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Superior vena cava thrombosis
and chylothorax in a young
patient

Sirs,
Behçet’sdisease (BD) is a systemic vascu-
litis with oral and\or genital ulcers. Superfi-
cial thrombophlebitis, deep vein thrombosis
(DVT), arterial thrombosis with pseudo-
aneurysms are well known features of BD.
We report a patient with superior vena cava
(SVC) thrombosis and chylothorax as a pre-
senting symptom of BD. 
A 22-year-old Arab female was admitted
because of progressive neck and arm edema
for 3 weeks. The patient denied photosensi-
t i v i t y, rashes, joint pain, and use of oral con-
traceptives. She noted recurrent episodes of
painful oral but not genital ulcers. Physical
examination revealed dyspnea (24/min),
tachycardia (110/min), prominent conges-
tion of cervical vein and bilateral arm ede-
ma. A single oral ulcer was found. The rest
of physical examination was unremarkable. 
A p a t h e rgy test was negative. Complete
blood count showed reduced hemoglobin
10.9g/%, and mild thrombocytosis (480 x
1 03/mcrl). Biochemistry tests, urinalysis,
and coagulation studies including pro-
thrombin time, activated partial prothrom-
bin time (aPTT), lupus anticoagulant, anti-
thrombin III, protein C, protein S, and ho-
mocystein were within normal limits. Tests
for antinuclear, anti-ds-DNA, anticardio-
lipin antibodies, and HLA B51 were nega-
tive. Doppler ultrasound (DUS) revealed
complete SVC occlusion confirmed by chest
computer tomography (CT). CT also show-
ed small amount of pleural effusion. There
was neither mediastinal lymphadenopathy
nor evidence of thoracic duct rupture. 
Despite high doses of intravenous heparin
(aPTTtwice control value) the patient's res-
piratory condition deteriorated in the next
two weeks due to progressive fluid accumu-
lation in pleural cavities (Fig. 1). On pleu-
rocenthesis the fluid was sterile chylotic ex-
udate (pH 7.32, protein 3.5 g/dl, lactatede-
hydrogenase 580 U, cholesterol 380 mg/dl,
triglycerides 180 mg\dl, leukocyte count 2
x 103/mcrl). Pleural effusion re-accumulat-
ed and required repeated drainage. 
Prednisone 60 mg/daily, azathioprine 100
mg/daily, and colchicine 1.0 mg/daily were
added to ongoing anticoagulation. The pleu-
ral effusion regressed and finally disappear-
ed after 3 months. Warfarin replaced hep-
arin and the prothrombin time was main-
tained at an international ratio 2.8-3.0. Pred-
nisone was gradually tapered to 5 mg/daily.
Two years of follow up was unremarkable
except for recurrent oral ulcerations.
Venous and arterial occlusions, arterial an-
eurysms, pulmonary artery-to-venous fistu-
la, cerebral vasculitis, and uveitis are well-

known vascular complications of establish-
ed BD (1). None of the known thrombophi-
lic abnormalities was found in BD. Endo-
thelial dysfunction is believed to be respon-
sible for the hyper-coagulation state (2). An
increased incidence of thrombosis was as-
sociated with HLA-B51 class I alleles, male
gender, and a positive pathergy test (3,4).
Among venous lesions, DVTof the low ex-
tremities was the most common (up to
57%), followed by thrombosis of inferior
and superior vena cava (8-18%), hepatic
veins (3-4%), and sagittal sinus (1, 5 ,6 ) .
Blockage of the lymphatic circulation due to
SVC thrombosis may occasionally lead to
chylothorax (7, 8). 
DUS, CT and magnetic resonance angiog-
raphy are used to evaluate thoracic vascular
involvement (1). Biopsies from arterial spe-
cimens obtained during invasive procedures
confirmed the presence of vasculitis, peri-
vasculitis and secondary thrombosis in BD
(9). The standard treatment for DVT in BD
is anticoagulation with heparin or low mol-
ecular weight heparin followed by warfarin.
Life-long anticoagulation is required to pre-
vent thrombosis recurrence but could be
insufficient in cases of large vessel involve-
ment, probably because of underlying in-
flammation (2, 5-7). Combined anticoagu-
lation and immunosuppression (corticoster-
oids, cyclophosphamide, azathioprine, and
cyclosporine) should be considered in BD
patients with large vein occlusion to pre-
vent the recurrence of thrombosis (9, 10). 
SVC thrombosis complicated by chylotho-
rax, as a presenting symptom of BD, is rare.
In the absence of coagulation abnormali-
ties, SVC thrombosis in young Arab patient
with the history of oral ulcers raises the pos-
sibility of BD. Occasionally vascular throm-
bosis may be the only manifestation of the
disease (incomplete BD) despite the fact
that this feature is not included among the
International Study Group criteria of BD.
Aggressive anti-inflammatory treatment on
top of ongoing life-long anticoagulation
should be considered in management of BD
patients with large vessel occlusion. 
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Fig. 1: Axial chest CT scan at
the level of 5 vessels (mediastinal
window): a large amount of bilat-
eral pleural effusion is seen, left
brachiocephalic vein and superi-
or vena cava are not opacified
(arrows) due to thrombosis, mul-
tiple collateral vessels are shown
(arrowheads).


