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Severe Vasculo-Behçet Disease: An Exceptional Femoral Artery Aneurysm Associated with Hughes-Stovin Syndrome — A Case Report

Abstract :
Introduction
Arterial aneurysmal involvement in Behçet’s disease represents a major therapeutic challenge, requiring prior control of inflammation with immunosuppressive therapy followed by vascular reconstruction when indicated. Careful follow-up and strict treatment adherence are essential to prevent complications or the occurrence of new vascular lesions in other arterial territories.
Hughes-Stovin syndrome is a rare disorder of unknown etiology characterized by the association of pulmonary artery aneurysms and deep venous thrombosis. We report the case of a patient hospitalized in the internal medicine department in whom the diagnosis of Behçet’s disease was established, presenting a rare vascular manifestation consisting of a thrombosed aneurysm of the left superficial femoral artery associated with Hughes-Stovin syndrome.	Comment by Maher: presenting with a rare 
This report aims to highlight the severity of arterial involvement in Behçet’s disease and to emphasize the importance of early diagnosis and prompt therapeutic management in order to reduce the risk of severe complications, particularly aneurysmal rupture and related morbidity.
Case report :
We report the case of a patient with Behçet’s disease presenting an unusual vascular manifestation consisting of a thrombosed aneurysm of the left superficial femoral artery associated with pulmonary artery aneurysm and deep venous thrombosis, suggesting Hughes-Stovin syndrome.
Discussion and  Conclusion :
Arterial aneurysmal involvement in Behçet’s disease represents a severe and potentially life-threatening manifestation. Early recognition and prompt initiation of immunosuppressive therapy combined with appropriate vascular intervention are essential to prevent catastrophic complications such as aneurysmal rupture.
Regular follow-up and strict therapeutic adherence are crucial to detect new vascular lesions and improve long-term prognosis.







Introduction
Vascular involvement is a severe complication of Behçet’s disease (BD), resulting from systemic vasculitis affecting vessels of all sizes. Arterial involvement occurs in approximately 3–8% of patients and represents a major cause of morbidity and mortality (1,2).
It most frequently manifests as aneurysms or pseudoaneurysms, predominantly involving the aorta, pulmonary arteries, and iliac arteries, whereas peripheral arterial localizations, particularly of the superficial femoral artery, are rare (2,3).
Arterial involvement occurs more frequently in young men and often appears early in the course of the disease (4,5). Early diagnosis and prompt management are therefore essential to prevent severe complications, particularly aneurysmal rupture.	Comment by Maher: Reference?
Hughes-Stovin syndrome is a rare condition characterized by the association of pulmonary artery aneurysms and deep venous thrombosis. Some authors consider it an incomplete form of Behçet’s disease due to shared pathogenic mechanisms related to inflammatory vasculitis.	Comment by Maher: Reference ?
We report the case of a patient with Behçet’s disease presenting an unusual vascular manifestation consisting of a thrombosed aneurysm of the left superficial femoral artery associated with pulmonary artery aneurysm and deep venous thrombosis, suggesting Hughes-Stovin syndrome.

Case Report
A 40-year-old male patient with a history of forearm osteosynthesis performed at the age of 34 years was admitted for cutaneous manifestations evolving for three years. These included erythema nodosum affecting the lower limbs associated with dorsal pseudofolliculitis, as well as mucosal involvement characterized by recurrent oral and genital aphthosis occurring more than three times per year.
Vascular involvement was initially revealed by an episode of deep vein thrombosis of the left lower limb three years prior to admission, which had been treated. Two years later, the patient presented with recurrent pain in the same limb.
Venous Doppler ultrasound of the lower limbs revealed an aneurysm of the bifurcation of the left common femoral artery.
The infectious etiological workup, including HIV and syphilis serologies, was negative. Laboratory tests showed regenerative normocytic normochromic anemia (hemoglobin 10 g/dL) associated with elevated C-reactive protein levels (77 mg/L).
As part of vascular mapping, ultrasound of the supra-aortic trunks was normal. Thoracic CT angiography revealed an aneurysm involving a segmental branch of the right pulmonary artery. Abdominopelvic CT angiography confirmed the aneurysm of the bifurcation of the left femoral artery and revealed portal cavernoma.
Based on the international diagnostic criteria, the diagnosis of Behçet’s disease with mucocutaneous and vascular involvement was established (total score of five points). The diagnosis was supported by the presence of recurrent oral and genital aphthosis and vascular involvement consisting of deep venous thrombosis and pulmonary artery aneurysm, compatible with Hughes-Stovin syndrome, in addition to the femoral artery aneurysm.
Therapeutically, the patient received intravenous methylprednisolone pulses (1 g/day for three days), followed by high-dose oral corticosteroids (60 mg/day) with progressive tapering. Three pulses of cyclophosphamide were administered and subsequently switched to azathioprine (150 mg/day). The patient was then referred to the cardiovascular surgery department for endovascular management.

Discussion
Arterial involvement in Behçet’s disease results from transmural vasculitis characterized by infiltration of neutrophils and lymphocytes, leading to destruction of the vascular media and adventitia and consequent weakening of the vessel wall. This process predisposes to the formation of aneurysms or pseudoaneurysms (2,6).
Inflammation is also associated with endothelial dysfunction and a prothrombotic state, explaining the frequent coexistence of arterial and venous thrombosis in these patients. Moreover, vascular inflammation contributes to the formation of pseudoaneurysms at puncture or anastomotic sites (2,3).
Although less frequent than venous involvement, arterial lesions may be occlusive or aneurysmal and are associated with significant morbidity and mortality (7). In our patient, arterial involvement represented the inaugural manifestation of Behçet’s disease.
Femoral artery aneurysms may clinically present as a painful pulsatile mass in the groin or thigh and may be associated with compressive symptoms, thrombosis, or distal ischemia. However, rapid progression toward rupture may occur, constituting a life-threatening emergency.
Doppler ultrasound is usually the first-line imaging modality for diagnosis, whereas CT angiography or MR angiography is essential to assess lesion extent, identify other arterial localizations, and guide therapeutic planning (9).
The coexistence in our patient of deep venous thrombosis and pulmonary artery aneurysm strongly suggests Hughes-Stovin syndrome, a rare clinical entity first described in 1959. This syndrome predominantly affects young men and is characterized by the association of pulmonary artery aneurysms and venous thromboembolic manifestations.
Several authors consider Hughes-Stovin syndrome to represent an incomplete or limited form of Behçet’s disease due to overlapping clinical and pathophysiological features (2,5,6). However, the presence of additional peripheral arterial involvement, such as the femoral artery aneurysm observed in our patient, strongly supports the diagnosis of severe systemic vasculo-Behçet disease rather than isolated Hughes-Stovin syndrome.
Management of arterial aneurysms in Behçet’s disease requires a combined medical and interventional approach. Control of systemic inflammation with high-dose corticosteroids and immunosuppressive therapy, particularly cyclophosphamide, is essential before any surgical or endovascular intervention.	Comment by Maher: Reference ?
Endovascular treatment with covered stent placement has emerged as a less invasive alternative to open surgery, particularly in emergency situations or in patients with high surgical risk. However, long-term immunosuppressive therapy remains essential to reduce recurrence and improve long-term outcomes (1–3).








Conclusion :
Arterial aneurysmal involvement in Behçet’s disease represents a severe and potentially life-threatening manifestation. Early recognition and prompt initiation of immunosuppressive therapy combined with appropriate vascular intervention are essential to prevent catastrophic complications such as aneurysmal rupture.
Regular follow-up and strict therapeutic adherence are crucial to detect new vascular lesions and improve long-term prognosis.
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