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ABSTRACT

Objective To explore the clinical manifestations and magnetic resonance imaging (MRI) findings
of patients with adult-onset neuronal intranuclear inclusion disease (NIID), and improve the
understanding of this disease. Methods The clinical symptoms and MRI manifestations of 7 NIID
patients confirmed by skin biopsy and/or genetic testing were retrospectively analyzed. Resufts Among
the 7 patients, there were 3 males and 4 females, aged 39 - 72 years old, with an average age of
about 60 years. The disease duration ranged from 6 hours to 4 years. The main clinical manifestations
included headache, dizziness, memory decline, slow response, and speech impairment. The main
MRI manifestations is curvilinear high signal in the junction area of gray and white matter on DWI
sequence, namely "ribbon sign", and there was found in 7 cases (7/7) in the frontal lobe, and in 5 cases
(5/7) in the parietal, occipital and temporal lobes. High signal on DWI of corpus callosum was found
in 4 cases (4/7) in the splenium of corpus callosum, and 1 case involved the entire corpus callosum.
High signal in the white matter of bilateral cerebral hemispheres on T2WI/T2-FALIR was found in 7
cases (7/7), bilateral symmetrical large patches in 4 cases (4/7), bilateral scattered and multiple patchy
high signals in 3 cases (3/7). Symmetrical patchy high signal in the white matter beside the vermis of
cerebellum was found in 3 cases (3/7). Brain atrophy was found in 7 cases (7/7). Conclusion The main
MRI manifestations of adult-onset neuronal intranuclear inclusion disease include the ribbon sign at
the junction of gray and white matter of bilateral brain parenchyma on DWI(mainly in the frontal lobe),
multiple high signals in the white matter on T2WI/T2-FLAIR, mostly symmetrically and in large patches,
brain atrophy, and high signal on DWI of corpus callosum. These manifestations are characteristic and
helpful for diagnosis.
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