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Summary
Intracardiac thrombi constitute an exceptional complication during Behçet’s disease. It can be isolated or associated with pul-
monary artery disease. To our knowledge, less than 50 cases have been reported in the literature.

We report the observation of a 21-year-old patient known to be carrying behcet’s disease for one year diagnosed after presenting 
hemoptysis and bipolar aphthosis; Cardiovascular exploration revealed an intracardiac mass requiring surgical thrombectomy, 
the anatomopathological study of the operative specimen had revealed a constituted fibrino-cruoric thrombus. The patient had 
been put on corticosteroids, colchicine and antivitamin K, the evolution was marked 10 months after his first surgery by the 
recurrence of the intra-right Ventricle (RV) thrombus complicated by pulmonary embolism.
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Introduction

Behçet's Disease (BD) is a chronic systemic vasculitis of un-
known etiology occurring mainly in young men between 20 
and 40 years old. Its diagnosis is clinical and is based on in-
ternational criteria, [1,2] characterized by the frequency and 
benignity of cutaneous, mucous and articular manifestations 
and the severity of ocular, central neurological, vascular and 
especially arterial and digestive manifestations [1].
It is a disease that progresses in spurts, sometimes spontane-
ously regressive, and the treatment of which is mainly symp-
tomatic [1].
The frequency of cardiac involvement varies from less than 
1 to 6% in clinical series and 16.5% in autopsy series [3]. All 
three cardiac tunics can be affected, with pericarditis, myocar-
dial, valve, coronary and conduction tissue damage. Intracar-
diac thrombosis is very rare, predominantly in the right cham-

bers of the heart [3] and complicated by Pulmonary Embolism 
(PE) which is one of the most severe complications of BD, and 
which could constitute a life-threatening emergency.

Case Report
We report the clinical observation of Mr OS, a 21-year-old 
patient, without cardiovascular risk factors, who has been fol-
lowed for a year for behcet's disease which was complicated 
by a mass in the large-sized RV flushing chamber which was 
proliferating into the pulmonary artery evoking a thrombosis 
that has not changed in size under heparin therapy thus pos-
ing the indication for surgical thrombectomy with an optimal 
echocardiographic control showing the disappearance of the 
RV mass immediately in post-surgery and 2 months after sur-
gery. The evolution was marked one month before his admis-
sion this time, with a worsening of his basic dyspnea going 
from stage II to stage III of NYHA associated with hemoptysis 
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of average abundance with the notion of good therapeutic ad-
herence to corticosteroids, colchicine and to AVKs but without 
INR control. On examination, the patient was hemodynami-
cally stable, no signs of right heart failure; no mucocutaneous 
lesions, the biological assessment found an INR at 1.30, a tro-
ponin at 6 (normal), the rest of the biological assessment was 
no abnormalitie; transthoracic echocardiography revealed an 
intraVD thombus measuring 52X25mm mooring the anterior 
leaflet of the tricuspid valve, the RV was not dilated ,of bor-
derline systolic function, the pulmonary artery was of normal 
size without visible thrombus, the thoracic CT angiography 
showed a proximal pulmonary embolism of the middle and 
inferior branch of the right pulmonary artery without arterial 
aneurysms. The patient was put on heparin of low molecular 
weight, Anti-Platelet Agent (APA) associated with antivita-
min K, since the thrombus recurrence, a reinforcement of drug 
treatment was required combining immunosuppressors: azathi-
oprine 150 mg / day, colchicine and oral corticosteroid therapy 
at the dose of 1 mg / kg per day.

The evolution was favorable with no recurrent hemoptysis. 
The echocardiographic Follow-up after one month of treatment 
showed marked regression of the right intraventricular throm-
bus. Currently, the patient is still followed regularly with a fol-

Figure 1: Large axis parasternal section: showing a thrombus 
in the right ventricle

Figure 2: Small axis parasternal section

Figure 3: Apical cut 4 cavities 

Figure 4: Pulmonary CT angiography: right proximal pulmo-
nary embolism

Figure 5: Pulmonary CT angiography: left distal pulmonary 
embolism
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low-up of 6 months until complete dissolution of the thrombus 
(Figures 1-5).

