 1
§ 60 -
_?3" 40 - Bwild-type
20 4
G -
Hip Knee  Ankle
C
30 7
25 1
20 A
= 15
= Ewild-type
10 4
5 =
0

Hindlimb Forelimb

2-4, LEENINLRF DN ST A — 4

A, wild-type ~ 7 2 DBRF O L HIE AT 1~ 7 #IX. B, wild-type ~ 7 2 D% BIH (Hip),
REAET (Knee) 35 L OVZBIHET (Ankle) DBIFEIAEE. C, wild-type ~ 7 A D% ik R B B
(Hindlimb) 35 X OB EEEE (Forelimb). wild-type ~ > 2 13 JLODF—% TH Y, #H
T 7T HFRERR A KT
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2-4A X ZZERSIALIE 5 FORE O wild-type ~ 7 AL RRIED AT ¢ 7 FRIX o gAY
Bl Tod 5. 5B OLEZRELD KA L OB A EEOEB) 2 34l 7 5 72 HIC Kiis
FALEZENL IS KOV RIS A FE AL D 2 P IR &5 A Lz, X 2-4B I3RS (L&
INLD 2 Fe VL5 TR O V-l 2 779, LIE DAL B L TIIKRET51m (x direction) 35
K OFEE ST (y direction) (243 CTRENT 2. X 2-4C I3R%REHET (Hip), MEREIHET (Knee)
BLOVEEAET (Ankle) DB EZENL D 2 LR OB Z 7~ T . 2 Tl
WA 22 & Ty —(EBLIOSHESAEOLEEZFMT 22 L LT 5.
wild-type ~ 7 A I KA AL E IS L OB A E DB TN 2 LB STz,

A
wild-type
B C

3 1 10
~ % s
> b
= Hwild-type 2 4 Bwild-type
= =
- 1 =
= Z 5

S 2
0 : , o/ Nl _wim  mm
x direction y direction Hip Knee Ankle

2-5, LENINLREDRAT /8T A — X

A, wild-type ~ 7 A DRI 5 RO L HRIE AT v 7 #4. B, wild-type ~ 7 2D
K7L (K7W ; x direction, FEE [ ; y direction) OZ5#E). C, wild-type ~ 7 &
OR%EIER (Hip), WERIET (Knee) 3 X OVERIHET (Ankle) DRI fE D2 S, wild-type <
DRAQUEDT = THY, BT 77X VPHHFEREREL R T
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2.3.2 KERARF

IKERAFDSNIALNX, BFFNALRF & TR REBMER NN E L R 5 ETH 5.
2-5A TR R L2 38\ CHREZ B AARE 210D wild-type ~ 7 A DERIEAT 4 v 7 FRK D
R C & % . BEEA B O WEME % [X] 2-5B 127~ 3. [ R D )i % 4] 2-5C 127~ T

A B
wild-type 100 -
80 A
§ 60 A
E‘ 40 - Bwild-type
20 A
0 -
Hip Knee  Ankle
C
30 1
25 1
20 A
s
E Bwild-type
10
5
0

Hindlimb Forelimb

2-6, KERABFOIMT /3T A — X

A, wild-type ¥~ 7 2 DBRE DL #HIE AT 4~ 7 #K. B, wild-type ~ 7 2 D% BIH (Hip),
MBI (Knee) J5 KX OVEBIHT (Ankle) DRI M. C, wild-type ~ v A D% ik [l R EE
(Hindlimb) ¥ X ORI ETEERE (Forelimb). wild-type =7 2 14 [EDOF—% ThH v, #H
7 TP HEAER R 2 R T
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2-6A [ Z/KER 705 5 TP O wild-type = 7 AL D AT 1~ 7 FRIX D A
Th 5. 5BHMOLEHIEDKER A E S L OV BIETA E O LT % 5Hli 3 5 72 DI Kk -
(LTI KO BARI A BEANL 0 2 B IRA MR L7z, [ 2-6B (3 Ris (B4
AL 2 TSR ONEHE A 7~3. X 2-6C 13 EAEN (Hip), MRS (Knee) B L Ve
Bt (Ankle) DBIEifAEEZAENLD 2 TP RO VEMEZ <. wild-type ~ 7 21T K
HFArE ds K OV BEI A E QBN TN 2 & Bl S 7z,

wild-type

w
[
=

(]
1

Bwild-type W wild-type

Variability (mm)
-

Variability (degrees)

.{

X direction y direction Hip Knee Ankle

] 2-7, IRERFrIRG DFFHT /8T A — 4

A, wild-type v 7 2 DIKER kg 5 B DAL AT ¢ > 7 #RI4. B, wild-type ~ 7 A DK
(L& (KM x direction, FE[E 5[] ; y direction) OZ#). C, wild-type v 7 A D
feBART (Hip), MBS (Knee) J6 JUVERIHET (Ankle) oOBIHifEEDZAH). wild-type <
AQUEDT—FTh Y, BT 7 7 A HERERE A KT
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2.33 ADEEBERE

HORNZEBEREIT, ~ v A0 ZEERIKEOFICESEEEE TH 5.
it & LCHOOBMNIE B3 5. 0 OREBEERER O wild-type = 7 2D 10 O %
2-TA IZRT. 2TA T LIEO~ T AQMBBITH Y, ADEWIIRR 2RI TE2 R L
TW5. EOENERM A KD, X 2-7TB I A4 RT. A OMBIOR S IZRET 5 7l
& LT, FEBREOA DB OR S % 0 OMEBAANE & & TALE O ERERE TR 2 2 L T
trajectory length ratios # 515 L 7= (X 2-7C). [X] 2-7D |Z trajectory length ratios @ -5 % 7~
R

A B
1600 7
1400
1200
1000
£ 800 + Bwild-type
600
400
= 200
10 mm 0 -
D
3.5
3 4
B~ 2,54
Z 2
H Wwild-type
1.5
ERRR
0.5 4
0 -

L: OO R S
S : ARRARR hAF O O DAL & o
F R (v 8- 3R 0D O O [ (&5 B

X 2-8, N OBIEEEREOMAT T A —F

A, wild-type = 7 A D 1 OELBRD R F]. B, wild-type ~ 7 A O EEE)VEFE O Bh 1R
C, trajectory length ratios ®Ft5. D, wild-type < 7 A @ trajectory length ratios. wild-type
YURILDT =X THY, BT 73R HFEREE £ T
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O OEBRCEE LT, ZE S 0%k L OEB O 55 & OFFH & LT Jerk Index % 3K 7=,
2-8A IZE M S DB DY) . AR OBUTE LT, Uiz /K5 m (x direction)
BLOFEE 7 (ydirection) (24317 TR 7=, X 2-8B {Z Jerk Index Dt & 779,

10 -

number
¥ /]

B wild-type
0 T
x direction y direction
B
10000 A
5000 - Bwild-type

Jerk Index

2-9, HOBIEEERREOMAT /T A —F

A, wild-type ~ 7 2D LR O ZE il s D% (ZKFJ717) 5 x direction, FEE 57 ; y direction).
B, wild-type = 7 2 @ Jerk Index. wild-type ~ 7 2 QULDOT—X TH Y, HBT T 713 FH)
HEHERR A AR T
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HOEFEEH T O~ 7 ZADRKAMHT§5 2 & T, KEFEIE L THRET 5.
2-9A |2 N OBIEBEFRERF O wild-type ~ &7 A O KGN EOEN & ~T. (X 2-9B
(IR (Hip), BN (Knee) 5 X OVEBIHET (Ankle) OBIHEiIAE 2 7~9. X 2-9B [T/
Bt f E, B A RS LORBEMAEA S L3R/ 7 7L L TRLE. OO
BBV EREP ORI OB 2 TET 5720, Kis A 2003 L OB LD
2 FERPE R AR Lz, X 2-9C IZKREEFALE N O 2 Fe R RONE %2 7R~
I NLEOEALIZEI L CII/KEJ51m (x direction) 35 K OMEE J51A) (y direction) (25317 C
fEMT 5. X 2-9D (T BIET (Hip), HEBIHET (Knee) 5 X OVERIEN (Ankle) o> BHEIf4 FEA
(LD 2 F B ETAR DL 2R, 2 B ESIR AT+ 5 2 L T, FEMETH D
O OFEES) OB O LB 2 TN 5 . wild-type ~ 7 A X KGO EF L ORI 4
JEMERNTNRNZ EDNBIR ST,

A B
2
— 20 140
2 6
g =
9 0 - v
5 2
o =
=)
g <
> 14
220 -
=20 0 20

x direction (mm)

C D

5 12
=44 F10
E EREE
= Bwild-type | Bwild-type
= 2 ] ' = !
= = 41
11 3,

ol mmmm  meew 0 m

x direction y direction Hip Knee Ankle

2-10, HOENZEBERE DN /ST X — &

A, wild-type ~ 7 A D Kilin-{r & 287 o #AE] . B, wild-type ~ 7 & 0 B4 B 28 (v o i
. C, wild-type ¥ 7 A D KEAF(LE (K71 ; x direction, FE[E 1A ; y direction) &
Z58). D, wild-type ~ 7 2 OB (Hip), KB (Knee) 35 L UVEBISET (Ankle) D EafHf
AEEOEE). wildtype vV A QUEDOT—X ThH Y, 77 71X FHHERERR S5 KT
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24 BE

AKIFTENCRBNT, v~V ZAOEBGEZRE L, AR OEB 2RI 21T - 72
~ U ANTRT DR IS K UUKERA R, SEALRFIC R B 2 MERF 9 5 B b DR
Tho. & MIBILIMRFOLEFIMME T 28EZEEZOND. vV AIBIT S
OEEEEREIL, D OB REZEICHME L TR 2L ESEDL T ENME LR
LMETHD. b PBSNRHIFEERIC B2 BT 5 & 2 W3k 0B EES) 217 5 RS
(Gahery and Massion, 1981; Leonard et al., 2009), V42 &h#) T o 5 1 2 B ULTOSALIRFIC
A D —T7 2 FEE RN LT % & 2 WIEHiB o B EES) 217 5 #7E (Di Fabio, 1983;
Schepens and Drew, 2003) (ZFHM4 35 &E X LD,

FTolHH (Vv ABLGT v b) Z2EZBREMITH, TR O ERRT 2
T TR T, BEOBEEICESZY CTIThit T\ 5 (Leblond et al., 2003; Akay et
al., 2006; Bolton et al., 2006; Pereira et al., 2006; Takeuchi et al., 2012). F£7=, (Foth¥HIZE
WC, EONTRMICH D LB ONEKIC L2 ZBHIEHITERECHLEEZOND. £
DIz, 3O T ADEEFEIZ IV THEENI LT IA BB DWW T T o 7o, HEE)E
WA 2 R BT BRE U, R DfRNT 21T 7o 7B & U THERIRA . BT 5
N5, v AOHMBII NS K EBE B E TV oo, B OEB) PRI 217 5 D
XREEZ L S I 525720, B MZBWTE, EB PN 7200 T2 <R ZE Fv
AR BITON TN D, =V RTBWTURKADOFHZAT S Z &1, v 7 ADEKE)
FTETCHURE T2 T DR R R AF LEEN S ORI LV NETH S, Len
ST, RBFFETIE, ~ 7 ATBWTRK ORI TR 72,

ARETIE, ~URAZBWTEENANR, KEKARR LR OREEERED 3
DOORBREAE L, EH)V PR 21T o7, BUED & 2 A~ U X DOEB)GE 17N T
TN TV DI, footprint |2 X 5~ 7 AD R ORI & 72 1 XA EREEIC L o~
ZINEN DD D E TOWAERH TH 5. AWIZEIE~ 7 A DA RO EE) AR (TR
EENTIENDbOD, v~V AOEEIER L~ U ADLGES) 2 f#HT L7z & 5 U
LT LWRATH S, 3 DORBFEITE T, wild-type ~ 7 A LR A4 14 A
BN TWRWZ ERBEIND. BTN RNWI &iE, BBE L CERMICIHET 5 2
ENTE . YR wild-type v 7 ZDBIDNENN TV RN LA 5L LT, Bk
HWeB2 T OMADINT VAV 2=y IR TABLY ) v I T b ) w7 A< TAD
KEEELTMNT 2 Z LN AR & B 2 5.
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BIE FH/INMEMEIM NI U AV== v I v U RBLORBEHER~ 7 X DK
31 HE

