EHEHEBE - EVREROETWINVER DD (R FUVVERNEEDHREHBERTIRT S EBE 1,
-2). I LTELDOREFSEAONE (R-3) .

fth77. SCD T EBERBIEROMC, BMXBEMESH NOSORENERNMLIEETYT. RCTHRBENEZDIL
SN ERMORDE. MBERMEREN /AEHE4AENE midodrine hydrochloride A MU 22 @ I TH S,
REHRT D, TEICESREEME (MSA) T, -

®-1:BEHESCOMRMICHITHABRERKEDOESR

HEFEE HRVIRE wE SRR
SS1EE SCODELEHEICKT HTRH =1 ) Hirtonin®
SS3EE TAJAFTEIVICLDA BR{ER S aFir g

S60EE BEE AR RIR S baclofen 30mgTER4E FkH

S62EE SDSIc3td BL-threo-DOPS_EEER E2 N Dops®
H1EE - BHREEOREGES) ARER 5

EREBZE 13V % (propanthelining, terodilinine, oxybutyrnin)
PEHPEE : abloker(prazosin, bunazosin,moxisylyte)

- IR OBEFRER OKRE) =ES

H3EE TA091 0D EhEER =X Ceredist®

HBEE MJDIZ*$ 9 Btrimethoprim-sulfamethoxazole BHS

HIEE MEEET S/ B(BCAA) _ETRRERR hES

H125EE MJDIZ3t 9 5BH4 _EER BHS

H13%E JIVEY VY RAEQY HA—T7 B BESbuspirone  buspirone/sedil
MIDDEBES X h=7 Lestazolam 84— B EBNS
MIDERBEFRERICEREAF LTIV 1024 -7 VHER RES BEBALF T~

H14EE RYTINT I EIET 29 ThEE BERR KHD

HicEE RNAFEZBWERU FILS S oiaaE BEWME £E5

H175E Bayv/RERTCLSAENE BEHR KHD
17-allylamino-17-demethoxygeldanamycin(17-AAG) RIS (17-AAG)
RYVYRRICEBBBEDARY FS A A - LS R YRR

®-2 BEHEFOBEEORR

Ataxia DEYIEE
1) GABA &1 3E4 : valproate,baclofen,gamma-vinyl-GABA(E%h)
2) B blocker \ZBRINS DF: (B
3) trimethaprim-sulfamethoxazole: (#E%h)
4) Isoniazid(GABA-transaminase #15l) /MM HIRE A BIR (conflicting)
5) 0O b= HIERE (L-5HTP) :Freidreich /NS RCHR. RE/NMEMD ataxia: (conflicting)
6) neuropeptid(TRH) : % DR
7) amantadine : §#&0O®E
8) Downbeat nystagmus:baclofen,clonazepam:(£%h)
9) acetazolamide :intermittent ataxia, markedly fluctuating ataxia; acetazolamide-responsible [CE%)
10) gabapentin:(#&i&4% GABA [CLL5) BB LA ICHEH O RIEE

(R Lewis :Current Therapy in Neurological Disease1997)
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#&- 3 SCD DEMERICHT HiaEE

For Akinesia-rigidity L-DOPA <----- > empirical
Dopamine agonists L=mmmm >
Amantadine Cmmmmm >
For focal dystonia Botulinum toxin A <= >
For OH Fludrocortisone <----- >
Ephedrine L >
L-threo-DOPS <-mm- >

Midodrine (++) two RCT
For postprandial hypotension Octreoide <--mm- >
For noctual polyuria Desmopressin(spray) L >
For detrusor hyperreflexia Oxybutynum <----- >

(GK Wenning et ai: Movem Disord 18(suppl 6) :s34--s42,200324%Z)

(3)SCD REZEMRE CH ITTHME LTESBMUBDHAR
Ep

L SCDABEERRICHITTSEAEMARYUTSE
SWMUBGRED, ZORBVBEE. PENEE. RH
HERCHTTERTS (XR-4).

F9. BHNALBETHSHN,. IHIZEBELICERN
BETAHIEFERTS, DEVURRBRNICESNTET
FWeh, RE-EOFMEZTTHWVENHDTH S,
ZDOAHTITY —~TIERCT 2RfEL T evidence level %
BIULTAHIENBEELARS, CNICERBTHHBDELT
[d. MSA - PIC¥t 9% L-DOPADFEMEDORIENET
BF5h b, MSAEMICH/A—F VY ENBEN.
BEHICEDNTWS, ZORICENOENTE
(responder) & E48 (non-responder) BH 3L IC
BEbhd, EXhEFMT S EHEIT responder &
non-responder & KR+ HHEZHLNCT B &IFIE
[CHIR CRUBDREZEED—DOTH S,

SCO DN FHEEENEFARS K ES EALLESH TRH
DENEICDVTHENEFNOREEE ICHRIEL TIH<E
ENBBETHD, HlZILSCAG DI YIRL TRH EXAR
EbLNWFHMEMR THY, SCAC D HAREERTT ST
THIEFLTIT< &k,

FERIOBSIBALOD BRMSHRITTIMEDHS
BRPEFETS. TOHAELTIEIMID D EBHEERIC
WTDIBEAFLF ) (TERDORESNL) | R
ROEHICHTERYUXADER (BREERMSIE
BANE) BESHD., INSIEERRUTTF—LEH
AT—EO7OMI—ITICRCTELTEEIRETH
39,

E(Z., CCA®FRTH SCAG OEBNERBECHT S
gabapentin DEREMSH L SN TNDH, KIPICTHE
BULTA<S BREERLESLALNEDEEZ S,
DEFRMEBETADADEELLTETSINTNSY, EBk

