ERNP
A% B R R
A 5 T ¥ F M HEE)

EMRE EFXH WRBERFHE

T REFHRRER)MBA -2 T REFOIREZF) WA
2011 % 4 A



H &

LEREDRRE &R 22 FEOIEEN ORI « « o o o o o 0o e 2
I a1 A T 3

TR (MARTRRS) 1F « MRS~ DBIN & BB - - - 4

EMT LAY —ZAFRy ke o« 5

f&M NeuroCPC + = + = « « « « « - 6
ﬁ}%{ﬁ@] ............ 10
%%{E‘@J ............ 12
%{?—5 . ﬁ:%{%@] ......... 12
SrTBAEY (MBS MM ARREOBE T2 —E X - - 13
FFZEVER « « o o o o o 0 o 0 0 e 13
BT IR e v e e e e e e e e s 17
A - 18



HMEORE L PR 2EEOTFEHOME

ARFEEIL, ABINKRFEFZHARAE, UV o~TF - BEHAR GE=NF) #H
E—ZdZ N BREHRICZHT 28RO FRE/ MM ZEPEIE < ) Z2 e A 52 658 4 LJE D Ji g
FREA D LB B F B A FEM LB TR 2 S L, PRk 21 FICrhiglerErt &
DHKRBENTZZ EBNEE T, RS, O EERTO 2 HMICER TN,
HARR 5 AED R v, Rk 22 (2010) 24 H 1 HIZHEE L, 4 A 13 HIZIZBHGERL &
NP SV E LT, ok, o F8IRY (MRRERT) P8RS B A8 s
FRE/DHZEMEE (SCA31 72 ) 36 L OMCH R FE & iR etE: (e 7723 v
MAEZRABET L E LTC) OMFFEICED A E Lz, o FRESE (FERELSE) &5
A2 IIE ST ZE R LAE . X—F% 2 Y VIR, =% Y UERAE OWFE %
fpE S5 & &bz, BRI RIS 2 B 2R NEE ) PR 2 &
%> T M5 NeuroCPC | (B¥FFHERIZ N R Z B W IZEERFIMETS) %, (5 KAk
EANE, Vo~TF - BEIFENE S oL LTIt L £ Lz, £ 721N NeuroCPC ™
ke & BRI B AR OHEED T DI HEIMN T LA ) VY —ZA Ry M &S BT,
Wepk 23 43 H 31 AREET, RERWN 9 HPids H5F 640 JEF O TR AZTHE £ LT,
AU RSB ER B CHlRR Sz BB S A OHIRMEL 2 T — 2 X—2 (b L, =
BIEE D LA S5 78 B A TRIEFIA & DIRBEIC 8 B h, ICBIT A HA G L, Sk
ZMAEITEH LA S 2 I LMot L BREZE ST DT,

TR ORIV E LTI 22 4R O M35 O R &k L < THEE S 4L,
SHBOTHREE ZWHIEE L BEWHE L LT ET,

LRk 23 (2011) 248 /B0 B, &H A



(BN R 2 AR R I (FFPRTamIEe) B RC & =t
A8 HEARHEER R RS

H B Epk2244 H 138 (k) 15:00~17:25
% AT BN RFEESLE M BRSNS 4 [ ks

A OFRE MR PEFHAARER T 1 K ZiR s»
B (15:05~15:35)
FEMRTE FE LR BN A aow
EMRTE EFHE AR E B4 aom
¥ oA KA TERASH TR AIE #1758 S/ £ ao

BkEFEA (15:35~15:45)
FBINKFEZTE =N WmE E— HfEZ aon

Ll (15:45~16:25) R A4 —1 gk (BN RZEEZIINEEESNED
GO+EEEISE 5 47)
[ ZEAE PSR LIE  (ALS) DJFIA & FBIE A B = X LD T
BINRZEZAAREEDN Y 2% /W 156 ek

