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1. B

B AR 2% (Sporadic Inclusion Body Myositis:LAT sIBW) IZFEIC 50 kLl ECTHRIET 512
PETHEOMER TH L 1 EAIAFROFH IR T & FHZEHE S KERMUEAR T4 - FEE
C R BN D, BRI 220 L MEn 2 R 7 Rk 2 2 A2 U R JE M 21 %
5. FIEFHNEIRISUEE T, DA THET L2 2L b b D, PWICIIHFREREETH
D | SIEDEF A L TN~ OB ERIRIE A 1h > T 2, FHEAIZRT R & L TR

He

a2 5 e, FEESERHECIT NI~ OB IR DR ASCHEBERIC L 2 @R oD
(B4 1), S Yeta CITIFHEIEMRME~ O BRI (3212 CD8 BAME T i) DIRIESCIERE Ay
(ZIE R 72 AR 31T 2 EEMME A TR MHC) 7 7 A T ORBNBEIND, FTHEE
DFHET B 2 EAENEN IS AREAOREMER SN TR, 2% F L 7IaA K
BEH, =AU, 7 A/C, valocin—containing protein (VCP), & A k>, 43 kDa TAR
DNA binding protein (TDP-43). p62 72 & DEARRE A DFAENRE SN TS, Zh 5D
AT T Y oA <~ — TR0 AR SR AVIE (ALS) 72 & O ZEMERR B & DOFRBIVED R
MENDEZATHLN, TORHERITELEE > T,

ARG Tl RIZIGIRIEDHEL ST R WE AR RICE LT, EiK Coxtita B E 2 <

PRDOF5|E L LTRET D,

2 30

1. Griggs, R.C,, etal. Inclusion body myositis and myopathies. Ann Neurol 38, 705-713 (1995).

2. Needham, M. & Mastaglia, F.L. Inclusion body myositis: current pathogenetic concepts and diagnostic
and therapeutic approaches. Lancet Neurol 6, 620-631 (2007).

3. EAREDEE, FARIEL. BUM A AR CHsEsBPEREEY Y — X EREIEGEE 32, 324-328
(2014).

4. HEARIEE. SARENE, ONEEE I BIH . BB ROZMIEE L RREICBE T 2 Hilr O Fn i,

B AR, 12, 1115-1118 (2014).



X1 sIBM ORFRHRES

A)~~ "XV v AUy (B)CD8 ffEyuts, (O EEHMMhEAHUR (MHC) 7 Z
Z T, (D) IEY MY 7 a—AZEEYA, Scale bars= 100 pm (A) . 50 um(B) . 200 um(C) |

100 pm(D)



2. JET - Rl

JEAE B MHA TR B BURMIZE 26 T DEREYER PR ) BE (WFFEARESE  HARIER) O
A TIE, AAIZIE 1,000-1, 500 A sIBM BHFNRND EHEESND |, WFZEBED 1 T fieak o
146 JEFIORFNT KT B 2cthix 1.2:1 L BHOBIEN L < WIFRFEITTFE) 64.4 1% TH
o7z, MIFERITFEE: LY OREE S 72 & FIBGEALFRBL OIERDY T4% % Lo, W FREEL
23%IZ B VT, MR & i ZEE 3 ORBR B> TR IR AR 235 CL EAIERTRO Z & b

LIZLIEAR DN D, IiE CK T 2> & th A5 7 LTz (51124368, 11U/L) , FIFEAE
B D2 Wi E £ COWINIL 52. 7247.6 B H TH 72, ZLRHGRSOLFGEHR L £2 0 |
Jitisip 28 R0 S IS D FE AE B EE B AHRR D B AR,

EHIZSIBMEBET V7 — B IRWHRBEMRIT L7 2 A, 674 (549 4, %18
%) MBEEE 2T, SFEAERL T3 k. FIED B 8. T AR A CORKE TH Y . &
SEIR D BRI L 0 N AL D ARBEDNFIEL 4. 6 -, Hfg12% 7.3 £, EEhER 2% 13.7
. Ry MR MLOBIHEARREN 6.6 4, WEAREN 1.2 TH o7/ £/, IBM HIZEHET
FENLRER - AR ERAF ST o F — O iR BR2WORE 1] D T 0D 258 /il Sk DIEFI ¥ & Ebig L
SIBM OAJRREHEE Uiz, 1990 4E 5 D 9 4Tl sTBM & 2341345 8 il & 151 i,
1999 D25 D 9 I TIEA 69 il & 165 HilTH o7z, PM ORFELRBZAEH LK 3,000 A
EETHDH LD, sIBY O HATOANTRIL 2000 8T 100 T AH D 9.83 N &H#HEE
S, 1990 FEARDHEE 1. 28 A & Ll UCTHEIN L Tz, HINOJFIR & LTI A ARtE O
ik, sIBM OFREGRAE DM b, ATERXOMCK LR EAREE LT LRI D,

