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Foreword

In 1995, | was working as a registrar in old age psychiatry in a large hospital which had long stay
psychogeriatric beds. Having previously spent time working in a hospice and oncology, | was keen
to make a difference to those patients with dementia who were coming to the end of their lives.
The clinical staff were totally committed, and in a small way, | was allowed and encouraged to
make a difference to how patients were being cared for, in terms of pain relief and what may be
termed “comfort care”.

During that time, with the support of senior staff, | carried out a small audit of the palliative care for
people dying with dementia on the long stay wards. This was published (Lloyd-Williams 1996) and
was also presented at a national palliative care conference — at the end of my presentation there
were no questions and the chair at the time, made the comment, that he was very surprised | had
been selected to present such a topic in a palliative care meeting!

Twenty one years later, | am delighted that palliative care for dementia is now high on the
palliative care agenda with hospices and palliative care teams working alongside nursing homes
to facilitate care, initiatives such as the Dementia End of Life Programme within the End of Life
Partnership, Hospices embracing dementia as part of their remit and families of people dying with
dementia, being supported.

However there is still much to be done and it is easy for those of us working within the area where
we strive for best practice, to sometimes forget, that we need to constantly share good practice,
work alongside our acute, primary care and care home colleagues and as always learn so much
from them as well as sharing what we have collectively learnt.

When we come across a difficult clinical situation in what is often a hugely busy clinical setting, we
need to be able to access information quickly and easily. These Palliative Care Guidelines
produced by the North West Coast Strategic Clinical Network will be invaluable to us all as we
come across situations that we may be uncertain about and as we work alongside others

Professor Mari Lloyd-Williams, Professor and Director of Academic Palliative and
Supportive Care Studies Group, University of Liverpool

References

Lloyd-Williams M. An audit of palliative care in dementia. Eur J Cancer Care (Engl). 1996
Mar;5(1):53-5
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Palliative Care Guidelines
in Dementia

Quick Reference Guide

-
Diagnosing dementia can be challenging, considering the different dementia
syndromes (see page 7 of full guidelines)
- w
A
Loss of capacity can occur early following diagnosis or prior to this soitis
important to consider early assessment of capacity (p 48) and advance care
planning (p 56)
- w
~
Ongoing holistic assessment and a person-centred approach to care
are essential (p 13)
- -
o )
Management of cognitive and non-cognitive symptoms can be challenging
(40 (p 24) and some medications should be avoided if possible in certain
— specific types of dementia (p 33)
C o J
) ~ ~
E Assessment of social care needs and understanding of the individual's
entitlement in light of the Care Act 2014 are very important (p 39
&)
L 7
o . -
(@) Carers need access to ongoing support (p 40) and need to be given
cC information about local services which they may find helpful to
" — maintain their own health and wellbeing (p 84)
Q . J
C
(0] A
= Clinically assisted hydration/ nutrition (p 59), treatment of infection (p 69)
e and goals of care can be particularly challenging issues in patients with
dementia
< J
[ )
As the patient deterioratesit is important to rationalise medication and
discontinue non-essential drugs, reducing the number and frequency to the
minimum needed for comfort (p 71)
_ _J
Identifying dying can be difficult in people with dementia (p 67)
The 5 key priorities for care of the dying patient is a framework for
holistic care of the patientin the final days and hours of life and
| those important to them (p 75) ]
[ )
Carers should be able to access the appropriate level of bereavement
v support to meet their needs (p 82)
g J
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1. Introduction

These guidelines were first developed in 2011 in response to The Department of Health ‘End of
Life Care Strategy’ (2008) to support professionals to provide the highest possible quality of end of
life care to people with dementia. When the first edition was published, there were just under
700,000 people living in the UK with dementia. Today, that figure is now 850,000. This year,
225,000 people will develop dementia, that’s one person every three minutes. Dementia is
described as a demographic time bomb with a dramatic projected increase in the number of people
diagnosed with dementia. By 2025, it is predicted to affect over 1 million people and this is due to
soar to 2 million by 2051 (Alzheimer’s Society, 2016).

Dementia is one of the main causes of disability later in life, ahead of cancer, cardiovascular
disease and stroke and 30% of people aged 65 or over will die with dementia (Dixon et al, 2015).

