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Cerebral Venous Thrombosis as the Initial Presentation of
Behcet’s Disease

Ali Ibrahim Rahil, MD; Mehdi Errayes, MD; Khaled M. Salem', MD

Neurological symptoms are rare manifestations of Behcet’s disease. In this paper, we
report cerebral venous thrombosis as the initial presentation of Behcet’s disease in a 40 year-
old man. Our patient presented with a six-week history of headache, progressive loss of
vision in the right eye and recurrent oral ulcers. Physical examination revealed oral ulcers
and posterior synechia in the right eye with loss of light perception. Fundoscopic examina-
tion showed evidence of retinal vasculitis. Magnetic resonance imaging (MRI) and magnetic
resonance venography (MRV) of the brain showed superior sagittal, left transverse, and left
sigmoid sinus venous thrombosis. A diagnosis of Behcet’s disease was made based on clini-
cal criteria. Treatment with methylpredinsolone, cyclophosphamide, and azathioprine as
well as anticoagulation was done with significant clinical improvement. (Chang Gung Med J

2009,32:220-3)
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Behcet’s disease is a chronic relapsing inflamma-
tory disease that was first described by the
Turkish dermatologist Hulusi Behcet in 1936.
However, the disease might have been recognized
earlier by Hippocrates."” Behcet’s disease is charac-
terized by recurrent oral aphthae and any of several
systemic manifestations including genital aphthae,
ocular disease, skin lesions, neurological manifesta-
tions, vascular disease and arthritis. The etiology is
not known and the diagnosis is mainly clinical.

CASE REPORT

A 40 year-old Sudanese man presented with a
six-week history of headache and progressive loss of
vision in the right eye. He also reported an intermit-
tent low grade fever and insignificant weight loss.
Other medical history was non-contributory.
Physical examination disclosed multiple ulcers over

the tongue and soft palate, and evidence of posterior
synechia in the right eye with loss of light percep-
tion. Fundus examination showed bilateral papillede-
ma along with retinal hemorrhage and exudates. The
remainder of the physical examination was unre-
markable.

Initial laboratory tests showed hemoglobin 8.2
gm/dl, white blood cells (WBC) 26,000/uL, (mainly
neutrophils), and platelets 484,000/ul. A peripheral
blood smear showed normocytic normochromic ane-
mia with target cells and neutophilic leukocytosis.
Biochemical data showed alkaline phosphatase 210
U/L (Normal: 40-129), alanine transaminase (ALT)
56 U/L (Normal: 0-40), albumin 30 gm/l (Normal:
35-50), and C-reactive protein (CRP) = 96 mg/l.
Urine microscopy results were WBC 51-100/uL, and
red blood cells (RBC) 9/uL, with leukocyte casts.
The urine culture grew no organisms. Serology for
viral hepatitis B and C was negative. The blood cul-
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ture grew no organisms.

The initial non-contrast computerized tomogra-
phy (CT) scan of the brain was normal. Magnetic
resonance imaging (MRI) of the brain showed a
hyperintense thrombus within the posterior part of
the superior sagittal sinus (Fig. 1), and a magnetic
resonance venography (MRV) scan of the brain
revealed a thrombosed non-opacified area in the pos-
terior part of the superior sagittal sinus (Fig. 2).

Ophthalmologic examination disclosed evidence
of retinal vasculitis (papilloedema and retinal
infarcts) in both eyes (Fig. 3), with panuveitis in the

Fig. 1 Magnetic resonance imaging (MRI) of the brain
shows a hyperintense thrombus within the posterior part of
the superior sagittal sinus (arrows).

ﬁOST\CONTRAST

Fig. 2 Post contrast magnetic resonance venography shows a
thrombosed non-opacified area in the posterior part of the
superior sagittal sinus (arrows).
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Fig. 3 A photograph of the fundus of the left eye shows
papilloedema (blue arrow) with retinal infarcts (white arrow).

right eye. Thrombophilia screening for protein C and
S, antithrombin-III, factor V leiden, antiphospho-
lipids and homocysteine was negative.

