Karen Watchman Intellectual disability JDC July/August 2017
Dying well with an intellectual disability and dementia?
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As people with intellectual disability increasingly survive into old age, more are susceptible to
age-related health conditions including diseases that result in dementia. Previously, most adults
with an intellectual disability, particularly those with Down’s syndrome, would not have lived to
an age where death associated with dementia was considered an issue, whereas now adults with
Down'’s syndrome may live beyond 60 years of age. Consequently, we now know of the
increased prevalence of dementia among people with Down’s syndrome, with estimates
suggesting that approximately 60-75% of those older than 60 will be affected by dementia
(Prasher et al 2017).

Many palliative care and end-of-life needs of adults with an intellectual disability and dementia
are similar to those of the general population without an intellectual disability. Such similarities
include the need for pain detection and management, identifying dementia as a terminal
condition, more effective end-of-life care planning, and inclusion in the decision-making process
(Marie Curie Cancer Care 2015). But the onset of dementia as a complicating factor does create
some significant challenges for practitioners which may not be present when working with

people who do not have an intellectual disability.

At a recent international summit on intellectual disability and dementia, we identified three areas
where the added complexity of advanced dementia warrants particular attention around end-of-
life services in people with an intellectual disability. These areas were ascertainment of advanced

stage of dementia, place of care, and active support. All three issues are discussed here so as to



show the particular practice challenges that arise when someone with dementia also has an

intellectual disability.

Two of these priority issues are pertinent to the dementia care field, for whom people ageing
with an intellectual disability are a relatively new client group, while the third is an issue for
intellectual disability services whose typical way of working and associated good practice
initiatives are focused on self-determination and fostering autonomy across the lifespan. There is
potential here for shared learning among palliative, older persons’ care, and intellectual disability
services with the aim of improved outcomes and mitigating undue pain or suffering. If
differences in end-of-life care needs and provision are not recognised, this can negatively impact
the wish for a “good death”.

Expertise in the field of intellectual disability and advanced dementia is rare and our summit
offered a series of recommendations including ongoing exchange of experiences and skills across
professions, development of tools and scales that facilitate understanding of the progression of
dementia, and more equitable access to palliative care and hospice services with increased and
timely referral. We also recommended that intellectual disability services increased

understanding of the fundamental dementia-related needs which complicate end-of-life care.

Intellectual disability is synonymous with learning disability as used in the UK, but we talk about
intellectual disability because that is the internationally accepted standard. Adults with Down’s
syndrome generally make up 10-15% of the adult intellectual disability population and have the

greatest risk for Alzheimer’s disease.

Ascertainment

The first area of difference we identified is ascertainment of approaching end of life. Where
someone has an intellectual disability, it is particularly hard to determine whether they have
progressed to an advanced stage of dementia along with the possibility of death in the immediate
future (McCallion et al 2017).

Deciding what stage a dementia has reached in the general population is typically based on
measuring the impairment of self-directed daily activities (Cordell et al 2013, Holmerova et al

2016). But this is not always the case for people with intellectual disability as many may have a



pre-existing lack of independence in basic activities of daily living. This means that any
decisions to change care due to advanced dementia must be informed by a more robust
assessment of progression, one which signals a shift to the end-of-life phase of advanced

dementia.

The first question is whether the individual has progressed to a point where dementia is shutting
down bodily systems so that death is imminent. The second question is whether we can
objectively determine this point. Instruments such as the Functional Assessment Staging Tool
(FAST) (Reisberg 1988) may typically be used for this purpose. The FAST tool measures
functional deterioration, originally in people with Alzheimer’s disease but now more widely, in
moderate to severe dementia at a point when standard tests can no longer identify the subtlety in
changes. It has seven scales from stage 1 (“normal”) to stage 7 (“severe dementia”) with stage 6
(“moderately severe dementia”) typically being the stage at which names are forgotten and

increased assistance is required.

