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Disclosures 

• I have nothing to 

declare 

• I will try not to use too 

many medical 

terminologies 



Outline 

1. What is corticobasal degeneration (CBD) 

2. Management 



THE STORIES OF 3 PEOPLE 



Case 
72 year-old right-handed widowed man 

Timeline Story 

5 years ago Presented with executive dysfunction (planning and 

multitasking difficulties) and some short-term memory 

difficulties. Normal neurological examination. 

2-4 years He was stable over the subsequent years. Moved to a 

retirement home. 

1-2 years Started to have difficulties with walking – had difficulties 

standing, complained of weakness on 1-side and 

slowness. Neurological examination revealed weakness 

on the left side in a “stroke-like” pattern and 

stiffness/rigidity. He was slow with his thinking and 

movements – not due to the weakness. 

Passed away from a pneumonia 



Case 
65 year-old right-handed married man  

Timeline Story 

4 years ago Developed word-finding difficulties; appeared to 

“stutter” when tried to say a word 

3 years ago Developed slowness and stiffness – mainly on the right 

side, shuffled when he walks 

2.5 years ago Developed weakness on the right-side of the body in a 

“stroke-like” pattern over time 

1 year Unable to ambulate; is depenendent on others for his 

day-to-day care; marked rigidity and spasticity in the 

arms and legs 



Case 
62 year-old left-handed woman 

Timeline Story 

4 years ago Developed visuospatial difficulties – could not find 

things in front of her, having problems 

navigating/finding her way in familiar places 

3 years ago Found it difficult to read as the letters appear to jump 

around the page; when reaching for items, could not 

“see” them and would miss 

1 year ago Started to “ignore” the left side of her body; started to 

use her right hand more. Neurological examination 

revealed visuospatial difficulties, mild rigidity and 

asymmetric parkinsonism, and mild “stroke-like” 

pattern of weakness on her left side 



What Do These Cases Have in Common? 

Their final diagnosis: 

Corticobasal Degeneration 



But They All Seem Different… 

• All cases started differently 

• All cases had different symptoms 

• But all cases had some similar features 

• Yet, they are all caused by corticobasal 

degeneration (CDB)….so what it is? 



What is Corticobasal Degeneration (CBD)? 

Cortico Basal Degeneration + 

Involvement of the cortex 

(thinking part of the brain; 

dysfunction causes 

cognitive impairment & 

dementia) 

Involvement of the basal 

ganglia (movement of the 

body; dysfunction causes 

lack of movement 

(Parkinson’s disease) or 

too much movement 

(Huntington’s disease) 

Atrophy* or 

shrinkage of the 

brain 

* 



Epidemiology of CBD 

• Incidence (new cases) 

– 1/100 000* per year 

• Age Distribution 

– Range usually 40 – 80 years 

old 

• Gender distribution 

– No clear difference between 

women and men – both are 

equally affected 

• Environmental Risk Factors 

– None known 

• Duration of disease/ 

symptom progression 

– 3 to 15 years 

• Genetics 

– Some have mutation in MAPT 

gene (chr 17) or PGRN (chr 

17) 

*population of Peterborough 



Classic Presentation of CBD 

Asymmetric 

rigidity 

(parkinsonism) 

Apraxia 

(inability to 

perform the 

learned motor 

programming of 

tasks) 

+ 
Alien limb 

(a limb – arm or 

leg – is 

perceived as 

not belonging to 

the same 

person) 

Myoclonus 

(spontaneous 

jerking of a 

muscle) 

+ + 



Classic Presentation of CBD 

Asymmetric 

rigidity 

(parkinsonism) 

Apraxia 

(inability to 

perform the 

learned motor 

programming of 

tasks) 

+ 
Alien limb 

(a limb – arm or 

leg – is 

perceived as 

not belonging to 

the same 

person) 

Myoclonus 

(spontaneous 

jerking of a 

muscle) 

+ + 

Unfortunately, this is not the most common 

presentation and thus making a diagnosis can be 

challenging 



Difficulties to Diagnose CBD 

• First described in 1967 in 

3 persons with the 

disorder 

• Over the next 50 years, 

there has been an 

evolving knowledge of 

this disorder 



Difficulties to Diagnose CBD 

• Which came first? 

Parkinsonism? 

 

Cognitive impairment? 

 

• Initially, it was thought that 

parkinsonism came first and 

cognitive disorders was not 

common 





Difficulties to Diagnose CBD 
Cortico 

Involvement of the cortex 

(thinking part of the brain; 

dysfunction causes 

cognitive impairment & 

dementia) 

Since the brain has many functions (above), 

CBD can present/start with difficulty in a 

single cognitive domain and evolve over time. 



