AT

TR (EF AR )

UORF AT

FMSHF-7—
ORT - BRRE

Kk

BEKA EE ES
mEZEMa #E (BEF)

S o) BEOSS %3
e Ema)
B 5% UITF-BERE. BRRES. REY
q BEOFZEE  UYYF - -BREAORERFOLBE. UIvF BEAOENEENG B

CHROFHOER. UOVT-BREFCRESNSBCHAOELE
HFERER-FRRHERDER FFICR R RERHZRSE) ( M
ERIEIREE DR B, ATO4 FERME FHERE
MEZ= EKW?—#—?—K\EKU@??—"?—" FE8) . BARBRREFR RE
E=1=DIN EKE%EEU’D??‘ =(F#EE). BARE-BEEF= (L
#R).BXE —7—::\7$'J73'J’979‘—"?—"A
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SUEETHEM B A O R VBB LEON1AI—h—
(31 CADM-140 $ifk/H1 MDAS Hidk)

(3 LIS
2 FE 1§ 2%/ B2 & i 26 (Polymyositis/ Dermatomyositis: PM/DM) &3 Il ;& (2, CNECHEMIC
Rshd BEANRESN, ZTNoFEDERLRECREL, 20, BEEDER, TEROH
ERBERRKIICHE ATHBIENHALNISNT VS, TR ERMBLON, 173/ 7YVt RNA &RiEER
ARTHBN, 2000 F4KICIFLVT, DM BEMF RIS, (KOO OFEBE S MAEDIBESN TS, it
MDA5 ii{A GetFsHuROBADINIEZ RiTIE, 31 CADM-140 HUAEREIFN TLVR)(E, 2004 £ ICERERAIICHR
FERZEERHTELY DM (Clinically amyopathic DM: CADM) B2 & & A (C RSNz 140kDa EEZRHT
SEEHMATHS,

$1 MDA5 P4 B3 1 AiE 151 DG RO 5

CADM 15 &% DM, iDBIR, FrRMMBE M XS LIUVRE A 314 flext RELRET
T, DM #23& 42 fich 8 5l (19%)ICREIAEERS, 245 DM O T34 T THD CADM fEHIT
Hofe(F 1), COFHEELB B HKIE, CADM [CR SN 140kDa ERZFRHT DA CTHOZ
728, &%), 1 CADM-140 fafhtan & iz, ZOERDIEFIDEFE T, FEHIAIZ CADM 723 TH<
HHE DM THEBHOND CENBALMNIH ST, LI LAY, DM LIS ORISR, 5 E S
fiBLUEE AMFHRICERHoNGEN L, £z, FinAEMYE DM flld, 2RETHERME S
fifiZ¢ (Rapidly Progressive interstitial lung disease: RP-ILD) D ENEH & (CE 48 E T,RP-ILD &N
FELBEENRING, BE, B DM [E4RIC RP-ILD Z#tF Uz/ME DM SEMIICE R HIND
cEbHELMTEE, BRERBIICIE, RP-ILD R DENFE, LEE X, REEENSHEET
HIEMESNTVS,

$1 MDAS HiidA DEG RO B K
IH7E, DM [CHFFT D RP-ILD DAB CH NI SN ATV, ChETOHRE
hold, MHCKIEDERETRICHNZZENEELEZ LN, %rigﬁb\Bx%Eu%‘&E
ATOA RRIVEVICREIFIZEEZG RT3 A ARNIMRIN TN, COB b, Bk
|& RP-ILD #FDRHF A2/ REICT 2 R CHALE ZbND,

*t i B R (MDAS)

i CADM-140 HiADX ISHRDEE T 728, Hela #i2EHE mRNA EXBZE (XL1-Blue MRF)
35 A ZAP J7— JTHERL LTz oDNA 31 F5U—%FALT, RENRELEEH CADM-140
NABHELEZRESE, BHEIO—VERER L, SblC, REDTI7—IRBRRBELY
In vitro transcription/ translation assay 2ZFB\C, IR EI— F300-V%&RE L.
RIC, WIEHEEI—FTEI0-VDEREERINZREL, REAJ—HY—FTREREEH L,
ZOHEEEN L, diSItREH, MDA5 (melanoma differentiation—associated gene 5, Bl &

