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Pathology of Pulmonary Veno-Occlusive Disease
Hatsue IsuBAsHI-UEDA *

Pulmonary veno-occlusive disease (PVOD)is a very
rare type of pulmonary hypertension of unknown ori-
gin and accounts for 5-10% of cases of idiopathic
pulmonary arterial hypertension (PAH). Clinical
manifestations of PVOD are similar to those of idio-
pathic PAH. However, PVOD is resistant to current
PAH therapies such as prostacyclin. To date, the only
curative treatment is lung transplantation. PVOD is
difficult to diagnose on the basis of clinical symptoms
alone, and a definitive diagnosis can only be achieved
by histopathological examination. Pathological charac-
teristics of PVOD are (1) obstruction or stenosis of
the septal veins and preseptal venules by intimal
hyperplasia, (2) hypertrophy of the media (muscular-
ization) of septal veins and preseptal venules, (3) dila-
tation of pleural and pulmonary lymphatic vessels,(4)
hemosiderinladen macrophages in the alveolar space
or type II pneumocytes appearing as occult alveolar
hemorrhage, and (5) rare complex lesions such as
plexiform lesions. In addition to idiopathic PVOD,
PVOD-like pulmonary vascular lesions can occur in
connective tissue disease (CTD) and in some other
diseases. Some patients with CTD-associated PAH
have a worse prognosis. Our autopsy study revealed
PVOD-like pulmonary pathological lesions in cases of
systemic sclerosis. This review will briefly describe
the histopathology of PVOD.

(Author's)

*National Cerebral and Cardiovascular Center,
Department of Pathology, Suita
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Pulmonary Veno-Occlusive Disease/
Pulmonary Capillary Hemangiomatosis D7R%
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