RIS L THISENNBEPEFTEDDHLES T,
SCAGICEALTIE AN DAF vy R EEZBLTER
MEERPBETES D LGN, INIEARVFFRIE
ZBULTAREICERT SMEOHLMEELDTHA
Do

ST, AR TEREENDRETH DM, JIT R
EHKRAELVORENH S, celiac HOHREHIES
DRAEDVHES—F. SCD Dk« fofmi FIRM%E. EE
T SCA #8581 [CHH dgliadin FileNIHBE L 220005 -
T (lhara M et al2006). D L3 #aFlIC IVIG EEEST
% (Takeguchi2006) &EDMEDP LN TNDDTH B,
—EORERNEEEETHSH ., BIRETEDONHE
WMERTREIFHENTHS, NEED SO gluten free
Ay PR EDREFREDEDTSEORFRELE
A5,

RWT, FEMAEZ T K UMREZE LiThidl
SAVWERBROEBELICDONWTERS, ZIICiE. B
FOER (FLEHEHE PEETHILEFREROZRED
BT, BRHAEA DS TR EDITTRETHILED
HBHbDEUYRPMT v T T3, Memantine (£ NMDA &
BEEAETHY . RO E TIZIRTE Alzheimer 58 (Txt
LTOEIEEBPREEN TS, SCDICDWTIEA
F4 T 30810 OPCA [ WV TIEEE Amantadine @ 2 &
BEREBRSAEINE, DROBERERO VAL THRE
RETDEMEHETNTNS,

#av I EERFHSBOLIAERRICAVGENE
#5R TS, Geranylgeranylacetone ; Teprenone
(Selbex®) (38 a3 v & BH 70(HSP-70) £5%E L,
FFPAROY ELUTEREEHSERSEZNFTS, 2
NEZSCDICICHETESANED M, FELITTICE RS
CRAENTHROBSEETHDT. ZOEKRTIEE
HThd., BL. EEOMEREMZBBATESNED
DEEERBMERFDPTRELTNS,
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&- 4 : SO DRBEREBE

(A)BHCHETLIELIEEDN TS H D (evidence level migft)

- MSA-P @ L-DOPA #h2 : responder & non-responder

- SCD DERB T ED TRH DFNE : SCAG 72 & CCA Exise & L=z L
(B)EAFDOERDNH Y, KERENLTDR GEINIER) PHFTESHO

- MID OB BEHERE  BBAFF—I
- EHERIRIE : RV U XX
+ CCA/SCA6 0 ataxia:Gabapentin

- Gluten sensitivity and anti-gliadin antibody 1 : IVIG #&%

(C) BFEOEHNH Y. ERNARSHE
» Memantine
B v IERERFICEET BBEHORRE

geranylgeranylacetone Teprenone(Selbexs®)
17-allylamino-17-demethoxy geldanamycin(17-AAG)
(d) IFEORENRH D, SCD DEFFFROEEMRNLELDD

B N PYAY = By §

(E) ERMADLT, BAMERSROBRE(DFI—T v MEE)

- ARU TG T B9 FEN
- SRNA Z B L\Vo B fRFiaE

—A. HRISEEBRERRVINSIZIVES Ty
FELT, FRITEEOAHRYBEC17-
allylamino -17- demethoxy geldanamycin (17- AA
G) ICL2BEHBERS U/, COEREIB avIE
H 90(HSP-90) O BHEHIE LTERAL, ZDH DL
HSF-1 &4 LTHSP-70 ® HSP-40 # #in 45 @&
HY. BERENICHRREERDPPFTES,

FNO—XBITICERFMHEES LTHENITE
AZhTWg, COBONABREN ICHRENICERTS
HHMNnEWEBFERMIESDIE. FFIH Huntington
BEEDRBHERVINS IV ICLBHREGEBNL
THEREMNERAZRETIAEMMNBLON TS D
LTHDH, SCODFEHELTOMLNA—RISOFE
BARSATATHY ., ETHo>CTgIVRALENDTE
TFIEICE T BRBRICESTIERETH S,

ERICSIRNA ZHWVCBEFARAES TEMNEREICEL
T ERARDNEDOSNTNIERBETHY., EOHDOE
MBSOV T — TENLSBRRELERISEEND
HIETH B,

EER(EED)

R TH S SCD OBFEDHRIIENRVICERFL.
BEEATNSSHETHS, BEICE TRHOFEREEWD
REBREDBH I bDDBREDBREMRIT P LEAT
HB. LrL. BX 10 FHOSFEYZOESE SCD
DOESZEX, RESEOIYHEMIC >k, Z0ES
CRTE SNICRBEEORREORRICK D P EELE.

REZEORREIE., HEZFROEBHEIGALS LTS
ERVEHZ4HD, BEOEFORBEL®. BREX
CDONWTHEBHIEEHEHONELEZ S,

SR OREERREIL. BFEOEHOREL B
WOERLEDTERTRETHD, TOEETHHIE
THESN., RERSETERSN THIEEZHADR
o= RICHELET38N, LUTEFALRILD
BLBHDICLTHALKBHETRETHS, FEDE-&
YLEOWHDILH>TIE., BEILOBRTOEUREIE
FYBROBEWOEBADKRI A ERERRENIVLETH S,

BEFOEFOBENIEARE NS EKRTIE, OO0,
&% 12725, 4512 gabapentin [Z A W CEF ShIES
H5, FHRMEZBULTRIELTHRETHSD, B
FOEHPFETD EVNDaM5E. Memantine,
Geranylgeranylacetone [ZB5TORMAKRNCH S,