IFIH1 : interferon induced with helicase C domain ) C#%% CENBABHNCTE 272, MDA5 [, RIG-I
J73)—ICEBTBERT, IV ARREREC [ BMUA—JIOVDEFEETEET, BAREIC
BIBVINARELECEZELRKEIZE->TVDERDFCHR (R 1), BH, fiAOLTRE
S ENEEBASNZE, it MDAS IfAEMRENd e —iRMER -,



MDAS5 (CADM-140 Hi/R) DEE M EE
DAIVAREEF, NFCREMFEEDREERD—DEBRESNTECLD, TNHZ,
®EGHL RN MDAS THBElE, RP-ILD 5 DM DIREEICI/ I AR SN S LTIVB e RE
FTHERRENENR THD . MEBEDENNICHTE— DDA EEMEE LT, CADM-140 #iJ& (MDAS5)
TOHEEYN, MDAS [CHEMBEHESRERRESIEHCT CENEESN, ZOMEBAIFSED
EELGFEECHD,

$1 MDA5 Hidk 0 Al5E &

L9, RIAOKE, S35 AFAZV CHilaEMOEBRAEINILLT, MBEERESED
RERFEETEIRON TV, U LEHS, ®ISHBREHBELNIGRIET, INEET—EIC
ZRINBENTTRELERES RERE EELISANREFSNE, YIVEF Y MDAS % ELISA
FU—bCEMELIOvE VS %, MEBERG - HBSETRALEFIE UL, COAERT, EE
OHY M IEERE A FHE 10 SOZEREETBEH MDAS HLiKEE M B & MFD D HTRE
(& 85%, A HTHFREE(L 100% Thokz, Tz, DM [CHITB 5 1E (T 34%(23 6/ 67 HI)T
Bk, BEERZBEDEEETIE, SAEBTOH MDAS HAfMIZ £ FHITEEEHIELELTHEEIC
B, AERBAIORAMN F&HEEICH A THRATREMENRESNE, £, £EFHIOHAMES
REFICHR R IR LTRKMICIIERE LD, BEFOTAEIEFRE CHoLD, BITHEM
FT3LE—EDEMERSY, FUAMA DY A HEU FICETTREICFELEL T,

$1 MDAS FifaDERER COEAE
ShIT, EEDIIEEERTOH MDAS HiiKBI5E ELISA ORI B LIURRILER A S HEFEY

FEHEATMBLIEHE R TH ALY, 2016 £ 10 AhbEHA ELISA D RIZURE - lRFENAFE SN,
ERERCORBZEICBIZAEN T a2 (K 2) , FD#%, EEEKRICHITREFIAAE
ELISA # L VERHIMIRBANDIRET T, RP-ILD OFZHEFHELTLTE, HUAENERIELT
WEBLMERICIRBRHICERTICE, BRRICIAMIE LR T3 e iEShE, Thion
MREIE, SRR BETIEIHEN, $1 MDAS5 HABIFE ELISA DEEEKRTOH AltEERT
LOEEZDND,

5 £ ELEMEEMEROT REFOMRIT
RP-ILD [FEBMRETHD, PM/DM D FERZHREITIEEZLBRAF CTHIN, h1d AT,
ILD [ZfFF T2 PM/DM OF % F AR FEEE TS LlE PM/DM D F & adiESHRLHICER
KE, EETHB. AFTHHNE JAMI study [, PM/DM-ILD [CH(F3 ILD DFEFE
FARFERENEHOEREENDL MHEREFOBRKAE CHS. KIRELG JAMI Jik— b
WERIRETILClIE, 60 U LEDEEFIE, H1 MDAS ik, & CRP fE(=1 me/dl), SpO,
(<95%) W\ 3R 3L LEEIF IR A2 FEDFBIEFELTRESNE (K 3). EDNIT, Hii MDAS HKEHED
NF—=R-UZD(F 75 EEEETHE. ThbDEFIE, FEHDWNEBIEATHELGRFTHD
28, ILD OFRE L, ARG HOREBIZCHVTHALIEELLNES.