WM I1T 5 100 T ANBHT2 0 O sIBUDOAHRFIZENZ LY Ble->TEY T AY A T10.7,
A=A Z V7 TIE14.9, 72 TE4.9, /0 =—7TiE33, MaTixll &
HINTND, FOKD T34 SEFIORFTTIT B L HiE 3:1 L BMENRL < E7z sIBM DR T
VX TR (AL D RN RN EETH VD . THROBED T2 OIZIE A IPENFHERR, DO EIC X
HWE FIEFESORERLETH D &SN TWD S, 4T U FITBIT 5 64 Hld sIBUEHE D 12
M ORGBBIENC L AW TIX, H 7750 ADL 1B S MR T 9523, —RER & ik LT
BIFMICABEZIT 2V ERE I TV D, sIBM B3 L FimE~ v 7 87— REM % ik



T 5 L FFIRERR O (sIBM B D 41. 3%t —H N H D 11.5%) VRRIZ Al (28. 3% %t 4. 4%)
25 80 %75 85 5K D sIBMBE DR & L TEETH -7z, MR TOEITIZ TR TR FH
BIC, EEMHIRE COEMKTRILE. 4 Tho7 s FloAFIVRELT T 2D sIBM
AT 136 BIORUIRGEBIZIC L 2 & 14 [T %D BENSHTREEZ R L, 37%08HNT
(Z7poTe, —MREER] & il U CFEHMICABZEITROA, 60 mLARIZIAE L 72 & 13 60
I CARMCRIE L2 BF TR T U R 3E o T, ALK 916 Bl sIBU BE~D T
r— RIS K D BETHOTE TIE, BE OFEFERIE 70. 4 5, B cid 201 THIFEAER
B H2WE TOVEHMIZ 4 THETH D, KYPDOZWIT sIBM & SNTZDIT D -EE T
b ole, FTAITHREES ADL [TAF MR WM & AOFEREA & 0 | EE#) & (X EDOHBEN & >
oo 7272 LEEE)AY sIBM OMEIT AT 2008 2 NZOW TS HORFDBUETH D & L
T35,

b hTHERE A M5 ™ A L A1 (HTLV-1) CCHUFR & A /LA (HCV) BEA & il OB
BEDFIE THI206DIEB TH HHL. T DB DT A L AEGe & sSIBWIESE O BIE 3 7R S T
W2, HTLV-1EGMEDSIBM, 116]H 26 TI/IIEAGED T L DWRENH Y . AOHEL L TIE
KRILDHIE 2 & T 9 e B HEHR ST 20, HTLV-1E5E s IBMERFE 1 1451 00 SR i B AZ A el
FOHTLV-17" 1 7 A L A B IHTLY-1 B fAE A8 & [AFREE IS L T, E72sIBMAR
F IO HARE 2 B0 PHTeCDSFHMETHMARIZ 351 YV THLA-A%0201/Tax pentamer G i A3 B C b
V. HTLV-1% 58k 2 M i B VTR 23 i PRI L TV D 2 & NRER S 7z, sIBME
P ST ERFELABIO 5 BH3261] (28%) AHCVHUAMETH D . Uiz~ v F 3
T2 2 R BT DHCVHLIR R M R4, %6055 AR D H AN DOHCVHUA R 3. 4% b~ TH

