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Fig. 1 Chest X-ray films obtained at presentatiori] leftCand 9 years later,( right[d, showing progressive re-
duction in lung volume with subpleural fibrosis mainly in the upper lobes.

$ 9

18,1990

Fig. 3 Photograph of lung autopsy specimens, showing
subpleural, zonal fibrosis and cystic lesion in the up-
per lobe.
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Fig. 2 Chest computed tomographic scan obtained 9.5
years after presentation, showing subpleural pulmo-
nary opacities with small cystic lesion mainly in the
upper lobes.
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0010000800000 autopsyl leftd) There was subpleural, zonal, rather
well-defined fibrosis. Corresponding pleura showed
mild fibrous thickening Elastica van-Gieson staining,

Fig. 4 Photomicrograph of a lung specimen obtained at
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Doopooooooo1onx 4200 X 100 rightd These lesions were products of luminal
outssgbdoooouooubdboooon exudate collagenosisC arganization and associated
vboboooobbsboooooooooooo with elastosis and mild to moderate collapsed EV. X
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Fig.5 Chest X-ray obtained at presentation left[] showing subpleural fibrosis in the upper lobes accompa-
nied by partial subpleural fibrosis in the middle lung field. A chest X-ray film taken 2.5 years later( right(
revealed progressive reduction in lung volume with cystic changes.

Fig. 6 Chest computed tomographic scan obtained at
presentation, showing subpleural pulmonary opacities
with small cystic lesions mainly in the upper lobes.
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2/28,/1995

Fig. 7 Chest X-ray obtained at presentationO left[] showing subpleural fibrosis in the upper lobes. A chest
computed tomographic scan obtained at the same timelJ right[J showing subpleural pulmonary opacities
with small cystic lesions prominent in the upper lobe.

7421996

Fig. 8 Chest X-ray film obtained at presentationO left(] showing subpleural fibrosis mainly in the upper
lobes. A chest X-ray film taken 12 years later] rightOrevealed an increase in subpleural fibrosis and cystic

changes in both lungs.
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Fig. 9 Chest X-ray obtained at presentation left] and 5 years later( right[] showing a progressive reduc-
tion in lung volume with marked subpleural fibrosis in the upper lobes, a reticular shadow in the right

lower lobe, and pneumothorax on the left side.
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Fig. 10 Chest computed tomographic scan obtained 6
months before presentation. Subpleural pulmonary
opacities in the upper lobes were already visible.
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Fig. 11 Chest X-ray films obtained at presentatiori] leftC]and 9 years lateif] right(J, showing progressive re-
duction in lung volume with subpleural fibrosis mainly in the upper lobes.

Fig. 12 Chest computed tomographic scan obtained 9.5
years after presentation, showing subpleural plumon-
ary opacities with small cysts and honeycomb lesions
mainly in the upper lobes.
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Fig. 13 Photomicrographs of a specimen obtained by
open-lung biopsy. Honeycomb spaces of various sizes
were seen along pleura; margin of the lesion was ir-
regular and uncleard Hematoxyline Eosin staining, x
200 leftd Muscle tissue proliferation was observed in
the fibrotic area, and fibroblastic focus attached from
unaffected, normal looking site in the upper region

O HE. x 1000 rightO
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Fig. 14 Chest X-ray obtained at presentation] left] showing marked subpleural fibrosis in the upper lobes.
A chest computed tomographic scan 1 year after presentation right[] showing subpleural pulmonary
opacities with many cystic lesions in the upper lobes.

