0/1/280 78 A

AL IR RO AT S S S
B A% (IBM) ORI B A I A
BROZWHEDRER EITBIY 558

Wk 23 EE KRG - o HBSEEREG S

MiERE FA EX
HACRZERZERR L RIIFERE ARENEE

Fpk 24 £ 3 A Hikl



H X

I. BRI

I. e

I

FHAGERZR (IBY) OERFEFNRAED X BB EEORSER EICBT D% ——- 1
RAEKRFERFBREFRZER AR FK E&

Il. b7 &

1. 77O Paget Ji & ATEMEA B RAE 2 £ 5 HABME I ANF— 7
ENLKS ff - FRREERRII S L > & — R SEAT RTS8 WY —=

2. HAKRBRIINT 20E7 07 > RBREDOHHRICD W TORE - 11
ENCKh - BRSO > & —bE MEERE & e

3. BHABKHRITHT S DNA B LB DRFSE - 13
BIPEERI R MEAR BHF X

4. BHAKRHREBKELLHIEZ &6 L. Myosin binding protein (3 BEFRYE 238
e —E# B 15
BEVEBRFERERE [EHFUITR MRARLEERSE MO RER

5. HAKBHREEDERZE : 18
' FIRRILIRSZERL RS FAERE AT B
6. EABAREHBHERICBIT DR ALS BES T OBS - 22
REARZFEEEMERE RN LT B
7. HARHREOER ZE L IEHRBE O/ 25
BERFRER NVANAT YA T APRE AR 1] ER
V. WHFERROTITICBET 2 —E& 29

V. WHERRRIZEE T 5T -31




I. BEORH

HAKRI% (IBN) ORI S K OBW M ORS EE LIC BT 25

HEAKRE | FA EE | RILRFEREREFRPER  RNF

Y —= | EIEM - REEVIE T DS — IR RS AR

AR EREh | ELEW - MEERMTE LSS Wk RN

BF WX | BEERKE MR

WHEoEE | MO R | BIRBRFEFN - mEHERRE  RNR

ME Bt | EURSIERKRE RN

F B RRARZFEFEMEREL AR

e R BERFRERANNANA YA T2 ABER  ARNE

g B | RALRE #EAR

E=HR WA BB | RALRE MEAR

g Rk | ALRE RN




w OB R W f &



BT BEF RS AR EBTIRITEER)
RIEUTE RS &

EAEH R (IBM) OBRRFEAHFRED L OB RO ER -
IZBET B A5

WEREE : &K EE
RALRFRFBCE SRR wRRNE i

HRES

EAMIA (Inclusion Body Myositis BAF IBM) V3 B#& 5 i &k D 22 & ki 2
R RS R L 2 A4 U RENIRIRE 21 S BiiatE - EITERIRETH 0. BT
MEVERIZREE(LRE (ALS) S BRI B AL H2EMBE TH S, METIIEHEODES
DOHTREZEVIHREDHH0 HEATOHRESERRIIRFT SN 2 &0,
ELKFE 0 - R ERE T o & — I I RIC B EZ R WEBOBRENMEE SN T
BO, RAESHEZITOERIHEEICEATH S, ZNS5OLEN S OBRKIER &
o I TERR DREFI ZREIT D EICEDEARAD IBMOERHEE 10 FAND 11T AE
HEE L7z. 2HUT 1990 ERFTFEOT—FHEED 0. 25 N &KL T 555 0OEMNTH
DEATIBMAEML TSI E2EMT IR THOEGEICHE L. E-HAE
ROZMEEZYD TERE L. —FH, #RNBEME - BE7 > r— MLV ERH
REWEL 2006 F05 D5 FEMTOMBAREMAEIC L 2FHZHET 10472 EE
E U7z BIE. BHAIZIZ 1000-1500 AR O IBMEEHENWS EEZ 5N5, ARFEE
HASNTT 272017 IBM DERKRAEZSE B L TITo TWw< ., HAAD IBM ¥
VI IEIANC & 0 H AR N TORBEBMATICE D W RIEZAR TS Z 5B b4
WTHD,

SHHEARE A. IREH

e —= (B - thiREEWR Y | # A5 & Sporadic Inclusion Body
> —TRREGEET EIRET | Myositis:BATF IBM) VL E#& 5128k E » 28
e —i8 - HE) i &I B B A eSS LR E UL

