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I. REBZ

I AR % (inclusion body myositis : IBM) 1% 50 % L
FOHEETRET 2 EBMEETEOMERBRTH LY Bl
T & HEMARRRIEEG R F48 - FEEmCH NS, &
FERIITAREN D) 220 & W2 2 R0 2 iRk 2 b & A U S0
MfgEEE Y. 2RO L SRZZOBNL &0 HHERD
WHEP S BAELL LB O Wl S S, FRIEFEIHEEC
MISET, RoTHETLZIEIH L. W FRESREIN
AR BB - BT HIERPLETH S, BWIIIHREAD
VBTH B, RIEOEHR % W L THNE~ O B BRZE %
PoTwad, BB EFTRE L THRILY 220 2 fF 5 /e,
FEBEHAE R 1 N~ D HALER D AR B ERIC & 5 W PR A

Bohsd (Fig.1). £ b7 0ACEHF T ¥ —¥ (cyto-

chrome c oxidase : COX) et fa:DfRHEAERICIL L T
FHEICA DN S, YAt Tl IEBEIEHHE~ o HA%
(F 2 CD8 A & THINE) DR ILREAICIER

A B 2 R E A EE AR (major histocom-

patibility complex : MHC) 27 5 A 1D A SIS,

(HE 1R 37 © 135-140, 2020)

an

= 7

JEL A 57 18 48 R PR R BUORTT ZE 483 [ A #Ea v e 8
PECIERL R - AR RITE L ~ & — OFRELRS WHE B
FOLIEFROEBE L B L IBM O A RREZHE L7z
1990 4E 7 5 D 94E [ TIZIBM & £ 554513 % 86 & 151 71,
199947 5 D 9IEM T4 6961 & 16561 TH -7z (Fig. 2).
2000 4EACIZ A o THRIEMICIBMZ W EAE 2 T\ b 2 LS
bhb. BIHROFEEHR BB AFRIS000 A& —ET
BB ENS, IBM®OHATOAEKZEIZ 2000448 T 1005
ANB D983 NS, 19904EACDHEE 1.28 N & bk L
THML Tw/z, S 5122000 4RI A - Th 5 O ffREAE
HEICHT 5 IBMELEREDOT ¥ 7 — PHEICBVTY
2005 472> 5 2009 4E O 54E B T O S WHiE B £ 286 51, 2011
D5 2015FEDBERTIE 38461 &, BHEEIIW ZHFTw»
% (Table 1)%. Mo JK & L Tid A4 & o Eiit,
IBM O B E O I, A OBCk b2 &85 L <
WD EHERLTWAY BIRIEOMATIE, HAIZIX1,000-
1,500 AOIBM B HZE A S EHEE L TWAHE

II.

Fig. 1 Muscle pathology of IBM

A. infiltration of immune cells into mus-
cle endomysium and deep invation into
non-necrotic myofibers. Hematoxylin and
eosin staining. B. rimmed vacuoles. Modi-
fied Trichrome Gomori staining. Bar :
50um.

* Inclusion body myositis—an increasing entity.
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Fig. 2 The number of IBM (red) and polymyositis (grey) pa-
tients diagnosed in the NCNP. Data are presented as the total of
each half decade. Modified from Ref ©.

Table 1 Diagnosed IBM patients/5 years from reply-paid post-
card Questionnaire. Modified from Ref ?.

. Diagnosed
Sent Reply ratio .
Term (year) Reply patients
Cards (%)
/5 years
2005-2009 4857 1253 25.8 286
2011-2015 5500 1316 23.9 384

