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ATTRv 7 20 A F—3 A7 ¥~ O8I
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PRAE ME B AR MRS ME S IR B (SPG8O) 234 U
HZtuERH L7 (Nan H, et al. J Hum
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y adjusting covariates, iVAC) %, Fx Ofif
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HE, BAREOISG, A4V Y —Z2ADIL
£, RNV T ~DOFFEE HBE T HMSA
BELVUANYEREL, HEELTWD,
MSABEMNDLRIELZF T, LI A MUITH
gL, 2018576 EfEDOTEER (UMIN000031
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fEMT L. ORRIRBZEREZ B 6T 5 2
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it & M2 T U 7o, /NN SERIE 3
Al-6 M- 31 RBEGFEF 20 BiCx L, HAL®
B2 A 7 2 Wi AEEEEREAZ, 1 1\ 20
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& HAL & =% — %[RRI HER LR 2 FE ki
L. XV @EERIE L Il LT,

TR/ NIMASMEIE - 25 RMEZEAEIE (263
HAREAE E TR XU (tDCS: transcranial D
irect Current Stimulation) (Z & % i#EH) Ak
ENRE SN, BHETY Y T—

a AaHE (LT, U ) LDCSOM A
BOERFERRERBANTHEEL . £V
ANEREM (LUF, U B) Lkl
Too XIGUIEF Y NHINZTARE L7
IMAEVESE « 26 R ZEAEAES B (I -
56.613.05%, fRAEFEL  13.62584) | D
CSITSEATHIZED 7 1 h 2 — )W ZEESNTH
Fh1oml (SE/#E) %M L7, AT, HE
WL, TEFRRIE, SRBERERIEOE Y
#43.6+14.9 H [FZEH L 7=,
C-6) Sy I AEME NI M E) 2 FAE

B C 6 Y/ i & F1E (Autoimmune
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FAT S BN HEE) G A EEEE LT D
PRI TdH 5, 2022 412 Dalmau 5% ACA 2
Wrii#EZ% (Dalmau J, et al. Autoimmune
Encephalitis and Related Disorders of the
Nervous System, 2022) Z 428 L7225, Ak
GBI R A CROMTINEEG 23 % < | PRI
T TIRHIE R RE 7 BEH A DR E A2 B D,
Z OREZ RS 5721 AMED #Ha %

BEEFEEZE TGV EEHRETH D
FIE S AENE/ NI B TR DR B L R
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HCIEHIEAREE T dH - PR O HIE %
et b BT

Dalmau & Graus @ B CL 6 M/ MK K
JE (ACA) ORZMHEER A MM & fER %
B 52T D701, 201841 A0 2023
10 H £ Tl ACA 5L, mGluR1 it
RORREARFED B - T-8f5e 449 i i e
{ds JLOERES MRI AT fL723fER C & 72 380 )
gL L, Dalmau H2342ME L7 ACA @
PWrEENEZR (12355 %, Definite, Probable,
IRZABNT L SBBEREORIKR - AT
RAaRE L,
C-7) WE~NEVT U ILHEIE

JMEA~T T U BRI ONT, £DIh
W L OEE YR — OO FEEE
T D720, AAMR PR E B & x5
& L7z 2023 48 12 ARAZ#OUID & LT
Y= NHEEIT T, TORREREEIC
HEEHHEEZITO, LETOT v 7 — MEFR & I
L, S%OWEREZHREF LT,
C-8) AHRRERIEIZHETE S D FARARIELNESE

FERRERIE IS /8 3 D AP MEE (T, 1
ITYED/NNEEN R 2 272 L, REoRES
B 5 A DRI T db 5 PR BRI 23 iz
D TR =D B TR NE TR AR O
EENCHE & LT, F72, WNATIENC/IMM S
A D PARXMEIRAE S LTH BTV D
AIREMED & D,

A8 D E %A
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& 2 A E BREERAE A B L, 100 23
W AR ORTGTRIB 252 T Lz, £z
J-CAT %% SCA6 + SCA31 JEBIZ kf 9~ 2384
FEFE AN & B AREMFSE J-CAT PRIME % B
L. 39 BlDEEkEER LT,

JEHEE DOFIE I T, #h0E LEFID
BB R C X 5 AD-SCDIZ61.5%(19241) TdH
V. SCA6 7253% & bH% <. IRV TSCA
37313.8%. SCA1736.4%. SCA2735.1%., SC
A31734.8%., DRPLA%4.8%., SCAT730.
6%. SCA8730.6% CTdh 7=, SCA27BIZDOW
TlX. FGFI4&E 2B HGAAY E'— |
$53200-250[EN AR R LT 7= Bl s 2BiI7F7E L
7o S HITMSABNZISNT, 441451 H 2451 T2
00-250[E]DGAA Y E'— kB HENZRD 5
i,

