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Fig. 1 Histology of a lung specimen obtained by open
lung biopsy that was performed at the onset of inter-
stitial lung disease, 14 years prior to the last
admission. The alveolar walls are uniformly thick-
ened by infiltration of mononuclear cells, slight inter-
stitial fibrosis, and patchy polypoid intraluminal
fibrosis. These observations are compatible with cellu-
lar and fibrotic nonspecific interstitial pneumonia.
(Hematoxylin-eosin stain, X 20)
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Fig. 2 Chest X-ray film and computed tomography
scan performed three years after the onset of intersti-
tial lung disease. (a) Chest X-ray film reveals reticular
shadows in the bilateral middle and lower lung fields.
(b) Computed tomography scan shows reticular shad-
ows with ground glass opacity in the bilateral lung
fields.
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Table 1 Laboratory findings

Blood Count

WBC 7,900/uL

RBC 400 x 10*/uL.

Hb 9.9 g/dL

Ht 34.7%

Plt 11.5x10%/uL
Blood gas analysis (Oz2 5L./min)

pH 7.318

PaO2 113 Torr

PaCOq 73 Torr

HCOs~ 36.6 mmol/L
Coagulation

PT-INR 149

APTT 36.3 sec

Fibrinogen 194 mg/dL

AT IO 55%

FDP 555 ug/L

D-dimer 174 ng/dl

TAT 12.6 ng/mL

PIC 50 ug/mL

Biochemistry and Serology

AST 743 TU/L
ALT 222 TU/L
LDH 668 1U/L
CK 34 U/L
BUN 45 mg/dL
Cre 1.14 mg/dL
T-Chol 225 mg/dL
CRP 340 mg/dL
ESR 15 mm/1hr
Endotoxin < 0.8 pg/mL
B-D-glucan 10 pg/mL
ANA negative
MPO-ANCA negative
PR3-ANCA negative
BNP 1,750 pg/mL
KL-6 745 U/mL
SP-D 58.7 ng/mL

Fig. 3 Chest X-ray film on the current admission dem-

onstrating diffuse interstitial shadows and marked en-
largement of the right atrium and bilateral
pulmonary arteries.
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Fig. 4 Gross appearance of the lungs on autopsy. The

bilateral lower lobe are markedly contracted and fi-
brotic with small sized honeycomb change. Large, or-
ganized thrombi completely obstructed the bilateral
dilated pulmonary trunks.
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Fig. 5 Histology of the right pulmonary artery on
autopsy. Histology of the right pulmonary artery re-
veals thick intimal fibrous tissue extending to the
thrombus. (Elastica van Gieson stain, X 4)
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Fig. 6 Histology of the lungs on autopsy. (a) Histology of the left lower lung (S!%) showing microcystic re-

modeling of the lung structure. (Elastica van Gieson stain) (b) Magnified view of the boxed area in Fig. 6

(a) showing collapsed alveoli and traction bronchiolectasis. (Elastica van Gieson stain, X 4) (c) Histology of

the left upper lung. The alveolar walls are uniformly thickened by dense fibrosis, showing findings of fi-

brotic nonspecific interstitial pneumonia. (Hematoxylin-eosin stain, X 20)
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Abstract

Massive pulmonary thromboembolism found at autopsy in a patient with a 14-year history of
polymyositis-associated nonspecific interstitial pneumonia

Yusuke Takagi’, Kiyofumi Hagiwara®, Takeo Sato”, Osamu Akiyama?, Takashi Ogura®,
Mikiko Tsugata” and Tamiko Takemura®”
YDepartment of Pneumology, Tokyo Metropolitan Fuchu Hospital
?Department of Allergy and Rheumatology, Japan Red Cross Medical Center
Department of Pneumology, Kanagawa Cardiovascular and Respiratory Center
YDepartment of Pathology, Japan Red Cross Medical Center

A 64-year-old woman with a 14-year history of refractory nonspecific interstitial pneumonia (NSIP) associated
with polymyositis was admitted urgently to our hospital due to acute exacerbation of dyspnea. The first episode
of dyspnea had occurred 14 years earlier and the diagnosis of cellular and fibrotic NSIP had been made by radio-
graphic examinations and open lung biopsy. Her NSIP initially responded well to high-dose prednisolone therapy
(40mg/day), but flared when the dose of prednisolone was tapered. Three years after the diagnosis of NSIP, a di-
agnosis of polymyositis was made based on her elevated serum level of creatinine phosphokinase and muscle bi-
opsy findings. Her polymyositis was controlled well by prednisolone therapy, but her NSIP gradually worsened,
despite treatment with several courses of methylprednisolone pulse therapy and immunosuppressive agents. She
was brought to our hospital by ambulance due to acute progression of dyspnea and was admitted. Chest X-ray
film revealed diffuse interstitial shadows and marked enlargement of the right atrium and bilateral pulmonary ar-
teries. Transthoracic echocardiogram revealed severe dilatation of the right atrium and right ventricle with an es-
timated pulmonary artery systolic pressure of 8mmHg. She died of progressive respiratory failure on day 4 of
hospitalization. Autopsy revealed massive thrombi that completely obstructed the bilateral pulmonary trunks.
Histological examination revealed that these thrombi were organized, and her interstitial lung disease (ILD) was
specified as fibrotic NSIP with microscopic honeycomb. Massive pulmonary thromboembolism is extremely rare
in patients with polymyositis-associated NSIP, but it should be considered as a possible cause of acute exacerba-
tion of respiratory failure. This case provides valuable information on the clinical and pathological course of
polymyositis-associated NSIP.



