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Preface:

Motivation for Research.

Huntington’s Disease (HD) is a rare condition that has been under-researched by the
medical professions and psychologists alike. There is a clear lack of psychological Literature
on the subject of HD and furthermore, there are no adequate QoL scales available for use by
spousal carers. The development of a HD specific QoL scale (HDQoL-C) for this special
population, brings together theoretical constructs and practical application in order to

produce a user-friendly QoL measurement for spousal carers of HD patients.

Aims and Objectives.

Huntington’s Disease (HD) is a dementia that is genetically inherited as an autosomal
dominant trait with complete life-time penetrance (Zakzanis, 1998). The majority of the HD
literature focuses on the patient and those ‘at-risk’ of inheriting the HD gene within the
family, rather than the spousal carer, who has been referred to as the ‘forgotten person’ in
the HD family (Kessler, 1993). Research into the experience of the HD spousal carer has
established that carers experience a number of unique obstacles within their caregiving role
(e.g. Hans & Koeppen, 1980). However, such research is both sparse and limited and there is
a clear need to establish methodically the factors that impact upon the HD spousal carer’s
situation and ultimately their quality of life. This research is aimed at systematically
investigating the factors that enhance and compromise the lives of HD spousal carers by

utilising the theoretical construct of quality of life (QoL). My exploratory studies provide



evidence that spousal carers of HD patients have specific difficulties in maintaining their
QoL whilst continuing in a primary care-giving role. As such, they prepared the way for the
development of a disease-specific QoL measure for HD carers (HDQoL-C). The objective

of this scale is to quantify the caregiving expenence in HD in order to implement and assess

therapeutic interventions.



“Fromueek to ueek and month to movth be experienced rore and more diffidty
controlling what he aalled “this darmred nerwusness.” And when be became nerwous, be
bad trouble with bis temper. For years he had been a gentle and wnderstanding busband
Now be seerred to get tmitated with his wife and dnldren at the shightest pretext.  Jean
scolded bim for being too rough on the kics.  For the first time in their mamed life, he
shouted at ber. In seweral oausions be hit ber. She uondered if Ian had problens at
work that be did not wish to disauss. She spent dark and gloomy howrs worrying about
what bad come ower bim Had she let him doun someboud Was there another worman?
Had he taken to drinking secrethy? There was no sign of any of i, but her busband was

dearly a charged man”

(excerpt taken from Phullips (1982). Living with

Hurtington’s Disease, a book for patiertts and families, p4).
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Abstract.

The purpose of this thesis was to systematically investigate the factors that enhance and
compromise the lives of Huntington’s Disease (HD) spousal carers by utlising the
theoretical construct of quality of life (QoL). Three exploratory studies provided evidence
that spousal carers of HD patients have specific difficulties in maintaining their QoL whilst
continuing in a primary care-giving role. Study 1 provided preliminary evidence that spousal
carers of HD patients and health care professionals would value a disease specific QoL scale
that could be used to evaluate spousal carers’ objective and subjective QoL. Study 2
established that spousal carers of HD patients often experience loneliness, a need to escape
and a unique sense of loss whilst trying to adequately care for their loved ones and maintain
some form of QoL for themselves. Study 3 provided further evidence that QoL is
compromised in many ways and is an issue for HD carers. The carers in this study often
neglected their own needs as the caregiving role and disease processes ‘took over’ their lives
as well as the life of their HD affected spouse. The findings of these three studies prepared
the way for the development of a disease-specific QoL measure for spousal carers of HD
patients. Validation of the Huntington’s Disease Quality of Life Battery for Carers
(HDQoL-C) was carried out in study 4. The newly developed scale was found to have good
internal consistency, test-retest and face validity. It is hoped that the HDQoL-C will be used
in the future to quantify the caregiving experience in HD in order to implement and assess

therapeutic interventions.
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1. Spousal Caregiving in Dementia.
This initial chapter introduces the concept of spousal caregiving in dementia placing
particular focus and discussion on the theoretical background of family caregiving and

the impact that the caregiving role can have on the life of a spouse.

2. Huntington’s Disease.

This chapter outlines the clinical characteristics of Huntington’s Disease (HD). The
history, neurology, neuropsychology and neuropsychiatry of HD will be described.
Furthermore, the epidemiology and genetics of HD will be highlighted and issues

surrounding genetic counselling and presymptomatic testing will be critically discussed.

3. Quality of life (QoL).

For the purpose of this research, QoL is for the most part utilized as a psychological tool
that can be used to evaluate outcome measures rather than a theoretical concept.
However, in this chapter, the theory behind the construct of QoL will be discussed.
QoL will be defined, giving a brief history of the construct and an attempt will be made
to conceptualise the construct in relation to this current research. QoL will then be
discussed as a concept and its use as a psychological tool within Health Psychology will
be addressed.

4. The impact of Huntington’s Disease on the quality of life of spousal carers.
In this final introductory chapter, family, and specifically spousal caregiving, in HD
is discussed. 'The motivation for the research and research questions will also be

outlined.

13



5. Exploratory study 1: The importance of QoL to spousal carers of HD.

In this initial study the domains and facets of the Comprehensive Quality of Life
Questionnaire for Adults (ComQol-A5) (Cummins, 1997), a well validated generic QoL
measure, were rated by using a likert type scale in order to achieve two main objectives:
(1) to examine the relevance of the ComQol-A5 domains and facets to the perception
of HD Spousal Carers and (2) to consider the development of any additional facets &
remove less relevant facets. Carers and health care professionals were also asked to
write down any issues that they felt were pertinent to their QoL as primary carers of HD
patients, Analysis of the ratings data revealed that participants perceived every facet as
either very important or extremely important to their quality of life. Further analysis of
the qualitative data established 18 sub-themes relating to quality of life which clustered
into four final themes of: Professional Issues in HD, Personal Wellbeing in HD,

Practical Issues in HD and Emotional Wellbeing in HD.

6. Exploratory study 2: Capturing the HD spousal carers’ experience using the
‘Photovoice’ method.
The objective of the second exploratory study was to investigate the factors salient to
the QoL of family carers in more detail. In order to gain insight into the complex
role of the carer, visual representations of QoL and corresponding wrtten
information were gathered using Photovoice'. ‘Photovoice’ was employed as an
opportunity for individual participants to explore the concept of QoL by
photographing and giving written reflections on specific QoL issues surrounding their

care giving and HD. Using content analysis, nine manifest themes were identified

14



and tentative latent inferences were made in relation to these themes. Moreover,
although some positive issues did emerge, these were minimal compared to the

negative impact that HD had on carers' overall QoL.

7. Exploratory study 3: Investigating emerging QoL themes within a focus
group setting.

The findings from studies 1 and 2 provided evidence that QoL is both a concept that is
relevant to HD spousal carers and further that their QoL is greatly impacted upon due to
their caregiving role. The purpose of a third exploratory study was therefore to further
investigate previous findings within a larger sample of spousal caregivers and to provide
a clear framework for designing a HD specific QoL measure for spousal carers.
Therefore, in this third study the conceptual framework of the initial draft of the
Huntington’s Disease quality of life Battery for Carers (HDQoL-C) was tested through
the use of 6 semi-directed focus groups. Analysis of the focus group data supported the
identification of the four themes identified in study 1 (Professional Issues in HD;
Personal Wellbeing in HD; Practical Issues in HD; Emotional Wellbeing in HD) and
further identified the new theme of HD specific issues. All observed themes and sub-
themes were integrated into the existing ComQoL-A5 (Cummins, 1997) to generate a

HD specific QoL measure for spousal carers (HDQoL-C).

8. Validation of the Huntington’s Disease quality of life scale for spousal carers

(HDQoL-C).
The objective of this pilot study was to validate the HDQoL-C with spousal carers of

HD patients. As such, 87 full time spousal carers of HD patients completed the pilot

15



questionnaire. Factor Analysis established the Huntington’s Disease Quality of Life
Battery for Carers (HDQoL-C) as a multidimensional and psychometrically sound
disease-specific and subjective QoL assessment tool which incorporates the individual's
physical health, psychological state, level of independence, social relationships, personal
beliefs and relationship to salient features of the environment. The HDQoL-C
demonstrates good internal consistency, test re-test reliability and congruent validity for

use with spousal carers of HD patients.

9. General Conclusions and Future Directions.

This final chapter discusses the development of the Huntington’s Disease Quality of Life
Battery in relation to the extant dementia and HD caregiving literature.  Future
directions for the use of the HDQoL-C are also discussed as is continuing research into

family caregiving in HD within the field of Health Psychology.
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Introduction:

The dramatic ageing of the UK population (Office of National Statistics, 2004) has focused
attention on to chronic illnesses such as dementia and their societal impact. Chronic illness
does not only impact upon the patient themselves, but also requires that families and
sometimes friends take on the role of informal carer (Carers National Association, 1997).
The tasks and burdens associated with caring are often numerous and varied, frequently
changing across the course of an illness (Brown & Stetz, 1999). Tasks can range from
running errands and provision of emotional support to more practical aspects such as
assisting bathing, feeding or other activities of daily living and the management of disruptive
behaviours. Families and friends may have to juggle their lives in order to make room for
these care responsibilities and their related stressors whilst continuing in other substantive
familial and social roles such as being a spouse, parent, friend or employee. Caregiving
responsibilities and the need to balance such roles can often lead to caregiver distress and
many family carers become the “forgotten person” (Kessler, 1993) who is left to struggle
with their own physical and mental health concerns by themselves (Bookwala et al, 2000;

Coon et al, 1999).
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1. Caring for a family member with a dementing illness.

Models of caregiving.

The World Health Organisation define dementia as “...the global impairment of higher
cortical functions including memory, the capacity to solve the problems of day to day living,
the performance of learned perceptuo-motor skill, the correct use of social skills and control
of emotional reactions, in the presence of gross ‘clouding of consciousness’. The condition
is often irreversible and progressive.” (WHO, 1986, p 2). Therefore, dementia is a syndrome
or grouping of syndromes which can manifest itself in various combinations and in which
the individual has very little awareness of what is happening to them. Dementia usually starts
with relatively slight impairments but can progress to a point where all the skills of
communication and self-care are lost. As such, the symptoms and nature of the disease
change over the course of time with stages being labeled as mild, moderate or severe and
disease progression being dependent on both internal and external factors (Jones & Meisen,
1996). In end stage dementia, patients will require full-time care which can be highly
demanding and prolonged (Wallsten, 1993). Furthermore, care is generally provided by
partners, who are often elderly and unprepared for the physical and emotional demands

placed on them (Braithwaite, 1996).

Most current caregiving research is built on stress and coping or stress-process models in
order to understand the impact of caregiving (e.g. Lazarus and Folkman, 1984; Haley et al,
1987; Pearlin et al, 1990; Nolan et al, 1996). Lazarus and Folkman (1984) argue that an

individual may engage in a number of coping strategies in order to reduce the adverse

19



emotional state associated with the appraisal of (perceived) stress. These fall into the two
categories of problem-focused and emotion-focused coping. The goal of both strategies is
for the individual to control their level of stress. In problem-focused coping, people try to
short-circuit negative emotions by taking some action to modify, avoid, or minimize the
threatening situation, ie. the individual attempts to change the situation in order to reduce
its threat. In emotion-focused coping, people try to directly moderate or eliminate
unpleasant emotions without actually trying to change the situation. Examples of emotion-
focused coping include rethinking the situation in a positive way, relaxation, denial, and
wishful thinking. A number of more specific categories are subsumed within these two

broad categories as outlined below:

Ilustration 1.1. Examples of Problem-Focused and Emotion-Focused coping from

Lazarus and Folkman’s (1984) Stress-Coping Model.

Problem-Focused Coping Emotion Focused Coping
Confrontive Coping Distancing

Seeking Social support Self-control

Planful problem solving Positive reappraisal
Accepting responsibility Escape/avoidance

Both types of coping can occur simultaneously (Folkman & Lazarus, 1980) and the success
of any effort depends on the individual involved and the nature of the challenge. In general,
problem-focused coping is the most effective coping strategy when people have realistic
opportunities to change aspects of their situation and reduce stress. Emotion-focused coping

is most useful as a short-term strategy. It can help reduce one’s arousal level before engaging

20




in problem-solving and taking action, and it can help people deal with stressful situations in
which there are few problem-focused coping options. The model focuses on coping
processes that can be used to manage or reduce aversive states. However, it is also based on
the assumption that an event is not stressful unless the individual perceives it to be stressful

(Lazarus, 1966; Tomaka et al, 1997).

This model, when applied to caregiving, places emphasis on the carer to re-interpret their
situation as non-threatening. For carers who are already overburdened, this added pressure
may be overwhelming. Furthermore, within a chronic caregiving situation, there may be
very little realistic opportunity to change any aspect of their situation. Indeed, for dementia
carers it is probable that the stressors they encounter are likely to increase throughout the
duration of their caregiving role as the burden ‘mounts up’ over the course of time (George
& Gwyther, 1984, cited in Duijnstee, 1994). Moreover, Kneebone & Martin (2003) note that
research based on Lazarus & Folkman’s (1984) model is severely limited in its capacity to
inform the clinician as much research fails to incorporate measures of strategies which may
aid the clinician in identifying what coping works, for what problem and when. Therefore
without further identification of specific stressors against which to measure such coping
strategies, the Lazarus and Folkman (1984) model may not prove very useful in terms of

implementing successful interventions.

Haley, Brown & Levine’s (1987) stress process model places emphasis on stress as a
relationship between the caregiver and the environment and includes stressors, appraisal,

coping responses, social support and adaptational outcomes. Haley et al propose that each
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component of the model is assessed independently for a clear conceptual understanding of

the relationship between stressors and caregivers. The model is outlined below:

Illustration 1.2. Haley, Brown & Levine’s (1987) Stress Process Model (adapted from

Coon et al, 2003).

Stressors are described as environmental and psychological influences that are problematic
for the carer. Therefore, how the carer appraises a stressful situation, copes with a stressor
and uses available resources combines to form the conceptual description of mediators.