FORISH (EREH - fHEERITTE L | EMRSREE S #A % - EITEmRE
>kt WREAR - E | THO. FICHEHEMREE ALS) &

fil) BEHRNELLELHLHEFTHD. AT
HT 13 BIEERKRE  #HRNE - O RefZErsa7 ) > REFEE NS
HIR) T RBFRBBRIIAIRD LIENZ ST
WO RS (FEIREBRE  MRERNAE - BETLIELH0., GRRBREIEITIR
HEEHR) We INXTREMHRBEEN TV E
FH SR (RIRRILRZER K MERELD ZEfIZIE AR BRI EFTF >
REANRL - B DEFEDERH SN, TIVINIT—HE

T B (REAKRE MREAR BB | OMEEINEESINTBY. [HEERE]
B OER @ERY MHRAR -8 | CHOBELEITREFELEAONS.




IBM D2 Wr L. 1995 412 Griggs » A%
REBLEZBOVEEINTHVSNTW
LHFEERNC LR R & OMED R RE
s ElbE< . wHEEPLELZZ2H
HETIIF R ERRIEREREZ S &
R+0THD. RKTIIREEOHERE
DHETHERLEVNIHEHH D0, IBMOH
ATOHRBLERRBIIMF INZZ &
VAN

ENLKE A - FREERITTEE > 5 — OFIN
SRR HEE R W OBR BN
RESINTHD., BRMERAEZTIHE
WIEEICERTH S, TN EIITITEKRR
BEINDOIE>TEMETHZET IBM @
BRRBORMEZOND I ENTES,
ZOEBMEREEZITICRKTHNSENT
W32 RS RE L. [BM 2R R 21E
Y 5. WHAMEERNS [BM EHFE®RZEIL
£L. HEAN IBM B#FH OEKFK 21
MUz, TH5RSEERTMREAREM
E-BE7 75— MIXOERREHTE
L. HREZENTT 2,

B. IAE

ELREH - MR T > & — PR
HROMHN 7 EHWTHERRD Zlaz 2
U7z #a B R B O BRI RO 2
179, BREROEHRED L EIER
KOWTREBRDOEKFHERZIERLE
REEZHLNIZT S, COBRMEREZ
I, BRSO TR & T OmE 21T
WOOBWEMEZREL., FiAESHAET

B BRI R E R T 5, I B

TR FRED - FEEED - K
P9S8 5 O 5 JHE T R R E FRIRREAN DR
NI DWW TEHMICAET 2. 25l
MR E 2B ICEREMAL TEREZH
I 5,

BB, BENSOEREROBEB LIV
DNA DEREUCBEL TIE TE MNP/ A - Eis

FENTFZCICEE T 2 fmBEfE 8 1THEW,
BROICKRILRFEEROE N/ LAEBR
2P XM ERZERICHSEHEE 212 H
T2, TOBZRERZOLITHMBERO
Nr AREBERBIUOMBEREERITHI
FTEE R 5,

X SITERR 22 EEITIIEE O MR NFLE
FHEE 4587 & icfk#E L. IBM @ 2005-2009
FEOHFBRBWE. 2009 FED/KZBEE
FELZ. MATDBENLBHEITTY T
—hREZEKBEL. BREZIDWTHE
2fiofz.
&§§§§#&t>9—51(97§ﬂ®&2¢§¢0(:
tsm@lﬁga‘-wifib

$
EEREROHAR

EEBROGRERDK

BRAEREFCHREEE
BIUREIK

N &

ik DNA

<HFFEDFRKD

C. IRER

SRR 21 FEICENAE - MREREIATE
vy —OEED 5 OREFERE &
NHER DR E R L BATOERE
O ZE 2003 FRAT 10 FANSD
L 17T AN EHEE LTz, ZHU3 1990 £E4KAT
0 0. 25 A EHE LT 5 53508 T
HOAET I AEMLTNBZ &%
HT B R THo 2. BIEAARIE
1000-1500 A G D [BMBE AT B &%
Z 5N ORBITHT 555 O BB
EZH ST U7z, BRIRAY - i BESERYIT
IBM &R L7z 121 Bl OBt Tl Bk
I 1.23: 1 THECRRE L, MIRER



13 64. 4£8. 6% (40-81)  WIFEGE RIS 74%
73 KRG S8 5 D 11T L B REER R 0 73
EDRETH o7z, W FEET 23%IC R
SENEMTREEATHIERDO—DT
H5., CKMEIZ511. 2+368.1 (30-2401)
IU/L 7257z, #IFFERDIH T 521

FEEETITH2. TH47.6 # A (4-288) n
Mo THO, JHFHEATZETN M 7227
LOMEREETHL I EDSEED
RHAEEZRDDIEBEEEEZ SN
%o E7z HTLV-1 = HOV Bt 823 08 20%.

