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Diffuse Venous Thrombosis,
Intracardiac Thrombus and
Coronary-Pulmonary Artery Fistula
in a Patient with Behcet's Disease:
Case Report

Behcet Hastalig1 Olan Bir Vakada Yaygin
Venédz Tromboz, Intrakardiyak Trombiis ve
Koroner-Pulmoner Arter Fistiild

ABSTRACT Behget's disease is a systemic inflammatory disease. Cardiovascular manifestations are
reported in some patients. We report a young man with Behget’s disease with intracardiac throm-
bus, diffuse venous thrombosis, Budd-Chiari syndrome and a fistula between coronary artery and
pulmonary artery. Thrombi in the right heart cavities can be seen in Behget’s disease and may le-
ad to recurrent pulmonary emboli. Additionally, we have to be careful about myocardial ischemi-
a in patients with Behget’s disease.
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OZET Behget hastalig1 sistemik inflamatuvar bir hastaliktir. Bazi hastalarda kardiyovaskiiler tutu-
lum rapor edilmistir. Bu yazida, intrakardiyak trombiis, yaygin venoz tromboz, Budd-Chiari sen-
dromu ve koroner arter-pulmoner arter arasi fistiilii olan ve Behget hastalig1 tanis1 konulan geng bir
erkek hastay1 sunduk. Behget hastaliginda sag kalp bosluklarinda trombiis olabilir ve tekrarlayan
pulmoner emboliye neden olabilir. Ayrica, Behget hastalarinda miyokard iskemisine de dikkat et-
memiz gerekir.

Anahtar Kelimeler: Behget sendromu, tromboz, miyokardiyal iskemi

Turkiye Klinikleri ] Med Sci 2010;30(2):755-8

ehcet’s disease was first defined by Professor Hulusi Behget in 1937

as an illness characterized by oral aphtous lesions, iridocyclitis and

genital ulcers.! Since Hulusi Behget, various manifestations of the
disease have been recognized like erythema nodosum, acne-like derma-
tological manifestations, arthritis and neurological and cardiovascular dis-
orders.?

Cardiovascular manifestations are reported in 7-46% of patients and
mortality occurs in up to 20% of the patients with marked vascular invol-
vement.? The prevalence of Budd-Chiari syndrome in patients with Beh-
cet’s disease is reported less than 5%.* We report a young man with
incomplete Behget’s disease with intracardiac thrombus, diffuse venous
thrombosis, Budd-Chiari syndrome and a fistula between coronary artery
and pulmonary artery.
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CASE REPORT

A 26-year-old male was admitted to emergency de-
partment with dyspnea, fever, cough and hemopt-
ysis. Physical examination revealed a systolic
murmur of grade 2/6 in the thirth intercostal spa-
ce, right parasternal region. He had hepatomegaly,
ascites and blue-purple skin lesions on the lower ex-
tremities. Electrocardiography showed sinus rhythm
and incomplete right bundle branch block. There
was left paracardiac infiltration in the chest X-ray.
Preliminary diagnosis was pulmonary embolism.
Transthorasic echocardiography demonstrated a big
atrial thrombus in the right atrium, attached to the
septum (40 x 25 mm) (Figure 1a). In addition, mitral
valve prolapse and mild mitral regurgitation were
detected. Abdominal Doppler ultrasonography was
concordant with suprahepatic vena cava thrombosis.
In the spiral computed tomography, thrombus was
detected in the hepatic veins, inferior vena cava,
right atrium and left pulmonary artery. There were
wedge shaped consolidations in the basal segments
of the lungs that might be secondary to pulmonary
emboli. There was a right sided pleural effusion and
ascites in the abdomen.

Pathological laboratory findings included the
fibrinogen 431 mg/dL (ranges between 146-400), Ig
E levels 603.9 IU/mL (0-100), C-reactive protein 61
mg/L, sedimentation 54 mm/hr and protein-C lev-
els 10% (78-134%). Anti nuclear antibody, ds DNA,
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Anti-ENA profile and ANCA were negative. An-
tithrombin III, rheumatoid factor, Ig G, Ig A, Ig M,
C3 and C4 levels were normal. Pathergy test was
negative. Ocular examination was normal. A vari-
cocele was detected on urological examination.

Because of oral aphthosis, erythema nodo-
sum-like lesions on the extremities, cardiac and in-
ferior vena cava thrombosis, the patient was
diagnosed as incomplete Behget’s syndrome. Budd-
Chiari syndrome was diagnosed because of diffuse
inferior vena cava and hepatic vein thrombosis, pa-
inful hepatomegaly, massive ascites and slightly in-
creased liver enzymes. First, heparin infusion was
started intravenously and anticoagulant treatment
was continued with coumadin to maintain INR be-
tween two and three. Pulse therapy was performed
using corticosteroid (1 gr/day) for three days and
cyclophosphamide (1000 mg IV infusion) for five
days followed by oral administration of colchicine
3 x 0.5 mg. Thrombus size has substantially decre-
ased. After 13 months of therapy, thrombi in the
right atrium and inferior vena cava resolved com-

pletely (Figure 1b).