Varniability in caregiver outcomes (l.e. the degree to which the caregiver successfully adjusts
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to their caregiving role), is believed to be influenced by the differing mediators that are used
by each individual caregiver. This model is useful as it conceptualizes the physical and
psychological well-being of the carer as ‘outcomes’. Therefore, it can be used to measure
the efficacy of skills training interventions and provides evidence of the problem solving
skills that carers utilize in order to achieve specified outcomes. However, evaluations of its
predictive utility should be taken with caution due to the small sample size and variety of

carers used in its validation.

Pearlin et al (1990) developed a framework that allows the demands and resources of the
caregiver to be clearly identified. They distinguish four domains: background and contextwal
factors; stressors; mediators of stress; and outcomes. The stressors are themselves divided
into three types: primary stressors, directly connected with providing care; secondary role
strains such as those caused by the conflicting demands of caring, work and family; and
secondary intra-psychic strains, including the impact of caring on self-esteem. They have
further developed an interview schedule to pick up the major factors within each of these
domains. This particular framework accounts for many influential factors such as culmre
and life history. Other mediating factors include resources for coping with social, economic
and internal stresses. The schedule provides a clear system for outlining a carer’s situation

and can also be used to suggest relevant interventions. The model is outlined below:
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Ilustration 1.3. Peadin’s stress-process model of stress in carers of those with

Alzheimer’s disease (adapted from Peadin et al, 1990).

Alternatively, Nolan et al (1996), have produced a descriptive, stage-based, longitudinal
model of the caregiving process, based on findings from interviews with carers who were
supporting people with varying degrees of Alzheimer’s dementia. The six stages of this model
are: building on the past; recognising the need; taking it on; working through it; reaching the
end; and a new beginning. The basic stress-appraisal-coping process (recognition and
appraisal of stress; appraisal of resources and ways of coping; taking action and evaluating
action) takes place within each of the stages. This model can be helpful in prompting the
clinician to consider the dynamic ‘career’ of the caregiverand to tailor any intervention to the
appropriate stage of the process. However, the scale was developed using only Alzheimer’s
carers as participants and although this population of carers will of course experience some
of the same stressful situations as carers of patients with other dementing illnesses, there are
differences between dementias which may make a scale based purely on the Alzheimer carers

experiences not as useful in other dementing illnesses such as Huntington’s Disease (HD).
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Bourgeois et al (1996) argue that a lck of theory-driven research has generated methods,
design and measurement strategies that are disjointed from one another and lead to
conflicting results. As such, the complexities of dementia caregiving suggest that new
models or modifications to existing models are required in order that we better understand
the dynamic nature of caregiving and the relationship between the carer, care recipient and
biopsychosocial variables. Researchers, service providers and policy makers are finding it
increasingly important to have useful frameworks to conceptualise effectively the caregiving
needs of caregiving families. In the current climate, it is also important to understand how
the caregiving process is influenced by non-traditional family units (e.g. divorced and
blended families), families with divergent cultural views of the meaning of caregiving and the
obligations that such cultural perspectives may bring. Different causes of stress among
differing caregiving populations may require new models or conceptual frameworks with

which to work in order to incorporate any unique aspects of the caregiving role.

In response to such issues, new models have been emerging within the caregiving literature
that attempt to address the multifaceted nature of the caregiving role. For example,
Montgomery and Kosloski (1999) have developed a marker framework which looks at the
developmental phases of the caregiving process as determined by the needs of different
kinds of caregivers. They argue that there is no single generic carer role but rather that
caregiving emerges from prior role relationships and is integrated with other roles.
Therefore, caregiving is a dynamic process that unfolds over time with variable durations for
different caregivers. This process involves seven key ‘markers’ that mark significant shifts in

the caregiving process (e.g. defining oneself as a caregiver, seeking assistance and formal
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service use). Furthermore, distinct groups of carers such as spouses or adult children are
assumed to experience markers differently and at different intervals leading to alternate
caregiving trajectories that require specified and unique types of service or support. Caron et
al (2000) also place emphasis on phases of caregiving rather than stages of disease and
caregiving is defined by the tasks and challenges faced by families along a caregiving
continuum which ranges from prediagnosis, diagnosis, role change and chronic caregiving to
the transition to alternative care and end of life issues. Such models may prove useful in the
assessment of caregiver burden and distress as they take into consideration the multifaceted
nature of the caregiving role and place it within the context of the stage of illness and the

time spent caregiving.

Tools to Measure Caregiver Stress.

In assessing the degree of caregiver stress, it is important to distinguish between objective
and subjective burden. Objective burden is the amount of additional practical support that
must be undertaken by the carer in order to effectively care for the dependent person.
Subjective burden is the emotional and cognitive reaction of the carer to their situation. The
same amount of caregiving, in terms of practical workload (i.e. objective burden), may be
experienced very differently by carers (i.e. subjective burden), depending on their personal
interpretation of their situation (e.g. Lazarus and Folkman, 1984). There are approximately
55 instruments that are available to measure caregiver stress/distress in some form and
about half of these are specific to caregivers of Alzheimer’s or Dementia patients (e.g.,

Caregiver Activity Survey, CAS; Davis, 1997; Caregivers Stress Scales; Pearlin et al, 1990).
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The Zarit Burden Interview (ZBI) (Zarit et al, 1980) is probably the most well-known tool
developed to measure caregiver distress. It is a 29-item self-report scale which measures
subjective burden on a likert type scale from ‘not at all’ to ‘extremely’. However, the sample
size used to validate the scale was very small (n=29) and the psychometric properties and
construct validity of the scale are not entirely clear (George & Gwyther, 1986, Zarit, 1990).
Nevertheless, its face validity is good, and its acceptability to carers has meant it has become

widely used.

Another example of such measures is The Caregiving Burden Scale (Gernitsen & Van der
Ende, 1994), a well constructed and validated scale which draws the majority of its items
from the Zarit Burden Interview. It uses two factors to measure subjective burden:
relationship and personal consequences. It is a 13-item scale that requires answers on a 5-
point Likert scale from ‘disagree very much’to ‘agree very much’. The scale was developed in
The Netherlands with a first sample of 89 carers for people with dementia and a second
sample of 42. It has sound psychometric properties and good construct validity. It is quick to
administer and is acceptable to carers, although some may require help to make distinctions
within the 5-point response scale. In contrast, the Caregiver Hassles Scale (Kinney &
Stephens, 1989) and the Behavioural Assessment Scale of Later Life (BASOLL; Brooker,
1998) both assess the degree of objective burden and the subjective level of stress that
different aspects cause the carer. Both scales are lengthy and detailed (which can be
problematic for carers who are restricted time wise). However they do provide a thorough

picture of the support that is being provided as well as the carer’s reactions to each aspect.
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The Caregiver Hassles Scale has good psychometric properties and the results distinguish
stress in each of five domains such as hassle associated with assisting with the basic activities
of daily living and hassle with the carer’s support network. However, it does not tap stressors
related to changes in the relationship per se. The BASOLL is primarily a behaviour scale and
psychometric properties are not given for the component dealing with the reaction of the
carer. However, it gives a rich individual picture and can provide useful clinical information

on where to target an intervention to relieve stress.

The purpose of assessing a carer’s situation is to gain an understanding that may help to
prevent or to ameliorate stress-related problems, enabling the carer to continue providing
care comfortably for their relative (assuming that this is what both would wish). On
occasion, the intervention may also appropriately lead to the carer letting the relative have
care away from the home. The basis of successful intervention therefore, lies in gaining an
informed understanding of the individual case. As such, using models of caring may provide
helpful ways of organising the information on care levels, stresses, satisfactions and ways of
coping that is gained during assessment. Stress-process models, for example, demonstrate
possible areas for intervention at the level of reducing primary or secondary stressors,
working to address intra-psychic strain or improving mediators such as coping skills or social
support. Zart & Edwards (1999) suggest that following assessment, the clinician needs to
consider both the appropriate treatment strategy and the appropriate treatment modality.
The main treatment strategies include: the provision of information; assistance with problem-
solving to manage stressors; and providing or identifying sources of emotional and practical

support. The modalities include one-to-one counselling or therapy; family meetings; and
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support groups. Although these may sound straightforward and almost common sense, in
practice they may be complex because of the intertwined emotional and practical issues
involved. For example, a person who attributes a relative’s repetitive questions to a lack of
attention, may require information about the nature of memory loss. However, they may be
emotionally defended against the knowledge that their relative has dementia so getting the

information across in a sensitive yet useful way can take time and be difficult to achieve.

A meta-analysis of research between 1980 and 1990 (Knight et al, 1993) suggests that
psychosocial interventions and respite care delivered on an individual basis each produced a
moderate beneficial effect on carer distress. Group psychosocial interventions showed a
small positive effect and other health and social services had no consistent impact on carer
distress. In a later review Cujjpers & Neis (1997) examined research between 1987 & 1993
and concluded that individual interventions have significant positive effects, support groups
enable people to use services appropriately; but respite care has limited effects. Acton &
Kang (2001) also conducted a meta-analysis of 24 published research reports and found that
interventions had no effect of caregiver burden. They suggest that burden may be too global
an outcome to be consistently affected by intervention and argue that better and more

precise measures are needed to evaluate the effects of caregiver interventions.

Therefore, it is possible that the lack of successful intervention findings may be related to
the lack of consistency in the models and assessment methods that researchers uulise.
Although stressors and strains that are associated with dementia caregiving are well
documented (e.g Davidson, 1997; Mittleman et al, 1995; Schulz et al, 1995) and theory

driven stress-process models exist that can help to suggest suitable interventions, the
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majonty of interventions that are actually described in caregiver intervention research are not
explicitly theory-based or theory-driven themselves (Coon et al, 2003). Furthermore, these
models place emphasis on distress and burden with less attempt to measure more positive
aspects of caregiving such as the development of personal growth or feelings of self-worth
or general quality of life. Lim & Zebrack (2004) conducted a review of 19 caregiver studies
from 1987 to 2004 and found predominantly negative terminology used within caregiver
questionnaires and only one measurement that explicitly measured quality of life per se (and
this is not disease-specific to carers of dementia patients ( The Caregiver Quality of Life

Index-Cancer scale; CQOLC, Weitzner et al, 1999).

However, despite such issues, stepped care models have been applied to the investigation of
individual differences as well as to the tailoring of interventions to meet the unique needs of
divergent groups of caregivers (see Davidson 2000 for discussion). When applied to family
caregiving, the stepped care process has the flexibility to assume that not all carers need the
same type of intensity of intervention and that interventions should be minimally intensive /
intrusive for the carers themselves. Therefore, despite their shortcomings, these models still
provide an essential guide to intervention continuation or alteration and as such are useful in

assessing the efficacy of an intervention and minimizing the cost of health care.
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The Impact of Caring for a family member with a dementing illness.

Family members play a leading role in homecare for the demented elderly. Shanas (1979),
Cantor (1983) and Johnson (1983) argue that help from the ‘informal network’ (i.e. partners,
children, other relatives, friends and neighbours) is the most important source of support.
Caring for a family member with a progressive dementing illness appears to be unique in the
challenges it creates for the family caregiver. Various studies demonstrate the personal,
health and social impacts of dementia care (e.g. Clark & Bond, 2000) and the financial
burden that it places upon the family (e.g. Harrow et al, 2002; Ory et al, 1999). Family carers
of people with dementia more frequently experience burden and bumout (O’Connor et al,
1990; Almberg, Grafstrom & Winblad, 1997;), have poorer self reported physical and mental
health problems (Gonzalez-Salvador et al, 1999; Keicol-Glaser et al, 1989), somatic illness
(Levin et al, 1984) and have compromised immune function (Keicok Glaser et al, 1987,
1991; Vedhara et al, 1999, 2000). Furthermore, carers for individuals with dementia in
comparison to carers of non-demented individuals report heightened levels of stress and
morbidity (Eagles et al, 1987; Dura et al, 1990; Rabins et al, 1990) and also describe more
employment complications, greater family conflict and more family leisure time constraints
(Ory et al, 1999). These issues raise a number of concerns with regards to the importance of
recognizing the needs of caregivers relative to non-caregivers. Furthermore, with regards to
ensuring that service providers, researchers and policy makers identify the best way to assist
carers by taking into account their differing needs in relation to stressors and the need for

formal support to help maintain their physical and mental health (Coon et al, 1999).
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Within a given family, one person usually takes on board the primary care role (Cantor,
1983). In the case where an individual needing care has a partner, the partner usually
becomes the primary-caregiver (Jones & Meisen, 1996) with more women than men
assuming the caregiving role (Horowitz, 1985; Orbell 1996). Children may also find
themselves in the primary caregiving role, either because the patient no longer has a partner
or because the partner has become unable to continue in their primary caregiving role.
Primary caregivers who tum to their children for support tend to turn to daughters before
sons, and female offspring are more likely to place themselves in a full time caregiving role
than male offspring (Dwyer & Coward, 1991). Orbell (1996) argues that power differentials
between men and women and social expectations that caregiving is ‘naturally’ a woman’s
role mean that the predominance of women in family caregiving cannot be explained on
economic grounds alone. That is, societal expectations surrounding the role of women put

them in a position where they feel a duty to care.

Extant research has also found that older caregivers, women, carers who are employed,
carers who live with the care recipient and those related to the care receiver as a child or
spouse experience greater distress in association with caregiving (George & Gwyther, 1986;
Pruchno & Resch, 1989; Biegel et al, 1991; Bass et al, 1994; Schluz et al, 1993). These are
troubling findings, as carers represent a larger labour force than the NHS and social services
combined with some 1.5 million people providing care for more than 20 hours per week
(Carers National Association, 1997). Furthermore, between one-fifth and one-third of carers
have provided care for more than 10 years and a small number of carers are under the age of
18 years (Webb & Tossell, 1999).
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Summary.

