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JZ LA ( dermatomyositis, DM ) & —2& L) Jiz ik A1

HE RIEZEZHHAXIE 5(MDAS) Fdk bk ag B LK (DM) 2 K M LR 69 45 ok B A 42 ) & 5F Heak i
JEth AR s (RPILD) , e & 5, SAFTREREZTHELERAL THRORRBTE B AREIN FR A AN,
Y AR i AR 7T A R F) i RPILD & 4 R & & #F4&FJ&, *FF MDAS + DM-RPILD H #f %42 & F 5
BRI EFIEEG G IT Rk, IR E T 7 kA FE + SR BB A + MBI 6T Z BT R AR T
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Abstract Anti-melanoma differentiation-associated gene 5 antibody-positive dermatomyositis ( anti-MDAS + DM ) is a
special subtype of idiopathic inflammatory myopathy, which is significantly associated with rapidly progressive interstitial lung
disease (RPILD), resulting in high mortality rates. Both genetic and environmental factors are supposed to play a role in the
development of the disease. Clinical manifestations, respiratory physiology parameters, imaging features and serological
markers are indicators of disease risk and prognosis. Nowadays, triple therapy ( combination of glucocorticoids, tacrolimus,
and intravenous cyclophosphamide) and JAK inhibitor-based therapy are the mainstream treatment strategy for MDAS + DM-
RPILD, but overall lack high quality evidence. Early diagnosis, accurate risk stratification and individualized treatment are
essential for a favorable outcome.
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I RPILD B AL i PR A= 0 bmic ) X

WU 52 B AR B 3 S e Ve , W & 0T
HoAts N I 25 B A2 2R, o a] BT M (interstitial
lung disease , ILD) JZ 520 7l J5 Y F BN R Z —. L
e R Ak A E L K 5 (melanoma differentiation-
associated gene 5,MDAS) Ui FH a9 DM — 28455k
AE AL, HARRAE 2 A DM SRS %) piz 458 T e sl A A
BMALAZ R, ARk 50% ~100% f 8 2 H B
ILD" 21 0 R R J ) i 4 JFe5 48 ( rapidly pro-
gressive interstitial lung disease , RPILD) , {5 i & i
AT o AR [ A Ao 58 MDAS + DM

I A ) R 37 AR 25 ST T — RN, (H
AT AR AT JGI T FE Pk

MDAS + DM-RPILD BJ#E:E 97 B F0 %& fw Ll

A& OCT RPILD BYME-E H Al i A 3k i i
P, F 0 SCHR — 2% 56 1= B P 25 (American
thoracic society, ATS ) ¥f 45 & 14 ili £ 4 4. (idiopathic
pulmonary fibrosis , TPF ) ff i 4714 il £F 4 Ak (%) ik &
et HiE S IR R X R AR2 RBL(CT) £ 1 A
F AL, B R TE SE AR IS B 3 S T N
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IR e Y AR — 5 X, MDAS + DM i
% RPILD (LB AE 39% ~T78% 277

JAE  MDAS + DM 835 % £ RPILD {45 A #il
IR H RS T A $H 00 nT B8 5% By e A
BRI R LR E 258

BRI 2 : MDAS 2 fi TFTHT 5[5 2 % 19 00 2
215 5L T(RIG-I) HZ4K (RLRs ) 22—, &9
dsRNA ()OI 3 H . Z R 8, a0 H B R
B MEEAT BN EE A IE M B AN SR EE AR, 2T E
P T AP ER R A 5 M4 i PR i i MDAS 15
Fik, Wang 25 R8T MDAS HiAk 7 H 5 R %
i (corona virus disease 2019, COVID-19) g3
L A AR (132/274) , Hoaz b B 5 50 ™
TR IEASC, FR TG AR . R, A W A
BRI g J& MDAS + DM kK JBMIREh N R Z —.
— I H A% (Y KA BA B BF 5% @ 7R MDAS + DM B 3%
ILD T2 RALE 10 H ZIRAE 3 A AR IRK I T
ARt R 3R B B8 5 R R A 15 & MDAS +
DM-ILDH & #E— s Ve

