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Research progress in the treatment of interstitial lung disease related to

polymyositis/dermatomyositis
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[Abstract] Polymyositis/dermatomyositis (PM/DM) is a heterogeneous autoimmune disease characterized by inflammatory cell
infiltration in skeletal muscles with unknown etiology. The incidence of interstitial lung disease (ILD) in PM/DM is higher. ILD is
the most important factor affecting its prognosis. Existing evidence suggests that there is significant heterogeneity in PM/DM-
related ILD, which requires individualized treatment based on the onset form, progression rate, lesion involvement range, laboratory
examination, presence of adverse prognostic factors, and response to treatment of ILD. This article summarizes the research progress
in the treatment of PM/DM-related ILD in recent years, including the selection of traditional therapeutic drugs, timing of
medication, and new drugs attempted in this field in clinical practice (such as biological agents and Janus kinase inhibitors),
intravenous immunoglobulin, anti-fibrotic drugs, and potentially effective non-drug treatment methods, aiming at providing
reference for clinical doctors to formulate PM/DM-ILD treatment plans and improve patient prognosis.
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ZRMEIR/ A (polymyositis/dermatomyositis,, WIS S5 50T o A SO PM/DM-ILD TEIG YT 7 T BT
PM/DM) Z—4UHEA, DHZACE#NINE, TR HIRHIT RS, DIIRIGIRIGT T I B hlE =%

Lfiti |

A2 SR F B et . PM/DM

] BT PETE  (interstitial lung disease, ILD) FY AR 1 (ERBYETT

4

1%, HASTYAREN 50% . ILD SR THs 1

BEZHZE, PM/DM-ILD BAYTHERE £ 3K [ [l BRPEAF 1.1 BER &
5%, ROHRGE LR EN, FAE, WA —LerihsrEn i PM/DM-ILD & Y7 J5 %8 LIWE Bz B & o k. ik
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JE A HEAF TR TE 0.5~1.5 mg/(kg+d), fix Rk HFIH A
1T 80 mg; LA hH F 24 70 H ARy 2~8 S, e LR
B R AE AR L A B RS HLT 2 I (high
resolution computed tomography, HRCT) &4 IfT)
R G DL Wik i, EYERFIR e 5~10 mg/d; #F
PTERE, FRSE VAR g2y 2 TPt
I P 1087 PRI ¥ (% PM/DM-ILD £ 3%, ] R T & vhif
1697, BIEESE3 d %] 500~1 000 mg/d H ik J8 i # ik
W, 3 d/Ea R O RIEJEN 1.0 mg/(kg-d), TMilA
P Bl it

1.2 Gyl )

1.2 GG AR e RS S
FRNRT T A7 W RRE TR M 52 38 %8 46 A 57 8 119 PM/DM-
ILD B35, B ERIGITRCRTAF . (H)E, BTk
Z KA TGO s 250 32 4, B SR 30 il R4
REE, HEMAATER . —FRAA T 553 R &1
R WLAE  (idiopathic inflammatory myopathy, I1IM)
HIEILD % (40% N DM) i meta 23 Hr s *: %t
TABMEILD B3, WERBE — R e Ha AR T
FHBCER R s AP 7 A8 TR PRk e P (] Jot
P4 fili 3% (rapidly progressive interstitial lung disease,
RP-ILD) 83, IS —Fh G il 500 i 7 s8oin
THMWER; 3TAER, MEHANSLT%, TS
IWEIENL 2 0 72.4%, BRI RN 69.2%. 2019
AE B — I BRSNS I 1
¥ RE o % B E A J1 il 3 & (forced vital capacity,
FVC) dHuHAERE 4L, H A B g 20 — 4 4k
ik K HL & (diffusing capacity of the lungs for carbon
monoxide, DLCO) (§HUIHAMN A LA S, 3671
7 BT A P 2 P 38 2 0 et T AR RRE IR, 2
ARG IRERA T 2 . —506 250 4] IIM-ILD
A E AT 7 B, b a4 S oA
B eI RV L8, AR A A R BRI & &
o e gy AR L, fhE s n) R TR
1240 A WA, 52 W Sy sl Rt i L 45, At
S5 E] I AR TR I B R R IR T At
B R AF T A 2 7 2 10 46 ¥ ZE TIM-ILD R T7 )
Ptk . T FUIISAWA %5 ) fty—I5 R s 4 2 v 0 bt
LA 5% i — 20 Lo B T [6) o 45 A i 1R il 40 ) 56
(calcineurin inhibitor, CNI) ¥ % 51t w5 6] ik
7 PM/DM-ILD MRCR , 53R W 2 40 5 7 52 Jal i
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FVC 5 B HE 53 LR B i ol {3 52 J8 s Y 9%
o o AR AR, s B R R 87%, MR
1%, PERve s nl fRITBCR IR R A, 2
WENS B AN S — PP TE R I B E PR 258 . AR TSR R
B 2 WM 0 FE ] TR 9T 4 46 AH 209 (connective
tissue disease, CTD) K If-/AN 23800 ILD #9 % 9% K 1§,
FET-S 1 (EE B 0 o7 38 e (i 224