/NI EB N R RN 2 K72 L TR Y, DMHOEGEFITEE R LB EE
23 % (Diener and Dichgans, 1992; Morton and Bastian, 2004). /Nid#E B D 1 D124/
IEMEIEDN S 0, FFBE/INMZEPEIE 37 (Spinocerebellar ataxia type 3; SCA3) 1L B/ NMZE
MHIEOHR TH i — MR Z A 7 Th D, SCAITEMED/NMREBTH Y, HYAR
fBEME Ataxin-3 {57 (ATXN3) OZERAFE HiL (Kawaguchi et al., 1994), /IME~ /L%
AR OMNEIEN A U D (Ikeda et al., 1996). JFKEm 23 A& STV 5 728, SCA3
JRINEIEF 2 #/E LT SCA3 v~ AETANELAEREN TS (Cemal et al., 2002;
Goti et al., 2004; Bichelmeier et al., 2007; Chen et al., 2008; Torashima et al., 2008; Boy et al.,
2009; Colomer Gould, 2012). i i&E{=ME/NMER~ T AEF /L (Yamada et al., 2008;
Manto and Marmolino, 2009b) & [Al#(2, SCA3 ~ 7 A E T /UMM D A B = X L%
AT 2 72 LORBOBIERE ORI 21T 5 T OIZHW B TV S . ARBFSEIC
BNTH, FRI/IKAEMEI R N F AV x=y 7w X (SCA3Tg vV R) ZH\T
7E3 5. SCA3Tg~ U AL L7 7mE—¥—%H\25 Z & T69[r0 CAG # v ik LE
Bl % & D28 B ataxin-3 Z /M7 L% L IR O A FHBL EE TV D,

SCA3 ~ U ZET/VIZHIT HIEBERE J)FEMIX, footprint 35 K ONEIAHRFRE %
Wb DONIEEAETHS (Lalonde and Strazielle, 2007; Brooks and Dunnett, 2009). %%
DOFE L L TADEHIET 2~ (Cemal et al., 2002) & 5 VMISLHIE Y K45 2 kb (Goti
etal.,, 2004) % A\, SCA3 ~ U RAET /)LORBAFEELZFE L TWD. EINAEHROUEDD
ROFHMIZIBNTS, DLEDO XS REHMlGENHNOND Z LD, L LB,
b ORI T IEIZ I TR O BIEA EE D AN OB F BT IXIE & A LT b T
Wig. EBIZ, SCA3 v U AT T /L OREEEERNZREM: L7 LB HIEICE L CIEiA S
TR,

FATHIIEIZ I T, SCA3 B IImWHE THiZEMa 290 Z & hHlESNT
% (Watanabe et al., 1996; Maruyama et al., 1997; Schmitz-Hubsch et al., 2008). A#F5ET
A5 SCA3Tg ~ 7 A b iZEfia B2 L TV D A[REMENNE X H 7z, SCA3Tg ~ 7 A D%
o (BERERS, © 7 Af, RilEEHh) Z2F2ERICE &L TRl 25, SCA3Tg vV
A D% EEIE wild-type = 7 A2~ <, SCA3TY ~ 7 A I EZ ML O A OFEHE % &
L7c. B OZFEML, BTEEICEELZRET LN T v MZBWTURENATWD
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(Canu et al., 2001). &R DOZEME N EEHIMNC KIETHELZFET 572012, wild-type
~ U ADRREBEET D Z L THREHZEN~ 7 A (muscle atrophy < 7 R) Z{ER L 7=.

ARETIE, 32 BITBWTHZICHEE L7 Z8FUE % HV, wild-type ~ 7 &,
SCA3Tg ~ 7 A% L OV muscle atrophy ~ 7 2 (DR EN A Lrig L 7=,
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3.2 FEBRFGE
321 FH/MNYEMEIM I VAV TR

AWFFETIE, 69 B> CAG #: V& LB Z & > NH K23 Ul S 417z ataxin-3
FBEO NH R BREEER & b — 72 RBL LI FR M EME 3 M T AV 2=
v 7 <17 A (SCA3Tg~ 1w A) Z{ER L7= (Yoshizawa et al., 2000). /L3 > il i 4
72 L7 7 rE—% —IZ LV EANBEFII/IMKT LT o =il O BRI BT 5 (Hirai et
al., 2005).

3.2.2 S LFERME

¥ AI T TN —T NI KD GEIBRI A b L 721%, [EER (R
HIRFZED 7= 85 0.1% glutaraldehyde % Il X 7= 4% formaldehyde in 0.1 M phosphate buffer) %
FAU OO iERE R CIR i E 7 L 7= (Torashima et al., 2006). #fd L7=/MMIZ# E & (0.1%
glutaraldehyde % /il 2. 7= 4% formaldehyde in 0.1 M phosphate buffer) % 3 FFfE1T - 7=, S
Ye, D=1, /INHOFAREEI R (40 t0 100 pm) % X 7 = kh—24 (DOSAKA DTK-1000,
Kyoto, Japan) (Z & Y {ER& L 7=. )51 rabbit polyclonal anti-calbindin D-28K (1:200; Sigma,
St Louis, MO) ¥ X TF mouse monoclonal anti-HA (1:1,000; InvivoGen, CA), ¥ X' Alexa
fluor 568- 5 L TF Alexa-488-conjugated (10 pg/ml; Invitrogen) %7213 peroxidase-tagged
secondary antibodies |Z THfE Y LU 7=, xFREY) 41X normal mouse IgG (1 pg/ml) (2T, %
X LRI EZEMT D2 LIk o ThA L. RT 7 ¢ LIRS A 3= > 2
JLYeta 35 1O expanded polyglutamine (1C2; mouse monoclonal, Chemicon, Temecula, CA;

1:10,000) T Xk 29t %47~ 7= (Hayashi et al., 2003).

3.2.3 RIEKEEFIE

FATFIEIZBWCIZAE (Booth and Kelso, 1973; Booth, 1977; Frimel et al., 2005)
HDHVIAEH A » FF 2 (Caron et al., 2009) Z VT v kM EiE~ T RADHKIK % [
ELTWER, KFRIIHE L E D~ 2A0%BEZBE L. ~URAIX, 4717
YEAOCTHRER T DI, A4 Y 70T 0%, B 3%, HERF 2% & Liz. FREE T O
VU ADHEB IOEROEEZY, MEEE~U AOBRETHEHET 5. BEEL, W
R 2 WE T — B CEA, BETIC LV ED . BEOEEHENE T Lk~ T 2%
WHES—VICR L, #2850 L THRESE W W E2mABIE Lz, 8
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EBROFHAKE T, i LHROERAFHE Lz, BEOBREHmIL 2 Be 50 %3
M EFEL TV, BHE LR OE I A 2 B EERE & 3 B EER & ORI
PR EHIE L, ARRFZE I 2 R EERE L 3 EMEERAOMS L. £, BEFEERIC
BOWTHRER 1 B CIERREEZITORVWS U AR Y, EEBRE#OEEMF &K —F
D EINTERp o7z, EEREROIEIEHIMIZ1-83 A L2>TLE 72D, HITEHIH
1 AR, I 2 AR K OMIEWIM 3 RO N OE S ITENRV E L, AT
JLCIE 3B DR LTz,

3.2.4 EEGEER XUFEH
IS 2 BICRBWTHESE LT 3 DOREBGBELE L-.  FHAIGER X OT
%, H2ELE L LT

3.25 #Edt

MERHLEL I F Y — /L (SPSS Japan, Ins.) % fv/=. frE&E, (K, BHMAE,
Fe R REEE, BhERER 3 KO dh s 02T Ho#r (one-way analysis of variance; ANOVA)
2L VATV, kDL E L Bonferroni OEHX ORI HFIEIZ L VITo72. BHREAK
)X P <005 & L7, EGBMENMRE SN oT7cd, 2 FREEHE (RMS),
trajectory length ratios, Jerk Index, 7KERAHFD J&BEHTFS K OVKER A s D Hif e i BERfE D /<
7 A —#1% Kruskal-Wallis one-way analysis of variance (=X ¥ il L, HH OB EIE
Mann-Whitney U-test with Bonferroni adjustment (adjusted P = 0.0167) % Hv 7=. AK3CH,
NIE~ U 20%, nIE2EEORRITHE =T
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3.3 MR
331 FH/MNYEMEIWM I VAV I TUR

AHFFEIL SCA3 ZFJET S & b Ataxin-3 OYIWTRL 2 R84~ 2% B/ MM A PESE 3
MK LAY z=y 7~ A (SCA3Tg ¥~V R) ZA/EH L7-. wild-type v 7 ZFB L
SCA3Tg ~ 7 A DI X OV % X 3-1 12779, wild-type ~ 7 A & [b~_ SCA3Tg ~
Y AT MMNE LS L TWDHONbNS (K 3-1A, B). LK LK Z g 2 vk
£R (1C2) 2% SCA3Tg ~ U AD/MIc@BlzgE S/ (M 3-1C, D). WL Evr v v
(calbindin) 3 X OWIW Ataxin-3 (ZfHI1 L7= N KimmEREEESE (hemagglutinin;  HA)
BN XD HGEYR A T o7 (X 3-1E, F). EBEZ X7 SCA3Tg ~ 7 A D/
7L 2 o A E R LT (4 3-1F, #%).
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1C2 g3

Tg
(P80)

500 um

/calbindin

3-1, SCA3Tg ¥ 7 AITHBIT D /MEZEil K ORY Z & I RO S
SR VI wild-type < 7 A (ZE7% 80 H), FH#B <KL SCA3Tg~ 7 A (444 80 H)
DHLOTHD. A-B, INEIRO LK. C-D, anti-expanded polyglutamine antibody (clone;
1C2) & W= siE et ds L OV = » AL Ysta L 7=/ INIM D J R I8 /. E-F, antibodies against
calbindin (ZR) I & OV HA (%) N-terminally tagged with truncated Ataxin-3 (2 & ¥ " E 08
Yett, U7=/MY) . Scale bar, 500 pm (C, D) and 20 um (E, F).
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332 REHEM~TVR
Wild-type ~ 7 ADO#%EZEET 5 2 & T, %“EMHZEM~ 7 A (muscle atrophy

~ U A) Z/ER L7z, muscle atrophy v 7 2 DIKE I L OWEIER, (gastrocnemius muscle;
GA), t 7 Afj (soleus muscle; Sol) 3 L ORIFEE AR (tibialis anterior muscle; TA) O E &

ZEH U7z, REIZE LT, 3R TAHRREITR O bz > 7 (wild-type =24.4 +
1.1 g; SCA3Tg = 22.9 + 0.8 g; muscle atrophy = 21.3 + 1.2 g; F(2,25) = 1.926, P = 0.167). HEfE
fh, BT7AHBIORIEEHOEEIZEE L TIE, SCA3Tg~ 7 ADZFNENDFHEEN
wild-type v 7 A L L RTHEIZE N -7, F72, muscle atrophy ~ 7 ADZNENDH
HEH wild-type v 7 A L LR THEICHE,SCA3Tg ¥~ 7 A L ORICHBZEITRD b
2o 72 (GA: wild-type = 120.0 + 7.8 mg; SCA3Tg = 87.0 + 4.4 mg; muscle atrophy = 85.8
* 6.2 mg; F(2,29) = 9.890, P = 0.001. Sol: wild-type = 7.8 £ 0.7 mg; SCA3Tg = 5.9 £ 0.3 mg;
muscle atrophy = 5.2 + 0.8 mg; F(2,29) = 5.394, P = 0.010. TA: wild-type = 46.2 £ 2.0 mg;
SCA3Tg = 35.6 £ 1.5 mg; muscle atrophy = 35.8 £ 3.8 mg; F(2,29) = 7.822, P = 0.002; [X| 3-2).
SCA3Tg ~ 7 AT DK A O ZEHE 3788 HAv7=. muscle atrophy ~ 7 A2 L C,
B DOBEENPEIER, 7 A B XURIEEHOZEMAZ S Z L, £hiL SCA3Tg
YU ADEMERBETHHZ EERT. LB - T, BREOBEELREZ L7 muscle
atrophy ~ U ZTEHEEICHFRNOEMENLET 20E2RWETDLOORNET L ER
D15,
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160 -
140 -
120 -
100
80
60
40
20

kS
Ili

@ wild-type
OSCA3Tg

mg

a
[ |.x.

