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A 56-year-old male was referred to Al Zahra 
Hospital, Isfahan, Iran, with progressive pseudo 
bulbar palsy. On admission, he also had hyper-
re�exia, urinary incontinence, and gait problems.

The patient had a positive history of recurrent skin, 

oral, and genitalia lesions since three years ago 
(Figure 1).

Multiple periventricular signal changes were seen 
on brain MRI (Figure 2).

What is your diagnosis?
See the page 366 for diagnosis.
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Figure 1. Oral ophthous lesions of the patient

Figure 2. Brain MRI of the patient
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Behçet disease is a systemic disorder characterized by 
recurrent painful aphthous like ulcers and intraocular in-
�ammation. The clinical triad of uveitis with recurrent 
oral and genital ulcers bears the name of Hulusi Behçet, a 
Turkish dermatologist who described three patients who 
had this triad. 

The cause and pathogenesis of Behçet disease remain 
unknown; however, the tumor necrosis factor alpha 
(TNF-alpha) pathway is likely involved in the patho-
physiology of Behçet disease.

The prevalence of Behçet disease is estimated to be only 
one case per 300,000 annually. Behçet disease occurs 
worldwide, with predominance among Asians, North Af-
ricans, and Europeans who live between the latitudes of 
30 – 45°N. Ocular involvement is seen in about 70% of 
the patients who have Behçet disease. Recurrent painful 
oral aphthous ulcers are the most common lesions associ-
ated with Behçet disease and occur in 99.3% of cases. 
Cutaneous hypersensitivity is relatively common, occur-
ring in 81.8% of cases. Acnelike lesions or folliculitis 
occur frequently. Migratory thrombophlebitis also can 
develop. Recurrent painful genital ulcers occur in 62.8% 
of cases. Painful swelling with redness of joints occurs in 
as many as 50% of patients. At least 50% of patients who 
have Behçet disease develop gastrointestinal symptoms. 
Thrombophlebitis is found in 15% of these patients and 
obliterating thrombophlebitis, arterial occlusion as well 
as aneurysms may occur in blood vessels of all sizes.1 

Multiple neurologic disorders that involve pyramidal 
and extra pyramidal tracts, the cerebellum, the cranial 
nerves, and rarely the peripheral nerves occur more com-
monly in male patients and in 5 – 30% of cases.2 Cen-
tral nervous system manifestations can be divided into 
two main groups: 1) parenchymal involvement, which 
includes brainstem involvement, hemispheric manifes-
tations, spinal cord lesions, and meningoencephalitic 
presentations, and 2) nonparenchymal involvement, in-
cluding dural sinus thrombosis, arterial occlusion, and/
or aneurysms. Peripheral neuropathy and myopathy are 
relatively rare. Peripheral neuropathy takes the form of 
polyneuropathy or mononeuropathy multiplex.3 Paren-
chymal involvement, elevated protein and/or pleocytosis 

in the CSF, brainstem involvement, primary or second-
ary progressive course and relapse during steroid tapering 
have all been reported.4  Neurological manifestation is a 
relatively less frequent complication of Behcet’s disease 
but it produces severe disabilities. It must be considered 
in differential diagnosis of multiple sclerosis.5 Neuro-
behcet (NBS) may present as acute focal or multifocal 
CNS dysfunction, and the clinical picture of NBS may 
resemble multiple sclerosis (MS).6 Intracerebral hemor-
rhage is extremely rare.7 Aspetic meningitis and menin-

geroencephalitis occurs in 20% of cases.8
In NBS, magnetic resonance imaging (MRI) is the im-

aging study of choice and often reveals iso-hypointense 
lesions in T1-weighted images and hyper intense lesions 
in T2-weighted images, mostly in the mesodiencephal-
ic junction, cerebellar peduncles, and other parts of the 
brainstem.9

Treatment of the various manifestations of Behçet dis-
ease remains controversial because of the paucity of ran-
domized, controlled trials and the absence of standardized 
outcome measures for this disease. The goals of therapy 
in Behçet disease are to suppress in�ammation, to reduce 
the frequency and severity of recurrences, and to mini-
mize retinal involvement. To be effective, treatment must 
be started early. The extent of involvement and disease 
severity determine the choice of medication. Treatment 
options include corticosteroids, cytotoxic agents, cyclo-
sporine, and colchicin.10 
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