SHORVENSD PLNO—-XICEFBETS, WY
NICLTHSRODFENELE BiE L TAERRE#
BREIERINERSAVL. 2<HLNEEHDE
HRREOFEE CRIThER SR,

FRERHERE  RAFTELL
CBEXM : ZEBIEAL
H. SRR - RABEAL
FRER  RIEBHEAL
GBI ERDHEE - EFIRR - RHUBJ|HEAL
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FEFBRFAEEFENE BANHEERRMRER)
TR 8 FENEMRABESE

BENREICRT DY NOAERROEILIZLITT
- NS ITHROREEIZ DT -

SEPRE EH—H

BREEREZAKREEZRZEFRRERAE BEUYNEYT—Ya vHAREE
MEBHE =ZEHRLE. EFHH, KE—

BREEREARESHZERFEHRINEY T— 3 VHER
MERE MMERBEBEDO LY FIUSTHOKBMESZERIMEARY FOXIE—%

AUV IAEEEEI{® (INIRS: functional near-infrared spectroscopy) THIFE L. % A & LLEEE
Lze MRIEXBETOMEKERICEYRALEEL-EREEE SH(S32103F; Hi 4 4,
BEAG, DMRNFEIRo M 2EH L, B7. 8 )EBEARSEBESHMESEI3F, B7.%1)

Thd, BEBRIE LY FEALLETHTLRBEEREICIERYRT IOV I THA UL
Lize AINEEEZBOHREZICIEIBREANTEIOEVDEELZILER W, BEATENLY
L OMmERICAEIREES S, EFA%. FEERIEEEAEMM L A, SITHGE S &I
BT L, EBRFBETEHEERSTHICL, FICHEEMFTOFENERLz, RETHE

LR ADRARSTEIRMNREDOREMRE THIFSN TS I EMNRE SN,

A BIEE®

fMZER R & DB IS G B
BEOHEITIE. UNEYTF—2avizHT
HBEBEEONAEBICKELEZDERNSH S 55
[EEIREDREREICEA L TIXZ 0
& & L T use-dependent plasticity ({8 B[ {&
FLAEKOR M) & vicariation (D HEEER
17, B EBEMNKRELH/EZL DI L
MR ED R E G OCHBAERNFED
FEIZKY ., HoDITH-TET,

HREEE DM EROKET T MR, PET,
fNIRS 75 EDRIEREEBRA BT L TE =, &
TEIIRINEE. KEr, DY, SEELED
%  OHAREIFMEIEIC & > TREBRICHIE
SNTWAHFIZTE FD 2 BSITITEH N
FURADHHELEELTLEHTHY . ZD
EEIINEREEFICHS TSR EETZEED
ETFISEKEAELTWS, ChETRNESE

DHEBEERERF ZANS=OICEITANS
NTE MRI, PET Tl&, B1ZDHHNS
CHITHORMFHZAET S &ETH LN
DN A BILEFRMERAANY FORDE
—Z AUV IXNEEEEE® (INIRS: functional
near-infrared spectroscopy) Z#FIH$ 5 Z & T,
BEANDHTHOKRKNREETEZY 7ILE
A LTREST S EITRETILIz(Miyai et al.
Neuroimage 2001;14:1186-92; Suzuki et al.
Neurolmage 2004;23:1020-26), #H4TEIZIZR
f—REREEHFOMBESTNTFEHL . 4
[CEWEETHITERIET S TN ODE
BIREICRETI A EEHLMNTE T
(Suzuki et al. NeuroImage 2004;23:1020-26),
RIZFF=BIIRMREICH S FRREERSE
ZEITAHTHREOHELNIBOEL L
DEEZBRE L. REFEFBOHFTHEICIL
—REREGHHFORNMAGEE S FEAO
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EFRETRE0OEMAEETS TR
T=(Miyai et al. Ann Neurol 2002:52;188-194;
Miyai et al. Stroke 2003;34:2866-2870), Fi=.
HITHIEE L TELAV LML KRERT
BWS)TD kL FILHTTIE, BREES
FOEHHNT L AET L=(Miyai et al. Exp
Brain Res 2006;169:85-91), 3%t 5 . KK
EALER/NE C EFHEFBCRIETES
SEIIREESFORMIMeAERERED X
TR THY . JEAKREVSEILESHIE
D& S EHDEBEERBFDRINAKE <
BT L. ¥z BWS L& YRS
TNDENHNBLT HEEIEL. BEMHIC T
(it - /i - BFREG &) (SHITHIEI O
DREITTEHIENRBEE T,

ST EBBREREBEICES HEREBELCD
FOITEFRREICE L TIEREICHL NI
&> TE M, IMNEOIKNEFEEIC L EFK
RABEOREEREICEE L - aiEEEICE
LTRKIFEEA EBE SN TULV L, EfD &
ST HTAEBRREEALY . BEMICTD
NBGERIE, M- HBFZED-RETOHR
BN BICTEMT 5 2 EATREENTL
%, % ZTHbEEEEICEEGCHRERES
NHEET HIGE X KKREDEBINKER
[N 5 &N RERE = Tl=, ZTDIRERD
BREED =6 NN KEREE DHITR O KIKE
B% INIRS THIE LEEA LR LT,

B. BIEAE

HREDGECELERT THITAIREGRH
BTy b TREFEEETORERICLY
KFZELEEMNEEEIMFG3E10T ; H
i 4 {5 4E2E 4 {5, /NEXEER 6 A%BE 2,385 1,
B7XD)BLUVERICEEZDORVEES
FlEXB8FASEIZF, B7. X8 1)THD

(R ., BFIZBLWTILEREOSITHRET
THoTWARELTHITTZLEEL.BE

ETHRELTHITAEELREZEREL. &
EETO LY FILHTHROXBEEE
&% INIRS(OMM-3000,B;&8Eff) BT
HBITE LT=. 780,805, 830 nm DL FRIMEINLD
EHEANXT7AN—12K, FREAXT 74
N—16 KNSR BERNRFY RO TO—T
R7 %HEEEELIC 70— JHER# 3cm T
BREL. SITHOBRIEANEI/DOEY
(oxyHb), FHEERIEL~NTES OE > (deoxyHb).
MAESOE D (totalHDDEILZF 42 HTH
Bk LTz, TO—JNE & REMULOBE K
(& MRI THER L . —RBEEEZT, EHFIE
(PMO), #BEENE, 7B ESTF(NEIFIEE
ATEP), EIMAIRIEERTER AN DN —S TV
(1) .