Al (16:25~17:25) R wE BE— FHE (BINKRFEFEHSE A
(40+E BEJ & 10 47)
[R=F% Y RO FIRiE — Rl O — |
FERFESEARANE e =i RE oA

PHE O RN RZPEZEMEERY W 36t #dx

(BN R R R s el o (AR EE)  BHERRL SO 2=

H Bf: k2248138 (k) 17 :30~

% P BNMRFEAHRERRE SAORZREBSE VART VLA

& MW IEZ MR

BRE EMNRFLERR g BER &4E

AR BINKRFEFSRES Sk AtE B= k4

T NAE—F FB-ARRRERSE P O BE— g it KA

Wik ek BRE ek

19:00 L v &Eas NEBH) GRE, &, W, g, S8, 0L B g P,

K, WRFE, ARFHE, @RI E)




L o7 RE (FRmRE) FEM

2

1. SREIE~DBIN & PR EBIEARDZ BT

(1) F&E5E Bl

1% #E 5T 6 3% A BER 2 HRIFEZNZE

. fE MK 20005 12 H | fBILBIf Y A b 7 ¢ | sk
Jikd g N R —JiE

5 IETLPNES 2011 -2 H | FEMET S oA RAU | #azkd
Jikd g N R = o F—

Q) £l

1% #E 5T 6 3% # A W& R 32 W7 HRIFEZNZE

. IETLPNES 2010 4F 12 H | #E1TME M B INIE | 4T M2 Bk B M
ik g N R I

. IETLPNES 2011 A 1 H | M & PEER e HRERENR A a7
ik g N R £ —

5 IETLPNES 2011 53 H | BB MM IE BEHEME H fn M A 2%
b R AR A 3510

A % 7 HIRPE 2011 4E 3 H | AEEUEYEMTE BE 2% R 58 H
R N AL

Q) TVvA VT 4T/ HRBERSH

1% #E 5T 6 3% £ A W& R 32 W7 MHRIRE W

| R R | 2000 4T | BRI AR B %
BE e PN R

0 IETLPNES 201045 A | MEWN Y /N jE M NEEME Y o Xl
ik g N R

3 IETLPNES 2010 -5 H | M&ENEMEY o\l M NEEME Y o Xl
ik g N R

A HFAE RS A BE | 2010 49 H | 4 B SEMESEMESAREIE . AR
R N AL SHHMESE FR-BHER A2
A RS AR B | 2010 4F 11 H | o B8 5 ZE 0 PRI 58 | MR A

O | A AL




6 030 B e BE | 2010 4F 11 H | #E4T M 2 Bk VR N | B AT ME 2 B (BRI
PR N JEFE g
. A0 S BT | 2010 4F 11 H | A ZME PR SR BEARAE | ol B 5 32 e A 2R
PR N AL SE
. E B R BL | 201045 11 A | F8E/ M MEE A
Jr BR
9 £ B B B | 2010 4E 11 A | 3RAE A
Jr BR
I A B | 2010412 H | Ev XU U H—REH | v XU H—R8H
10 | HEENE BIE, EEATIES BE | BME ., TS Bk
PV 4RE S 1R
T AR R S BT | 20104F 12 H | 4V — 7B /INIMZEHE | B+
FRRE PN it
12 B LR RN | 2011 4 3 A | ARIMAE GV, B IMSE | SR+
bR N

2. EMT VLAV Y V—RARy hOEH

EMILLUYY—=RARY P 2010878~)

SFRARES (Bi/BHEOINFT700TAVI%ZEITS)

EMZT LA =A%y ML

461ED!

hIEImA
JAl

REF+

Fiale

78%ES! ABHER

fEKE

PRI SR PR R

BE=ZNF

279D
ETRE
Rk

201 1£3A31HRED

EIES
JA

113%EH

EAKRE
JAbE

EMKZE
fRIESs
2105E61

tiskes
b

1124E6

: 5t640%ERN

MR =R (RN R U o~




BIEIRENEL BIEIEBEOSRRIER 2 £V A N7 v 7 L, BREMICAR L TEHRE
HEHEL, FIMMEIZHAEICIEA LS ) ZE L2 ERMEDOHLE L. Fit T 2EM
NeuroCPC ~MDIEBIETR%Z L CIHL 7200 DT —H X—ATh 5, 2011 43 H 31 HEf
R COBREIEBNLEFT 640 il T, 51 HIZEIRBL TR TETH D,

