944 H I 25

48 (12), 2010.

Feoett ERERR AR RAERE (IPUF) @ 1 6

AR WIEY B EIRY R REY
I I U (= R /o N =R o 1. 1

BEEEFII49E B 10 FHOREBTHR X REELEOFREDHPEITL TV HLHOHBHEN L
ol MBHEERTFREEEED, WA CT LEMMRMISRE LR 258D, BERETHERZITY,

FHLEFEICHRE D SIED B8 ETME LR ORME(E 2R, MASHFREL TV 35574 LERB R
RMEAE (IPUF) EBBIL7Z. IPUF BRABILAKRBBSELTOIAL P YIAPFESATOLRVLY, &
BEIOHEEFDES, FERRESLEICRBL THY, REFNICHZOHRBFE L TERRVEEZL

E, TIICHETS.

X—7—F %M LERBRMGHERE, BESETHAER RBTHRE
Idiopathic pulmonary upper fibrosis, Thoracoscopic lung biopsy, Flat chest

*

FEse M LSRR R MHERE  (idiopathic pulmonary up-
per fibrosis : PLF IPUF) (&, 1992 4E (284 & s ] -
B IRIR U Ao 18 o V2 SR RIAS B 0 st A T R il A A L %
ElT IS LTIRB LS TH Y. UBEAH %
HMCE A OEN R EN TV DL, EEOMITHEE L
L, ZOBMEIERIE X 71 = X LD TH4I2iE
oSN T R, SEE4 1, AR 7% IPUF ©
12 L 72O TETOERELZOH I ZITHET 5.

E fl

il

49 7%, FE

FEiR RIS ERL.

PEARNEE © 17 By - 38085, 46 iEE 2R
£

BRREE 0 1 H 15 A% 30 4ER, 3 4RI & ) Fh.

WRIE « A—/3—JEH (BP3HY).

PENGIE © BYBERERREE (-), v MEAHE (-).

BURMEE © 2007 48 10 HRE B3 5 s 2 EFRICER % %
Z L, Vi oMEl X f & i U Tl L3 o BwR A
TP LT b 720, YR R oz Bgigid—
BYET, SEBERFICIEIER LT/, SRR bR 3 < 1%

T670-8520 FLJ IR AR B v AT 68 7 b
VRS AT B N T ST AR AR s PR v 7 — R BRI
-
T632-8552 %% KLU R ET = K5 NT 200
DREL X A AR B B
(SZAFHEK 224E3H5H)

Wk, BEHEIIFED Do 7z

ABERBUE © B & 169cm, 1AH 43kg, BMI 15, IfilJE
130/76mmHg, k¥ 74/% + ¥, Sp0O2100% (Room Air),
NFIRIE (=), M, LERERL, BEIHRELRL,
Pl L, ARSI T, RTPRBE 7.

ABERFRART R (Table 1) @ IS8, A LF#ISH S 274
REZRDLho7. FKEMIGE <, KL6, SP-DIEH,
HOWMARIMBELZHFATITRTEETH - 72, il
BEEMA TIE%VC 535%, FEVL% 822%, %DLco
T77% & RvEEE %2 R 2. BRI Y A 00T i3 B
RO Do 7z R MY I A | (42/150
ml) TdH o725, MEEOBML Y ¥ 8BERO B2
Dol Fi, KEILMNYEGEHA © 1% Klebsiella
preumoniae HS S N7z A%, PURRE R H B ITM I S
Lhrolz.

ABERE MR H AL X M (Fig. 1) @ IR T, i 4 il
RO EBMUALT & WM FIEDZRHM/ N E RS- M
BRI EIER B & OF straight  back % 32&, MFReT#
/AR 0.3347 LR Z R L T 7z,

iR B X M OBREMNEIL (Fig. 2) © 49 R ICIE 39
lE & LS L, hair line A LH-LCEBY, WML EEEAR
DHEATVED WA % R 7.

ABERERE CT (Fig. 3) @ WIS 1 I B /)
BEGEEDBE LA 2072 W EREDS IR, B
WD, BRI RO Lo 7.

