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Table 1. HiMDASHLR B DM/CADM-ILD D B K1Y 5

1L MDAGS HUiA R

1 MDAGS HL iR 5

HT MDAS H1 {4 544

DM/CADM-ILD DM/CADM-ILD DM/CADM-ILD p-value
(n=33) L] (n=23) ST (n=10)

R, yr 53 [46-66] 53.0 [46.0-63.0] 54.0 [50.5-70.3] 0.3366
PERI, B 1k 7 (21.2%) / 26 (78.8%) 4 (17.4%) / 19 (82.6%) 3 (30.0%) / 7 (70.0%) 0.6456
{45, DM | CADM, (%) 15 (45.5%) / 18 (54.5%) 12 (52.2%) / 11 (47.8%) 3 (30.0%) / 7 (70.0%) 0.2828
ILD 18 / #iadE 1 &k 3(9.1%) / 20 (60.6%) / 10 (30.3%) 3 (13.0%) / 19 (82.6%) / 1 (4.35%) 0 (0%) / 1 (10.0%) / 9 (90.0%) <0.0001
R R AT R
FEEL 18 (54.5%) 8 (34.8%) 10 (100.0) 0.0005
% 33 (100%) 23 (100%) 10 (100%) 1.0
~NUF =7 A 21 (63.6%) 14(60.9%) 7 (70.0%) 0.7098
= b o 32 (97.0%) 23 (100%) 9 (90.0) 0.3030
i IR 15 (46.8%) 12 (54.6%) 3 (30.0%) 0.2654
e i ¢ 16 (48.5%) 11 (47.8%) 5 (50%) 1.0
REMRE
Hi MDAS Hi{&, U/ml 185 [161-204] 181.5 [149.0-200.3] 212.5 [175.6-253.9] 0.1124
CPK, 1U/I 113 [53-294.5] 113 [48-308] 133 [57-460] 0.7244
Aldolase, U/L 7.0 [4.8-10.7] 6.3 [4.6-10.2] 9.0 [5.1-17.7] 0.2899
CRP, mg/dl 0.27 [0.15-1.54] 0.20 [0.13-1.18] 1.2 [0.34-2.8] 0.1170
Ferritin, ng/ml 557.5 [202.1-1175.0] 396.0 [128.0-878.0] 1078.5 [685.5-2207.8] 0.0097
CD163, ng/ml 974.8 [695.7-1727.9] 829.0 [573.1-1126.0] 1199 [954.7-1607.0] 0.0466
KL-6, U/ml 739.4 [604.5-1026] 661.0 [513.0-803.0] 1026.0 [737.0-1503.8] 0.0344
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SP-D, ng/ml

PaO,, Torr

Jiti i REAR

FVC, (%) (n=29)
FEV1/FVC, (%) (n=29)
DLCO, (%) (n=19)
BAL (n=25)
MAC, (%)

Ly, (%)

Neut, (%)

Eos, (%)
CD4/CD8
BRNE

AT mA FHEH

AT aA R+ A, (%)

Triple therapy
CsA, Tac, IVCY
IVIG

41.9 [23.6-80.7]
69.0 [63.1-82.6]

73.1 [61.8-93.2]
82.6 [77.3-87.2]
66.0 [50.9-90.3]

77.0 [62.8-85.8]
17.9 [7.6-28.5]
3.1[1.1-7.6]
0.8 [0-2.1]
1.4[0.8-1.9]

0 (0%)
33 (100%)
10 (30.3%)
20, 14, 10
11 (33.3%)

54.0 [26.5-89.1]
73.9 [67.0-85.4]

81.9 [66.2-94.7] (n=23)
83.2 [78.8-86.2]
66.5 [52.6-90.5] (n=18)

77.0 [64.6-85.6]
19.2 [8.0-27.0]
2.2 [1.0-4.7]
1.0 [0.0-2.5]
1.4[1.0-2.0]

0 (0%)
23 (100%)
2 (8.7%)
12,12, 2
4 (17.4%)

30.6 [17.2-49.2]
62.2 [51.9-69.0]

51.3 [40.4-69.6] (n=6)
77.6 [74.4-99.4]
6.50 (n=1)

74.1 [49.9-86.4]
16.1 [5.6-34.0]
7.6 [1.4-16.2]

0.6 [0-2]
0.9 [0.4-1.5]

0 (0%)
10 (100%)
8 (80.0%)

8,28
7 (70.0%)

0.1822
0.0040

0.0133
0.6472
0.1003

0.7991
0.7990
0.3086
0.6734
0.3237

1.0

1.0

0.0001

0.0059

DM: dermatomyositis, CADM: clinically amyopathic DM, CPK: creatine phosphate kinase, CRP: C-reactive protein, KL-6: Krebs von den

Lunge-6, SP-D: surfactant protein-D, FVC: forced vital capacity, FEV1.0: forced expiratory volume in 1.0 second, DLCO: diffusing
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capacity of the lung for carbon monoxide, BAL: bronchoalveolar lavage, TCC: total cell count, MAC: macrophages, Ly: lymphocytes,

Neut: neutrophils, Eos: eosinophils, IVCY: intravenous cyclophosphamide, IVIG: intravenous immunoglobulin
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Table 2. FiMDASHLIAEE:DM/CADM-ILD D - 4 B 558 A 12 R F R4

Predictor HR 95% ClI p-value
DM vs CADM 0.5133 0.084 - 2.717 0.4400
acute ILD 198.9 16.40 — 12924 <0.0001
CD206, 10 ng/ml 1.026 1.005 - 1.053 0.0149
Anti-MDADb5ab, 10 U/ml 1.089 0.900 - 1.353 0.4009
Ferritin, 100 ng/ml 1.239 1.057 — 1.568 0.0272
CD163, 10 ng/ml 1.017 0.999 - 1.041 0.0857
KL-6, 100 U/ml 1.114 0.953 - 1.335 0.1836
FVC, % 0.926 0.851 - 0.981 0.0294
PaO2, Torr 0.875 0.753 - 0.960 0.0240
CD206, >745 ng/ml 22.51 2.989 — 327.95 0.0068
Ferritin, >800 ng/ml 11.345 1.998 - 103.22 0.0120
CD163, >875 ng/ml 8.076 1.1120 - 166.62 0.0725
KL-6,>880 U/ml 9.937 1.603 — 88.10 0.0199

DM: dermatomyositis, CADM: clinically amyopathic dermatomyositis, ILD: interstitial lung disease, MDA 5: melanoma differentiation-associated

genes 5, KL.-6: Krebs von den Lunge-6, FVC: forced vital capacity
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X 2. FIMDASHL{KREEDM/CADM-ILDIZ 31T 3 L& sCD206/H
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3. CD206 iz & 2 #L MDAS HiikpEME: DM/CADM-ILD O F# &Rk

Percent survival (%)

A)
1004,
p=0.0009
c 1 1 1 1
0 50 100 150 200
Days elapsed (Days)

—— High sCD206z745 (n=8)

—— Low sCD206<745 (n=25)

Percent survival (%)

B)
p=0.0329
p=0.0214
c 1 1 1 1
0 50 100 150 200
Days elapsed

—i— BJE: n=13 mortality rate 0%
(sCD206= 745 ng/ml and PaO,= 70 torr

—i FEESE: n=13 mortality rate 30.8%
sCD206> 745 ng/ml or PaO,< 70 torr

—— EJiF: n=7 mortality rate 85.7%
sCD206> 745 ng/ml and PaO,< 70 torr
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