The need to support family caregivers of dementia patients is clearly evident with the
extensive literature related to caregiver distress in dementia (e.g. Keady & Nolan, 1995;
Williams et al, 1995). The insidious and changing nature of dementia means that the
caregiver role is always evolving and creating new problems / challenges for carers, often
over a long period of time. How carers cope and adjust to their ever changing role may
depend on how stressors are perceived and interpreted (Lazarus & Folkman, 1984).
However, it is important to note that for carers in a chronic caregiving situation, there may
be very little realistic opportunity to change any aspect of their situation, therefore rendering

stress-process theory somewhat limited in its application to real life situations.

It is also apparent that in order for effective interventions to be implemented, there is a clear
need for a comprehensive theoretical framework which takes a holistic perspective of the
carer within the context of their situation (Keady and Nolan, 1996). It has been suggested
that a lack of consensus in the conceptualization and measurement of caregiving outcomes
may be responsible for the lack of consistent findings within dementia caregiving outcome
research (Cousins et al, 2002). Furthermore, as carer populations differ in the problems they
encounter, appropriate assessment tools need to be developed to ‘tap in’ to the areas in

which carers may be struggling. Although the research literature tends to emphasize the
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negative aspects of caregiving, areas in which carers are coping well should also be identified

so that support is put into place where it is most needed.
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Huntington’s Disease.
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Introduction.

Huntington’s Disease (HD) is a chronic progressive dementia of the brain that causes
movement abnormalities (i.e. chorea and dystonia), cognitive deterioration and affective
disturbances (Folstein, 1989). Symptoms typically begin at around the age of 40, with wide
variation. Patients become severely demented, motonally dilapidated, unable to care for
themselves and eventually bedridden. There is no cure for HD, with the treatments available
being purely palliative or purely experimental and death occurring on average 15-17 years
after onset (Harper, 1996). HD is a genetic condition inherited as an autosomal dominant
trait with complete lifetime penetrance. Therefore, each person whose parent has HD is

born with a 50:50 chance of inheriting the gene.

HD is often characterised by progressive involuntary choreiform (dancelike) movements.
However, many patients manifest behavioural changes before the onset of the movement
disorder. Early symptoms include lack of concentration combined with shorn-term memory
lapses, depression and changes of mood that may lead to aggressive and / or anti-social
behaviour as well as slight choreic movements, stumbling and clumsiness (Harper, 1996).
Later on in the illness, earlier symptoms become exacerbated and patients often experience
other symptoms such as constant involuntary movements, difficulty in speech and
swallowing, severe weight loss, emotional changes resulting in a fixed mindset, frustration,
mood swings and depression (Quarrell, 1999). Sufferers who experience cognitive changes
that result in a loss of drive, initiative and organisational skills (Martin, 1984) may therefore
have difficulty concentrating on more than one thing at a time making them appear lazy and

uninterested. Sometimes these types of behavioural problems, rather than the physical
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deterioration itself, cause more difficulties for the sufferer and their carer as they have to
come to terms with the sufferer’s change in personality, behaviour and character. In the later
stages of HD full nursing care is required and secondary illnesses such as pneumonia are
often the actual cause of death rather than the disease itself. Moreover, for every HD patient,
it is reported that there are another 20 people (including those who are at risk) who suffer
the consequences of HD (Hayden et al, 1980). This may be in relation to caregiving, genetic

inheritance or the sheer burden that such a devastating disease places upon a family system.
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1. The Clinical Characteristics of Huntington’s Disease:

History.

Huntington’s Disease (HD) has a long history that stretches back for well over a century.
HD (then referred to as Huntington’s Chorea (HC) was originally described by George
Huntington in 1872. It was this description by Huntington (1872, cited in Harper, 1996) that

defined the condition as separate from other forms of previously documented chorea.

Huntington’s (1872) paper is mostly an overview of chorea in general. However, the final

part describes for the first time the type of chorea that we know as HD today.

“ .. And nowl wish to drawyour attention more particularty to a form of the disease which exists,
5o far as I know almost exdusiely on the east end of Lorg Island. It is peauliar in itself and seens to obey
rtain fixed laus. In the first place, let me remark that dhorea, as it is commmonly knoun to the profession,
and a description of which I have already gren, is of exceedingty rare oaurrence there. I do not remember a
sirgle instance ocvrirg in my fathers practice, and 1 hate ofien beard himsay that it was a vare disease and
seldom et with by bim

The hereditary dhorea, as 1 shall aall 1t, s confined to certain and fortunately a few families, and bas been
trarsmitted to them, as an heirloom from generations awy back in the dim past. It is spoken of by thase in
wbose wins the seeds of the disease are known to exist, with a kind of horror, and not at all alluded to except
through dire necessityy, when it is mentioned as ‘that disorder’. It s attended gererally by all the symptons of
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arraon dhorea, only in an aggravted degree hardly ever margfestirg isself il actdlt or middde life, and then
nng on gradually but sureby, increasing by degrees, and often ocoqpyerg years in its dewloprrent, wntil the
bapless sufferer is a quirering wredk of bis former self. It s as common and s indeed, I belieas, more common
among men than women, while I am not auare that season or complexion bas any influence in the matter.
There are three marked peclianities in this disease: 1. Its bereditary natwre. 2. A tendency to irsaraty and
suicide. 3. Its marifesting irself as a grawe disease only in achdt life.

1 O iss hereditary nature. When either or both the parertts have shoun margfestations of the disease,
and more especially uben these marifestations hawe been of a senious nature, one or nore o the
ofspring almost irmariably suffer from the disease, if they Ie to adult age. But if by any dhance
these dhildren go through life withow it, the thread is broken and the granddhildren and great-
grandchildren of the original shakers may rest asswred that they are free from the disease. This, you
will perceine differs from the general laws of so-called hereditary diseases, as for instance in phibiss,
or syphilis, when one generation may erjoy entire immurity from their dread rawages, and yet n
another you find them cropping aut in all their bideausness, Urstable and ubinsical as the disesse
my be in other respeass, i this it is firm it newr skips a generation to again marafest in another;
once haung yielded its dains, it newer regairs them  In all the families, or nearly all m uhidh the
dhoreic tint exists, the nerwus temperament greatly preponderates, and in my grandfather’s and
father’s experience, uhidh ayoiritly aoer a period of 78 years, nerwus excitement in a marked degree
st imaariably atterch wpan exery dhsease these people may suffer o althugh hey may ot
when in bealth be ower nerwus.

2, The tendency to trsarity, and sometines that form o insarsty uhich leads to suiade, is marked 1
know o several. instances of suicid of people sfferirg from this form of dhores; or who belorged 1o
Janlies in wbidh the disesse existed, As the disease progresses the mind becomes more or lass
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impaired, in many amounting to insanity, wbile in others mind and body both gracually fail vl
death reliews them from their sufferings. At present I know of tuo married men, ubose wiws are
lixirg, and uho are constantly making loe to some young lady, not seeming to be avare that there is
any irpropriety in it They are suffring from dhorea 1o such an extent that ey can huredy wal,
and would be thought, by a stranger, to be intoxicated.  They are men of about 50 years of age, but
newr let an opportunity to flint with a girl go past wamprowed.  The effea is ridicdous in the
extrene.

Its third peculianity is its coming on, at least as a grave disease, only in adult life. I do not knowof a
sirgle aase that bas shoun any marked sigrs of doarea before the age of thirty or forty years, hile
thase who pass their fortieth year without symptors o the disease are seldom attacked, It begins as
an ordinary dhorea might begin, by the irregular and spasmodic acion of eenain musdes, as of the
face, ams et These movements gradually increase, when musdes hitherto unaffected take on the
spasmodic action, writil ewery musde in the body becorres uraffected (exaepting the imwluriary ones),
and the poor patient presents a spectade whidh 1s anphing but pleasing to wimess. 1 haw newr
knoun a recowery or amelioration of symptons in this form of dhorea; wben it once begins 1t dings to
the bitter end. No treatment seens to be of any awil, and indeed nowndzys its end is so uell-knoun
to the sufferer and bis friends that medscal adce s seldom sought. It seerrs at least to be ane of the
incurables” (Huntington, 1872: 320-321).

It can be seen that all of the fundamental features of HD as it is known today are identifiable

within Huntington’ s (1872) description 1. the autosomal pattern of genetic inheritance, the

adult onset, progressive disease course, and fatal outcome; choreic movement disorder

combined with mental (cognitive) impairment, sexual inappropriateness and possible risk of

suicide (psychiatric disorder).
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Neurology.

Although Huntington’s (1872) description does summarise the core clinical features of HD,
it leads to the assumption of a reasonably straightforward and easily recognisable clinical
presentation. However, over the past century, much research has been conducted that has
identified a number of ways in which HD may present (Harper, 1996). The identification of
a polymorphic DNA marker genetically linked to HD (Gusella et al, 1983) and subsequently
the gene’s pathogenic mutation (Huntington’s Disease Collaborative Research Group, 1993)
have further allowed clinicians to recognise more accurately the muhiple manifestations of
HD. Due to such research, diagnosis is no longer purely based on clinical features (and
neurological confirmation at death). Genetic testing can be implemented in order to give a

definitive prognosis during a patient’s lifetime.

Onset of HD:

Although HD can present as early as the age of 2 (Huntington’s Disease Collaborative
Research Group, 1993), 1t is generally considered to be a late onset disease with a median
onset age of mid-forties to early fifties with wide variation (Kremer, 2002). There is no
single presenting sign or symptom in HD. In its earliest phases, there is an insidious and
slow deterioration of intellectual function as well as mild personality changes. The clear
appearance of extrapyramidal signs such as chorea, hypokinesea, ngidity or distonia mark a
phase in the progression of the disease rather than the onset of the disease itself. Penny et al
(1990) suggest that prior to these signs, most individuals will only display minor motor

abnormalities such as general restlessness, abnormal eye movements, hyperreflexia, impaired
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(piano like) finger tapping or rapid alternating hand movements which may increase during
stress and mild dysarthria. Such minor abnormalities can precede more obvious signs of
extrapyramidal dysfunction by three years or more (Snowden et al, 1998; Kirkwood et al,

2000).

Mid-course disease.

The middle stages of HD bring about motor disorder, which is probably the feature that is
classically associated with the disease. This stage is subjugated by visibly motor
abnormalities including extrapyramidal (i.e. outside of the pyramidal tracts) signs and more
general non-specific impairments of essential skilled movements related to dysphagia
(swallowing difficulties), dysarthria (speech disturbances) and gait. Therefore, there are two
parts of the movement disorder, the presence of involuntary movements and the impairment

of voluntary movements.

Involuntary (extrapyramidal) motor abnormalities:

Chorea is the major motor sign of HD and has been defined as “a state of exassitg, sportaneous
monerrens, irvegularty timed, vandomty distriuted and abpt. - Severity may wary from restlessness wth
mild, intermittent exaggeration of gesture and expression, fidgenng moverrents of the band, wrstable dance
like gait to a contiruous flow o disabling, volent moemenss”. (Lakke, 1981: 314).

Choreic movements are continuously present during the waking hours of an HD affected

individual, they cannot be voluntary suppressed by the patient and are worsened by stress,
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anxiety and depression (Rosenblawt et al, 1999). Chorea is a feature of HD in over 90
percent of patients (Kremer, 2002). As the disease progresses, chorea tends to disappear and
is replaced by bradykinesia (abnormal slowness of movement) and nigidity (Young et al,

1986), hypokinesia (Van Vugt et al, 1996) and dystonia (Young et al, 1996).

Other (voluntary) motor abnormalities.

Oculomotor disturbances are present in the vast majority of HD affected patients (Lasker &
Zee, 1997). Early on, the patient may lose the inability to suppress reflexive glances to
suddenly appearing novel stimuli and may also have a delayed initiation of voluntary
saccades (Lasker & Zee, 1997). Later in the disease process, slowing of saccades is seen in up
to 75% of patients and they may also suffer from, impairment of gaze fixation, slowing of
the optokinetic nystagmus and ability to suppress blinking (Penny et al, 1990). Patients may
also suffer from the impairment of voluntary motor functions causing clumsiness in
common everyday activities. Disturbances can be found in motor speed, fine motor control
and gait (Thompson et al, 1988). Such symptoms appear to be correlated with disease
progression and as such are a better measure of duration of illness than chorea (Folstein et

al, 1983).

End-stage disease.

In the final stages of HD, most patients will experience a loss of independence, severe

restrictions in functioning and dependence upon others for their daily living. In these final
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stages of the disease, full nursing care is required (Kremer, 2002) and secondary illnesses
such as pneumonia, choking, nutritional deficiencies and skin ulcers are often the actual
cause of death rather than the disease itself (Lanska, et. al, 1998). The advanced stages of
HD are dominated by hypokinesia, bradykinesia, rigidity and dystonia although choreic
movements may still be visible. Severely impaired speech or mutism may impair
communication to a large extent. It is during this phase that the patient may lose access to
some of the experiences that have been important to him/her during their lifetime through
the inability to communicate. For example, if the patient is unable 1o communicate
effectively what he/she likes to eat, wants to watch on the television, what clothes are
comfortable etc, their quality of life may be diminished especially in cases where there are no
family members present to fill in these gaps of information (Parker et al, 2002). Swallowing
is also impaired and patients may be fitted with a percutaneous endoscopic gastronomy
(PEG) tube in order to ensure that they receive their required daily intake of calories and to
further reduce the possibility of choking (Rosenblatt et al, 1999).

Patients also lose their ability to walk as their gait becomes further disturbed and will
ultimately be confined to either bed or a wheelchair., Furthermore, a combination of muscle
hypertonia and increased tendon reflexes can be indicative of upper motor neurone
dysfunction. Unfortunately, a large number of patients are also on psychotropic medication
such as benzodiazepine sedative, antidepressants or neuroleptics prescribed as antichoreic

drugs which can also exacerbate a problematic gait (Rosenblatt et al, 1999).

Weight loss also features as a symptom of late stage HD and may even occur in conjunction

with increased dietary intake (Farrer & Yu, 1985) although swallowing is suggested as being a
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major course of such emaciation (Kremer, 2002). Furthermore, sleep is often disturbed in

the advanced stages of the disease (Silvestri et al, 1995).

Duration of HD.

