Dementias in people with a
Learning Disability

A twenty-first century challenge






Incidence per 100,000

early onset dementia Scotland, 1974-88

Probable Possible VaD
AD AD
40-44 1.4 3.1 3.5
45-49 8.1 11.9 53
50-54 27.6 42.8 12.9
55-59 39.7 69.1 27.3
60-64 37.8 80.4 50.7




ID epidemiology

Varies widely from country to country
Mostly prevalence of 1-3%
Moderate, severe & profound only 0.3%

UK 150,000 with moderate — profound,
1,000,000 with mild ID

Incidence stable for DS

— Was rising, but TOP for DS has halted this

Mortality DS
— 1900 age 9
— 1983 age 25, 1996 age 49, now mid-fifties



ID & dementia

e Dementia 3-4Xx more common in ID versus
general population of similar age

 Down syndrome
— All >40 have AD-type neuropathology
— >50 Incidence of 18% per year
— >50 prevalence of 40%
— 7,500 DS >50 in UK at present
—> 1,400 DS + AD per year
— 2.3 per 100,000 per year

— Compared to 1.5 per 100,000 per year
probable AD in general population



ID & Dementia

Bulk of early onset dementia occurs in ID
population

Currently 25% people with DS survive to
62 years

Survival of people with DS & AD only just
over 2 years

Increasing DS life expectancy will increase
dementia incidence

Increasing survival of DS & AD will
Increase dementia prevalence



| Have ADLD!

| can'lt get enough attention!
Mystery Diagnosis!
In a few years, they may

have you/me hgured out!
=0 far this 13 what yvoull have. ..

Bipolar ADD Stupiditis
Tourette's SPD Jokeilis



Dementia diagnosis

Establish baseline cognition
Establish baseline health/function
Show cognitive decline AND health
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Diagnostic pathway in DS
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Diagnostic tools

CAMDEX-DS

Glasgow depression scale
DCR-ICD-10/DC-LD
AAMR-Adaptive Behaviour Scales
Townsend scale



CAMDEX-DS

Informant interview to identify presence or not of a
deterioration in cognitive and functional abilities

Structured assessment to identify possible causes for
observed decline

Cognitive assessment to identify specific problems and
to track changes over time (CAMCOG-DS)

Diagnostic criteria for dementia and other disorders
Summary of advice if dementia present



Glasgow Depression Scale

20-item Likert self-report scale
16-1tem parallel informant version

Cut-off score of 13 gives 96% sensitivity &
90% sensitivity

Informant version highly correlated




DCR-ICD-10/DC-LD

o AXis | — ID severity (ICD-10 categories)
 Axis Il — ID aetiology (ICD-10 categories)

« Axis Il — Additional psychiatric disorders
present



AAMR-Adaptive Behaviour Scales

e Part 1:

e Nine Domains:

1.Independent functioning
2.Physical Development
3.Economic Activity

4.Language Development
5.Numbers & Time
6.Prevocational/Vocational Activity
7.Self-Direction

8.Responsibility

9.Socialization



AAMR-Adaptive Behaviour Scales

e Part 2:

 Seven Domains
1.Social Behaviour
2.Conformity
3.Trustworthiness
4.Stereotyped & Hyperactive Behaviour
5.Self-Abusive Behaviour
6.Social Engagement
7.Disturbing Interpersonal Behaviour



Townsend scale

Cut your own toe-nails?

Wash all over or bathe?

Get on a bus?

Go up and down stairs?

Do the heavy housework?

Shop and carry heavy bags®?
Prepare and cook a hot meal?
Reach an overhead shelf?

Tie a good knot in a piece of string?






Differential diagnoses

e |ID
— Low 1Q
— Adaptive abnormalities

e But also
— Increased prevalence of mental disorders
— Increased prevalence of physical disorders
— ‘premature ageing’ common
— Increased prevalence of age-related disorders



Sydney adult ID population
health problems

Major problem 46% 2.5 pp
Minor problem 54% 2.9 pp
Known 58% 3.1pp
Unknown 42% 2.3 pp
Managed OK  49% 2.7 pp

Not Rx OK 51% 2.7 pp



IASSID recommendations

Dental checks 3-6 monthly

Eye/hearing screening at 45yrs & 5 yrly
Nutrition - weight, intake Ax

Epilepsy - yearly review

Thyroid, GORD, H pylori, osteoporosis
screening

Medication - 3 monthly review
Immunisation - ensure + Hep B
Exercise - 30 minutes/day



