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DEEE, po2 I T 2 EWREEEZRL, A= 77V —05%2R L7, Th
¥ CRIBBENICHEIN TR, MIFENER LV REBICEEL TS
ZERINLTz, p62 DYtttk L seropositive myopathy DIRELZZITIC  JEH I H
ThbHIZ ERRNLT,

PR M 2 i (seronegative myopathy) 1CD W Cld, HFE - F4E b KIE
MRS S D I WPl % W ie s b b SkMEZ A S % Z & %1 L 7z, Seronegative
myopathy T34 —+ 7 7 ¥ — D513 Z L 2> 5 7223, §iL RNP HUIRBG R 0 4 1%
F— 1+ 77— DBGIRE I N,
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(W&5E
AMA: anti-mitochondrial antibody, $T 3 F =2 ¥ F U 7Hifk
ARS: aminoacyl-tRNA synthetase, 7 I / 7 ¥ VERE. RNA &SR
ASS : anitisynthetase syndrome, §i{EKEERAEMERE (P ARS VUAIEERE)
CK: creatine kinase, 7 L7 5 vV ¥+ —%
CLEIA: chemiluminescent enzyme immunoassay, U275 ISR fu el E ik
CRP: C-reactive protein, C KGR H
CTD: connective tissue diseases, i eriHisA
DM: dermatomyositis, &%
ELISA: enzyme linked immunosorbent assay, B & s 15
ENMC: European Neuromuscular Centre
H&E: hematoxylin and eosin staining, ~~ F ¥ U v « T4 Y v
HMGCR: 3-hydroxy-3-methylglutaryl-coenzyme A reductase
IBM: inclusion body myositis, £ ARG %
IMNM: immune-mediated necrotizing myopathy, $oENFEEETEIE I A5 —
LC3: microtubule-associated protein 1 light chain 3, fUNERE S EHE
MAA: myositis-associated autoantibodies, fifj 75 H CLPLiA
MRC: Medical Research Council Score
MSA: myositis-specific autoantibodies, i %752 H CPUiR
NSM: nonspecific myositis, FEFFIRMIAT 5
PM: polymyositis, % /i %
SRP: signal recognition particle, 7" J L a2k T

TIF1: transcriptional intermediate factor 1

(A e H I 5 FHEE
AMA IMNM: fii 3 F 2 v F U 7HEB T IMNM
AMA myopathy: #T 3 F =2 F U 7HUEREGM: I Ao¢5 —
AMANSM: #T 3 F 2 v F U 7HURBGEIER: B 4
(Bifko#ksricix, flic ARS, HMGCR, Ku, RNP, SS-A, SRP 23[AREIC A %)

Seronegative IMNM: #T SRP #if& & T HMGCR Fitff2s & & icf2 7 IMNM
Seronegative myopathy: T SRP {4 & $iT HMGCR $ifA2s & b icfztEs I 435 —
Seronegative NSM: #T SRP #i{A & §it HMGCR $ifk2t & b icfat: 72 NSM

Seropositive IMNM: #T SRP $iifAd L < (3T HMGCR Hifk 23 5 72 IMNM
Seropositive myopathy: T SRP #{&d L < 13HT HMGCR $itiA 23 G 7 I A %5 —
Seropositive NSM: $T SRP #iif& D L < 1351 HMGCR A2 514 7 NSM
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g (SIEMERRE L D5 9) 1. WBGERIH % PO Ic iR N 24 U, il
BRAZIIC SAEMENE IR & A RRAHERIE 2 3800 . AR 2 SE R & 3 2 B O iE
JRERTH 2 ', iR B(myopathy, fifE & D5 5)DH T, RIEFTR 25 5HA M
% (myositis) I I N5, FRIE, BIRE, % ECHUER, FRERICs T 5,
ZNE RN AT R 2 5 08 S h, T 2ot Ricid—Eox GRS H
5 EDNHILNT NS4

i1 98 D IR 72 43 FEFLHE (358 119 [A] European Neuromuscular Centre (ENMC)
international workshop 1C 35 W CIEIE X N7z, iR B X OVRBEUR O FHED O R %
SR L 2 HESHRICH ST 3 (BN ENMC2004 & RELT %) 2, 20
ENMC 2004 Ti¥, EAKHRZRINL 2B R O FEREHETH D, PM (2 0 FLHE
TOEFIT CD8 M T MifEsS HLA-ABC Bttt o JUie U 72 JEBSE A %
H - ZAT 28 %M 54 ,DM, FERFZEN % (Non-specific myositis :NSM) (FE
R 72 RAE % 583 5 A5, RN 2 R BRAT R % K HERD . oM TEMEEAEN: 2
7 ¥ F —(Immune-mediated necrotizing myopathy : IMNM) (BE%E - FARREDS % F

LT 325, RIEMIEEEICIZZ LWER D 5 2icpfEsns- (®1),
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BEY IR, CDSREMET!) o/ \ER D IELETE AR 45 ~
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IMNM (e FEIEERFEM S A/ 8F—)
RIE-BARM SR, REMBEEAZLL
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X 1. fi % DIRERE Y 79 FH
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72 L. IMNM & 50 1F 2 3800 - FRAEARHE-C SO IS O FE T 1L IR FE Y HEC°
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FFIRFE/ I B E R M OMAZIE L OMHC- IR &
HRRIE £ DA (C5b-9) LB ERH HIRIFEAH RO BA
RO
HR#MEMMEDEX

% 1. ENMC 2018 ® IMNM 2 i fL itk

% L C. % 224 [a] ENMC international workshop (LAN ENMC 2018 & FC#R)
TlE, IMNM %2 EET 2 WG L O FHllIicEi#E Iz (R . 2aTh

PR L 7 SR R LG22 1T 5 IBM, PM, DM & 13872 b . IMNM DFF R
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autoantibodies : MSA) & . AL O H O REER TH I X N2 RE#EA C
PUiA (myositis-associated autoantibodies : MAA)IZ 431 H 1%, MAA 2o fiifk e
FEHT22LbH D5, MSA 1ZIZ & A EDFERIT 1EFB 20 | FEOFUAL
DL B b7,

i B OPUAR S & ICRI RBIR G2 BT 2 22 b oThh, K3 Ok
712, IMNM & B3 2 Hifk & L CTHL SRP (signal recognition particle)Ji{A & $T
HMGCR (3-hydroxy-3-methylglutaryl-coenzyme A reductase)JTiA 23 A H LT\ 5,

i 9 H CHUROTETE L. BMTICKE K FHET 51300 ThIRBICHBIRL
T3 EEZLNT WD, 7272, FUADHIEEZ O b D IF G I LTl v
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1-3. RAEVEATER B o BRI AR AEZS (L

FRRMEIC 31T 2 BESE & B I30ERE L 72 R(LCH 5, BULOREEIZEH 7225

AR H & T, AR EIERHE X 0 b FAERMED T353R0 v, A

PRAEDFAEIZ BRI H o7 T L ZER L, AL L HAITER L THEL 5

D 1 >OBfEL LTifbn T\ 3, B - BRI T TRl

YA w7 g = - KA - N - R < AN T — | RO RARE

ETHELHF -0, BMCRIEFRRN TR cd 2 101 2725, IMNM

DG - FAEMMEDE L FE L T 2 RICTIE, BRA WELEEG L T 5 alfgtkEss

H5%,

X1. SRP IMNMIZE+BHEZE CREETIF)
B1-a. IRIE#RHME (KEE)
H1-b. BB #RHE (KEE) . BERHE (X))
bar:50pum

2. ARERH iR EE R

FARAHEIZBSE S 5 & H&E Rt CORMMAIRGT L, NEHEE S AL T 2 (K 1-a),
BHT~Im 77 —VICL2B8BDEACEL (K 1-b), FAEBRICEED > T, F
AARMEIZ AN E L MR LR & K & RO U AR E % B L H&E Tl <
Rt x b, HERMEOKIIMBMERICH L TREDTH 200 TH2 (X 1-b),
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2. RBENTEMIEIEN: X AT —

2-1. SBEMEMEEESCHE X 4 F — DR

IMNM (335 - FHAERMED L S ICH U CRIEFTRICZ L v & W 5 R RIC X
DRI O oD —BET, TOREFMROZ L I 5% (myositis) Tld7x <
fifiE (myopathy) & &fT1 SN T2, RIERELIIRERT L h b, AHC
GEMREBE L LUHR I hTwE, B IESEES AL I A F
— L LTHIGN 2, RIEWFRE L IR ZERFLEX LN TV B, 20k
b LR AR SRR IS D b o 4 T 4 v R BGLHAINE S A SRk 4
REERIE R S T 0 WEHR DR b —HE L T L 220 b | HKDOF
B b I N T, 1986 FFICHL SRP HifR3FE R X 41 16170 2002 1T
SRP JiKZE IMNM 8 D % & % o 7283 S N7 2 & ¢ 18 IMNM (i
PR S FEOBES S ELD AN S D X 51878 272, 2010 4> 5 2011 T H1F T
L HMGCR $ifA23 IMNM Z k355 2 o Hohifk e LTl s ik %, ok
91, IMNM (3 ZZ LT L WIREB R & 5 2 5 % IMNM ZERR I 13/ 7)
K258 <, I8 CK sy < . gt e a3 2,

EAETIE TP SRP FifkA Bt IMNM (BUT SRP IMNM & %k&d) ] & [H1
HMGCR PR35 72 IMNM (LA T HMGCR IMNM & £350)] 28 IMNM % £ I

B3t navye sy 20356 TE T3 3, —F., [P SRP ik H HMGCR
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ik EEtEcd 2 IMNM] 3 IMNM @ 34 Elx oz and 3, cnbid
seronegative IMNM & ML 2 Z L 3% 123, ZoEFEIT [FE SRP JF HMGCR
IMNM] & LCOE T LD LT EEAENS 2, Z DY, seronegative & 13,
P SRP Uik L HL HMHCR HUA & H b b2t L w5 BHRTHwonTH Y, %
D D% H CHUE DG IR DTV 7e vy, Seronegative IMNM (X595 1
T, SRPIMNM & HMGCR IMNM (% % & 8 T seropositive IMNM & FE(EiL 5 Z &
b BH 5 3, Seronegative IMNM DZzWiicit, MRHCCIURIC K 20N TE R
e, BHED L T AIRHEANZ S HEL I s 1, ZD72®, seronegative
IMNM DIREHIC B WTIE, IMNM 2RBIFT R CERE I NS b D2 Fic, HIEL

RAEDIEELICBE S 5 FLHEDSEIR T D 2 5B 2SI 2 5,

2-2. Seropositive IMNM D3HEFE - FHAEBR & RIEBRICONT

SRP IMNM ¥ X OF HMGCR IMNM D FERFFEGR 1, 201 & 0. HEHE - AR
MR FHTEDBRIFTRBZ LD DL LTHEINTE L, Z0BOME X
b . BT SRP HiELHL HMGCR LR MEFE C b (R DBEZ Tld IMNM & 1332
W& e, RAEMIAIRME % 11 5 2% 15-30%RREFET 5 2 L Aibh o7z 2+
7, 2D OREHI D . BRRIIC X IMNM & R0 TE o 7272 %, ENMC 2018
T RIEMAE DRI L IMNM DFRIMEHED o 13T T3 3 L, 28

>DORIEMITERICEAL T, YT TOREASIMNM & LTEDBICDWNWT
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Dif— I NI BT v, £/, BIERRMEOREEICBI L Tld. AidtHED 1%
DIEECHIM - AEREZRD 22 HEHEL LT 2WHEDH B 43, Lr

L. Z Do TILFHMEE D BRI 25l #ild s T T Ze v, ENMC 2018

3TH S - HAEMRMOBIENEH S LTIV 32, ZOREIC O W ToERE

ORANRE A EATA

2-3. Seronegative IMNM O EGIRJFIEIR ICBE 3 5 SefTiRE

Seronegative IMNM D SE1T#H 13 B 2 23, EHEN % £ L o - aTidIEFICZ L
WV, 2018 FEDRET 3¢ Tlx. 55 1o IMNM %t L. SRP IMNM (15 #ih)¥ X Of
HMGCR IMNM (17 i) LA#RIC, seronegative IMNM & LT 23§l (L MDA-5 ifk
1451 - $T Ku ifd 2 i - 5T PM-Scl Hik 1 . T Ro-52 Hidk 1 il YUARFEE 18
Bl) % LT b, Seronegative IMNM IZ. seropositive IMNM & H~C3F 1L
i CK XY RETH Y. Tz HCRIEERBAEDHI% T seropositive
IMNM & (3578 2 —f£72 L famft i Cuvw b, Lo L, BRIRBRORET X seropositive
IMNM 2R CfTbi, FiiRBOBGHT R I Ty, 2 OWE TIEE - FE
FHEC RAEHHE IR S N Ch o 37 RBEAN R d R I Twir v, &b,
seronegative IMNM D JiEER{RIC D\ C BE % 5T L 72 ¥t 13 72 > Seronegative
IMNM O FEARFRERR O 56/l % M5 3 2 701 i3, BSE - A ORI, RIEDOFEE
IOV T IMNM DJiFRR % EFR L 72 L COMETHBMETH 5 7,
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2-4. FEMEREL L COMARDH T, seronegative IMNM IZ 0\ THRETT 2 B&

FESRIAIC THEFE - FRERRMEAS S WS RAEAT RICZ L\ ] & 5 e 7 i B
BRICHEHT % 2 & TIMNM 3B UCHEZL 2, 2 L CHUSRP HLikd L
< 1ZPT HMGCR $ifk25 IMNM ICBAfR T 2 AR aPifE e L LK o 3
Kok o7z, IETIE THLSRP PUALHT HMGCR Fifks 51T H 2 i % 1%
IMNM & LT 9 ] & DIIEEN LI OwTDa vy X/ 615 X
7o 7232, — T, seronegative IMNM DIFE D IEI I N T W24, D
FERPUAIC X 2 EESTES, BHICEIHERDIBETH 23, b L., HIKG
PR RARIR T H UL, BAERE W I RBEENMZ TDH seronegative IMNM
W5 (NSM DOl d 2) BENED L0, ZTOERICOWTIIBIFLET
X2 o TR\,

50« FAMRMEDS S VA RIERTRICZ L] &) BRI R B G % & 7=
FTIHEFIZ RS 5 2 & T, WEHREZERT 2R F2BRwEZIns»d Lk
Ve E7o, ZO@RET, IMNM ICBEE S 2 5172 i % B CHUARPRIE S 5 2
b Ly, Thb DS % R % 72 91T 1 seropositive IMNM 72 1 T72 < |
seronegative IMNM DRI 23 EHCTH 5, LA EX Y HTSRP ifkd L < 13T
HMGCR $TE 23 51 TH 2 IMNM % HLESHRIC L 7225 5 seronegative IMNM O

AR ER 2 G 95 2 LT L7z,
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2-5. IMNM DJRREIC I8 1T 5 Ik

IMNM DJFREIC DWW, T4FE, A=+ 7 7Y=L O #EAER I NS X oI
olz 3, A=t 77— FMIEANZ VI EHE Y VY — LB TR
RO ETH D, A—b 7Y =i, w7ut—trT7rY— (HMEE%
LY PHA ZZIERGER A ) v Y — L ERlE S 2 2 & CHlllldk oy 2 g3 2). FF
INEFER A — + 7 7 ¥ — (fREEERY) Y Y — LR L ORERTH B
LAMP-2A (lysosomal-associated membrane protein 2A) #@ V{7 %), I 7 aA
—r77Y— (VY YV —LEOAIC X VHIER Y % 0fRT 2), vy <n
VAL = 7 7V — (p62 B~—A— L L., EIRIICHIBA Y % o5
%) OFEICPUD DRI D 23 (1X3),