WAL R 2 R R MDAS + DM () 5) JE 3 A
Al eI A A ], 64 HLA-DRB1 x 0101/ x 0405 &
PR B B9 H A< A% MDAS + DM S 78 | A
BE I JE HLA-DRBI x 0401/ x 1202 3 [ [H 14 3% %F
MDAS + DM Gy &y g 1 A o 00 8 A 05 5]
L MDAS + DM 1l HLA 25 {37 JE DR P . f%
T, 5 H AR () 42 5 R 4 G I AIE 9 A8 I R T8 WL 2
L% ( amyopathic dermatomyositis, ADM ) H &
(MDAS Hi K B %k 72. 2% ) % 3 T WDYF4
rs7919656 JL[H (A (& tw-WDFY4 , T GEWF 5% 220 , tr-
WDFY4 1 WDFY4 #B ] D43 3o 34 58 NK-kB (1) 5405
L MDAS % SR 40 v, 1 WDFY4 % H
AFPR AT HEAE MDAS + DM #9 & Jos AL I w2 4 G A
FH; R A OB RS 98 &k B WDFY4 ARk 5
MDAS5 + DM %) 5 J8: 0 i 2 4H ¢, {H & 4= RPILD )
R

IR R LR AL G ANTE R B X R
ik ULPI LA B il v 33 198 W ( bronchoalveolar lavage flu-
id, BALF) By %% s 20 43 Ay 28 W1 T AU IFN 38 P% 7] GEAE
MDAS + DM 4 % J Lt v % 7% 36 1 VE 7
HAE 15 TG AL & MDAS + DM-ILD 119 55 — 58 tHA#11E
FFE &I MDAS + DM fR 5 (R N TL-18 /K1 & 3 5
FH A B A AE A ¢ ILD (9 " 5 76 DM-ILD
B RPILD 2H 54 1ML 7 TFN-y [IL-18 [ TL-12 7K~
13 THE RPILD 4, RPILD 25 ifi 35 A i 1] bk 2
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BEAEAETRENNY INFoy FOC AR S 5
MDAS + DM-RPILD fitf pts &

— &0 AL MDAS + DM LAt 0., s
RIS 50 % 2247, i UL A I R B A RRAE M 1Y
Fe g, an i BHE , Gottron /41, HoAh H UL B Ife K %
IALHE RPILD 4% T3 J Bkt 9z & 3% O T5 m  UL
S JULTC T P G A A R X L A B
( spontaneous pneumomediastinum, SPM ) mf < Jf
%[5,6.20,21] .

{HAR S/, MDAS + DM [ £ 25 7R I K 22 20
AFTE—E WS o 9 R 4 [ 22 s ] JE: BA
FIRFFE AR T 3 Bl PR A« AT R H1 LAY f7 it
R EFERIE KGR AL | DL S A A
RFEIHN T MAERHL” LIS RPILD #1” | §i W &
RPILD & A= i KU 341K, T d5 J — F IE 8L RPILD (1
S HEARFBET Mg w2 o Sk 1 v A B e [a]
PEWFSEBASIAL & B 3 FpAS TR A9 7 A, Hovp 2 41 53k
FE BABIZEARL, 43 DA< OG5 R 4 T 577 LA K& RPILD
S EERI, WIEE 3 ZH ) DL s R R A5 R LR Sy
FHP,