Rates of diagnosis vary significantly across the UK. In England it is estimated that the average rate
of dementia diagnosis is 48% (Marie Curie, 2014). When made, diagnosis is most often:

. late in the illness

o at a time of crisis

o too late for effective intervention

Although dementia as a cause of death is increasing and the number of deaths with a mention of
dementia recorded on the death certificate increased from 6.6% to 12.0% in England between
2001 and 2010 (Sleeman et al, 2014) it is often not recognised as a life limiting condition. People
with dementia may face additional complications at the end of their lives including diminishing
mental capacity, difficulty in communicating needs such as pain and thirst, uncertainty in prognosis.
Professionals may also lack the skills and confidence to deal with these challenges and services
may not be available or suitable for people with dementia (Alzheimer’s Society, 2012).

These guidelines have been revised and updated to provide a practical resource for professionals
who care for people with dementia at the end of life. They have been devised to allow the
professional to access the sections relevant to them at any given time. They are intended to
provide an overview of the subject and are not meant as an exhaustive guide. However,
recognising that professionals will at times need more information, additional resources are cited
throughout the guidelines and in a section at the very end.

In order to provide a structure to this guide, the sections have been organised in line with the North
West End of Life Care Model (The North West Palliative and End of Life Care Operational Group,
2015). The model comprises of 5 phases to support the assessment and planning process for
people from the diagnosis of a life limiting illness, as seen below:;

The Morth West End of Life Care Model

Q -
Advancing
Disease

1yearfs Months Weeks 1year/s

Last Days of
Life

First Days Bereavement
atter Death

Increasing
decline

The North West End of Life Care Model, North West Palliative and End of Life Care Operational Group
(2015)
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The guidelines begin with an overview of different dementia syndromes and considers a number of
issues, such as assessment and communication, that have an impact on the person with dementia
even before the person may be considered to be in the last year of life.

The guidelines move on to focus on some of the broader end of life issues such as clinically
assisted nutrition and hydration and advance care planning before considering the last days of life
issues such as prognostication and the terminal phase. The guide concludes with a section about
bereavement.

As identified within the guidelines it is very difficult to prognosticate in dementia but this document
is designed as a resource to offer guidance in holistic care principally of those people with severe
dementia with significant impairment of memory, functioning, speech and understanding for whom
the palliative approach is especially relevant.

References
Alzheimer’s Society Living and dying with dementia in England: Barriers to care.

https://www.alzheimers.org.uk/site/scripts/download.php?type=downloads&fileID=1537 (2012)
[Last accessed 16/07/2016]

Dixon J, King D, Matosevic T, Clark M and Knapp M, Equity in Palliative Care in the UK, PSSRU,
London: London School of Economics/Marie Curie (2015)

North West End of Life Care Model, The North West Palliative and End of Life Care Operational
Group http://www.nwcscnsenate.nhs.uk/strategic-clinical-network/our-networks/palliative-and-end-
life-care/education-reso/north-west-end-life-care-model/ (2015) [Last accessed 4/11/2016]

Marie Curie and Alzheimer’s Society Living and dying with dementia in England: barriers to care.
(2014)

Sleeman, K., Ho, Y., Verne, J., Gao, W. & Higginson, I. Reversal of English trend towards hospital
death in dementia: a population-based study of place of death and associated individual and
regional factors, 2001-2010. https://www.ncbi.nim.nih.gov/pubmed/24666928 [Last accessed
27/07/17]
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2. Descriptions of the Dementia Syndromes

There are four clinical dementia syndromes accounting for 90% of all cases after excluding
other common reversible causes of cognitive impairment. These four major diseases are
Alzheimer's disease and vascular dementia, which together account for approximately 80% of
dementias, dementia with Lewy bodies, and frontotemporal dementia (Muangpaisan, 2007).
These and some of the less common forms are considered here.

Alzheimer’s dementia

Symptoms usually start insidiously and relatives are characteristically unable to pin down when
they started with any accuracy. Often presentation is related to an identifiable life event (e.g.
bereavement or retirement). The features may be observed by others. The person misses an
appointment or forgets an arrangement had ever been made. Sometimes the first manifestation
is a lack of self-care and the family notice the home becoming dirtier, personal care
deteriorating and eating habits neglected. Wandering can be an early sign and is particularly
dangerous if the person gets lost, especially during winter. By the time the person comes to the
psychiatric services (with the exception of a select group of subjects who tend to refer
themselves and make use of memory clinics) the degree of dementia is apparent and obvious
cognitive deficits will be seen.

Amnesia

Forgetfulness (amnesia) is universal and characteristically said to be for recent memories.
Not unusually, relatives say that the person is able to remember events happening many
years ago but not earlier that day. Disorientation is the rule, with disorientation for time usually
being more obvious than for place.

