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EMG
HAQ-DI

HMGCR
HRCT
M
IMACS

IMNM
ILD
IVCY
IVIG
JDM
MAA
MDAS
MMF
MMT
MRI
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MTX
NXP2
PM
PRINTO
QOL
SAE
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activities of daily living ( H & 415 #{E)

amyopathic dermatomyositis (M7 JiE P 52 Ji& 75 %)

aminoacyl-tRNA synthetase (7" X / 7 /L tRNA & %)

azathioprine (7 #F 47U )

Childhood Arthritis and Rheumatology Research Alliance
cyclophosphamide (27 B4R A7 7 I K)

cyclosporin (327 B ARV )

dermatomyositis (FZ &5 45)

electromyography (7% [X])

Health Assessment Questionnaire disability index (f:FEREANE 22 K 2 #%
REfEE A T 7 R)

3-hidroxy-3-methylgulutaryl-CoA reductase (HMG-CoA & el )
high-resolution computed tomography (/&3 fEEENT @R L > N7 T H)
idiopathic inflammatory myopathies (FRFFEIEZSIE M i 1 F8)

International myositis assessment & clinical studies group  (|EI B % 2% AR
RIFFE 7 —7")

immune—mediated necrotizing myopathy (FefZ I 7EMEBESENE I A4/ 3F—)
interstitial lung disease (fH]& T &)

intravenous cyclophosphamide (37 B A7 7 I REp{E#EE)
Intravenous immunoglobulin (%% 7 0 7" U K& FHIRE)

juvenile dermatomyositis (FFAF-1ME K2 & 775 2%)

myositis-associated autoantibody (5 4¢ BiHE B CLHTA)

melanoma differentiation-associated gene 5

mycophenolate mofetil (X 27 =/ —/VEEE T = F /L)

Manual Muscle Testing (& 5 /17 A 1)

magnetic resonance imaging (£%fd 5 LR i 14)

myositis-specific autoantibody (5 4¢ 45509 H CLHLA)

methotrexate (A k F L-FH—|)

nuclear matrix protein 2

polymyositis (ZFMEM %)

Pediatric Rheumatology International Trials Organization

quality of life (Z:7EDE)

small ubiquitin-like modifier 1 activation enzyme



SHARE Single Hub and Access point for pediatric Rheumatology in Europe
SRP signal recognition particle (37 F /L #8F0AL 1)
Tac tacrolimus (¥ 7 1 U LX)

TIF1 transcriptional intermediary factor 1
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B, EHBERL, ST, BACRNR, RERD . CRP C/RIMERILIEHE DT &
DIEVEIIEMERBICLE S BRIERD R 6D, Zub DT IERIL, ZRMEME - K&
% (polymyositis [PM]/dermatomyositis [DM]) (ZHRFEAIZRAEIR TIL7AR W, 1BPERIERER LIS
2. VR, . BUEER. BIETR/BIEI R R O D, FERS SR PM/DM
WZRERMEDR EVER TH D,

AR O THH VR TIXFFICEE TH Y | %RikT 5,

BA&IRIZ. PM/DM (2} O BETRCBEEIR ChH L GG LY v~ TF ORI CTh 255
DFET D, H17 X/ 7 /L (RNA G k%% (aminoacyl-tRNA synthetase [ARS]) $HUi&RME
DIEFI TR, PERE A DR WEFIROGHFOMEN GV, — 7, BV v~FIiTxt L
TREBEMENEWPLY LU AT F K (ceyclic citrullinated peptid [CCP]) HUKREGIED LS
FREEY v~ TF ORI EB 2D, ZOLAIE. BEEBENET T2 EN TS, LY
U FIETORRPLETH D,

Flo. BRI IER E L CoOmE FIREERS, FEMMZEEDO SR ICITZARD b
%o WETNREEL, WHEEA OUHE KT, BEA DO KES, SEGEETD O T2 &
DIRE LB 2 HITWD(E 3 5 CQ18 &),

* FRAEIR
(RERfg - WHGTALARICEA DB D MR T AL OBETBE SIS, —FH. HoA%
PRI E E TR by, FREFEE AV TGRERIZEHE 5,

RS E ORIE - R OFMIEE L LA AW bid, RIEIC K DA O FREE A Kbk
LT, WL O OBEFEOMAFRREN EF7T 25, (RERORHGEDREHEILCK, TV KT —
£, AST, ALT, LDH 72 ETH LM, HiREFMT 5 S L TXCK, RWTT IV RT
— BN RICHAVSN D, MiF CK LD EFITREE A i) L < K9~ 528, kT &
LT LBIITLARNWZ LICEENLETH D,

FEF/5 717 A b (Manual Muscle Testing [MMT]) : #5 /& N OFHEFEAE & L CIA< AW S AL,
07255 ETD 6B CaHlid 2, EHIZHT 2 BAFTESE ) ATRE/R 55 1LE OO MMT
X3 EEFHMECE, IEEARH AN HIUES CHET D, BHEHEENIATREZNEICHIL
TEhE D TE WAL 2, BEEEENIE SN RO FHIGENBIZE TX 285613 1. il
fab AonVIREETHIVTZ 0 L HIEEND,

R : #1A5FEX (needle electromyography [EMG]) 23HFH CTh 5, kB eIz IE T
HPETR E LT, IKENL, early recruitment 232 S5, ZOFTRIL, AiERTO “fiK
A" & XiFh, YA a7 0 —fGERER ETCHL R LN D TH D, —FH., K
SEMEARE BRI 72 DX, LERIRF O B 38 BAL(5 1S positive sharp wave (%] 1), ##
HMEVEUUHE fibrillation X 2038 EICBIESIND Z & THh D, ZOFEREMITEMELICSZ &
WZH B AL, SPEIRIRIC L D RIEDER & & HITHAD T %, EB) AL O s E Lo iven

o



Az DOPRE O NP BERRETH Y | FO/NETITRATAEE LV,

i magnetic resonance imaging (MRD) : fFRIORIE (GH /KT EOEM) % BB T 5%
BOREETH D, TIWI, T2WI, STIR RAHWVSL, TIWI TERE A2 RS20 T2WI,
STIR FfE 5 NRIEZRET HHATR TH H(X 3), $EEﬁUT(axial plane) DI 2ME < O fif; A
DOFFENTICA AT, EREAOREIZHHEL D, REANTIT 1 REREOLZEHENPLETH
%o MIRDORIEOHETNIIH R =0 A iTE’C?@%’)o AT A RRRIZL > THRO
MW AR I3 L, T2WI =i Sk oM/ Bl S b,

AR RIS RIENFET D 2 & AT 2 b EHERRAE CTH D, EOFHED b B
IERFBETH 525, s HAMG. LB =8, =AM, RERIUEER ., AiEE MR s, K<
BIRSNDOAEBSDODBLEE LU, E*ﬁ*ﬁh@ﬂ%ﬁﬁ IZ MRI Fr AN EEREREZH 2 5,
TIWI TREFZRI 2 T2WI @E 52 AT 5 2 & TRIEZ I X DMERITRE <
AT D, *%ﬁ@@&i@@fﬁgf%éﬁ\ & IHERENZ < ARBERHm O FE BRI R &
F— L EINTNDDIFTHIAEARATH Y MERFIEIREZ SR SN, B~ U AEAR
DI AERIG 5 DITkET 5, DM T perifascicular atrophy(X 4, 5). PM CTOfEEE %
FED 72N JE B~ ORISR (X 6), S M AEVESESENE X 4739 —  (immune-mediated
necrotizing myopathy [IMNM]) TOEEIER) « FAR DOLHK 7) & RO IEE (K 8)7: L H ks
IR TH 5,
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DM TIXFHEAN e BRE TR S HEL L, 2WiiIfiifE b m <, FRle~ U A bhr—78 L d v b
0 A B IR 558 O W R ECIE R SERME T L B ICRE B ICHAANL DL TV S,
IO DOREEEROMIZES DM TIidkkx REIBREO b DD T, 62O T B
T %,

AU A b =7 LR OSCREMAOREMAE TH D (K 9), BN E TR
WEOAERTHZ L H D, BEEIETZD, EABET2NWZ LMD Z b dH
%o
= b v U B TR O BEITT . RS AR E M B ET O RSB RN RE T D £
{EPERLBE/ 92 C, R RZZETH D (K 10), T b o BT REEwy m (FEEse
) b AMEREEE L TAL S,

AU e =B OMICEHE TIE, BEE. BTEE. BT (111) . A~ BRI HALBEA L
XLIXR OGNS, SRHB~NIBAE O HRBTTH Y BUZH T TR E 2T 52 b
5 (X12), BEE: EOIRIFRMALIC HALBEN < . WK 2 HEITRRMERER & O
ERINEZETH D, #ITH CITEmEERPMLIERE ET A2 &b dH D, T TIE, ALBERN
BEZIEICAE LD EMEZ KT Z LB D,

FRICBW BT R O 53, Iy ba 8 L RER7 9B 13 O < gl
HAL, BANCBEN IS EBEEORLZEEZ Ty ba Mg L5205 (¥ 13),
mechanic’s hands (F§#k .00 F) 13HRHHE RAIE O~ HE - FHEEERIE 2> RIS NT TAE L 5 A4
{EMED 22T, FlZ & OEMNNEHELWGERH D (K 14), TNBEALEE (X 15) &N RN
M ARIFFREIECH OB T HERD HL5 205, DM THERBICHO LD, T D & 5 722\
FAGIZH —FRAa—TCHIET 5 LR LT <L HIlL AR U2 B/l E 2 WIR LV
LIRERS EHx 52 EmTED (K16),

RERCIE Vil (K 17) v g —UfE (K18) & RHTIN DALEEDS Z A EAUEiES, L
HE B O BB T TEND Z DD, 70, W RS FHEEICHT THALBEN
RondZ ENnHY . DM OREEZIZIL—RITIREZ LD Z &6 FRIkIC X > TRIRD
AEENELDZ EbH D, TIUTHT HERALEE & 5 VN scratch dermatitis & & IS (X
19),

—MMETO R &R, BRILAE, Rk, MEIRE, REEM EDOZE R RZEREN
BIET Db DESMEEEN (R X7 ~) LS, 7o, Ty b a 80 T PHALEE
B, D ARBBICERT L2 E03® 5, KEBNERINDZEbd D, RTOREL LT
ITHEWIRR RO T AKAL D B 0 | RIS/ TIE R N AIKAEOBEEE DS E,

DM T3l %, IO Lo X 5 O ENRET H DT, —/, ~V A4 e
— 7Ty b U BIED XD R RIBICAZTH, EOMOET NS AFE LR WGEITL.
MOPEBO AR Z RFTT 5 & TH D,

B, RIEER OB TREFHREFEOIALL DM IZHET 5 b0k, EHEME DM

(amyopathic DM [ADM]) & LT DM IZETe, FEAMBIZOWTIE, KZBHED A AR MV
N T W RN —RCHETT S D, BT DL e LTIE, Z2< %6, bo & &
(LD TRV LB Fx DIE B MEIR 2L 2 BT~ 5, R OAMIE7e & #if-OlRE OB EI2IT+5
HMETOHVLERD D,

TR B AR AT FLIX B8 AU (Lichenoid tissue reaction : Interface dermatitis & & FEIZILD) %
B350, AR 7~ =7 REEOBNELEED Z &7y (K20), BRESUS
ST, BREIMAE RS 5 WDITHEARO U U oRERE BIRE LT RIEMBIRE 2 S | RO
WOIRZEMECR L A (S 3y MME) BROND Z L 2R E T 5, BEOFREN
FFSM T, A F RS ZED 2 20, BIEMED Z1Z Clid, BREBEOIEESS, BEFE O 5E
FHLMBEYEE N HNED X 912725, FLBER CIT@ s, RLZIIZEHT 20, Ty b mB
TIE, R LAAEEN (IBE) CREE O HLIHEE /2 L OlEkZ~d, Bk
FAZEPE DR ERAR AR I DM IR A7 & O IE< | FREEME X 0 /NEVED IRk R 2780 5
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20 FZBEIREEARARIE (a) PT ARS FUREGMER]. (b) HL melanoma differentiation-associated
gene 5 (MDAS)HUIARGER]. (c) $T transcriptional intermediary factor (TIF)1 HFUREGMER], 3
TERSOLNZ RO, ZREMD OGNS, a lTHHRORLICE & Refib, WRiREN R
DAL BRI AL HNED, b 1%, BZ Bfg o mEEGEIC L D ARIMERO & S R H 25 7 S 4,
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PM/DM % %t 9 B &£ 72 (X2 Wil © ., RatEngmk, PRk IR EE e & OMERasiER A £ 555
(ZiE. MVEPEMIZE (interstitial lung disease [ILD]) DO&PEE%E S, HRICEDFT 5 ILD ©2
Wrix, —xBRMEEMEOL A EEDLT, WL > M7 . B high-resolution
computed tomography (HRCT). KL-6, FFESRERA, EIRIMIE T A2 ENAHTH D, §F
\Z DM, ADM DAL, S0HEITIE ILD & 7225 f[REMENH 0 | M PRICEMET D 2
LD, BHIORE & IEREISHIET R D b s,

HRCT Tlx, TV HT AL, oy UF—ar, fRE, MRE, N ERREEIRE 2
ExBDODH(IX21,22), Fhioary Y )F—a 09087 ARE2RD 56, B MDAS
PUREGMEG], 1MiE 7 = U F > @ f 2 B20EE T ILD 1272 0 09 < PR AEN,

ILD L VBEEEIZ TR D0, DHRIC K DA AE, BlidiEiE, Mg « DR b Mg
JERDJFRIA & 72 0155,

K212V )F—ar bt 0ho 2% X122 BRIk

- BEPUA

FEREVESRAEMER . (idiopathic inflammatory myopathies [IIM]) CTidkk % 22 &R E 2
LK (myositis-specific autoantibodies [MSAs]) -+ # 2¢ B i# H . T /K (myositis-associated
autoantibodies [MAAs])23 Z.IH S 4L THE Y | il 2 OHURIZXIET 2 K 5 ZRERRAYEHED B & 2>
(27251224, MSAS/MAAS I3 R OIFRIGFUCRILTOND ZEBERSND L O 17 -
T %, MSAs/ MAAs [T IZODM(ADM & TN A2 5 0, @QIMNM IZB#$ 5 & 0,
O E REEEPUAIE AL (anti-synthetase syndrome [ASS]) . @A —/3—F v T AR BEHEH T
DHDITHHENDD, EHITEND DD I & EMEE I BE S 25 6 0= ILD (2
HID5H008H 0, GOHE - TRICESBEET 25 H D, S 61 IM O THRERF
W L3 2 5D E AT (inclusion body myositis [IBM]) (28T 6 H U MR S
Do

F72 MSAs/ MAAs 3 1 ICE & DTz, ZALOITAROIERET: « BRI HH & RS
LEDLED L 23 DEIITREND, BED MSAs WIA—FEFNTFIET 5 Z & 1T T
TH DN, MAAs [T MSAs X° MAAs EFHFT D 2 L3 5, FFITHL SS-A HUAIT MSAs
RO, LoEBREVBCOHIK L L HICHETHL T —ANRZ A2 HDHZ ENRMBLILT
W5,

ZOE DI, HEHURIZ & - THRARRR - P& - WS R8s —EHE2 7 22 7
TELHRITR>TEBY  IMOEH - v XA MZOWTH, WAIZS Ll e Tr v A
A RTAUPREEIN T Z EnifFans,



IIM CD
=) SHIGHUE SR E %
7NN KPR I o PR T 2%
KRR CHUR
HUARS Hiik R .
. 72T V)L tRNA & ES 25-30%
(o A1) AL L 0
BT Jo-1 Hiik b AF T (RNA ARk 15-20%
- = AR - X o .
FLPL7 B AL RNA BRRER e it ARS BUUEGERE (502 BEREHUAAE IR ; anti
. . - _ o hetase syndrome)
B PL-12 Hifk 75 =/l (RNA &Ik <5% synthetase sy
R e, MIEMEMZ. ZRIM%.
B 0 Hifk A Y r A UL RNA AR <5% LA =BG R BRI TOF
AR IR 7' L)L tRNA Bk lEsE <5%
L KS Hifk T AT X =)L (RNA O RkBEE <5%
1 SRP $ifk Signal recognition particle (327" F /L FERHRI ) 5-10% HE - HEAME - BRNE - SEEMEE
1L HMGCR itk 3-hidroxy-3-methylgulutaryl-CoA reductase 5-8% IMNM -+ A % F o B 2%
L Mi-2 Hilk Mi-2 (NuRD helicase) 3-10% DM
51 MDAS $HiiE& Melanoma differentiation-associated gene 5 10-20% ADM - S EHEST I ME 2%
L TIF1-y LR Transcriptional intermediary factor 1-y 10-20% DM - FEIZ M B 2, e T REE
H1NXP2 Hifk Nuclear matrix protein 2 5% DM - FIZEMEIES R 7%, /N CRIE A KL
BT SAE fifk Small Ubiquitin-like modifier 1 activation enzyme 5% DM - W FREE
i 2% B B PR
Pl SS-A itk RNA pol Iz 5#& A& K - 10-30%
BT Ku fiik DNA-PK {EMEALIA 1 2-30%
HT UIRNP Hifk UIRNP 10% i R BEARIEAERE
$1 U3RNP Hifk U3RNP <5%
i PM-Scl ik B/MEE BB AR <5%
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PM: polymyositis, IMNM: immune mediated necrotizing myopathy, IBM: inclusion body myositis, DM: dermatomyositis, ADM: amyopathic DM, CTD: connective tissue disease, cN1A: cytosolic 5'-nucleotidase 1A
ASS: anti-synthetase syndrome,
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T cFIRY - ONFEDNLD M RE A EREEEICAI LM L e D, £
PEEES EdLZe\n, DFETELT VY, e 8D HFEATRIZE T 2EEHE ) OIR T 6K 905
ZEBZW, BRI W TR AR OFHAm 2 7T RE & 72 523, JeREB) OTEF 2R CTh
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el Ipole) REDIERTR SN Enb 5,
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O ADM BB TX A L5 Loo, B TEHIN TS MRI R R H Chiikz &t
£ A EIFRIOSET RN e STz,

Loy Ly /NI PEREE IR HI 1T 18 5 £ CTHIGE « 20 ik & TRBD FREIZS 2 DK A D
FREEHI O F IR ENBATT 27280, WFH OIEEITHED & D & /NTIBMERE B
HLEE CIERBE SN B BD b THEHRHE CIIFRE SN R WFENRE L LH2-BN1H D |
2019 FATHE— FEHEDERL S 7,
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FERER S - 18 mLA ETRIE L7 b DT, ()DRJEIERD(@)~(c)D 1 AL, E&H L, 7
OREHIZQ)~Q)POHEEHF 4 B L LA H O, 18 A THRIE L2 DT, (1)DL
IR D(@)~@)D 1TEHAMU R & (2) &z L, 2o $iz@). (5). 8). (HDHEHEF 2
HEL L& OB TR EmRR LT 5,

¥, FRROBBE AT 20D, (1) ORIEERD@)~C)D 1 HE L, LA 600
WG, R JEIR BT LS R G R A BT 203 ®) &l 7= T b DI EAEM R B K & L
TREHRIZET,
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EFER G 3 L OVEEME MR 28 TRV OREIT A EE L WA TX. MRI TORR %
SRR L (T2 S8R/ e A B S B CEfE 5, T1 iR CIERER) CRATEX LD LT
5o

%2

7) PUARS FUE (L Jo-1 il ZEETe) | ) PLMDAS Fifk, ») HiMi-2 Bk, —)Hi TIF1
y BUR, ) BUNKP2 Hiik, #) HUSAE HiUfk, %) HUSRP HUfk, 7) Hi HMGCR Hiik,

%3

MBI, REOZENE (FROGEIIINE) | REEIEEOWRIRE M, FEZ AL,
R A I, U v RBRE IR L U 72 i 2 JE DEE: 3 2 WO T ERIR O SOE AR . B O
FRIEHAIN, AT kg, NGRS & D WITIRIAZEME, AIKILFE 72 EOFTROF DN D908
R LI, BFEE L HOETRETIENE > a5,

- [EIEED T AL UE

BEfh k2 W LMK 7 1 ¥ = 7 b (International Myositis Classification Criteria
Project) |23V CRAEVEF B O EFR 2 2 W ER DR E S, F—r oy N U< T3
EBIOT AV DY USFHEITL - T 2017 FITKR S5 2) [2,3],

KREPEME LT, ZRENOZHEBICA T RRESN TS AL, [HiERA
L] ozxar e iAfEsH Y | OAaT7PRNCRESNTWDLEN®D D, £lo, RZITH
THAATRENTD, BENROVGEITERNICHAEMRBUAETH D Lt Twn
Al

ZNENDO AT OEFHEND THERZR L) HERD Y | ZhThoFHEKZ A
HZET MHRLLE) 2ZHET D, By hAT7EE LT, B LEN0%LLE ( 4R
L) GEtRa T 15 L iEmd v ) A2 a7 8.7 8L E) Hi<definite”, 55%( [
L) BRtAa T 55 L HAERBY | GFtA2 37 6.7)~90%D ;5 X “probable” & H|H =
nNa, L, LOBEEOEVZEE LT Wi 22nigaixh v b4 7z & <R E
U, FFEBIGIG SO TIUET y N 7lE T ITF A Z ENAEEE STV 5,

X5z, WY Y —%HWT PMIMNM), IBM, ADM, DM, #4E1% DM (Juvenile DM
[IDM]) LIS DFEFEER %, IDM O 6 FEEIC 38T 5 2 & b ARETH (4 24), Tl kit
DAATHEEA LS —Fy FETITHIZEDOTEL 270 A FRAABRESNTEY, H
AFERR & HE S 41TV 4 (http://www.imm ki.se/biostatistics/calculators/iim/), %7, ARFEE T
BT 5 EBEEEDRKEL - KRR 2016 FEEIRE T8 2 BT MBI AT H @V ATREME VR &
NTW5[4],

%2
s | AR
7L »HY
18 <HIFIEIR DAL U7 < 40 1.3 1.5
WIFSIEAR DA U T4 > 40 2.1 22
WAL
W I TIE D _ERGITAL O MR B B KT 0.7 0.7
I THEATPE O RGN OO L B e Bt S T 0.8 0.5




BB AR MR RE L BIRT 1.9 1.6

AT R EERS D EAL R L D HAKT 0.9 1.2

~U A hr—7% 3.1 3.2

Gottron T2 2.1 2.7

Gottron 8% 33 3.7
Z DAl

[ Nl el e = T2 B ) 0.7 0.6
ESGIY

Hi Jo-1 Hifk (B AFT/L (RNA A lBERHUR) Btk 3.9 3.8

& CK. LDH, AST. ALT ® 9 6472 &b 150D LF 1.3 1.4
i AE AR

PR (endomysium) (235 1F D AHARMEIR A & £ED 72O i RiHEE 1.7

D HEZEKIZE

¥ (perimysium) 5 72 (I & P oD BEAZ ERIZ T 1.2

ENEEEE 1.9

fxHL Y 2210 (rimmed vacuole) 3.1

(Lundberg & D3R & —HZ [2])

4 24

SENEER & DI S h e B

=R N =

[210% w 1%/

FHRIBG LT
TRHRBSUCHED
{4 Crimmed vacuoles

DVFRD

Juvenile myositis
H other than JDM ' oM
1 ! -

(Lundberg & D[X] % —HHZ5[2])

SCHR




1. Okiyama N, Yamaguchi Y, Kodera M, et al. Distinct histopathologic patterns of finger eruptions
in dermatomyositis based on myositis-specific autoantibody profiles. JAMA Dermatol.

2019;155:1080-2.

2. Lundberg IE, Tjarnlund A, Bottai M, et al. 2017 European League Against Rheumatism/American
College of Rheumatology Classification Criteria for Adult and Juvenile Idiopathic Inflammatory
Myopathies and Their Major Subgroups. Ann Rheum Dis. 2017;76:1955-64./Arthritis Rheumatol.
2017;69:2271-82.

3. Bottai M, Tjarnlund A, Santoni G, et al. EULAR/ACR classification criteria for adult and juvenile
idiopathic inflammatory myopathies and their major subgroups: a methodology report. RMD Open.
2017; 3:¢000507.

4. Jinnin M, Ohta A, Ishihara S, et al. First external validation of sensitivity and specificity of the
European League Against Rheumatism (EULAR)/American College of Rheumatology (ACR)
classification criteria for idiopathic inflammatory myopathies with a Japanese cohort. Ann Rheum

Dis. 2020;79:387-92.



