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Abstract

Introduction

Behcet's disease is a multisystemic disorder of unknown etiology. Vascular
involvement is identified by the development of aneurysms and occlusion of the
vessels. The current report aimed to discuss a case of Behcet disease presented with a
bilateral pulmonary aneurysm.

Case presentation

A 41-year-old woman presented with recurrent attacks of hemoptysis for two years. A
chest computed tomography scan revealed bilateral pulmonary artery aneurysm.
Repeated bronchoscopy showed bleeding from the right lower lobe bronchus. She
underwent a right-side thoracotomy with a right lower lobectomy. She was scheduled
for left-side intervention as well. Before discharge, she was seen by a rheumatologist
and was diagnosed with a case of Behcet disease. She developed attacks of massive
hemoptysis (huge and bright blood) after two weeks which led to her passing away.

Conclusion

Although it is rare, Behcet disease could involve major arteries and lead to fatal
complications. Surgical intervention remained a viable option for the management.

1. Introduction

Behcet's disease is an inflammatory chronic relapsing disorder
with an unknown cause. It is characterized by oral and genital
ulcers, as well as uveitis, (the original three symptoms). Behcet's
disease is a multisystem disease with vasculitis as the primary
pathological finding. It is usually a clinical diagnosis [1]. A
pulmonary artery aneurysm is a rare pulmonary vasculature
abnormality. They are a very rare finding, with an estimated
incidence of 1 in 14000 [2].

Pulmonary artery aneurysms, arterial and venous thrombosis,
pulmonary infarctions, recurrent pneumonia, pleurisy, and
mediastinal masses are the main features of pulmonary
involvement of Behcet's disease, and mostly young men are
affected [3]. Venous thrombosis is one of the earliest
manifestations of Behcet's disease. Arterial involvement in
Behcet’s disease is regarded as an unusual finding [4]. It occurs
in 1-10% of the patients with Behcet's disease. A pulmonary
artery aneurysm may be bilateral and may also rupture causing
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sudden death due to massive hemorrhage or hemoptysis from an
arteriobronchial fistula [5].

In this report, we described a patient whose right lung was the
source of the bleeding which was later determined to be a case
of Behcet's disease.

2. Case Presentation
2.1. Patient information and Clinical findings

A 4l-year-old woman presented with recurrent attacks of
hemoptysis for two years. The amount of hemoptysis had
increased in the last two months, and the patient had developed
cough and dyspnea. On further questioning, she reported
repeated oral and vaginal ulcers.

2.2. Diagnostic assessment

The results of several medical checkups, including a chest
computed tomography (CT) scan and bronchoscopy, were
normal. Following an increase in hemoptysis, a new CT scan
revealed a bilateral pulmonary artery aneurysm (Figure 1 & 2).
Repeated bronchoscopy showed bleeding from the right lower
lobe bronchus.

2.3. Therapeutic intervention

She underwent a right-side thoracotomy with a right lower
lobectomy and was then discharged. She was scheduled for left-
side intervention as well. Before discharge, she was seen by a
rheumatologist and was diagnosed with a case of Behcet disease.

She was given a prednisolone tablet of 5 mg X2 with antibiotics
and analgesia. She developed attacks of massive hemoptysis
(huge and bright blood) after two weeks which led to her passing
away. The family did not consent for the autopsy examination.

Figure 1: Computed tomography scan of the chest with IV
contrast (axial section, mediastinal window) showing
aneurysm of the right lower lobe pulmonary artery.

4. Discussion

[ S~

Figure 2: Computed tomography scan of the chest with [V
contrast (axial section, mediastinal window) showing
aneurysm of the left lower lobe pulmonary artery.

Behcet's disease is a common condition in the Middle East.
Behcet's disease was first described in 1937 by Turkish
dermatologist Hulusi Behcet [5]. The disease's primary
symptoms differ based on the organs affected, including the
skin, mucosa, eyes, joints, gastrointestinal tract, vascular system
and nervous system. For a very long time, thrombophlebitis had
been the known vascular complication of Behcet's disease.
However, several reports describing aneurysm and arterial
occlusion cases have been published recently [6]. The presence
of HLA-B51.3 is closely related to the disease. The definitive
diagnosis is based on the identification of several of its most
prevalent clinical symptoms and signs as no specific diagnostic
test is available [7].

A lung mass attributed to a pulmonary artery aneurysm is one of
the most frequent findings of Behcet's disease at chest
radiography. The pulmonary artery is the second most common
site of arterial involvement, with the aorta being the most
common [1]. Pulmonary arterial involvement usually manifests
as hemoptysis caused by the rupture of an aneurysm or by
thrombosis of pulmonary vessels [7]. The right lower lobar
artery and the right and left main pulmonary arteries are where
pulmonary aneurysms occur most frequently. Aneurysm
diameters vary, and bilateral involvement is not uncommon [1].
Among the vasculitides, Behget's disease is virtually unique as
a common cause of fatal pulmonary arterial tree aneurysms [8].
Unfortunately, aneurysms of the pulmonary arteries are a clear
sign of poor prognosis and more than half of Behcet's patients
with pulmonary artery aneurysms die from pulmonary
hemorrhage within three years or that may heal with fibrosis [6].
In the current report, a 41-year-old female patient died after
experiencing recurrent hemoptysis for two years.

Early diagnosis of an aneurysm in Behcet's disease is essential
due to the potentially fatal complications [7]. The preferred
method for documenting pulmonary arterial involvement is
intravenous digital subtraction angiography. The presumptive
diagnosis of occluded aneurysms is best accomplished with
magnetic resonance imaging (MRI) [6]. All patients were
routinely followed up at 3-month intervals when Kalko and
associates published their experience with 18 arterial
aneurysms. Computed tomography scan was used to perform the
follow-up evaluation of patients with abdominal aortic and iliac
aneurysms. The remaining patients underwent physical
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examinations to check for new aneurysm formation and graft
patency. If suspicion was present, angiography was used for
further investigations [7].

In the current case, a final chest CT scan revealed bilateral
pulmonary artery aneurysms. The bleeding was discovered to be
coming from the right lower lobe of the chest during
bronchoscopy. Gebitekin et al., also reported cases of bilateral
aneurysms in their 1997 study. Alternatively, during pulmonary
angiography, a CT of the thorax confirmed a bilateral pulmonary
artery aneurysm and significant bleeding was found during
bronchoscopy from the left lower lobe bronchus [5].

Various therapies with different results have been described.
The severity of the hemoptysis and the number of aneurysms are
the key factors in selecting a therapy. Immunosuppressive drugs
alone or in combination with steroids are most beneficial when
given in the early stages before irreversible damage to the
arterial wall develops [6]. Due to technical difficulties and the
development of a new postoperative false aneurysm, treating
Behget aneurysms surgically is difficult for vascular surgeons.
Since medical treatment for aneurysmal lesions is ineffective,
surgical intervention is required. Some authors suggested
performing the normal arterial segments during the operation or
preferred  extra-anatomic bypass procedures to avoid
anastomotic complications [7]. In cases with bilateral and
multiple aneurysms, transcatheter embolization of a pulmonary
artery segment should be tried if hemoptysis continues. Surgery
must be the first course of action if the embolization procedure
is unsuccessful. In the presence of this potentially fatal
symptom, the source of the bleeding must be identified [6].

5. Conclusion

Although it is rare, Behcet disease could involve major arteries
and lead to fatal complications. Surgical intervention remained
a viable option for the management after embolization.
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