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Background : Idiopathic pulmonary fibrosis (IPF) is a diffuse inflammatory and fibrosing process that occurs
within the interstitium and alveolus of the lung with invariably poor prognosis. The major problem in manage-
ment of IPF results from the variable rate of disease progression and the difficulties in predicting the response
to therapy. The purpose of this retrospective study was to evaluate the short-term efficacy of steroid and
immunosuppressive therapy for IPF and to identify the pre-treatment determinants of favorable response.

Method : Twenty patients of IPF were included. Diagnosis of IPF was proven by thoracescopic lung biopsy
and they were presumed to have active progressive disease. The baseline evaluation in these patients included
clinical history, pulmonary function test, bronchoalveolar lavage (BAL), and chest high resolution computed to-
mography (HRCT). Fourteen patients received oral prednisolone treatment with initial dose of 1mg/kg/day
for 8 to 12 weeks and then tapering to low-dose prednisolone (0.25mg/kg/day). Six patients who previously
had experienced significant side effects to steroid received 2mg/kg/day of oral cyclophosphamide with or with-
out low-dose prednisolone. Follow-up evaluation was performed after 6 months of therapy. If patients met
more than one of followings, they were considered to be responders : (1) improvement of more than one grade
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in dyspnea index, (2) improvement in FVC or TLC more than 10% or improvement in DLco more than 20%
(3) decreased extent of disease in chest HRCT findings.

Result ; One patient died of extrapulmonary cause after 3 month of therapy, and another patient gave.up any
further medical therapy due to side effect of steroid. Eventually medical records of 18 patients were analyzed.
Nine of 18 patients were classified into responders and the other nine patients into nonresponders. The
histopathologic diagnosis of the responders were all nonspecific interstitial pneumonia (NSIP) and that of
nonresponders were all usual interstitial pneumonia (UIP) (p<0.001). The other significant differences be-
tween the two groups were female predominance (p<{0.01), smoking history (p<0.001), severe grade of dysp-
nea (p<0.05), lymphocytosis in BAL fluid (23.8+16.3% vs 7.8+3.6%, p<0.05), and less honeycombing in
chest HRCT findings (0% vs 9.2 +2.3%, p<0.001).

Conclusion : Our results suggest that patients with histopathologic diagnosis of NSIP or lymphocytosis in BAL
fluid are more likely to respond to steroid or immunosuppressive therapy. Clinical results in large numbers of
IPF patients will be required to identify the independent variables. {(Tuberculosis and Respiratory Diseases
1999, 46 : 685-696)

Key words : Idiopathic pulmonary fibrosis, Usual interstitial pneumnonia, Nonspecific interstitial pneumonia,

Steroid, Immunosuppressive therapy.
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Table 1. Pretreatment variables of the patients associated with treatment response

Total Responder Nonresponder p value
(n=18) (n=9) (n=9)
Clinical variables
Age(years) 54(46-69) 53.3+1.9 59.3+2.2 NS
Sex(male : female) 6:12 0:9 6:3 <0.01
Smoking history(Pack years) 8.6+3.5 0 17.2+5.8 <0.001
Dyspnea( >grade 3) 6 5 1 <0.05
Duration of symptom(month) 10.1£3.8 8.8+29 12.7+4.2 NS
Pulmonary function test
TLC(%) 77.1+4.9 75.8+6.4 79.7+17.3 NS
FVC(%) 68.9+4.6 64.5+6.2 71.7+6.5 NS
DLco(%) 64.6+5.9 60.9+6.6 67.8+10.4 NS
Bronchoalveolar lavage
Total cell count( x 10°%/ 1€ ) 2.8+0.6 2.2+4.8 3.5+1.2 NS
Macrophage( %) 65.6+3.5  62.6+20.5 68.1+17.3 NS
Lymphocyte(%) 16.2+£3.2 23.8+5.7 7.8+3.6 <0.05
Neutrophil( %) 9.4+25 9.8+4.8 9.2+2.6 NS
Eosinophil( % ) 2.1+3.9 1.5+1.7 2.7+7.0 NS
CD4+/CD8+ 0.8+04 0.76 £0.3 1.02+0.8 NS
High-resolution computed tomography
Ground glass opacity(% ) 254427 21.8+4.2 29.0+3.3 NS
Irregular linear opacity(%) 6.8+1.2 3.3+0.9 10.3+1.5 <0.05
Honeycombing( % ) 46t15 0 9.2+2.3 <0.001
Lung pathology
NSIP 9 0
UIP 0 9 <0.001

All data are presented as mean+SE.

NS : not significant, TLC : total lung capacity, FVC . forced vital capacity,
DLco : diffusing capacity, NSIP . Nonspecific interstitial pneumonia,

UIP : Usual interstitial pneumonia

2. X|Rox|e| AL

AN 189 A 12994 prednisolone & X]
B& AA3BIY e olF 29 A= 78R ¢
3}& B cyclophosphamideZ X8& AYP3IHC

U ABAG Fox= AP 43Py} APl HF Ao
2 H3AFo 2 WS UriA] prednisolonet
o2 g7hA] ARF 10¥oMe 7Ho] 38T es &
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6 270] ZHFLE, 4L ¥ZAZ LR UHY
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Fig. 1. Comparison of pulmonary function test before and after treatment for 6 months.

50% 25% 25%
40% et 20% 20%
30% P =TT g | 15% iq- 15% F— —~T§t -
20% = \§+ 10% -——i—i;::—-—f———————. ..... 10% § Ll ]
10% 5% - S 5% |-
0% L 0% : 0% O 1 .
0 6M 0 6M 0 6M
Ground glass opacity Irregular linear opacity Honeycombing
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Fig. 2. Comparision of the findings of HRCT before and after treatment for 6 months
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