SCA31 HAREERA X, 2024 4F 2 H RIFA
T1EHOWESME T 15 4 ThoTz, &
H ORI 68.1 8.0 %, FIEFMIL 54. 9+
7.0 5%, FEABAESRIT 129394 Th -7, IE

L ZHRE 70 BSOS NE 2N R B A0 1 E SIS E
DIEFNE, A BIOBEHIRINICITZ= MY —
TR T /NIRRT O 5 5 T, SARA
1% 12.4+2.6 5, ICARS |L 35.7£83 s Th o
720 SARA & ICARS D si%fH], B LTV SARA,
ICARS @ ii%t & e BAFEE O I HEEHAYIZ R
WAHBAR A BT,

A-2) PR A A2

2003 4F 4 A5 2014 43 HETO 11 4
I BB A 358 60 B A 7= /NI 2 ME I
D H B, IMFEENT 4574 1] (3.55 A/10 7).
wY O REAMEAR T SCAL 101 41 (0.08 A/10
Ji). SCA2 72 # (0.06 A/10 7). SCA3 676
% (0.53 A/10 /7)., SCA6 979 5] (0.76 A
/10 77) . DRPLA 243 5] (0.18 A/10 /7) T
o T2y IR DOHIRA AT OV TIE, I
PCIIRAR S | DUE - HRE O IR

D BT, WY EARBAMERZ DT, SCAL
IRKH R, EWRE IIBRIC, SCA2 13A)I
WL, HARE. ILBURIZ, SCA3 X & LRIC
SCA6 I3 AR, %*E/Lr AR IC, DRPLA
EmEAR, EILR, (BRICEREDSED b
720 ZRAEMIE D T2 K T-HRHT 21T > 72,
50% DIE B 3 AT ARHE & 72 5 F TO ML
MSA-C, MSA-P & {, 58k 5 5 HF% Th -
77
A-3) HET LTk B R

SCA6 DIFHIRISIEIR T D CAG U B — |
BIC XD REROERBKFTIZ.23 U E— |
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WXL, 21 U B — h OSERITIX 63.8%1Z

LEE o7 (p=6.5e-5)
A-4) FEIERTZIE

ATTRv 7 2 A R— A (2B L7z 202
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LBl o) v 7 aHmELTRKL
72 38 4D 5 LRJEATZW A ML LT DX 3
% (1.9%) OHThHoT=, ZiEEEHT 5 32
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Wi E B BIZSER LTy, FERO%R
% SCD L3Rk L T\ o,
A-5) TREIERTE

AJA030 755 (AMED #FZERfRE) 12T
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B 2 fF (g’ 161 (5. 0%) 114 (FEFERE.
FehHk, FEE) | ITHEREREE DS 141 (5.0%)
1 (SEEERE, IREE, %‘lﬂ%)) Thote, TH
REHIE H O 148 i 5% D SARA [55F) A
a7 OEbE) X, BEEBEE T T AL
FE73-1.52 (95% CI : -3.101~0.055, P=0.0582)
&L FEEBEOHMRWEM AR Ls, £,



et — B L CEREFICBT 52— T A
NNy (A 17"5t~r“7‘zilﬁlo7ﬁ:o (7))
A XTRBREE N RS T 4% IS BV T HHERE
S,

ZFI Cav3.l 3Bl S E7ofila TR 7
7 AL E H PSD-95 D TR WIRAE, B
DB STz, Y =% R 50uM Z iR
T 5 &, HFARPN O PSD-95 DIRIE(L-CHESE
TERRITE Uiz, BAERNC L CTiEiE E A
CWBEMES R0,

SPG80 &7 /L##) (Ubapl / v 27 A v~
U ZNE, HiAE 8~4 » A%IZ SPG8O & [Flkk
BT ES R LT, 8~9 » Hllv~v v 2D
n—Xny N7 A2 N TOREHEIZ, ZnEih
WT (n=23) : 153 # (108~201) . KI (n=9) :
111 7 (82~127) Th-o7z, 2.5 F At KI
~ AR L, EH X 2EHHE

(1,000mg/kg/day) 2 7 HiE #5452 & T
KI (n=4) : 1478 (126~165) L&k
ENBIE SN (p<0.05), & HITHITREE
FIEHR D 4.5 W H i~ 7 AZBWT, mi&E
DOHH X % 2 W ARG LEGEICB N T
H KI (n=6) :139 % (122~151) & HER
KEE RO (p<0.05),

