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Figure 1 Brain CT

Brain CT showed mild bilateral caudate atrophy and anterior horn dilation of lateral ventricles (A, arrows) compared
with an age-matched normal control (B).

A 59-year-old woman presented at age 48 years with abnormal hand movements, which became

generalized 1 year later, along with a clumsy gait. Two years later, severe apathy and minor ° Video

auditory hallucinations ensued. Her father died undiagnosed with involuntary movements at

age 82 years, and 2 of her 6 sisters have also had a similar clinical picture. Neurologic exami- Teaching slides
nation revealed generalized chorea and an unusual dystonic gait pattern remarkably similar to links ww.com/WNL/

the hobby horse gait, described in DYT-TUBB4A (DYT-4), which is characterized by a toe B930
walking stiff-legged and skipping gait' (Video 1). Walking backward improved the gait. Di-

agnostic workup revealed acanthocytes and mild caudate atrophy (Figure 1). A pathogenic 46
CTG/CAG repeat expansion on the JPH3 gene allowed the diagnosis of Huntington
disease-like 2, an autosomal dominant Huntington disease phenocopy characterized by chorea,

dystonia, and parkinsonism.2 This case expands underlying conditions recognized to cause the

HHG (please see the Supplement, links.Ilww.com/WNL/ B931).

Acknowledgment
The authors thank the patient and family for their kind cooperation during the study.

Study Funding
No targeted funding reported.

From the Movement Disorders Center, Department of Neurology, University of Sdo Paulo, Sdo Paulo, Brazil.

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.

Copyright © 2022 American Academy of Neurology 1031

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


mailto:thiagogguimaraesneurologia@gmail.com
mailto:thiagogguimaraesneurologia@gmail.com
http://links.lww.com/WNL/B931
https://n.neurology.org/lookup/doi/10.1212/WNL.0000000000200603
links.lww.com/WNL/B930
links.lww.com/WNL/B930

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

Publication History
Received by Neurology October 17, 2021. Accepted in final form
March 10, 2022. Submitted and externally peer reviewed. The handling
editor was Whitley Aamodt, MD, MPH.

Appendix Authors

Name Location Contribution
Thiago Universidade de Sdo Conception and design;
Gongalves Paulo, Sdo Paulo, SP, acquisition, analysis, and

Guimaraes, MD BR

interpretation of data; literature
review; drafting of the manuscript
and critical revision; supervision;
and final approval

Jacy Bezerra
Parmera, MD,

PhD

Universidade de Sdo
Paulo, Sdo Paulo, SP,
BR

Conception and design; acquisition,
analysis, and interpretation of data;
literature review; drafting of the
manuscript and critical revision;
supervision; and final approval

Appendix (continued)

Name

Location

Contribution

Egberto Reis

Universidade de Sao

Critical revision; supervision; and

Barbosa, MD, Paulo, Sdo Paulo, SP, final approval

PhD BR

Monica S. Universidade de S&o  Critical revision; supervision; and
Haddad, MD Paulo, S&o Paulo, SP, final approval

BR

Rubens Gisbert

Universidade de Séo

Conception and design;

Cury, MD, PhD  Paulo, Sdo Paulo, SP, acquisition, analysis, and
BR interpretation of data; literature
review; drafting of the manuscript
and critical revision; supervision;
and final approval
References

1.

Wilcox RA, Winkler S, Lohmann K, Klein C. Whispering dysphonia in an Australian
family (DYT4): a clinical and genetic reappraisal. Mov Disord. 2011;26(13):

2404-2408.

Ferreira-Correia A, Anderson DG, Cockcroft K, Krause A. The neuropsychological
deficits and dissociations in Huntington Disease-Like 2: a series of case-control
studies. Neuropsychologia 2020;136:107238.

Online Learning—When You Need It

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—available 24/7! From bite-sized learning opportunities to self-assessment
programs, preparation help for the boards or continuing certification, or on-demand access to popular AAN conferences, the
AAN has what you need when you need it. Visit AAN.com/Learn today.

Disputes & Debates: Rapid Online Correspondence

The editors encourage comments on recent articles through Disputes & Debates:

Access an article at Neurology.org/N and click on “MAKE COMMENT” beneath the article header.

Before submitting a comment to Disputes & Debates, remember the following:

Disputes & Debates is restricted to comments about articles published in Neurology within 6 months of issue date, but the
editors will consider a longer time period for submission if they consider the letter a significant addition to the literature
Read previously posted comments; redundant comments will not be posted
Your submission must be 200 words or less and have a maximum of 5 references; the first reference must be the article on

which you are commenting
You can include a maximum of S authors (including yourself)

1032

Neurology |

Volume 98, Number 24 | June 14, 2022

Neurology.org/N

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


https://n.neurology.org/lookup/doi/10.1212/WNL.0000000000200603
http://neurology.org/n

Neurology

Teaching Video Neurol mage: Peculiar Hobby Hor se Gait in Huntington Disease-like 2
Thiago G. Guimaraes, Jacy Bezerra Parmera, Egberto Reis Barbosa, et al.
Neurology 2022;98;1031-1032 Published Online before print April 6, 2022

DOI 10.1212/WNL.0000000000200603

Thisinformation iscurrent asof April 6, 2022

Updated Information &
Services

References

Subspecialty Collections

Permissions & Licensing

Reprints

including high resolution figures, can be found at:
http://n.neurol ogy.org/content/98/24/1031.full

This article cites 2 articles, 0 of which you can access for free at:
http://n.neurol ogy.org/content/98/24/1031.ful l#ref-list-1

This article, along with others on similar topics, appearsin the
following collection(s):

All Cognitive Disorder s/Dementia
http://n.neurology.org/cgi/collection/all_cognitive_disorders_dementia
Chorea

http://n.neurology.org/cgi/collection/chorea

Dystonia

http://n.neurol ogy.org/cgi/collection/dystonia

Gait disorderdataxia
http://n.neurology.org/cgi/collection/gait_disorders ataxia
Huntington's disease
http://n.neurology.org/cgi/collection/huntingtons_disease

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

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

Neurology ® isthe official journal of the American Academy of Neurology. Published continuously since
1951, it isnow aweekly with 48 issues per year. Copyright © 2022 American Academy of Neurology. All
rights reserved. Print ISSN: 0028-3878. Online ISSN: 1526-632X.

AMERICAN ACADEMY OF

NEUROLOGY.



http://n.neurology.org/content/98/24/1031.full
http://n.neurology.org/content/98/24/1031.full#ref-list-1
http://n.neurology.org/cgi/collection/all_cognitive_disorders_dementia
http://n.neurology.org/cgi/collection/chorea
http://n.neurology.org/cgi/collection/dystonia
http://n.neurology.org/cgi/collection/gait_disorders_ataxia
http://n.neurology.org/cgi/collection/huntingtons_disease
http://www.neurology.org/about/about_the_journal#permissions
http://n.neurology.org/subscribers/advertise

