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Kinoshita M, Ibi T, Sahashi K, Ohno K. LDB3
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[ Chapters in Books)

1) Ohno K, Ohkawara B, Ito M, Engel AG. Molecular
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[Reviews]
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1) Ohno K Maintenance of the neuromuscular junction
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4) Rahman MA, Nasrin F, Masuda A, Ohe K, Takeda J,
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TRk 26 FE BEAGBMENEE MY S

(MR EBEHAM EEE(ERERERRMEETE))IETEREE

ERMEHEAEEHOEBLIYAN —IZBITS
ETE B OB

oreEoEE WT B P

I A & ED, ER o D, mE E=F D, BLE D, LR hERE D

HRER

Se TN B SRR (CMS) 13, R AT T
DRI RBRLONTHERBEF LY, HFHETOS
HHEEKTRBTHD, RFIZBNTH CMS EFIH
B TZEHICIVRESNTOAD, AEMICARHTM A
DOERLLLIE de novo BEEEZ LN TWB, RIFFED
B AL, A BEREE S A FEL . CMS DFEELV A
V— I N BERBEGFEEEZRETLHIETHD, 5 EIFHM
L& 72 10 FEGI T, BRFRAERICEL TEZLEERE D
HIEN OB T 2L DX RLNh 0T, 5% OERE
FEiaBR~DRFZ BEL. /@A D CMS LYAN—&D
HIBEE EH OFREITMZ T, A CMS FEGNIZFF G 72E
WERHFTREL TABGIEE ORENEELZ 2 OND,

A. BFEREH

He TR M 5 4% ) SE1ERE (CMS) 1T, R B A E T
DRI RIBIRONTHERREF IV, HHETRS
FHMERTEETHD, RELICLDE, KBT&F
VAl R KREBIE, An—F ¥ RVIEBERE, 77—
ARF ¥ FIVIEGERE, TR AT X R B TIAE
KIRT £ FLaV 275 — B RIBE . 2RI
BRED SRR B ER EICKBIEND, BAFEE D
WRBLICEDE RFMTOBREEIL 100 AKHERES
NTEY, XFBEVGDEFRO— DTS, BFES
DR TFEEFOESRICIY, Diedet 19 OFRTER
BEESNTETRY R B R FIREH TIEDN
TR E ORIBARBIEORBROTD I, BELY
AR — I RAI R EB Z bID, ABFFETIL, CMS DR
BL VAN —ICHERBHFEBIZOWT, BEORA
DFEFIHRE &S LITBEETL T,

B. W

BEfEICLA L, BERGEE L EBICARTIZB TS
CMS JEFINE LT REICIVEESILTOD, RE
THESNBETFEREOZITMEIN TRHENL TS
HOLIZReD, ANEMRE OEEL L de novo &
BLEZONTND, £ T, R THESILTNDEES
ZEHL, CMS DEBRL VAN —|IZHLELRGEER %
BET D,

(fHEmE~DOERE)

AR FRIZBITAERFRONEICE -- T, BA
BERPFEESAN2NIOICEE LT,

C. HafER

CMS 3B EFERICISTHEERNERDLHE
SN TWD, WRL (MEFEE 2012)1L5 A CMS BF
(DOK7 ZE 8 1 #|3 L TN CHRNE £ 2 1 4], COLQ £ &
3 B ICBIT AR, ZEFTR. ERAEEEMET A
PR ERBMELUTWAN, 4 FINDLIEESIZHHIET
(floppy infant) SIEENFEZ R CHRIEL . ILIRHALHALA
FEIEBN R EEZROAISNTARD 3PN 1R T HIAET
2, BOEITY 4 RIS R EEL TS, — ., 16
% 3 BRERIOER R CRIEL Tz, ZHHOER Tk
EHOHINET %2 6, EE - WRICBRRHLIZFHAET
% 3 BNZEROT, 2B W, SIRHILIRRIZ 1 BE
MTEBEIIHRIBFRITI2HNDETERDZ,
COLQ ZEFIDEGREIL. BEHEFI LR Th o723,
DOK7 ZZFIXFER A4 EE R EER. R TELY
PEHEEFTHY. CHRNE 2 BT ERFRE ., BRIRES)
HIRRA LT, BERE LVBIE CTh o7,

