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Introduction

A woman aged 40 years who had been followed-up and treated for
neuro-Behcet’s disease (NBD) with parenchymal involvement for nine
years, presented to our clinic with symptoms of speech impairment,
ocular deviation, diplopia, and blurred vision, which she had had for
one day. She had no headache, nausea or vomiting. Her medical history
revealed no diseases other than NBD. The patient was on etanercept
50 mg/week and colchicine 0.5 mg/day treatment for her NBD. She
had been free of relapses for seven years and her steroid treatment
had been tapered off. Steroid treatment consisting of deflazacort 6
mg/day had eventually been discontinued one month ago at another
institution due to the development of osteopenia and the seven-year
remission. Her neurologic examination revealed medial deviation of
both eyes in the primary gaze and bilateral lateral gaze palsy. There
was no motor or sensory deficits however, the left upper extremity
was dysmetric. Involuntary episodes of laughter and crying had also
emerged. Brain magnetic resonance imaging (MRI) was suggestive
of neuro-Behget’s relapse with diffuse hyperintense involvement in
the brain stem on axial fluid-attenuated inversion recovery (FLAIR)
images (Figure 1A, 1B, 1C), and punctate contrast enhancement
in an axial T1 sequence (Figure 1D). Pulse steroid therapy was
administered for ten days. Following treatment, the medial gaze palsy
initially observed in the primary position was improved. Bilateral
lateral gaze palsy had also partially improved. Dysmetria disappeared;
however, pseudobulbar signs persisted. The patient’s brain MRI
revealed that the hyperintense involvement was reduced in the pons

and mesencephalon in axial FLAIR images compared with the pre-
steroid MRI (Figure 2A, 2B), and there was no bulbar involvement
(Figure 2C). The patient continues to be followed up at our clinic and
cyclophosphamide treatment was planned.

NBD has a severe clinical picture with high morbidity and
mortality rates, despite being a rare complication of Behget’s
disease (1).

The use of systemic steroids in the treatment of NBD are
known to be effective in preventing relapse and stopping clinical
progression. However, there have been reports of patients in whom
steroid therapy could not be discontinued due to frequent relapses
and/or fluctuations (2).

Steroid maintenance therapy at reduced dosages appears to be
worthwhile in the treatment of NBD, considering the re-emergence
of relapse symptoms and a dramatic brain stem involvement in
our patient following discontinuation of low-dose steroid therapy,
despite a relapse-free period for seven years.
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Figure 1. Hyperintense lesions in flair sequences in mesencephalon (A), pons (B) and bulbus (C) at presentation. Punctate enhancement can be seen
in the pons (D).

Figure 2. The size of the lesions seen in mesencephalon (A) and pons (B) is reduced compared to Figure 1, while dissappeared in the bulbus (C) in axial
FLAIR of magnetic resonance imaging obtained after 10-day pulse steroid (prednisolone 1000 mg/day) treatment.
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