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A Case of Hughes-Stovin Syndrome
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Hughes-Stovin Syndrome is an exceedingly rare combination of distal pulmonary arterial
aneurysm and deep vein thrombosis, mostly found in young patients.

There are striking similarities between the vascular manifestation of Behget’s disease and
Hughes-Stovin Syndrome. It has been suggested that they may have a similar pathogenesis.

Most patients died of massive hemoptysis due to rupture of aneurysm. Recently we have
experienced the first case of Hughes-Stovin Syndrome in Korea. A 37 year old male patient was
admitted because of recurrent hemoptysis and intermittent fever. He had a history of recurrent
aphthous ulcers and erythema nodosum-like skin rash, But no other findings of Behcet’s disease
was found.

Angiography showed multiple pulmonary arterial aneurysm and deep vein thrombosis in Right
lower extremity. Histologic examination of specimens of open lung biopsy revealed leukocyto-
clastic angiitis. Pulmonary arterial aneurysms were successfully treated by coil embolization and he

is in good condition with corticosteroid and cyclophosphamide therapy.
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Fig. 1. Initial Chest PA view. Il defined small
nodular density was found in periphery of
Right lower lung field(arrow) and another ill
defined hazziness was noted in the central part
of Rt. lower lung field.



Fig. 2. Axial CT scan showed small irregular thick-
walled cavitary lesion in the periphery of
lateral basal segment of Right lower lobe.

Fig. 3. Light microscopic finding revealed leukocy-
toclastic vasculitis and septic embolus in me-
dium sized pulmonary vein(H&E, Stain;X
100).
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Fig. 4. Lung parenchyme shows a well demarcated

infarct, and surrounding alveolar spaces are
filled with hemosiderophages(H&E, Stain; X
400).

Fig. 5. Chest PA, 30days after Right lower lobe
lobectomy showed a large mass in Rt. supra-
hilar area{arrow).
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Fig. 6. Axial CT scan at the level of aortic arch
showed a lobulated, vascular mass like lesion
in posterior segment of Right upper lobe.
Another ill defined nodular opacity was found
in Left upper lobe.

Fig. 7. Selective right pulmonary angiography shows
lobulated aneurysm in the Right upper lobe
{arrow).
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Fig. 8. Venography of the right leg reveals incom-
plete and poor opacification of deep veins
(arrow) suggesting deep vein thrombosis.

Fig. 9. Chest PA taken 2 months after embolization
of apical and apicoposterial segmental bran-
ches of pulmonary artery shows disappearance
of the aneurysm in Right upper lobe.
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