BRELTRLY FEASITEEET
(%30 b, 2 E TIL 60 BTUL, IKER (326D
EIOMENETNIEBYRLIz, BETO
BIE TIEEREIFTHOL-HINT L a— kAR
FEFERALTREET o7z,

CORIE DR T LERWHTRO M
FEOTYEDTIIBEEHRDE Y deoxyHb DX
IEMNIFEEAEH BNz, oxyHb DEAL
[CEDWTB Iz, IvEVTIE L2 F
X URILD B R EDAoxyHb ZiEHEE L.
T7AN—EBIZEDNTRHRIZERED
1z, EEMEFTIZIE, <2 X7 BFAoxyHb -
AREERFAXYHD & F v U RILTEEL. &
TR E RO IMESORBES LB THIEE 4
M~10ME242 R UBME L TEHE LONES
RS, EESITHORENSISITRHIRE
24~30 R EARIBEEELTHELR: (B
ERREE) (B2) . HKEE (RARE
EEE m-SMC, 1B EENE SMA,N{AIRTEERT
¥ m-PFC, F4MAIETEERTEF I-PFC) IZTEFE N
54F v oRIILTODBEREFHL  EEE
[ZH4TH (IHEF vs EEFF) ZHBEENR
Flz, MR (BEvsBEE) THREME
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F & L. repeated-measures ANOVA THE#TL
Tz
(REE~DERE)
YROBEZERTERRR. HREIIRE
FiEO, REMEICDOWTHRBAL, EET

Informed consent Z1&7-,

C. MEHER

BEEICBITH5SITEEIL 0.4-2.0 km/h,
#) 0.95 km/h, EEXTEE Tl 3.0-5.0 km/h,
¥ 3.5 km/h TH o1z, INIRS Tlk, BEE

FHe-RPBEEBITMEP ERE—IEH,

R EENE B  EENRTEY. BIBERTERIC
oxyHb LREMRO oz, BEBTEEES
TEFICRGEBINMET LA KB ETEHE
BHITHICE A o OEEOREE N
L= (B34 ,

EEMBA TR ARESHTHEDFER
REERAMNE 1'PFC (F1,15=4.797,
p=0.0473) &4 1-PFC (F113= 7.259, p=
0.0184) TH b7z, —7 . m-PFC, SMA and
m-SMC CHREERITEE Thhroz (K
5) o« TIEHBEEETIE., EETOHTH
[CHTERRTEF FEIDIEBIAME T 3 20, KA
FIZBLWTIEEREL TEFAA# LD &
ARENT, UEDTZ &Y, BEE L LA
BELOSTHNEFEZLERL5E. TR
ZEET A EMES S 1 — 0 L ~EERE
THONA—RBEESHF TIIBA LN GEIEE
NE—VDEIERD RGN 212, k5
BETEHOER. FELREITHNDDAIE
A CHET 2MEFNRO oM,

D. B

HATHIENC (ZEEE, WE. DI, BEE.
KINRE G EDRBHFROBEEELS R Y
bO—U EREL. BEMARAESThRT
W5, 4 RETETH>HVOERICIE. ER

RIFZEITS 2 & THTEE) & REROmEED
WEEE EFERT S5 LD TE S Central
pattern generator (CPG) &BE[EN DHEENTE
EL. HERO/PMRIZEBERRIBETS LT
HITEGHEERT A LD TELSITH
M IEET S (Diez V. Clin Neurophysiol
2003;114:1379-1389, Mori S et al. Prog Brain
Res 2004;143:341-351 Takakusaki K et al. Prog
Brain Res 2004;143:231-237) . T o DFEE
FEICEBMNESTEBICEVWTEELGR
BZR-TENATREBEINTETWLS, —A.
RINRE FIRIBICHERG U - ST ES0ORE
DERIEEHATTET S LN TS

(Drew T et al. Progress in Brain Res
2004;143:251-261) , &£ MIHITSH 2 BEHIT
CEWTHERNEEDEHIEETH D, Fh
=5 (& INIRS AR THITRICKEE —RK
BREESHFONE (B0MHEE) SLUHREE
FEFORENZBOONSZLERLT:
(Miyai I, et al. Ann Neurol 2002;52:188-194),
HITPICREERS B ET>-EEBRTE
KRR E—REBESHHFNHTHRIEI T
EhdHEMNREINTLVS (Capaday etal. J
Neurophysiol 1999;81:129-139),

T, KENREOHRTYH., EBFIE. F7EE
BIEF 7 EDMEEIE, EEEEOME. HFL L
HEELEADIR. EFEZVLELT HEE
HEICEAET HEETH LN, FAT-BIEHT
[TEWT I b DEEOEEAEEHE &
BEL T 5alEetEZ /R L 7= (Suzuki Met al.
2004;23:1020-1026) , BEETIE, Chod
EEOFEHEIHTHRERICEEZETHL L
DOEBHITHICITET I HERLHY (5
BOHRELREAZRTH >z, BEETEIEES
TRICHEM GRS TRERIESBAIZR D
CEETRBELTWAHREENEZ 6N D,