CDo>b MEUEHEEEMRELE (ALS) 59 Sl

RiElE ALS 8 fEHI.
BN EME (2RmEmEERS) 16 fEH Thd,

Bega 2 7= 20104E7 A 1 H225 2011483 A 31 H £ TOM O IL[EFFE,

It [F] A 4% e 5% W T —- RR B

EWRHTbE - ERPRERT | SRR Bea

EDFAIRBE - 15 KRR 5 G/ NI MEE M

BRIFES: - 5 KRR S MmN Y v E F I SRk S
(2011 4E)

PR ILRRE - (5 IR o EATMEZ B A | #RFs (2011

Jib4diE ) BRElE

fEFN IR PE-R B AR+ TR Be- G B N7 | S A ZEME PR | R 2 (2011

I73 BE A5 R APk s 5 R LIE )

HEMATRRE - 15 AR o Jibd: PRl _EAE Bl T R
(2010 ). $Fa
Hefg

3. 1) NeuroCPC D £
TR N BRI AR 72 © OB IO T BRSO & M D TR REZE L
RHARL LTEXD LI CEETH D, ZHITE D bARBE P, ZBWRATH
FURYLIE T H M EE THIL, #RR DR ITEREIC R 4 B T (R 2 5 -
T) BIETHZ LI2X D, EM NeuroCPCJ) % L THEERINEE SRR AN ELEE 53
JREIC AR 2 BN 2D E 2 FABA L, BRI OO, RSB0 E 1725
L9 ERMERNE, U m~F - BEISNE L O3 TR LT,

fZ NeuroCPC OFtdkiE Pt MEINEFHERS ] (S,
% 1 B NeuroCPC FRfk---SMESE 55 58 % 6 B 347~360, 2010
% 2 E{E M NeuroCPC ERfk-—-EMESE FE 59% 25 113~129,2011 ENRIF
% 3 [EfS M NeuroCPC fefx-—-EMEE $59% 35,2010 F7FE



£ 10m
Jé 'l\l\l N A nmnan\

fEG 1 EREREZHT : BMIMEARIEY V/NEE

(@l : 70 . Bit)

BRI (X - BEENE - U v FEERRAR)

Rl E (EK - HFREY) (RO

B WIER (X - W)

%  SEIBE (EX - BEHFSE)

Gl 2 ERERZHT - MBEAEMEY >/
(7’“1§J 58 &, Bif)

E A E O EEINE (X - HEERE - UYYFREFENR)

—BFEE R B (K- RERITZES)

WEFEE IBIER (EX - RREEEE)

A =  BARES (B2RER - MREEfRtEY 5 -)

Mini-Review: MERNEMEY >/ iE

LEa—7—:  BHXE (BEX - MEAR)

B R HEE— (B - REERR - YT FBRERRR)

HiEF:2010F7RH6H (K) F&5KM5S
B L EMRFEFERMERRERER O BRE=E
Ehfi. PEDERBLTHEMTEXT,

2N
/a

mxﬁm
o B

FWabt : EMRKZEEFR WEHRFBE W seuz) BX
B 0263-37-3185 (W#E 5731)
BFA—JL : k123ysm@shinshu-u.ac.jp



% 2 [E
lg 'I\I\I kln! nmnr\Dr\

AEBI 1 BREREZHN - SRMEEIESABEAE - AR

(REF : 48 . BM)

T B E EBHFE— (Fo>bEEREYY—DENRSRD - #EAR)
— % W B I BUIKE R EARARER - BRRBELR)

M E R E CAWEEX (EX - WiREREY)

A = R F (EX - HFRES)

fiEGI 2 BRPREOHT | R EANTTREREEL

(EBI : 84 . 51%)

F B E ERE— (REKTFRE - S1E2AR)
— fig & B I EOIEF (REF+FHE - FEH) (RLHRE)
fEwE  HRERENQ (BX - HagRi, YIIF - BRERR)

INBGBE (EX - BiRERY)
A 2 KER B2 (RERTERE - #EEE)

FHhlEEE: SMETER (NMO) @ Z0H
B & R RR

LE2—7— 1 BE—5 (RitX - SREBLIELRS)

A = HEHEE— (EX - BSEAR. UOYTF - BRERR)
HE: 20105 11 H9H (A) Fik5 K5
&R L (FEMRFEFERMEREE REER O ==
EEf, FEOERITHEMTERT, EFIORBEEAEMTL TH
NFT. BECALOSRTEETFOSMIADE TS L,

