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]I B ERPUAE VT DNA RGBT OF 842 0SB L Fac et Uiz, BA
R 5 DZERDNZITITy-H2AX & DNA-PK @ 3 AFOBRMEEYR LIZ LIZTBESHh
77 7o, Ku70 LS THDHT A Y, DNA O 3 EHEYE T, BORER
DNERICBAR I, 72 Ku70 OFE~OELREBENRE IN2BB3E b, AR
R OIEERAARFEIZ L~ ZER{LATARHE Cly-AX BBEZ OB S BN EBICEME T
Hol-, HAKGRTIE, HHIEOBIEZRALIHORENRHY ., 2O LERFOM
F9MEC DNA ZARSHEINT, MEEELEFEI LTV LbDOLHEEINT,

A. BIREMN

AR RIL 50 Ll LD I A F—
DERE LTHRY 0L % D DM,
RIZWCEDRBEEPRB I TV
VY,

B AR R OBIRERIT, KIEA IR
BOIENC, BRY EREALLND T L
PR THL, ZOBKIRYZEROERIT
M THLDHLZ L 2R LIEAERNL D
PEEENTND, ZOBEOEF ) DNA
HEEFoTWEPEHLNZTAZ L
BAZEEDO B TH S, DNA #HEL LT
DNA “ARgYIEF (DSB) ZXf& & Lz,

B. BIRAE

DSB O<—B—& LTEL HVWSRT
Wa Y Rk A b H2AX (y-H2AX)IZ
x4 2 KFRBUAE, DSB E18EER DNA-PK
D 3 >OERLAF DNA-PKes, Ku70 B &
Y Ku80 2k 54 EfuikE v Th®E
Mt (vt x v —Fik, 8%
BYAE) | REEBEICID, 10 floE
AR REBE & 50 FloxtBEIO /AR
7Y FAEy MIFTHRE LT,
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C. BIRABR

v-H2AX O fE kb5 Tk, WES
BT ROV TIIE S A EBERIG %
RO oTz, BIEHRD perifascicular
atrophy {23 2 fifiRfE O RMER 2
HEAED grouped atrophy /N {LARHED
ECBERIEER LD, BAKRGLA
I, 741 + 13.0 % (F¥) + SD) D%
fa b O = RIDBICH LAY &R

Teo ETo, BBICERT B &, ki
HET 647 + 7.1 % (F¥ + SD) . FEZEHa
{LARHETIZ 257 + 8.7 %D THEMETH
D, AE (p<0.01) (22 fa bBRHED B ASy-
H2AX IZBtECtH 7, DEIZ DNA-PK
DHRBEHRBLFETIE, WThoa R R—
F v bb2EfnBE T LIELIEBETH -
Too F T2 Ku70 MBI E AR Z K
LTWe, RIZ Ku70 O45FE2E 3 &
Peth (Ku70, =AU V[EEO~——],
DNA) TH® L s 2 A, BHAGRMET
I Ku70 ix= 2 U > CHEN BN
FRE LT e s, B AR5 O ZEfa{bii
HETIXZ OMEBFRS T, Ku70
Bt EY E OW R EADERTAHRD
Nz, iz, BEIELTHNI2HBLR5
Nz, —F., BEXENTE5$ Ku70
BEMDD LB VBEINT, &
FEEBE TIL, MME D Ku70 BHEEY.
MHgELE 2 bh 5 EEYOREIZEME
hEME BT,

D. %

EH ARG R OB TIL, BOZEME -
ZERAFERR & AT L C DNA ZAgH Ul
(DSBYBA L TW5B, £z, DSBIEIER:
FIEMHELR T Ku70 OFEIRE - KRS
DEFEPTDON, ZOTENEIHIT
DSB ZREIHTNH EE XD,

Perifascicular atrophy O #flifigiz s &,
—HDIRHIFFHRHEDORE T by-H2AX Bk

ERLIEZ EnD, EARBHRTIE. B
HMIREREEE LS RDT7 77 #—
BEZDVENDD, BEIXEIZLY
MIER, BEOETHERTHD T 2
CINEEMEL ., MBRRICHESRIC D, BB
WL, il E MR EEENRE AL
DOELWA LI ENTEY . HAKE
ROZEMITIT, BREOZLPES LT
WA TRREMERH B,

E. #R
BARHEOFHHROEN - HERY
ZERATE R 1L DNA AU A5 L
TW5b, B EIC L ABEEMIZ LY
INLOEANEL TS EHESN
Do GRITEEE A DEIZDONT
DRFBLETH D,

F. RERRIER
WEToNx L

G. FRAER
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1) Kinoshita Y, Ito H, Hirano A, Fujita K,
Wate R, Nakamura M, Kaneko S, Nakano S,
Kusaka H. Nuclear contour irregularity and
abnormal transporter protein distribution in
anterior horn cells in amyotrophic lateral
sclerosis. J Neuropathol Exp Neurol 68:1184-
92, 2009

2) Shinde A, Kunieda T, Kinoshita Y, Wate
R, Nakano S, Ito H, Yamada M, Kitamoto T,
Nakamura Y, Matsumoto S, Kusaka H. The
first Japanese patient with variant
Creutzfeldt-Jakob disease (vCID).
Neuropathology 29, 713719, 2009

