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Flo, T2 EBETHLT, ANRBOERLG
EOMELBAETHHEEZLND,

G EGEIRIER
L= bl B

s
5t

BREE
XSeH 1L

RRRE

b
=

N
4

LA EEOHE- 8RR
HrizirL
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BEF BRI REDS R R BRI ER)
DHEMRRES

BB RFHITBE T SR E R R 1T B B BT

SEFEE TEREZ

BRI R BT R IR R

HREPFEE EARMPE BRKFEFHBMBERBTHGER R

FFFEE'S : Triple stimulation technique % VY, ZHh % THEEE 24 T & 7= Spinocerebellar ataxia 6 Fli-
BT B HEREROZBIFEMEZ T, TOREBEFICETIBEELToT .

ATFFBHY

Spinocerebellar ataxia 6 B (SCA6)LEIBIED K% =hE
R LT AERTHINTY AT ¥ RV EBEFD CACNALA
DxZ V47 TOCAGHRYVIELESIOEFEHENRD L
h35. SCA6 DEIRERITESL LTMILFICBLNS L
ShTEEN, FHERFCX VIRER, &5121%3-50%
CHERERNAEOND LORENRES. SEbhbhid
SCAG DUIKIEEEEIZ H\ TR MR AR 2 EEE A
F-EBEERA.

B.AFSRITIE
WETRETFRHSN/SCACEBE TS (B 14, &
6k, THERMGSA 10 LEMHE~yTFEEEY
ZDEENBETHDL. BROGEZESOARLE,
AT H—bRarzy b EHEERICERBTR .
4@ AV /= Triple siimulation technique (TST)i 1998 £
Magistris 1= & 9 #8) THE & 1 PR 4 B0 KB B
(Transcranial magpetic stimulation; TMS) "CrIgir Hh7ew
FEEM: volley DIERBIEEZ BT 2 = L8 T&, ENES
ma—uDREFINECONRGENFBHOEER Y
I B OBRHEBECTRIETESHETHD. 3 2>OREEKR
MR DA TS 5 EEE ~OMRHEE 1), Eb A~
DOBFI(E 2), EEPHRBEFER~OBRAMEE 3)%
#ih o CHAILHBECTE L. ToMBEE, £7E
1 R & 5 FREMED volley 25 B RERTIZHBAD & 8 X 7o B X
WEoiE S, TRICE D& T ETED volley & F
Mttt volley # 22 (collision) =¥ 5. L{7E#==—
o UREENHIEE 1R L TRAMED volley B3E4£ L
2D T EfTHED volley 32Tz, TDEE EITEHK
BRI THEIAME B RIS Licky, &K
Bz b b e, EROLIEH: - x—a ORECELE
axon 26 D volley BEFOF | EUFEMG L V ESHTE
BhEM L LTCEHEENA. B 1 HIEE BEb SR B IR
27 b 0% %L L7, Conventional 72FETHO Li==
—n  EEOEREL LT TMS & 5L ETRIME L
FgEE R0 bR B R b U e, SRR I
Mann-Whitney-U-Test Z A1, p<0.05 &b o CHE L L.

CHIEERmR

R IHES BE IR B E T 56.1211.0, *BETIX
46,1104 72 f-. PRGEFEIZBER TIL 6.6 msE 1.9,
SREETIE 6.4 mst 1.4 70T, EESREIE, PHREEEFR
EHICAERCHEECEWM TH D - SR EEE
WAl . TST DEEITBRER T 0.7720.15, WBE
T 095011 THYBEHCHEFECRECTCH .

