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A rarely seen manifestation in Behcet's disease:

intracardiac thrombosis

Resit Yildinm' - Mustafa Dinler’

Received: 20 January 2021 /Revised: 19 March 2021 / Accepted: 24 March 2021

© International League of Associations for Rheumatology (ILAR) 2021

Case presentation

A 27-year-old male presented with acute-onset dyspnea, pain,
and diffuse swelling in both lower extremities. Past medical
history was noncontributory except for recurrent oral ulcers.
Physical examination revealed tachycardia, papulopustular le-
sions on the upper back of the body, and positive Homans sign
in the lower extremities bilaterally. Lung examination was
clear, but mild sinus tachycardia was present on electrocardio-
gram (ECQG). Laboratory investigations showed high acute
phase reactants and elevated D-dimer levels. Doppler imaging
of the lower extremities exhibited bilateral widespread deep
vein thrombosis throughout the femoral veins. No evidence of
pulmonary embolism, vasculitis, and pulmonary aneurysm
was found by computed tomography (CT) pulmonary angiog-
raphy. However, a hypoechoic lesion consistent with throm-
bus formation was detected incidentally in the right ventricle
of the heart (Fig. 1). Intracardiac thrombus formation was
confirmed by transesophageal echocardiogram (TEE) (Fig.
2). Results of pathergy test and HLABS51 gene mutation were
unrevealing. Lupus anticoagulant, anticardiolipin, and anti-(32
glycoprotein I antibodies were negative. Tests for factor V
Leiden mutation, homocysteine, antithrombin III, prothrom-
bin G20210A mutation, and proteins C and S were
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inconclusive. The patient was diagnosed with Behcet’s dis-
ease (BD) based on International Criteria for Behcet’s
Disease (ICBD) [1]. High-dose intravenous steroid and cyclo-
phosphamide in combination with warfarin were initiated.
After completing the third dose of cyclophosphamide, control
TEE demonstrated no evidence of intra-cardiac thrombosis.
Six cycles of monthly cyclophosphamide were planned. The
patient currently is receiving 6 mg of methylprednisolone and
warfarin.

Discussion

Behcet’s disease (BD) is primarily known by its mucocutane-
ous and ocular manifestations [2]. However, vascular involve-
ment in BD, which may be seen in about 40% of patients,
constitutes the hidden face of the disease leading to high mor-
bidity and mortality rates. The most common site of thrombo-
sis is the deep veins of the lower extremities, but atypical
thrombosis such as portal venous thrombosis, pulmonary ar-
tery thrombosis, sagittal sinus thrombosis, and intracardiac

Fig. 1 Hypoechogenic lesion within the right ventricle of the heart seen
by pulmonary CT angiography
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Fig. 2 Intracardiac thrombus in the right ventricle seen by
transesophageal echocardiography

thrombosis may also be seen [3]. Cardiac thrombus in BD has
been reported rarely (1.9%) in which nearly 40% of those may
be the presenting manifestation [4]. It usually occurs in men
younger than 40 years and mostly involves the right chambers
of the heart [4, 5]. Intracardiac thrombus in BD is a life-
threatening condition. Although no proven treatment is cur-
rently available, aggressive immunosuppression with combi-
nation of cyclophosphamide and high-dose steroid is recom-
mended based on limited case-control studies and experiences
from the treatment of other vascular involvement in BD. Of
note, many experts also suggest anticoagulation with warfarin
[4, 5]. In summary, the presence of intracardiac thrombus
formation in the right-sided cardiac chambers even in the ab-
sence of the characteristic clinical features of BD should raise
suspicion for diagnosis of BD, especially in a young male
originating from the Mediterranean Basin or the Middle East.
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