
UC San Diego
UC San Diego Previously Published Works

Title
CBD diagnostic criteria: exclusions as important as inclusions

Permalink
https://escholarship.org/uc/item/3px4j65b

Journal
Journal of Neurology Neurosurgery & Psychiatry, 94(4)

ISSN
0022-3050

Authors
Litvan, Irene
Lang, Anthony E
Armstrong, Melissa

Publication Date
2023-04-01

DOI
10.1136/jnnp-2022-330564

Copyright Information
This work is made available under the terms of a Creative Commons Attribution License, 
availalbe at https://creativecommons.org/licenses/by/4.0/
 
Peer reviewed

eScholarship.org Powered by the California Digital Library
University of California

https://escholarship.org/uc/item/3px4j65b
https://creativecommons.org/licenses/by/4.0/
https://escholarship.org
http://www.cdlib.org/


328 J Neurol Neurosurg Psychiatry April 2023 Vol 94 No 4

PostScript

Christopher J Record ‍ ‍ ,1 Menelaos Pipis ‍ ‍ ,1 
Roy Poh,2 James M Polke ‍ ‍ ,2 Mary M Reilly ‍ ‍ 1

1Department of Neuromuscular Diseases, UCL Queen 
Square Institute of Neurology, London, UK
2Neurogenetics Laboratory, UCL Queen Square Institute 
of Neurology, London, UK

Correspondence to Professor Mary M Reilly, 
Department of Neuromuscular Diseases, UCL Queen 
Square Institute of Neurology, London, WC1N 3BG, UK; ​
m.​reilly@​ucl.​ac.​uk

Acknowledgements  MMR is grateful to the 
Medical Research Council (MRC MR/S005021/1), 
the National Institutes of Neurological Diseases and 
Stroke and Office of Rare Diseases (U54NS065712 and 
1UOINS109403-01 and R21TROO3034), Muscular 
Dystrophy Association (MDA510281) and the Charcot 
Marie Tooth Association (CMTA) for their support. 
The INC (U54NS065712) is a part of the NCATS 
Rare Diseases Clinical Research Network (RDCRN). 
This research was also supported by the National 
Institute for Health Research University College London 
Hospitals Biomedical Research Centre (MMR). Part of 
this research was made possible through access to the 
data and findings generated by the 100,000 Genomes 
Project. The 100,000 Genomes Project is managed by 
Genomics England Limited (a wholly owned company 
of the Department of Health and Social Care). The 
100,000 Genomes Project is funded by the National 
Institute for Health Research and NHS England. 
The Wellcome Trust, Cancer Research UK and the 
Medical Research Council have also funded research 
infrastructure. The 100,000 Genomes Project uses data 
provided by patients and collected by the National 
Health Service as part of their care and support.

Contributors  CJR: study design, acquisition, analysis 
and interpretation of data and drafting of manuscript. 
MP, RP, JMP: acquisition, analysis and interpretation of 
data and revision of manuscript. MMR: study design 
and revision of manuscript.

Funding  CJR was supported by an MRC strategic 
award to establish an International Centre for Genomic 
Medicine in Neuromuscular Diseases (ICGNMD) MR/
S005021/1 and the National Institutes of Neurological 
Diseases and Stroke and Office of Rare Diseases 
(U54NS065712).

Competing interests  None declared.

Patient consent for publication  Not applicable.

Ethics approval  This study involves human 
participants and was approved by London Queen 
Square Research Ethics Committee (REC No.: 09/
H0716/61). Participants gave informed consent to 
participate in the study before taking part.

Provenance and peer review  Not commissioned; 
externally peer reviewed.

© Author(s) (or their employer(s)) 2023. No commercial 
re-use. See rights and permissions. Published by BMJ.

To cite Record CJ, Pipis M, Poh R, et al. J Neurol 
Neurosurg Psychiatry 2023;94:327–328.

Received 30 August 2022
Accepted 17 October 2022
Published Online First 14 November 2022

J Neurol Neurosurg Psychiatry 2023;94:327–328.
doi:10.1136/jnnp-2022-330223

ORCID iDs
Christopher J Record http://orcid.org/0000-0002-9802-​
2683
Menelaos Pipis http://orcid.org/0000-0003-0511-6515
James M Polke http://orcid.org/0000-0002-9091-7132

Mary M Reilly http://orcid.org/0000-0003-0686-905X

REFERENCES
	1	 Fridman V, Bundy B, Reilly MM, et al. CMT subtypes 

and disease burden in patients enrolled in the inherited 
neuropathies Consortium natural history study: a 
cross-sectional analysis. J Neurol Neurosurg Psychiatry 
2015;86:873–8.

	2	 Rowland JS, Barton DE, Taylor GR, et al. A comparison 
of methods for gene dosage analysis in HMSN type 1.  
J Med Genet 2001;38:90–5.

CBD diagnostic criteria: 
exclusions as important 
as inclusions

We enjoyed reading the publication by Koga 
et al on ‘Neuropathology and emerging 
biomarkers in corticobasal syndrome’1 but 
would like to clarify their statement that 
‘subsequent clinicopathological studies have 
shown that the sensitivity and specificity of 
the Armstrong criteria are suboptimal’. It is 
critical to emphasise that part of the subop-
timal accuracy in the cited Alexander et al2 
study was due to a failure of those authors to 
apply the specified Corticobasal degenera-
tion (CBD) exclusionary criteria.3 The speci-
ficity of the CBD criteria would have greatly 
improved had the authors2 used biomarkers 
to exclude Alzheimer’s disease, as originally 
proposed.3 In fact, the CBD set of clinical 
diagnostic criteria was the first to propose 
the use of several biomarkers to exclude 
not only Alzheimer but also frontotemporal 
dementia associated with TDP43 in atypical 
parkinsonian disorders.3

Unfortunately, in our original publica-
tion, the exclusionary criteria for CBD 
were only included in the legend of a 
figure, which may have led to errors in 
their use.3 As shown in other publications, 
the CBD criteria are extremely specific,4 
but insufficiently sensitive. We are 
currently working on refining the criteria 
to improve its sensitivity.
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Thymectomy and disease 
duration in non-thymomatous 
acetylcholine receptor 
antibody-positive myasthenia 
gravis: a single-centre, cross-
sectional study

INTRODUCTION
Myasthenia gravis (MG) is an autoantibody-
mediated disorder of the neuromuscular 
junction. Autoantibody against the acetyl-
choline receptor (AChR-Ab) is detected 
in 80% of MG patients, and its produc-
tion is associated with thymic follicular 
hyperplasia (TFH) and germinal centres 
in the thymus. In non-thymomatous 
AChR-Ab positive MG (AChR-MG), the 
therapeutic effect of thymectomy has 
been demonstrated.1 Although thymec-
tomy is generally performed on patients 
with short disease duration, few studies 
have directly evaluated the impact of 
disease duration on the therapeutic effect 
of thymectomy. In addition, it is unclear 
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