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568 Cardiac Thombosis as Manifestation of Behget Syndrome

Cardiac Thrombosis
as a Manifestation
of Behcet Syndrome

Herein, we report 3 cases of Behcet syndrome that were accompanied by intracardiac
thrombus. The 1st patient was a 30-year-old man who presented with dyspnea; a right
atrial thrombus was identified upon transthoracic echocardiography. The 2nd patient was a
52-year-old man who was admitted for dyspnea; transthoracic echocardiography revealed
an echogenic mass in the right ventricle. The 3rd patient was a 23-year-old man who was
hospitalized for hemoptysis; the diagnosis of pulmonary embolism was made, and right
ventricular thrombosis was found.

Because these patients had no hemodynamic compromise, medical management con-
sisting of immunosuppressive and anticoagulative therapy was adopted. This treatment
resulted in complete dissolution of the thrombi. (Tex Heart Inst J 2010;37(5):568-71)

ehget syndrome is a multisystemic, chronic, inflammatory disorder of un-

known cause. It is characterized by recurrent buccal aphthosis, genital ulcers,

and uveitis with hypopyon. The mean age at which it occurs is 20 to 30 years;
men are 2 to 5 times more often affected than women.!

Additional manifestations in other locations (skin, joints, gastrointestinal tract, gen-
itourinary tract, central nervous system, cardiovascular system, and lungs) can appear
and can influence the clinical course and prognosis. Although cardiac involvement
during Behget syndrome is uncommon and intracardiac thrombosis is exceptional,
we report here 3 illustrative cases collected at our institution in Rabat, Morocco.

Case Reports

Patient 1

In October 2000, a 30-year-old man with Behget syndrome was hospitalized for dysp-
nea that had been evolving for the past 2 months. A diagnosis of Behget syndrome had
been established 3 years earlier, on the basis of mucocutaneous lesions and gastrointes-
tinal disorders, then had been treated with colchicine and corticosteroids.

Physical examination of the patient revealed edema of the face and neck, along with
prominent superficial collateral veins over the thorax. The electrocardiogram, chest
radiograph, and laboratory test results were normal.

Transthoracic echocardiography showed a homogeneous hyperechoic and sessile
mass, 70 x 45 mm in size, attached to the right atrial septum (Fig, 1). These echocar-
diographic findings were strongly suggestive of a right atrial thrombus. Diagnostic
catheterization showed the seat of the thrombosis to be a calcified and thrombosed
superior vena cava.

We chose a conservative treatment: heparin 500 Ul/kg/d for 5 days and an oral
anticoagulant (acenocoumarol, a vitamin K antagonist, 3mg/d), methylprednisolone
(1 g/day for 3 days) followed by oral prednisone (1 mg/kg/d) and oral cyclophospha-
mide (1 g/mo) for 6 months, in association with colchicine (1 mg/d). The thrombus
in the right atrium decreased substantially in size. At 4 months’ follow-up, there was
complete resolution of the thrombus in the right atrium and the superior vena cava.

Patient 2

In January 2005, a 52-year-old man with a history of oral ulcers and recurrent phle-
bitis of the left femoral vein was admitted because of dyspnea (New York Heart Asso-
ciation functional class III).
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Fig. 1 Patient 1. Transthoracic echocardiography (parasternal
short-axis view) shows a cardiac mass in the right atrium (RA).

Ao = aorta; RV = right ventricle

Fig. 2 Patient 2. Transthoracic echocardiography (apical 4-cham-
ber view) shows a cardiac mass in the right ventricle (RV).

LA = left atrium; LV = left ventricle; RA = right atrium

The results of the physical examination were not-
mal. A chest radiograph revealed reticular lung mark-
ings and mediastinal lymphadenopathy. Transthoracic
echocardiography showed a hyperechoic and homog-
enous mass, 35 X 30 mm in size and attached at the
right ventricular apex (Fig. 2). We diagnosed Behget
syndrome on the basis of the patient’s history of recur-
rent oral ulcers and vascular lesions, a positive pathergy
test, and positive human leukocyte antigen (HLA)-B51
serologic typing.

The patient was given a bolus of intravenous methyl-
prednisolone (1 g/d for 3 days) followed by oral predni-
sone (1 mg/kg/d) and oral cyclophosphamide (1 g/mo
for 6 mos); simultaneously, we administered oral aceno-
coumarol (2 mg/d) to maintain an international nor-
malized ratio INR) between 2 and 3. Resolution of
the thrombus was achieved by the time of the 6-month
follow-up visit.

Texas Heart Institute Journal

Patient 3

In April 2006, a 23-year-old man, with a history of
recurrent oral and genital ulcers, was admitted for in-
vestigation of iterative abundant hemoptysis. Clini-
cal examination found penile and scrotal scarring and
minor aphthae on the oral mucosa. Chest radiography
showed hilar enlargement and ill-defined pulmonary
nodular opacities.

Computed tomography of the thorax revealed vas-
cularlike nodular formations. Angiography showed an
aneurysm in the pulmonary bifurcation and a very pe-
ripheral, thrombosed 2nd aneurysm.

