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PEMERREE (ALS) &/8—F% 0 Y UBEAEDORERA I =X LIZH
T B CIE RKFPMAFZEAT, BORESLARRIRBE, 77 Aitambe. HARERK
e E Sk & ILE) AHEEY  ALS EE = o — o U CIHmE/ERAE M L
(Neuropathol Appl Neurobiol 2008) . survival motor neuron protein % _RHJIZ I3
AZ EHEWE LT (Brain Res 2011), 7 7 LSO/ N—% 0 VERFHE (PDC) 1AM
W2V Uk Z U & Y UER L TDP-43 DNIKIC L EICERET R RRERTHDH Z &
i LTz (Brain 2007), BITEILXFI U< 77 ABICEH LTc ALS O & FHEIC
BT 5 U Ut TDP-43 DR E AT CTh D, 77 L PDC, ALS D7 /) LA
Xy UEITV, 17 FYEIK 12p D12S1617, 12q D12S79 MFIE L BH# L T\ 5 =
& B LT (Hum Mol Genet 2009) ,

NR=F Y VROFHRIBRIERBICET 2% GUUEEFHREMIERT. K’
FAME R st v ¥ — L ILE) Ak - invito X—F Y UIRET L TH
DR T v b BEEAARRGIL A~ O R MPPERINCRT L, ~ 27 %> 7 A (Mg) 2
HRREERZH T 5 2 & 28 LT= (Brain Res 2008) , — DT RACHS & BAE,
invivo/R—% UV UIRET I THEIT VT 7 VX7 LA Vigla iz ~v 2%
X O MPTP 115t~ 7 A~ Mg & 518 Zik 2 HitEh ©H 5,

FIGEME ALS X OV FRi/NXRFREICB T 28758 (BN RPN E, (IR
FARREER T TR RS & OILFEFSE) ¢ SOD1 s G93S AR A R FK M
ALS ORRIFR AR 2 S LT= (J Neurol Sci 2008) . £ 57T KRN &
LT % SOD1 BA&F L106V 225 2 iR 9 Z2 M ALS OFRREFHY, FiRdin B HY
fEMT 2D TN D, BIRAREZIR B BV A (RZEH#E (DRPLA) A F51> MRI Ft
R &R ERET RO A2 45 UT- (Am J Neuroradiol 2011), 5/ NMISFRIE 31
1 (SCA31) DIRfEfftT ZHEHET Th 5,

ALS DB FERICEAT MBI (vt K& OLFEFT)

R P X PR D BIERERIC B S HF 5L RO R G WF e T s & #HEdE )
Ty —ELVOMEIMET VA AW TEREZED, EIEELONTF 77 TIET
A bt A bOEEDOEMN L MR NEE L CWA Z E 2 R L7 (Stroke
2009), 7 A huat A NOZROERSTUHET D & MI/NILEZR L OS5 TZ &I
L0, INI DL ZEWHEZE 2 T A2 L7=  (J Cereb Blood Flow Metab 2011) o
ZOFTRICESE BIE, IMEIMEOT 2 FuY A FOREOEREE < Z LI
X HRFEFRE ORI EREZED TV 5D,
ANTEBEICBET 288 (SN RPIARRANEL & HEEF)
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1. SRATIRGLIR I FRIE L 725t AQP4 HUIREGME DO BT HER 84 i o MM 5. el
—, B M, ELIES, BRERA, DB, RERK L. BHEMHEZ S
583-589, 2011
2. Hereditary diffuse leukoencephalopathy with axonal spheroids caused by R782H
mutation in CSF1R: Case report. Kinoshita, M., Yoshida, K., Oyanagi, K., Hashimoto, T.,
Ikeda, S. Journal of the Neurological Sciences FIJill
TR«
1. TDP-43 & hZat ISR LIE (ALS) - ATSHMIBHIEZSMEIE (FTLD) OOl
FE. /BB, WA, M EF#E 59:63-73,2011
2. MRERERAM 1 FERRYLRBEARDOIEY 5. AR, ABNEE. Medical
Technology 39:939-946, 2011

3. 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) Unversity of Adelaide Press, Adelaide. 2011, pp229-236

4. Parkinsonism-dementia complex. In: Neurodegeneration: The Molecular Pathology of
Dementia and Movement Disorders 2nd Ed. (Eds: Weller RO, Dickson DW) Oyanagi,
K., Hashimoto, T., Yamazaki, M. Springer, Oxford. 2011, pp171-178

5. Astrocytic involvement in the maturation phenomenon after temporary cerebral ischemia.
Ito, U., Hakamata, Y., Watabe, K., Oyangai, K.: Acta Neurochir Suppl FllJjll-h