1005 A& 72 ) ODIBMOAHFIZE T E TRE>THY,
TAYHTL07, A —A T 7T TIE149, F T V¥ TiE
49, /I —TIi33, MLIATIZLIEHEIR TS
WK D T34 FEFI OGS TIEBZILIE3: 1 E BUIL L, F72
IBM DL T3 T B ) SN S B TH Y, T
B OYED 72 DI E CIREMHEER; OBEE 12 X 2 5 T R EA~ Ot
WHRLETHLEEINTVDLY. 5V 5ICB T L6460
IBM B O 12E M OB EIZIC L 2% T, i )12 ADL
FHSPITT 588, —ER & B L CPRFmIcHE
AFRVEREINTWEY, IBMEH LEREZ~ v F 348
R H R IR T A L, WTHEEZETLRETHL L
PHBHBRTEL LI, FRIFZOEE IBMEEHED
41.3% 3 — A D 11.5%), FFIhise (28.3%%F4.4%) 5380
25 85D IBMAFDIHEE L TEETH -7 Bk
TOMATIE T CTEHT, TR CTOFERE T HIZ
54% T o728 FHAFVRAE 75 ZADIBMEE 1365
OFEMREBEAZRIC X 5 & 144E M TT5% OB E D HATREE %
KL, 3T%HHNTICh o7, —HAER & i LU Cr G
WA BT RWA, 60 IREICFIE L 72 B 1L 60 IR
FERE L 72 BB IR THE ) A 7 5 h o 72, deko 91641
DSIBMEHENDOT o — M X BRI TlE, &
H VR 7045, B2 1 TUSERRE2 5%
Wi COFHMIEIT47THETH S, BAOBRTsIBM & 2
DR PEDOBETH > 712

v b THIEE M%7 4 v ZA-1 (human T cell lymphotrop-
ic virus type 1 : HTLV-1) R CHIF%¢~ 4 W X (hepatitis
C virus : HCV) BPEBl & §iak O fFFEHE D FRAE THI 20% DIE
BICTHRLN, TNHDY AV AKY L IBMIIE D B #2575
BENTWS. HTLV-1FED IBM, 1160 261 TZ2R5E %
ROz OMEDNDH Y, AHEL L TEKBOHES & 727
WD IR S Tw b, HTLV-1BEIBM A 1160k
Y I A o HTLV-1 7 1 7 4 )V A &3 HTLV-1 |33
FinE g & RIS L CTw. - IBMAEH 1B
M % LY P € CD8 By % THINEIZ 35> T HLA-A*0201/Tax
pentamer et H3Fs T D, HTLV-1 % 8%k 3 % fll fu i 5
PETHIBASHNIIREI LT Wb 2 A5 S h7-. IBMEZ
Wi s n7-HF 114610 9 5 3260 (28%) HSHCVHUARMET
HY, THREMES Y FSERERMEICBIT 5 HCVH
PRBE TR 4.5% %2 60 %X O H A& N O HCV Bk B 14 % 3.4% 12
WARTHBEICERTH - 72, IBMBIERICHCVIZH T 5
interferon {GE# % 9 1} TW7ER H HCVHUEREED 8 3
BNy Al

III. BREK - iRIEFRR

1. BRPRIAEfR

JEL A 5718 4 kv PR SR BOR T ZE 33 [ A B v o
JETIESIBM AR A LB O FTH & 2 BT LT 50 Hf
ZEIE DI MR D 146 EBI O I L EH bz 1.2:1 &
BHOEEHE L, WIERIT T 644 TH o 7. WIE
RIIPEEE 10 O S 720 & FRGEAL B ORERAHI74% % 4
W, HETEEEIZ23%1CA SN FiJHMET & 2o iRm
VR FIREMICEW T, EAEFHROZ L LIFLIEAS
na. ffiilE7 L7 F=rFF—+F (creatine kinase : CK)
fEIHREE A S & EH L Cw/z (511.2+368.11U/L). )
SR & B2 £ COMIMIZ 527476 T HTH o
7o, SRMBRCEEMBE R, iR EEEE %L
SR R AR SN v, SERMHID O RRAIBERE DI T IZ A S
N5 b OOFEYN 2 BAEDIERZ BT BEFILIT LA LR
N,

SHWIBMEET Y7 — b BIhVHREZ BT L7
LA, 674 (B49%, 18%) H»SHEE 272 FIE
WL T3, FBIED S FHSTERBRHTORETHY, %
JERO MBI U = 23 B ARV FIE R 4.6 9, HRT-
T34, BEEAT-2313.74, Xy MK MLVOBBARED
6.6%F, VREANTENT2METH > 7210,

