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CLE cutaneous lupus erythematosus (FZET U 7~ h—7 R)
CPA cyclophosphamide (7 BAR A7 7 I K)
CSMsCT computed tomography
CyA Cyclosporine A (7 1 ARV )
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EULAR The European League Against Rheumatism
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PET positron emission tomography
PGA Physician Global Assessment
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PRINTO Paediatric Rheumatology International Trials Organization (/N2 U o7~ F[E A5 RS)
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RARCT randomized controlled trial (7 > & A{bLLigaR)
SAE small ubiquitin-like modifier 1 activation enzyme
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TIF1 transcriptional intermediary factor 1
TNF tumor necrosis factor (JEEEEAE K1)

UCTD undifferentiated connective tissue disease (43 FA N HERLAE A RERRA)
VAS visual analog scale
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MRERDE CI=-F# = 40 2.1 22
MAET

BEITETED LRGSO E AR FRER DIET 0.7 0.7
BEITETEDO TR DM E R FRER DIET 0.8 0.5
YSEEMBEM AN EHELY BLET 1.9 1.6
THEOERFEHDIEMHELIY BLIET 0.9 1.2
RIS REK

AYF bO—TJ% 3.1 3.2
Jdy hOVED 2.1 2.7
3w kA oE 33 3.7
Z Dt

EETETEIBEEES 0.7 0.6
BREmRR

$1 Jo-1 Hilk (BiE R F T IL (RNA A REERTUAR) Bt 3.9 3.8
m;&F CK, LDH, AST, ALTDS>b544<&%E 1 D2DLER 1.3 1.4
AR

FANIE (endomysium) 1285 (T 2 FfRHER A & 40 758 U\ fRiE E B 0 B % kiR 1.7
B8 (perimysium) 2 7= (31 & [E BH D B 4% Bk 2 1.2
HEIEIEES 1.9
##HEY) 2R (rimmed vacuole) 3.1

([ Lundberg IE, Tjirnlund 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. Arthritis Rheumatol 2017; 69: 2271-2282 X ¥ —#kZs)
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(Lundberg IE, Tjirnlund 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. Arthritis Rheumatol 2017; 69: 2271-2282 J. ¥ —#2k 2]
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3) Jinnin M, Ohta A, Ishihara S, et al. First external validation of sensitivity and specificity of the European League Against
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Z DIEFE OESENEN. TR T 5. ERIFER S E LTI, 7 & MMk
tigEER (RCT), FET & Mutbisaln, @B, JEfIRE 23
ROMZE LT D,

T = R—=Z BEFEOHA T A 2O TIE, National Guideline
Clearinghouse (NGC), NICE Evidence Search, Minds %71 K7 1 > &
K —Z k5. SR G2 DU TIiL, Cochrane Database of Systematic
Reviews Z 5%, EBIBFFERRSCIC DUV CIE, PubMed, PEHIEE, The
Cochrane Library % i 5%.
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BIWFZERm LA X5 & L C, denovo T SR #Hiid 5.

- de novo @ SR TI, BHEMAT-T RCT ZES L CTEMT 5.
S A T2 T RCT B2 W GEITIE, BIEMRRE5 L3 5.

- CQIT Lo T, JEFIERMIIE, JEFHRE LG ET 5.

(4) = F v ZADf &
HE DI

c TET U ARIKOIRE OFHEIL, Minds 2T A K7 A AER~ =
=77 b 2020 ver. 3.0 DHIEIZEES<.

c T BT U AREOREX, BRRREEEARL L, M)A L&
A b FEMTD.

IEFURBEDIET VO ADHEERME (H)

A (58) : HROHEEEIZH HEELNH D

B () : SHEDOHEEICHEEDHEENH D

C (3B) : DHRDOHEEICHT HEEILREMNTHS

D (GEEIZFHELY)  ROHEEEENITZLAEHEETESHL

*:RCT DA TE LD OLNIZTET » ARIROYIMAFEAMIX [A), BlZse (=
B MIFZE, JEGISITE) OHRTE EO LT ET v ZARKOPIMIRE




*

it TCy, SEFIRSE - EGIERHEOA TE LD ORI BT v ABIKD
WIHEHfE (D) &3 5.

T U AOMS OFHEEZ TS S HE (N 7 AU R, JEEEEE, JE

—HME, FHifE, TR 7T R), BEF23HE (AL D RERBE,
HE&E—CAEL, FRENED & 2 2SR 712 L 22V R 0OWEs) OBRFH &7,
TETUADBI ENMETS.




(4) HEBRARRRA SiA&AL, HBAE TIZBES 2 3HH

(1) HELEVERR D FAT §t

SR F—ANER LT BT v ZABIKOEEX S — F 2 AV, 77k
HAZEIGHE SN ET V ADOMRE (5 o ABIK) 24
LT, CQICHIT T v AREDOMIGEE IR 5.

HRERED-OD, 7 FALERODIETVADES
A (GB) : DRDOHETEEICHR S FEELH D

B () : HRDEEMEICHEFEEDEENH D

C (58) : HROEEMBICHT HHEEIRENTHD

D (GEFEICEELY) : MRDEEMBAF LA EHETEHL

HREDHBS

1: TRl JEE2E<HRTD

2: [T D] CLEBHET L (RET D)
3: TEELA] CEEHHETD (RET D)
4: TEBLEWN] JELEBHETD

HELRROBR S OWTEL, A R T4 MNERZERROEE (E1E Delphi
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PM, DM, ADM, @ENTEMIEIENE S 4/8F—, 1 ARS FUAEIREE - MO RES <m14<> TEIREE
[CHANEET B L EHRT B, [HESRRE 1]

fi& 55
PM/DM IZ, Bohan & Peter (2 J - THME SN2 HHEY (] 1-1) ([CHESW TR S T& 7z, oMk
IHHMBARTH D T, CQL4 THHT DHARGFRL —FOFH A bu 7 4 —2EHTE R0 LW
SN o7, 2017 FITRIE SN EHBROBHNE 2 12X > C, RIEMFHEEIT PM, DM, EfEME
£ J& #5 2¢  (amyopathic dermatomyositis : ADM ), £ A{K#L 2%, F4FE MR JEH K (juvenile
dermatomyositis : JDM, JDM LA OFEFEMERRR D 6 DI/ FE S i, KRR PM/DM 75 BAfifE 2
XalEn7e (p12 X 158). EERESFEENKE STV LIS, RIEERERB D2 THRIEN R D
—HE L U CREIMEMEEESENE X A/ 3T —=0ht ARS HUIEMRE - HUa Rz (HUAR) SEMRED [FE S 47z,
L7z C, BIEDERMELREIZ LS PM/DM 1%, PM, DM, ADM, G rEMEEEEMN I 43T —,
Pt ARS JURIEMRE - JLEkBER (BUR) EEFEZ ZATMETH L. 4%, SETEMEIENE I 4/ F
—X°Pt ARS HURIEMRE - FLE e (HUR) JEBREIT PM/DM 72 & XA S 40T < ATREHEDS & .
PM/DM 3/ N8 s e s il BE & R EEm I K DB SR TH D, 2019 FIT/NR - BAD
W E S MER S e (B2 ]| (1) BEHEESR). B R CIE, REUEZN 2§ 50 Z M ErE A
A NTF =R ARS HUAIEMRRE - FLE AR (FUA) JEBRE I PM/DM IZE O TEWNWZ LIZ2 > TV 5.

%1-1 Bohan& PeterDESETE%E
1) WEGEGRIE, REES O MIERH HET
2) RMEEROLR
3) ERMBHERMER
(Dpolyphasic, short, small motor unit potentials

(@fibrillation, positive sharp waves, increased insertional irritability
(@bizarre high-frequency repetitive discharge
4) EEMHREMRBIIR (HiREOEN, &%, BRE ZEH BLE REMHHEREE
5) ERMEBENR
CI3)
- RG] - 4IHBFZE (DMIFS) £E2T)
- BELME - 3IHB (DMIFS) E&E)

AIREMED H A - 21HE (DMIFS) Z#&L)
(Bohan A , Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl J Med
1975; 292: 403-407 X 0 — ¥k Z)
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1) Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl J Med 1975; 292: 403-407.



2) Lundberg IE, Tjdrnlund 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. Arthritis Rheumatol
2017; 69: 2271-2282.
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BATMEBIL T T, AMBUEICSLCLEATHY, FET 5T & £ HET 2.

[HEREE 1] || [RIEEE 9.0]

SN,

PM/DM O EEJER E L CTHAK TS T 5N, ZOMHEIZIELULETHILESNTWD V. Fiz,
MR F IR & L CHIBLT 5 2 L1132 <, CQ3 TRtdi ST\ D & 5 SRS KIfs & v
Te AR 3 K OVEA S PRME O UG AL AR AL D i R T 257880 2551215 PM/DM 2 FEMRAYIZ 5 5 /3
NbD., — R, BRHEMRERHR EEZLNDIEFICBWTY, SEEHC KR, & W o IR 1 ik
FEOFHIMETRFELTND ZERHY 2, Zh b DR I5HEIL PM/DM OZEIZEETH 2.

MR T ORISR & LT, T /)7 A 5 (manual muscle testing : MMT) A< HWHILTE
D, 065 EFTO 6B TIMIIND. Sl Tix, SHEED, =A%, LA, TR, KB
i, B, KERIUSHS, AISERO 8 SOfiZ 0275 10 O 11 BFETEN LI L, A5k L 75l
EEHE &35 MMT-8 R T L Ao Tng 9 .

[E B 722 i 28 DFFIRIFZE 7' v —7"Cd % International Myositis Assessment and Clinical Studies
Group (IMACS) [ZOMMT (T X % i /J7¥li, @visual analogue scale (VAS) & HWZIERNC X 5 ¥%
HORMRMFHE, GVAS & HW - BEIZ KX D EBO2KRREHL, @Health Assessment Questionnaire

(HAQ) |2 & 2 B {AERERRE O FEAN, Gk in)FEf#% (creatine kinase (CK), 7/ K7 —+¥, LDH,
AST, ALT]), OfSMRZE (HERE LORE, HE, ks, DIRE) ICBT 2 2Rk o 6 15
AZza7ty b LT, HROBEEBMFCHND Z L2 ML TD 4. Bl 102 41, /1R 102
Bilo> PM/DM ikl % & &12, 29 ADOFMFICL > T, Eito IMACS BWEDZ6HED S H 3HHAT
20 %L EOUGENIH LI, 3 25 %Ll EEAL LB N 2 22 B2 e WiGHE A PM/DM O s & ]k
T 5, EERINED, 6 HAORN TROBEHRINTWDLOIEHITHY, BLEBIZH NN AT
BlIdcE L B SR, LTINS 9 .

F72, PM/DM OS5 il « S siiiFiEIc BT 5 2012 F0 a7 70 - LE 22— Tk, BIBFRIE
DOENMEZFHET 5 EHED 5 6 primary outcome & L TEA I TWE DL, O EH 6 00H%D
HREE 72 1TREE 7 L— P& L, @6 1HAKD 16 %BU LOFHHOHED 2 >ThH2 .
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1) Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl J Med 1975; 292: 403-407.

2) El-Azhary R, Pakzad SY. Amyopathic dermatomyositis: retrospective review of 37 cases. ] Am Acad Dermatol 2002; 46: 560-565.

3) Harris-Love MO, Shrader JA, Koziol D, et al. Distribution and severity of weakness among patients with polymyositis,
dermatomyositis and juvenile dermatomyositis. Rheumatology (Oxford) 2009; 48: 134-139.

4) 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: 1262-1273.

5) Rider LG, Giannini EH, Brunner HI, et al. International consensus on preliminary definitions of improvement in adult and juvenile

myositis. Arthritis Rheum 2004; 50: 2281-2290.




6) Gordon PA, Winer JB, Hoogendijk JE, et al. Immunosuppressant and immunomodulatory treatment for dermatomyositis and
polymyositis. Cochrane Database Syst Rev 2012; 8: CD003643.
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BB CRMIE & WS AR S LV EAR MO BB LHBMOFHETHIFHTHS.

i

PM/DM T3 36 X ONURSIAL A EAL O FF K T A3 A D, —MENSHOE D B A 3T TR
[T V2

Rl & LIS KM O MK T2 B NS, @H, WEBGIM O IK T LV EETH Y, ¥
AR AR £ 0 AL OFEENRNZ LR TH D V8 I O JIEEM 0 B TR L
S DO FEFE DR OIG A ITITANEML DY & DT ZE ESNEE L 702, £, BB OREE 3 0 IKFIC
WO L AMEETANZ ) Z TTFON R L TRE EAZE1EN PM/DM Tl k< AL, ZIUTEERG
DO INE T Z KM LT THh 5.

DURE DS R FIRENFENL TH Y, EAMIITELSFETH S, HSLEN RIS, Fillo b o
ZEIZ W, TEEMEY T LEEIZNTIZW, LeDBATRIENGNLD ERVIZ WEDORF X, Uik
UNFEOHETFICE DD LEZ TV, BAGHOBHIEFILETHTIEH 0 5 20, villicALND
Z EERe.

PM/DM Ci3 R IR XA RS S b 2 &k, — 5T, PM/DM O FEAERICHEITHI Tl
WEHSE A CRER i OFEFER A HND 2 ENH Y, FrICHELMEMAE CIIHE FREEL LS Z & %0,
Watanabe © 13 68 DT SRP HUIKIGIEFIE & 45 Bl HT HMGCR HUARRS R AE OBE T [ 51351 SRP Hi
KRBT 46 51 (68 %), HLHMGCR HUARBET 20 B (44 %) Thotzt@BEL D 4 .
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1) Bohan A, Peter JB. Polymyositis and dermatomyositis (first of two parts). N Engl ] Med 1975; 292: 344-347.

2) Dalakas MC. Polymyositis, dermatomyositis and inclusion-body myositis. N Engl J Med 1991; 325: 1487-1498.

3) Harris-Love MO, Shrader JA, Koziol D, et al. Distribution and severity of weakness among patients with polymyositis,
dermatomyositis and juvenile dermatomyositis. Rheumatology (Oxford) 2009; 48: 134-139.

4) 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.
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PM/DM ZRIZCEVWTMEREFIEZETHY, HEREDHERDOHICCKDLEFEHERET S

HETS. [HE2ZEE 1] §| [RIEEE 8.7]

fi& 3

PM/DM (X B AR ORIEIZ X > THIMHENBIET 2B TH 5. B EIEZE Z 7 & ffRMEN
S LR P B AT 5. iifiEEEIC 7 LT F o % —F (CK) &7/ T —F (aldolase :
ALD) 73% v, PM/DM TiZiiEH o CKE<° ALD 1625 L5425, ZOfth, f#tiENn i+ 5 & LDH,
AST ° ALT @ EH-2BO 6, CK EF-ORVWEFITH RE 22 L TR2MOFHEMNY L b, Mk
BRAEICTET 2MERH 2V~ .

ERRoerTHilmiE CK EIfHIEETHSH. Thid CK EAPTHBMERFICOWTORE, FRE
ELIEFICENT LR, HIERBROIFIMECHNETOEAWE LSBT Z E08HE S THDH7®D
ThHAHV DY

17 CK IR ORI EIZ BRI TE 5. IRENRS) L Tl SENR D b2 M5 CK
IR T LD T D, EEFRT 256 VIKRT R 4818 CK D ERAPAE L Ld@EIhTn
A 2) 5)

RIEPEZ RO REIE T & #2721, ARiuEkibiEEE (ESR) X° CRP & T 5 Z L 23% . ESR
X PM/DM R4 Crited 223, HAFFRMITR <, FEAOIFBIECIREONE S B L7220
bivsd. CRPIZOWT, FEWR LR ZRIIEFITT LAV EN5 2 . LirL, ESRES CRP i
DEVMEBNE, FFRER AN 220G & RIS R I 2 S 0F T 2 aTRER S s ST b 7o
DICEEPMETHDH O D,

H CE ORI 2 i3 572012, JiEPiff (anti-nuclear antibody:ANA) OHIENHH TH
L. BRIV, 60~90 %DIERFIT ANA BtE & 720, Yef 2 — o L IRFFE R 2 B
BHROBRBRIT ST\ D 28 | FHRICERT 2~ O A CHURIZ OV T CQI3 Tl b Tn
HOTHERNZEE -0,

5% PM/DM OADHE & U CEMIER & MEMMER, DHRNEECHSH. IR ITEG CH
HTEXRNEXNOHERPHET 22 08D 0, BEL b EE~— I —fHTO 7 + v —IXIBEH
SR OBMESEREICAEHATH D, S HICHEMEMEE T KL-6, DHRTIE I rAR=2T O EFHR
ROBI, TNHIXFEEE L KT 572 DITRRICBWTHEHATH S 9 10,
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1) Dalakas MC, Karpati G. Inflammatory myopathies. In: Disorders of voluntary muscle. 7th ed. Cambridge: Cambridge University
Press. 2001

2) Rider LG, Miller FW. Laboratory evaluation of the inflammatory myopathies. Clin Diagn Lab Immunol 1995; 2: 1-9.

3) Mathur T, Manadan AM, Thiagarajan S, et al. Serum transaminases are frequently elevated at time of diagnosis of idiopathic
inflammatory and normalize with creatine kinase. J Clin Rheumatol 2014; 20: 130-132.

4) Targoff IN. Laboratory manifestations of polymyositis/dermatomyositis. Clin Dermatol 1988; 6: 76-92.




5) Oddis CV, Medsger TA Jr. Relationship between serum creatine kinase level and corticosteroid therapy in polymyositis-
dermatomyositis. J] Rheumatol 1988; 15: 807-811.

6) Jakubaszek M, Kwiatkowska B, Maslinska M. Polymyositis and dermatomyositis as a risk of developing cancer. Rheumatologia
2015; 53: 101-105.

7) LuX, Yang H, Shu X, et al. Factors predicting malignancy in patients with polymyositis and dermatomyositis: A systematic
review and meta-analysis. PLoS One 2014; 9: ¢94128.

8) Infantino M, Manfredi M, Grossi V, et al. An effective algorithm for the serological diagnosis of idiopathic inflammatory
myopathies: The key role of anti-Ro52 antibodies. Clin Chim Acta 2017; 475: 15-19.

9) YeY,FuQ, Wang R, et al. Serum KL-6 level is a prognostic marker in patients with anti-MDAS antibody-positive
dermatomyositis associated with interstitial lung disease. J Clin Lab Anal 2019; 33: €22978.

10) Lilleker JB, Diederichsen ACP, Jacobsen S, et al. Using serum troponins to screen for cardiac involvement and assess disease

activity in the idiopathic inflammatory myopathies. Rheumatology (Oxford) 2018; 57: 1041-1046.
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PM/DM ZEICEVWTEBBRETERBHZTMIT A2 LIEEETHY, MRIIIEERHDRIENPEE
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ZIE TORBHEDO WAL BRI L 2B OFMBIC 00, Falt TrImigim A < oAl
NTHhiTWnb. CT, MRI, HEEHMRA, *Zl:i*ﬁﬁ?ﬁ?fj’)ﬂ“(b\}:)#, MRI 0)!@@);75‘@< , PM/DM
A& i R A L FE L ’ﬁﬂﬂ“@‘bé v ~8)

MRI 34k % 72 S CHR ATRETZ S, 3 28 L2 VW BSGHE T1 smaimifg & T2 sRaiEifg, £hilinz
T STIR (short T1 inversion recovery) Wiz 25 2 & 281D 5. T2 Mg CRIEMEZIED &5
HE LT SN DY, TR E ORBINE# L2 &b %<, IREEMEE B & 725 STIR Hifg %58
MU CEHEY 5. F72 T1 MEAREHG CIImmZER-CHEBRO B ERAMKIE 5 & LTS hs V.

MRI (460 & 72 < IR BER R AED 720D, HAERTMOREICEHT, SHICHRVELRETE DT
D, WERDFHEEIC NSNS, BEAIREN T E 2 2OIEBAR THIE SR HET 5 2
&, BN L ERHIF LI TER, KT T wholebody MRI & H[REE 720, S5 1% DFE
MiAF=hn V2 4~

CT I ZHUR B 2 1 O B T, MR ZEME, NBITE L IR TRE Td 2203, B8l D RIAENE
Blbz L B2 D Z 3L, PM/DM 235 CIXE S LS O VR T it 2 1 oD REA <0 B4 FEI5S D

CHEHTHL VY .

AR, BRI S R E OF SRS STV D, BERREIRY 7% A AOfhRHEI<e, =
a—A R T TOFHAER, #0 IR URE L TOEKRHECFIH TR TH 5. RIEFNLIIFEED L35
L THRIBTE 20, BIHEECIRIAER DN 35 72 DICHIEN R 2 & © 2 <, R, FRRE
[T MRIIZE D LS TWE Y~ 7

EEEREOARAELRF ST 5. 8BF-FDG % W= PET/CT MO A HMESHE STV 5.
FRANO FDG EREAN MG CKE LA MR T EMBET2 WO MiES & 50, ERIMiEMRN 2
ELHY, B OFMEL D FEMEMERORM-CEEESEORBICER EExbND VY8
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1) Jia'Y, Tian H, Deng J, et al. Multimodal imaging for the clinical assessment of dermatomyositis and polymyositis: A systematic
review. Radiol Infect Dis 2017; 4: 81-87.

2) Oldroyd A, Chinoy H. Recent development in classification criteria and diagnosis guidelines for idiopathic inflammatory
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7) Albayda J, van Alfen N. Diagnostic value of muscle ultrasound for myopathies and myositis. Curr Rheumatol Rep 2020; 22: 82.

8) LiY, Zhou Y, Wang Q. Multiple values of '*F-FDG PET/CT in idiopathic inflammatory myopathy. Clin Rheumatol 2017; 36:
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HHERIHXOES AW, FREOFMERTHY, HERDBLOHLUEZEZSDICHERIL
D18, HRETHNIETHEITT 5 L ZHET 5. [#E22EE 1] § [RIEEE 8.5]

i E5,

JRFE DR FEXITARAEMR A & S ENIC 2T BN D, MRS A I 2 I TRHEERIC R EMR L &
W, [EHMRRE TESOM CHIIE L CHBT 2 0OEN (228875 EEN (compound muscle
action potential : CMAP) & L.5) ZFHUIT 5. MfkIC+o7edilli (K Al 2z T CMAP
DIEMED/ NN E ZNTIETHRRHEDO B WD LT D Z L2 BT 5. O A R & LTI
BAEZ DL ODENE (YA b7 =72 L) LR O O 2 SORENERH 5. #EH==2—n
VIR = o —a XTF TR E R T MR, O ESEI D R ME N T D IO R T
CMAP »/h&< 725 Z L1370 < MR REMR A C o B R 1R < 7o, 7272 URIBHIRIER &
RS BRI IR EREIA N TH 5.

SHAEMIIE OB Z Ui VB Z BN LT, SifiEC 4 U 2 IRE A 2 FHIl 5 & T,
FLERIFE S/ N S W DB T 2 8 2« OFFRHEOIEBEN O A &2 2 2 &N TE L. AT
IEE TR ZFHA L THIARR L OZHEREOREE AT H &, NEd LANRE & &EOEMENZH TN
<. HE ECTOREHREFRICA =T —0r0EBEELZE L LTHIEE P ORELED D, EFHOY
BRI ARAEIT00AE L Tl v B b (FEVER) IEismshien. 2Lz Anb L b E%
& o7z 5~10 Hz F2 £ O Hg LRI 22 BedE /S 2 — o 2 R L7 S BB (LN (motor unit
potential : MUP) MWHEL 5. EEHHA L I1X 1 SOFEMOER = = — v > 03 ZET 5 ik DL O
Z LT, 1 AROERIIFHN TEEITE L L TR Z I U TR D BEE RO H#RME & #26 L T
%. MUP [Z#tEMTE (BB L% 1 mm DIN) 12H 2 f % OF#RHED A U D IHB A O 2 5o8k L
b ThD (Ee6-1). NEANTH ZEIZL Y MUP AljE LIz M LT 5. Zhd MUP
DO#EIE (recruitment) & X5, 12 ANDTDICEEOEBHFENOBE NV LR 57D THD.

FELIECQT THRADD, RIEMD I A/RF—TIHRES WL T2ODEMRALND. 1 DIF%
##HF o fibrillation potential (Fib) & positive sharp wave (PSW) T, & 9 121X MUP OFRED F
W, BIBEORFE TH D, Fib/PSW (3 &L MR OB ENEIME R 7o & 212, MHfRHERS N ZEIe 0 B
AR EEZAE LD b THD (B6-2). LEER->T, RIEOTEROKEHICHEL Lo < iR OIS EE
R LTS, MUP OBEDOEAGITAEE EALITE T D HifE A OREAZ KR L TR Y, BEND
PRI RIE T DIEE L VBAE L 2D, SHHERIIHROZKM L HELZND ETRS ZEDTERVRE
ThHV, ELEMHEROBELOMMNEEZEZ DS A THHRETHD. BUEIXEEZH (BT ERAES
MRI) E0FHT 22 & X VREORWVREN AR L o> T D.

