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Bright tongue sign in Pompe disease

Figure

Brain MRI

Sagittal T1 MRI of the brain shows abnormal diffuse T1 hyperintensity of the tongue musculature.

A 38-year-old man was referred for progressive gait difficulty. A brain MRI was obtained as part of his workup
prior to referral. Upon review of the brain MRI—reported normal by the radiologist—the tongue looked
bright on the T1 sequence (figure). Investigation revealed that he had Pompe disease. Bright tongue sign is
well-known in patients with bulbar amyotrophic lateral sclerosis but also can be seen in other neuropathies or
myopathies that can affect the tongue muscle. Attention to abnormalities of the tongue, even on nondedicated
brain MRI studies, may help neurologists with the diagnosis.1
Chafic Karam, MD
From The University of North Carolina at Chapel Hill. Dr. Karam is currently with the Oregon Health & Science University, Portland.
Study funding: No targeted funding reported.
Disclosure: C. Karam serves as deputy editor, WriteClick®, and has received consulting fees from Lundbeck and honorarium from
Nufactor for speaking engagements. Go to Neurology.org for full disclosures.
Correspondence to Dr. Karam: chafickaram@gmail.com
1.

Dubrovsky A, Corderi J, Lin M, Kishnani PS, Jones HN. Expanding the phenotype of late-onset Pompe disease: tongue
weakness: a new clinical observation. Muscle Nerve 2011;44:897–901.

Get Connected. Stay Connected.
Connect with the American Academy of Neurology’s popular social media channels to stay up-todate on the latest news and breakthroughs in neurology, and network with peers and neurology
thought leaders. Visit AAN.com/Connect.

© 2016 American Academy of Neurology

401

ª 2016 American Academy of Neurology. Unauthorized reproduction of this article is prohibited.

Bright tongue sign in Pompe disease
Chafic Karam
Neurology 2016;86;401
DOI 10.1212/WNL.0000000000002321
This information is current as of January 25, 2016
Updated Information &
Services

including high resolution figures, can be found at:
http://n.neurology.org/content/86/4/401.full

References

This article cites 1 articles, 0 of which you can access for free at:
http://n.neurology.org/content/86/4/401.full#ref-list-1

Citations

This article has been cited by 1 HighWire-hosted articles:
http://n.neurology.org/content/86/4/401.full##otherarticles

Subspecialty Collections

This article, along with others on similar topics, appears in the
following collection(s):
All Neuromuscular Disease
http://n.neurology.org/cgi/collection/all_neuromuscular_disease
MRI
http://n.neurology.org/cgi/collection/mri
Muscle disease
http://n.neurology.org/cgi/collection/muscle_disease

Permissions & Licensing

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

Reprints

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

Neurology ® is the official journal of the American Academy of Neurology. Published continuously since
1951, it is now a weekly with 48 issues per year. Copyright © 2016 American Academy of Neurology. All
rights reserved. Print ISSN: 0028-3878. Online ISSN: 1526-632X.