But the use of such a tool with people who have an intellectual disability poses challenges as
many would inherently meet the criteria for stage 6 of the FAST even without dementia, making
progression to advanced dementia difficult to verify. They can have difficulty localising
discomfort, pain, and other changes even before onset of dementia and their ability to self-report
becomes more limited as dementia advances. The FAST may have utility for some individuals,
but only if it is complemented with a clinical assessment that distinguishes between lack of
function attributable to intellectual disability and that which may be attributed to dementia.
Given the difficulty in using the FAST and lacking an intellectual disability-specific equivalent,
the Prognostic Indicator Guidance contained in the Gold Standard Framework (Royal College of
General Practitioners 2011) could offer an alternative means of ascertaining that adults with an
intellectual disability might be nearing the end of life. This includes the “surprise question”:
“Would you be surprised if this patient were to die in the next few months, weeks, days?” The
answer remains an intuitive one, pulling together a range of comorbidity, social, and other
factors that give a whole picture of deterioration. If you would not be surprised, then measures
should be considered to improve the patient’s quality of life now and preparation made for

possible further decline. It also recognises the impact of significant life changes such as a move



to a care home or experiencing a loss or bereavement, factors which may be subtler in their effect

and harder to identify in people with intellectual disability.

Clinical assessment is a necessary component of ascertainment as it helps to identify other
conditions that may be contributing to decline that may be life-threatening. While this is
recognised as crucial for all people with advanced dementia (Alzheimer Scotland 2015), there
are known health conditions associated with ageing and intellectual disability that often mimic or
overshadow progression of dementia and confound the measures. New-onset seizures, for
example, may occur in adults with Down’s syndrome and contribute to rapid functional decline
(Lott et al 2010).

A study in the south-west of England found that 42% of deaths among people with intellectual
disabilities (not all with dementia) were considered premature and not anticipated, with a
reasonable expectation that the person would have lived for at least one more year (Heslop et al
2013). Part of the problem is that many practitioners in dementia or older persons’ care are
uninformed about the range of conditions that can compromise health and function in older
adults with intellectual disability (and especially those with Down syndrome) and so may miss
causes of decline other than dementia. Given such diagnostic overshadowing, clinical assessment
should also look carefully for these other factors, which may be confused with advanced

dementia, and the correct treatment given to prevent premature death.
Place of care

Options for providing care will vary and will be dependent on living arrangements, which, along
with other pre-existing circumstances, can be another point of difference with dementia more
generally. As dementia onset often happens at a younger age among people with Down’s
syndrome than among adults in general, many remain living with parents or siblings. Given that
the average age of onset for people with Down’s syndrome is early 50s, their parents may find
themselves with increased caring responsibilities at a time when they themselves are at the
highest risk of dementia (Hodapp et al 2016).

So remaining in the family home may be a big challenge when older parents are the carers. When
siblings become the primary carers, often because of the frailty or death of their parents, a



different set of issues arises. They may be in their 40s or 50s with other responsibilities such as
child care and employment. In the general population, most dementia carers are a child or spouse
of the person with dementia (Brodaty & Donkin 2009), but this is not the case for people with
intellectual disabilities and dementia where there is a marked difference in the average age of

carers and their relationship to the person concerned.

Although most people with intellectual disability in the UK and USA live with a family member,
other places of care include shared accommodation with peers who have an intellectual
disability, individuals living by themselves with outreach support, or increasingly with a partner
or spouse who will also require support in their own right after a diagnosis of dementia in their
partner. Support may be given by social care staff, inexperienced in dementia care, who have
been employed to assist independent living and ensure people have ongoing choice and control
over their lives rather than to adapt support for health and cognitive decline .

In such situations, advanced dementia-related physical care can be problematic, as the same staff
are now faced with having to provide more extensive personal care. This requires care providers
to rethink how they train staff to support people who have a terminal illness, wherever their
home may be. For many people who live in shared group homes, paid carers have the same
functions as family (Forbat & Service 2002). Yet, frequently they do not have legal authority for

decision making, despite their long-term and detailed knowledge of the adult they support.

Increasingly in the UK, we are seeing a residential or nursing care home for older people as place
of care for someone with Down’s syndrome, often unplanned and in a crisis situation. , Here,
the resident with Down’s syndrome and dementia can be anything between 20 and 40 years
younger than other residents. Staff in such homes often express fears that these residents are
somehow too “different” to have their needs met properly and stigma and isolation often result
(Watchman 2016). Residential care staff are often inexperienced in caring for people with
intellectual disability and there is a risk that care becomes task-focused rather than person-
centred (Watchman 2008). These factors can conspire to reduce the likelihood that people are

referred in a timely way to palliative care and hospice services.