FHEMCITMRAERF O A ZRET 5 Z LIXTERVOT, BROHLRWVEE, F/NE TR T
HOHD, HRALTLBREPMTAIMOBRE TITHBONRNI T AL A LAOEREREZGL 2N TEDLH
At chHsr V2.
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Ihigy HIICE T HHmiRiEDRZIL
-REDRMAEHIND \/‘
MUP

E6-1 REpEEHEBNEROHHER (IEH)

EISHEHBEBEHOOERO MM ENBEDRDBAEEZLHELTEY, KiHHHNLFE Imm BEDEREICH S HR
HOFHEMMNLHEIND. EETERFRICHRENBRNICEET S LEFEL (BE). BULHEREZEZTS ERE
DEN T DOEFEMLICET 2HREARMA L TRET S (HEQO). COEESHBBTILAET SRH L -HADH iR
DEPBMAMNEHSNDSZLIZHD. ChEEFEMEM (MUP) &Y, BLADOHBRHEDEBLOBMILS.
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6-2 fibrillation potential (Fib) & positive sharp wave (PSW)

Fib & PSW [FWVFH L 8RR & RIRE DESEHRE-N-HRELSBRMEARNICKNEST S (1~30E/FH) 30T, RE
ETROEMZRML TS, PSW (IS EBOHRHE AN THIREL —SEE L-ZEICEHRIN, Fib LR—DRER
EHTVWBHEEZLONTVS. WINLMERBRBIEEFSTOLSICEETHS. REFEEFEVD, FHEOHXTIEIX
ZRICEDOONLEELGRTHS.

3CHR
1) BIadken], =g, SEFINDE X HEHHER. 2l &R, 2017,
2) Daube JR, Rubin DI. Needle electromyography. Muscle Nerve 2009; 39: 244-270.
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ORI AR - REEFIZAH DN D RMEIEER/ISTESE (Fib/PSW) &, QMEEINGEDEEEAE
i (MUP) DREE (R/NA V4K, Ttk - LML E) LEENFI—VDEE (early/rapid
recruitment) MEELFFR TH 5.

i E5,

CQ6 (ZFLH L7e & 9 ICIEH O TIZLFFRHIEHEMD b HifHE OIE B EALITTLE SN2V Ds, RIE -
ZEVELT &0 HEMR T Oz AR & AR DHES DN RHE 2 D & RRKEDS BRI R IR e i A D DL 2
D & E A U DIEBYEN DS RRMEMENGHE SN /5P ESi  (fibrillation potential/positive sharp wave :

Fib/PSW) Th 5. Z D& THEMITHI D THRHEN S DO TN TV D & Fib & LCEiEkSh, B
PRAEBLZERE L TCWD E PSWORIZR D EEZ2 b TWAD. TRbLEE & b H—OR#HEN B =/
BAIBNZHET 5 L WO RBIZFE CTHD. ZOMENPBoARMKE, N THMEITTERICENET 5.
Fib/PSW (3450 TRIRIA) 72 s~ 2 — 2 (U A L) & & D T ERFHET, 2 EEETH S, Fib/PSW
IR, YA Ma 7 0 —R EOMEERTY, £7MZEMmIEMIZEMEEE (amyotrophic lateral sclerosis :
ALS) 72 EiARit 2 £ U 2 5B T HMRRER & il OBES PEEAVTHBLT 5. L7ehy o THRES
B0, TR OB L TWIVUZBIEISEINEDR BN H 5 2 L 2R 7. RIEME I A F—DakE
NI DB 2 TlEmFE (K80 %) IZHRO LN LHERFTRTH L. WFKICK VBRI UET D
EHET D (E7-1).

RIEDFER, BBV 2T D ARHE D — N ZENE, B3 2 & MUP OFELE(LT 5. HIEF]
O] D 7 NEE B CIZEB) AL EENL  (motor unit potential : MUP) (T2 L ZFRDRNT & HdH DD,
Reft] & & BIZE < OFFRMERENET 2 &, B K/ INARESCWIE, —BOMRRMEONL /2 & &4,
SRR AL AT D A AHER DI (BEEOIRT) & it OTEEN BN TR OIX6 >E 2 £ L 5.
ZOFER, TR TIARHERS DR IR T L7z 234 7Rk MUP SCRfeEREE O el s AR E O
MUP NEEGRO HND K D127 5. F7flx OEBENLN LR T RG22 D720 LT E AN
HI2H 28D MUP O8I ENA LD K 912725 (early/rapid recruitment) (F 7-2). ZiL5HDZEALIZ
AT E b & HREFBET V2 |
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Fib/PSW .:::. @) QP HEDOEL SHEDMUP

BE D THRERFFDFib/PSW BEUMERF S (EHOE N EA

EE—EEEAICET SR

ODEMMH BB TIEHEIND
E7-1 BHREBOHHER (CQ6 DEFE & LLE)
MROMIACEEDISEICHL REHROBZICRIAR - LFEEFD Fib/PSW A RRERIND. COL3EHTIELEARDHRIED
BEILEBEMREINTVSHIZTMUP DEREEIHFY BILEHL (RE). HRVHIEEETT 5 LEHmBHEOEMENT
TH, BREOHEHIOCKNMRALEZELD. TORE RFHBEO Fib/PSW ITNA CGEBEM #ERT 2 HRHESITRD
T518, BEEEQRIVNSEEFREMABIL DL IICHLEAR). | ROBGBEDEMDAMBILDR /1 KD MUP
12 HOND. F-HIEBEMBRENZ > TV EHEAMTIEIMBEHOKNFROOITEENESDE, KEORE
HEELGDS (EHHEOEVZHEED MUP), SLICELZDEBEMLDOEART ANBL HELHIZ, HIFHLrOAZAND
EITTEDEBHEUNPBESND & 5127 D (early or rapid recruitment).
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10 ms

E72 miBERUHOESHEMEM

REHORBIEOHERLIR. LHSTARIINTNTNS. IFE—HRETER SN TWS/NILERIL KD
MUP BR2BH 5N (BEHD), PLAZAND EZHEMED MUP AERY (BXEH) ¢ CIZEBREHIEHOZHMEOEEHELT
BORCENTLES (rapid recruitment) .

3CHR

1) Naddaf E, Milone M, Mauermann ML, et al. Muscle Biopsy and Electromyography Correlation. Front Neurol 2018; 9: 839.

2) Sener U, Martinez-Thompson J, Laughlin RS, et al. Needle Electromyography and Histopathologic Correlation in Myopathies
Muscle Nerve 2019; 59: 315-320.
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1. BENEHREMRZHET 5L TPM/DM OZERBENEN DO, HERIIERATH

Y, 1532 LERETS. [#E22EE 2] § [RIEEE 8.5]

2. RPDBEVHEDEZEEOHAKGFHROERIC(E, FEREIERATHY, TI2EZRETS.

[#E2REE 2] || [FIERE 8.8]

fE 5

PM/DM DOZErZBWT, ZEOMHRFFRA PRI AL S, MRI O K & BEGZ R EA L
TWDEETY, MAERITKREROBSG CHEREZEIZ R L TWD. 207, MEMROEL, 2
IZBITDHAMREME L R, MERREZH > T LERD L.

1975 4, Bohan & Peter |2 & 2 Fed& M RIEME R E O W k1L, RZOFHEIZELY PM & DM (I
RAIL, BELLSHNDLND V2. UL, AEEIIHREF ROEH N R\ -0, FARGRS
ZOMD I FAF—% PM/DM bR 5 Z LR TE AW, E£, BRI PM IHhB s
JEBI T, DM ICRHBR 2R EE 2 23 5580600, RELAAOLNS. 1992 4, OO ETIER I NZE
ARBWIENES | 2 LT 2014 FICKET SN EH B LW (B4 SBEEEER A —L—, #F5
Bt ¥ —  BEK 2R HEEHR 50]) OWTn Ty, HERIIZHEEEID 1 >TH
DHMBATIERY. —FT, Hiv A hu 7 ¢ —OfREHE I AT — 72 EMOFEBOERINMETH S 7
D, IR ERP LI L SN DIEFIE .

2003 42, Dalakas & Hohlfeld (2 & %5 PM/DM OZ Wi <lE, R RN FEER LS9 .
F72, 2004 F-38 L Y2014 /£ D European Neuromuscular Centre (ENMC) U—7 2 3 v 7 THE
TR RVERIEVERR R RO W EEMETIX, PM/DM OfilsIZ 8 £ 5 PM & DM LIS O G RFRR &
Z 2 DD RIENTEVEEESENE X 4 /3F— (immune-mediated necrotizing myopathy : IMNM) & $t ARS
PURIEWERE - PLEREESR (BUIR) JEMERE (anti-synthetase syndrome : ASS) DO#ERINC, FiRERAT RNHE
ATHD YO . 522017 FEOFHERE/VHEIEUETIX, PM & E ARG R OERN FSERAT LASSZE & 72
STW5 7. DM IZBWT Y, REEARERRIER & R RN H OO WL IEFE L T D854 LL
ML, AR EZBR T A0LER D D.

a3 b—AFERIE, BISEFRCEHINIH#TFO—D>Thdara h—2xHWARREOH
AERETHD Y. BECTREENENE SNDN, MRERDIHBRON, MOBEREOERHE
BAEBEOREUIRIADRNZ b H Y, ERNTII oL L THRW. 7272, BEFOBB AR & I3 5% 72
D, YR UM RTRE/R T2 0, TRFNRHEIEICITA 2D LivZau.

3R

1) Bohan A, Peter JB. Polymyositis and dermatomyositis (first of two parts). N Engl ] Med 1975; 292: 344-347.

2) Bohan A, Peter JB. Polymyositis and dermatomyositis (second of two parts). N Engl ] Med 1975; 292: 403-407.

3) Tanimoto K, Nakano K, Kano S, et al. Classification criteria for polymyositis and dermatomyositis. J Rheumatol 1995; 22: 668-
674.

4) Dalakas MC, Hohlfeld R. Polymyositis and dermatomyositis. Lancet 2003; 362: 971-982.

5) Hoogendijk JE, Amato AA, Lecky BR, et al. 119th ENMC international workshop: trial design in adult idiopathic inflammatory
myopathies, with the exception of inclusion body myositis, 10-12 October 2003, Naarden, The Netherlands. Neuromuscul Disord
2004; 14: 337-345.




6) De Bleecker JL, De Paepe B, Aronica E, et al. 205th ENMC International Workshop: Pathology diagnosis of idiopathic
inflammatory myopathies part II 28-30 March 2014, Naarden, The Netherlands. Neuromuscul Disord 2015; 25: 268-272.

7) Lundberg IE, Tjirnlund 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: 1955-1964.

8) Dorph C, Nennesmo I, Lundberg IE. Percutaneous conchotome muscle biopsy. A useful diagnostic and assessment tool. J
Rheumatol 2001; 28: 1591-1599.
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1. R - BEGRM S XEMRSEOFEICNA, HMRETOMHC 7 SR THIEORRTEZ

FHEiT A L EHETD. [HESERE 1] || [RIEEE 8.5]
2. DM 2407 R & LT, BRBEIFEZERE (perifascicular atrophy) ZEHEi 35 - & ZH#HRT 5.
[#E3ZREE 1] § [FIEEE 8.6]
i &

PM/DM TR L5 BT AL & LT, BEE - FRARRRE & kRN ~ O RIEHIIR G O FEN E
BWChs V. MEERCH RN~ OEBEROBIMOCEREICNZ T, ~7 17 7 —VIC X D8R E~D
BENAONDLZEbHD V. 2L, —HOBY A a7 4 —=0 3 A 3F— TR IIE AN IE T 2 38
DL ENBHY, EWHNCHET HUEN & D . FEEEIEARRRHE D A RN & A R L 3 SRR A R s 7
A& (major histocompatibility complex : MHC) 7 7 X I 38l EF- ¢, PM/DM (Z3:i@9 % EHE /R PT
RTHD. FERMEREEGRBOBRICA WSS, BRE 78%, FFRME 95% WA SN TS 2 .

PM/DM %, ¥4, FimERiyi KOG 728 RIS %, PM, DM IZINX T, S rEMEEsE
£ X 4 /3F— (immune-mediated necrotizing myopathy : IMNM), it ARS HUiAIEMERE - FLEpklER

(i) f‘@eﬁiﬁ (anti-synthetase syndrome : ASS) OFFRFHNFED H>20H 5.

*7, (A7 L & LT, REDAZEME (perifascicular atrophy) 23 F His 9 . £,
Hﬁﬂﬂ%@%fﬁﬂﬁl”&’\@ﬁﬁ C5b-9 iEE LRMICA R E &5 9. S5I2, DM OfpfEEOMFIC T
AE =Tz OEERRBEINTNDLIEND, ZOY—H—ThHDHIT7 Y UANVAMMERB

(myxovirus-resistance protein A : MxA) OfffRHEN TORBLN A LS. T, MxA OFREBLA T A JEH
PHZEAMECHR CBb-9 tEED VTN LY b, B - FFRENRFE VW LIERH S T\15 9. DM T, MHC 7
A1 HBBUIHREFEOGHBETL VM AbND. £7o, RbWESN T EEERD 7\ DM

(dermatomyositis sine dermatitis) T%, B# O DM & [REEOFFELAT R 2780 5 ¢ .

7 2 7 7V tRNA A% (aminoacyl-tRNA synthetase : ARS) Lﬁﬁ‘éfﬁiﬁ%ﬁk 72% ASS
TUE, A P RICEESE « FRARRHEDS R S U2 i B PHEESE  (perifascicular necrosis) 23 EEEHY
R D TR E S d P DM ISR RANCHBIT 5 MxA 1X, ASS Offif TITFIL L RN L,
DM & ASSIZEDMFIC L 2EBLEEZLND .

P1 SRP HiiACH HMGCR HtE SRR H APk & LT b1 5H IMNM T, G EED &
VNESE - FAEATARMEA RO D3, RIEMIIRIEBICIZZ LU, ifHERE B CIIMifR C5b-9 DILED A5
5. REFINCIEIH YA e 7 s — US55 00, EHNSHLOEERLETHD.

—7J7, PM IZE A7 0GB R & LT, MHC 7 7 % I OB LA U2 B f#ME %2 CD8 Btk T
RN EL Y A, PE~RIE T 514 (CDS/MHC-1complex) 23E#EEIZA B, DM &1L 72 585 C
HoHZENMESNEZ Y. UL, FEEE CCIIRHEZACHESND PM 13£< 72<, ASS < IMNM
T OMEREBEZOND.

PM/DM O#ERNZEE 2 E AMAFH % TlE, HOBRBZER TH L% 2223 K8 72 W BT L C o 5
B, TOENOFREBTHBESND 9 . HFILD ZEZRROZROES iiﬁ‘wﬁ?ﬂeé IR IND. BRI %E
R DZ2fj1%, 25D H BB RS HFEEADERER CHIT TLE I DI TELANLEN THS.

Sk

1) Dalakas MC, Hohlfeld R. Polymyositis and dermatomyositis. Lancet 2003; 362: 971-982.




2) van der Pas J, Hengstman GJD, ter Laak HJ, et al. Diagnostic value of MHC class I staining in idiopathic inflammatory
myopathies. J Neurol Neurosurg Psychiatry 2004; 75: 136-139.

3) Uruha A, Suzuki S, Nishino I. Diagnosis of dermatomyositis: autoantibody profile and muscle pathology. Clinical and
Experimental Neuroimmunology 2017; 8: 302-312.

4) Arahata K, Engel AG. Monoclonal antibody analysis of mononuclear cells in myopathies. I: Quantitation of subsets according to
diagnosis and sites of accumulation and demonstration and counts of muscle fibers invaded by T cells. Ann Neurol 1984; 16: 193-
208.

5) Uruha A, Nishikawa A, Tsuburaya RS, et al. Sarcoplasmic MxA expression: A valuable marker of dermatomyositis. Neurology
2017; 88: 493-500.

6) Inoue M, Tanboon J, Hirakawa S, et al. Association of Dermatomyositis Sine Dermatitis With Anti-Nuclear Matrix Protein 2
Autoantibodies. JAMA Neurol 2020; 77: 872-877.

7) Noguchi E, Uruha A, Suzuki S, et al. Skeletal Muscle Involvement in Antisynthetase Syndrome. JAMA Neurol 2017; 74: 992-999.

8) Inoue M, Tanboon J, Okubo M, et al. Absence of sarcoplasmic myxovirus resistance protein A (MxA) expression in antisynthetase
syndrome in a cohort of 194 cases. Neuropathol Appl Neurobiol 2019; 45: 523-524.

9) Dubowitz V, Sewry CA, Oldfors A. Muscle biopsy: A practical approach. The fourth edition. Philadelphia: Saunders, 2014.
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1. DM QEZEICIANYA bA—T%, dy bAVESHEIUVTY FOUBIEZHRT S L ZH#E<
HETS. [#E22EE 1] § [RIEEE 8.9]
= :

2. Z0HO DM ICHMMLEESOHREERAT S L xigEd 5. LM

fi s

DM OZWHI AR ZEIER E LTIX, ~UV A e —7%, 9y her BB L0y o BN
SNTEY, 1975 FEICHE S 417~ Bohan & Peter 1C X AZWrEHED 2 768, 3 ETIX 2019 FE 45
B O W FENE, WS TlE 2017 4 The European League Against Rheumatism/American College of
Rheumatology (EULAR/ACR) (C X Z[EFEHEENED (CEDH £ T, DM OZWHEBICEEL TV 5.

DM (TR W TER# 7R SRR HHBLT 2728, £ OREBRRIETZZNENDORIBIT L - Tl 2. BB
B IS LD MITIT WV ERER - SN BRIV R 9~ DM ORI A M7z %, DM IZFf
B 72 % (pathognomonic) &, Z DI ? DM IZHHEM 72 (characteritic) AT 2 K%

(compatible) &IZRE <3 TS %.

DM IZHEM L KEE (pathognomonic)

DM ([ZH B 7R (pathognomonic) & LT, Iy hurEEBLIOTy bo U EENHIT 5N
5. Ty burmBEEIEFRE ORI, FROEAFEE M BT FHEE B AR T D R A~
BEZ b L IXSEMA~FLAE, AN ch s, WO S (HECEE) ICbAMEaB s L
THELD. ~VF Fr =783 LR ORCEALADFIEMALBE CTh 5. @A B L7 TR D 72 %
24526 H5. @mEmAIMEN, EAWETRNI LR, At Z b HDY . ~U A ha—F
%X Euwer & Sontheimer © (2 X 2% ¢ TIXFFRMNA LS TIE2<, DM ICHHBH 2 KB
(characteristic) & XN TWAHR, EHMETY T~ h—FT AXRHHRIECTHD Z EITIEEA E2L
“DM (ZHF I #7222 (highly characteristic) ® 7 »0«“DM (245572 f2%Z (pathognomonic) 8 9
CHEINDZ Lo dD.

DM 2887 % (characteristic) 3 LK I[ZEET B K% (compatible)

DM (28R TIX 72 Ay, DM IZHHY (characteristic) & L<IZAET 5F% (compatible) & L
TEA B R H T HND. DMICHRLNDEBIE, KO X » THEIN A0 meR B2 2L, FiR
72 TR DT HILTWD Z EME. LB > TINGDOEBZ BN 5.

BRI, ~V A bae =203, W, Ak, B, ME~SEHICbABEs LI LA 5. &
TR D NIRAEE b RN TH 0, JFITT TR EZ 2352 bH5 10 25T YT~ h—
T ATIZBBHEOBIIEET D X O ITHBEN HBLT 5 DI2xt L, DM Tl &R LIRS D 1010,
EATHI CITEAE SRS AERE 2T 52 bbb 10 FAETIE, B EREL RV BBZ &L
10 HEAEEDRWIEEMNEEZ AL 205D 9. OFENTIXOERN OISR AN HELT 5
12 ERICIE LR Z A U, A A RS 19 19 | 72 1351C ovoid palatal patch & L CHEMAL
HRHZLND 1,




R CIIRTES, EES - JH2 O EBRIZNT TREBED B, e V ﬁﬁ@e%“/ 3 — /Ui & K
%16 RSB AEPED Z NS, ELICVEIESY 3 — TSR L DRENEZ LD, DM
DRI L BIRFEZ LD Z & D, ;iofﬁ%®ﬁ%ﬂibé_k%%é.:ﬂﬁ
e LT BASKLEE & 5 UM scratch dermatitis & b LiE 5 17 18 | J§ B E 288 T TOVE A ORLHE 27
FEEIZ 1T “angel wings i feE & L CHE SN TV D 19 &b &P SAE HURBIEGIC B\ T S vz
19 23 DB BIERIC L > TED X S fi e n T alREME N & <, ZOMOPURGEGITHL A B D
TR Ch2H 10, EHFEkaE, ARk, MEILE REFEWEREOSEREEHENRET D bDOE L
RJEZEME (KA FuFi~) LIS ZRAEZERT V BESY a9 — /ViE o 5 25 S-S0 PU 4l
RENKRDHT-DENAHHTHZEMNEN 9 . FHR2HFOREEL XL, FIUTOS ASKIENTERK
ENbZ b5 1020 ~22)

PURE T, IS ORI FROMANIARR S L ITHERIROALEEZ 4 U, R RERCEGH R 12 1A
VAL — e ITNARBENAE LD Z EnD 5. B TFOREE L CIIIRI#kKRCR FaKAL 12 28 ~26
NV, FINE TR TAIKEOBEENRE 20 | £7-, FHIRAGIZBIEY w7 SV LM ARz ¢ A4
L% 20,

FRIZBNTE, FHREOTUCTFEICALND Iy b v BBEBELINT, Rk B3 T8 O JE M
RFEICHAL, SBEEOEERL, ¥iTy b #Eb LIXEORB L ER2 . A b=y ANy
R (BT F) 1T RHE AR~ S « PRI 2 DRSO T CE L2 AED KB TH Y, b &
t & IIHL ARS PUBIEMEREIC S < DD Eifits S8 16 28 29 | Zfthod H S PLRBED DM B#E

ICBWTHHILT 5 Z ERHRENTND 30 | £z, AT=v 7 A RERBED SRR OB H
B4nZ EbmbnTng 10, JNPHKEE &N EEZH M IT2HET Y 7~ b —F ZACMEE, hoBH
FTHRDOOHNDH2S, DM THERIZHED b b 9 10 80 32)

DM DOZWNZH T 3 DOKEEIER, Thbbay b g, v hnrmg, ~VF he—7%
Ml b ER SN, B 2017 42 EULAR/ACR £RRVERIEVERRBZKEE S ICbEEh b, —F
TZ® 2017 4F EULAR/ACR (T & 2 $F 5 M SIEMERIE O W B HEIC W T, K26 %D T, 3HAH
2 IHH DR EFT R A - &9, BMICE LR -7 L OWENH 5 3930 | BIE, FIGERNSETHS DM
%%mﬁﬁéDmmw%w774)& K2 B8 O3 I DWW THER B B FE R REFA ST X 0 #st
EN T2 3 . DM TIXilH, FIROEROENIZ EFLO X5 RERO BB MNRIET 2720, —RAY
Fhue—7Bay har#iED L5 REBICRATH, ZOMOFT RN FE LR WA IR
BOFRELZHFTOLERD D.

3k

1) Bohan A, Peter JB. Polymyositis and dermatomyositis (first of two parts). N Engl J Med 1975; 292: 344-347.
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CQ14-1 BREHAF

PM/DM D@ MICxt LT, BEBTOER E L TEHMRAE, ESEESHEER HBEHELRE

BRs, BBERU DY FEEAT B & EHET B, [H#E SR 1]
T

PM/DM %, HestERIEMER R (idiopathic inflammatory myopathies : IIM) (2773415, @
LTl b 2 HERERRIERIY, SR TH D, kI3 2 B CE RSO E, ko RiER X
UG ENER S, FEli7e B X PM & DM TilEZ2 > TnD 2 ERRERI STV 5.
FTo, HIRFEROAECHAOHEL S PM & DM Tl > Tnad. BIEFHORNT, BRARIERE LTH
R BT DHHEET, 2 PERBUE (systemic sclerosis : SSe) , IR AMERE S MM (mixed connective tissue
disease : MCTD), fE&itEZL @RS (polyarteritis nodosa : PAN) T&h 5. F£7=, IIM » 1 fifl L&
Z BTV L5 ARS URIEREE - FLapkiiER (HUE) JEMRETIE, BHRERPEE T, FROLHEEIR
FJERDIEATTHZ &b LI LIEALND. ZORHITIE, BSRIER O v~F Llisns 2 &
W%,

SSc 1%, MEZ SHEICGHT 22 ENMBN TS V. ZORAIT, SSc T L7-fiE & 2 &
nNo5Z ke, PMOGOFCEBIEMREEEZHISND ZEDRH 5. HREOWRENMTOATEY, TOA X
fENT DM EIZEBNTH, SSe EHDOHRTH SN, PM OAHTHLINEZWT5Z L IXRECTH- 72
2. SSc IZREBTHHCHUED S B, F Ku Uk, HT PM-Scl Hiik, H1 UIRNP FUKBMEOER] T,
SSc-PM OEMIEMGEE L ZWT SN D, DE Y, BEHMEIERD & D, SSc FF5EAY A CHUAHIE L TV
D%E1%, SSc DI RIEIR &2 S, BEAEGRE L WS D Z &R0,

MCTD TlE, Z® 40~50 %IZFHIENRO Lz EHiES Tz ¢ . MCTD 1%, SLE, PM/DM,
SSc D 3 DOEHRDHH 2 DLL EOBEEBNEMBE L, FEOREEARIEREZ 2L, §T UIRNP HUES G &
RBHFEBTH D, FIELSMT SLE FRIEK & HUNME SSe #RIER DR B 578 ) BRI HEE TH H. £
7z, MCTD (ZHFryelifiases® & LT, MEh ARV S ILEE, Mg, —XHgEED 3 52H
D, IO ENIDIERARD S, HiENH > TH MCTD 2lians o .