A-6) JHEHERFSE (SCA11, SCA27B, CANVAS)
SCAll X D=7 J—AfRHTIZ LY
TTBKZ2:c.3488C>T,p.T1163M £ ¥4 [F]E L
Too FRWRIER 4 BIXZOEREHF L, I

HIEZIZA L TWARWNWI L 2B LT,
p.T1163M Z BR3¢ Bl S & 7- RPE1 il T
i, BT L HiE U TR BICHEIE R O
TZERDI,

P LN HBIE D /NI AFRE R C GAA U B —
N OREMEE 11 F5R 12 JEBNCFE L7z,
EHPFIEA ML 66.9 % & FEIEAE T, GAA
U — FE 309 U E— b (270-361 VU &—
K) Thodz, FIEED /MM R A B
% B6%IT I & WD /INMZERE TR EE ) 6

FE OB T b ZEM OEITITRO 0o
Too FEIAEFMS, BRARSER &V B — MIoHE
BRITER O 2o T,

CANVAS —%%2 D ACAGG O REEATE
hEZHT 2 3 FEFORRFBTRES X

OERAFLEAREAMN C, NERE L 0 S ~FER
HITT BRI & Z ST
T2 B R RS X 7o, AR &
D BRI S B ST,

CANVAS 2 {6 CRET 217 o 7=, B35 1
1% 83 e METi 7 Lt ACAGG-exp %
B 215,86 mi AT il 7 L L AAGGG-
exp =4 LTV /=, RNAfoci DA R & ik
EVEDESERE & OBIRZHET L7, B
T, BE L 2 TREIUTHIRAMEN X
0 %W?%o?‘:n‘ﬂ%ﬁk \ZBW T, RNA foci @
EHERPHEICKE < MR & oREE
DRI ST,

HEHIZCANVAS &2l S T ARF RIT
L YNIJASPACIZ T 7 V) — LNRNT DM EAT
ENLTARYT M&%@ﬁ‘f‘é Fohniz, L
LIRZERNIIER 24 & Lyt ST, JRIA
ERTITRV LS ézmto J-CATV &'— |
T Clx., RFCI AAGGGY v— MR %R
., CANVASOZMICE ST, Z D RITF
FEF 34 CHABED RS STz, i Tl
HERIE I 2 TR, 36 & b i EE RN REAK
Ta#RDT-, CANVASORILRIZIINR DS
1 UMY EEB RFER - EEME= =
F— - BIEEMRREERE A A) DIAMC & IRHIPAIC
KON, 5% RFCIrelated disease & L CTHEJA
HERZEMRT D ENEETHD,

— N

B)Z R AL ZEMAE
B-1) HELERRA 1L O

SUDOSCAN Ot 7=, MSA 25 4
(MSA-C 16 4. MSA-P94). #EaM#EEE
/NI ZEPESE (SCA) 15 44 (SCAL 1 4.



MJD/SCA3 1 4, SCA6 8 4, SCA315 44) .
Flnr~ v FSE7@E A (HC) 20 44 & %f
RUITTFE L RIEOFITHERE 2 I E L 72, ROC
AR 2 F O T Cld, JRE 91.7% ., R
80.0%. AUC 0.854 (95%CI:0.704-1.000)
T MSA & SCA #XRT 25 Z EMNAHETH
S 72 FTEBNT K > TIEE SR <Ok
PRI % 388D 72 WE B T b FE TR T O R
MARECTH > 72,

£l RKREE, Innsbruck K&, BEHERKS:
TAIT > 72iVACIZES 2 L FAFETiL, MSA
L= Y R OERICEHTH L Z &
EMERT 5 L L BT, MSA & HETTIERE EERR
BOEMNCLAEHTHALZ EEH LML
7= (Mov Disord Clin Pract. 2024), £7-. Spl
inkfhD P AR — ~ DT A AT 7o 3L
B % % SR BE 1R Tt o 2 (R I HE i % 1T -
77
BEWRS-HIAAIL, 2 L TMSATAHE
[T L. UMSARS Part I, Part II, Part IV
CHEBRAOHBERTZEEZH LML
¥ L7 (Bur J Neurol 2024), SERT SPECT
1X25B1 OMSA & 1765 DO 3 C HLlRET L
72, SBREAEIZEVNT, HIMCIIMSA & s
B CHBZEITE) - 7205, MSA TIEAE O
NHY | ETITAZITHEINL TV, G
HEIEMSA TR ICHE L THEICIKE T LTE
V. AUC 0.979, & 100%. FFPE 88.2%
TENFARETH T, BEr h=0 8T AR
— 4 — L R S-HIAAIZARBI - 2 Em 1T H -
e, AETIEHES, Br b= apskiad
welto h=r b T U AR—FZ—DFET
R D EEFEZ BN, WHEFHRBRFTYH,
BT S e h= N T VAR —F —
DIET LB T 20 B RER A MR LT,
B-2) #EITHIERITA