BhHIC

1 MDA5 HLAIBHEAE B D ETEDS SUERER 8B MIBK(E, RP-ILD % DM DR EAZ b, fFE
PEHLTAREDEIRBECHEAT, 20T RORELNHFIND, &, SHLZFHFECH
AOFKRBSURBRCOERIES, REEFEEORLZH, BEE0EZRICEAT, F#&
OHEITOENZ A REENEAFEND



1 BRRRIUE - BAABSETAE - JICADM-140/MDABLHiiE DR B RISERE

PM DM RA SLE MCTD/ SSc SjS IPF NHC
CDM CADM oL
n(%) (n=61) (n=27) (n=15) (n=50) (h=46) (n=27) (n=22) (n=7) (n=43) (n=16)
MSAs
ARS
(#1-Jo-1) 10(16) 6(22) 0 0 0 0 0 0 0 0
#ARS
(Non #iJo-1)  10(16) 2(7) 0 0 0 1(4) 0 0 4(9) 0
#1-SRP 5(8) 0 0 0 0 0 0 0 0 0
#-Mi-2 0 2(7) 0 0 0 0 0 0 0 0
MAAs
#1SSA/Ro 3(5) 3(11) 2(14) 8(16) 15(33) 6(22) 1(5) 5(71) 1(2) 0
#UT-RNP 2(3) 2(7) 0 1(2) 18(39) 23(85) 2(9) 0 0 0
#CADM-140 0 0 8(53) 0 0 0 0 0 0 0

PM: Z#MEfh7%¢, DM: Blh%:, COM: H5aREMAR%, CADM: Clinically amyopathic dermatomyositis,
RA: BSERY UV F, SLE: £ T 7Y h—FX, MCTD/OL: REIEHESEBYR/EREREE,

SSc: RLWMEAE. SjS: ¥ x—7 L VAERE, IPFISHEMEERR NHC: f@EA

HIARS: 17 =/ 7 VJUIRNAB BRI, MSAs | R BEBCIE. MAAs | HABEESHIk

X1 HICADM-140/MDASHIAD M EHR - MDAS (Melanoma Differentiation
Associated Gene 5)D 7V 1 JL ABRICH T % DIEE]
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2 1 MDAS5 #i{K ELISA (2016.10 ZAMUXE)

Demographic and clinical findings Anti-MDAS positive® (Uit Anti-MDAS antibody
(n =55)
Age at onset, mean +8D 50.8+14.3
Female, % 72.7 e R
DM subgroup » . s "-
i 250 . 2
Classic DM, % - 18.2 . b X
CADM, % B : 818 LA
ILD overall, % 909 20 oo
ILD type Cu )
RP-ILD, % : 83.6 e B
Chronic ILD, % ' 7.3
Gottron's sign, % _ 87.3 100 $
Heliotrope rash, % 49.1 . e
Arthritis, % 65.5 50 .
Fever, % 61.8 = e s ’
Magarey%  s5s o s e w & &

PM Classic CADM Non- IIP Healthy
(n=70) DM (n=68) PM/DM (n=154) controls

DTRLE  98.2%, DB EE  100% (n=104) (gzgoo) (h=123)
BRMERIFRZR & 100%, BEMERIFER © 99.5% FANDMIGAE)
RP-ILD : 25EETIERIE MR A&



3 MEUMKREZHFEL I PM/DM OFRFAETIL

male —o—1
age >60 yr = —e—
positive anti-MDA 5 antibody —e—
positive anti-ARS antibody I—Q—:—i
fever H—e—
CRP>1 mg/dL —eo—
KL-6>1000 U/mL —e—
SP-D <100 ng/mL H—e—H
Sp0O2 <95% e
0.1 1 10

Hazard Ratio
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