3) Ohnishi S, Ito H, Suzuki Y, Adachi Y,
Wate R, Zhang J, Nakano S, Kusaka H,
Ikehara S. Intra-bone marrow-bone marrow
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prolongs survival in G93A mutant SOD1
transgenic mice, an animal model mouse for
amyotrophic lateral sclerosis. Brain Res
1296:216-24, 2009

4) Kamada M, Maruyama H, Tanaka E,
Morino H, Wate R, Ito H, Kusaka H, Kawano
Y, Miki T, Nodera H, Izumi Y. Screening for
TARDBP mutations in japanese familial
amyotrophic lateral sclerosis. J Neurol Sci
284:69-71,2009

5) HFERE, FERE, FHEMK, #l
Hitk, PR, AT HIV ERSRICHE
B L 7o/ NP EEN AR TRAE D 1 ] RRAHH
2% 49:651-655, 2009
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1) HARGRICBI 2EEQEONHMERE
WS BRI L DM, FS0EEAR
e e
Tk, FEE, PHEE, TIFEER,
ﬁ%%ﬁ,@%ﬁ,BT@i 2009/05.
=
2) MR BRI E T D O-GleNAc &4k
BosyAi, 5 50 [B] B AR SRS
RAERE, PERE, TEHEER, FIRERE,
ﬁ%%ﬁ,@%ﬁ,ET@i 2009/05.
=
3) ‘B ¥ 5 channelopathy (DIEE)E i 3lER .
%50 Bl AR ESRS
HRERE TERERTE, HHEE—, BN
X, &8, B TEC 200905, &
4y IR ERMEE AR R/ O A ES)
= o —1 VP CO autophagy BEE HO
%ﬁﬁ%k$\%mtm$W%%%w

RHEE, &8, FHEHFX, KTH
%k, BHRIEZE, W, MTFEE, PHE,
B T3 2009/05, &

5) EHIORKRERZ R LI MEGZE
HEMERI R EE (L IE O — B, 55 50 @A
AR ESR SIS

T, FRFBL, RTHE, PHE
ZF, #Mlibant, SLER, PAIESE, BE
BE, FFESE, AR, 75, BT
E3C FEREH 200906, B
6) LR RARSHET—% Y Uk
DGR E T2 & o T TR _ BRI O 1
FHRE, % 50 B A A RREESHRE
FHT SRR

HATEER, (RIS, FHUAM, SILE
#, FAIEZE, WHE, ATHE, BEEHE
&, s, MFEEE, PEE, B TE
3T 2009/06, ERA
7) FVEFUIARF—D1H FH1
[B] B AR E SIS &

rREPE . HATERE, TN, &7 EL.
AT 200912, B
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FEAZBREHARFDE EHAMHRBIRITESE)

SRR EE

BB R O RE ORET

RsEE . EBREE nELRIER KRN
EFERFZEE - MEBENR, @A FEURSLER RFEREAR)

WRER

[ B B9 )E A& IBM) i3, BRETHEOFRE THD, £ 1/3 OEFICHE TEEDOHF
MEEXFLTCNAR, TR /& OBEMERZ LV ) BiRShe7, £2C, IBM BE I
W T8 (VE) 2 51TL . BT REEORELZ ML, iz, IVIG RIE Tl THREDWEL B
BT IE S Ok T EA VAR CEEILTZ,

[xt&- HEISIT. IBMBE 64 (B3 #3) M FEERROFECHEERRHLIER
BRI KB, R AMSZ A VE 2REL . —#OfEF Tk, FIEgE, TIHE, fEA 0,
BEND 4 O TIEE~ /A2 —TCHRIELE,

[fERIEEQ R 3 FlIOTHERIT 72 MEFEB RO 67 R NEE THoT2, £D
M DEERIERICER I T2, VE Tk, 6 FlEb B TEA DEMEOWEGE % BE DR Mk
(cricopharyngeal web)DSFERR STz, BEE B HEF O T EMRA T, T IEEEIE OUUE /1
KRFL. BEAOHOBRKEENEELL, BEEREHCIIHEES - ZURMINERA
PG HOR THoI=D, E H BH CIIEEFALRDLN,

[Z2]IBM Tl B THEEZ B R T 20 bIHGEINAER OYLsREE 2 R4 cricopharyngeal
web DEEL ., BEA DO KEENEEIR> L FEEY B K35, IBM OB T &
IR HEEORE LIEELRVO T, EHOLEBEREOR EL RS OULENDHD,

A.HFEEM B. & H L

BB K IBMIL, BRETHEOHE
BTHD, BEMIT. ERGENE (FEE
fHEE) & TG E CKBR U SERS) O ZEHE
ERF IR T IR CThD,

W EEL, B 1/3 OEFTHRESL O
A5, WO K T EOBLEER DI
7= BRINLT U,

ZZ ¢, DIBM B |28 T &R (VE) 2
ITUHE FEEORELTHEL . @%E 7 ur
U KEHE (IVIG) BiEH{THR, T ESE
DO EELB R UEN T, HE OB TN
[E&TRE R CHER LT,
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1. WP EERE

MO FEEE R M IEELER
L QW5 IBM B3 31 (B 1. &2 i,
S T2 5%, SEEHIRR IR 10. 7 )
QW THEEEE R W FEELRRELT
VRV IBM B 3 I (BB 2 ), 14,
SERJERERG ThY. LRI TR E 10. 7 48)

FiE R BER IS EER S (

U—JRR) & IV HE &2 Mi1T L,

2. B FTNERE
X R T REE TR LR 12 D 79
A, IVIG JE1E(400mg/kg/day , 5 H )