6. WHXMREDOHT RO 5 1. —fRAVRETT. IV L. AR, ABNEE.
LK FRl

(3) FFAIRKTGE - AR &

I =7 eRFE-INET B S A TR ELWREIE F 52 B AXHEREFES. DY
Y, WAL 2011456 H 2 B, mUkH

2. Magnesium: as the pathogenesis and potential therapeutics of the parkinsonism in humans. &£
HEZFEZWR T #FES. DPEE 2011 411 A 9 B, TEIAEEEKT  FEARES

e

(4) BFHIINRE &
[ ZEM M R AL E OB = = — 1 38« U AR Y — A RNA Bia s EE M &
TDP-43] (fR3% : /) (FEEEWFIE (B) PRk 22~24 4EJE)
A7 ZERE AR SR A A LR R 28 8 O IR REAE BRI B 5 < $ 0 72 BB B TR B I B
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—F Y UEREVE DOIITEME ORI (IR ) CINE KPR Je T 26 R 7
VKR 23 )
[~ TR T DD —=F Y RO T - TGRSR T 2098 . ET7 L~ T A
~OFHZ@LT) ((RE /) HEEN YV R A =2 AR SRk
22~23 FEJE)

FRER - PWMHBPEBEE (0
(1) T DRk

H APPSR B HEr, LNREARLZAR, HRCMEERZEA
mEERRLZR, AHEEARZER

HAHRE &R

H AN B 2R ot R

(2) AT HERE AR

Neuropathology Editorial Board

Pathology International Editorial Board

5N = MRS (T

TheScientificWorldJOURNAL Editorial Board

6. BE - HBE (L)
(1) BINRZFESE 5 F4
BRI 92 TR B & 13y
(2) fEMKRZFESES 4 4
2= Mg R MRB DR
(3) fEMKRFESS 3 -4

IR B

- FEEFRH A

e g Bl 72

7. £ EF/E OB

4-5 N\ )—F~3t 20 [A]

2011 %10 H 25 H

2011 412 A 21,
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R PANE I e Al
(W) FER = R S SE AT wEWMEER
B T b5 —L 7 — F¥ A = RHFZEHT B =

12

22 H



. b FEES% (HBREMLZE) ¥M

1. HBREBOEGFEMY—EX 0114 4 A~20124 3 A7)

2011 4 4 H~2012 4= 3 H OHIBIEMN RFIREZ I Lo &3 2 RO ERERE, B
F O D EFRFERE 2 & B FRE 2 S 072 31 4410k LT 150 o8 s T
ZiT1o72, D9 H 14 4BEZWICEST-, TONFITTFEROEY TH D,

s A | ZWEEs] (4)
/MM ZPERE (SCA)
SCA1 16 1
SCA2 16 0
SCA3 16 0
SCA6 18 3
SCA7 16 0
SCA12 16 0
SCA17 16 0
DRPLA 18 0
SCA31 10 5
NF o b (HD) 2 2
R BEVER ZEMAIE (SBMA) 3 1
SR ) 391 DU PR 1 1
neuroferritinopathy 1 0
Hereditary diffuse leukodystrophy 1 1
with axonal spheroids (HDLS)*
at 150 14

KRB EDOAR Tl DT 21T > 72,

2. ARFES

(1) WFotaeE

L ARG MM TRE O 2 TR BB I S B RS

L SRACHEE L AR PEIC BT 2% — v 075 2 I VEARBET L L
LT—
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L. Lhﬁ%ﬁmm%ﬁﬁw > FIRERIC BT 25

1. REE Té%%@%ﬁiLh$§%¢m%ﬁr@ﬁmﬁr@ﬁﬁ
_hifLﬁﬁLtﬁﬁﬁfﬁ®%%@%ﬁ@Lmﬁ§%¢m%ﬁfCMmMIM

FROFRBEE L FRIZ /RT3 TH D (201243 A 27 HEE),

6,3%2,1%
8, 4%

mSCAT1
mSCA2
o mSCA3
by mSCA6
mDRPLA
mSCA31
nSCA14
wSCA17
unknown

36, 20%

-2, JRRERFRFE OBASPER R/ NMFRAE DR IR R (B iR KPP sR
By FERY: MAKEEHR & OHLFRTSE)