PAN (%, WM £ 7213 NEROZEIEMEMAE R THY, fix OFESIREEZ ST 5. HHERTEZ2T
DI ElE, 24~80%L MHEICEDOND O . TOREL, BN OME RIS ke, HARRE
WCROHIMETRAEC L5601 HD. HEEZRNIIITIRZE OB A IS THEAMNLE R 2R T o2 &
ThD. HER, HHVIIHERPBEICELS. PAN TiE, FRH7E CHURIZREE ST,

BV v~F (RA) 1%, BAMETREL 256 3RERD L VITERICLY, bk, TRomg
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TWAELSD. Fiz, BEERMEEZ 2925 £ THEITHRD UL, Hi/METFIEER > TL 5. LaL,

RWAELD Z LT eEBZEZ N TND. MEREZMHED RA Z BARTITEMERAG Y v ~F LEFRL T
BY, ZOHEE, BR/ELDZERDHLN, HHEMRICHEREZROLZ EIMOTENRLTHS. RA
EHRI L= ZBEIRIERDBPIRIER TH Y, LA ) —BIRWM T OF (A =y 7 2 K) & XiEn
DEIENAEL, WIEMRRE A PE D fR S E U 5B, BT ARS HUAB D PM/DM 236 % 7 . BT
FLEXBER DO 22 W TR T oA S BV TR AL T, A CORMBEMMMRE CHREZE D 5. LB
ROFER DB BHIFIER TH 25512, RA KRR Y 7~ b REF080 CCP HUER M E Th i
RA L2rT& 5. —77, HiARS HUlRBETHIUE, HTARS PURIERERE - PLAREEE (FUiR) JEMRE &
Ez bihd PM/DM L2HrcE, ik, MEMHEMEEOHBICEET ILENRDSH. KRN A AN
B OIERI T, ZBIfMRBH L THIUE, RA LBZBIL T, LY Uv~THKTOIREL R DM, BUED
TR OHLARS HFUA TITRE TE R WHLARS HUAN & 0, i R ORBUITEE LREBIENMLETH 5.

3R

1) Ranque B, Authier F-J, Berezne A, et al. Systemic sclerosis-associated myopathy. Ann N'Y Acad Sci 2007; 1108: 268-282.

2) Lefebvre F, Giannini M, Ellezam B, et al. Histopathological features of systemic sclerosis-associated myopathy: A scoping review.
Autoimmun Rev 2021; 20: 102851.

3) WTRRECC, EEEME, ERIER, 1F0. Ym Y=y MERPIZE - MCTD O AR, [RARRERE 1RGNS SN
WFFEHE PRk 7 AEBEMFIERE . 1996 : 20-23.

4) Gunnarsson R, Hetlevik SO, Lilleby V, et al. Mixed connective tissue disease. Best Pract Res Clin Rheumatol 2016; 30: 95-111.

5) AR, 130 1% RAMERGHEE (MCTD) OB - 3EM. JEA4 57 B8 BH A9 2 i Bh 4 MR PR B A B
SRR S 2E BRI BBORIFCF 3 B O R B 7EE IRA VRSN 0B 2 #i. MCTD (GRAMERS & HRk%)
BIRAA RT A >0 BIEE, 2021 @ 2-5.

6) EHF AN, SHRIEFE. EEELREIRE. SO IERE W, 28 4 B Evidence Based Medicine 1/ R Y v~ F2
. AT 4 FVE 2—4h, 2020 : 488-495.

7) 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: e60442.

— 104 —



cald MM D EE B RIS ZFH ?

CQ14-2 M#ERNF

3

1. PM EHAKRBRERRNT D EEHET D, [#E22EE 1] § [AEEE 8.8]
2. FERRE, BMERE, ADW - KHER, FF| - PEICKIDIHIE - HK, FERBRMEHRX,
RFEHEHE HPA AT — MEGESHNEE EP-—1— 0 KBEEHMNERET S

EEWET B [HESREE 1]

fiZ 55
O AR %

BT 2T, FIT 50 kLA ECHRIET D IBMETHEDOIIRE TH L. LEAIERIFROM KT & fh %
DRI & RERMUEERGICHY. S Z E 0 TH 2D V. @& CK IUEZ 2352, L8O CKIEILE< T
2,000 IUMLFREIZE EFE D2 EnZu. —#OEERIZ Cytosolic 5-nucleotidase 1A ([Zx}4 2 H ik

(NT5C1A k) &, ZBoOSEICR 5. #HHER T, KR - ZHEMEOEBEACEN, 5
HWENE & o oI TNz, 22k B3 E (BRAE B R EM BTSN PBlEIhD 2 &%
<, MRREIEZE L SRR L 9 HRRHEREENL (fasciculation potential), =iRIE « ZAHMEDIEE) HEALENL
LIFUIFBIE SN D, BAKRHROMEEZWNIIHAERP LA TH L. EARHROGHIFHEEFTRIL, PM
TEIEIN DRI R GEIEGEME T U o ERDSsME 5 - IR T 2T R) [TMA T, 2O
HEIZREEL D ZEfanBlgz S, B Ehic2e %5, p62, 7 A KB, 43 kDa TAR DNA binding
protein (TDP-43) 72 EOEEAMNFHIEL TND I ENRFHEATHSH. PM/DM & LR THRIETRIFE O RITZ
L<, EATHEORBAE RT Z EDBZ0.

QR SE

G (AR, ME, BE, FER) Lo THREBIETD. BIJEIC L DHRTIIHmEHES 2
LB DL REIC T A L R DFEEITER SAUTUOARNA, Bk A A L AR & LT Sh
TV5 Y . RERERIEICH 2 BH T, 77 DBMRERCH o DX T LDHARS N2 9 | hF Y
7 AR~ T VT, AARSAMIERL ELHROFR LS D

QOBERERE, NHBRHRE

BRERE (Na, K, Ca, Mg) IZX > THHME T2 & 729, AW ARG B0 H A oo A I 2 iR
THZENEETHD. FIREEEETTEE, FURBEEEIR TE, AR EMRELEIEILI AT —% &
THREORERTH D, iz, P, BERFEFER SO RERBFET CIIMmETE2 &9,
FHPERIR CThH DR~ (BERUE 118 <iE, S HI7Z 0 ¢7e <, RACAERICHH KT CTHRIEL 9
5. IR TF O AA SRR « RO MU LV HIERATICH S Z & PR TH 5.
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GEFH| - &

%< OFANPHFEEDRIR L7225 0. FHCA X F BBNC X DHEE, WNIRT RS b ek e
L7120, MEE T TIREEZHR T 2LERD D, Tl TIIRET = v 7 BA o FMEFERIC L DR
BINEIMAMICSH D, T a—AR xR EOTHEETIIHIME TP CK EFE2E72L 9 5.

O ERIRIMERN %, WIFEMRE

SFREERVER 26 13 ARALRR AP IS AF IR ERIZTE 3 DV D . SFIEMERDRE LT, ARALAR PN IC A ZEIE OB AR 4 38
5. EHHLHANDOATHENRE L TODEE &, GFRREREIREY L a4 B =2 ZADOEIIER T
b BEENRH D, PM/DM & OEANIEFHERBAN THS.

@FHTAINO T 4 —

RN EE TH D, DN SEBNEFTHH 2 ENEL, BRETHEORBZ R L, FREE
TAT X o ThE &2 RS A2 95, — R0, REF-ClU BT MK TR B S, BhigtEs
17, BEMEESL, BB R ENL LN ZENEV. EROFREEFRRESNTEY, HPA he
7 4 —OZMNITBE TN AEHTHD.

DR ESERE

FRRR 42 B F R R TSR - RO WU B AE i DR MR T 2R3 2 L3 2. BIERME)IE Tl
FYEMA T, IR THESCH MR TR AOND ZLBRRETHL. TEF L a ) v b7 X =ik
ROZERNTF 0o X F—PHURRRZEORE LD, T3 =« A — b U BEIERERRETIX,
TNETFITIMA TGN, BESHET, MR 22T 52 EN%0. PIQA NI T LT v RIVHURD
D DOSERD.

@B —1—0OVKE

RFEMLER) = 2 — 1 VEETH D ZEMmIEAIRELEY, E#= o —a UEEICL 2EITEDOR )
KT EMZEMRE =L, BEREZRV. CK HITRE LA T2 280355, Mt dosiE, RSN TTE,
IR 2 R U, SRR L A THEMEO MR EL O A BAZ D Z L NEHIIICEETH D,
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CQ14-3 EE#

DM D REEEIREERMMNEELEE L LT, SLE, CLE, UCTD HZ EDMDBIRR, ®fE, HER,
BP, BRERER, EMEEBRLELTEET I L EHRETD. [HESREE 1] || [FIERE 8.9]

fiZ 55

DM DB FEAEIRITZF TH 2 WA T, FRZEEFIENE DM O5A ICITBWHRILZ IV THEE AT R
LD, BIBOSAMIR 2R L, ?’Eéﬁ@ﬁﬁﬁﬁ%(\@AL“(#UUﬁ‘é & T DM ZWr D IEMEME 3
.05, BT OB EREE L DI TH H. DM LW SN DANC R D24 S Tuvz
FEGNCBAT 2T DS SN TR Y, EHlT &SRB L L THFETE 5.
DaSilvaDM 53, DM & 2T L72 232 43D 9 5, JillE T DM &2l ST e 72 B3 129 4 (55.6 %)
DLRIDOZ W 2% A EIZHHAEL, 372 %F2H T Y 7~ h—7 A (systemic lupus erythematosus : SLE
) F713KEx Y 7~ h—7 A (cutaneous lupus erythematosus : CLE) , 29.5%l%, 33 ReERLEE & Hifk
% (undifferentiated connective tissue disease : UCTD) LB SNTW-Z Lx®E LTS V. £/, #
NLSMTIE, W92 - BER, sk, W ENEENTEY, 2L LTHEROZ LWEFEY DM

(CADM/ADM) % TIIREB OBE RN E -7 V. FERICFEZ A—7 L0, CADM HBHED 41 %5, 2
W7 LRI lupus erythematosus (LE) F 7213 UCTD & 434 S 4L T2 2 200 9 450, ADM HEMFIET
STVl e LT, LE, HSMPEREs%, RTERE @, RRERERRERHTF N TNG Y,

FrlZ CADM/ADM & TIE, BEERDZENICHEBRL S DR GERERFTA L%, Joilid Da Silva
DM & O VIZIU T, DM BFDOBEIHHTIE, 86 %= v hu L MB/ BB RH Y, TR LR
TZEED DB 92.6%IT1E, VIEBIESCY 3 —VHlE, SAAZ—F A2, NVF Rr—T, A=y TR
AR, BHALBE MESEMIMEILRD 9 b, D b b 1 DL EE > TE Y, DM OL¥ 7 BFIEIR
ERAIICZELHINTT 5 2 L OEEMIRB SN TNG Y,
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4) Concha JSS, Tarazi M, Kushner CJ, et al. The diagnosis and classification of amyopathic dermatomyositis: a historical review and
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CQ14-4 /MNEF

BRENETRDCEMHBUDOHNETEZREOLWGS, BAHZHMNEELLDS. REFHOHN
BETDHH, EROETEZIEEOL, BEUIANF— HIPOAbOT4—, KBEMHIANF
—, ANWEE, EFMUIANF— F-HMORXEUHREZENT S LEHET D,

[#EIEE 1] | [EEE 8.9]

FE S

FHAEME R &5 2% (juvenile dermatomyositis : JDM) OFZWHE, UL O KT & K 72 125
ERT LG, WKRNES Th 5. Lo L, MBI B 2 RO TW D 355 138 L. B < A 3F—,
YA ba 7 —, REIMEI AT —, WHWREE, EREI AT —B LA — =T v TEGEE 5
DIMMOBER, HORERE, FEERERDIENENTRESREBICHT HND.

JERYuE S AT NRICZ N E S, 7 FUBRE B X OEBHEKEZ X o & L7oMid, A VR, &
Al FREREEICIVSIEREI SRS, A, AN, EFREMoREE LD VALV AEBROS
CIFAMORRZ LV, B, ONEAMF IR T, RN EIIBURREL 235, 170
TUYTANVA, FRCBAICZ LD b OMRRBEL< V2, JERITET, PEER & v 7 AR/ 5. 18
FICANIZERIR T 228, 1 0AIEEBIET A2 LbHD V. M, a7¥vF—U A LA, b MUERE
DANA, TT ) IAINA, 7SVIRTAIVABLI, T T IANARENFREZRITY . ~( 2377
R XY LERT Y, ZAV=T O JIHEAOFEKERY 55, XY T T A OBRRMEERGIC LD
ROBELHDL 7 .

oA ra 74—, BT 2> o XA L Xy 7 — BTN AL O K N 27”372, PM, HE5E
PERRROEN CTEETH L8 . T a2 = r XBIOBERIEIEL 2~3 %, v 7 —BIIEEH T, BIEH
AD 3,000 4412 1 4 DOBHETHRIE, 5< OIEXEOHmMET LMEIEREZ RS, A a7 1 JBIsF0
I F 2R 22 IR R B A LB TH 5.

REMEI AT —OBF I UL LITEROEE Z/R L, EENC L AH E ITWRAZEZ 3. —HD~E
B, BISENMBHOEITHEOR KT CRIET D, DL=FRZIE 9, [EIIRRBIRTIE, BIMbLE
WAE, X har RUTREE, 7)o ORMUEEENZYT LS. NOWEEL IAF—52275. FiIR
PSR IR MIE D BE L, LIE ISR 2 B, fOBEIR & 1l CK _EA-Z2 754 10 . RRRIREERE ST IE
TIE, JEHDORVENF MR T 2R3 2 &35 5. BIFRIERER TE F 72 13X FUIR B AR R T E R R
e EOMONZURIES, I AT —ERTDAREMENH B 1V .

FHNT X 2 FpBEE I BN OB N T, ST, Mz rd. 20 THATrA RIARF—(T
BEEENE <, W DHRHTHAEL S 5. iima T Z &3y, ZUFA Y FUHETIHERA Y ¥ Al
FEIC KD S k. A2 F U EDNRE ST IERFIE & BN X A4/ F — ORI 522 TIE R,

=Ty TR, DNEICRIET 2RO 6~11%% HH 5 12 . Lo/ —H%, BEEE, ¥
AT EE DB S R 2 & 0 i<, LIE LIEHT PM-Scl, #T Ro, it Sm, X UL RNP Hifk7z & D MAA
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(myositis-associated antibody) 788 5. H CRIES B D TNF 52 25 (A B & I i 1 T8 BV /BRI
AR d 18 £z, sty —Ls¥Ta=y b a— 4% PSMBS (proteasome subunit B—type
8) BT DRI LD HE - TAMEMREETIEL, MHRIERICINA, MEMALEER JORBEO~Y 4 he—
TERALBE, VARTVA ha T o —&5EH5 19 XEEHET L~/ a7 VE T Y A L AD RGeS
JFIK &% 2 5% DM-like syndrome % & 724 15

DM &M D U 2 7 #N & OBBEE, A TIEH2ICSGRGES LTV 223, NEHNZIZERD b T
218 BIETOMAE Y Tk, JDM BED 1.4 %IEMEEE RO, A, FHERCR ISR X
QY U REE WS /NEBICZ W EMEER CH Y, JDM & ORFEIZ A TH L.

R &R D e B3 5 BEITHRARAICZ I L 2, AREFEBIIZIT ) XETHSH. DM TlI&
JE LT U WHEEMN ) REERESHEER ERT. Ty ba v mBlE, W, R, REsE,
oA R—U A, BEREE, FRAVEEEMEAEE (ENRBEROEMENER), KL OLHLMERHEE R
ERIE L IRA S D ATREME 8 5 18019 | ZIB R ZEMG I — 7 ARRES, HOHRE R Z, F X OE T #
) oo ECERD D 19 B ORLEER L OFHR O E, FRIRIER R d L ORfiE & Bl 5.
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alD PMDM 12 £ 25 HETEXTOA RIASF—I- & B35 HIETILEEE
BIZH DN A SMADRE (Mm%, EMG, MR, fidts &) THERIBIREM ?

FRICEDHAETERTOAS FIANF—ICEDHNETOHERNIL, BREKGEBREMRESEIC
L THREICHIEYT 5.

fZ s

AR OIEREPICEHRORIE R EAT v A FEH%ZIC CK DWIER £7213R CREDOEZ & 0 e 65
INEFREITT DHEICAT A RIANF—%EEH V2. LoLARyD, ATaA RIAF—FL
XUIE RO AL TR, BERAMY, 2FIREOEIIC X 258 EE, BEoEM R EbMbs &
BRIZE DR TN AT A RIANRTF = R L < 7255680 %0,

AT A RIFNTF—2RIET HRITHREAT oA REGESS, RITREAT oA NG BRIEE
TOMMIZIIMEANZER S D Z ENMOLNTND., —RIZT L F=Y 1 UMY T 10 mg/H OFE G ETHEL
HZ LTk &, 40~60 mg/HOHE 52X 2 HETEL, 1 0HOEEG TIEZ—EDRE D/
KTFERODLEORENRHD Y . £, BEMEERELZATIRECHEREICTY AZBENY . BEIIL
W LIE, toRIBEE AT A R 2EIER CTh DA BRESL, HoLIERR, BERP, FEHER, R
2k, BHEEZ RIS THD 2 EnZn e .

BAMETIE, AN CIEMICAE LD Z 213 EN T, EEL D QEFEHICOE SRS 5 3 5 .

R (electromyography : EMG) TIIfiJRPEZAb A R D LFIFHEEITFR D 72NN 2, THRDOFHR L
DEJNCHEHTHD VYO,

AT A RIARF =TI 24 KR D7 LT F PRI L TR0, Hlro H> 2 TEEIRD L
WHOBERHLNY , BT ULV EDORELH D .

IR EL CIIRINA 72 type 2 MAHMED ZERE AR 5 2 7 8 | Bi& i MRI OffEAENH] T2 &M% ¢4k %
RO DG HITITFHRERE D A 9 10 | S@EOEBAR S Mb -2 CHRIFTAZRO L ZENHDH0,
T LERC LI D) Z COFMMAMETH S, £z, 7 v U 7IRRE T, HBERRE CHOME L5
&, BABATHE 7 & TRl L7 B A IS EE S A B A OMBIRRICH D L WV O AR H H 10 .

AT A FIANF—BWICBE L TIE, 7325 20 A81E To, Hhoks, CKIEOZE, WA
R, 1BIERNAEZRERICE W+ s LERH S 2. MRS BT RE AT oA ROE5E
EEFELT2~8HM, ZOBDOHNORBEIEBS ZEICKVHWTHZ L NBEICRLIBEALH D 2 .
AT uA RIANRF— WU RBEOAT oA RORBEIZEY 3~4 WEICKETDH Y .
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cald PMDMIZE D & 5 AIEEF R OERTREEBH?

1. PM/DM QERFRIFEL GV, SRETHERBEEMEBREOCELESZEHT HBEICETE
MNELT S.

2. BAVCEREEETERNICEIHENHFTE LS, RAMICIIRAILAIILETORSEEIEIC
EELBEWNI EMNZLN.

fE g

PM/DM BEOEMN THZICET AT U RAFZ L 20D, BREOERICI28ELAOND T
0, T2 TR 10 LN O @S 2 TSR T 5.

BT ZIZOWT, Ishizuka HIT L 2 gk 124 FlOBIZIC LUE, Z2W% 14, 54, 10 F4AFE
ITENEN, 93%, 86%, 8% Th-o7=?V . THARKT & LT, %’%ﬁﬁtw:mw &, MFE7=VF
VEDEW D L NS EMATIC X i S A7z, FER TR b 00 o o OVISEMEIE C, IR CRVE MR
& (interstitial lung disease : ILD), H i fLEYE & eV /2. Danieli 12 X 2 Bl 91 BlO#IL2 Tl
PM O 54, 10 HFAEFENENEIL 96 %, 88%, DM £ 95 %, 92% Tdh-7=7%, Ishizuka H DO &
720 R EFEYE DM (CADM) &S aBliEE i ? |

ILD O&HFOAMIZ X D4 MG THOENZOWT, Johnson B, ILD AOMIEIEA D] & bl LA

I 2708 BRI 5 (HR2.13, 95%CI11.06-4.25, p=0.03) & #i L7~ 2 . Fujisawa 5% ILD
@@TT B CorlF, acute/subacute form (3 22 H LIN CHIEZ R 20l EI T ML E MEIEE) T 5 4
74 52 %, chronic form T 87 % & 45 L T\ 5 ¢ . Hozumi HIEH CHURDEW TS, 90 HAFR
(35T MDAB HUREGVER] 66.7 %, BT ARS HUARLMEG] 100 %, #h2%F 500 B CHUARRRMER] 100 %, 5 4F4&
TFRITZNEIN 66.7 %, 96 %, 68.3%& Wi L, HL MDAS HUABGIEII THAENZ L E2R LIS .

PLARS HUEOFEEIZ X 51N OV T, Aggarwal 5135 Jo-1 HUiREEERE] & I Jo-1 Hi ARS (PL-12,
PL-7, EJ, KS, OJ) HUKGMEGIZ i L, 5 EEFRITENZI 90 %, 75 %, 10 FAEFRITT0 %,
47 % & JE Jor1 L ARS FURBHEDIZ D A, PHRBENZ L AR LIZE . 72720, Z O TIERIRE T
HEPURDOATHMHEINTEY, PM/DMUALEEFIL TN,

EMESAUFOGA OAEM T OV T, Motomura 53 134 > PM/DM @ 5 5, 29 5] (21.6 %)
TR DO WHIR 3 FELANICEMIESE OZW & 720, BSOS 03720 PM/DM O 1 4%, 5 F41F
SN 89.6 %, 86.4 WITxtL, MIEMEEZ A0 L7235 E1X68.2%, 31.0% Tholot@BELTND 7 .

MK T OTPHRICET 28 EITE < 137202y, PM/DM FIED HIGEBALA £ TOHIRM & 1G9 2h 5 % fif
Hr L7 Tl FBIEND 6 20 H LIPICTER & Bilhs L 7o Tl 51 %I NSCE N HERE Sz DIzt L,
6 72 A LRSI B AR L 72 BE i D UGE D R S A7 D1E 20 %@ & 7pin-72 9 .

TS E 57)7’:*% RGBT 2 HEN T & 72> T s, Feldon © O PM 481 4,
702 BIOFWTHIITFEIC J AU, W)l PM 47.8 7%, DM 46.4 %, “FXI5em HilE 9.2 fﬁ@ﬁ‘él“(
SF-12 2 27 (X7 T® domain T—f%£EM L © A EIZMK <, F#IZ physical functioning & role-physical
TRKEREEZBDHIZ 9 . Poulsen HIx PM/DM B & s 3 % L4 2 IEGIx BRHF 21T\, B
® SF-36 A 27 X3 XT? domain THEEHFFH L VK<, physical domain T b AZRNBKEWT L &R
L7210 . B3¢ manual muscle testing MMT)-8 (0~80) (T4 23 %) 76, 23T 75 T, SF-36 D
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physical functioning & MMT-8 OICAHES #5889 7=. van de Vlekkert &1 62 ADF 7% EH % ¥ 3 4F
fEIRiA X IZBIZE L, 2 18 /2 H @ SF-36 A = 7 (X9 T® domain fvaﬁz%@rm#zf LD, L
PO EN A BT, FFIC general health perceptions, physical functioning, role-physical 23KV
FThHoEME LW . Zd X HIZ PM/DM B3 ® health-related quality of life (HRQOL) (3E#
IZDls TRWEETH Y, £ ZITIEHEESHAT L~V ETEIE LI WE WO ER S 5.
MR SRIEME AR (Juvenile idiopathic inﬂammatory myopathies : JIIM) O F%IZHOWT
Tsaltskan 51% 49 A JIIM BN ZXF5IC L7 21TV, 22 o i 11.5 4T,
HAQ A =7 HifE 0.4 (EFR 3), MMT & =7 friufi 229 (J:BE 260), ‘F-¥) Myositis Damage Index
(MDI) A= 7 HJHE 6.0 Tholz L L7z 12 . Ravelll HbiX, 27 gk, 490 ADFFNER 6%
(juvenile dermatomyositis : JDM EF OREWEIAIEIE 21T\, FEEIRERHIMN 7.7 4T 41.2~52.8 %IZH)
jwt,cu\ LA I DR T 2788, 41.2~60.5 %frﬂaiﬁb@&mm 67 % TH A—VDOERZRD, F
fRAL % 23.6 %, Haﬂﬁﬂ\*%ﬁfz 9.7 %278, 40.7 %ITHEREREE A RO L Wil L7218 . eI
3.1%Tdh-o7-. Sanner (X JDM EE LEF 2 hr—L L %thiﬁ&?‘éﬁ%xﬂ@ﬁﬁn%ﬁb\ FIEN D
B 16.8 4 THIBERE, B IRMREITA RTINS, 42 % T MMT-8 2 =7 78 A (LFR 80), 31 % T
Childhood Myositis Assessment Scale (CMAS) A =7 48 Kiii (L[R52) TH-7-14 . £/-FL a3k
— k& %}5:1Z Paediatric Rheumatology International Trials Organization (PRINTO) criteria (Z3&-5<
PRIBTEBMEOFHI 21TV, 51 %’C“Yﬁ%ﬁ'ﬁ’%m ), Myositis Disease Activity Assessment Tool (MDAAT)
T 73 % CIREMWEZGRD 72 18, & 51T, Ll DIEBIRIGIFIEIC BT, IS &, FiEikie 2 (diffusing
capacity of the lung for carbon monoxide : DLCO) (= hr—/L & g LA RITIKS, MiiEEOK T
% 26 %12, DLCO DX T % 49 %2589, =0 f#EE (high-resolution : HR) CT | CHIEMMMEEZ 14 %,
MaBEFIRALA 14 %, KGEREZ 15 %IZFRDHT- L #E LT\ 5 10 . Mathiesen 5O TiE, JDM &
FORBIBIERIC T, P T +r—7 v THIH 14.3 4T, 82 %ITMHEAEIER Tl o717 .
JDM O EMTHIZBEI L TIE CQ24 b Enzv.
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& FRITE DRKERCRE LM

FAETICLDEETROARRGEDEVERKRE L LT, BHESEEHX SELGHNETZ
#5461, BTREEOHFE FHREMETHREDRIMESNASHITF oIS, IMF CK B4 £ DR
B3R, MMT, EETH#EEETE, BHEHhiWWRELGEEZSEIC, FROLBRRICEICH DS ZERDTEZ

75 LERET . [HE25E 2]

i

B RAE RO — R CTHH R D TR SUSTEZ IEREIC TR 2 Z SIIREETH 503, < Dak—
MIFZEIZEB N TP HCIRESEEZ HET D ERN N D@ S TWnb ., EmTRARICETT2
B - ERE LG, @il Y Y, BHe , A (GEAAN) 90, SERFEHISIRE E TOMM 7
&, WAl GEBIEARS, BRIRABEREMERERZE) V79, MRS Y 10, W ThEE e W, Ik
fETE (RERAH KT - BV MEAZ) V10 19 R WY, EERYYE Y AbIFohD. WICTOR
fE, Lt AEMTHREBE BT VI RERHD V|

BEOHINET 22T 256, WEFEE LM O HEIT—RITIBRBOSMEITE S, Frlome FREF A
THERETL2ENDO 1 2THDH O 10 Fio, EMEES 0GR CIIIBRMKSETENZ LR Z 0 &
SINTWDH—FHT, BHEFORMILOATHRANKET 2L bMESNTNDHD, LTLEYTITE
LRV GabdHD.