The patient was diagnosed with Behcet’s disease
based on clinical criteria. Treatment was begun with
intravenous methylprednisolone 1 gm daily for three
days and then changed to oral prednisolone 60
mg/day. Intravenous cyclophosphamide 1 gm was
then added three days later along with oral azathio-
prine at 2 mg/kg/day. Symptomatic improvement,
with resolution of headache was noted two weeks
after beginning treatment.

DISCUSSION

Behcet’s disease is a chronic relapsing inflam-
matory condition which many experts consider a
multisystem vasculitis. Although neurologic involve-
ment occurs less frequently than other major mani-
festations, it is important because it produces severe
disability and is associated with a grave prognosis.

The disease is more common along the ancient
Silk Road which extends from eastern Asia to the
Mediterranean, with Turkey being the most com-
monly affected country (80-730 cases/100,000)® The
exact incidence in the state of Qatar is not known.
Young men are at particular risk from the disease and
its complications.

The disease is characterized by recurrent oral
and genital ulcers (in about 100% and 75% of cases,



respectively). Other manifestations include cuta-
neous lesions and ocular disease (typically manifest-
ed in our patient by panuveitis and retinal vasculitis);
patients with acute attacks of retinal vasculitis often
have retinal hemorrhage and edema which may lead
to visual loss, however, uveitis is usually the domi-
nant feature of the disease. Neurological involve-
ment occurs in fewer than one-fifth of patients;“® it
may occur concurrently (7.5%) or precede non-neu-
rological findings (3%). An Italian study reported
that the onset of neuro-Behcet is usually character-
ized by an acute attack with motor symptoms in 2/3
of patients and behavioral/cognitive changes in more
than 40% of patients, whereas headache is mainly
seen in the remission phase.” Focal parenchymal
lesions and complications of vascular thrombosis are
the most common abnormalities. Behcet’s disease is
the most common cause of cerebral venous thrombo-
sis in some Middle Eastern countries. Cerebral vein
thrombosis is the main cause of intracranial hyper-
tension,®!'” and patients usually present with
headache, as in our patient; its main mechanism is
not completely understood, however, vasculitis may
partially explain the thrombosis."'> Hyperhomocys-
teinemia has also been assumed to be an independent
factor for venous thrombosis in Behcet’s disease."*'?
Other neurological manifestations include aseptic
meningitis, encephalitis, personality changes and
dementia. Diagnostic criteria according to the
International Study Group include oral ulcerations
which recur at least three times in one year, plus any
two of the following: recurrent genital ulceration,
eye lesions (anterior or posterior uveitis or cells in
vitrous on slit lamp examination or retinal vasculitis
observed by an ophthalmologist), skin lesions (ery-
thema nodosum, pseudo folliculitis, papulopustular
lesions, or acneform nodules observed in post-ado-
lescent patients not on corticosteroid treatment).

The prognosis varies with the type of neurologic
process; those with dural sinus thrombosis or other
non-parenchymal processes are less likely to have
recurrent disease, disability, or premature death.

Treatment of Behcet’s disease is focused on the
inflammatory mechanism. Glucocorticoids, and
immunosuppressive agents such as azathioprine and
cyclophosphamide, as well as immunomodulatory
agents are the most commonly used drugs."?
Management of cerebral venous thrombosis is direct-
ed towards the underlying inflammatory process and
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the use of anticoagulation. Although treatment of
skin-mucosa manifestations, eye disease, and pul-
monary artery aneurysm has improved significantly
in the past decades, the treatment of central nervous
system lesions and thrombophilia is still
problematic.™

Our patient responded well to the treatment with
significant clinical improvement, however, radiologi-
cal improvement could not be ascertained due to loss
of follow up as the patient returned to his home
country.

This case report emphasizes the importance of
Behcet disease as a cause of cerebral venous throm-
bosis. Furthermore, it can increase awareness among
physicians of the neurological manifestations of this
disease.
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