BIZEETHH-T8,
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sIBM OJFRREREFFIZ R CH 5, MIRBLFEMICBIZ S ALY 22 hs & B oy ik o B
I EEMEORE 2 FICMRREARIEDOREG ZBEISEL b 0D, BHEERIEDO LD 58
—IREITE S LRRENIREIZR D E B BT3RS TR, ZEPEDOEF OFEL & L Tl
BT ABEAR EDNFIY ZZRNIZIEE L TWDH Z &0, B-APP Z iR RAI BRI B X
BTN~ U A TIEIMEESLEH AMEDTEHA R 5D 2 LR 2T 51553, PMS° DM D&
FAERA TS B-APP ZLAE LTV D Z EDDRERFRMETSE < RN EB X biLd, il
DOIEFEYEDOHERHITE A G & DO 7237 2D FITRE D SLo T b &g S, &
AR ME L R BEANERT 2 L W IHREHRT L E 2 b,

sIBM OB HE I FEHENE ALS OJRKIEAR 14 T d % TDP-43 38 L OVFUS/TLS MEFET 5 = &
LR SN TV D, TDP-43 BMERRHEIL, sIBM BB OARAFHHED 25~32. 5% & EAEE T
MEnd !, 28X FUREEERTH D pb2 1% TDP-43 LI E OB T sIBY O il Yetatk
RO HID %, 5 Paget I & BIFAMIBARIERENE Z 1 5 B AMKM: I A X F —DFBEHIZ B\
THEANMRROEER T T D VP OB TRE N AH Sz 228, Zo VeP bR AN R
REOREBERKFTHY, ZORBEORT L sIBN OIFREOEEREFLEZOND, X5
{Z hnRNPA1 36 KUY A2B1 SR F D SFE T E AR Z L I A/ 3F — TN A T ALS SORiTEAEERY
RAHYE (FID) ., F Paget b AT 2RO, ZROLDOREBART T L%
Multisystem proteinopathy (MSP) & WO TR Z 28 E 03 5, FHRELFHIZRFALLE
b5 EDNDLIRRED sIBY & b HFRELE L T D ATRBMIESHERZ S, 2D DB ALY

b T D B E W THIAR « MR A 2RI IE 21T > TO S HEMER " £ > T 5,



4. 2% - ERAEH

RIS JEE A RESO R BRI B D IR F & M A i & U, EAIERFRE D Z e bbb D,
SEAEER T E 50 F LA L& SITVD AN, 30 EH L D RO ) HIZHIEL THWDH 2 &
b L MARIIT, KERUSERFOBIINC LY | BEEOFES, LoMNAZ ATRERING
DILHHN Y BIREEE 720 09, KERIUIAFG OFFZAMEI D, BRI LT <R 28 b H
%, RO FRIEFEEO 20T, TREMMAEE ST <, G727 T 7% Z A7
0, Xy MR MOBEORRABKEE L 72 5720, BEAFIHEN SIHESMOFHEZ S5 2
EWEBETHD, TN, - FEMEE - FaotEk, 2ESOEE, SR s X
BaXled 2 eNndbd, WFEFEIXSHEEICALNDN, HiMaftd Z&3ImThs %

AR DOIRE T & 2 3 RBABEREIR T I3 —MAYICITRE D 720,

A
Mo 7 L7 F o —8 (CK) HEIXIER 26 IER ERO 10 5fEE T EAT5 % i Jo-
1 Jrikze & O— A2 R REGPURIZRRMETH D, ZIMKR (PM) - BUERH R (DM) 72 & &
720 B ZE . EMEIELE O 5 B O ERITER S LTV, BHER TR L (K
PG - ZAEMEOEBY AT BN, FHIENE) (2N & | #HE H 78 FE(L (fibrillation potential)
RPESLIE (positive sharp wave) 7R EDHFEMENRHHND Z LNE L HEREKE
(complex repetitive discharges) Z#l5Z & bd b, MREFIELE L LIRIFI L 5 %Mk
WHENL (fasciculation potential), E#RIE « ZARIEOEE) HALENL & LIE LIXBIE S 4L,
ALS L HAZ SN D DO THEENKETH D >, RIEED OSHHEXPT RS ALS & D]
CHERAThHoTET2MELH O PRIHIBINT 2 Z EMEE LW, Eio, B CT S
MRT bR E & OERNAM E SN TRV | Bl R, KIRMUEER ., B IR 23580
HNDZENZNS, TOM, FHEFERE ARG T, RIS & RIUTARE O ==
—BRE DR, & T AF & PR O = o —HEEEOIREZEY IBM OBl L L THEAT

b L ATREMEDA TR DAHR W THE STV D o5



v TR E MR A LA (HTLV) -1 <0 CHUIFR 7 A LA (HCV) Bt DRER] & Ak OFH A
TIX 20%IZ A B 7=, HTLV-1 Bt sIBM, 11 D 95 5 2 BTV TLEIRFE 2RO 7= & D
HELHY ., AOHEE L CTHERALLARE 2 & 723 rlREMENER I LTV 5

P KL

1975 £4£{Z Bohan & Peter |IARIEMERGR B DOZWIHEAEZFZAE L7228, HHRFT sIBM & S &
DS IPTHESL ST e o 72, 1995 4RIZ Griggs HIZ XV sIBM O W EEHENTRE S,
2007 £ Needham & DBZWIHEAEL & HICEERAITIA WS TWD 2% Bl O #EIEMERE
O REFZE S (Bl ORI SH3) O sIBUFEBECIE2E 0% M & A 2 0ic, BN
SR A R LR E A LB Lz (FRE s ).