M atrophy

-
N

GA Sol TA

3-2, wild-type ¥ 7 A, SCA3Tg~ 7 A3 L O muscle atrophy ~ 7 2 DFEIER (GA),
E 7 A (Sol) B LURIMEER (TA) OEE

77 2 &1 wild-type ~ 7 A 11 JT, SCA3TQ ~ 7 A 14 JLi5 K O muscle atrophy ~ ™7 A 7 L
DT =2 ThV, BT 73RS Z RS, **P <0.01; *P < 0.05.
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3.33 REINIRF

LEEFSIALIRFIZ 33 C wild-type = 7 A, SCA3Tg ~ 7 A F5 L O muscle atrophy <
¥ A D% O EE LRI 24T o T 3-3 I BRIGRE R O wild-type ~ 7 2 LY
SCA3Tg ¥ 7 ADE#BIKAT 4 v 7 KO MBFI T 5. B O FEfEZX 3-4 12
9. SCA3Tg ~ 7 A DB L OVE BIfIE wild-type v 7 R L HERFEIZRKE WD &
AR S 723, wild-type = 7 A & muscle atrophy = 7 2 DICA BZEITREO Lo
72 (Knee: wild-type = 53.8 + 3.1°; SCA3Tg = 66.4 + 3.2°% muscle atrophy = 58.3 + 2.5°
F(2,29) = 4.656, P = 0.018. Ankle: wild-type = 62.0 + 3.4° SCA3Tg = 82.8 + 4.2° muscle
atrophy = 72.2 + 3.2°% F(2,29) = 8.547, P = 0.001; X 3-4). muscle atrophy ~ 7 A D% B 1%
wild-type ~ 7 & L HEA_EEICKE W (wild-type = 55.5 + 3.4% SCA3Tg = 61.9 + 4.2
muscle atrophy = 76.1 + 4.1°% F(2,29) = 5.733, P = 0.008; X 3-4). [X 3-5 | MIFEEED
E% 7R3, SCA3TQ ~ 7 A D% F M FEREIT wild-type ~ 7 A & e ~_FEIZE <, SCA3Tg
~ U A ORI EEREL wild-type = 7 R L HEEAREWETAID R S 4072 (Hindlimb: wild-type
=20.9 £ 0.8 mm; SCA3Tg = 26.0 = 1.2 mm; muscle atrophy = 23.3 + 1.5 mm; F(2,29) = 6.177,
P = 0.006. Forelimb: wild-type = 13.3 + 0.9 mm; SCA3Tg = 16.9 £ 1.3 mm; muscle atrophy =
12.5 £ 0.9 mm; F(2,29) = 4.241, P = 0.024; [X] 3-5).
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wild-type SCA3Tg atrophy

7h 7

3-3, wild-type v 7 A (/) ,SCA3Tg ~ 7 A () I LT muscle atrophy ~ 7 A ()
DR ORI AT 4~ 7 #IX

100 7 e £l s
80 A
E 60 - B wild-type
;? 40 o OSCA3Tg
Batrophy
20 +
U -

Hip Knee Ankle

3-4, wild-type ~ 7 A, SCA3Tg ~ 7 A3 X O muscle atrophy ~ 7 2 D%BIET (Hip),
HRBART (Knee) 38 L OVEEAHET (Ankle) o> BEH£ B

wild-type = 7 2 13 )L, SCA3Tg ~ 7 A 12 L X U¥ muscle atrophy ~ 7 A 7 JLD T — X
THY, BT 7R HFEREE £ 7. **P <0.01; *P <0.05.
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25
20
W wild-type
E 15 A
OSCA3Tg
10 + B atrophy
5 -
0 -

Hindlimb Forelimb

3-5, wild-type ~ 7 A, SCA3Tg ~ 7 A& L muscle atrophy ~ 7 & D% ik i iE B
(Hindlimb) 5 X ORI AEERE (Forelimb)

wild-type ¥ 7 & 13 Jt, SCA3Tg ~ 7 A 12 JL3s L OF muscle atrophy ~ 7 A 7 LD T —
ThHY, W77 7 TFEHHEREREL KT, **P <0.01.
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3-6 1T wild-type ¥ 7 23 L 8 SCA3Tg ~ 7 ADZLFSINIRE 5 B D AT v 7 #1IX
OB TId 2. Kin PO AN IS & O BASI A AL 2 Fe B4R 2 5FM L 7=
SCA3Tg ~ U AD KA AL IEAENLF X OSBRI A AL D 2 Fe 5 HHR 1T wild-type
<~ AZHAREEICKRE L, £, muscle atrophy <~ 7 A & wild-type ~ 7 A DICH E
ZEITRD LN -T2 (3 3-1, X 3-7, 3-8).

wild-type SCA3Tyg atrophy

3-6, wild-type ¥ 7 A (%), SCA3Tg ~ ¥ A (H14) I KU muscle atrophy v 7 2 ()
DEHFISNLIRE 5 PRI ORI AT 14 > 7 #K

7% 3-1, K¥s1N7& (KI5 ; x direction, FEE 717 ; y direction) 3 X ORI (Hip),
EREHET (Knee) 35 X OVEBIHEN (Ankle) o> BEHEA & D28 )

wild-type SCA3Tg muscle atrophy
Greater trochanter (x direction) [mm] 0.0+0.0 1.8 +0.3%"# 0.0+0.0
Greater trochanter (y direction) [mm] 0.0+0.0 0.9 + 0.3 # 0.0+0.0
Hip [degrees] 0.8+0.2 2.3 +0.4%.# 05+0.1
Knee [degrees] 0.6+0.1 4.3+ 1.2M.# 0.4+0.1
Ankle [degrees] 0.6+0.1 5.2+ 1.1#.# 0.8+0.1

#1 Significance level: P < 0.0167 compared to wild-type.

#2 Significance level: P < 0.0167 compared to muscle atrophy.
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[#5)
]

A4 44
R
& mwild-type
= DSCA3Tg
R I M atrophy
-

U n 1
x direction ¥ direction

3-7, wild-type ¥ 7 A, SCA3Tg ~ 7 A3 L U muscle atrophy < 7 A D KE (L& (/K
7518 ; x direction, FEELJT[A] ; y direction) DAL

wild-type ~ 7 &2 9 JL, SCA3Tg ~ 7 A 9 JLi3 L O muscle atrophy ~ 7 A 7 LD — & T
bV, BT 7T HERERE AT, Mann-Whitney U-tests (2 & 2 #EEHOE M
2T # Lo TRT.

10
Ta| B HE B 1
= 0 Hwild-type
L -
= 4 0OSCA3Tg
o= matrophy
£

0 E

Hip Knee Ankle

3-8, wild-type ¥ 7 A, SCA3Tg ~ 7 A% LU muscle atrophy ~ 7 2 DB (Hip),
WEBAET (Knee) 35 X OVERIHET (Ankle) o B & D25

wild-type ¥ 7 &2 9 L, SCA3Tg ~ 7 A 9 JLi5 L U muscle atrophy ~ 7 A 7 L7 — & T
BV, BT 7P HERER S A3, Mann-Whitney U-tests (2 & 2 #EHAOSE I O

2T #ICE o TR
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334 KEKA s

SCA3Tg ~ U AFHAE L3 <, 5 MR O REAMERFRREER D N E#E T H TR
T — & Z G 2 OICREE 2 B2 U 7. FEBGEIRICES U CITHSEIE 9712 5 RO MR & HERr
TERIT 2t LT, 3-9 IR BHAGIE AL D wild-type ~ 7 235 L OV SCA3Tg ~ 7
ADIHIEAT 4 > 7 FRX O AT & 5 . B E O M % X 3-10 (277§, SCA3Tg
~ 7 A% LU muscle atrophy ~ 7 2 o 2 BI#fi /4 LI wild-type ~ 7 R & HEARF EIZRE WD
(wild-type = 56.5 + 2.7°; SCA3Tg = 84.9 + 5.7% U = 18, P < 0.001; wild-type = 56.5 + 2.7
muscle atrophy = 75.0 + 3.8% U = 4, P < 0.001; [X 3-10). MEPBIHIf4 B 1% 3 BERIC A E 251338
OBV - 7 (wild-type = 51.3 + 3.3% SCA3Tg = 60.2 + 4.5° muscle atrophy = 59.0 +
3.1% F(2,30) = 1.752, P = 0.191; [X] 3-10). muscle atrophy ~ ™7 A @ 5 BE & £ 1% wild-type
<AL HAREEIZKE W (wild-type = 56.9 + 3.2°; SCA3Tg = 62.3 + 4.1% muscle atrophy
= 75.8 + 4.4°% F(2,30) = 5.172, P = 0.012; [X 3-10). [X 3-11 (Z /i R BERfE D FE¥ME % o~ d.
SCA3Tg ~ ¥ A D& EREER L ORiIB I EEEIL wild-type ~ 7 2 & EE~NFEICE W
(Hindlimb: wild-type = 20.0 £ 0.7 mm; SCA3Tg = 26.8 = 1.0 mm; muscle atrophy = 23.3 + 1.4
mm; F(2,30) = 13.858, P < 0.001. Forelimb: wild-type = 14.2 + 0.6 mm; SCA3Tg=18.4+1.2
mm; U = 28, P = 0.003; wild-type = 14.2 + 0.6 mm; muscle atrophy = 12.7 £ 0.9 mm; U = 30, P
=0.172; [ 3-11).

38



wild-type SCA3Tg atrophy

79 7

3-9, wild-type ~ 7 A (%), SCA3Tg~ 7 A () I KU muscle atrophy ~ 7 2 ()
DB OHE R AT 4 > 7 #IX

#_
100 7 e NS i

80 -

§ 60 - B wild-type

£ 40 DSCA3Tg

Hatrophy
20 4
0 -

Hip Knee Ankle

3-10, wild-type = 7 A, SCA3Tg~ 7 233 L (X muscle atrophy ~ 7 2 D% (Hip),
FEBSET (Knee) 35 X OVEBAHT (Ankle) @ BAH £ EE

wild-type = 7 A 14 Jt, SCA3Tg ~ 7 A 12 L33 O muscle atrophy ~ 7 A 7 JlLD T — X
ThO, 77 7ITFRHLERERELZRT. **P < 0.01. NS. = not significant.
Mann-Whitney U-tests (= L 2 #tat ORI OZET # 12X > TORT.
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25 4
20 -+
M wild-type
£15 -
OSCA3Tg
10 A M atrophy
5 -
[] -

Hindlimb Forelimb

3-11, wild-type ~ ™ A, SCA3Tg ~ 7 A3 X muscle atrophy ~ 7 A D& [ [ B
(Hindlimb) 5 X ORI AEERE (Forelimb)

wild-type ~ 7 & 14 JL, SCA3Tg ~ 7 A 12 Pt LU muscle atrophy ~ 7 2 7 JLDF — X
ThO, BZ T 713 EHHERER =% £ 7. ***P <0.001. Mann-Whitney U-tests (2 £ %
AR 0T # IZK > TR
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3-12 T wild-type ¥ 7 23 L OV SCA3Tg ~ 7 A DIKEKARE B RO D AT ¢ 7K D
WG CTH 5. KREEFOLE NI LUK BIEI A RN D 2 Fe iR 2 5 f L 7.
SCA3Tg ~ U AD KA AL IEAENLF X OSBRI A AL D 2 Fe 5 HHR 1T wild-type
<~ AHAREEICKRE L, £72, muscle atrophy ~ 7 A D KEs L EAN, IRBIER
ORISR FEZEAL D 2 TR 1T wild-type < 7 A DRNCAH BEZEILED SR
7= (3 3-2, ¥3-13, [¥ 3-14). muscle atrophy ~ 7 2 0 j& B 4 FEEZS AL 0D 2 e B 5
RIZ wild-type v 7 A L LA REICKE Do 70 (3 3-2, 4 3-14).

wild-type SCA3Tg atrophy

3-12, wild-type ~ 7 A (%), SCA3Tg v 7 A (1) 35 L O muscle atrophy ~ 7 2 (£7)
DIKER I 5 B DAL BRI AT 4 >~ 7 #X

# 3-2, K pLE (FKEJ510 ; x direction, TE[EL 717 ; y direction) 38 X OW%EIET (Hip),
FEBAER (Knee) 35 X OVERIHET (Ankle) o BEE£ FE 25

wild-type SCA3Tg muscle atrophy
Greater trochanter (x direction) [mm] 0.0+0.0 1.2 +0.3%"# 0.3+0.0
Greater trochanter (y direction) [mm] 0.0+0.0 0.6 + 0.0 #2 0.0+0.0
Hip [degrees] 0.7+0.1 3.6 £ 0.6":#2 0.4+0.1
Knee [degrees] 05+0.1 3.7+ 0.6"# 0.6+0.1
Ankle [degrees] 05+0.1 3.9 +0.6":# 0.9 +0.1"

#1 Significance level: P < 0.0167 compared to wild-type.

