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Abstract

Hughes-Stovin syndrome is a scarce entity associating pulmonary artery aneurysms and deep ven-
ous thrombosis. It was considered to be a form of Behcet's syndrome at its initial feature. We
present a case of a 27-year-old man having a Hughes-Stovin syndrome. The patient had a history of
left ilio-femoral thrombosis and suffered from recurrent oral ulcers. He presented with recurrent
hemoptysis. A giant pulmonary aneurysm was confirmed by chest CT scan. A right femoral throm-
bosis was shown on the inferior legs doppler ultrasonography. The patient was treated by steroids
and cyclophosphamide and proposed to an embolization to prevent recurrence of symptoms.
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1. Introduction

Hughes-Stovin syndrome is a rare pathology associating pulmonary artery aneurysms and deep vein thrombosis
and affecting commonly the young patient with a masculine predominance [1] [2].

The exact etiopathogenesis in Hughes-Stovin syndrome is unrecognized [2] [3].

The etiological research is negative [1]. Several symptoms are typical to be found in this syndrome as fever,
cough, hemoptysis, dyspnea, and chest pain. It’s regarded according to some authors as a variant of Behget’s
disease. The radiographic, angiographic and histological results concerning venous thrombosis and arterial pul-
monary aneurysm were similar in the both pathologies.

Nevertheless, main symptoms of Behget’s disease as oral or genital ulcerations, skin hypersensitivity and uveitis
aren’t described in the published features of Hughes-Stovin syndrome.

The initial feature consists of the signs of the thrombosis; then, single or multiple pulmonary aneurysms are
formed with a high risk of hemoptysis, haemorrhage and death. Deep vein thrombosis can involve the vena cava
and the right atrium with a presence of lymphocytes and monocytes in histological examination of arterial or
venous walls [3]-[5].
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This syndrome, if not treated shortly, may lead to death because of serious hemoptysis which can be due to
aneurismal rupture and active vasculitis.

The management of this syndrome can either be medical or surgical [1].

The aim of this study is to highlight the pejorative prognosis of recurrent hemoptysis in Hughes-Stovin syn-
drome and focus on its similarities with Behcet’s disease which is considered as its principal differential diagnosis.

2. Case Report

A 27-year-old-man was hospitalized for recurrent hemoptysis occurring for last two years. The patient had pre-
sented three years ago a left femoral vein thrombosis. He received an anticoagulant treatment during 6 months.
The patient had also developed recurrent oral aphthous ulcers in the past year. The physical examination showed
oral ulcers, a tachycardia of 100 pulses/ min and a blood pressure of 120/60 mm of Hg. There were no clinical
signs of deep or superficial thrombosis. The ophthalmological examination didn’t diagnose either uveitis or
vasculitis.

Laboratory studies found no sign of inflammatory syndrome. He had a microcytic hypochromic anemia (he-
moglobin: 11 g/dl) with a low level of blood iron and ferritin, a white blood cells count of 8600/mm® and a nor-
mal platelets count of 278,000/mm”. The coagulation tests, the renal and the hepatic functions were normal. He
had no proteinuria. Besides, the bacteriological examination in search for mycobacterium tuberculosis and the
quantiferon gold were negative.

The immunological (ANA, RF and antiphospholipid antibodies, anti-GBM) investigations were also negative.

He had no HLA B 51. The chest radiograph revealed a left surrounded para-hilar opacity associated to linear
calcifications (Figure 1).

The inferior legs doppler ultrasonography confirmed a thrombosis of the right femoral vein. The CT of the
chest confirmed the presence of a giant aneurysm in the left lower lobe pulmonary artery of 90 mm/72 mm, par-
tially thrombosed, occupying the quasi-totality of the left pulmonary field.

All abnormalities of hemostasis, a tumoral origin, a vasculitis and an infectious etiology were eliminated in
our patient.

He had only one major criteria of Behget’s disease which is oral ulcerations, but he had no skin lesions, nor
genital ulcerations. Uveitis was also missing. The diagnosis of Behcet’s disease was rejected since our patient
hadn’t sufficient criteria for this pathology. Therefore, Hughes-Stovin syndrome, characterized by the simulta-
neous presence of deep venous thrombosis and pulmonary artery aneurysm, was our diagnosis.