EIRA— T 7 7 ¥V —IcB T 2 EEIIEBHI O LT 528, R CIE
p62/SQTM1 (AN p62 L5E3) DA HI LN T W5, p62 Il 72 I b =
VI TR EREAEFFUBICKVREL, A-FT7 7TV —AIGESL T
22— LTEC AL AFEEOLHREX v N2 HTH S 2, po2 IFHCERE
ZEZDLDTRAEVDT, A—F 77V —ZEBERLTWVEHDTIIAR
S, RERE TR~ OE-ABR I NI GAICI, A=+ 7 7 VR H
WCTWB T EERRBET IR & W 5, FifdfkcldE ARG E o Lo

EOHE D I BN ok b B R OFREEZETIC BT pe2 DE @
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FIREZH O EeHERASERE LTHWT WS ¥, kb, p62 BIEER O
LR, REDMEINIREBE X VS EEGLp2 25, A=+ 77
—EEDE NI ENAEL S, Ll p62 LA ML RFEHD L v o7
THD Y720, LA L RARICX S p62 BMORBTUELZ BETE R
BT, pR2 BB T 2D o TA = 7 7 ¥V —iEWMET LT 3 & idfamo
LR\,

2019 fFIC, IMNM Tl Z nWAAL DR L 0 b p62 Rtttk % H 3 2 ik
SEERERICSZ W ERRE I NP, X 51T, IMNM Tt p62, LC3 7 & DFE
—fERHEIC B 2ERD D CASA RO LD T EbME I NN, Z oW
T, FRAEIC DWW THL SRP FLiR-LHT HMGCR HiiR2/MEA = b L 2 & il
L. 22008 ay 72 v X ERECKB@ENERZ T, A= 7 7o —K
HThdpe2 tfEtrL. WA ZHER S 2 LC3 & p62 2B d 5 2 & T, 7
TN EHHAL TV B, p62 B TIE A <, MUNERAEHE (microtubule-
associated protein 1 light chain 3 : LC)D FEML T3 2 & T, A=+ 77 ¥V —if
PEAME T LT3 SR Tw 3, 7272, 2o Ofefrifes < IR R
PURIC X 29388237 . FFIC seronegative IMNM DJREEIC D F— F 7 7 ¥ — 728

BIG- LCWw a3 AHTH 572, £ I T, seronegative IMNM ICFEWTH—F 7
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7V — DGR OICT B L RSN ZD0ITIE IMNM D2 W ALHE

EEDDLUEDND B LFE T,

A—ko7o—

e 2HOt—hTrU—  FEINEREE j%

SHOfX—hI7o— eROvaEE % & p62
F—ho7o— Te ® 3

3. RFEW A — 1+ 7 7 — OB CCHik 30, 31, 51 X 9 5IFHS%E)
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[%5—Z] IMNM iZ31J 285 - HERES L ORIEORE L iR HCHED
B oAt
1. 5]

IMNM (ZJEHEFTRCHE S N2 TH 223, 5% CTIMNM %2 EFRT 5 HI4L
PAE DS - R ORI B 3 2 AN 2 BLHE 13 e v, —T7 . HL SRP Hifk &
L HMGCR $1fA23 IMNM & BES 24k e L Ta v vy ARELATN D %,
VAR X, HHUARD &5 5 255D IMNM % seropositive IMNM & L. HififAkss
et < ®H 2l % seronegative IMNM & /34H$ 2 E 2 /i H3H 5 >2223,

TAE, IMNM CliA— b+ 7 7V —2RRBICBAG L Cw 3 Z e BRES niz »
0B TS EITHE CIIREEECTUAE OFLE SR <. FFIC NSM ©
seronegative IMNM IC B 1J 25 HI A+ TH o7z, % Z T, seronegative IMNM
KB T 24— 77V -5 2HOLPICT 2MEEDLD B EZLTB, D

7211 IMNM DOJFREEEAEZ B O 2212 T 3 023 H - 7=,

2. HWY

Seropositive myopathy % & £ A EERTER <. HIURMEDSHRE, K
FEDFREE & iR A CHUAROBE A S 201 L, IMNM 21T 224 7o i B AL HE %
RET B, D ET, seronegative IMNM DGR - JRELE AL Z B & 2210 §

%o
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3. 7k
3-1. SEB DFER

WHFFEE T 14 £ (2004 451 H 16 H2>5 2018 £ 7 H 18 H) IR L
72 fi S AE A D BEIRAR & R BEAT L% 12 2 17 S ICRNT L 72, LECHARIIC . /728 & B8 v
VUG 2> & fii AE MR DS HEAT X 7z, RIS 15 mLA B oosdfie 1075 e
D5 B FAINCHI R DM HEE L 72 iEH 2 KR & L7z, 7272 L IBM (ENMC
2013 Z Wi ELHE 37 C Possible IBM LA ) ], DM (ENMC 2004 2 W7 3:4E 2 C Probable
DM LA E) #il. PM (ENMC 2004 W5 HE 2 C Probable DM LA F) Bl BRRER DS
RATL T2l X OCMEET —F 7 7 7 F 5FBH R, A TRIBEE 27
1 4 FRIRDSFHELCHIE D L <13 smyHU EDELH - 72, Sl ic X
% GRS HTRUCBAR & 7z | REHL, +5 2 & 2315 & 20T 2 WIEEBNZ RS L 72,

AL 335 10 IMNM 5 X O NSM DfEf #1587 (4 4),

20041816 h 52018 7H18H
12 158 Al A B 2962451

IBM (n=94) |e— FHRIE (n=32)

DM (n=321) | AT (n=33)

PM (n=58) | 1% R 1& (n=89)
33545

X 4. SEfflO 7 08 —F ¥ — b
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3-2. RGO T k& L 08

AR

FONBRTE#RE X AN 7R OHERZ 25 [ 2 ICHRET L 7,

FIHH OHIWTFEHEIC DWW TR 3 It T, MK T — 2 13 ERERT O 2 5 L

- MSA & MAA 2EE[G1HEIC 7R o 72385813, MSA & LTH%E L 72, §T SRP ifk

b L < 13PT HMGCR §UiED3 51 D ffi 28 % seropositive myopathy & . $T SRP HT{A

B X UPT HMGCR PUR D2 D fifi %8 % seronegative myopathy & EFE L 724

BRERAEIR  |FRMESER OHIEELE
Medical Research Council (MRC) scale fivs, MRC 3LA T 2 @M MK T 2 EER L 720 FFMEAL 3 SEERE 7
i1 SR, EBGENIR (S5 - B BEA - ERISEEA) . BRI (RLGEOf) o TROEAE (B
il - KB - KERPUSAR - N2 X Y v 27 R) | TEOEGH (BLUROM) & Lk,
% o Fer il e 2 OfffER (KT, i, 2R LE) 290 CHRE L 2R, b L IFMEREME o MmiFCK -5 23
MER I NTMR L EEL 72,
R OBW  |BEMRIC X DRSNS e S N (ERRETRE) & L7,
B HYED LITBEEG A, finrofiicEib v Ll L2588 Lk,
RE@EA  |HYED L REFASS, KERYHDH 2 LML GacBEE Lk,
s B RICHBIN RS (N A re =78 Iy bu v lilE Vay 28R v a -9 4 V) @GR BBk

HLTwD, ZRLINATS OB 2 lIREBEDH Y. L LT,

AR T NEFE

FHAERRIRT £ CICIRIED & 2 I 2 IREETEDH Y & L 1=,

e RE

HHER T OHEAH 5, WM ERRE L L OMECHBINARRED S 5, W TRE O 720 Ic RFEDLH LR
SEEMA - BEREE L Ef 2 THWTRES Y] & Lz,

HYEOBEIC X 2R R, FEMEAIRE, MSERFTRIcLy, 29%xY) 7<=t —72 (SLE) , B
Hi)v=F RA) ,BEJE (SSo) , ¥ =— 27V VEGE (S)S) , RAMERAHN (MCTD) owinis LBl

i A LA o I i L e = | } s b
nHa. TBEROAHH Y| & L7, ZoftoBCRERERE MARIERT 4 VK, BORZEEFL. B4
FURIRE) 3Ew AW L & Lz,
PR R ML v b7 v S L MRCTRE T W 77 7 A2l 256 % [MEEiRo&HH Y | & L1,
WRESRE Al
KL-6 500 U/mLA k% ERHY & LT

* 3. WRRETAML AR HE
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3-3. A% B PR DRI T

EMKTER R 2> & | ik & [RIRFIC A5 72 B IE & v 72, 42 335 T L.
Pt SRP fifk & HT HMGCR $UADHIE 1T 572 (X 5), ¥LSRP HfkiZ ) 2 v &
F v b & v X2 (Diarect AG $1)% > 72 dotblot 51T X » TEMEMICHEI L 72,
T HMGCR $Uf&I1L ELISA I X o TEEMICHEH L 2 3 ¥ J1I b2 v F Y 7 M2
Prikid 2004-2009 F DAERF]IZ 425 % MESACUP-2 & (BRA &t FA AW 5%
Fr) CHIGE 4 L, LA 2% 2747 MEBLux 7 A F I b v F U7 M2

(STACIA-M2) ETHIE L7z (RX&tho 27— zv), STACIA-M2 i I3JR
FEPERRTPEIRAE ZSREFNC R Uy O 90% - FFEFE 98% L G S T % 4,

2004 £ 1 H 16 H~2013 4F 9 H 12 H (F—HR) icBz1iEiE. +oss
23H 5 ETEEERFY v~ FBEHREHCKIE L. $1T Jo-1, EJ, OJ, KS, PL-7, PL-
12, KS, MDA-5, TIF1-y, Mi-2, SRP, SS-A, SS-B, U1-RNP, Ku, PM-Scl #iL{f 1 DT
MAFER 723l % 1T o 72 (K 4)o FUEBKYETIIPL SRP FifAR 1Z RNA ViF&iE T b FF
ffil 7z, 201349 H 13 H~2018 £ 7 A 18 H (M) 12w T, 2l
IC DWW T ORREHIHT SRP Hifk (dotblot ). HL HMGCR #ifk (ELISA i), #i
IFa v YT M2HUR (STACIA- M2 i) TfT o7z, 8 HAM <t gbhask
B X OYMEE TSR Z2E2G8EZhERALTEY.,. 215 DfEfIT

FRILIEE 21T > T, EEIREITERIC X YRR 23T D il R e ifEDs
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Hol-5E1%, Wiy 1 DDOBREBEHFETHEHEL T IN=8GEIC,

Plic B TYEIUERDBEETH o 7= LHIE L 72,
AMA

SRP HMGCR MESACUP-2i%
Dot-blotif  ELISAjE STACIA-M2iE  R¥E k&%

Z DIE

20044

5 —Hif
2004/1/16~
2013/9/30
N=170

20134F
= HE
2013/10/1~
2018/7/18
N=165

20184

X 5. R & DPUERHIE R

22



RIS BIE &
FLARSHIA
Jo- 1904k RNASZ b %
PLPL-THLE RNAG Rz Lk
HPL-12%714K RNASZ LFE %
FEIIR RNASZ LF% %
FOJHLE RNASZ L%
HIKSHLIE RNASZ LbE %
HFMi-29 1% KRG REOLREE
HFIMDA-531 1k KRG REOLREE
MTIFL- y HUiE RNy BRI
PLTIFL- B ik K2Ry RRLREE
HISRPHLIK RNAG Rz LBk
HFLUIRNPHL & RNAG Rz LBk
HFLU2RNPHL K RNAG B LBk
PLSS-A/Ro¥ik RNASZ L%
#SS-B/Ro#tk RNASZ L%
FKufiE RNASZ L%
HPM-Scliifk KRG REOLEE
U R Y — LUK RNASZ L%

K 4-1. R E T 2K H RO HIE L

ETIRZN AEE

HSRPHLIE Dot-blotix

FHMGCR¥ 4 ELISA

I har P 7M2utk MESACUP-27%
STACIA-M2:%

F 42 H KA E T 2R EH YA D HIE xR

23



3-4. JREEA DIEH

IR AARRHE R s a v 2 B RIEIC AR B K O ICRB L. WikEE T
T L Te A v = v 2 N TREER & L. -80°CTIRAF L 7o, BRASIRIRIZ
UIRERRRIC 10um OE X Tl L, JAlie X &7, @ ot 2t L TH

&E Yt % fifT L 77,

3-5. JRERSAHY 7o Bl AL HE

MAFFEE CIER A IR EHET 217> T3H . DM, PM, NSM iZD\»
T ¥ ENMC 20042 1ZHI D | IBM 12T id 2013 4FIC ENMC 2> 5 AR X 7= 3
WML TS, WRERME LT, IMNM 2 ERT 2 RIEDOFLEILAE L
BEAE - AR D SRS E I B L CREHER E D 72 (R 5),

ENMC 2018 @ IMNM DJREREAEIH H O 5L « 425 X OV RE D FLHE 3 13,
HARM 7 BUER R S EIRTH 5, £ 2T, IMNM OFHEZERZ % 72012, DA
To200RHELRFOIMEL LCED, ZOZYNEHEIT LIl
(£ 6)o ZDMhDIRERFHMIELNE D FEM 125 8 ICRCH L 72, BIZITE T, FRR
T % (K2 72 4RBE < H&E a0 i lxk . = ALA L CHIMEIC L A aiEE % F
THE L, HEL 2, FHliEIC X WIRHZW AR - 285613, 34 5ER %

K T E CHIRERZ RS 7ZIRECHER L. Az S-2WzRA L 7,

24



AR BHT=Y DIRIE - BEIRE D+ E E0ITE

1) fREBTSALN: 2

2) 1KLL SRR B E

3) AL E20 KK hEE
4) 20A L1 b HEE

RIEMARRTRE D4 E ERIETE

1) REBTELUN: 2%

2) LE~20{EFKTE BRE

3) 208 LL_E 100/ 5% : hZ e
4)100fE LI £ B E

% 5. H&E Y+t o G HL #E

EHEA

- PEFEEULORE-BAEREZSOHRE1IARAULEDDS
- RAEHIRE (D) RRIEEEUTTHD

E#B

- PEELULORE-BERMEZSTHRZIRULEDD
- RIEMIRE (BEREKD) KRIEHEFEELUTTHD

K 6. ARET-CHIV: 2 IMNM O J B 5 HEfg i

25



3-6. AERHLE

BRI X OYRBEAAR9pT B 2 BRI oW, BT — X oBEHC iR
Fisher IEM#IE. ERT — X OMETCIE Wilcoxon HUE 21T o 72, A EAKHED
0.05 Ko HH I, MEFFNEEED Y LHE L 2. TRTOMEHEITIZ. #

Aoty 7 F RG.6.DER VT,

3-7. fRERRYECE
WrgEatiliE. HRRE KRB - R TERHE A R R B2 X 0 &R

7= (TR T A 2 BB D IS RERK PR IR O 72 30 D 43 IR B 2 W 5 - BT 2
(HFHEES G10072) ). FEEAANDLIZ. HiERS L CMEDY v 7Y v 7

DOFFIC, HYELZFEH L CEICIIESMNRE 257,
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4. R
4-1. WHAER L 3 IMNM §il3s X O NSM i, 335 Bl D BRI