MRAICE LTI, fiF CK il & I SOSMED B IZ DWW TE—ED BfRIT 72\, 72721, CK AR
WHEEZ R TSI EREE CICEMAET 27201, KISERR E SN D AEEMEETH S, THFET
I, BRANSERIE GRIESS C OEER O EHE) 2805 Z LRMiE7 =V F U ENEETH DL T &
NTPHARBICEET L ZERBENTND V2 . Zhb, HRERICET 2 FHTHET TR,
RITHE D FE MR BRI S 2 Y T PRI DEFES S MESND X IR ->TEY, Fip
W REHE TRV E MR R 19 19 EERYYE 159 10 AU A ha—T% 1 BE0ERL Y, L
A ) —Bi5 1 | @i EORREOILNY 11917 | K16 OEfE 10, [KAfiEE (KRER T A fE,
[K%FVC) 1216018 | i 7 = U F RO LY, RRMAFPERS Y 2 REREE O i 19, M3 sCD206
EOEE 20 | AST/ALT i 2V, 1 leucine-rich a2-glycoprotein (LRG) fED &l 22 73
ENTWS. SHICTFLAIR 227 29 ° MCK £7 /1 24 %, HRORFA2MAGbE5 2 & CTHRER
STPRIFREZRET ABRBINTVWD . Th b MEMEMZERIC X5 TR TRICEL TiE, CQ20 Z£H
WL TN lZ& v,

i AERR CREEESEDN IR < RIEMAIRIE N Z L WG A IR EDS N E ST TWD 28, Zldht
SRP FLIRBMEREICTd 25 FTHEMERN B D 29 20 . RO T H% RISV T A CHURDO BN RIR ST
Y, CQ13X°CQI16 THLY LiF 5.

FAEMER SRS 7% (juvenile dermatomyositis : JDM) (ZEBWTH, AL E [FEE, 427 280 AFl
(e AR=w7) 29 ZUESTIERTEERIR R, ARRERAT L 3, AHRBE A Chifk 30 8V RPR&ICH
B9 5. JDMITFIER 3 4 THELL LOBENTEMIZEY, b5 ELRRI RO BE AR LR iRz
T D2 &b, ERRREA S &R A HARR (GRER 3 FUINICTRMICE LR LRV |, 20
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al8 ammitortEET 2 HAEROIE LA ?

i

MAHEMEER, HAE VAS, BHE MR EMGRELHABMOBEL LTALNGCEE
#ET5. EAISELT, ChLOEBERANICEERT SLENHS.
(e 1] | (ARS8

fiZ E5,

[E B0 72 i % DEGIRWESE 7 /v—7"C& % International myositis assessment & clinical studies group

(IMACS) 1Z(VAS (visual analog scale) # H\\\/ZERHIZ K 2R EOSARNIRHE, @VAS % Hu 7= 2
N L DR O MRS, @FETFA /17 A b (manual muscle testing : MMT) (2 K % 5 /157, @f
FERFAME 222 L A R%REREE 1 > 7 v 7 A (Health Assessment Questionnaire Disability Index : HAQ-
DI) 2 X% S RHEREREON, @MIGmHEERSE (CK, 7/ K7 —1t, LDH, AST, ALT), ©fi+
A (BHERI LOBE, HLE, e, WA ([T 2 aeFHnD 6 HEZ=a7 7ty ML
T, HROFEBIEMEFHMEICHANS Z L 2HE LT a V. IMACSIZZn b a7y F2HWT, B
IRFBRIC I W TR R L2 BT 2 i ik 2, DIEANNC X 2B OBARAIFHMAY 10 cm VAS T 2 em B
EOHE, 7> MMT T 20 %Ll EOHEE, ORI 2 AR i 23 10 cm VAS T 2cem Bl ED
BE @aT7ty h6HEAT 3HEALLET 30 %L, EOMED 3THA, OO bW\ EilTHRAe L E
TLTCWD 2 . EEERIZBONTYH, ZOLOEREIFROFROMHBIEL LTEEIND.

IMACS =27 &> h DOz MRI /X (electromyography : EMG) % )78 O # AIE BN METTAM 12 A H
T2 ¥4 . MRLICBWTEBIEOMH K Z RRT 51 RIE, RIS T2 MIAmGRIZE T 588505
BHToHY, HORIE, BEHRNSFEEZ(LE LTSNS, —5 T, T1 8iHEHGII AN, TRIVER,
MRHEIL & Vo T BB L2 T M 2 72 DIV B RD 8 . #F EMG REIZB W TIREIE O & 2 R
HATRIE, BHEE AL (fibrillation potential) & [5M#iIK (positive sharp wave) THD. WIih
TR X D IARME DA, A0 % M U 7= BRI BN OFT R CdHh 5 6 7 .

IMACS =27 & v MIFHIERBFIZ L2 FBIRFHIZ Eie Z L ITHENLETH L. £, —iKIZ
MMT TILES 7275 11 DAL 2Rl T & 72726, IMACS 227 & v b O TIXAG 28 TR O I 3 R #E 72
BEbdHb. 20, EFINCE T TMRIS EMG H 358 L, #AIICHEEBIEEINEZ PG 2 LEN H
5.

FHEME 7 JE 5 4% (juvenile dermatomyositis : JDM) (2B W T, /NE U 7~ F[E A 7EHE R (Paediatric
Rheumatology International Trials Organisation : PRINTO) 725, EFEIMACS =7t v hOIHH
WZOWT, iR E LT MMT O C/NEHRFHE R E  (Childhood Myositis Assessment Scale :
CMAS) ZfEH L, FOMmIEMHEERR & OMIMREICET 2 2RO 2 IHEORFE L LT,
Disease Activity Scale (DAS) 2 X 2% RBIEEEOFEMN &, Child Health Questionnaire (CHQ) %
W R QOL il 2 Mz 6 HAZ a7y b E LTIMET 2 2 & bHERSNA TS 99,
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al? B KEEGHDELLNAGEDEDE KIRT 5,7

& CKIEEFHARRVWTNLHADFEBZRRT H5EAGIERETHY, MAZTMT 5 L EH#HE

5. [HESREE 1]

fi# 3
Maillard 5 ¥ (ZIGFEHAOFHAEM K ERH % (juvenile dermatomyositis : JDM) 10 1] & FEHEIH D 10
B>V T, MRI @ T2 fEFEER D 7 L— K, CMAS (Childhood Myositis Assessment Scale), CHAQ

(Childhood Health Assessment Questionnaire), #5717 A b (manual muscle testing : MMT),
% CK {8, LDH fE% telkaat L7=. KBR MRI @ T2 fEfnEEf oo 7' L— K& MMT 2B 523, Mg
CK f, LDH fE(ZAHEI L7722\ E W) FERNE S 72, 19 Bl /N R & iR 2R o KR MRI FlF R & Pk
AL MMT, figfnl%s% (CK, AST, 7/v K7 —1) OR%REZ i L7- Hernandez 5D 7 — A 1) —
R 2 TIE, T2 @85k MMT, miEfhREsE & HICAERMBENH 23 E T 7 A FOMBEN L v iE
WEHE SN TV,

R 102 5, /2 102 11> PM/DM STkl A & & 12, 29 AOHAZIZ L > TEE SNIYHEDIEE L
L, (Mphysician’s global activity, @patient’s/parent’s global activity, @5 /7 (MMT T&Hl), @
physical function, ® il % (CK, LDH, AST, ALT, 7/ K7 —E ® 9 LK 2 ), ®extramuscular
activity assessment, ® 6 HHINREN TS Y . ZDHH 3HEAIZ 20 %L EOUWENLHIL, 7D
25 %Lh AL LI H D 2 D& B2 720 5A % PM/DM O W2, L LTW523, 6 HHA DR
NTHROEHRINTWDDEO T, BALHBIZH NN A TCHGEITUGE L B 720, LERINT
W5h. IIROIGFEIROE =2 —FEE L LT MMT & CK OXGFNEHETHH AL TEHEMEDOR
FLUZIFIEF—# LT\ %. Engel & Hohlfeld i%, EIBREAT a1 REIREIZSIST 25513 L0 %
W CK2MET L, BT 25613 CK EAB ) OMEIZHATT 5 L5tdi L, CKMEDAHMEZ R ~T
W5 4 . —7J5, Dalakas [ZRIEVEFRRBOIGHD T — )VITFE 5 & FAMER (0 FREE, 88\, PRk IA#E
7E) DUEETHY, HNdEERH->TH CK 2B LW a, CKMET L THMndcsE Lignyg
ANRBHDHZEEERHL NS Y . PM/DM Ol - e Eiizcld 5 20124FE02 7 70 -
LB 2—TlX, BBBEEOHDNEZHMET 2 YD 9 5 primary outcome & L CTERA STV D DI,
O &b 6 PHBZOMREZIFFEE 7 L— FOZE, @6 702H%KD 15 %L EOfiodED 25T
H5oe .
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020 PMIDM 12 BT BRIEMITEE OB IS EIRDE, MARE, MR
BeRE, SEXERE, WERTIERAN?

I MREEHDORI -2 TREELT, WEEMX IR MECT, HRkiERE LERE
(KL-6 E£7=1& SP-D F£1z1& SP-A, MEHR) DBIEEHRET . [H#ESEEE 1] § [SEEE 8.9]
2. fifRZEZE&H L= PM/DM BEICE T, MEEDEINDELGERICKREXRRELT 5 VIC

EREEETSHLE2RT 5. [ 2]
fR s

VEEPE IR B D B PR 1359 20~80 % L HEIC K > TEL2E RN H D5V 9 2, BRLEHREED
BETAHINRGHD LEESH, M TRICEET2EERGIMECTCSHD 2 9 . FFERCHIER TRIE
LBlicBnTh, FEic PM/DM & 20 U 7= CIT sz ik <055 VERE R R oA 8 2 JEE L, g
2 CIPRERDRET DR EA R TS5, £, WEFEEOIIFENRHY 525 29 Z nd, R
A, MERESEERE, MKREIC X D MEEMEEORBNEETHS.

R I, MEEM X frds L OWIEs CT MAEZMEIT L, MiWEDOHFLE, JHEDSA & Ik &
T 5. MERBERERA TIE, IiTE R (%VC) O T CHIE S22 MRS, 72 6 N IfifkHE (%DLCO)
DT CTHE SN D IEHEEEOF M4 TN 5. MR B8 R0 7 R AT ISR LR,
fififa_ER i SEE H CTd % Krebs von den Lungen-6 (KL-6), ffitr—7 27 % FEHA (SP-A), Jiith
—7 772 NEAD (SP-D) 13~ OREMMEEA CRMEEZ R~RT®, A7V —= 7L LTHHAT
Ho Y. L, DREOBERMTIIZNG DS bW EIE LSS, T3 b00RK
EESNHOEENLETH S, £, IEFNC & - TREGEHE, POHBERICLERTHS. BEMEMZR &
(R A MyEFAFT R E LT, LDHR 7 = U F o0 EFH LR, 36T CQ21 25 W1 5. L
RED MR AT AREILIIER THHZ ENLITLIED A 720, FERFOIREE SR MIE 72 & ONI i & B ik i iz
Ty ERAEDIER DA 2 T4 5.

KB XBERAE T, [E MY (bronchoalveolar lavage : BAL) #RD[EINL, 73 &5 ONTREEE i
/Ef& (transbronchial lung biopsy : TBLB) MW A[RETH 528, MEIC L2 E0HE D BE L, I ITIER =
SITHET S 2. BAL TORILRMINEE, MiasrE, CD4/CD8 5D % — U NaHlir[ 7228, Zh
51X, PM/DM (ZFR &3 VM B 2 O W BV CHIBIR (L&D Th D 8 . [RYYE BN R
B ORI % 3 56T, BAL KOOGS TOBMRENHH TH 5. TBLB Tz
TR L 55 2 AR A SR T RE T b 5 23, PM/DM \Z R SR 72 AT i E 7 <, BRI -0 PR SRR 76 R
OERIERA S U< IZPIEIEA A TS0 BHORH 2B AICEEB IS, S5, [EXEREL 2
B L U-MEMEMEROSMENEL XL 2 5720, BITHI CIIRERZICEENSMLETH 5. MBkF0m
KOFEE LTHM S 5 WIEMEESE T CoNRMIAR G IFEET 525, TBLB LY @ WMREZES 720
WISIEEICEEIND.
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a2l mimmmEE (ak EBak BN ORESLUIEREFITELE
F (A h ?

1. &&, 3 FBAEX/RAERE, CRP =fE, ESR T, ¥l ARS HiABTE, 1 MDAS HiAB1E D15
BIZIX, ILDDREZEET S L EFHET 5. [#ERE 1] | [REE 8.5]

SERE, 24/FEAM ILD, DM/ADM, BRIEFB/EEEET, 1 MDAS In{kiBtE, CRP &fE
BKL-6 BEDEEIZIE, FEFBRTHATRNEERT S L5#ET2. JEZ TN

f L

MM R (interstitial Lung disease : ILD) OFIEB L O T#% %2 THITAE & LT, JEfEEAN
AT~ —=A—IZLDbDONRHITHND.

ILD 4 & B3 D IEMIE, mlnsiE, BE, WM LOF (A =y 7 AN R), BEER/IER, L
A ) —B%, EFHIEMEF A (amyopathic dermatomyositis : ADM) 238 iF S Tw5 P ~3 | ILD
A PF 38 JiEfil 2 5t DM/ADM 101 5iEf] (DM 53 5], ADM 48 i) D EfEFT LOfENT % TlE, ILD &
PFRECIIMER LOT (AT =y 7 ANV R) BR280 (T4%) LHEEICEP-72Y . F£iz, ILD &0 83
JEB % & T PM/DM/ADM 134 JEf] (PM 58 f5], DM 58 f4l, ADM 18 f§i]) & =k — ML TIX, 24 E
AT CBEf /BRI, LA —8l5, ADM 2221 ILD ff% & B L iz 2. 23 OFZEICRH
% meta-analysis Ti%, ILD §f¥ & BN 7 & UC, @Eiis, RBE, BESA/MEESRAREESNEZY . Zh
B DEWEIE, HT ARS HUKRESBIAEBICHT MDAS HUAGMERER] D RHEAVERR & BB L TV D AIREMEN H 5.

ILD 3 & BT 53 F~—A—1%, C UstEER (CRP) @i, ARifEkitkEEE (ESR) JUi,
HUARS HUIRRE, 5T MDAS HURBAME, 5T Ro52 HUREHEN &H1F B Tu5 @ ~8 . DM/ADM ## @ ILD
PRI, HL MDAS FLRRE 43 JEGID 93 % & Eiffe=R1C ILD Z ff38 L 72 DIZx LT, i Mi-2 Hikkk
9 JER & 5T TIF1-y HUREE 25 JEBI CROIB D 11 %, 12 %L ILD OOFERIIMEN 726 . £z, B
ARS HUKBGME 165 IEFIOMATTIZ, 133 FEF] (81 %) (ZILD Z0FF L7 7 . EFEOHASLHE L V-
127 DT REEN D O T, HiSAE HUKSMIERID 64~T71 %I ILD 5274 5, Hi SAE ik b
ILD RAERSHE N A A~ —H— & LTRSS 8 ~10

F72, ILD ORIEFAUZ SOV TIE, It MDAS HUkEEMEE] 0> 8 RIANGME/MAE ILD Z 54 %575, H1L ARS
PURBHERI D 81 %, WHUABEMERD 16 %ICB N TH, AME/MERAMEILD AR b5 12 . £, &7
= JFUiffiE, CRP @fl, U SR, SPE/aaE ILD ORE & BER H -7 19 14

ILD O PHRARIER E LTE, @lssiE, B, Sd/isrt ILD, DM/ADM (DM &Z6 0 ), g5
BEE A, 2o, REENRIMEERZfFE (saturation of percutaneous oxygen : SpO2) 1KfE, %%
JItERTE & (forced vital capacity : %FVC) (&g, JEfM: ILD, CT Mg TO LIE~DHHRZE DL D
usual interstitial pneumoniae (UIP) /X# — 72\ L FTEDRZMEE/T 0V BT A5, AT A b,
EYHEDOPFRE N HIT LI TND 19 720 | Jods, REFEBICE L T, SPI0RETIXILD O THAR &
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B 2 B4 ST 72 As, BT MDAS HiiREME & OZHER 7 O RIREM RN E 2 B 160 29 20

£, THRAREEET S F~—H—I%, §i MDAS Uik, Ht PL-7 UABE, HT Rob2 Hiik
Birk, CK{&fH, iMi%~ =Y F > /CRP/ESR/KL-6/51 MDAS HUiAfilid il o iF i Tur 2 18 16) 22) 20
27 ~83)

Ziag 2R — MIFFETH 2 JAMI IZBWT, 261 TH ARS §ifk & 5t MDAS HUADFEZF 5T L
729 AT, Hm, MR, B, FRREERE, BHERETR, Ao A~ —h— 7 ET N TOBIKRIGRE A
L, ZEEMHTIC LV FEE S ILD (XD EICHET 26487 4 SOR 1%, Ot MDA5 Hiikis
P [Hazard Ratio (HR) 7.5, 95%Confidence Interval (CI) 2.8-20.2), @60 i%Lh E (HR 4.3, 95%CI
2.4-7.5), @CRP 1mg/dL Ll L (HR 2.6, 95%CI 1.4-4.8), @Sp0295%Aiiti (HR 2.0, 95%CI 1.2-3.4)
ThHo7216 . ) Th, HLMDAS FURIED TH R R & i b BB LT,

72, Pt ARS HuiKpME ILD SEGIO = A — MIFFETIE, U PL-7 HuiRBE S L <1350 PL-12 Sk
FEGIDS, MoOBT ARS BURBHMERS] & ik U, FifSREREE 3T L PR AR CTho72 89 3¢9 | iz,
LYV THIE R RE/R A A~—F—& L, CCL2, CXCL10, CXCL11, high mobility group box 1,
LIGHT, Neopterin, Progranulin, Soluble CD206, YKL-40 & \\o7=/rEh A o~ r a7 77—k
PEALRE ~ — 1 — 7%, T & OBEMEIC OV THE ST 5.
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PM/DM [ZH BB, B KE - MUNDEHERE LTIE, & 2588 FEFER B
ik, RERD, BESHX/EEER DOERE, WEX - DEXNHD.

fZ s

I ARS Hiik 2 AT 2 IEGNC IV TIEHT 40 %RREICRD bLs V2 | BIHEiZ/BE% X PM/DM
D 20~46 %ITFED B, LIZUISHIRER 252 655 99 . B RHEOEBIEETEE L VA
kU — (EuroMyositis Registry) @ 3,067 §i|OfEHT Tl 28 %IZEEIR 278572 ¢ . DA [EDIEAETHE)
B R BIBIRIT IR S 22 B 1 2 IR R AT A N Z oD 2011 4R O F — & Zfiff U7 BT, Briiedsm
FH GBI 1R (TR0 25EUT 49.2 %, HHEEZ MED 72 W B & /B RIES OFI G 1 43.4 %, C-
MgtEEE (CRP) L15-66.7 %, #RILITHE 57.9 % Th 79 .

PM/DM (2 5 DI EFRZS & U CTLARA « mEEIIRFZA - DIER - DFhZ - AR - Mg £23 60 5h
% © . EuroMyositis Registry (231} 2 DIAERZE  (DEZ « Dk \%‘Hﬁ/?ﬂ'fiﬁﬂﬁ) DET HHRIT
9% (156/1,715 fil) EHESNTVER Y, DLEXEE L PM/DM O 32~52 %780 Hiizh 7 9
DBABE BB D B (DEK - LIR%{E/WE%% EELHE  DEA) 12 10~T6%® ~10 | EIES R Y =7 A
T MRI BT 2B RITH 40 %72 810 77 ) =W VR BEFRIZSLICEHEETHL LN
TW5. HEEDAAR—ZADRE 25— MIFZEIZHB W TiE PM/DM 1281 2 0IiE A N> b (AMEE
BERE, RNLEEROE, WMAaH) OB N THREIZE < (hazard ratio (HR) 1.47, 95%
confidence interval (CI) 1.18-1.83), BfiV v~FIcBITH0LME ) 27 LR%ETH 77 12 |
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ERZSROMBICMAT, MKRE, RRZE, EEMNRE EBRRE ARERELSEANT,
R CE-EREBDR Y ) —=VF DEREIRET 3. [HES2RE 2]

i &

HEVEES O R R DM CiE 1.7~7.7, PM TiX 1.0~3.8 THY DM TELVWEHER L DD,
PM T EMESEOGHHEERCLEL 2D V. Z0), DM OA/%59 PM THEMEREDO A7 U
— =V T RO L ERANAET SV 2 . —J5Th TIF1-y HURBBIER], &2 W IidEiE, L0 moks,
FRRERR, & U CRIEFT A LWVEICIE L 0 @SB EE A b5 720, B R 21T 5 B
H5 Y BRGSO CIIIERIRPIEZ R T2 2N H D2 L 2, AT a A RO 512
L VAR FIROEOHE Y A7 BB OERZEEL 222 2EELTH, PM/DM TtV 27
JE CTo MG OB OB N EE LWV EERD.

B9 2 BEVERE IS D F8 AR RO DUV TS < O BFEIET 523, BIfEIL PM/DM 2K(1C
BWTHHL TIFL-y HFUEGHEFIC B W T, —OBREOFE L FETH Y, FRRleMlmiEzneE B2 6
TG 96 LizhoT, ZORBOFIEIIFHREN, HOWVEHRRIET U AEHTLHOIE
FEES, BIZIERBEAHBICB T 2FEEOA T V==V FOFENBEIIRD EEZD.

FT, OO HIRET RN OFEE, X OIIBHERESCHEEOMZ 48 U TFERND LR 51EHE
5. SOICHBRIYREO DN J—= 7 L UCIIE - AR - R ERHEIR O B 220
2, SOIFEE~ — I — 2 E0MERECRRE, MFMME, 6123 X e CT 2 AWz Eigk
ERDHITHND. NESIHRE (B A TKRET A7) b—IciTbhbd Z L RZnE Bbitd. PM/DM
28T %5 PET/CT MA&IZHOWTIE, EROEHEOMELMAGOEA T ) —=0 7 L RRBREICHERZ
one-stop DRETHDLEWVIWED &, HEROAT Y —=2 7 TR T ZEMER 2B cE g
ATIEARNS LWOIMERNDHY, FHbRETIIAZ V—=27 8 L CIHEBRER SR,

FEEIZ Z S ORENE M Th o IIERIRE NEZBAFEL, MERKREZSEIL, LREIIELTIHRD
(REM R EZBINT 5. 728, HROEICENL CEMEEENER IS r— 2L —EH8ALND Z &
Mo, PIREDOA 7 Y —= 7FCEEENE R IN 2 TH 1I~2 FILEHNRRENLETH L.
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JPM/IDM BHIFRABIZEWNTH, HADFEMEZDIDICKDERETTEEGL, Aoh D
RESENRAICERET L ENS L. BEREICEETLIERLE L TRERE - EFERKRILE - )
ROR bOD 40— - HiEHE - HHEEEST - BEaE - DEEES - TREEEESAHIToND.

fiE s

IV =D LV A RN —ZB D EEMEREH A (Guvenile dermatomyositis : JDM) 60 5] (72
HIf 1970~2006 4F), FEIEML PRAE 16.8 4F (2.0~38.1 4, FAMF 18 skl k66 %) OMFTIX, 61%
C disease activity score=3, 53 % CHE T/ /17 A b (manual muscle testing : MMT) (Z L 55 /1K T,
42 % CHRIRMERESR L5, 37 % THIKAL, 45 % CRAEIFIREA 2 H AL, FEREAYIC & BIZEEY 18 L Lo 39 f
14 5] (36 %) Tl &> DOHEREREE (Health Assessment Questionnaire (HAQ) >0) 23 ->7- 7 .
F£7-MRI L, - fils - B2 TR - B2 G O 5D RFE2FBO T2 b DIX 52 %, FOBMERIELTET 5
FEIEMEZAEIT 9 %ICiRBDTZ 2. Al —adk— b &2/NRY U~ FEEHZEER (Paediatric Rheumatology
International Trials Organization : PRINTO) criteria & Myositis Disease Activity Assessment Tool

(MDAAT) TH¥li L7zkER, 2T 51 %, 72% (BRFEAERD 59 %, AERIE 27 %) 2MEEES D
EREE A Y L MEIRERADHEICE L CIIMAEOIK T & 26 %, ffifiiis (DLCO) K% 49 %, [
BV R E 14 %2R 2 . LA SHHEIC W TIE, <R L Heil L COIUHE S X QLB RE DK
T, DMOEEOMK N AR, OHEREREEILRIE 1 % O Disease Activity Score (DAS)-skin T L 7=
B REIRZE & FRB & BT 8 O

Trw—=27DOLYA N =285 JDM 53 61 (RZWrHIH 1977~2007 4, FEAER ) 13.9 4) DO
B TITRERBIZ L DM ENOEED 60.4 %A HiL, WHITKEHPE (39.6 %), MifkRelE®E (34%),
Zi (18.3%), B (20.8%), EFMEAIKIL (20%), VARYA IR 11— (183%) &L ThH-T
V. FEl, 8%ICASNAS v A MY —F 73 CT TREFTR 200729 .