FWabtE  EBMRXFEFR MEHRFBE MW @ea) BHX
E:E 1 0263-37-3185 (A 5731)
BFA—Jl : k123ysm@shinshu-u.ac.jp

EfE  EMAZPERE HEHRFPEE - MeERRL YUY F - BRERR



E3m

‘% ll\l\l |\| Ql Hf‘f\n DM

fiEGI 1 ERPREZHR - BiEY V/\EE

(EEBY - 703\ 51%)

TE OB B KWEEER (PSR - MR
— R E R EZ (PRhRmk - RERE) GErEs)
BMERE AT BY (EX - BEERR. VYT - BRAER)
s I ER (EX - wEEREE)
i SME ERZ (5K BEENEN. UITF - BREAR)

\

G122 BRBRESHT : CYSRNEE - IEIRRS

(rm%u 81 M. i)

E R E:EE B— (tsanamnk- #ﬁm
5 o #:EE B (ramaw- ==|z) (4.1 355)
AR B BS54 - YRR - BRI

LM K (K - mEREE
JHE % GrEmn mzmﬂ)

fl—*fﬂﬂnﬁzi Lﬁl&%"v%l‘EEEIEH“'F (PML)* @
BEES1ILA TH D JC 1)L ADIMBIAENEE

B OEE X (k- ABERREVY-FEYS-) 0

| o m’ BE (X - siEmdEs
HEF: 2011 E£3H8H (X)) F#5BBH5S

B - EMNKFEFRMERER RER O BaEE
EEf, FEDERBLTHSMTEX Y, EFDXRBEFFZRARLTH
NEY, BRCHFLEDHARBTELEITFOHEANWGDETIL,

FWEbtE : BMNKZEFEE MEBRZEE W senz) BX
E&E 1 0263-37-3185 (W#KE 5731)
BEFA—IL : k123ysm@shinshu-u.ac.jp

EfE  EMKFERR HEMRFRE - HARAR. VoY F - BRAEAR

u’&



4. BTG E)

(1) W&

1. AZEMEMERIRELIE (ALS) & /X—% 0V U EBAEDFIE A B = X L2 54
78 CENR R IERT. MO SLRRIRPE, 77 SFtambile & 2 hiag & HH)
ZHERE

2. =R Y R OFBUERIERIICE T S8 OB R FeRR N EL, R E 7
T FeRAE & JER T ) A ke HEdE

RPN S O R EREAE I BT 5 LRI (ROt 2 & HEdE )

4. EBWROFHENE ALS K OF /M MEIZBI 92 IEEFIE (FM K FERa iR N R
L HERET)

(2) MF9tER 7 &

52 it

1. Survival motor (SMN) protein in the spinal anterior horn cells of patient with sporadic
amyotrophic lateral sclerosis. Piao, Y., Hashimoto, T., Takahama, S., Kakita, A., Komori,
T., Morita, T., Takahashi, H., Mizutani, T., Oyanagi, K. (2011) Brain Research 1372:
152-159

2. Temporary focal cerebral ischemia results in swollen astrocytic end-feet that compress
microvessels and lead to focal cortical infarction. Ito, U., Hakamata, Y., Kawakami, E.,
Oyanagi, K. (2011) Journal of Cerebral Blood Flow & Metabolism 31:328-338

3. Radiologic and neuropathologic findings in patients in a pedigree with
dentatoruburalpallidoluysian atrophy. Sunami, Y., Koide, R., Arai, N., Yamada, M.,
Mizutani, T., Oyanagi, K. (2011) American Journal of Neuroradiology 32:109-114

TR L

1. TDP-43 & hZet ISR LIE (ALS) - ATSAMIBHIEZEMIE (FTLD) OOl
FE. /NBIEDG, FEAER (2011 in press) fEM E ¥4 sE

2. Magnesium in Parkinson’s Disease: an update in clinical and basic aspects. In:
Magnesium in the Central Nervous System (Eds: Vink B, Nechifor M) Oyanagi, K.,
Hashimoto, T. (2011 in press) Unversity of Adelaide Press, Adelaide

