Clinical Course of Probable Idiopathic Pulmonary Fibrosis
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Background : According to the 2002 consensus report of the American Thoracic Society/European Respiratory
Society (ATSERS), idiopathic pulmonary fibrosis (IPF) was classified as biopsy proven or probable IPF. Probable IPF
is defined as those with distinctive features that allow for a confident diagnosis of IPF/usual interstitial pneumonia
(UIP) within an appropriate clinical setting. The determination of the clinical course of probable IPF, as diagnosed
by the ATS/ERS criteria, was studied.

Methods : Between March 1995 and August 2002, 36 patients with probable IPF, from two tertiary referral
hospitals, were enrolled in this study. The clinical characteristics, prognostic factors and treatment efficacy of these
patients were retrospectively evaluated.

Results : The mean age of the subjects was 65 + 6 years. The one and 3 year survival rates were 82.4 and 50.3%,
respectively, and a median survival period of 42.0 months. The total cell count of bronchoalveolar lavage was higher
in the death than the survival group (p<0.05). No survival benefits were found in the cytoxan and steroid treatment
groups compared with other treatment groups.

Conclusion : These results suggest that the clinical course of probable IPF may be similar to that of biopsy-proven
UIP. However, atypical patients must undergo an open lung biopsy for confirmation of the diagnosis.

(Tuberc Respir Dis 2006 59: 77-85)
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Table 1. Modified ATS/ERS criteria for probable IPF

olol) A745-& ATS/ERS Wk 7120l oJsf 547
A7 Qo] QAo kel PP 8459 47

B2 Golw iz} 3kgiTh

CHAF QI b

o oH-

1. CH&H SR}

19954 3YH-E 20021 8L7HA] 7 ol 23t
Ao A e gl &4 HAAS AlY
SkA) e WAk 2 QA A4 Tl o3l IPF=
AEAE 149 (FHd o] A 288, At
MM 121D A9 o 71E AL &
AL ZALslo] o] Fol A ATS/ERS7}F A A3 probable
IPFe] et 7|8 vhahe WS S ddo=
SFaATt.

2. o7t &Y

1) ATS/ERSZ} HA|EF probable IPFe|  ZIGE
7|&
20024 ATS/ERS7}F A|A gk probable IPF] Zeh
71 &, 7 A 71 (major criteria) 2 5 Xk 7]
(minor criteria) 3 13} 231, AA}5o] REsk Ak

NEE Q% $43] et ol FARSN, A

Major criteria

(1)  Exclusion of other known causes of ILD such

connective tissue diseases

as certain  drug

toxicities,  environmental ~ exposures,  and

(2) Abnormal pulmonary function studies that include evidence of restriction

FVC < 80% and+
Dlco < 80%

(3) Bibasilar  reticular
HRCT < 30%*

(4) Transbronchial lung biopsy or BAL showing no
lymphocytes = 15% or eosinophils = 15%*

abnormalities  with

Minor criteria

(1) Age > 50 years

2) Insidious onset of otherwise unexplained dyspnea on exertion
3) Duration of illness > 3 months
4) Bibasilar, inspiratory crackles (dry or “Velcro” type in quality)

(
(
(

The presence of 4 major criteria as well as at least

diagnosis of IPF.

minimal  ground

glass opaciies on  HRCT, ground glass opacity on

features to support an alternative diagnosis; exclude if BAL

3 of 4 minor criteia increases the likelihood of a correct

*Modified in this study
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Table 2. Demographic features of the subjects (n=36)

Age (years)
Sex (Male : Female)
Smoking (Smoker : Ex-smoker : Nonsmoker)
Symptoms

Exertional dyspnea

Cough

Fever
Duration of symptoms before diagnosis (months)
Pulmonary function test (% predicted)

FVC

TLC

DLco

FEV1

Data are presented as mean + standard deviation.

Table 3. The reason for absence of surgical
lung biopsy (N=36)

Old age (over 70 years) 15 ( )
To meet the ATS/ERS criteria 6 ( )
Refusal by the patient 5 (14.0%)
Severe comorbid illnesses 4 ( )
Others 6 ( )

o, Wit S 713 16704 ol
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Figure 1. Overall survival in probable IPF
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Table 4. Causes of death in probable IPF (n=22)

Respiratory failure due to disease progression 13 (59%)
—Acute respiratory failure 1
~Chronic respiratory failure 2

Pulmonary infection 3 (14%)

Urinary tract infection 1 ( 5%)

Others 5 (23%)
-Unknown 3
-Trauma 1
-Varix bleeding 1

t} (p=0.16).

#7155 A A FVCE Abgarol o 52]9] 679 +
17.1%, AET0] 790 + 215% = APgwoll A ©+2 4
IS B (p=0.25), TLCE Abdo] 792 + 17.4%,
AETo] 72.8 £ 139% % 23] AETA e A
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Table 5. Prognostic factors at the time of diagnosis in probable IPF
Survivors(n=12) Decedents(n=21) p-value
Age (years) 650 + 6.3 642 + 63 NC
Sex (M : F) 9:83 16: 6 NC
Smoking (Sm:Ex:Non) 5:2:4 6:9:6
Duration of symptom (months) 92 + 206 139 + 176 NC
PFT (Y%pred)
FVC 790 £ 215 679 = 171 NC
TLC 728 + 139 792 £ 174 NC
DLCO 713 £ 227 606 * 193 NC
HRCT score Total 28 + 12 B+ 15 NC
Honeycomb 7+6 12+9 NC
Ground glass 10 £ 11 9+6 NC
Irregular linear opacity 11 +5 14 £ 9 NC
BAL findings
Total cell (x10°/mi) 27 + 15 51 +43 0.04
Neutrophils (%) 18.1 £ 260 63 £98 NC
Lymphocytes (%) 6.3 + 9.1 142 + 116 0.05

Data are presented as mean + standard deviation.
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Figure 2. Kaplan-Meier survival analysis  according  to

treatment.
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