D.E&E

TST % FAV T SCA6 (2431 3 #EF RS 4 2B AV I FLA
L. HyE#—=—n EEREROICERT B E
NS L, FrgE#==—o VEECEATHEMm LIS W
KEBEHA, TST I HOES = o — o VEEOFEMICBY
T, MEROFELRELT 275 FOBREARL B L Eh,

12

ZTORFI L8 = - — 0 U EORA, TiRttEZEE,
FREDEET v v o, TMS 1T B IERES 2 R4 5.
=7, TSTEN L HDhOKR b 0 Eb sl 43

- HYVFRRTHDZ L, FTFEIPEETDH O, BERERL

D, EHOME = be—F B NETHD Z LB —BIEE
~DEADIHTFIZRB. LHL, oD RACITIEED
RERLHD. WFRICH L, TST HBILEN - 0EARI%
RETHS. :
SCA6 DOFFAEEA{LiZ/MY Purkinje D ZRZRD & T
FY —TEOPEEOHBRETHY, HEBITHRENE
AT OEEX . UL, SIS 5 L/MERE
DA DIERBH BHENRH 0, IR ETIE 3 25 50%R b
N3 EWMEINTND. SCA6 ITRBIT 3 HEEBEEZEORE
DWW Thivbdnid Crossed cerebellar diaschisis (CCD) &
CACNAIA mutations @ 2 >OEE L D EETH. CCD L&
X7 P EORTEROREE, & IIMEREC LY SRo
INEDMFEH DVIRMOBT 2T HOTHS., #Hic
IMEICAETERH BHEEIT S reversed CCD & LTF »~
FETCOMBETZ2E LTI LRBBEEINTWVS, SCAS
T PET #AWVTKBMOBRBEOETABDOLNBED
BELH Y reversed CCD DFRFF 4 I L fe K BE BHEE)
OMmBE, RHFHOETHRBIZEESLTWS Z LBHESR
5. 85 2 O TIE CACNALA mutations 53 = DISIZE
LT3 ETAHLDTHSB. CACNALA mutations Id SCAS
DI IR BRI AR, FERIEMSE 2 Blick
BLTRLNNARETHS. INOHIERITEST<ER

C DERB AN OIRE, /MM, K, REREZNER

F—=r3—Z o T HEREE S, 2D 3RABICHEBIT S
CACNAIA mutations = & D M FEERFBR O E
YRR E 2 2 LB LHEIND.

E.45%

TST {EX BT SCA6 1281 HHEMRISREE 2FEH L /2.
JRBRSENIZ SCA6 TiXSEfkRE O EMEITFER STz v
CACNAI1A mutation = J g0 72 M AR & BB DS b
VAEIL St s a ’

GIFIEFER

1. WICRER

Kenji Sakuma, Yoshiki Adachi, Hiroki Fukuda, Tohru Kai,
Kenji Nakashima, Further evidence of corticospinal tract
dysfunction in spinocerebellar ataxia type 6. International
Congress Series. in press.

2. FREFE

Triple stimulation technique in patients with spinocerebeilar
ataxia type 6. The B8th International evoked potentials
symposium (Fukuoka, Qct. 5-8, 2004).
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BRI ERFNEEMEE SR E TR IR )
TR

IV A2V T bW E B RRE R O B AR

SHERFSERE  BARZ (BIRWNIRF R ABE RIS © RAITAE R A 8 2800
WHoEt 3« BORHEA (FBIR), #RO0 (FIEAHAHREARBERS, RRE % (FiHE,
g (i), FEZ=E (FABFE), BERE (FF), A~k (FEhF)

CiEtA=)!

Ty FAIAERD ) — XV 3T, EBEELN S EEOBEIN ENIZ TN E,
BEEEXEZNNY V@RV 7 h2ERLE. RAERBRIL, 10238 THRTD TR
EERRETHS. SOV ST, BooFE, RAOHCHEREREZRBESE, HIFRS
THNEMZERI U2, TN2A0NT, EBREERFE CRHRINERE, B% AN ESORER
B ON—F VR, RBRERE ORI LUE. BRIT, FvETHOTHRCHEDT
NEENRENEMEICER EEA SN, SURIIER T ano /.

RV DOMEELLTOERT

BN R O HIE S BRI EE O Z BB BN G vTRE7s,  ERRBIS T

HBHEEZT. :

A. EEEE

WEERERIFORT, BROEINELEN
S5OFTIUCL D, EBIGROEE 2T 54
B, BEEOFHENHGEEAYENN S NS
ZEMEBWN, FThithiud, /MEtbESk
L B TFOEHEEZEEN - KEPICHHE
TE&EZ/NV A2 - T I LR, BEAD
WS ZE A, REEIROHE R E DR
HRBEF~DINAZ B L.