3. Parkinsonism-dementia complex. In: Neurodegeneration: The Molecular Pathology of
Dementia and Movement Disorders (Eds: Weller RO, Dickson DW) Oyanagi, K.,
Hashimoto, T., Yamazaki, M. (2011 in press) Springer, Oxford

10



4. TT DEORZEMMRIZREELIE (ALS) —TDP-43 & M JEARHEZ L5 R 5 78—
X2V VURRAYE, AR ALS, AUEEEAZE S MEAE & O FE —. MIE L. BAR
R, IIFIERE (2010) EB#E% 65:1632-164

(3) RenlFilE - FfFaE R &

1. FhZEMEERIREELIE (ALS) OJRIA & FIE A B = KX MZONWNTC. M A S 7 55 7 FE B
WHEEE (FHFEE) F#FEa=CH WIS 201044 A 13 A, IaARH

2. FREMEMEMISREILAE & 28— 2 Y URRFME « X% 2 Y VR RIEREE ORI & BiEle
WAL IC T Il . F o s EB-ERMERERY FEXERZE
BIEYE 2010 455 H 25 A, REFHTH

3. BERICBT MR OB fEIMMKFEFEH BRI ER 2R % — B
R 1EE - FINAKFEFZBHIREENR FHE (FHEE) BREFES. DWIEL
2010 46 H 19 B, AR

4. ALS JHZEDE BN & 5 FIRB R O, S RN A  HEEANE DFE
OXTHY A, PBNEN 2010 48 A 30 B, A

5. T LED ALS LoX—F 2V UBAIEN SRS L. B 18 EIREABEREA.
BINE Y 201049 H 4 A, AR

6. b MHEHOBEE Y — 2 LIHAEREFICOWT - FREH L - SN BEE - IRE -
HEE s - SHHERE. 28 9 BEIE M AN AR50 FF - #RRABIARGG =, /DBIEDE 2010 4
10 A 23 A, AT

7. HEMEAIREBELEDO AR : TNETITHEWANLSNIFELSRIFEINTE. F 22
[EIEMAG R S > D A BITEYE 2010 410 A 30 B, FAAKTH

8. MhZEMEMMIRIALIE : 2N FE TICHL NI ENT-FEWHE S BRI -RES. &2
Kyoto Neuropathology Conference. /MY 2010 47 11 H 25 B, R

(4) BEFRISNEE &

[ B TDP-43 FERBURIZ L 57T L5 ALS DA LS = o — 1 L 2SR O fif
BI) (R AR, o /b)) (CBHERFZE (C) PRk 20~22 AR )

[ ZE M RV IE DB = = — 1 V5« VAR Y — A RNA s FiEEME L
TDP-43) (f{3% : /M) GEEEWFFE (B) gk 22~24 )

75 ZERE AR SR A A LR S 28 8 O IR REAE BRI L 5 < $ 0 72 BB B TR B I B
LT (RREE  IEA, o ) GEERFE (B) Rk 22~24 )
[TDP-34, FUS. VAR Y —.A RNA BInFHEGIEMED O H 5 i) Zofa AR SR B AL AE & /3
—F Y UEREVE DOIIEME ORI (IREE ) CINE KPR Je T 26 [R5

B VKR 22 )

11



(= 72T LD R=F% 2 JFD TS 1GR3 258 . T 1~ A
~OEGHZBLT) ((RE /W) (HEENY IV YA = AR, Rk
22~23 4EJEE)