M CRAEIZIEH 22 5 1IE% EBRo 105/ E £ T ER$ 5
Prdo-19UMk 7 & D — Bl 2 i R RPN TH 5.
LR - R I & & A O A, BEVEIESE O FE A A
Eo ERIEHER TR, SR T IEEZ (1%
HRIE - ZAPE OBV AN, FBIR) Nz, MHEE%
#AL (fibrillation potential) = B PESi ¥ (positive sharp
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wave) & EDOHBMENASNDL Z EH4E L, BHEER
7 (complex repetitive discharges) RO 52 L b dH 5.
AR AEZAL LR L 5 2 8HE BN (fasciculation poten-
tial), IR - ZAHMEOEBHACEMN S LI LIFBIgE SN,
AT 2R LIE  (amyotrophic lateral sclerosis : ALS)
EHMBEN) 2O TEESLETDH LY. HIGEN O
BRI RABALS E OENICHHTH o7 T5HmEDH D,
BEERAGICBINT A2 D ET L WS F72, BHHCTR
MRI bl & oFINAH E ENTH Y, HikEmHRE, K
FRPUGHAG, BEREAICREAI RO 5NDE Z AL VY 18F-
PET TERBANOT I uf FikEZTHLL, XKL D
BEHNCAHME 572 TMEDH LY. Zofh, HiEEkz
FHWZARET T, SRIm G & RMFARIE T O = 3 — OB
Wi, b g A8 WEIER O = o — B E O WRE 22 IBM O 4l
Bighr & L CTHEHTH 2 TReEEAIARIR 2 SAHK W THiE S h
TWhie 17>'

IBM Tl M FEEZ IS 5 2 EA% v, Lotz b3, #
10% DIEFIAS, We FBEEAMIIERTH Y, WROETL &
b 1240% DIEF THE FREEMIBET 2 LG LTnwa"® K
FENZ 35U % W T I8 0 5T 3 Ath o> JERE PR B AT AR LS 1. IS
R O IRT, 2. e RIREE O BRRE S, 3. Hgas
EDSREEINTW2Y, W FREE % F 2 2B Ol Tk T
i, FUHBEIGHE R O3 KA 4 % 7R 9 cephalad prominence %
AR 2 & A2 EREBEREKH (upper esophageal
sphincter : UES) @ Jli KA 4 % /R § pharyngeal muscle
propulsion A ERIZEO SN E. T2, WTHREOHEN
ZVIEFIT D, HIREE R TR O YGHE )] KT & UES O 5
KBEEAEE FNENEIS TR SN TWA. IBM T, K
T S I B 5372 O WHBESUH 57 R0 ey DRI BE 55 D 5 28 1k R 22
MEDSHEE TS 5. WET OWHBHIN I £ AL RAE A9, Al
DM DS IRTEL, RIS e T N e & R S v Tw
5. WETREESEITTZ L, HERPHA L, 2FoHEk
TRAEWRAITINA, R 2L R b, #T
PEOWE T B %2 A5 2 RERN, FEMEIT ORI R THRE
FHRRAMFHIEL B 72 DIEFRNADPLETH 5.

2. REFRR

BiRod X 512, IBM OB B\ CTHmHT R IZH O CE
KL ER AT S, IBMOBHBEGORRE LT, D
K/ANARTNZIN Z T HRAEFT R & ST RORESZE T o h
b, FIEFTHE LT, MifiEoBEse - FrAqg & N~
HEREEAREEIYTH ), IEBIEHRMEN O IR O R AL 1
RIS X UGN ASNSL. ZRM%OIRHEE & FARIZ,
SAEMI O F KX CDS B oM EETHITH b,
MHC 7 J A 1% 5319 % FEEETCAMEE P~ O B GA3 L
END. —J, HEBHHAO—D2LLTTEY M) 7u—24
R THRG T B R TR & U B %I 0 22l % 1 5 i il
BHROLND,

