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AD; Alzheimer disease, CBD; corticobasal degeneration, CBS; corticobasal syndrome, CJD; Creutzfeldt-Jakob disease,

CSF1R; colony-stimulating-factor 1 receptor, FTLD; frontotemporal lobar degeneration, LRRK2; leucine-rich repeat

kinase 2, MAPT; microtubule associated protein tau, PD; Parkinson disease, PET; positron emission tomography,
PGRN; progranulin, PSP; progressive supranuclear palsy, TDP43; TAR DNA binding protein-43 kDa.
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Clinical aspects of corticobasal syndrome

Takayoshi Shimohata, M.D., Ph.D."” and Masatoyo Nishizawa, M.D., Ph.D."”

"Department of Neurology, Brain Research Institute, Niigata University

Corticobasal degeneration (CBD) is a distinct neurodegenerative disorder characterized by neuronal and glial
accumulation of abnormal tau protein. The core characteristic clinical features of the disorder include progressive
asymmetric akinetic-rigid syndrome with apraxia. Pathological examinations of patients presenting such clinical
presentations have indicated that several proteinopathies, including tauopathies, amyloidopathies, TDP-opathies,

a-synucleinopathies, and prionopathies may underlie the same clinical phenotype. Because of this considerable
clinicopathologic heterogeneity, experts use the term corticobasal syndrome (CBS) for patients with a clinical diagnosis
of CBD, and reserve CBD for those whose conditions have been diagnosed on the basis of neuropathological analyses. In
this review, we have focused on the clinical aspects of CBS, including its clinical presentation, diagnostic criteria, and

pathological backgrounds.

(Clin Neurol 2013;53:1023-1025)
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