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Dear Editor,

A man aged 43 years with Behcet’s disease (BD) presented with
speech disorder, imbalance, and involuntary laughing and crying
episodes. He had a history of recurrent oral aphtous ulcerations,
genital ulcers, uveitis, and deep vein thrombosis, and he had been
using colchicine until 5 years ago. A neurologic examination revealed
severe cerebellar dysarthria, minimal loss of muscular power in the
upper and lower extremities, spasticity, hyperactive deep tendon
reflexes, positive bilateral Babinski signs, loss of abdominal skin
reflex on the left, ataxic gait, and impaired tandem gait. Brain
magnetic resonance imaging demonstrated atrophy, which was
marked in the pons and cerebellum, and mild in the tegmentum
of mesencephalon and supratentorial structures, and there was
dilatation of the prepontine and cerebellopontine cisterns, and
ventricular dilatation (Figure 1). Magnetic resonance spectroscopy
demonstrated a normal spectral view at the corona radiata level and
elevated choline at the pons level; choline/N-acetyl aspartate (NAA)
ratio was 1.01 (Figure 2A, 2B). Diffusion-weighted evaluations
detected increased apparent diffusion coefficient (ADC) secondary
to atrophy (Figure 3). The findings were interpreted as chronic
progressive neuro-BD (NBD) and methotrexate was initiated.

Central nervous system involvement in BD is known as
NBD and it is one of the most severe complications, which

significantly affects quality of life. Chronic progressive NBD,
which is characterized by neurologic impairment and is usually

resistant to immunosuppressive treatments, is present in 30%

Figure 1. Brainstem atrophy
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Figure 2. Normal spectral appearance at the corona radiata level (A);

increased choline at pons level (B), choline/N-acetyl aspartate ratio 1.01
NAA: N-acetyl aspartate, Cho: Choline, Cr: Creatine

of patients with NBD (1). The diagnosis of chronic progressive
NBD is made using radiologic findings that indicate brainstem
atrophy, especially in the mesencephalon tegmentum and pons,
and persistant elevation of interleukin-6 levels in cerebrospinal
fluid (1,2). Other reported radiologic abnormalities include
ADC increase in normal-appearing white matter, which indicate
chronic progressive inflammation, and decreased NAA to creatine
(NAA/Cr) ratio in the pons and cerebral white matter in magnetic
resonance spectroscopy, which indicate extensive neuronal damage
in cerebral white matter (3,4). There are reports that suggested
that methotrexate and infliximab may be useful for the treatment
of chronic progressive NBD (5).
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Figure 3. Increased apparent diffusion coefficient secondary to atrophy
in diffusion-weighted imaging
SD: Standard deviation

Ethics

Informed Consent: Consent form was filled out by all
participants.
Peer-review: Internally peer-reviewed.

Authorship Contributions

Surgical and Medical Practices: O.K.Y., S.P, D.Y,, A.S.,
B.Y., Concept: O.K.Y,, S.P, D.Y,, A.S., B.Y,, Data Collection or
Processing: O.K.Y.,S.P,D.Y,, A.S.,B.Y., Analysis or Interpretation:
O.KY,SP,DY, A.S., BY, Literature Search: 0.K.Y., S.P, D.Y,,
A.S., BY,, Writing: O.K.Y,,S.P, DY, AS., BY.

Conflict of Interest: No conflict of interest was declared by
the authors.

Financial Disclosure: The authors declared that this study
received no financial support.

References

1. Hirohata S, Kikuchi H, Sawada T, Nagafuchi H, Kuwana M, Takeno M,
Ishigatsubo Y. Clinical characteristics of neuro-Behget's disease in Japan: a
multicenter retrospective analysis. Mod Rheumatol 2012;22:405-413.

2. Hirohata S, Isshi K, Oguchi H, Ohse T, Haraoka H, Takeuchi A, Hashimoto
T. Cerebrospinal fluid interleukin-6 in progressive neuro-Behget's syndrome.
Clin Immunol Immunopathol 1997;82:12-17.

3. Kunimatsu A, Abe O, Aoki S, Hayashi N, Okubo T, Masumoto T, Mori H,
Yoshikawa T, Yamada H, Ohtomo K. Neuro-Behget's disease: analysis of
apparent diffusion coefficients. Neuroradiology 2003;45:524-527.

4. Baysal T, Dogan M, Karlidag R, Ozisik HI, Baysal O, Bulut T, Sarac K.
Diffusion-weighted imaging in chronic Behget patients with and without
neurological findings. Neuroradiology 2005;47:431-437.

5. Pipitone N, Olivieri I, Padula A, D'angelo S, Nigro A, Zuccoli G, Boiardi
L, Salvarani C. Infliximab for the treatment of Neuro-Behget’s disease: a case
series and review of the literature. Arthritis Rheum 2008;59:285-290.

137