1.2.2 CNIIY I L CHEN 45 7 i F 58 32 W]
CNI Y7 300k T oAb B S i M 700 . GO % 1O i
— RV T CNI R FIAL, & AR R IRy 240
IR CHA S 2 150 oL 45 T IR R
57) BAAIAH . RINATF B R E; K
HVRYT AU AR T B SR Vo3 o 0 H
feias, MR BEREZGRSRIEE . Hik, R
Joi H CNT AJ g2 it 8 iR I 3 o

1.2.3 ZMpiembln e RERRK S
S EI I E T A Ir %, B4 F5r PM/DM-
ILD B # X IATF RN 2. Rk, KAMEDA 4§ ' 48
T =AY IZFRIA T 22 61 S0t 2
PEDM-ILD 835, DL2AEAEAFII T A0, IESE TR
WA PRI I e B2 A F0L 3R 1 F8 8 TS B 3R B ik 5 —
o B g2 400 8 500 1) A B, BROOR I SRR A B AR D
(AT B R T 2k 2t PM/DM-ILD 35, =28k
ST HZIES . NAKASHIMA 25 120 047 T i — 2
WESE, 98T 28 4] BT B 6 R o A A O BE S
(melanoma differentiation-associated gene 5, MDA-5)
PUARBATE R, IR A e 50 R Bk S CNLAI
VKT O PR BRI 1 7 5, R AR AR B
6 A HEAFR N 75%, ML H TR TT 1Y 14 41
X HR 20 B A A R N 28.6%. TSUIT % ) (il —Tiii &
o T R P VR R TR e DK PR Bl I e At 3 55 ) R 4L
MDA-5 HL /& B DM-ILD (81 55 s, 5% 4 T+
RIT R LT R L, WG 2GR G A 6 T K
12 A EBE AR E T & XRPE X RIEA
B, R =25 B TR s I 2 A S
T o5 — B 25 )] s B E ARG . I R
B, FEBAGZA, BT d N 25 EUR 2 1
B R MR S2 R, P OFf sk
FHIABEBERG/CNL) JRY7 I M8 5 A A58 T0 e B
RHRIT A, T S 2500 B AR R Y X
A e OB R IAL T ILD 2tk Rk 25 9ias7
RORW R & THA RN ; MG WG, ILDA
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ok, F

N e A ALY & I AL RN AR b i )
Me U A 2. PR, X TAFAERP-ILD . $T MDA-5 it
PR B S SR B S 1 N i JR (R e, LR T
AR5 I FH 2 R G e il 300, AT ARG A8 2 A I sE T
A, AR I 25 7 R R RO a M e A i T
i A RE A B R Tl AT O S e i R
JEANTIZ, RIS R B A —Fh e ikl a7 s
BORRRZIIRIT Ik .