The median duration of HD is between 15 and 20 years with no effect of sex (Roos et al,
1993; Foroud et al, 1999) However, there is marked individual variation with the disease
course being as long as 45 years in some instances. One of the factors that may influence a

longer disease course / survival rate is the CAG repeat size with age at death and repeat size

being significantly correlated (Andrew et al, 1993).

Neuropsychology and Neuropsychiatry.

HD is characterised by movement abnormalities (ie. chorea and dystonia), cognitive
deterioration and affective disturbances (Folstein, 1989). Therefore it spans a triad of motor,
cognitive and psychiatric symptomology. Although the motor symptoms are the most
clearly visible, there is much evidence to suggest that the non-motor symptoms have the

biggest impact on the patient’s life.

Cognitive Changes.

The cognitive features of HD are present early on in the course of HD and become more

severe as the disease progresses (Brandt & Butters, 1996). However, there is wide variation
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in how they present. In some affected individuals such impairments are obviously
recognisable to family members and evident during clinical interviews. However, in other
individuals the changes are more subtle and may only be detected at a neuropsychological

examination.

Dementia.

The dementia of HD includes a deficit in the metamemorial control processes that
orchestrate retrieval efforts (ie. executive functions thought to be dependent on the
prefrontal cortex and its striatal connections). Therefore, patients present with a flat
retrograde amnesia profile, impairment in the acquisition of perceptual skills thought to be a
feature of cognitive loss and impaired biasing performance which reflects a deficit in the
development of central motor programmes. There is also evidence of the dependence of
central motor programmes on basal ganglia structures and impairment on explicit memory

tasks involving the leaming of skill based knowledge (Brandt, 1991).

Features of early dementia syndrome often coincide with onset of motor signs. In the early
stages of disease problems with aspects of attention and memory (especially procedural
memory), visuomotor and visuographic skill, and executive functions are evident as well as
primary sensory and perceptual abilities, most aspects of language, nonmotor spatial

cognition and recognition memory (Rothlind et al, 1993).

Autention-demanding cognitive operations are among the first to deteriorate in HD and

there are only a few psychometric tests that assess aspects of attention in isolation.
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Attentional difficulties however, can be inferred from poor performance on traditional tests
such as the WAIS (Nelson, 1976) and Stroop (Stroop, 1935). A more specific scale, The
Unified Huntington's Disease Rating Scale (UHDRS; Huntington’s Disease Study group,
1996) is a rating system that has been developed to quantify the severity of all aspects of
Huntington's Disease. It is divided into multiple subsections: motor, cognitive, behavioural,
functional and aims to provide a uniform assessment of the clinical features and course of
HD. The UHDRS has undergone extensive reliability and validity testing (Huntington’s
Disease Study Group, 1996) and has been used by them as a major outcome measure in
controlled clinical trials. However, it is relatively expensive to obtain and not available to
researchers or clinicians to use without the use of a training tape. This may make it

inaccessible to many carer groups or nursing homes who could benefit from its application.

Language.

Despite the progressive nature of HD, clinically significant aphasia is rarely seen. However,
motor speech impairments such as dysarthria (imperfect speech articulation) affect 50% of
early stage patients (Brandt & Butters, 1996). Speech disorders become more pronounced as
the disease progresses, and patients may be unable to communicate intelligibly in the end
stages of the disease. Performance on language tasks (as opposed to speech itself) remains
normal although HD patients may initiate verbal communication less often and participate
very little in ongoing conversation. Patients tend also to have long response latencies to
questions and pronounced intervals between phrases (Podoll et al, 1988). As such,
conversation is interspersed with long gaps of silence and has reduced syntactic complexity
(Folstein, & McHugh, 1983). In advanced HD, spoken language consists of single words or
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short phrases that often do not constitute complete sentences. In contrast to this marked
reduction in complexity, syntactic structure remains correct and speech content is usually
very appropriate until advanced illness (Gordon & Illes, 1987). Patients have marked deficits
in retrieval but little breakdown in semantic knowledge (Martin & Fedio, 1983), although in
later stages, some mild deterioration of semantic knowledge may occur. Such specific
deterioration means that patients who cannot communicate effectively with the outside

world may still have a good understanding of what is happening around them.

Spatial skills and perception.

Deficits in visuomotor performance are evident even in mild HD patients (e.g. Bamford et
al, 1989), although true constructional apraxia is rarely noted (Brandt & Butters, 1996). The
ability to cope with even simple geometric designs is impaired in early stage HD (Mohr et al,
1997). Such deficits are thought to be due to striatal pathology or damage to frontal striatal

pathways (Potegal, 1971).

Memory.

Memory disturbances are very prominent and present as an early cognitive feature of HD
(Moses et al, 1981). Deficits are displayed in the learning and retention (Moses et al, 1981)
and retrieval of information (Brandt, 1985). Butters et al. (1990) argue that in addition to
problems with explicit memory, there is considerable evidence that specific forms of implicit

memory are also impaired in HD.
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Executive functioning.

Early stage patients describe problems with planning, organising and scheduling day to day
activities (Watkins et al, 2000). Patients become less adaptable and behaviourally rigid,
getting stuck in an idea or task (Pillon et al, 1991). In early HD, impairment of daily
functioning is more likely to result from these cognitive deficits than from motor
impairments. Deficits are found in impaired attention, decreased verbal fluency, poor motor
programming, difficulty compensating for postural adjustments, inability to switch off

cognitive sets and difficulties with abstraction (Josiassesn et al, 1983; Alexander et al., 1989).

Non - cognitive features of HD.

Depression.

In addition to the movement disorder and dementia, patients often present with prominent
affective disturbances which have been referenced widely in the extant literature ( e.g.
Huntington, 1872; Heathfield, 1967; Bok, 1970; Folstien et al, 1983, 1987). Patients with
major depression have a sustained low mood, feelings of worthlessness and guilt, apathy,
loss of energy, loss of appetite and changes in sleep pattemns. In severe cases, patients may
also experience delusions or hallucinations. Depression in HD can be difficult to diagnose
as patients may not complain about a low mood, and symptoms may be masked by other
clinical features of HD, For example, loss of appetite in depression may be masked by an

increase in appetite often seen in HD (Craufurd, & Snowdon, 2002).
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Suicide.

The potential for death by suicide in HD has been recognised since Huntington’s first
description (Huntington, 1872) and also more recently (e.g. Hayden et al, 1980; Schoenfield
et al, 1984). In an American study investigating this, the proportion of death due to suicide
among persons with HD is almost 4 times greater than the corresponding proportion for the
U.S. Caucasian population (Farrer 1986). It stll uncertain whether suicide may in fact be a
rational (albeit) extreme response to an intolerable inherited situation or a manifestation of
dementia (Hayden, 1981). High rates of suicide have also been linked to major depression
(Wood et al, 2002). In such cases suicidal patients can be treated effectively with

antidepressant drugs (Rosenblatt et al, 1999). .

Mania.

Whilst depression is the most common psychiatric problem found in HD, a small number of
patients become manic, displaying elevated or imitable mood, overactivity, decreased need
for sleep, impulsiveness and grandiosity. Healthfield (1967) described four patients out of
eighty with hypomania and delusions of grandeur and Bol (1970) noted grandiose ideas in
eleven out of three hundred and thirty four cases. Folstein et al (1987) found hypomania in

approximately 10% of their patients.
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Schizophrenia-Like disorder

There are many reports of schizophrenic-like symptoms in HD. Guttermann (1938)
describe one patient with frank schizophrenic illness and Heathfield (1967) reported six
cases of paranoid schizophrenia. Such diagnosis is difficult in HD as symptoms such as
emotional withdrawal and emotional blunting are found in both conditions. In some cases,
the onset of schizophrenic-like symptoms may precede the onset of motor symptoms and

patients may be misdiagnosed as suffering from schizophrenia (Rosenblatt et al, 1999).

Irritability.

Irmitability and bad-tempered outbursts are one of the most common and troublesome
behaviours associated with HD. Imitability is often associated with a depressed mood, but
can also result from a loss of the ability of the brain to regulate the experience and
expression of emotion (Rosenblat et al, 1999). Often family members will complain that the
patient has become irritable for no obvious reason and that even the slightest provocation at
this time may provoke an outburst of angry or violent behaviour (Craufurd & Snowden,
2002). Heathfield (1967) describes 15 out of 80 patients studied as having aggression and
irritability and Bolt (1970) reported 50% of three hundred and thirty four cases has some
‘degree of ill-humor’ in the form of either irmitability, aggressiveness or rage. Such irmability
may be a side effect of drug therapy and can also be a sign of depressive illness (Harper,

1996).
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Apathy.

Patients with HD may also present with a visible loss of motivation, initiative and
spontaneous expression (collectively termed as ‘situational apathy) which is particularly
common in the middle and later stages of the disease (Caine and Shoulson, 1983). Apathetic
patients become unmotivated and uninterested in their surroundings and lose enthusiasm or
spontaneity (Rosenblat, et al, 1999). Bums et al (1990) found apathetic behaviour to be
present in 48 percent of HD patients they studied. Oliver (1970) suggested that apathy may
be a secondary symptom of depression. However this has been challenged by Mayberg et al
(1992) who found that most patients suffer from apathy in the later stages of HD whether or

not they present with affective disorder.

Sexual Disorder.

Despite Huntington’s (1872) descriptions of sexual deviation in HD, it is more often the
case that patients become uninterested in sexual activity (Craufurd et al, 2001). However,
Dewhurst et al’'s (1970) paper is often cited as evidence of frequent hypersexuality in HD
patients. Fedoroff et al (1994) studies sexual dysfunction in a sample of 39 HD patients and
noted that although sexual disorders are common, it is evident that hyposexuality is far more
common than hypersexuality with 62 percent of patients reporting a loss of libido
(confirmed by their partners) and only 6 percent reporting sexually disinhibiting (such as

public masturbation or voyeurism) behaviours.
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Summary.

Cognitive and psychiatric changes are an integral aspect of HD as they greatly affect the
patients’ functional capacity. HD patients experience cognitive changes that are bound to
place limitations on their capabilities. However, psychiatric changes can often be treated
effectively once diagnosed. It is probably the behavioural changes that are the most difficult
aspect of HD for both the patient and the carer as they come to terms with the sufferer’s

change in personality, behaviour and character (Harper, 1996).
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2. The Genetics of Huntington’s Disease:

Basic Genetics.

HD is a genetic condition inherited as an autosomal dominant trait with complete life time
penetrance. Each child of an affected person has a 50% chance of inheriting the gene. All
gene carriers will inherit the illness if they live long enough. The gene and mutation for HD
was only identified in 1993 (Hunungton’s Disease Collaborative Research Group).
However, Huntington (1872) noted in his earliest description that HD was a dominant
hereditary disease: “.. .One or more of the offsprirg almost irmariably suffer from the disease if they lie to
adult age. But if by any dane these dhildren go through life without i, the thread is broken and the
grandchildren and great-granddhildren of the original shakers may rest assured that they are free from the

disease.” (Huntington, 1872 , pg. 321).

The genetic locus for HD has been localised to the short arm of chromosome 4 (Guzella,
1983). This gene mutation consists of the expansion of a region in which there is a sequence
of the 3 nucleotides cytosine, adenine and guanine (CAG) that normally repeats between 11
and 34 times. On HD chromosomes the region expands over 37 times. This expansion of
the gene which produces a protein called Huntingtin, damages the nerve cells in the basal
ganglia and cerebral cortex (Aytward et al, 1997). The degree of expansion from the HD
parent to child can vary but appears to be greater with paternal than maternal transmission
(Duayo et al, 1993). A greatly expanded gene is associated with early onset of illness (e.g,

Snell et al, 1993) as well as rapid progression (Brandt et al, 1996). Furthermore, CAG repeat
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length seems to account for 47-73 percent of the varation in age of onset (Rosenblat et al,

2001).

E pidemiology.

Because of the genetic and therefore kindred nature of HD, most of the information
available with regards to the genetic nature of HD is by means of family surveys. HD is a
universal disease although there do appear to be some particular ‘hot spots’ around the
world possibly due to founding ancestors and lack of emigration (Penney et al, 1990).

Folstein et al (1987) further report some phenotypic variation among racial groups.

Early studies in North America suggested a common ancestry from a small number of
founding immigrants, and it was initially thought that the gene has come principally from
the original migrants from East Anglia, England (Jelliffe, 1908; Davenport and Muncy,
1916). However, this was found to be inaccurate (Caro, 1977) and a broader ‘northem

European’ origin for the gene was accepted.

HD has been observed in the USA, Canada, South America, Britain and the majority of
Europe, Asia, Australia, The Pacific Islands, Japan, Africa, South Africa and Mauritius (Bates
et al, 2002). Its prevalence ranges from 0.37 per 100, 000 in Hong Kong (Leung et al, 1992)
to 17.4 per 100,000 in Tasmania (Conneally, 1984). Estimates of universal prevalence range
from 5-8 per 100,000. However, if this is restricted to the population between the ages of

40 and 55, prevalence rises to 12 per 100,000 (Harper, 1991). In the UK, prevalence was
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estimated in 1991 to be 6.4 per 100,000 (region of Northem Island) (Morrison et al, 1995).
Although HD is evident across the UK, it is particularly prevalent in North East Scotland

(9.95 per 100,000; Simpson and Johnston, 1989) and South Wales (8.85 per 100, 000;

Quarrell et al, 1988).

Presymptomatic testing.

The discovery of the genetic marker that localised the gene for HD to the short arm of
chromosome 4 (Gusella, 1984) paved the way for presymptomatic testing in HD for
individuals at risk of having the HD gene. The test has provided the opportunity for
individuals to establish not only whether they carry the gene so they can plan for the future
but also, can be used in prenatal testing, giving parents the opportunity to terminate a
pregnancy if the feotus is found to carry the gene. Testing embryos prior to termination has

also become possible thus, giving couples the opportunity to have a pregnancy without

prenatal testing.