Transthoracic echocardiography revealed an echogen-
ic mass in the right ventricle, 20 x 21 mm in size. The
right cavities of the heart were dilated, due to moder-
ate pulmonary artery hypertension. Laboratory tests re-
vealed an inflammarory syndrome (C-reactive protein,
68 mg/L; erythrocyte sedimentation rate, 110 min) and
positive HLA-B51 serologic typing.

Treatment progressed favorably under a regimen of
oral colchicine (1 mg/d); a bolus of intravenous methyl-
prednisolone (1 g/d for 3 days) followed by an oral
maintenance dose of methylprednisolone (1 mg/kg/d),
in addition to oral cyclophosphamide (1 g/mo) and an-
ticoagulation with acenocoumarol (2 mg/d). At the
3-month follow-up visit, both the pulmonary artery an-
eurysm and the intracardiac thrombus had disappeared.

Discussion

The prevalence of vascular involvement in Behget syn-
drome varies from 7.7% to 43%, in accordance with the
ethnicity of the population under study.?

Pathogenesis. The pathogenic mechanism underlying
the thrombotic tendency among patients with Behget
syndrome is not well known. Several causal factors have
been suggested:

* Endothelial cell ischemia or disruption, which leads
to enhancement of platelet aggregation.*

* The presence of antiphospholipid antibodies, which
is reported to occur in 18% of cases.””

* The presence of prothrombotic factors, such as defi-
ciencies of protein S, protein C, and antithrombin.®

* Elevated von Willebrand factor antigen levels, which
have recently been observed in association with Beh-
get syndrome.’

* Fibrinolysis anomaly due to endothelial cell damage
after the deposition of antigen-antibody (immune
complex disease).

* Homozygosis for the factor V Leiden mutation or the
prothrombin gene, which increases the risk of throm-
bosis by a factor of 6 or 3, respectively.’*’

Epidemiology. Thrombosis is the most frequent le-
sion.”” Usually, arterial thrombosis occurs later than
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does venous thrombosis." Thrombosis is very often as-
sociated with (and predictive of ) ocular involvement in
Behget syndrome.?

Despite the high incidence of vascular damage in this
disease (more than one third of patients experience it),
cardiac involvement is uncommon." It varies from 1%
to 5% in clinical series and was 16.5% in a register of
Behget autopsy cases in Japan.?

Intracardiac thrombi are exceptional. From the st
description by Buge in 1977" through Hammami’s
brief review of the literature in 2005,” only about 50
cases had been reported—some associated with endo-
myocardial fibrosis and some not. The appearance of
such thrombi often precedes other manifestations of
Behget syndrome, and it is rarely inaugural.* Intracar-
diac thrombus is associated with deep vein thrombo-
sis and with thrombosis of the vena cava, respectively,
in 50% and 22% of cases.>'*" Thrombus can also be
associated with an aneurysm of the pulmonary artery,
as it was in our patient 3, or with endomyocardial fi-
brosis.'®

Diagnosis. Transesophageal and transthoracic echo-
cardiography are generally sufficient to enable a di-
agnosis of cardiac thrombosis. The mass is usually
heterogeneous and echogenic, involving the ventricles
rather than the atria” and the right heart more often
than the left’ In our patient 1, the thrombus was found
in the right atrium, whereas it was found in the right
ventricle in our other 2 patients. Ultrasonic imaging
might suggest a differential diagnosis—a large vegeta-
tion, for example, or an intracardiac tumor such as a
myxoma, or endomyocardial fibrosis—but the clinical
context helps to clarify the diagnosis.” In any event, the
resolution of the mass under anticoagulant or antiplate-
let therapy establishes a retrospective diagnosis, because
it distinguishes thrombus from tumor.’

Therapy. There is no consensus regarding the treat-
ment of cardiac thrombosis in association with Behget
syndrome. The aim of treatment is to control the under-
lying disease and to resolve the cardiac thrombus. Anti-
coagulant and antithrombotic agents are the 1st line of
therapy.” However, an associated aneurysm of the pul-
monary artery—especially the presence of large or bi-
lateral aneurysms—makes the use of these therapies
difficult because of the risk of a devastating hemoptysis.

Surgery might become necessary in cases of car-
diac thrombosis that is massive, is recurrent after
medical treatment, or is associated with cardiac con-
gestion.'

In the cases presented here, we find that Behget syn-
drome was controlled by immunosuppressive drugs and
corticosteroids in our patients 2 and 3. In all of our pa-
tients, we were able to obtain complete resolution of
cardiac thrombosis by means of 3 to 6 months of anti-
coagulant treatment with vitamin K antagonists (target
INR range, 2-3).
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Conclusion

We conclude that thrombi, especially in the right-heart
cavities, are possible complications of Behget syndrome
that can lead to pulmonary embolism. Early echocar-
diography is advisable for the detection of cardiac in-
volvement, and medical treatment should be the 1st
choice of therapy.
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