Aphasia
Disabilities in language, including understanding and expressing language and grammar
(aphasia) usually occur later, and are often a mixture of receptive and expressive problems.

Apraxia

Disabilities in skills and actions (apraxia) are often tested for by asking the person to copy a
design, or demonstrate a simple task. From the history there may be evidence of an inability to
put on clothes in the correct sequence or there may be a suggestion of an inability to eat
correctly with a knife and fork.

Agnosia

Agnosia refers to problems in recognising people and objects. Failure to recognise faces
(prosopagnosia) may lead to the belief that a relative is not real, and occasionally this
misidentification is combined with a duplication or replacement phenomenon in which the
person believes the loved one has been replaced or is a stranger dressed up to look like the
loved one (Capgras syndrome). This can be very distressing for person and carer.

Psychiatric symptoms
Psychiatric symptoms are of three main types:

1) Disorders of thought content
These occur in about 15% of people with dementia and include delusions and paranoid ideation
(persecutory beliefs not held with delusional intensity). Delusional ideas may take many
forms. Simple uncomplicated beliefs may occur (e.g. that a handbag or other personal
possession has been stolen, while in reality it has been misplaced). Generally, delusional
ideas require relative preservation of cerebral structures.

2) Disorders of perception
These include visual and auditory hallucinations (affecting about 10—15% of people with
dementia over the course of their disease). Various forms of misidentification have been
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described, including misidentification of mirror image, of other people, of events on the
television and also the belief that another person is living in the house (the ‘phantom boarder’
syndrome, which may also be classified as a delusion). Hallucinations have been associated
with a rapid cognitive decline. Misidentifications appear to be present in younger people.

3) Disorders of affect
These are relatively common, depression occurring in up to half of people with dementia but
usually of a mild nature. Depressive symptoms requiring treatment can occur in up to 20% of
people with dementia. By contrast, mania is rare.

Behavioural disturbances

Behavioural disturbances are particularly important as they can affect a person‘s ability to live in
the community. Behavioural disturbances include: aggression, wandering, excessive eating,
sexual disinhibition, explosive temper, incontinence and searching behaviour.

Personality changes

Personality changes are said to occur early in the course of dementia and changes often involve
irritability, sometimes aggression and disinhibition, and lability of mood (easily weepy). They are
often non-specific and so do not offer much in terms of diagnosis.

Subtypes

The early- and late- onset dichotomy has received widespread attention. It is said that cases
with an early onset (defined as 65 years or less) have more aphasia and apraxia, a more
rapid course, a poor survival rate and have a positive family history of dementia.

Vascular dementia

Vascular disease is the second most common cause of dementia after Alzheimer's disease. In
addition to those individuals with a pure vascular dementia, many individuals have clinical and
pathological evidence of both Alzheimer‘s disease and vascular disease. The presentation of
vascular dementia is variable and the clinical spectrum is wide. People with dementia may
present with an insidious onset of cognitive problems, suggestive of a degenerative dementia, or
with a series of strokes and widespread physical abnormalities.

Vascular dementia can be divided on clinical features into three major subtypes, although
individuals may have features of more than one subtype: cognitive deficits following a single
stroke, multi-infarct dementia and progressive small vessel disease (Binswanger's disease).

Cognitive deficits following a single stroke

The major causes of stroke (haemorrhage, infarct and embolism) can all produce dementia,
although many single strokes leave little apparent cognitive deficit. When there are cognitive
problems following a stroke, the site of the lesion usually determines the clinical picture. For
example, a dominant middle cerebral artery infarct results in dysphasia, dyscalculia and
dysgraphia. The dementia tends to be particularly severe in certain midbrain or thalamic
strokes. Few people with dementia have formal neuropsychological assessment following a
single stroke and it is likely that many mild cognitive deficits are not detected. As with physical
disability, the cognitive problems may remain fixed or recover, partially or totally.

Multi-infarct dementia

In a classic case of multi-infarct dementia, there is a history of successive strokes, each
leading to greater cognitive deficits. These strokes produce a step-like deterioration, with
intervening periods when the person may remain stable (or may improve). Multi-infarct
dementia can be produced through similar mechanisms to a single stroke. The recurrent nature
of multi-infarct dementia suggests that there is underlying disease predisposing to stroke, such
as hypertension or valvular heart disease. Multi-infarct dementia can be produced by large
vessel disease, small vessel disease or a combination of the two.