AHES (HEFEE 2009) i34% SR ICIRKR TE TR
JEL. 1 3% 6 7 ABRZT o T ARG Y W) EiE

D RERKERER ARRETIERAE
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BHESPELBWENT CMS JERIEHAA L TD, AE
FIE#IZ Azuma B (Neuromuse Disord 2015) 12k C,
CHRND DG AT G AR AT HZ LMW
&SN T, 2 HEEICIETT Al RES 720 | Sh R 2
LB U OO TN S S 1 B R 2 o 723 4 SR E 5
SIEFEE R ZAHIINCIY | RAAEITREEE 22> T
Do FEARIC H N LA 78 | IR b AR BT, R
[EEVR AT 72 PR 1 B S BLAFCL & J7 o1
BT WVEWVIRHER BT,

Azuma % (Neuromuse Disord 2015) bk, = ERHERI LI
{2 CMS4 JEFIZ#HAE L TlY, CHRNE 25 3 SiEf),
CHRNBI1 Z2 5 1 JE {54 FLH L TV %, CHRNE 28 S5 )
WL 2 A~ ORI T, S PAZE . R IR e
TRIEL, 72 m 7 AN 6 24 1) BERE ) 4 ) iE &
BWEIEIL T, WP MERIIESRL72b oo | E1T
SOPEERH BRI EEECH D, CHRNBT ZEBIEGIE, $hIE
BAL RO L TRY, 5 RHTII A TANEL
BENZERE DRI o7,

D. B

AFRD CMS B CTRIESNISBETFEROLLL,
ANBENIM B OZEELLE de novo BEEEZHNT
WA, BRI BIL THEE L<BER S O fEE S ik
L9 Bb DI ALtz 4% OEEILFEIRFE~O
BBEE B, WSO CMS LY ARN) —LD3@IE R
B ENTINZ T, AH CMS FEGNI A 72 R A 5t T RE
ETABEIRE OBRENEREEE 2D,

AHFFEAFHET5H CMS B BERS AT AL, AR
BRI 725~ i NRIE (B DB S i 7
FERIB DBLRNG | U 3R E I LD B
EEMTTIHLDEBZOND, SOITHED B FEML
T — 2w RTL, B D QOL M LB
TE LD EERE 20 R EFEL | I RA T HLIE R I B
RICFETHREMEIZRFHE T T, BHARES
EOBFTER R IO H 5T D2 MFFES LD,

E. #5%

HESND CMS LV AN — O 48T B O EIZMNZ T,
AFR CMS EBNZI A RAE R A1 H FaE & T 2 B 4% 1A
HOBRENEELZZDND,
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1) Hori H, Yamashita S, Tawara N, Hirahara T,
Kawakami K, Nishikami T, Maeda Y, Ando Y.
Clinical features of Japanese patients with inclusion
body myositis. J Neurol Sci. 2014; 346 (1-2) 133-137

2) Yamashita S, Mori A, Nishida Y, Kurisaki R, Tawara
N, Nishikami T, Misumi Y, Ueyama H, Imamura S,
Higuchi Y, Hashiguchi A, Higuchi I, Morishita S,
Yoshimura J, Uchino M, Takashima H, Tsuji S, Ando
Y. Clinicopathological features of the first Asian
family having vocal cord and pharyngeal weakness
with distal myopathy due to a MATR3 mutation.
Neuropathol Appl Neurobiol. 2015; 41 (3) 391-398

3) Yamashita S, Sakashita N, Yamashita T, Tawara N,
Tasaki M, Kawakami K, Komohara Y, Fujiwara Y,
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Hasegawa M, Takeya M, Ando Y. Concomitant
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with corticobasal degeneration. J. Neurol., 2014; 261,
2209-2217

2. BERFER

1) Yamashita S, Kawakami K, Nishikami T, Tawara N, Y.
Maeda Y. Ando Y. Analyses of the pathogenesis in
muscle-specific wild-type TDP-43 transgenic mice.
19th International Congress of The World Muscle
Society. Oct 8-11, 2014, Berlin, Germany.

2) Tawara N, Yamashita S, Nishikami T, Kawakami K,
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World muscle society congress 2014 Cytoplasmic 5'-
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Congress of The World Muscle Society. Oct 8-11,
2014, Berlin, Germany.

3) Nishikami T, Yamashita S, Tawara N, Mori A, Hori H,
Hirahara T, Maeda Y, Ando Y. The first Asian family
having vocal cord and pharyngeal weakness with
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International Congress of The World Muscle Society.
Oct 8-11, 2014, Berlin, Germany.
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RLEPRRAHT B 55 Bl HAMRESFINRES
May 21-24,2014 1& i
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£ May 21-24,2014, 15[

7) toCHER R ILTE, BEEE, TR OER,

78 AR I BB RIRBEEER ARG RICBT
% Cylindromatosis & HFEBOMET & 55 EIAA
RS ARE May 21-24,2014,1&

H. 095 EEME D HHRE - BECIR UL

1.