Zil, TERAZSRNEO T, £ PM/DM-ILD G
J7 X G2 I R 9 E R 1 SEHERE CONIT, b 5o 5 )
BMAMREMCR TR, S REAR BT
PEFGTR . BT MDA-5 F0 M PH P 25 1 % 5 0 108 e 152k 7
2, AT LLAE B2 3R Al b R BE A (A 2 Fh s e 1
7

2 %%

2.1 9

AW EAE S 25 B B . RS
JY RS . HATHRRIE, %X CD20. CD25 J&
CD38 o7 A5 19 AE il 51 1] 2k PM/DM-ILD B Fil s o
211 CD20H#41 (FZEHH)  CD204r+ HAF
76T Bk 40l e, CD20 il i 8 1 T CD20
M FEWS BAIML, FHTIARYT IR 2L A
P 22 M4 R 45 R R G LA K MR SR
FZ 8 BB IR YT PM/DM-ILD (9805 £ 3% 1 T ik
WFFE RN BRI . — e meta 20 #r ) R, %2y
HY7 IM-ILD  (FEHL & B br iRk 25 & 1F ) BBk AR
47.4% W B E SRR S1% R E . 71— R4 %
W U g AT 35 65 MDA-5 HL 4 FH%: DM-ILD (%
Y Koy AR TR Z RPN O EZ THMEME
PP BRI FIETT . AR R B2 E
DM-ILD H 2l 36 %y 71.43%, 18 PE ILD 2 75%,
RP-ILD 24 70.97%; {158 1 1 F ) 5t 26 79 1 28 2R 53
1k 77.78% F 69.23%, A AR 4 Bk 66.67%
69.23%. 2023 44 A 5T A BN & 3 T I 2 b 5 ER
BEBEME VA YY CTD AH G ILD F9WE . WL, AL
HE2b WA ST 485 5 7L ST AL ™ HE s kAT TLD
B, Hrp45.4% JIIM-ILD, 455487 2 5 Hidit
EUCEMITNAE . 6 minBATHERS | A TG R DL AR
A8 Jok R A A E AL T IR 530
BEBEME A L, R Z 8 AP AN RFARE D>, H48)F
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P T [ R AR R e T
2.1.2 HAbAEYH B AYE TR T CD25
O EF T T AR B 4AE . AT 2Ot Ay L VR
T CD38 R /E T BANML . FCER AP SE—Fh A
#-6 (interleukin-6, 1L-6) ZM4Episwl. Hur, A4
FARIE X 3 FZGWIE ST I MDA-5 Hi i B RP-ILD A
R, BTy B A (R AT S IE I AT S e
ZEg LaRWgT, A4 B R AR A2 b T
EIR M PM/DM-ILD & — Fh o] 36 £ 19 J5 2R 97 24
Y WX T E IM-ILD, A28 bl 15 bk S
YT 4097 -

2.2 Janus 0] 5

T A Y LR B AT DM ATS) A DM
OHEFRIE . P, A0 Janus B (Janus kinase,
JAK) SRBHWT 90 R 55 i %2 DM i — RS fE a7
PedE Y TR A — R JAK I, Bt e T
H NIRRT 98 . 1tz 1 45 W A RIVRE L 1k e % 1) 3
7. B A AHIJAKL FIJAKS, JF7E5s/INVEEE E i
JAR2 5553 . Baf/MERMR A EiRER
FH T 1 B A 6 T 4010 MDA -5 LA BE P I R T LR
P B WL % (clinically amyopathic dermatomyositis,
CADM) HHXILD. MEiA#E DM-ILD 2 R AZEAE TS
RE P ZE M PM/DM-ILD B #H AR RHCR Y. Uik
i 5 S R 2 WAL S, AU . FAN
45 23 T MDA-5 bR B TLD #8351 [l B 7
N, FEIREAAN 6 A T R VARSE T R B I Tt v
LLE 20 5 X RP-ILD (835 1940 A IR B R AR 25 2, 2
R A R R A RS2 840, R H
2 I THEAVER A IIGYT, X252 & R Sy i
il 7 B A PM/DM-ILD ) —ZR3G97 254, 35 2 K
Il PRETRE BT FEUESE