(2)

SR A K5 A R A—F BN 5B

L&A bv ZIEVERR R « TG RZIET A KT A 2 2020 FhR
(2B PM/DM D27, FEIREME, 15EOm E2HIET 5
B)rE Y PM/DM

(DIEE SN D FIMFE R iR

PM/DM O@2#IZE D 5T X TOEREREE D D
JEE, BIRFNEE, MRRAEE, BERE, NRBHE,
AT 4 TINTRE)

HEZT TR —REBRELISRET S

GEEHN A T A > & DORR

2015 AEFEAT R @R Ao TEE Al Bh e e MR 55
BURMEE S 2 HER TR M BOR M TR 334 A 2R IS
B4 2 AN IEIE L M R BE R B 2mE £
FEVER 2% « BUGFHRIGIEITA R A ) (W L 16HH)
DEFET 2 FE & U TRk

(6) 2L PR R

HIRERARE 1 | BRI (FIRE. BERZS., w2
728 BAEFTR (MR, EEgHR
&, AP A) . S OME. o
PM/DM DOF5{# & 62T 5

BRI 2 | IRIE ik - VR N OB, KB

REIR DIBHE, IEMEiZR ORRZ | R
FRIE, EFIaR (A7 A B,
PR, ETERRFIR L) Ve
U7p & NRISHT I8RO A
EZEMNEWH LT D

(DAARTA DI N—=F5
P

PM/DM ZH 9 LA, /IR

Q7 V=N xTAF g
(CQ) U =ALK

THFANR— MAE=F 0Ttk L7z CQ1~23, SR %
1T-7- CQ1~4 (HIFL)




B I ATF=TF A4y IV a—|ZHTAEHE

DFEMA Y 22— | TR : 3 % H
XHRA 7 V== 3 5 H
TET VU AREORM LA T A
(CQ = 1c 4T LTHTV, AfkE LT13 A,

Q)= b7 v AR CTETUREAT B FEDOTA RT A SR, [EBIRFE
L% 2 ONEZE OESENAA. THRR T 5, [ERIFZEER L & LT,
7 v Z setbigEBR (RCT) . FE7 & LMbbbigakiin, BLE2pF5E.
FEBIRE 2RO RET D
T AR BEFEDOHA KT A 2O T, National
Guideline Clearinghouse (NCG). NICE Evidence Search,
Minds %A K7 A 2 =%k, SR wmLITOWTIE,
Cochrane Database of Systematic Reviews & %%, {E B2
2OV TIE, PubMed, =555, The chchrane Library % 152
- RBOIARTEE : MADKRFRICEE L TiE, PICO 74—~ > b
ERbLVDS
RBERRIM TR T DT —Z = Z(ZDO T, 1990 H~2017
F, RBFERIZE - T, MBI OEER FTEE,
* SRR SRIE A AR = X ERE = KT 2,

)RR DBIIENE B | - AR AR TEEAFOT A RT 4 . SR ERIDFET 5%

SR HUE HITIE, ENEH EEL T2,

cBHSEEETZTEEFOTA R74 2 SR LB 7R WGEIC
W, EBIAFERR SC AR R L LT, de novo T SR #%EET 5,

* de novo ® SR T, B-MS&M %723 RCT % L T
T 5,

- BEHSMEA T2 RCT R WEEITIX, BIEMEL x4 &+
Do

- CQIT Lo TlE, JEBIEEREIIZE, JEFIHRE bR LT 5,

@)= v 7 v 2Ok
G DI

P T ET Y ARKORS OFFiE, Minds BT A BT A AE
OFHE 2014] B L TMinds 2RI A FREiAER~ =27
JL Ver. 2.0] OIFiEIZHESL,

C T BT U ARKORAIT, B G A AL L, 8 eE
IXEAZRFA B ERT 5,

TUET U AREDTET U ADIRE




A (58) : ZIEROHEEMITHRS HELH D

B () : ZiROHEEIEIC PEEOHEAE 21 H D

C (89) : ZWROHETEMIT T 2 HFITRERNTH S

D (GEHI253VY) « ZROHEEMANT & A EHERE TE 220

*RCT OATE DL ET » ARIKROYIHFEMIL TA),
BLEZEWITE (27— MR, JEGIRIZRAFIE) OATE LD b
BT AR OYIIFEAM X [CL. FEGIH S - SEFIEREM IO AT
FLOOLNTET  AREKOYHRHMEIL (D) &35,

*TET U ADMSOFHE A TS5 5HA (AT AU RS FE
ELEME, FE—EME. RHERE, RN 7 A), BT S 3HE (O
AZ LD REDFE, HE—FUSAR., FTRENVED & 5 IR 12
K DR OWE) OBEFEITV, BT U RADBE 5T D,




(4) HERIERD ORI, ARECIET2HEHE

(D HESEAERR D FATT Bt

SRF—LWMERR LT B F o ABIKROVEZE S — R &2,
T ML LIGHES N BT ADRE (BT R
WIK) Z#HA LT, CQITRIT 2= B F v AR IKDIRIE % 17
2RSSR

HELSRRED =D, T NI AEBBEOTET LV ADIRE
A (58) : D ROHEMEICHR EERD D

B (") : ZhROHEEMEIC hEEE DREE 23 8 %

C (39) : BhROHEEMIZ3T HHEITRENTH D

D GEHFIZHVY) : 2IROHEEEI T & A EHEFE TE e

HELE D IR X

1: [FEfi+ 5] ZLam<HERT 5

2: [EfEd 2] ZLaHHRETDE (BRETH)
3: [FEMELARWV) 2B HETs (1BET5)
4. [EELARV] Z L2 HET2

RO I OREIX, A RTA AMERBELOKRE (&
ETFNVT 7 AE) LD, A KT A AMEREB D 60%LL
F (1219 NPLE) O—BTHREDO RS 2 IRET D, w%u
FEO—EMPEONDLET, HREZROEE - HEAHED K
HELESC - HELTPE AT D

CHEIEOWREIZIZ., TETF U RO LA TR B
[TV AOBE ], [EEFONT A O, TEEAM
EBLOZARNE . TRRFERIZRHEA] BB L T, #EE L 20
SEPRET D,

- SR #1177, =F A= A=A TRk L7z CQ
WZOWTHREERIC, A RTA AMNEREESORIEIZEL - T
HERESC -« HELRRE AR ET D,

Q)i Ak

BREZESNSDNNT Y v 7 a Xy NEEELT A R4
NEMEERITZEAA NI BB E D MBI A R
L TR ERE L, MREREBICKM ST FETH D,




H3E HERIJV=HINLVIZRAFg

KECIL, BIFD L < ILARICHBOTEEA CQ % 23 2. ZRERICoNT, HA
K54 AR B CERERBE I A S LT, 0k Ui, Mt >U T, et 3%
BB T LT,



CQ1 HRET RIS Z THIT & 5 BAER SR E 1AM )

HEVRSC « BRURIEIR, M RLIC & 0 A PO IREUS I b B TR HEE T
X%, (K 2)

PR« BRARE IR — R A TR O TR BUSYE 2 IEREIC T2 Z L IIREETH 5
B, %< OaB— MFEICB W TPRCIBRKISEZ HET 2 ZRAB N OhiliiE Sh T
W2,

A PRARICEEG T 2R 5 - IR E LT, milis . B AFEGER NS IR
FEL DI E TOMM -5, FRM R, BRREFEMER ) V70 K
AR 10, W TR O PR MEE (R R - FUEMEA) DR LR Y S
BYYE ' BT oD, WICFORME, LMTEMTREMEEETD LV W|ERDH D

1

o

BEOH VKT % 27 256, B NREEL ML HEIE IR MURMEITE L FRlmE
TREEIIEMTHRERAECT IEKRO—2>THD O, Eio, EHEEES DR TR
JEPEIFEENZ ENZNE SN TVWDH—FH T, EHEEOMIHOA THRILET L LY
WESINTVDEIR, LT LU TEELRVWEELH D,

FRATICEE Ui, 1 CKAE & IR RUCE D BHEIZ DWW CIE—E D JMRIX R, 7277
L. CK A BEEEEZ R THAICIIEFR(LE CICREMZET 5010, USHERR L &
NDATREMEIXH D, TF ClE, TRIEANCERIEGRIES C IGHEE A OGN EZED 5 2 &
KM 7 =V FUAEREETH D Z R TPHRARICBEET 2 Z LRI TS L
NG, BIRAERICEIT D TR TR Tl HRICHE D BIEMEMAREICEREZ 4T
PRI AITFES S MESND L) ICh-> TR0, Filin 4, SusEITIEREMERiZ% 1+
B EBRYYE 1 AU A e =B 5 BEOERLYS, LA 855 g EoR
DIRH Y W16 K6 DRl 6, (KAFSREARIREE T A MAE, (K%FVC)'* 1618 (i~ = 1
FUEOEME T AEE STV,

AR CRAEEZE )3 58 < RIEAIREN Z LWDIEAITITIRE LSRN W & 31TV B 08,
Z AUEPT SRP HURBGERI T o D AIREME N & 5 1920,

R D THTINCENTIHCHEROEEENRBINTEY . 2T DWW TIERIE TH
D EFs,

SCHK

1. Nuno-Nuno L, Joven BE, Carreira PE, et al. Mortality and prognostic factors in idiopathic
inflammatory myositis: a retrospective analysis of a large multicenter cohort of Spain. Rheumatology
international. 2017;37(11):1853-61.

2. Ishizuka M, Watanabe R, Ishii T, et al. Long-term follow-up of 124 patients with polymyositis



and dermatomyositis: Statistical analysis of prognostic factors. Modern rheumatology. 2016;26(1):115-20.
3. Koh ET, Seow A, Ong B, et al. Adult onset polymyositis/dermatomyositis: clinical and laboratory
features and treatment response in 75 patients. Annals of the rheumatic diseases. 1993;52(12):857-61.

4. Marie I, Hatron PY, Levesque H, et al. Influence of age on characteristics of polymyositis and
dermatomyositis in adults. Medicine. 1999;78(3):139-47.

5. Schiopu E, Phillips K, MacDonald PM, et al. Predictors of survival in a cohort of patients with
polymyositis and dermatomyositis: effect of corticosteroids, methotrexate and azathioprine. Arthritis
research & therapy. 2012;14(1):R22.

6. Medsger TA, Jr., Robinson H, Masi AT. Factors affecting survivorship in polymyositis. A life-
table study of 124 patients. Arthritis and rheumatism. 1971;14(2):249-58.

7. Airio A, Kautiainen H, Hakala M. Prognosis and mortality of polymyositis and dermatomyositis
patients. Clinical rheumatology. 2006;25(2):234-9.

8. Marie I, Hachulla E, Hatron PY, et al. Polymyositis and dermatomyositis: short term and
longterm outcome, and predictive factors of prognosis. The Journal of rheumatology. 2001;28(10):2230-7.
9. Yamasaki Y, Yamada H, Ohkubo M, et al. Longterm survival and associated risk factors in
patients with adult-onset idiopathic inflammatory myopathies and amyopathic dermatomyositis: experience
in a single institute in Japan. The Journal of rheumatology. 2011;38(8):1636-43.

10. Ishigaki K, Maruyama J, Hagino N, et al. Skin ulcer is a predictive and prognostic factor of acute
or subacute interstitial lung disease in dermatomyositis. Rheumatology international. 2013;33(9):2381-9.
I1. Danko K, Ponyi A, Constantin T, et al. Long-term survival of patients with idiopathic
inflammatory myopathies according to clinical features: a longitudinal study of 162 cases. Medicine.
2004;83(1):35-42.

12. Marie I, Hatron PY, Dominique S, et al. Short-term and long-term outcomes of interstitial lung
disease in polymyositis and dermatomyositis: a series of 107 patients. Arthritis and rheumatism.
2011;63(11):3439-47.

13. Yu KH, Wu YJ, Kuo CF, et al. Survival analysis of patients with dermatomyositis and
polymyositis: analysis of 192 Chinese cases. Clinical rheumatology. 2011;30(12):1595-601.

14. Kamiya H, Panlaqui OM, Izumi S, Sozu T. Systematic review and meta-analysis of prognostic
factors for idiopathic inflammatory myopathy-associated interstitial lung disease. BMIJ open.
2018;8(12):¢023998.

15. Cobo-Ibanez T, Lopez-Longo FJ, Joven B, et al. Long-term pulmonary outcomes and mortality
in idiopathic inflammatory myopathies associated with interstitial lung disease. Clinical rheumatology.
2019;38(3):803-15.

16. Sugiyama Y, Yoshimi R, Tamura M, et al. The predictive prognostic factors for
polymyositis/dermatomyositis-associated interstitial lung disease. Arthritis research & therapy.

2018;20(1):7.



17. Zou J, Guo Q, Chi J, et al. HRCT score and serum ferritin level are factors associated to the 1-
year mortality of acute interstitial lung disease in clinically amyopathic dermatomyositis patients. Clinical
rheumatology. 2015;34(4):707-14.

18. Fujisawa T, Hozumi H, Kono M, et al. Predictive factors for long-term outcome in
polymyositis/dermatomyositis-associated  interstitial lung diseases. Respiratory investigation.
2017;55(2):130-7.

19. Hengstman GJ, ter Laak HJ, Vree Egberts WT, et al. Anti-signal recognition particle
autoantibodies: marker of a necrotising myopathy. Annals of the rheumatic diseases. 2006;65(12):1635-8.
20. Miller T, Al-Lozi MT, Lopate G, Pestronk A. Myopathy with antibodies to the signal recognition
particle: clinical and pathological features. Journal of neurology, neurosurgery, and psychiatry.

2002;73(4):420-8.



CQ2 HEHMBRITERREIEL 250

HELESC - AR (B A CPURIIMROREL, s, ERRRGE, 1R
PEEBBACBE L TR Y, fllo-l FilkZETHT I / 7 /L (RNA ARkl R
(ARSPUATZIS T/ <, ARECTH VT~ OFRH CPUADORBE 2T H & T
boH, (HEEE 1)

RGN AR R S D S R BAUA B D WIT R B BUAR O — I3 28 6 L O A 0F
SE DRSS Z THICE Dl RetEn & 5,

_M%WEE#%®OET Pt Mi-2 HUA, HT UIRNP Hiik, HT Ku HURGEDFERTIZ
W, BIBEEAT v A RGN R TEG TR LRV EBXHEINTND, 272

L., %2 % IHRA— =T » TREBFERETRO D 1,

Pt Jo-1 HiikE L O Do BT ARS Hifk (Ft PL-7. HAzEJOJKs#W%ﬁa)
kL & bICEBEEICHEMEM K A2 G0 5 (BT ARS FURIEBERE) ZhHDH
ARS FURBGHEBI O 5 & ME MR % S I ORI EE AT v A RIREIC i%@%ﬁ<ﬁﬁ
TH2LOOFBRENE N ENFEINTND S Z2oizd, EMAMTRIILTLLE
TR < (10 FALFEK 80%) 10, PERBEREDSFEIRICIGE L TR A2 AE B 5729
quality of life (QOL) b FEE X415 5 10, Afn PHAUGE « FRR/MEIT NN 0> 72 912 S i i 3K
OUFABEID B s 812

HT ARS FURDFEFAIC K » TR - BRI « PRICE TOEERHRE S TWD,

Pt Jo-1 HUKRGHERE] TIXFHAER DB L DIZKF L, FE Jo-1 HT ARS HUAG MR TIEAHAE
RDSECHRE D 20 B M 4% S 5T Jo-1 HURBAMES] & 0 & IF Jo-1 T ARS HUIRRGMEA] 0> )5 73
L FRISHT PL-T HUADHT ARS FUADOH TR b THRARKFTHDH Z ENRBR I T
,Q-z) 11, 13-18O

T MDAS (CADM-140) HURIZREE M RICFFRMZ2 B CHIATHY . BARANZIBWTIX
B PR ) B i M B2 B A AR (CADM)IZ £ < 3B DL, ML ISR 2 &5 0F9 5. FRIC
BHEI TRV MR &2 SO 2BERE WD EM TR ARK L LT HE SR
TWD 2 [FPURBGER CIX R D mHRERIERE AT a4 R & &b I
ZRIFFICEANT S Z EnEO 5 Db 5%,

#$@#%&#HM&R#%i%é@@?“ﬁ%@%%ﬁé@ﬁ%%ﬁﬁ&ﬁ%@ﬁﬁ

IZZ LWEBEEE 2 R LT W ERME SN TS 7228, S 51250 SRP HLiKITESE &H
B UVTIRFIRPUE, HREHRO~—T—L Sh, m@CKm%#%’ﬁﬁ%Tb%ﬁ
VY, $T SRP FUA I RIZEIE RE AT v A RIZIRPUE T, R0 O 5 30k 7
07 U KREEREE VI LT HHAMNE N 230, UTEERT SRP HURBSE O R FE RG]
WX LT U Yo~ T OFMERHRE STV 3, L HMGCR FURBER 2 O —5IL A
2 F NIk E OBIENRB SN TN D 7,



PUTIF-1y/a. (p155/140) HUiRIX DM ISR Sdv, BEPERES G < B3~ 2 3234 (R L,
Z OBHE T 40 LA EORNEGNC BN TY TIXE 5 3234, RIPUERBIER O 2B
FEMENE IS ORUE U 72 MR 3 HEDE S, FEIERFICEMENEIE 23 20 b 22058 BRI 3 4
DNITEEZRRBBIZER AT 2 LRI IS 73234 F 7= RPUR G TS & b
B9~ % 353,

PUNXP2 HifA S DM (TR Sdv, BOEAIRAL 37, RIS 35, FEMENELE S & o) R
B Xi, BEMEMR T D0 E sng 337,

PUSAE FifAH DM IZHHE S 4L, 28 OFLBE, WE TR, RIEMEMZ, B & OB
HVRIE S 15 3904,

HENE R I R\ 30T D A AR B B CHUR OB CERARIEIR & DOBEIXRA D b D &
FRRDENRHY FAHEESH D, DRI ARS Ui, HMi-2 HURHERDME
VN A HTNXP-2 FURI N TR E < (10-25%) . SRWARER S K OVE IRk & B
T BN, RATHE ST D EMEREE & ORI/ 2% BT TIF-1yhiis  (BiR 25-
35%) (FBVRIRY 7R B2 de K OB & BT 528, AT L & 4 2 MRS & oo B
X720 24 B MDAS HFURIXRRARERRCK (7-8%) L0 HAMIZE < (20-35%) (Bk

ﬁ%)ﬁ”ﬁ% EBIHET S 2B, o NRICRW IR, SRS & BT 5 4
S = AREUNETIZRRA & 272 0 B 5 itk 2 £ 2 EFIN L b d 2,

SCiK

1. Cooley HM, Melny BJ, Gleeson R, et al. Clinical and serological associations of anti-Ku
antibody. The Journal of rheumatology. 1999;26(3):563-7.

2. Ghirardello A, Zampieri S, laccarino L, et al. [Myositis specific and myositis associated
autoantibodies in idiopathic inflammatory myopathies: a serologic study of 46 patients]. Reumatismo.
2005;57(1):22-8.

3. Hengstman GJ, Vree Egberts WT, Seelig HP, et al. Clinical characteristics of patients with
myositis and autoantibodies to different fragments of the Mi-2 beta antigen. Annals of the rheumatic
diseases. 2006;65(2):242-5.

4, Komura K, Fujimoto M, Matsushita T, et al. Prevalence and clinical characteristics of anti-Mi-2
antibodies in Japanese patients with dermatomyositis. Journal of dermatological science. 2005;40(3):215-
7.

5. Rigolet A, Musset L, Dubourg O, et al. Inflammatory myopathies with anti-Ku antibodies: a
prognosis dependent on associated lung disease. Medicine. 2012;91(2):95-102.

6. Szodoray P, Hajas A, Kardos L, et al. Distinct phenotypes in mixed connective tissue disease:
subgroups and survival. Lupus. 2012;21(13):1412-22.

7. Hamaguchi Y, Kuwana M, Hoshino K, et al. Clinical correlations with dermatomyositis-specific



autoantibodies in adult Japanese patients with dermatomyositis: a multicenter cross-sectional study.
Archives of dermatology. 2011;147(4):391-8.

8. Yoshifuji H, Fujii T, Kobayashi S, et al. Anti-aminoacyl-tRNA synthetase antibodies in clinical
course prediction of interstitial lung disease complicated with idiopathic inflammatory myopathies.
Autoimmunity. 2006;39(3):233-41.

9. Hozumi H, Fujisawa T, Nakashima R, et al. Efficacy of Glucocorticoids and Calcineurin
Inhibitors for Anti-aminoacyl-tRNA Synthetase Antibody-positive Polymyositis/dermatomyositis-
associated Interstitial Lung Disease: A Propensity Score-matched Analysis. The Journal of rheumatology.
2019;46(5):509-17.

10. Tanizawa K, Handa T, Nakashima R, et al. The long-term outcome of interstitial lung disease
with anti-aminoacyl-tRNA synthetase antibodies. Respiratory medicine. 2017;127:57-64.

I1. Solomon J, Swigris JJ, Brown KK. Myositis-related interstitial lung disease and antisynthetase
syndrome. Jornal brasileiro de pneumologia : publicacao oficial da Sociedade Brasileira de Pneumologia e
Tisilogia. 2011;37(1):100-9.

12. Koreeda Y, Higashimoto I, Yamamoto M, et al. Clinical and pathological findings of interstitial
lung disease patients with anti-aminoacyl-tRNA synthetase autoantibodies. Internal medicine (Tokyo,
Japan). 2010;49(5):361-9.

13. Aggarwal R, Cassidy E, Fertig N, et al. Patients with non-Jo-1 anti-tRNA-synthetase
autoantibodies have worse survival than Jo-1 positive patients. Annals of the rheumatic diseases.
2014;73(1):227-32.

14. Hamaguchi Y, Fujimoto M, Matsushita T, et al. Common and distinct clinical features in adult
patients with anti-aminoacyl-tRNA synthetase antibodies: heterogeneity within the syndrome. PloS one.
2013;8(4):e60442.

15. Hervier B, Devilliers H, Stanciu R, et al. Hierarchical cluster and survival analyses of
antisynthetase syndrome: phenotype and outcome are correlated with anti-tRNA synthetase antibody
specificity. Autoimmunity reviews. 2012;12(2):210-7.

16. Hozumi H, Enomoto N, Kono M, et al. Prognostic significance of anti-aminoacyl-tRNA
synthetase antibodies in polymyositis/dermatomyositis-associated interstitial lung disease: a retrospective
case control study. PloS one. 2015;10(3):e0120313.

17. Fujisawa T, Hozumi H, Kono M, et al. Predictive factors for long-term outcome in
polymyositis/dermatomyositis-associated  interstitial lung diseases. Respiratory investigation.

2017;55(2):130-7.

18. ShiJ, Li S, Yang H, et al. Clinical Profiles and Prognosis of Patients with Distinct Antisynthetase
Autoantibodies. The Journal of rheumatology. 2017;44(7):1051-7.
19. Sato S, Hirakata M, Kuwana M, et al. Autoantibodies to a 140-kd polypeptide, CADM-140, in

Japanese patients with clinically amyopathic dermatomyositis. Arthritis and rheumatism. 2005;52(5):1571-



6.

20. Nakashima R, Imura Y, Kobayashi S, et al. The RIG-I-like receptor IFIHI/MDAS is a
dermatomyositis-specific autoantigen identified by the anti-CADM-140 antibody. Rheumatology (Oxford,
England). 2010;49(3):433-40.

21. Hozumi H, Fujisawa T, Nakashima R, et al. Comprehensive assessment of myositis-specific
autoantibodies in polymyositis/dermatomyositis-associated interstitial lung disease. Respiratory medicine.
2016;121:91-9.

22. Kiely PD, Chua F. Interstitial lung disease in inflammatory myopathies: clinical phenotypes and
prognosis. Current rheumatology reports. 2013;15(9):359.

23. Yoshida N, Okamoto M, Kaieda S, et al. Association of anti-aminoacyl-transfer RNA synthetase
antibody and anti-melanoma differentiation-associated gene 5 antibody with the therapeutic response of
polymyositis/dermatomyositis-associated  interstitial lung disease. Respiratory investigation.
2017;55(1):24-32.

24. Li L, Wang Q, Yang F, et al. Anti-MDAS5 antibody as a potential diagnostic and prognostic
biomarker in patients with dermatomyositis. Oncotarget. 2017;8(16):26552-64.

25. Miyazaki E, Ando M, Muramatsu T, et al. Early assessment of rapidly progressive interstitial
pneumonia associated with amyopathic dermatomyositis. Clinical rheumatology. 2007;26(3):436-9.

26. Tsuji H, Nakashima R, Hosono Y, et al. A Multicenter Prospective Study of the Efficacy and
Safety of Combined Immunosuppressive Therapy with High-Dose Glucocorticoid, Tacrolimus, and
Cyclophosphamide in Interstitial Lung Diseases Accompanied by Anti-Melanoma Differentiation-
Associated Gene 5-Positive Dermatomyositis. Arthritis & rheumatology (Hoboken, NJ). 2019.

27. Mammen AL, Chung T, Christopher-Stine L, et al. Autoantibodies against 3-hydroxy-3-
methylglutaryl-coenzyme A reductase in patients with statin-associated autoimmune myopathy. Arthritis
and rheumatism. 2011;63(3):713-21.

28. Watanabe Y, Uruha A, Suzuki S, et al. Clinical features and prognosis in anti-SRP and anti-
HMGCR necrotising myopathy. Journal of neurology, neurosurgery, and psychiatry. 2016;87(10):1038-44.
29. Hengstman GJ, ter Laak HJ, Vree Egberts WT, et al. Anti-signal recognition particle
autoantibodies: marker of a necrotising myopathy. Annals of the rheumatic diseases. 2006;65(12):1635-8.
30. Miller T, Al-Lozi MT, Lopate G, Pestronk A. Myopathy with antibodies to the signal recognition
particle: clinical and pathological features. Journal of neurology, neurosurgery, and psychiatry.
2002;73(4):420-8.

