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Comparison of long-term outcome between anti-Jo1- and anti-PL7/PL12 positive
patients with antisynthetase syndrome
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Ceneral characteristics

Sex: e female e e Jo-1$iK 63.3%. FPL-7/12#11K 40.0%

DM subset” 38.7% DM 11.1% DM 0.
Clinical characteristics
Myalgia B13% 50 0.007 1 I L D
:]usclf- '::rea l;lness 223’: :gi ggi s e e e
aynaud’s phenomenon NE : )
Me}rchanic‘sphands 29.3% 30% 1 .*R'J 0_1*R1$ 68-0%\ *J-LPL_7/121:J-L1$ 90-0%
Esophageal invalvement 2278 20% 1
Gastrointestinal signs 13% 17.6% 0.02
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* ASS: antisynthetase syndrome; ILD: interstitial lung disease; DM: dermatomyositis.
Except where indicated, values are median; p values were obtained with chi-square or

Fisher's exact tests. Autoimmun Rev 2012:11:739-45.
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A longitudinal cohort study of the anti-synthetase
syndrome: increased severity of interstitial lung
disease in black patients and patients with anti-PL7
and anti-PL12 autoantibodies
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Results .
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Variables Total (N=701) Jo1 (n=276) PL7 (n=155) PL12 (n=78) EJ (n=192) p value

General mJO_I tﬁ,{* ﬁPL_7ﬁ{* ﬁPL_I 2#1,{* ﬁEvJ ﬁw
Fever*, n/N (%) 287/701 (40.9%) 99/276 (35.9%) 68/155 (43.9%) 41/78 (52.6%) 791192 (41.1%) 0.049

Mucocutaneous
Heliotrope rash*, n/N (%) 108/701 (15.4%) 371276 (13.4%) 371155 (23.9%) 13/78 (16.7%) 21/192 (10.9%) 0.006
Gottron's sign*, niN (%) 216/701 (30.8%) 691276 (25.00) 68155 (439%) 3878 (48.7%) ez i <0.001 H eIiotrope@ 13.4% 23.9% 16.7% 10.9%
e Rk coooooooooooooooad 700, (L2.8%) vue e FLIPF{AE L) R EETAREYCR e PR {1 T4 () R 2002 (104%) e e 0001,
Shawlsin” N (K. .........o...... T0L007%) ... JSEESHL ... 26155 (168%) ... J2T8(54%) ... 1120 ... 0005,
Mechanic’s hands*, n/N (%) 342/701 (48.8%) 141/276 (51.4%) 82/155 (52.9%) 35/78 (44.9%) 84/192 (43.8%) 0.254
Raynaud phenomenon*, n/N (%) 61/701 (8.7%) 231276 (8.3%) 19/155 (12.3%) 6/78 (7.7%) 13/192 (6.8%) 0.319 I 0 0 0 0
Skin ulcer, n/N %) 12/701 (1.7%) 3/276 (1.1%) 3/155 (1.9%) 3/78 (3.8%) 3192 (1.6%) 0.374 V Slg n 8 " 7 /0 2 1 " 3 /0 16 - 7 A) 10 4 /0
Periungual erythema, n/N (%) 25/701 (3.6%) 10/276 (3.6%) 10/155 (6.5%) 3178 (3.8%) 2/192 (1.0%) 0.046
Alopecia, niN %) 26/701 (3.7%) 11/276 (4.0%) 8/155 (5.2%) 5178 (6.4%) 2/192 (1.0%) 0.052

Musculoskeletal s
2521701 (35.9%) 1221276 (44.2%) 53/155 (34.2%) 27/78 (34.6%) 50/192 (26.0%) 0.001 ShaWI Slg n 6 . 5% 1 6 - 8% 15 . 4% 9 . 9%

Muscle weakness*, n/N (%)

