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Fig. 1 MRI at first admission.
FLAIR images showed periventricular hyperintensity and deep and subcortical white matter hyperintensity (A-C,
FLAIR, Axial, 1.5 T, TR: 8,000 ms, TE: 100 ms). DWI showed high-intensity signal (arrow) in the region of the cortico-
medullary junction in the left frontal lobe (D-F, DWI, Axial, 1.5 T, TR: 3,732 ms, TE: 89 ms).
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Fig. 2 MRI at second admission.
The white matter hyperintense lesions showed progressive spread at second admission (A-C, FLAIR). The linear high-
intensity signals in the region of the corticomedullary junction showed progressive spread at second admission (D-E DWI).
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Fig. 3 Pathological findings from cutaneous skin biopsy.
Hematoxylin and eosin (HE) staining revealed eosinophilic intranuclear inclusion bodies in sweat gland and fat cells

(A, B). Immunostaining for anti-ubiquitin antibody and anti-p62 antibody revealed positive intranuclear inclusion
bodies in sweat gland cells (C, D). Bar = 10 pm.
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Abstract

An adult onset sporadic neuronal intranuclear inclusion disease case reminiscent
with Fisher syndrome

Takeshi Imai, M.D.”, Bunta Kato, M.D.", Jun Ohsima, M.D." and Yasuhiro Hasegawa, M.D.?

YDepartment of Internal Medicine, Division of Neurology, St Marianna University School of Medicine, Yokohama City Seibu Hospital
“Department of Internal Medicine, Division of Neurology, St Marianna University School of Medicine

A 63-year-old woman presented to our hospital with sudden symptoms of unsteadiness while walking. Based on the
neurological findings, i.e., ataxia and absence of tendon reflex in the extremities accompanied by antecedent infection at
the time, she was tentatively diagnosed with Fisher syndrome. Following intravenous immunoglobulin (IVIg) therapy for
5 days, her ataxic symptoms improved. Laboratory data were negative for antiganglioside antibody against GQ1b in the
IgG subclass. Six months after her first admission, cognitive impairment gradually developed. She was re-admitted
owing to new onset of unsteadiness while walking 1.5 years after her first admission. Diffusion-weighted brain MRI
(DWI) revealed linear high-intensity signals in the region of the corticomedullary junction. Cutaneous skin biopsy
revealed intranuclear inclusion bodies in sweat gland cells. Considering her family history along with the examination
results, we diagnosed with adult-onset sporadic neuronal intranuclear inclusion disease (NIID). Retrospective
investigation of the previous DWI obtained at the first admission had also shown slight linear high-intensity areas,
suggesting that a series of events, including repeated sudden-onset transient ataxia, resulted due to NIID.

(Rinsho Shinkeigaku (Clin Neurol) 2018;58:505-508)
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