PP A A REE 2% CT (high resolution
CT,HRCT) 22 W7 ILD [ 32 F- B¢, Tanizawa 2%
KT 12 5] MDAS + DM-ILD f#) HRCT 8, & 3
T P S AR Bl B B 5 | BEAIL AR ) B B B Y R A
BRI, IO/ N RRS 52 5 RER AR gl T 27 4
MDAS + DM-ILD [ 5244 2F R0 1IE , & 3RS 3 38 52 | g
JEET ARZ B/ NI [i] oy 14 TR 2 e F2 SR B, e g 5 /b
W, FLAE/ Skt J 4 36 BA B B 3 52 (1) e A7)
EET SR,

SPM A I F 13% ~35% ) MDAS5 + DM (%,
BNy & MDAS + DM-ILD {5 I & 4E , JET- KU
P2 T fE T4 A 133 44 MDAS + DM (1)
WFoE b, A 20 il B & P2 Wil SPM, 3% — W41 1Y
LARAAE RN 40% 7

MDAS5 + DM-RPILD & 2 HB2 W 55 B

LAY I PR BLES A LA KR v B Btk L&
HRCT, 2 W MDAS + DM Jf- K R ¥, % F RPILD J&
SEMAZZERILAR Tl fe A R 1 e EZE &R, IR R L5
HAL5] RPILD & i E,

Zuo %5 R B S B A5 TN s L SPL R D S
M5 ER 1 CEA CALS53 Fm DL K A ] i A ik 22 41
4O RPILD (e R ik A Fil £
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HhCs [ BRI RAIE ST 36 & AR IS > 50 27 rh ki 20
A bk B 40 B EE 491 ( neutrophil-to-lymphocyte ratio,
NLR) >7 /& RPILD () fg I %™ 0 e 4h, Xu
A R 40 9] ADM AR IS A B, B2 Ik 59
W2 & RPILD RS fE R R . B, R X
TH FIRFHER MDAS + DM (35 242 w15 , 2 1)
BEDS , LA LT & B RPILD (U7

T I 4 Wi ] 2= 0 JXUBS: T2 v 45 Y

MDA5 + DM-RPILD i J5 AN R [H 22 40 45 I 0% A=
FESH SR AR SR AR e 55

oo AR AM KBkl 4 5y i (PaO, ) | R il
WSk SRR (P[ A-a]O,) Fil MDAS + DM-RPILD ‘K~
RS AR o A A P A BER — T A T
AIA. Fujiki 27" %} 18 i) MDAS + DM #8347 15
JE 3 B &I, I B Bk A A B (P[A-a] 0,) =
30 mmHgy B FH AEfF R B EMT (PLA-a]02) <
30 mmHghY £ .

FL2L F 7 i 7% & (forced vital capacity, FVC) %
AIREE T 6 N H &R T- R EZERFE K, Wu
SE AR FVC% ¥ 5 % 43 R B (FVC% =50% )
FE I (FVC% < 50% 5% 0k 56 B D) REAs 4 ) PR
BB, BT W IERAR T 15% , 1M J5 3 K FE 2K 0] 5
% 70% .

HAL A Zuo 252 3T 62 i) MDAS + DM
BE ARSI, I X 5248 % 5 & A RPILD
. Rift—2 % HRCT #4717 & 5047, iFE 1]
W T HRCT 350 R 45, (0 H i I A AN £
%} MDA5 + DM-ILD ) HRCT $£4y %5, Zou 251
fE 5% TPF P43 )2 52 & HRCT 1143 7 %) MDAS +
DM-ILD #EAT3FA , A B HRCT PR32 1 ARSET- R
O YAy (R P b (ER P B s R N AN S A 0
RK, FIASE 4G H T MDAS + DM-ILD #)if4L ., H
ARZEF ST T 53— P AR AR 19 HRCT ¥4 071,
R HASOX s 1% 38 5% RN T 4 0 14 B 0 A T 0E AT, 22008
TUASEAR R ER R, RIS H T MDAS + DM-
ILD pPAs