B SIEFI O R X D, IMNM & NSM & 221 & v 2 S\l % i L. 335 fil %
REERE L7z, AR O BRI E R 7 1R 7,

Z D 335 FD 5 b A% H CHURG G OB IX. §T SRP Hifk 63 i (19%), Hit
HMGCR §UfE 41 Bl (12%), T3 b= BV 7HUE 40 B (12%. 7272 L4 SRP
Ptk e oL 2 Hl23s 0. 25 3P SRP HUABEG & L CEREIL 72). #T
ARS Fitfk 68 i, §iL RNP Hitfk 19 fil; §T Ku §ifk 16 #1l. 4T SS-A Hifk 761, *%
Dt PUER 8 HITH -7z, PL ARS FURD MR IZPT Jo-1 (33), -EJ (17), -PL-7 (5), -
PL-12 (3), -OJ (3), -KS ()TH v, 5.V 6 fHllZHT ARS PUKRIGH: TI1ZH - 72 2354
FAHTH o 72, WM D 5 H RNA TLREEIC X 2 #8722 LR & AT L <
WIRBH TS DD MAA D3GR & HIBI L 7261E 31 Bl CH o 7=, b, K
RICFHEA & T2 S TIFL-y FURGE: 4 B, HT Mi-2 FUkBME: 2 Bl 5T Mo $it
KRB 1 FldBEHCE T i, Wb BUEMH & IR 7 B2 134 <

P 7\ & ORLHE BRI CHERS L 7 ERITH 5,
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FEBI%R 335
7 B (L %) 248:87 (74)
T Fin (5F)° 60*15
Za@12h B LLE (%) 87/325 (27)
FCKE (IU/L)° 3446+ 4004

BERE (n, %)

BN ES (n, %)
MEMZ (n, %)
22 F VBEERE (n, %)
CTDEH (n, %)
FRENEE (n, %)

89/284 (31)
66/308 (21)
119/325 (37)
46/316 (15)
80/335 (24)
91/334 (27)

7. ARETCRENT L 72 335 Bl o B PR 5

a: I A e 22

D 73% (246/335 By % 7 8 72, iR 13 2 12 W S 6214 5% (HiPH, 21~92 %)
T 59415 7% (HiPH, 16~89 %) TH o 7z, I CK 134K T 3446+4004 IU/L, 5
P77V C 423144924 TU/L. 2077 ClE 317143585 IU/L TH - 7=,

28



4-2. BFEM DS - AR, KIEBRD M

KIT T D 335 (% 715 CRE D 7R BEHE R HE 2 Y Tz o B L 72 (R 8),
335 il C. AL - FRAHRHME D BHIE HSEEEE AT D fil1E 55% (184/335 f4l) . HH&ERE
12 29% (96/335 ). BEIX 16% (55/335 ) TH b, HPEEREELLE OFEEE X 45%
Tholzo Tz, RIEMBIEREOBE X, BELUT 23 74% (247/335 ) . 5§

FELUT O BEEE 23 93% (270/335 fill). = DBEEE DS 7% TH - 7z,

5t - BARM
2E  BE o%E @ B2E &t
pr 2R 18 27 20 13 78
g 8E 22 75 47 25 169
ﬁ hEE| 4 27 25 8 65
R = 1 10 4 8 23
A 45 139 96 55 335

* 8. MRS 335 BlOBSE - F LGB X URIERD NER
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Koo 1), ixzhzi, 335flicE T 5 SRP myopathy (63 )35 & O
HMCGR myopathy (41 #)DEESE - FARKME DS, RIEMIMORE 2 58 L 72
bDTH 5,

Seropositive myopathy Cl%. 2l CTEL - FAERMEORE S EEL FCTH o
7o WL E OISR EGZ R I 61X, SRP myopathy 1 86%. HMCGR
myopathy Tl¥ 73%TH V. Z DHEICHEE IR D o 7o RAEMALOBHRES 138
JELLT Db @723, SRP myopathy i3 95%, HMCGR myopathy T % 78% T b |

HMGCR myopathy T3 % DHE R FEICHY7d > 72 (p=0.01), HMGCR
myopathy T3 ZIEMAE2S S IR L T 2412 9.8% & T\ 7/225, SRP

myopathy TIIFE® b 720> 7z,

1) SRP 2) HMGCR
ER-BEEH BER-BEEH%
Bt 8EF oz =& o Bt BE oz BF
" Bl 0 4 12 8 24 95 4K il 0 5 2 3 10 78
sl o5 |20 |n|3|[% Bes o697 |2||%
ﬁ tZE 0 0 1 2 3 E $EE 0 0 3 2 5
e BE| 0 0 0 0 0 » BE| 0 0 0 4 4
#| 0 9 33 | 21 63 a| O 11 14 16 | 41
I B I E—
86% 73%

7 9. Seropositive myopathy D4t - FHARRES X O RIE DR
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7% 10 I3 seronegative myopathy IC 35 1J 2 340 - FAERRHEDSER . SIEMIE DE
B L72bDTH S, PEEU OB - HAEKRZ R THIE 29%. #BEEEL
FDEEIE - HEBRZ R I 81%TH o 7z,

4) 3JESRP, JEHMGCR

B -BERHE
Bt BE o¥x KE M

o S 18| 18 | 6 2 | 44 67
P % 92
@ #E| 22 |65 | 18| 7 | 12 o
%
% wuwx| 4 | 27 | 20| 5 | 56
Rael 1 [10] a | a | 19
st | 45 | 120 | 48 | 18 | 231

N—
29%

7% 10. Seronegative myopathy DIESE - FHAEFRAE S X O RIE DR,

LA ofERIcES &, HIEDOHHE TR LZEMEA 3 LU B & oXIGEGF % I
B l7. B - HAELEICOWTIIEEA B & HICHFEELLETH Y, RIE
HAZERREDORRE IC O W TIEZ N Z LT, PRI ISNIG L 72, 8L -
PR T THhEELL L & L7285& Tld,  seropositive myopathy (3 8 & 23 &
Iz, —F. TREL L] LET % L. seronegative myopathy b 8 F|23 4 %

nNa3zeichor (F11),
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SRP + HMGCR JESRP, JEHMGCR

BE-BERHE EX-BERHE
Bt BE |+ &E it patE BE | o35 &E &t
4 patE 0 9 14 1 34 4K | 18 18 6 2 44
g BE 0 1 29 18 58 g BE| 22 65 18 /A 112
ﬁ PEE 0 0 4 4 8 % $EE 4 27 20 5 56
® s 0 0 0 4 4 ¥ S 1 10 4 4 19
&t 0 20 47 37 104 &t 45 120 48 18 231
ey 81% " 20%
100% v 81%

11, B - HAEOEUEICBE S 2 5l

RIT, RAEFEMEICPH T 2 a2 1T 072, BMER [BELIT ] & LGAT
IZ. seropositive myopathy I% 88%73 & £ #4172 %%, seronegative myopathy T %
67%H %Y Lz, I oic [HEEMUT | L&EL YA, seronegative
myopathy T 92%DAEFI 235424 L7z (£ 12), Seronegative myopathy Tl
seropositive myopathy IC Fb-~HEERELL DML - FAER OB IZAEICH D -

72 (p<0.001)2%, LI E & 32 E M EOFEEITHEKL 72,

SRP + HMGCR JESRP, JEHMGCR
ER-BEBH EE-BERK

Bt BE ssz BE Bt BE o3z BE o

w B[ 0 | o 14| 11 | o4 88 96 o e[ 18| 18| 6 | 2 | 4 67 92

% %

E exl o | 1 | 20 | 18 | 58 L% g x| 2 |65 | 18| 7 |12l F%
g %% 0 | 0 | 4 | 4 | 8 ﬁ w%% 4 | 27 | 20 | 5 | 56
Ragl ol oo a]a Rawe| 1 [0 a] a0
#| o | 20| 47| 37 | 104 | 45 | 120 | 48 | 18 | 231

£ 12, RAEMIREIEE o Feve 1 BE 3 3 Sl
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7% 13 1%, seropositive myopathy & seronegative myopathy % % 4L 1L IMNM D

HEICHTIIDZDDTH B, RIFAADIELE A, FRPHAPEHE B ICHM4 T 5,

Seropositive myopathy TIIFHE A TD 69%72° IMNM ICE4H4 LTk b, FHEB

TIIZF O IL T7%ICBEI L 7228, ZOEFEETIE Lo — .

seronegative myopathy Tl3FEH#E A TIE IMNM ICEZY L 72011 14% DA TH - 7=

23, BHEB TIX 25% & AE (p=0.005) ([THIML Tz,

SRP + HMGCR
ER-BE8H
Bt BE sz EE o
o Bl O | 9 (14 | 11 ) 34
gn&ﬁ o | 11 20| 18] 58
g
goes 0| 0 nt“ 4 ) 8
el ol oo % | 4
#0 o | 2] 4| & | 104

69% (72/104451)

725 = 80f (IEH0EK 111%)

77% (80/104451)

|

JESRP, JEHMGCR

BE-mERY
Bt BE o3z EE M
g M| 18 | 18 6 | 2 N «
g gEl 22 | 65 118 | 7 J112
E %5l 4 | 27 [\(f20 | 5 J) 56
a1 [ 10]fa ‘4 19
i | 45 | 120 [ 48 ,f 231

|
14% (33/231451)
25% (58/23145l)

336 = 58f (I 176%)

72 13. IMNM F:#E & FER] D 734
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3% 14 1 seropositive myopathy & seronegative myopathy D F 7z 2 fiERZ L D &£
#FRL7-DDTH S, Seronegative myopathy Tl [HHIL - P34 D RAE D BE
DAN 78] 23 53% (123/321 f5) T&H Y . seropositive myopathy D 19% (20/104 1)
WCHENBREICZ OHED % 2> 5 72 (p<0.001), — /7. seropostive myopathy D F
7= 2 EHIE [BIE - HAEPHEEL ECRIELHEEUT 28] TH Y
seronegative myopathy IZ t~_BEEICZ DBHE D% 2> 5 7= (p<0.001), [HEIE -
A53%  RIEMAL 23D 72 HE ] 13, seronegative myopathy T (3 seropositive
myopathy & O HEIC 72572 (p<0.001),

Seropositive myopathy 3% < 23 IMNM 3% L. R — iz 2 L
T\W/z, —7J7. seronegative myopathy DREERIT L ERMED H V. IMNM FREEIC

ZWS B HNI e ED—ER T TH o 7,

@69% (72/104f5l) (D53% (123/23141) @14%

(119% (20/104451) (33/231441)
SRP + HMGCR JESRP, JEHMGCR
BE-BLEEH BR-gLE8H
Bt BE osE BE Y o Bt B oz sE f o
" =33 0 9 Y 14 1 34 " sl 18 18 6 2 44
g B 0 1 29 18 58 E BEQ 22 65 18 Vi 112
& up%)ir 0 0 # 4 4 8 2 % 4 27 20 5 56
4 1=
® sE 0 0 A 0 4 ¥ 4 ¥ Fﬂiﬁl 1 10 4 4 19
it 0 20 47 37 \104 K; 45 120 48 181231
\ \
®)0% (0/104451) @12% (12/104151) 318% (42/104451) @®14% (33/104451)

7% 14. Seropositive myopathy & seronegative myopathy D i34
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4-5. Seronegative IMNM D i % H ik

M 63, HEABIUOBTELNS IMNM 2HRHCHKS L ITHMEL /-
b DTH5, Seropositive IMNM 7515 2 H| & 13 FLUE A T 68%, KB Tl
58% T o 7z, Seronegative IMNM (IH:HE A T 32%, HHEB Tl 43%TH -
720 PURKFEIERHIZIE®E A TIX 10%, HEHEB TIX 12%TH - 7=,

FHEA THHHEB TH ., SRP, HMGCR IZHi &, IMNM % J 388 23— E LA
FofigACHAL LT, AMA, ARS. RNP. Ku. SS-A @ 5 f¥H2FE X

7‘,;-
~o

HBTEFBRETT

ERA Hittp

Z D, 2
SS-A, 3\

Ku, 4
RNP, 3

ARS, 2

6. Z:i#EABICXYHOND IMNM DHIANER

35



4-4. BWHEREIC X 2550 5 IMNM D%

Seropositive myopathy IC 35T IMNM & ZWi X N 2 EE (FEHE A/RLHE B) 13
ZNZN SRP (81%, 86%), HMGCR (51%, 63%)TH 7= (K 7 3 L 8),
Seronegative myopathy @ IMNM ZHEL X, &b 6 DEHEICIE W TDH | seropositive
myopathy & lE_REEICKD > 72 (FEA BLX B OWTNITEWTD p<0.001),