3 Rt%MET

3.1 kTR S E Rk B

1987 4E i Wk i 1F e 2% Bk 25 A (intravenous
immunoglobulin, IVIG) & XM TiHYF PM, 1993 4
HIKHF DM, 7EX ZJ5 130 2470, TVIG H Tk
J7 M AR 3 2ok A T/NBLR R . 2022 4F & R 11
ProDERM fff 5 2 J&: 5 — AN KRGS . BEDLIUE
R UG IR LSS, W] T IVIG iR YT DM

LSRR (B0, 2004, 44(4) (@)
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M SR vk, BT RIS, IVIG 3013 T 3
B2 B H R (FDA) fudttiE, HTiR7
DM, XbRa&# IVIG AT DM BRGS0 £ M 01412
AL FAR BT RIBENLO RRFSE . (A, sAY
ZWFFE 7 K 1 IVIG 4 DM-ILD W74k 277, Fk [
f1% — 391 [ Bk A g Y o, — Rl A TVIG Y
BT S X MAIAE L, BE 3 BRI & Bt MDA-5 $it ik
FHPE RP-ILD 24 3 H  (19.4% vs 52.9%) K 61~ H
FIFETZR (22.6% vs 52.9%), HEf# 34H HIZE R,
TVIG 3 i< 18755 9k L 40 L A0 DER 9 K T, P4 R
KA, ABHEAMASG . DN & F5 e e i il A
RAEM . IVIGHF T 3Z1E RAF, LaVdiRer.

3.2 HiLr4eiediy

H AT 2 B 25 W) AR FI697 e & Pl ] 2 2F 4
fb, BImEAEJEE R iR e o Je ke A ik e ia AR
FI6 97 AT Pk £ 4k AL P ) PR % (progressive
fibrosing interstitial lung diseases, PF-ILD) LI M R4
PEAE AL A ILD.  H ik, # PM/DM-ILD 3 i 4 PF-
ILD i, A ff HJ@ ik Je G a7 o B T HoAh 25 AL 1Y
PM/DM-ILD, HHG&AIGIFHER: . MEARJE B AR X 7
A 3R TER A A . LI%E 2 (B 2R,
X F W CADM-ILD 3%, bk Je B G o 2% o
HAEF (90% vs 44.4%) , (R4 24 CADM-ILD %
()4 AF JE S0 . CHEN 25 7 % IIM-ILD #8319 #F 5%
Won, S B R 2R T A L, b e BRI A ik
A JE BRI YT AL HRCT 2143 K W AR SC 9 9 B & %
BA%, (A2 BRUEFRII 225 . WANG %
Xf 111 45 CTD-ILD 3 #5477 #F5¢, Hrp IM-ILD 4t
510, Zat24 GBI, SARMRAMAE SR &
HHL, WAEREA FVC BT, HERAIRS
T8 A [a] S Al R B IR A9 TIML BB 3 T oA T A IR T K
o JE Ik e AR AR Xy 1A — 0 B Y, 4
R, JEIREAERE IM-ILD B & AR, %
R RP-ILD [ & B . Ak, T+ PM/DM-ILD &£ #,
ARG REAN IR IR _E I R er 4L 25 W3R 97 o

4 FBYAET

4.1 IR E
DM/CADM #H2& ILD 35 # LT 177 22 R 4E 40 i
HrFAEafE v, I #B+HE. IL-6, IL-8, IL-
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10, IL-15FIIL-18 Fhi o WA TAFEA R BUR FE bR
PLMDA-SPUIARBHME B3, L IRIGTT Il BE TC vk A 21 1l
W T, i i ¥ B e (plasma exchange, PE)
AR — B UEEAE B, A B T TR
%57 PE X4 MDA-5 TR B RP-ILD & #9IR 7 1
M, 8RBT e Eliayy 2 N A s PE S
rpalism A S I ENAIT AR LG, e E R AR 2 4R B
FUERFZ . o, TERm R B BOS 2 PE R
I, 2B ST 40 R RSO 1 ST MDA-S B {4 sl
BB S5 ) AT RE SR — A TR TR YT R