31. Valiyil R, Casciola-Rosen L, Hong G, et al. Rituximab therapy for myopathy associated with
anti-signal recognition particle antibodies: a case series. Arthritis care & research. 2010;62(9):1328-34.
32. Collison J. Cancer risk associated with anti-TIF1 antibodies. Nature reviews Rheumatology.
2019;15(2):64.

33. Fiorentino DF, Chung LS, Christopher-Stine L, et al. Most patients with cancer-associated



dermatomyositis have antibodies to nuclear matrix protein NXP-2 or transcription intermediary factor
lgamma. Arthritis and rheumatism. 2013;65(11):2954-62.

34. Fujimoto M, Hamaguchi Y, Kaji K, et al. Myositis-specific anti-155/140 autoantibodies target
transcription intermediary factor 1 family proteins. Arthritis and rheumatism. 2012;64(2):513-22.

35. Betteridge Z, Tansley S, Shaddick G, et al. Frequency, mutual exclusivity and clinical
associations of myositis autoantibodies in a combined European cohort of idiopathic inflammatory
myopathy patients. Journal of autoimmunity. 2019;101:48-55.

36. Mugii N, Hasegawa M, Matsushita T, et al. Oropharyngeal Dysphagia in Dermatomyositis:
Associations with Clinical and Laboratory Features Including Autoantibodies. PloS one.
2016;11(5):e0154746.

37. Zhong L, Yu Z, Song H. Association of anti-nuclear matrix protein 2 antibody with complications
in patients with idiopathic inflammatory myopathies: A meta-analysis of 20 cohorts. Clinical immunology
(Orlando, Fla). 2019;198:11-8.

38. Ichimura Y, Matsushita T, Hamaguchi Y, et al. Anti-NXP2 autoantibodies in adult patients with
idiopathic inflammatory myopathies: possible association with malignancy. Annals of the rheumatic
diseases. 2012;71(5):710-3.

39. Betteridge ZE, Gunawardena H, Chinoy H, et al. Clinical and human leucocyte antigen class II
haplotype associations of autoantibodies to small ubiquitin-like modifier enzyme, a dermatomyositis-
specific autoantigen target, in UK Caucasian adult-onset myositis. Annals of the rheumatic diseases.
2009;68(10):1621-5.

40. Jia E, Wei J, Geng H, et al. Diffuse pruritic erythema as a clinical manifestation in anti-SAE
antibody-associated dermatomyositis: a case report and literature review. Clinical rheumatology.
2019;38(8):2189-93.

41. Peterson LK, Jaskowski TD, La'ulu SL, Tebo AE. Antibodies to small ubiquitin-like modifier
activating enzyme are associated with a diagnosis of dermatomyositis: results from an unselected cohort.
Immunologic research. 2018;66(3):431-6.

42. Rider LG, Nistala K. The juvenile idiopathic inflammatory myopathies: pathogenesis, clinical and
autoantibody phenotypes, and outcomes. J Intern Med. 2016;280:24-38.

43. Ueki M, Kobayashi I, Takezaki S, et al. Myositis-specific autoantibodies in Japanese patients with
juvenile idiopathic inflammatory myopathies. Mod Rheumatol. 2018 Apr 9:1-6. doi:
10.1080/14397595.2018.1452353. [Epub ahead of print]

44, Iwata N, Nakaseko H, Kohagura T, et al. Clinical subsets of juvenile dermatomyositis classified
by myositis-specific autoantibodies: Experience at a single center in Japan. Mod Rheumatol.

2019;29:802-7.



45. Tansley SL, Betteridge ZE, Gunawardena H, et al. Anti-MDAS autoantibodies in juvenile
dermatomyositis identify a distinct clinical phenotype: a prospective cohort study. Arthritis Res Ther.

2014;16:1-8.



CQ3 IMiE CKEEFBIIDEDL LRHRDIRE L KT 5 7>

HELESC - MiE CK fE & BTV bR OINH 2 FHET 5 L THHAZRIEET
bH%, (HELREE 1)

fERt - =& 7 2 A Maillad & METEBUOFENEEE L 10 B & IFEHIO 10 FlIO0
T. MRI @ T2 #EFfEER D 7 L — K, CMAS (childhood myositis assessment scale), CHAQ
(childhood health assessment questionnaire), f&F 777 A b (manual muscle strength testing:
MMT) . i CK fiE, LDH fiZ Fihiit L7, KB MRI O T2 §ZfilF#E O 7 L — K & MMT
(MBI 2 A%, IfiiE CK fE, LDH fEIIMRI L7z W S RS iz, 19 BN &
il RRAER D KRBR MRI FTIL & FIBGEALAT MMT, MLigfiR#3 (CK. AST. aldolase) @ BfR%
fEt L7z Hernandez & D7 — A ) — X 2TlE, T2 @E 5 HIE MMT, MigfHEESRE & &ICA
BB S 2 NETH T A NOMBEN L VRN ERESHTND,

RN 102 B, 7R 102 51D Z FEMERT AR BR & SCikBIl & & &1, 29 ADBEMZIZE » T
TEFR INT-EDHRIE L LT 1) physician’s global activity, 2) patient’s/parent’s global activity.
3) 571 (MMT TEFii) . 4) physical function, 5) fi/lif%s% (CK,LDH,AST,ALT, 7 /v F
F7—FD ) LMK 22), 6) extramuscular activity assessment, D 6 THH N/RIFL TS 3,
ZDHHIEHAIZ 20% U EOUEERH LI, 0 25%LL EE(L LIZHA 2 2 D2l 2 220
Yt e BB RIBUGH R DUGE L HIMT 5, L LTWDR, 6 HADOHF Tl b EHR T
W5 D@ )T BYLEBICH I A TG BITdGE L AR S0, LERSN TN D,
R DIBFNROT=F —F5IE L LTHREFHNIT A ML CK ORGNEETH LIS L
TIXHMFEOE RITIFIE % L T\ 5, Engel & Hohlfeld 1X, FIEEE AT oA REIGHEIZ
BOGT 285813 71 £ 0 s CK 2ME T L, b 25613 CK LR35 ) O Iz JetTd
L EFHE L, CKMlEDAMAIR~TW5 4, —J5, Dalakas [ZIIEMERIREDOIER D = —
JVATRE T & FRAMEIR (W PR, FEEL, FERANEEZR L) OBETHY . HENRH - T
CK HB L2 WGE . CK MET L THHANUELRWEERH DL Z LR L T D
%o ZFEVEM I/ B 5 2% D S BRI « e EIEICET 2 202 4EFDa s T - L2
—TlX, FIEEIEOBEEZ MG 524D 5 5 primary outcome & L CTEHA I TWH D
XD i lb 6y HEOMREEIIFEEZ L—FOZE M, 2) 6 » %D 15%LL LD
HOWFHED2>THD O,

Sk

1. Maillard SM, Jones R, Owens C, Pilkington C, Woo P, Wedderburn LR, et al. Quantitative
assessment of MRI T2 relaxation time of thigh muscles in juvenile dermatomyositis. Rheumatology
(Oxford). 2004 May;43(5):603-8.

2. Hernandez RJ, Sullivan DB, Chenevert TL, Keim DR. MR imaging in children with
dermatomyositis: musculoskeletal findings and correlation with clinical and laboratory findings. AJR Am
J Roentgenol. 1993 Aug;161(2):359-66.

3. Rider LG, Giannini EH, Brunner HI, Ruperto N, James-Newton L, Reed AM, et al. International
consensus on preliminary definitions of improvement in adult and juvenile myositis. Arthritis Rheum. 2004
Jul;50(7):2281-90.



4. Engel A, Hohlfeld R. The polymyositis and dermatomyositis syndromes. In: Engel A, editor.
Myology 3rd ed,. New York: McGraw-Hill; 2004.

5. Dalakas MC, Hohlfeld R. Polymyositis and dermatomyositis. Lancet. 2003 Sep
20;362(9388):971-82.
6. Gordon PA, Winer JB, Hoogendijk JE, Choy EH. Immunosuppressant and immunomodulatory

treatment for dermatomyositis and polymyositis. Cochrane Database Syst Rev. 2012;8:CD003643.



CQ4 BRIZLDHBINET L AT A FIFNF—IZXDHIET IR,
HDNIM B DORE (K, FHER., SRKLRES, HiEmay) TEIT
ERAYE

HELE S i RICE DR T E AT a4 RIARF =T XD IME T OERIX
%%@&@E%%%ﬁﬁubfmm%uﬂﬁﬁéo@@QQ)

fiR R OIRE IR ORIB REAT 1 A %I CK B IEHR £ 71X R CRE OE
ZEORDOHIMETREITTHHAICATEA RI AT —%5H 12 L#L@ﬁ%
2T7 A RIFANRF=ZIUTUIEHROFREILFL T 0 | B, 2 REOElIC
LREREE, BEOGHRELMDL EMRICLDHINMETNATrA RIF/NF— ##
Wit L < 2 2355 HZ0,

AT A RIFNTF—52RIETHRIEREAT oA NEEECRIBREAT 014 N
HNORIEE COMMITITM@MAERSH L Z LML TS, —KIZT L =Y Y
T10mg/ HDHEGETAEL S Z Liddb7en b E4,40-60mg/H OFEHIZ LD 2 TAL,
1 > HOBE TIZ—EOREOH MR TEZRDD EOHRENH D 3, Fio, BEHEREHT
HBECEMEICCY A7 |0, BEIE, LIEUIR, fhoRIBREAT oA RIZL 5HE!
TERTo 2T A BREF., UM, BERIE, FrER, BRI, B HRRE 2 R -

TWDZENE 3,
AME TIX, IV CIEMLIZA TS 2 &3 T BRI D SRS D 7S Em A

HD >3,
EMG TIEIfHRMEZAL 2RO LZE I GEITRR D W T2 O R O FR & OERIICEH TH
% L4.6

AT A RIANRF—TIL 24 ERRTO 7 L7 F 0 HEENEMN L TB Y ko ETt5
BV BERHLIN | BT LHENIZRNEORELH D

IR R CII®RIRN 72 type 2 BMHEO 2B D 478, B MRI ORI T2 58

g AL 2R DA ITIE IR Z R 9 28 %10, W E OEE ARSI - 725 T b R A
BODLZENHDTZDRDIEEFHRC LT ECOFHMERLETH D, T2, 7 v TIREE
T, B EHRAE CH OB LA & BT 7 & TR L 72 B e N B B e A
OFBRRIZH D E VI HERH D 1,

AT A RIARF—BWHICER L T, 61772 2 » HRTE TO, %ﬁ@%L CK i
DOEAL, BREFTA, 1BENEEZRAENNIE 2 BT 2 LER’ S 5 2, HI ﬁAamJ
%&EZ?D4P®&5%%%§LTr%E%\%®%®%ﬁ®ﬁ@%L Z iz
m?é’kﬁzg’@é%é%%é%X?E4Fiﬁﬂ?*mﬁﬂﬁ%®X?m4F@ﬁ

XY 3~4 %I ET D 3,

SCHR

l. Askari A, Vignos PJ, Jr., Moskowitz RW. Steroid myopathy in connective tissue disease. Am J
Med. 1976 Oct;61(4):485-92.

2. Dalakas MC. Polymyositis, dermatomyositis and inclusion-body myositis. N Engl J Med. 1991

Nov 21;325(21):1487-98.



3. Bowyer SL, LaMothe MP, Hollister JR. Steroid myopathy: incidence and detection in a
population with asthma. J Allergy Clin Immunol. 1985 Aug;76(2 Pt 1):234-42.

4, Afifi AK, Bergman RA, Harvey JC. Steroid myopathy. Clinical, histologic and cytologic
observations. Johns Hopkins Med J. 1968 Oct;123(4):158-73.

5. Engel A, Franzini-Armstrong C. Myology : basic and clinical. 3rd ed. New York: McGraw-Hill,
Medical Pub. Division; 2004.

6. Yates DA. Steroid myopathy. Rheumatol Phys Med. 1971 Feb;11(1):28-33.

7. Golding DN, Murray SM, Pearce GW, Thompson M. Corticosteroid myopathy. Ann Phys Med.
1961 Nov;6:171-7.

8. Khaleeli AA, Edwards RH, Gohil K, McPhail G, Rennie MJ, Round J, et al. Corticosteroid
myopathy: a clinical and pathological study. Clin Endocrinol (Oxf). 1983 Feb;18(2):155-66.

9. Kagen LJ. The inflammatory myopathies. Dordrecht ; New York: Humana Press; 2009.

10. Lovitt S, Moore SL, Marden FA. The use of MRI in the evaluation of myopathy. Clin
Neurophysiol. 2006 Mar;117(3):486-95.

11. Minetto MA, Caresio C, Salvi M, et al. Ultrasound-based detection of glucocorticoid-induced

impairments of muscle mass and structure in Cushing's disease. J Endocrinol Invest. 2019;42:757-768.



CQ5 IAFRRLDOMETZ BT D HRAMOIEIRIIM D

HESEST - ifn y i R SR . 5 7154, visual analog scale(VAS) DN i A FFEA D FEAE &
LTHWOND, ZOfth, BEEKILGEE (MRD., $HHEMBEA GRS 20
95, JEBNZIE U T, 2O OFEEZRENINCER T HMLENH H, HELEE 1)

fiEE

[EIBRA 72 {2 DERRAISE 7 /v — 7" Cd 5 International myositis assessment & clinical studies
group (IMACS)I& 1)VAS Z HIW 72 [ERTIZ K 2 BB OAHIREN, 2)VAS Z HW-BEIT L D
PR OEMXMFHE, 3) MMT 12 X 5 5 JJ7Ffll, 4)Health Assessment Questionnaire disability index
(HAQ-DI)IZ K % H (RS REFETE O FFAf . 5)IMLF A TR (CK. 7/ K7 —1¥, LDH, AST,
ALT), 6)fSMRZA(ESTERK OB, THLE ., s, DIRZ)IZBE 2 BMRAFHE O 6
Hza7ty b& LT, HiROERIFHETMNND Z & 2H#EL T 5 L IMACS 132
nooarty hEHWT, BRRBRICEBWORERILZET 2 XFRE DIEMICED
PO EfEAIFEMAY 10 cm VAS T 2 cm LA EOEHE 75> MMT T 20%LL LB 2)f4+
BT 2 RIS 10 cm VAS T2 em BLEOHEE, 3)a 7 v b 6 THAF 3 IHHLL
ET30%U EOBED 3THB O O LW a6 L ERL TVD L EBKIZB W
Th, INHLOREIHAOFBROBIEL LTEEIND,

IMACS =27t > F O MRIX° EMG & iR O BIEEMEFHMEICA A TH S >4 MRIIZ
BUWTIEBIMEDO & 2 -2 2 P ik, AENEI T2 5RR B 361 2 B ORE B Th
0. FORIE, FEENFEEEE LCHithSh b, —5 T Tl SEEREBITIAZEN. I8N
B, B & WD o B L 2T 5 DIV B D Y, S ERBE IV TIEE)
PED RGP 2R3 P Rk, #HE B 58 E A7 (fibrillation potential) & B 81t (positive sharp
wave) Ch 5, WIS ARIC K DWFRHEDO LM, BEFEA KM L7 AR EM OPT R CTh 5
6,7

IMACS =7t v MIFHEECEA IS LD ERNRFHEZ 50 2 SICHERRLETH D, £
7o, —MRIZ MMT TR O 2 L2 3l T & 72 /zd, IMACS =27y DA TR
R FRDHI RSN EE R B A b D, T DT, JEFNICIE T MRI S EMG b EE L, #
AR BIGEMEZ M T 2 L ERH D,

SCHR

1.  Miller FW, Rider LG, Chung YL, et al. Proposed preliminary core set measures for disease
outcome assessment in adult and juvenile idiopathic inflammatory myopathies. Rheumatology
(Oxford). 2001;40:1262-73.

2. Oddis CV, Rider LG, Reed AM, et al. International consensus guidelines for trials of therapies in
the idiopathic inflammatory myopathies. Arthritis Rheum. 2005;52:2607-15.



Day J, Patel S, Limaye V. The role of magnetic resonance imaging techniques in evaluation and
management of the idiopathic inflammatory myopathies. Semin Arthritis Rheum. 2017;46:642-649.
Sandstedt PE, Henriksson KG, Larrsson LE. Quantitative electromyography in polymyositis and
dermatomyositis. Acta Neurol Scand. 1982;65:110-21.

Adams EM, Chow CK, Premkumar A, et al. The idiopathic inflammatory myopathies: spectrum of
MR imaging findings. Radiographics. 1995;15:563-74.

Streib EW, Wilbourn AJ, Mitsumoto H. Spontaneous electrical muscle fiber activity in
polymyositis and dermatomyositis. Muscle Nerve. 1979;2:14-8.

Wilbourn AJ. The electrodiagnostic examination with myopathies. J Clin Neurophysiol.
1993;10:132-48.



CQ6  ZFRMEMR/BEHHRIGHR D% —BIRIIIM )
HELESC : 3 @KL, RIBREAT v RTHD, (HEEE 1)

%ﬁ ZHRNER R JETH R DIGROE BRI L L UL, ZLOFEMERT L F=yr v

F—IpEEE L THRLTEY, ZoZ I LT, BIED E ZAR@mITD 70, BR
@iz%ﬂi T R=yuarOEHANRKRETH D &V DRI ERRWTIE, Ko OER T L
R=rya U RHE-RIREE LTHOY LN TS, LaLaens, BiEEF T L R=ynr v
DFE P L L COFEFIIRBN DO THY | ﬁﬂi%mﬁﬁ%ﬁ7/&bmw&ﬁ
B TR L= 1370 14

BIERE AT v A RITiE, BEOROIEK L FHERNAT TIIMHEH TR TH 5, A2k LR
EEAT A ROFFEICK U THET 2 &V o8 RIE eV, BIE, A7 a4 ROV AL
WZIEATFAT L R=yarnfnbil, fOEKE LTIV F=y e rBRbHWHLRT
W5,

INRREFER R TIE, BIBREAT oA A N ML — haOHEEN DRSS 2
LT, RIBREAT oA ROBRMENRICAEN CTHLH Z LRI NTND 36

BIBREATOA RICAFLT L Ry a o UL 2 EEE DR LR Cl BN S <
CK OIEFALE COMEMNAREICE N> T THMERH D T,

FAEMER R BIZ X PM, DM, %ﬁ@%ﬁ%ﬁ@éiﬁiﬁﬁw~fﬁfﬁb iR T
bR LEEZOND, T2, BIBEEREAT oA FOFGIIMENRZ LUVIKEEE LT, Eilndd.
i LIS Dl W(ﬁgimk\wiﬁﬁAﬁM)”‘WP#%%iwitiHMmm
PUREGE 10 BESEMERE /2 ENIM BTN D, A%V T I —T7T8 BEORED

—IBPEEERFT L TS E LS 5,

7B, ILD &5 0FT 235413 CQ0 %, MBS MR DAL CQ23 #5745,

SCHR

1. Dalakas MC. Immunotherapy of myositis: issues, concerns and future prospects. Nat Rev
Rheumatol. 2010 Mar;6(3):129-37.

2. Dalakas MC. Immunotherapy of inflammatory myopathies: practical approach and future
prospects. Curr Treat Options Neurol. 2011 Jun;13(3):311-23.

3. Distad BJ, Amato AA, Weiss MD. Inflammatory myopathies. Curr Treat Options Neurol. 2011
Apr;13(2):119-30.

4, Marie I, Mouthon L. Therapy of polymyositis and dermatomyositis. Autoimmun Rev. 2011
Nov;11(1):6-13.

5. Wedderburn LR, Rider LG. Juvenile dermatomyositis: new developments in pathogenesis,
assessment and treatment. Best Pract Res Clin Rheumatol. 2009 Oct;23(5):665-78.

6. Kim S, El-Hallak M, Dedeoglu F, Zurakowski D, Fuhlbrigge RC, Sundel RP. Complete and

sustained remission of juvenile dermatomyositis resulting from aggressive treatment. Arthritis Rheum.
2009 Jun;60(6):1825-30.
7. Matsubara S, Sawa Y, Takamori M, Yokoyama H, Kida H. Pulsed intravenous

methylprednisolone combined with oral steroids as the initial treatment of inflammatory myopathies. J



Neurol Neurosurg Psychiatry. 1994 Aug;57(8):1008.

8. Hengstman GJ, ter Laak HJ, Vree Egberts WT, Lundberg IE, Moutsopoulos HM, Vencovsky J,
et al. Anti-signal recognition particle autoantibodies: marker of a necrotising myopathy. Ann Rheum Dis.
2006 Dec;65(12):1635-8.

9. Miller T, Al-Lozi MT, Lopate G, Pestronk A. Myopathy with antibodies to the signal recognition
particle: clinical and pathological features. J Neurol Neurosurg Psychiatry. 2002 Oct;73(4):420-8.

10. Alleenbach Y, Drouot L, Rigolet A, et al. Anti-HMGCR autoantibodies in European patients with
autoimmune necrotizing myopathies: inconstant exposure to statin. Medicine(Baltimore). 2014;93:150-157.
11. Watanabe Y, Uruha A, Suzuki S, et al. Clinical features and prognosis in anti-SRP and anti-HMGCR
necrotising myopathy. J Neurol Neurosurg Psychiatry. 2016;87:1038-1044.



CQ7 RLULBIBREARAT vuA FOFHKRERITNL b2

HELESC « MR/ G R DIRETIL, 1EEMICARE 1kg 4720 7L K=
v a A 0.75~1 mg TIREDED HIL TN D (HEREE 1),

MR ERRICB O CIAE kg H7-0 7L F=V 1 V5 2 mg TIHE
MIRD LN TWNWD R 2), 72T 804 K2V REE (AFLTL =Y
0 UARE kg 720 30mg/H., A AKE 1000mg/H, 3 HIF) #FEL TRV

(HESERE 1),

i 7 > Z DMUIEEGRBR I EE T, HMFHERI W > TEHBRIBRE AT v A RiZ
L AUHENRENMTOND OB TH S, UL, kIS &Iz, K0 IRH
B TORBEMBOERI L 20 5oH D, FEEIZ, 7L F=Y o ARG 8% 0.5 mg/k
Hkg K02 RS 1 mg/fAHE kg) mAERE 15 A&, 0.5 mg/RE kg UL T ORH E#E
10 A (IZERHCREZIBEIFEG) O 2 BEZ-OT CK S0 /178 £ % Holg U 7= 41t B
FIRHY ., WTNHRABITH D, WL BIREETO CKIZFE L~V THY | FIREH
W TIT - T2 IRIR R O CK R0 /178 E OFIERE b MBI A B A Z RO RnoTz, TV K=Y
B A K DEWEMIZ, ERAERES LV DRVHANICH D . HERE BT BE R THEEN
BOBNT, ZOWIETIE, MBEOIRIERTOH /KT OREN AT, A7 1A FHIED
BEHARHTHL, L, ABITIEAZR < & b MRt T Cid, 7L F=yn
IR 0.5mg/AE kg LR TH LWZ EAREL TV D,

PR ERRRIZIBNWT H AT v A FREEICET 5 T & MMULBGEBRIIAAE L 72
W, AT A R EGEIMHEEO OIS T oME— D T X AMEEEBRIC B VTR &
PITATBA R/ULVAFE L 2= G E) 2170, TO®RT L R=>"2 2mg/{KE kg H
M, VU R=Yr+ AR hLFP—F MTIX), 7L F=Yr+ 7 AKY > (CyA)

O 3 FEMHE T O, MTX £721% CyA BHHREOAIME L AT v A REEZIRI /RSN
7= 2, dek % HLs & L7z Childhood Arthritis and Rheumatology Research Alliance (CARRA)D H
SRS R RS R ST B MR O consensus protocol T L K=" 1 > A5 C 2mg/
KE kg E72IFAT B A RALVAFEEZTRA L TWD 3, £, BNZfLE L

Single Hub and Access point for pediatric Rheumatology in Europe (SHARE)!Z L % Consensus-
based recommendation (ZFWTH 7L K= 1 U HHE T 2mg/fAHE kg F7213 AT v A KU1
AFEC LD FMEEAEHERE L T2 4,

RIERE AT v A NEEORICET 5 7 & MMubbialBRi T gV S, BIBERE AT o
A FIZEOFHIENE T L et & 5720, 2 M5 4 WH OYIH# 58 TORER
X, ARICKT 2IRERIC LD BT 5-10mg DIREZIT-> T\ <, 2B, BIFRER
JUE BMRTE L0 b S MG RO RED A BIRREAT uA FRENES TH
DEENZN A,



BEHGIEE, 1 B3 DEIOERA RGN R TH L, BIBFHHEZEEL, BAKGLL
T EOREMToID ZEbH D, Ll ZOX5 5 HETHTEREL LD
BIBRE AT uA R4 uE, gIBamflzens 2 &3 L <, £33 aflomp#k
BAZHAGRIRD S D, BHEETHE LZSE12E, #1RRGSRAKREG L1562
LEEBET D,

SCiR

1. Nzeusseu A, Brion F, Lefébvre C, et al. Functional outcome of myositis patients: Can a low-dose
glucocorticoid regimen achieve good functional results? Clin Exp Rheumatol. 1999;17:441-6.