B. W HE

HEIE, 1 FRENNEME 9 (28~76
%) [CCA 541, MID 1 #l, MSA-C 1 f, BLR
HH 2 3]

2) IS—=F2VHE 6l 61~T55%)

3) AREMERE 16 5450

4) EEEEE 3l (73~86 %) DHEEH 19
.

PERR U 7= TS 7 b 2/, /—
rXV AL ERVE Ty M THREEREE R —
R (WACOM #:8 intuos2 i-920) &L 7=,
Wi O 2NN S EN TR TR T L
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v bR, UFofEZ{ThEz.

1) s 0 [myvt’ /) VT, BENSHE
NIz HEREOEE B U,

2) 2 ROMOEERICHERE IS, HERS
FERE - FEA S id A U mE R U,
3) M- EE - EARERELY, BARN
ST R TOWIIIEHE S HEEER S 1AL
7z

HEEZBN L. WEE T, PROBE %23
HLUBHEEEL, 1> 74—L R
RV

C. WIEThEER

(BESNMNS DY v BT EDT I cm))
DEEE A : 0.10~0.12

2) CCA:0.08,0.19,0.37,091

3) MID, MSA-C, A8 : 0.24,0.14, 0.09
4)PD:0.15,0.17,0.19, 0.25, 027
S)AREMEIREE : 038

L sEHEE 7 H0iRLADTIYcem))
DI A : 0.07~0.25

2) CCA:0.10,0.70, 0.90, 1.02

3) MJD, MSA-C : 021,032
4)PD:0.33,0.10, 0.11, 0.26, 0.40




S)ZAEEfEIREE - 031
(2 SRR/ RIS 25cm]
DR A 254~26.1
2) CCA:24.8,25.5,25.5,26.2
3) MID, MSA-C, BRH : 258,259,254

4)PD:23.7,25.3,25.4,25.9,284
SyZAHEMARER : 27.2

(2 SRR/ (EERPRE: 250m)
DEEE A © 254~26.5
2) CCA:23.1,25.5,26.3,27.0
3)MID, MSA-C, BIAH] : 25.8,25.8,25.5
4)PD:18,6,23.6,25.2,25.2,26.1
5)AREMENRR : 27.2

(FE% / T (em))
DEE A 1 1.75~3.70
2) CCA:2.56,7.04,17.05,22.14
3) MID, MSA-C, B HH 1 3.22,10.16,4.86
4)PD:23.7,224,2.52,3.35,4.69,4.80
5)ABEMEIRER © 9.63

(MBI / #hiekE 28em]
DEEE A : 29.6~30.9
2)CCA:31.7,31.8,31.8,40.1
3) MID, MSA-C, #1BH : 30.8,30.4, 28.1
4)PD:30.3, 30.7, 30.7, 31.5,35.7
S)AHEMARE « 74.0

igE /7 9 NEmfEem?)
DI A 1.79~4.16
2) CCA4.11,7.10,12.38
3)MID, MSA-C, BIAHH : 5.95,2.59,5.98
4)PD:3.22,3.43,3.89, 5.38,5.79
5)AHEMEHRER © 765

(gE |/ B 48cm)
DR N - 49.2~51.3
2) CCA:494,49.7,51.5
3) MID, MSA-C, BB © 51.7,514,47.8
4)PD:47.5,47.9,49.8,49.0, 52.5
5)AHEMREL : 52.9

(g /- NifECem?)]
DI#E#E A 1.79~2.70
2) CCA:1.70,9.10,13.9
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3) MID, MSA-C, BB : 2.71,1.92, 6.60
4)PD:1.78,2.59,3.60, 4,65, 480
SAREMEIRAE © 5.13