FKIEEDH 55 OMN 5 #1350 BBRZEN,
COBRMEFAEEITICY N/ HAE
ROZEREEEZIER L7z CREBIZIHRAD .
S 51T IBM DERRAEZE Z1ER L fEE
ZERIILOBARNEELZEDZHAED
EBDHEFTND,

SRR 22 EEIIEE OMRNEEE &
MRICHRZER B LN RZLEEK
DOREEITo/=. 2000 ENSD 5 R
TOMBRANREMEICLDHHRBEE
W 1047 B EEESINZ, ZORMEIIME

FE. BN THELZRELRAE

ETHhHO. FEEOZLEMENRINED
DEEZEZ TN,

oI IBMEBEFICHCRA - BELTD
5O TEET > r—hElfTo/z. 614
(B 494, L 184) hoEEEERE. F
IR T3 R FEESN ST 8T i
WL TWe. FRICHEZIFATERTSD
W NSREEE >z, RO &L
T L 2 MALERRENFIER 4.6 4.
BERFMN T 3 F EBERTN 13 T4,
Ry MR MVOBREED 6. 6 4,
FREMT.2FETH o7z, TNSITIFRE
BB EETODOATHREELEL T
HELRQIANAN—2EEZOND, ik
THREEOHBEREH, §550F&IION
TIEMRAENBETH S, £/25EO
CRETIREEOEOENSE S ENN. B

IR - BERIARZ N R 5z (RA
K)o ENEENFEZVWERBEETHD
ZEDREL TSR EEDN, NEAaH
BREDBEZBOLEENRL 5Nz,
WA 10 FTOHAN [BM O BEFEHE M
VIV B R SO R B AR L OD TR E B
MNEFEEL TWbEEZ NS, AFY
BOBKILLZEND LD EHERAL
THO, EFINZ IBM OFRZHET S
ETHEERERERD D S,

k21 FEIIMER ST DA DFE
THoIN R 22 FEEOEEFARIC
KD EEBHFOED T EITI Z &M
TE/z. BRSO RORER T
D7z DITITEERY > T I DOIEDSH R
FEDIENNLETH U BEIRHY - JkFe A7
FEPVATHDHEEZ D,

SHICAMFEHORREE L THAANT
O 1B DR Z B OHR . PM & O Fhifg
X2 BEWEOH T % Journal of
Neurology &Il E L7z ()., ¥k, &
BENMEATWDEZEDOERITEFED

SERRERE

% of patients among cases in NCNP &

bl

uﬂwuuuu nsnnxuuou 9045 g0y, 5 9% 00 03 04 03 og gy
' ooy
The fast fwo digit of the vear

o

Current Age (yrs)
€0

No. of patients

1990-1998 1999-2007




BKAL, BAEEDELNDH 2 iett 2
L TWwb, =512 Brain and Nerve #&
I AAZE## %, Medical Tribune F£iC
WBEREBICET 2BHAEEZBEL. B
BT 2RBETDZ LIRS T
W5 EEZTNS,

YERR : H#AGH A (Inclusion Body

Myositis : IBM) ZMrily
ZWTIZHE A7 R

A ERIRARIRFH

a. MOERALITEE U T ARIRIEEE S £ /213
FEBEY GRCEERS) MRINSE
FTHEOHHET BLOHEHME

b. MK T8 A BL EOREE THRER
IZETTT S

x5 IFER b ERBRTHEERICE
EE2EET, BOAM THITRREREDR
HoRBIIE SN

c. FHEFEIT 40 LA L

d. ZEREOImE CK @13 2, 000 IU/L %
Bz 7

(A Fi3ZERR)

- ETEENRSND

- HBHERTEREHE E .
PSW/Fibrillation/CRD DTFTE

B. HiEMATR

NN OBEZEKREZ > TH D,
NOL T O REFRD %
a. BELD ZEha 20 D mkRAE
b. FEEEFERHENDEBZIRDEACEL
BRIz L5

(UTFRZEHR)