IBMOJFERFIAHOE T TH L. Rl s
N DY Z2RaH AR ORE R &2 OB %, £
7-CDSBEET V) ¥ 23k a il & L7l SIE O B 5%
HESE2H00, ZHERIEDOEL L -KHUTESL LS
BRI DB WSk o Ty, BHofromiie
L CTRIEGAM TABHEH % EAMRIY ZRNICEF LTS
Z &%, B-amyloid precursor protein (APP) % iyl
BRI LT TINT T A TRBEESLHAROEL DR
BND T ENETONEDS, LI RO BE AR
FTHL-APPILAE L TW5D Z &b BRI E L 2
V. iiRHEOEE ORI R AR E SO R NT v
AD Y o T B RSN, KEASHRDMRE L%
WERHDPEMT 2 L WIONERT I Z oMb, ETHRER
MWIZT T 7Y —aRF— 7 7 V=% KIS T AT
325 Y E3Y) A —EOFREHLARLH LN - FHi - Bk
AEVRLEND Z & ST 222 IBMOFHETIC
KIEMEALS @ 5 K15 T ) T & 5 TARDBP-binding pro-
tein (TDP-43) 3 X UMfused in sarcoma (FUS) 2% FfE3
52 ELPEIN TS, TDP-43 k5 ME#HEE, IBMEE O
FERRT A O 25~32.5% & FHE SN SN 5%, 2 FF
VREGEE TH % p62 13 TDP-43 L ) H )% T sIBM O i fit
MEVC R AR 5N 5%, 5 Paget i & B A B HEAL SR HAE
) BAKNE I AN F —OREFNCB W TEASNRROE
Wi+ ThbHVCPOBIIEFREVHBEINLD, 20
VCP b &AMRRBROBEE LK TFTHY, ZORBOREX
IBMOHEEDOEL L L Z 2 55, & 5IZhnRNPA1ES
L UA2BL IR T DR IZE AR Z ) I A 8F =12z <
ALS R Hij DA 8 5H # 52  9E  (frontotemporal dementia :
FTD), ‘& Pagetiid AP35 Mo, ZhookE
AZ b T 4% multisystem proteinopathy (MSP) &\»9
BEETRA2EEDH 5. HREFNREPEIH 5 2 &b
LINIENIBM & & 5 B E LT 2 W REEAHEZR S 1,
INOLDOEBARY b T A% SHITE TR - MRS
LIREMZE 2T > T EEUPH T > T 5.

WRHEIFTR OB T I b3 v ) 7B S H
NTE& 727, COXHetufathiitik & JRSIEMMEICR AL 22T )
U E OMCHBEERIER L -G S0 H 0, HORE
JREED I F 3y B THRERE & v ) WBRHARE SN
TETW52 HOMEMHREL I Fary P 7R
BEEREIIEED X IO BD D0, EH LMD, B ER
BICHT 2MENESHBOKERETH LY. T2, W
RTRS5NA CDSBMT ) ¥ /3RO & R0 7 10— F )L 2 B4l
WREIZDOWT b, i large granular lymphocytic leukae-
mia & DRRENSFEHPEE - TEBY, &5ET ) ¥ 288k
#F =7y MILBEBELRFE SN TwE )

3. HRE%E

19754E 12 Bohan & Peter {3 SE VT O 75 2L HE % 205
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L7225, MEFIZIBM & W) s T 0L SN Twi
o7z, 19954F 12 Griggs 512 & ) IBM O Wi 6 #2342 E &
M, 20074:D Needham 5 DB WiHEHED & L b (CEERICIA
CHebLRTW S, EAESESBIIZEIECIIEE O %N & Ji7T
2, ENAA OO E BET L e 2 e L7z, BRI
e LT, 42 %272, a oAt U CRBEMBE R
FRTFRIES FRCHOERIER) 292 82 &%
TR B X O, b, i A UL ok TR
RICHEITT 5L L, £ IIFRERSERIHCH BRI
FELTIEEME L TLEETEREZNE) HRBZR
NT 572012 c FBIEFIIT40ELU ELTHALE L. 2018
e 2 SOk U d. 2 o MG CKAE 1 2,000IU /L % ik 2.
W, L7 SSIEBMIIImERBLETHLEL, B
PESN DR ERIR I 2o THB D, oa B 22faz k)
fBRAE, b, FFHIEHAHEAN O HAZER DB AR HEALIRIC & 2
BROENDDDE L. NS ORI - WA RD6
HHETHAON LG A X MR, BERNWERsRLON2
A, WEF RO WT N R R BGEE BB, BT LA
bbb oZWEEEH Y, & L. IBMOZK OB IEERE
FBPEELZERTH Y, PrEEmOEMEET ORI E T
WICAHEICELRETH A, T 72 IBMAESIO—EBIZ I A
Bz ek, T4 % iEARBRIG A 2 Sk o T
I B AE 2 TS A 2 E DR TETRMEEICES 2w
YEhRbblEZOLNS.

