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A 15-year-old boy with a maternal family history of “optic neuropathy” presented with acute
flaccid paralysis in both upper limbs. Cervical MRI demonstrated longitudinally extensive T2
lesions, with significant enhancement of the anterior gray matter. Typical “snake-eye” ap-
pearance was observed in the follow-upMRI 1month later (Figure). Analysis of bloodmt-DNA
revealed a homoplasmic m.14495T>C mutation, confirming the diagnosis of Leber hereditary
optic neuropathy (LHON). Idebenone 900 mg/d was given to him, and he recovered com-
pletely 3 months later.

Spinal cord involvement was rare in LHON.1 The enhancement pattern in this case mimicked
spinal cord infarction rather than demyelinating diseases.2

Figure Spinal Cord MRI

MRI in the acute phase demonstrated a longitudinally extensive T2 hyperintensity lesion extending from the lowermedulla
oblongata to the thoracic level (A, B, arrows) and a linear strip corresponding to the anterior gray matter after gadolinium
enhancement (C, D, arrows). MRI in the recovery phase demonstrated the pencil-like T2 hyperintensity on sagittal views
corresponding with the “snake-eye” appearance on axial planes (E, F, arrows), without any enhancement (G, H).

From the Department of Neurology (B.Z., Y.S., Y.Q.Z.), Qilu Hospital of Shandong University (Qingdao), Cheeloo College of Medicine, Shandong University, Qingdao, Shandong; and
Research Institute of Neuromuscular and Neurodegenerative Diseases and Department of Neurology, Qilu Hospital, Cheeloo College of Medicine, Shandong University, Jinan, China.

Go to Neurology.org/N for full disclosures. Funding information and disclosures deemed relevant by the authors, if any, are provided at the end of the article.

MORE ONLINE

Teaching slides

links.lww.com/WNL/
B757

468 Copyright © 2022 American Academy of Neurology

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

mailto:czyan@sdu.edu.cn
https://n.neurology.org/lookup/doi/10.1212/WNL.0000000000013320
http://links.lww.com/WNL/B757
http://links.lww.com/WNL/B757


Study Funding
The authors report no targeted funding.

Disclosure
The authors report no disclosures relevant to the manuscript.
Go to Neurology.org/N for full disclosures.

References
1. Alves C, Goldstein A, Teixeira SR, et al. Involvement of the spinal cord in primary

mitochondrial disorders: a neuroimaging mimicker of inflammation and ischemia in
children. AJNR Am J Neuroradiol 2021;42(2):389-396.

2. Zalewski NL, Rabinstein AA, Krecke KN, et al. Characteristics of spontaneous
spinal cord infarction and proposed diagnostic criteria. JAMA Neurol 2019;
76(1):56-63.

Appendix Authors

Name Location Contribution

Bing Zhao,
MD

Department of Neurology,
Qilu Hospital of Shandong
University (Qingdao)

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

Yuan Sun,
MD

Department of Neurology,
Qilu Hospital of Shandong
University (Qingdao)

Analysis and interpretation of
data

Appendix (continued)

Name Location Contribution

Yong Qing
Zhang, MD

Department of Neurology,
Qilu Hospital of Shandong
University (Qingdao)

Major role in the acquisition of
data

Chuanzhu
Yan, MD,
PhD

Department of Neurology,
Qilu Hospital of Shandong
University (Qingdao)

Study concept or design

Subspecialty Alerts by E-mail!

Customize your online journal experience by signing up for e-mail alerts related to your subspecialty or area of interest. Access
this free service by clicking on the “My Alerts” link on the home page. An extensive list of subspecialties, methods, and study
design choices will be available for you to choose from—allowing you priority alerts to cutting-edge research in your field!

Online Learning for Everyone

No matter your career stage, interest, or learning style, the AAN has a wide variety of convenient online CME, self-assessment,
and other learning activities to suit your needs. From bite-sized learning opportunities to self-assessment programs, help pre-
paring you for the boards or continuing certification, or on-demand access to popular AAN conferences, the AAN has you
covered. Visit AAN.com/Learn today.

Submit Your Work to Neurology® Neuroimmunology & Neuroinflammation

Neurology® Neuroimmunology & Neuroinflammation, edited by Josep Dalmau, MD, PhD, FAAN, wants to review your research
for publication! This online-only, open-access journal publishes rigorously peer-reviewed reports of research in this area
affecting the full range of neurologic diseases. The journal’s Impact Factor is 8.485.

Learn how to prepare and submit your manuscript at: NPub.org/NNAuthors

Neurology.org/N Neurology | Volume 98, Number 11 | March 15, 2022 469

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

https://n.neurology.org/lookup/doi/10.1212/WNL.0000000000013320
http://neurology.org/n


DOI 10.1212/WNL.0000000000013320
2022;98;468-469 Published Online before print January 11, 2022Neurology 

Bing Zhao, Yuan Sun, Yong Qing Zhang, et al. 
Cord Lesion Mimicking Spinal Cord Infarction

Teaching NeuroImage: Leber Hereditary Optic Neuropathy With Longitudinal Spinal

This information is current as of January 11, 2022

Services
Updated Information &

 http://n.neurology.org/content/98/11/468.full
including high resolution figures, can be found at:

References
 http://n.neurology.org/content/98/11/468.full#ref-list-1

This article cites 2 articles, 1 of which you can access for free at: 

Citations
 http://n.neurology.org/content/98/11/468.full##otherarticles

This article has been cited by 2 HighWire-hosted articles: 

Subspecialty Collections

 http://n.neurology.org/cgi/collection/transverse_myelitis
Transverse myelitis

 http://n.neurology.org/cgi/collection/mri
MRI

 http://n.neurology.org/cgi/collection/mitochondrial_disorders
Mitochondrial disorders

 http://n.neurology.org/cgi/collection/all_spinal_cord
All Spinal Cord
following collection(s): 
This article, along with others on similar topics, appears in the

  
Permissions & Licensing

 http://www.neurology.org/about/about_the_journal#permissions
its entirety can be found online at:
Information about reproducing this article in parts (figures,tables) or in

  
Reprints

 http://n.neurology.org/subscribers/advertise
Information about ordering reprints can be found online:

rights reserved. Print ISSN: 0028-3878. Online ISSN: 1526-632X.
1951, it is now a weekly with 48 issues per year. Copyright © 2022 American Academy of Neurology. All 

® is the official journal of the American Academy of Neurology. Published continuously sinceNeurology 

http://n.neurology.org/content/98/11/468.full
http://n.neurology.org/content/98/11/468.full#ref-list-1
http://n.neurology.org/content/98/11/468.full##otherarticles
http://n.neurology.org/cgi/collection/all_spinal_cord
http://n.neurology.org/cgi/collection/mitochondrial_disorders
http://n.neurology.org/cgi/collection/mri
http://n.neurology.org/cgi/collection/transverse_myelitis
http://www.neurology.org/about/about_the_journal#permissions
http://n.neurology.org/subscribers/advertise

