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Fig. 1
cerebellum with slight atrophy of the midbrain and pons.
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Brain MRI.
Both axial (a: 3 T, TR 3,500 ms, TE 80 ms) and sagittal (b: 3 T, TR 3,500 ms, TE 80 ms) images showed atrophy of the
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Fig. 2 Radioisotope examination.
2A showed three-dimentional stereotactic surface projection (3D-SSP) images generated from "*I-IMP SPECT before treatment. Those indi-
cated hypoperfusion bilaterally in the cerebellum. 2B showed 3D-SSP images generated from I-IMP SPECT on the 114th hospital day after
immunosuppressive therapies. Those revealed the improvement of hypoperfusion bilaterally in the cerebellum.
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Fig. 3 Clinical course.
The immunosuppressive therapy with PSL, MTX, and [FX started from the 60th hospital day showed the improvement of cere-
bellar ataxia temporally but no change in his bedridden state. He experienced a generalized seizure due to a relapse on chronic
progressive neuro-Behcet's disease on the 146th hospital day. He had repeated various bacterial infections after using IFX and
died on the 331st hospital day due to aspiration pneumoniae. PSL: prednisolone, MTX: methotrexate, IFX: infliximab.
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Fig. 4 Mucocutaneous symptoms and the pathological findings stained with Hematoxylin and Eosin (HE) in this case.

4A showed genital ulcers. Skin biopsy was made in the red square. 4B showed folliculitis-like lesions in his skin of abdomen as well as head,

neck, back, and limbs. 4C showed the pathological findings of skin biopsy. Ulcer and small vessel vasculitis were revealed. Bar = 100 um.
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Abstract

A case of chronic progressive neuro-Behcet’s disease with cerebellar ataxia
and bulbar palsy preceding mucocutaneo-ocular symptoms

Masashi Watanabe, M.D."””, Rei Kobayashi, M.D., Ph.D.”, Takakazu Hasegawa, M.D.?,
Shunsuke Yokoi, M.D.?, Hisashi Okada, M.D., Ph.D.” and Satoshi Okuda, M.D., Ph.D.”

YDepartment of Neurology, National Hospital Organization Nagoya Medical Center
“Department of Rheumatology and Clinical Immunology, National Hospital Organization Nagoya Medical Center
“Present address: Department of Neurology, Ehime Prefectural Central Hospital

A 77-year-old man with a history of cigarette smoking had suffered from vertigo and depression repeatedly for
twelve years. He gradually developed bradykinesia in the past half decade and fell down 3 times in the last half year. On
admission, he presented with cerebellar ataxia and bulbar symptoms. Brain MRI showed atrophy in the cerebellum and
brainstem. “I-IMP SPECT showed hypoperfusion bilaterally in the cerebellum. Blood examinations showed various
elevated inflammatory values and positive for HLA-B51. Cerebrospinal fluid (CSF) revealed aseptic meningitis and
increased IL-6 levels. Therefore, we strongly suspected that he had chronic progressive neuro-Behcet’s disease
(CPNBD), clinically. Systemic mucocutaneous symptoms appeared 1 month after starting treatments. Pathological
findings of his skin biopsy were consistent with Behcet’s disease. It should be kept in mind that both positive HLA-B51
and increased CSF IL-6 levels have the possibility of containing important clues in the diagnosis of CPNBD.

(Rinsho Shinkeigaku (Clin Neurol) 2018;58:105-110)
Key words: chronic progressive neuro-Behcet’s disease, cerebellar ataxia, HLA-B51, cerebrospinal fluid IL-6, "*I-IMP SPECT