SIEE) - FINHETERE ()
(1) %ﬁ DNk

H AP R L HE KHREERZAER, ERCREERERER
miERARER

H AFRRE (V3=

H AL Atk B

(2) “FINMERER LR

Neuropathology Editorial Board

Pathology International ~ Editorial Board
5N = MRS 2 A

6. BE - sEE (IpnEL)
(1) EMNRZFETT 6 F-4E

2=y MEFE MREMREL &9 Z 5 2010 45 4 A 28 H
(2) EMRFESFE 5 4

ERIR S TR B & 13 5 N7 IVv—F~FE 20 [a]
(3) TEMRFESFE 4 £

o=y MiEFE TR MR B DR B 2010 4 10 H 27 H
(4) EMRFESFE 3 4

B AR T H AR OIS & HERE 2010 4 10 H 26 H

7. tE= - ERTEE) (ML)
(1) AEMRF P
B EEEGER [AR—Y LK - MR FHIREm AL
2010 47 J 22 H

(2) ARfE
BRIt e Pl FE T EhRE AR
(W R R = e BT FE AT wEWMEER
T30 B —< 7 — R = ZHF3EHT B =

12



II. 0 78z (HREr) FEHH
1. HMERERBOBBTZHE Y —E R Q01044 ~201143 A)
2010 4F 4 A ~2011 4 3 H OHIENTEMN RFEREE A I U &3 5 RNOEFRKE, B

FORA D EFREEE ) OB T RRAE 2 KIE S 47z 32 4 12xF LT 118 tEDE s TR
BiTo7, ZDOHH 18 ANREZHIICE ST, FONFRITTFTEDEY ThHDH,

P FR eS| 2WiEEs (4)
TR/ NKRZEMERE  (SCA)
SCAI 12 0
SCA2 12 2
SCA3 12 1
SCA6 14 2
SCA7 12 0
SCAI2 12 0
SCAL17 12 0
DRPLA 12 0
SCA31 6 4
NF N ¥R (HD) 4 2
B PER ZME (SBMA) 7 5
fmEEY 2 v e 7 4 — (DMI1) 2 2
BEMECA =7 1% (DYT1) 1 0
Z DA, 0 0
at 118 18
2. BFSETEE)
(1) W&

WFZEiifE s LT, REL 22007 —<%\BIF W5,

I EEVER R M ITRAE D4 TR RE I BE 3 D AR 58

I SRACHE S E PR MEICEE T 209 — B i 77 A I VlEAREET L L
L T—

L RGBT 05 TR IBIC B A BFA
L1 REBFIRICE T 2 % e kB M (R TR BB SR AR o0 S T FE 0 TR 2

13



I E TICERS L ERREFEO B AMREMEBSIEE S/ MK ISTHIE (ADCA) 174
FROFAMEE LTI RIEY THDH (2011 43 H 27 HEE),
6,3%

2, 1%

8, 5%

m SCA1

m SCA2

m SCA3

m SCA6

= DRPLA
m SCA31

nSCA14
wSCA17

unknown

1 19 33, 19%
, 1%

1,1% /.

12, FRERBREFREEORCHERTE/DNRREORERR (BIRT M KRFERFE
BRRES FERY RAREBEZRE L OLFEHR)

BUE, WY AMREMEEEE/ NMTIE (ADCA) 1 Z% & QGRS MR
Fhf/DHRTE (ARCA) 2 ZRICBWTURKELEFOWRKR L HIEL TV, BARH
\ZIE, FERBIEEZ W25 ) LSNP gt >k ity — 7 = o=tk o7 v —
DTS K0 B s PR R 2 FET 5. thoFREMMKTVEZR RIZBT D [F—OfE
M AR T D2 BFAT | AT EAR T PEY) OFEREMRAT . Al s+ O STV SR 238 L T
BEDJRKERFOREZ B L T\ 5, BIfEE TIZ ARCAl1 FZRICHWT, JREES
FERHL, fCEHRTCTH D,

I-3. HFHE/PNMKFE 31 8 (SCA31) DOJREMENT (FRREZEM & o LFEF
%%)

FXO XD ICEFRIZEBWVTIE, SCA31 X ADCA DO 42%% 58 5 A ORI C
&%, SCA31 DOIFINITHE 16 YetafhERE (16922.1) FEIRICFIET DAL TH 5 23,
Z OFFAZEBNIZIE TGGAA @ 5 H 3V K LELHINFAET 5, BIEE TIOY R T4
FEL7- 74 2D SCA31 BET R CTIOMALRNMHERINTND, ZOMAILA
YhBRURNICFEET D 2D BEORAOHER(LEZ E T DO TIIRVWEER
bND, ZOFMARNDR DT CT/IKEMEZ Z 723 D), BDARMTERETH 5,

B EIERIERAEIR N O 0 IR LES IR E T 205K L LT, BT A ke >

14



4 — (DM1) DEIHILTWD A, DMI1 TlEf#H&E L 7= CUG repeat 2 A3 % pre-mRNA
DEEWNICERT 5 2 L 12 X % RNA toxic gain-of-function (2% RNA |2 L 5 #F Ol
FYEOER) BFNEEINTWD,