Arthritis/arthralgia*, n/N (%) 270/701 (38.5%) 1431276 (51.8%) 55/155 (35.5%) 23/78 (29.5%) 49/192 (25.5%) <0.001
Pulmonary
Dyspnoea,* n/N (%) 488/701 (69.6%) 179/276 (64.9%) 104/155 (67.1%) 51/78 (65.4%) 154/192 (80.2%) 0.003 Sl
IL}I‘),pnIN (%) 679/701 (96.9%) 2701276 (97.8%) 145/155 (93.5%) 74/78 (94.9%) 190/192 (99.0%) 0.015 AN jj 1-& -F 44 . 2% 34 . 2% 34 . 6% 26 . 0%
RPILD*, /N (%) 258/701 (36.8%) 92/276 (33.3%) 59/155 (38.1%) 25/78 (32.1%) 82/192 (42.7%) 0.160
Respiratory failure*, n/N (%) 123/701 (17.5%) 50/276 (18.1%) 271155 (17.4%) 11/78 (14.1%) 35/192 (18.2%) 0.859
Pulmonary hypertension, n/N (%) 51/701 (7.3%) 181276 (6.5%) 71155 (4.5%) 5/78 (6.4%) 21/192 (10.9%) 0.116 G
ARSI sy | sespen | e | smoss) | megoy  om BIEIR 51.8% 35.5% 29.5% 25.5%
CK, UL 81.0 (40.0, 297.0) 99.5 (40.0, 424.8) 74.0 (41.0, 302'3.'0') """ '5:175'(55_.0','156.6') """" 85 f.if .'0','2'8'5'.[')5"""5_661'
LDH, U/L* 263.0 (204.5, 351.5) 280.5 (208.3, 384.8) 258.0(195.0, 376.0) 268.0 (200.8, 319.0) 252.0(207.3, 334.8) 0.276
Lymphocytes count, cells/ul11] 1350.0 (950.0, 1917.5) 1500.0 (1045.0, 2085.0) 1325.0 (950.0, 1930.0) 1120.0(850.0, 1477.5) 1240.0 (890.0, 1750.0) <0.001
CRP elevate®, n/N(%) 3271701 (46.6%) 115/276 (41.7%) 70/155 (45.2%) 58/78 (74.4%) 84/192 (43.8%) <0.001 ILD 97 . 8% 93 5% 94 ] 9% 99 . 0%
BRI e vrerseeenrenenis 0.69(026.220)........030§025,185)......... 067,026, 2.06)...... 183,059,329 ......0:66.026.22)........ 50,001
ESR, mm/h*** 21.0(10.0, 38.0) 15.0(7.0,31.3) 21.0(10.0, 38.5) 32.0(18.3,55.3) 23.0(13.0,38.0) <0.001
Ferritin, ng/mLttt 21.0(10.0, 38.0) 15.0(7.0,31.3) 21.0(10.0,38.5) 32.0(18.3,55.3) 23.0(13.0,38.0) <0.001

RP-ILD 33.3% 38.1% 32.1% 42.7%
HuRo-52#{& 57.9% 60.4% 78.9% 74.2%
)27 SERBR(/uL) 1,500 1,325 1,120 1,240

CRP 0.56 0.67 1.53 0.66
(ng/mL)
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Results

Onset age, year (N=701)
Fever (N=701)

Dyspnoea (N=701)

ILD (N=701)

RPILD (N=701)
Respiratory failure (N=701)
Pulmonary hypertention (N=701)
Muscle weakness (N=701)
Arthritis (N=701)
Mechanic's hands (N=701)
Raynaud phenomenon (N=701)
Heliotrope rash (N=701)
Gottron’s sign (N=701)

V sign (N=701)

Shawl sign (N=701)
Holster sign (N=701)
Periungual erythema (N=701)
CK, U/L (N=701)

LDH, U/L (N=701)
Lymphocytes count, cells/pl (N=696)
CRP elevate (N=701)

CRP, ng/ml (N=701)

ESR, mm/h (N=657)

Ferritin, ng/ml (N=4586)

Jo1 (N=701)

PL7 (N=701)

PL12 (N=701)

EJ (N=701)

Anti-Ro52 (N=668)

FVC, % (N=460)

FEV1, % (N=462)

FEV1/FVC (N=45T7)

DLco, % (N=448)

Total (N=701)
52.7 (12.5)