During this period, patient complained of chest
pain with exercise. Conventional electrocardiog-
raphy showed no evidence of myocardial ischemi-
a. Treadmill exercise testing showed no ST-T
changes at a maximum heart rate of 176 beats/min.
The technetium-99m-MIBI myocardial imaging

b

FIGURE 1: Transthorasic echocardiography, parasternal short-axis view a) image of a big thrombus in the right atrium (arrows) b) after treatment, complete re-
solution of the thrombus.

AQ: aort valve, RA: right atrium, RV: right ventricle, TV: tricuspid valve, LA: left atrium.
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scintigraphy (SPECT) with dipyridamole was per-
formed to evaluate myocardial ischemia. Transient
perfusion defects were identified in the apical an-
teroseptal and basal inferior segments of left ventri-
cle. In the coronary angiography, a convoluted
fistula was found between the left anterior descen-
ding artery and pulmonary artery (Figure 2). Fistu-
la was not suitable for transcatheter closure and we
did not plan surgery. No abnormal findings were
noted in any other branches of the coronary artery.

I DISCUSSION

Behget’s disease is a systemic inflammatory disor-
der affecting multiple organs with a generalized
vasculitis. Heart lesions include coronary arteritis,
coronary artery aneurysm, endocarditis, ventricu-
lar arrhythmias, myocarditis, valvular regurgitati-
on, mitral valve prolapse, pericarditis, acute
myocardial infarction, silent myocardial ischemia,
intracardiac thrombus, left ventricular aneurysm
and congestive cardiomyopathy.® Vasculitis may
involve large, medium, and small vessels of both
the arterial and venous system and may cause
thrombus formation in the lumen of vessels as well
as aneurysmal lesions and arteriovenous fistula.’
Budd-Chiari syndrome may be detected as a com-
plication of Behget’s disease.*®

a
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Intracardiac thrombus formation is not very
common in Behget’s disease. Mogulkoc and colle-
ques had rewieved intracardiac thrombus in
Behget’s disease in 2000.” They found 24 cases in
previously published 21 reports, mostly from the
Mediterranean region and the Middle East. Young
men appear to be most at risk with frequently right
heart involvement.” After 2000, when we reviewed
the National Library of Medicine’s MEDLINE, we
found that all of Behget’s disease cases with intra-
cardiac thrombus had right heart involvement and
most of them were young male patients.®® In the
differential diagnosis of intracardiac thrombus; hy-
pereosinophilic syndrome, carcinoid syndrome and
myxoma must be evaluated.

The reason for the tendency to intracardiac
thrombus in Behcet’s disease is still unclear.
Endomyocardial fibrosis may have a role in the de-
velopment of thrombus in some patients. Dissemi-
nated damage of endothelial tissue may be
correlated with multiple endothelial cell dysfuncti-
ons and subsequent hemostatic abnormalities.!” The
coagulation abnormalities may also contribute to
thrombotic complications.'® The patient in our case
had decreased protein-C levels. However, the cause
of decreased levels of protein-C may be acute
thrombosis and anticoagulation therapy. Medical

b
FIGURE 2: Coronary angiography, fistula from the left anterior descending artery to pulmonary artery (arrow) a) left lateral projection b) right anterior oblique pro-
jection.
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treatment including corticosteroids, immunosup-
presive drugs and anticoagulants should be conside-
red as the first line treatment. If thrombus is massive
and extensive, surgical treatment may be conside-
red. Recurrence after surgery is very high 8415

Budd-Chiari syndrome is a congestive hepato-
pathy caused by blockage of hepatic veins. Hepatic
vein thrombosis in Behget’s disease is likely secon-
dary to inferior vena cava thrombosis.*

A very rare complication in patients with Beh-
cet’s disease is the development of arterial fistu-
1a.>1%20 Qur patient had a convoluted fistula detec-
ted in the coronary angiography. Although contrast
material was not seen in the pulmonary artery, the
fistula was thought to be between the left anterior
descending artery and pulmonary artery because of
its location. Definite orientation can be determined
if three-dimensional tomography is performed. Api-
cal anteroseptal and basal inferior myocardial per-
fusion defects were detected in SPECT. Basal
inferior ischemia is not thought to be resulting from
the coronary fistula. Coronary fistula may be an in-

cidental finding in addition to Behget’s disease. In
some reports, silent myocardial ischemia was shown
on myocardial perfusion scintigraphy, and vasculitis
of coronary arteries was thought as the possible ca-

use of the myocardial ischemia.?"?

Interesting issues about our case which must be
emphasized are: (1) unusual presentation of
Behcet’s disease with intracardiac thrombus and pul-
monary emboli, (2) diffuse inferior vena cava and
hepatic vein thrombosis and Budd Chiari Syndrome
(3) complete resolution of intracardiac and venous
thrombosis and recovery of Budd-Chiari syndrome
with immunosuppressive and anticoagulation ther-
apy, and (4) fistula between coronary artery and pul-
monary artery and myocardial ischemia.

We conclude that thrombi in the right heart
cavities can be present in Behget’s disease and may
lead to recurrent pulmonary emboli. Behget’s dise-
ase must be kept in mind in the differential diag-
nosis of intracardiac mass lesions. In addition, we
have to be careful about myocardial ischemia in pa-
tients with Behcet’s disease.
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