P BUS
7L

. R ER

3L

. T

3L



TRk 26 FE BEAFBHMENEE W&

(BB R A SR AEEXEEREREBRRTREL))TEFEREE

4 DOFE/NHEMLE 8 BI(SCA)DREIREBEL
1 ) & E Bl D9 BRE T

IEoEE HA D

WIEW0E  ARE @0 D, ORI R D, U Al P, B BEE 2
g | 2, B ER Y, 8TE BF Y, Ak /Y

HREE

—fRENCE B/ M MERE 8 AU(SCAS)IT Ry MK HY
TR, FHREBICRNEIN TS A NHO K3 HT
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B HEE L PR LT,

A. TFEE®

6 FELL BB EEL TS SCASE4 EFNIZOWTER
FRBEZTA 95 LI DWW THI R T Rl
7.

B. #FREFE

K21% SCAS(H 2, % 2, FHYRIEEMH 39.5 ik, T
YRR HEAR 21.0 )T, CTG VB —MEE 1T 123 525 197
[E]. SCA2(1 #il), SCA3(2 ), SCA6(3 1)), SCA31(1 ),
SEREDE M SCA(UC-SCAYS HhExrREL .
ADL IZ DWW ERBHRFEZEES R,

(REE~OELE)

F PRAE IR ORB DR FTEFIBRE S ORI CTHY | &
B RATICBEL TR B BHRREOMBE B TER
T3,

C. ME/ER

SCAS8 IIHI/MIMIER D AT, REIRIEL THRH
REEE, SRR EER S IIMBERAZRNTRD 2
7357z, UC-SCA TIE 60%IZ34 70— XAE RO T=D
IR C SCAS TIFE<FED T, STEEDETH UC-
fSCA XV A EIE o IRIRITERMS DS, WAL
IR AN EVMER RO O, 197 B0 CTG VE
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TERM CLINICAL OUTCOME OF SCA8 IN
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ERMERBS AR EF R R B ER A E L)) H AT RRE S
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MEEE

BRIRIF I, FEIZTRR T A DR REEE T DA K T,
BNTE T U ARRIH LB T A AL, R
EBATTRETHD, LPLRRDL, fyAabnr —=%
MR LE S OR/VEBTIE, BT F A O 5EE
ITHODIIREETHHZENE,

FOERELT, BEENDED LD 7RFFTITHEAA
NBZEDTEBERMN L IT/RN T8 +53 720 Bl s
DHDEAERAENAT it BERITEL SHNWZ L FHD
FRADZIZTHPBRRBICET2H AN R+ TE
NP ZNIBIFEN ADTFRPEL WLl R BT HN S,

RERELTERMEDOKRRLH VT F A DK
NP RZARETHIENZ VD, T E2—%
17> Tempirical 787 — X% BDT- LA ZNHITRE-T
RO O BEERE VI LR RENT, FD0,
FVRBTIIET VA, RO FHZO0E
WEWTH, HOTeR LT RE AW TRERGBNT A
DGR R EATOLERHDIENRINT,

A HRE®

BADEEEREERICZED QOL &K T, DWW TIZTABE S
REEERICE DA KLU TOAERDIKRTRE, &
FER REC B BV D ORFRICH B T N EE B
EThD, REEFEHEEICRONG —RERE, HET
KEFROPRBED DBELRIRICH L TRE A
HERNDADVEBREICKINL, BEOFEZET DL,
Duchenne E!fHTAba7 ¢—(DMD)R3ZE(T 5315, DMD
PXHAE S IR 4000 AZ1 ADORART, ARBIXAD 10
FANEDTIE 2.5~3 NEENHH, EITEEHIZ M-
FRHECEREETUTHEWTAEEERD 20 ATk T
W DAREETIRLETHIENE VoL | B - T
LTCOBEIIFVENZW, 22w RELTRIESGE
DB RIT—RIRBITHLL TREWVEFIEZRVD, FHd
REBIIRRER L EEHRELE XD,

LA THRRAFZE, FRTIR R ADBI R AR T HHF
FETIE, T RE BB OB DB BT R R ER
RCTYFEDRNTE T LV AEAIH LI DR T A& ER
AL, FEEZZITTRETHD, LnLAsDEE T,
WAL ORFFERERIZHE ROV EnFmbnT
WD (Kesselheim et al. JAMA 2011;305:2320-6.),