2. Ruperto N, Pistorio A, Oliveira S, Zulian F, Cuttica R, Ravelli A, et al. Prednisone versus
prednisone plus ciclosporin versus prednisone plus methotrexate in new-onset juvenile
dermatomyositis: a randomized trial. Lancet. 2016;387:671-8.

3. Huber AM, Giannini EH, Bowyer SL, et al . Protocol for the initial treatment of moderately severe
juvenile dermatomyositis: Results of Children’s Arthritis and Rheumatology Research Alliance
Consensus Conference. Arthritis Care Res 2010;62:219-25.

4. Enders FB, Bader-Meunier B, Baildam E, et al. Consensus-based recommendations for the

management of juvenile dermatomyositis. Ann Rheum Dis 2017; 76:329-40



CQ8 BEIBREAT A FIZXDBRICL - T, IBEANTHANT, WoltAE
ME LIz S EE S 5 2 & 13dH % A

HESEST IR RTIC LR T W T AR L EREE T 2 = L 13 s b,
(HELESE 2)

it - BRI EEIRMEOEAEOG (Fk) et &0 (Bbk) 7ot 2xDN
TUAZEVIRES I, NT U APEITIT, RVES D REDE. TA M A . WEER
N7 E DRk 72 T T ANREG T2 ERMLNTND !,

RIEREAT 0 A REETHROHIINEET 287 L LT, RIBKEATrA R
(2 &0 RIEITEE O FHRRMERE S INH] S N AN e 5720 B2 b5 23, —J)
TRIBEREAT oA RTIIBBRHORANELD Z ERMOLNTND 4, BECHRICEBN
TRIBREAT v A NERICED2MHEOE I EZHRF Lizdside . Wolz AZERE LT-f)
ENEET D Z EIIHE SN N ET VA LAUL O @ WA IIAFFE LRV,

SCiR

l. Glass DJ. Signaling pathways perturbing muscle mass. Curr Opin Clin Nutr Metab Care. 2010
May;13(3):225-9.

2. Engel A, Franzini-Armstrong C. Myology : basic and clinical. 3rd ed. New York: McGraw-Hill,
Medical Pub. Division; 2004.

3. Henriksson KG, Sandstedt P. Polymyositis--treatment and prognosis. A study of 107 patients.
Acta Neurol Scand. 1982 Apr;65(4):280-300.

4. Joffe MM, Love LA, Leff RL, et al. Drug therapy of the idiopathic inflammatory myopathies:

predictors of response to prednisone, azathioprine, and methotrexate and a comparison of their efficacy.
Am J Med. 1993 Apr;94(4):379-87.



CQY EffRICEIBRERAT A REHIkd 5 Z & A3 FHRED>

1% QR AT A R DSHERRIERF T L C ARSI DS 0
AT =S 3RV, —HORGICIERIE I AT 5 A KRBT CH .
(HESR s 2)

FREN © ZIEMERRIE « FERH RSBV CTHRAZ Ik L7252 RRARICE 51T, 25%-87% & #
HICE VA TH D ML TR HENREZ X U &3 528k R 2 BR LT
HEEZLNDN, %< DIFFEIZEBNT 40-60%D EMERNME S TWD Z &k, JEFIC
FoTHRIBEREAT oA ROFIENARETH D Z L E2RT,

Phillips & OETIX, ZFMEM K 9 B, BIEAHK 23 B, A——F v 7 18 flOFKHIC
DNTDOH AN E ORRFETC, PRI RERN K 67%. BIEHE 65%. 4 —/—TF > 7 50%
(2B, BRI ORI RMER % 33%. BUEHR 60%., A — =7 v 7 61% Ch -1
S, FHRBHETHBN S - L b0 o OIXEHEDOHERHRIEORH Th o> 7203 (23R
R 46%, RIGIHR 38%, A — =T v 7 71%) ., IR TRICES M bZ otz (5
PERRAR 23%, RERR 18%, 4 —/"—F v 7 5%),

Marie &%, 77 BlO LR R/ILEH KR ORGEE 18 » HLLE GECHIZRL) ., &AM
TITHRET L, 0% DRI E 72 LB LT D >0 F2, 18% N —IEMEOREE & 1 |
64% MEMERHEE DR A2 7R LT, S8%ICTHAN A HiL, mHREEIE R EAT v A RO
B E I ITHERRIE T 27%., KHE Qomg/H) ORIBEREAT vA ROBEFTN
19%. VAR T8 12% CTh > 72,

INHORENSEAERELS SN TWTHFRT DIERPFIET S Z LIFHLNTH
DI, BHMEGRILEHRICB N THEFFEORIBRE AT 1A RNk L7 e ik L
ToRED AR A BT 2 Z L IIARFRETH D,

BIEREAT OA ROMERIENLEL 705 X9 RBHORREZ & 280V 2T K1 L
L. Bronner 512 X2 ZFMEMR « BB R ORI THMATIT, 110 Flicisv TP RfE
SEDBIZITV, 41%3 10mg/H L EDO 7 L R= v F 71350 MR oiRE b
0. HiJo-1 BURBGIEITIRFRGE DA » XN FEICE DT EHME LT DY Lo
T, PiJo-1 k% & ieht ARS PUBIEBERE CIE, TBHGKRE DM ENED & 2 JEF O L2 23 5
WHBEMED # %5, Marie H1E, 86 il DL Jo-1 FUAR ST ARS PUAREGEREZ HFofE 45 » A
OBETT, 1341 (15%) 1 ZERRINCEAREZER L, AT 1A REGEMHEEOm ;T &b
Ik TE 726108 4 6 (4.7%) THY  AFNIT3HENIA S L xH— b, 20037 FF 47
UV DHDIRIRE 2722 b EFDIChE LR G5 OFT2HlIZAT A RBHIE
TERZEZWMELTWD S, Fio, #HITRIOHE T, HJo-1 HURGIERE & HT PL-7/PL-
12 FURBGIERE & THHERAATVN, TR O EMEZRITHT Jo-1 HURBGIERET 21.3%, HT PL-7/PL-12
PURBGIERE T 46.2% Ch o 7203, TVEMERIRZ O BERER TP Jo-1 PURBGIERE T 29.4%, i



PL-7/PL-12 fUAIMERE T 5.6% TH T2 L HE LTS S L7eai-> T, HOHIEDEN
F o T, 1B D G & 72 DIRREN 72 D v REED 8 % 6

FHAEVEREM R D 22-60% I ZHARMEDORGBE ZHLY . AT 04 NS J UMMl o o ik
IRFRETH D 710 F - LABMERE 2 D S5 bIREE TATRER Z L 3 5, Kim 13
KEATEA RE AR LY — M X 25 EHAREASEIC L - T 49 fil 28 il TR
BEHM T O 362197 7 H) BEEEGEHAHER TS LBEL TV, Z) LelR
W2z, A7 A FAORBIBREIIRERERE R ERSRMELZLELDLZLb, +57
IRIRHNR & REIEEN 2 X2 LB D D, Flt, /MNETIIAT A Rk TTEL2 8%
Ai$EIZ, CARRA 139 1 4%, Pediatric Rheumatology International Trials Organization (PRINTO)
X2HENTCTATaA REWHTIET S 7 8 ha— L EZRRE LTS 121,

UbXy BRE TR, EOX) REGITRIBREAT v A FHEFHRIEDLED, HD
WITRIBERE AT v A FOPIEAARENE KRNSO D 2 L IINEETH Y | iniikie
DREFRIIE % DIEB| DOFEE 2 b &K~ & Th 5,

y

SCiK

l. lorizzo LJ, 3rd, Jorizzo JL. The treatment and prognosis of dermatomyositis: an updated
review, J Am Acad Dermatol. 2008;59:99-112.

2. Marie 1. Morbidity and mortality in adult polymyositis and dermatomyositis, Curr Rheumatol
Rep. 2012;14:275-85.

3. Phillips BA, Zilko P, Garlepp MJ, et al. Frequency of relapses in patients with polymyositis and
dermatomyositis, Muscle Nerve. 1998;21:1668-72.

4, Bronner IM, van der Meulen MF, de Visser M, et al. Long-term outcome in polymyositis and
dermatomyositis, Ann Rheum Dis. 2006;65:1456-61.

5. Marie I, Hatron P-Y, Cherin P, et al. Functional outcome and prognostic factors in antiJol
patients with antisynthetase syndrome. Arthritis Res Ther. 2013;15:R149.

6. Marie I, Josse S, Decaux O, et al. Comparison of long-term outcome between anti-Jo1- and
anti-PL7/PL12 positive patients with antisynthetase syndrome, Autoimmun Rev. 2012;11:739-45

7. Stringer E, Singh-Grewal D, Feldman BM. Predicting the course of juvenile_dermatomyositis:
significance of early clinical and laboratory features. Arthritis Rheum. 2008;58:3585-92.

8. Ponyi A, Constantin T, Balogh Z, et al. Disease course, frequency of relapses and survival of 73
patients with juvenile or adult dermatomyositis. Clin Exp Rheumatol. 2005;23:50-6.

9. Huber AM, Lang B, LeBlanc CM, et al. Medium- and long-term functional outcomes in a

multicenter cohort of children with juvenile dermatomyositis. Arthritis Rheum. 2000;43:541-9.



10. Mathiesen P, Hegaard H, Herlin T, et al. Long-term outcome in patients with
juvenile_dermatomyositis: a cross-sectional follow-up study. Scand J Rheumatol. 2012;41:50-8.

11. Kim S, El-Hallak M, Dedeoglu F, et al. Complete and sustained remission of juvenile
dermatomyositis resulting from aggressive treatment. Arthritis Rheum. 2009;60:1825-30

12. Huber AM, Robinson AB, Reed AM, Abramson L, Bout-Tabaku S, Carrasco R, et al. Consensus
treatments for moderate juvenile dermatomyositis: beyond the first two months. Results of the second
Childhood Arthritis and Rheumatology Research Alliance consensus conference. Arthritis Care Res
(Hoboken) 2012;64:546-53.

13. Giancane G, Lavarello C, Pistorio A, Oliveira SK, Zulian F, Cuttica R, et al. The PRINTO
evidence-based proposal for glucocorticoids tapering/discontinuation in new onset juvenile

dermatomyositis patients. Pediatric Rheumatology (2019) 17:24 https://doi.org/10.1186/s12969-019-
0326-5



CQ10 HEMHEDOAIL., ED K S REH THRITT L&)

HELESL B —RPUBRE THORIB R E AT v A NIRRT EOfH RITx L
THRIEMEE AT 6 2 LA L (HELEE 1), 72, B 0RIERE A
TuA REEMTE/R, A M MLFY—FMTX), 7HF 47V (AZA).
27 al) AA(Tac), 7 B ARY Y (CyA), a7 =/ —/VEET7 =T I)L
(MMF)D EN D53 2 0 L CIBR T 5 2 & bitRT 5 (HERE 2),
EHEMREEHRIC LTI, BIEREAT oA NIZREE LY MTX 203
L L EHELET D (MRS 1),

fifE : 1950 AN DR OFFER ZRIBFIL. BIBREAT A FOoEHERETHD |,
IEREAT v A ROBEMTOERE TIE, A TRWEFRAIMENRD I TFEFITH
EREAT A ROEIZHEODEFRPED HND Z E3H 5, 2010 HO van de Viekkert
DF@LTIE, BIBEREAT v A ROBMIRE T, 45%F2E OIEF TRIEDFEO b %,

WIHNEE E L COmMARRMEREAT a4 REGIZIZZ S OEFBKIET 203, Z O
BITEWVFRDRTRD I DIEBIN D72 72y, 2D OFERITIX, S RO O 23T
bbb,

—J., BIBEEAT oA RTORENEHICBISE AT oA FiELS &R S,
I OBEIENRREEL 70D, 207D, REORIEREAT vA FOMHIL, TE57E04H
HIZT 52 EMBETHDL, BREITIE, BIBREAT 2 A FOHEELBET HMLENE
[

INoDZLEzBEx5E, RIBKEAT vA ROWMMRGEORNG . HEMENR
SRTWD MTX (JRBRIEIGSN) 4. AZA. Tac’, CyA® (FRBRESGAL) . MME™® ({0 G
S8 O ENPDOPFNITIBFDIRRH Y . 61, BIFELEAT v A ROREIIME: D B
REBTFSHDLEERD, B4ECQL2EZZRT L,

PR RIZB O TE, AT a4 RIEEGQEMEEIROPICBET 5 7 o & ALt
BT, 2 TAT A R2ULRAEE 1 a—2 3E]) 1TV, ZO®%RTL F=ynr
2mg/fRHE kg M, 'L R=Y v +MTX, 7L F=Y 1 +CyA O 3 BERIHLE AT
. MTX 7213 CyA SFBEOFNE L AT v A4 RBESRS RSN TS, 2720, BIE
FIZMTX ([ZH#EE L C CyA BECTE o722 E D, MTX V@R & L CHElR S %,
4T CQA EBRT D,

Ho  Hol

0

SCHR
1.  Walton J, Adams R. Polymyositis. Edinburgh: E & S Living-stone Ltd. 1958

2. Van de Vlekkert J, Hoogendijk JE, de Haan RJ, et al. Oral dexamethasone pulse therapy versus

daily prednisolone in sub-acute onset myositis, a randomized clinical trial. Neuromuscul Disord.



10.

2010;20:382-9.

Gordon PA, Winer JB, Hoogendijk JE, et al. Immunosuppressive and immunomodulatory treatment

for dermatomyositis and polymyositis. Cochrane Database Syst Rev. 2012;8:CD003643.

Miller J, Walsh Y, Saminaden S, et al. Randomized double blind controlled trial of methotrexate
and steroids compared with azathioprine and steroids in the treatment of idiopathic inflammatory
myopathy. J Neurol Sci 2002;199:S53.

Oddis CV, Sciurba FC, Elmagd KA, et al. Tacrolimus in refractory polymyositis with interstitial
lung disease. Lancet. 1999;353:1762-3.

Qushmaq KA, Chalmers A, Esdaile JM. Cyclosporin A in the treatment of refractory adult
polymyositis/dermatomyositis: population based experience in 6 patients and literature review. J
Rheumatol. 2000;27:2855-9.

Edge JC, Outland JD, Dempsey JR, et al. Mycophenolate mofetil as an effective corticosteroid-
sparing therapy for recalcitrant dermatomyositis. Arch Dermatol 2006;142:65-9.
Rouster-Stevens KA, Morgan GA, Wang D, et al. Mycophenolate mofetil: A possible therapeutic
agent for children with juvenile dermatomyositis. Arthritis Care Res 2010;62:1446-51.
Morganroth PA, Kreider ME, Werth VP. Mycophenolate mofetil for interstitial lung disease in
dermatomyositis. Arthritis Care Res 2010;62:1496-501

Ruperto N, Pistorio A, Oliveira S, Zulian F, Cuttica R, Ravelli A, et al. Prednisone versus
prednisone plus ciclosporin versus prednisone plus methotrexate in new-onset juvenile

dermatomyositis: a randomized trial. Lancet. 2016;387:671-8.



CQul  HEMHIOGRIIBIBREART v FORLEEZ FIRBIZT 52>

HESE XL : RIS B AT A RO BRI EIIT0E MG K202, (HERE
1)

fEd BB REAT oA FOBHRIZEE L TV D UEBHTET V ADEWIFIEE LT,
Bunch H3FHERICRT L CTT L K=Y U5 HOZHMER K 16 JEFIZIIESI AZA % 0F
M UTHRER, 3 FRICOFHIETT L R=Y v oR 5 &P A REIZHA L72(1.6 mg/day vs 8.7
mg/day) & W) b ONRH D |, X 51T Ruperto HIFEFMEREHRBEF 13945271 R=rn
HMIGRAE, A B PR — N (BREREIAN) OFFRE, CyA (PRERIEISSN) OFFRED 3 B
T TDT o H MU ATV, MTX & CyA D AT A REEZIEEZH /ML
7= 2

Z DML, KRk x ZRIEFIHRE D E IR ORI L DRI REAT 7 A FREES R
TR LTIV BNEEFIOfENT & LT, Qushmaq O DIREIKHUEDTIER 283 5 2315
RIFTE B2 6 BlCx LT 3.5mg/fAH kg/day D CyA (RERIEGAL) %245 6 » H %5
L, BIBREAT 0 A NEE TS%REERE L TV 3, INx T 14 BlORFREKE O FEME
FETE R R ORRFCIEFEY) 3 4F0 CyA R THER 2 E O L L HICRIBREAT 1A K
DR FERIZ I > TN D 4

F 72, Wilkes B 13 13 BIORVEMEMS % 1 5 BT ARS FUATEGEREICK LTH 7 n ) AR (%
FENERD I/ B2 Al 2\ AE D TV 2% ﬁﬁuﬁﬁﬁm)%ﬁﬂvﬁ&ﬁb A RS0 P AR
DL L BT 6T%DRIBREAT v A NEELZ FERICL TS 2,

MMF (BRGSO T b, 50 51l O 4R F7 & 5 2% f%ﬁh@&ﬁﬁ%mﬁﬁkt

ICRIBREAT oA FOBRGEEEZABICHESETND & 52X 12 BIOREHRD
BRIk T HRIB R EAT a4 ROFEG &% 93% & KIBICHE LY 7, KEHK 10
Bt 6 BICREIBREAT mA NBESREELROTZEVIRENRH D S,

MTX (B L TiE, 31 Bl ENER G/ 9 DFRERITS L THH L2 BA I L
otazm&m&f@m&EX%m4F@&ﬁ%ﬁ-g%ﬁﬁ_ﬁwéﬁfwé%3%ém
I 13 Bl &l 2% @&ﬁfh XL CORIBREAT v A RORERD SE-2 & RHE
ENTEL O S5ITEFEMEREHRICBOTH 2 61T MTX OFFFIC LY F¥) 13 il
’WW&EZTD4F&5aﬁﬂ#A RolcbnoIRELHD N,

N Z T Deakin &% 200 4 OFEFNEL G i % BE OIEHM A % HHAINEL, v 7/r7
+ A7 7 I K (CPA) FEHGRE (56 4) TIXREORIKR THRICT L R=y o HH5ER
B L TW=ZAaRLE 12

UEDXIT, EREOZET VAL VULIEEL RN OO, K& e il s n
steroid-sparing agent & L CRIBRE AT 74 FORYHEL FJERICLTWDHEB X LD,

SCHR



10.

11.

12.

Bunch TW. Prednisone and azathioprine for polymyositis: long-term followup. Arthritis Rheum.
1981;24:45-8.

Ruperto N, Pistorio A, Oliveira S, et al. Prednisone versus prednisone plus ciclosporin versus
prednisone plus methotrexate in new-onset juvenile dermatomyositis: a randomised trial. Lancet
2016; 387:671-78.

Qushmaq KA, Chalmers A, Esdaile JM. Cyclosporin A in the treatment of refractory adult
polymyositis/dermatomyositis: population based experience in 6 patients and literature review. J
Rheumatol. 2000;27:2855-9.

Heckmatt J, Hasson N, Saunders C, et al. Cyclosporin in juvenile dermatomyositis. Lancet.
1989;1:1063-6.

Wilkes MR, Sereika SM, Fertig N, et al. Treatment of antisynthetase-associated interstitial lung
disease with tacrolimus. Arthritis Rheum. 2005;52:2439-46.

Rouster-Stevens KA, Morgan GA, Wang D, et al. Mycophenolate mofetil: a possible therapeutic
agent for children with juvenile dermatomyositis. Arthritis Care Res. 2010;62:1446-51.

Edge JC, Outland JD, Dempsey JR, et al. Mycophenolate mofetil as an effective corticosteroid-
sparing therapy for recalcitrant dermatomyositis. Arch Dermatol. 2006;142:65-9.

Rowin J, Amato AA, Deisher N, et al. Mycophenolate mofetil in dermatomyositis: is it safe?
Neurology. 2006;66:1245-7.

Ramanan AV, Campbell-Webster N, Ota S, et al. The effectiveness of treating juvenile
dermatomyositis with methotrexate and aggressively tapered corticosteroids. Arthritis Rheum.
2005;52:3570-8.

Kasteler JS, Callen JP. Low-dose methotrexate administered weekly is an effective corticosteroid-
sparing agent for the treatment of the cutaneous manifestations of dermatomyositis. ] Am Acad
Dermatol. 1997;36:67-71.

Zieglschmid-Adams ME, Pandya AG, Cohen SB, et al. Treatment of dermatomyositis with
methotrexate. J] Am Acad Dermatol. 1995;32:754-7.

Deakin CT, Campanilho-Marques R, Simou S, et al. Efficacy and Safety of Cyclophosphamide
Treatment in Severe Juvenile Dermatomyositis Shown by Marginal Structural Modeling. Arthritis
Rheum. 2018; 70:785-93.



CQ12 RBIBREAT vuA FLSMTHW 2 Z ikl F8 I XA

S BTN T DAL, T F ATV (AZA), A K b LFy—
FMTX), #7 1Y LA(Tac), 7 BAKRYU (CyA), X a7/ —)LIRET
= F/V(MMF), 7 B3R A7 7 I RCPAYTHDH, BMBET, LJFEHEIND
DIX. AZA, MTX (PRERIEEISSN) . Tac, CyA (PREGEISSN) . Th D, (GHEHEE
1)

fiER

7Y F AT > (azathipurin, AZA)

1980 -2 AT, RIBREAT vA NEEL OPFHFIE CORMEN IS Sz B2 BN
B2kt LT MTX £7213 AZA Z9IeR E L THWD 2 & T, BFROUEN I+
HILTWND, AZA X RFRRFICEIRSN SISO 1 LB 2D, FH45FCQL,24
BT 5,

EH  50-100mg/H 4 12 &5

A K & %P — K (methotrexate, MTX)

RIS LT MTX OF MR S STk g 4, BEMEEH R TIE. 1 DD T >
& LR 2 5 D ERRRER N D . BIBRE AT v A K& MTX Z FIHNER D DA
52 &T, BIBREATvA FORMEHRICAZ TH D Z &R S iz, MTX I R R
FRHCIBIRES LD HEAID 1 D& B2 b D, Fend B TITRBUEL TRV, MTX OF M
FEKRBREND 2 & ThD, F4ECQL4EZRT D,

BeHE 75-15mg/ HIC 1 B#&E

& 7 1) LA (tacrolimus, Tac)

R TR XE 9% Tac DAIMENHE SN TWD 7, BIEEREAT oA K& Tac OF BRI
IR AT 1A REMFEREIC R CK, ALD B X O'MMT % A B8 #H S E, Tac I
REFRFICAN IR L ZEZ DD, B, HRICAEH LIZFEEMRIZ O T H AL
PEDS S S TR Y. CyA EHPIZ S Tac DA TH L Z EAVRENTVS, (PM/DM (2
£ VBRI BRI IRBRE ) 55 4 3 CQ2 223 RT 5,

BehE B N7 7RE 5-10ng/ml IZETDHEOITm2 &G

om!

g; Ho|

7 v ARV (cyclosporine, CyA)

1 ODT o F IMMUEGRRDNH Y . CyA IFRIBRE AT 04 Fo RYEiEICHES TH D 2
EPRENTEDY 8\ ﬁ%%ﬁ%ﬁ#@#‘fé@@#ﬁﬁi&@@xé ¥, EEMEMR A OIS
DONTH, CyA LRIBREAT nA FOFFMIZEIERE AT v A REMIGRIZH, R



WCEDFLTZMEHEMR O TR ELEIEL 2RO NTND 210, 47 CQL,2,4 %5
B2,

P58 Eil b7 7EE 100-150 ng/ml [ZET D L5 ICm 2 &5

(Bt 52 BEREE 1,000 ng/ml 2 BAE L LT 1 5T 2 HELHVWLND)

a7 x /) —)VEE 7 = F /L (mycophenolate mofetil, MMF)

KPR D MMF OFNER @ SILT0D 112, FIFEMERE R 2 50 SEF] O
AICIIRE B KO R OTEBNIERREE. HHROEBMELAEITE TS5, 1 6 EFD
FIE A DF LIV 2% LT MMF O ERRE S iz 4 A7 r A R
DN TR RER A D UCEN R v, A RSz, L7eh-> T, MMF
IR O AR IR O 1 5L EZBND,

BH5E 13g/H, m2&E

=

‘EH

7 maRAT7 7 I K (cyclophosphamide, CPA)
HELERE - CI
DB « VU~ FHEBIZLE L TCPANMEHSND Z LT/ TH D, Ll Bt
%%@/Afg CyA DR L LTHM LGS, & 2MEEMZICHHNH D
Y e T, HHAEMER KM AR OIRRICHEITE 5 LB 2 oD, (IREREH) 54 =
CQ2,4 24 5,
#h5H  50-100mg/H 4 12 &5
72D RFEHAE m? 4720 500mg FREE/[B % 4 4 SR ERE

SCiR

1. Bunch TW, Worthington JW, Combs JJ, et al. Azathioprine with prednisone for polymyositis.
A controlled, clinical trail. Ann Intern Med. 1980;92:365-9.

2. Bunch TW. Prednisolone and azathioprine for polymyositis: long-term follow up. Arthritis
Rheum. 1981;24:45-8.

3. Miller J, Walsh Y, Saminaden S, et al. Randomized double blind controlled trial of
methotrexate and steroids compared with azathioprine and steroids in the treatment of
idiopathic inflammatory myopathy. J Neurol Sci. 2002;199:S53.