PUFIE. X 0 8B cofatnlgE L 7z 2 H#E B T IMNM ZHiH L 72,

60
50
30
20
10
0
SRP
12

ARS AMA RNP
20 66 32 16

RETIE

HMGCR u SSA | FOf | REE

K
12 4 6 62
o IMNM 51 21 2 8 3 4 3 2 11

W NSM

X 7. BHE A ICE T 2P ED., IMNM B X N NSM ZWisE

60
50
40
30
20
10
0
SRP
9

ARS AMS RNP
15 58 26 13

AEG#

HMGCR Ku SSA | T | REE
= NSM 10 4 6 56
EIMNM 54 26 10 14 6 6 3 2 17

8. HUE B T BT 3PAE D, IMNM I L I8 NSM ZWisHEE

36



4-6. ZPUERIT BT 3 BERREBL

(DSeropositive myopathy

7 15 13 SRPIMNM & SRP NSM, HMGCR IMNM & HMGCR NSM, SRP

myopathy & HMGCR myoapthy DEiRIR % Z N Z KL 72b D TH B, TD

fh 2> &, Seropositive myopathy & L CTF & & T Ky R ERIRIRIZZL L 7z

W I L 72

RS MT (B%B) SRP IMNM  SRP NSM IMNM HMGCR IMNM  HMGCR NSM IMNM SRP HMGCR SRP vs
FEGIEL (n) 54 9 vs NSM 26 15 vs NSM 63 41 HMGCR
IMNM®DBEE (n, %) - - - - - - 54/63 (86)  26/41 (63) 0.016
T Bl (%) 37:17 (69) 5:4 (56) 0.47 23:3(88) 8:7 (53) 0.02 42:21 (67) 31:10 (76) 0.38
FHER (F)° 60+14 57+9 0.64 65+16 60+16 0.24 60+13 63+16 0.10
T8 (B)° 11+24 5.4+35 0.69 9.3+15 20+39 0.48 11+22 13+27 <0.001
#id12h ALLE (%) 14/54 (26) 0/9 (0) 0.19 4/26 (15) 5/14 (36) 0.23 14/63 (22) 9/40 (23) 1
FHCKAE (IU/L)° 6111+3373 5457 +4809 0.2 7256+5378 7826 %5551 0.56 6017+3544  7464%5313 0.28
R (n, %) 17/49 (35) 7/9 (78) 0.026 13/25 (52) 4/15 (27) 0.19 24/58 (41)  17/40 (43) 1
EERD (n, %) 13/28 (46) 5/7 (71) 0.4 6/10 (60) 3/8(38) 0.64 18/35 (51) 9/18 (50) 1
BZEHE (n, %) 16/45 (36) 3/8 (38) 1 6/22 (27) 4/14 (29) 1 19/53 (36)  10/36 (28) 0.49
UFREE (n, %) 25/53 (47) 3/9 (33) 0.49 6/26 (23) 2/15 (13) 0.69 28/63 (44) 8/41 (20) 0.01
Raynaud® % (n, %) 9/36 (25) 1/6 (17) 1 0/9 (0) 0/7 (0) - 10/42 (24) 0/16 (0) 0.048
RIE MR (n, %) 12/54 (22) 3/8 (38) 0.39 1/26 (3.8) 1/15 (6.7) 1 15/62 (24) 2/41 (4.9) 0.01
KL-6 % (n, %) 5/31 (16) 0/6 (0) 0.57 0/7 (0) 0/6 (0) - 6/37 (16) 1/17 (5.9) 0.41
DEEE (n, %) 0/44 (0) 1/8 (13) 0.15 1/18 (5.6) 0/13 (0) 1 1/52 (1.9) 1/41 (2.4) 1
MEHREE (n, %) 4/47 (8.5) 1/9 (11) 1 1/20 (5.0) 0/13 (0) 1 5/56 (8.9) 1/33 (3.0) 0.41
R R F v BAERE (n, %) 9/52 (17) 1/9 (11) 0.63 4/25 (16) 4/12 (33) 0.39 10/61 (16) 8/37 (22) 0.6
A RHMRC=5 (n, %) 9/53 (17) 2/8 (25) 0.63 3/26 (12) 5/15 (33) 0.12 11/61 (18) 8/41 (20) 1
AERFFMRC=3 (n, %) 17/53 (32) 2/8 (25) 1 11/26 (42) 3/15 (20) 0.19 19/61(31)  18/41 (44) 0.21
EEER =3 (n, %) 25/50 (50) 3/8(38) 0.71 16/24 (67) 4/15 (27) 0.022 28/58 (48)  20/39 (51) 0.84
FEERRE =3 (n, %) 11/47 (23) 0/7 (0) 0.32 6/23 (26) 3/11 (27) 1 11/54 (20) 9/34 (26) 0.6
ERORRIH =3 (n, %) 19/54 (35) 2/8 (25) 0.71 10/26 (38) 2/15 (13) 0.15 21/62 (34)  12/41(29) 0.67
TROERIAT =3 (n, %) 22/54 (41) 2/8 (25) 0.47 15/26 (58) 5/15 (33) 0.20 24/62 (39)  20/41 (49) 0.42
CTD& (n, %) 5/54 (9.3) 2/9 (22) 0.26 0/26 (0) 2/15 (13) 0.13 7/63 (11) 2/41 (4.9) 0.48
RA 0 0 0 0 1 0 1 -
SLE 1 0 1 0 0 - 1 0 -
SSc 1 1 0 0 0 - 1 0 -
MCTD 1 0 1 0 0 - 1 0 -
Sis 5 5 0 0 1 - 5 1 -
FEHBFS (n, %) 7/54 (13) 1/9 (11) 1 2/26 (1.7) 4/15 (27) 0.17 8/63 (13) 6/41 (15) 0.78
CRP>1mg/dL (n, %) 7/52 (13) 2/9 (22) 0.61 5/26 (19) 3/15 (20) 1 9/63 (14) 8/41 (20) 0.59

2077,
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7% 15. SRP myopathy & HMGCR myopathy O iR D iR

ar P HATR MR 7=

IMNM & NSM DEFRIR DR X, SRP T OB D &, HMGCR TldHE#E & S
IR OHRTH Y BHO 7RI &MWL 72, SRP myopathy & HMGCR myopathy
DL TIX, AIMER DSEE A SRP myopathy THEICE 5o 7253, AER Tl %89 7




(@ARS myopathy

IMNM & NSM @ ¥ (13 10:58 TH - 72, ARS myopathy I E1F %5 IMNM (%

15%TH > 77,
REDWT (EXEB) Seropositive  ARS IMNM ARS NSM  Seropositive  ARS IMNM
FEFIEL (n) 104 10 58 vs ARS IMNM vs ARS NSM
IMNM®DSEE (n, %) 80/104 (77)  10/68 (15) - <0.001 -
7 B (%) 73:31 (70) 9:1 (90) 43:15 (74) 0.28 0.43
Ty ER (5)° 61+15 64+11 59+ 14 0.75 0.42
Fi%E (B)° 12+24 11+21 6.3+9.3 0.88 0.81
‘aa12nBLLE (%) 23/103 (22)  2/10 (20) 7/54 (13) 1 0.62
FHCKAE (1U/L)° 6588+4386 2490+2149 1544+1514 <0.001
B (n, %) 41/98 (42) 3/10 (30) 29/57 (51) 0.52 0.31
HRERD (n, %) 27/53 (51) 4/8 (50) 1/23 (4.3) 1 0.01
BZEHE (n, %) 29/89 (31) 1/9 (11) 4/45 (8.9) 0.27 1
BETFFEE (n, %) 36/104 (35) 2/9 (22) 1/51 (2.0) 0.72 0.056
RaynaudiR% (n, %) 10/58 (17) 1/4 (25) 6/27 (22) 0.55 1
IR 2 (n, %) 17/103 (17) 7/8 (88) 48/57 (70) <0.001 1
KL-6 EZ (n, %) 7/54 (13) 7/9 (78) 31/48 (65) <0.001 0.7
RS (n, %) 2/93 (2.2) 1/8 (13) 4/41 (9.8) 0.22 1
MEEREE (n, %) 6/89 (6.7) 1/8 (13) 5/49 (10) 0.46 1
22 F AR (n, %) | 18/98 (18) 3/10 (30) 6/54 (11) 0.4 0.14
AEREFMRC=5 (n, %) 19/102 (19)  4/10 (40) 29/55 (53) 0.21 0.51
HREMRC=3 (n, %) | 37/102 (36) 0/10 (0) 0/55 (0) 0.029 -
EEEH =3 (n, %) 48/97 (49) 4/9 (44) 5/51 (9.8) 1 0.02
G =3 (n, %) 20/88 (23) 0/9 (0) 1/52 (1.9) 0.2 1
EROERIAT =3 (n, %) 33/103 (32) 0/10 (0) 0/58 (0) 0.033 -
TROERIAF =3 (n, %) 44/103 (43) 1/10 (10) 6/57 (11) 0.049 1
CTD&H (n, %) 9/104 (8.7) 3/10 (30) 11/58 (19) 0.07 0.42
RA 1 1 4 - -
SLE 1 1 0 - -
SSc 1 1 1 - -
MCTD 1 0 0 - -
SjS 6 1 7 - -
FEHABW LS (n, %) 14/104 (13)  2/10 (20) 26/58 (45) 0.63 0.18
CRP>1mg/dL (n, %) 17/104 (16)  7/10 (70) 32/58 (55) <0.001 0.5

2 16. ARS IMNM D &R, Seropositive myopathy 3 X I8 ARS NSM & O H g

ar P HATR MR 7=
ARS IMNM (3 ARSNSM & H#R L I F#) CK i - AiZEisaeE - PO 1 AR T D48
JEICFER T D> > 7z, ARSIMNM & seropositive myopathy @ FLlig ¢ i3, A EICIE CK flin3
<L PR 1 FEAR T B 23 72 52 o 72,
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(3®AMA myopathy
IMNM & NSM D v # % 14:26 TH - 7z, AMA myopathy O+ D IMNM %

35%ICHHY L 72,

RERRHT (E%B) Seropositive  AMAIMNM ~ AMA NSM  Seropositive ~ AMA IMNM
FEBIE (n) 104 14 26 vs AMA IMNM vs AMA NSM
IMNM®DSEE (n, %) 80/104 (77)  14/40 (35) - <0.001 -
7 B (%) 73:31 (70) 11:3 (79) 22:4 (85) 0.75 0.68
i Ea (F)° 61+15 58+12 59+13 0.29 0.91
F8E (B)? 12+24 37+£59 32+£37 0.054 0.93
£B5812H BLLE (%) 23/103 (22)  9/14 (64) 16/26 (62) 0.002 1
FHICKAE (1U/L)° 6588+4386 1856+1900 1023+1067 <0.001 0.16
% (n, %) 41/98 (42) 5/14 (36) 11/24 (46) 0.78 0.74
EERD (n, %) 27/53 (51) 5/9 (56) 4/15 (27) 1 0.21
BZERE (n, %) 29/89 (31) 7/13 (54) 13/22 (59) 0.21 1
T EE (n, %) 36/104 (35)  4/13(31) 4/23 (17) 1 0.42
RaynaudiR% (n, %) 10/58 (17) 2/8 (25) 2/16 (13) 0.63 0.58
B M2 (n, %) 17/103 (17)  3/14(21) 5/26 (19) 0.7 1
KL-6ES (n, %) 7/54 (13) 2/5 (40) 4/17 (24) 0.16 0.59
DEEE (n, %) 2/93 (2.2) 4/11 (36) 7/23 (30) <0.001 1
MEEEE (n, %) 6/89 (6.7) 5/13 (38) 6/23 (26) 0.005 0.47
REF VBERE (n, %) | 18/98 (18) 1/14 (7.1) 3/24 (13) 0.46 1
HEREMRC=5 (n, %) 19/102 (19)  3/13(23) 11/25 (44) 0.71 0.29
ERHMRC=3 (n, %) | 37/102 (36)  3/13(23) 2/13 (15) 0.54 1
SEEEH =3 (n, %) 48/97 (49) 2/13 (15) 9/24 (38) 0.035 0.26
TEERRAE =3 (n, %) 20/88 (23) 4/13 (31) 4/23 (17) 0.5 0.42
EEOERIAF =3 (n, %) 33/103(32)  4/13(31) 2/25 (8.0) 1 0.15
TR =3 (n, %) 44/103 (43)  4/13(31) 3/25 (12) 0.55 0.2
CTD&H (n, %) 9/104 (8.7) 4/14 (29) 9/26 (35) 0.048 1
RA 1 0 0 - -
SLE 1 1 1 - -
SSc 1 1 5 - -
MCTD 1 0 0 - -
SjS 6 3 4 - -
FEMAEY RS (n, %) 14/104 (13)  4/14 (29) 10/26 (38) 0.23 0.73
CRP>1mg/dL (n, %) 17/104 (16)  1/13(7.7) 4/26 (15) 0.69 0.65

7% 17. AMA IMNM D FfJRR. Seropositive myopathy ¥ X U8 AMA NSM & @ H#X

ar P HATR MR 7=
AMA IMNM & AMANSM D HEZCIE, FEIED b2 £ TORGE, CK DI, iz
OF . W fEE, B=E OB KT OMEICIZEEZED 72> o 7z, Seropositive
myopathy & DI TIE AMAIMNM O 7528, ARICEENAE (., P CKEAEL, OF
IHEDSESHE TH o 72,
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(ORNP myopathy

IMNM & NSM D H# 1% 6:13 TH - 7z, RNP myopathy O H1D IMNM % 32%

WHY L 72,

RERRHT (E%B) Seropositive  RNP IMNM RNP NSM  Seropositive  RNP IMNM
FEBIE (n) 104 6 13 vs RNP IMNM vs RNP NSM
IMNM®DSEE (n, %) 80/104 (77) 6/19 (32) - <0.001
7 B (%) 73:31 (70) 6:0 (100) 9:4 (69) 0.67 0.26
EHEh (F)° 6115 46+17 49+16 0.03 0.66
F8E (B)? 12+24 42+1.6 6.7+6.2 0.82 0.57
Bd12h BLLE (%) 23/103 (22) 0/6 (0) 2/11 (18) 0.34 0.51
FHICKAE (1U/L)* 6588+4386  2034+972  1133+743 0.002 0.09
i (n, %) 41/98 (42) 5/5 (100) 8/13 (62) 0.016 0.25
HERD (n, %) 27/53 (51) 3/4 (75) 2/7(29) 0.61 0.24
BZERE (n, %) 29/89 (31) 1/5 (20) 3/12 (25) 1 1
BETFFEE (n, %) 36/104 (35) 1/6 (17) 2/13 (15) 0.66 1
RaynaudiR% (n, %) 10/58 (17) 1/3(33) 10/12 (83) 0.46 0.15
B M2 (n, %) 17/103 (17) 2/6 (33) 8/13 (62) 0.28 0.35
KL-6E& (n, %) 7/54 (13) 1/4 (25) 5/11 (45) 0.46 0.6
DEEE (n, %) 2/93 (2.2) 0/6 (0) 2/10 (20) 1 0.5
MEEREE (n, %) 6/89 (6.7) 0/6 (0) 1/11 (9.1) 1 1
REF VBERE (n, %) | 18/98 (18) 0/5 (0) 0/13 (0) 0.58 -
HEREMRC=5 (n, %) 19/102 (19) 1/6 (17) 6/13 (46) 1 0.33
ERBMRC=3 (n, %) | 37/102 (36) 1/6 (17) 2/13 (15) 0.42 1
GEEREAT =3 (n, %) 48/97 (49) 2/5 (40) 3/11 (27) 1 1
SEERERAT =3 (n, %) 20/88 (23) 1/5 (20) 0/9 (0) 1 0.36
EBRORMIE =3 (n, %) 33/103 (32) 1/6 (17) 1/13 (7.7) 0.66 1
TESERIFH =3 (n, %) 44/103 (43) 2/6 (33) 1/13 (7.7) 1 0.22
CTD&H (n, %) 9/104 (8.7) 3/6 (50) 9/11 (82) 0.017 0.28

RA 1 0 0

SLE 1 1 0

SSc 1 1 1

MCTD 1 2 8

SjS 6 0 0 - -
FEMAEY RS (n, %) 14/104 (13) 2/6 (33) 4/13 (31) 0.21 1
CRP>1mg/dL (n, %) 17/104 (16) 1/6 (17) 5/13 (38) 1 0.6

7 18. RNP IMNM D iR fR. Seropositive myopathy ¥ X T8 RNP NSM & O LL#g

a: V¥ A e 2=
RNP IMNM (X RNPNSM & HBE L €, MidMERC. i OB, ME CK “FEafE, U
AR O i B MK T OB I IXE B 2R ® %) > 72, RNPIMNM U seropositive
myopathy & OB T, P CK EIZEEITK D > 7228, SEMIMETHoME IIEEE
HRD IR o T,
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(B®Ku myopathy