4.2 ZE A B [RE AL LT 4 P i RE R

Z B W R B [ E b 4 4 A E R R
(polymyxin B-immobilized fiber direct hemoperfusion,
PMX-DHP) J&—Fi{ifi I ROR CIRLF 4 [ Z R R
B HE, BEASATEFRNEER, AR08 D B 48
REA B, X LD 220 i o B e o v A g P
/N, PMX-DHP /Y7 g3 DM B & 1 AE A% (80%
vs 14%) o ZAFE K, EatEmE3 dN#EEZ
PMX-DHP BTG H, STE2MmE4d L B2
BT EMLL, AEHNTG . BAR S 5
N, ABEJE 3 d Pl PMX-DHP fig i % 2 /& CTD-
ILD 2PN 2 35 19 90 d AR A%

5 BRTARNER

PM/DM-ILD & # Ilfi K % 90 5 B 8ok . Btk
Pl e BLARIR YT I St TR R E R . ILD Y
R IE X Sk R . BRiG sh B . SRR 2 B
TR R WUR AR . Il T RS2 iR R 2
TATEBUG A RF RS, &1 OBERR (>34
H) . LRGSR, JCIF IR R Gk 9 5
ILD (FVC=>50% 1 DLCO=30%) ¥, 4T %)
BEDAEE, A i ot R TR dRiRYT B, Qe ki
i T G2 R (I I bR A S S AR 2 il Ty
RErE 3 H 124 ) M, @BUM RSk
MEIF 2GRy 5, O Fark (<14hH) Mk
atk (134 H) &R PM/DM-ILD i, RE%A
T RIS CNLIRYT o PR 2 I 1% 4 Vi B I 4 45 4
100~150 ng/mL 3% W ¥ Ji 4k 7 7F 600~800 ng/mL, i,
VB E] 4 He BE Y H & 5~10 ng/mL B L @ X T
CADM it MDA-5 HL{R FHM: ILD [ 3%, Riffi ILD %
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R, w1 bR A 7 R S s 1l R0 B A 9%
F L AR R, WRRESTHE
HCNIHH K CE G A BEBERIRYT s RIS AEEE A TR
hiiadT . AR Z AR TEHE (R FER
>60 %, 245 AN E<95%, C I >1 mg/dL,
BREEM1>500 ng/mL ., MEWRALHEEEDLR-6=1 000 U/mL),
il 5% B F] 45 9 R W I & 10~15 ng/mL, PR R AU
Ji R P8 & 150~200 ng/mL =% 4 ¥ FF 4 £5 76 1 000~
1 500 ng/mL %' i i} CNI 775 4E S ml A58 4 PRk
WEREIAIT I, AT LA R W R G A0 100, 3 XU
2o WAHETE A 2 UVE S RP-ILD S35 5 iR YT
24 . @R E L BiER PM/DM-ILD A, Al
A —Fh e iR, SR 2 bt . FEI A,
[ 45F IVIG, PE & PMX-DHP. i T/ 5  %Ak uf
A2 W IR, R B 0 o ) 3 e B P AR e ) Gl
W2~54E) M HAT, FEEEA . IVIG, PE F
T4 Kol MEVA M PM/DM-ILD (3% 103497 . ekt
HIFRLE T e BE /], —2/ R IVIG ., PE R4
FRE AR A IGIRTT S AW R AR, X
SE RO IR YT T BOA Bk A —ZIRYF IR, Ak, 7R
FRIBITRSERE b, X E . AR TR L
FYALIWIRTT -

6 REHRE

PM/DM 4 F ILD X (5 & i 5 2 W%k, ILD )
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