4.  Villalba L, Hicks JE, Adams EM, et al. Treatment of refractory myositis: a randomized
crossover study of two new cytotoxic regimens. Arthritis Rheum. 1998;41:392-9.

5. Wilkes MR, Sereika SM, Fertig N, et al. Treatment of antisynthetase-associated interstitial

lung disease with tacrolimus. Arthritis Rheum. 2005;52:2439-46.



10.

11.

12.

13.

14.

15.

Mitsui T, Kuroda Y, Ueno S, et al. The effects of FK506 on refractory inflammatory
myopathies. Acta Neurologica Belgica. 2011;111:188-94.

Ando M, Miyazaki E, Yamasue M et al. Successful treatment with tacrolimus of progressive
interstitial pneumonia associated with amyopathic dermatomyositis refractory to cyclosporine.
Clin Rheumatol. 2010;29:443-5.

Vencovsky J, Jarsova K, Machacek S, et al. Cyclosporin A versus methotrexate in the
treatment of polymyositis and dermatomyositis. Scan J Rheumatol. 2000;29:95-102.

Kotani T, Makino S, Takeuchi T, et al. Early intervention with corticosteroids and cyclosporin
A and 2h postdose blood concentration monitoring improves the prognosis of acute/subacute
interstitial pneumonia in dermatomyositis. J Rheumatol. 2008;35:254-9

Kotani T, Takeuchi T, Makino S, et al. Combination with corticosteroids and cyclosporin A
improves pulmonary function test results and chest HRCT findings in dermatomyositis patients
with acute/subacute interstitial pneumonia. Clin Rheumatol. 2011;30:1021-8.

Rowin J, Amato AA, Deisher N, et al. Mycophenolate mofetil in dermatomyositis: is it safe?
Neurology. 2006;66:1245-7.

Majithia V, Harisdangkul V. Mycophenolate mofetil (CellCept): an alternative therapy for
autoimmune inflammatory myopathy. Rheumatology. 2005;44:386-9.

Rouster-Stevens KA, Morgan GA, Wang D, et al. Mycophenolate mofetil: a possible
therapeutic agent for children with juvenile dermatomyositis. Arthritis Care Res.
2010;62:1446-51.

Morganroth PA, Kreider ME, Werth VP. Mycophenolate mofetil for interstitial lung disease in
dermatomyositis. Arthritis Care Res 2010;62:1496-501

Riley P, Maillard SM, Wdderburn LR, et al. Intravenous cyclophosphamide pulse therapy in

juvenile dermatomyositis. A review of efficacy and safety. Rheumatology. 2004;43:491-6.



CQ13 RERIEFMEDEFI TIIRERE I v T ) VEEERIEICXL 1EEEEZE
‘ﬂ"&% 4D

HESESC - IRIERIRPTIE D LI 0/ B JE i R DIRIRIZ R ERIE 7 0 7 ) o fEfiE
(intravenous immunoglobulin: IVIG) ZiBN$ 5 Z & 24253 5, (HELEEE 2)

R - RN RIL B R E kBl L= 2 DD T v & MUkt 5, Dalakas 5 1Ef5
R CHEERZW ' Lo AT a4 NREUEDREMHREE 15614, TV R=Yr+7 T &R
B (76D, v R=Y 2 +IVIG BE (8], 1gkg/H 2 HIF#& S, A 1EIT3 » AR @28
ICIEAMEAICEI D (T 7 ZEERERGEBR 21T, —#OBREF L7 o 24— —RBRITBT
L7z, 7V R=Y 2 +IVIG BT E 3 » ABOFIMRC A 27, K&, MiF CK fE, i
AT RO B e E NS BTz 2, Miyasaka © (X Bohan and Peter D2 567 3 4 % i 7= 3~
AT mA NIEGIEL MR R/ %% 26 % TVIG # (12 i, 04g/kg/H 5 Aff#&E) &
T eAREE (14 6)) © 2 BICEELICEI T _EERS m A4 —N"—R R AT o7,
IVIG # T MMT, Ifi§ CK ., H&EAEEEE (ADL) 227 THERUENFGONLR, 7
TERBECTHOEEREERH Y, 2HHOABEAEITR N2 o725,
Danieli 52 L 2MEFIXFTETIZ, 7L K=Y 27 B ARY U TIES N TN D%
PERGZE 8 B, K@ik 12 Bl xige s L, OFATREIEL 7 41, IVIG (1gkg/H 2 HF#&S,
12 % Afkee) DR (761, IVIG (1gkg/H 2 HREHE, 12 % Afke) 77 A MR
Z0FR (6 61) . @ 3 BRI/ 7o LR E AT S 47z O 4 R ORBBIEL T IVIG JF FHRE
RFEOFHEE & bl U TR W E IR ME DAL 7o, AR IE D FRE 2RI 720 - 72, IVIG
PIEOMRERF L2 — A2 ) — X 1 fREIIZHES Y, Z2<oWRETH AT (M
1§ CK. ADL 2 27 OWEEHTNDH, W DD —A T Y — X3k FEEOUGEICS
LTEYD "8 IVIG BIENMT O BE DFERTMRZIT 34.3%° 725 100%(MMF % ff )’ T
HD, T AV MRS 2012 FISHI L 72 AR R RO IVIG BB T 21T A R
T A 0T, I RRERIGTE DM X L UL C (IVIG {RR & 583 2 /REMENH D) . PM 1T
LU (BT U ARARS)) S Tna,

¥4 CQ3 BT D,

SCiR

l. Dalakas MC. Polymyositis, dermatomyositis and inclusion-body myositis. N Engl J Med. 1991
Nov 21;325(21):1487-98.

2. Dalakas MC, Illa I, Dambrosia JM, Soueidan SA, Stein DP, Otero C, et al. A controlled trial of

high-dose intravenous immune globulin infusions as treatment for dermatomyositis. N Engl J Med.
1993 Dec 30;329(27):1993-2000.

3. Bohan A, Peter JB. Polymyositis and dermatomyositis (first of two parts). N Engl J Med. 1975
Feb 13;292(7):344-7.
4, Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl J Med.

1975 Feb 20;292(8):403-7.



10.

11.

Miyasaka N, Hara M, Koike T, Saito E, Yamada M, Tanaka Y. Effects of intravenous
immunoglobulin therapy in Japanese patients with polymyositis and dermatomyositis resistant to
corticosteroids: a randomized double-blind placebo-controlled trial. Mod Rheumatol. 2012
Jun;22(3):382-93.

Danieli MG, Malcangi G, Palmieri C, Logullo F, Salvi A, Piani M, Danieli G, Cyclosporin A
and intravenous immunoglobulin treatment in polymyositis/dermatomyositis. Ann Rheum Dis. 2002
61(1): 37-41

Marie I, Menard JF, Hatron PY, Hachulla E, Mouthon L, Tiev K, et al. Intravenous
immunoglobulins for steroid-refractory esophageal involvement related to polymyositis and
dermatomyositis: a series of 73 patients. Arthritis Care Res (Hoboken). 2010 Dec;62(12):1748-55.

JRMRREGE, AREW, B AR, Slmin, PO ERD, EAETR, etal. HETIEE 2o
TR ERR AR L 7w 7 ) o REFRIE(IVIG) AN 285N L 72 2 . 78 H ARG 7Y
2010;72(4):344-8.

Cherin P, Pelletier S, Teixeira A, Laforet P, Genereau T, Simon A, et al. Results and long-term
followup of intravenous immunoglobulin infusions in chronic, refractory polymyositis: an open
study with thirty-five adult patients. Arthritis Rheum. 2002 Feb;46(2):467-74.

Danieli MG, Calcabrini L, Calabrese V, Marchetti A, Logullo F, Gabrielli A. Intravenous
immunoglobulin as add on treatment with mycophenolate mofetil in severe myositis. Autoimmun
Rev. 2009 Dec;9(2):124-7.

Patwa HS, Chaudhry V, Katzberg H, Rae-Grant AD, So YT. Evidence-based guideline:
intravenous immunoglobulin in the treatment of neuromuscular disorders: report of the Therapeutics
and Technology Assessment Subcommittee of the American Academy of Neurology. Neurology.
2012 Mar 27;78(13):1009-15.



CQ14 MHRFROLGEITEIR SN D IBIRIT LI A

HELESC « R IR CIIRIE R E AT oA RalE (0.5-1.0 mg/fAHE kg) . £7=
X, RIEIHIER, KEGE 7 a7 U ERERE, AEriE (VY xo~
7T AZES N, F U X~ TNF RESR) . g H OB E 7= 1308
MTHI TS, (HESEE 2)

k={1101
K

FREATaA RO &

RERIFICIIRIBRE AT oA ROHBEE (0.5-1.0 mg/{RE kg) 272 Sb B, #ET
RIBEEAT A ROBEIZOWNWTOZET A IER, —BIZIEERGE 6 # HE T
WRIEREAT v A NIIEHE G-10mg/H) IZMEZITO 2 ERBENEE 2 b T
DN INEVENHBEORIBREEAT v A RO T TRl i o fERF 3 R #7051
. BEMR ECRIBEREAT v A RO+ amN NE#ERS5 13, FEMmAY I Sz 58
EOFHT 2 EBREE LV,

o B E =
sk I8

|

G P
AL, CQI1 =2

KERE 7 17 ) CFERE (intravenous immunoglobulin: IVIG)

AR D L ITEEFH I T 2 IVIG 137 o & MU ER 2 & L EBROME IS TH
DMER RSN TWD 8, F7o, MEMEMR SO RO TIEEZ 29 2 RICOVTH,
IVIG DEMERRE S TND *1 FgiiINR 2152 ITITRER G DB ER N 5 R
FHARBRHZIBIR LIS DIGRIETH 5, AFANTHOWTE, 54 5 CQ3 22 M 2,

BT IS 7 v 7 U BN OV T b ZIMER 58/ B 2 1 12 ROV R R 2% 1P T
YD =AY = ARl E I THIMEDOWMEDR D 5,

PRVES S A

FIEGITB R EOEF NG ENT-, EEO7r —ALR— b —A T Y =X TELHM
98/ e RE 1 2% BB\ SR D A RMES IS ST D 41, BT SRP SRR ME O BSENERRIE %
WG E LT —A 2 U =X Tl 8 filH 6 1T MMT & IfiLif CK fEDENRD b7z 2,
L2xL7e i3 B, 200 Bl OVRIEHGTIE O 2 RNERT /B RE i o A FNE R RE ok 2 )52 U > %
U~ T DENEERG LT2 T v 7 MMEEGRER 2 ZRB VT, MIonh U Y X~ T R EE
THREE, WIDIXT TR CTSHEMK LY VY XU ~T 2853280 2 BRI CIX, FE
FHIEE Ch 2B REICERET 5 E TO HEICHEENRBO biLrole, ZDH%ROY
TREINT 22BN T, BEBIZE D F A=V PRECTh o TIEFINMZ, T Jo-1 HLIECHT Mi-



2 PURBEMEBS . FEM R SR BN B\ T B A 2 BN R Lo W 2 & BB S )
& N7z, AIRANZHOWTIL, F4FECQL 4 25T 5,

VAV AV

o FHER . BERBIC X U CHEBDIEGIHE THMEN G ST g 27, BHAMEZ R
RIERER R xtge b Lo/ v v MIFIE B Tk, 20 BIOEBE N T v X LR ST
NWNEYE T NefH5THREE. 3 r HR XD T ARNE TS N RGTDHRELICT X LIZEIR
T N7, 6y ARICSEERELN T Lo BE ORIGITEEh 10 Fild 6 Fi1 & 9 #i 1 f
ThY ., WEEHORFENAEEEIIRENZD T2 DD, RAIDHIENRIE Z Tz,
AFEFNCHONWTIE, HF4ECQl 22T 5,

TNF PR3
16 L DR EMHRBEZ KR E LIz A vy MIE P TIE, 16 4 DBENTZ XLt
Fﬁ&77ﬁfﬁ:¥@ﬁi6h FERIEBMEORENZNEN N AT 54, 54F 04
BOONTZ, 24 BWIZB T DEIEREAT oA ORI X X087 NEOHFBAEID

@<\ﬁﬁ%%if@%ﬁ%i5XW?7Fﬁ@ﬁﬂﬁﬁuﬁﬁoko*ﬁf 5Bl Rz
JERREBEDr —A L) — X2 T 3t 7 hOEGIZ LD 2FNZ THxOEL
=L,

B DIEBIRE L — A U — KT THIRMED LR MER, R/ @ R BE kT 5 A
Y7 VX U T OEYPERRE SN TNDE 3 — 5T, =T T ~ULERER B CIIRIE
T X BIEHI 3% < SRR L. EHEMEM % 13 a5t B b LT-FEBMD/ 1 oy MJFSE
TIEA 7 V)R~ T OEENTRENR -T2, 12 B DLIEMERG IR G 95 B % %f
RBELTT A METEHERAR T IZBONTHA 7 U o~ OFMEIT RSN
77

F 72, TNF BB GZ IR &2 FIE LT ER] S0 N @ S Tnd 2 Enn, iR
WIE L COZYHIIREETH D,

ARFEFNZOWTIE, 4 ECQl BT 5,

ko) X<=>7
HETEME SRR R B & FRTERR R L BREUE DS ORIl O FF RIERSCE BN R h v U X<
TNENITHT-WMEN "D D,

1 3EAT
VOO IERTERBR IR TEIBE T A T 0o MISIICIRETHE OREFIICI 1T 5
AAMER R SNTVHN 24, QIREEAT 04 FUSAOSEIeifS#E oA T Tiibn
1o 7 v 7 DEEBR CIRM SR IR M TRE & ol U C B2 135 /) %> ADL (B9 % #5



= ﬂ#éﬁ%éﬁwﬁgn&#o%“ —7J5. L MDAS FUIREGE o VB Mt 7% & 0F R
JERFAIEBNCKT LT, BB E AT v A R, Tac, CPA (1% OJFREEALE O M AEA# D
OFRIE, 1t x@#ﬁ%@txb)ﬁw:/FH—w&w@LT6U&H%@Eﬁ%
WYEE LT L WE SN TND 9,

SCiR

1.  Branddo M, Marinho A.Idiopathic inflammatory myopathies: definition and management of
refractory diseases. Autoimmun Rev. 2011;10:720-4.

2. Schiopu E, Phillips K, Macdonald PM, et al. Predictors of survival in a cohort of patients with
polymyositis and dermatomyositis: effect of corticosteroids, methotrexate and azathioprine.
Arthritis Res Ther. 2012; 14:R22.

3. Hasija R, Pistorio A, Ravelli A, et al. Therapeutic approaches in the treatment of juvenile
dermatomyositis in patients with recent-onset disease and in those experiencing disease flare: an
international multicenter PRINTO study. Arthritis Rheum. 2011;63:3142-52.

4.  Oddis CV, Aggarwal R. Treatment in myositis. Nat Rev Rheumatol. 2018;14:279-289.

5. Barsotti S, Lundberg IE. Current Treatment for Myositis. Curr Treatm Opt Rheumatol.
2018;4(4):299-315.

6.  Dalakas MC, Illa I, Dambrosia JM, Soueidan SA, et al. A controlled trial of high-dose intravenous
immune globulin infusions as treatment for dermatomyositis. N Engl J Med. 1993;329:1993-2000.

7. Cherin P, Pelletier S, Teixeira A, et al. Results and long-term followup of intravenous
immunoglobulin infusions in chronic, refractory polymyositis: an open study with thirty-five adult
patients. Arthritis Rheum. 2002;46:467-74.

8. Danieli MG, Malcangi G, Palmieri C, et al. Cyclosporin A and intravenous immunoglobulin
treatment in polymyositis/dermatomyositis. Ann Rheum Dis. 2002;61:37-41.

9.  Marie I, Menard JF, Hatron PY, et al. Intravenous immunoglobulins for steroidrefractory
esophageal involvement related to polymyositis and dermatomyositis: a series of 73 patients.
Arthritis Care Res. 2010; 62:1748-55.

10. Bakewell CJ, Raghu G. Polymyositis associated with severe interstitial lung disease: remission after
three doses of IV immunoglobulin. Chest. 2011;139:441-3.

11.  Danieli MG, Pettinari L, Moretti R, et al. Subcutaneous immunoglobulin in polymyositis and

dermatomyositis: a novel application. Autoimmun Rev. 2011;10:144-9.



12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

Cherin P, Belizna C, Cartry O, et al. Long-term subcutaneous immunoglobulin use in inflammatory
myopathies: A retrospective review of 19 cases. Autoimmun Rev. 2016;15:281-6.

de Inocencio J, Enriquez-Merayo E, Casado R, et al. Subcutaneous Immunoglobulin in Refractory
Juvenile Dermatomyositis. Pediatrics. 2016;137. pii: €20153537. doi: 10.1542/peds.2015-3537.
Rios Fernandez R, Callejas Rubio JL, Sanchez Cano D, et al. Rituximab in the treatment of
dermatomyositis and other inflammatory myopathies. A report of 4 cases and review of the
literature. Clin Exp Rheumatol. 2009;27:1009-16.

Chung L, Genovese MC, Fiorentino DF. A pilot trial of rituximab in the treatment of patients with
dermatomyositis. Arch Dermatol. 2007; 143:763-7.

Levine TD. Rituximab in the treatment of dermatomyositis: an open-label pilot study. Arthritis
Rheum. 2005;52:601-7.

Cooper MA, Willingham DL, Brown DE, et al. Rituximab for the treatment of juvenile
dermatomyositis: a report of four pediatric patients. Arthritis Rheum. 2007;56:3107-11.

Chiu YE, Co DO. Juvenile dermatomyositis: immunopathogenesis, role of myositis-specific
autoantibodies, and review of rituximab use. Pediatric Dermatol. 2011; 28:357-67.

Mahler EA, Blom M, Voermans NC, et al. Rituximab treatment in patients with refractory
inflammatory myopathies. Rheumatology. 2011;50:2206-13.

Valiyil R, Casciola-Rosen L, Hong G, et al. Rituximab therapy for myopathy associated with anti-
signal recognition particle antibodies: a case series. Arthritis Care Res. 2010;62:1328-34.

Oddis CV, Reed AM, Aggarwal R, et al. Rituximab in the treatment of refractory adult and juvenile
dermatomyositis and adult polymyositis : a randomized, placebo-phase trial. Arthritis Rheum.
2013;65:314-24.

Aggarwal R, Bandos A, Reed AM, et al. Predictors of clinical improvement in rituximab-treated
refractory adult and juvenile dermatomyositis and adult polymyositis. Arthritis Rheumatol.
2014;66:740-9.

Arabshahi B, Silverman RA, Jones OY, et al. Abatacept and sodium thiosulfate for treatment of
recalcitrant juvenile dermatomyositis complicated by ulceration and calcinosis. J Pediatr.
2012;160:520-2.

Kerola AM, Kauppi MJ. Abatacept as a successful therapy for myositis—a case-based review. Clin

Rheumatol. 2015;34:609-12.



25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

Maeshima K, Kiyonaga Y, Imada C, et al. Successful treatment of refractory anti-signal recognition
particle myopathy using abatacept. Rheumatology. 2014;53:379-80.

Musuruana JL, Cavallasca JA. Abatacept for treatment of refractory polymyositis. Joint Bone
Spine. 2011;78:431-2.

Arabshahi B, Silverman RA, Jones OY et al. Abatacept and sodium thiosulfate for treatment of
recalcitrant juvenile dermatomyositis complicated by ulceration and calcinosis. J Pediatr.
2012;160:520-2.

Tjarnlund A, Tang Q, Wick C, Dastmalchi M, et al. Abatacept in the treatment of adult
dermatomyositis and polymyositis: a randomised, phase IIb treatment delayed-start trial. Ann
Rheum Dis. 2018;77:55-62.

Muscle Study Group. A randomized, pilot trial of etanercept in dermatomyositis. Ann Neurol.
2011;70:427-36.

Iannone F, Scioscia C, Falappone PC, et al. Use of etanercept in the treatment of dermatomyositis: a
case series. J] Rheumatol. 2006;33:1802-4.

Efthimiou P, Schwartzman S, Kagen LJ. Possible role for tumour necrosis factor inhibitors in the
treatment of resistant dermatomyositis and polymyositis: a retrospective study of eight patients.
Ann Rheum Dis. 2006;65:1233-6.

Anandacoomarasamy A, Howe G, Manolios N. Advanced refractory polymyositis responding to
infliximab. Rheumatology. 2005;44:562-3.

Hengstman GJ, van den Hoogen FH, Barrera P, et al. Successful treatment of dermatomyositis and
polymyositis with anti-tumor-necrosis-factor-alpha: preliminary observations. Eur Neurol.
2003;50:10-5.

Selva-O'Callaghan A, Martinez-Costa X, et al. Refractory adult dermatomyositis with pneumatosis
cystoides intestinalis treated with infliximab. Rheumatology. 2004;43:1196-7.

Hengstman GJ, De Bleecker JL, Feist E, et al. Open-label trial of anti-TNFalpha in dermato- and
polymyositis treated concomitantly with methotrexate. Eur Neurol. 2008;59:159—-63.

Dastmalchi M, Grundtman C, Alexanderson H, et al. A high incidence of discase flares in an open
pilot study of infliximab in patients with refractory inflammatory myopathies. Ann Rheum Dis.

2008;67:1670-7.



37.

38.

39.

40.

41.

42.

43.

44,

45.

46.

Schiffenbauer A, Garg M, Castro C, et al. A randomized, double-blind, placebo-controlled trial of
infliximab in refractory polymyositis and dermatomyositis. Semin Arthritis Rheum. 2018;47:858-
864.

Ishikawa Y, Yukawa N, Ohmura K, et al. Etanercept-induced anti-Jo-1-antibody-positive
polymyositis in a patient with rheumatoid arthritis: a case report and review of the literature. Clin
Rheumatol. 2010;29:563-6.

Klein R, Rosenbach M, Kim EJ, et al. Tumor necrosis factor inhibitor-associated dermatomyositis.
Arch Dermatol. 2010;146:780-4.

Riolo G, Towheed TE. Anti-tumor necrosis factor inhibitor therapy-induced dermatomyositis and
fasciitis. ] Rheumatol. 2012;39:192-4.

Narazaki M, Hagihara K, Shima Y, et al. Therapeutic effect of tocilizumab on two patients with
polymyositis. Rheumatology. 2011;50:1344-6.

Dau PC. Plasmapheresis in idiopathic inflammatory myopathy. Experience with 35 patients. Arch
Neurol. 1981;38:544-52.

Bennington JL, Dau PC. Patients with polymyositis and dermatomyositis who undergo
plasmapheresis therapy. Pathologic findings. Arch Neurol. 1981;38:553-60.

Pons-Estel GJ, Salerni GE, Serrano RM, et al. Therapeutic plasma exchange for the management of
refractory systemic autoimmune diseases: report of 31 cases and review of the literature.
Autoimmun Rev. 2011;10:679-84.

Miller FW, Leitman SF, Cronin ME, et al. Controlled trial of plasma exchange and leukapheresis in
polymyositis and dermatomyositis. N Engl J Med. 1992;326:1380-4.
Tsuji H, Nakashima R, Hosono Y, et al. A Multicenter Prospective Study of the Efficacy and Safety
of Combined Immunosuppressive Therapy with High-Dose Glucocorticoid, Tacrolimus, and
Cyclophosphamide in Interstitial Lung Diseases Accompanied by Anti-Melanoma Differentiation-

Associated Gene 5-Positive Dermatomyositis. Arthritis Rheumatol. 2019. doi: 10.1002/art.41105.



CQ15 MEMEMRICEIBREARAT nA FOBREMNHETHR T SHAICETAL
JRGUIE X RIT B D>

HELESC : [VEPENGRICEIE RE AT 1 A FREFESE IS Z 57 DB,
=2 —F VAT AR EDHMREIES~OI RPN LETH D, (HERSE 1)

i . 7T U ADZIEIERT R/ B R Z RS L LT 156 B, 279 B30T B Fn R GE
ZREIE LT JERNE. T2 h 18 f(11.5%)" . 33 151(11.8%)* T - 7=, JFRINE IFEEEH K%
T, T Candida albicans, Pneumocystis jiroveci 3% 057z, R OWFSE CTrx H Fn LG
FEFIES OARREIM U > EREL, MIERR & 2 /X7 REEITIERIER ISR TR B o 7, F
7o FIE L7 18 Bilrf 2 BlIZRIB RE AT 1A R bl gE & IEE G T > 7225, il
RIBREAT 0 A R)ka R HE TR I TEY . 7 BTREMEIZENO0FH S v T,
L R=yur40mg/ B LG SN 15 HloeHtET ) 7~ b—F 2B LSRR %
IFZ FERH IR BB Z 4G LT T, 7 B1(9.3%)E = 2 —F Y AF AR B0 L, 26123
BEWEROEHHI T o723, ST EMDO TGN SN TWIER TIX, =2 —FE T A F
AR DOFIE T 72 4,

2011 4= American Thoracic Society DE)E Tld, EMEHENREZ1T O BE B W T, 7L
F=vwr 20 mg/HEB22MEZ—r HUMEMT 2546, FrlomEmtEEa20tm4 %
SaE. STAAO 1B 1EEERRNL 2884 3 ARET 25 Z &R HERI TR 5. M
BEMEMRIBERICEL T, =2 —F v AFAMRTHEZ B E LT LK RN D,
ST BAINEIERECHHATERWEAIX, 7 hRa v ORRNUVZ IV UORALS D
B, THIE L TORBREIIIE D TH D,

WAERZ D TREIZEE L Cid, HIV EYEE I U TS E 25 U 5, BIHMERRE R
DHDHBEIL, A V=TV RREDTRELSEITD S,
YA RAT BT AV AEGYEICE L TiE, B ClIB s E HIIZ PCR & L < 13HR
MIERRAE ZITV, BBtE & 72 o TR THL Y A )V 2RO 5% BtE$ 2 Sehlia RN IR Y A
HNTND TR, BEUREIK COZET » AIFEE LRV, £i2, B OKRE OB E R fEK
TOMRBRIEIS T,

D7 FAATOWTITKERE ) O~ F A 74 P TH#EEIh T D L oI, Mgk
HEA Y TN TA NI D0 7 F U HRIEIHRICAOF U7 RV M 28 B |
wIhs,

Sk
1. Marie I, Hachulla E, Chérin P, et al. Opportunistic infections in polymyositis and dermatomyositis.
Arthritis Rheum. 2005;53:155-65.

