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[ Abstract] Objective To investigate the clinical characteristics of fibrosing interstitial lung diseases, and explore its risk factors of
mortality and of developing a progressive phenotype. Methods A total of 58 patients who suffered from fibrosing interstitial lung diseases
admitted to the Chinese PLA General Hospital during May and December 2019 were prospectively enrolled in this study. Their clinical
data were collected. And chest CT scanning, lung function test and 6-minute walk test(6MWT) were performed. The dyspnea score
was assessed with the University of California, San Diego shortness of breath questionnaire (SOBQ). The patients were followed up for
1 year to evaluate the condition. SPSS statistics 19. 0 and R 3. 6. 1 were used to perform the statistical analysis. Student’s ¢ test or Chi-
square test was employed for intergroup comparison for different data types. Competing risk model and Fine-Gray competing risk regres-
sion model were adopted to extract the risk factors of progressive fibrosis and mortality. Results Of the 58 patients, 35 (60.34%)
were diagnosed as idiopathic pulmonary fibrosis (IPF), 14 (24.14%) as interstitial lung disease associated with connective tissue
diseases, and 9 (15.52%) as pulmonary fibrosis caused by other causes. Twelve cases (20.69% ) developed into progressive fibrotic
phenotype, and 8 (13.79%) died, including 6 due to acute exacerbation of fibrosis. Univariate analysis showed that the risk factors
for the development of progressive fibrotic phenotype were diagnosis of IPF, high reticular score and honeycombing score in high resolu-
tion CT (HRCT) scans, and the risk factors for death were short 6-minute walk distance (the dead had a significantly higher ratio of
shorter than 300 m) and higher SOBQ score. Multivariate analysis showed that high HRCT reticular score was the risk factor for
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progressive fibrotic phenotype (RC=0.687, HR=1.99, 95%CI 1.03-3.85, P=0.042), and no risk factors for death were found.
Conclusion Patients with IPF, high HRCT reticular and honeycombing scores are at a higher risk of developing progressive fibrotic

phenotype. Those with 6-minute walk distance shorter than 300 m and higher SOBQ scores are prone to death.
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Table 1  Clinical characteristics in patients with FILD

#2 FILD X BABRITHSFELBWREEE

Table 2 Risk factors of being progressive fibrotic

(n=58) phenotype in patients with FILD
Item Data Risk factor HR 95%CI P value

Age(years, x+s) 67.38+12.12 Age 1.00 0.96-1.04  0.990
Male[ n(%) ] 39(67.24) Gender 1.03 0.32-3.26 0.970
BMI(kg/m?, xs) 24. 64+3. 43 BMI ' 0.93 0.81-1.06 0.250
Occupational or other dust exposure 17(29.31) Occupafmna}ll.ovr other dust .84 0.61-5.53 0.280

history[ n(%) | exposure history

) Smoking 0.71 0.23-2.14 0. 540

Smoking[ n(%) ] 29(50.00) “Velero-type” crackles 2.85 0.66-12.30 0. 160
“Velero-type” crackles[n(%) ] 38(65.52) Clubbing finger 0. 89 0.15-5.14  0.900
Clubbing finger[n( %) ] 5(8.62) SOBQ scores 0.99 0.97-1.00  0.120
SOBQ( points, x+s) 31.36+26.73 6 MWD 1.14 0.77-1.68 0.520
6 MWD ( meters, x+s) 400. 89+101. 98 vl 0.999  0.996-1.000 0.600
OI( mmHg, %+s) 383. 16+64. 50 FVC percent predicted 1.00 0.99-1.02 0.460
Evaluation of HRCT findings of lung( points, x+s) D;.CO percent predicted 1.00 0.99-1.02 0.740

Reticulation 1. 4740, 64 Reticular scores 2.28 1.22-4.26 0. 009

H i bi 0. 95_0. 30 Honeycombing scores 1.85 1.15-2.96 0.011

+

Joneycombing . SRR Diagnosis of IPF 0.32 0.10-0.97  0.045
Main pulmonary function test(s) Emphysema and/or bullac 1.81 0.60-5.48  0.290

FVC percent predicied 79.57£19.93 Gastroesophageal reflux 1.58 0.52-4.80 0.420

D;,CO percent predicted 60. 45+21.37 Hypertension 0. 67 0.20-2.29  0.520
Underlying disease[ n( %) | 43(74.14) Diabetes mellitus 0.89 0.24-3.30 0. 860

Emphysema and/or bullae 21(36.21) Coronary heart disease 0.74 0.16-3.35 0. 700

Gastroesophageal reflux 20(34. 48) Corticosteroids 0. 46 0.13-1.63 0.230

Hypertension 18(31.03) Immunosuppressants 0.77 0.22-2.70 0. 680

Diabclcs mellitus 17(29.31) N-acetylcysteine 1.04 0.30-3. 64 0.940

Coronary heart disease 12(20.69) FILD. fibrosing interstitial lung diseases; BMI: body mass index;
Treatment[ n( %) ] SOBQ: shortness of breath questionnaire; 6 MWD; 6-minute walk

Corticosteroids 22(37.93) distance; OI: oxygenation index; FVC: forced vital capacity; D, CO:

Tmmunosuppressants 17(29.31) diffusion capacity of carbon monoxide; IPF . idiopathic pulmonary fibrosis.

Pirfenidone 39(67.24) %£3 FILD EEZXTHNBEZ

N-acetylcysteine 43(74.14)

FILD: fibrosing interstitial lung diseases; BMI: body mass index;
SOBQ: shortness of breath questionnaire; 6 MWD: 6-minute walk
distance; OI. oxygenation index; HRCT: high resolution CT; FVC.

forced vital capacity; D, CO: diffusion capacity of carbon monoxide.
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1.03~3.85,P=0.04) ; R R ISET-HI R H

Table 3  Risk factors of mortality in patients with FILD

Risk factor HR 95%CI P value
Age 1.04 0.99-1.10 0. 120
Gender 1.54 0.32-7.38 0.590
BMI 1.08 0.89-1.31 0. 460
Occupational or other dust 0.81 0.17-3.96 0. 800

exposure history

Smoking 1.03 0.27-4.01 0. 960
“Velcro-type” crackles 0.90 0.23-3.56 0. 880
Clubbing finger 0.52 0.49-0.55 0.190
SOBQ scores 1.04 1.01-1.06 0.004
6 MWD 2.34 1.68-3.26 0.031
(0] 1.000  0.998-1.008 0.660
FVC percent predicted 0.98 0.96-1.01 0.190
D, CO percent predicted 0.98 0.95-1.01 0.130
Reticular scores 1.02 0.37-2.81 0. 960
Honeycombing scores 0.62 0.28-1.37 0.240
Diagnosed as IPF 0.49 0.17-1.39 0. 180
Emphysema and/or bullae 1.84 0.47-7.21 0.380
Gastroesophageal reflux 0. 60 0.13-2.76 0.510
Hypertension 1.33 0.33-5.31 0. 690
Diabetes mellitus 1.50 0.37-6. 14 0.570
Coronary heart disease 0.55 0.07-4.58 0. 580
Corticosteroids 3.09 0.76-12.50  0.110
Immunosuppressants 0.82 0.16-4.13 0.810
N-acetylcysteine 1. 08 0.23-5.05 0.930

FILD. fibrosing interstitial lung diseases; BMI: body mass index;
SOBQ: shortness of breath questionnaire; 6MWD: 6-minute walk
distance; OI: oxygenation index; FVC: forced vital capacity; D, CO:

diffusion capacity of carbon monoxide; IPF; idiopathic pulmonary fibrosis.
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