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Table 1 JHHFZIT S 4172 Corticobasal syndrome O JF K8 & Z DBHEE.

e et () LIRHERM &t
Boeve Hodges  Josephs McMonagle  Alladi Shelley Ling Lee Snowden  Rohrer (50) (%)
CBD 18 7 10 11 6 6 5 14 6 1 84 46.7
AD 1 6 6 5 9 30 16.7
PSP 6 10 1 6 5 1 29 16.1
FTLD-TDP 1 2 2 5 1 1 12 6.7
¥y 795 2 1 3 1 7 3.9
CJD 3 1 4 2.2
MAPT 72 % 2 2 1.1
PD 2 2 1.1
MTA 1 0.6
RAE 5 5 2.8
DLDH 2 1 1 4 2.2
SEBIE DGR 34 9 21 19 12 12 21 40 7 5 180 100.0

CBD: corticobasal degeneration, AD: Alzhelimer’s disease, PSP: progressive supranuclear palsy, FTLD-TDP: frontotemporal lobar
degeneration characterized by TDP-43 immunoreactive inclusions, TDP-43: transactive response DNA-binding protein of 43 kDa, CJD:
Creutzfeldt-Jakob disease, MAPT: microtubule-associated protein tau, PD: Parkinson’s disease, MTA: multisystem tauopathy without
argyrophilia, DLDH: demential lacking distinctive histology.
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Abstract

Differential diagnosis of corticobasal syndrome (CBS) and its biomarkers

Takahiko Tokuda, M.D., Ph.D."

YDepartment of Molecular Pathobiology of Brain Diseases, Kyoto Prefectural University of Medicine

Corticobasal degeneration (CBD) was initially thought to represent a clinicopathological entity, but recent studies
have shown its considerable clinicopathological heterogeneity. Thus, the constellation of the findings initially considered
characteristic of CBD is now named “corticobasal syndrome” (CBS), while the term “CBD” is used for the
histopathological disorder. Multiple phenotypes associated with CBD pathology and multiple diseases associated with
CBS, the latter of which are called “CBD mimickers,” make the correct diagnosis of these conditions on the basis of only
clinical symptoms and signs difficult. Therefore, the development of specific biomarkers for diagnosing each causative
disease of CBS is extremely important. Abnormal accumulations of the microtubule-associated tau protein are found in
both neurons and glia, and CBD is thus considered one of the tauopathies. Although some studies have measured total
and phosphorylated tau in the CSF of patients with CBS, their results are inconclusive. Disease-specific truncation and/
or phosphorylation of tau protein and its fragments in the CSF would be a promising biomarker candidate; however, its
effectiveness still needs to be confirmed by further studies. Progress in biomarker development to differentiate CBD
from CBD mimickers has been slow, but it is essential to improve diagnostic accuracy and to develop disease-modifying
therapies.

(Clin Neurol 2013;53:1033-1035)
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