SCA31l THRKOHFZMMEL, W< O0DT 7 a—F 2T\ D,

a) ~A 7 a7 LA &AW 78GR BURNT CRAY I [ M ER)

SCA31 BFERECTHRBZNO R o 2 BiE s 2580 L, E5ICE &89 PCR 1T X
D HBUFHIT 21T 9,

by L—H—~ATuAts T aE-LC/MS i#NT

N VR I, B KO OEFEO halo 2 L—Y—~A 7 a X AT a0l
Evogy L, BEMEETHENL WA EMERZET 2, SblicvzAg -7
B2y MEPHRIZHRGEIZ LV EME R OFEE 2 D, 72BBUEE TIZ SCA31 B4
FRRBIIEMN T LA v =R« 2y RENLTI1H S BICKIRIR+ 7B ER
el 16, OF 2 FIER L., 21O HIBM ORI B TR, SRk
LHRET LT L THED T D,

I-4. FH/PNMRFE 31 8 (SCA31) O BAERE (EMN KRBT ENE,
V<=5 - BRAARE X OCRABEREEAEAR & O LFHR)

JEAE G o TS RFRAE O BRI & TERRIEBH I B9 S P58 BETIE, fEkh
OARFINZZWIREL T 2 B8/ MM RIE 6 B (SCA6) & Machado-Joseph
(MID/SCA3) DR % %1522 SARA (Scale for Assessment and Rating for Ataxia) %
W2 AR A 2 FE i L T\ D, EMKRFTH SCA6 (124). MID/SCA3 (444) @
2HRAETENI6 A2 BEk L, 4 SARA #Hiiz L TW\WD (FHFAIL), [FERIC SCA3]
IZ2VWTH SARA OFHi 21T > T E72hy S FEE) b BIEIR G O RRNEHE I ) %
THE, 2IRMIZSCA3l BEDOHARBFEZMAD D Z L L Lz (B KZE LI MR
ZESRHEE T 1672), BIIEE COTHMAE T ADEENBETETHY, 5145
FEM ORI EFAAEZITV, SCA6 X° MID/SCA3 & LLERaT§ 5,

I SRFEELHRERICETIHE —Etre X7 XIVRELZERER
ETNELT— (NBRE=FE L DOILRBR)

Were 772 VETELE T2 (CP) BIEFOERIZEY, MEIXL
DR Gl (28R OB RIE A & & o T Y AR S EE OB EFEIETH D, N
B =RE R TASE D WFTHID TOFIF ] 2488 L, CP Bin ARz RE L TU
K. RIEZFEBET L E LT, SRR & R EMEDOBEIC OV T2 i) T &
Too BARAIZIE, BEFHIRINZ O 72 s B P ARG, BBLRO A R L A~ — 0 —D
fENT. CP KIE~ 7 ADIERLL YT, 70 X ThDH, SHIZCP RE~TAIZI har K

15



UTHEHERIRER THOL T ) R EGERAIED T,

(2) WFFEGSC - FRFER

PRRR

1.

EHEHE T L FEE, SHAL, HEMC, BB — S~ R R
D 10EF DO D IZHOWN TR LB OGN H— F34E HAE R 7 v
T U SRS 2010.5.29. (28-30). HUAL.

B HFIR, WHEE—, SRR, IAREE. B8/ MM CHRE 31 7 (SCA31) DOffi AL
SEOMEMT. 5 51 Bl H AR E R 2. 2010.5.21. (20-22), AL
HF—H, HRERA, SHME, KEES], mHE—. Etlro7 T2
IR 6 51 ORI EZ81b & BRPRRGE & OB, 25 51 [8] 0 AR ES R,
2010.5.20. (20-22), B,

HIREF AR, FoF—F, SHIALE, MEE— Era 77 210285, Mkl
~OaT ) UFHEEBRAEA N U AOMHNIEET HEE 8 51 [EH AR PSR,
2010.5.21. (20-22), B,

WK S, &S, AR, E A, ® R, #HE—. Matrix
metalloproteinase (MMP)-2 @ dystrophin K8/ #%  FF2E ~D R %88, 55 51 [A] B Aph#E
Ssiasx 2010.5.21. (20-22), HUAL.