- fRRAE DL - A

- G AN AT AR 5 IR BRIERRMEN D B
AR 31T CD8 1k T Ml

- TERERHNC IEH 72 AR HEIC BT 5 MHC
class I FH

BN OIE T BEHAKE T

01 RiE%E

- COX Rt OmifRME - Fmicth L T
e R EE

C(BTEMEICT) ROMIAEIC B
% 16-20 nm DT 4 T A > MREAKD
71E

BHFL D %R kE
HIV, HTLV-1, C BRIV XA REE

ROV TREEE

- BREL D ZEfg A D iR (AR EE B
DA BOT 4 — - BED 2R A D RN
BIANF— - SRHREZZTL)

- MMORIEETFEE (ZRBL - KED
%)

- B EME IR CER EOEE = 2 —
O > 9%

tMyofibrillar myopathy (FHL1, Desmin,
Filamin-C, Myotilin, BAG3, ZASP,
Plectin Z224) % Becker HFHP X b
T4 — bW ERNEHELDLDT
&L TREIIAND, FFITKBEED
BEIIRFEETS

ZWi AT O — . BRI AR O HETT
NNHATH S '

Definite ADa-d BLXLBDa b D2
TEMETHD

Probable A® a-d BXLXBDabd>D
5., WIEnnh 5 HEZHZTHD
Possible A @ a-d OA#ZTHD (i
HERTBDa b ONWTNHALNZND
D)



S5 Tk

- Griggs RC, Askanas V, DiMauro S, et
al. Ann Neurol 1995;38:705-713.

- Needham M, Mastaglia FL. Lancet
Neurol 2007;6:620-631

D. &

EENS OREIER E &9 HEROE
Bl LIk AN IBMOF
WWERZ 10 AAED 11T NEHEELZ.
Z3UE 1990 FERFTHD 0. 25 A&l L
THEEOEINTH 0 HAT IBM A N
LTWBZEEEMTOERTH =,
BE HAIZIE 1000-1500 ARi# o IBM £
FERWD EHETED, SEOENZH
&2 ITICEE R 7S HAE R O 2 W & i
EERT D ENTER, FREBET >
F—hMIXOBEHOTA N A h—2%
BEOBSALIZDVWTHLNIT S
ZEMTER,

E. &%

AR B MkRE L TRl E & T OW EEHA
PRELEEBNLETH S, FRFICBZI
HEEOREIZOWTHRIEL TV, &
SIZETINR T ADRFELEHME - 5
YN ERWEREMREZITo TN,
NEEHESDMHASHNIBEONELE
A5

F. RRERIER
AR

G. IRR=K

| &m X FER

Suzuki N, Aoki M, Mori-Yoshimura M,
Hayashi YK, Nonaka I, Nishino I. Increase
in number

of sporadic inclusion body myositis
(sIBM) in Japan. J Neurol 2011 (in press)

Aoki M. Inclusion body
Brain Nerve,

Suzuki N
myositis.
2011;63:1205-1215.

Suzuki N, Tateyama M, Warita H Izumi
R, Nishino I, Aoki M. Pathomechanism
and prevalence of sporadic inclusion

body myositis  (sIBM). Rinsho
Shinkeigaku 2011;51:964-6.

2. FERFE

PORNEME, FARERE : & 52 B HAMRES
RS REIORITL THRF

FRERILOHES] B ARTHR D & B
5 52 BIHAMMEFERKS 2011 £ 5 A
iy

H. MHEROLE - B8R
1. B EUS
A

2. ERFETE
A

3. F Dt
A



7 A



JBET IR E SR & BREMERERRTTER)
A RS &

(727 ¥1DF Paget % & BTZEAIEE AR HIE 2 5 B AR I F/8F—)

WFmEE . EEF—=

() EISLAEH - FREERIITE > & — iR BT SR R 22 5 —1h)
HENTFEE @ AERE, #BPER iR
() ESLEEF - FEE R > & — e ZE T SR 9 45 — 1F)