Active support



Another area of difference is in the domain of “active support”, a care approach embedded in
intellectual disability practice. This involves assessment of the person with intellectual disability
followed by a person-centred plan with opportunities for individual choice and self-management.
Such plans are regularly reviewed based on the needs and wishes of the person and generally
contain three core components: promoting participation, developing activity plans, and recording
what works well to facilitate future development. The underpinning philosophy is ongoing
support to prevent loss of optimum functioning and to maximise the autonomy of the person over

his or her lifespan (Service, Lavoie & Herlihy 1999).

But intellectual disability services should revise this approach for the purposes of end of life
care. Indeed, there is a powerful case for shared learning here between the fields of older
people’s care and intellectual disability. Passive activities, such as simply “being” with the
person, are not always recognised as active support in intellectual disability services even though

they are increasingly common in advanced dementia care with older people.

In view of the prevailing care philosophies and practices in dementia care, there is an argument
for intellectual disability care to adopt a more flexible approach to end of life care. This would
mean a person-centred focus on maintaining and maximising current abilities rather than
developing new abilities. Passive activities would be recognised as equally, if not more, viable
than active support as traditionally conceived, given the limitations that dementia poses on the

development of new skills.

Summary

Collaboration between palliative care, dementia care, hospice provision, and intellectual
disability services is required rather than any one of these systems working in isolation. This is
necessary because mainstream ageing and dementia-specific determination tools and scales may
have limited value in discovering whether an adult with intellectual disability has advanced
dementia and is close to dying. It would also help intellectual disability providers to consider
how “passive support” can actually be a means of active support for someone who also has

dementia.



The challenges for those involved with end-of-life support include enhancing education and
training on advanced dementia, which may be particularly urgent for intellectual disability care
staff. Training in personal care of people with advanced dementia would be helpful, as would
understanding signs of subtle decline that may indicate approaching end-of-life and ensuring

individualised supports or interventions in various living situations to enable dying with dignity.

Education and training on intellectual disability would be valuable for staff in generic residential
care settings for older people, wherever they are places of care for people with intellectual
disabilities at end of their lives. As a minimum, this should include understanding individualised
methods of communication, which may be non-verbal prior to dementia, and knowledge of the
non-dementia related health implications of ageing with an intellectual disability, particularly

Down’s syndrome.

While many needs of adults with an intellectual disability at the end of life are the same as for
others, critical differences have been highlighted. Failure to address these differences can lead to
unrecognised and unmanaged symptoms, further decline and a heightened risk of diagnostic
overshadowing. Ill-health or end-of-life indicators can be wrongly attributed to the intellectual

disability or the dementia, resulting in delayed referrals to palliative care or hospice care.
Summit recommendations

Dementia-specific practice guidance for use alongside generic end of life and palliative care
guidelines:

e Some people with intellectual disability will have always had limited independent living
skills; this should not be used as a criterion to assess progression of dementia.

e Understand the importance of previous communication methods used by the person with
intellectual disability before the onset of dementia, including how pain was reported,
particularly if the person communicates non-verbally or appears to make “just noises”.

e Recognise passive care as active support.

e Recognise and draw on the potentially wider range of existing or previous professional
relationships for people with intellectual disability.

e Recognise the role that support staff often fulfil; the closest relationships that the person
with intellectual disability and dementia has had may not always be with family.



Recognise that for family members, especially parents, having a caring role did not begin
with the onset of dementia; it has been lifelong and may be continuing despite their own
advancing age (recognition and support for this should be provided when the person with
intellectual disability is dying or dies).

Co-morbidities are more common in people ageing with intellectual disability, especially
Down’s syndrome; treatable medical conditions should not be neglected because of the
progression of dementia.

“Home” as place of death differs; it encompasses community-based options, living with
family members, or living with peers who have their own different health or social care
needs.

People with intellectual disability are under-represented in both palliative and hospice
care; this should be considered as part of advance care planning.

Practice guidelines and education should be shared among intellectual disability, hospice,
palliative care, and dementia support services.

Further work is needed on the development of appropriate tools and scales to determine

nearness to end of life, and to facilitate inclusion in research of people with an intellectual

disability and dementia.
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