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Abstract

Behcet’s disease (BD) is a vasculitis of unknown origin. BD is rare in Western countries and the southern hemisphere and is

mainly seen in countries along the Silk Road such as the Middle East and Mediterranean regions including Iran. We report

four interesting cases of BD with multiple aneurysms three of which had subclavian aneurysms. We chose different surgical

approaches for each of these patients due to the different presentations and unique circumstances of each case. Endovascular

stent graft used for patients and we discussed open vs. endovascular treatment for BD aneurysms in the discussion.

INTRODUCTION

The incidence of vascular involvement in patients with Behcet’s

disease (BD) ranges from 7 to 38% [1]. Vascular involvement can

include both arteries and veins, with lesions ranging from arte-

rial occlusions and aneurysms to superficial thrombophlebitis

[2, 3]. We report four cases of BD with vascular involvement, all

of whom had more than one aneurysm. Three patients under-

went endovascular stent graft except one who refused surgical

treatment and was followed up for a year.

Case 1 — A 30-year-old man who was a known case of

BD and was diagnosed 5 years prior to admission to our cen-

ter. The patient was admitted to our hospital with progressive

chest and left upper extremity pain for 4 months. Chest com-

puted tomography (CT) scan revealed a left saccular subclavian

aneurysm (Fig. 1A) with no sign of rupture or pleural effusion.

After 48 hours of admission, he suffered from severe abdominal

pain, hypotension and tachycardia. After resuscitation, thora-

coabdominal CT angiogram (CTA) was conducted which showed
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an aneurysm of the thoracoabdominal aorta (Fig. 1B) and was

ruptured near Celiac artery origin. Endoxan (1 gr) and Methyl

prednisolon pulse (1 gr daily up to 3 days) were injected. Emer-

gency thoracic endo vascular aortic repair (TEVAR) was per-

formed and he became stable after the procedure. Tablet of Pred-

nisolon 5 mg was prescribed twice daily. In follow-up angiogra-

phy, the subclavian artery was ligated after the origin of the aor-

tic arch and the aneurysm was thrombosed; however, since his

arm was viable, conservative management was selected. After 1

year, he had no disabling abnormality on physical examination

of his arm and no sign of endoleak was identified in the follow-

up CTA.

Case 2 — A 32-year-old man with known BD for years, pre-

sented to the emergency department with chest pain. We iden-

tified left subclavian and thoracic aorta saccular aneurysms on

CTA (Fig. 2). Endoxan (1 gr) and Methyl prednisolon pulse (1

gr daily up to 3 days) were injected. The patient underwent

a subclavian stent-graft (Fig. 3A) and elective TEVAR (Fig. 3B).

Immediate follow-up angiogram revealed the luminal aperture
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Figure 1: (A) CTA of the left subclavian aneurysm (right), (B) CTA of thoraco

abdomen aneurysm (left).

Figure 2: Preoperative CTA.

was obtained and it was observed that the pseudoaneurysm

remained occluded without a sign of leakage or endoleak. Tablet

of prednisolon (5 mg) was prescribed twice daily.

Case 3 – A 44-year-old man, known case of BD, who under-

went open surgery for right common iliac artery aneurysm 1

year ago. The patient was referred to our hospital with a huge

pulsatile neck mass. The right femoral artery pulse was absent

in physical examination. CTA showed the iliac graft was throm-

bosed, but his lower limb did not have symptoms of ischemia.

Figure 3: (A) Angiography after stent-graft placement of left subclavian (right),

(B) thoracic aorta (left).

Figure 4: (A) Carotid angiography before stent-graft placement (left), (B) after

stent-graft placement (right).

Corticosteroid therapy was prescribed before starting the pro-

cedure. In addition, a left carotid artery aneurysm was identi-

fied (Fig. 4A), so a stent-graft was inserted in the left common

carotid (Fig. 4B). The pulsation and bruit of themass disappeared

immediately after the procedure and patient was discharged

without complications. After 1-year follow-up, there was no sign

of pseudo-aneurysm and the stent-graft was open.

Case 4 – A 32-year-old man who was a known case of BD

presented to the emergency department with a complaint of

abdominal pain. In the abdominal CT scan, he had a thrombosed

abdominal infrarenal aortic aneurysm (Fig. 5A). Heparin therapy

was started. A huge right subclavian artery aneurysmwas found

in CTA (Fig. 5B). We talked to the patient about endovascular

repair of the subclavian aneurysm but he refused the surgical

treatment. Tablet of prednisolon (5 mg) twice a day was pre-

scribed. In 1-year follow-up, the aneurysm size of the subclavian

artery did not expand andhis lower limbswere not symptomatic.

DISCUSSION

Vascular involvement is a well-known complication of BD which

is seen in up to 40% of patients and is considered to be a poor
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Figure 5: (A) Infra renal aortic thrombosis (down), (B) right subclavian aneurysm

(up).

prognostic factor [4, 5]. Arterial involvement is less frequent in

comparison with venous involvement and arterial aneurysm is

more commonly reported than arterial occlusion [6].

The aorta is the most common site of aneurysm formation,

with pulmonary, femoral, popliteal, brachial and iliac arteries

also have been reported in descending order of frequency [7–

10]. Interestingly, although subclavian artery is not a common

site for aneurysm formation; herein, we report three subclavian

aneurysms in four cases of BD. In one case, the aneurysm

was thrombosed with no clinical symptoms, the patient was

followed by antiagregant therapy. A stent graft was placed in

the second patient, the third patient was treated medically

and no intervention was performed because he refused to

accept surgery. In this series of BD patients with arterial

aneurysms, all the aneurysms were saccular and pseudoa-

neurysm. Our findings are in agreement with Matsumoto

et al. [11] who also stated most BD aneurysms are pseudo-

aneurysms. The anastomotic pseudo-aneurysm formation is

a life threatening postoperative complication that may occur

in some BD patients, although its incidence has never been

elucidated.

In our hospital, endovascular techniques is our preferred

choice of procedure, as the repair process in Behcet’s patients is

challenging. The anastomotic fragility in patients with BDmight

be attributable to the weakening of the arterial wall caused by

fulminant inflammation. It is difficult to determine the suitable

site for anastomosis of a graftwith arterialwall, preoperatively or

intra-operatively. Macroscopic examination alone might not be

sufficient to identify a disease-free portion of the artery. Suture

lines of the anastomotic site in open surgerywould formpseudo-

aneurysm again in both autonomous or synthetic grafts. Also,

due to all the points mentioned above, the repair of the sheath

insertion site should be performed with caution.

Koksoy et al. [10] encountered post-operative pseudoa-

neurysms in 7/32 (24%) of their patients. Nowadays, stent-grafts

are an alternative treatment for aortic and arterial aneurysms in

patients with BD and they can be effective, safe, and associated

with an acceptable vascular complication rate and lowmortality.

[12].

CONCLUSION

As many BD have multiple vascular (venous or arterial) involve-

ments, a thorough and comprehensive examination and diag-

nostic work up should be considered in the patients with BD.

Endovascular therapy (stent-graft) in patients with BD appears

to be a promising and effective alternative management option

in comparison with open surgical procedures.
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