MREE

5 O R BRI SR A P

WELEREHRTE L7z 6 BIITINA T, FHZIC 4 FIOBFEICRHH U, | filld, Vedeps
WMEFORM., 1HIETINESFOATHD, ZFUTLD, £ IFKKZ 104 (H
ANBEHERBETFR 8B OF Paget 7 & ATTEMSARIZRANE 2 A D B AKMEI
NF—Z2RHL7ZZ &%, 2O EE. BARICHENZHEMERZRARE &
EOHAREIANRTF—DEET DI LERL TS, HAABHITEET S &,
AR T, 5 FIASEM BB OH KT 2R L TR 22ia 2 /D w2
FANF ORI ZIR Uz BRI EERY IR D 220 & 0 23R8 S o )X F
—ERBWSNSHID 1. 5%A% IBMPFD TH 2 Z EMHG N Loz, Fhilkh) B8
CEAE - R EOERCEEEERERB T DRI
LNSEEITE BINCERBRFERND 2RSS,

A. AREN
HARBGROBEBREBRTH 2 8H
Paget ¥ & ATERMIBRBIRANE & £ 5 H
AMRPE S A /8F — C(inclusion body
myopathy with Paget’ s disease of
bone and frontotemporal dementia:
IBMPFD ) & valosing-containing
protein (VCP) Bz FERICLH I &N
HE5N., INFETITHAREHNS 40 F
RUEDREENTWS, FEEEIZ, H
ANBEILPRIVEEANEE | L EF
EL. W& L. REITEMTHNTZE
DT, BERLEFEOREICIED HRL
VP BGEFERAV ) —Z T EfT27=,

B. BIRAE
FRER Y &5 5 W 3R BRI Rk D 22

fAZfED BRI A NF—NgHN D
HODNEBEFEREZR L WHI(H
ANEHE 99 B, BELD 2200 24D %
WHHB A bOT 2 —fl (HEANEBH
29 #). BEROD TR EMED I F/NF—
(HAEANEHZ 4 4) 2l T ¥
J I DNA BT PERTFDOI—7 T
2N BT o2, F72. BRGHEKC
MLUT. VP 28 O&BEIEKRERHNTO
R FRIRE 72 5 T ETHEM
BRI 21T o -,

(fm B~ DB &)

EVREM - REREATEE Y —
WMBEZERTAREZ T ZHMEDIR
BEICLOAM > T7r—L R a2t
>hEHTNS,



C. MIRER

WEERERM L7z 6 4 (HAN S i, &
EA1# ;546 Z246) OBEFIC
MAT, #F7zIZ 4 ploBE (HAEAN 3
gl. YIVEZFANLHED) (HEANHO
25 1 GUIMEEERE LZFl ORI
ZRE Uz, EEEIE SEEOAT O

AR (p.RI3C, p. RI55H p. R155C,

pR191Q p. A439P) (p.R155C IEHAA 1
Bl BEA 1 HICRBO 5 7k) ZREL

TV, A, Hr7ziZ 3 #38 (p. V8TE,

p. D98V, p. 1126) ODERE=RH L=, &
BFHZICRHEINZERIIL2THHRE
BTHol. EEHRE L7z p. A439P &[]
B&. I bo—)L DNALOO BfRizid 2
5DERERDIMD Tz,

FERAIZIZ. HAEANSHID DB b HiA8
EAL . BRI B EM OB KT £
AU, RHETR ESHHEE T, BELD 25H
EEIBEMBIANF 28D TN
Tzo 72720 BED 2 Z A DA 2

FNF— LR, KREETG S5

NBMEADFRD 5Nz, £lzo TDIB
2 B3R B LR e B O 5 J1 K
T HERERL T, FPEE GRS
EELTWEz, ZN5 0TI, EEF

BEmBEGANOT7 0 —bENICE

MO DNA i fThi Tz, 3 Bilid.
AL OB/ T 2R L B B
DA ROT 4 —DBEKREHEZITTY
7z

B EZETIL. N OFITHEID
P ERD . T HIT, HEME iber
type grouping &\ = fRRIEZALAS
Mo TWiz, RERETIE, TDP-43
DR EEMENEMIEIET L T,
—%. AP ICHIEERNIZ TDP-43,
VCP, HDAC6 FBtET., HDRUIEFF
MEINTNWDEAKEE T 2 T
PR TNz, R E U THWEREID
ZEREMEI BB IANTF—EBEHD

K OE AGHRBEEGTIE. TDP-43 @
LERETARNEZIIZEALEE
<V £, BN - MIREARAOD
TDP-43/VCP/HDACE BBt AfkiZ 388 7%
MoTz. —H. MEEEMIZ VP 235 FE
BHL TWDIHEHENDEERD 57z,