Table 10 Characteristics and clinical data of patients

Ht BW - LDH Pathological Clinical

Age Sex (cm) (KQg) Complication (IU/L) | diagnostic method course HLA

1083 M 160 46.6 Pneumothorax 329 Autopsy dead
(2.8 years)

201 67 F 146 350 (o) 373 Autopsy dead
(1.2 years)

3038 M 162 56.0 (0) 355 VATS alive A2, B46, Cwl, DR9 B35, Cw3, DR4
(2.5 years)

40 52 F 153 425 Pneumothorax 328 OoLB alive A24(9), B54(22), Cwl, DR1

P-asperqillosis (13 years) B52(5), DR9
501 46 M 173 455 Pneumothorax 517 Autopsy dead
oLB (1 vear)

60 25 M 168 59.0 Pneumothorax 291 VATS alive A24(9), B52(5), DR2
(10 years)

7030 M 173 500 Pneumothorax 306 OLB alive A24(9), B52(5), DR2, A11, B39(16)
(2 years) Cw7, DR9

VATS : video-assisted thoracoscopic surgery, OLB : open lung biopsy
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Table 200 Pulmonary function test, arterial blood gas analysis, and BAL fluid findings of patients

Date of PFT ABG BALF
. VvC FEV10% Dico TCC
first - Pacoz  Pao2 AM:L:N:E
Age Sex o Date L) L) (ml/min/ Date Date  (x 105/
examina-tion Torr) (Torr %
% Pred:%)  mmHg) (Torn) - (Torr) ml) (%)

1083 M ' 89. 12. 26 '91.6.19 144 124 43 '91.6. 4 534 793
(49.0) (86.7) (30.6)

2067 F '92.6. 11 '92.12.22 107 0.76 26 '93.8.2 44.2 84.7 ' 96. 8. 17 24 77:9:13:1
@9.1)  (817) (25.1)

3038 M '95.2.22 '95.3.9 319 329 177 '95.11.20 378 96.7 '95.9.19 40 90:7:3:0
(848)  (96.2) (80.2)

4052 F '77.7.19 '86.4.21 1.69 137 16.9 "86.4.7 304 67.1 '94.7.12 30 57:34:9:0
(69.8) (74.3) (115.0)

50046 M '92.1.13 192.2.13 1.62 1.69 6.5 '92.2.3 440 713 '96.2. 14 20 70:24:6:.0
(416)  (100.0) (42.3)

6025 M '87.7.11 '87.10.10 292 277 24.0 '91.4.8 511 87.9 '91.4.10 30 85:14:1:0
(69.6)  (708) (90.9)

7031 M '95. 6. 14 196. 4. 11 254 254 117 '96.7. 31 46.8 994 796.5.7 30 39:7:0:0
(61.1) (96.6) (48.4)
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Abstract
Seven Cases of Marked Pulmonary Fibrosis in the Upper Lobe

Satomi Shiota™, Koichi Shimizu*, Michiaki Suzuki*, Yoshiaki Nakaya"’
Kyoichi Sakamoto™, Akihiko Iwase'", Shigeyuki Aoki"; Rokuro Matsuoka'”,
Sinichirou Shimizu®, Yoshihisa Nagayama®*”and Y oshinori Kawabata®
Department of' Respiratory Medicine and*” Pathology, Shouwa General Hospital
2-450, Tenjincho, Kodaira-shi, Tokyo, Japan
*Department of Pathology, Saitama Ohara Cardiovascular Center,

Konan-cho, Osato, Saitama 360-01 Japan

We report on 7 patients with marked idiopathic pulmonary fibrosis in the upper lung lobes. The patients were
generally characterized by the following pathological and clinical features(1] 10 marked subpleural pulmonary
opacities and reticular shadows mainly in the upper lobes, with a progressive reduction in lung volumel[T] 200 non-
specific fibrosisO subpleural, zonal, rather well-defined fibrosis with small cysts and honeycomb lesions in 5 pa-
tients, and interstitial pneumonia in 2, mainly in the upper lobes ; and] 30a slender build, and a family history of re-
current spontaneous pneumothorax. Clinically, all 7 cases resembled idiopathic upper-lobe fibrosis as described by
Amitani in 1992. Further clinical and experimental research will be required to delineate the characteristics of idi-
opathic fibrosis affecting primarily the upper lobes.