#2 Significance level: P < 0.0167 compared to muscle atrophy.
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3 -
O A A S
E:. N wild-type
= DOSCA3Tg
‘T 17 M atrophy
-

[] T 1

x direction y direction

3-13, wild-type ¥ 7 A, SCA3Tg ~ 7 A3 L UF muscle atrophy < 7 A D KEE (L& (/K
7518 ; x direction, FEELJT[A] ; y direction) DAL

wild-type ~ 7 &2 9 JL, SCA3Tg ~ 7 A 7 JLi3 L O muscle atrophy ~ 7 A 7LD — & T
bV, BT 7T HERERE AT, Mann-Whitney U-tests (2 & 2 #EEHOE M

ZEIX # 12K o TR,

10 -
- i
Z s —
A A A A
= 6 - B wild-type
.
% g - OSCA3Te
_E matrophy
52

U -

Hip Knee Ankle

3-14, wild-type ~ 7 A, SCA3Tg ~ 7 A% X O muscle atrophy ~ 7 2 DI%BIET (Hip),
WEBAET (Knee) 35 X OVERIHET (Ankle) o B & D25

wild-type = 7 2 9 )L, SCA3Tg ~ 7 A 7 L KX T muscle atrophy ~ 7 A 7 JLdFT— X T
BV, BT 7P HERER S A3, Mann-Whitney U-tests (2 & 2 #EHAOSE I O

2T #ICE o TR
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335 ADEEBERE

SCA3Tg ~ 7 A [FHaf Lo <, N oORZEEEREER AN TH » ERrT —
Z OFHANZRFR A 2L U=, 1 o2 EEERER: O wild-type v 7 X, SCA3Tg v 7 2 H &
Y muscle atrophy < 7 2@ A O#ELBR A X 3-15 (279", K 3-15 ZFF 1D~ &
DOMBIFTH Y, AOFEVTERR HFHITEZ/R L T\ 5. SCA3Tg v ¥ AL wild-type ~
A F L OV muscle atrophy = 7 2 & EER OB O L WEE A~ O OB|EE)ERE
BWTEHAI L 7=31T (wild-type ~ 7 A, N =9, n = 47; SCA3Tg~ 7 A, N =9, n = 53;
muscle atrophy <7 A, N =7, n=35) I[ZBWTHENZ1T 5. X 3-16 ([ZREOENMER T O
¥y A& 7R79. SCA3TQ ~ 7 A DEMEREIE wild-type ~ 7 2 & LA EICE <, wild-type
~ 7 A & muscle atrophy ~ 7 Z OREICA B 2T bV - 7= (wild-type = 840 + 50
ms; SCA3Tg = 1290 + 150 ms; muscle atrophy = 690 + 50 ms; F(2,22) = 9.950, P = 0.001;
3-16). FEEEO D OB DR & 2 0 OREBMAALE & & T E O EMIERECEHIS Z & T
trajectory length ratios % #1545 L 7=. [X] 3-17 |Z trajectory length ratios ¢ F-¥5 % 7x4~. SCA3Tg
~ 7 A trajectory length ratios (% wild-type v 7 X & LB EIZK X <, wild-type ~ 7 &
& muscle atrophy ~ U7 2 OICHEZITRO e s> 7 (wild-type = 1.4 + 0.1;
SCA3Tg=2.9+0.2; U=1, P<0.001; wild-type = 1.4 £ 0.1; muscle atrophy = 1.2 + 0.04; U =
10, P = 0.023; [X] 3-17). HOEBMNIBI L T, ZHhS 0% KO8 Jerk Index % fi#tT L7-.
RO AL S EIZES L C, SCA3Tg DA i DOHT wild-type ~ 7 A L EE_FEIZE L,
muscle atrophy ~ 7 2 & wild-type ~ 7 A DRNZAH B ZEITRO i) > 72 (x direction:
wild-type = 4.1 £ 0.3; SCA3Tg = 5.7 + 0.6; muscle atrophy = 2.9 + 0.2; F(2,22) = 10.289, P =
0.001; [¥ 3-18). #BFDIEE S AR LT, SCA3Tg DZE S D% T wild-type ~ 7 % &
HE~EEIZZ <, muscle atrophy 7 2 & wild-type ~ 7 A DRI B ZITFE O LA )
-7z (y direction: wild-type = 3.3 £ 0.3; SCA3Tg = 5.9 + 0.7; muscle atrophy = 2.8 + 0.4;
F(2,22) = 11.452, P < 0.001; 3-18). SCA3Tg ~ 7 A ® Jerk Index (L wild-type ~ 7 X |Z
A EKRKE <, muscle atrophy ~ 7 A% wild-type ~ 7 R ZHE_FEIT/HNE W (Jerk
Index: wild-type = 6410 + 2120; SCA3Tg = 71914 + 31516; U = 10, P = 0.006; wild-type =
6410 + 2120; muscle atrophy = 1537 + 643; U =6, P = 0.005; 3-19).
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wild-type

SCA3Tg

atrophy ]

=
i
=

10 mm

3-15, wild-type v 7 2 (=#B) , SCA3Tg~ 7 A (F4) F X T muscle atrophy ~ ™7 &
(FHEB) D 1 O # 5]
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1600
1400 1
1200 -
1000 A

600
400
200 -

EWwild-type
OSCA3Tg
Matrophy

3-16, wild-type = 7 A, SCA3Tg ~ 7 A ? muscle atrophy ~ 7 A 0 [ O E| FEE/ERRE D

B VERFH]

wild-type < 7 & 9 JL, SCA3Tg ~ 7 A 9 L5 X T muscle atrophy ~ 7 A 7 )LD T — X T

bV, BT 7 IFHHRERE R T

— '™ L]
th N Lk th
1 1 1 )

arbitrary unit

=
;_" —
L 1

=
1

**P < 0.01.

Bmwild-tyvpe
DSCA3Tg
Hatrophy

3-17, wild-type ¥ 7 X, SCA3Tg ~ 7 A ® muscle atrophy ~ 7 X @ trajectory length ratios

wild-type = 7 2 9 )L, SCA3Tg ~ 7 A 9 LI KX T muscle atrophy ~ 7 A 7 JLDF—H T
HY, BT 71 EEHERERE A 9. Mann-Whitney U-tests (2 X 2 #EEHROEE I

2T # X o TR
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10 -

* 0 ke dedk Aok
2 mwild-ty
= 5 -LYpe
E OSCA3Tg
Matrophy
0 T
X direction y direction

3-18, wild-type <~ 7 A, SCA3Tg ~ 7 A ™ muscle atrophy ~ 7 2 O LUK D 28 #h s D #K
(/KEJ516] ; x direction, TE[ELJ7[A) ; y direction)

wild-type ¥ 7 & 9 &, SCA3Tg ~ 7 A 9 JLi5 I O muscle atrophy v 7 X 7 JlLDF — & T
HY, BT 7IVHHEIEREEZ KT, P <0.01; *P < 0.05.

150000 - 4
o
b 100000 A [ Bwild-type
E OSCA3Tg
2 50000 - Hatrophy
0 m— .

3-19, wild-type v 7 A, SCA3Tg ~ 7 A ® muscle atrophy < 7 X ® Jerk Index
wild-type = 7 2 9 )L, SCA3Tg ~ 7 A 9 LI KX T muscle atrophy ~ 7 A 7 JLDFT—H T
bV, BT 7P HERERE A4 Mann-Whitney U-tests (2 X 2 #EEHAOEE I
ZX # Lo TRT.
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M OE|EBNERRERF O wild-type ~ 7 A, SCA3Tg ~ 7 A L U muscle atrophy ~ &7 A D
KERFALE D LN 2 X 3-20 (2, BIEIMAE DA 2K 3-21 (2R3, [X3-20 38 L O 3-21
XZENENLIEO~ 7 AOMBFITH Y, AOENIRRHRITEZR LTINS, K321
TITBIE A B, B A s OB AELZ & L7 3koun /77 & L OURLTE.
SCA3Tg ~ 7 AD KL FNLIEZEN I L OKBEEAEZEN O 2 F X EHRIL wild-type
<~ U AHAREEICKRE L, £, muscle atrophy <~ 7 A & wild-type ~ 7 A DA E
FZEITRD N7z (36 3-3, [X13-22,3-23). 6 DOFERIE, DR EEEIRE

W, SCA3Tg ¥ 7 RIF LWHKDFENERET5HZ L Z/77. & 5HIZ, muscle atrophy
~ U AL SCA3Tg ~ U AD K 5 703 LWHIEDFEN AR I 7200,

# 3-3, K¥s1-N7& (K FJ70A ; x direction, FEE S5 ; y direction) 3 X OVW%EEET (Hip),
RBEET (Knee) J5 L UVEBAHT (Ankle) o BSR4 DL H)

wild-type SCA3Tg muscle atrophy
Greater trochanter (x direction) [mm] 0.3+0.0 3.0+ 0.6 % 0.6+0.0
Greater trochanter (y direction) [mm] 0.3+0.0 0.9 +£0.3%# 0.3+0.0
Hip [degrees] 1.2+0.2 4.3 +0.4%1.72 0.8+0.1
Knee [degrees] 1.3+0.2 6.5+ 0.8%1.# 1.2+0.2
Ankle [degrees] 1.5+0.2 7.9 +0.6%# 1.5+0.3

#1 Significance level: P < 0.0167 compared to wild-type.