Progressive small vessel disease (Binswanger’s disease)
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In Binswanger’s disease the diagnosis may initially be less clear. The course is of a slow
intellectual decline, either gradual or step-like. The clinical picture may be dominated by the
dementia, or there may be concomitant physical problems, such as gait disorders or dysarthria.
Brain imaging reveals extensive white matter damage deeper in the brain. The changes are often
particularly marked on magnetic resonance imaging. There may be small distinct infarcts
(lacunae), or more generalized white matter changes (leukoariosis). This subtype of vascular
dementia has had a number of names, including Binswanger’s disease and subcortical
arteriosclerotic encephalopathy. The cognitive profile of progressive small vessel disease is
suggestive of a subcortical dementia, with slowing of intellectual processes, rather than the
specific deficits such as dysphasia and dyscalculia, produced by large cortical strokes. The
presentation in subcortical disease can mimic that of depression due to apathy and decreased
motivation. Often this presentation can cause significant carer distress as the person’s ability to
initiate activities is impaired rather than their abilities per se. Often carers will suggest the person
is being lazy or manipulative.

Clinical features

The variety of presentations of stroke are legion, and so are the features of vascular
dementia. The differential diagnosis is usually between vascular dementia and a degenerative
dementia, although treatable causes of dementia must not be forgotten. There are certain
clinical features, such asthe sudden onset of a deficit, which are highly suggestive of
vascular dementia.

On examination there may be neurological damage such as a hemiparesis, hemianopia or
pseudobulbar palsy. As well as performing a neurological examination, it is important to
record the blood pressure and look for evidence suggestive of extracranial vascular disease.
The presence of significant cardiac murmurs or atrial fibrillation should prompt further
investigations. The presence of carotid bruits or absence of foot pulses signifies clinical vascular
disease.

Other Dementia Syndromes

Dementiain Parkinson's disease/ Dementia with Lewy bodies

People who present with Parkinson’s disease may develop a progressive dementia, namely
dementia in Parkinson’s disease or dementia with Lewy bodies. There is a group of people with
dementia who develop marked extrapyramidal problems such as a shuffling gait, muscular rigidity
and tremor after developing cognitive problems. Such people are described as having dementia
with Lewy bodies. Dementia with Lewy bodies can also develop after the onset of Parkinson’s
disease. However, there is clinical and pathological overlap in these patients with Alzheimer’s
disease and idiopathic Parkinson’s disease. This is also the case in dementia in Parkinson’s
disease. Clinical features strongly suggestive of dementia with Lewy bodies include rapid
fluctuations in cognitive ability and visual hallucinations. Treatment with L-dopa and the standard
anti-parkinsonian drugs often improves the motor symptoms, but can lead to confusion and
hallucinations. People with dementia with Lewy bodies are very sensitive to neuroleptics, which
can considerably worsen the Parkinsonian symptoms. Such people often respond particularly well
to the cholinesterase inhibitor rivastigmine.

Frontotemporal dementia

A significant minority of people with a degenerative dementia present with symptoms such as
personality change and behavioural problems, suggestive of frontal lobe dysfunction. Such
people often develop features suggestive of temporal lobe dysfunction as well such as word
finding and object naming problems. In contrast to Alzheimer's disease, memory is affected later
and less severely. Spatial orientation is well-preserved, even late in the illness. Insight is
characteristically lost early. This syndrome has been described under many names. Usually
people with this type of dementia present in middle life (50-60 years). There is a high proportion
of familial cases, about 50% of pre-senile cases having a positive family history for dementia.
The disease is steadily progressive and there is no specific treatment. People with clinical
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frontotemporal dementia may have a variety of other pathological features, including those of
motor neurone disease in the absence of the typical clinical signs of these diseases.

Dementia associated with other neurological diseases

Many neurological diseases, including motor neurone disease, progressive supranuclear palsy
and multiple sclerosis, are associated with dementia. Often the dementia occurs in people who
have had these diseases for many years, but occasionally dementia can be an early or
presenting feature. The cognitive assessment of these people is often complicated by their
physical problems. Often there are features of Parkinson’s disease in addition to the dementia
syndrome such as in Lewy body dementia, dementia in Parkinson’s disease, multi-system
atrophy and progressive supranuclear palsy. The term ‘Parkinson’s plus syndromes’ has been
developed to address such situations.