(s / #iEFE cm)
DEE A @ 372~384

2) CCA:37.2,378, 388

3) MID, MSA-C, BURB : 37.6,38.9,40.9
4)PD:36.6,36.7,37.1,38.4,41.8
5)ZAREMEIRE @ 40.6

D. &%
LIT D 6 HE 2 HRLICE R ERE L.
*ywETEOTN
2 A /1 WoRLEOTH
°2 mfEfE | FRREEE
2 FEE / ERRYEE
o[, WWEE, AR / FIUEME
°m, MMEE, WA / HEE
D v TEOTN
2 HEEE 1 TTORULAEOTN
M - & - U/ $THiEE
N EE R (o) N -FYUR ()
2) 2 FMHEE 1 AR
2 FEE 1 ERRETE
M - ke - A 7 §iEfE
/N EEE R O N 3R O

E. #&3

1) N VA7 ER W R RRATREEZEZR
U7z, WBEREE, 1 ASEDH 10 44T, 4

RTOHE T IR E TH S,

2) VBT EDTR, 2 AMEETDERL
BT, MR - @EE - A/ nmEs
INIGHEEB R ORBARMIICE R EE X 50

7=.

3) 2 REEE - HE - B E - A O
B3/ MRS O F BRI A T

nojz,



B WA BRI BB 2 GIRIA PR TR #3)
SRR &

Fr /N2 ERE O IR AR ET AT I (BB 3R)

SHEMAFEE WA EE ENEFEEREIS—

HEZEE

EDENEREL Tz,

M ERAEROAEZE L, BEREOHS N TRWINFEME /NS MR ORI 5/ 5 —
ERF L. 123[-IMP SPECT ZMifT U CHAZMmEE &I L SPM &AW, IEHAE & iU st
SRS — > BHNe. SEORMSRE TIEIEANYN, HCEETETE2REL, ERTH2ET LA
CEEBEEBELTWSEEZ SN, CTOHBRE, SRREHEOH TEHEBEEYETEIAY — T
INHERETALNDEIARLRBIC O R2FNRMFEETHREIZERD, MESBORESENT

A. BIRER

BN, BICEEEOH S N TRVWIMREE
BHENNAEEOMME/N Y — &R L, €O
BRI B &9 5.

B. BfZETT#%
KIFEEB LB & ZIEN72 < MM RFERD B2

29 % 50 (CLAREFEAE D INFENE BB/ DM TRE 9

(B3 ALiE 6 A, 64.5+65F) #RRELE.
FEEREERIL | PINBEOLEEMOLMERERTS
i N EHERIRD T, UHRERIIVTNRD
BITHETH 7. BMUMIL SPECT IF 42%1.9
£, 2004 FEROMAT 57115 £, ZOBETIC
LIER LI O MIBERISRD TR, 1231-IMP
SPECT #fT L UHELBMLmERICH L SPM %M
Wy, MEFEENCIEE M 26 Hl (B 12 ALlE 14
N, 69889 F) i@ L Ao/ Sy —>
BN, KTHEA - EREMEBIT p<0.001 &2F
BARELLUL. HoDKERRBHELEZ OGNS

FEFHEER Wz,

(HHEE O E)

MRECHZ > TIIHRBICHENETEERALRES
5.

C. Hgests

FE M E FEa & LT, Be LTI ml/hpmas
M ENE, BRATHABCEREERLOET 25
Uk, EAZEIZENAERY. | T o0 THHR
ML+ LR EDEMMNA S NDEMLH B
DYERRAE IR & VMBS E S, NN 0B S R A

15

ZEFROENo . HEWERBMLELT, #EU
THEHEBREDO BRI ENE. 1| fIFODOHMHT
R E T 0L - BB AL - BRI L
IREDNY —2InB 5Nz,

D. £ :
RIS/ 2 BRER & 54U — TG/ NG
ECI/NNO MRIETFCINA, KNEERBO
ETFAHE SN TN, MBS EER, KEE
ABHTLRBOBKIEENREZ 5N TS,
FAETBUNNEIEER, ZTOREIEH ST,
B~ DEEBBEN E 3 DHERE L TR WAL > >
FIIEEY 2 RER L. T ORE AL §
/N RE B S 4R T D B AL O R R B 1 B 3 7
IR, Ak, BRERHY © FIERSEPT R & O3S E R e
THBENDS.