IMNM & NSM D He# (3 6:10 TH - 72, Ku myopathy D H D IMNM [ 38%IC

HY L 7=,

RIEDNT (R4B) Seropositive  Ku IMNM Ku NSM Seropositive  Ku IMNM
SEBE (n) 104 6 10 vs Ku IMNM  vs Ku NSM
IMNM®DSEE (n, %) 80/104 (77) 6/16 (38) 0.002 -
7 B (%) 73:31 (70) 6:0 (0) 10:0 (0) 0.18 1
i Ea (F)° 61+15 50+23 55+ 14 0.23 0.66
F8E (B)? 12+24 16+17 6.7+6.1 0.07 0.41
Be12hBLLE (%) 23/103 (22) 3/6 (50) 1/10 (10) 0.15 0.12
FHICKAE (1U/L)* 6588+4386 2668+1861 2233+1985 0.011 0.64
&% (n, %) 41/98 (42) 3/5 (60) 6/10 (60) 0.65 1
HEFD (n, %) 27/53 (51) 2/4 (50) 3/5 (60) 1 1
ErZEdE (n, %) 29/89 (31) 1/4 (25) 3/9 (33) 1 1
T EE (n, %) 36/104 (35) 2/5 (40) 1/9 (11) 1 0.51
RaynaudiZ% (n, %) 10/58 (17) 3/4 (75) 5/7 (71) 0.026 1
B M2 (n, %) 17/103 (17) 1/6 (17) 4/10 (40) 1 0.59
KL-6 L& (n, %) 7/54 (13) 2/4 (50) 2/5 (40) 0.11 1
DEEE (n, %) 2/93 (2.2) 0/5 (0) 1/10 (10) 1 1
MEEEE (n, %) 6/89 (6.7) 0/6 (0) 0/10 (0) 1 -
REF VBERE (n, %) | 18/98 (18) 2/6 (33) 0/10 (0) 0.33 0.13
HEREMRC=5 (n, %) 19/102 (19) 0/6 (0) 5/10 (50) 0.59 0.09
ERBMRC=3 (n, %) | 37/102 (36) 1/6 (17) 1/10 (10) 0.42 1
W\EEE =3 (n, %) 48/97 (49) 2/6 (33) 2/9 (22) 0.68 0.58
SEERERAT =3 (n, %) 20/88 (23) 0/5 (0) 0/8 (0) 0.58 -
EROERIAF =3 (n, %) 33/103 (32) 1/6 (17) 1/10 (10) 0.66 1
TRAEMH=3 (n, %) 44/103 (43) 3/6 (50) 0/10 (0) 1 0.036
CTD&H (n, %) 9/104 (8.7) 1/6 (17) 5/10 (50) 0.44 0.62

RA 1 0 0

SLE 1 1 1

SSc 1 0 4

MCTD 1 0 0

SjS 6 0 2 - -
FEMAEY RS (n, %) 14/104 (13) 2/6 (33) 4/10 (40) 0.21 1
CRP>1mg/dL (n, %) 17/104 (16) 1/6 (17) 1/10 (10) 1 1

7% 19. Ku IMNM DEfIRIR. Seropositive myopathy 35 X U8 Ku NSM & O LR

a I fEHARHE(R 22

Ku IMNM (¥ KuNSM & Lbig L <, Mg CK flHIC 23 722> 5 72, Ku IMNM 1
seropositive myopathy & bt~ CK B 136 EICT KD o 7223, PUBEHT ) & BEAK T il o S8 AL
WZEA S D27 7= 3R I b o T2,

41



(©SS-A myopathy
SS-A myopathy 1235\ C IMNM & NSM D (3 3:4 ThH > 72, SS-A

myopathy (X 7Pl L D& ENTmD o7z, ZDHFD IMNM I 43%ICHY L 72,

RIEDNT (R4B) Seropositive  SS-AIMNM  SS-ANSM  Seropositive  SS-A IMNM
FEBIE (n) 104 3 4 vs SS-A IMNM vs SS-A NSM
IMNM®DSEE (n, %) 80/104 (77) 3/7 (43) - 0.07 -
7 B (%) 73:31 (70) 3:0 (100) 4:0 (100) 0.55 1
EHEh (F)° 6115 56+11 44+18 0.44 0.63
F8E (B)? 12+24 38£42 11+8.3 0.33 0.72
BB12h BULE (%) 23/103 (22) 2/3 (67) 1/4 (25) 0.14 1
FHICKAE (1U/L)* 6588+4386 2891+1558 4036+ 3408 0.081 1
i (n, %) 41/98 (42) 1/3(33) 2/4 (50) 1 1
HEFD (n, %) 27/53 (51) 1/2 (50) 0/1 (0) 1 1
BZERE (n, %) 29/89 (31) 0/2 (0) 1/3 (33) 1 1
BETFFEE (n, %) 36/104 (35) 0/3 (0) 0/2 (0) 0.55 -
RaynaudiZ% (n, %) 10/58 (17) 1/2 (50) 2/3 (67) 0.34 1
B M2 (n, %) 17/103 (17) 2/3 (67) 2/4 (50) 0.08 1
KL-6E& (n, %) 7/54 (13) 2/3 (67) 1/4 (25) 0.06 1
DEEE (n, %) 2/93 (2.2) 0/3 (0) 1/4 (25) 1 1
MEEEE (n, %) 6/89 (6.7) 0/3 (0) 0/4 (0) 1
REF VBERE (n, %) | 18/98 (18) 0/3 (0) 0/4 (0) 1 -
HEREMRC=5 (n, %) 19/102 (19) 0/3 (0) 1/4 (25) 1 1
ERBMRC=3 (n, %) | 37/102 (36) 0/3 (0) 1/4 (25) 0.55 1
GEEREAT =3 (n, %) 48/97 (49) 1/3 (33) 0/3 (0) 1 1
SEERERAT =3 (n, %) 20/88 (23) 0/3 (0) 1/3 (33) 1 1
ERCRRE =3 (n, %) 33/103 (32) 1/3(33) 1/4 (25) 1 1
TR =3 (n, %) 44/103 (43) 0/3 (0) 1/4 (25) 0.26 1
CTD&H (n, %) 9/104 (8.7) 2/3 (67) 2/4 (50) 0.03 1

RA 1 1 2

SLE 1 0 0

SSc 1 2 0

MCTD 1 0 0

SjS 6 0 1 - -
FEMAEY RS (n, %) 14/104 (13) 1/3 (33) 1/4 (25) 0.37 1
CRP>1mg/dL (n, %) 17/104 (16) 0/3 (0) 0/4 (0) 1

% 20. SS-A IMNM DEGFIRR. Seropositive myopathy 35 & U8 SS-ANSM & @ FLER

ar P HATR MR 7=
SS-AIMNM & SS-ANSM DERIREIC X 5 2> AR 250 D> 2 72, SS-AIMNM DY
¥ CK fiEi 1% seropositive myopathy ICEt~_2 L BH O 277 13380 7 0> o 7z F 72 EWRER AT 1 23
R T L2 D BH O 2> e 7 13380 e o o 72,
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@YuiEARFE 7 myopathy

PUARFEIE 72 myopathy 125> T IMNM & NSM D KX 17:56 TH - 7=,

RERWT (E#B) Seropositive ZREE IMNM kEE NSM  Seropositive RFEE IMNM
SEBIE (n) 104 17 56 vs KEE IMNM vs KFEE NSM
IMNM®DSEE (n, %) 80/104 (77)  17/73 (23) - <0.001 -
7 B (%) 73:31 (70) 10:7 (59) 33:23 (59) 0.4 1
Y ER (5) 61+15 65+16 61+14 0.25 0.24
86 (B) 12+24 4.8+4.1 1322 1 0.12
Bd12h BLLE (%) 23/103 (22)  2/15(13) 17/55 (31) 0.74 0.21
FHCKIE (1U/L) 6588+4386 4768+5957 2039+ 3400 0.012 0.004
B (n, %) 41/98 (42) 10/15 (67)  22/53 (42) 0.1 0.14
EEFD (n, %) 27/53 (51) 5/8 (63) 11/34 (32) 0.71 0.22
BERE (n, %) 29/89 (31) 6/16 (38) 18/48 (38) 0.78 1
W TEE (n, %) 36/104 (35)  3/15(20) 7/48 (15) 0.38 0.69
RaynaudiB% (n, %) 10/58 (17) 1/11 (9.1) 10/35 (29) 0.68 0.25
MEMZEL (n, %) 17/103 (17)  4/16 (25) 13/52 (25) 0.48 1
KL-6 EF (n, %) 7/54 (13) 1/4 (25) 11/34 (32) 0.46 1
RS (n, %) 2/93 (2.2) 2/13 (15) 4/40 (10) 0.07 0.63
MEEREE (n, %) 6/89 (6.7) 0/13 (0) 10/46 (22) 1 0.1
REF VB (n, %) | 18/98 (18) 4/16 (25) 9/51 (18) 0.51 0.49
HEREMRC=5 (n, %) 19/102 (19)  3/17 (18) 22/54 (41) 1 0.14
EBEHMRC=3(n, %) | 37/102 (36)  3/17 (18) 5/54 (9.3) 0.17 0.39
GEEEFH =3 (n, %) 48/97 (49) 4/16 (25) 13/50 (26) 0.1 1
EER T =3 (n, %) 20/88 (23) 2/14 (14) 9/48 (19) 0.73 1
EROERIAT =3 (n, %) 33/103 (32)  2/17(12) 7/55 (13) 0.15 1
TESERIH =3 (n, %) 44/103 (43)  4/17 (24) 14/56 (25) 0.18 1
CTD&H (n, %) 9/104 (8.7) 2/17 (12) 17/56 (30) 0.65 0.21
RA 1 0 3 - -
SLE 1 1 3 - -
SSc 1 0 10 - -
MCTD 1 0 0 - -
SjS 6 2 1 - -
FEHBIMEE (n, %) 14/104 (13)  2/17(12) 17/55 (31) 1 0.21
CRP>1mg/dL (n, %) 17/104 (16)  5/16 (31) 15/53 (28) 0.17 1

5% 21. R[FE IMNM DRERIR. Seropositive myopathy 3 X UR[FEE NSM & @ g

ar I HH e 2=
ARIFEE IMNM (3R [FIE NSM DEFRIR &t~ P CK IEIZARICFE 2 - 7225, £ hd
NOIEHE TIZHL 2R 2 D D > 7z, RIAEE IMNM D F-# CK il seropositive
myopathy 1T~ 2 EHEICRD o 7203, BRRER 1 23R ITART L 72X & 2 7 22 1%
RO o Tz,
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S RIORETCIE, LR IC X 2 RN 2BRET 21T > T iR FRE T &

o7 IMNM S 17 Hld 9 BIfELE L 7= (K 22), 2o 9flizE4 A - &5 A

2 HRERR X L, SFHEERGIT 64 7% 18 Q1-81)K TH o 72, BIEIR D A& BEIZHER]

ADY ==V VIEBEHD 1 oA TH o7, 20 9flD

APl 2R L 72 &

22, MBI D DAPLY A Y — LPUARDBBIIH T Wiz, fth 8 HITIRRFIE DA D

FAEDRR I NBIEFIIE TN T o7,

# n Z 3 5 2 . 5§ 4 w|2 3 52
Mg e 2YgdEEiBRgoE |2 3| %% Dad
5 - = o # o5 S % 3| 5 & ®|S & & 0§
= R = 2 B ® ® B [ ¢ Bis g ¥ 2 |7 Fym

A L = S

Hh:1,7L:0 MRC
A 8 & 2 1 o 1 NE NE O NE NE 0 4 4 4 | 3286 0.16 [IMNM|IMNM TR %
B 21 ®m NE| O NE NE NE 1 NE NE NE 0O 4 4 4 860  NE [IMNM [IMNM R
C 60 = 1 0 o o 1 0 1 NE NE 0 3 3 3 ] 6358 3.99 |IMNM|IMNM e
D 75 % &6 0 0o 0 0 0 0 NE NE 1 4 4 4 4784 0.18 |IMNM|IMNM| UKy — Ltk
E 60 %= 10 0 0 1 0 0 1 0 0 0 4 4 4 117 0.4 |IMNM [IMNM TR
F 8 B 1 0 0 1 0 0 0 0 NE O 4 4 4 126400 2.1 |[IMNM|IMNM firtankis
G 66 = 6 0 1 0 0 1 0 0 NE O 2 4 2 438 0.1 |IMNM{IMNM b skl
H 6 % 03 |0 1 1 0 1 0 NE NE O 4 4 4 13232 0.14 | NSM [IMNM R
I 61 % 9 0 0 0 1 0 0 0 1 0 4 4 4 12016 0.01 | NSM [IMNM o
J 83 % 4 0 0 1 0 1 0 0 0 4 3 3 492 0.14 |IMNM [IMNM FIBH
K 71 % 070 1 NE O 1 0 0 0 0O 4 3 4 15516 0.6 |IMNM|IMNM ES ot
L 33 % 4 0 0 1 0 0 0 0 NA 0 5 5 5 (4301 0.02 |[IMNM{IMNM R
M 65 ® 070 0 1 0 0 0O NE 1 0 5 5 5 [7646 4.6 |IMNM{IMNM K2
N 67 B 12 0 0 1 0 0 1 0 1 4 4 4 18892 3.81 | NSM [IMNM KR
0 62 x 12 0 0 1 0 0 1 0 NE O 4 4 4 | 1254 0.09 | NSM [IMNM FIBH
P 68 % NE 1 0 1 0o 0 0 0 0 5 3 4 12773  1.55 | NSM [IMNM g
Q 78 = 3 0 1 0 1 1 0 1 0 4 4 5 [2685 0.6 | NSM [IMNM RigH
%22, Wi ECHHRRIER IMNM OB ED FE]
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5. B%&

BB - PR RRAE (X A ARAE O BB AR 2 K L 72 b D TH B A3, seronegative
myopathy (23T IMNM DHEEA 70\ Z & 1F, seronegative IMNM D15 5
HEZS seropositive myopathy & (X527% 2 AJRETED H 5, IMNM D F 7z 5 FAHRED
PL SRP HLfA L FLHMCGR FiiRTH % & ) a v v R & E 2, BIE - |4

FEHE (3 MW D FGEE D ISR SRS TH B LWL 7z,

RIEAIRE DWWl BE5E - FAEZ{LICHER L T seropositive myopathy &
seronegative myopathy D FAIMEIZ 147 & 135 X b0 72,

FHEIC O WL, FEHE B TIX IMNM ICEZY 3 2 FERI23% < . IMNM JERI D 2
7Y —=v 7% ANE T EEAICHEY & E 272, FEEE A Tl seropositive IMNM
DREHNC & Y F5iED3E <. IMNM D% & 72 ZHERI D fli 12 135 HE A 2558 Y)C
HbHEEZT, AWEHE, L 0VE LD IMNM EFlOT Y + U —H2A[RETH %
#B TR D 5 Z LT LT,

Seropositive myopathy 12 %> T IMNM DJEFR % 23 2 5HE % 80% (56/70 1)
LT AMERD Y 2, INIFHEEB D 77% LT, T2, PUSRP UK ES O
IMNM B % 86% (84/98 )& L 7=t d H 2, HHEB D 86% (54/63 ) & [F]
BETH o7, BERE OZWEEDFEMII NI TH - 7223, KM B (Ifhfask &

RERERZNI &, HIRACHUED & ORIEIA 2 0 L 72 E TR L 7,
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Z LT, HHEA LU, JHE B Tl seronegative IMNM 2SHE ICHEIN L Tk
D, FHE B D5 3% E T D seronegative IMNM O BRI HL A A RFEL D Mait 2328
BT b EEZ, ARETCTIHEHEB TIMNM 2 E® 72, 7272 L, H&E JaiC
BICRE2E M 7 A BT TR W IR 1L e 2 & SIS 22T 7R o 72,