40.9% (287/701)
69.6% (488/701)
96.9% (679/701)
36.8% (258/701)
17.5% (123/701)
7.3% (51/701)
35.9 % (252/701)
38.5% (270/701)

48.8% (342/701)
8.7% (61/701)
15.4% (108/701)
30.8% (216/701)
12.8% (90/701)
10.7% (75/701)
3.3% (23/701)
3.6% (25/701)

81.0 (40.0, 297.0)

263.0 (204.5, 351.5)
1350.0 (950.0, 1917.5)

46.6% (327/701)
0.69 (0.26, 2.21)
21.0 (10.0, 38.0)
144 4 (65.8, 287.8)
39.4% (276/701)
22.1% (155/701)
11.1% (78/701)
27.4% (192/701)
65.1% (435/668)
71.9 (59.6, 86.0)
70.0 (57.9, 82.5)
86.8 (80.2, 96.0)
56.2 (43.6, 68.0)

60.6 (11.4) 2P
59.6% (99/166) ©

95.2% (158/166) °
100.0% (166/166) 2
92.8% (154/166) *°

13.3% (22/166) ©
20.5% (34/166) °
19.9% (33/166) 2
32.5% (54/166) °

1.8 (3/166) 2

9.0% (15/166) 2

19.3% (32/166) 2

4.2% (7/166) 2

1.8% (3/166) 2

1.2% (2/166) 2
1.8% (3/166)

68.5 (34.0, 196.8) ®

3235 (261.0, 428.3) °
1135.0 (790.0, 1550.0) °

75.3% (125/166)™

36.0 (19.0, 60.0) ®

214.9 (116.7, 452.8) ®

34.3% (57/166)
22.1% (35/166)
10.2% (17/166)

34.3% (57/166)
71.0% (115/162)
60.2 (49.2, 76.7)%°
57.9 (50.3, 72.2) %
88.3 (82.3, 94.9)
42.0 (32.2,56.7)%°

HENGELOZRZ) T

Cluster 1 (n=166) Cluster 2 (n=102) Cluster 3 (n=433)

50.5 (12.8)
49.0% (50/102)°
59.8% (61/102)
95.1% (97/102)
25.5% (26/102)
5.9% (6/102) ©
6.9% (7/102)
58.8% (60/102) ©
43.1% (44/102)
52.0% (53/102)
10.8% (11/102)

|8

57.8% (59/102) ©

8.8% (9/102) ¢
5.9% (6/102)

204.0 (62.5, 866.0) ©

310.5(237.8, 434.3) ©
1255.0 (820.0, 1715.0) ©

57.8% (59/102) ©
1.08 (0.31,2.39) ©
22.0(11.0, 37.5)

167.6 (87.0, 357.7)

30.4% (31/102)
33.3% (34/102) ©
14.7%(15/102)
21.6% (22/102)

61.7% (58/94)

73.9 (60.7, 85.3)

72.5 (58.3, 81.6)

85.8 (80.2, 96.7)

51.9 (42.3, 63.0)°

50.2 (11.6)
31.9% (138/433)

62.1% (269/433)
96.1% (416/433)
18.0% (78/433)

0.2% (
5.1% (22/433)
36.5% (158/433)
44.6% (193/433)
54.3% (235/433)
10.9% (47/433)
9.5% (41/433)
28.9% (125/433)
1.6% (7/433)
1.2% (5/433)
2.8% (12/433)
3.7% (16/433)

75.0(39.0, 249.5)

232.0 (188.5, 299.0)
1475.0(1020.0, 2052.5)

33.0% (143/433)
0.46 (0.25, 1.21)
16.0 (8.0, 30.0)

110.5 (51.6, 236.3)

43.4% (188/433)

19.9% (86/433)
10.6% (46/433)
26.1% (113/433)
63.6% (262/412)

74.5 (62.3, 88.5)

72.1 (59.9, 86.4)

86.6 (79.8, 96.0)

59.0 (47.9, 70.8)

Endotype 1
(RP-ILD cluster)

Laboratory

RP-ILD.

Endotype 2
(DM-like cluster)

14.5%
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Results
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Results
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Discussion
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Limitation
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