BRI & KD JDM 490 1 (2R 1980~2004 4F) ORMITHRICBIT D Sk L FMTTEI LT 4814
WIRIS 77T LS, SECER 3.1 %, RATMEAIKIE 286 %, UART A Fr T 0 —9.7%, {IbrOHKEE
fEEZET H DI 40.7 % Th o728, BEEOHEREZEZT HDIX6.3%Tho729 .

F1F 40 JDM 65 il (2 1984~1996 42) DIIERX T 7.2 4F (3.2~13.9 ) 12T 2 TR
FERE T 1% ORI CIX 18 44128 Childhood Health Assessment Questionnaire (CHAQ) >0, 96
5 HIITEEDEE (CHAQ>1) &7k L TWe. Rprtaikikix 22 ] (34%) THRIEL, BIBIRT 14
B CHAF LTz, BLEERIT 26 B (40 %) 12292, 1561 (23%) THHJMET, 2361 (35%) 232l 3 4
LB TWAIZE b b T SmiRET Cho72 10 |

KE O L a3 FENFSE (Childhood Myositis Heterogeneity Collaborative Study Group) (245 JDM
353 BIDIRFITIX, ZDHHD 284 (7.9%) TY RV A hr 7 —RNAhbh, HIECEET 5148 & 2
AT RAL DS ERRR - CTdh o 72 10

T D 2Nk 400 FIOT —F R— i 24~44 5%IZEE LT JDM BE AR L, &R CThH - 72
8 Bl (FEAERL UL 29 4F : 9~384F) ZMat L& 2 A, 7THITHIEIZ, 4B CHAICTEEIEZRD, 2
BT CK BNEETH-7212 . 25O RE TS 2> ko — /L ik LT Body Mass Index (BMI)
f&&fifi, HDL-=2 L 27 v —/UEETH Y, SHENIRANEEIEN, brachial arterial reactivity {X T, Ui
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o L OMRIRHT K 0 N AR RE 2 3 R S 4Tz

MRS O A DHZ OV, JEBIERBAINDOATH Y 1819 | s KT HAE U 7o LTS &
JDM & OB &35k L 7 5eiE e .

IS O ITFHMIEN R D 7 K OBLH THEAMIC B TE A2V, FIEZEE - BB 40~60 %,
BT IRAED 20~3T %, MK T « BIEHME S L <X AUTHE S BEBEREE 23 23~36 % &, JDM O
ENEFNCED Z L 2R LTS, CT _ETH OGN RBVEMEMIKED 72 < THMLREDIK FTAA LR
HZ &, mIERMAENZEENAONDAREMENSH S Z LIFFEEEZET L. A E TELHREDZE <
AT B A REANC X DIEREN TR TH -7 1970~1980 FUIZRIE LT-BENEENTEY, TDk
DOGIEINHI O EAE L 22 > TV D HAEIRIRT ORZE ORI THICE L T3S oM 28 5. £
7o, MRFRNE CHEROTEIC L5 R TROBVW LS EOBTTRETH 5.
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BIBRRERATOA FZF—BREELE L THAT S LEHET D [#ESEEE 1] § [SEEE 8.9]

fi 5t

PM/DM DIREDFH BRI L L CIE, Z<OFEMERT L R=y v U2 IRIGEHE L U THERE L
THEY, ZOZLICELT, BEDO L ZARGIIVRV. RO T, 7L F=Yu o A KRET
HDHEVIRMAERNTIE, KESOEFTTL Ry aurRnES®RE e LCHOL LTS, LL
BRNG, HEETT L F=Y o Of @ IREL L ToOMERHITREBRNZ LD TH Y, A& R
T PMMEEEGBR TR L2 A 1T D~

BIBREAT oA FI2iE, ORI L EEEN N ETIIMEHTTRETH L. AL RIBRE R T
a4 ROFFEIZR L CTHBEIT 2 & WD 58720, BIFE, A7 a4 R2ULRAFEIZIZIAF LT L R=yn
VISRV BR, BRAEE LTI L F=Y el b AN SsnTnS.

MR E R (juvenile dermatomyositis : JDM) TiE, BIREEAT oA REA M ML —F %
IR N AT 2 2L T, BIBREAT oA NORKEBICAEZI THD Z LRENTND 56,
F72T X MMEHEGRBRICIE T, AT A RNV REE 1 a—2A0%, BIEREATaA RIZA R
LEY— L LIEY 7 8 AR VA2 LS AICRIBREAT u A FOBEDEINRENTND 7,

BIRREAT oA RIZAT AT L K=y a L 2 REE A LR ClERNE <, CK O EFLE
TOHMPEEIZE NS THRENH D P .

RIEMER R BIZIE PM, DM, I EMBSEE I AT —2 G0 S IE R I NV—TRFEL, ke
BFbRerEZOND. 2, BIBEREAT oA FOFEMERZ LWIRIEE LT, &milg, fLsto
leeaiha 5 (MR R, EHEES A OMHE) © ~4, HT SRP HUiRR: @ 10 % 721341 HMGCR $iiAl;
P10 12) GRS AAEPEEEIEME S A RF =R ENEONTWD. A% T /L —F T8, BEOWRERT LICEH
—IRPEEE T L TS LELRZH 5.

7k, MEMEREEZ ST 25812 CQ20 %, EMIEEA MR O5AIX CQ23 22T 5.
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1. PM/DM DARETIE, RE 1kgH=YTL VO BE 0.75~1 mg TREZHIRT L%

HRT 5.
2. IDMIZBEWTIXAKRE 1kg =Y TL FZV DO BB 2 mg THABERBT 52 L ZIRET 5.
3. EMEBALLT, RTAA FNLREER AFILITLRFZYDURKRE L kg HzY 30mg/B, &
K& 1,000mg/H, 3 BM) ZEELTH &L [SEE 8.7]
fEEn

Z o MMELEGRBRIIFAEE T, HEMAFHERICE > TR A RERIBRE AT v A R X 2068 T
PNDOR—EKAITH D, LovL, SEMHEIZEOE KIZEy, KO EHAE TOERRE S @RS 720 5
SbhDH. BRI, L R=Y o UG &N 0.5 mg/RE kg L0 ZW (KEOHM 1 mg/iAE kg) & H
B 15 A&, 0.5 mg/fRE kg LT ORMERE 10 A (ZIF2=G] THRZIHIZEOA) © 2 #1250 T CK
oM S178 % B UTIEBIR FRRFZE © 2350, WIRbRABITH 5. Wil & HIBERTO CK IX[FE L
NTHY, EREHWETIT o 2ipER D CK i1 EOMER b MEECAEEZEZRD ol 7L
F=ya AZX2RIERL, BHEERS LV DRWEAIZH Y, HAEBFITEE R THEENZED b
7o, ZOMETIE, MBEOIRERTON KT ORENARHT, A7 A RHEOEG LA THL. L
L, BABITIEAD < & bREMIEEOH FCiE, 7L R=y e P &2 0.5 mg/AE kg AR T
HENZ EARELTND.

MR ER5Z (uvenile dermatomyositis : JDM) (ZEBWTH AT a4 FEREEIZEET DT % A1k
HBGRBRI IR LW, AT m A FEE LGB O IR 2M—0 7 o ¥ 2MEHEGBRIC I\ T
%, BHITAT A R2VREEL a—R (3[E]) 21TV, TO®%RT LV R=Y 1 2 mg/KE kg Hh, 7
L =Y+ Ak FLFHP— | (methotrexate : MTX), 7L F=>Y' >+ 7 1 AKY > (cyclosporin :
CyA) o 3 BERALE M T, MTX F721% CyA JFBEOAMIEL 2T v 4 REENREIN RSN 2 .
ek % it & L7z Childhood Arthritis and Rheumatology Research Alliance (CARRA) @ H14:E JDM
(2% 2 FIHEATER D consensus protocol Tlk, 'L K=Y 1 U #H T 2 mg/iE kg £7/21T AT oA KX
NWAFRIEZBRA LTS 8 . Fi2, M ZFE L7 Single Hub and Access point for paediatric
Rheumatology in Europe (SHARE) |Z X % Consensus-based recommendation (23 TH, 'L K=
Va2 mg/AE kg E7IEAT A ROV RARIRIC X D EMEAEHERL T D Y.

BIBREAT A FREOKHICET T 7 MUEGABRIZ WS, BIBRREAT vA FIZ& D
FENE L D AREMDN & 5728, 2 HWE G 4 WE OWI 58T OWBRFRRIE, HRICHT DMBENRIZK
D, WIZ 5~10mg DWEEIT> TV . 72k, B RER/VE BMEE LD & o im0t HEED
Z950, BIEREAT aA RBEIES THIHENRZ Y .

BHEFEE 1B 30FOEAZEGEN KA TH L. BIFMHELZESL, MAEEGH L IEE 1 FO#
EfTonsZebdH25. LinL, 20X REEHETHLTEREL LORIBRLEAT oA FE TN
X, BB EZRND Z LT LS, 72 3 pHEIOE A RGBSR NS D, KHEE CREL
TeHEaiZlE, W1 ERGCRAKREG LT 2L 2EETS.
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027 BIBEEZRFOA RICEDBEECE>T, SBEMCERT, oA
S LA ARET S EEHDIH?

BEAICEAT, WolAZERLEHENEET D EFEFSIND.

iz S5

G EITERGREOEIEDOSR (Fk) FYat X L0 (Bik) Futxn"T 22k ik
EII, NTUAPEITIE, ARy, REWHE, VA NA v, WBERIR EORR 2 IR 7T LR
T2 ENmbRTNE Y .

BIEREAT aA RS THROMAVDEIET 587 L LTIE, BIBEREAT oA NIZL 0 RIEIHE
D FHRRAEREE DS I S A AEDMEMLIC R 5720 L B2 b0 2 9, —FTRIRKEAT uA RTIX
BRABOBALNEL D ZENMONTND Y | BEICHRICBVWTCREIBRE AT 0 A RIBRICK 2
@EM%@ﬁLkﬁ%m&<,wothﬁﬁbk%%ﬁﬁﬁﬁé;&i%ﬁénéﬂitf/xvxw
DE WA ZIFEIE LRV,
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028 EmsIcEIEEERTF O RERIET 2 &AM ?

BIERERTOA FHIEAHFFRERFRICKSTEREATVLENZTT T -2 EGE0A, —&B
DEFITIFREIBERERTOA FRLENARETHD.

fi En

PM/DM (ZBWTHAFNZ Ik LIz R HARICE 51T, 26~87T %L MBEICL VA THD V2 . Zh
(IR CHIINER A 1L L O & T2 ZERRF BB L T D L EX BND D, £ < OFFEIZHENT 40
~60 %DFIFRENHRE SN TND Z &I, ERICL > TIRIREEAT 2 ROFIERFAETHDL Z &
TR

Phillips & O TlE, PM 9 #il, DM 23 ], A —/3—F v 7 18 FlORKBIZ DN T D% A& O
T, HRAIEPM 67 %, DM 65 %, A —/3—F v 7 50 %IZH B, #EEOFEMRIL PM 33 %, DM
60 %, A—N—T v T 6T%ThH-o723 . FREBHTHEN L > L LS DOITEAROHERRIED
I Ch o722 (PM 46 %, DM 38 %, A ——7 v 7 77T %), {GRETHRICEX 26 HZ0ho7
(PM 23 %, DM 18 %, 4 —/"—F v 7 5%).

Marie &%, 77 510> PM/DM Of%iE % 18 2 H UL E GECHIZERL), $%AMXITHE L, 40 %3VE
RICE ST L HBE LTS P 6 . £, 18 %N —IEMDfEZ &V, 64 %MEMEEHIEORIEZ R L
7o, B8 WIZHAM A LI, EHERIBREAT v A NOWMER F 72 IXHERFRIESR N 27 %, KHE (20
mg/A) ORIFEREAT 0 A ROWBWEFN 19 %, REKETHEN 12% Th o 7.

INHOWENSEAERELS STV THBRT DIEFPFIET S Z LIEHLNTH DA,
PM/DM (Z B W CTHEFFED R E AT 7 A FARARRE L 72 fE & Wil U 7o O PR 4 BT 2 2
EIIRATRETH 5.

BB AT 0 A ROMRRIEDSLE L 702 X5 RBHEOREE L 28OV A7 KT L LT,
Bronner 512 X %5 PM/DM OEMFHEFA CTIE, 110 FlB W CHRAE 5 FD BB Z1TVY, 41 %58 10
mg/ AL ED T L F=> o o E 3@ Mt OB TH Y, Fi Jo-1 UK ZIERAkGE D A4~ XL
DEBIZEDPSTERELTWNDE Y. LENST, Hidol PilkE & iehl ARS BUAEERE CIE, THFH
T D MBS B DIEBI DO LR A A eV B 5. Marie H1E, 86 FlOHL Jo-1 HFUABMEHT ARS FLIAE
ERE 2 P AE 45 20 H OBIZRIC T, 1361 (15 %) TR EMRAZZER L, BIBRKREAT oA N Emk
IO ST & b HIETE BN 4 6] (4.7%) THY, 1FNCT3FNTA M MLFH—K, 260X7 FF
FTV L DHDIRIRE IeoT=2 b, 1EFC&FE LR G5 OFT2HNIRIBREAT v A RozfiE
TR ELEHEL TS Y . FTo, O ITRIOME T, fiJo-1 FUKBERE & HT PL-7/PL-12 HLiKW;
PERE & THERAITVY, FiR ORI Jo-1 FURBMERE T 21.8 %, $t PL-7/PL-12 HuikBGMEREC
46.2 % Th o720, MEVERE B OB IIHL Jo-1 HURBGIERET 29.4%, Ht PL-7/PL-12 HUK4ERE T
56% CThHolzt ML TNDHE . Lo T, HEHRDEWI L T, BGOSR L 7 5k
NI D FREMEN B D .

MR R (juvenile dermatomyositis : JDM) @ 22~60 %IXHAAMEDORKREE &V, BB KRS
AT A FEIOGEMFEEROPIENAETH DL P ~10 | £-Z2HMEORIEEZ & 25810 LIBHEK T A
B2 Z L 5. Kishi HITTEWEBALEND 60 2HEZ ORI EAT v A R&2H1ETE ST 56 %,
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MR SRAMRIT 30 %DEE L | LT D 1V . Kim BIFKERIBREAT 2 A K& A R R — MM
N & 2 EIREAFEIT KL - T 49 fFirp 28 Bl CRIBIZEWIM T (36+19.7 22 H) OERIKTARIHMERF T
FlLHEL WD 12 . 25 LEERIIMZ, AIBEREATrA RAORIREITREIERE R L
REBRMEELELCDZ LD, +oRIaERE R 2 MO LER R H D, Foli, /NETIEEIERE
AT 0 REKTT&x5Z L ahitlZ, Childhood Arthritis and Rheumatology Research Alliance

(CARRA) 13#9 14, Pediatric Rheumatology International Trials Organization (PRINTO) X 2
ENFCAT BA REWETPIET 5278 ha— L E2ELT\D 1919 Fi- A OHROENC L D5
PR DL EEDIEWIZOWT, Yamasaki 512 X 25 HARENOFHA TiIit MDAS HUABHERED MO B
CUPLIAREE L el U C, MRIREMICE D 5 <, BBV EREL TG 15,

PLbEXY, SRR T, S0 X0 IERITRIBRE AT v A NHERFFRIEDNLED, 8 25 WIZRIERE

AT aA RORIEDNAIEENZ AN T 5 2 LIXREETH VD, 1REGREE O IR TE & DOIEF] DR
Zh LIHIErTRETHD.
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1. BIBRBERTOA FIZABEIERMED PM/DM, JDM [2x L CHRENGIZEAX AT 5 & H#E

T5. [H#EREE 1]
2. Ftz, RYHI SRIBRERTOA FEEMTEGL, A MLFY—F MTX), ZFHFATY
v (AZA), 2981 LR (Tac), ¥V BRKRYY (CyA), TaT7x/—/IEBEET = FIL (MMF)

DENDOREMHEEH L TAHT 5 & HIRET 2.
[#55 2]

fEEn

1950 (%725, PM/DM OFEHER2IaHIE, RIBKREAT oA FORMARREGTHD V. HIHIGHR
ELTCOEHERBRLEAT v A FEEIZIFZ S DIEFIDNRIST 57, AN TRWEFI HY, £7-F
MEDTRD HNTIERI TS, BIFE AT v A FEEIZEOERDFE0 B AL IERI D 72 < 72v. 2010
£ van de Vlekkert & DR CTIE, 45 %R DIERIT, RIFEE AT oA FoOBMIBHEE OFHEIR
HHENTZ2 . ZTHBOERTIE, FIBEEAT BA KOBESCHEMHEEROFHZEE T2 LENET
5. —F, BIBREATaA FCTOBRBEMEMICB LS AT a4 RIENSI & Z S, fH10H
BHRNEEL 72D, 207D, REORIEREAT A FOMEHIL, TELZTEMIT LI ENHET
b5.

INbDZEaEXDLE, BBREAT vA RO GEORHNG, AHMENRO BN TWD A
b L %Y — bk (methotrexate : MTX) (g ¢, 7HF 47U (azathioprine : AZA), %
s 1) LA (tacrolimus : Tac) 8, 7 1 AR VU (cyclosporin A : CyA) © (fRfRiEMHN), =37
= /) —/VliEE 7 =F /L (mycophenolate mofetil : MMF) 7 ~9 (g HAL) OV 00 XI55
PRBDHY, IHIT, MEREAT oA FEEICHE FREZETIEDLEXD. F4E SR-CQ1~2
BT 5.

FHEME MR (juvenile polymyositis : JPM/ZEMEL JER A (juvenile dermatomyositis :
JDM) IZBWTHEERT, &I TATrA K2V RFEL 2 —2 BF) 21TV, Z0®%T L F=ryn
> 2 mg/fAE kg Hijll, YL F=Ynr +MTX, 7L K=Y 1 +CyA D 3FIT 72T v &% Dbk
ARBRTIX, MTX £721% CyA FABEDIREOFIMEL AT oA REEHENS RSN TND 10 7272
L, BWERIXMTX ICH#E L T CyARETE o722 L, MTX 3R & L CHERR SN D 10,
FEA4ESR-CQ4 2T 5.
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e300 ZEEERT O/ FORYFE CAEMEIEOHEEERM ?

%

BIERERT O/ RORMBEICXREMHEEGAT 5 L &HET 5.
[Heges 1] f [AREST]

f s

RIBREAT oA ROMHREIZE R L TWD IR BT U ZADO@EWSEE LT, Bunch b 23 HiEIR
X LTT L F=yu b o PM 16 EFNEES T S F A7 Y 2080 LI2RER, 3 4% IR
BTV F=y o oR5E&ENPEREICHED Lz 1.6mg/H vs87mg/H) EWHHLonHsHY . &5
I~ Ruperto & ITEFEM G4 (juvenile dermatomyositis : JDM) #4139 4% 7L K=Y 11 L Hijl
IRIEEE, A N b ¥— 1 (methotrexate : MTX ; SRR ML) OFHRE, 27 v AR >

(cyclosporin A : CyA ; frEREH SN OFHEED 3 BEIZ 01T T F v & AMektigallik 2170y, MTX &
CyA DAT v A RFESHFEEZHLC L2 .

L O, BRx ZIEFIERE B EHREEO I L DRIBRE AT v A FREBEDRZ "B L TS
Dy, RO & LT, Qushmaq b 2NEFEIRFIEDOFHER A2 A9 % PM/DM 6 iz xt L T 8.5
mg/{RE kg/H D CyA (FREREHSN) 26 hAMKZEEG L, RIBKEAT v A NE% 75 % L
T2 9. AT 14 GIOBKIEHUED JDM ORFTIZV 3 4:0 CyA GE THIER 2 L o & &
HICREIBRE AT v A FOBWMERAREIZR>TND 4.

F72, Wilkes 513 13 BIDOVEMENR R Z AL S FLE R PUMERTEICH LT 7n ) AxZ7m )
LA (tacrolimus : Tac ; PM/DM (T 5 VB MEATZ BT ICIRBREH) 28 51 7" H#Fx G- L, FiEke
FRER D & & BT T 67T DRIBRE AT v A R&EE AIRRICL TS o,

a7 = /) —/VEE 7 = F /L (mycophenolate mofetil : MMF ; f&FRiE H4L) (22 ThH, 50 #ild
JDM TR IER DS E L & HICRIBREAT oA ROBRGBEZARICHESE NS0 . X
51213 12 B0 DM DR FHERIC AT 2RI R EAT a4 RO &% 93 % & KIgIZBR LY 7,
DM 10 5l 6 B CRILE AT v A RMEDHREEZROTZEVIRERH D @ .

MTX (2B LTI, 31610 JIDM OFFAERIZ)T L TOFH L2 & (20 Lz~ 72 22 Bl & Fe~TRIE
REAT oA ROEEHE - B2 ABEICHED SE TN 9 . H250E 18 410 DM O R EERIZH LT
DEIEREAT A RORERD ST ENRESNTEY 19, X5 ICEFAENE DM 2BV T 2
BT MTX OFFFHIZ & 0 ¥4 13 MR ICRIBREAT v A FEGEPREDICRoTE W OmE L H D
10

AT Deakin 5% 200 42 ® JDM BHEDIFHRAZHZITHANIEL, 7 vaRRA T 7 I FEFER G

(56 4) TIXEFEORHIZ THREICT L F=Y U EH5ENED LW Z a2 RLTZ 12 .

PIED X912, HEHREOZET U AL~VUEEL NS DD, K& 725 iH|5E )Y steroid-sparing

agent & LCEIBREAT B, ROBRHMEZFREICL TNDHEEZHND.

Xk
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cadl TEHBERF O RN EN B EEISE T A, ?

BRENMTOATWBERIE, ZHFA TV (AZA), A FrLFH—F (MTX), 298 LR
(Tac), Y2 RARKRY Y (CyA), ST/ —IBBEIzFIL (MMF), YY9AKRAITF7I K
(CPA) TH5. HHETIE AZA, MTX (RERERAS), Tac, CyA (RIRERASN) ML FERS
nd.

i
7Y F A 71> (azathioprine : AZA)
1980 FEZ AT, RIBKEAT A REE OPHEIECOFEMMERRE SNV 2 | FFEMER K
(juvenile dermatomyositis : JDM) (Zxf L C, MTX F7213 AZA #JHEHRE L CHWSZ T, A&
FROBENH LN TS, AZA IIHRFBIBFFITER SN OEA D 1 5B 2 b b, IBFREGUIE
PM/DM (R H. & 4 E SR-CQ1~2 2§ %.
& %55 : 50~100 mg/H, 4y 1~2 &5

A b bLFH—F (methotrexate : MTX)

AR FRICHRT LT MTX OF HER A S Cnd 8 4 0 JDM TiE, 1207 ¥ Multikiin e &
RS, RIBREAT A Fe MTX Z29HVEEN T2 28 T, RBIBEEAT A RO
FHIHENICA I TH L Z R, MTX IEMRFRRFCERIRSNOER DO 1 >EE2x 65,
DAETIFRBEH TR0, MTX OFHMETLSRBRENDS Z L ThDH. B 4FE SR-CQL, 4 5
T 5.

&5  75~15mg/HiZ 1 AR5

22 01) LR (tacrolimus : Tac)

RIS KT 95 Tac DFEIMERRESHTWS D ~7 | BIEE AT oA K& Tac HFRAEETREIE K
BAT A FEMBYEREZEX CK, ALD 83X O MMT %A E|2k#E S, Tac IR ERIFICAE R 72
HHIEEBEZ NS, B, HIRICEI LIZBEMEMZERIZOWTHAMMENRE SN TEY, CyA )
Bzt Tac AN THD Z EIRIN TS, (PM/DM IZEGET 2 M EMEMEEBICREEH) $4E
SR-CQ2 M7 5.

OREE  FBE N7 7RE 5~10ng/mL IZET AL 0202 &5

- aXRY > (cyclosporine A : CyA)
120D 7 & MMEttlGAER 2 H Y, CyA IZRIBEKE AT v A FORIENRICETH D Z ENREN
TEY Y, BRERGEORFEOBRINE L 20 2 5. 2B, BEMERMEBAIFICOVWTE, CyA LHl
BEEAT A ROJRIZRIBEE AT 74 NEMBRICH, FRICADE LI MEMR RO T4 %
WESEDLZENMBNTND P 10 (REEEAS. & 4FESR-CQl~2, 4 2B T 5.
O EE  Eif b7 7IBE 100~150 ng/mL (2T 5 X 5125y 2 Bh
(Be5- 2 FEfEIfE 1,000 ng/mL # HFE L LCTH 1 BET D HELHAVLILD)
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SaO7x/—I/)LEETxFI/L (mycophenolate mofetil : MMF)

R PRI R 95 MMF O BN S T3 10120 | 7= JDM 50 SEG O TlE g%k &
O R OIREMEFSIE, RO EME2 AEICR T S8 19 . 16 JEHID DM ICAHF L 7= RV PEMizRE BRIz
% LT MMF OFMERRIFT S 19 . 2784 RORBESI-CMMSEERE DO WENRD D,
AEWEDRB ST, LS > T, MMF & FRIEOA RO 1 &2 bnD. IR
St
®KHE 1~3¢g/H, 25

v AKRRAT7 IR (cyclophosphamide : CPA)

OB « Vo~ FPEEEBEICH LT CPANERHIND Z LITENTHD. Lo, HEEHRED
IBIRIZ CyA OfRAZEE LTHB L@t s, AOF 2MEMEMEEC AL ND 18 . L7ziio T,
HHEMER RS R R OIBRICHEH TE 2 LB 2 b h. [REEEI: PM/DM IC{RIREH. 5 4 F SR-
CQ2, 4%2BWT 5.
¢ %55 : 50~100 mg/H, 4y 1~2 &5
2L, REHME m2H7- 0 500 mg FEEE/RIZ 4 38 2 &S ERE
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032 AREEHRMOEATREABRES 0T VEIREC L D REEEE
FREMD

SARIERIED PM/DM REFH X DEBRICKEREI DT UHIREZEBMT 5 & %? ?'%).