The patient was put on systemic steroids at the dose of 1 mg/kg/day, and intravenous

cyclophosphamide; the steroids were subsequently tapered and withdrawn after 6 months until reaching a mi-
nimal dose of 10 mg/day. Aspirin and anticoagulation were avoided in view of hemoptysis.

Figure 1. Chest Radiography: A round opacity in the left medial pulmonary field.
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One year of follow up has demonstrated the resolution of oral ulcers. There has been no recurrence of deep
venous thrombosis, or hemoptysis. There was no evidence of enlargement of the pulmonary artery aneurysms on
chest CT scan control. He was programmed for an embolization because of the giant aspect of the aneurysm.

3. Discussion

The Hughes-Stovin syndrome is rare in woman; the female involvement was reported in few publications [4].

It was evoked in our patient after eliminating all differential diagnosis as Behcet’s disease, innate or acquired
thrombophilia.

The clinical feature is commonly revealed by a recurrent hemoptysis [3]-[6].

The X ray and CT scan of the chest confim the pulmonary aneurysm. It can be unilateral like our patient or
bilateral as described in some publications [6].

For that reason, bronchial arteriography must be realized promptly in case of Hughes-Stovin syndrome suspi-
cion. Conventional angiography can be done to determine the number and the location of pulmonary aneurysms
[7]. However, Contrast-Enhanced MRA and Contrast-Enhanced MDCTA (multi-detector row helical CT angio-
graphy) may demonstrate morphological bronchial arteries anomalies in early stage of the illness before the oc-
currence of aneurysm complication [8] [9].

The deep vein thrombosis is often clinically symptomatic but it can be latent. An antecedent of deep venous
thrombosis should be researched by the interrogatory [6]. The doppler ultrasonography and/or the angioscanner
confirm the venous thrombosis and its location.

All the signs, other of the pulmonary aneurysm and the deep venous thrombosis, are not essential for the posi-
tive diagnosis of Hughes-Stovin syndrome. The clinician should verify if these signs correspond to Behcet’s dis-
ease criteria eliminating then the diagnosis of Hughes-Stovin syndrome.

The main medical treatment is based on systemic corticosteroids [4] [5], alone or associated to immunosup-
pressant [4] [9] [10] since histological examination can show a vasculitis [2].

Choh, NA et al. prescribed systemic steroids, and azathioprine (in view of pulmonary vasculitis and aneurysm
formation) with a good clinical and radiological response [6].

In our case the association of corticosteroids to cyclophosphamide allowed stabilization of the clinical and ra-
diological feature. Neither recurrence of hemoptysis nor enlargement of the aneurysm was noted during our fol-
low up [6].

To prevent other thrombotic complications, anticoagulants and platelet inhibitors can be prescribed, but they
are avoided by the most of authors because of the high hemorrhagic risk in these cases [6]. In a 18-year-old man
having a Hughes Stovin syndrome, a hemoptysis had occurred after 10 days of heparin therapy and was jugu-
lated by intranenous methylprednisolone after about 25 days [5].

Invasive surgical resection such as pneumectomy was applied to avoid lethal course of recurrent hemoptysis.
A right upper lobectomy was performed in a case of Hughes Stovin syndrome because the right upper-lobe
aneurysm reached too far into the periphery to allow reconstruction [2].

However, selective treatment of the arterial complications of Hughes-Stovin syndrome such as embolization
is more successful and has fewer side effects [3] [10] [11].

Massive pulmonary hemorrhage caused by rupture of an aneurysm is a serious terminal event [2]. Early di-
agnosis and adequate treatment improve the prognosis of patients with Hughes-Stovin syndrome.

4. Conclusions

A Hughes-Stovin syndrome is to be researched in a young men presenting with venous thrombosis associated
with hemoptysis in the absence of hemostasis abnormalities.

Chest CT scan and bronchial arteriography should be performed in each patient suspected of having Hughes-
Stovin syndrome.

The similarity among the clinical, histological and radiological features of Hughes-Stovin syndrome and
Behcet’s disease can induce diagnostic difficulties.
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