Seropositive myopathy ® F7z % e MIIHERK D IMNM #ERICE < B3—E$ 25 D
IZx} L. seronegative myopathy @ F 7z 2 M 1 IMNM 1T 1F5% Y4 L & v,
Seronegative myopathy (3> 3 N O HUR T d RIEMATER 2D I WIEFI % < | /i
EEME R (BSE - HAEZ(LAHZD) ALz ARSI N725E1C IMNM DJF
HZWr ez omRetEbEZ NS, HGHEWEIRRINIMHrLLERTZ L
T seronegative IMNM Z HRHI T & 2 A[REED S 5 23, Z N 5 1L seronegative
myopathy ICBEWTITELZL2EMTE RV LZRL 7,

Seronegative IMNM CTHIFLS 2 H CHifRICiHEH I % L. AMA, RNP, ARS. Ku,
SS-A @ 5 FUADBER S 22572, 7272, TN ZNOPKRBHRFEOF T, AMA
IMNM % 35%. RNPIMNM (% 32%. ARSIMNM I% 15%. KuIMNM ( 38%. SS-
AIMNM 1% 43% (n=7) & % DHEE (IR % TH - 7225, SRPIMNM D 86%. HMGCR
IMNM @ 63% & g L CT{E 2> - 72 (SRPIMNM DAHE 1K L, AMA/RNP/ARS/Ku
TWILD p<0.001, SS-A 1F p=0.02 TH > 7z, HMGCR IMNM DI L |

AMA (p=0.01), RNP (p=0.03), ARS (p<0.001), Ku (p=0.14), SS-A (p=0.41)T» h SS-
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AIMNM DA HEEZZBD R o72), T DT LId, seronegative IMNM & L T
HO 2> -HETKRZE T 2MRIZIARZ P I LE2HL, 20— 7700
IMNM DRHEBRE 2T 25 L 2R TR LTz, ZDHTIE. AMA/RNP/Ku 23t
B IMNM 2R LT WA TH 5 2 & 23bh 572, SS-A myopathy 12D\
T, MEFIEZ L L CHl 2 2 RaT T 2 80 H 5 L& 2 72,

ARS IMNM (¥, ARS myopathy ® H1C 15%IC# & 37, seropositive myopathy IC
b U ZE e 1 s AR T R 5 X IiE T CK iR A RICE 2 -7z (Zh
Z 1 p=0.029, p<0.001), —7/7 T, ARS IMNM I¥ ARS NSM & [tk L CIfiEF¥
CK il « fHZEEsarE - VU, 1 S AR O SERE IC 13 222572 5> > 72, ARSIMNM O
BER#R1Z. ARSNSM & 1374 R %D 72\ DD, seropositive myopathy & 13 % 7z
5 LE T,

AMAIMNM . seropositive myopathy & FLES L TP CK H23 A B ICT{K D> - 7z

(p<0.001), AMA IMNM ¥ AMA NSM & b RIED H2Wi £ coRil, CK
DNIME, FHZEAE DA M, B P EEICIIAEAED 8D > 7. AMAmyopathy Tl
i R DR PFED % W & v o 72 R R ERIRR B b T 3 40, AMA

IMNM & AMANSM &5 55 28206 DEFKIEZ E&ATE Y, IMNM DG

\

D 1L AMA myopathy DFHERY 2 ERRBICEZE IR »EF 2 72, AMA IMNM

DEFIRB I, seropositive myopathy & 1Z0H 6 22 ICH 7 5 7z,
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¥ 72, RNP myopathy IZ 5> T RNPIMNM & RNPNSM DEGERIRICHA & 7275038
W72 o 7z, Seropositive myopathy & D Tld. RNPIMNM D) CK {1
BREITED2 o 72 (p=0.002) 23, PUBGAALER O & 7 K T Fl OBHRE 13 EEH
oz,

Ku myopathy (35> T KuIMNM i KuNSM & CK fEIZ 127243 7= < | seropositive
myopathy & DL TIE, P CK EIZAERICEKD o 72 (p=0.011) 23, SEEAS
KT DS I HEZE 720> 5 T2,

RNP myopathy 3 & U Ku myopathy ICESED K135 % 2>, IMNM Rz 2L %
FTOREF2MICH 5003, I LRIV HLELFE X 72,

Seronegative myopathy T, IMNM ICfR>Td . ¥ CK {2 seropositive
myopathy IC LA EICKS 572 (p<0.001), FHAEIRIZ. seronegative IMNM 24
THIR L 728613, seropositive myopathy 1 Fb~AEBERALH ) 23 EE /KN L C
WFNIEREICA 272 (p=0.006) 23, {4 DPURTIIEEEXRD h -
72o TORKRE L THE A OHUARREDIEFIE IR S LT unaiz 2 L 3 AfREME & L
TZIF b5, AMA myopathy IC351F 5, IMNM OEIE1E 18-58% & K& { Hx
S TW3 2, WINOMWE B FHEME FIHTE I N T v ¥4, RNP 35 X U Ku
myopathy IC 35 1F 5 IMNM DSELL I Z 1LZ 41 39% (7/18 Bll), 39% (3/8 fil) & 3 % ¥

3D Y M 2 DHREIT S B ORET B IZIZFERRTH o 7225, BEIRE Tld 2 Dl
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R IIBET STy, Al IMNM OJREFEHEZ BHEE L T, seronegative
IMNM & NSM DEFRRD I 21T > TH H . TN O FUREE T D BRI ICIH S
DRFEERD RN L ERLT,

FE VR X 2 MR 75T 21T o T PR DIFE T & 722> 5 72 IMNM 23
17 b 9 BIFELE L 72 (R 22), b 9 fFloFEMZMERLZE 25 1 fHlTok
PLY Ry — itk I, SRR THRICET 25D F Y — LHiEONK
PEZRIIAHTS 228, FEFEE ELQTRD TR L 720, Y 8 Hl<Tid, KA
EnHOHAED TR I AT, IMNM OREEEZEL Tz, 246 DREFILEE
PRI I IS RO BIAE T W 2 L R HERR L T ZfERITH b, bR
W7 —HEHC OV TH G EHEEBETL 720,

B —E TlY seronegative IMNM % BH 5 212 L 7228, Z 45 IE seropositive
myopathy & IZERIRERAHL 1T 72 2 &b o7z, 2T LTI,
seronegative IMNM % 0B L Td . 215 ODEFKRIRICHH S 22 B 2D i T

LEINLTZ, TORD BT, BERMICIE seronegative IMNM % NSM 2> & 37 X

HEIERITIAVWEERVWEFE X T,
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[35_Z] IMNM & NSM DFifvHEic 351 3 p62 etatk okkdt

R

JFL TR 72 X 51T, B IMNM T — F 7 7 ¥V —2RABICBI S L T» b &
DRI NI 30, L, efTiE cfib s IMNM 33 B 23/
L, VUREOFHE 23 7 T LT e\ 729, FFIC seronegative IMNM IZ 1T 2 i
AHE T Tld v, pe2 O EEZ G T 5 & &I, B - FED S K RIEHD
kv IMNM DIREEZ RIS 2 B IC 2 5, £ 720 £ DIEEAF 23 IMNM
ICHGE L 72D D7D A, seropositive IMNM IZDAHFED HNDEH DD h, HHS
PICTED EE R T,

¥, A— b7 7V —BEEITES L EEETO LS 5T p62 Bk
XEET A0 B, mELAFHOZDICIEA - 7 7V —iEEEZERLT 54
WRHL, LrL, SOEBHICOWTT =V FRZ VY X — FaTiEE 77 E
L7z 89 SefTiid Cld p62 LFRHEEZREK S 2 LC3 D L% b b 23ifRiE T

Pt L CE Y, A= P77 TV —L~—Hh—ThH 3% LC3 BN
ERLTWEZEhs p62 HIOER TR W, 2F 0 idA—1+ 77 V=Gl
PETLTWw3 efamftiFcwa, cofrmszlEx. Kat—1+Tdh LC3

RaroAd—F 77V —EHICOWCEHiZIT ) 2 & & L7,
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2. HHY
IMNM Fiffi#ic 3515 3 p62 HetaPE oM RE% . IMNM ¥ X O NSM 0 e
BIcH LT 5, T Kas— MCE TN BER O p62 FetatEr A —+ 7

7V —EEE T I AT 3T RAHIS 10T 5,

3. fiik

IMNM D ZWiIC 1ZF#E B 2 72, p62 D RiEg At o Bk 7 v v 7 23]
FTRET® - 72 329 5l (IMNM 136 {535 X X NSM 193 f5il) THiET L 7z, p62 it
BTYhITiE, Pie b p62/SQSTML =7 ZE / 7 v —F AHifk (DAKO) % Hw
2o F - —EBDREHIC BV TIE LC3 IC2WThH, HLLC3 Pifk (Polyclonal, 7
Y ¥, 1eG, MR SHEEAEYFEWTIEAN, 100 (57 % v CRHii% 7o 72, 1
AR & D IEIETEHARHME O MR B I ERCR R et 23320 b 2 65 % [ERLR
LC3 ettt ] & L7z, p62 & LC3 Z @kt ot L, FERERICTHE— & H
T & 2 A ARAE I T T O Yt V23380 & 2 2RI L 72, M ERAE D REZE (L 28
KE WG ITRHGi 2 S BRI L 720 LC3 24t L 72X, S & D & SRP
myopathy10 5l CHEATHNICFHIT L T W72 2. SRP6 f§il, HMGCRS £, RNP4
i, ARS + AMA - fiLikfetER % 22 2 13 O L 72, Seronegative

myopathy (Z DWW Tl #2FBED p62 GHEIERI & 70 5 X 5 IERL 72,
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50um

9. p62 P A iRAE & H&E 3t & O RIG

p62 B PEDFHIGIC D> T, FRIEIEHTBRAE O ML E IR R 2 3 AL E DR
feiclw o ez THRR pe2 Rttt ] & L7,

50um

Ha. MfAROHDREMN

Eb. FHEHEHLL, HERESEORE M (KMN)
Hc. IRIEEMRMEICH1T5. HiBRELSEDORVOREN
Bd. KE72p625 s sRAK (3 A KE 2%)

10. #EF2 HERIE L 72 p62 etttk 5 — v

MR D 4 o gttt e, MlaH O —af@it, BIRGETR O N 28— iR vRE
M. BAKHI R TAH LN DR E REEEMAIZEIE & HIITL 7,
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4. R
4-1. R BECHHE T L D p62 Rttt

FEt 329 D 5 B 32% (105/329 BB WT po2 BGETH o7z, £23 B X
U1 i, RS e D pe2 HEHEZ R L72d DTH 5, RELEETHIT
HRORIENTE D> 7 9PIOHTTIHIES F DA THMETH -7, SRP LV
HMGCR myopathy Tlid. % #% {1 seronegative myopathy IZ Lt ~FHEIC p62
IR 2 G 2> 72 (p<0.001), —J5. seronegative myopathy Tl¥, RNP
myopathy (33%, 6/18 f5l]) 23 FLE Y AEIE 23/ 2> o 7z, £ @ RNP myopathy
p62 [543 1% seropositive myopathy ® Z 31 & L ~_EFEICK 2 - 72 (p<0.001)

23, ARS/AMA/Ku/SS-A & 0 b BEICHEE R E o7z (p<0.001),

55 B B P62 514 DAES
n (%)
SRP 53/62 (85)
HMGCR 37/39 (95)
ARS 3/67 (4.5)
AMA 1/40 (2.4)
Ku 1/16 (6.3)
RNP 6/18 (33)
SS-A 0/7 (0)
Z D1t 1/8 (13)
KRE 3/72 (4.2)
Seropositive myopathy | 90/101 (89)
Seronegative myopathy | 15/228 (6.6)

& 23. R HCYURE D p62 Gt
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SRP I 35%
HMGCR s 95%

RNP s 33% *

ARS mm 5%

AMA m 2%

Ku mmm 6%

SS-A 0%

REE mm 4%

Seropositive 89%

Seronegative mmm 7%*

0% 20% 40% 60% 80% 100%

1. iR ECYURZ & D p62 Gt PHEE

p62 Gett k. seropositive myopathy Tl 89%, seronegative IMNM Tl 6.6% T 5
Y . seropositive myopathy CH & ICEHE TH - 72 (p<0.001), RNP myopathy (n=19)
D p62 FettlEld 32%TH Y. SRP, HMGCR IC Hilis L THE ICEAEE (p<0.001) TH -
7, Z OMhoPiARE X W FEICEHEE (p<0.001) TH o7z,
* 1 p<0.001 (RNP vs SRP, RNP vs HMGCR, RNP vs ARS, RNP vs AMA, RNP vs Ku, RNP vs

KEIE, Seropositive vs Seronegative)

4-2. R ECHHEZ & O IMNM/NSM FEFI D p62 Fetati:

p62 FHEAEE 23 & 2> - 72 SRPJHMGCR/RNP myopathy IZ 35\ T, JHEHRDIE
T p62 DY EDEICEDL B 5 vt L7z (K 24, 12), SRP myopathy ®
JREPT R & (IMNM/NSM) @ p62 Bttt id (89%/67%, p=0.11). HMGCR
myopathy Tl¥ (100%/86%, p=0.12). RNP myopathy Tl (50%/25%, p=0.34) T

WIS HEEAEZRD RD o T2,
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HABSIAETHEL 7 | p62BBIEDES | Hi B IR TH%EL 72 | p62[FHEDRES
IMNM n (%) NSM n (%)

SRP IMNM 47/53 (89) SRP NSM 6/9 (67)
HMGCR IMNM 25/25 (100) HMGCR NSM 12/14 (86)
ARS IMNM 1/10 (10) ARS NSM 2/57 (3.5)

AMA IMNM 1/14 (7) AMA NSM 0/26 (0)
RNP IMNM 3/6 (50) RNP NSM 3/12 (25)
Ku IMNM 1/6 (17) Ku NSM 0/10 (0)

SS-A IMNM 0/3 (0) SS-A NSM 0/4 (0)

Z Dty IMNM 0/2 (0) Z D fth NSM 1/6 (17)
REE IMNM 1/17 (5.9) REE NSM 2/55 (3.6)
Seropositive IMNM 72/78 (92) Seropositive NSM 18/23 (78)
Seronegative IMNM 7/58 (12) Seronegative NSM 8/170 (4.7)

3 24. JREEZIT & D p62 TR

HMGCR
RNP
ARS

AMA

Seropositive
Seronegative

20% 40% 60% 80% 100%

ENSM ®m IMNM

12. IMNM & NSM IZ B} % p62 Gt AR D&\

JRERRZINIC X 5 p62 BB D AR IE, WINOHARECHAD kb o 7,

55



4-3. p62 Yetuth % HE 3 3 BRREZN R T Ot
DI CK il & p62 Jetatk DRt

13 1% seropositive myopathy IC2W T, p62 etk D FIEIC X - TGP

=3

E)CKAEICERE D 202t LD TH Y, p62 Retett2H I 2HEIIAE

CEEIMNGE CKAED S - 72,

L] pe23&itEaHhy pe2 R EBELL

22000
20000 o
18000
16000 -1
14000
12000
10000
8000
6000
4000
2000

& cKiE (1u/L)

POOOI00C0 0

13. Seropositive myopathy IZ 3 1J % p62 $etah: & I CK fili & D Be#

seropositive myopathy T, p62 Fetilh: %2588 72 WHE DI CK EIL AR HE R A= T
36591987 TU/L (11 451) TH Y. Z O FHE(HEIL p62 Fetatt % e 2 HED 670744144 TU/L
(90 ) X v HEBICED > 72 (p=0.016).