[ 5 2]

fi# 5

PM/DM Z5%f5 L L= 2 DD T X MEsskiriyd 5. Dalakas HIXG/AEMR CHEEZKH Y Lz AT
nA FIEHiED DM B 15 61%, 7L R=Y +778REE (TH), 7L F=Y +KEHRE/ 0T
U UEHERYE  (intravenous immunoglobulin : IVIG) #% (8 4, 1g/kg/H 2 HR# 5, H 1[BT 3 M»
A @ 2 FEIZIEERIZEI D M0 7 “EEREEEBR 21TV, —HoBEILY v 24— —RITBIT
Liz. 7L R=yua +IVIG B THKE 3 A% D% 7] (Medical Reseach Council (MRC) A =77),
Feiz, IffE CK i, AL R CHEREENSE LN 2 . Miyasaka & (3 Bohan and Peter D2k
Y d 9 2ili-9 27 oA FESE PM/DM 26 5% IVIG # (12 451, 0.4 g/lkg/H 5 HRE#E) & 7F+%
A (14 61) © 2 BICEELIZEIV T ZEEHRZ v 24— "—@BR% 17> 7. IVIG # T MMT,
MmiE CKfE, A®AFESE (ADL) 227 CHEREENHRONLY, TI7ERHTHLAERLENH
D, 2HEMOAEATROHE o725 .

Danieli 512 K2 MEFIRFRIFZEClX, L R=vyrr bty 7 u AR o TIEINTWD PM 8 4,
DM 12 flaxtge & L, OFfia®EZR L 761, IVIG (1gkg/H 2 HE#EE, 12 »Afkke) OHH (7 61),
IVIG ( 1g/kg/H 2 A S, 12 Mk 77 A MBEREHRIELZ OFH (6 1), @ 3 BEIZ/r 1T 72 ki
BREIAMEFT S 72 8 . 4 FERORRRBELIEE T IVIG OFHBIIEOF RE & ik L TV EMRNE D,

MRS O _E e Zh R :ttcrb:oyz IVIG RIEONFE MG Ly — A U —X, 1 HREIIZHH
0, Z OFRETH AT, fE CK, ADL Aa7 OkEEZH TS, W O0nDr—A T ) —X (%
M TREEOKFEICE L LTEY P9, IVIG FENMTON T BE DOEREMHIL 34.3 % 5 100 %

(a7 =) —NBETZ = FNENM) @ ThDH. KEMEFERD 2012 I HAR L 72k iR B o
IVIG JHEICET DR A T4 210 TiE, RFELISTE DM iZL-UL C (IVIG {5 &2 &84 5 0]

REMEDSH D), PMIZL~L U (BT U ARRAS)) Ei#EiSnTns.

/NED DM/PM IZEIT S IVIG IZOWTHOZETF A L-ULE WG TRV, dbkea—r v o
THANR— A=A T, TERFRIESUME £ 72 TR RER D B T D IEGIC B W TEE T 2 X EIRED
1oL LTWnWA W12 HE4ESR-CQ3 2EHT 5.
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033 BHABMDISA BN S h BB\ S EE AN ?

PRBRBICIIEIBTRERATOAS FEEE (05~1.0mgMRE kg), F=IE RENHE XERE
J07Y) UERE, EMFENEER (VYXIT, TREET R FUXTT, INFRE
), MEZBOEME=FHFANTHATIS.

fiZ &

BIEEREATOA RDIE=E

R PRI I ITRIB R AT 1A RO E (0.5~1.0 mg/fkE kg) NaShn5 V™9 2, HET I
BIBEE AT OA ROBIZOWTOZET R 3R, —RICTEEBIMEE 6 72 H £ TICRIBRE AT 1
A FIHEAE ~10mg/H) ICHEEZITY ZEAHBEMLEEZ LN THDLINYY | ZhEVZVWAE
ORI RE AT v A RO T CREHIE OMER SRR, BIWEMZR & CRIRKEAT aA KO
For I BRGSO 5 2 E N E L.

50 5 40 | 3
FEANE, CQ30 25K

KEFSZEST O T UETEE (intravenous immunoglobulin : IVIG)

RER S L < IXEEMHRICRTT 5 IVIG 137 v & MMublalit 4 5 @8 oMb 12 THMED R &
NTN5 e~ o, MEMEMEES IO TS L2 2T 5HRICO0VTH, IVIG OAZhENH
BHEINTNDS 910 | RGN E S IIIER SR LE RN D, FHRFRFFHIEIN L 5 HIREIET
2. AEANZHONTIE, E4ESR-CQ3I ST 2.

BRI R 70 7 ) BIENZ ST h PM/DM 10 12) o AEME 7§14 (juvenile
dermatomyositis : JDM) 13 (26T 57— A ) — X0l 12 THIWED MG 1N H 5.

IAVE 4
FIEFOIERARPUEOFEFIN G 4Tz, HE O —A LR — FRFr— A ) —X PM/DM B IZ%9
DHERRE SN TS 19 19 - 5T SRP HURBEOBSEERE 2 XI5 & Lz — A2 ) — X TlE 8
BilH 6 1 C MMT & 1 CKAEDO S ENTRD HiL7= 20 . L L s, 200 FloiE#EEsiED
PM/DM/JDM % XIBIZ Y > % v~ 7 OFIEE R Lie 7 o F 2MEHBGERER 2V 1280 T, #1omnb Y
VX T BT ORE, WX TR TSEMMBG LY VYR~ T BT HEEO 2 BT,
FEFHIEE Th 2 UGERMEICEET 2 E TOHRICHEERRBD bR o T, EDOHDOY TRl
22 |[ZBWTC, RBICE DX A=V NRETH - TIEFNINZ, HiJo-1 FURCHT Mi-2 HUARBS 6=,
JDM BlZ B\ CeE L BRI R LT W ERH LI ST, AREANCOWTIE, 5 4 ESR-
CQl, 4 M+ %.

VEAY AV
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PR, EERBINC 6 U CRERODIEBIR S CHIEDS A ST b 29 ~20 | #iAYE PM/DM % %t
Gl LA vy MfFFE 2 TliE, 20 FIOBENRT VX DMIRNNET NZ 27 N e 53 58EE, 3
MABI O T ANEZ T Ne& 5T HREEICT X LZEID TN, 6 0 ARICUEEREZRZ LT
BEOEGITENRETR 106 6 BE 9B 1HITHY, WMEROFKFNEEET RS2
DO, RHEIOFVEI R S LTz, AFEFNZHONWTIE, F4ESR-CQl 2SR T 5.

TNF [HE %

1640 DM BEZxt5 & Liz31 1oy MFJE2Y TiE, 16 4DBRENTZ LT MEL T TR
BEICEI (11T B, FEEEEMOWMERENEN 114 T 54, 54T 04 TRO LN, 24 BIZHIT
LRIBREAT vA ROBIZ=Z X7 MEDIT O DA EICDR L, R E COHM b= %1
7 MEDIE I DEEICEN -T2, —JT, 5O DMBEDr—AL ) —XZBW\W T X 1t 7 b
DOEHAZ L) BHENCTRHR OB L &= LT 30 .

BHEOIEFIRES 7 — AL U —RIZB W CEEIED PM/DM BEFIZHT 54 7 U X v~ 7 OHFME
PDREIN TG Y ~30 | —FT, =7 T -ULakBR 80 TIXREIERIC X 2 BivEHIA % < L, #
TBHERIR 18 4 &%t & LI2dEERD /30 1y MFSE 30 Ti3A v 7 U F U~ T OFMENRE N2 h o
72. 124® PM/DM #2565 L L7 v MEZHERABR Y 1BV THA v 7 U XU~ T DOHFL
PIFR SN o7z,

F 72, TNF BEIRE 5% MR 2 5IE LI AER] 38 ~90 NEHERE SN TnD 2 Enh, JREEE L
TOZRYHEIIRIEETHS.

AIRANZSONWTIL, F4ESR-CQ1 25T 5.

o)X T
HEIaTE PM B &, DM & SREUED G HHEI O FHRERC B FALIC b2 U X~ TRER T - 7o
W RBD.

M3

W OO IR FRRBRLFERAOIFZEIC TRIBRE A 7 v A RIBERICIRPIEOIEGNC I 5 A0
HENTWH R 2~ | QIRE AT v A KOS OGREIGISIENHE T cftbhiz 7 v ¥ 2Meii T
LA AZ HAIERGA TRE & il U A AR E 1355 770 ADL (ZBA3 245421 %~ B DT80 H A7
57249 . —J7, Hi MDA5 BRI O VB MEMB B A OF DMIESICH LT, BIBKEAT A R, 47
2y LA, vIuaRAT7 7 I RFAZOWREEREO MO, mERHIENFHOe A N X
vary ha— L L T6, 120 A%OAEMPENLE L ERESN TS 9 | L, F4FE
SR-CQ2 =&,
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a3l mEMmEER CRBERERT O/ RORENHECART 284
I E R 2 A 7

FMEMMEARICEIBERERTOA FREREZOCAREINHEFR ST HE, HBV, HCV, #EREDX
D)=, Za—FIVRFRAMELEDHINRBREEADHERFITI L FHETS.

(#5271

R

T 2 R ISR ORI L 0 BRESCHEFUIR 2 508, HEF, ME, VA L ADOEHELAEHE SN
TWA 72V | JRIEBIAARTIC B BUTA 7 1 /L Z (hepatitis B virus : HBV) 2, C BT 7 A LA
(hepatitis C virus : HCV), B, #® o227 V—=7, %K &175. BARAYICIE HBs 5,

HBc Hif&, HBs Hii&k, HBV DNA E&f#4d, HCV fiilmd, B-D-Z 4, T-SPOT 72 & OB AN
b5,

77 A0 PM/DM Zxt4 & Uiz 156 i, 279 B3\ C B RIRBYYE & 5E L7RERNE, Theih
1841 (11.5%) 2, 3341 (11.8%) 5 Thot. RNEHIIEHENSKS T, 2/ Th Candida
albicans, Pneumocystis jirovecii 327> 71=. B OWFZECTIE B Fn RSRYWE R IEA OARRYIM0 Y > 7Bk
B, MIEHRE AREIIIEBER IR THRICE o 72, 72, 3AE L7 18 filH 2 FliTRIE g AT
2 A NS GOEMHEEE G IEEABITH o7y, MITRIBREAT v A Ftkc A& TRE S TERD,
(RIES R 2 SR DRV (A QA

TV R=ynur40mg/HU LGS 5 HloF M) 7~ F—F 2 O PM/DM B 245
L7 ik, 761 (9.3%) (=2 —F v AFAMRBHFE L, 2EIMEMEMEEOSHF TH -7
8 . ST AFIDO TGN 72 SN TWTIERITIE, =2—F Y AFAMRORIEIT/Rn-727 .

2011 4£® American Thoracic Society OIS TlX, FEMHNEE 21T 2 BEICBWT, YL R=Yn
v 20 mg/ A &8 A 5 &% 1AL EERT 256, FICRZEmsliEz 4 25818, ST &AID 1
H18EEAZR0L 284 3 HRGT2 2 EAHERS N TRY @, HBEMEMRBRRICEL L, ==
—EAF AR T EZBRE LT EREEPHERINS. ST AAIPRIERE CHEMATER20WGE
X, 7 ERarORRORZ IV DWALH LA, FHiE LTORBRERIZRTEOHTHS.

JiifEZ DO TRHICEI L CTiE, B MaEARE Y A /LA (human immunodeficiency virus : HIV) Y% E
FICHEC T THIRHE A U 5. BIAEREEREO & 5B L, Y =7 Y R EoTiRE %217
59,

PA AT DAV AEGGEICE U TIE, BHERE CIIBME % € H1IZ polymerase chain reaction

(PCR) & L <IIPiUMSERMAE 2TV, Bk & 7o e RERTHL Y A L A IO 5% bG35 Jefiliai »
B AN TS 10 28, BIFRER COZE T V AFMFE LRV, £, RO o BRI Eik
TOMRBRIEM X720,

T 7 FACOWTIEKERE Y v~ FIBETA RT7 410 THHEIES N TWD K Hic, MiRERE &
AL TNT Y TANZNIHT DT 7 F AERIIHRICAE O L2 ME MM B TR S D . T4,
WO X WP Y 7 F U BNMRRIE L 7 o7z, A U R OBRFIITHEGORET S AR L 2o T
A 12)
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a3D mEEEmALUAEYF— 3 VAN ?

AEBBREHALOUNEYF—2avid HHEE BEEZHEOREICENTHD. FEHH
ZHBPITHRETHY, MITTEHILEHETS. [HEZRRE 1]

fE 5

PLEERRE S AEEAI, RIEMMREBEORRICB W TEERMELY O 5. HRAGEHO U ey
T— a3 VINRREERERERGE LTZHIA S BIE V13D 70, DEBITTO T v F MMEERGRBRC A —
TURBROBEE NN LIZV AT YT 4 v 7 L Ea—MThbiT\5 28 . 2 Ly TR @i wlE)
B OER)X, BIEINE D TR, FEETEEMEIIEC RIS BT 2 B F R B EENC L VR T
HZENRENY, IHIZI hay R T ORERIGEESEIN UTHA OBERIEEENUE Lz 2 L3
ENTWDY . F7o, RIEOHRORILTHHADORIEZ IS TS | BRI TEHIENHALMNE
o TS, ERNCHHEIS N N Ly RINAEFH N —=2 7 AT 12 HE OfEEES)
777 AN, ARFEHORESRELY LI, HAOREEICBWTHRATHY, P ORETEMEOS D
LOTHDLZ L%, TUoF MUEGRBRIZREA Lz 7 . BYEFICEIEICH 2 BE 12 B quality of life
(QOL) CyEMBIGENE, ) LHERE, BIOEEEEOULERA LN Y | B N L —=0 7 OFR
XIBTER 72 U 27 2B 60T RIEI D720, IEBWEERE DO B 2 FNMERE % (juvenile
dermatomyositis : JDM) B THEFRIELZHEET 20BN H 5. HPRELO S & T, (KREDA
WNBRAL, REIZADE THMEL EIF TN 2 R HREIN WD 8 |
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PM/DM OB U ~E Y T =3 2 VAT TBROR, AHEFRR SOV TR T 7
LGB N W DA T TV 5. Wiesinger 1%, 14 1100 PM/DM 3 (2%F L T B in Bl £ 0pk

B OEE AR A 6 WIS DT o THIAT L, EEME R A2 AT L 72w e R & B~ C R E AR TR ENE

(activities of daily living : ADL) A a7 O/, Mo — 7 BEHEEENARICENT 52 &
ZARLEDY . IHIZ6 PHICIELER L-T v 7 MULEGRBR T, RIEOE(, CKOEFRER
EELEAEUDHZ LRI ADL 2 a7 OWENRENTNS 2,

Van Thillo &I ADRIEVEFHREIZBIT DV NE Y T =2 a v ORELZEMEICONVTU AT =T
47 L Ea—Z@WE L, BEINZRWTE, MAMEZ BT 23I8E 5 N L —= 703 & R A
REMEZ SE S, AEFRIIBOONLRN-T2E LTS Y . 2 VT H RO RN T
L0, MRBDREBROBNPLETHD.

FHEMRZ R (juvenile dermatomyositis : JDM) 2B LT 7 v & A fbEbEGEAER X720 2%, Omori
57310 ADBMEH JDM BE IR LT, # 2 [T 12 MM O A IR ER) & i) L — = 7 OFIEIC
OWVWTHE LTS, 12BEO b L—=2 7 THERZIRL, WBEIAT, B ADL 2d#F S
B LTS Y,
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PM/DM DW FFEE DIGRIZET 2 T o &7 AU GRS Lo a3 e <, r— R ) — X
UIEGI#RE TORENFZ LA ETH L. HEBHIRBIEZR 2 SO =22 ) =ZARHES LTV D.
Marie I AT oA FRPIEOBETREEZ X772 L, KE&®E 7 a7 U UL (intravenous
immunoglobulin : IVIG) 72372 &417= PM/DM 73 f5] (PM 39 51, DM 34 f5) % & HHRAIZHEAT L7-.
1g/kg/A X2 ARO IVIG & 17—/ & LTRART CHPORRBIREIE 7 20H), 2T U ey T
—YaryntHENT. 27 B2 2 7 — A& T 5~15 HLANIZ, 33 Bl 5~15 HLANIZHRR DB R AT fE
Elpol= VL A BNEIRFRICEE LT 3R Ome T R EEDS R RIS B, 1 etk R SE A BT A 5 L
7o, 8BNXIVIG ICROSET, Famereiizk (641) & (241 THLC L7z, Oh HIFHE FEEL &L
72 Mayo Clinic O & #B% 62 A (1997~2001 4, EH AKFZ%K 26 51, DM 18 5], PM 9 f5i], A —/3—
T v THEWGRE 9 B1]) A ITHRANTIRNT L7z, BAKMIZ% 20 51, DM 176, PM & A —/S—F » T
Bl cAT A R, 7Y¥F 47V (azathioprine : AZA), A kb L FH¥—k (methotrexate :
MTX) 72 EOGEMHIRIEN AT TH Y, IVIG IZE KGR 1 4], DM 4 4], PM 2 ], FA——
T v TIEGHRE 1 BINCHAT S 47z, AR 2 IR WEHER A GO 72 & OSNBHRTRIEI T A0S AT STz
BN T2 03k PR s N B U7-1k72 <, DM 6 fil, PM 16, A —/3—F v 7 IEWGERE 4 B CHiE T
PEE T EAE L= 2 . Palace HlE 3 Rz - Tt FIREED ZNER T, 7L F=Y 11> 40 mg DH
ARNAZN T - 72 69 1% PM 2ol 2855 L Cnb 9 .

INRBEZR r— A ) — R, JEGIRE UL TR, IVIG Y~ , 7 m AR U > (cyclosporin A :
CyA) 7, v 7 uhkA77 I K (cyclophosphamide : CPA) +MTX ® | iiRIHSEL; Il @ 10 7
BABE T IL— AR 1V 72 EOFERHE STV S,

MR ERR Y (juvenile dermatomyositis : JDM) (ZFUNTIE, Wi FREE X 29~44 %lZAHND
& ~19 | videofluoroscopy % AU/l FEEREDRRGT CTIL 79 BICEFFT RAA LN D LMt S
TW5 W —J5, W TREEILRE - LS OWEIBMERAE L A CTEIEDHE L L TKEAT A KL
FEIHEEO B MTHON TN D 1916 | JRFRICBI L T T v & AU HEGREBR O KBS LB B L 7
2%, Riley HIIFHEME DM 12 Blicxfd 5> 7 uhR A7 7 2 RifE#EE (intravenous
cyclophosphamide : IVCY) D450 72700 C 3 HlOHE FEEEA I ZHE L T\n5 10 . =95 LR
il “EEMEREHR (JDM) 2O T5]1E 2018”7 T expert opinion & L CAT 1A R/VLA
Wik & IVCY OGFHIC X 2 B8 AR EAZHELE L C0D 17 | Lam HIIBTHRAOKRGI D, #ETFEED
RN AT a4 FIEGIMES D VNIAT B A FKFEEOIERIZZ <, TVIG 2R EIEEME 2 A 2 IS4
DI EERE L TODA, TR B IRICHT 250 ST 18 L Lo T, BIREE T/
RIZBIT 227 237200, AR, BETREEICK L TIVIG ZBE T RESREIEL BRI b
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1. BIBRERTOA KARZEARE L, RSB AEINFIE (90X K) A (CyA), #
20y LR (Tac), FHFA T2 (AZA), ¥ OKRRT7I K (CPA), Sa7x/—)LEEE

JIFIL (MMF)) ##HT A E5H#ET S, [HEBEE 1]
2. BEAMILD (T L TIX, MEFEEEZHBT S ELEFRET S.
[HE22fE 2]
fiR s

PM/DM (28 W CHIE MR A (intestitial lung disease : ILD) 135 E48H OEFIC AP L, HEEZR

M TEBERFTHD. 7220 ILD O T1% L IR IGCTEI &K ORACEG R BT R, B CPuk
OFFAIZ Lo THRIAR D720, FHREZRIRY 2 b OIEREIEL, BRI EER&ETHSH YV ~
6 .

PM/DM IZH0F9 % ILD IZIEZRIB E AT v A FREFEE (FV F=Yr v 1 mg/RE kg/H) A
NG ELHY, ETRIBREAT v A NEMFEOSEZHERT 2L bbb Y, DDV
TEHRZ RV IR ILD &0 72 iz, S il 2 0F 3~ & EFIIZ V. Rr2Ht MDAS Sk
PG AT 5 2E T ILD (RP-ILD) (3R EHIME CRERDEmWTZD, YO0 OEIBRE AT
B RRERIEE & HICRD R BB IEEOBEANED 5D 7 . BT HRTRO~—h—L LT
1% PaO2/FiO2 l° A-aDOs DfE ® 8 9 | KL-6 <° SP-D O#Ef 10 | i MDA5 HiADIFAELZ OFUAAh
OB 9“1, T VFUERLTOWRB 2 9 RENFHATHS. itﬁM&#@ﬂ%iwﬁu,x%
7 A NI KD HHEIREICHT DUMMEZRIFTHL DD, BIEREAT oA ROBEE & HITHRL
%#w&woﬁﬁh%bwhw,@%&Exfm4hﬁﬁéﬁib%,@%&EX?H4kmwwy:
2— U UIEREALZIE YD, BRBERICDR2VWE VNI G L H 5 16

PM/DM @ ILD (2% 2 S i3RI T2 = 87 VA1, HIUA RI 4 LRBRICRIME =2
FE— L AZT 41T 12H72K, 4 20HAAE 2k — MIERHIT S 1P ~20 . WFhicenT
LEIRREAT A NICXDIRBITEANERK L LCTHEHAINTEY, SEmsZEo R0t H oF Ak
ERFT b0 ThoT. BIBEKEAT oA FRERE (L F=y1rr05~1 (<31 mg/fFH
kg/ HOWNAR, & LIIAFAT L R=ym o)V 2RE] 200G L, et S Tun o0
IHEEE LTl 7 v AR Y > (cyclosporin A : CyA), %71l AA (tacrolimus : Tac) 73HJH TR
FENTVDEONREFNFEN 251D 18 L 153019, 7Y F 4 7Y - (azathioprine : AZA) &3
7R A7 7 I K (cyclophosphamide : CPA) 1% CyA, Tac & HHOET MHEMHIEE] & L THREFS
NTNDHEDOMNR 1L TH-7220 . Kotani 51 ILD 24325 DM 16 #il 2 %512, 1REBLEE) D

BEREATrA e CyA 285 2 R O RN 1,000 ng/mL UL E & 722 L9128 Lt (n=
9) &, BHEBHMAZ O ILD BHERIC CyA &5 Lo (h="7) %k L, AEREMTHOUGELZR
WIZZ EERELLY . L, EHLOBICBWTHEBIERE LTAF AT L R=Y r /UL A
F7201F CPA DWW NN ET X G 2 M2 72BIRFE LT, Go HIXILD 235 DM 2%t L CyA TiA
W L7z A7 Bl %502, ILD 22tk 2 EUNICRIBERE AT 1A & CyA TIERZBRMG L2 (n=
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16) &, BIREEATaA RIGEEBRB L% CyA 255 L2 (n=31) Z31), A CTHEMFE
NEBICEL, BEFROMHEICHEZRIIR» T2 L 2ME L7219 . £/, mOMERERE X #
B E. (high-resolution computed tomography : HRCT) DA 27 Z8\T, MEEE HiZ CyA EAKZD
A a7 OEERIHI STz, Kurita 513 ILD 247 % PM/DM 49 1% %4212, Tac Z0FfH L Tia
FELI-RE (=25, 25 961X CPAfH) &, Tac Z0FH LW TIRIELIZRE (n=24, 56 7THIIZ
CyA, 2%liZ CPAfEH) TH#kL7=& Z 5, event-free survival & disease-free survival IZRi[# CTH &
CRIFTH- T, FLERELAETFRIVTLORL 2L, AIEOHT1IHOTA AT e T ALK
YUiE & 2 GIORIREB 2R, %E T 2 BIlOBERERH AR 072 19 . Takada HIXIE@MD ILD %
A9 % PM/DM 34 il & %5102, 1RHBAMER 2D AT 1A R &2 (CyA (n=6), CPA (n=
3), AZA (n=2), Tac (n=3)) ZPFHL7#E (h=14) &, AT A FEM TG LIBREIGHAZ L
WIS IHIEE (CyA (n=4), CPA (n=T7)] ZBMLH (n=20) THELZLZA, HIET
EIFROF R R SELZRDT-. F7- progression free survival °%VC ODWEN B TH D Z & bR
ERTVD 20 . FECHENIATE T 1, %ETI0BTH 7R, BYMEFLIIHE D 2 HlDOHTH 7.

