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ABSTRACT

Introduction: An aneurysm is defined as a focal 
dilatation of a blood vessel involving all three 
layers of the vessel wall. Behçet’s disease is 
responsible for inflammation of the pulmonary 
arteries and may conduce to an aneurysm. 
Fifteen percent of patients with Behçet’s disease 
suffer from vascular involvement that includes 
pulmonary arteries, peripheral and central 
veins, peripheral and large arteries. The most 
common manifestation is the deep venous 
thrombosis (DVT) around 87%; on the other 
hand the involvement of the pulmonary arteries 
reaches 10% of the patients. Case Report: We 
expose the case of a 31-year-old man, who 
consulted in emergency for hemoptysis that 
led to the performance of bronchoscopy and 
a bronchoalveolar lavage. To enrich the case, 
a thoracic computed tomography (CT) with 
and without enhancement and a magnetic 
resonance imaging (MRI) were conducted. The 
MRI demonstrated bilateral pseudoaneurysms 
of the pulmonary artery. The treatment was 
based on corticotherapy and hemostatic. No 
complications were noted in follow-up exams. 
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Conclusion: Pseudoaneurysm of pulmonary 
artery is rare, congenital heart disease and 
pulmonary hypertension are the leading causes. 
They can rupture and their management needs 
multidisciplinary staff.
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INTRODUCTION

Behçet’s disease is a multisystemic illness 
characterized by a chronic and repetitive inflammation [1]. 
It is responsible for variable clinical manifestations: skin 
and mucosa, ocular, vascular, articular, gastrointestinal, 
urogenital, neurologic, and pulmonary. Thoracic 
involvement is rare, literature data are restricted and few; 
however, it is considered a bad prognostic sign [2, 3].

A pseudoaneurysm is a focal dilatation that does not 
involve all layers of the arterial wall because of that the 
risk of rupture rises. Pulmonary artery pseudoaneurysms 
(PAPs) are unusual in front of their high morbimortality, 
their recognizance is fundamental. Common causes 
include vasculitis, infection, neoplasm, and trauma, often 
iatrogenic [4, 5].

On radiographs, aneurysms may appear as a lung 
mass or hilar enlargement. The diagnosis is usually 
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confirmed with contrast-enhanced CT, which provides 
critical information for preoperative planning [6]. 
Magnetic resonance imaging can also show arterial wall 
thickening in connective tissue disease. Early recognition 
and treatment are important for reducing morbidity and 
preventing mortality.

CASE REPORT

We present the case of a 31-year-old patient, who 
was followed in our structure for one and half years for 
relapsing bipolar aphthosis. His history was characterized 
by a six months treatment for pulmonary tuberculosis in 
2016. On admission, he presented mild hemoptysis for a 
period of 15 days and put under hemostatic treatment: 
terlipressin at 2 mg every four hours by intravenous 
injection in pulmonology department with drying out of 
his hemorrhage for four days. Moreover, there were no 
other neurological, articular, or digestive signs associated 
with it, all of which evolved in the preservation of his 
general state.

The clinical examination showed a eupneic patient in 
good general state with the rest of the clinical examination 
without abnormalities. Contrast-enhanced CT showed an 
aneurysm of the distal portion of the pulmonary arteries 
without rupture signs (Figure 1). These explorations 
were completed with an MRI, which had shown a 
pseudoaneurysm in the high signal after enhancement 
(Figure 2).

After a multidisciplinary consultation, the decision 
was for medical treatment in front of a diameter less than 
6 cm and the inflammatory etiology. We opted in the 
first line for a bolus of methylprednisolone at 1 g, then 
we used per os prednisone at 60 mg per day to control 
the inflammatory state, besides of a hemostatic treatment 
like described above. The patient is currently in good 
shape with no further complications.

DISCUSSION

Described in 1937 by Hulusi Behçet, triad associating 
oral aphthosis, genital aphthosis, and uveitis. Behçet’s 
disease is now part of vasculitis with involvement of 
large or small arterial and venous vessels. Observed 
with preference in the countries of the Mediterranean 
basin and Japan, it is, in fact, ubiquitous (disease of the 
silk route), in Turkey, the Maghreb as high prevalence 
countries. Statistics show a male predominance with a 
sex ratio of 3:1. Young adults of 20–30 years are the most 
involved with some rare cases described in the pediatric 
populations. A genetic factor was identified and is likely 
given the increased frequency of HLA-B51 Ag and more 
recently the MIC-A gene, close to HLA class I in affected 
subjects, but familial cases are rare (less than 5%) [2, 7].