2000 41 A 1 ABHBIEE TIZAPBEL,
REERERALE (R RE, KBTI, AL

WERER) 2B & U 7o LT 12 R A e I
FaxtR e Lic, 2FE G, HEHRFIC
L FE IR R ERLE 21T 2 BE %
2014 FFHIZ D 2 FEZ T, K9 20 4R ORI
HIZEE 2 A Lo, BRI OWTIEIRE
B SR—% 0 = X WTh DT EYERR
J&i (progressive supranuclear palsy : PSP)
& HEd 2 1 TR L 72,

C) KFE AR

C-1) VYR MU oHdE

J-CAT %%k 3013 Bl D& A 1-FRHT Ot F 1T,
SCA31: 334 4(13.9%). SCA6: 300 $1(12.5%).
MJD/SCA3: 201 1(8.3%). DRPLA:77 i
(3.2%). SCA2: 38 #i(1.6%). SCA1: 33 #i
(1.4%). SCA27B: 26 fil(1.1%)., SCA36: 23
$11(0.9%). SCAS: 17 1(0.7%). HD: 15 #i
(0.6%). CANVAS: 9 51(0.4%). SCA17:5 f
(0.2%). SCAT:3 1§1(0.1%). EPMA:1 #1(0.1%)
ThoTe, WEMEERKFEDOEFD S B,
1058 Bl DOREFER 7 7 NFHT 2 FEhE L, T4
(7.0%) I ZBEER R E A R 258072, Ll EAR
T 1157 H(48.4%) 2BV TR E L 7=,
993 T it 72 51 1) o 8 M /D B O R AE BB U oD 1
R 29 MiEO B CHUENE 21T o7, J-
CAT Z{EH L7oWFZEHGs 2 thEE L ES
THGR ST AR S vz,

MSA BF LA F V% 2024 4 3 AKfA
TR 623 OB ek A R LT,

C-2) KIEDOH B - FFMmE
HEEYERIEIE 3 FLUNIZHFORy 7
0ANY A BT iE MSA-C @
50.0%, SCA D 2.4% T -7z, FRIH/IMMN
OEETZ2EES b DOIE MSA-C O 46.7%I2
H I, SCA T 1 b A BT,
RFC1 5T DV v'— MAELE R, K
FRERIE S D 4 B, =%V PO 1
ALS ® 1 #loAF 6 T AAGGG F721%



ACAGG DV v — MER W 7 L WPEIC 7
bz, EmERRy v Y — Al SpIZ L
i L C, Mgk 7 Y Y — A
WHRNRNRZ BEBAT L2 ERH L E
ot

C-3) xRk 5%

VR (Virtual Reality) % H\\\7=7 /31 Z|Z
£ DRI CEBETREE MO 2 FRIZHA
TOO@@DOEHIHE L QO®O® DL B RN
ARICEE CTh o7z, F-EBRHEEIZB )
TOQOODEEFEEIT SARA Lik#7 X
a7 LAERHEE LR, ODILIES) /) iF
ROME P T 2 Sk U, Q@13 E P 4 ek
T2 ATREME DS RIS X7, BB HERE IR G
OBEEHEDIZHDENKE W L0 ) Rl
R EEREIC L A ABAIN (X5 o %)
DELE I IEBN R~ — 7 —1272 D Z L AUR
e S 47z,

C-4) FExhmakh ik

J-CAT BERZWiie EBOEREA X 2
—100 Bl FV T 1AER ORI 2 58
T L7-, 14D SARA AL RIZ &K T
2.2 T®H Y., SCA31: 1.2, SCA6: 1.6,
MJD/SCA3: 3.6 LRI L 0 #7p 2 fi 7 73
B BT,

C-5) 1pEiL - U TF—va v

HAL®E X A4 7L mFE=4% 1V 7% H
WA EEBNEIENTSE Tld, 20234E12H TH
FR20BDARA NN ERE T LTz CEBE/ MM
FESAY : 8, FFRh/IMIMATRIESTY - 6651, FHE
INEFRRES LR : 6451)  IEEWEIERTICIS T
LA RHIE H o2 b, EERMEE H OTi
med Up and Go Test T (-1.3 = 2.9,
p = 0.051) TH-o7=, 1441 (70%) Tihk#E%
| HRIER O UE A 7R T2 D13 1461 (70%)
Th o7z, BREIFHHTIZT, BIEFI TR TU
GOUEENH LD H > 7z,