CyA OEAIXMAF b T 7% 100~150 ng/mL F££ 17 20 (2, Tac DAL 5~20 ng/mL F&E 19 %
TROEIITHEL TVDHD, BRREREESCEIYVECHE LN OMEMNT 5. Tac oW TIE, EAH,
HEFFIIC T 7EOFRTEEZ T NEN 15~20 ng/mL, 5~10 ng/mL & % 7E L7258 22 X2, CPA & Off
T 10~12 ng/mL & &% E L7W5EnH 5 28 |

Tz, MRMKEY 7 nRA7 7 I RERFEDE (intravenous cyclophosphamide : IVCY) & RRIZHT
MDAS5 FURBGERNCE0FF % RP-ILD IZfEH STl v, 3~4 BFREE COMARERE (10~30 mg/kg
F£ 721 300~800 mg/m2) 24 25 o[ TS HE (750 mg/body % 7-1% 500~1,000mg/m2) 23 26)
WRHLLNTND. ZhbDEE, ZATRIBREAT v A FRERIEE IV =2 — T VHFEENGF
HEnTng., 7B CyAlTbBEIZE W TRRIEHIN TH 5.

A EFIEIZ DV T S, PM/DM @ ILD (2% % ifla & AFFEIE 722025, L MDAB HUiRR 1 52 R
RIZLE D ILD JEFNZ KT 2 M A #E 15  (plasma exchange : PE) (2B L T, % AR & ak— ML
W2AKBD. Abe HIE 10 FlOEEMAHT MDAS HFUAM M EdE T ILD fEF (3 AIDFHIEHR : 7L F=
yayoe nv=a—Y UHEK - IVCY I X 21 4 EELNIZEG: - FEUCIRAE DI A4 R D 72 JE
#) 1IZ2WT PE ({&#aik FFP, 1~23 [ElfiifT) Zhif7T L7-fE (n=6) EIEMifThHE (n=4) THEFFEZ
e L7z & 2 A, 1 FAGFRITIAEIC PEEITREOIZ O N E)-72 (100 % vs. 25 %, PE vs. non-PE)
27 . Shirakashi &% 13 #il0 #EEMEHT MDAB HifRES %= RP-ILD 5EF (3 FIOFHIRHE: 7L k=21
Yoo AN =a— ) CHEK - IVCY IC X Diaa Blha LT MBI MEE L7ER]) 25\ T PE fi
ITHE (n=8) LIEMATRE (n=5) THEGERZUELI-L A, RNFY PERDIT I PEBEIZAGFEN X
otz (60 % vs. 0%, PEvs.non-PE) 2¢ . 7272L PE (ZfRBEHICHSH. KU IF¥ B [HE
b7 7 A 3—H 7 LERW T EZLEENE (direct hemoperfusion with polymyxin B-immobilized
fiber : PMX-DHP) (25 Tid Okabayashi & 73R PR A HE 0 1 B2 7% 22 (25 0F L 72 RP-ILD 14 510
=AY ) —RERELTEY, 90 AAGFRIL35.7% (5/14) Thotz. A1EHl 5 HlONRITH ARS
PURBEPEG] 4 61 (4 P 2G4, §TMDAB FUREEF 161 (10 ik 1 F1£EF) Thot 29 .
PMX-DHP & fRBuEHANATH 5.

IVIG O 30 80 R0, AW EillEl (VY Fo~7 82 NuvYxo~739) Of itz s Ll
HEHHDN, b ORBUEAIZR.

ERE, B4ESR-CQ2 BT 5.
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RN U TR, MBS OA CTlk 8~14 % A S5 39 38 . —J5, ILD X JDM O EE
RETIFRRTH Y, H MDAS HFUASEBPEEEZ RP-ILD © U 27 KT Tébh % 36 . bREO/NEY v~
FHREHitE% 9 MRk Z R % HRIAFZE T, 2005 005 2017 4EO M%7 U - AR R MERIEME
PR 96 15 (JDM 91 ) @ 9 5 31 #iTHL MDAB Hiik3 Btk Tdh~72. £ D H 5 25 Hilic ILD A4
fELCHY, RPILD X6 #ITH-7237 . J72bH JDM @ 30 %2350 MDAS HiikBHE, 5 % 80 %
[ ILD ZAGFL T2 &2 Y, /NRTIEH ARS HUEOBENE LBV Z & &2 D bAED
JDM (281 5 ILD AOMHERE 1T 27.56 %FEE L HEE S D.

ILD A0f JDM OIBRICEET 5 7 o ¥ AMutbisakiifi g7z <, g2 ws Liimse b B 720, /@l
BRE AT oA RV ZAEEE CyA £7-212 IVCY OB OBRMENERE STV 39 ~40 | EEZ |
FRABNZHE U7 iBRE NI S TR Y, QlETHEREDN DG AICITREIBREAT v A K/ UL Rk
£, CyA (E721% Tac), IVCY @ 3 FIFHIFIED RHPEANTOIL TS, ZNEKBEL T, AR
PWHE B O FREt Tldft MDAS Bt ILD &0f 25 Bl 3 il CAT 1A REfh, 22 fl TAT v A R &aiEm
FIEAGFHENTEY, 1HEBRE AT oA R2ULZPEMTOI TS, BFH S 7 s i X
MTX Hifh 2 4, CyA Bl 3 #i, IVCY Hifh 2 1, AZA ¥l 141, IVCY+CyA 764, IVCY +Tac 2
%], IVCY+AZA 3 #il, IVCY+CyA+ =27 =/ —/)LfEE 7 =F /L (mycophenolate mofetil : MMF)
14, MTX+MMF+IVCY 1 #]Cdh -7z, £ CHIE IVCY+CyA+MMF %47~ 72 RP-ILD O
1BIOHRTH 787 .
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h2 EMEBEAHEATIE EMBEBEOAERSE L LCHAICTT SAES
F5REM?

PM/DM DEBZHFTHHEEIE, BERESODABREFIARAADIILFHIETS.
[HEREE 1] | [EEES8.7]

iR e

PLTIF1- v JuiR & NIREPERES OBTEN X< bHN D K D127 0, B A O OIS 23 T4
MUTWD. BV A O R CIRIERARPN BN & R ONE OIRERLETH H A, BIEERIC
KT DHNFFIT - ALFIIE L OHT L COMRITHT DRIBTREAT 2 A R - Emf o 53861
ORI EDOREMH A SR ITE VI ERbH LD, ELOLNDIREEEL LIZWIEE bifk
B 2.

MG A ORI RIZ O W T OREREREIIZBFMET 2600, BROTm Fa—LX A I 712D
WTHOZET  ADEWIFFEIZITZ L. ZHBIORETTIE 45 il 8 fild 2 Vi 13 filHh 8 fil & i ic
L 0ERS D OOEMIEEOMER & R OWBIHENRA SN DEGNIFEL VY 2, EEOIEFE% 1
7HTCKSLDH BAAEICHFE LIZE W IRENDH Y P, EEORROATRIRRE AT 0 A Rl
AETICHRNERLUI-GIOIFET D2 ™7 . —J5 T, BEMEENRIBRD ) HICHROIBREFA L
72556, Rk OIRHEBUSIE DN  FIE OTEHRIC Z 0 RISEDE L7z & B 2 DD RERIDNHE STV D
&9 %A, P - ALFHRIEOBICRIBERE AT v A NIZ X 2AWSIRIIRIE - YYE OB L KRGt
TOMENHTL 22 &, EIHSEDEPERG ORI E L 52 DAk ENB I o5.

UbzZEZ2H5DE5 L, PM/DM OIG#Z1F T 25613E QRN EMEIER OVEH 2 it X SIEF
ZnWEBbinsd. EROBEO L 912, BHEEGERE b HRPERL2VGE S LIZLITREBRELD
0, FOBIRICKTT DI EZBINT 5.

—J, BRI - WE TR - PRI R E B D O TV MR B EAMEE LR BLE 0 E#E L v
&I SN DG A I TEMEIER S RIER & 5 WITRRIET Th-oTh, UAZIZOWTHREI L) 2 TE
o OIREEBIET 5.

Xk
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®Ta4E VAFIT4vHILEa—

AFETIE, Minds 2T A K7 A AE~==7 /12020 I[ZHEHL T, 6 DD7 V=h LI T AF 3
YEDT, VATIT Ay L Ea—&fTo TR LT, —i, B3 ELEETD.

7k, VRNEO PM/DM (ZADFT 5 BVEPERR B LT, EMEAREE L CRIRKEAT oA KB
F O RRGEEIIHISRITE 22 ) /RO PM/DM (2 RE S ffEfECx LT, RIBKEAT oA RICKER
Zra 7 ) R R BINT S S FAERAN? I LD 7 Y =T AT 3 oW TUE, 4TS
MBS 372K, YATIT 4 v 7 L E =3 ThRho .
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sr-cal sAD PMDM O FfEfRICx L C, BREEAREE LTEAIBREXTO
4 FE X VEEREINGE, JAKEEE, SYFRFITERAM?

1. BIBRERTOA FE, RNIREERSIUV/NNILRAEELIC, PM/DM OFFERDEERAZE LT
HET 2.
2. BIBREBARATOA FEARMLFY—F MTX) RIRBEDOGHAIE, BIBRERXTOA FEM
BRELEL, MERDAEAEZE LTHET S.
[#BE1, TEFVRALALD]
3. BIBRERTOA FIZTHYFA T Y (AZA) #tRIE, BIBRERTO4M4 FORHESRE
ARSI BAEA AL LTHET S, [#2E1, TETVRALALC]
4. DMIZRLTIE, BIBRERTOA FETHFHTU Y (AZA) OEFRAEELEEL, o0
AR Y (CyA) DHAEEIL BKERZERTEIEREAEL LTRET S.
[#2E2 TETVALRLLD] § [EEE 8.1]
5. 7NRAETHE BIBRERTOA ROREINHRITEREOE I L CERBAERAEL
LTIRETS. =L, ARICETLERAEREZERELTEIRT LI LTIRET 5.
6. VUFITTIE, BIBRERXTAA FOREIMGIZEITEREOES I L CTERGAEAEL
LTRET 3.
7. DMIZR LT, TARILETMIEIBRERTOA FORBEMNR L EREFHROERD
BEAHY, ERTAEAEAELELTRETS. =1L, ABICHITHFEHAEEZEZEEL GERT S
CEERETS. [#8BE 2, TEFVALALB]
8. PM/DM DFRERIZH LT, A1 V7 UX I ITEERBABEAEELE LBV LZIRET S.
[#BE3, TEFURLALC]

HERER O R 48
BIERERTOA4 R

BIBREAT oA RV AFHEOIRIZONWTIT 1 AD VY —XHE D 350, BHRREOD AT n
A4 R{gHE (7' F=>Y 1> (prednisolone : PSL) 1mg/kgx2/"H] + A7 a4 RV REE (methyl-
PSL 500 mg/H) BHAAEE (/L ZPFERE) (3l & CEAIC 11 B2 88k L TV 223, fHREEHZ SN T
TR A AT v A R (PSL 1 mgkgx2 72 A) ZiEIZIT - 70 14 5% % 5% A CHMET L T
L. 7 A AMESITE O TIRERHIFHIE $ 2720, 7L AFEDEEHIEFITED LW ) A —T
BT, AT AV AZFIEFITE . Lo URERIE, ST OV RBEE) BE 11 F% 10 Gl sfig & e
D, 14 il 6 BIRTEME & 72 o Tt RBEIC A TR BICEMRN S0 o7, EomiE CK A IEF(LT 5 F
TOWRIE, 7SV AFIERED 6.643.6 1 (mean+SD) Tho7=DIZkt L, xHHEEHE 11.745. 1 TH Y,
HBEEZ D> OOV AIEFERBEEN R IEF L TE 72, BBEANRZWIRETH 20, HAIZRRO AT 1
A FIREIZAT A ROV APEE N Z T PM/DM 1REZ AT 5 2 L1k, @EIL, £ L TR ER%E
ERTHIENTEDHEERD.
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o g NI

7 HF A7V (azathioprine : AZA) (ZBH L TiE, PM31#licxfL, 12D RCT & 2D EMELZD
#WENRHY 29, PSL 60 mg/H DA 1561 (55 1EMORYELH 8 Bl) 2k CaiEE) 12, PSL
60 mg/H 2 AZA2 mglkg Z0FH (P ARE, 5 BRI GH 8 #1) LT\ 5. ) EHEIIS ARET 13 #1,
KFREET 10 Bl E M ABETORCHENIRD 2Dy, OB - ZUEIZITEEEN 2o 1=, [FERIZ,
R PERE R IE AL ST ARET 16 ], MHEET 12 61E, MABHTOLCAITIEH 2 0D, EOFKS
EFLE ThroT- BEIZITAEEEN o7z, AT a4 RBEDRE LT, RUBSEEOATHRETS
NTEY, 1FZICPSLI0mg/HARG G Tho7-dny, I ARE 8 il 8 fil, xiHEHE 7 fiH 3 T (AEE
72L), MOTONREFIT 1.6 mg/H & 8.7mg/H THEAZRD. MAERITRICOWTIE, 18T
EITAN B ABRERETTE 72, I ARE 8 Bt 8 B, *IMRRE 8 Bif 7 B CUEENTRO b, £ OFFAfi A =
TICHHEET R P72, 202 L&Y, AZA OHFIE, PM OFRIGEICENT, A7 A FEEL)
RITIFFTE DB HND.

PSL NARIEH O DM £ 7212 PM 30 f51%, Ak kL% — K (methotrexate : MTX) 7.5~25 mg/id
Wk & AZA 50~150 mg NRZOFH L7z 15 61 (U ARE) &, MTX 500 mg/cm? f@il §: 417> 72 15 i

CeHIRRE) 120 CTRET L2 RCT 28 % ¢ . PSL 581X, M ABRMARTE R CEEZMN AR 1207 130k
T o & LTS, F, ZONMAREEHEIL, 6 PARITIEREZZ B AAL v F LTS, &)
D 6 A OWRIFERZ T 5 &, Wi 03EFH /17 A B (manual muscle testing : MMT) A =7
& HHEAETEEIE (activities of daily living : ADL) A =7 Tk, F£7-fflatkiEE CK AL HRHMn L, /b
ABET 8 4], XIFRBET A fIEME L TR Y, MABETE YV EHE LTIEFIRZ NS OO, BERIHEH PR
BRI o7 BHERIE, BT 1 flzd0EER DI u A2, v FRICELTEY, Z7rAX
A v FRIOREHITIX, FEHEER S ORI ARE 2 6, FFHEE 10 H CHlE S, ZORBRITITAERZENR
o, ZToZE LY, PSLAEF O PM/DM IZHFHT 2% mfil3E & U<, MTX AiEEREL Y
t, MTX & AZA WIRIRIEDIZ D DERITATA D Z E BRI S.

v 7 a ARV (eyclosporin A : CyA) (ZB8 L Tix Grau 5 @ pilot study (single-arm prospective,
open label, historical control) 5 < DM 10 #liZxt L CHEAZEA L LT 10 mgkg 726 A% — k(2 4,
ZODOH 3B HEMNPLIE 5mgkg TAX—FE7z) L, 200~300ng/mL (k7 7MIAH) 2 BAEICH
#  historical control i 45 ] (PSL+AZA+switched to CyA, K&@E 7 17 U v (intravenous
immunoglobulin : IVIG) 72Xy 7 2/ A7 7 I K (cyclophosphamide : CPA)]. /1118 (Medical
Reseach Council (MRC) Zx=7) & CK DM i HIX7E 2T/ (complete remission : CR) + &
HH— TRZEREM (partial remission : PR) & L, CRX° PR IZE % £ TOHIMA CyA BETHEV
Z EHETRE L TV D DFEEHFRIRT AN Z G T W e Wz &, fiEiE & CK b ORI 2 438 C & 72
WA H D, BIERIREESIHEDRBRICHEEIT R -T2, 2O & XY, DM ORfFEANICE
WT CyA RN AT 2 2 L ITEMEZ R BEATELARERSH 5.

EYEREF

TR T ORI ONTIL LIROUE RCT OWMENH 5 0 . S ABE, HIREEE HRBRBRAIIT O 2T
oA R, SEIEERIGE IS L CRbiE 2T PM/DM 2455 & Li-A4—7 iR c, BEF TR SH
TIEFI S H Y, "ATAVRIPRHLABRTHD. WEIREICNZ TRINLT NZE T N (~60kg :
500 mg, 60~100 kg : 750 mg, 100 kg~ : 1,000 mg) % 2L 3[El, ZDOHIE 120 LI 4[HD
AT EIERE L2 (early BE) &, 3 ABNLOL T ANZ 17 N ZFEERICEHLG L7728 (late #F) THRGS
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LTWa. R 3 2HEZOIRFE L AR X —RORMERIX, 77 2R EETIERVWBT ANZ TS
FZ7 VU —%xti e L72ligiz72 v, early #E2% 10 i 5 5l T IMACS 23E®H 5 DOI (definition of
improvement) &K L7-DIZX LT, 73Xt~ 7V —FE (RHIEEE, late #F) (X 9 %+ 1 1< DOI
ZEERK L, early BEDIZ O WA EZZ L > TEEIZ DOI ZiEK TE 7. WiRax A5 & 18GE IS b
7o, CKAEDIK TITRE O bivieirotz. 73487 MEROBWERCA IHEIZ DWW TIIEE R S OIiX7e
Inode. BEIR 6 2 A R ORI Tid4 19 it 8 ¢ DOI # i L7= Z L b, #iatE PM/DM 50
RO IIT AL BT MR THESEDL L NRELEEZLND.

UV H =T OHEIZONTIT 1D RCT OWENH D 7. AR, MIREEE BRBRNICITY 2T 1
AR, SSEMRISIAR T U TR R L7 PM/DM %18 E LTW5. #iGE PM/DM 23% B8 Cd
Zrk, DM ICIZNEBIN G EN T D RPMETH L0, ~ATRAY 27 HEWVEBRTHS. 0, 1A
VY o~7 (BSA=1.5m?2: 575 mg/m2, BSA>1.5m?2: 750~1,000 mg/m?2) %5 L7-8t (early
B &, 8, QBB YFRI~TaEb LR (ate BE) THHRICOWTHERF L TS, EEBHX
R ERAESE 7 v—"" (International Myositis Assessment and Clinical Studies Group : IMACS) @
DOI %K TE 5 F CTOREEIX early #£T 20.2 T, late B CTH UV Y X ~T7 %[ L TH 5 20.0
EHRBEEZRORPoTZ. VY X~ TIRROAGEFRSR L LT, infusion reaction 737 7 EARESFIZL
NTHRIZY Y XU~ T TEh ol BEMERER % (JDM) H & EATWDA, 42200 Fld 55 161

(83%) TDOI ZEKTE, 44 HHfH DOI #MiFfF CE TWH Z L, #HAEMYE PM/DM IZEBWT Y %
U TIRBFENR R T AR O R WEAI L B BN D.

T & %t 7 M L TlE Muscle Study Group @ RCT (pilot trial) & < DM 16 ] GFHRIES L
<UE 2 A LIWIIE PSL O AERB, & L <IXFHRE]) 25512 2 7> [ PSL60 mg/body % flkfii i,
X )7 b 50 mgiEE FTHERE (11 6) &7 IR ETFERE GH) 127X AZE0fT (CEE
), PSLIZ 2 Z& —5 mg DFEEZT> TV EWI T ba—LThsh. HHEEICOWTIEEF
5 /)7 A & (manual muscle testing : MMT) A =7, # /) MVICT (maximum voluntary isometric
contraction testing) A =27, 30 7 1 — b & AR FFfH], MYOACT (Myositis Disease Activity Assessment
Visual Analogue Scales) DFIEIRIEEINE R 2 TIZOWTEHME SN TEH Y, 247 < 523 & HITHREE b
BEELTERY, 2HMOFEEITRI T, HiEMEFEREOKRTICONTS 2 M THEZEZR L. QOL %
Health Assessment Questionnaire (HAQ), Short Form-36 General Health Survey (SF-36),
Indivisualized Neuromuscular Quolity of Life questionnaire (INQoL) Tl &L CTWD NEE AT 78
hotz. AT A REEZHEICOWTIE 24 BE To PSLERE 2B L —5 mg) [T=XxLt 7 M
DIE ) DEREICHFE CE 72 (B/11v.s.0/5). 24 DO AT A RENZ X XLt M 1.2mg/H, 77
TARRE29.2 mg/H (p=0.02). EEAIHEORBUIIAEZET R No72. 26D &5 DM O HEfiR
BAZBWC=Z Lt M PSLICIZ % Z L1% PSL OBENRMHEFTE D (:i BT A LRL
B). %72, PICO REDT 7 kI AZIZ72V8, KL TlE treatment failure Z &% (EAl VAS @ 2
cm LLERIN - MMT 2 =27 >20 % - B T 5 KT - FVC <> DLCO @ 20 %&F - 12 #IZ810 55 )k
T L I 5IHEOWT DY) L, treatment failure (CFE 25 F COHM % 2 fEThbik S, =& %
N7 NEE3B8 H, 77 A 148 H (p=0.0002) ThH Y, =& 3/t MIFMREMER M OIE R R
LI TE 5.

A7 VXU TIZBELTL, RCT A 12HY 9, PM b L< X DM & Bl Si, ek o &

(proximal manual muscle test (pMMT) 80~120) Th Y, Hbﬂé PEfESR E5H- 2> MRI TR & OIEE4:
ZHERESN TN D 18 LA EOSER 12 Bl 6 4> D 2 BRI/, i (PSL<0.5 mg/kg, MTX 7.5
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mg/iLL EE721% AZA100~150mg) 2z, 1> 7 V¥ ~7 5mgkg b LLIZ7T7®R% 0, 2, 6,

Bl Lz, S /iEfEIzB LCid pMMT 28 15 %24 LElfE, F7-, IMAC criteria T HEN & -
el bbb o TV AR =i L7z, 16 AR AT pMMT &ERHST-DIZA 7 ) F o~ THE
T 1D Ix, IMAC criteria i IL 3 I TH-T-DIZx L, 7T BAREET MMT &3 0 4], IMAC criteria
gGET 2 WJT“J@ v, 2EEMDO L AR X —RICHEZEITZ R -7 (p=0.2963). BIERIZA 7V i~
TRETH RS (n=8), iiE (n=5), HFEHm (m=1), infusionreaction (n=1) THV, 77 vREE
THEGE h=8), WiE (n="17), j”*fﬁr (n 1), FHEE (h=1) Tho7=. fHIIEEICHEZIT
W, AT Y xS TEETEZWETNIC , —7, BIWEMIZ infusion reaction DIZk T 2 Eﬁ:ﬁﬁﬁﬁf;%
X7 hot- (T AL~UL C).
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SR-CO2 FiAD PMDM &4 2 BB MAESR ot LT, BREAKEE L
TEBREZATOA RBLURBREISIE, JAKAEE, 4y
X BUSHLEIEE A, ?

1. BIBRERTOA FABREEALL, BRHLHSRENHZE (9 0RKRY Y (CyA), 2R
LR (Tac), ZHFA T2 (AZA), YV RBAKRRAT7 I K (CPA)) AT S L &H#RET
3. | [HEEE L TEFVRALALC] ) [BEE 9] |
2. L MDAS iiAEHBIICE VLTI BN SRIBRERXTO4 FEERDREIFIZE (Tac &
CPA) ZHRATEHILZIRET 5.
[#RE2 TETURALALC]
3. i MDAS ifAEHAFIICE W CTEMBEAI SRIBRERTAA FL JAKBEE (I 72F=7
(TOF)) OHRAETHLZRETS. 2L, DHBEICHETHEAEEEZEZEL TERT S
CEERETS. [#2RE?2, TETVALRILC] | [AEE 7.6]
4. 1 MDAS HUiARBHAIIZE T, BIBRERTOA K& REINEIZEOGHRARICIETIEDEF I
LT, JAKIBEE (TOF) OHRET LI LERETSH. =1L, HABEIZHEITHFEAEREE
EELTERTEZILERETS.
[#RE2 TETURALALC]
5. 31 MDAS UABBHEFIZE W T, BIBRERTOA FERENFZEDHFRARIZERMEDRER I
L CHRERBMEEZHATILEZRET S.
[#EE?2, TETVALRILC] | [EEE 8.0]

B e D 12 48]
PM/DM (25 C VB M £ (interstitial lung disease : ILD) 1355 b OREFNCAOF L B 24

M TRBERFTHDZ L, £72Z2D ILD O T & IEFRRISHEIZMH R OFRRLCEG AR R, B CHUR
DRI L > THRR L7280, FAREREYD 2O DFERENEL, BRITHDPIRFT SN RETHD.

AEDYATT 4 v 7 LE2—|ZBWT, PM/DM @ ILD ([Zx4 218BICET 2= 05 0 21, Hi
& oy ba—/ LB 4 B8, #AME 2 b r— LB 2 58 R Do 7. IR A KT A U E T
AAIEFRERDY 1 DHFEEL TR L2 AL &, ITFEOARFRBIITHEA N L, IREERE
MOZ—=APREES>TNDZERNIDRZDH. LoL, i SN0z s A LIZB W THNW STz =
v k& — T historical control ToHh 5. Zivix PM/DM (£ 5 ILD 23R A O fGHE-CEIE 72 14 B IE
oD MEEAECLHRETH Y, BIMESMEO Y he—L s L TREREZR W EZRIT 5 2
CICMBEMMENEC S D2 EN R THDH EF 2 5. 24, PM/DM-ILD IZEBWTITH UL (i
ARS Hufk & 5t MDAS HtfR) 12 L 2 @b OB EMEN IS Bk S v>2H 0, it S0 % < 340
MDAS5 HifRptt (RdEITIEILD O U 27 OFE) EMZHRIZLIZbOTH L2, HohdeT
VADEIRG Z 5 LT ERNE A FHRICT 20N H 5.

