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[Abstract] Objective To analyze the clinical features of interstitial pneumonia with autoimmune features
(IPAF) and the correlation between them. Methods We respectively analyzed the patients with interstitial lung
disease (ILD) admitted in our hospital from January 2014 to January 2017. The patients who met all priori
requirements and at least one feature of one domain were recuited,and the clinical features and autoimmune diseases
related prognosis were analyzed. Results There were 90 patients recruited, including 38 patients completely met
IPAF classification criteria and 52 patients who incompletely met. The average age was (62. 34414. 98) yr.. The
pneumonia pattern of complete IPAF patients was non-specific interstitial pneumonia (NSIP), while it was usually
interstitial pneumonia (UIP) in the incomplete IPAF patients. During follow-up, 11 patients were diagnosed with
autoimmune diseases (4 with complete IPAF, and 7 with incomplete IPAF). According to Cox regression analysis,
completely meet the criteria of IPAF was related to the relapse of disease. Conclusions There exist relation between
IPAF and autoimmune diseases. The patients with IPAFmay finally develop into autoimmune diseases. The IPAF
classification criteria provide basic structure for this disease, but the limitation of the criteria call for revising by
more clinical trials.
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Table 1 Clinical characteristics of recruited patients (n=90)

Factor Value
Age/yr. , xFs 62.34+14.98
Sex/case

Male 45
Female 45
Smoking/case (%) 33 (36.67)
Drinking/case (%) 6 (6.67)
Symptoms and signs/case
No symptoms 70
Arthritis 5
Dry eyes 8
Dry mouth 1
Rashes 2
Others” 6
Laboratory tests (x=s)
Blood cells
HGB/(g/1L) 126.51421. 87
PLT/10° L1 225.46+110. 10
WBC/10° L1 9.2144.86
Liver function and muscle enzyme
ALT/(IU/L) 31.42424.52
AST/(IU/L) 33.34+25.66
CK/(mmol/L) 94.04+178.05
LDH/(mmol/L) 247.45+94,43
HBDG/ (mmol/L) 201.48471.98
Renal function
Creatinine/(mmol/L) 64.81+15. 85
Suggestive radiology patterns/case
NSIP 39
UlpP 43
COP
AIP 2

% Other symptoms include pulmonary artery hypertension in 5
patients and polyserositis in one patient. HGB: Hemoglobin; PLT:
Platelet; WBC: White blood cell; ALT: Alanine aminotransferase;
AST. Aspartate transaminase; CK. Ccreatine kinase; LDH:
Lactate dehydrogenase; HBDH: Hydroxybutyrate dehydrogenase;
NSIP: Non-specific interstitial pneumonia; UIP: Usually Interstitial
Pneumonia; COP:. Cryptogenic organising pneumonia; ALP:

Alkaline phosphatase
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Table 2 Comparison of clinical characteristics of IPAF and
incomplete IPAF patients/case ( %)
Factor <711P:A31;> IPIX?WI:C 52)
Antibody
ANA
Nucleolar 5 (13. D) 4(7.7)"
Centromere 6 (15.8) 1(1.9*
Others 19 (50.0) 29 (55.8)
RF>=2 X upper limit of normal 6 (15.8) 9 (17.3)
Anti-CCP 4 (10.5) 2 (3.8
Anti-dsDNA 1(2.6) 0 (0)
Anti-SSA 4 (10.5) 1 (1.9
Anti-SSB 1(2.6) 0 (0)
Anti-RNP 3 (7.9 1(1.9
Anti-Scl-70 0 (0) 2 (3.8)
Anti Jo-1 3(7.9) 3 (5.8)
Others4 1 (2.6) 11 (21. D
Suggestive radiology patterns®
UIP 2 (5.3) 41 (78.8) "
NSIP 26 (68.4) 10 (19.2)*
COP 9 (23.7) 0 (0)
AIP 1(2.6) 1(1.9
Treatment” 25 (65.8) 18 (34.6)
Relapsing 6 (15.8) 12 (23. 1

* P<C0. 05, vs.

treatment; A In IPAF group.

patients with IPAF; /\ Initial CTD-related

one patient was with anti-Rib
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antibody; In incomplete IPAF group, 9 patients were with anti-
neutrophil cytoplasmic antibodies ( ANCA ), six of these nine
patients were with myeloperoxidase (MPQO), while four of these nine
patients were with anti-proteinase 3 anti-neutrophil cytoplasmic

antibodies (PR3), and other two patients were with anti-cardiolipin

i antibody (ACA). RF: Rheumatoid factor
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Table 3  Clinical characteristics of recruited patients diagnosed with CTD

Case Sex Age/yr. IPAF Antibody ILD Treatment” CTD Relapsing
1 Female 51 No Anti Jo-1 + UIP No M No
2 Female 17 No ANCA 1:10,MPO 1.3 UIp No AAV No
3 Female 81 No ANCA 1: 10.MPO 3.1 NSIP G+IS AAV Yes
4 Male 79 No ANCA 1:10.MPO 7.5 NSIP No AAV Yes
5 Male 40 No ANCA 1:10,PR3 4.1 UIP G+IS AAV Yes
6 Female 73 No RF 752 TU/mL UIP No SS No
7 Female 42 Yes RF 441 TU/mL.,ANA 1 : 100 NSIP G PM No
8 Male 25 Yes ANA 1:100,Anti Jo-1 2+ NSIP G+IS ASS No
9 Female 47 No ANA 1 : 320, Anti-Scl-70 2+ uUlp G SSc Yes
10 Female 84 Yes ANA 1:1 000, Anti-SSA+ NSIP G+IS SS Yes
11 Female 54 Yes ANA 1:1 000 NSIP G+IS SS No

G: Glucocorticoids; IS: Immunosuppressive agents; SS: Sjogren’s syndrome; PM: Polymyositis; ASS: Antisynthetase syndrome; AAV .

ANCA associated vaculitis; IM: Inflammatory myopathy; SSc:Systemic sclerosis; ANA: Antinuclear antibody; Anti Jo-1: Anti Jo-1 antibody;

Anti-Scl-70; Anti-sclero derma 70; Anti-SSA: Anti Ro antibody.

W3 4, 49 PIRE DT F .18 Bl /3 i B
ILD R ABEIRIT - AW S E LR K. 456

% Initial CTD-related treatment

PRI R B B A SCHR A1 38 - K5 i PR T SR 9 T i
SR PR S ) PR AT Cox B 1 22 [N 38 73 A7 - i



EiRE DDA B B B e R AE 1Y 8 S50 I 48 1) I DR e 5 B % 11 177
R4 EREXZMEAERN Cox MAEREERSH (n=49)
Table 4 Risk factors associated with relapsing by analysis of Cox regression model(n=49)

Factor B’ B SE HR 95%CI P
Treatment (no) * 0. 650 0. 141 0. 659 0. 868 0.238-3.160 0. 830
ILD patterns (AIP+UIP) 11.973 1.778 0.962 3.419 0.026-1. 113 0.064
Meet IPAF criteria (incomplete) 15. 643 2.217 1.008 0.109 0.015-0. 785 0.028
Sex (female) —4.176 —0.893 0.668 2.442 0.659-9. 044 0.182

% Initial CTD-related treatment; B’ Standard regression coefficient; B: Partial regression coefficient; SE; Standard error; HR: Hazard

ratio; 95%CI. 95% confidence interval
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