A Y ARt s

1. MDAS HiiAIH FE : ¢ T MDAS Huiaii B Fnys
oI B B B T 1 56 2R 77 4+ . Matsushita 25
WMEL T 12 i MDAS + DM-RPILD {835, & LAE 2485
WG T B8 IR T 0 I UF e 1 5 v, MDAS B {4 i i
B EREAL, o 6 A B PUIARE U], [FE & B MDAS
PUARFLL I E S BRI E T S Bk, B R G
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MDAS T4 B B T, $2 MDAS Bt {35 B2 )
FTF VA AT RS B W B 42 % o i Abe 2512
W% B HS 4 MDAS + DM iR 35 76 g hig 7 Ja
MDAS HT A B 34 2 T B, B 7 A6 T 41t W 5% 5
FIRER NG . R, A A MDAS B i B IF A GEAR
GEE9 TN S5 994 97 L BE . Nishioka %57 4R 3# ¥4 7
J& MDAS HLIRTHE 218, RIEEIRIT R 1 44D
AT A K, I, A MDAS i AR % 3 A 2
B % 28I B 11 SR SRS A, (R AT LA FH 0 0 0 o2
A TR RS T B T I nT BB /R B K o

2. IMEERE A MEERER AR R AR R SR
PEFE bR, 1 $E7% MDAS + DM-RPILD /5 A K A
Febn , HLAEOR ™ BRE R IR AR O , AN [RIAFF 5 0 FHE AR
— % 450 ~2 000 ng/mL >0

3. FLER B A 1 (lactate dehydrogenase, LDH ) il
TR A B 5% 31 IR ( Krebs Von den Lungen-6, KL-6) ;
LDH A D) Sz e fiti 53 477 , J2 25 #i i ILD AE W hRic 4,
U S il 8 5 AE 4 S ME S i, H 3k ADM-ILD
(78% (7). MDAS Bk FHM:) fB 35 11 A5 BF 5% 42
/RILYE LDH > 355U/L J& Wi J A K () 4l 7 7 6 A
%1 KL-6 R AE 11 B 1 Kz 40 M 2 2 <048 b
B A SR — R R R R o TR A, B
INRE LD B ™ E R R AT KON LR KBTS
FAED, Ye 4T HGE , MY KL-6 /K SFF1 MDAS +
DM-ILD ™ 7% i L J2 HRCT ¥ 43 5 1F A0 3¢, 78
PR J5 KL-6 K7 T B, L 792 U/mL Jy FL1H,
KL-6 = 7K P-4 i) iR AR A5 I KL-6 ik
HEH.

4. 2 R 5. Z P 40 B DR AT HE N MDAS +
DM-ILD (s #HG . 1L-15 f b B2 40 i B 5 L4
JHL | 15 58 400 6 25 22 b 200 i 49 , 3 & B, DM-RPILD
ZHIME A1 BALF rf % IL-15 7K F 5 %75 TE RPILD
4, FEMTZH 20t I 3 R e Tk, S e T E R
AT RPILD fy 32 N 1

IINBEAR I RAFFZE 34 % B T HoAth T 6 AT MDAS +
DM-RPILD i J& #H ¢ (4 41 ffL H 7. — T4 A 12 4]
ADM-RPILD 35 (11 5] MDAS PHM: ) 1955 451 X REAF
FERI T4 (n =6) L3 IL-6 7KV & & TG
4, 13 1L-6 7KF =9pg/mL (1) 8 # A 17 2R g A%
F IL-6 < 9pg/mL IR #H 5 53 Sh—T01 40 A 27 fi
MDAS + DM (&3 FIBFR 82 m I3 1L-18 f7K-F-FIiG
7 RNAIK s Horai 251 % #1 5 MDAS-DM &%
AHEL, MDAS + DM 85 Il 7 TFN-y 7K 5 2 T &,
HH 5 1B RPILD,
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5. Hifth : YKL-40 2 p B0 20 A, Heokr 20 it 25
SRRLT BERRE R 11, o2 5 E A0 M 1S AE A2
LU SR B AR B A . FRATTATIARESY & B
7 YKL40 1 MDAS + DM-ILD [ 55% ' & FL B 394
IT I RS BUR A SE