2. Marie 1, Ménard JF, Hachulla E, et al. Infectious complications in polymyositis and dermatomyositis: a



series of 279 patients. Semin Arthritis Rheum. 2011;41:48-60.

3. Kadoya A, Okada J, Iikuni Y, et al. Risk factors for Pneumocystis carinii pneumonia in patients with
polymyositis/dermatomyositis or systemic lupus erythematosus. J Rheumatol. 1996;23:1186-8

4. Okada J, Kadoya A, Rana M, et al. Efficacy of sulfamethoxazole-trimethoprim administration in the
prevention of Peumocystis carinii pneumonia in patients with connective tissue disease. [EYYE FHERE
1999;73:1123-9.

5. Limper AH, Knox KS, Sarosi GA, et al. An official American Thoracic Society statement: Treatment of
fungal infections in adult pulmonary and critical care patients. Am J Respir Crit Care Med. 2011;183:96-
128.

6. Nahid P, Dorman SE, Alipanah N, et al. Official American Thoracic Society/Centers for Disease Control
and Prevention/Infectious Diseases Society of America Clinical Practice Guidelines: Treatment of Drug-
Susceptible Tuberculosis. Clin Infect Dis. 2016;63:e147-¢195.

7. Kotton CN, Kumar D, Caliendo AM, et al. The Third International Consensus Guidelines on the
Management of Cytomegalovirus in Solid-organ Transplantation. Transplantation. 2018;102:900-31.

8. Singh JA, Saag KG, Bridges SL Jr, et al. 2015 American College of Rheumatology Guideline for the
Treatment of Rheumatoid Arthritis. Arthritis Rheumatol. 2016;68:1-26.



CQ16 EWREREHNLDOY ALY 7 — 2 VIFARH

HELE S JBRIRBAB R AN S D Y U T — 3 g VBRI ARIE, B ATREE
@Eﬁ;ﬁéiﬁiﬁfébéili%%% U] N 7@%(3@5 k @%&%&ifib\f:&ﬂ:j@??j—é -
EMEFE LW, 2720, UNEY T —v 3 VORI ARICOW T S 23Tl
VN, (HETEEE 1)

R« ZRIER R EHRICIR ST, RIEEHEBEOIREBHEREYIC) A T —2a v
ZATH T i, RIEZ YL S ETERPEEST 2 Z el s s Z &b, 2V E T
Lo Tz, BRI EMOV B 7 —v 3 VHHRSABFEFELRZRGE L 72 K7 0
LIV, DEBITD T o MMEIEGBRC A — 7 VB OREE ST LIy AT~ T
4 v 7 L E a—% Alexanderson 3T> T2 1, MR U B Y 7 —3 3 UIRIECHHE L
EEETOIBEFREAMZ, HOAMBRNZBLESELIRERH L L0 b, AlkRE
e b —= ZIEHROIEEEEZ M THORBPZHESELEEZZ LTS,
—Ji. UNBUT—2a URNEETHD LT AR RIT e oT,

U TF— g VEREIZ DWW T OFRIZ S/ )Y, Alexanderson [EF8FRD 1T,
TORIEMEFGFEET, HHOLHRMZBNTIANAEY T =23 SILZETH Y, %%i@T
TIRIRE DA LA L T, REBICADETHEZ EF T ZEEHERL TN D 2

FHEMEREHRIZBWD U ALY 7T—v g VEAL, KEBEMERLEE LN 6L, A
NThHDHLERELTND T,

Sk

1) Alexanderson H. Physical exercise as a treatment for adult and juvenile myositis. J Intern Med 2016;
280: 75-96

2) Alexanderson H. Exercise in Myositis. Curr Treat Options in Rheum 2018; 4: 289-98



CQ17 EBHHOBRBEOHINMETIXV ALY T —2 3 CHET S

HELE
B O AN Y T — g VIRIEDOEALZ DT, HAHREICERTH B A]
HEMERH Y, ITH 2RO LD, (HEBEE 1)

R« ZRIER R EH R OB NV T — 3 U ETo T BOMR, HEFESR
ENZHOW TR/ N 72 7 o & DL HEEGRER 23 < DM TV TN 5, Wiesinger 51X, 14 4
D LA I/ R JE % BTk L C BiRHlE O A B AR oEE AfiE 6 HHICh -
THhadT U, BV AR & 51T L7V IREE & b X C ADL A a 7R PO /1, o e — 7 [
FIHEEDEBMICHEMT S22 2Rz, S6I26 HICHIMZILERE LT v & MElbig
RBRTH, RIEOFEN, CK O EHREFHEFEREAELDZ LM /1X° ADL 227 D
ENRENTND L

Van Thillo HIXFADRIEMEFRIBIZBIT DV Y TF—2 9 VORR L ZEMEIZONT
VATRT 4 v L Ea—ERE L, BT TRBEESICBNTYH, AR EF D
AL ) N L —= 3 L BEAEEEASE S, AFERIIRO Lo T
LTS3,

R R RS %LT?VﬁAmwﬁﬁﬁiﬁwﬁ Omori 573 10 A D&M AEE
K& BFE I LT, 2 BT 12 AFOGMEER L/ b L—=0 7 OFHIEIZON
THEL TS Ouuﬁwkv—:yyfﬁ%$%iﬁ<\ﬁ%%mzf\mﬁ%Amﬁf
WEIEZELTWND 4

SCHR

1) Wiesinger GF, Quittan M, Aringer M. et al. Improvement of physical fitness and muscle strength in
polymyositis/dermatomyositis patients by a training programme. Br J Rheumatol. 1998; 37: 196-200.

2) Wiesinger GF, Quittan M, Grainger M. et al. Benefit of 6-months long-term physical training in
polymyositis/dermatomyositis patients. Br J Rheumatol. 1998; 37: 1338-42.

3) Van Thillo A, Vulsteke JB, Van Assche D. et al. Physical therapy in adult inflammatory myopathy
patients: a systematic review. Clin Rheumatol. 2019; 38: 2039-51.

4) Omori CH, Silva CA, Sallum AM. et al. Exercise training in juvenile dermatomyositis. Arthritis Care

Res. 2012; 64: 1186-94.



CQ18 Bk TREEZ 5 HE OIRRIEIIM)

HESE « VRIEIRP U o FEEICxT L IVIG EIEITRA DN TIWREETH 5,
(HESERE 2)

fiH © ZAEMER I/ B IR 1 2% DWE T R OTEIRICBI T 5 7 o & AL Hel iR <0 Lok B G5R
372K, =AY = X0 UERFIHRE COFRENIZTE A ETH D, BB KEIEL 2 2D
=AY = ANHRE SN TN D, Marie HIZAT 01 FEPIHEORE FEEZ X 72 L, IVIG
%%ﬁﬁéﬂty%é%/&ﬁ% 73 5 (ZHMEMIZ 39 B, FFFRLK 34 ) A% 5
\ZHEHT LT 1 gkg/ A x2 A D IVIG & 1 7 —/v & U fafT CESRIEGIRIL 7 » H) .
BENCHET U Y T — g Ui S duie, 27 BN 2 7 — A& T 5-15 HRANIZ, 33 4l
2 5-15 BUNICRR DHBEEATRE & 72 o 72 1 4 BINKIBIRICBOG U 72 2S8R oW 1A e 7 R Bk )
CHEL, 1l R R SR A SOl & 25 U7, 8 I IVIG IS RUE T, AAmEMEAiZE (6 ) &
J& (2 f5) THEL L7-, Oh &3k PR %4 X 7= L 7= Mayo Clinic D7 B 62 A(1997-2001
L BAMBPER 2% 26 B, FCREAK 18 i, Z38MERZ 9 B, A — ~N—F v TIEMRE 9 Fil) %
BRI IRET UTe, BABYERS 2% 20 65, &K 17 B, ZRMETHR &4 — 1 —T > TjE
BEHERHITAT B A R, AZA, MTX 72 & O@BEMHFEIEN T S TR Y | IVIG IZE AR
PERRZE 1 B, FEREMZ% 4 B, RMEMR 2 B, A — —F » TEGRE | BITHAT Sz, B
A%i% UL R SE T G ER 72 & OSBRI ADETT S AT B3 s o To D3 HE T
FEENEME L7237 <, RIEMR 6 B, ZRYERK 1 B, A— N—F v TIERERE 4 4 CHié
FREEILEAE L7z 2, Palace DX 3 EMICHTZ - THE FREEDO A DMER T, L K=y
40mg ONARBE LTI - 72 69 ik PM LLMER 2 HE LT 5 3,

NI IR r— A ) — R JEBIRAE L UL T, IVIGHS, CyA”, CPA+MTXE, gtk iHgE
A OITIR 100 NREE T/ L — BRI T e EOFAIIMERRE STV D

PSR i N STANEEN WTB 1% 29-44%IZ i b5 & S 1 13\ videofluoroscopy
O TEHE TRERE ORRGTCIEL 7T9%ICEREFT RN RO D EdfE SN TnD Y, —J5, BT
E%ﬁﬁ%°%Mﬁ®@%ﬁﬁ%kﬁh?iﬁ@%@&Lfkgx7ﬂ4Fkﬁﬁmﬁ%
OO T TV D 1316, JRIEIZE L C T v & LR BRSO R B LG BR 1T 20 ) 28 |
Reily O IZHAEMER G 12 BICHRTT D IVCY OGO T 3 Flome FREE A G852 ik
LTWD 6 =9 Ll Raiic, “EHEMEREMHERZEOF5] % 2018 Tl expert opinion
ELTRAT A R/2VUVRIEEE IVCY ORI X 288 AL ZHESEL Tvd 7 Lam &
X% RS, HE FREEDHRN AT a4 NEFED 2 WIEAT v A4 NMRIFEEDOE
B2 <, IVIG FIEDNEBIFBIMZ A BICIEIT 5 2 L 2@E LT\ a 3, WETRREE K
R M2 STV B L7 THRIFE T/NRICBIT 2= EF o 2137208,
BN RIAR, TR ISk L CIVIG BB E T REBRIEE B 2 oD,

SR
1. Marie I, Menard JF, Hatron PY, et al. Intravenous immunoglobulins for steroid-refractory

esophageal involvement related to polymyositis and dermatomyositis: a series of 73 patients. Arthritis Care



Res (Hoboken). 2010;62:1748-55.

2. Oh TH, Brumfield KA, Hoskin TL, et al. Dysphagia in inflammatory myopathy: clinical
characteristics, treatment strategies, and outcome in 62 patients. Mayo Clin Proc. 2007;82:441-7.

3. Palace J, Losseff N, Clough C. Isolated dysphagia due to polymyositis. Muscle Nerve.
1993;16:680-1.

4, Marie I, Hachulla E, Levesque H, et al. Intravenous immunoglobulins as treatment of life

threatening esophageal involvement in polymyositis and dermatomyositis. J Rheumatol. 1999;26:2706-9.

5. IR, AMREW, TFHEARIED. W IEE 2 o T BF R L s m 7 )
KEFIEAVIG)NZ55h L= 2 B, ¥ H AR EF]. 2010;72:344-8.
6. Hafejee A, Coulson IH. Dysphagia in dermatomyositis secondary to bladder cancer: rapid

response to combined immunoglobulin and methylprednisolone. Clin Exp Dermatol. 2005;30:93-4.

7. Mii S, Niiyama S, Kusunoki M, Arai S, Katsuoka K. Cyclosporine A as treatment of esophageal
involvement in dermatomyositis. Rheumatol Int. 2006;27:183-5.

8. Hirano F, Tanaka H, Nomura Y, et al. Successful treatment of refractory polymyositis with pulse
intravenous cyclophosphamide and low-dose weekly oral methotrexate therapy. Intern Med. 1993;32:749-
52.

9. Kagen LJ, Hochman RB, Strong EW. Cricopharyngeal obstruction in inflammatory myopathy
(polymyositis/dermatomyositis). Report of three cases and review of the literature. Arthritis Rheum.
1985;28:630-6.

10. Vencovsky J, Rehak F, Patko P, et al. Acute cricopharyngeal obstruction in dermatomyositis. J
Rheumatol. 1988;15:1016-8.
11. Nagano H, Yoshifuku K, Kurono Y. Polymyositis with dysphagia treated with endoscopic

balloon dilatation. Auris Nasus Larynx. 2009;36:705-8.

12. McCann LJ, Juggins AD, Maillard SM et al. The Juvenile Dermatomyositis National Registry
and Repository (UK and Ireland): clinical characteristics of children recruited within the first 5 years.
Rheumatology 2006;45:1255-60.

13. Ramanan AV, Feldman BM. Clinical features and outcomes of juvenile dermatomyositis and
other childhood myositis syndromes. Rheum Dis Clin N Am 2002;28:833-57.
14. Pachman LM, Hayford JR, Chung A et al. Juvenile Dermatomyositis at diagnosis: Clinical

characteristics of 79 children. J Rheumatology 1998;25:1198-204.

15.  McCann LJ, Garay SM, Ryan MM, et al. Oropharyngeal dysphagia in juvenile dermatomyositis
(JDM): an evaluation of videofluoroscopy swallow study (VFSS) changes in relation to clinical symptoms
and objective muscle scores. Rheumatology (Oxford) 2007;46:1363—6.

16. Riley P, Millard SM, Wedderburn LR, et al. Intravenous cyclophosphamide pulse therapy in
juvenile dermatomyositis. A review of efficacy and safety. Rheumatology 2004;43:491-6.

17. FAEVER SR SIROFRIE 2018 FhR. EAGTBEIF AR EAMER A%
BORMITESEZE  DEEMRRMEREEIR 2 £ L L/NR Y U~ FHR B OZW AL UE - EEE O
B L =T v RSN A R T A OREICET DT EE) ARV R S R /R PR,
bk 2018

18. Lam CG, Manlhiot C, Pullenayegum EM, et al. Efficacy of intravenous Ig therapy in juvenile
dermatomyositis. Ann Rheum Dis 2011;70:2089-94



CQ19 ZRMMHR/PEHRICEIT D WEMMRZIC LT, BEfFEATRRE
LCRIBRREART nA FROEEREMHIRITA M2

HELESC : RIS B AT v A RIGREAZ AL L, B O mlE (7 1 AR
Vo Z7a A THYFETFY o v r7uakA77IR) 2752 L%
WSR3 5, (HELEREE 1)

FiR © ZBFENERD I/ B G RIZ I T ILD 13K b DREGNCE DR L, EEE R A TiRBUE
KT CThd, £72FD ILD O FT# &IOS & O CHEG /R BT . B OHiEo
FHEIC L > CTRZR D70, AHERIRY 2 b OFMAIE L, BB S R&E T
b5,

LRV R/ GHRCEDET 2 ILD ITITRIBRE AT v A FRERE (L F=ynrr
Img/IAHE kg/day) AR RGE S H Y . ETRIBEE AT 0 A NEMEELE D RSE % iR
L2 HHAMESD D2 WIEFHR A D KT ILD $ 47 < 7R T2 S i3 % fOf
T REFEFNIZ N, FFIZH MDAS FURGYEGNZ &0 2 Sl T ILD (3IE T <
FHERNENZD, B LRIREEAT oA FRERELE L I 72 0ZiflRiEo
HANDOLND T, RS TH THIO~— 5 —& LT PaO2/Fi02 <2 A-aDO2 Offf > %
. KL-6 X° SP-D OH#ERE 1) HT MDAS HUKDIEERCE OHURMMOHERS *14, 7 = U F AR
ZOHRE 2R EDNFHTH D, £7281 ARS HUEDGIEDOSG S AT v A FIZ K HUIHN6E
T D RISMEIZRAFTHL DD, RBIFRLEAT oA FOREEELITHRLLT VLN
DRI D O BIBREAT oA FEMIBEL D b, RIBEREAT oA RIZhvy ==
— U UHEEAZON L2, BRBARICD e it H D ',

LM R/ FRHR O ILD (KT HIERICEAT 2= 87 U A, IHATA KT A » LIAkk
ICHIME 2 br— L AZ T 1 3—2b72<, 4DO0%AME akR— MIERZET LT
7200 WFHIZBWTHEIBEEAT 04 NICXDIEFRITEAVNERLE LTHEHENTED .,
TIEIHEEO ROt O AEEZRF T2 b0 Thotz, RIBRKEAT a4 FKEFIEC
L R=Y'82051[%< X 1lmg/KE kg/day DR, b L IEAF AT L K=y r UL
WL 2 R BE L. RET S TV 2 0 i3 & L TiE CyA, Tac 23HM TRt
SNTWVDLHEDONRENZEIN 25378 & 15", AZA & CPA X CyA, Tac L HE T[4
PERHIEE ] L L TRFI SN TWDH0O0 1L Th-o72 %, Kotani 5% ILD #6925 KE
fiige 16 il Z 512, 1RHRBRER O RIFEE AT A FE CyA Z4#&h 2 R o ik
FEDY 1000ng/ml LA | & 725 X 9125 LB Em=9) & . J5BALAT. @ ILD HEHEREZ CyA % #
B LIEREm=7)Z ik L, BERAEMGTHROGELZRDI-E2RE LY, 72720, EH D
DOFEZBWTHEBIMEEE L TATF AT L R=y v 7L AE 1 CPA OW T E I
W EMZTBINFAE LT, Go b X ILD A7 D REMHRITH L CyA TR L7- 47 6
ZXPGUC ILD 2 Wk 2 I LINICEIE BE AT a1 K& CyA TIRE & Blbds L7-#E (n=16)



bl RIBREAT oA RIGEZBBLIZHBND CyA 285 Lt (0=31) 1250, RiE T
EHEEPFRICRL, AEFLOBHEICHE i&#ot_k%ﬁibtm it\mmT
DAATIZEWT, ML HIZ CyA BAZRD R 27 OGS 71TV, Kurita H13
ILD %A 2 ZIMERR/IBE M 7% 49 Bl % 5212, Tac Z0FH L CHRIR L2 fE@=25, 5B 9
Bl CPA fFH) & Tac Z0FH L7V CIRE L7 #E(n=24, 2 B 7 fillL CyA, 2 #ill% CPA i )
T L7 & Z A, event-free survival & disease-free survival [3HI#E TH BEIZEBIFTH - 72,
FLHEERAFTFERINTHOEG 2 AIEDOEET 1 flOVA N AT U A L ZEYE
&2 BIOHFRHIIIE 2 588D | %3 Tl 2 Bl OB RERE & 258w 72 1%, Takada & (3JEENMED ILD
BT D LIHMERRIBE L 9% 34 (11 % %P B TRIEBRGGIRE D B AT 1 A R & i3 (CyA
[n=6], CPA [n=3], AZA [n=2], Tac [n=3))% (] L7=FE(m=14)& . AT v A REIMTEALA LIAHE
BB Z LWGA IR Z IS (CyA [n=4], CPA [n=7])Z B0 L 72 #Em=20)CLt#: L 7= & =
A, BB CAEGFROFERUEERO T, F7= progression free survival X°%VC DL ED E
HTHHIEHRBINTND X, FECHILRIE T 1HL %BETI0BITH o772, BRYE
FIFBRED 2HDHRTH -7z,

CyA OHAIRIF - Z 7% 100-150 ng/ml F2EEZ 721 Tac DAL 5-20ng/ml F2 £ %
PROLIICHREL TN DD, BHEREREESCEYEICHEE LN T 5, Tac iz T
X, B, HERFHI T N T 7O EE T ILEN 1520 ng/ml, 5-10ng/ml & 3% E L7 HF7ES
2 CPA & OPEHIT 10-12 ng/ml & &R E LI-WF5ENRH 5 2,

FE72. IVCY b HFIZH MDAS HURBGHEGNC A OF9 2 20T ILD I STk |
-4 AR T oS (10-30 mg/kg £721% 300-800 mg/m?) 2+ 2 WM T S EHE
(750mg/body F 7-1% 500-1000mg/m?) 6B RNEALN TS, ZHHDOEE, Z<ILEIF
FEAT A FRERIEL IV =a— ) VIFERFH SN TS, ¥ CyA ITARIC
BWTRIRIESSINTd D,

IVIG OO 27280, AWrliE] (VY X ~=7 2 Sy U Ro<7 ) Mg biRE
(MSEAS R 3L R0R Y S XU B 7 7 A4 83— T A& W EREIGR R 32 of M
ERLIEHELH DM, 2 ORBREH TR,

FRE, B4 ECQ2 LB T D,

— 0. ARG RIS T D MBS OF R ITIEME IR STV WA
e U< | B O TIE 8-14% L i S QB 334 —J5 | RIVEPEIG A (335450 K R
RO FERIECRINTH 5, Ht MDAS HUK GGG 2OREITHERE Mk D Y 2 -
K+ T 3, BHINE O R imiilEiEE 8= 5, —, BEMEMR GO TR S
o DIRHEIZBET 2 7 v & SEHEGEABR T /e < | BEEBI 2 s LI2ims e b B 20, jlg
FEAT A RV REEL CyA £7213 IVCY OOFHOAMMENIRE ST g 3638 =&
BRI A BN YE U2 IREE N RIRE N TR Y . I THER DN 2 LA ITIRIB RS
AT A ROV AR, CyA (£7203 Tac). IVCY @ 3 FIgHHEEO RHE A2 ZET 5,



SCHR

1.

10.

11.

12.

13.

14.

Mimori T, Nakashima R, Hosono Y: Interstitial lung disease in myositis: Clinical subsets, biomarkers,
and treatment. Curr Rheumatol Rep. 2012;14:264-74.

Gono T, Kawaguchi Y, Hara M, et al. Increased ferritin predicts development and severity of acute
interstitial lung disease as a complication of dermatomyositis. Rheumatology. 2010;49:1354-60.
Kang EH, Lee EB, Shin KC, et al. Interstitial lung disease in patients with polymyositis,
dermatomyositis and amyopathic dermatomyositis. Rheumatology. 2005;44:1282-6.

Koga T, Fujikawa K, Horai Y, et al. The diagnostic utility of anti-melanoma differentiation-associated
gene 5 antibody testing for predicting the prognosis of Japanese patients with DM. Rheumatology.
2012;51:1278-84.

Shi JH, Xu WB, Liu HR, et al. Clinico-pathological manifestations in interstitial lung diseases
associated with polymyositis-dermatomyositis. Zhonghua Jie He He Hu Xi Za Zhi. 2008;31:250-4.
Tanizawa K, Handa T, Nakashima R, et al. HRCT features of interstitial lung disease in
dermatomyositis with anti-CADM-140 antibody. Respir Med. 2011;105:1380-7.

Nakashima R, Hosono Y, Mimori T. Clinical significance and new detection system of autoantibodies
in myositis with interstitial lung disease. Lupus. 2016;25:925-33.

Mukae H, Ishimoto H, Sakamoto N, et al. Clinical differences between interstitial lung disease
associated with clinically amyopathic dermatomyositis and classic dermatomyositis. Chest.
2009;136:1341-7.

Gono T, Sato S, Kawaguchi Y, et al. Anti-MDAS5 antibody, ferritin and IL-18 are useful for the
evaluation of response to treatment in interstitial lung disease with anti-MDAS antibody-positive
dermatomyositis. Rheumatology. 2012;51:1563-70.

Arai S, Kurasawa K, Maezawa R, et al. Marked increase in serum KL-6 and surfactant protein D levels
during the first 4 weeks after treatment predicts poor prognosis in patients with active interstitial
pneumonia associated with polymyositis/dermatomyositis. Mod Rheumatol. 2013; 23:872-83.

Cao H, Pan M, Kang Y, et al. Clinical manifestations of dermatomyositis and clinically amyopathic
dermatomyositis patients with positive expression of anti-MDAS antibody. Arthritis Care Res.
2012;64:1602-10.

Sato S, Kuwana M, Fujita T, et al. Anti-CADM-140/MDAS autoantibody titer correlates with disease
activity and predicts disease outcome in patients with dermatomyositis and rapidly progressive
interstitial lung disease. Mod Rheumatol. 2013;23:496-502.