However, the availbility of a presymptomatic test also raises concemns in terms of
psychological morbidity. Farrer (1986) identified that between 11 and 33 percent of people
‘at-risk’ from HD have considered suicide as a possibility. Therefore, if such individual’s
fears are confirmed, there may be a possible increase in death by suicide amongst identified
carniers (Tibben 2002). Farrer (1987), Kessler (1987), Brandr et al, (1989) and Huggins et al
(1992) have made reference to the potential for further problems such as depression, family

turmoil, divorce and survivor guilt. Moreover, the medical value of presymptomatic testing
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is unclear as there is no way at present to control the onset of the disease process and no
effective cure or treatment (Martin, 1984). In more recent years, employment and insurance
discrimination have also been evident amongst those who are found to carry the gene

(Pincus, 2001).

As well as impacting upon the individual, presymptomatic testing also has implications for
other family members. Hans and Koeppen (1989) noted that partners may often react with
disbelief and denial. However, this initial reaction may tum to resentment and hostility as
they become aware of the possibility of transmission to their children (see also Kessler, 1988;
Kessler & Bloch, 1989; Codori & Brandt, 1994; Sobel & Brookes Cowan, 2000; Williams et
al, 2000). Because of the hereditary nature of the disease, presymptomatic testing has far
reaching consequences within families. For example, adult children may want to be tested
even if ‘at-risk’ parents have not been tested. As such, a positive test result would be
evidence of the parent(s) positive status.  Or, as this following example illustrates,
sometimes the issue for prenatal testing comes before the ‘at-risk’ individual is ready to

know their genetic status.

Example (taken from Smith et al, 1998, p 42): Karsten is a tuenty-rine-year-dd worman whase hushand,
Daud, s at 50 pereent risk for HD. She antaas a prediave testing center, reporting that she has
discovered she is six ueeks pregnant and waris to hawe the fetus tested for the HD mutation. In a avrseling
session, Kirsten and Danid rewedl that the pregrancy in unplarmed and that Davd s wndeaded aboa
ubether he warts the predictiwe test for hirrself.  Kirsten, houewer, fedls strorgly that she does not want their
hild to be at any risk for HD, Now that the tedmology is awilable, she wnts to use it to enable her to
decide whether to contirme the pregrancy.

Kirsten ts aware that a positie prenatal result would rewal that Daud bas the HD miation
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Nondisdasing prenatal exdusion testing is not an option, as both of Darud's parents are deceased,

Kirsten insists that she be alloved to proceed with prenatal testing  Daud boueer, does not feel
prepared emptionally for the possibility of receiuing tup positie tests results at once and then proceeding with a
termiration of the pregrancy. He beliews they should contirue the pregrancy. He beliews that if the baby is
a gere aarvier, prewntatie treatrent will be available by the time be or she i an adult.

This particular example highlights the issues faced both by ‘at-risk’ individuals and their
families. If the test is taken, ‘David’ does not feel able to cope with the situation. However,
it is ‘Kirsten’ who will be left with the burden of caring for both a husband and a child if the
test is not taken and they are eventually both found to be carriers. Thus, the decision not to

test could potentially place Kirsten’ in a caregiving role for many decades.

Therefore, genetic testing will inevitably have a profound effect on the family. Spouses
particularly have difficulty coming to terms with test results regardless of whether they are
positive or negative (e.g. Hans and Koeppen, 1980; Evers-Kiebooms et al, 1990; Kessler,

1993; Tibben et al, 1992, 1993; Quaid & Wesson, 1995; Codori & Brandt, 1994).

Summary.

HD is a genetic condition that is passed through families as an autosomal dominant trait. As
such, any offspring of an HD affected parent have a 50% chance of inheriting the gene for
HD. HD has complete life time penetrance meaning that if an individual has the gene for
HD and they live long enough, they will get the disease. Complications arise with HD as it
generally presents in middle adulthood, a time when children may have already been bom.
Genetic testing for HD has meant that individuals over the age of 18 can establish their
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genetic status before symptoms arise, and as such make life choices with regards to children.
However, there are concems with regards to the ethics of testing for a disease for which

there is no cure.
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Quality of Life.

I EOQUCHION. ¢ et cee vee vee ere ten e cee ven ven eae eee eee ves e see son oes sen sus see snn are ove sus se oee vun

1. Defining Quality of Life... ... ... e oo vov it ot vt i vttt e vt vt e e e e s
.62

2. Researching Quality of life within Health Psychology... ... ... e oo vee e vve v e,

Brief HiStOry... oo voe et e vee e ven e e e e e

ConceptualiSatiON... ... civ vev vee vis vt tes s e e e s ees ees e e s e e s et e o e

Using Quality of life as an outcome measurement.... ... ... .. cov ve ev vve e cen e

e Outcome interventions iN CATEZIVING... ... v e e vee vue cue cve vae vre vue ev e v e

Researching specific populations... ... ... ... .. ... ..

.61

62

.66

69

. 69

70

w71

w72

60



Introduction.

Since the 1960’s, ‘quality of life’ (QoL) has been emerging as a useful outcome measure
by which to judge the efficacy of psychological interventions (Cummins, 1997; Land,
2000; Rapley, 2003). Previous to this, health outcome indicators (defined as indicators of
change in health status) traditionally included information on avoidable montality, survival
rates, symptom relief, pain and physical and biomedical markers of recovery
(Donabedian, 1985). There are many documented concemns about the conceptualisation
of QoL (e.g. Cummins et al, 1994; Allison, Locker & Feine, 1997; Anderson &
Burckhardt, 1999. However, such concerns can often be addressed through the use of a
well- operationalised and validated tool (e.g. Cummins 1997; The WHOQOL group,
1998). Using QoL as a measure of outcome focuses on the impact of a condition or
situation on the mdudual’s emotional and physical functioning and lifestyle. Therefore,
QoL indicators have an added advantage of comparing the benefits of different
interventions and further provide means of quantifying risk / benefit ratios and assessing
the subjective benefit of interventions (Rabins, 2000). As such, they can help to answer
the question of whether an intervention leads to an increase in wellbeing by providing a

more client-led baseline against which the effects of the intervention can be evaluated

(Bowling, 2001).
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1. Defining Quality of Life

Bricf History.

In Westem tradition, discourse on the concept of ‘quality of life’ (QoL) dates back to
Aristotle (384-322BC) and early Greek Philosophy (see Veenhoven, 1991). Although the
term QoL was not in existence at this time, Aristotle made two very important points. Firstly
that QoL means different things to different people and secondly that it was context
specific. 'The term ‘quality of life’ was rarely mentioned until the 20* century (Fayers &
Machin, 2001) and the notion of quality of life in relation to health followed on from ths.
One of the earliest statements of QoL in relation to health comes from The World Health
Organisation’s (WHO, 1948) definition of QoL that noted three domains of physical, mental
and social wellbeing within the context of disease.

The earliest attempts to assess patients from a non-biological perspective appear to have
been objective measurements of functional health status ie. the ability to perform routine
self-care and complete basic physical activities and a level of independent living. One of the
first attempts to measure life quality in terms of functional ability was the New York Heart
Association Classification (1939, cited in Fayers & Machin, 2001) which evaluated the
functional capacity of patients with Heart Disease. In 1948, Kamofsky proposed a
performance scale for use in clinical settings. This was a single numerical scale that gave
scores from 0 (for dead) to 100 (no evidence of disease) for a combination of three factors:
the ability to carry out normal activities, the need for custodial care and the need for medical

care, Over the following thirty years, other scales were developed to measure functional
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deterioration (The index of Independence of Activities of Daily Living, Katz et al, 1958,
1970), rehabilitation potential ( The Barthel Index, Mahoney & Barthel, 1965) and physical
functioning (Instrumental Activities of Daily Living Scale, Lawton & Brody, 1969).
Simultaneously, a number of social science indexes were proving to be useful to sociologists
and psychologists as social indicators of health.  After the WHO has defined health as “not
ondy the absence of infirmity and disease, but also a state of complete physical, mental and social well being”
(WHO, 1948), health care professionals were reminded that the patients’ health was more
than just a physical state and could be affected by both environmental and social factors as

well.

In the early 1960’s, the Social Indicators movement led by psychologists and sociologists,
began to advocate a broader assessment of life quality by assessing changes such as
education, health, employment, crime victimization, political participation and population
growth. These notions were made available through a collection of essays that referred to
measuring various aspects of society and comparing them to the ideals of the nation (Gross,
1966). 'Three years later, the Department of Health, Education and Welfare published
“Towards a Social Report’ (1969) in which they noted that although there were numerous
measures of death and illness, there were no measures of physical vigor or mental health.
They further noted that although there were statistics on the level and distribution of
income, there were no measures of the satisfaction that such income brought. By 1972, there
were more than 1000 articles that related to Social Indicators (Wilcox et al, 1972) and articles
on “quality of life” in relation to philosophical concepts, design and testing of new

instruments and studies using those instruments began to emerge.
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The first quality of life scale to become popular was Priestman & Baum’s (1976) adaptation
of linear analogue self-assessment (LASA) methods (Le. visual analogue scales, VAS) to
measure QoL in breast cancer patients. On a ten-centimeter line labelled with extreme
anchors at each end, patients would place a mark corresponding to their feelings at the
moment. The ten questions in the index ranged from feelings of well being, to pain, to the
patient’s perception of the treatment they were receiving. The sum of the marks became the
overall measure of quality of life for that person (see also Andrews & Withey, 1976;
Bradbum, 1969 for early subjective QoL measurements). However, by the late 1970s and
early 1980s objective measurements were being developed to assess general health status
such as the Sickness Impact Profile (Bergner et al. 1981) and the Nottingham Health Profile
(Hunt, McEwan & McKenna, 1985). The Sickness Impact Profile is a behaviorally based
measure of health status, which demonstrates good convergent validity, internal consistency
and test-retest reliability. This instrument is frequently described (and used) today as a QoL
questionnaire although it was not originally designed 1o measure the concept of QoL (Fayers
& Machin, 2001). The Nottingham Health Profile was developed as a generic health-related
quality of life measure and is used to assess physical functioning, physical and psychological
symptoms, impact of illness, perceived distress and life satisfaction. It is also well used in
research today and demonstrates good validity, internal validity and test-retest reliability
(Hunt et al 1985, Jenkinson, et al, 1988, Bowling, 2001).

In 1985, the Food and Drug Administration’s (FDA) decision to require QoL data as one of
the ‘Key efficacy parameters’ in a clinical trial for new anti-cancer agents paved the way for

QoL measurements to be used as outcome indicators in clinical trials. The FDA reported it



would be willing to approve a drug in certain cases only if it reduced pain or toxic effects. A
working group from the National Cancer Institute (1991) and the FDA later reccommended
that validated QoL measures would be useful for comparing either pre and post treatment
groups or treatment versus placebo groups. In addition, QoL assessment was used as the
primary outcome in a randomized trial to examine the QoL of patients taking one of three
anti-hypertensive medications (Croog et al, 1986). Satisfaction with life, physical state,
emotional state, intellectual state, social functioning and wellbeing were all assessed,
allowing the pharmaceutical manufacturers to promote their products for not only their

biomedical effect but also their positive effect on QoL.

Much of the development of QoL instruments has been built on early scales with newer
instruments placing more emphasis on subjective indicators of QoL such as emotional, role,
social and cognitive functioning. Therefore, the concept and measurement of QoL as we
know it today is derived from both indexes of health status and indexes of happiness, well-
being and other ‘affects’. In the current research climate, a sharp increase in QoL papers
and measures is evident. The World Health Organisation (WHO) alone have hundreds of
publications in quality of life research and have extensively developed a number of tools that
have been used in a variety of different populations. This has now grown so extensively that
no one researcher could thoroughly review all of the current literature and it is the sole focus
of the international journal, Quality of Life Research. However, despite this growth, there are a
number of concerns and criticisms of QoL tools and their usefulness in assessing life quality,

which will be addressed in the next section.
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Conceptualisation.

The World Health Organisation (WHO) define Quality of Life as, “... .an indiudal’s pereption
o their position in life in the crtext of the adture and wilue systerrs in ubidh they I and in relation to
their goals, expeaations, stardards and anens”. (WHO Group, 1995, pg 3). This is a broad
ranging concept which incorporates the individual's physical health, psychological state, level
of independence, social relationships, personal beliefs and relationship to salient features of
the environment. Furthermore, this definition highlights the view that quality of life refers to
a subjective evaluation, which includes both positive and negative dimensions, and which is

embedded in a cultural, social and environmental context.

However, there is no agreed definition or standard form of measurement of QoL and as
such, the QoL construct has become very complex in composition. There are many
documented concems about the conceptualisation of QoL (e.g. Cummins et al, 1994;
Allison, Locker & Feine, 1997; Anderson & Burckhardt, 1999). Cummins (1996) has
recorded well over 100 instruments which purport to measure life quality in some form, but
each one contains an idiosyncratic mixture of dependent varables. Moreover, there is little
empirical research attempting to define those qualities which make life and survival valuable.
The literature covers a range of components from which QoL are often derived, such as
functional ability, including role functioning (e.g. domestic, return to work), the degree and
quality of social and community interaction, psychological well-being, somatic sensation (e.g.
pain) and life satisfaction. Therefore, QoL is recognised as a concept representing individual
responses to the physical, mental and social effects of illness on daily living which influence

the extent to which personal satisfaction with life circumstances can be achieved. Moreover,
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in recent years quality of life has become the driving force in service design, delivery and
outcome evaluation, from medicine to social care (Rapley, 2003). Quality of life is regularly
used to justify money well spent as it has become equated to satisfaction with a service or
outcome and therefore, value for money. However, issues in terms of operationlisation of
the construct and whether to measure it objectively or subjectively make questionable the
value of QoL measures and their generalisability and application, both within and between

different populations.