PEARFEHIFRE () MDAS + DM (5, SMJA] ik
B 200 Al 2 F 3 52 A 3k, A ISR SR B AR
CD3 + T 40 A T B8 AR $2 78 T |5 AS a[ﬂ - Wang
el e N I B A A% 40 ( peripheral blood mono-
nuclear cell,PBMC) i & Bl T —28 KK 1) T 41 jg i
#, B CD4 + CXCR4 + T 4l i, ¢ DM-ILD % 4
i CD4 + CXCR4 + T 4 g 31 %k & & F+ =, HoAN
HRCT ¥ 43 i Dy e 52 6t (FVC% ) LA & MDAS $ii {4
BEPE: 8 38 A0 56, TS 43 AT B 7 CD4 + CXCR4 + T 4
JiL L8] =30% 119 B TG AN R o IRSMIFSE & 3 CD4
+CXCR4 + T g E 1t 1L-21/JAK #Kfi A2 4eE
Tl CET 24 40 i 1 184 4, T v AR TL-21 sk fid H JAK
R BELIET TL-21 5 5 4% 5 0] LAl ax — 200, w]
AEA A Ja B )R T AR LR R

W FRm AR Ry I S, DT X
BT ZIRTT b 08 2 8 B R 2R 95 g XU 33
BEAL K B I PF R B BT B AL T i ok
FBLBAF (n =207 ) $2 44 T “ FLAIR $F437 , F T
ADM (G ILD WRET- RS o %35 RG4S 4E SF M
LDH 7K>F- MDAS #iofk (*F % & ) i HRCT 143 F1
RPILD/4E RPILD HANE & K B35 ik s =
AU S5, T4 R R PSR (HZ 058 A ] e
Wit Bk 22% 9 & MDAS Hiik I M, i A fg
H T MDAS + DM-ILD {5 JI

BERT bR BETR (A AR, Xu 55 TR £
> MDAS5 + DM-ILD BAS1) , 38 15 Bl 5 20 2 07 vk 5y
BT LR NfE HRCT EUS, I A B 2% 343 ( Rad 3T
A3 TR i PR AR Cox (1] 071 6 45 4 1 R T8 300 1A
T5 Rad W43 iE— 2 254, HE ST foe 24 0 2 5 T 0 A5
A (Rad PEAIMABLTY) iZBIRIX) MDAS + DM-ILD &
6 AN A FET R HA B I TN RE

RTT R

BN IX — i JR R SR T R B , H A T
BT e B AR UE PR S UE S BOVR T RN, A2 W
BIEAT R 732 LA A RAGR T 7 R AR A R AU (Y
K, HAT MDAS + DM-ILD #1697 7 ¥ 2%
2R+ G U o 2 A R A R (At e S R R )
+ PRBEIEIG 9 = RSk AT JAK 4] 5 A6
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I7 , A7 vk 23T /IMEAS IR BiF 5 s A SR ik o

ZBEIT R — T H AR £ oD Al s TR 5T
N, SIRITRA (n=29) 6 MHAAERBEST
Jed% 3 KN PR T35 A8 BB Hot S e 4 1500 936
JPH (n=15) ,AEFERI 504 89% F133% 7, (H=
PRI T I L3 FVC% Sy 78. 8% , R KZ 4L
SR AT RIBY B, IR I %7 vk X g s R
[FIRESE A e = A o DL, 367 o 72 o i BLAY ML
SRR (AN A R 2 ) S50 2N 25 Z A0 )
XA ILD Sk,