£ U N EtDCS DA B DEIRFEZ LY

ANHUM OB B O iR Tk, IR ARE
(1~10 [E) (23T 2 U N BEREMIZ LD
SARA UEE L ik LT, fiAAHhHIREIC
L DB R BCEITMERR CE R o 1o, FFET
NREBE LT, 24061% [FEECENER
WCERZELERT < 2ol 1 406X
FELLT K 22 ETOHMMBVOIE LY
H RN T2 & ORI,
C-6) Sl T AENE/ NI R TR G FRE

AN N SRR SR 243 1 & 12 5 Y
ICHRET L7 & 24, BRIRAIIC ACA L2l L
7-BliE 1341 (5.3%) THV, D5 H ACA
W HAER AT L= DX 8 1 (61.6%) 72
272, ACA13 Bl 5 & CEIEENE NRMZ
Jit (Paraneoplastic cerebellar degeneration:
PCD) %5 %], non-PCD (X8 #l7=-~7=, *
72 TRIM9, TRIM67, TRIM46, PKC-vy .
ARHGAP26, GluD2 @ fixed CBA %S L
HE 2B LTz,

Dalmau ©» ® ACA ZWiHEHEROH %
FE U 7ot B3 380 31l Tk, i W R vE A3l
72 L72JERNIE 3 %] (definite 5%, probable
25%) T, FERZHBIOFIT b HrrRhTiR e
{@Jiﬁﬁf L7c, SERIED AT S 2 BFH D
FlE L, DWrEEEIERZ S 1D 34% & i L,
% élfﬁ'J (definite + probable) 73%J 65% & A
BlIZEWMETH 72 (P<0.001), SH%E
FEATHIOTEREOCEIL, FEEHVTNL 6
T, W EAE IR T & AR
‘/ﬁﬁ%jﬂﬁ' IDTFAE LTz, BERIOHUREE B & Bk
FHNIZ X 2D Tissue-based assay B
) 8 BNISIERIENF L Th o7z,

C-7) WMFE~TUT Y VLB

AP O (BB | [RJmAY | FRHRY)
DBEE, IBROF B TR, iR
¥ KO R EE O B, B IRIR AR FE T 0%
BITZOFHRE L, BITHEAEROWEH
DR, BEICEREY T v r— MR



L7z, BofERIC 303 e 7 v r— kD
ERHY ., OB 82 gk b A E D EE
BEPThoT, 82 MDD b, 26 gk
ERFFBE CTh o7, FWAE LTiE,
9T JEH, (R 32 JEF], FEFRATY 12 i
fFlTH Y WmEOHAE & i L TlBTrialF
O TH -7, 38 fitigk (51%) Dliiakic
BWTRALNPDIREZIT->THEY . BRH
7N E UCTUISNE T, U el | ki
FONIRBZINT IS 10 figk ~12 fizk & 12IF
FHEChH o7, IBHRE LT, FL— MO
TRBRIC B 2 80k U T- B 2 A 5 [ ek
B bR bivTe, IR & OFESRE R
DIEH OFTIZOWTIL 46 fiigk (56%) 03
fTo D &AL, 31 ik (71%) Tid#
G M T O TV,
C-8) AHARERIEIZHEFE S D FARARIELANESE
AIRBOEANZ I D T2, 2023 FFE 1T,
KAFFEHED B3 DI1E), HA LCH iiges
TOREGIRET, BA/NTARRRAE P AR
INR R ERSE ST BV TARE BRI OV THE
LT, SBICENE 7T v b7 4 — 2 L EifE
L. BE LY A NI VAT DO 2§
T, TTIT 20 Bl E B 2 D 2 Wik B3
T2, 5%, REBELUZ M) 25, X
DICARICEIT 2 EMEHE L BRE, VR
K7 DfEHAZ 3T,

i
X

HRICL VB ONTZHREDOESHBOIER - £
fit :

A)BARYER BE/ MK PESE

A-1) BAREFRAE

J-CAT “CTOZWiiEE R T DIRE /2RI
R DERA X E a— 235 LR
& HAREMFSE & . SCA31, SCA6 (Zx1d 53K
FRIC BRI L9 D X 0 aim & AR
A ZE 2 AT L CHEM L TR0 | IR
ZE D FHAEHAE D HER LT D, SEBNRE D