—7, BkTL@BWiEDRE LaYibh, Lloyd 517 1%
MENREENT 2403 WA 7 T) —%FGL, ZOhT
1X20114E D 3 — 1 v 3£ ~ % — D Probable @ it A3
S RENEWE Lz, 72 “data-derived diagnostic cri-
teria” &\ ) BWIELHERFEE L, 1. TR O il A KR I 5
HOWIET, 2. BN OIIEMNTLIEH, 3. IEFIEHHEN
DFAEMBRT S L I Y 2R D 32D EHKIT X - ThE
BEN, 3DODEENZE A ZITIKEI%, FREI% TH5H
L7z Gtk INOHOBEEEL DT ) A RKERR
JEDFHMALEEE 25 TL 5.

. BN AT —h—

20134E I N E CIBMABFMERFCcRBSINTE
43kDa ® H C¥ifE A cytosolic 5'-nucleotidase 1A (NT5C1A
F7213cN1A) TH D Z EHFE SN/, Larman b i
Ky M7ay MERHWZZIRNEZTY, Ay MR
101U & D 723565 O IBM 2 W D K 1L 34%, FEHEE1E98%
THbHEHIE L. —F, Greenberg 5 13 IBM EH IMLi
WX IgGRIPINTSCIATURDO A T2 L, IgA, IgMBIPURD
FHETHIE, E5I12IgG, IgM, IgAMlD3 oD% 7% 4
T OPNT5CIA BRI E O B X ) IBM 2 W BB % 76%
TTHDLIENTELILEZHEL TV, Larman 5
R Pluk H O AR, 4 O 7% 2 8k & w7 APk o
M B $ 2 DK N T W S, PUINTSCIA HUE D 5

PEL < AR W IZBHERTRENTW S, APk
JERZ A S v SjogrenIERHFE R &) 7~ b =T A%
FOHTCHRERBEZCIBVTLRBEINE LORE DL H
5. PUNT5CIATURNE I FFFREDE 25 5 IBM O Z I
EHTHLWREEDH 5 —TT, BEMEL, I—F—1+D
BOHIZ & > TEFHEE D D% DKL 2 5 2 LIEED
BETDH BN,

IvV. &

&

IBMOERIIHEL SN TR, FEALOFTAT A
FOBIE TSR T 28R EA LN, fEFT T VK
WA (IVIg) (3 sIBM IS LAFIZHE FIZBI L CRRER
LRNRARTHDD 555, W RGEAERTIE—Mm 2 etk o s
DT THETAMN A BEIIS 5 LT IGHE TN O AT
RoOWHEDRDHRE SN TWD. BRI AN Tl 4k
FTRESI OMERF I IVIg 25 A 2 T HEMED 0 %) i1 & O AE
PRERLIAHTHDLH, X IREIFENZIBHRFATEIRD
LN TH 5. Interferon SR HIEHIHIEE TdH % methotrex-
ate (MTX) OFRMEIZRB SN TWA v, Azathioprine X
ciclosporin IZOWTIEZEEM 7 7 L R HBEREATH LT
W, FHEEORELIR > THW SN2 A 7
sSIBMZ % —7 v P LTwhholclt wififibH s b0
®, tumor necrosis factor S EHE TH % infliximab DIFEH
BB D AR LE VIR TH - 72 EFEO HRERA
T SRPEBNH] S O A% 12 IBM 0385 & BAL S & T /e
EVIMEL DV IEEDILETH LY, PrElEEE LT~ A
TRy FLOWEMY 7 FVIHERHNE LT 7 FEY
IIB % 25 A48 U3E © bimagrumab/BYM338 % Ji v 7 i R ik
BT LY aggihERdELzbon, R
HHTH 267 HBITCRAREIHEONT, BRELHH
I %> TLE 572, Arimoclomol lZ# Y 3 v 7 & H
PEEETH ) mEAS R ERHET B &\ ) BT 24 ADsIBM
BT 2 E 2R T b, Ltk & AR S
NTWAs, BEEIEE TRES Bho72%, IL-18%%1K
FEPLFE D canakinumab b F — 7 ¥ T OV EER TH R D
ACELNo12% Fht— 177 V—%FET % rapamy-
cin, ¥ U EFBEMEIE, PLIESHE TD B 5 ibprofen D
5., 7V a—4 &S J — ¥ glycogen synthase kin-
ase (GSK) 3 BRHEIZ EASHIEOBM L L THE ShT
Wwh,