#2 Significance level: P < 0.0167 compared to muscle atrophy.
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: 20
wild-type = |
g
=
20 -
Q
2
S
>_' L
=20 N " N 2
20 0 20
x direction (mm)
20
SCA3Tg 7 |
g
=
2 0 4%
b3} =
L
=
kS
>
220 .
-20 0 20
x direction (mm)
20
atrophy z
=
S
=
20 -~
N
Q
(P)
=
S
>
220 0 20

X direction (mm)

3-20, wild-type ~ 7 A2 (=#B) , SCA3Tg~ 1 A (F14) F X TN muscle atrophy ~ 7 &
(FER) D KEsF7r & 287 D HA ]
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wild-type

—_

Ankle (degrees)

SCA3Tg
,,1
&n
2
=
-
=
<
140
4‘,7%
atrophy
!
3
=
-
=
<

3-21, wild-type v 7 & (2#F) , SCA3Tg~ 7 A (F4) 35 LU muscle atrophy ~ 7 &

() o BA 4 2L D B
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51 # # #o#
— 4 -
E
g
;:3 T B wild-type
=, . 0SCA3Tg
E M atrophy
- 1 -

U -

x direction ¥ direction

3-22, wild-type ¥ 7 A, SCA3Tg ~ 7 A3 L UF muscle atrophy < 7 A D KEE -7 {& (/K
7518 ; x direction, FEELJT[A] ; y direction) DAL

wild-type ~ 7 &2 9 JL, SCA3Tg ~ 7 A 9 JLi3 L O muscle atrophy ~ 7 A 7 LD — & T
bV, BT 7T HERERE AT, Mann-Whitney U-tests (2 & 2 #EEHOE M
2T # Lo TRT.

o]
(B ]
]

et
[ ]
| =
| 3=
| 3+
| 3=
| £
E:S

£ 8 u

= B wild-type
- 6 -

£ OSCA3Tg
_E 4 1 M atrophy
2 2 -

Hip Knee Ankle

3-23, wild-type <7 A, SCA3Tg ~ 7 A% X O muscle atrophy ~ 7 2 DI%BIET (Hip),
WEBAET (Knee) 35 X OVERIHET (Ankle) o B & D25

wild-type = 7 2 9 )L, SCA3Tg ~ 7 A 9 LI KX TN muscle atrophy ~ 7 A 7 LD —H T
BV, BT 7P HERER S A3, Mann-Whitney U-tests (2 & 2 #EHAOSE I O
ZIT # Lo TRT.
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34 BE

SCA3Tg ~ U AL FHNINLIRFFS K OVKER I D DU fik T D SZAZIZ 38T wild-type
VAL L TE LWREOLEE 2R Lz, 24U, SCA3Tg ~ 7 ADH{KOEEA
ARLTWD EBZ NS, /INWERBEEIZBIT DWEICBNT, SR R EFLOZE
A7 (Mauritz et al., 1979; Dichgans and Mauritz, 1983; Diener et al., 1984; Diener and Dichgans,
1992), HRE.LBROZENL (g et al., 2009) & 7= 13RO E) & (van de Warrenburg et al.,
2005) ZfEtr U, M E &/ NMREBE Z IR L TV D, MR EEE T &
TREFLOEN, HEE PO 7 ITEBR OB E N RENWD EBHRE SN TEH
D, INMEEEE T RO 2 RS, ATEE & OBEWNIH LT E S, ERLALR
B ELOKEKAFED SCA3TG ~ U ZADRI DB & L TR EEEE T/ MR EEE
DEBEELFLL TVD EWVWR 5. SCATY ~ 7 ADKRIEDOEBEIIINZ T,
SCA3Tg ~ 7 AT wild-type ¥~ 7 A & L b R THREEEEBEN BV E WS RN H 5. I8
%)< LT SIALEENT, /NI BB B3 (van de Warrenburg et al., 2005) 35 X OVSCA3 ~ 7
A&7 /L(Bichelmeier et al., 2007) IZB W TEEINTZFREEFER T TH Y, RIFEIZEBN
TERILTE,

AWML SCA3TY ~ 7 AI/IK 7 /v o =l fe iy 72 L7 et —4% —%
WTWDHT2D, /INUD BB D &V D Rl A ff> T\ b, Zhicxt LT, & b
D SCA3 A 1I/MM7ZT TId7e <, £ < ok (dek, K, B8, KIMEER, #H6)
WL THHEZ 5 & 29 2 & A RAIIR IG5 JOWEAET 27212 3V T
MR 4TV 5 (Burk et al., 1996; Klockgether et al., 1998; Dohlinger et al., 2008; Rub et al.,
2008; Schulz et al., 2010; Seidel et al., 2012). SCA3Tg~ 7 Ai{Zt ~h® SCA3 DET /L TH
D EEEEIILE A0 Lv. 22 CTHEMVINKAEMIED 1 2% A 7 Th 2 H /)
HZEPESE 6 1 (SCAB) (2D TH X THATV Y. SCAG IXEZMIZ /MK T L% o =il D
RN 2 R TR TH S (Ishikawa et al., 1999; Ishiguro et al., 2010). AAFZETH =
SCA3Tg ~ U AT HARARHRE R DI ER AR & L CIX SCAB IZ L W FHEBILTWA & B %
53 %. SCA3Tg ~ 7 A, /MM AEBHIHF L ORI LET R e#Hm TS D
2T T, RO RN 2 F7D SCA6 D L ) eI OET L E L CEERMAE
Rt TEL EERXD.

~ U RZEBIT D HOBEHEREICIBWT, A BEERLEER O feimiE & 7R
. & MIBT 2 BEREEE I EBEN R CTFAOYB 25 L TV 5. /MR E R
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FITHEBEEEBICBWTFE OB AT & & X TE LS LE TS (Bastian and
Thach, 1995; Bastian et al., 1996). H O Z|=EEMEREO FEETH 5 A OB A -l 5
721, trajectory length ratios, 28R O%Fs KON Jerk Index Z =K 7-. Trajectory length
ratios OFEAM L VY, SCA3Tg ~ 7 A% wild-type ~ 7 A & LE_CTEWBSOHEEN R W2 &,
IO OFHE X Y SCA3Tg ~ 7 A% wild-type ~ 7 & & T 1 OB 5[ D2
fEINZNZ LR B E T2 o7z, Jerk Index DFEAT L W SCA3Tg ~ ¥ A 1% wild-type ¥ 7
A EHARTADYEIOHE NS0 L Kb Tz, X 3O TONAIRFIZI T 5
A D BAEREEEN W T, NHEHF 21T - L RNEEI O\ LI N Kb D Z LR
Jerk Index Z 592 Z & TREINTWD (PHe - dbiE, 1994). 0 ORIEEEREICE
2 FEETEHOYE REH TH Y, BHMREETH S, T 67, SCA3TY
~ U7 2% wild-type ¥~ 7 A L HLAROOEBIOZE LWEEB 2R LT, H OZ|EEFRERE
IZFB\ T, SCA3Tg ~ 7 A D% wild-type = 7 2 L EE_NTHE L EH) LT,
WORRED < 7 273 1 OFEEE) 2 FIH AT 5 72 DI ITEE BN FERE L 72 21
WNEETHY, I HIZEORBFIENIT RN EREREE 2 R LTWD ERBRINS.

Muscle atrophy ~ U Z ZAFRL L, JEE PRSI 21TV wild-type v~ 7 2B LW
SCA3Tg~ 1 A LLb# L7=. muscleatrophy = o7 A DFRHE & L CIXLNLRFIZ IS 2 1% BE &
DR L OE MRS RVMER 22 B D . Z ORI K EE FIEIC L D587
LEZOND. L LR, LHLALIE, KA I KOV A OBEEBEREIC BN T,
muscle atrophy ~ 7 A D Kilin (7 B AL 3 KX OEBEEI M4 JE AN D 2 XL H R OMED
SCA3Tg ¥ 7 A L H_NTNHEL, wildtype =7 A L HRTEWDNRRWVWI LAVREN,
muscle atrophy ~ ™7 A% SCA3Tg ~ 7 AD K ) REBEEL LS. LER-T,
SCA3Tg ¥ U ADLEBREITHAOZEMHENFIN TH SR Z ShTHDHOTIHAR<, EIZ
M OBEREREEIC L > TH SR I SN TND Z EBRREND.
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BAE  DOEEBWERER O B XAFT
41 =S

AETIE, v~V ZAOADREHEREICER LTV, vV RIZEIT 5 ADE
EEMEREIT, MERNREHOEEICHMY L TEFE2RESEDL I ENNEL R HHE
ThodEBEZLND. 20X REEEBICREMF LIZESHEIL, & Mo\ T, SIfL
KR < OB F 2T T H 2 WITHERICKZ B2 X 5 22BEER 22 ki @B i
L TR DO OFFEEREIC L0 EH82ZESELREZ VARSI TV D
(Bouisset and Zattara, 1981; Cordo and Nashner, 1982; Friedli et al., 1984; Lee et al., 1987,
Zattara and Bouisset, 1988; Aruin and Latash, 1995a; Leonard et al., 2009). & k OH#FFEIZE
T, BEEETICREE L7 BT EXATIC L D RHME S T D W OBUEIC
BWTH, EEIME L 72 2B EE)Z AT U CREGRET O 72 O Ol X OMKER D i THE) A3
HELDEVIRERHS.

BEEEEN I BECE L 72 RIS B W O ITREE &R A2 X LT s 2 &
DRI E TV S (Gahery and Massion, 1981; Massion, 1984, 1992). L7>L723 6, /MM
DSINLIRFIC B TRERGEBNZRERE L 72 Z2HIEIC & O X 5 IZH G2 DIz 20Tk
(E A EIRI S TR0, ARHFZE TREEE L 7c 0 O BIEEFREIT~ 7 2 2B W THEE
EENCRAME L RBHI 2R E T 50ICE LIZRETH L EEZE2 6D, &6,
SCA3Tg ~ U AL/ 7 V% o =il fe )72 L7 7' e — % —Z 0T 5D 72D X
PSR OB FEIT/MMICR SN TV D AREL, BEEEENIIREM U 72 LSRN MM &
DEDICFHFETLZOPALNITLZLE2AME L, HOREHER-ERFO wild-type
~ 7 AL L ONSCA3TY ~ 7 A D ERENT 21T - 7=
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42 EBRFGHE
421 R}

TEH B AR C57BL/6) ~ 7 A (wild-type ~ 7 R) 35 L OB/ MM MEIE 3 &Y 1
FUAY =y ~<7A (SCA3Tg~ 7 R) ZH\.

422 HEXFHIG XU

BRI OSER O A (neck), BEMEAS (gastrocnemius muscle; GA), IS
f75 (tibialis anterior muscle; TA), KAk —5HF) (biceps femoris muscle; BF) 35 X UYMAIIA
(vastus lateralis muscle; VL) M OEcEk L7z, <~ T AL, A Y 70T % FHWTREYR >
BILTe. AV TNT 0%, BA 3%, MR 2%k Lo, BT O~ ZAOE, %k
FOEHOEZZY, W7 70y a— FAT VL ARAT— LT A Y —EM (B 76
um, IR A S - A 140 pm, A-M systems, Inc.) Z 08k 2 ARICHLDAA TS, &
RO SEIE 1 mm 1 E SR A #25 U, SRR 1-2 mm & U7z, %A o B
MLE % X 4-1 1237, fREREFI1E 7T 72 L 0 #EhE S 4 (bandwidth 150 Hz-10 kHz),
Yo7 VB0 kHz TRUGk L7, SsET P XV A T LRSS & [F
s Elifhd L O ERXIE Sz iiek L.