10

EROKUE, B QOL o LICE 5898 %
HeHET 5,
EICB TS I ETO®RE &L
T, SCA6 DAHEN LV mL R,
MJD/SCA3 % D % R fEEA SCD O k=
TR < e o TV e, BRESEOAERRIC B
DEMOEAT: ENBEE LTS ATREME N
EZ Oz, £, AU H SCA27B 372
LTHFIEL, £ DORRNFHED—>o L LTA
5 T HRRE A X IRIR S R S, S 51T,
MSA (2B T FGF14 GAA U B — | Ba
2 £k D JEFIS RVE STy, & DFFHY
BRICOWTIIHEERBRNZET 5,
SCA31 fifAl & FEmIX, %0 6 FEIC 2 4
HoOffrz#ED, ZOREATINETO
SCA31 |ZE87 % B AR £ (Nakamura K.,
Yoshida K., Matsushima A., et
Cerebellum. 2017 Apr;16(2):518-524.) & Lt
W DTECHD, /o, F3FEETOHE
BRI L, EROZEMEMESC. i b Il
IZZAbT 2 H OV AT 72 E OFFHT 54T
IFHETH D,
A-2) BRIRFRAE A2
AMFZETIT, W B EIRTAMEE R O FF /I
ZEMESELZ DN T, R E B C o Mg oy A i OY
ICHRAEBER LT H I ENTEE, 2
X, TYT . BCKICRIT B YR R O
AT E RS D ECEERFIALE S X D,
7. BRFEENIEIC OV T, A% O Fi e
FIZANT 7o BRIERAENEE L /2o TN D
DL FEICESEYTCOPREBRT L L
2L, BITREER = RARA b & LTI
REEBZH LT 5 & &bz, BTARREIC
WEEH2 D TPHRREAFERNT 52 08T
=7,
A-3) T LWk B R
SCA6 2B\ TlE, CAG U v'— & 23 LA
FOSEFNXIZIERRRIFELEE, 21V E—

al.



FAT CIEATERRRERE 2 LT, SCA6
MEIIEDHEBETH Y | KA Y v — MiRK
BOMET T 212 FIEF S w2
TENEEL WD EEZIDLND,

A-4) FEIERTZE

FERDIEHEN ADT- D121, FBIERTZHT
=X U v 7Btk & HELE ﬁ‘éﬁﬁ“@%@ﬁ

BT AT U AENT HLEND
D ERGVERBIEE 255G LT DAImE =
— F OWENEEN D, SCAs [ZHR VT
RIEMZWEFLEL ClEI Y Y 7
%%ﬁ‘%#é%?ﬁw\fox FTAFOBEEY A

it AUNGAVAANE- - SN @t PN QALY

S oz, WEEICHT, BHOBEEY R

mﬁ%%%ﬁ T HHOT v — b
ﬁ)ﬁﬁ@ﬁﬁ’%L
A-5) Y’afﬁ?ﬁf’%%ﬁ

AJA030 TRBR CIZHBE/NIRZENERE 2%
5 L7 VX = BB OBFINEN RS STz,
TAHOIERICIB N T, AEEZFGD DD
PUEGIEUIARE 41 Pl e FHHSh=Th o7,
L-7 V3 = BRI R IS 3 Uy TRE IR
Han<TkBY, FIZv T IURTYva=rr7o
BLEDL DB D D, ETBESNDHETF
MBITIRY ZVZ IRk ESSRE LD
Bo FEBE, U RAERWEER T, BT

MZEPESRE 178, DRPLA Lo 7=, SCA6 LA
S DR KA MERE T T W% L, A0S
R I T 5 (Minakawa EN. et al. Brain.
2020) ,

ZHEA Cav3.1 1280, PSD-95 Offifaik
NTORELEIERBOT-Z L5, Cavd.l
DAABREAAR N F 72 IR AR 20> & #RR 2SI 1T
T DBEOEEICEEL TV D AR R
e IiTe, 7 A R[AME A~ D RO TGS
HIA 7 V== T 54T D 7D, L0 FRM7R
Oy FEESE ORI 21T 5,