56



QR - BAE(b & p62 Yetatt: 0B

14 X seropositive myopathy I 5 1F % 3 BFE DL - HAEZLORE &
p62 DIGHHDOMEEZ R LD DTH L, WINOFECTHEEL THOHEEEICIE
B o707, 7¥., seronegative myopathy DFEHICD T3 25 ICFCHE L
=, WINORETH O UAHE IMEWEICE T o TE Y, B - BELLD

BETHL T 2 DR O MM ICHE RO %2> 72,

p=0.42
! p=0.09 p=0.46 !
| || ]
100 94
89
90
7
— 80 ®
ES
w70
60
iy
2 50
& 40
T30
(=]
= 20
10
0
IE FEE mE
EIE - BEAEZE

14. Seropositive myopathy IC 351 % p62 Getifh: & 5L - FAEZA L & OREE

N B th B
Seropositive myopathy (n(%)) 0/0 (0) 14/18 (78) 44/47 (94) 32/36 (89)
Seronegative myopathy (n(%)) 2/45 (4.4) 5/117 (4.3) 4/48 (8.3) 3/18(17)

* 25. BUE - HAER(L L p62 ettt & OXfE

Seropositive myopathy T35 - FHAEDREEICHHb b3 @S THIMAE~D p62 4
BEERD, WTNLOMHEK T AEAEZRO kD o7, —J7. seronegative myopathy
Tl BOE - HAEDREIChb 5T, HifiE~o po2 ML TH Y, wIho
MR TOAEEZRD 5 b o Tz,
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4-4. RNP myopathy IZ &) 3 p62 YetatbF HEic X 2 BREGOKRET
S E DO ET Tl RNA myopathy 122\ T, p62 Jetaf:23Mth D seronegative
myopathy XV b ®HHETH 5 Z L Z/n L7z, % Z T, RNA myopathy IZF\»

T p62 Ytttk D M CRERIRAEE D 2 et L7225, £ 26 D X 5 icERIZE

DD > 77,

RERZ T (H%B) pE2LEiED W) pe2LEiii L pb2EiE
FEGIEL (n) 6 12 HY vshL
IMNM®DSBE (n, %) 3/6 (50) 3/12 (25) 0.34
7 B (KE%) 6:0 (100) 8:4 (67) 0.25
FEh (F)° 41+18 53+15 0.21
Fi988 (B)° 7.2+85 5.4%2.9 0.56
BB12h BLLE (%) 1/5 (20) 1/11 (9.1) 1
FHCKAE (1U/L)* 1240+807  1542+788 0.68
i (n, %) 4/6 (67) 8/11 (73) 1
EEFD (n, %) 2/4 (50) 3/7 (43) 1
BHER (n, %) 1/5 (20) 3/11 (27) 1
BT EE (n, %) 1/6 (17) 2/12 (17) 1
RaynaudiiZ (n, %) 4/5 (80) 6/9 (67) 1
R ERZ (n, %) 2/6 (33) 7/12 (58) 0.62
KL-6EF (n, %) 1/3(33) 4/11 (36) 1
DHEE (n, %) 0/6 (0) 2/12 (17) 0.53
MEEREE (n, %) 0/6 (0) 1/12 (8.3) 1
22 F > BFAERE (n, %) 0/6 (0) 0/12 (0) -
HIREFMRC=5 (n, %) 2/6 (33) 5/12 (42) 1
ERFHMRC=3 (n, %) 0/6 (0) 3/12 (25) 0.51
WEEREAT =3 (n, %) 1/5 (20) 3/12 (25) 1
EEREH =3 (n, %) 0/5 (0) 1/8 (13) 1
EBORAIA =3 (n, %) 0/6 (0) 3/12 (25) 0.51
TEOERFH =3 (n, %) 0/6 (0) 3/12 (25) 0.51
CTD&# (n, %) 5/6 (83) 6/12 (50) 0.32

RA 0 0

SLE 1 0

SSc 1 0

MCTD 4 6

SjS 0 0 _
FEMAEI RIS (n, %) 2/6 (33) 3/12 (25) 1
CRP>1mg/dL (n, %) 2/6 (33) 3/12 (25) 1

5% 26. RNA myopathy IZ 51 % p62 Geta DGR E & OBEfR
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4-5.LC3 Jefaic X % p62 Jetatfic x5 2 BEOKET

BENC W72 31 flCld. LC3 YLt tEG 1 o it 1 p62 e T GMETH
o7z, 7277 L. WA BERDIR CIZE 72 D BTE & 13 L 7 ds o 7243, p62 D A
RGO I NEHMHERBR I NS, COFFRIZ. HEICHEIG 2 ol

SO, HEHE o REMETT, Pl ed I RIFED LN,

' . ERT  ERYART &R T | L
BRASAE | ome scmi mrosme| Co
SRP 16 0 ’ Y
HMGCR 5 0 0 .
RNP 3 L 0 :
ARS 0 2 0 :
AMA 2 0 0 :
et 1 ! 0 i
= 27 ) ' ;

% 27.LC3 & X U8 p62 Yeft b ic 3513 3 Hifkds o Mgt il o PR

e

bar: 50um

15. HMGCR myopathy ### U] Fric 1) 3 LC3 3 X U8 p62 D Jeta ik

R R IC B 1T 2 BTl p62 Jetafh: & LC3 ot —E L T 5,
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5. EE

JeATHE i p62 Fetathld IMNM ISR RN AFT R M E hTw 328, &
[l DFIETCTlL. seropositive myopathy ICFFEEDE VIR TH 5 2 L 238 S 2>
IC72 5 720 §1 SRP/HMGCR $ifRDIFIED A — + 7 7 & — L\ S iR IC [ HE R
%35 LBRBINT,

% 72. RNP myopathy (%, p62 51323 33% & HEHIE < . seropositive
myopathy & 0 (ZHEITED 572 (p<0.001) DD, Z LI D seronegative
myopathy & S 2 L FEICEHE CTH -7z (p<0.001), RNP myopathy D
WTC, A= P77 V—%DBHEEL TR EYID THL I L, &

F. RNP myopathy iCH T, p62 FetalE DM CIIERKRRICIH O »7r 2R %

ROl TOILIFA— 7 7V —EFIREBICIIEES L T, B
IRBA~DB G TR E K R WA[RRED B 5, T DRilE. seropositive myopathy &
X Y RNP LI4k @ seronegative myopathy Tid p62 etttk iciiw b 25k & S METC
2 750> 7272 % RNP myopathy TOREFIEZ LI 2 & Thliamz Hi L 72\,

RNP L4k @ seronegative myopathy TiZ IMNM T&H > T, p62 Fetalhix
HEIED > 72 (p<0.001), HEH - HAERMELISEEED S Td T b DFER

T3 p62 ettt 2D 2722 & 26k, SRP/HMGCR/RNP & (37358 D

1=
H =

Pl

REDRN R 5 DT RnWh e F R T,
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p62 & LC3 ITx3 2 Jta it O AR, seropositive myopathy C351F % p62
L LC3 oYttt el c—3% L Tz, ZofRIE, A—FrT7 7TV — A
DIEEEIEAARMEPNICERE L C WA L DFILE S 22D THY, A—+ 77
V—IEEDR IO USRI A R & # 2 72, p62 DSl E I et I L B
bDOD, LC3 R TIHRERMMMESEL A LD b/, T OHREER,
AL A P L RIC X B p62 BBUTHEZ KL, 4 —F 7 7 ¥ —GEHK TS o
J7 CHIALETIC p62 BERL TV A A[REME D RBT 2 b DL HE X 5, b, il
PEOHERIHRICE 2D DTHY, ZOMEREELIHAL2ICTEITIE, F
—F 77V E Y X &Z v 7y b mRNA FEIFEITIC X O E &0 G
T3 2 L BRET T2 0B SEIOMEHITREER R %58 L 72 FRIK - IE -
BRI R Ot a2z HINE LT Y, BUIOWIFEEN Z@&EN S 5 & kL 72
Te®. EALERIREN T o THE LT, SBROMGHEL Liv, 7. fiiefE
B L W) RICIBIEEFERICE T 2 LC3 a0 EEE D RB I L5208, IBM
DIET bl U 7-5l#l & [FBRIC, @21 & v 5 mCIHREICEN T p62 Yeta 2 5] ¥
FeE VWA Z YL L EZ D,

p62 BPEEI o IfiE CK 13 p62 FEtEflo 2N & v HEICE L (p=0.016) =
EHolx, ML A — b 7 7 V—EHEE TN ICRA S DOBERH 5 2 & BN

THDEERT, Lol kil zXdicA—1 77 Y —iGHEET & Ff#ED
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BlCiZ, LA P L RIC X 2filE~Dafa s, ST ITABRIPES LT
WAHEEED B Y . SHOMEIBVETH % LE X T2, SRIOMET T3S
EA—LP 77 VR T O S LR EAERTH 2 20 1ZHH L 2 Ik T
72\ A3, seropositive myopathy TIXIESE « FHAEZLHEE CTDH p62 Yt PEH R
Dbz, SEOMEHIEERN I TIEH 5 b DD, seropositive
myopathy CTIZHEZALDOYIIH» LA — b 7 7 O —EHEEK TS L CTnw5b Z
EHRREINT, TOZLEREZDE, A=+ 77V —%ED ML 2DIE
REASEATL. Z DR E L CHifi#E, 0w Cikiiig CKiE LA ABELTh 20
TEARVPLEZ TV, Z5 ThiuL, I - HERHEOE VA -1 7 7
V- DREIIEES 2 2 L3 TREI NS, SRIOBE Tk OBEITR S
Drolz i, THITEESE - HAEDRE ZEERIICEHEI L 72 2 & DR D HE X
N, HGEEIEGC & oA — 77 Y —ICiFBERRB I NS 238, 5l 2
ERES R T V20,
Seronegative myopathy iICE5 W Td, IMNM &2l ) 2HiA#E L LR

L 72 ARS , AMA ,RNP, Ku, SS-A iZ B8\ T, IMNM & NSM 25583 3 EF&R D
FRRAICIZZ LW b 2B Tn Lz, A ET, 2ab ofifkitics
I} % seronegative IMNM/NSM 0 p62 Jefa A 12 & 4 7 5 037 o & & 2

L7z, 51T, p62 Jetaf:2s seropositive myopathy & 13K & C B D {KwZ &

62



R L7z, TDZLIE, seronegative myopathy % REEMY 72 p62 etk & s

7 KTH IMNM & NSM 23 [RIERDFER, 2 W T 3 ERICZ LW L&
721C/R L72, % L T, seronegative myopathy & seropositive myopathy & fifj %
HEPURTARIITE 2 2 & ZERR - RBEANICR L 7z,

IMNM % JEREFIN AR CafET 2 2 & X0 b, PiiliC X 2 RIEWTHREED
SEPEETHLILERTIOTHLEFEZLDL, L L—J7, IMNM X, i
ROFENFROELOPFCHEINTELFTHY, ZOoH LD SRP
myopathy ¥ HMGCR myopathy O EiRFIRAA S 221272 > TE /ey Z DRI
22513, IMNM 3R OFREMFE O R CIIEE KB 2R L CE2&ThH
%, IMNM ICBIfRT 25 = - BUDHUAZMEL ST 2, RIEDZ L \WEDE - 4
ZALDOE RWEEZHO 2ICT 5 & o 2B LI NS £ TlE. IMNM o

REIILEERCHATLDDOTH 5,
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[35=2%] Seropositive myopathy @ Z#7ic EE 2 RRELN R T O BE

TR

7Tl H Ok L BRRIGICEELBEERH 2 2 L3 L I V00 b B,
Seropositive myopathy [ZiEFETIETH v . B#i» ST miBERIEE NS 2,
L2 L. Bl T3Pt SRP FifkHl HMGCR ik D HIE 2 REEIGICH b |
HIE & B HER% IR & v, Mk 2 DI %, Z LT, $_CT
DIFRIEF T NS DYUEZIIE ST 2 2 & IFHREMTIZ RV, —T7. b L. ik
R 5. seropositive myopathy TH 5 Z L B TFHETE 3 &, FKRDOE~D 7 4
—F Ny 7OBE»OHERTH S EE T,

Seropositive myopathy (. D7 I L L CTRE DA, #FHZ& CK L
HSERTEDPHLNT WS 2L, 72, seropositive myopathy DL~ 72 FFfY
LT, BIEMARRE O Z L\ B RAARME D % R o fth, JEEFEHIRAE O il
fEfE HLA-ABC et EJTERM DA R IC B L TZ L v 2 & 2 JEESEM: it
MBI HAE AR (C5b-9) DIEZRD B 2 L2 R EDOREIPAL LT
%, ¥7-. 5 E Tl seropositive myopathy T3 WHEE (89%) T p62 Ytk
D, BPWICAMTH 5 2 L BTRBRI NI,

IO OMRAEZERIC, KFEREZE X 2 WHHRIEF O H 2 5 seropositive

myopathy % F#Hl3 2 BEK - BT ZB O 2 Ic TE R b & 2 7o,
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2. HHY
TREBHIRHT. AR D RF 5 C seropositive myopathy % i2 W1 C & 2 R PRI HE

AT ZH 6 2129 %,

3. 7k

IBM, DM, PM % BRHL U 7 i 28 e bl GRRER 2RI 12420128 IMNM £ 7214
NSM IC5%% 3 2) ZxfRE L, HLSRP HifkD L < 135 HMGCR Fiik 03 Mk
FICHIBH L 72/ %8 (seropositive myopathy) % ZEHEGIEE L7z, FE SRP/ZHMGCR
P % BN L L7z, %I seropositive myopathy (2% LT, Ef
IR - SRRSO W IC N 3 2 E - FrRER RN T e Lk,

a3 2 BRRAIEHE Tl 1) &EOH KT, 2) . 3) CTD &ffz L.
4) Raynaud i 7z L. 5) WEFEE. 6) CKAEZ MG L 72, MERERIEHE & L
Tl 1) HHEEL oS - HAZ. 2) IMNM OXEHE AL 3) IMNM o HiE
B. 4) HLA-ABC a4 TED LA, 5) HLA-DR Bttt L. 6) CDS8
Vv ANBRIRIEME L, 7) AR oM EES Y 2T,

p62 Bt oW Tid, 8) EMEMARAED 1 ALLED p62 Yetatd:, 9) ZHhafi
MED 3 ARLLED p6e2 Betath:, 10) FEZEMAARAMED 1 KU LD p6e2 Fetath:, 11)
FEZMEMIARAED 3 ARLL LD po2 Fetad:, 12) FifRMERIC X S w 1 AL ED
p62 DREEYE, 13) FIFRMERRIC X & 72\ 3 AL ED p62 Dttt % T 7=,
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REREAROEHl I X OV E et 1356 %8 & RRRICT o 720 RIBERETH W2

— XY L FHfiEIC D W TIEFER 27 - R 28 I L 72,

iR clonality |&Z8¥| 74V 247 | Rt | FREXR
MHC class I/HLA-ABC Antigen Monoclonal | <7 X |1gG2a, kappa| DAKO 1001

MHC class Il/HLA-DP, DQ, DR Antigen | Monoclonal | ¥7 X | IgG1, kappa | DAKO 10015