AR BN BUR T, SEEE - /R R L
DN F—=a v, FTREOBEINEIERH R 0¥ ED
HEHLEMTH L. SHITHEMHEE L TBIEMIZ 7 5 ] etk
D HWE T OB L X EHNE OB LT HHER
L EMPHETEN D, NV — DT =TIV & D IR EE R
R ONV— CHEEREE) Rl DRI SE T BE BT AT S IBM U T
DOWETREEYE AR R TRIENH 5. & 5ICHALEHRH
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The% 47 (HAL) 13201644 H X 1) IBM % & TefRisME4T
TED 8D DL - Hi BIZAREIS AR H 17z, HALOF;
TR T 5 87 ¥ AEIIEROERAIEETH 5.

BhUIZ

IBM K S RFEClEM & ST E 7228, REFZEHEo
AT, HWEIVEDOMICEOHEN EH L, Bk EIFIFR
BOBECHET A I LA RENTZ. s ET IR
fbAEE L % BRI TIZ, S HITHBERABIMT 5 2 L2574
ENs. IBMIL, WEO—mEID LT OWLNICR->TET
WhEITwz, RENREEBEREIIAHTH), T
VALV DEWGIERED v, 20 XD REEEEE R
WY MATIT T, EMEZR B & EFIER D TEET
HbH. —HORCEEELDSFoNLEZAHTH D,
FHRXIECOIREZDIREMNH D, BRINEERHEHD LA,
E

LA 55 8 2 e i Ve SR ORI 72 972 0 IBM 43R 231 D ik o S A
77, WACKFRENE O B LEBEA:, WELETEA, BREHT
KA, T 27— M7 720 724 E O A AP R 0 62k
¥, IBMOBEEZIABIVOZO STHKEOERIEH LTS, A
eI AR 57 B R P BBCRIT R i oM Il X o TR S
F L7
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Inclusion body myositis—an increasing entity

Naoki Suzuki, Rumiko Izumi, Masashi Aokt

Department of Neurology, Tohoku University School of Medicine

Inclusion Body Myositis (IBM) is a chronic progressive
muscular disease observed primarily in people aged 50
years or more. Weakness and atrophy are seen in the
quadriceps and in the finger/wrist flexors. The inability to
stand-up, cane-dependent gait, inability to open a plastic
bottle, choking on food ingestion, and being wheelchair-
bound appear to be the typical IBM milestones. Dyspha-
gia may result in aspiration pneumonia. Falls and frac-
tures associated with knee breaks are frequently seen.

Rimmed vacuoles and infiltration of mononuclear cells
in non-necrotic fibers can be found in the muscle tissue of

IBM patients. IBM is generally refractory to current ther-
apy, such as steroids and immunosuppressant agents. Al-
though IBM is rarely observed in Japan compared with
Europe and the United States, it has been observed more
frequently over the past 30 years in Japan. In a society
where the number of elderly people increases, the number
of individuals with IBM would also increase. This review
provides an overview of the clinical features, pathobiologi-
cal mechanisms, biomarkers, and therapeutic strategies
for IBM.
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