— A PMREFABRFIZBVWTIZF DR
BOEEY ., KINEE. HICHEERME SN
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BEHETHICEREL RO oMz, EFIE.
WL HARESIC L 2 EMREITEE
THADKES L VPMNEEIC K S KA
HITEELR (R . FEEAHZHRDLEL
=T A KINEEEENE. e - /MMIT &
5 BB GHTHREREBORET O RERE
EREELTODAEBEMNREIN D, FFHE
BEILETHASTHREFEOMENINS D F
1TEIE O :@FE THISERIES . ESRTEFAMUEE
[CEET AERIMATRSINTE Y Miyailet
al. Stroke 2003;34: 2866-2870) . LFHITM D
DOEEBREIZBEVWTEIALDOEENEE
HREIZR-I AL TIE SN,

ST SEOHREREMNDMRKRIZTTT S 1/
DFEREIDBEIZOVNTED LS HE
BZR-TDOTHAIN, SEERTNEM
k. KAMSTHARE L - & TITHIEERTE
EHOBBMETORTAALNAENE S
NTCHD, ELESTHHHLIE, RGO
FEHEAET DI EANNER TS Y
NHADBRIEEDT—H—D—2DIZh b EE
AbNnd,

RIZ. 1) EDEK DY NTSITHE K/
KABEIEBOBRYIRLICEK VEERT
BENAEET S0 ? UNMNKADHEIZES
ME S RRICEEERFEOUDEINH S
mn?) 2) BEISHELESRENEDN
DOREHIETELINEVNS REBREIZT AN
ETH5H, HLHEBFTELLOTHNIE, &
SHITHEEEEMICLVHIFTELSLSIZH
M. HAENIBEEHEDBWMIKYH#RET
ELHEDCLHEMNERITIALENHHH
5THDo

SHICEWEBICBNTIE, 1) EgEE
DEETHLHNMIDEESATWES I &,
2) HABROHANBDETLEHFL TS,
3) EITHUTHI D, LEOUYNDE
DFEFERROETO FL—FRNEDRED

BMETEDMDHARMNATNIEKIT 55
TRIALTAHENEETHA D,

E. #5ih

1. BEATIEMLY FEILOMEHEIZH
BIRRESE. EZATE. FEENEED
AEM L =AY, ST & HITERT LT,

2. EFEABRE TIIEESTHICHAEE
HIEFOEEN R L 1=,

3. FTYMFBREIZKDEBESTIEIRE
EEORENFASCHEIATLS S
EDTRIEEIND,

4. KHEAFTHREICHED, EESITRHOKRE
EENETTAINESHRIT HNE
nHb,

F ERERFR
RIEMERESE,

G HIEER
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&1 IMEERZE LRKE TRZEPHIOERREREE

Gait Stroke F-M | Days
Case | Age| M/F | speed Lesion . Symptoms scale | after [MMSE
(km/h) P (UE/LE) | onset
371 M 2.0 L CH,L MCP CI | L LA/TA, Dysarthria | 63/26 83 30
43 F 0.4 B CH, Midbrain, I BLA/TA,LHP. R 60/29 20 29
Pons numbness
a6 | M 10 L Lateral cl L LA, Vertigo, L 60/31 70 30
Medulla numbness
R LA/TA, Dysarthria,
531 M 1.0 R CH ICH Diplopia, L HP, R 58/26 | 157 28
numbness
ss| M | 10 L CH oy | LA/TA, Dysarthria, |- oo 3y | 45 | 3
Diplopia
ss| M | 04 R Pons jcH [RLA/TA, Nystugmus,| o) 50 | g6 | 29
Dysarthria
631 M 1.0 L CH CI LLA/TA 66/29 70 30
671 M 0.8 LCH ICH | RLA/TA, Vertigo 66/28 21 30
Mean| 53 | M7 | 0.95 CH6/Pons2/ Cl4 61+4/ | 76+
+SD |+10| F1 | 205 | Medullal | /CH4 LA/TAS 282 | 40 |30

M: male, F: female, R: right, L: left, B: bilateral, CI: cerebral infarction, ICH: cerebral hemorrhage, CH:
cerebellar hemisphere, MCP: middle cerebellar peduncle, LA: limb ataxia, TA: truncal ataxia HP:
hemiparesis, F-M: Fugl-Meyer, UE : upper extremity, LE: lower extremity, MMSE: mini-mental status
examination

1 :RRLEOFvURIEEESREE

lateral PFC m?dia! PFC

1.8 15 2229 36
o ole s

detector

8

k4
418 25 9
0

Tio 26
0 27 134 41
i I Y
7 .14 .21 98 35 42
SMA light source
medial SMC

PFC:Prefrontal cortex PMC: Premotor cortex
SMA: Supplementary motor area SMC: Sensorimotor cortex

Cz

BEREICBELE-EIO0—TJ L RBEEREREDMEBREFE. AR (F) &2X% (F) 70
—J%59, TO—TJHERII3cme L, ERBEEZ4IF ¥ o RILAB/A—LTLVS, PFC :
BIZERTEF PMC : EHEIE SMA : HREHEF SMC: —RREEBT
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B2 : INIRSEIEDSITHRE (TAvITHA Y KE/HT)