ERRFEE - L RO L Y, TPUF RPule s &gz &
U EEFE AL % & - TIRBOEN D720, Mk
ST EREZIT - 7. MBS T ofigt I3 lige&Kmix
HEfMEZE L, WBEE DA LZRO (Fig4). Wik



HEFETE b BE R B SAEIE > 1 51 945

Table 1 Laboratory findings on admission

Hematology ABG (room air) BAL (rB®b)

WBC 5,900 /ul pH 7425 recovery 42/150 ml
Hb 12.2 g/dl PaCOq 39.5 Torr total cell count 29x105/ml
Plt 21.0x10*/ul Pa02 105.6 Torr Neu 2%
Chemistry Pulmonary function test Lym 7%
TP 8.1 g/dl VC Mo 91%
GOT 14 1U/1 %VC CD4/8 2.63
GPT 14 1U/1 FEV1o K.pneumoniae (+)

BUN 11 mg/dl FEV10% mycobacterium (—)

Cr 0.5 mg/dl DLco 13.81 ml/min/Torr cytology negative
Serology %DLco

CRP 0.13 mg/dl %DLco/VA

KL-6 190 U/ml

SP-D 40.1 ng/ml

ACE 164 1U/I1

CEA 59 ng/ml
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Fig. 1 A chest radiograph on admission (at age 47) shows a straight back, bilateral apical infiltrative

shadows and volume loss in the upper lobes.
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Fig. 2 A series of chest radiographs show progressive volume reduction in both upper lobes. (Arrows

mark a minor fissure.)

Fig. 3 Chest HRCT at the initial visit shows consoli-
dation with many small cysts in bilateral upper
lobes, but not in the middle and lower lobes. No hon-
eycombing was observed.
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Fig. 4 Thoracoscopic observation revealed that apex
of the right lung was covered with a white-colored
substance which adhered to the thoracic wall. These
findings looked like “apical cap”.
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Fig. 5 Histological findings of a lung biopsy specimen
from the right S2 and S9 areas. A low-magnification
image of the S2 area showed dense fibrotic changes
in the subpleural area, but the specimen obtained
from the S9 area was almost normal.
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Fig. 6 a-1, a-2; High-magnification view of the boxed area (a) in Fig. 5. There was coarse intraluminal fi-
brosis but the alveolar structure was almost completely preserved. (a-1: Hematoxylin-eosin staining, a-2:
Elastica van Gieson staining). b-1, b-2; High-magnification view of the boxed area (b) in Fig. 5. In the
subpleural area, relatively advanced lesions and elastic fibers of the alveolar wall were dense, with
markedly collapsed alveolar lumens. (b-1: Hematoxylin-eosin staining, b-2: Elastica van Gieson staining)
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Table 2 Clinical course

2007/11 2010/6
VC (L) 2.00 1.60
%VC (%) 53.5 45.0
FEVio (L) 1.80 1.55
FEV1.0% (%) 82.2 89.1
%DLco (%) 77.7 715
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A case of idiopathic pulmonary upper lobe fibrosis

Akie Morimoto”, Yoshirou Mochizuki”, Yasuharu Nakahara”, Tetsuji Kawamura®,
Shin Sakaki” and Youichirou Kobashi”
UDepartment of Respiratory Medicine, National Hospital Organization Himeji Medical Center
?Department of Pathology, Tenri Hospital

A 49-year-old man was referred to our hospital because of progressive volume reduction in bilateral upper
lobes over 10 years. He was slim, with a straight back. Chest high-resolution computed tomography (HRCT)
showed consolidation with small radiolucent areas in both upper lobes. Surgical biopsy by video-assisted thora-
coscopy was performed in the right upper and lower lobes. The pathological findings of the upper lobe showed in-
traluminal fibrosis with alveolar collapse and proliferation of elastic fibers on the subpleural surface, but the lower
lobe was normal. We diagnosed his illness as typical idiopathic pulmonary upper lobe fibrosis (IPUF), previously
described by Amitani in 1992.



