
RESIDENT
& FELLOW
SECTION

Section Editor
John J. Millichap, MD

Sanjay Hettige, MBBS
Monica Badve, MBBS,

FRACP
Manisha Narasimhan,

MBBS, MRCP,
FRACP

Lynette Masters, MBBS
(Hons), FRACP,
FRANZCR

Shu Wang, MBBS

Correspondence to
Hettige:
sanjay.hettige@gmail.com

Download teaching slides:
Neurology.org

Teaching NeuroImages:
Extensive cortical involvement in
Creutzfeldt-Jakob disease

A 53-year-old alcoholic man presented with
a 2-day history of worsening confusion. Initial
examination showed appendicular hypertonia with
multifocal arrhythmic asynchronous myoclonic
jerks suggestive of cortical myoclonus occurring
spontaneously intermittently and stimulus sensi-
tive, with exaggerated deep tendon reflexes and
extensor plantars. MRI brain demonstrated low-
grade restricted diffusion affecting the entire cere-
bral cortex (figure 1), sparing the subcortical gray
matter and cerebellum.1 T1-weighted imaging and
fluid-attenuated inversion recovery sequences
showed mild cerebral atrophy. 14-3-3 protein test-
ing was positive and generalized slowing was dem-
onstrated on EEG.2 Changes consistent with
Creutzfeldt-Jakob disease (CJD) were found on
histopathology (figure 2). The patient had no risk
factors for familial, new variant, or iatrogenic CJD.
Sporadic CJD was the final diagnosis.
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Figure 1 MRI brain

(A–F) Low-grade restricted diffusion (white arrows) affecting the cerebral cortex. (G, H) Mild cerebral atrophy seen on
fluid-attenuated inversion recovery images.
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Figure 2 Microscopic histopathology

(A) Frontal cortex with spongiform change consistent with Creutzfeldt-Jakob disease. The underlying white matter (WM) is
unaffected (hematoxylin & eosin,320). (B) Frontal cortex with positive immunohistochemical staining for anti-prion antibody
(clone 12F10, 320). GM 5 gray matter; S 5 sulcus.

e92 Neurology 89 August 22, 2017

ª 2017 American Academy of Neurology. Unauthorized reproduction of this article is prohibited.



DOI 10.1212/WNL.0000000000004258
2017;89;e91-e92 Neurology 

Sanjay Hettige, Monica Badve, Manisha Narasimhan, et al. 
: Extensive cortical involvement in Creutzfeldt-Jakob diseaseImagesTeaching Neuro

This information is current as of August 21, 2017

Services
Updated Information &

 http://n.neurology.org/content/89/8/e91.full
including high resolution figures, can be found at:

Supplementary Material

 258.DC1
http://n.neurology.org/content/suppl/2017/08/21/WNL.0000000000004
Supplementary material can be found at: 

References
 http://n.neurology.org/content/89/8/e91.full#ref-list-1

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

Subspecialty Collections

 http://n.neurology.org/cgi/collection/prion_disease
Prion disease; see Infections/prion

 http://n.neurology.org/cgi/collection/prion
Prion

 http://n.neurology.org/cgi/collection/dwi
DWI
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 © 2017 American Academy of Neurology. All 

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

http://n.neurology.org/content/89/8/e91.full
http://n.neurology.org/content/suppl/2017/08/21/WNL.0000000000004258.DC1
http://n.neurology.org/content/suppl/2017/08/21/WNL.0000000000004258.DC1
http://n.neurology.org/content/89/8/e91.full#ref-list-1
http://n.neurology.org/cgi/collection/dwi
http://n.neurology.org/cgi/collection/prion
http://n.neurology.org/cgi/collection/prion_disease
http://www.neurology.org/about/about_the_journal#permissions
http://n.neurology.org/subscribers/advertise

