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Rare Dementia Service
• Working Age Dementia Service (WADS), covering 

Birmingham (but not Solihull) – diagnosed and case managed 
all under 65s with degenerative amnesic conditions

• There is now a Memory Assessment Service covering 
diagnostics, in Birmingham and Solihull

• Community teams have taken over the care co-ordination of 
under 65s with dementia on Care Programme Approach

• The Rare Dementia Service care co-ordinates people with 
rare dementias, nearly all of whom are under 65.  This is 
because members of WADS were seen to have particular 
experience with these dementias, particularly Fronto -
Temporal Dementia (FTD)



Our team
• 2 nurse care co-ordinators (1 + 0.7 staff)
• 2 clinical psychologists (1 + 0.4 staff)
• 1 associate specialist (psychiatrist) – Dr Williams, under 

supervision of consultant Dr Bentham (0.5 staff)
• 1 occupational therapist
• 2 support workers, one (0.8 staff) who can do one-to-one 

work as well as groupwork, and one (0.2 staff) who 
assists in groupwork

• Speech and language therapist (0.2 staff)
• Physiotherapist (0.2 staff)



Definitions 

• Rare Dementia: low prevalence illness. “Which is generally recognised as being 
fewer than 5 per 100,000 in the community” 

• Working Age Dementia: a dementia illness diagnosed before the person is 65 
(sometimes called “early onset”, “pre-senile”, not to be confused with EARLY STAGE)    



What is “rare dementia”?
• A “rare” illness is one experienced by 

fewer than 5 in 100,000 people
• Typically the delay between presentation 

and diagnosis is longer when people have 
rare illnesses.

• Rare dementias are not Alzheimer’s, 
vascular, mixed, Lewy Body or alcohol-
related dementias



What are they then?
• The biggest sector is fronto-temporal dementia (FTD)
• We also work with familial Alzheimer’s, where there is a 

genetic link
• There are unusual forms of Alzheimer’s, such as PCA, which 

are considered rare dementias
• Movement disorders like progressive supranuclear palsy, 

motor neurone disease, multiple sclerosis, cortico-basal 
degeneration

• Leukodystrophies
• CADASIL (a progressive vascular illness)
• HIV, syphilis, Huntingdon’s – however, these have other 