Muro Y, Sugiura K, Hoshino K, et al. Disappearance of anti-MDA-5 autoantibodies in clinically
amyopathic DM/interstitial lung disease during disease remission. Rheumatology. 2012;51:800-4.
Matsushita T, Mizumaki K, Kano M, et al. Antimelanoma differentiation-associated protein 5 antibody
level is a novel tool for monitoring disease activity in rapidly progressive interstitial lung disease with

dermatomyositis. Br J Dermatol. 2017;176:395-402.



15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

Yoshifuji H, Fujii T, Kobayashi S, et al. Anti-aminoacyl-tRNA synthetase antibodies in clinical course
prediction of interstitial lung disease complicated with idiopathic inflammatory myopathies.
Autoimmunity. 2006;39:233-41.

Nakazawa M, Kaneko Y, Takeuchi T. Risk factors for the recurrence of interstitial lung disease in
patients with polymyositis and dermatomyositis: a retrospective cohort study. Clin Rheumatol.
2018;37:765-771.

Kotani T, Makino S, Takeuchi T, et al. Early intervention with corticosteroids and cyclosporin A and 2-
hour postdose blood concentration monitoring improves the prognosis of acute/subacute interstitial
pneumonia in dermatomyositis. J Rheumatol. 2008;35:254-9.

Go DJ, Park JK, Kang EH, et al. Survival benefit associated with early cyclosporine treatment for
dermatomyositis-associated interstitial lung disease. Rheumatol Int. 2016;36:125-31.

Kurita T, Yasuda S, Oba K, et al. The efficacy of tacrolimus in patients with interstitial lung diseases
complicated with polymyositis or dermatomyositis. Rheumatology (Oxford). 2015;54:39-44.

Takada K, Kishi J, Miyasaka N. Step-up versus primary intensive approach to the treatment of
interstitial pneumonia associated with dermatomyositis/polymyositis: a retrospective study. Mod
Rheumatol. 2007;17:123-30.

Shimojima Y, Ishii W, Matsuda M, et al. Coadministration of cyclosporin A with prednisolone in acute
interstitial pneumonia complicating polymyositis/dermatomyositis. Clin Med Insights Arthritis
Musculoskelet Disord. 2012;5:43-52.

Suzuka T, Kotani T, Takeuchi T, et al. Efficacy and safety of oral high-trough level tacrolimus in
acute/subacute interstitial pneumonia with dermatomyositis. Int J Rheum Dis. 2019;22:303-13.

Tsuji H, Nakashima R, Hosono Y, et al. A multicenter prospective study of the efficacy and safety of
combined immunosuppressive therapy with high-dose glucocorticoid, tacrolimus, and
cyclophosphamide in interstitial lung diseases accompanied by anti-melanoma differentiation-
associated gene 5-positive dermatomyositis. Arthritis Rheumatol. 2020;72:488-98.

Kameda H, Nagasawa H, Ogawa H, et al. Combination therapy with corticosteroids, cyclosporin A, and
intravenous pulse cyclophosphamide for acute/subacute interstitial pneumonia in patients with
dermatomyositis. ] Rheumatol. 2005;32:1719-26.

Yamasaki Y, Yamada H, Yamasaki M, et al. Intravenous cyclophosphamide therapy for progressive
interstitial pneumonia in patients with polymyositis/dermatomyositis. Rheumatology. 2007;46:124-30.

Suzuki A, Shoji N, Kikuchi E, et al. Successful combination therapy with corticosteroids, biweekly
intravenous pulse cyclophosphamide and cyclosporin A for acute interstitial pneumonia in patients
with dermatomyositis : report of three cases. Nihon Rinsho Meneki Gakkai Kaishi. 2013;36:122-8.

Miyazaki E, Ando M, Muramatsu T, et al. Early assessment of rapidly progressive interstitial pneumonia
associated with amyopathic dermatomyositis. Clin Rheumatol. 2007;26:436-9.

Suzuki Y, Hayakawa H, Miwa S, et al. Intravenous immunoglobulin therapy for refractory interstitial



29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

lung disease associated with polymyositis/dermatomyositis. Lung. 2009;187:201-6.

So H, Wong VTL, Lao VWN, et al. Rituximab for refractory rapidly progressive interstitial lung disease
related to anti-MDAS antibody-positive amyopathic dermatomyositis. Clin Rheumatol. 2018;37:1983-
1989.

ZouJ, Li T, Huang X, et al. Basiliximab may improve the survival rate of rapidly progressive interstitial
pneumonia in patients with clinically amyopathic dermatomyositis with anti-MDAS5 antibody. Ann
Rheum Dis. 2014;73:1591-3.

Endo Y, Koga T, Suzuki T, et al. Successful treatment of plasma exchange for rapidly progressive
interstitial lung disease with anti-MDAS antibody-positive dermatomyositis: A case report. Medicine
(Baltimore). 2018;97:¢0436.

Ichiyasu H, Horio Y, Tsumura S, et al. Favorable outcome with hemoperfusion of polymyxin B-
immobilized fiber column for rapidly progressive interstitial pneumonia associated with clinically
amyopathic dermatomyositis: report of three cases. Mod Rheumatol. 2014;24:361-5.

Sanner H, Aalokken TM, Gran JT, et al. Pulmonary outcome in juvenile dermatomyositis: a case-control
study. Ann Rheum Dis. 2011;70:86-91.

Mathiesen P, Hegaard H, Herlin T, et al. Long-term outcome in patients with juvenile_dermatomyositis:
a cross-sectional follow-up study. Scand J Rheumatol. 2012;41:50-8.

Kobayashi N, Takezaki S, Kobayashi I, Iwata N, Mori M, Nagai R, et al. Clinical and laboratory features
of fatal rapidly progressive interstitial lung disease associated with juvenile dermatomyositis.
Rheumatology (Oxford) 2015;54:784-91.

Kobayashi I, Yamada M, Takahashi Y, Kawamura N, Okano M, Sakiyama Y, et al. Interstitial lung
disease associated with juvenile dermatomyositis: clinical features and efficacy of cyclosporine A.
Rheumatology (Oxford). 2003;42:371-4.

Morinishi Y, Oh-Ishi T, Kabuki T, et al. Juvenile dermatomyositis: clinical characteristics and the
relatively high risk of interstitial lung disease. Mod Rheumatol. 2007;17:413-7.

Kishi T, Miyamae T, Hara R, Nakajima S, Imagawa T, Mori M, et al. Clinical analysis of 50 children

with juvenile dermatomyositis. Mod Rheumatol. 2013;23:311-7.



CQ20 LFHEENAEOFT HHEE DIGEIEIXMH

HESESC - R RAIB R AT 0 A K, s SUaRERET 5.
R 2)

fRE  TEEME O OAFEE G OHE 10-30%I258D H AL, TOWRE LTLARE, RER, Lff
R, WEREENZS G5 5, IEFE T, FRCH b2y U THERBEFIC SO T
#130-70% D & @R T LR EZ GO0 2 LBE I T D 45, LiEEESDE
BNIFEA O & e L CAEMTHRARTH D09, FEEDIFEIEIZ DN TOTZET VAl
AAN

TBRNEICE I SN LHEESOHIO®mE L, 276 7P 28Dz, 2055, RIFKK
BAT A RIZEFTHERH S, 16 Bl OV TITRIBE 2T 1A R LSO 502 | s
PER &7z, BIBREAT v A RUSOERDONFRITIE~E T, MTX9 #3710 AZA6
] LB Yy w7 5450 IVCY 4 6 B2 MMF 3 5, CyAl1f] "2, B Rr¥v 7/ nm
21BN TVIG S B 38, AR L 1 B 12 Th o T, DRBEEIZ OV T OIEHREE
T2 BICTE R SdL, dEEIT 106, AT T AL B RIS BITh T

B REAT oA REAITHHREFNGED LD —F T, BEOLZEIMHERIC L S5
HTOEBIBED DL Z LD, DIEEORIERLEAT 1A FEUEZ R 2R
<. SHICAIBEREAT 1A RUSAOIREIEIZ DWW TS EIMEA G2 2 & 138
Ly,

LinL, Oz br— B RRTH B THIEN 2 LFIEE A2 2 L flo— 2
A—N—HEEBELHIOBRENRH D Z & FIHEHESS MRI COHTR 42 IS8 D
RIENIFRBICH G LTV D LRI END Z 25, Hon2maHiEe B e Li-aiE
RIBREAT oA 2, WO OREMEIFOFANEBRIND, 2L, AT rA R
PNV AL SO BRILTIEH 203, LDAERHLHTIHIE 2 LT 24 RMEHIZE D L
RENEET LREENRD 5720, BHEORGEEICER 2L WEE RSN MLETH
Do

SCiR

1. Gupta R, Wayangankar SA, Targoff IN, et al. Clinical cardiac involvement in idiopathic
inflammatory myopathies: a systematic review. Int J Cardiol. 2011;148:261-70.

2. Bazzani C, Cavazzana I, Ceribelli A, et al. Cardiological features in idiopathic inflammatory
myopathies. J Cardiovasc Med. 2010;11:906-11.

3. Lilleker JB, Vencovsky J, Wang G, et al. The EuroMyositis registry: an international collaborative



10.

11.

12.

13.

14.

tool to facilitate myositis research. Ann Rheum Dis. 2018;77:30-39.

Hashimoto Maeda M, Tsuji S, Shimizu J, Inflammatory myopathies associated with anti-
mitochondrial antibodies. Brain 2012: 135; 1767-1777.

Albayda J, Khan A, Casciola-Rosen L, et al. Inflammatory myopathy associated with anti-
mitochondrial antibodies: a distinct phenotype with cardiac involvement. Seminars in Arthritis and
Rheumatism 47;2018:552-556.

Danko K, Ponyi A, Constantin T, et al. Long-term survival of patients with idiopathic inflammatory
myopathies according to clinical features: a longitudinal study of 162 cases. Medicine. 2004;83:35-
42.

Senechal M, Crete M, Couture C, et al. Myocardial dysfunction in polymyositis. Can J Cardiol.
2006;22:869-71.

Karaca NE, Aksu G, Yeniay BS, et al. Juvenile dermatomyositis with a rare and remarkable
complication: sinus bradycardia. Rheumatol Int. 2006;27:179-82.

Touma Z, Arayssi T, Kibbi L, et al. Successful treatment of cardiac involvement in dermatomyositis
with rituximab. Joint Bone Spine. 2008;75:334-7.

Tahiri L, Guignard S, Pinto P, et al. Antisynthetases syndrome associated with right heart failure.
Joint Bone Spine. 2009;76:715-7.

Allanore Y, Vignaux O, Arnaud L, et al. Effects of corticosteroids and immunosuppressors on
idiopathic inflammatory myopathy related myocarditis evaluated by magnetic resonance imaging.
Ann Rheum Dis. 2006;65:249-52.

Jankowska M, Butto B, Debska-Slizien A, et al. Beneficial effect of treatment with cyclosporin A in
a case of refractory antisynthetase syndrome. Rheumatol Int. 2007;27:775-80.

Yamanaka T, Fukatsu T, Ichinohe Y, et al. Antimitochondrial antibodies-positive myositis
accompanied by cardiac involvement. BMJ Case Rep 2017; 2017;bcr2016218469.

Diederichsen L, Cardiovascular involvement in myositis. Curr Opin Rheumatol 2017;29:598-603.



CQ21 FEIERD LD DM BE LK EIER D A NEIE L7~ DM BE DIfEE
VAT >

HELEST « FEJEIEIR D IR LTI, Bl £ I ITRIB RE AT v A FAHIC
KD RPaIEEZ1T>Th L\, (HELEEE 2)
FELWEEIERDFET 2HEIZE, e Re¥ruma® A M MLFdH—
M 272/ NBEET=TF I, VIBARI Y, HHENIX T AR
a7 ) U REFEEE, HDWIEX T Y LD EHRIEEEEBE L
ThH I, (HESEE 2)

fiEa - R EIER O A% B35 R E R (AR REME R &R 2%) 1236\ CRPFER ORI E MM 28 23
BRI DML, ZOMBILE~ ORER Z & I2kkx TH Y| $r H D8l kR
ICEThRD, LR T, HEEROLOEIEHATHHEEICRBEET I VERD
Do Fio. BARENER G RIS D BN A R OB T, WA ER R LT
FETHDHEVIRELHY L2, BEHEEEORKR LR T bR, LnLARns,
FHAEMERE B R 22k U CREMRIIC R R E A T 1 A RIS ISR 2 25 #8535 2 LiX
WA CHHERIN TE LT, BIECTHIITRBBIE D 5 WIXRITREN R L 725 34§
FrEEOA AMECET 2 7 o & 2MEEGRBRIIIFE L2V,

Fio, REHRBEICBONT, FIERSSEFEDHENERE L7212 b b &3 K EIE
ROBLPBIET HZ &b LIFUITRBREIND . 2D X5 6., BT 2 KEERIE.
AERC R H A DHE DRB R ERITIH S TRV E WD Z L Z BT 2 bI1F Tldk
Vo L7Eo T, BIBREAT vA RROGEMHEORGHKE 42 S HITH&E - BN 5 2
F BRI ST, BIEOL S IIIRRBBIEET 50 RITRIENRETEOER &
%58 FTihebb, MEAIEMERET K & FEROIREF# 4 L 5 & ThH D,

TR E L TR — R DOITRIBTREAT v A RAHIETH S 7, BiH Tl mild
7 A, AR - WU CIE S very strong 7 7 ALL ENMBE L2508, AT A Rk
MATHIRRE2BLZ LT LNZ B2, 612, BHICh 20 TR EZEMS
MEJEIER EORWERANEC RN NH D70, BIREMAT D Z L13FE LL Uy,

P J& 5 9% O B EHIER ISR+ 2 R & LTk, #2780 AREOA AN A—7
AR L OVEFREICEI D RENTHAENR Y s Tholm T rHELH D U,

FERR A Tlan—7" & & [R5 O SERBEUEA S STl 12, EE-<CrizER 2 CIcH
HHTTALHZ AT 2581E, OO HNRBRICERLTH 227 ) = O A1
KR

FREEICXT L Ciddie A ¥ 2 VEANRBITOND &7,

BeJEIER Y AHEPIC KON, B D QOL 23 L < FEET 258121, BIE L 72 BJEAER
IZR L CRHNRIREEBE L TH L0 ST, RHERIEICHT 5 7 v & MMubiai o H



PEAVREN TS H DI,

WATEHERI Ve Fexv oo RN UIRLIREH SN TS S, L Lans,
EReSv 7 aafqiBEmik CIEEE N RNEEE THD L OWRERHY, EEE
35 B, BUSAE PURRGIEREClX, MOPUARHIZIE R TE Fr¥ o7 maFx CBfk L
R OREFGNAEICEEE TH o= & OFERIERIFER S 5 14,

S MHIE T, MTX OF AL, EFSEBFEIC LV RESN WD 57 %
7=. MMF OF Mt S . FEFIERIFRIC L0 #E S Tund B9 CyA, Tac IZRER%K D
R FE I 2 ~ DA FATEDSEGIR A1 & 0 R S b 2022 EEVER S 5 O R RE 9 28\ 6t
LTCCPABEN THoT T L2ar— MIERSHH B, ZnbOIEAOHEHIZHT=>T
X, BIERORBEOFREMEICHIERET ILERD D,

IVIG OF ML, 7 8 24— _"—FBRCB O TOREN TN D 2, ZoRBRTIE, 12 4
DGR EE D 5B 8 Bl TRFIERDOFRRBENRO Hivlz, ZTOIENIT, IVIG OF
MEZ RTIERIRE R & 5 27,

57> (DDS) OWNIRNAE M TH -7z & T DIEFIRE N & 5 2830,

EWPFHIREI T, VYo ~T O, 1y MIECKERERICEH ChoT- &+ 5%
A LIRENRIFE LPRBD N2 o7 LT HHE 20N H 5D, TNFAERTIE, =¥ 3
NET RNET VU R=V PO T v X MELEGRER C, KEWRADOUGEITALNTZH O
D, AEET o723, Zub OEYFRIRENTIR ) e e ZMmEER R & 0 | Z O
FEEICEETOILERS S, 785, TNF HEIRIC L EEHRANFER SN LT 58S
MWD ZEICHEENMLETH D, ZOED, JAKRFEED N7 7 v F =7 RN EFRERIC
BN ThHoT- & T HIEFIRENH 5 34,

SCiR

l. el-Azhary RA, Pakzad SY. Amyopathic dermatomyositis: retrospective review of 37 cases. J Am
Acad Dermatol. 2002;46:560-5.

2. Cao H, Parikh TN, Zheng J. Amyopathic dermatomyositis or dermatomyositis-like skin disease:
retrospective review of 16 cases with amyopathic dermatomyositis. Clin Rheumatol. 2009;28:979-
84.

3. Cosnes A, Amaudric F, Gherardi R, et al. Dermatomyositis without muscle weakness. Long-term
follow-up of 12 patients without systemic corticosteroids. Arch Dermatol. 1995;131:1381-5.

4, Jorizzo JL. Dermatomyositis: practical aspects. Arch Dermatol. 2002;138:114-6.

5. Callen JP. Cutaneous manifestations of dermatomyositis and their management. Curr Rheumatol
Rep. 2010;12:192-7.

6. Quain RD, Werth VP. Management of cutaneous dermatomyositis: current therapeutic options. Am



10.

I1.

12.

13.

14.

15.

16.

17.

18.

19.

J Clin Dermatol. 2006;7:341-51.
Lam C, Vleugels RA. Management of cutaneous dermatomyositis. Dermatol Ther. 2012;25:112-
34.
Lampropoulos CE, D' Cruz DP. Topical tacrolimus treatment in a patient with dermatomyositis.
Ann Rheum Dis. 2005;64:1376-7.
Yoshimasu T, Ohtani T, Sakamoto T, et al. Topical FK506 (tacrolimus) therapy for facial
erythematous lesions of cutaneous lupus erythematosus and dermatomyositis. Eur J Dermatol.
2002;12:50-2.
Hollar CB, Jorizzo JL. Topical tacrolimus 0.1% ointment for refractory skin disease in
dermatomyositis: a pilot study. J Dermatol Treat. 2004;15:35-9.
Garcia-Doval I, Cruces M. Topical tacrolimus in cutaneous lesions of dermatomyositis: lack of
effect in side-by-side comparison in five patients. Dermatology. 2004;209:247-8.
Dourmishev L, Meffert H, Piazena H. Dermatomyositis: comparative studies of cutaneous
photosensitivity in lupus erythematosus and normal subjects. Photodermatol Photoimmunol
Photomed. 2004;20:230-4.
Pelle MT, Callen JP. Adverse cutaneous reactions to hydroxychloroquine are more common in
pateints with dermatomyositis than in patients with cutaneous lupus erythematosus. Arch
Dermatol. 2002;139:1231-3.
Wolstencroft PW, Casciola-Rosen L, Fiorentino DF. Association between autoantibody
phenotype and cutaneous adverse reactions to hydroxychloroquine in dermatomyositis. JAMA
Dermtol. 2018;154:1199-1203.
Zieglschmid-Adams ME, Pandya AG, Cohen SB, et al. Treatment of dermatomyositis with
methotrexate. J Am Acad Dermatol. 1995;32:754-7.
Kasteler JS, Callen JP. Low-dose methotrexate administered weekly is an effective corticosteroid-
sparing agent for the treatment of the cutaneous manifestations of dermatomyositis. J Am Acad
Dermatol. 1997;36:67-71.
Hornung T, Ko A, Tuting T, Bieber T, et al. Efficacy of low-dose methotrexate in the treatment of
dermatomyositis skin lesions. Clin Exp Dermatol. 2012;37:139-42.
Edge JC, Outland JD, Dempsey JR, et al. Mycophenolate mofetil as an effective corticosteroid-
sparing therapy for recalcitrant dermatomyositis. Arch Dermatol. 2006;142:65-9.

Gelber AC, Nousari HC, Wigley FM. Mycophenolate mofetil in the treatment of severe skin



20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

manifestations of dermatomyositis: a series of 4 cases. J Rheumatol. 2000;27:1542-5.
Mehregan DR, Su WP. Cyclosporine treatment for dermatomyositis/polymyositis. Cutis;
cutaneous medicine for the practitioner. 1993;51:59-61.
Grau JM, Herrero C, Casademont J, et al. Cyclosporine A as first choice therapy for
dermatomyositis. J] Rheumatol. 1994;21:381-2.
Hassan J, van der Net JJ, van Royen-Kerkhof A. Treatment of refractory juvenile dermatomyositis
with tacrolimus. Clin Rheumatol. 2008;27:1469-71.
Deakin CT, Camanilho-Marques R, Simou S, et al. Efficacy and safety of cyclophosphamide
treatment in severe juvenile dermatomyositis shown by marginal structural modeling. Arthritis
Rherumatol. 2018;70:785-793.
Dalakas MC, Illa I, Dambrosia JM, et al. A controlled trial of high-dose intravenous immune
globulin infusions as treatment for dermatomyositis. N Engl J Med. 1993;329:1993-2000.
Sadayama T, Miyagawa S, Shirai T. Low-dose intravenous immunoglobulin therapy for intractable
dermatomyositis skin lesions. J Dermatol. 1999;26:457-9.
Peake MF, Perkins P, Elston DM, et al. Cutaneous ulcers of refractory adult dermatomyositis
responsive to intravenous immunoglobulin. Cutis. 1998;62:89-93.
Aslanidis S, Pyrpasopoulou A, Kartali N, et al. Successful treatment of refractory rash in
paraneoplastic amyopathic dermatomyositis. Clin Rheumatol. 2007;26:1198-200.
Konohana A, Kawashima J. Successful treatment of dermatomyositis with dapsone. Clin Exp
Dermatol. 1994;19:367.
Cohen JB. Cutaneous involvement of dermatomyositis can respond to dapsone therapy. Int J
Dermatol. 2002;41:182-4.
Kawachi Y, Fujisawa Y, Furuta J, et al. Pruritic poikilodermatous eruption associated with
dermatomyositis: successful treatment with dapsone. Eur J Dermatol. 2012;22:289-90.
Levine TD. Rituximab in the treatment of dermatomyositis: an open-label pilot study. Arthritis
Rheum. 2005;52:601-7.
Chung L, Genovese MC, Fiorentino DF. A pilot trial of rituximab in the treatment of patients with
dermatomyositis. Arch Dermatol. 2007;143:763-7.
The Muscle Study Group. A randomized, pilot trial of etanercept in dermatomyositis. Ann Neurol.
2011;70:427-36.

Moghadam-Kim S, Charlton D, Aggarwal R, et al. Management of refractory cutaneous



dermatomyositis: potential role of Janus kinase inhibition wirth tofacitinib. Rheumatology

(Oxford). 2019;58:1011-1015.



CQ22 &R BE OFIKIEE X DI I H

HELE ST « BEVERTRIR DR RT3 D AIRILAEICR L i, (A& L7 7 Y

VBBV TFTEBA, KBIET VI =T A, BEARAT R — b, TERARX
VR, HowraT )y, FARET N U LAOFRGONBEE E B ET

Do (HELZEE 2)

fiEan - AIRIEAE X, ERSCAHIEROBIRZICHIRFE LIZVIEE LV T2 0b 5
RIEER Th D, HFIEEEHR TRHIZZ V), AKRILEOREICIE, KR L7 7V &
L2 HERROLTF T LSS, KT LI =T A6 BARA T 43— R0, Faxy K
0 CIVIG? B, FAREET N v A (BEEERE) e ogAMRHRESILTWS
. DT B IRV ERIZ AR, ARIRR BB L TEW Y,

DTRERETIZ, A7 VX~ T B T2 F =T UG/ T8E513H
5o

SCiR

1. Berger RG, Featherstone GL, Raasch RH, et al. Treatment of calcinosis universalis with low-dose
warfarin. Am J Med. 1987;83:72-6.

2. Matsuoka Y, Miyajima S, Okada N. A case of calcinosis universalis successfully treated with low-
dose warfarin. J Dermatol. 1998;25:716-20.

3. Oliveri MB, Palermo R, Mautalen C, et al. Regression of calcinosis during diltiazem treatment in
juvenile dermatomyositis. J] Rheumatol. 1996;23:2152-5.

4, Vinen CS, Patel S, Bruckner FE. Regression of calcinosis associated with adult dermatomyositis
following diltiazem therapy. Rheumatology. 2000;39:333-4.

5. Abdallah-Lotf M, Grasland A, Vinceneux P, et al. Regression of cutis calcinosis with diltiazem in
adult dermatomyositis. Eur J Dermatol. 2005;15:102-4.

6. Wang WJ, Lo WL, Wong CK. Calcinosis cutis in juvenile dermatomyositis: remarkable response
to aluminum hydroxide therapy. Arch Dermatol. 1988;124:1721-2.

7. Slimani S, Abdessemed A, Haddouche A, et al. Complete resolution of universal calcinosis in a
patient with juvenile dermatomyositis using pamidronate. Joint Bone Spine. 2010;77:70-2.

8. Marco Puche A, Calvo Penades I, Lopez Montesinos B. Effectiveness of the treatment with
intravenous pamidronate in calcinosis in juvenile dermatomyositis. Clin Exp Rheumatol.
2010;28:135-40.

