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Fig. 1 Brain MRI findings.
Axial T,-weighted MRI (1.5 T) shows cerebellar (A) and midbrain atrophy (B) and third ventricle
dilatation (C). Bilateral temporal lobe atrophy is also observed (B-D). No abnormal signal

intensity is observed in the brain parenchyma.
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Fig. 2 3-dimensional stereotactic surface projection (3DSSP) single-photon emission computed tomography (SPECT) findings in the brain.
N-isopropyl-p-"*I-iodoamphetamine (**I-IMP) SPECT images show reduced uptake in the brainstem, bilateral cerebellum, anterior region of
the temporal lobes, and medial aspect of the frontal lobes.
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Fig. 3 Clinical course including neurological symptoms, treatment, and cerebrospinal fluid (CSF) findings.
Clinical symptoms and CSF findings show that neuro-Behcet disease did not improve after high-dose intravenous
methylprednisolone pulse and methotrexate (MTX) treatment. Although infliximab treatment dramatically decreased
CSF IL-6 levels, clinical symptoms remained unchanged.
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Abstract

A case of chronic progressive neuro-Behget disease with extensive cerebral atrophy
and elevated CSF IL-6 activity treated with infliximab

Kyosuke Hamada, M.D.", Ran Takei, M.D.", Yusuke Sakiyama, M.D., Ph.D.”, Hiroto Moriyama, M.D.?,
Akihiro Hashiguchi, M.D., Ph.D." and Hiroshi Takashima, M.D., Ph.D."”

UDepartment of Neurology and Geriatrics, Kagoshima University Graduate School of Medical and Dental Sciences
“Department of Neurology, Sendai Medical Association Hospital

A 43-year-old man without a previous episode of uveitis presented with slowly progressive neurological symptoms
that appeared within the past year such as dysarthria, ataxic gait, and behavioral changes. Brain MRI findings showed
atrophic lesions in the brainstem and cerebellum. Because these clinical symptoms and abnormal MRI findings indicated
spinocerebellar degeneration as the initial diagnosis, he was admitted to our hospital. On admission, we noticed that he
had non-neurological manifestations of Behget disease, such as stomatitis, genital ulcers, and folliculitis. HLA-B51 was
positive. He also showed pleocytosis (29 cells/mm’, predominantly mononuclear cells) and elevated cerebrospinal fluid
(CSF) IL-6 levels (213 pg/ml), hence he was diagnosed with chronic progressive neuro-Behcet disease (CPNBD). The
therapeutic effect of a high-dose intravenous methylprednisolone pulse (1,000 mg/day for 3 days) and methotrexate
(maximum dosage, 16 mg/week) was poor against both neurological symptoms and CSF findings. Intravenous infliximab
therapy (b mg/kg, 2 weeks) dramatically decreased CSF IL-6 levels (13 pg/m/) but clinical symptoms remained unchanged.
MRI findings of extensive cerebral atrophy and increased CSF IL-6 levels at the pretreatment time point reflected
irreversible neurological involvement in CPNBD. For cases with progressive psychiatric symptoms and cerebellar ataxia
in the early stage of the disease, skin manifestations should be examined immediately, CSF IL-6 levels measured, and
immunosuppressive therapy initiated before CPNBD progresses to brainstem atrophy.

(Rinsho Shinkeigaku (Clin Neurol) 2018;58:30-34)
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