Takada & ¥ I3IEEMED ILD %49 % PM/DM 34 fil & b 5100, 16BN DRI REAT nA K&
FEIHIEE (7 0 AR Y > (cyclosporin A : CyA) (n=6), >7 nhR A7 7 2 F [cyclophosphamide :
CPA) (n=3), 7W¥F 47V (azathioprine : AZA) (n=2), #2711 UJ LA (tacrolimus : Tac) (n=
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I EPFH LTEE (n=14) &, BIBRE AT v A REM T UTEREISDZ LWEGE I E 3 (CyA
(n=4), CPA (n=T7)] ZIBM LT (n=20) THEIL7ZE 25, AlH TEFROARLRUELROT.
F 7= progression free survival %55 14 NfiTE B (%forced vital capacity : %FVC) DGENEH TH D
TLOLRIBRIATVD. FETHIIRTE T 14l #%ETI0HITH o720, BYWERITHRE D 2 HOH TH
~7-. Kotani 5 2 [T ILD #H 3% DM 16 #l & x5, BEBGRNDRIEEEAT v A & CyA &
B 2 RE% O M EEN 1,000 ng/mL LA EE 722 X 9C& 5 Li2fE h=9) &, {BEG% O ILD
I CyA &b LIl (n=T) ZHiRL, AERAEMTHROWBELRO L amt L. 12121,
EHLHLDORHICENTHIBINARE LTRIBREAT v A RV ZFEE 7213 CPA DWW E 7213 s
B MZT=BIDFE LT=. Kurita 5 @ (3 ILD #H3 % PM/DM 49 {4 %4212, Tac Z0FH L CTIAKE L7z
# (n=25, > b 9BNLCPAPIH) &, Tac ZPHH LW TIaMR LIl (n=24, 55 7% CyA, 24
IZ CPA i) TlhigL7=L Z A, event-free survival & disease-free survival [3Ri# CHEIZEF TH
ofc. FLEEMAEFRINVTNLORL RS, IO T 1OV A S AT U A VAERIE L 2 f
DHARIIZ &R, % Tl 2 BIOBEHREREE 258072, Go H ¥ X ILD #4795 DM IZxf L CyA Tih
LTz 47 Blaxt51c, ILD 2Wr 2 HELIWICRIRRE AT nA F& CyA THRELZ M LR (n=
16) &, BIEEEAT oA NERLZRE L% D CyA 285 LIckE (n=31) (Z41), AifE CAEMFSR
DERBIZEL, AEFROMEICARET -T2 L2 L7z, £72, high-resolution computed

tomography (HRCT) DA a7 |ZHW\T, MEEE HIT CyAEAZ O R a7 OHE NI S Tuiz.,

FROay b=V RAZT L ZT R THRIFAOTD, BENy 7 7T 0y ROEPCHHIREIRE 7 e
b a— OB, FIBREIC & DI G O RA T A, BEBEOIE DS & o CRia oA T A
DIFIEL, TET VAL-YUIRWS OO, AfFRE L0 BERFMEEEICK T2 EENILE L THED
NTNDZE, AERZUCHALNREZRDRN L E2BETHE, PM/DM IS ILD (23T 565
CBWTRIBREAT v A F& L bITHnoeZislsE (CyA, Tac, CPA, AZA) 045 Z LT
S EIDBID. 72720, CyA XA EICBW TREHATH 5.

Tsuji & & [ TOAED 5 g8V T, 2014~2017 4251 MDAS HUAYE T ILD 2 &0 2 9150
DM/#EFEM ¢ (amyopathic DM : ADM) &2l /z@BE % 29 flpimEico=> hU—L, &
HEZ7Vvazand aA K (glucocorticoid : GC) +Tac+ CPA ##iE#{% (intravenous cyclophosphamide :
IVCY) @ 3FIPFHEIEE T 72, kIR E LT 2001~2008 4EIZ step-up &% (Ef# GC TR L, K
FERNHSE 2 A VUGENN) TIRE S 417z historical control 15 3% L7z, OSSR, 3 FIOFHBEIERETIX
6 MHAEFE 120 AAGFEPFRICUKE LI L 2R Lic. 72720 3 FIDFREIERE CIXIRERAE ©
PORDHEIT T DG, EIREHIW Tl %L (plasma exchange : PE) & 0fH Sz, EEREIE
FIZBI U CIIMBEICA B R ZITFR O R Do 7208, 3AIPFHBERETIZ A M AT 1 7 A V2D FIEMH LR
DARICEL, BMABGYEICE L CTHERE=Z Y VIV BUETHDL Z ENREI .

Chen & © [THE (L) OHHERIZIHVT, Hi MDA5 HLikBE: ADM-ILD 23 % 2017~2018 4T
pifm = FU—L (=18), GC+ k77 v F =7 (tofacitinib : TOF) 5 mgx2 [al/H T L7=.
KEERIE 2014~2017 FICfERIERE (GC M EIX GC EEROGEMEIZEOIIH) TR Iz
historical control 32 | T o 7=. FOFKEHE, TOF B TIL 6 MHAEFENAFRICKETHZ AR,
72, TOF BEOXR—Z2F A4 D 6 DA%OWFVC OZELEN Y 14.19 %iE L Tz (7272 L
historical control & D t#E7a L). HEFLIT GCHTOF IZ XL DIEHET 16.7 %IZHBL L=, WIihd
low grade T& > 7-. historical control BEDH EHGT — X [THR I N TR o 7z,

Kurasawa 5 7 (%, HAROHEZRIZIHVT, Ht MDAS HiiRkEEIE DM-ILD B 22\ T, 3 Al
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i (GC+ Iy =a—Y VHEFEE S CPA) ICRUSHERROIEFNZX L TOF 5 mgx2 [Fl/H %81
L7z B#). 205 FIEFEFRCTHRE LI THRARRKF 322 AL TWeZ &b, S LTEN
5 3 OO FTHARRINFZH 9 550 MDAS Hiikt: DM-ILD JEf] (historical control) 6 #i|Z %@ L7= &
Z A, TOF addon B CIZAEEIZ 12 DAAGFEN LI WZ E &R LT (60 % vs. 0%) .

Fujisawa & ® 1% 18 mLL £ PM/DM/ADM-ILD B4 C, D23 EO 12 fiz 2T 2014~2018 4
iz b U —&niz 58 flzxt4ic, GC+Tac 7» GC+CyA (2 Xk B WIHIERICEEAEI D
randamized controlled trial (RCT) %#1T7-7-. 52 MAEAFEE Tac B 97 %, CyA BE93% T, CyA (Zxt
9% Tac @ relative risk (RR) 1.04, 95%{5#EHX[H 0.89-1.26 THERZEITRD N7, N—RAF A
YInD b2 E TOUFVC D2 b CEXHEAERZE) 1% Tac # T 16.9£12.1 %, CyA #ET 19.7£14.5%
Thol-. HEFL L LT, BYYEIX Tac BT 23.3%, CyA BT 10.7 %, CyA (2% % Tac @ RR 2.18,
95%(ZHE X[ 0.68-7.24, BHEREREE )Y Tac BT 13.3 %, CyA BT 25.0 %, CyA (2%I7 2% Tac ® RR
0.53, 95%(E5#EX M 0.18-1.53 L WTILHHEAEITED LI o7,

Abe 5 9 1, AAROHNEFE T 2008~2019 FIZiHH# S 7z PM/DM/ADM-ILD & D 5 %, #ii MDA5
PURBGE CIRIEIRPUE Ch o 72 10 Bl % A& ICAE L, PE 2% L7z 6 i & i L 720 o7 4 il %
e L7z, 12 0 AEGFERIIAZEICPERN LN L&KL (100 % vs. 25 %). PE BLEAPHES LT
TF747F%—ayr 26, TVAX—ICXDEE 1B, BT —7 VG 1 HIE2ROTN, WTi
HILIZED DT/ <, HHITIEE S T

Shirakashi & 10 |%, AAOHHZ T 2008~2016 FIZIEHE S 2 IGFEEHIEOHT MDAS HUARRE
DM-ILD 8% 13 il &tk A& IC[FAE L, PE 2506 L7 8 fil & i Lie o 72 5 Bl e L7z, 344
GFRIZIPEH THEICLNI EE2RLE (625%vs.0%). F7- PE# Tl PE Fifk® KL-6 D& #E %7
iz, BWERICEET 2 ki o7z,

FROL I, 40DRIAEIIED 55 3 2idH MDAS HFUKSIEE WD 1 SDY 7 & A FITxT B HF
e CTH Y, PM/DM-ILD 2B EZBEXTWRWERH L. S 612z b r—/ 33T historical
control THV, BENY 7 7700 ROERLIRFEOIE—BME GHhT 2 16RIELIMNC PE SR ERE S
17U iR (intravenous immunoglobulin : IVIG) M EREOHW THiITSNTWD) B"dbHZ
&, = MU —BEED DI NI ERia TS T A AT OIFEIFRZ T, 29 LcinbmeET
VALK E LTINS DD, AFRE V) BELFHEEBICBIT2FEENGLNTND I L,
HERAFFRICH O N EZEZRBDRN L 2EZET 5 &, Bl MDAS Bk DM/ADM-ILD (Zxt4" %
TBFRIZHENT GC & & I G 2 T O IHIEE (Tac+IVCY) & L<ILTOF Z0fH+ 5 Z &%
Boohsd. £72, GC+Tac+IVCY TR L THIGHREIUEDSGIZIZ TOF 2 BIN7T 5 2 L3 #0 5
na. 72721, TOF [ ZbBNEICB W TREEHA/NCH 5.

D 1 OO EHIZE 8 (2o TiE PM/DM/ADM-ILD (24535 GC+ ALy =2 — U L HESRIAER

IZBWT, Tac & CyA ZH L7 b D Th otz FRELTUIELLLAERZET R, HIA FT7A
VO TH D GC & & HITHREMHIEK (CyA, Ta, CPA, AZA) (T2 Z & 28D 5 I8 H i
20 7272 L, CyA IXbMREICB W CTREREAN CTH 5

KBIZ 2 DD% AN E kR — ML TRENTZOE, 1LY it MDAS HiikE DM/ADM-ILD &\ 5
BEDOYT XA Tk T D PE OFIMETHD. ZNHIEFBRITHTHYBE Y 7 7T 070 ROESLHE
HiBHIHE L 7 h=a ~/1/0)§L|3*1§‘f$ TIBEIC L B IR 5 ONAL T AR Y, TEF L A L~ULit
%%b\&b\zbé D% 272V, il U CTAFRE W) BERFMEEBICB T 2 AEENELNTWS Z &,

\C L DEFENRIECICE L EERFEFREZRBDRN-722 LD, i MDAS FiiktE DM/ADM-ILD

— 184 —



WX D IRIEIC BV T GCH BB D REIMHIEEIC K > THEHAMEDOSG A IZIZ PE OBINERAEID b b
L. 2720, PEZOAEICEWNTHRREMNA TH 5.
PUBAE(LIRIZ DWW TR, BT 278G e o 7.

3k

1) 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: 123-130.

2) 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;
35:254-259.

3) 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.

4) 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: 125-131.

5) Tsuji H, Nakashima R, Hosono Y, et al. 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-
498.

6) Chen Z, Wang X, Ye S. Tofacitinib in Amyopathic Dermatomyositis-Associated Interstitial Lung Disease. N Engl ] Med 2019;
381:291-293.

7) Kurasawa K, Arai S, Namiki Y, et al. Tofacitinib for refractory interstitial lung diseases in anti-melanoma differentiation-
associated 5 gene antibody-positive dermatomyositis. Rheumatology (Oxford) 2018; 57: 2114-2119.

8) Fujisawa T, Hozumi H, Kamiya Y, et al. Prednisolone and tacrolimus versus prednisolone and cyclosporin A to treat
polymyositis/dermatomyositis-associated ILD: a randomized, open-label trial. Respirology 2021; 26: 370-377

9) Abe Y, Kusaoi M, Tada K, et al. Successful treatment of anti-MDAS5 antibody-positive refractory interstitial lung disease with
plasma exchange therapy. Rheumatology (Oxford) 2020; 59: 767-771.

10) Shirakashi M, Nakashima R, Tsuji H, et al. Efficacy of plasma exchange in anti-MDA5-positive dermatomyositis with interstitial
lung disease under combined immunosuppressive treatment. Rheumatology (Oxford) 2020; 59: 3284-3292.
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SR-CQ3 FiA D PMDM 2435 BRIz LT, BIRKERATO4 RIZKE4R
ErOJ) UETEREEEMNTAHAIEIFERAMN?

AT OA FARIERMED PM/DM OBRICKEREI DT VERIREEEMT 5 EZRET

%. [#®E 2, TETUALAILB]
R o 18]

j(%ﬁ%f’iﬁ‘ 17U UEEERE (intravenous immunoglobulin : IVIG) @ PM/DM (2%t A4 FHICB L
BEEAT A R~® addon ONLESITTHY, £7-, Fx OFIFIRERITOLNTWDEN, AT 1

A F?R#fﬁJ’?ﬁr?’fﬂﬁ?ﬁ‘;@@EﬁHﬁ)%’Eiﬁffﬂ IOWTIHIRNRIREEIRIR CTH 5. mERERTH Y, #
EfFEHAOHEEDT-DIZHEER CQ THDHLEILND.

Z U E TIZ 3 O randomized controlled trial (RCT) NG ESNTWAH DY ™8 . ZdH 5 Tian HD
Wi 2 OV TR ERETH Y B b RFT S hiz2d, RCT OB DRV ZORFRLDOT 7 A b
T2 e, FfmXEMRLIEREEDORM 2 OfREb LICVATYT 4 v 7 L a—IZA L.
frAmE (9.5), FrEMEEER ER L (9 A, quality of life (QOL) it (9.%), AT oA FEHEZR
(95, RIERZEL (85), EEGIHEREL 84) D6HHEEZT U MILAL L TRELEZ. £, 4
IR E L TO R OER (L, MRI OUGE, fHEMROWED 3 >O7 v b MEMIZOWTE, 35
D RCT IZBWTEKNRL, SREIOMHN BRI L T2

R HEIEICEE LT, Miyasaka 5 RCT 8 TiZ7 7 B RREL i L C IVIG BE RGN A B
IAH BN TN, ZDIEN 2250 RCTY 2 T IVIG BECOFE RGN OEIE 2R 7. R
FIEFALIZBE L CIL, Tian 5® RCT 2 TIX IVIG BECTT 7w ARREL il L TAHEIZ CK 23 L.
Dalakas @ RCT P CiE IVIG #D 7iEFI TIEFED 10 £ T CK EF-18A 51, 1 [BO#F5T 50 %
FEWD LT, 7T BAREETIE CK EOBDEA LN -T2h, WO PRI
TU2W, Miyasaka 50 RCT 8 Tix, CK OZ{biZie LAT T RETRE NS TZNAEE TIZ o
7=. —J, CKIEE(LE TCOHMILIVIG HH5RETHEICE»>7-. QOLtk#ix, Dalakas & RCT ¥
TIX 77 BARREE ik LT, IVIG #£ T neuromuscular-symptom score N 2\l #ELT-. £z, AT
74 REERE L LT, Tian 5@ RCT ? TiE, 77 ERBEL AT IVIG #5H TV F=ynrm v
(prednisolone : PSL) &2 AEICEA Lz, BIfEMAIE, Dalakas H® RCTY TII# 2RI MG T
bﬂfb‘fib\ﬁi, IVIG £ 5RECHEI A 2 SEFI A DL, I L T\ a[fEME2 H 5. Tian 50 RCT2 T

X, R, D - WEM, ERGEEYE, DFEVRALN, BHESRDENoT. ENENOEEICER SR -
TR CHB AL R0 T2, EORPTHEEAIHERILE, Miyasaka 5 RCT ? TiX IVIG #
HRECEEZE 161, B MK TFR° CK ERZ 1Bl bl —J5, 77 B4R T Prinzmetal B SR80
REDS 1 BIA BTz, WIREICHEH PR A BT o T

Ll 6 2O7 T b AIZHOWT, U AT ABRFEIMSNTODmLBI DR, 22T F V25179
ZlixTE R oT.

Xk

1) 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.
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2) Tian J, Gao JS, Chen JW, et al. Efficacy and safety of the combined treatment with intravenous immunoglobulin and oral
glucocorticoid in the elderly with dermatomyositis (in Chinese). Chin J Geriatr 2008; 12: 588-590.

3) Miyasaka N, Hara M, Koike T, et al. 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; 22: 382-
393.

4) Wang DX, Shu XM, Tian XL, et al. Intravenous immunoglobulin therapy in adult patients with polymyositis/dermatomyositis: a
systematic literature review. Clin Rheumatol 2012; 31: 801-806.
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SR-COdt NED PMDM OESERICH LT, EREALES LTEERER T
O4 REXUVOREREIFE, JAKEEER, £YFHEFITERAMN?

1. /NRDO DM (JDM) DEMRBAEREE LTREIBRERATOA FEA R MLFY—F (MTX) %

BrRTHLEHETD. [#®E1, TETVALR)LB] | [AEE 8.8]
2. MTX AEL L EFREFIDZEICERBTRERTAA4 &SV BRKRY Y (CyA) OHR%E

HET 5. [#®E1, TETVALR)LB] | [AEE 8.6]
3. EEFICHAFICEVTIHRIBRERTOA RETHYORRT 7 2 REEERE (IVCY) DO#H

EHET D, [#5E 1, TEFURALALC]

4. BARPICEVTRIYYFOITDERERET 5.

[#RE1, TETUVALRIC] SEE 8.0]

£ D&

Ruperto & ¥ [ZH)3E « RIGEROEAEMER EH 2% (juvenile dermatomyositis : JDM) 4 139 4 % %
NZEN7' L R=> 1 (prednisolone : PSL) §UHVEH, PSL+ A k b L'F ¥ — | (methotrexate : MTX)
TS E I ANES, PSL+3 27 v 2K > (cyclosporine A : CyA) WIR®D 3 BEIZ T > & LIZHI
V4T, AHE - BHERICOWTRRET 21T o 7o, FFPERER O IEFALIZW TN ORE T H R S L2200
BRI R o720, MTX OFHIEm IEE £ oMMz A EIZEM L, NRY U~ FEERE e

(Paediatric Rheumatology International Trials Organization : PRINTO) 20 ZEpkFE 4 EIZ EH S d72. CyA
ffHIZ PRINTO 20 EZplR 2 A EIC A S W72, HiEE £ oMM PSL BMEE & A EZIT 2D
72. MTX & CyAlx & i PSL &R EZRDT-. —F, ZEMEICEI L Tid, MTX B ClrRdyE» iy
ML, CyA B CIIESIEIIN LSRR, BUEERAA RIS L7z, BEESOHEICE L Tl CyA #f
“C AL BREE VB IME R, UMSESGR D H AL, MTX #f « PSL MG CIIR B RYE DS s
STz, WIS BAERMELS, PR AEETIRORPSTEb00, MENKLELEZX LD, U
EEY MTX & CyA IRZFREOREZH LS, RIEMOATPSL & MTX OO H —RIREE
ZHND. 12121, WA TITON AR TIE MTX 2 fRWNES TIT-o TR Y, RORA L1HED L
TWRWDOAETIEHBOHR G X > THLEHER OO BEMMBE 2 S5 d.

Giancane © 2 (X 18 skl F D JDM B4 139 L IZHB W T, 74 AZEI Y 4T 57 PSL A%
B, MTX §FH#E, CyA fFHEEE PSL H L& OBHEIZOWTHET L72. PSL OHIENAIRETH - 7o fE &
MTX ffH & OBENFRICE S Hiv72nd, CyA fFH & OBEIX e o7z,

Deakin & 3 |% 56 4 ® JDM BEDERE B HRMICNEL, 7 rKRRAT7 7 I REEEE

(intravenous cyclophosphamide : IVCY) Z1T > 7=t LAT DR 0> T2 BEIZ DWW TH M ORET 21T 72
X0 EIEREFNZ IVCY 23 Thiv T\ b Z &£ %5 L, marginal structural modeling (MSM) %
TRRFHZ K0 AL T A EK Y, IVCY AR TH D REEEZ RIE L T 5.

Oddis 5 ¢ [ZRADIRFASTME: PM/DM #5# 152 4436 L ONAHRHIME JDM B3 48 4% T 4 AT
YT, MDDV mAA— =R T PSLIZMzx VX ~7 %251, A% - BWERIZONT
Mt aT o 7=, AEICBE L Cix, #£F5 717 A b (manual muscle testing : MMT) <° CSMs (core set
masures), CHAQ (Childhood Health Assessment Questionnaire) 7 & DIHH %A FIZFAMN L 7=
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International Myositis Assessment and Clinical Studies Group (IMACS) preliminary definition of
improvement (DOI) 7% primary outcome & L CHiif &1, quality of life (QOL) DUFEH /R S 47z,
F 2B & ARMERESR O EFAGICE L CTREMERN R SN, AT e A FEEEICE L TR
HREE BB GHOEMRIT R SN TV R o 72, BIKTIHIEREZICAT B A RORMENRIFTRD il
7=. JDM BEIZPRS &, FHIE GRHIBR MR G~ DOT 20T E L7z IR o h i)y 8 -
. FE e, BUIBREGRE - R GEA DY 2RO 83 %D EFE N DOI K L Tz, lkXby, U
X~ 7N, BHARELHIFMERERIER L, QOL S A M rlRetEidrsme S vfz. 8 My T R
GRE LR B CRWER ORBLUCA B 21372 <, infusion reaction DFEAERNT Tt REG5HE & Hig
LY YX o7 RGHTCHEICEA LTZ-OATHS. randomized controlled trial (RCT) 1XLL ED 1 #
DHTHDHH, HAEE - QOL K « A7 nA NEEMRQEEERT U MU AW T YR <T
FEREEZ BN b OO, ERBEEOEFENLRBULLIVE BIRET L2 LIITERVEE L.

&7 v ) AR (tacrolimus:Tac) B LN 27 =/ —/LEEE 7 = F /L (mycophenolate mofetil : MMF)
FAT A FEEOUHICLD2AIMER T — A ) =X TREN, EFEIZHOOLATW D RBRER T
BT A LAUL D@ ER SRR,

IR

3k

1) 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: 671-678.

2) Giancane G, Lavarello C, Pistorio A, et al. The PRINTO evidence-based proposal for glucocorticoids tapering/discontinuation in
new onset juvenile dermatomyositis patients. Pediatr Rheumatol Online J 2019; 17: 24.

3) 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 Rheumatol 2018; 70: 785-793.

4) 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: 314-324.
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E¥ 4 ASDB LU JIIA ZBHERAAF . CQ
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ASD IZHF ) 72 BT > 2 70

ASD \ZHF I 72 B S AT X & 5

ASD @ B EiJE IR O IR B FFEUL & D >

NI EG] (5 RUEEVER R ET %) 1281 D ERIRBI R H 5

ASD D2 W, W%’ﬁ%@ﬁ&ﬁﬁ#%i%é#

ASD O TE B M FAM (A F 72 iR i A G 1 2 h»

ASD TR LN D Y U NHIEIRICK T2 U v R EiARITA
ANVRIASESE B (A By A AR PR R R MBI EI R ) IS d W TR IOAY e il iR iR A T LI B

O N 00 N o Ok W N

i
o .

ASD IZEPFT Al EFICIZEDO L O R b DN H 5 )

ASD | ﬁ¢677m77~v@$Mﬁﬁﬁ®%fmﬁ@i@

ASD IZEPFT 2 HHAN T L L F— @Mﬁ%%@i@

12. wm%%ﬁﬁ(éﬁﬂﬁﬁﬁﬁﬁ%%ﬁ%) ﬁ#éﬂ”ﬁ%-%%mmE@;
IR DNH DM

13. /MEEFEEG (SHREFEMERBEMEREER) O~ 7 v 77— UEEGEREEICE
WTREIZENICA N2 I H %0

14. FHFEAT oA FHRRIEFKITASD IZx LTHM N

15. REIBERERATaA REHEHIXASD XL THHH

16. AT7wvA RV RAREEITASD IS LTHM

17. A7wvA REHMEASD ZH LT, AMMLFRH—FEI AR OEL LN
AR

18. YZ7uvAKRY T ASDICK L THHMN

19. JREBEAMMEIY 7~ F 3 (disease modifying anti-rheumatic drugs)ix. ASD @
RAER 2 (2 A

2 0. TNFBHZEZIX ASD (2xt L CHHH»

2 1. JEWEECHIME ASD (oxh LT, IL-6 LS L@k o &6 5 054 H»

2 2. JEWEEKHIME ASD (TxF LT, IL-1 PESR ik o &5 5 058 H»

2 3. INFBHFEIE, TL-6 PHEFIK, IL-1 FHFEIKLAMNT ASD IZxt L CH A 22w Fro 3 ANX
FAET 2 D

24. AT aA RV RFETAE SRR MR ET R T L TR 2

25. EHRUAEMERREERES RISV THHZRRENSIERITS 2

2 6. BEREEMEREEMESRICEOTHEHREDTFHRANLD 2 )

2 7. ASD (ZHE%h7 tsDMARDs 1% d 5 7>

p—d
—t

JIA CQ
4 EEM R REES RO LT v aarFas RiZAE AN
2. EERPEERREERE RIC L TAT aA RV 2EIEITHE A
ES BRI RICH L T v aaLrFa s R raaFa l R+
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AN BMLERHS—NMIELLNAML

4. A BRI FEEEEREESRSIC LT v aanrFas R raalFa f R+
IR ARY X EL LRNHE M

5. EH TSRS R I LT, FraarFaf e rvaarFas R
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