A Controi subecis

B Alaxic paveris

Soosen

£mwmm e Regtpercd (—-—-—-—-—-} ALogeaten :,»: & < o Broacy st
BEEQEXFABEOGICETAHITIRY . TAENSITHIER 4 ~ 9PV DORKFHZMESD
DIEEE L. 25~300 DIEEN £ EESITHOREEI & L TRIE L=,
B3 £REEICE T 5HiTEKER DoxyHb, deoxyHb, totalHbZE b

lateral PFC: Chl medial PFC: Ch22

e OXYHD Ataxia
e deoxyHb medial SMC: Ch20 "
totalHb Ataxia
DT EETY i
fuTs

e | rCadmill speed

0073

Control
Rest period o Kz
i i ntrol
Acceleration period \HCO 0 4
(NI

Steady-speed period

R0
VAR

BEE (LR . £ABE (TR &3ITMESTRIZIIFEERE . ESFE. HEEFHHLL
DIEFARO oNHM, BEBICEVWTEESHTRICINLDFHMET L TLHDITHL,
KFBETEIEFRL-HEINZO NS,

RAPS 1050
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B4 : SITREROBEBEI(OxyHbEICE I Ty ELY)

A:Control

Jé

Acceleration phase Steady phase

B:Ataxia

Acceleration phase Steady phase

BEEA). RABEDB) & SRR TN —RESTT. #HEESE. L_Elﬁu%u HIEERTEF[ZoxyHb
_.tﬂfJ\m.\&) bitz, BEETEEEHTEICCALOEHAIMET LS, RFABEITEWLTE
BHTHICE Sh o ORBROMESARHE L 1=,

2 5 BTG ORFEE)N(OxyHbZE L O FE B RIFEHT)

A OxyHb mean+SD

M« o N
0.03 )

- acceleration . .
» contro subjects
% steady -

“eL "1 21 i
i :::‘Ldt] ien strohe subjects
m-PEC Rt 1-PFC SMA m-SMC cortical region

p<0.05
(acceleration/steady) X (conrolstroke)

S
%H“'h BICE 1T S HITHE R DoxyHbE b, BFEE TIXEESHIE £ < 688 TILEPRITHART
*ﬁﬁ#@ﬂ“’%@lb\ﬁa!:ﬁ?L,’CL\T:O RRBETIE. EEHTRICEIHMET I 558
l;ta.u&)?‘ EHTEERTEF TIIE L AEESITHICIKESOTTENRO o=, EEOELIZLSH
BRREBOECFROEN o1, hﬂﬁiﬁ/i"-%"%ﬁ EREEB/BELOBMDERLGREMEREZEED

BISERTEFICHE LTSN, CNLDBEETIIEES LR L THEEICNEHOEENEGEIT LI &
AR ENT-,
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BEEFBNEMEEFNEE@MERERBARESR)

BEIRIVEICE T S EMEIL

NAZRIN—TYNEREEEFT Y AT LOEELRIENE MSA OEHET

SRR E T ER HEKRE-#ENH
A k) R BF HEARE-#EAH
PR R HERERAE-#ERH
HE B HEKE-MEAR
BiE B HEKE-#HERR
(= HEAE- BN
%k B RERAZ - WiENE
R EBF B KR R AR
g F2 FRRERAEFTAERNE
i EZ AAFal
ZE B A4+l
MREE

DNA RAUDTLAZRN=KIFE SNP 2AE T ERW NS R —T Y NEBBEITS AT LEEE
L. REMS RMEREDERBN~DIEAERA. COVRTLERANSILIZLY. # 10 D

locus [ZDULVT parametric lod score,

NPL. allele

sharing lod score METEMNNERL(ETTE, RKiE

UL RREREOERBITII. EEBHEED. EFD/A—VF IOV 1—4—F BN TERRE
TEFTHETH . —H. EHEBHROBENS (X, OO DEBKEW locus NEETAIEMNRILS
N=EOD, &R R2EELTHEIZ lodscore DEVVEEIFIREDEIAERINTEST . L8B4
DINED, BRFEORIGENNRELEDNS,

- AREN

DNA R4 007 L A% ALV KIRE SNP 4
AELTIE. TR—H—HAEEIZZ N LD,
ErEA - R RAPNSINT &S, B
BB TRABY—ILEREYEBS, LHL
BB, BREI—Hh—EFERETHRTTS
DITEE LRI, NARIIL—T Y EEE
MORTLOBENFARTH =, I,
FyTTF—E M5 genotype T—RANDLEHA,
genotype T —AMLEHEEMN YV IMIFERS
NETHF—IVEADEBRITIBEHTHY . KR
BEIZBLTIEREGRYIENZZS, Z
TE 4. 100K/500K SNP D7 L ATF—4%
BEEAUR—M . BRAESEBIT~ELA
DDV RTLDEEE Tz, £-2D
VRAFLDTF AN —RELT., RIEHE S Rk
EREDREWNERA»-. 2R RERBE
(MSA) IFEARBICTITME S ZEBTHLMN,
ICREEHERONDERNNHY. CAETIC 8
RRD SNP T—E2HRESINTINS, ZOT
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- RAE

RIENZRMERED 8 TR 28 & (BE
BE 16 )22V T, Affymetrix 100K SNP F
vITERW A URT LA B E{To1=.

BT AT L&, 100K/500K SNP 57—
REBEEAR—PTEDEDEL, FD I
RRBECEEOEEREEZRRLIZT74
IWRU.SNP T—REBAT—A%I 0TS
ODI7AINEETEBT HLIEET LIz, —
A TSNP F—2CET5ERFRERL AL
=774 JIL*0 allele frequency DT —4T7A )L
EZHOMNCHRRAET SN, ChLlCHE
HIF—TIADTHMTOHS L E B IZE
HLT=o CNDITFAILDEFN S, EHEARR
—EEFTIT7AILDERETE ., Windows OS
L CERITTEDLSICL. EEO—EETIE.



Unix & OS TIT5. BBV ILELTIE,
mlink B2\ allegro BNEITTELLIBEINT

BY VIFZEENTWAERGA T aviE,

FIFFTARTRELS-, £f-. SNP BREEH
IERTETAREC. BREDEZVLNT—H—D
BIREITORBEEEMITMA =,

(fREE~DER)

AHRIRRAZEGFHRAGEEES
BROEFEFETUITHhNI=.