EEPRBUREE S LCL a. MoEALIC b U CRBRIUSARS £ 721X FHIEMT (RIS Rl O TR JE A7)
MR ENDHEATHEOF MK TR X O ZEME,. b, MK 3%, A Bl EORGE CREMRICHEST
T2L L. ZLITRIER b FATE CHEAIGICREZ X3 2 L 2R L, Floltshk
WA HRBZRANT 27201 . BIEFEIT 0L ETHD L Le, E718M ok
IR L d. ZERRFOMIE CKEIE 2, 000 TU/L 2z 72wy, & Lo, S DICBWHTIEM AR
PR THD & L, N~ OBEERIZEZ > TR Y o a. BELY ZERZ0F 5 sk,
b. FEEFEHME~DHEEROBASCHERKICE 2EMB AL DL Lz, ZhbHORERK
FORHE - BT D 6 A R TR R DN D58 M FEE), BRRFHER RSN 203, SREEPT
ROWTNDERLS BEEROH, FEFT RS DRV O AfEESH D, & Lz, sTBL O
ZWOBICIIEROE A REERERTH Y . & OBMEEITYE O FHR B CITE IS RIHIC
B ARETHD, /o sIBMEFIO—EBIIHIA RN LI KD F AR 7 AR AER
AL EIT Ko TR e B AR Z BB T 5 Z LN TETRREICEL R2WEE R H 5
LEZBND,

—J7, BCKTHRMIEHED B LT, Lloyd BT EIZHERINT 24 OZM T 2
U—ZFHli L, ZOHTiE 2011 £ I — 1 v k5T o # —® Probable OREYENE S

BENEWE Lm, 72 “data—derived diagnostic criteria” &V 9 Wi EEHEARIE L



1. FHROREKERUSER, OF KT, 2. SN~ OSIEMIRTE, 3. JEEIEHRE~D
FRIEMIBIRIE S L < 1TRHEL Y 220800 3 DD EFRIT L - THERL S 1. 3 DDOERNE A 21Tk
JE90%, BFRE 6% THDE LIS, 4%, TNOOBWIEAEL DTV GhOEORE R RE
DOFHmALEE L 725 TL B & bbb,

BWOHE L SZBORNR EDDIIFIERN D 5 AELLEBWIR o020 20, RIE
PEARBICOBEIND LR R EENDEHE LN B2, 7Y =T =D
PR MR EE LN 2 3D D, REMRUEITME « FERIFRME « RERIUBHFGCF & « FHRIEM O
Jii 71 & ZEEDS 50 ikl EOBFE TR O NG AIITFRIEMICHR TE 2 &b sIBM OF
REPMEDS R, sIBM OBWIOBSICITIRFMBGR S EEREHR TH Y | FH O T A AL
CEOFTRMNERD Z LT LR UIERERT 2208, TR OB IEEITIEOFIRBR TR I
FICES RETH D, 5%, IWBEMAOERICHEVRES — =D SND T ENEE L