FLER L= B RIE 5 13 EE = Y 7 b v =7 (Matlab, MathWorks, Inc.) % Fu»
THEAT L7=. ARG S i34 d&ii L, 20-Hz low-pass second-order Butterworth filter (2
F0 74N E =B LTz, fEMIESOIEBFRGIIN—A T4 225 6SD LV RicE
NizE & EER L. N—R2 T A 3N OBEEERAGHT O LI 500 ms O
fE DB L ER LT,

4.2.3 Wt

wild-type ¥ 7 2 & SCA3Tg ~ 7 A DT — X O L#LIX Welch’s t-test for unpaired
data Z W CHREEHRIE Z T o 7. AR, NiZ~ 7 20, nid2fEORFEITEREZ =~
ER
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AMAEE

4-1, ~ 7 ADAG T O BRE R AL E
IR ORI BERE RS, RIS Eh, KR —SAfH IS X OIMAA G~ FEAsE ANLE 2 7~T .
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43 FER

A ERIIE M OST ORA (neck), WEMEAT (gastrocnemius muscle; GA), RifSE
fif (tibialis anterior muscle; TA), K& —BAAT (biceps femoris muscle; BF) 35 &L UM%
(vastus lateralis muscle; VL) 2> 5508k L7=. X 4-2 (30 OBIEEEFEIZRT 5 wild-type
~ AL SCA3TYg ~ U AZNENDOHERO 1FITOHTHDH. K428, HE
BIBTAT R L 72 b D &R LTV, [ 42 POIERRIT~ ¥ A0 A0 KEOEIZE
LB Z2 R ARBFFE T, %< O APAs ORFFRICE W TR ST D &L 9 IRk
AR ORI E B L7z, SO NI L ORI O N OIE B Bl a R & i3 5 72
WIT, EWFEG LB O E RO 7. ¥ 4-3 12 wild-type ~ 7 A D ELEHR
L UCRT. M 4-3 OAREHNTIN 4-2 O wild-type ¥ 7 2 DFFERIIETE L Kdi= b
DT, IHITALBEEEBMAATZICER LTS, X 4-3 DKFORMIIEE OREHE
R L, RANIAEMOTEEBHARZ 2 ~d. A ORZEEEREIZI W TEHI L7237
(wild-type = 7 A, N =7, n=40; SCA3Tg ¥ 7 A, N=8,n=51) I[CBWTHEHTDHAL X
O DA A OIEEN AR L &2 SR oD Tz, S BT, SHEBO N OTEBIBA A RFZIT RT3 5
BIE DKW OIEBBIGRFZ 25 LTz, T7bb, R~ A F A7 bIXEHE O O
ENZSEAT LTC &N A L, 777 A7 BIXEEH OEE DR IR N E L TnDH 2 &
R, (X 4-4 (ZSHER OO A OTE B BR AR I k9 5 12 R DA il A OTEEN B AR DI D -2 %
FONENERA 27~k T (GA: wild-type = 13.2 + 3.4 ms; SCA3Tg = 86.9 + 15.0 ms; F = 11.910,
P = 0.002. TA: wild-type = 18.6 + 3.9 ms; SCA3Tg =139.1 + 36.7 ms; F = 18.511, P = 0.013.
BF: wild-type = 20.7 £ 2.3 ms; SCA3Tg = 180.4 + 53.4 ms; F = 22.110, P = 0.020. VL:
wild-type = 4.3 + 2.0 ms; SCA3Tg = 249.7 + 61.9 ms; F = 23.014, P = 0.005). 1 DX|ZEEE
AEIZ BT, wild-type = 7 AT N OTEEIB AR & FEIE & 72 2 SO A O
THEEBRIA AT & A ERIEI L7=. SCA3Tg ~ 7 A DSHEEL O fih B OIE BB 4B 2%~ 2 o
N OTE BN AR DA 1 wild-type ~ 7 R &l _XTHEICENTZ.
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wild-type
Meck ST FTORRPY T PR PRt

O U_J._.J b ' TP ||:|5 my
TA N ie 1 M.II T TR TIPT | TR PR ||r.'|.£11].1:1lFI

EF SRR N (0.5 m

VD e sttt e s soie s, | 05 1077

lﬂﬁs
SCA3Te
Nl bbbt e bl brsabbeinnlie |7 1117

Ca —Ltuseninbstenbotabalumschuoilintinabio |
TA TSR T T P T T T T [

BF  eoeeeckbistdimionmmaitonpn | > 111V

500 ms

4-2, wild-type ~ 7 A (E#R) BLONSCA3Tg ~ 7 A (FHB) DfihE X OF

FEIT~ 7 2O OANRKE O IZEE LA =T,
Neck , SHIR ; GA, JEIERS : TA, FifE#S : BE, KBR FEF . VL, PMALAS

Neck ———ewr=—=

A

GA —— ==

TA =
BF

b

VL ——
50 ms
%] 4-3, wild-type ~ 7 A O EBNBH AR AT O ) 7B B O el A&7
AKEDOWHIITEOBEL R~ L, KENIAEXOTEEIBH IR 2~
Neck , S0 ; GA, MEAEMG ; TA, RUASEH ; BF, KBERZEAM, ; VL, SMALH,

b
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350 1
300 -
250 A

200 A

ms

150 -
100 -

50 1

ok

GA

TA

BF

VL

B wild-type
OSCA3Tg

4-4, SEF O N OTEENBHARIFZ 2 FUE & U 7= 15 5 O &1 A O T Bh B A6 I
wild-type ¥ 7 2 7L LTRSCA3Tg ¥V A 8IEDF— & Th D, W7 T 7T EH+iEys
MMFELFT. GA, WEIER ; TA, BIIEE T ; BF, KXER EAM ; VL, ZMAAR ; **P < 0.01;

*P < 0.05.
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44 BE

M OEZEEEREIC BT, wild-type = 7 R 13 IO %55 A OTE BRI 44 & T8
TEL 72 DS O MR OIEEIBI AT & A EREI L7=. Wild-type ~ 7 ADOFERIE, =
PAPUJE T DSEALLES ) B RIS K 2 BRI 72RO = ~ OB E Z1T - 7B, SCFF
e & 72 DRI DO BHATRE DT D DFIEE R FRFCA U e WO FER SR L 2D T
&% (Alstermark and Wessberg, 1985). L7-23->C, HOREENWEIREL, ~ 7 R 2BV
THEEEER CHEME L7 BRI O TR ZAT O TeODEBR AT XA DL L TR LS
Z biLD. Wildtype ~ 7 ANEEO KRN OISBIBA 4G & BEME L& 72 2 SO RN OTE
EBALAMFIREIZ L U T dicxt L, SCA3Tg ~ 7 A X O KN OIE BB 447 18
VB & 722 DSEM O A OTEEIBALR L 0 B 7=, Wild-type ~ 7 2 &L DHERIZ L W, SCA3TY
~ U AL H OBEEEREIC W TREEEBNCREME L 72 B8 2 @ U)I2AT 2 Tue
WZ LRSS, B FORE, TRLL/IMMEREZ IO TH MR OS]
X TVW 5 (Timmann and Horak, 1998, 2001). Timmann & Horak (75~ 7 H
L DEEOD SR O LT E A fl i 6 L OVIMIMER BB 1B W TIHE L & 25, /MK
PR BE IR E 7 OISBIBIAG S B DM 23 7 b v 7. BEEEBNZ FEE U 7o L8541
WZRWT, /MM SO TR NI REZ AR T 57 4 I 7 2@l L, &5
ERESEDLEEEZRIZLTCNDEEBEZLND.

I AT ORI HITTRIC 6 1 2 FEHLE, /NI B0 25 B BN (SR U 72 B4
W5 T2 LW E T 5D THS. YL (Coffmanetal., 2011) BL KT v b
(Galgiani et al., 2011) (2T, /MM BREIEKRIMEEEE B S B R RN 22T 52 &
PR &, KIMEEEBNE 7> DABEE &I UTo /MM R~ O B 5 1T EGEE SR L 72 &
BHEH DO AERICEETH D ARG T BV D . KINBCEEB) 7> B AREE 2 71 L7/ Vi
HERA~OEST DY 0 OBIFEEEOEE S O 2 ¥ —Z /MR AMEET 5 72D ORI &
IRVFFD ./ RERT 1 OBEEWEOETE G 0 = B — 2 T Y iR O 2 O FTIRE
(NIRRT BERS, SMURTER B L OURAHEEE) (S L, BREOBIEE 225 &
EZoD. ERO/NEEN LR, WS EE L U 72 BB 2 1%
EEREZL WD ERBEIND.
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HEE Kol
51 ~URITRITHEEHE

A, WEEBE IRV EBRHERETOEAD NIV AT 2=y I v TR
BLO/ v I T UL )y =y ARMEREN TS, SCAL H 5L SCA3 D~
UAETIVIIES IR EN TS, <~ 7 AOEHENFE S L THO LR TS0,
footprint 36 X ONulfiskERRE CT&H 5 (Lalonde and Strazielle, 2007; Brooks and Dunnett,
2009). TN HDOEZE~ T ADNT o AFHE L LTHWES4E, footprint 23ELIVD & %
VIEBEHERRIZRNA RN L2~V U ARNT U AEELZET O LERT O ENDH D
(Lalonde and Strazielle, 2007). & 512, SCA3 ~ U AET /VOEREOFHIi #2179 #E & L
T, AOEMMET X+ (Cemal et al., 2002) HAVMINVHEY K& A b (Goti et al.,
2004) AHWHN Tz, v U AR LICEEE TR Eic LT &, 3 <ICEE bm&
ICEZ CTRIE A B 15D 5 &) Kt A3, AOEMMET A M, ZORKKNBA LI
DEFHET D, MHEYV RN T A MY, U A2 EEREBIZL, BEVREBIZR S £ T
DI ZFIT 25D TH D, ~ U ZAOEERE)FHLRBE ORI R & R 2 E 2 THIZW.
Pl LC, EEgEN 2O CE s N EFonD. 7, EBREELES
LOTEL, FHIEZESIAT) ZENTED. KRELT, N TN TE R0
ZRHET 2 D0HTHY, EO L) REIECEENEL TW L0000 T, HEHI#EO A
H= R LIRS Z L iETERntEX b5, 51T, footprint 38 X ONal#niE
BT~ U ZAOBITENERFONT 0 2%, ADERMET 2 FB RO HE Y KT A R
I~V ADFI IS EFMT 2D TH Y, ~ 7 ADSIREO LB ZTES 5 Z LI1ET
ERANAR

AIFFRIZBNT, v T ADOREBFE L U TRENINIRE, KEARES X0 o2
EEENERE 2 BT 72 (IO U, @B PAUARIT 36 L O AT 21T 72, ~ 7 A DZFfRAL
PERERS X OUKER IR, DR CONALIZR W TEBNMERF 21T > T D & & OB O
BEOMRAT 21T o 72, O OBIFEERBEIC W TIE, SO HES T O 4%k OES)
TR I X O XIRNT 217 - 7. EERIHORRE D ~ ¥ 2 O SLAL LS 2 BB 1) 12 GF At
L72& W) SUCB L TUEHHLOER AT X A LERET 5 Z LN TE . MNRE~ v
AET I Toh D SCA3TY ~ U ADLRENEE 2 EE) FRIFENT S O I XA BRI LY
B2 L7 b T L. RIFECHEE Lo~ U ADOREBGRBEOR R & RAEE 2 TH
P2 Bl E LT, SEBNRE ) FHIlRRE TIIAT » T e o T B EAOMRATIC X 0 &5

60



D 24T 2 D RIS 5. I BT, HOBFEEIEREIZ I TIT o 72 i IR AT 1 L5
FIEHORBEFAOMNCTHZ LN TEHHERERMT THDH. £, AWFILOLRETREIL
FHEFICHMTH Y, BELHEREZMESEDLZENBE TH L. O, ERHIE
DAN=ALGERDLZENTELHEEZEZDNSD. S HIT, SCAITYg~ U AD K 5 ikl
BT ZAETMCOWCHHET 2 2 & THARSIRCR AN HEE I Lo X 5 IcE$ 5
WERD ZENARETH 5. RS, [EEEHEIC B W TR 56 L TEE T 5~ ¥
ADOBVEITEM CHER AR L2 L THEMEL BRI Z IS SE 20N KEETH
HLEZLND. RIFE LT, vUANERHIREETH 572 0HE T L TGREZITDRW,
ELWIEBKHZ BT 5~ U ATEE 7R ER TE RWEOHBIZ LY EHRT
— 2 EZFHT L2 ETICREWHIMAZLE L T oA LT o5,

BUEHRIW BTV D~ 7 2 DTEENRE /) FHERRE, ANFFEIZ 30 TREEE L 72 188
AL O BB EARNT I L OB BRI IO\ C, SRS E 90, FHINES N E
IMB I OCEEBGHIEIORA D=L ERH Z ENTELDPOHBZENENFMIL, £ &
W2t DxFRKE-1LITRT.