JAK # B 47 %) #)  Chen 215" 7§ 18 5] 5. 1]
MDAS + DM-ILD i (JEZ 1 FVC%73. 4% )
PR THE [ BSGE (78.0 £54.4) mg/d | BE G 4E
% Aii (Tofacitinib, — F JAK % i #7 #1 71, Smg,
2 /) BIF RS e e g5 R WoR, 5 R & iy
LIRYT (BRI G e M 7)) 1) B3 A H, jr
6 ™ H AEAF R T (43518 100% 1 66% ) , H %4>
PEAE AT HEZ G Y o E T Tk W Rk U
By (0 3 L TR) A i B e VAT A R i g S0 £ 2
H IR T RO VR AT, Aok T5 B R LT
BEMERIF T — 25 RIE

AR Aede R E e ARYIEIR RN AR B
JERLEE K A A S . Huang 257 G537 28 4]
A I Z 5 BT ( Rituximab |, RTX) {057 AUXEIG 14 DM-
RPILD 2, Horb 15 BilxHET7 O (RTX 1000 mg #
i 7, 55 0 RAEE 14 R4 1, L2 o
375 mg/m’ 43 JE 1 U, 4 ) 5 Ge R T 11
5] MDAS5 + DM-ILD f9 f5 , Horp 8 5 & RPILD, 4%
57 F LR R (RTX 375 mg/m? 565 0 K AIEE 14 K45
1R, 32 k) sl 718 RTX (4R 100 mg # ik ik
LR 1 4 ) RIT )R S BB E AR, B
F A AV 4L R 3 LAY RL, $7R RTX 1]
REIRIRIT KB E NI TRZ —,

Zou %S 38 T R EL A B4 ( Basiliximab
—Fhpi CD25/sIL-2R WA TEREHLIR ) 5 R K IR 1
RIRAIRITHY 4 i) MDAS + DM-RPILD i35, Hr
3 (il R AEVR YT 5 HRCT P4 Il oy fig LA Fe il 33 42k
B=EE S ERTAE

I 25 4 n T 2 Bk R 1k i it PR REE AL TR
e ] g 2 2 MDAS + DM-RPILD J51# 9 1
o BARM—TRF7IRIE T 6 B2 & Rpe G
7 JCAL M RPILD JR 3, B4 I 3K B 5 4 k%l B I69T
T 18], B R VA PE RPILD 5% 3% 4 105 3l g%
YRR (Ui 76 R R e 45 ) 11 R T BB DA Il 3
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Bhiag .

H X A58 7

UL AEAIRYT . T I0hR 2 00 i R AIE 5 % B

LGP A ] 1800 mg/d fyREE AR JE i ( Pir-
fenidone ) H: Ak — 25 3 B 4706 R P i Liang 4§ s
DU k-5 4 FH Jé 35 JE AR ( Nintedanib ) 1) 58 P4 LU
(idiopathic inflammatory myopathy, IIM ) #H5¢ ILD £
F(36/151) AR B HJE 5 Je fi iy IM-ILD & %
(115/151) i#E &>k RPILD () Fu BB AIG, AE A7 0 i
{EIZWFFEAR BE— 25X MDAS + DM 1 i & 47 W20
I3HT

2. Wi RS A« il B A AT BEZ AE R 1 MDAS + DM-
ILD fY 2 e . Huang S5 HGH T 4 12 G
A7 JCRLHY MDAS + DM-RPILD S 3, 18 £ # il
1 FAARSIMIBE T 40 A R A 42, e 26 I3 42 32 U ik
B IFAFIE 12 DAL,

% 15

PR E R AE WL B8 3 & B MDAS $iik =412
AT 20 4F 22 A0 MDAS + DM AR E 2460 T
FEBE T, ALHE PR A AL | I R 2 3 K i)
FE’JLI%T%%%,MWA% RPILD 1 {35 SR TS 4TS
SR, RV 280 B () S e ka7, R0l
A 1 @W%t%ﬂ&miﬁﬁ ot 40% 4P ok
BT 22 1 KT B 8 A 0 X — 5 12 ¥R UK P 1 4
= BRARAET %

& % 3
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