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forums, sharing/networking sessions and any other 
educational presentation made as part of the 2017 
HDSA Convention program is for informational use 

only. 

HDSA encourages all attendees to consult with their 
primary care provider, neurologist or other healthcare 

provider about any advice, exercise, medication, 
treatment, nutritional supplement or regimen that 

may have been mentioned as part of any 
presentation. 
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OBJECTIVES

ÅLearn basic mechanism of cognitive decline in HD

ÅRecognize common symptoms of cognitive decline

ÅReview strategies to manage cognitive symptoms 



Overview of Huntingtonôs Disease

Å Huntingtonôs disease (HD) is a hereditary, 

neurodegenerative/neuropsychiatric disorder

ïNeurodegenerative = progressive, worsening of 

symptoms over time

Å age of onset:  main peak, around 30-40s, although it can 

occur at any age

Å No cure but we know a lot about the disease

ï Inherited, autosomal dominance pattern

ïMutant Huntingtin protein (mHTT) 

ïmHTT located on the short arm of chromosome 4

ïPolyglutamine repeat disorder (CAG)



Cardinal Features of Huntingtonôs 

disease

Å3 Môs

ïMood (Psychiatric disorders)

ïMovements (involuntary, abnormal)

ïMemory

ÅClinical diagnosis is usually made by motor 

symptoms



Cognitive Symptoms in HD

Å Has been well characterized in the various stages of HD as 

well as in the prodrome before the motor diagnosis is given

ïcan be evident up to 15 years prior to the motor 

diagnosis

ïResearch has suggested that cognitive and behavioral 

changes place the greatest burden on families

Åhighly associated with functional decline

Åcan be predictive of institutionalization

Å Cognitive decline is associated with biological markers

ïbrain atrophy

ïcirculating levels of brain-derived neurotrophic factors



What is dementia?

Å Dementia:  degenerative disorder involving the compromise of 

multiple domains of cognition

ï Can be distinguished from:

ÅNormal variation of forgetting, normal from typical aging

ÅConfusion/delirium

Å Delirium:  an acute mental disturbance characterized by confused 

thinking and disrupted attention usually accompanied by disordered 

speech and hallucinations, can fluctuate

ï Infections

ï Electrolyte disturbances

ï Medication induced

ï Intoxication

ï hospitalizations



Cognitive Features of HD

ÅCognitive Decline in HD is different than 

Alzheimerôs Disease (AD)

ÅMemory decline in HD comes from the subcortical 

structures of the brain being affected and from the 

cortical structures in AD

ÅBoth types of dementia can cause impairments in 

memory, reasoning and judgement



Cognitive Features of HD

Å Is differentiating the cortical/subcortical dementias 

important?  Maybe?éOr not?

ïMay help with prognosis or predicting future 

symptoms

ïQuestion targeting memory medications

ïProblem ïHD could have some elements of 

both subcortical and cortical problems?

ÅAtrophy of both areas

ÅConnections of cortical to subcortical areas



Some Differences between Subcortical (e.g. 

Huntingtonôs and Parkinsonôs diseases) and Cortical 

dementias (e.g. Alzheimerôs)

SUBCORTICAL CORTICAL

Change in personality Less change in personality

Slower thought processes, right 
answer

Normal speed, wrong answer

Language is affected later Language is found early, word finding 
difficulty, understand what people 
are saying

Speech may be slurred/slowed but 
accurate

Normal speech but inaccurate

Less severe changes in memory More changes in memory

Recall can be benefited by cues Recall cannot be benefited by cues

Learning is slowed/disorganized but 
able to learn new info

Rapid forgetting, cannot learn new 
info



Cognitive Symptoms of HD

ÅImpacts a number of areas of function:

ïMemory and learning

ïPerceptual skills

ïExecutive functioning

ïLanguage and communication

ïSelf Awareness and Insight



LEARNING AND MEMORY

ÅLearning:  gaining knowledge or skills through 

experience, study, or by being taught

ïOften involves combining multiple sources of 

information

ÅMemory:  The ability to retrieve previously learned 

information

ïRecognition vs free recall

ÅRecognition:  ability to ñrecognizeò an event 

or piece of information as being familiar

ÅRecall:  retrieval of related details placed 

into long term memory



LEARNING AND MEMORY

ïExplicit vs implicit long term memory

ÅExplicit : information that you have to 

consciously work to remember

ïnames, dates, formulas for school, phone 

numbers, ATM numbers, etc.

ï2 types of explicit memory

» Episodic ïevents, what you did 

yesterday

» Semantic ïgeneral knowledge, 

names, concepts, facts


