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Aortic thrombosis in a patient with a late diagnosis  
of Behcet’s disease

Trombose aórtica em paciente com diagnóstico tardio de Doença de Behçet
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Abstract
Behcet’s disease is form of systemic vasculitis of unknown etiology. One surprising feature is that arterial involvement 
is less common in this disease than venous forms, accounting for 1 to 7% of patients. In 7 to 30% of cases the vascular 
symptoms precede the clinical diagnosis of Behcet. We describe the case of a patient with Thromboangiitis Obliterans 
who was treated with lumbar sympathectomy and an aortobiiliac bypass. Around 1 year later he was diagnosed with 
Behcet’s disease after presenting with oral ulcers, genital ulcers and scaling lesions on the hands.

Keywords: Behcet Syndrome; arteritis; peripheral arterial disease.

Resumo
A Doença de Behçet é uma vasculite sistêmica de etiologia desconhecida. O inusitado é que o acometimento arterial 
nesta doença é menos comum que o venoso, correspondendo a 1 a 7% dos pacientes. Já os sintomas vasculares precedem 
o diagnóstico clínico de Behçet em 7 a 30%. Relatamos o caso de um paciente portador de Tromboangeíte Obliterante 
que foi submetido a simpatectomia lombar e derivação aorto-bi-ilíaca. Após cerca de um ano, diagnosticou-se Doença 
de Behçet, devido a quadro clínico de úlceras orais, genitais e lesões descamativas nas mãos.
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Aortic thrombosis in Behcet’s disease

INTRODUCTION

Behcet’s disease is a multi-systemic form of 
vasculitis of unknown etiology that typically affects 
young adults aged 20 to 40, especially populations 
from the Mediterranean Region and Japanese people. 
It is characterized by recurrent oral ulcers and systemic 
manifestations including genital ulcers, cutaneous 
lesions, arthropathy and ocular, neurological or 
vascular disease.1-6

Vascular involvement occurs in 23 to 50% of 
patients and is more common among male patients and 
young patients, with onset commonly occurring later 
on in the course of the disease.1,7-13 Behcet’s disease 
can affect vessels of all calibers (small, medium and 
large) and affects both venous and arterial systems, 
with arterial involvement less common. The disease 
has a wide spectrum of manifestations, ranging from 
venous and arterial thrombosis to aortic and visceral 
aneurysms.1,12

CASE DESCRIPTION

A male patient presented at the vascular surgery 
service at the Universidade Federal de Goiás Hospital 
das Clínicas in 2008, at the age of 34, complaining of 
intermittent claudication in lower limbs. The patient 
had a history of smoking for 20 years, without 
comorbidities, and so he was diagnosed with 
Thromboangiitis Obliterans and prescribed clinical 
treatment. In 2009, claudication worsened in the left 
lower limb. Arteriography showed occlusion of the 
anterior and posterior tibial arteries. Since the occluded 
segment was extensive and there was no distal bed for 
grafting, a left lumbar sympathectomy was performed. 
In 2012, the ptient presented at emergency, with pain 
at rest, unchanging cyanosis of toes and a trophic 
lesion on the left lower limb. Aortography revealed 
distal aortic occlusion (Figure 1), and an aortobiiliac 
graft was constructed successfully.

During a late postoperative consultation, in March 
2013, examination revaled multiple oral ulcers 
(Figure 2), genital ulcers (Figure 3) and scaly skin 
lesions (Figure 4). At this point a diagnostic hypothesis 
of Behcet’s disease was ventured and the patient 
referred for rheumatological follow-up and put on 
colchicine, with remission of the lesions.

Figure 4. Scaly lesions on palms of hands.

Figure 3. Genital ulcers.

Figure 2. Oral ulcers.

Figure 1. Coronal angiotomography slice showing occlusion of 
the infrarenal aorta.
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DISCUSSION

The pathogenesis of vascular thrombosis in 
Behcet’s disease is not yet clear. Several studies 
have been conducted, but results are contradictory. 
Bacterial and viral infections, factor V Leiden 
mutations, presence of the HLA-B5 gene, mutations 
of the MEFV gene, hyperhomocysteinemia, vitamin 
B12 and folate deficiency, elevated von Willebrand 
factor and thrombomodulin have all been investigated 
in this respect.2,3,7 A hypothesis exists that there are 
diufferent coagulation disorders in different ethnic 
groups. What is currently known is that thrombosis in 
Behcet’s disease is triggered by certain prothrombotic 
factors, but that its primary cause lies in factors related 
to the vessel wall.1,7,10 Shin-Seok Yang et al. observed 
elevated erythrocyte sedimentation rate and serum 
C-reactive protein in patients with Behcet’s disease 
involving the arteries, and detected a correlation 
between increases in plasma C-reactive protein and 
disease severity.5

In Behcet’s disease, arterial involvement is less 
common than venous involvement, affecting from 
1 to 7% of patients.5,7,8,10,14 Peripheral arterial lesions are 
observed in 2.6%, according to Shin-Seok Yang et al.5 
In 50% of cases, arterial injury and venous lesions are 
both present concomitantly.8,14 This is more common 
among male patients and smokers.7,8 Elevated serum 
endothelin-1 may also be detected.7

In general, the arterial component of the disease 
presents as a single lesion, but multiple lesions can 
also be seen. The symptoms of arterial occlusion 
may be intermittent claudication or critical ischemia, 
depending on the extent of the lesions and the time 
since onset.7

Vascular involvement of major vessels occurs in 
up to 35 to 39% of patients,5,14 typically involving 
pulmonary arteries, the aorta, the iliac arteries, femoral 
arteries or popliteal arteries.6,14 This is one of the few 
manifestations of the disease that are associated with 
systemic symptoms and laboratory evidence7 and, in 
general (33%), occurs during the first 5 years after 
diagnosis.8,12 However, in 7 to 30% of patients, vascular 
involvement has taken place before the disease is 
diagnosed clinically.6,8

In terms of treatment, the indications for surgery 
are the same as followed for peripheral arterial 
occlusive disease of other etiologies. However, it is 
necessary to conduct rigorous monitoring of both 
vascular and rheumatological aspects because of 
the increased risks of disease recurrence, of graft 
thrombosis and of anastomotic aneurysm.7 The best 
material for the arterial graft (whether prosthetic or 
venous) is still a subject of debate. Although venous 
grafts usually provide better patency over the long 

term, in Behcet’s disease there is the possiblility that 
concomitant venous involvment could compromise 
the quality of the graft.5

Endovascular treatment is being used more and 
more often, when technicaly possible, because of 
the reduction in postoperative complications and 
the fact that these patients have a high likelihood of 
recurrence of arterial involvment.7,14

Several authors suggest adjuvant administration of 
corticosteroids or immunosuppressors postoperatively, 
and also anticoagulants or platelet antiaggregants, 
which may reduce the risk of graft occlusion1,5,7,14. 
Jayachandran and colleagues have suggested that pulse 
therapy with corticosteroids and cyclophosphamide 
is the best treatment option in cases of acute arterial 
involvment.11
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