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[Abstract] Objective To observe MRI manifestations of adult-onset neuronal intranuclear inclusion disease (NIID). Methods
Data of 5 patients with adult-onset NIID were retrospectively analyzed, and the location, morphology and signal characteristics of
lesions and disease progression were observed. Results Different degrees of cerebral hemispheric atrophy were found in all 5 cases
of NIID, accompanied by lateral ventricle dilation and white matter lesions of Fazekas grade 2 and above. Diffusion weighted
imaging (DWD showed symmetrically curvilinear hyperintense signals at the cortex-medulla junction of bilateral frontal lobes.,
which present as low signals in apparent diffusion coefficient (ADC) images. Fluid attenuated inversion recovery (FLAIR)-T2WI
showed symmetrical patchy hyperintense signals in the cerebellar vermis and middle cerebellar peduncle in 2 cases, respectively.
After treatment, DWI showed extension of hyperintense signals at the cortex-medulla junction of bilateral frontal lobes to bilateral
parietal lobes in 1 case, while FLAIR-T2WI detected hyperintense signal near the cerebellar vermis enlarged in 1 case. Conclusion
Curvilinear hyperintense signals at the cortex-medulla junction of bilateral frontal lobes on DWI was the characteristic MRI
manifestation of NIID, which was helpful to diagnosis of NIID.
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