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Fig. 1 Computed tomography (CT) images. (A) Sixteen years ago, chest CT scans showed subpleural, bilateral
ground glass opacities surrounding cystic lesions. (B) On admission, widespread fibrosis and honeycomb lungs

with a few pleural effusions were seen.
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Fig. 2 Surgical biopsy of right lower lobe (hematoxylin-
eosin stain). The alveolar septum was slightly thick-
ened, and the alveolar spaces were filled with pigment-
ed macrophages.
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Table 1 Laboratory findings

Hematology
WBC 6,250 /UL
Neu 70.2%
Eos 32%
Bas 14%
Mono 45%
Lym 20.7%
RBC 511 x10*/uL
Hb 149g/dL
Plt 104 x 10* /uL.
Biochemistry
TP 54 g/dL
Alb 2.7g/dL
T-hil 1.9mg/dL
D-bil 12mg/dL
AST 43U/L
ALT 16U/L
LDH 121U/L
ALP 151U/L
BUN 124mg/dL
Cr 1.13mg/dL
Na 134 mmol
K 3.9mmol
Cl 95 mmol
Serology
CRP 207mg/dL
KL-6 2,074U/mL
BNP 1,010 pg/mL
ANA <40
MPO-ANCA <1
Anti-Scl-70 antibody (=)
Anti-U1-RNP antibody (=)
Anti-ARS antibody (=)

Arterial blood gas (FiO: 33%)

pH
PaOq
PaCO:
HCO3~
A-aDO:q

745
66 Torr
35Torr
24.5mmol/L
117 Torr

Pulmonary functional tests

VC

%V C

FEV:
FEVI/FVC
TLC

DLco
%DLco
DLco/Va
%DLco/Va

Echocardiography
EF
TRPG
IvC

200L

41.8%

1.17L

67.6%

339L
2.87mL/min/mmHg
11.4%
1.09mL/min/mmHg/L
21.3%

75%
37mmHg
25mm

Right heart catheterization (FiOz 33 %)

PAWP
mPAP
RA
CO

CI
PVR

4mmHg
42mmHg
9mmHg
2.71L/min
1.43L/min/m?

1476 WU

TRPG: tricuspid regurgitant pressure gradient, PAWP: pulmonary artery wedge pressure,
PAP: pulmonary artery pressure, PVR: pulmonary vascular resistance.
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Fig. 3 Autopsy of right lower lobe (Elastica-Masson stain). (A) Histopathological specimens showed fibrous thickening of
the alveolar septum around the honeycomb changes. The elastic fibers were partly ruptured. (B) The pulmonary artery
intima (A ) was thickened and the surrounding capillaries were enlarged.
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Abstract

An autopsy case of desquamative interstitial pneumonia
comorbid with severe pulmonary hypertension

Hiroki Takechi®P, Hiroshi Kuraishi? Yuki Todoroki?,

Ryota Ozawa? Manabu Yamamoto® and Ichiro Ito€
4Department of Pulmonary Medicine, Nagano Red Cross Hospital
bDepartment of Pulmonary Medicine, Saku Central Hospital Advanced Care Center
¢Department of Pathology, Nagano Red Cross Hospital

After developing a chronic cough, a 46-year-old male was diagnosed with desquamative interstitial pneumo-
nia (DIP) by thoracoscopic lung biopsy 16 years ago. Despite smoking cessation and systemic steroid therapy,
symptoms of right heart failure began to appear three years ago. He was referred to our hospital because of his
worsening respiratory condition. Right heart catheterization revealed severe pulmonary hypertension, and he
died irrespective of treatment with pulmonary vasodilators and diuretics.

In some DIP patients, fibrosis progresses even after smoking cessation and steroid therapy, leading to se-
vere respiratory failure and pulmonary hypertension. In patients with progressive fibrosis, it is especially impor-
tant to evaluate pulmonary hypertension, and lung transplantation should be considered in severe cases.