D. 8
ERAFAE S AENEE 8 HlO
5%, 5 HIIERN B 2 W IR
HNG, BH, BER 0 22 Rk S Rl
A NF—OHEENEDN T W F
THoTm. o T NEEREZRDIN
il D% 5%73 VCP 22842 & % IBMPFD T
% &I B, PRIB L. RS
T B R D 22 % PE S SEAL A 3 o X F
— LW ENAEIOR 2/3 VI NE ER %
BITHMN KO 1/3I13NEAEREZRD:
WZ EERELTWS (Nishino et al.
Neurology 2002), ZdDZ &k, EEKIR
HSL R D 22 S SR 3 o
NF—EZEr N6 D 1. 5%H% IBMPFD
ThHHIEEZRLTNS,

=L, EREkE R EER A RS
THRERICIA T, FMICRS &M
DHHEFIEAENRD N0 T
2SS GVE BERIT K DI 220 % 1k
D EMMIANF—E TR > TND,
E7. B D 228 & b S ATEL S /ST
— T, KRRTHEE RS A B T ke
BIFICREINS A, [BMPFD #FE T
FOHMEDEIND AHENOFEND
Dich B EEZ LN,

E. &%
HANIZS IBMPFD WHFET 5, #&EX
DZEfg & D BB I A NF—E PO
EREERET 5 ENE L., HBRFEESEH
WZRRE D 2B & D LB S o )X F—
2SN D 1. 5%4° IBMPFD TH %,
LR RN S O RBRIVER PR E - 24



7= - WiTe & DRER B E G RS T
LHEBENEDNSHEITIL. EHICE
RIZFRN0 725 RN H 5,

F. fEERIEa

AQD

G. BREX
1. G FER

D

2)

3)

4)

Mitsuhashi S, Ohkuma A, Talim B,
Karahashi M, Koumura T, Aovama C,
Kurihara M, Quinlivan R Sewry C,
Mitsuhashi H Goto K Koksal B
Kale G Ikeda K  Taguchi R
Noguchi S, Hayvashi YK Nonaka I,
Sher RB, Sugimoto H, Nakagawa Y,
Cox GA, Topaloglu H, Nishino I: A
congenital muscular dystrophy
with mitochondrial structural
abnormalities causéd by defective
de novo phosphatidylcholine
biosynthesis. Am J Hum Genet.
88 (6) : 845-851, Jun, 2011
Suzuki S, Ohta M, Shimizu Y,
Havashi YK, Nishino I:
Anti-signal recognition particle
myopathy in the first decade of
life. Pediatr Neurol. 45(2):
114-116, Aug, 2011

Mitsuhashi S, Hatakeyama H
Karahashi M, Koumura T, Nonaka I,
Hayashi YK Noguchi S, Sher RB,
Nakagawa Y, Manfredi G, Goto YI,
Cox GA, Nishino I: Muscle choline

kinase beta defect causes
mitochondrial dysfunction and
increased mitophagy. Hum Mol
Genet. 20(19): 3841-3851, Oct,

2011.

Mitsuhashi S, Nishino I:

Phospholipid synthetic defect and

5)

6)

(0]

8)

9

mitophagy in muscle disease.
Autophagy. 7 (24) : 1559-1561, Dec
2011.

Fujita M, Mitsuhashi H, Isogai S
Nakata T, Kawakami A, Nonaka I
Noguchi S, Havashi YK, Nishino I:
Filamin C plays an essential role
in the maintenance of the
structural integrity of cardiac
and skeletal muscles, revealed by
the medaka mutant zacro. Dev Biol.
361(1): 79-89, Jan, 2012.
Sukigara S, Liang WC, Komaki H
Fukuda T, Mivamoto T, Saito T,
Saito Y, Nakagawa E Sugai K
Hayashi YK, Sugie H Sasaki M,
Nishino I: Muscle glycogen
storage disease 0 presenting
recurrent syncope with weakness
and myalgia. Neuromuscul Disord.
22(2) : 162-165, Jan, 2012.
Suzuki N, Aoki M, Mori-Yoshimura
M, Hayashi YK Nonaka I, Nishino
I: Increase in number of sporadic
inclusion body myositis (sIBM) in
Japan. J Neurol. Jul, 2011. [Epub
ahead of print]