PR & KBy RN C LY U 72 JRIRE AR 7R R E O & Yo o B MR AR MR BE /M 2
FiE (ADCA) 1 5% & YRS YERISIER B/ MM IIIE (ARCA) 2 R % KA
LT, RERBIEFERR L CE e, HiEX, ZRmEE W27 7 L SNP it —
KR —7 2P —IlC L D7 Y — MBI LV BB FEREZFEE L, 20
D> DAEREAR T HEY O JTE - BEEEMRNT. MO FFHE/ MM RTHRE Z R (S 31T 5 28 BLARAT
MBS F ORI R 28 LT, EORKEEFOREZBIET. LWo D TH

%, HIIEE TIZ ARCAl FRICTBWT, SYTI4 (synaptotagmin 14) DRTHEAMED
At A E A B U7z (DoiH, et al. Am J Hum Genet 89: 320-327,2011) , A5
7212 SCARIT (MIM #614229) & findh Siz, SYT14 13/MK 7 /L 2% o i |2 i %
BRI H5EA T, RENIZIZ T T AN b DT 7 V4 A h—3 A (exocytosis) (2B
59 %, SYTI4 22502 X Z/NHZEMEE I AR ZED —o o & LT, 7 X
SYWREDHF OBEBEATRET LD EE X HD,
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-3, FRE/MRFAE 31 B (SCA31) DIRTEMRHT (FREHELAERT  /IINEDE & ok
[EIAF5E)

SCA31 O FIRAEDIEAZ HfE L T, K& 2207 e —F 2D TND,
OBInFERITA > e NAOFAERETH LN, ZOAZERNITHFET D
TGGAA @ 5 HEFE#E 0 iR LAY (TGGAA)N) DOFFRIIEZRN K W EHER I T
%, EHAIEFIER N O D I LEHINEEI R T o< e LT, fiREMEY X b e
74— (DM1) BEI BTV 5 A, DMI1 T3 L 7= CUG repeat %4 9 % pre-mRNA
DEWNICERT 5 Z L 12 X % RNA toxic gain-of-function (F2 % RNA |2 L 5 F Ll
BEOES) BENHESI N TV,

SCA31 THIREEDIEF 2% % . (TGGAAN/(UGGAA)N IZHEET 2 EHAEEE L TV
o EXTFU HDHWNEYIX T = TR L72(TGGAA)S, (UGGAA)S % v 7=
South-western £, North-western {EIZ KL DRI L e D EAEZMRIE L, RS VML E
HARy FZ2E0) H LT, nanoLC-MS/MS FEATIZ LV RIET 2 FETHDH, ZNET
IZW S OMEMEAVNTHL TV D23, BITE, 2116 ED(TGGAA)N/(UGGAA)N &
BEEANE I DORGEELZED TV D,

@SCA31 IFT/IMU T Vv il D ZEME, Bigg s & iz, ZDJEFEAZ Y %< halo 1
ERFHE T Do Z OFT RITMOFRE/ DMMAEMIE TIE—RITIZA NN HE D TH

V. SCA31 DIFRBICIELSEET 2 b0 L Bbns, BIE, MEMNTLA ) Y —2%
v M ZBELTERBLE 1FlZzEte, 32 FloEBKEZ HWT, Z 0 halo 4 %% /H ik
L7y, BBEMEERNCR T oA a2l T 5,

-4, FH/PHHIE 31 82 (SCA31) O HRHEFMAE (BINKFPRPEHeRENE, U o
~F - BRI K OVR N BEEHEFEAR RN EL & D ILFEIIFSE)

B RIIIZ A H 72 surrogate marker 73 72 WFE B/ MK ZSMHEIE T, £ O B IR O IL,
W a5 ECHEbO TEETHD, 2O XD REBLENLEAETEE O [HHE)
AIE DOIRREMR] & 1R REB R ICBI T 2098 ) BETIX, RN HAFICZWHATH
5 A BE/ M TIE 6 ) (SCA6) & Machado-Joseph J%5  (MID/SCA3) D B % %4212
SARA (Scale for Assessment and Rating of Ataxia) Z V72 BRI A2k L T\ 5,
FEMKRFTEH SCA6 (124)., MID/SCA3 (44) D2EETE 16 H&EHEL, HBF
SARA §HlliZ L TV 5 (FHFRIR) o Tk 23 FHE 2 b RIS AEEIZ L 5 5 SCA3]
[ZOWT G RN O BIEFE FE O AR NEHE I /1 2 THX . SARA, Barthel index % >
= BRERE LD T (BINKFPE B mEE B KRS 7 1672), VEFEICHE S
IToTBERBFIL B L ThHoTo, Z D 43 ZITFYFEE 73.2 1% CEHBIRIESH 58.3
%) . SARA “F-¥J 16.7. Barthel index ‘¥ 82.2 DEMTH D, ik 24 4 7-9 AIZi%2
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