Pseudoaneurysms in CT are characterized by a 
sacciform or fusiform dilation homogenously enhanced 
synchronously with the pulmonary artery [8].

Behçet’s syndrome commonly results in pulmonary 
artery aneurysms (PAA), typically involving the right 
lower lobe arteries with frequent thrombosis and 
surrounding inflammation [9].

Although these PAAs may regress with 
immunosuppressive drugs, embolization is needed to 
prevent life-threatening hemoptysis. Other thoracic 
manifestations of Behçet’s syndrome include venous 
thrombosis, pulmonary infarction and hemorrhage, 
recurrent pneumonia, organizing pneumonia, 
eosinophilic pneumonia, and pleural effusion [10].

Pulmonary involvement, which is present in 5% of 
affected patients, occurs in a late stage of the disease [1]. 
The presence of a PAP suggests a poor prognosis, with 
massive hemoptysis being associated with a high mortality Figure 1: Axial view contrast-enhanced brain CT: Right 

pulmonary artery aneurysm (blue arrows).

Figure 2: Axial T1 weighted image with contrast (A) and without 
contrast agent (B), showing the enhancement of the right 
pulmonary artery aneurysm (red arrow).
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rate [1]. The apparent PAAs in patients with Behçet’s 
disease are pseudoaneurysms that arise as complications 
of vasculitis and transmural necrosis [11]. In most 
patients, the pseudoaneurysms are multiple, bilateral, 
saccular, and partially or completely thrombosed; the 
pulmonary arteries distal to the pseudoaneurysms are 
also thrombosed [11]. Although medical treatment 
with cytostatic agents and corticosteroids may cause 
regression of pseudoaneurysms, recurrent hemoptysis, or 
progression in size is common [11]. Selective transcatheter 
embolization is a valuable alternative to surgery [11]. The 
technique varies from one center to another, with some 
interventional radiologists using coils while others favor 
acrylic glue [11].

A pseudoaneurysm is a focal dilatation that does not 
involve all layers of the arterial wall because of that the 
risk of rupture rises up. When occurring it may result in 
massive hemoptysis that can conduce to the death, and 
it is worsened in the association of consolidated of the 
infected lung. Early recognition and minimally invasive 
endovascular treatment may help to reduce the associated 
mortality rate of PAP [12].

It is important to remember that the majority of cases 
of hemoptysis occur due to bronchial arterial bleeding, 
most often occurring in chronically infected or inflamed 
lung tissue, such as in patients with bronchiectasis or 
cystic fibrosis. This is traditionally investigated with 
bronchoscopy for localization of the bleeding lobe 
followed by catheter angiography and embolization.

The improved spatial resolution and diagnostic 
capabilities of arterial phase contrast-enhanced multislice 
CT using multiplanar reconstructions, however, are likely 
to favor a noninvasive diagnostic modality approach first, 
increasingly into the future. The CT accurate anatomical 
localization and the identification of the feeding artery 
may help to easily perform the catheterization and 
embolization of the feeding artery [13]. Mortality is 
associated to 50% of cases who benefit from conservative 
treatment [14].

Endovascular embolization and resection of the 
affected pulmonary lobe are the most commonly 
performed treatment options for pseudoaneurysms. The 
most common treatment of PAP are the embolization and 
pulmonary lobe resection. Postoperative complications 
are encountered in approximately 50% of cases and fatal 
outcome occurs in 20% [15].

The interventional vascular radiology techniques 
may obstruct the feeding artery or the sac itself by 
embolization or coil plays a major part in the treatment 
of PAP. In this case, our patient was treated successfully 
by conservative treatment (corticotherapy) for avoiding 
surgery and endovascular management [12].

Pulmonary artery aneurysms are rare, congenital 
heart disease and pulmonary hypertension are the leading 
causes in the present era. Rupture and PA dissection 
can occur. Although PAAs and PAPs are uncommon, 
knowledge of their congenital and acquired causes and 
radiologic manifestations is important. Assessment with 

contrast-enhanced CT allows accurate evaluation of PAAs 
and PAPs, facilitating prompt diagnosis and treatment.

A close collaboration between interventional 
radiologists, pulmonologists, oncologists, anesthesiologists, 
and critical care physicians is mandatory for optimal 
patient management with full therapeutic options.

CONCLUSION

Pseudoaneurysm of pulmonary artery is rare, 
congenital heart disease and pulmonary hypertension 
are the leading causes. The most dangerous complication 
is the rupture with deadly massive hemoptysis. Their 
management needs a multidisciplinary staff especially 
when they are related to inflammatory disease.
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