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Summary: Behget’s disease is a multisystem chronic inflammatory disease generally presenting as recurrent oral-genital
ulcers and uveitis. Vascular involvement is a common presentation. However, cardiac involvement is rare in this disorder.
In this case report, we present a large right ventricular thrombus detected both in computed tomography and echocardiog-
raphy in a 32 year-old male patient with complaints of fever, haemoptysis and weight loss. Intracardiac thrombus showed
both clinical and radiological regression with oral anticoagulant and immunosuppressive therapy.
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Introduction

Behget’s disease (BD) is a vasculitic disease charac-
terized by recurrent oral and genital ulcers, skin eruptions
and uveitis. This inflammatory disorder has a multisystem
involvement and generally affects young adults of Medi-
terranean and Middle Eastern countries. The spectrum of
cardiac involvement includes pericarditis, cardiomyopa-
thy, autonomic dysfunction, endocarditis, endomyocardi-
al fibrosis, intracavitary thrombosis and coronary artery
disease. Although cardiac involvement of BD is rare, poor
prognosis and higher mortality rates regarding cardiovas-
cular complications requires great attention (1-3). In this

paper, we report a case of large intracardiac thrombus
which was resolved completely with corticosteroid, col-
chicine, interferon alpha, cyclophosphamide and oral anti-
coagulant therapy.

Case

A 32-year-old male patient admitted to emergency
department of our hospital with cough, dyspnea and sweat-
ing. He suffered from haemoptysis after hard cough for
two weeks with a weight loss of 10kg in the last 6 months.
He has no cardiovascular or systemic illness and was not
taking any medication. On physical examination, his blood

Fig. 1: Computerized tomography showing hypodense lesion relevant with thrombus (14 x 33 mm) at apex of the right
ventricle
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pressure was 110/70 mmHg, he was subfebrile (37.9 °C),
had tachypnea (24/min) and tachycardia (112/min). Car-
diac and pulmonary examinations were in normal limits.
Oral examination showed aphtous ulcers and examination
of extremities revealed pustules in both antecubital area.
A scar of the genital ulcer was identified on the scrotum.
Laboratory tests revealed a normal blood chemistry and
with an increased white blood cell count (14 x 103/ul,
normal: 4-10 x 103/ul), eryhrocyte sedimentation rate
(70 mm/hr, normal: 0-20), C-reactive protein (1.5 mg/dl,
normal: 0—0.8) and D-dimer (1.09 pg/ml, normal: 0—0.48).
Electrocardiography showed sinus tachycardia and chest
X-ray was normal. Pulmonary thromboembolism was
suspected as an initial diagnosis and computed tomogra-
phy pulmonary angiography revealed thrombus in pos-
terobasal segment of left lower lobe branch of the pulmo-
nary artery, hypodense lesion compatible with thrombus
(14 x 33 mm) in right ventricle and multiple opacities
with suspected infarcts (Figure 1). Transthoracic and
transesophageal echocardiography showed a mobile mass
moving through RVOT (Figure 2). He has no family histo-
ry for thrombophilia or BD. Factor V Leiden mutation test
was negative, however prothrombin 202 10A mutation test

Fig. 2: Transthoracic echocardiography showed a mobile
mass originating from right ventricle apex

was heterozygote and methylene-tetrahydrofolate reduc-
tase (MTHFR) C677T mutation was homozygote positive.
Additionally, plasma homocysteine level was 41.5 umol/l
(upper reference limit: 15 pmol/l). The antiphospholipid,
anticardiolipine, antinuclear antibodies and anti-dsDNA
were negative. The bilateral lower extremity doppler ultra-
sonographic examination revealed normal venous and
arterial system. So, the patient was diagnosed as Behget
disease with cardiac and pulmonary involvement.

We opted for a treatment based on unfractioned hepa-
rin under control of activated partial thromboplastin time
(aPTT). Thereafter, we concomitantly initiated intrave-
nous pulse metilprednisolone (1000 mg), cyclophospha-
mide (500 mg), interferone alpha 2A (9 million units,
three times a week), colchicine (1.5 mg/day) with heparin
therapy. He was hospitalized for a week. His haemoptysis
and cough disappeared. During discharge he was antico-
agulated with warfarin. Consequently 1 month later right
ventricular thrombus had been disappeared on transthorac-
ic echocardiography (Figure 3), also thoracic computer-
ized tomography confirmed the disappearance of the right
ventricular thrombus and reduced pulmonary thrombus
burden.

Fig. 3: Follow-up echocardiography which was performed
one month later revealed disappearance of right ventricular
thrombus
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Discussion

Cardiac involvement is rarely seen in Behget’s dis-
ease; however, presence of cardiac manifestations shows
poor prognosis (4). Approximately 7-29% of cases with
BD experience cardiac manifestations (5). Cardiac
involvement which were seen in BD are cardiomegaly,
conduction system abnormalities, pericarditis, myocarditis
and rarely myocardial infarction (6-7). Other rare abnor-
malities are occlusion of subclavian artery, occlusion of
carotid artery, aortic arch syndromes and aneurysms of
abdominal aorta (8).

The mechanism of thrombus in BD is not well known.
But it is believed that ischemia of endothelial cells leads to
enhancement of platelet aggregation (9). And another pos-
sible mechanism of thrombus formation in BD can be the
presence of antiphospholipid antibodies which was report-
ed in 18% of cases (10). But in our case the antiphospholip-
id and anticardiolipin antibodies were negative. However,
MTHFR mutation was homozygotes which was associated
with hyperhomocysteinemia and prothrombine 20210A
mutation test was heterozygote. These mutations may be
the possible cause of thrombus formation.

Treatment of thrombus with warfarin therapy in addi-
tion to oral steroid and immunsuppressive drugs have
relation with disappearence of intracardiac thrombus in
most patients. In literature 2 types of right heart throm-
bus were described; Type A and B. In type A, thrombus is
more mobile and large than type B and type A is associated
with peripheral venous thrombosis and pulmonary embo-
lism. Type B has small and nonmobile thrombus and it is
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associated with right heart abnormalities. The mortality rate
is higher in Type A thrombus (11). In some cases immunsu-
pressive drugs with concomitant warfarin treatment result-
ed as the regression of thrombus in type A patients.

We conclude that thrombus in right heart cavities can be
seen in Behget’s disease and it can cause pulmonary throm-
boemboli. Behget’s disease should be in mind during con-
ditions like in our case. Early echocardiogarphic examina-
tion will be advisable for detection of thrombus and can be
helpful during follow-up. We also suggest the combination
of oral steroid, cyclophosphamide and warfarin treatment
for cardiac thrombus in patients with Behget’s disease.
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