. IRHER

CNETIZ, mlink BV allegro &L=
EHEET—RBETVRTLOEBENELTL
TWd, ChERWVL B]EETIZHELNA TS
BRRADREMZRMEMEICOLVTOME
Wh, —RGEBRERT LIz, 1TRRIIHBL
TIE.BFOT—23NPRESNA TSN, ]
FETD genotype DFBEMN., 1 DHEFART
[ZDF 0O8REER oM. COOFHADY
AT LIZIE, genotype IZFEMNH BRI
ZD locus FRAFYTL, —FEFOTOER
AMMELE LA LDMEREZEBMUTz, £, 24EY
TJIZ—ICBETHEEZLND., call rate D
{BElVlocus [TDWTH, —EDRHEFRELT
BEPRCEAHEETEMLz, —BETD=H
DFEBRM X, mlink [2&B/INTAR) YT -R
T IAXBRFTT2-3TEE. allegrol2 &b/
VINTGAN) Y-S GBI TE. Y —A—RE
%9 100kbp IZERELT-IGE TH+ 51/
FRETH . BRI OVTIE, w14
A497354 b 800 Y—H—% AlLVzi54 L FIE
EMNENLLEDERZE lod score BN FELND
ZEM T Moz, Lod score DIEMNSIE. AR
DRFZIEITIE, BB RNERERE
INTWLBEDD ., ERREZIRALEHEET
(X, score NEEICEVEEIREIATY

AR

EHEATEETVATLOEBEL ik
M2 RMEBEADIGENS, LNOHIDE
BTSN, £ SNP T—an5D—1F

RITOBRIZBETHRELTETONDDIE,

BAELTIS—THD. AMETRLNI
genotype DFETHHEL, BEREEH LS
.5 genotyping TS—EDEFHEHNTHY. 5
LIzBMEV T ITS5—IE. #HTIEHEHL—ED

F.
1.
2.

HETELLIEN RSN, COHH LI
call rate [2&AV—h—ERBrEFEELT-
M, FYERGHETA~RITTE, BEL2/E
VOIS HBRDFEDRRERATLAD
BANEEND, T-. ZREWICIT. B
BIY—H—RROEBEIZOVNT. §HLYUEL
DERNBONDIIENEELLY,

REMSRREMECHE TR, S,
tEE Y lod score DFLVEEINRRIZEH>TH
BRAHIEREND. REMSE RMERED
RRICBITHEBHLEEE A REENT,
REREREEFORRICHIT T, BHRHER
- RZROWRENDETHHEEALND,

E. #5i&

DNA A0 7L A% =z SNP F—4%E
BaAoR—bL, BEMNICESEETEITOICE
DTEH—FEETVATLEEELE, 2OV
AT LTIE INTGAR) Y DB/ NTARY
VIR NT IA XEF -2 REBHOVNTH
HFFITENTE, mlink-allegro IZ{EH->TLVA
FIETRTOEENEEIhTWD, T
WEHELHBRLLRNEESETHY., v/oaY
TIANELBELTERBEL L ORFITHRL
BoNbHEN DI 2Tz, TOTEND ., FRAZ
EEEEFHERICIGATE. N (RIL—Tyk
HEMNERTREENZD, — AT, 2/
TIS5—RIRSA—2DRIR, I—h—HiRED
BEGEICOVTIH. SRLBEHRTZIEL. &
SICRBE{EEL T IENEEN S, BFRIC
REMERMEBEDKREBETFIERIZD
WTH, KYELDT—EDNRLETHY., ik
RERDINE[ZDEDH TN,
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FEEMEMREFDE (BRERBNRMEESR)
SENRHREE

MSA B RZM4E G F OB ERET

TEMRE ELAKRFE LEEXRZFEFMEMNARERAMESH

HEHRE HELE K- LEERFEFHRAMEEAMESE

IR E S : a-synucleinopathy ) FEJE 403 1712 nitric oxide (NO) 42 superoxide D EMNRBEIN B LMD,
oxidative stress % nitrative stress [ZXfURRRESRIEAEE T 5B EFIE multiple system atrophy
(MSA) DRECEITICEHETHIENRBINTING. R, EEHEMIC stress FEPETHD
6-hydroxydopamine (6-OHDA) X I 1-methyl-4-phenylpyridinium (MPP)ZRBL-EOBEFERED
TIEABESNTNS, FRENEMNMLEZEGFO—MITHERAENREREE THA8EEIHY. F
BflC MSA IRBRZMEG T THATRELE D, SERAIL. TNoZEEEEGTFELTEHERTZIT
ofz. WRBEHIL 119 B, EEXEBEL 123 4. 5 8 BEFMLHL4GL 7 EFOD SNP ZEFTL,

genotype ZREL haplotype ZH#ELT=. TDFER, SLC1A4 (Solute Carrier Family 1A4) @ SNP +28833
(V3981, 15759458) M genotype SEEIZHELREZREHT= (Pc = 0.0093, Pc;, Bonferroni #IE# p {E).

SLC1A4 [ MSA ZERZMBELFTHAARENDY, BHdRFAPVETHS.

