
 

Copyright © 2022 American Academy of Neurology. Unauthorized reproduction of this article is prohibited 

 

Neurology Publish Ahead of Print 
DOI: 10.1212/WNL.0000000000201306 
 

 

Teaching NeuroImage: Occipital Cortical Enhancement During Encephalopathy-like Episode in 

Neuronal Intranuclear Inclusion Disease 

 

Author(s): 

Jibao Wu, M.D.
1
; Qiuli Li, M.D.

1
; Jiping Yi, M.D., Ph.D

1
 

 

  

  

Corresponding Author: 

Jiping Yi, yiji1688@163.com 

 

  

  

Affiliation Information for All Authors: 1. Department of Neurology, The First People's Hospital of Chenzhou, The 

First Affiliated Hospital of Xiangnan University 

 

  

  

Equal Author Contribution: 

J.B Wu and Q.L Li contributed equally to this work. 

 

  

 

 

 

Neurology® Published Ahead of Print articles have been peer reviewed and accepted for 

publication. This manuscript will be published in its final form after copyediting, page composition, 

and review of proofs. Errors that could affect the content may be corrected during these processes. 

 Published Ahead of Print on September 20, 2022 as 10.1212/WNL.0000000000201306



 

Copyright © 2022 American Academy of Neurology. Unauthorized reproduction of this article is prohibited 

Contributions: 

Jibao Wu: Drafting/revision of the manuscript for content, including medical writing for content 

Qiuli Li: Major role in the acquisition of data 

Jiping Yi: Drafting/revision of the manuscript for content, including medical writing for content; Study concept or 

design; Analysis or interpretation of data 

 

  

  

Figure Count: 

2 

 

  

  

Table Count: 

0 

 

  

  

Search Terms: 

[ 304 ] Gene expression studies, [ 120 ] MRI, [ 128 ] DWI 

 

  

  

Acknowledgment: 

 

  

  

Study Funding: 

This study was supported by the Project of Hunan Health Committee (No. 202103070437) 

 

  

  

Disclosures: 

The authors report no disclosures relevant to the manuscript. 

 

Preprint DOI: 

 

Received Date: 

2022-01-28 

 

Accepted Date: 

2022-08-12 

 

Handling Editor Statement: 



 

Copyright © 2022 American Academy of Neurology. Unauthorized reproduction of this article is prohibited 

Submitted and externally peer reviewed. The handling editor was Roy Strowd III, MD, Med, MS. 

 

 

 

Case summary 

A 66-year-old woman developed behavioral abnormalities and altered sensorium, and showed 

high signals along the corticomedullary junction on diffusion-weighted image (Figure 1A) 

and the corresponding ADC images (Figure 1B). Post-contrast magnetic resonance 

imaging showed enhancement of the left occipital lobe cortex (Figure 1C). One year later she 

had recurrence of same symptoms and her MRI showed enhancement of the right occipital 

lobe cortex (Figure 1D). These imaging findings correlated with her reversible 

encephalopathy episodes, manifested by behavioral abnormalities and altered sensorium. 

Finally, a diagnosis of neuronal intranuclear inclusion disease (NIID) was established based 

on skin biopsy (Figure 2A, B) and genetic testing. 

Occipital cortical enhancement may be a diagnostic clue for NIID in patients with reversible 

encephalopathy episodes [1]. 
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Figure legend 

Figure 1. Brain MRI findings of an NIID patient during encephalopathy-like 

episode.  

(A, arrow) Diffusion-weighted images showing high signals along the 

corticomedullary junction; the corresponding ADC images also show similar findings 

(B, arrow). 

(C, arrow) Post-contrast MRI showing enhanced lesions distributed in the left 

occipital lobe cortex and no enhancement in the right occipital lobe cortex. 

(D, arrow) Post-contrast MRI showing enhanced lesions distributed in the right 

occipital lobe cortex and no enhancement in the left occipital lobe cortex. 
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Figure 2: Skin biopsy findings 

(Figure 2A, arrow): Immunostaining showed p62-positive intranuclear inclusions in 

sweat gland cells(×400). 

(Figure 2B, arrow): Immunostaining showed ubiquitin-positive intranuclear inclusions 

in sweat gland cells(×400). 
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