EHEHE T L FEE, SHEL, HEMC, BB = P~ R R
D 10OV IZHONT —ERLEE O H—. 5534 Bl H ARBED ¥
) TR RS 2010.5.29. (28-30), HUA.

PURSR, FHEME, mEE—, MARER BRI T 2 EMEEEMERTSE/ NI H
iE 31 BB 28T H(TGGAA)n U B — ME AT, B AR NFERTFEH 55 IR
£:.2010. 10. 28. (27-30), K= .

> fLSE

/71

JF 2

1.

Sakai H, Yoshida K, Shimizu Y, Morita H, Ikeda S, Matsumoto N. Analysis of an
insertion mutation in a cohort of 94 patients with spinocerebellar ataxia type 31 from
Nagano, Japan. Neurogenetics 11: 409-415. 2010.

Nakamura K, Yoshida K, Yoshinaga T, Kodaira M, Shimojima Y, Takei Y, Morita H,
Kayanuma K, Tkeda S. Adult or late-onset triple A syndrome: case report and literature
review. J Neurol Sci 297: 85-8, 2010.

Miyazaki D, Nakamura A, Fukushima K, Yoshida K, Takeda S, Tkeda S. Matrix

metalloproteinase-2 ablation in dystrophin-deficient mdx muscles reduces angiogenesis

16



resulting in impaired growth of regenerated muscle fibers. Hum Molec Genet 1-13, 2011.
doi:10.1093/hmg/ddr062

4. Kaneko K, HinenoA, Yoshida K, Ohara S, Morita H, Ikeda S. Extensive brain pathology
in an aceruloplasminemia patient with a prolonged duration of illness. Hum Pathol (in

press).

: S
>
e={11(8
IK

B HFIR. AR OIS, #REAF 73:105-109, 2010.

EHALE. MREEROBE T2 — I RAREO R TRE— BHEEEST
16: 50-53, 2011.

3. HHMA NUTF MR BRE S EM 39:6-10,2011.

N =

(3) HrhllkiE - AR E

1. HFHE)L. BRE/PMENIE—NFE COMEOHRRLLIRE— F g EKB-15
KRR F F—FEIXERE. 2010445 725 0, LEHH

2. HHIA., FERRMRZE R X — 0 DR R~ BN K ZEFZEH
BABCEER IR > & — B 1 BAE - (MWK FEFE AR FHE (F
MFERE) BIRRFESAES. 201046 A 19 H, A

3. EHHL. FRE/DKZEMEIE & 2 2 ZEAMIEOIRIRICET 2 &L OFE#E. SCD -
MSA B# - FEDX S (ANL\EFRE) 20104510 A 22 A, &R

(4) BRI E 4>
(2 b7 4 VBREIEICBITA Y Ve A% v VL PREIEDRRIER « 4 1 BT |
(RF FHIIR) GEEHFZE(C) Ak 22 £ A REAME 9028 SR )

3. BE -EE
(1) ABINKFEFER 5 4

o= hiEFE TRRRE) TERE/ DM MEIE & 2R hE ZEMeiE | 2010 459 A 29 H
(2) 1BINKFEFES 4 4

ERIRZEE TR ARt R O R 2 M B 4-5 N7 )Vv—TF~F 20 [A]

17



. 4% & (2011 453 H)

1. W8 (FRRE) FHM

AR T

Bz AN/

Bafrmife B I LR

HEmrre gz X D) il A5

&

AR5 =Gl R A HAREF 1% o046 9 ~11 1)
R = A AT @ (20104 12 A~2011 43 )

2. 1B (MRERER) FIHM
RE T
Az sHH FR

18



fEM K% HEBRBEFHRE FER
1%
Ik 22 EE
(2010 4 4 A ~2011 %3 A)

AT
(2 M I S Ao Aok S 2 i
STRREL: (FRRIEERY:) HM, 4 TREY (EREET) H
390-8621 RBFEAAATIH 3-1-1
TG« O TIEEIEM 0263-37-3185 4 TS ERM 0263-37-2672

19