AMEEWETR

B . B8O in viro TOEBIEEREMNS NO &
superoxide A a-synuclein (aSyn) ZEEIESHI&
MREN TS, T, MSA EFEHRIKD glial
cytoplasmic inclusions *° neuronal cytoplasmic
inclusions [Z nitrated oSyn AERHLNTHY, Th
&, D o-synucleinopathy T# 5 Parkinson ¥&,
dementia with Lewy bodies %2 Lewy body variant of
Alzheimer’s disease 12T Lewy bodies %° Lewy
neuritis [ nitrated a-syn MERHLNHEEHBL
TWd. EEDhoDERMNS, NO
superoxide A% a-synucleinopathy D FEHECHEITIZES
E3THABEENTEBINTNS. DD,
oxidative stress ¥° nitrative stress [Zxt L THIRR{REE
DEREAEETDHELFIEMSA RERZMHER
FTHDHEHBIENS. Holtz 51E, oxidative stress
#EH# TS 6-OHDA X[ MPP #IEEN /I
ZiiE (MNID) IREBLE-BEOELGFORRE
DELEHREL TS Biol Chem. 2003; 278:
19367-77) . ChIT&k D EZBLDEEGEFAH
up-regulate 41, % 0D —& [ endoplasmic reticulum
stress %° unfolded protein response [CEH 59 5181x
FTH-f=. ThoDBEGEFHO—EIZMSAKSE
BREZMELRFNIFELTODEER SN

BEY AR OBEEFENRREDEMA R
JEIZ#4RL = DDIT3 (DNA-Damage
-Inducible Transcript 3), ATF3 (Activating
Transcription Factor 3), CEBPB (CCAAT
Protein-beta), SQSTM1
(Sequestosome 1) , CARS (Cysteinyl-tRNA
Synthetase), SLC1A4 (Solute Carrier Family 1A4),
ATF4 (Activating Transcription Factor 4) ,
EIFAEBP1 (Eukaryotic Translation Initiation Factor
4E Binding Protein) @ 8 E{5F M MSA EHERR
HICONWTEE —HRBEBERRICKYREZT
0.

/Enhancer-Binding

BHRAEBLIUNER

HERBEFIL1198 (B 59, % 60), FI9F
FEEHY 594 + 85 (41-79) B [+SD, (range)],
MSA-C 93, MSA-P 26 %. IEEXEEEIL 123 £
(B1E 61, &t 62), TIHEFHR 58.7 + 8.9 (41-83)
B LESEETFILENTNANGTERTD SNP
ZHEHTL, genotype MRFE K U haplotype D#HEFHEE
BUHEEZ 1T o 1= genotype IE, 1Z/ SNP &4
1% % multiplex PCR JEICTHERL, R T
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SNaPshot® (Applied Biosystems) % FALV\T SNP £B
HDToAT—11EEBRE - BAITHEITL, #HE
DNA sequencer (ABI377) IZTHEERL 7=. haplotype
DHEFEIZIE SNP Alyze®  (ver5.0, DYNACOM) %
UL £, #ETEMARTEIZIE Bonferroni #IE
(Pc; HIEER pE) ZHALV=.
(REEBmTOEE)

AHREILBEREZEXHRHMEOREZE
SEORBEFL-ARBIZEAEDOBREEXET
AL XEIZTREES
CHIEBERRUER

SLC1A4 ) SNP +28833 (V3981 rs759458) @
genotype SHEICHEBLEZRH T (Pc = 0.0093).
BEBTILC/IC 916, C/T 8.4, T/T 0%, EEXIE
B TIL C/C 76.4; CIT 236, T/T 0%&, BEHTIE
EEXBE LT genotype C/T DEEEMNIEM
otz EEXIBED genotype S8 (L, International
HapMap Project M 44 ADBARAZHRIZLI#E
8 (C/IC773;,CIT22.7, TIT 0%)&ELLTHY, B
ARAD genotype DR HELLBELTNSEEZL
ni-. EELE%TRT haplotype [FHEFEShAEM-
T=. ZDHDEIEF TIL, genotype, haplotype [ZH
BEEERTEDIERHEM o2

SLC1A4 (& solute carrier family (SLC1 family)IZ
BL, #£68& 2q13-ql5 BT IR ETI/E
transporter % code 9 BB IEF T#H 5. SLCI family
(X, 5 DOBIEMICEELILT: glutamate transporter
E2DMHRMETS/E transporter MBEER SN TLY
%. SLCIA4 [FHREIEICTFEL, Na IRFHIC
L-alanine, L-serine, L-cysteine, L-threonine Z 3 #2L
TS, EFTO SLC1A4 O mRNA DOFEIRIL, I,
DS, B, M, PR B85 B BERICEL
(RROLNTWNS. INTIE, EBNEF, FISEERE,
BE, ANEERZ, MMETORBELMAERIhTO
5. COFSBMELEWNSHADL, SLCIA4 (LD

HEFICERGRBZRELLTOSIEAEREINS.

MSA EDEEITBALANTIEZALA, #eEr7AIE
Mo EERZHBRCFOERTHIEEZILN
5.

D&
SLC1A4 [ MSA RERBRZEHBEEZTFND—DOTH
DEREENBNEEZ SN T TRECEN SNP

ZIBOT ECLYBELLREPDBETHS.

EMRFER

WX FER

1) Soma, H. Yabe, I, Takei, A., Fujki, N,
Yanagihara, T., Sasaki, H.:  Hereditary in
multiple system atrophy. J Neurol Sci, 2006, 240,
107-110.

2)Basri, R., Yabe, I, Soma, H., Takei, A,
Nishimura, H., Machino, Y., Kokubo, Y.,
Kosugi, M., Okada, R., Yukitake, M., Tachibana,
H., Kuroda, Y., Kuzuhara, S., Sasaki, H.: Four
mutations of the spastin gene in Japanese
families with spastic paraplegia. J Hum Genet
2006, 51, 711-715.

3) Yabe, I, Soma, H., Takei, A, Fuwiki, N,
Yanagihara, T., Sasaki, H.: MSA-C is the
predominant clinical phenotype of MSA in
Japan: Analysis of 142 patients with probable
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