Problems

Carer data unreliable

Communication with people with LD
Sensory impairments +/- poor mobility
No measures of ‘disability’ only ‘need’
Can be ‘healthy’ but ‘disabled’

No self-perceived health/QoL measures



User-led health themes

 Hygiene/self-care
e Diet
« Activities



An example

e 45 year old woman with Down syndrome

e 1 year increasing confusion
— Forgetting names
— More withdrawn & lacking interest
— Some disruption of sleep
— ADLs not quite so good
— Urinary incontinence
— Some faecal incontinence



Case (cont)

e Clinical psychology ambivalent — some

evidence of decline, especially in social
skills

 Examination — no focal signs or
cardiovascular problems

e Blood tests all OK



What happened next

Further history from another carer
iIndicated longer term faecal incontinence
problems & UTIs

District nurse involved
— Faecal continence improved

Fewer UTIs

Cognitive abllities & social skills returned
to previous level



And later

* Followed up at 3 months, 6 months & 1
year — all OK

* Not quite so good at 18 months

* Repeat clinical psychology at 2 years
suggests decline

* Probable dementia — but happy & major
risks of cholinesterase treatment

e At 3 years significantly worse & at risk of
nursing home — starts treatment



Baseline health

e Diet
e Physical activity
e Continence

* Functional ability




Specialist medical service

« Cognitive +/- behavioural changes with no
changes In health

— Probable dementia

— Check for medical contra-indications Iif
considering cholinesterase inhibitors

 Changes from baseline health
— Any physical contributors?

— General assessment unless clear evidence
for specialist referral



Who to refer to?

e GP

— Some have special interest

— Many feel untrained to do this
e General physician

— If you can find one

— No specific training
« Geriatrician

— Experienced In physical/mental health
assessment

— But no specific training
— Clinics with people usually 80+ years old






Treatments

e Supportive
— Communication
— Environment
— Future care planning

 Pharmacological
— Reducing/stopping drugs
— Cholinesterase inhibitors



Cautions —comparing ChEls

Donepezil Rivastigmine | Galantamine
Arrhythmias Arrhythmias Gl upset
Asthma, Asthma, Weight loss
COPD COPD Asthma,

BMI < 20 COPD

Renal Electrolyte
Impairment abnormalities
Seizures Heart failure




Adverse effects—comparing ChEls

Donepezil Rivastigmine | Galantamine
Gl upset Gl upset Gl upset
Muscle cramps | Weight loss Weight loss
Urinary Syncope Syncope
Incontinence | Syeating Fever

Low K+
Ml

Dehydration




Yellow cards —comparing ChEls
whole population April 2006

Donepezil Rivastigmine | Galantamine
1727 AEs, 50 |517 AEs, 10 365 AEs, 11
fatal in 9 years |fatal in 8 years |fatal in 5.5
12,000 Rx- 3,700 Rx-2005 |Years
2005 5,500 Rx-2005
CNS 342 CNS 95 (18%) |CNS 83 (23%)
(20%) Gl 43 (12%)

Gl 279 (16%)
CVS 144 (8%)

Gl 96 (18%)
CVS 41 (8%)

CVS 22 (6%)




What to worry about

e Donepezil

— Nil specific, but if it goes wrong, more likely to be
fatal (?longer half-life)

e Rivastigmine
— Renal impairment
— ?worse Gl profile

o Galantamine
— Better Gl tolerability

— Electrolyte imbalances (diuretics & ACEIS)
— Fatal AEs intermediate (? Reflects half-life)



Significant medical conditions
- CVS

e Aortic stenosis - mean gradient >
20mmHg

loud (3+/6) systolic murmur or
radiation to carotids

e arrnythmia

bradycardia (<50 bpm), sick sinus
syndrome

e syncope
1/3 of syncopal falls not reported



Significant medical conditions
neurological

e Seizures - common in ID especially
with advanced dementia

e Parkinsonism - NB SSRI's



Significant functional
abnormalities

 Urinary or faecal incontinence or
nocturia > x2

e History of fall in last 6 months



A twenty-first century challenge

Commonest context of early-onset
dementia

Demanding diagnostic process

Complexity of physical & mental health
problems

Increased risks of adverse treatment
effects