teams to care co-ordinate them



People under 65 with dementia
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Rita Hayworth (October 17, 1918 – May 14, 1987)��Rita Hayworth's drinking problem confused her family, friends, colleagues—and even doctors—who were unable to immediately recognize Alzheimer's disease. "For several years in the 1970s, she had been misdiagnosed as an alcoholic."��"It was the outbursts," said her daughter, "She'd fly into a rage. I can't tell you. I thought it was alcoholism-alcoholic dementia. We all thought that. The papers picked that up, of course. You can't imagine the relief just in getting a diagnosis. We had a name at last, Alzheimer's! Of course, that didn't really come until the last seven or eight years. She wasn't diagnosed as having Alzheimer's until 1980. There were two decades of hell before that."��Rita Hayworth lapsed into a semicoma in February 1987. She died a few months later on May 14 at age 68 of Alzheimer's disease in her Manhattan apartment.��"Rita Hayworth was one of our country's most beloved stars," said President Ronald Reagan, who had been an actor at the same time as Hayworth and who would himself fall victim to Alzheimer's Disease. "Glamorous and talented, she gave us many wonderful moments on stage and screen and delighted audiences from the time she was a young girl. In her later years, Rita became known for her struggle with Alzheimer's disease. Her courage and candor, and that of her family, were a great public service in bringing worldwide attention to a disease which we all hope will soon be cured. Nancy and I are saddened by Rita's death. She was a friend who we will miss. We extend our deep sympathy to her family."[��One of the major fund raisers for the Alzheimer's Association is the annual Rita Hayworth Gala, held in New York City and Chicago, Illinois. Hayworth's daughter, Yasmin Aga Khan, has been the hostess for these events and a major sponsor of Alzheimer's Disease charities and awareness programs. Since 1985 they have raised more than US$42 million for the Association.[47] The film I Remember Better When I Paint (2009) features a stirring interview with Hayworth's daughter describing how her mother took up painting while struggling with Alzheimer's and produced beautiful works of art.��Sugar Ray Robinson (born Walker Smith Jr., May 3, 1921 – April 12, 1989)��He was diagnosed with diabetes mellitus that was treated with insulin.[50] In Robinson's last years, he was diagnosed with Alzheimer's disease.[50] He died in Los Angeles at the age of 67��Harold Wilson - James Harold Wilson, Baron Wilson of Rievaulx, KG, OBE, FRS, PC (11 March 1916 – 24 May 1995)��On 16 March 1976, Wilson surprised the nation by announcing his resignation as Prime Minister (taking effect on 5 April 1976). He claimed that he had always planned on resigning at the age of sixty, and that he was physically and mentally exhausted. As early as the late 1960s, he had been telling intimates, like his doctor Sir Joseph Stone (later Lord Stone of Hendon), that he did not intend to serve more than eight or nine years as Prime Minister. Roy Jenkins has suggested that Wilson may have been motivated partly by the distaste for politics felt by his loyal and long-suffering wife, Mary.[4] Beyond this, by 1976 he might already have been aware of the first stages of early-onset Alzheimer's disease, which was to cause both his formerly excellent memory and his powers of concentration to fail dramatically.��Not long after Wilson's retirement, his mental deterioration from Alzheimer's disease began to be apparent, and he did not appear in public after 1988 when he unveiled the Clement Attlee statue at Limehouse Library. He died from colon cancer and Alzheimer's Disease in May 1995, aged 79.�
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Figure 1. Causes of Dementia In Younger People (Harvey, 1998)
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Types of dementia in under 65s populations 
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Types of dementia AD accounts for approximately a third of cases of dementia in younger people – small proportion will experience an atypical form of AD, or genetically based one. However, even sporadically, AD will affect a younger person differently because of the psychological impact of having an illness typically associated with older age when you may work, and have a dependent family, or have child care responsibilities for grandchildren.  Note that is probably incorrect due to age – fast moving field developmentally. New diagnostic criteria. Probably underestimation of people with alcohol related dementia     Other causes – demyelinating illnesses, autoimmune disorders  Going to concentrate on this group of people – people with  FTDs. Spectrum of illnesses whose pathology originates in the front parts of the brain, and include the frontal and temporal lobes. Typically, but not exclusively a younger population.    



Working Age Dementia Impact  

• COGNITIVE (memory, understanding, planning)

• INTERPERSONAL / BEHAVIOURAL (social inappropriateness, risk)

• MOVEMENT (in some cases, like MND or Parkinson’s)

• COMMUNICATION / LANGUAGE / SENSORY (word-finding 
problems)

• MOOD / NON-COGNITIVE (may appear depressed, agitated, 
anxious)
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Summarise the symptomatology before a focus on FTD:Cognition – memory only one aspect of disability.These illnesses can have a devastating impact on behaviour and interpersonal function – BvFTD is described as a behavioural disorder rather than disorder of memory. Frist symptoms typically expressed as change in personality and social function than memory complaints, and memory can be spared on tests of cognition.Many younger people with dementia often experience forms of movement disorder, such as in the case of Huntingtons disease, or PSP (Dudley Moore), parkinsonism. Cortico-basbal degeneration In the case of some FTD’s, people lose ability to express themselves verbally – aphasia or lose ability to understand what is being said to them  - semantic dementia. Other people have other sensory loss as in the atypical form of AD, PCA, which impacts of ability of brain to make sense of information coming through the eyes, thus rendering people functionally blind.Aside from psychological impact of these experiences, rarer forms of dementia can impact of mood function, so people can experience labile mood, or apathy (drive, will being affected). Also , we meet some people who experience very fixed  thinking, not delusions as occur in context of cognitive impairment, but involvement of the basal ganglia can produce symptoms akin to positive symptoms of schizophrenia, related to altered dopaminergic transmission (similar mechanism proposed in schizophrenia)            Issue arounds         



Fronto-Temporal Dementias: 
A spectrum of illnesses

• Behavioural variant FTD (BvFTD)

• Primary Progressive aphasias (difficulties producing and 
understanding speech) 