Shi Z, Hayashi YK Mitsuhashi S,
Goto K, Kaneda D, Choi YC, Toyoda
C, Hieda S, Kamivama T, Sato I,
Wada M, Noguchi S, Nonaka I,
Nishino [: Characterization of
the Asian myopathy patients with
VCPmutations. Eur J Neurol. Oct,
2011. [Epub ahead of print]
Furusawa Y, Mori-Yoshimura M,
Yamamoto T, Sakamoto C, Wakita M
Kobayashi Y, Fukumoto Y, Ova Y,
Fukuda T, Sugie H Havashi YK
Nishino I, Nonaka [, Murata M:
Effects of enzyme replacement



10)

1D

therapy on five patients with
advanced late-onset glycogen
storage disease type II: a 2-year
follow-up study. J Inherit Metab
Dis. Oct, 2011. [Epub ahead of
print]

Tsuburaya RS, Monma K, Oya Y,
Nakayama T, Fukuda T, Sugie H
Hayashi YK, Nonaka I, Nishino I:
Acid phosphatase-positive
globular inclusions is a good

diagnostic marker for two.

patients with adult-onset Pompe
disease lacking disease specific
pathology. Neuromuscul Disord

Dec, 2011. [Epub ahead of print]
Matsuura T, Minami N, Arahata H,
Ohno K, Abe K, Hayashi YK, Nishino
[: Myotonic dystrophy type 2 is
rare in the Japanese population.

J Hum Genet. Jan, 2012. [Epub
ahead of print]

LFERRER

1AW

H. MHPMEEOLE - B
L. BrEFER

A0

2. ERHER R

VA D

3. Tt

A0

_10_



BT BRFE RS (HRtRERRIEEE)
ARG S

THARBRICNT 20707 O REBEEOFRIZDON TOME ]
WrFE1EE « R ED (ERLEM - MRERNE L 5 —Hk)
HFEBFE - BEINET. LAEZ, KRE BH—=. NHEEHE

(ESLAE - HRRERTTE > & —WEkt)

MRES

H D NEEHAERBHRIBM)DIERICH A T, IBM ORE LB L NG R HE TS
2 FHIE H 2 L7z, Definite/probable IBM IZHBWT, #E 7/ 07 ) k&% (IVIg)
ZEhfT L7ERIZ MR E L. RBFICEFHBHT AN, EFH, BH. KIBIUSELG
BE, &SFFE. 10mBIT. 6 ST (T ATRSEROA) . B FHEEERE (VE), ik
7 (CK,AST,ALT, 7)VRI—+, 3470, ZJVLT7F> - 7L T7F0). B
HAEMRE, IBM H¥REFMERE (IBM-FRS) %175 Z L& HE L7z, AHEIE. Mk - &1k
FRESE visit T&, WETHEREREIIRE B SR TRICHETE Lz, 6 AT Y
—L. 5EAMNEBERTL RZORRFTH oz, —Hilld SS-A BHFAITH - 7=, BRIEBR
HRPTH O P @Rl OMmE &7 50%, B U 7ZREEBIIEEN D ERR THRITIEET
Holz. SS-ABGHREFNIWIEE G N S ERBRKBEDSEZBDA LD, FHERD D WITEBER
JSHEIZ X5 IBM @ heterogeneity &R 9 && % /-,

A. BIEER B. BigehE

H AL (inclusion body myositis, | 2010 4 IBM BEZ W EHED definite 3 44,
IBM) (3FHRJE G - ABRIUSEBH 7 &R probable 3 &M, 5t 6 &ITk LT, 68
WP AR E DA % BT 5 RIEtE MR BIZES/ 07 Y > 400melkg/H . 5 B
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UTCTGIZH T 2E / 7 O0—F )V Hilk 2 AW TRERBILFZRITRA L. HAKDA
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DA(T B D AR OBRFEERE 7 U A X5
v MU EER. 1 RPUAE L T TG IZx
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FIRRIC THERBLO I AE 1T R D REEIRIE & 2 X 47z, JESI O © [RIEE D2
M- KT 25807 GEMIRE). &£/-, miE  HTLV-1 FiikBETH - 7=
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EEHEOBEENE W ERNIC H o /2. FREF
RIZIL T, B &tk USIgiE T
REM BRIV S Mz A L, MHC
class I OFBIIHEL Tz,
*7-, rimmed vacuole DHIRBEEIIE
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