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            Abstract
Corticobasal degeneration (CBD) is a rare, progressive neurodegenerative disorder with onset in the 5th to 7th decade of life. It is associated with heterogeneous motor, sensory, behavioral and cognitive symptoms, which make its diagnosis difficult in a living patient. The etiology of CBD is unknown; however, neuropathological and genetic evidence supports a pathogenetic role for microtubule-associated protein tau. CBD pathology is characterized by circumscribed cortical atrophy with spongiosis and ballooned neurons; the distribution of these changes dictates the patient's clinical presentation. Neuronal and glial tau pathology is extensive in gray and white matter of the cortex, basal ganglia, diencephalon and rostral brainstem. Abnormal tau accumulation within astrocytes forms pathognomonic astrocytic plaques. The classic clinical presentation, termed corticobasal syndrome (CBS), comprises asymmetric progressive rigidity and apraxia with limb dystonia and myoclonus. CBS also occurs in conjunction with other diseases, including Alzheimer disease and progressive supranuclear palsy. Moreover, the pathology of CBD is associated with clinical presentations other than CBS, including Richardson syndrome, behavioral variant frontotemporal dementia, primary progressive aphasia and posterior cortical syndrome. Progress in biomarker development to differentiate CBD from other disorders has been slow, but is essential in improving diagnosis and in development of disease-modifying therapies.


Key Points

                	
                  Corticobasal degeneration (CBD) is associated with neuronal and glial tau pathology (including astrocytic plaques) in gray and white matter of the cortex, basal ganglia, diencephalon and rostral brainstem

                
	
                  The most common clinical presentation of CBD is asymmetric progressive rigidity and apraxia with limb dystonia and myoclonus, termed corticobasal syndrome

                
	
                  CBD pathology can be found in patients with Richardson syndrome (the most common clinical presentation of progressive supranuclear palsy), behavioral variant frontotemporal dementia and primary progressive aphasia

                
	
                  The underlying pathology in corticobasal syndrome can be Alzheimer disease, progressive supranuclear palsy, frontotemporal lobar degeneration or Pick disease; corticobasal syndrome is not, therefore, a specific phenotype of CBD

                
	
                  Given the remarkable clinical heterogeneity of CBD and poor accuracy of diagnosis in living patients, the findings of studies based on non-autopsy-confirmed cases should be interpreted with caution

                
	
                  Current efforts to improve the diagnostic accuracy of CBD include imaging and cerebrospinal fluid biomarkers, as well as genome-wide association studies

                


              



            
                
                    

    
        
            
                
                Access through your institution
            
        

        
            
                
                    Buy or subscribe
                
            

        
    



                
            


            
                
                    
                

            

            
                
                
                
                
                    
                        This is a preview of subscription content, access via your institution

                    

                    
                

                

                Access options

                


                
                    
                        
                            

    
        
            
                
                Access through your institution
            
        

        
    



                        

                        

    
        
        

        
        
            
                
                Access through your institution
            
        

        
            
                Change institution
            
        

        
        
            
                Buy or subscribe
            
        

        
    



                    
                

                
    
    Subscribe to this journal
Receive 12 print issues and online access
$209.00 per year
only $17.42 per issue

Learn more


Rent or buy this article
Prices vary by article type
from$1.95
to$39.95
Learn more


Prices may be subject to local taxes which are calculated during checkout



  

    
    
        
    Additional access options:

    	
            Log in
        
	
            Learn about institutional subscriptions
        
	
            Read our FAQs
        
	
            Contact customer support
        



    

                
                    Figure 1: The distinct histological lesions of CBD and PSP visualized with tau immunohistochemistry.[image: ]


Figure 2: Patterns of gray matter loss in groups of patients with autopsy-confirmed CBD but different clinical syndromes.[image: ]
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