Rapley (2003) notes that much QoL research is predicted upon a priori acceptance of the
notion of QoL as a hypothetical construct which through objective criteria can be measured
and quantified. Such conjecture underpins the development of all QoL scales which attempt
to quantify the quality of an individual’s or a communities life through a meaningful yet
numerical description. However, there has been much criticism of the notion of objective
quality of life (Cummins, 1998) with researchers reporting differences between objective
measures and subjective interpretation of QoL (Bowling & Windsor, 2001) and current
research leaning towards the use of subjective measures of perceived well-being in order to
attempt to quantify life quality. Subjective measures allow for individual differences to
dictate the relevance and importance of any given situation and therefore its impact on
perceived quality of life. However, there are clearly concerns with measures of subjective
well-being ultimately being used to assess service quality (Hatton & Ager, 2002) or even as
evidence of the effectiveness of therapeutic interventions as one’s subjective interpretation
of a situation may differ vastly from its ‘objective reality’. Thus leaving the question open as
to whether the objective situation or perceived issues are the real areas of concern for health

care professionals, patients and researchers alike,
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Summary.

Definitional diversity seems to be one of the key problems in conceptualizing QoL
(Rapley, 2003). As such, QoL research is often seen as poor and questionable as to whether
it actually measures what it purports to. Meeberg (1993) argues that the term is frequently
overused and underdefined and the definition of quality of life is still imprecise (Felce, 1997).
Therefore, although it is widely agreed that QoL is indeed a multi-dimensional construct,
there is still no consensus as to the number or variety of dimensions that should be used

within QoL research (Rapley, 2003) or indeed an ultimate definition of what QoL really is.
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2. Researching Quality of Life within Health Psychology.

Using Quality of life as an outcome measurement.

Bowling (2001) notes that in the current day, purchasers of health care are generally expected
to allocate resources on the basis that such resources are indeed advantageous and effective.
As such, physical and therapeutic interventions need to have some proved ‘health gain’ in
order for them to be seen as effective and beneficial to the individual. However, traditional
objective outcome indicators such as physical functioning (e.g. The Barthel Index, 1965), do
not take into account the subjective impact of a situation on the individual. Using QoL as a
measure of outcome, though, has the benefit of focussing on the impact of a condition or
situation on the indiudual’s emotional and physical functioning and lifestyle. Therefore, QoL
indicators have an added advantage of comparing the benefits of different interventions and
further provide means of quantifying risk / benefit ratios and assessing the subjective benefit
of interventions (Rabins, 2000). As such, they can help to answer the question of whether
an intervention leads to an increase in wellbeing as they provide a more individual-led

baseline against which the effects of the intervention can be evaluated.

QoL has therefore become more relevant to areas of Clinical Medicine and Health
Psychology as an alternative or supplement to more objective clinical indicators of health. As
such, the term ‘Health Related Quality of Life’ (HRQoL) is now often used to identify the
dimensions of life quality that clinicians and outcome researchers are interested in. In
general, HRQoL dimensions include general health, physical functioning, physical symptoms

and toxicity, emotional functioning, cognitive functioning, role functioning, social wellbeing
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and functioning, sexual functioning and existenuial issues (Fayers & Machin, 2001). However,
there are concemns about the use of the term ‘HRQoL’ partly because it is a very ill defined
term and studies vary as to which aspects of HRQoL should actually be assessed. As such,
the term HRQoL still requires definition / operationalisation by the researchers of each
individual study. Cummins (1998) disagrees with the notion of HRQoL, arguing that QoL
should be a global construct that can be used to consider the wellbeing of larger populations
rather than disease-specific sub-populations and individuals. Furthermore, researchers often
use the terms HRQoL and QoL interchangeably making the revised terminology somewhat
redundant. Despite such issues, measuring the health outcome of any intervention has

become intrinsic to health service research (Leape et al, 1990).

Outcome Interventions in Caregiving.

There are a number of caregiver interventions that have proven to be effective in the
alleviation of dementia caregiver distress and as such, help to improve QoL. For example,
Hepburn et al (2001) report the benefits of dementia family caregiver training built on
models of stress and coping. Furthermore, Hosaka and Sugiyama (2003) have provided
physiological evidence of the benefits of therapeutic interventions. Hosaka and Sugiyama
investigated the effects of a structured intervention programme which included education
intervention, relaxation exercises and problem solving techniques on twenty Alzhiemer’s
dementia caregivers. They found that the interventions not only improved emotional and
physical discomfort, but also improved immune functioning. However the benefit of

interventions and their efficacy does appear to vary from study to study. Brodaty et al (2003)
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conducted a meta-analysis of interventions for caregivers of individuals with dementia and
noted significant benefits of interventions that were used to reduce caregiver psychological
distress and increase caregiver knowledge. However they did not find any clear effect of
interventions that were put into place in order to alleviate caregiver burden. Carradice et al
(2003) also note a difference in the reported benefit of dementia caregiver stress
interventions with subjective reports providing stronger evidence for the efficacy of
interventions than objective measures. They argue that methodological rigor may ‘dilute’ any
potential benefits of carer interventions and call for the use of theory driven interventions

and research designs in order to reduce the inconsistencies between intervention studies.

Researching specific populations.

There is also evidence to suggest that specific caregiver populations may require specially
adapted QoL interventions in order for them to have the most effect. Coon et al (2003)
argue that no single, easily implemented and consistently effective method is available for
achieving the same clinically significant outcomes across caregivers. As such, different
populations of caregivers may require different educational interventions (Burgio et al, 2003).

This appears to be especially important when considering racial and ethnic diversity (Coon et

al, 2002).

Issues in terms of measuring interventions in relation to specific populations are further
complicated in quality of life research by debates surrounding the utility of disease-specific or

population specific QoL measures. Disease or population specific scales have the aim of
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being able to both discriminate more finely between individual levels of life quality and
further, of being more sensitive to clinical outcomes (Bowling, 2001). Researchers such as
Morris (1990, cited in Bowling, 2001) have shown the benefit of using disease specific scales
in identifying small but significant changes in health status and levels of disease sevenity.
However, Kantz et al (1992) demonstrated the inability of a disease-specific quality of life
measure to distinguish between treated and untreated patients. As such, disease-specific
scales are often criticized for being too narrow in focus whilst neglecting to measure more
general outcome modifying variables. The issues of global vs disease and population specific
definitions and measures of QoL are closely related to the objective vs subjective QoL
debate (Rapley, 2003). That i, is QoL measurement useful in terms of our overall
understanding of what makes life meaningful for the population, or are we more concerned
with highlighting issues that are pertinent to specific populations and subgroups. In order to
develop solid theories and methods, general measures have the benefit of allowing
researchers to consistently measure between populations. However, QoL issues that are
intrinsic to certain populations with regards to disease, culture or other demographics may
well not be ‘tapped into’ by such measures. As such, disease and population specific
measures of QoL clearly have their place within both clinical interventions and psychological
research and should perhaps be used in conjunction with more general measurements of
quality of life, so as to allow consistency and comparison between different sub-groups of

the population.

Summary.

Quality of life is a useful construct to use in outcome intervention research. However, there
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are still many methodological and conceptual issues that are being debated with regards to
the operationalisation of QoL, its objective and subjective components and further, the use
of disease and population specific scales vs more generic determinants of QoL. Concerns
with regards to defining QoL can to some degree be addressed through the use of well-
operationalised research studies and validated tools. Moreover, it is generally accepted that
there is a need for both objective measures of QoL that assess particular tangible needs and
subjective indicators in order to allow the clinician or researcher to gain understanding of the
impact of a situation on the imdudul. Thus, setting support in place though a client-led
understanding of any given situation. Finally, the use of disease and population-specific
measures of QoL can be a useful and beneficial supplement to more generic QoL measures
that may not be sensitive to QoL issues that surround certain illnesses or situations. By
combining disease and population specific measures with more generic QoL assessment

tools, disease or condition-related attributes can be assessed whilst findings can still be

generalised to other populations.
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Chapter 4.

The impact of Huntington’s Disease on the Quality of life of Spousal caregivers.
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Introduction.

Huntington’s Disease (HD) is a chronic progressive dementia of the brain that causes
movement abnormalities, cognitive deterioration and affective disturbances (Folstein,
1989). There is no cure for HD, with the treatments available being purely palliative or
experimental. Furthermore, HD is a genetic condition inherited as an autosomal
dominant trait with complete lifetime penetrance. In HD, the immediate family usually
take on the responsibility of caring for an affected individual and often, the primary carer
is the spouse (Kessler, 1993). Although there is a wealth of literature investigating the role
of dementia family carers (Maslach, 1981), the symptoms and genetic nature of HD
makes this carer role distinct from general dementia caregiving (Semple, 1995) and this
can have implications for the professionals involved and also HD families. There is
currently no work that explicitly investigates the impact of HD on the QoL of family
carers, although the available literature would suggest that life quality is diminished for
this carer group in terms of burden (Hans & Koeppen, 1980), gaining access to specific
services (e.g. specialist aids and equipment; specialist advocacy and support) and dealing
with professionals who are not always trained to deal with the family dynamics of HD.
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Family Caregiving in HD.

It is generally the immediate family that takes on the responsibility of caring for an
affected individual and more often than not, the primary carer is the spouse (Kessler,
1993). Although there is a wealth of literature investigating the role of dementia family
care-givers (e.g. Maslach, 1981; Flicker, 1992; Murray et al, 1997), the symptoms and
genetic nature of HD makes this family carer role distinct from general demenua care-
giving. For example, Power (1982) notes how cognitive dysfunction in HD can lead to
the patient becoming apathetic and inactive preferring to say at home, which places a
huge burden on the carer. Power also found that the movement disorder associated with
HD, can make families feel embarrassed to go out with the patient. Hayden et al (1980)
also recognise the burden that HD places on the family and Dura (1993) notes that
although educational interventions can reduce HD caregiver stress in the short term, the
long term effects of intervention are minimal due to the stressfulness of continuing to

provide care in this insidious and chronic disorder.

Hans & Gilmore (1968) note the major emotional, social and financial problems that
caregiving in HD creates for the family, and that such issues are made worse due to lack
of attention that HD has received from public health services in terms of interventions.
This may be because the physical, neurological, psychiatric and genetic elements of HD
mean there are no boundaries between the medical disciplines in relation to who should
care for these individuals. Therefore, HD sits uncomfortably within the structure of
community based services. This can have implications for the professionals involved and
also HD families. Patients and their families find enofmous difficulty in gaining access to

specific services and professionals may not always be trained to deal with such family
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dynamics. Service provision for HD families is therefore often poor and unsuitable so
families are mostly burdened with the main responsibility of care (Shakespeare &

Anderson, 1993).

Stress, daily hassles and psychological morbidity are often associated with family
caregiving in dementia (¢.g. Kinney & Stevens, 1989; Waltrowicz et al, 1996; Cousins et
al, 2002). HD family carers also experience many of these problems. A number of studies
have noted the psychosocial effects of HD on the family (Bok, 1970; Davenport &
Muncy, 1916; Dewhurst, Oliver et al, 1970; Hans & Gilmore, 1968; Hayden et al, 1980;
Oliver & Dewhurst, 1969; Teltscher & Davies, 1972, Wallace, 1972, Yale, 1971). For
example, Korer and Fitzsimmons (1985) found that the emotional and physical demands
that an HD patient places upon their family can make caregiving difficult. Furthermore,
lack of finances, often due to either the patient or carer (or both) having to give up their
job means that there is not enough money to employ extra help to alleviate this situation.
Semple (1995) carried out a qualitative study to explore and describe the experiences of
family member of individuals with HD and found family carers experience a wide range

of negative emotions as a result of their caregiving role and this has a significant impact

on their well-being.

However, due to both the genetic implications and chronic nature of HD, family carers
may experience more intense problems than dementia carers per se when caring for a
relative with HD. Tyler et al (1983) examined the relationship between HD disease state
and family breakdown and stress in a sample of ninety-two patients. Tyler and colleagues

found that violence, promiscuity, bizarre and slovenly behaviour (ie. behavioural
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manifestations of HD) were often reported to be the cause of marital breakdown in HD.
Behavioural problems were also cited as one of the main causes of stress within the
family, with dangerous and aggressive behaviour reported in nearly half of all patients and
eighty-two percent of primary carers reporting feeling stressed. Wives also reported
feelings of conflict in choosing between caring for their HD affected spouse and their
children over the duration of the illness. Furthermore, Hans & Koeppen (1980) argue
that HD permeates the entire life of the non-HD spouse (e.g. lifestyle, family
responsibility, goals and marital relationships) and so they experience continuous trauma.
They found that once a diagnosis had been made, the spouse was often called upon to
help in the management of the patient in terms of supervision, moral support, nursing,

handling of finances and total responsibility for the home and any children.

Although such issues can be related to caregiving in many types of dementia, there are also a
number of other salient factors which demonstrate that HD as a disease imposes a unique
burden on family and especially spousal carers. The mood and behavioural changes
associated with HD can drastically alter family, and especially spousal, relationships. Hayden
et al (1980) established that in HD, the non-HD spouse has unique concerns and needs in
terms of chronic isolation. They found that the anti-social behaviour associated with HD
might cause social embarrassment to the carer and rejection by friends. Moreover, in a
qualitative study of fifteen wives of individuals with HD, Hans & Koeppen (1980) found
that partners frequently describe the way in which they feel they have ended up married to a
different person and perhaps not the sort of person they would have chosen. Feelings of
regret, anger and ambivalence are commonplace and often marriages come under extreme

pressure. They also note that none of the partners knew of the presence of HD in the
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family prior to marriage and they reacted with disbelief and denial on hearing the diagnosis.
Furthermore, as the partners became aware of the steady progression of the disease process
and the threat of disease transmission to any children, they became resentful and hostile. The
strain on members of the family is therefore, further intensified by the impact of the unique
implications stemming from the inherited nature of the disease (Williams et al, 2000).
Because of the genetic implications, HD repeats itself in successive generations and once a
HD patient and their spouse have had children the impact on the family may span over a
number of generations if any children are found to have the disease. The availability of a
predictive test to identify offspring who are at risk of developing the disease also brings its
own problems in terms of the psychosocial impact it has on both the patient and their carer
(e.g. Kessler, 1988; Sobel & Brookes Cowan, 2000). Often those who are ‘at nisk’ or know
they carry the gene are involved in the care of their parents or other members of their family,
and are constantly reminded of the reality of HD. It is not uncommon for a person to nurse
their parent, then an older sibling and finally succumb to HD themselves, whilst worrying all

the time that they have transmitted the disease to their children (Kessler, 1993).