How to Diagnose CBD 
Back to Basics 

Cognitive/Thinking Features Motor Features 



Cognitive Symptoms of CBD 

• Executive dysfunction 

– Planning and multitasking 

difficulties 

• Behavioural changes 

– Disinhibition, hypersexual, 

apathetic, antisocial 
Frontal Lobe 



Cognitive Symptoms of CBD 

• Apraxia 

– “not knowing how to do it” 

• Cortical sensory loss 

– Inability to recognize objects based on touch 

eventhough sensation is normal (stereognosis) 

– Inability to recognize written figures on hand 

(graphesthesia) 

– Inability to recognize one side of the body 

(extinction) 
Parietal Lobe 



Cognitive Symptoms of CBD 

• Alien limb phenomenon 

– “limb has a mind of it’s own” 

– “this [hand] does not belong to 

me” 



Cognitive Symptoms of CBD 

• Short-term memory 

loss (similar to 

Alzheimer’s disease) 

Temporal Lobe 



Cognitive Symptoms of CBD 

• Language – 

progressive aphasia 

(non-fluent subtype) 

– Word-finding difficulties 

(anomia) 

– Pronouciation difficulties 

(oral apraxia) 

– Loss of grammar 

Left Hemisphere 



Cognitive Symptoms of CBD 

• Visuospatial impairment 

– Presentation similar to 

PCA (simultanagnosia, 

optic ataxia, ocular 

apraxia) 

Parietal & Occipital Lobes 



Motor Features of CBD 
• Parkinsonism 

– Asymmetric – one side is more 

affected than the other 

– Tremor is not commonly seen 

– Most persons do not respond to 

levodopa, a Parkinson's 

medication) 

• Small minority there is a 

transient response 

• Bradykinesia (overall 

slowness) 



Clarification: 

Parkinsonism is NOT Parkinson’s Disease 
Parkinsonism 

Describes a collection of symptoms that include rigidity 

(stiffness), bradykinesia (slow movement), 

balance/posture changes, tremor 

Parkinson’s 

disease 
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Medications 

(antipsychotics, 

antiemetics) 
Strokes 

Corticobasal 

Degeneration 

Progressive 

Supranuclear 

Palsy 

Multiple 

System 

Atrophy 



CBD Compared to Other Parkinsonian Disorders 



Motor Features of CBD 

• Eye movement changes 

– (Figure to the left) 

– Slow to start an eye 

movement but the speed 

(velocity is normal) 

• Dysphagia (difficulty 

swallowing) 

– Usually occurs as the 

disease progresses 

 

right left 

Task: 

Move eyes to 

the right 

2 variables to measure: 

1. Time it takes to act on the 

task 

2. Time it takes for the eye 

to move from midposition 

to the right 



Motor Features of CBD 

 

• Myoclonus (intermittent muscle 

jerks) 

– Stimulus sensitive  

• Dystonia (abnormal co-

contractions of muscle groups) 

– Usually affecting the arm 

• Upper motor neuron findings 

(motor stroke symptoms 

except not sudden in onset) 

 



How To Determine If CBD 

• Timing of symptoms 

– What started first, then 

second, then third etc. 

• Follow-up and 

evolution over time 

 



CBD vs AD 
Corticobasal 

Degeneration 

Alzheimer’s Disease 

Primary cognitive 

symptom 

• Language (loss of 

words) 

• Praxis 

Short-term memory loss 

Motor/physical 

symptoms 

Parkinsonism (slowness, 

asymmetric) 

None 

Tremor None None 



Imaging Features of CBD 
Normal Corticobasal 

Degeneration 

Alzheimer’s Disease 

Asymmetric atrophy 

(shrinkage) of 1 

hemisphere 

Usually hippocampal 

(memory structures) 

atrophy 



Is There A Cure? 

Unfortunately…no 



Treatment 
Cortical/Cognition 

• Activity 

Basal/Motor 

• Parkinson’s medications 

(levodopa) 

– Titrate to high doses (1200 

mg per day) 

• Physiotherapy 

• Occupational therapy 



SUMMARY 



Epidemiology of CBD 

• Incidence (new cases) 

– 1/100 000* per year 

• Age Distribution 

– Range usually 40 – 80 years 

old 

• Gender distribution 

– No clear difference between 

women and men – both are 

equally affected 

• Environmental Risk Factors 

– None known 

• Duration of disease/ 

symptom progression 

– 3 to 15 years 

*population of Peterborough 



Clinical Features of CBD 

Cognitive/Thinking Features Motor Features 



Cortical Symptoms of CBD 
• The “A’s” 

– Apraxia 

• “not knowing how to do it” 

– Aphasia (non-fluent subtype) 

• Word-finding difficulties (anomia) 

• Pronouciation difficulties (oral 

apraxia) 

• Loss of grammar 

– Alien limb phenomenon 

• “limb has a mind of it’s own” 

• “this [hand] does not belong to me” 

• Visuospatial impairment 

– Presentation similar to PCA 

• Cortical sensory loss 

– Inability to recognize objects based 

on touch eventhough sensation is 

normal 

• Executive dysfunction 

– Planning and multitasking difficulties 

• Behavioural changes 

– Disinhibition, hypersexual, apathetic, 

antisocial 



Motor Features of CBD 
• Parkinsonism 

– Asymmetric – one side is more 

affected than the other 

– Tremor is NOT commonly seen 

– Most persons do not respond to 

levodopa, a Parkinson's 

medication) 

• Small minority there is a 

transient response 

• Bradykinesia (overall slowness) 

• Eye movement changes 

– Slow to start an eye movement 

but the speed (velocity is normal) 

 

• Myoclonus (intermittent muscle jerks) 

– Stimulus sensitive  

• Dystonia (abnormal contractions of 

muscle groups) 

– Usually affecting the arm 

• Gait changes 

– Shuffling gait with reduced arms 

swing, as seen in Parkinson's 

disease 

• Dysphagia (difficulty swallowing) 

• Upper motor neuron findings (motor 

stroke symptoms except not sudden in 

onset) 



Treatment 
Cortical/Cognition 

• Activity 

Basal/Motor 

• Parkinson’s medications 

(levodopa) 

– Titrate to high doses (1200 

mg per day) 

• Physiotherapy 

• Occupational therapy 



Thank You 