AL TIE, HORBTHBROT VAU OBRRTZEN
RONZVEBIZOWTERNIORIEED SBT3,
Fio, HORBIZBWTHRWT A THFE AT 1.,
EHITEBRWT A TH IR T U RZ AT 5
TRIZOWTEETD,

B. #HEGE
PubMed EDILERT —HN—R%E FVWVZRER, 2250

WCEDBERCEHRRL., FROBERIZOWTEEE

1To77,

1) FwOEREBIZBWTEESEID T 5 RERBRRCT) .
BNTE T AR LA T A CRERMFZE % ST
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TEZFTEEITFESILILNTELZDMN

3) HPFEBIZBWT, HNZE T VAT A O
ICBWTEEIES<HD TR

(R EE~DELE)

AL RRRITIE T IERIC T 5L E = —Th
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1. D%

D BIZ BT DRIEIE T YA o CRE ARS8 % 32
%2 - SN DR A

BT bEbEDIEGIHA DI Teb s, HFFEIC
FHIRBOBIMEPIRELRNZERETOND,
To. A PR CITIRIR A BHIE L= &L Th, PHEEA
—ATHIEDRE LR HZ LT W | e
LR B I NINDYS S35 14T o CTRER A
422 4TH 2 LI Hi T & D (Kesselheim et al. Clin
Pharmacol Ther 2014; 95: 265-8.),

TRAZAFEA HRIZ D73 FI T IS )3 Bl
BRARLIZELD, TH b A D IRBORE - T %0,
FREFICPIL T, Z DA DD 2N A3 IThFIES
NTNBZENRL 720 (De la Paz et al. Adv Exp Med
Biol 2010; 686: 17-39.)/=  {RIHEEN R OFHIA-O&
12,

FLT, DB 2R IERRR DA EE->Th
OF . B ATRREO R I L L Tl 2R e &
R TE T 506 R EEE 45 (Gagne et al. BMJ. 2014
4,349: g6802.),

2. BBV F oA T DRI B

T IFTHEEIDESLIENTELDN

R CAELI AN, OB O RCT OfFRE
DFEER L L 72 E 2 — (Contopoulos-loannidis et
al. Am J Med. 2003;114(6):477-84.) MREIESNTZ, =
DL 2—ZLAHE, 1979-1983 4EIZ Science Nature*
Cell 2L 5B DIROFERENTFE O = RS IC R RS
o FERIBFNA LESNTE 101 [BOT—XDH5,
27 Al LT Z<ED 1 D RCT 23 Thoiic, 19
EN BRI A BIL, OB S @EREIGE LN
TWT, IEEDITWADIE 1 DORIEST2, OF
DEB IO EFHERSICR RSN LB TH
STh, 20 FHRICEBRICEKRIERASNLTOWDHIR
. 101 550 6, IR TODEDIE 101 2D 1
ThHoTZ &b,

F-FEPRBFZEDRE RS, DB O LY KA - 5RO HF
BT AL TITONIZRT —~ D FROER DR
Ex R LY 2— (Joannidis et al. JAMA. 2005;
294(2): 218-28.) M &5, 1990-2003 £ (2 NEIM -
JAMA *Lancet 58288 1) DI\ ERFR [E SHERE TR E
EFL, 2004 FEETIZ 1000 [EILL LB HSTOVDREER
T 49 % Ri=&ZA. 95 45 BB 6, RCT
39) T ABEZhEFETRL Tz, LsL7edsn, BlE
BF9E 5 E%BRLTZEZA, 4 ETRHRIFHRINA
D30Tz, Fi2 RCT39 HDIH 29 EISERBINIZH,
75 10 HIXER CHRPFRSN D o7, LD

L ) ORR IR IF R 0 R MR I B R S N
R CdhoTh, BAENFIETIL 6 40D 1, RCT THH
H S UMBRRICTH 2D DFE R4 B2 d T &I
7275,

3. FVBERICBOTC DI E T A FHA DR

B W T ECF-S320 D LR (Gagne et al. BMJ.
2014 4:349: ¢6802.)

FP PR CREBINE F N E~DRTR E
LT, PPN A XE R S TRVWTZE T 2%
BHIDOTRBET D, MIAHRHERTSZ
ECBDARIOBEER EROT ORI LEL TR
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