£ 5-1, ¥ 7 R|TBIT DR

A 73 8 2 RIS AN = ALEBRD
footprint O O X
B} s O O X
A DI O O X
MHIE Y R O O X
SEE) AT A X O
75 28 X AT X X O
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5.2 /NMOBEREREE L #FRYREEHIH

NG EN R R ERBEEL BT 5 2 LIMEREBE ORERICE Y, X
IDIRNEETH D, /INMIIHEBERGH I 3 SO TR O K, hER, HEER, Sl
HERIIC /3T 5 2 &3 T& 5 (Apps and Hawkes, 2009). ZEEAHI4H13S J O 7l i 2 B 2
PRAEEN % RTe LT DI/ MM B T 5. /N B E I HRE K & b FRT, EICE
BE D DORDMED AT 20T, /MK T 2 ETAZ 28 W LT, M oMEEkAs L OW]
FERZ\C 1T % SR D R JEFO DL, BRI DR O ZE AL F 72 3R OB X &5
WU TWFFEIC BN T, B D LFHNNIRFIZ BN T, /MR BEE IS L T2
JEFLDZENL, HRE OB OEMN T IXEROBE N RENWZ ERRESNTND
(Mauritz et al., 1979; Dichgans and Mauritz, 1983; Diener et al., 1984; Diener and Dichgans,
1992; van de Warrenburg et al., 2005; llg et al., 2009). A5 Db MIBIT DIERIE, M
FIRITETR D03, AAFFEIZE 1T D SCA3TY ~ 7 A DEFHNINLIREES X OVKER A FEIZ )T
B D KRERTFALIETS KL O BIEI A RSB SR S B L TWh 5. /MR EEE IR
WT, FRCHM/NROIEEICE R 2R BFIL, AT ROFENA K E VN (Diener and
Dichgans, 1992). /MMEBERFIZBWTNNT V ABENEFICEN TN BEIL, BT
DOEE, B AT EE oD, ST OB A LA ORI, R & 2O
decomposition 5 X UM TIEE DRV E DO MBI R A TIRE L 2556 Z L AH@EINT
V% (Morton and Bastian, 2003). EEAfEE D/ IMMIESITRIHIC G- 2 2 BT R E W EH
AbND.

SCA3 B I E W WVHEE CHhZEs a2 245 (Watanabe et al., 1996; Maruyama et al.,
1997; Schmitz-Hubsch et al., 2008). R, AHFFETHV 7z SCA3Tg ~ 7 A%, wild-type
~ AL AR THREOWEER, v 7 A fid ZORIISE IV TEME L. fiROZEE
INREREI BN BB 2 BT B 72012, wild-type ~ 7 AD#BIEEZFEETHZ LT
muscle atrophy ~ o A ZVERL L, 22§ NIALREFS K OVKER A RE O TE B 2 BT 21T - 7=
fiR & UC, LNk X OUKIRA RT3 1T & KERFOLE O 28N ds K OB B D24
AEDOZEENT wild-type ~ 7 R & H~3EW 72 <, SCA3Tg vV AD K 9 72 B#TA LI
IRolz. ~ 7 ANTK U TR ZER 24T © 12 A THHEIC B WO TREMIZR AT IZ R Z 72> T
RN, hEME~ U AT TER E ARABERATI ZENRTESH LS5 THD (Frimel et
al., 2005; Caron et al., 2009). L7-73->7T, ®&KDOMHZEMEI A H41DH SCAITYg~ 7 ADZE
LW EROBYRIEIN OFEMEIZ LD b DO TIEAR L, MROBREREFICL > TAL TN D &
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FZZHND. ROFEE S D WIEH ) OIR T IZHKERN D 22 b T2 RIT T L
INEZHNDD, T, EICTHEMRER OEFI I REIE LWEEL Tt
5.

728 SCA3Tg ~ U A IO R DOZEAEE ET 2D Th A 9 . Open-field 7
B (Goti et al., 2004; Fryer et al., 2011) 3 Z O TIEEIOFHA (Chou et al., 2008) (251>
T, /MR~ U AET UIIEEENED LTS Z LR ENTN D, ARIFETHW
72 SCA3Tg ~ U AFAEFENRD HIT/MENER L TE Y, £%1D wildtype v 7 2 L
DN ZERWNEETH D Z EDBIESND. T, /IMRER L\ S PR R O
FRET TR, ZIRIRE L LT REIEBIOROR, S O EH i OB MEZENE 4 5
FEZILEOTIERONEBZbND.

IR R (TR A & e, TR B D TR E WV Z E N ERMITR S
LT 2% (Stolze et al., 2002; Ilg et al., 2007). Fii & O/NMZAEME~ w7 A & 1% R O g % A
S LEHBTERT D2 EBMESN TS, SIFHCE W T S RIEZ L LIz S AS
b D EW DR, NIMIE BEEE OSIAT (van de Warrenburg et al., 2005) (23T 1,
INIMIE R~ 7 AT VOB TONIAL (Bichelmeier et al., 2007) (2B W THALND.
SATHFGE TlE, SIAZRRF O JRIE 2 E AL L TR0, ARIFFETIE, ~ 7 A D2 iE % &
L CH% & SCA3Tg ~ 7 A1 wild-type ~ 7 A L LERTHEICEWZ ERHALNE 25
Tz, SATEBNCB W TRIEZ IR &5 2 LI, IMKICEEEZZT 5 & WARINICE Z HE
WD, HDWTEBRERESE LY L LTE M D WITEMBHIENIC & 2 8E 7
DNTONB 7R,

LHSIALIFI L OVKERBEED L O ICEBZ MR T 270D 7 4 — Ry 7 il
XD HPLMEOIREL 7 HEERER T L. FRIIBTRICINT, REHIEILE
BRBEZRIZLTVWDLEEBEZAOLND. 7y FOBITY I 2 b—a UAFRIZREW T,
MED & S & —BIRDO LR ER AR ENTE Y, STIEBICEE R EH 2 1
LTV ZEMPRENT (Aoi et al., 2013). ¥/ = L—3 3 BT D EEHIENT /)N

ik - IMER TSI D EBMIIE AT T L L LTERY, RMEEREERICE SV HI#EZ1T 5.
BATIRFIZ I 1T 2 LBMERr & /NMBEREICBE L CT/NIMZEYE~ D 2D F Ly R I VIBATRED

EEN LT 21T S TR S 0, /INIREE~ 7 A O KERFALE D 1A TR ZE LT
wild-type ~ 7 2 L DKW LR E LTV S (Takeuchi et al., 2012). /MMZEME~ 7 A1
/NIHHERERE R I LD wild-type ¥ U A LRI UE I ETHEL RIF2 2N TET, £0E
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STHERTT 5 2 L bREETH D 2 LAVRIR S, ATIRFIC T 2 BEHIE N EE ST
WD ATREMES V. O THATICRT D MR 2 B 2 2. K5-11S, BMTICRT S
HHE/ L — 7 %753 (Orlovsky et al., 1999). /MM AL, EIZHEE D ORLPED A
NEZ T, MG TH 2 ETAZ A LT, MBOBEERAERR L OREZICH T 5.
5-1 ICBWTIE, MRS EDTH D, /MM IR TR L OGESNC B 5
TR THY, FhEOLOORLED AN 25T, WMiEETh D Pk LT, K
SO 5. B OSFFRIFMOES =2 — vV BLONME=2—1 VI
L, BATIEEN A AT 5. BRED D/MA~OES & U TRERIF#/ MR 3 L O I
BE/NRIE DN 8 V), ARV B > B OBATH ORRFEF WA /DA~ & X5 . /]
IR I, BATRFC W TR OEE) PN T A =2 ERE o b LT Z e hxaz i
V72 R TTORIE STV 5 (Bosco and Poppele, 1993, 1997; Bosco et al., 2006). LA o &
T, BATHE, NI AR E SIS T BB R T 2720 Oz L Tnd &%
A DHND. [FRIZ, AIFFEDLEFRNIRFIS J VKR RFIZ 1T 2 #9722 LS B
T, /IMRAEFAIAATER 5-1 DFRE/IML— T WEEREEZRIZLTNDLEEZ 5
nb.
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Cerebellum

¥ ﬁl_

Pars
intermedia

Vermis

Interpositus
nucleus

nucleus

Brainstem

Red
nucleus

Reticular
formation

Vestibular
nucleus

DSCT
VSCT

Spinal cord

Limb

5-1, BATIZRBIT HHFH/ L —T
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5.3 /INMOKEEEREE & MEECEENICRERE L 7o B G

AWFTETIE, ~ 7 AR 5 A OREEEREZ M L, EE2RfETs L O
A EERIfENT 24T o 7. BRE L L i~ U AN MBI BT B SR L) BT IC 8 5 KA
DA TZHZESE NI BOTH Y, v U A TFEEH 22 O EBN R L Ta
G OLRZLESE L MENH ) TH L EEGIE (APAs) THDH EBEXLND. FiR
T, ~ U AOSHEEOM, WEER, BIEHE, KBR EEE, SMULH OFHI I K OEHT
ZAT o 7. wild-type ~ 7 A%, SHER O OIEBIFHAG I3 L TR D Z L Z 3L O i 23[R
WIEEN L7, ZoOfEIE, X2 BT MR EBE LR TH S (Alstermark and
Wessberg, 1985). ~ 7 A%, & ROMIED L HIZiZ- & 0 LEITLEEEEFE DD D
EEN &2 R &2 o7, B D2 BIZR DN E~ T AD 4T KD SIZIIT DL E
PEOEWAA[REMEE L TEZ BN D, HOREIERBEIZIB VT, SCA3Tg ~ 7 A X
wild-type ~ 7 A & bhi U CRRBZAT H 0O KRG (L& F6 K OV BEEN A4 BEZR L O 288 53 K
=<, HRNBEICENE L. SERMNTICB VLTI, SCA3Tg ~ 7 A%, SHHOfH D
IHEIBRIG I L CRIKDO Z NN O MG EhBHLG 234172, muscle atrophy ~ 7 A%, 0
D ENEBVERE OEB) BT O AT O BT IIAT > TW WAy, BUEEZTH O KR
R ILIE R X OB A AN OZENZE LT wildtype ~ 7 A LEWRR o2, L
T2in o T, ESIL RIS K OVKER R & [FIBRIZ SCA3Tg ~ ¥ A D 0 DOEIZEEM{EHVEIC
BT 2 BEEFIIBRIBH OEMIZ LD b DO TR, /MEOEEEREIC L > TAEL T
LEEBEADND.

APAs TR 572 AR R ORI T < 2 B g S Akl S TV (Massion,
1992). IT4E, 2 & AW T TONALEE N BRI K 2 R O =W ~0
B EGRE £ 72 TR AT O LN — & 9SO B AUEBL S ROAT SIS K0 H e
RAOELGRHALNCENTETND. APAs IZBI5 T 28 L LT, IBIERHEREAN
Y, BIEBEHERRIA = 2 — 1 U DNREFE O 72O DI OHTES) L M Z & - TIEE) L T
WAHZ ERI BT > 72 (Schepens and Drew, 2004, 2006; Schepens et al., 2008). APAs
~ORAGNRRENEEZZ DI TWEON, KINLZEEEY Ch 25 (Birjukova et al., 1989;
Viallet et al., 1992). KAMBEGEEIEFICEI LT, *a2 2 HWCHEEICHITD L N—%
PR OB R/EB RN L0 RN EEBN T = 2 — v U NEBTREI DD D
DO FRIEEN EARES A2 - TIREN L TV 5 Z & AR &7z (Yakovenko and Drew, 2009;
Yakovenko et al., 2011). A& AEBEMNGERIR 13 R E fEdEcEs X OVRE PRIl B DI 5 2% 1T,

66



ENODOEFERE L THAT LR TH D LB X OND . KIS EE) | G e
BRIR A~ T2 EALHAX CTd 5. Yakovenko & Drew [ AR A B EEN B 3 S OWE AE B HE
BRIR 2L A9A A T2 APAS (2 B3 2 ifR[al % A %5 2 T % (Yakovenko and Drew, 2009). %
DRI L D &, KIMECEEEN B 28 FENME L 72 @B D4 m S O I REFEI RS
LYE Tt L, T D OFRFIIBEREER A~ b % b VBEREHRERIKI I Z 1 b OfF#
e LEBHREICEAT 282 HANT2L 06D THS. —F, /Mib APAs ~[
54 2 AR AR DAl & L Cilii SN CW A 3EI T 5 (Gahery and Massion, 1981;
Massion, 1984, 1992; Diedrichsen et al., 2005). L2>L723 6, FEERAJFEILNZ & A L5 D
NTWieotz, RIFFETHUZ SCA3Tg ~ 7 AL, L7 7t —F — |2 X 0/ MA
BHNCEVE LI R T v AV 2=y 7~ ATHDH. AOREEEREICI VT, SCA3TY
~ U AT KRR FALE S L OBIETA AN wild-type ~ T AL HA_FZE L EE LZ. )
BT I BT, wild-type = 7 A DNEHEL O OTEEHBHAAIZ X L TRELO Z 2O
DARIREIZIRE) L7223, SCA3TY v U AL O OIEENBAAG I X L TR O ZNEhd
OGN EN T, L7z T, APAs BB LB 2 HiLd N OEEEEREEIC
BWT, /MM D O TATIE NI BERZ AT 27 A I 72l L, B84
TESEHLHEENEZRIZLTNDLEBSZLND.

