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Clinical Course of Usual Interstitial Pneumonia
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Background : Idiopathic pulmonary fibrosis (IPF) is a fatal progressive fibrous disease of the lung of un-
known etiology. Recently it has been classified into several distinct entities on the basis of pathologic and clini-
cal characteristics, ie : usual interstitial pneumonia (UIP), desquamative interstitial pneumonia (DIP), acute in-
terstitial pneumonia (AIP), bronchiolitis obliterans with organizing pneumonia (BOOP), and nonspecific inter-
stitial pneumonia (NSIP). IPF is now applied only for UIP, which has the worst prognosis. The previous reports
of 3-5 year median survival appears to be overoptimistic because other types with better prognosis like NSIP
or BOOP might have been included. Therefore, this study was performed to determine the clinical course and
the prognostic factors of UIP as diagnosed by surgical lung biopsy.

Methods : The subjects were 72 UIP patients (age 58.2+11.6 years, M : F=45 ; 27, median follow up peri-
od : 181 months (0.7-103.6) diagnosed by surgical lung biopsy at the Asan Medical Center (68 patients) and
the Paik Hospital in Seoul (4 patients). Clinical scores (level of dyspnea : 1-20 points), radiologic score (honey-
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combing : HC score 0-5 points, ground glass : GG score 0-5 points), and physiologic scores (FVC : 1-12
points, FEV, : 0-3 points, TLC : 0-10 points, Dig : 0-5 points, AaDO, : 0-10 points) were summed intlo a total
CRP score.

Results : 1) The one year survival rate was 78.3%, while the rate for three year survival was 58.1%, and the
median survival period was 42.5months.

2) Short term (1 year) prognosis : The patients who died within one year of diagnosis (14 patients) had the
higher initial total CRP score (28.6+8.3 vs. 16.6+9.7) than those who lived longer than one year (46 pa-
tients). The difference in the total CRP score was attributed to the symptom score (8.4 £2.1 vs. 5.7£3.9) and
the physiologic score (15.7 +7.1 vs. 6.7 £5.7) including FVC, Di o and AaDO.

3) Long-term (3year) prognosis : The total CRP score (12.2+6.7 vs. 28.7£7.9 including symptom score,
FVC, Dy and AaDO,) at the time of diagnosis were also different for the long-term survivors and those who
lived less than 3 years.

4) Cox regression analysis showed Do (=60%) (Hazard ratio : 4.56, 95% Cl : 2.30-16.04) was the inde-
pendent prognostic factors of UIP (P<0.05).

Conclusion : These results suggest that D at the time of diagnosis seem to be a prognostic markers of biopsy

-proven UIP. (Tuberculosis and Respiratory Diseases 2000, 49 . 601-613)

Key words : UIP, Survival, Prognostic factor, Dy, CRP score.
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Table 1. Demographic features of the subjects

— Clinical course of usual interstitial pneumonia —

Age (years)

58.2+11.6
Sex (Male : Female) 45 : 27
Smoking (Smoker : Ex-smoker : Nonsmoker) 25:20: 26
Duration of symptom before diagnosis (month) 12.9+15.2
Pulmonary function test % predicted
FVvC 72.3+18.6
FEV, 82.8+19.8
TLC 87.1+20.7
Dico 59.7+21.9
AaDO, (mmHg) 95+22.8

Table 2. Clinical component of total CRP score

Level of dyspnea

Number of points

Resting dyspnea 20
With minor exertion(dressing, prolonged talking) 16
Walking on ground level 12
1 flight of stairs 10
2 flights of stairs 8
3-4 flights of stairs 6
5-6 flights of stairs 4
No dyspnea 0

(Adapted from the reference 23.)
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Table 3. Radiologic(HRCT) component of total CRP score

Score Degree

Alveolar score : Ground Glass (GG)score

No alveolar disease

32 SIS JU R (T

Interstitial score : Honeycombing (HC) score

No interstitial disease

[, B S U R I e

GG opacity involving<5% of the lobe (minimal but not normal)
GG  opacity involving up to 25% of the lobe

GG opacity involving 25-49% of the lobe

GG opacity involving 50-75% of the lobe

GG opacity involving > 75% of the lobe

Interlobular septal thickening : no discrete HC

HC (+ /- septal thickening) involving up to 25% of the lobe
HC (+/- septal thickening) involving 25-49% of the lobe
HC (+ /- septal thickening) involving 50-75% of the lobe
HC (+ /- septal thickening) involving>7 5% of the lobe

(Adapted from the reference 24.)
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— Clinical course of usual interstitial pneumonia —

Table 4. Physiologic component of total CRP score

Item Points Item Points

Spirometry

FvC* DLco *
>80 0 80 0
75-79 1 70-79 1
70~-74 2 60-69 2
65-69 3 50-59 3
60-64 5 40-49 4
55-59 7 <40 5
50-54 9
<50 12 Resting Gas exchange

FEV* AaDO, (mm Hg)
>80 0 <10 0
70~-79 1 11-15 2
60-69 2 16-20 4
<60 3 21-25 6

TLC * 26-30 8
90 0 >30 10
85-89 2
75-84 4
65-74 6
60-64 8
<60 10

* ! percentage of predicted value (Modified from the reference 23.)

