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Fig. 1 Brain MRI study.
A: DWI (Axial, 1.5 T; TR 7,500 ms, TE 86.4 ms) showed linear high-intensity areas at the white matter just below the cerebral
cortex. B: Fluid-attenuated inversion recovery (FLAIR) image (Axial, 1.5 T; TR 10,000 ms, TE 146.5 ms) showing periventricular
hyperintensity, deep and subcortical white matter hyperintensity, and brain atrophy. C, D: T,WI (C: Axial, 1.5 T; TR 483.3 ms,
TE 12.0 ms, D: Sagittal, 1.5 T; TR 516.7 ms, TE 16.0 ms) showed expansion of the fourth ventricle and cerebellar fissures in the
anterior lobe of the vermis, which indicated cerebellar atrophy.
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Fig. 2 Brain *"Tc-ECD SPECT study.
Brain 99mTc-ECD SPECT analysis using the easy Z-score imaging system (eZIS), which indicates regions of increased blood flow,
showed increased blood flow in the frontotemporal lobe and cerebellum. The analysis using the eZIS, which indicates regions of

decreased blood flow, showed decreased blood flow in the parietooccipital lobe and cingulate gyrus.

,
?‘%’
N
o
q i
")
&,
X
k3

e
t"-" ‘ 2 / : y f ! V"
HE By oo 100 4m ublqu1tlﬁ R 1m 562 , < oo say

Fig. 3 Pathological findings of cutaneous skin biopsy.
Hematoxylin and eosin staining showed eosinophilic intranuclear inclusion bodies in sweat gland cells (arrows). Immunostaining for an anti-
ubiquitin antibody and anti-p62 antibody revealed positive intranuclear inclusion bodies (arrows) in sweat gland cells and fibroblasts.
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Abstract

Sporadic adult-onset neuronal intranuclear inclusion disease
with the main presentation of repeated cerebellar ataxia: a case study

Takeo Sakurai, M.D."”, Seiko Harada, M.D.", Kenji Wakida, M.D.",
Mari Yoshida, M.D.? and Hiroshi Nishida, M.D.”

YDepartment of Neurology, Gifu Prefectural General Medical Center
“Institute for Medical Science of Aging, Aichi Medical University

A 66-year-old woman suddenly experienced unsteadiness while walking; she had experienced the same symptom
before, but it had resolved immediately. Her neurological findings showed cerebellar ataxia, absence of tendon reflex in
the extremities, and orthostatic hypotension. MRI with DWI of the brain showed linear high-intensity areas at the white
matter just below the cerebral cortex. Therefore, we suspected neuronal intranuclear inclusion disease (NIID). In her
cutaneous skin biopsy, intranuclear inclusion bodies, which tested positive for an anti-ubiquitin antibody and anti-p62
antibody, were observed in sweat gland cells and fibroblasts; therefore, we diagnosed her with NIID. As no one in her
family had similar symptoms, this was a case of sporadic NIID. Adult-onset NIID with the main presentation of cerebellar
ataxia is rare; in our case, this repeated acute-onset symptom was a unique manifestation of the condition.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:439-443)
Key words: neuronal intranuclear inclusion disease, cerebellar ataxia, acute-onset, sporadic, adult form