/I 2 KL ARIA AU TZ APAS (ZBES 2 AR RIS 22 9™ 5 1T, R BB T B B
FHEF D D/INEA~OFRF D E R AR ER L 70D Z L3+ BE 2 6D, RIS, /MK
SMAPEEREBIZKRIMBE 2 DB 2 T LT A &30, /NIEZE T 2 #iREZ, $URZ T L
KIMBEIZHT19 2% LD RIMBUE/ MM —7 2 2. £ Tl KIN R E &)
By L 95 7o MR B 2 FE O DI/ MMAMAPEER Th 5 L& 2 50T 7= (Ramnani, 2006).
— 77, /MK HRER RSN R E 2 RIS T H 508, ERATNTHHENS O
FATHEOEKN THDH & SN TE. LA LARR D, Bl O FHIRFEIzsn T, /M
HUER I RN B EEN B 0 & ORI 25217 5 & W o B A /LS, $L (Coffman et al.,
2011) BEL 7 » b (Galgiani et al., 2011) ([ZBW TR SN2, FMTBW T, /KA
# VB-VIIIB 375 1 YOEENEF, i 2 IEE I L OHHIRIEDEE 7> & 8 22 it 25217 T
5. 7y MTBWTIE, BEVIENESFTEFFEEICHY T2 £ B2 60 M2 B b
WaezldTwa., £, 7 v NORMBEEBHIFHIHY 25 MLEB LT M2 25 O&St
Xigam LTV RS, Ty FO/NMEES VII BENIRERTFHRE N O EH 22T Tn5
(Suzukietal., 2012). Z D X 512, & N ORTEEIEICA Y T 2 BE I D OB I3/ MKs+
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MPAEERE 7200 TR <EFRE/NK E LTEZX BT /MR RIS R L TH IS LT D
Z BRI SR, SR ELICHFENE L W 7EA EEZLND.

FHRERAVARIRE R E OB I T, WA REE 21T O 12O OB & L TNERE
TODPEEHNCER STV D, WEE T VBMAET D TR R O & LT, /MK
Db AN E L TEZLNTWS (Miall et al., 1993; Wolpert and Miall, 1996;
Wolpert et al., 1998; Ito, 2005, 2006). 7=, LRI ERINTZ L DOIZE LI E—0RH
D, ZTHITEHESTOaE—Thd. WHET /MIEOEa e —%2 AT & LTI EE)
AT O 12D OFEEITH Z N TE 5. FRIEOHI L LT, BEOmEE: F
DBFEB I PAZELIBEOLETIEY, iz EA~Eh 3 & v o N H 5 (Kawato, 1999).
M Z ZTT 2720120, iz B ~8nd & S BEZITW R0 SRR 7 &
IRONEHIE L e b, Z2C, CTlikEiE5 % grip force, iz Eh
739 71% load force 3% &, grip force i X load force |Z564T L CEN T 5. i iEEh g
BT &0 WS A S, RSB EEIE S O DM 2 B — 2 0T - e NEE 7 VD i
DOIEB | 2 @O HIE 5 7o DI HE BRI LR T EEXOND. WIEERD RN
B i 2 B8 70~ 9 RV P O BERE AR SRR BIEE I K0, FR3S KOO A2 B L 729
S NIMATEE B WO THERR S 7= (Kawato et al., 2003). Jii oo il e A 72 e B itk L CHg
DOFEIN T 4 — K7+ U — FBIZATOND LD DIE, SELR: O EEENCFEfE L2 7
IR 72 BB L L T D &N R 5.

UEDZ &2@E 2T, AOREHEREICHNTE X LD MRREIE I
5-2 DX I/, MNP L FHMOES =2 —m U ~O TITR E LT, IMEMEEN S
TR~ ORI RS, SMURTER > DI RE~OIMURTER B 36 & OISR D BE~
DA DAAET D . HEERAETBERS AR 3 K ONEALfs, SAMARTEF BRI TP E
Ffd KOS, AR RERS TG 3 KX OV OB R O EN EE R E 2 R7- L
TN D /NI R IR 0D S THRS % 0 CaARIATT il 6 s L O MAIRTE R B 1A L,
/IR P TR 3/ NI 0D TS 2 8 TR RERE ~ I L T DL S BIZ, KM EETE)
BN OEZEN L COMNRBREA~OBRFRE 2 B LD . KN EE) B3 F R &
DHEROET = 2 — 1 o~ BT 5 TR 5. HOSREIEREICSWTE, KE
FBERE AR 22 SR O OIEENFE & 2 TR0, /NN HRERA~IXEE 0 i O EEE
DFELHEFTE—=DELNDDTIERWNEEZ bND. M) A O FTTEIZRIC &
DEBPE O DDEEEHIIT 2 B2 BID. RIS O, OEE RS i L
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=SSN, 74— K7 4V — RIICIHRIEE AT D 2 A 2 > 7 &5t HE L
DEEIZIED L EZ BILD. BIERERRE~TIKRINE NS ORNBH Y, ZH 50K
FOBEMICEE TH DL LB X HNDHD, SCA3TYg ~ U AZEIT 5 0 OEEEERED
FHELWEEEZZTDLZ 0D, /NHO APAS ~BEERRKENT LAVRIEESND. APAs
2B T, KIMEE D HERZZ I LN R~ DRI & O I/ MM BE b D H ) A3 B
BN Z R L TCWD DT EHEI SN 5.
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5.4 /NREPEREREE OBEICAIT T

MG ETERREEEEL LI OSTHEELZZE L AFHAERICE LW FEE
29, JEREWET D X5 RIBFRIEIIRIZMESL S CuZevy (Morton and Bastian,
2004; Riess et al., 2008). IT4F, /MM EBEE OEEBLFFNBLERIE LV SETH 2 &
DR STV D (Cernak et al., 2008; Vaz et al., 2008; Ilg et al., 2009, 2010). L 2> L 7278
5, /MR EBENPAE RS AHEAELZEND ETICUET 200 T bbby, S
51T, BEFRIEIC K DB R OUGE S FARAIC £ O X 5 B E RIF Lo 7ol
Z o= O EEfIZF% % (Morton and Bastian, 2009). = @ X 9 7R EERICE 2 D 7= O3 E)
W& T AR, ERAERTR B WIS N A Th Y, I RE IR
FEOFEBRIFFRIIIB RN KN T Z LM TE RN EB I OND. IREE L LT,
LV TFUANANT Z—a TR FIRRIEDR & 0, BRRICHIZ 8T THFED E D &
LT % (Torashima et al., 2008). AHFIED X 5 7o~ 7 A DIEB)FEHIFEAT IS L OF) B XIfE
rafnT, B RRIEEOM 2 DIGRTIEIC X 2B 2L, BRCHTS
LETOERZLRMANGLNL O LEEDbNS.

%\, B FIRIRIE L TR OTBIRTTIED fREMEZ & 2 THTZW. AFRICE
WTHRRIC A QBB FRRBEIC W THIRRICRI TV 203, /INMIE I Bk 2 B R 5 2 A
V7 ZEYNCHIE L TWD Z AR END. HOBEEEREICE T, ERZR
S OEIIZ A DO THROBEH 24T 5 Z LN TEUE, BE2RESEL T LR
ARETIERWNEEZ NS, ZOWREFIEZRERT 21200 FHNIZRD DR, 7
LA v~ oA ¥ —7x—A (Brain Machine Interface; BMI) 72&8 2 65, IT4F,
BMI 3 27 LA EAEGET DR R ANTAT O TN D . FvZ2 W TEHFEIC BN T, Rk
FEIEBE O = 2 —m SAFEN 25 A, vy T —AERBETE L 2 LR a T
(Velliste et al., 2008). F 7=, RiIBEOMHREEZ BRI S ERIBEAE )T Z &N TE RN
BWT, KRIMEEEE O == —w U fEE) 2 50 20D B REN) < IT  (Functional
Electrical Stimulation; FES) (2 & ¥ A & #ili LBk 2 HIE L, Biz®Ehos Lo i
#7792 & (Moritz et al., 2008), )z Hki4 % Z & (Ethier et al., 2012) 23 F[HE L 72> T
W5, SLICMEEEOEEDR, XY aroh— Y vEED3 (Hochberg et al., 2006), =
RNy T —L%E#{ET D (Hochberg et al., 2012) 7¢ &, KA EEE T O =2 —n1 ik
A GEAI0 HET 5 AT ARBE I TWD. KINEEEHTFO=a—r 2 H0
7= BMI ¥ A7 A%, KIMEZEEEE O = 2 —n iR ES T Hs O 255k L
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TS &V HERAFFERE RICE S Wb D TH D, /IMHEIT L7z BMI v AT AT,
BAED L ZABHEIN TRV IMEDO =2 —a BN ED X 5 R EFEE LT D
DOAMETRE Z1T720D, /NIIZIZHA TR O TGS 2 5| i Z 9/ MMM 75 5 (Mori
etal, 1999) NfE{EL, ZOMEBITEBNIET2MHBRB AT D (Asanome et al., 1998).
INEBATEE R, MM T H D ETEEAEE LT 5. K S E WD OO
BEEEREOEE, ~ U A3 A EIET 5 2 & THREEZRITT 20, BB X & [FRF
(I OFHEE) 2 RET CERERDBE LRV B DD . v 7 ADHHE O OIEE)
oD WIT KRN E N = 2 — 0 OB OTEES 2 I E=4— L T X, HiHo
15 DIEEN & 5 WM RN R EEEN B = = — 1 o OSEERSEI O IS8 2N & % BIE 2 8 2 TI%
B L72%E, Thik b Y —L UMM 2 8 50 U EEFHENZ B 5 %I O
EEZLISEZT L D7 BMI AT AZEET 2 Z LR FARETIZRWIEA 9 D /MK
SRR K D IR ED INIK G E DIEIRIC & D K 5 R % KT T DDy, ARF5E
THEE L 72 D OREENERER L O SCA3Tg v~V A Z AW THAET 200845 %D EE
Thb.
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AEE

AR, MIRREZER OEIEEO S EHE L2 O T, MIFRHEATR
I, ABFFEOFEEREHE, EERIE, WRSCHEICE D T TR LU E 2
HEXFE L. ZoHaE, EIEGHKLET. MEREoEWHcE T, HER
IR THZENTE, RORBRE 2D E L.

AL THUNZ SCA3TY ~ U AL, BER RSP REEREIE R MR O W H 2 Fi
REVAHHELTHE £ Lo, AL SCOFERFE RIS E L THWEER~ U AT X
DRIV SLo TWEY. ZoOHZMEY, RELHP L BT £

IR FEE DEERRICIE, BEICBWTEZ OHEREZHEE L. BIULT
b, EBHE, T HTIEB L OMRNBICE L E THERRERE SETHENZZ LIS
DX VBB L ET. EROMEIC b RS AT, FAB S OMREEED, Atz
FeobnELL.

RTBNT, RHFFEOFRICH L EEREE RS LOEEMZ L CIHENW 25
BRIZ, ZO%HaM0 CRELE L RIFET. &5 BR0 5 OME RIS K OEE MIXAF
FehkFELOTN ETREIZRY L.

AR EATIICHTZY, 2L OF 2B ITAEEE Lz, ZOLEEY T, #
L L B9

FEBORATIL, BERIEEARICBVWTEERIER - JEH2HEE E
L7z, BESHEMLHE L B £,
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