VY,

2 3CHRk
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5. JWEL - M~ —H—

AR D L 912, sIBM OZWHIT I W THiJR BT RIS THERER L AT 5, sIBU O
JRERBR O L LT iRME D K/ INR RN 2 CRIEFT AL & I MEFT LOIBTE DR 2T H i
Do SIEFTHR & LT, FifHEDHEIE - A & HiNE~OBZERIRIEN U TH v | FFE
FERRHE D HIZERORASLHMIKIC L 2 0B A A L5 (M 18, ZHEMHROFEE & [F
BRIZ. JIEAIRR O 1T CD8 BEPED Tl Tod v (X 1B) . FHEMMaE SR MHC) 7 7 R
I 2 3BT 2 IFHEMRAME A P~ DMl G A R s s (K 10), —F, AT RO—> L L
THEY MU 7 m— LB TRYET 5 BRCCRRIR S 1L D /D 2200 (RV) A O iskiEDS
HoiLd (K 1D), —MKIZ, RV 26T 2Bt~ D RIEMIREIIZ L2 L 8%, 20
RV OWNERRITEFITIE, 28X F o7 IuA FBEHDILENALND ZENHDLN, £
OBEIZLT L E < 220 L, TAR DNA-binding protein of 43 kDa (TDP-43) (3% < D#Rf#k
M TIEFE AN IS 5 RNA KSR A Th 203, sIBM B TIEMZN O TDP-43 25
L. MEENICERET 5 ZEMRRMESNTEY . ZOBEIXMBMED 25~32. 5% k5L
DWELHD ', IHITEBROA— N7 7 V=BT L2777 —EAL LT#ET S
p62/SQSTML EFIZ, &V @IS sIBM OFF#AENICHEB T 2 L OWE L HY 7, Zhbo
L sIBM OFRBLFIFRIR ThH D & & BITHEBMAICER R E 76T b DEHER D
N5,

sIBM D FHIZW L IR FAE D=1, MjE~— 7 — ORI TEELE X LI
%o WTEEDHIZEITIN T, sIBM BHMIETIZ 577 43 kDa D B CHUENFET 2 2 L |
HEINTZE 2013 IR -T2 DOERRL T NV—T"10 | ZOEPURA Cytosolic 5 -
nucleotidase 1A (cNIA: NT5CIA) TH 2D Z EMRH LI EI NG 1, Larman HIL Ky h 7
2y MEZRWETUERRNEZIT, Iy MA7E% 10 U & EDTZE D sIBM 2 0%
I 34%, FFELEEIL 98% TdH D L#iE L7z % —J7. Greenberg &% sIBM B M HIZ1% 16
TUGTNTSCIA FLRD AT/ TgA, TeMBUFUABIAET 52 &0 S HIT 16, TgM, TgA RD
3ODY T H A T OHLNTSCIA FUARIE DG HIZ LY sIBM BZEIRE 2 T6%E TR 5 Z &8
TEDHZLHEHE LTS Y, Larman HX° Pluk D OWAAELIRE, flix OBl 2 Hik%E Az



FURDBHICE T 2 MENHRNTE Y | LR > O MRS 71 5100
NT5C1A F&8i HEK293 Mfufliiyr o 7' 28 ZHnwie o = 2% o7 my MME iz 2R
NT5CIA & 1M1 %2 NTECIA HRD G AT F R " &2 e ELISA IEREEND (R D, —
FT, RPURIIEREZ A Sy = — 7 VRS2 g ) T~ b —TFT A EFDOH
CARERBEEICBVW ORI LOWELHD 12 4% sIBY OBZBIRFE M L2y
%t NT5CIA HUARE DF RAVEZ ML T 572 DI2IE, 1g6, TgM, 1gA %27 T ADREE F .,
B FAR AL OJRPE - R FLE O Ll A3 L 7 PUR S IR OB R R EB 2 biLd, b
72 < & HBRERTIL, U NTECIA FURMIEILE ORFIE OE S H 5 sIBY OBWHIIER A
MTHDL N H D,

ZAVE THUNTECIA HUREGPERER] & EMESE F] O BEARIE IR OAIEIC OV TiE, 0 IS &
TR, DEBFIOfEHT Tl sTBM 25 BilH 9 Bl CRBUAD M TH U | FURBGIERETIL 6
SYEATHIRREIIRSE CTH D b ODOENICRFH A E L, B oM TR oM AEE R < |
MRC 5 A = 713 K VAR | WEFREFEO SO & < . S5 APENMTE B MK < | B i O
BBEER SN LS STV D B, FHUERDERARIERIC RETRECELTH, SbI
KRBV AEGIE COMBT St S5,

T FRRME KRR U > <ERME AR 2 & 0F L 72 sIBMEBT ORRBRIZ 02 %8 L C, T4 sIBM &
B ORMEM A FHE (58%) 12 CD8 35 KUY CDET BAMED RFERL U o /SERAMH S, Ak
fii~ CD8 I3 J U8 CD57 BEPEAENR DIRHE L AHBI L. 27 BRAEIR O TEAT & B3 % mlReE:
WSS B, REERLY VSEROMHIT sTBM O BRI ENC 5§ 2 ATREME R H v | JEH]
DERE & BRARAEIR & OBTEMEOFHEN EE TH 5,

2% 30k
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