CDS8 Monoclonal | ¥ X | IgGl, kappa | =F L A 1001/
Cb5b-9 Monoclonal | ¥7 X |lgG2a, kappa| DAKO 1001/&
p62/SQSTM1 Monoclonal | ¥ X |lIgG2a, kappa| DAKO 1001%
% 27. BRI 72— XYk
REERT R MG ES L PHFEEDERE
- 200f5REF T D % W IO 2 P E B ICEEE L 72, BRI IR, RIEEE L ~5fEk
i :fa) | 5-201f (1+:88 . 20ff-1001 (2+:4% . 100f@ LA F (3+:
CDSE i 012 s (et M (1+:3RE) fE-1001H (2+:Fh&EL) L E 3+

L) LR L 72,
» BITE MR 2 EBEARAE 1 SR 75 L T\ 2 SOEMAE I3 FTAT I & 72 o 7o

FEFBCHRRAENE~ D
HLA-ABC¥:taik:

Pem P TUE L TV 3RO RENICE U T, AT E v (2, 1%Lk
25% &5 (14). 25%LL F50% & (24). 50%LA F75%F5E (3+) & 2 L 7=,

FEHIERARHERE ~ D
HLA-DR¥: (B 1E

PP TUE L T B RO R BN E U T, AT E v (&), 1%2 E
25% &K (14). 25%LA F50% 5 (24). 50%LA F75%F5E (3+) & 24 L 7=,

FEEBCARRAMERL I 35 1
3 i SR O

FEEETCAE A RHE O MEIR IS0 - 7= etk o3, 3ARLL L OF#ME T, % D AHHER R
D1/3ULICED o B HAEICHEL L,

K 28, PEYLth O Pl I HE
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4. R
Seropositive myopathy & seronegative myopathy O iR HE {5 D g % 2 29
IR T, p62 FHMIEIC B 1T 2 YB35 30 ICREi L 7=, 72, BEfL7=2 1

ZNDGIK - REARIRFEOF MR IC 2w T3 31 ICREHE L 7,

SEIEZZHT (EX#B) Seropositive Seronegative  Seropositive
FEBIE (n) 104 231 vs Seronegative
IMNM®SEEE (n, %) 80/104 (77)  58/231 (25) <0.001
7 B (%) 73:31 (70) 175:56 (76) 0.28
TG () 61+15 59%15 <0.001
T8 (B) 12+24 14+26
md12h B L (%) 23/103 (22)  64/222 (29) 0.23
FHCKIE (1U/L) 6588+4386 2032*2853 <0.001
% (n, %) 41/98 (42)  110/220 (50) 0.18
RERD (n, %) 27/53 (51)  43/123 (35) 0.06
BERE (n, %) 29/89 (31)  60/195 (31) 1
BN REE (n, %) 36/104 (35)  30/204 (15) <0.001
RaynaudiE % (n, %) 10/58 (17)  45/137 (33) 0.036
REMZAL (n, %) 17/103 (17) 102/222 (46) <0.001
KL-6 EF (n, %) 7/54 (13)  75/155 (48) <0.001
DEREE (n, %) 2/93(2.2)  27/183 (15) <0.001
IMEEREE (n, %) 6/89 (6.7)  31/187 (17) 0.024
REF VAR (n, %) | 18/98(18)  28/218 (13) 0.23
HRHMRC=5 (n, %) 19/102 (19)  89/224 (40) <0.001
ARHMRC=3 (n, %) | 37/102 (36) 20/224 (8.9) <0.001
EERER =3 (n, %) 48/97 (49)  49/205 (24) <0.001
EER(EREF =3 (n, %) 20/88 (23)  22/196 (11) 0.018
EREIE =3 (n, %) 33/103 (32)  25/228 (11) <0.001
TRAEIET =3 (n, %) 44/103 (43)  40/228 (18) <0.001
CTD&EBf (n, %) 9/104 (8.7)  71/231 (31) <0.001
RA 1 11 -
SLE 1 10 -
SSc 1 28 -
MCTD 1 10 -
SjS 6 21 -
BZ (n, %) 14/104 (13)  77/330 (23) 0.037
CRP>1mg/dL (n, %) 17/104 (16)  73/224 (33) 0.002
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RIEZWT (E4EB)
FEFIZR (n)

Seropositive
104

Seronegative
231

Seropositive

vs Seronegative

IMNM®DSEEE (n, %)
Bt - BEZ{LDIRE
P21t (n, %)
BE (n, %)
FEE (n, %)
=& (n, %)
AR SBIRHEAL (n, %)
HLA-ABCHf M 7o
Bt (n, %)
25%LAF (n, %)
50%LL E (n, %)
HLA-DRZ: & M 7T
B (n, %)
25%LLF (n, %)
50%LL E (n, %)
CD8Z 1% e /=8
Bt (n, %)
BE (n, %)
FEE (n, %)
=E (n, %)
C5b-9Z 14 (n, %)
pE2FERIIREEME (n, %)

80/104 (77)

0/104 (0)
19/104 (18)
48/104 (46)
37/104 (36)
10/104 (9.6)

9/91 (9.9)
46/91 (51)
15/91 (16)

65/85 (76)
24/85 (28)
0/85 (0)

61/93 (66)
19/93 (20)
13/93 (14)
0/93 (0)
36/89 (40)
90/101 (89)

58/231 (25)

45/231 (19)
120/231 (52)
48/231 (21)
18/231 (7.8)
25/231 (11)

18/189 (9.5)
74/189 (39)
63/189 (33)

59/147 (40)
67/147 (46)
17/147 (12)

113/200 (57)
43/200 (22)
39/200 (19)
5/200 (2.5)
37/202 (18)
15/228 (6.6)

<0.001

<0.001
<0.001
<0.001
<0.001
0.85

1
0.09
0.003

<0.001
0.01
<0.001

0.16
0.88
0.32
0.18
<0.001
<0.001

% 29. Seropositive myopathy & seronegative myopathy O EfRFHRIC 1T 5 =R

Seropositive myopathy D EfARER T I%, W TREHE -
myopathy & W D% 2o 7223, ZNODIHHEIZZ D % b DFELR V0o 72, HEHRICON
Tl B - HAZMOBRESHEE - SEOIEFSERICS 5o 7,

Seropositive myopathy CHHEE 2355 < | seronegative myopathy "CDAHEE 23K\ FEEE 13 p62 G4

GRS LY L 7,
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et | SRR | EEER | EEERE | ZbhT | ERbT

1AL EIC | 3BT | 1AL EIC | 3R EIC | 1Bl Bl | 34 EIC

BRA B | BB | BRAEE | BRA B | BRI B | BRI S
SRP (n=62) 52 44 50 39 h4 53
HMGCR (n=39) 37 36 37 35 38 37
ARS (n=67) 2 0 9 1 7 3
AMA (n=40) 2 0 2 0 2 1
Ku (n=16) 0 0 1 1 1 1
RNP (n=18) 5 4 6 5 6 6
SS-A (n=7) 0 0 0 0 0 0
Z ot (n=8) 1 0 1 0 1 1
FRE (n=73) 4 1 7 2 4 3
Seropositive (n=101) 89 80 87 14 92 90
Seronegative (n=228) 14 5 26 9 21 15

Seropositive myopathy T\ 3 41 b &\ T p62 Rt %

#* 30. IR HCHUARZ & D p62 Fethlt

8 T\ 7z, Seronegative

myopathy T3, ZFAEIRAEIC I 1T 5 p62 et SR 23D 700 & & DRFHEI T H - 72,
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PRI EFRIER

Oddstt (95%{=#EX )

m7E5CK3000 IU/LLL
iEE Y
CTDAHHEL
RaynaudIB R L
BT REEE Y
HREMRC=3
EEBEFHMRC =3

18.48 (9.92-36.03)
0.74 (0.44-1.23)

4.67 (2.19-11.12)
2.34 (1.04-5.67)

3.06 (1,69-5.59)

7.34 (3.71-15.13)
3.11 (1.81-5.37)

Bt - BEER(HRFELUL
HLA-ABCR2tE S L < 1325%LLF
HLA-DRPz%

CD8 4 e D= BEE L
FEIRIEER AR DA R B

10.42 (5.80-19.43)
1.27 (0.76-2.13)
5.36 (2.87-10.33)
1.64 (0.96-2.82)
3.02 (1.67-5.46)

IMNM EZEA
IMNN £#B

13.35 (7.47-24.48)
9.86 (5.60-17.89)

ZHEARHE D 1AL _E Tp62[5 1%
ZHERHE D3R L _E Tp62F5 1%
FEZENERRME D 1AL £ Tp62f51E
FEZENERRME D3R L Tp62f5E
FEEROTIAU L Tp62i514E
FEERHTIAU L Tp62514E

109.30 (47.44-275.62)
164.04 (58.85-568.04)
47.23 (22.96-104.10)
65.14 (28.57-166.12)
92.78 (40.22-241.85)
111.92 (48.26-285.12)

31, MRS L 72 BfIR - JRBEERVIEEE D, seropositive myopathy 721~ D H 414

BRBRIC BT 2 AFIc 2w, IfiF CKAEIZ 3000 UL 274> bAZfEE L& ZiC
F v XSRS D o 7. WREFENRFICOWTIE, B 1 ECEDEHEA B 2z L
2HETH, WERLIME CKMEX Y b4y MK BEH S iz, pe2 ettt v n
bEnd y AR I, ABOREELFL < LaHa, ZMitD p62 Retati ik b
ZWcEHTH - 72,
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5. B%&
5-1. ERARRERIE B © 7l

FiE T - ERRRE AR IH H I3, seronegative myopathy & seronegative
myopathy & DI TWIN O HEAELRD LD D TH Y, ZL L HWL 72,
I3 CK il (% seropositive myopathy F2Wi i< 35\ C—iE O FH ML /R S iz 23,
FRLUSNOIRIERI OB 3E 2 b o7z, 72, HH¥EA BOBKERZH
ZNCKEDZ N X b d/hE | TEREMZ L2 B L 72 IMNM 2 Wi EHE <L,
seropositive myopathy % seronegative myopathy 2> &+ ICX R T&E e\ 2 & 23h
otz —J7. po2 FIEWICHVBHIEEZA L Tz, ZNETNDAEE (I{E
DTIED o 7208, [EHHEAET pe2 BBtETH 2 | A2, b EY) AdkiE e &
A2 bz,

p62 Yottt 13 C M E TICHA X T 2 K - REEI AR O W FR X Y

b . seropositive myopathy DZWIICEH 5.3 215 CTH % L F 2 7=,

5-2.p62 BBHERRMEIZ & D X 5 infREER KB L 72FT R 5
Seropositive myopathy IC 3> TIIIESE - FHAEZC B ZER] T b & B
Tp62 FetitE %3880 5 2 L BRI TH > 72, £ 72, seroposiitve myopathy Tl

AT RRAE T po2 et tEDFE® b L, % DBHRE T seronegative myopathy T (3K
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W DRI TH o 7o, EMEEHEIL T, BERE (I H E iR N X
(o TV A M (ZOBEERELS A->Tw 3K 02
FOANRX—V 035 5, FfTlE P ©bEMMMEO REMEIZER L Tnizp, 2
NWOEEDPBEDOLE L LR KL 72 D2 A BHE SN Tz, A DRETT
I3, seropositive myopathy IC ¥} 54—+ 7 7 & — DS, FHEAL D YIHIELHE 2>
LADOLNB T L ERET S, Seropositive IMNM TD p62 Fethuth: % £ 5 AR
MEE, B X 2 EHBRICH 2 AREM A E 2 5, Z DRFIICIE. FRERRRAE
TFFH1$ 5 neural cell adhesion molecules (NCAM)* @ Bttt 75 p62 ZEAERRME T I

RO LN RT3 HERD 5, FHROBEIZET S,
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[FERETORA L SROEE]

AWFZEDMRIL L LT, 1) B—EEEEER I iR B2 WA D & o 72 S\ & 0 5
L7 R RET T H B, 2) MRIEGIASHAM % HEFT L 72 REFIC R S h
%, 3) BAHHIE 2 & DRSS K HUIB AN A 7 2 %L nIEEED B %, 4) G
PROL A D o T fEBI A3, BERHENT IS B % 5 2 7= W REED B 5, 5) /NRHIIERR
SLCTELT, EFICRY ZE L T AREER D 5, 6) —HBRIE L 72K TE

IR 2 BRI L TB Y | WEHIRIT IO E 2 5 2 - ATREED D 5, 7) WRIRAL
BUCHES T —F 7 7 7 BEHEITIC 8 2 5 2 72 etk s & %, 8) HiEEaT
flicd v, WIHED/NE WEEARCIEAT R 2@/ NGl L 72 FTREE DS & 5. 9) ik
172 i 28 B CHUARRIE 217 > TR WIERID B 5, 10) JRED358 < 7o Wihr %
PRILLCTLE o7 (ANEY)REEAML) < & T, NSM RN 23R4 X
D %< T Y MERHIEIT IS B R 5 A RS B B (v T ) v N AT
Ao —H. RIEERITo 7208 LT, MEHERIZ 2 LA 72 B o
LD T2, FRHC IMNM I 51T 5 p62 DfETE L TH . seronegative IMNM D&
e LChHIBIERATH %,

St DR L L TlE 1) Seronegative myopathy 1 35\ THRIEEZHT 25 IMNM 2275
2. T DICE p62 ZH T B B TRFESUCESC THRE R 2 02 RN 7
A B =T v 7 H%{TW\WI2 v, 2) Seronegative IMNM & 2 L 72l 5 % $T RNP
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TURBHGIc BT 24— 7 7Y —DIRREE S 2 X VL 2T L7V, 3) A —

b7 7Y —=DANC X B - AL RIREEZIHS 20 L 72 \n,

[FEEtD % L »]

FAIXH—FE T, THE CHEIRTH -7z IMNM OJFFEHER RS 2 & T,
IMNM & LCa vty % Z2DH 3 seropositive myopathy (FT SRP Fifkd L < iZ
$L HMGCR HURBGHERER]) & DX T, seronegative IMNM O 2§ % 0 & %>
I L7z, L2 L. seronegative IMNM DE§IRE 1L seropositive IMNM & H~ T
CK HAH R, £ DhDERRER S x> Tz,

BIOETIE, A= P77 =~ —Hh—"TH 5 p62 5 seropositive myopathy T
TS OBEEE R 2 R 5417228, seronegative myopathy T IZHH & 22 ITfK >
xRN LT, 72 0QEMEOBUERTIE, WHATR TR <. AiRECH
KTHo7z, £/p62 & LC3 DREHIZ KL TEY ., p62 Felothdd+—+ 7
7Y CBET AR THB L EINLT, TNH DD, seropositive myopathy
DIFEIC BT 24—+ 7 7V — DG IRKR S L7z, —J7. seronegative
myopathy T3 IMNM OZWiCTH o TDH p62 FetruPhiLZ L 2> > 7z, Seronegative
IMNM (3 FEHTIC B seropositive IMNM & 1Z T RIFEBRKEZ C Er o T3
T EEINLT,
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1]

55 =¥ T3 seropositive myopathy DZWTIC I\ T, p62 BetrulED D 5 & & 3K

e

BE - FRRE & D ICIEFFICENLTE Y . BIFOMKRHEEWIEEI ) dEL T
5 LERLIZ,

HbE T, RNPmyopathy THA—+ 7 7V —DBENRBINE L ERL
7zo SRP/HMGCR % L T RNP myopathy D5 % DOfFREMIHIC, A — 1+ 7 73—

DMFIDEETH L Z &2 LTz,
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