FHEH) X 13 SPG8O0 &7 LEN DTS &

11

A BRI UGE S, SMTRERIERIC
WTHIRE R LT, K?ﬁgﬁ“éﬁﬁb\fc;@éﬁ'
X, Tl F TOZAMERIYBIHE DR
DHEATHDERTHHT-D, KT v 7 IR
Uya=r27 Lt LTJASPAC ##ELTCE I
TOAGRER AT 2, RIERI OB THE
ZhRIL, SPG8O FEEAY T BEDE
SPG4 IZHFBO LN D,
A-6) JHEEMFSE (SCA11, SCA27B, CANVAS)
TTBK2 OFHA R T1163M (X SCA11 ©
K & 725, TTBK2 22502 X D E R
DIR T, BRI T2 SCA11 OFFREIZS

WTCHETH D AREEND D,
i LN HiUIEE O FEAT 2> & 13 8 i S8 IE D /N i
SFIESER CIIFER O FEIZE DL 5

FGF14 Bt DV v'— MRS 2B 504
TR S AL D, FRICFEAEME O/ NIM A FHNE
RZEE 2 £E 1 MRI T/ MM E IR E T 5
GEriciE. L0 SCA27B D r[FEMEAFE W &
BEZHhD,

EH =2 —n ) XF—FTERET D
CANVAS @ 1 FZIZ W TEIETRS B4
Wt Lo, AR LRI 2> & tHBLH
V., Eih= o —u ) F—BHZENCHEHT
b5,

ACAGG-exp B LT AAGGG-exp ZHT
% CANVAS #1123\ T RNA foci DFF
TEAFE Uic, @ ORI 238 60 7o
TIZRNAfoci DV A ANFEIZRKE o7,
AHFFERER LV CANVAS Ol RNA
PEABE -9 2 AIREME DS RIE S T,

CANVAS ZERGIOfFMT 208 T, IRt
~/7/Rﬁﬂﬁ®ﬁfr®it TR DI D B M

g L, SBAZRIZB T LY B— R
IZOWTHRRET AT & & b, FZRMEHTIC
BRI RAT NA 7T A DOREFEE S BT
DL TETHD,



B)Z R AL ZEMAE
B-1) HELERRA 1L O
SUDOSCAN % MSA & SCA DRI
WCAEHTHD Z LRS-, o B E
RFEENZVEE THRITR TR H 0 | 7k
O BRI BITRAE L MR 5 Z L T,
L0 B 5 MSA 0 B itk s 2 %80
\ZREB T E D ATREMED B 5,

iVACIE, MSA L RX—F 2V il b TN
HEITVERE EVERR OERIICE R CTH D Z &
B LZHATHER LTz, A%, BISMEEHIMK
IEMER & L DERIREICOWT, KiliBE 2 2
g & U= Zhisk RFZE CHERR L T <,
Bhie5-HIAAIZ, MSATAHEICIKTLTE
O, HIEE L GMHBET LI E AP LMNT LT,
MSAIZBWTtEr =D Fid, 27
HEE P A DL Y & AR5 Al REME D
bbb, —H. kv h=r hT U AR—=F—|L,
Tu b= AR O B S RO E T
HWMRAT TWD EHEE SN, ZTAVET,
Nt a ~ =2 D2 % R T 5 TP
ETOHZTH TN MBI HNDENRTX S
SPECTCTH Al L7z Z &6 | ZERFECIR
BOBEITE ORRE . X 0 ZEB TR REREAT
TELHEMNRHIRIZEF 2D,
B-2) #EITHIERITA
BALFFIIN TIPSR 245 Lz 5 iz
e MSA18 5l CREAME L 7=, MSA TIZ/EH
HSMIENAL, PSP JE ] CIESEE % IEAL, T BN
RN T - 72, FHE5RITZ MSA JE
BICHEICE L BB Z LR KD
WEEE > 72, F72 20 FFTE L TZ D 10
FETH] CR A R ALE & 8RN T 5 B 1L R
B (76.6%—55.6%) . KEHIB (65.6%
—21.3%) . N LR (26.9%—9.2%) W9
NHILE L CTHEICHD LT, RERE
TIE 20 4R L bl U CHEICHENED L,
% g B A DM 2 TNz, il DIEMmTEH D

12

RIFICEA LTI LIELIEEA R AT 4T T
bkm & 72 D0, A RIOMECIXETHIZ R
e ZEAEAE 0D 12 BRI AL E R I 1T 5 BL
RO—zR 92 ENTET,

C) FE AR
C-1) VYR MU OHdE

J-CAT (37 R %A ER U FITE A & i
ATND, AT TRIFMEERRFEF RO
B TR 2 & BICHED . WM L - 4y
T ERE - BT REE T REE BT
& 52, SCA31, IDCA b #fkE L+ 5HE
F2R R ORI & B ARIEFR A0 B O
PV N RTRIE OISR AT A FETH
HLHERFFE D HAE & L C J-CAT O3 & fkft
LIEHT %,