E. 5

DI 1o 75 /I 2 0 I i 3 V3 T 4 /08 A 1 (5K
FTaRL, EROKFERKEEEEEL TV &%
Z 5.

F. fd GRS
AW

G. Wgesx

L ARCHR

Watanabe H, SaitoY, Terao S, Ando T, KachiT,
Mukai E, Aiba I, Abe Y, Tamakoshi A, Doyu M,
Hirayama M, Sobue G : Progression and prognosis in



multiple system atrophy An analysis of 230 Japanese
patients. Brain 2002; 125: 1070-1083

Yamada T, Nakamura A, Horibe K, Washimi Y,
Bundo M, Kato T, Ito K, Kachi T, Sobue G :
Asymmetrical enhancement of middle-latency auditory
evoked fields with aging. Neurosci Lett 2003 ;
337(1):21-24.

2. EREE

BT, FIEEL, FME, LHEETF, BRE
B, MR, MigEER, FREE  IMREFEHEN
M2 PEE D R M PR ET AR AT B 6. 58 45 [EIH AR
oA 200445 A 148, ®BK

Kato T, Ito K, Abe Y, Washimi Y, Arahata Y, Iwai K,
Yamada T, Kawatsu S, Nagano-Saito A, Hatano K,
Momosaki S, Kachi T : “Aging effects on the cerebral
glucose metabolism, a PET and MRI study”  The 50th
Annual Meeting of the Society of Nuclear Medicine,
2003 £ 6 A 23 H, New Orleans, USA

kT, FREES, WEREE, EERT, R
AR, HHEEZERER, SOMLARER, JNAaRE, R
wit, WREE, FA 2, BHE/K LBEET,
AR @ (FEORE R OmERIEELICET S
Rt 543 EIRHAKEFSRS, 2003 £ 10 A 28
H, ®X

H. MAHEHEDHRE - Z&EIRR
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JRAESEBHEMREMDS EBERETRIZESZE)

SHEPRERE S
ZRMEBRIEIZBIT S Sleep-induced “Laryngomalacia”

D HRTFEE MHERB RAEEL AR IR NR
S FEE ISR, JIIHBR, RIBES. Kk FH

MREE

LZRMBMWEICRBIT 2 LKERABORERE LT, R ICHRESENE 5 I THRSE
AE A BAZE T S HHEE % floppy epiglottis. 3 7= [EARIZ IRV IEZEER (Arytenoid region)
THUEE% Floppy arytenoid EFFAE, UL L. EARBICHEE L, BN _EHOERER
HRNIESRFICEEZAEND ENISHRBLAEBRTHD, BRET7 7 A /NN—AXJE—ITX
LR EE. W5 laryngomalacia IZEGEIL TWz, €T ZRMEMIEDHZ S D
BYTHHS MERICK2HR - HE) 28FL T, MEFZE LD T Sleep-induced
laryngomalacia &FEB L7z, T5 UEHRE, BEORBFIEHE2HOD, FHNEIKE
EROEHD 4% TROD 5N, JRLUTENRBERTIE AW, 2OHBEEFIIEZARHAT
HHBMN, BRFAIOEER LEBIOTHEICIIRESZNRAE 2EDT, L0 LoEEN
RBEN, F£/2. T L7 Sleep-induced laryngomalacia 2 2 U7=fEFITIlE. HTLH

BiPAP ® CPAP O RMNED T, IBBICERL THEEEZET S,

A. BHFEEK)

LRMENE (MSA) Th, SBEEICHR
MR X/ 2 EdL<HAILSNTNS,
BRI T, LD ERGEREZ E/2T
AL & U CHREEZS O IRAER TO RS OFess
DMEZINTNWD, B4 b, EEEOERER
T floppy epiglottis & U T, WSUIRFICHRERZ )Y
BFITEIRVATER, TSR IS O HRERRA
A X729 MSA il Uiz, FRERIE %
HKEBD L)V TH, RRMEwSZE > THE
DFEZET DHIND 5 Z EEWET D,