Despite these issues “ little or no professional attention has been given to [carers] in the HD
literature” (Kessler, 1993: 145). Furthermore, the majority of studies in existence are
relatively small scale and qualitative in nature, making it hard to generalize findings beyond
the sample population itself. As there is currently no cure, it is not surprising that it is the
patient and those who are ‘at risk’, who receive the most atention with only a few
prominent papers discussing the impact of HD on the family carer (e.g. Hans & Koeppen,
1980; Kessler, 1993; Tyler et al 1983). However, this does leave a clear gap in the literature in

which to further investigate the impact of HD on the QoL of family carers.
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Motivation for Research.

Generally, the psychologist's role in HD has traditionally been one of assessment,
management, evaluation and research into the disease processes and the sufferer themselves
rather than the carer. Numerous scales are used to assess the severity of symptoms (e.g.
Stroop, 1935, and Wisconsin (Nelson, 1976)) which can demonstrate very early changes in
attention, ability to learn etc, enabling diagnosis often prior to the onset of chorea. These
are clearly useful in preparing control and experimental groups in research but, are of less
practical value to the sufferer themselves and their family. Therefore HD affected families
may experience a lack of expertise and specialism from health professionals on practical

aspects such as therapeutic interventions, advice on genetic counselling or continuity of care.

As with many diseases where there is no cure, focus is quite rightly and obviously placed
upon finding a successful treatment. Since the discovery of the Huntintin gene (Gusella et al,
1983) patient care has changed quite dramatically in terms of both searching for a cure and
developing more appropriate and specialised care facilities. However, carer issues still
appear to remain constant with current literature highlighting problems that were raised in
the 1920’s. It is therefore clearly important to put resources into establishing methods of

alleviating the carer burden in HD by successfully addressing carers’ needs.

With the general remit of Health Psychology being to promote and maintain wellbeing via
the application of psychological models and theories, the issue of caregiving in HD is

undoubtedly an area in which the Health Psychologist can have an impact. For example,
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through the practical application of theory such as designing self-care programs, using
therapeutic interventions or by advocating carers’ views on service quality. However, with
health care purchasers increasingly being expected to allocate resources on the basis of the
evidence of the effectiveness of health care interventions, lack of systematic research poses a
huge problem. Therefore, one of the most pressing issues is the generation of quality

research with which to test theories and interventions for HD family caregivers.

Because of the genetic implications of HD, it impacts upon individual family members in
different ways. Spousal carers who have children have to deal with the possibility that their
children may also be carrying the HD gene. This puts them in a position where they could
be caring for affected loved ones over a number of generations on top of having to cope
with the possibility of resentment towards their spouse for putting them in this situation,
Children and other family members who are carers may have to cope with either an ‘at-risk’,
HD gene-positive or HD-gene negative status thus giving them the possibility of watching
how they themselves may deteriorate in the future or what they have been saved from.
These different carer roles are therefore very distinct with regards to the burden that they
may place onto individual carers. Therefore, in order to develop a well validated tool, it was
decided that the current studies would focus solely upon spousal carers with the aim of

revalidating the scale at a later date for different sub-populations of HD carers.

This current research therefore, aimed to establish the factors that enhance and compromise
the lives of HD spousal caregivers by utilising the theoretical construct of quality of life

(QoL). Since the 1960’s, QoL has been emerging as a useful outcome measure by which to
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judge the efficacy of psychological interventions (Rapley, 2003). It was hoped that by using
QoL as a measure of outcome for HD caregivers, attention would be focussed upon the
impact of HD, the individual carer’s emotional and physical functioning and lifestyle.
Therefore, such QoL indicators may ultimately help to answer the question of whether an
intervention leads to an increase in wellbeing by providing a carer-led baseline against which
the effects of the intervention can be evaluated. With this in mind, a disease-specific measure
was developed to bring together theoretical constructs and practical application and produce
a user-friendly QoL measurement for HD spousal carers that could be used to implement

and assess therapeutic interventions.

Research Aims.

1. To examine the construct of QoL with HD spousal carers and Health Care Professionals

working in the field in order to investigate whether the construct itself is meaningful and

relevant to the HD spousal carer.

2. To obtain a detailed understanding of the issues surrounding QoL and spousal caregiving

in HD, through the use of photographs and carer’s own comments.
3. To take findings from studies 1 and 2 to focus groups for discussion in order to clarify

participants' comprehension of terminology and concepts developed during the preliminary

investigations.
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4. To develop a disease-specific QoL measure for spousal carers of HD patients (HDQoL-

Q.

5. 'To validate the Huntington’s Disease Quality of Life Battery for Carers (HDQoL-C)

through pilot investigation.
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Background.

There is very little literature on spousal caregiving in HD and no specific literature that
focuses on the specific concept of QoL. It was therefore felt necessary to initially establish
that QoL was indeed a concept that was pertinent to spousal carers. In addition, it was
important to establish whether health care professionals felt that HD spousal carers’ QoL
was being compromised in any way in order to try and 1) get an idea of the ‘bigger picture’
and 2) investigate whether there was concordance between the views and perceptions of
carers and health care professionals. Therefore, in this initial study the domains and facets of
the Comprehensive Quality of Life Scale for Adults (ComQol-A5; Cummins, 1997) were
rated by using a likert type scale in order to achieve two main objectives: (1) to examine the
relevance of the ComQol-A5 domains and facets to the perception of HD Spousal Carers
and (2) to consider the development of any additional facets and remove less relevant facets.
Carers and Health care professionals were also asked to write down any issues that they felt
were pertinent to their QoL as primary carers of HD patients. Analysis of the ratings data
revealed that 25% or more of answers in each facet fell into response brackets 4 and 5
(‘very important and extremely important’) This means that at least 25% of all participants
perceived every facet as either very important or extremely important to their quality of life.
Further analysis of the qualitative data established 18 sub-themes relating to quality of life
which clustered into four final themes of Professional Issues in HD, Personal Wellbeing in

HD, Practical Issues in HD and Emotional Wellbeing in HD.
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Method.
Sample:

Family carers and health care professionals were recruited though a research talk at the
Huntington’s Disease Association’s Annual General Meeting (Summer, 2001) and asked to
take part in an investigation into quality of life issues in Huntington’s Disease (HD). Twenty
HD spousal carers (6 males and 14 females; mean age, 52.3 years, sd = 2.62) and twenty
health care professionals (4 males and 16 females; mean age 49.4 years, sd = 3.45) agreed to
take part in this initial study. Carers spent between 12 and 17 hours per day caring for their
affected spouse and as such, caregiving was deemed to be their full-time occupation. Carers’
educational background ranged from secondary school to post-graduate level, previous
employment details were not recorded. Health care professionals were a mix of care advisers
(n=4), nurses (n=10), genetics specialists (n=2), social workers (n=2) and semior

management (n=2). They were all educated to at least undergraduate university level.
Materials:

The underlying concepts and procedures for assessing QoL were based on Cummins (1997)
Comprehensive Quality of Life scale - Adult (ComQol-A5). This is a comprehensive,
multidimensional and well validated quality of life measurement, consisting of 35 facets
subsumed in 7 domains of Material Wellbeing, Health, Productivity, Intimacy, Safety, Place
in the Community and Emotional wellbeing, designed for use with the general adult

population (See appendix IV). Using a 7-point Likert scale, participants are required to tick

86



the box that most closely reflects how they feel about various areas of their life (1=

delighted, 7 = terrible).

Procedure:

Spousal carers and health care professionals were recruited through a research talk at the
Huntington’s Disease Assocation (AGM) (Summer, 2001). QoL was operationalised to the

participants using the following definition:

“Quality of life is both ojective and subjectine, eadh aucis being the aggregate of several dormins: material uell
being, health, producticity, intirmacy, safety, community and enotional well being. Objective dormains comprise
dlturally relevnt measures of objecine uell being. Subjective domains cormprise dorrin satisfaction weighted
by their importance to the individual,” (Cummins, 1997, pg 7).

Participants did not answer the QoL scale but instead rated each item for its relevance to a
HD spousal carer. Answer sheets with 5-point likert response scales were explained and

participants were asked to tick the most relevant category (see appendix V).

In addition, in order to gain qualitative data on the participants’ evaluation of the ComQoL-
A5 and to provide an opportunity to descnibe any other issues pertinent to HD, participants
were also asked to write down what they felt were the main issues surrounding the QoL of
primary carers of HD patients and make further comments in relation to the questionnaire
itself. All participants gave informed written consent and were advised of their right to

withdraw from the study if they wished to do so.
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Findings.

Ratings Data:

Due to the exploratory nature of the study, the ratings data were analysed purely at a
descriptive level, using percentages. The structure of this preliminary investigation was
adapted from Jirojanakul & Skevington (2000).

The data obtained from the carers and health care professionals in relation to the relevance
of each facet (or aspect of life) on the COMQ-L to the QoL of HD spousal carers revealed
that 25% or more of answers in each facet fell into response brackets 4 and 5 (‘very
important and extremely important’) This means that at least 25% of all participants

perceived every facet as either very important or extremely important to their quality of Life.

Analysis of overall domain scores revealed that some facets on the Objective domains of
‘Material well being’, ‘Health’, ‘Productivity’ and ‘Place in the community’ were considered
to be of little relevance to HD spousal carers’ QoL. Subsequent item analysis established that
at least 50% of responses to the following items fell into the response scales 1 and 2 (‘not at

all important’ and ‘not very important’), see Table 5.1 below.
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Table 5.1. Objective Facet Items considered ‘not at all important’ or ‘not very

important’ to HD spousal carers QoL.

Q1b) How many personal possessions do you have compared to other people?

Q22) How many times have you visited the doctor in the last 3 months?

Q2c¢) What regular medication do you take each day?

Q3¢) On average, how many hours of TV do you watch a day?

Q6 b) Do you hold an unpaid position of responsibility in relation to any club, group,

Or Society?

Q6 c) How often do people outside your home ask for help and advice?

Within the Domains of Tmpontance’ and ‘Satisfaction’ all items with the exception of Q2 (1)
‘Howimportant to you are the things you our’ and Q 3 (1) Howsatisfied are you with the thirgs you oun’
were considered to be relevant to HD spousal carers’ QoL. Subsequent item analysis
established that at least 50% of responses to the following items fell into the response scales

4 and 5 (‘very important’ and ‘extremely important’, see Table 5.2. below).
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Table 5.2. Subjective Facet Items considered ‘very important’ or ‘extremely

important’ to HD spousal carers’ QoL.

Q2. HOWIMPORTANT TO YOU... ... .1s your Health?

.. .is what you achieve in life?

.. are close relationships with family and
friends?

... .Is how safe you feel?

.. .Is doing things with people outside your
home

.. .Is your own happiness?

Q3. HOW SATISFIED ARE YOU... ... .with your health?
.. .with what you achieve in life?
... .with your close relationships?
.. .with how safe you feel?
.. .with doing things with people outside
your home?
... .with your own happiness?

Further analysis of question 2.1 (‘How important to you are the things you oun) and question 3.1
(How satisfied are you with the things you ourt) established that at least 50% of responses to the
following items fell into the response scales 1 and 2 (‘not at all important’ and ‘not very

important).

Correspondence between the views of carers and health care professionals.

Both carers and health care professionals had corresponding opinions about the relevance of
each domain and facet. For both groups, highly relevant QoL items included questions such
as, how gften do you sleep well?; How often ab you do the things you really want to? If you are feeling sad or
depressed, how often does someone show they aare for you? Less relevant items included questions such
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as, How many personal passessiors do you hate compared with other peopled; On average, how manty hovrs
o TV do’you wntch each dayé; How satisfied are you wth the things you ouné

Interpretation of Ratings Data:

Importance ratings for objective and subjective domains were consistent across the domains
of ‘Matenial well being’, ‘Intimacy’, ‘Safety’ and ‘Emotional well being’ but inconsistent in
relation to the domains of ‘Health’, ‘Productivity’ and ‘place in the community’. As such,
facets from these three domains and the additional facets that were considered of little
importance to QoL were noted for subsequent discussion within a focus group setting in

order to establish their inclusion / exclusion in the pilot questionnaire.
Qualitative Data:

Fifteen carers highlighted a number of issues that they felt were the main concerns

surrounding the QoL of primary carers of HD patients.

The 256 comments noted were investigated using a phenomenological approach to establish
the ‘perceived meaning’ within the text rather than ‘objective reality’. Interpretative
Phenomenological Analysis (IPA) (Smith, 1995; Smith & Osbourn, 2004) was adapted for
use with this data. The data consisted of a combination of paragraphs, sentences and words
from a number of carers. Ordinarily with IPA, each transcript would be taken person by

person in order to capture the essence of each person’s perspective. However, due to the
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exploratory nature of the study and the small amount of data involved, the comments were

analysed as if one continuous script.

Analysis:

The meaning of the comments was central to the analysis. As such the transcript was read a
number of times in order to get a feel for the data and become familiar with the comments
made. Issues that the participants raised were annotated in the text and similarities /
differences between comments were noted. Once this had been completed for the whole
transcrpt, initial annotations were transformed into direct phrases with the aim of capturing
the meaning of what was found in the text. The emerging sub-themes were then investigated
for connections between them and as such, were clustered together into the final themes.
As the final themes emerged, they were related back to the transcript in order to ensure that

the connections worked for the primary source material.

Using this method 18 sub-themes emerged directly from the raw data which clustered into
the following four final themes of ‘Levels of support’, ‘Dissatisfaction with caregiving role’,
‘Practical aspects of caregiving’ and ‘Feelings and emotional wellbeing’. These themes were

agreed by two independent raters (intercoder reliability K = 0.8). See Table 5.3 below.

92



Table 5.3. Themes and sub-themes generated from concept clarification data.

