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Abstract:

A 39-year-old man had been diagnosed after rolling out all the other possible causes as having intracranial
hypertension with bilateral papilledema secondary to Behget’s disease with normal MRI scan. Despite treatment
with steroids, methylprednisolone and repetitive LPs, he had little to no improvement. The patient later underwent
a ventriculoperitoneal shunt operation with corticosteroid therapy and adjuvant treatment with topiramate and
acetazolamide, which resulted in symptoms improvement. Thus, it is important to consider NBD in the differential
diagnosis of patients with intracranial hypertension and bilateral papilledema and also ventriculoperitoneal
shunting as an effective therapeutic alternative when medical treatment fail to normalize the intracranial
hypertension building up.
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I.  Introduction

Defined as a vasculitis with venous tropism, Behget's disease (BD) is a chronic, relapsing and systemic
disease due to its multiple visceral sites, including neurological involvement [1].

According to the International Study Group’s classification, a definitive diagnosis of BD requires
recurrent oral ulcerations plus two of the following: recurrent genital ulcerations, skin lesions, eye lesions, and a
positive pathergy test [2]. The diagnostic criteria for neuro-Behcet’s disease (NBD) are a current diagnosis of BD
plus the presence of neurological symptoms not otherwise explained by known systemic or neurological diseases
[3]. NBD has variable prevalence depending on the series but can represent around 10-25% of the affected patients
in a large series [4]. Neurological manifestations may appear as a parenchymal central nervous system pattern
(the commonest), an intracranial hypertension-like pattern, or a meningitis-like pattern [5].

We discuss through this case report an unusual initial presentation of NBD and that is intracranial
hypertension that’s been shown in larger series have a rate of approximately 5% [6], with favourable outcome
after ventriculoperitoneal shunt.

Il.  Case Report:

A 39-year-old man, with no medical history or medication use, admitted for subacute headaches with
vomiting, especially in the mornings, for one month, associated with blurry vision in both eyes. He was afebrile
and fully oriented, with no neck stiffness.

A cranial, orbital MR imaging (MRI), and intracranial venous MR angiography came back negatives
(figure 1). Opening pressure measurement during lumbar puncture (LP) revealed an intracranial pressure of 42
cmH20 when he was lying on side, with no microscopic findings. The 1gG index was normal and oligoclonal
band was negative in cerebral spinal fluid (CSF).

Fundoscopic examination revealed stage 111 papilledema bilaterally, and the visual field was disturbed
(figure 2). Complete blood count, electrolytes, liver function tests, thyroid function tests, urea and creatinine,
cortisol, iron, vitamin A, B 12 and D were all within the normal limits. Antinuclear antibody titers, anti-doubled-
stranded DNA antibodies were also normal.
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Figure 1: Normal neuroimaging
A: MRI showing non parenchymal involvement
B : Angiogram demonstrating good flow through the cerebral veins and venous sinuses.

While retaking the patient’s history, it revealed several episodes of recurrent oral and genital ulcerations,
and the pathergy test came back normal. BD with intracranial hypertension was suspected. We later administered
Methylprednisolone 1 g IV for 5 days, followed by prednisolone 60 mg p.o with dosage’s decreasing within three
months period. Depletive LP was also performed without any improvement, with persistent stage I11 papilledema.

Figure 2: Humphery visual field demonstrates a remarkable visual field loss

The patient later underwent ventriculoperitoneal shunting and was placed on colchicine with
corticosteroid therapy and adjuvant treatment with topiramate and acetazolamide, that were gradually tapered and
stopped over weeks as his symptoms resolved.

I11.  Discussion:

NBD can be diagnosed if there is central nervous system involvement and the BD diagnostic criteria are
satisfied. It occurs more commonly in men, with a male to female ratio of up to 4:1 [7]. The mean age of onset
was found to be 32.0+8.7 years [8]. Papilledema and headache are common manifestations of intracranial
hypertension, which was also in our case, the patient was a 39-year-old man with lumbar CSF pressure of 42
cmH20 and a history of recurrent oral and genital ulcerations.

For the diagnosis of NBD with isolated intracranial hypertension, certain conditions related to cerebral
pseudotumor syndrome must be met in accordance with the diagnostic criteria of BD. These conditions include:
1. bilateral papilledema; 2. lumbar CSF pressure >250 mmH20O; 3. no mass lesions or hydrocephalus on brain
imaging [9]. Our patient’s imaging was normal, showing no signs of parenchymal or non-parenchymal
abnormalities which helped making the proper diagnosis.

Although intracranial hypertension in patients with known BD has been described, this may be
confounded by steroid treatment, which predisposes to this condition. Our patient was not known to have BD or
history of taking any steroids.

In 40% of patients the CSF is normal [10], which is similar to our case that had elevated CSF opening
pressure. If not treated rapidly, intracranial hypertension with the eventual development of optical atrophy might
cause irreversible loss of sight, which necessitates an urgent and quick intervention to prevent it.
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Glucocorticoids, immunosuppressants (azathioprine), and dehydrating agents are commonly used in the
treatment of NBD with isolated intracranial hypertension [11]. In our case, our patient was given steroids,
acetazolamide and topiramate with no improvement in the symptoms.

The management of those patients in whom the intracranial hypertension does not respond to treatment
with corticosteroids is unclear. Similar to the case presented here, additional cases of BD treated with
lumboperitoneal shunt have been described in the literature.

Bank and Weart documented a BD patient with intracranial hypertension secondary to dural sinus
thrombosis, despite medical treatments for more than a month and repeated lumbar punctures, the patient’s
symptoms associated with raised intracranial pressure persisted. A lumboperitoneal shunt resulted in complete
resolution of the neurological complaints of the patient without any relapse in symptoms [12].

IV.  Conclusion:

BD should be routinely looked for in adult patients, especially males in their third and fourth decades,
who present with intracranial hypertension syndrome. Lumbar puncture, after a normal contrast-enhanced CT or
MRI scan, is absolutely mandatory to establish that the constituents of CSF are normal in every patient in whom
benign intracranial hypertension is a consideration. In BD patients in whom the intracranial hypertension
developed but failed to normalize after medical treatment, ventriculoperitoneal shunting should be considered as
an effective therapeutic tool which we tried to emphasize through this case as well.
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