B. W H %

[. REIyAN—X2E—OFA : #

HETORSKRRAZEZRO-BE KA, 70
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e B ITBWTREER, MERE 7€
INLDEEICL D) B BiPAP #EE T
(VEPAP=8/4, 8/8, 12/4, 12/12 DBEMHT) T
D _EEGEAZEDIREZWREE Y 7 1 N— A0 —
FICTEE - AR Lz, Fi2, BRI
ek - RELTHAHETAREDS S, +4
IEFE A EER L T H D MSA32 i &M L.
R P S R OB &= 2 ) TEREE U 7=,
. PN I ONHN M B A5 A D s BRAERR 22 Y
BRE . FIMMSA46] (284, 7,9,174)
BIOVEEX I & U Tz A3 e
(ALS) 34 (&84, 16, 21 ) 1IZRIT3
NBXOWMEREE 2, RIL<U CEELTH
5 EWRMESED SYRR U7z, B L 7=/,



10 8 CBEEERT. BEEEH. FIREEH.
REZeTE . EREH. SO, I
. MREEACKERT. SRl IR, FPHEARE
B T, NNT T4 EBYFICIAHERSE
2TV, SR Uz, RS LORREITS
UTC. 4B8E 0, 1+,2+, 30 KO-
C. #R
I. BB v A N— A2 —DF R
BE KA) TBTLR.EUT. REERE
WIS (arytenoid region) [EIREIRFICH
TMTEMDIED NG DRSNS, BRI
BESTMNo /2. UL, R Mo
PWERRNRSIFIC R iR, 138 A ENREE
ADERIEAZE L (K1), 25 LREE
Flopppy arytenoid &FEATE,
1 Floppy arytenoid
THADOPEEEEE () 1, FEGRHTIIBIN T
WBN (). BKRIEEOAEE IRT
)

S 5T, floppy
arytenoid % 8 7=
IREET. BiPAP %
¥EL, BARE
Ze T TN, R
(EEEDBR)
37z 72 (BEED .
BEIRERE L TH D MSA 32 Filo

KIT,
SR 7 1 )N— A2 E—Z iR U iR %
21T, EBITTEREDZELD S
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BB 20D, T DD B D 44% DB T Floppy
epiglottis, Floppy arytenoid (VYT 410, Fizld

W5 2o Tz,
: PR AR Fhppy
]fﬂl;l';glmﬁs +Fhoppy gg}l'tenoid EaidEes
OB
o R '

Flopp y avyieneoid [

P M R
Fhppy epiglotiis

BI2 MSA32 Bz} s F&IERAE

0. NB KA UREET O I B RR 2 H R
=

MSA4 BZHBNT, T3 10 MOFHIT
DWTRRETUTAER, PERK DRI
5 &\ (BRI
LR O E OMER LA 2, £
DI-DFINTNT NS BF & iRDIRD > 77,
FRERETH D ALS @ 3 BICiHEEAED
BN TR 722 DR 2 38%
=
D. E%R

WEEEDAZEE T, T &I MR
BFHANEIND Tk > T LEAUBR%E &/
J LG % Floppy epiglottis & U CHRes L7=2%
IR DISNIIEZER (Arytenoid region) TH
ETDBENPESNE 2o T, DI TD
SOBRAZENX. Floppy epiglottis D5E & HoAm
IIERIBROWETH D Z &5, EHUTizs
5T Floppy arytenoid EIFERZ &lTU7z, U
N Floppy epiglottis O & & S [Fltk,. BED
ZiIHHBODOH 2R LIL DI, Frst
HRREBLZ 5 U 7= B0 1/3 T Floppy arytenoid
AL THED (2055 0RHEII Floppy
epiglottis B> TND), U TENLIIS
Tldsn, LA, REEDHEED &b
il o == o e (i s A DA @ o O
LB ENR U7z XD 7 [fikOMEEHTH 2