Discussion
Intracardiac thrombi are a very rare manifestation of Behçet's 
disease. This manifestation occurs with predilection in young 
males and rarely reveals BD. It can be isolated, but must nec-
essarily be investigated for other vascular damage, including 
Pulmonary Artery Aneurysms (PAA) [4]. It usually occurs as 
part of an already advanced Behçet's disease and it is rarely 
inaugural. The right ventricle is the preferential site which can 
be complicated by pulmonary embolism, as is the case of our 
patient. Prolonged fever or an inflammatory syndrome or even 
chest pain, hemoptysis or dyspnea corresponding to pulmonary 
embolism should alert the clinician [5].
The mechanism of occurrence is not clear and would probably 
be secondary to ischemia’s and endothelial lesions promoting 
platelet aggregation, or the presence of antibodies directed 
against an enolase, a target protein on the surface of endothe-
lial cells. [6] Antiphospholipid antibodies found in 18% or the 
presence of other prothrombotic plasma factors such as protein 
C and or S deficiency [7], increase in factor VIII, homozygos-
ity for Leyden factor V or mutation of the prothrombin gene 
[7,8].
Moderate hyperhomocysteinemia has been reported a risk fac-
tor for venous or arterial thrombosis in the general population 
and is associated with deficiencies of vitamins B9, B6, B12. 
Several publications mentioned higher plasma homocysteine 
values in patients with active BD compared to control groups, 
with a significant correlation between hyperhomocysteinemia 
and possible vascular and ophthalmic damage [9, 10].

The diagnosis is based on imaging, firstly with cardiac ul-
trasound showing an intracardiac mass more echogenic than 
blood, heterogeneous and adherent to the wall. The differen-
tial diagnosis can arise with primary tumors of the right heart, 
especially with myxomas. Chest CT angiography, or even 
cardiac MRI, can also help in the diagnosis. Iridium cardiac 
scintigraphy can determine the acute or chronic nature of the 
thrombus. The resolution of the thrombus under anticoagulants 
constitutes a retrospective diagnostic argument [11]. In fact, 
in our patient, the regression of the intraventricular thrombus 
under treatment was an element supporting our diagnosis ret-
rospectively.
Arterial involvement is much rarer; Pulmonary artery aneu-
rysms are most often diagnosed if presenting repeated hemop-
tysis. Chest radiography is rarely normal and shows rounded 
parahilar opacities, usually bilateral, sometimes distal [12]. 
Pulmonary angiography and better yet, CT angiography of the 
chest can be used to visualize them. The PET-scan can also be 
indicated in these forms [13], but it remains very expensive. 
These aneurysms have a very poor prognosis with a mortal-
ity of 50% the first year. They can be complicated by rupture 
leading to death by massive hemoptysis and also aneurysmal 
thrombosis exposing the patient to a significant risk of pulmo-
nary embolism. In our patient, CT angiography did not demon-
strate PAA; pulmonary embolism and right ventricular throm-
bus did not result in right heart failure, as has been reported in 
other observations.
Medical treatment is conventionally based on immunosup-
pressive agents, corticosteroids, colchicine and anticoagulants 
which have been shown to be effective in several cases with 

resolution of the thrombus. [14] If medical treatment is inef-
fective or there is a massive or extensive thrombus, a surgical 
thrombectomy can be proposed as the case of our patient dur-
ing his first episode of unresolved intracardiac thrombosis even 
under medical treatment. Recurrences after surgical treatment 
are possible and require reinforcement of drug treatment. In 
certain cases, thrombolysis can constitute an interesting alter-
native to surgical treatment [15]. In our patient, adding immu-
nosuppressors to the rest of the treatment allowed a complete 
resolution of the thrombus with good outcome.

Conclusion
Intracardiac thrombosis is a rare complication of Behçet's dis-
ease that can simulate an intracardiac tumor. Arterial involve-
ment in this disease is rare with higher mortality. The prognosis 
is unpredictable due to the onset of severe hemoptysis. In our 
patient, pulmonary embolism and right ventricular thrombus 
did not result in right heart failure, with good response and 
evolution after the strengthening of medical treatment. 
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