I. Progressive non-fluent aphasia
II. Semantic dementia 
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Not a unitary illness – so why FTD, but spectrum of illnesses all involving pathology in the front parts of the brain, namely frontal and  temporal lobes.BvFTD – orbitofrontal involvement – impacts on social cognition, theory of mind – holding other perspectives in mind. Planning / organising.    Language centres in frontal lobes – PNFA – speech production severely affected, but comprehension intact. Conversley, people with semantic dementia cannot understand meaning of speech but can produce without difficulty.   Logopenic Ad is a form of AD (pathology – plagues and tangles) but disproportionally affecting language. Other FTd types dementia’s -  defective TAU proteins – FTd with parkinsonism.CBD – balance, movement, speech difficulties, muscle control.PSP -  Mobility, Balance, behaviour, eyes and eye lid movements, later speaking and swallowing, concentration, forgetfulness 



Language variant forms of FTD

Clinical subtype Common symptoms

Progressive non-fluent aphasia Expressive language difficulties with 
effortful, halting speech and grammar 
errors 

Semantic dementia Loss of knowledge of word and object 
meaning, difficulty finding words



BvFTD: Clinical Features
Rascovsky et all (2011) Brain, 134(9):2456-77

• Disinhibition – acting inappropriately or riskily

• Apathy / inertia – no motivation or drive

• Loss of empathy – inconsiderate, unfeeling, hurtful behaviour

• Perseverative / compulsive behaviour – repeated phrases or actions

• Hyperorality – “mouthing” things,  cramming, sweet tooth

• Dysexecutive neuropsychological profile – problems with planning



AD and BvFTD compared

Alzheimer’s disease BvFTD

Presenting features Cognitive change Behavioural , personality change 

Cognitive features 1. Memory impairment
2. Language difficulties
3. Spatial disorientation

1. Concreteness of thought
2. Impaired problem solving
3. Difficulty “shifting sets” 

Social interactions Preserved social skills Impaired social awareness and skills 

Insight Maintained Disrupted

Mood and Emotion Often anxious, worried, concerned, Unconcerned, blunted, lacking 
empathy
?depression 



Person Centered Perspectives
(Tom Kitwood) 

PERSON with dementia

Person with  DEMENTIA 

D = NI + PH + B + SP

• NI = Neurological Impairment
• PH = Physical Health
• B  = Biography (life story)
• SP = Social Psychology 



Maslow’s Hierarchy of Needs 
(Maslow, 1943)



Psychological needs of people with dementia  



Differing needs of younger 
people with dementia

• May have a job
• May need benefits, advice, advocacy
• More likely to drive
• May have dependent children
• More energy 
• More risks
• Do not “feel old”



Needs
• Timely and accurate diagnosis
• Evidence-based treatment
• Information and advice
• Social welfare 
• Social connectedness 
• Carer support



RDS interventions
• Medic reviews
• CPA care co-ordination
• Occupational therapy (productivity, self-care and 

leisure), physiotherapy, speech and language
• Psychology interventions
• Monitoring
• Advocacy/liaison with other agencies
• Carer support
• Groupwork



Fictionalised case study - Jim
• Male aged 47
• Physically well and vigorous
• Behaviour change
• No insight
• Repetitive, stereotyped behaviours
• Driving impulsive and dangerous



Jim (contd.)
• Independent in ADLs
• Persuaded to stop driving – accepted
• Drug use – had been abstinent
• Inappropriate behaviour in public places
• Police
• Psychiatry referral
• Diagnosis of behavioural variant 

fronto-temporal dementia (BvFTD)



Jim (contd.)
• No pharmacological treatment for 

condition
• Some evidence for pharmacological 

management of impulsiveness – was tried
• Risk assessment – increasing risks
• No insight = no mental capacity?
• High level of carer stress



Jim (contd.)
• Needed supervision during the day
• Carer in trouble at work
• Required social care package – but what?
• Risks severe, likely to increase further
• Day centre tried - unsuccessful
• Family not able to cope



Jim (contd.)
• Arrested.  
• Some one-to-one monitoring provided
• Monitoring could not prevent the high-risk 

situations occurring
• Crisis eventually reached
• No availability of suitable safe placement
• Admission under Mental Health Act 
• Care home



How to refer
• RDS takes most of its referrals from the 

Memory Assessment Service
• Referrals to MAS are via Single Point of 

Access.  Pan-Birmingham and Solihull 
Mental Health Assessment Referral Form.

• If somebody already has a diagnosis but 
you wish them to be care co-ordinated by 
RDS, refer to SPOA
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