PEESIHI AT D 2R R T H D MSA DIRIESEER
HEMETDHIOXTEELYA NI ITAEH
Th D, 2018 FDOIEBRITEEL TH HERIE
BRI AN EAT D Z LM TE T,

C-2) KiMIEDEE - A7

EEEERIEIE 3 LA /N O & fE
FEESTHFEORYy b a AN YA
ZRDIZHE . MSA-C & SCA ORI
T, MSA-C IR ZRFTREZ 2 HT,

TAVE TITHESE L 72 BRI RN AN D |
MEEN R FRE BE OBRIKINEEITETF TH Y |
ZOBIRFHE RO b ED TND, £,
BEREE Wik = 2 v Y — KNOfRT
D 5,

C-3) xRt 514

VR T35 A% Wiz S-FElBRIC L B RE
iz X 0 EBVRFREE = e — B, 72
R=F ) = X LREE ORI R ZE 2R
| TEE) KR O E RAFHEIC A H TH D AT
PEARIE ST,

C-4) FExhmakh ik
F U E BN DWW CIE, SRR AU k5



Ban A A B2 —FLEM L& B
SRIERIFZEIT & 0 IR A IE O JEAR HE A 3 e $5
LT,

C-5) WL - U 7T —a

HAL®IZ L 2 @A, K - AR ~D
R EE 2R T 2 & T, OB BIGHERE DL
ERROND EORENHDH, HALRIE Y A
7Kié@@%&i T IR RE & 0 L
EMRERF IR L CTHBTH D

REMEAVRIZ SN D, HAL £=4%—(Z LV H

15 SN T AEMREBNAG 55 OO, EERE
Fﬂﬁﬁéﬁfﬁ DR % A\ 724K biomarker @
EALZ AT L. & DICRhER AT IEE) R L
I T B AR EL L T & 720,

20 U o\ L tDCS DFLAA DY THFZE
(ZVCHRT 5 B R O EITS D e o
7o D3, HETE OE R IR 0 FE FE SRS RE R
Ko TIEF Y R 2 etE T 5 i REMED
REIND,

C-6) Sl T AEME/ NI R T G FRE

H O M/ NIM A FRAE D D 23 E 1T 5 F
RERRA 2 flkfoe L. A CoasZ M/ NIMASFRIE D
VA RNYMEE A B LTI AR ST,

Dalmau o OF2 W2 AED L 1TV & 5
25, WHERERAE AWz TBA &BEFOFiAH
RRPUARRAE X, SERIENE I Th L EED
BN THERZRBRE L B b,
C-7) WFR~ETT YU LB

T — Mg EE L, #ETERR L0

WrHEEF O NR U, ATREORBHEN®HEY |

HRE~OHSHEIR A 5 D -2 RAKH O
FEENHER STz, 5% bFRALBOE M
2B 5 &L b, REOEREREICKIT S
BB BEY R — NORENFETH 5,
C-8) AHARERIEIZHEFE S D FARARIELANESE
FELR BROE (S50 F8 97 D HARARIR AR R E 12 D
WT, HiE, BEFRE~EREEETT
PEME SR ORESLIZHL D ALA T, FIHI B

13

DBWr DT DFZWrEEE - BAE LSy AL
%ﬁib UAZRFZRE L, T2 %@%%
&) OERETTOL, ZhIZLD, ZRED

ﬁfhkﬁﬂ%h\%%&éﬁ%ﬁéﬂéo
WFIERCROTFTICEE T 2 — 5%
MR D LB

WFFE R & 2 FnBO R PERE D HIRE « BUSIR
b
ML



BT 5

R EOFITICEET 2 —EFR

EFE
EE R4 W H A MVA L CEIND HEEA R4, | ) AR | ~—
MR 4
BOBRK, |7V — K74 bEBH L. Brain Nursing (A7 « 7 H{KK 2023 219-221
&S JE(Friedreichif) 20234 E = T iR
e B NBIA MEANTS T U A TMER RN R I PO E AL O 2024 303-311
mEERs  [LEE N RT I
2120
t IR 1. BEXTIE /N oD i i e 8 A I i =7 L 3 o P 12 7 2 | VL FO 2023 485-491
PR — ST, N o mERE RS Z b~ (KETH4
PR S ERE (HLH) k)
& Langerhan sl i fH 5%
EfJiE(LCH)
HHIE 7 | =% 28— M LOE IR /NER W D\ A 2 1V B 2023 265-268
HOERK « A7 —T 07 B RF=2eNEO |=—%t
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