9. Ambler GR, Chaitow J, Rogers M, et al. Rapid improvement of calcinosis in juvenile



10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

dermatomyositis with alendronate therapy. J] Rheumatol. 2005;32:1837-9.

Skuterud E, Sydnes OA, Haavik TK. Calcinosis in dermatomyositis treated with probenecid.
Scand J Rheumatol. 1981;10:92-4.

Nakamura H, Kawakami A, Ida H, et al. Efficacy of probenecid for a patient with juvenile
dermatomyositis complicated with calcinosis. J Rheumatol. 2006;33:1691-3.

Penate Y, Guillermo N, Melwani P, et al. Calcinosis cutis associated with amyopathic
dermatomyositis: response to intravenous immunoglobulin. ] Am Acad Dermatol. 2009;60:1076-
7.

Touimy M, Janani S, Rachidi W, et al. Calcinosis universalis complicating juvenile
dermatomyositis: Improvement after intravenous immunoglobulin therapy. Joint Bone Spine.
2013;80:108-9.

Arabshahi B, Silverman RA, Jones OY, et al. Abatacept and sodium thiosulfate for treatment of
recalcitrant juvenile dermatomyositiscomplicated by ulceration and calcinosis. J Pediatr.
2012;160:520-2.

Pagnini I, Simonini G, Giani T, et al. Sodium thiosulfate for the treatment of calcinosis secondary
to juvenile dermatomyositis. Clin Exp Rheumatol. 2014;32:408-9

Mageau A, Guigonis V, Ratzimbasafy V et al. Intravenous sodium thiosulfate for treating
tumoral calcinosis associated with systemic disorders: Report of four cases. Joint Bone Spine.
2017;84:341-344.

Vitale A, Delia G, La Torre F, et al. Massive gluteal calcinosis in a 10-year-old girl with juvenile
dermatomyositis: successful surgical management. Plast Reconstr Surg. 2009;124:456e-8e.

Riley P, McCann LJ, Maillard SM, et al. Effectiveness of infliximab in the treatment of refractory
juvenile dermatomyositis with calcinosis. Rheumatology (Oxford). 2008;47:877-80.

Wendel S, Venhoff N, Frye BJ, et al. Successful treatment of extensive calcifications and acute
pulmonary involvement in dermatomyositis with the Janus-Kinase inhibitor tofacitinib — A report

of two cases. J Autoimmun. 2019;100:131-6.



CQ23 EMEEAMHATIE., BHEEEDBELE & HITHRICKT HIEERS
1T 9 R&E M

HESEST « SRR R TERH R DIRIEZ 15 C A1, EMEEEOBREZ £33
BT, (HELERE 1)

fif « P TIF-1y HUiR & NIEEME IS OBEN L < b b K 912 v . EHEEE A DT %
DOFAEPUTERIN L T D, BV A O 28 CTIXIEEARIIC BN & % O i O 15
MULETH DN, BT 2B T - L35E & OPAT L ComRIcxHd 2RI
HATaA R« EEIfISEO & 5 138G O BIEC1E E Ot 5 i 23 L n)
BRLHLTD, ELODDOIEEEEL LTEWGAE LR EZ W,

MRS O R IOV T OREFHREG XS BFAET HH00, IBEOT 7 ha—1LeH
A I TIZONTDOTET V ADEWIFIFEICITZ LV, ZEBIOMECTIE 45 6% 8 #ildH
ZHUNE 13 I 8 4l & HAS T X 0 R B D b D O EEMEEE O & 55 DR BN AN 2
HIDIEFNIFEL 2 | EEOE¥ER 1 » A TCKLDH A REICSE L &V ) Fid
NV 3 JEEOEEORTRIBREAT 0 A Fa2ERAESICHRNEM L0 IEES
%4 =T, BHEEN RGO 5 BICHROIERZ MG LTS E . MR ORI ISE
DL JEBOIEHIC L SISERE L2 8B 2 DN EFNHRE I V0D 2 L 8 %A
FHF - ALFEEDOBRICREIB R E AT 0 A RIZ L DAMETRRELE « JRYYE D EEZRard 5
VENTTL D2, S imflSEn B EG OERICHEL 52 2R ENBEZ 6N
5
U b#E2HDED L. SREMRIZIEHROIEHRZ T H%5A13E ORI EMEREL O
TBRERBITREEMNR LN E Bbnd, ERoBmE o X 91z, EIEEEIEEE b HR R
B L2WGEL LIZLIERBR SN D2, ZOBIIHRICHT 21REZBINT 5,

—5. BT - Wk TARREREE - PRI E & DV TRV MR 22 & A LREE]
SV L &R S D A TS S RIBE B 2 WIXEFET Th o Th, U A7 T
ONWTHET L7 ETENS OIEREBRGET 5,

SCHR
1. Bonnetblanc JM, Bernard P, Fayol J. Dermatomyositis and malignancy. A multicenter cooperative
study. Dermatologica. 1990;180:212-6.

2. Mebazaa A, Boussen H, Nouira R, et al. Dermatomyositis and breast cancer: a multicenter Tunisian
retrospective study of 13 cases. Tunis Med. 2011;89:18-22.

3. Andras C, Ponyi A, Constantin T, et al. Dermatomyositis and polymyositis associated with
malignancy: a 21-year retrospective study. J Rheumatol. 2008;35:438—44.

4. Hirai T, Tsujihata M, Ueda T, et al. A case of polymyositis associated with adrenal carcinoma. Int J
Urol. 2007;14:952-3.

5. Takahashi F, Tsuta K, Nagaoka T, et al. Successful resection of dermatomyositis associated with
thymic carcinoma: report of a case. Surg Today. 2008;38:245-8.

6. Masuda H, Urushibara M, Kihara K. Successful treatment of dermatomyositis associated with
adenocarcinoma of the prostate after radical prostatectomy. J Urol. 2003;169:1084.

7. Yoshinaga A, Hayashi T, Ishii N, et al. Successful cure of dermatomyositis after treatment of
nonseminomatous testicular cancer. Int J Urol. 2005;12:593-5.



Yamashita K, Hosokawa M, Hirohashi S, et al. Epstein-Barr virus-associated gastric cancer in a
patient with dermatomyositis. Intern Med. 2001;40:96-9.

Caratta PR, Mafort T, Pamplona M, et al. Paraneoplastic vesiculobullous dermatomyositis with
synchronic prostate and tongue tumors: case report. Rev Bras Reumatol. 2011;51:394-6.



FTA4E VATIT AV I LVEa—

AETIL, Minds 2T A RT7 A AMER~ =271 2014) ITHERLL T, 6
DI V=HNTTZAF g o E3TF, VAT T 4 v 7 L a—%{ToTERL
Too —HB, HIELEMET D,

7B, UNROZRMEDR - FRIEMHRICE TR D RVEMEMFZ I3 LT, i
AR E L CRIREE AT oA FEOEFEGEMEERTA 2 UNEDZ
FEMERR A « BERHRITAE D FIEMEIC X L CL BIBRE AT oA RICKERE
TV UFERIEEBINT A Z EIXFERA»? ) E0WH T V= hV T 2 RTF g 0T
DOWTIE, YT DR EN 2L, VAT YT 4 v 7 LEa—IITbhhoi,



CQ1 R AD PM/DM DfffEBEICK LT, BREABRLE LTRIBREAT 1
A FB X OFEAEIMHIR, EWFRHNTF M2

I BIEREAT A FICTHEFFF Y v (AZA) BEHZEIT O IBETEIT. BIE
FREAT oA RORMBERRAREICT 218 Tk E LTHESET 5, (MR
B 10)

2 RIEHRICKT LTI, BIREEAT A RE AZA OfFAEE L, v 7
2 AR Y OO EEIT, B EMEERTE DIRFEFEE LTRET S,
BERE : 2D)

3 TANEET NI, BIBERE AT v A RO S I O JEFN R LT
BRRIRERIEE UTRET D, (HELEE @ 20)

§ VXU TIE, BIBEEAT 0 A R I H T E O REFNIT T LT
HRBEEGEE UTIRET 5, (HESEE : 2B)

5 FEHRICH LT, =X 3t 7 MIRIBEEAT oA FORMES R L
FARAERFI O RN H 0 | H R 2GR kL UTIRET 5, (HESEE: 2B)

il
=

HELEAE AR D e A

<BIEREATOA K>

RIBREAT B A RV AFIEOHFIZONWTIL 1 KOV Y —X@®E ' b
O, EBIN RO AT B A RIEE (L K=Y 1 [PSL] Img/kgX2 » H) + A
T A KL A9 (methyl-PSL 500mg/day) BRAEEE (/)L ABEVERE) (Xaim &
THEGEANT 11 Bl 2B e L TV D08, ROV TIIR A X7 v 1 Rl (PSL
Img/kg X2 # A) ZiEITIT o7z 14 Fil 2% TR E A THERET L TV 5,
T U H LMEI TR TRIEREIORMIEE & 82720 | L RIREDEHE S SER] T
H) LW AT URERT, N TR RV FIEFITE VD, L LRI, ST A
(POV AR BE 1L B 10 BISERR S 720 o 14 Bl 6 BN EAE L 72 - 7o kR
BRSNS E IR RN @ o T2, £ CK M IEF LT 5 £ TOMRIL,
2V APERIERED 6.6£3.6 1 (meantSD) Th 7= DITxf L, *FREEIL 11.7£5.1 16
ThO . AEEE S > TV ARERBHEN B IEFETE 7, BEARZ VO
HTHDLN, EE RO RAT oA RIREICAT B A RV REEZINZ T
PM/DM VW& AT 5 Z L1, mBIZ, T L TR TEMEERLTHZ LN TE
HEZEZD,

< Ao 5 ) 3E >
AZAWZBILTIZ. PM31 Ikt L. 1 20 RCT & FDOEMBIEZOBENH



D 23, PSL60mg O 1541 (9 H 1 FERORWIE G4 8 ) Z i O FUEH)
2. PSL 60mg T AZA 2mg/kg ZFH (T ABE. O BRWIE G4 8 #) Lﬂ\
%o W IEHEIXI T ARET 13 B, REREET 10 5T LM ABETORH IR
=y, ZOFE - BAUEICITERZEN 2o T, REEIC, w%r%%%E%ﬂz
HIABET 16 6], XIREET1261E . MABETORAD TIEHL DD, £D
BIESRIEFALE T T BEIZIIAEEN R oTe, AT A NEEHR L
LTCix, BEYBIEHOATHRFINTEY ., 1 412 PSL 10mg K TH - 7=
DA, I ARES B 8 B, xFHAHE 7 Bl 3BT (FEERL), 22 OZFDOANR
FEH)E 1.omg & 8.7mg THEZZ RO T, AR RIZOWTIE, 1RERTE
N3 r At Z i & 72, o ABE 8 il 8 5], X FHREE 8 il 7 1§Jfaﬁz%mh
Do, FORMEA AT IO HERBEL R -T2, ZOZ EXY, AZA DA
X, PM OFRIBEICE T, A7 a4 FEEHERIFFHRE EE 26N
a3

PSL WARIIFEH @ DM £ 721 PM30 5|2, A & kL — MMTX) 7.5~
25mg/iIMNR & AZA 50~150mg PNAR % B u‘_ 1561 (rABE) &, MTX
500mg/em?2 FRIBFHEZ1T > 72 15 6 GHREE) 12010 TRETL7Z RCT 3% %

4, PSL &5 &%, M ABAGRT & R U EE I A&lﬂﬂ Ikke 5 2L e LT
Do Flo, ZONABEEXREEL, 6 ¥ ARRIZIEEE 7 R AAA v F LT
Do WD 6 NHBIOIRENRZ IS 5 & Hii )l MMT A=7 & ADL %
a7 TR, 7R IEREE CK Z L bR L, ST ARET 8 i, T 4 4
EELTRBY ., MABETE Y EE LZEFNZWNE OO, BEFICHEHFENEE
ZE R oTc, BWERIZ, T 1 B2 EDEERLDILI m A AL v FHRITH
JELTEY, 7 RAAA v FHiORTIX, EEEZR L ORI ARE2 I, xR
FE10BICHE S, ZORBRIIIFAEEIBOONTL, ZDOZ L XY, PSL
g HH > PM/DM b:f%%ﬁéﬁ%&ﬁn%ﬂ%k LT, MTX sifERIEL Y b,
MTX & AZA WIRBEIED TR EZRITATAH Z EDNRB I D,

7 ma ARY » (CyA) (2B L TIiL Grau 5 @ pilot study (single-arm
prospective, open label, historical control) ° C DM 10 #llZxf L CEMEA L LT
10mg/kg "HAZ— K 2#1, ZOD6 3 HIHBIE Smgkg TAF¥ — K4
72) L. 200-300ng/ml  (~Z 7 EAH]) % BAEICHR#E, Historical control |
45 3] (PSLEAZA+switched to CyA, KR&EH o~ 7 a7 U UEIEIVIG £ 7213y 7
074 A7 7 X R[CPA] ., fiJEIE (MRC ZA=27) & CK FJkod i J7 i 7=t 1%
CR (ERHEMR) - EHLH—FHTPR (FEREM) L L, CRRPRIZEDE
TOHMA CyA BETEWZ & Z2RB LTV D FEFEAIBENT 3 2 BT 7R
WZ & fNEE & CK B DRl &2 5B CE WA N H 5, BRHWEHSCHE
BEIHEDRBLRICHEEII R oTc, 2O E LD, RIEHROEMREANIC



BWT CyA 2N OHEHRTH Z LITEMRE R EANTEDAEEERD D,

< W B >

TNREET ORI ONTIE 1 fROYUE RCT OFENRH D, S0 ABE, xHH
FEL BRBRAIICAT O AT v A R, SR I U TG4 7~ 3 PM/DM
ERRL LA =7 RBRT, HETBEI SEIIER b H Y AT AU RZ MR
HOLRBRTH D, BEIRFEICMA TR T N2 27~ (~60kg: 500mg,
60~100kg: 750mg, 100kg~: 1000mg) % 2 #H T & 3 [al, ZD#%iX 1 7 H Z &2 4 A
OFt 7 Bl G UIEE (early ) & 3 DABNOL T ANZ BT M & FRIERICHLIG LT
# (late Bf) THEMREFT L T\ 5, BB 3 DHBZOIRIE L AR 2 —ROR
ML, 778 R EGTERVWNRTAAE T v 7 U —&xfif L Lzbigic 7
V. early #2725 10 9 5 1T IMACS 237%E 8 % DOI (definition of improvement)
BEMRLTIZOICH LT, 73287 b7 U —ft GIHREE, late ) 19 B 1 41
T DOI ZiEK L, early BHEO T BHEZEE H > THEIZ DOI Z#iK T X 7=, iR
D EMHNEEIISE LN, CKIEDK TIIRBD N holz, TAXES
MEEDOREIERASLEIHEIC OWTIXEE R b DT o7z, BIEHIH 6 "H%
DOFAM TIE42 19 B 8 45T DOI Z#Epk L7z Z & v, #ERTE PM/DM #1044
LT AZ T MEETHEIS LI ENAREEEIOND,

U o~= T DEEICHONTIT 1 D RCT OGN H 5 D, I ARE, <L HREE
& HRBRAIIAT O AT m A R SIS IOk L CTIREMMEZ 7R L 72 PM/DM
xtgrl LT\ 5, HHAM PM/DM 235 HTdH 5 458, DM IIZIT/NRBIA G £ T
WHENEBETHLIN, XA T AV 27RO TH D, 0,1 BEICY V¥
~7 (BSA=1.5m’ 575mg/m?, BSA>1.5m?: 750~1000mg/m?) % # 5 L7-#f (early
B &L 8 OWBICY YR ~TaEE LR (late Bf) TRHEIZHOWT IR
FFLTW5, IMACS @ DOI %R T & 5 £ TORFHIZ early #£ T 20.2 T, late
HTHLI YR~ T BB LT 2000 HEAEEEZRD -T2, VY X
~ TVEEOFEFL L LT, infusion reaction 77 T BRFEHIZ LR TEALIZ Y
VR T TENoTL /PR DM b EEINTWD, 42200 Fld 5 5 161(83%)
T DOI ZEERTE, 44 H[M DOl ZMERF TE TV D 2 & h, #HAM PM/DM (2
BWTY X< 3REDRZ T AIREEO B WA E B 2 o5,

T X L& 7 MBI L it Muscle Study Group @ RCT (pilot trial) ® CRZJ&E )
K16 CIEIRIES L <1X 2 22 A LAINFEIE PSL O AR B, & L < IXH%
B) % k52 2 2> H# PSL60 mg/body ik, =& %/t~ b 50 mgEE T
B B & 7T B RE THERE GF) I2T7 X ACH i (CZEHEEMR).
PSL (X2 Z &-5mg DWEEITTo TV &EWH 7 a ha—LThb, fiHEliE
IZOWTIEMMT 227, MVICT 227, 30 7 4 — b &4 < K], MYOACT



DFFIERIEEIEAR I TIZOWCEHME SN TR, 24 - 52l & HITHREE b
WELTEY, 2HHOAEET RN T, HREFEZEOK TIZOWTEH 2/
WCTHEEZA L, QOL & HAQ. SF-36. INQOL TiHi SN TV A NAEEAEITR
Molz, AT A RBEDEICOWTIZ24 BETOPSLEE QI &-
Smg) X Z 3Lt 7 MO NA BTG CTE72(5/11 vs. 0/5), 24 %D A
ToA RENT X L7 it 1.2mg/E| . 778 REE292mg/H  (p=0.02), E
BAEIHEORBUIIAEEEIL R o7, TNDD T LD FEREHR O EEE A
IZBNW T X 37 N& PSLIZMA %D Z &3 PSL OWENRPEFFTE D
(BT ALYV B), 72, PICOEEDT 7 NI MTIXRWD, KL T
IX treatment failure % €75 (FERT VAS @ 2cm L EEEIN « MMT A 22 7>20% - i
THIJMET « FVC ° DLCO @ 20%{XF « 12 BICk T o/ HdER L Ziuh
S5IEHDOWT LAY L., treatment failure (25 £ COHI 2 2 BTk S,
THFNET NEE3SS H, 7 BREE 148 H (p=0.0002) THVH, =X /Lt
7 MY EfRMER I ORI L HIFFTX B,
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PM/DM (Z 35\ T VE MER 2 AILD) A 30 b DIERNC & 0F L EE e AT
BHERT-THDZ L, £72FD ILD OF4 L IBERSHEILG K ORI 4
AREEAT R, BEHERORIEIC L > TR D720, AlfERIRY 25 OF#H 2 I
£ L, WETHP BT INLIRETH D,

AEDVATT 4 v 7 LE 22—\ T, PM/DM @ ILD (Zx7 218
B335 bEF AL, BifXay ha— L AXTF ¢ 13—ob 7L . BRDO%A
& AR — MR & FEFIRRE L2722, ZAUE PM/DM IZFE D ILD ASHRFIC A Al
DGR EE R EIEICEDIEZ AU DHETH Y, mimEHED 2> |k
n—/L e UTIRER AR U WA T 5 2 S ICmBEIRENAE T 9 5 2 &R
—KThHDEERD,

O PR ARBEINTVAFRICONWTZET L RAERDAH L, 450
BAME ak— MIENET N, WTFHICBWTHEIBRRE AT oA ik
BEITHEARVZAIE L L TR SN TR Y, i o B0 H oA A% et
THHDThHoTo, BTSN TWDAEZIMEHEK S LTI CyA, TAC 2AHMIZ >
F = DAL T RSN TWDIEDORZNETN 25w L E 1imL. AZA & CPA
I CyA. TAC L BT MHoEMfilEE] & L THRESNTHD D0 1 5@ D
B Tohol-e MIXRI a7 = /) — )Lt 7=F /L (MMF) ICBIL Tldk=> b
H—/V AR T 4 DEEET, AT AIC O TH 2O CQIZET AT U K
HEEFMLIZay ba—LAZT (1JFE LR Do T,
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ZOFH L72BEm=14) & . BIBRE AT a4 FEIM TR LIBEKIENZ LW
AT (CyAn=4), CPA(n=7))Z B L 7= BEm=20) T L= & = A,
A8 CAGFROARE2UEZRO T, F7- progression free survival X°%VC DL
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HoTeN, BYLESLIIHE D 2 BlOHTH -7, Kotani H 213 ILD ZHT 5
DM 16 #l % %5, 1RREAMRENORIBREAT v A R & CyA &5 2 FfH
% OMHPIEEN 1000 ng/ml LLEE 72D K 912G LI=EE0=9) & . 1GERBMEEZ D
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131 oG 2 | B D ki B 23 IR B 72 FE BN DWW CUEBR D 7t R I T h 5, E%E
RIRANITH Y, WIEEHOHEDT-DICHLEER CQ Thi EELZLND,

INETIZ3I DO RCT RHEIINLTWD 2, ZD 95 Tian HDOHE 2 12O
TIIARIBHFERETH VBRI T S 7223, RCT ORI D727 D[Rl
DT TANT 7 k& AR Efan LREE D ORH Otk E b LIcy AT
~7T 47 b Ea—IEH L, fiAEITEO K. FREERESEIERE RO K. QOL
BE(9 R, AT A FREZRO &), BIEHFELEG R), BHEGIHERDLS )
D6 HHEHET U MALELTHE L, o, YUREL TV BRI OIER
{b.. MRI DS E, FHEMOSEED 3 5OT 7 kI MMEMIZOWTIL, 3 20 RCT
IZBWTE LN, SEIOMEN BRI LT,

5 711E1# 12 B8 L CTiE. Miyasaka & D RCT? Tl 7' 7 v AREE & Lk L T IVIG B
THEFFRABZIIA LN T2, ZDIEN 2 50D RCTH 2 Tl IVIG B
TOHBRHIIOEIE ZRB DT, FFEEEREEFICBE L CiX, Tan 5@ RCT
2TIXIVIG BE T 7 B AEE & i L CTH EIZ CK 2384 L 72, Dalakas @ RCT!
TIXIVIG FED THEFI TEFMED 10 £ TO CK EH R AL 1 EOFEH-T 50%
EERAD LT\, 7T EREETIE CKIEDOR TR b7 o Ty, mEEO#
R ZE TR STV RV, Miyasaka © D RCT? Tik, CK &1 kidie L A
TITRRETCRENSTENAETIE R o7, —J7. CK IEFE{LE TCOMMIX
IVIg &5 # CTHEIZHED > 72, QOL t&#X, Dalakas H D RCT! TiXx7' 7 & AR
& el L C, IVIG £ C neuromuscular-symptom score 234 Al t#E L7z, £z,
AT A REEDRE LT, Tian 5D RCT? TlX, 77 BAREEE T IVIG #
H#ET PSL &0 B4 Lz, RIMEMIE. Dalakas & RCT! TILktat 72
FRETDMT LIV T WA, IVIg BEGRETIREN 2 JEFA DAL, ML TWDH
BEMENH D, Tian H O RCT? Tl BM, M & - IaMH, RRGERKYE, D FE VN
B O, RN D E o1, TNENOHEICERGR - 77 B A CTHEZIX
Rhhole, TOHRTYH, HEAPHERBLIX, Miyasaka © O RCT? TiX IVIG &5
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NEENRIIEERT v ML ERD, 295 LEEAIZET 4L LT 2 20
RCT & 1 DD HRAEFI BT 251 BTz,
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Ruperto & X% - RIGED IDM BE 1394 27 L K=" 1 > (PSL)
BIERE, PSL+A b F L — b (MTX) B FiES F 7213 R NES, PSL+
7 ARY L (CyA) WIRD 3 FEZT & LZEI 0 4 C, F AN - BIEHIZOW
TRCT Z1To72. AZMWEIZBI L TIEAR /) - #iE - QOL Dl & #h & I FFAh
9% PRINTO 20 AW HH TV 5,

MTX OFFIEAG I E1E £ COMIM %2 A B2/ L. PRINTO20 ZRK %A Bl
R EHE72, CyA OFHIZ PRINTO20 #ERE 2 A B EA- S, HEEE
TOMMIT PSL HIMEE L FEZIT R -T2, 1277 L, BRSO EFLIT v
THNORETHER SN EEZEIT R -7, MTX OFHEEE CyA PEARET
PRINTO 20 ZFEE DA EIC EH L, QOL tiEN MR SNz, 2D & L) MTX
& CyA T3 PSL ER R A58 0 7=, BITERIZ DWW TIE, MTX B IR L
GUEMEENN L, CyA BE CIIEGYE TN 2 MALEHEIR, B SIER N A EICH#En L,
AL PR BERE AV OIEAE, MUE NG A7 — 7, PSL BB T H K
JERYEDNHE S, WTNLRARENMEL, M FN B EZETRO R -
TebDD, BENSLELZEZ b, Y EXY EFiSITIE MTX & CyA 13X
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WEH TIT-> TR Y, BROHALHERD LN TOWRWARL TR0 5
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AEIZ PSL #5208 LTWER, FERGHEE OHIITE RS TW o
72o BIERIZ DWW T, IVCY #5128V TiE 3 BIOMRERHEGYE L 1o 0w
ROBENDH -T2, FEEEREOS IV WEIXTE oo, B EHFZET
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7o 8 ME TR GRE &t B 5 BE CRIVER OB A B 22138 < | infusion
reaction DIEERN T TR GREL LY Y X o~ T REFETHEICEAL
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