Huntington’s disease

There are many genetic causes of dementia, the best known of which is probably
Huntington‘s disease. This condition may present with cognitive problems, or a movement
disorder. It is inherited as an autosomal dominant trait in that it transmits through each
generation without missing generations. The gene responsible has been named as Huntington.
The disease can now be diagnosed using molecular genetic techniques. Progression is slow
leading to death in 10-15 years. There is a particularly high risk of suicide in this syndrome.
Rarely, it can occur spontaneously without a positive family history. Often people present first
with treatment resistant depression prior to the development of motor symptoms.

Prion dementia

These are a clearly defined group of disorders characterised by an accumulation of an abnormal
form of a normal human protein, prion protein. Creutzfeldt-Jakob disease (CJD) is a rare
disease, affecting about one person per million per year. Affected individuals develop a rapidly
progressive dementia with ataxia and muscular jerks (myoclonus). Typically people die within a
few months of onset of the disease. Neuropathological examination reveals spongiform
degeneration in the brain.

HIV dementia

This diagnosis is reserved for those with a diagnosis of HIV and concurrent progressive
cognitive deficits. Such people complain of forgetfulness, slowness, poor concentration and
apathy. This presentation can be confused with depression. Physical examination reveals
tremor, imbalance, ataxia, exaggerated reflexes and impaired eye movements. This syndrome is
likely to become more common as survival rates improve and prevalence rates increase.

Dementia in people with Down’s syndrome

Down’s syndrome is a well-recognised genetic condition defined by individual differences in
cognitive and functional ability. Dementia is a disorder of later life which manifests itself in those
areas of function that may already be impaired in people with learning disability. The detection and
diagnosis of this condition are particularly important, given its effect on cognitive and functional
abilities.

Prevalence

Many studies have now confirmed that age-related cognitive decline and dementia affecting people
with Down’s syndrome occur 30 — 40 years earlier in life than in the general population in fact 50%
of people aged 50-59 will develop Alzheimer’s disease. The pattern of cognitive change observed
in people with Down’s syndrome is similar to the ones associated with Alzheimer’s disease in the
general population.

It is perhaps generally less well known that people with a learning disability not due to Down’s
syndrome also suffer from dementia at higher rates and at an earlier age than the general
population. Statistics show that 21% of people with a learning disability over the age of 65 will
develop dementia compared to 5.7% of the general population.
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Obviously clinical presentation of dementia in individuals will be influenced by the severity of their
learning disability. The milder the learning disability is, the closer the symptoms will resemble those
seen in the general population with dementia.

The National Dementia Strategy states that people with dementia should not be excluded from any
services because of their diagnosis, age or co-existing learning disabilities.

Assessment and intervention

Appropriate diagnostic, assessment and intervention services as well as a variety of resources
should be available to meet individual needs and support the healthy ageing of people with Down’s
syndrome and dementia.

Flexible and individual packages of care should be considered within an environment that
minimises disruption and disorientation throughout all stages of their illness with interventions
being planned to maximise the abilities of people with dementia to enable them to live their lives to
their full potential as part of their local community.

There can be problems of ‘diagnostic overshadowing’, and of dismissing changes in behaviour,
personality or abilities that in the general population would be taken very seriously. However, for
people with Down’s syndrome these changes can be missed although particularly relevant and this
can lead to late diagnosis and lack of appropriate interventions. Cognitive assessment should
ideally be undertaken directly with the person with Down’s syndrome and not inferred from
information given by carers or family. There is no single cognitive test for the diagnosis of dementia
in people with Down’s syndrome / learning disabilities and no agreed cognitive battery for the
assessment of cognitive abilities used for this group within the UK (RCS, BPS 2009).

The individual, their family carers and / or other people who support them should be kept informed
and where appropriate involved at every stage of the process of assessment, planning and
provision of services.

A person-centred approach is important remembering that it is essential that all information,
including diagnosis, is provided in a respectful way, as well as being in a format that is meaningful
to the individual and their family / carers.

As with the general population when planning and providing support for people with Down’s
syndrome affected by dementia all services should be committed to exploring and considering all
options to ensure that the individual whenever possible can live in their preferred place of care to
the end of their life.

Summary
The delivery of best quality services that respond to the needs of people with Down’s syndrome

and dementia can only be achieved by ongoing collaboration and continued joint planning,
developing and implementation of appropriate pathways of care. Promoting a better understanding
of the needs of people with Down’s syndrome and dementia within the wider workforce will also
help to ensure high quality, evidence based services are provided.
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