E4H(C) :

TETY Y=g BRE 5ol RAVSY HR 04
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Table 5. Cause of deaths in UIP patients

Cause

Number (N=14)

Respiratory failure due to disease progression

Pneumonia

CMV pneumonia

Pneumonia after open lung biopsy
Lung abscess with UPI progression

Sepsis due to cellulitis

9 (64.3%)
3(21.4%)
1(7.1%)
1(7.1%)
1(7.1%)
1(7.1%)
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— Clinical course of usual interstitial pneumonia —

Table 6. Prognostic factors for the short-term (one year) follow-up.

Survival (N=46) Death (N=14) p-value
Age 58.5+11.8 62.6 +9.9 0.244
Sex (MIF) 30:16 8:6 0.583
Smoking (Sm : Ex : Non) 17:11:18 6:6:2 0.144
Duration of Sx (month) 12.8+17.1 11.8+12.8 0.847
Total CRP score 16.6 +9.7 28.6 +8.3 0.001
Clinical score 5.7+3.9 8.4+2.1 0.013
Physioleeic score 81+£73 16.1£7.5 0.002
FVC (%) 75.9+18.1 60.0+£11.8 0.003
FEV, (%) 85.3+19.2 74.8+16.38 0.072
TLC (%) 89.6+20.3 85.4+23.3 N.S
Dico (%) 62.2+20.7 47.8+18.0 0.031
AaDO, (mm Hg) 5.8+21.8 22.7+23.2 0.020
Radiologic score 3.8+13 4.0+1.3 N.S.
HC score 1.9+0.8 1.8+0.7 N.S.
GG score 1.9+0.8 2.2+1.0 N.S.

BAL findinfs
Total Cell, x10/ml 3.2+0.2 3.4+0.2 N.S.
AM** (%) 71.0+15.3 70.4+3.8 N.S.
Neutrophil (%) 7.2+6.4 4.8+2.2 N.S.
Lymphocyte (%) 18.4+13.1 22.1+144 N.S.
Eosinophil (%) 3.8+7.7 2.9+2.8 N.S.
T4/T8 ratio 2.2+2.3 2.4+1.0 N.S.

® _ percentage of predicted value ® AM : alveolar macrophage @®N.S. : not significant

A8E, 7H(9.7%) & Z7)dE AHRol=9} cycl-
ophosphamide, ¥7]ojl:= steroid9} azathiopu-rine
A8E WU, 83(11.1%) = o} 8% ¥z &
et A g @ o Fo) 2ol AL 4 YA
ok AA ARRT 248 F AFEEQo] #lE 1488
A UIPsdol o3t s{Hdo) 92(64.3%),
3ol 48 (28.5% : UIPRg)ol] Zukel )i}
12, A4 ¥ 5ue g 19 2), B9 (cel-
lulitis) o] & H¥Z 18] (7.1% ) Yck(Table 5).

2. oil% 2Ixt BY

1) e21(1d) of#elx}
dd offell AbgE @] Al (149) e Hed)

o 1ol BEF(463) T BwlFL W ©@r) A}
BT A FAle] ECRPASe A,
FVC, Dico AaDO,7} §918}A =QkcH(Table 6).
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7.6 £2.3)7} f2lskA Wdrh. CRP H4: ZoA:=
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Table 7. Multi variate analysis of prognostic factors by cox regression analysis

Hazard Ratio 95% CI p-value
Age 1.06 0.98-1.15 0.147
Sex (Male/Female) 3.53 0.75-16.53 0.110
Clinical score 1.07 0.88-1.29 0.510
FVC 1.01 0.97-1.06 0.140
Dico (260%) 4.56 2.30-16.04 0.023
AaDO, 1.04 0.98-1.09 0.198
= CRP score < 20

mean survival period : 88.2 months
(95'4Ct : 68.2 -108.2)
0= CRP score = 20
mean survival period : 34.2 months
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Fig. 1. Kaplan-Meier survival analysis accord-
ing to total CRP score.
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Fig. 2. Kaplan-Meier survival analysis according to
the diffusion capacity.
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(95%C! : 54.9 - 87.5)
O= ASDQ, » 20 mmHg

Fig. 3. Kaplan-Meier survival analysis accord-
ing to AaDQ,

Yol vl8 FosAl AUcH(Fig. 1). JA] 2447}
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