THEMES

SUB-THEMES

Levels of support

Appropriate help from social services
Professional knowledge and understanding
Appropriate specialist services
Appropriate care facilities

Support from health care professionals

Dissatisfaction with caregiving role

Duty of care

Benefit of personal support
Advocacy

Burden of Responsibility
Genetic Issues

Loss of Identity

Practical aspects of caregiving

Safety and Security

Practical support

Financial Burden

Tiredness

Lack of time

Support from friends and family

Feelings and emotional wellbeing

Loss of emotional closeness
Isolation

Negative emotions

Future concems

Participants also commented on the design and format of Cummins’ (1997) questionnaire,

Utilising the same adaptation of IPA as with the previous data, three separate issues were

identified from the 54 comments made. The main issues raised by participants were that it

was important to devise a scale that was shon, easy to understand and used a likert scale

format.
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Interpretation of Qualitative Data:

These exploratory findings suggest that that there is an interrelationship between the facets
on the ComQoL-A5 (Cummins, 1997) and the final themes and sub-themes that emerged
from this initial data. The sub-themes of persaul support, safety and seamity, pracical support,

Sinandial burden, time and support from friends and family are all identifiable facets already included
in the ComQoL-A5. However, a number of disease-specific issues in relation to both

caregiving and HD itself were evident in the comments noted by the participants in this

study and these themes are discussed individually below.

Levels of support:

The theme Lewds of support’ especially highlighted areas that are mainly applicable to people
who either have or are caning for someone with a chronic illness. The sub-themes of
‘appropniate belp from sodal servces’, ‘professional knouledge and understanding’, ‘appropmiate specialist
serue, ‘appropriate aare faclities’, and ‘support from health aare professionals’ are not issues that
would normally concem the general population. These issues also appear to be exacerbated
due to the chronic nature of HD and the ongoing frustration of not being able to get the

specialised help required as a HD caregiver.

Dissatisfaction with caregiving role:

Within the theme of ‘Satisfaction with life’ the sub-themes “dizy of are’, benefit of personal support’,
burden of resporsibility’ and loss of identity’ link well with the current caregiving literature (e.g.
Kessler, 1993). However, particularly notable were the sub-themes such as “dway’ and

‘geneisc ssues’ in which carers commented upon the difficulties of advocating for someone
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with HD and made note of how devastating the impact of the genetic implications of HD

are upon the carer and the whole family.

Practical aspects of caregiving:
The theme of Pracical aspects of caregiung’ encompassed a number of issues that are relevant
to the general population as already mentioned above. However, sub-themes such as

practical support’ and lack of time’ are once again indicative of a chronic caregiving experience.

Feelings and Emotional Wellbeing:

The final theme of ¢ Feedings and Enntional Wellbeing' highlighted the chronic nawre of
caregiving in HD with sub-themes of Uoss of emotional doseness’, Isolation, ‘negative emotions’ and
Suture concerrs”  all relating directly to the specific nature of the HD in terms of both the

nature of the disease, the affect that it has on the sufferer’s personality and the progression

of the illness.

Conclusions:

This study provides preliminary evidence that spousal carers of HD patients and health care
professionals would value a disease-specific quality of life scale that could be used to evaluate
their objective and subjective QoL. The generic quality of life scale (Cummins, 1997) was
relevant to the QoL of spousal carers, although it was apparent that many of the issues and

concems that HD spousal carers have, were not being ‘tapped in’ to though the generic
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questionnaire. Furthermore, there were a number of elements in the generic questionnaire

that were felt unimportant or irrelevant to the QoL of HD spousal carers.

As the qualitative data from this study was both minimal and tentative, it was appropriate to
carry out a more in-depth analysis of the impact of HD on the QoL of spousal carers. This
was carried out using ‘photovoice’ as a method in which spousal carers could take
photographs and make comments on aspects of things in their lives that are important to

them.
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Background.

Study 1 provides initial evidence that QoL 1s an important concept to HD spousal carers.
However, previous research into the experience of spousal caregiving in HD is too sparse
to make too many assumptions. Furthermore the concept of QoL is difficult to
operationalise (Cummins, 1997; Rapley, 2003). The objective of this second exploratory
study therefore, was to capture and describe the experiences of HD spousal carers
specifically in relation to their QoL using an in-depth and insightful methodology. In
order to gain insight into the complex role of the carer, visual representations of QoL and
corresponding written information were gathered using Photovoice'. This is usually a
process by which people can identify, represent and enhance a specific community
through photography (Wang, 1999). However, for the purpose of this study ‘Photovoice’
was employed as an opportunity for individual participants to explore the concept of
QoL by photographing and giving written reflections on specific QoL issues surrounding
their care giving and HD. Previous health psychology research has noted the benefits of
using photography in order to produce rich and informative data (Radley, 2001). With
this in mind it was hoped that by combining the objective image created by the
photograph with the subjective account of the meaning behind the picture, the meaning
of the image would be ‘anchored down’ by the participant rather than the researcher
imposing meaning onto the photographs. Five spousal carers photographed and
described elements of their life in which they felt their QoL was being enhanced or
compromised and the data was analysed using basic content analysis (Weber, 1990).
Using content analysis, nine manifest themes were identified and tentative latent

inferences were made in relation to these themes. Although some positive issues did
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emerge, these were minimal compared to the negative impact that HD had on carers’
overall QoL. Seven out of the nine themes that emerged were also evident in at least one
of the seven QoL domains on the Comprehensive Quality of Life scale - Adul Version
(ComQoL-A5; Cummins, 1997); suggesting that QoL is negatively affected for these

spousal carers.

Method.

Sample:

Participants were recruited through the Huntington’s Disease Association UK. Five family
carers, four females and one male (mean age 49.1, SD = 2.54 years) volunteered to take
part. No other sample characteristics for these participants were sought; however, the
sample were predominantly white and British. All participants gave informed written consent
for their photographs and corresponding written data to be released for publication and

were aware of their right to withdraw from the study at any time.

Materials and Procedure:

Carers were provided with disposable 27-exposure, colour film cameras and a corresponding
dialogue sheet. They were given a written description of Cummins (1997) and the World
Health Organisation’s (WHO, 1995) definitions of QoL i.e.

“Quality of life is both objective and subjectiwe, each axis being the aggregate of several domuins: raterial uell
being, health, productinity, intimacy, safety, commuriity and emotional well being. Objectrwe domins comprise
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adtvrally relevant measwres of objecie well berg. Subjeaiwe domatrs comprise dorain satisfaction ueighted
by their importance to the indiudual.” (Cummins, 1997, pg 7).

“ . .an indiudual’s pereeption of their position in life in the context of the adtwre and wilue systenrs in which
they liwe and in relation to their goals, expectatiors, standards and concerrs”™. (WHO Group, 1995, pg
3).

Cummins’ (1997) definition was utilized because 1t attempts to define QoL as a global
construct. It provides a positive perspective to life quality and psychological research as it
encompasses both positive and negative dimensions of QoL. It further accounts for both
objective and subjective interpretations of QoL, which is a very important consideration

when explaining individual experiences in terms of well-being.

Carers were subsequently asked to use their disposable cameras to take photographs of
things (not people) that represented a compromise or enhancement of their QoL. They
were told that they did not have to use all of the film in the camera and that it did not matter
if they took more pictures of enhancing things rather than compromising things, or vice
versa. They were told that what mattered was the pictures they took were significant to
them. Furthermore, straight after they had taken a photo they were asked to write a sentence
or two about it. All photos were taken within a two-week period and the cameras returned
for development. Negatives were returned to participants so they could identify the pictures
that were most important to them. It was hoped that this would engage carers in a process

of reflection by addressing what the photographs conveyed and what this meant to them.
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Analysis:

Using basic content analysis (Weber, 1990) 109 photographs were analysed for manifest
content and classified into nine themes representing differing aspects of the carer experience
in relation to QoL. For each photograph, the participant wrote a sentence or two about why
they had taken the picture and what it meant to them. This corresponding text allowed for
tentative latent inferences (as described by Tashakkoir & Teddlie, 1998) to be made with
regards to each photo, and ultimately each theme. The themes were then compared to the
identified themes within the domains of the ComQoL-A5 (Cummins, 1997).

Findings.

109 photographs and their corresponding text were classified into nine themes representing
differing aspects of the carer experience in relation to QoL. The photographs, corresponding
text and theme classifications were re-analysed by a second researcher (intercoder reliability
K = 0.8). Table 6.1 shows the nine themes identified, the number of photographs classified

into each theme and an example from the dialogue sheet.
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Table 6.1. Identified themes and example quotes from the ‘photovoice’ data.

Theme Number of Quote
Photos

Care and secunty | 16 “We are cared for by our church”

Small pleasures 11 “A cigarette is one of the main pleasures in life”

Loneliness 13 “No-one 1o talk t0”

Escape 8 “There is no space just to be”

Sense of loss 11 “Families lose so many members to the same disease”

Neglected Needs | 10 “We miss out on all sorts of things”

Support 17 “The logo of our charity enables us to recognise other
people who suffer with the same affliction”

Time 12 “Dash home from work, the Solpadol and coffee
routine, off to the supermarket. We rarely eat before
9pm”.

Daily Hassles 11 “We have to wash his bedding 3 - 4 times a week, I long

for a day without washing!”

The themes identified are discussed individually below, including excerpts from the dialogue

sheets and photographs taken. It can be tentatively suggested from these excerpts that the

majority of the dialogue within the data is associated with negative factors which impact on

the carers' lives. They describe a life which is dominated by their care-giving role, to the

detriment of their own needs.
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Care and Security

Carers describe situations in which small things can ease their mind and make them feel

more secure.

Image 1.

Comment:  “Making the house the wry e wnt it now will belp in the futwre. It will also be a safe
place for aur family, a place that my dnldren can alwzys come home, a place where they are lowed and safe”
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Small Pleasures

Carers take great satisfaction in the small things in life in order to enhance their day to day

living.

Comment: “Flovers in the house are my bit of lcury, all of my friends know this.  These are a
present from X (HD affected indiudual).  The sigrafiaince of the delicate beauty and frailness; the short

lifespan but the pleasure they bring - Huntington's Disease”
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Loneliness

Isolation is a significant problem for carers, with many of them not having the time to

socialise with their friends or even stay on the phone for too long.

Image 3.

Comment: 7 hawe a picture of the year we net. The colowrs in the background, the pinks, contain the
clowrs 1 see when neditating. A sense of loneliness perbaps™
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Escape
The need to escape from their situation combined with the reality that there is no release is

evident in the carers' dialogue.

Image 4.

Comment:  “One half of the rainbow from our terrace giues a feeling of space and light at the end of the
twrmel, Will she ewer die2 Will we be able to have sone life? Quality of life is elusrwe, like the pot of gld at
the end of the rainbow’
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Sense of Loss
Carers recognise a sense of loss. Not only the loss of a spouse, but also the potential loss of

a fit and healthy family.

Image 5.

Comment:  “Toys in the garden. With a genetic disease it means that ue dhoase not to haw dnldren -

our future 1S taken awry fromus”
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Neglected Needs
Carers describe the constant interruptions they encounter from living with HD. They want

the ability to fulfil their own needs and wish for a simpler life.

Image 6

Comment:  “Ewry time I go shopping with X (HD affected indudual) it's so tedious trying to
vemenber what I wint. In fact it's impossible. I try and get everything she reeds just in aase she nuns out-
what about my shopping? What about my needs?”
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Support
Carers recognise and appreciate the small amount of support that they receive from different

sources.

Image 7.

Comment:  “Mast people are helpful when in contact with a disability. The wuitress at Y restarant

wus brillant at dealing with HD impatience - although not knoung what wns wong”
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However, they also noted a lack of support from a number of service providers.

IR,
Vil e
r

Al
\

Wy

»

"Requests for a psychiatric assessment ere not acted upon and we were left in a bigh stress situation
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Lack of time
Lack of time is a big issue for HD carers. They find themselves continually compromised

between doing things for their affected relative, and finding time for themselves.

Image 9.

Comment: I bought a shouer sceen owr 15 years ago. I had stored it and when ue had sawed
enough to do the bathroom we spent ower 2 years trying to replace the perished fixings. With HD it’s alwzys
a question of time, you aan’t follow things through”
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Daily Hassles

Carers further describe the way in which the hassles of daily living impact upon their lives.

Image 10.

“The Wheelie Birs. We need extra because of all the stuff she throus awry. We could

Comment:

Jeed another housebold I'm sure. She alwys misjudges and you aan’t reason with ber. I could weep, it’s a

wcous arde”



These exploratory findings suggest that that there is some overlap between the domains on

the ComQoL-A5 (Cummins, 1997) and the final themes that emerged from this photovoice

data. Table 6.2 below compares the domains of the ComQol-A5 to the themes that were

identified in this study.

Table 6.2 Overap between the ComQoL-A5 domains with themes emerging from

the photovoice data.

COMQoL-A5 Domains Themes from Photowvoice data

Material Well-being *

Productivity Lack of Time

Intimacy Care and Security
Sense of Loss
Support
Loneliness

Safety Care and Secunity

Place in the community Neglected Needs

Emotional Well-being Neglected Needs
Escape

Health *

* Small Pleasures

* Daily Hassles

* No overlap between the ComQol A5 domains and the Photovoice themes.

Interpretation of Findings.

The aim of this preliminary study was to explore and describe the experience of HD
spousal care-givers in terms of their overall quality of life. ‘Photovoice’ provided a unique
opportunity for the HD carers to capture and reflect on issues as they arose (and became

apparent as influencing their Qol) on a day-to-day basis. This may not have been
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possible using other investigative methods. In addition, Photovoice' gave carers the
opportunity to reflect on their carer role, but required only minimal time out from their
caring routines. This is an important issue, as lack of time was identified as a theme in

this data and is acknowledged in the care-giving literature (Waltrowicz et al, 1996).

Analysis of the photovoice data produced nine themes that appear to be intrinsically
linked with HD spousal carers’ QoL. The identified themes lean towards the notion that
caring for a family member with HD imposes a unique and difficult burden on the carer’s
life. Although some positive elements emerged, these appeared to be minimal (i.e. small
pleasures like having a cigarette or having flowers in the house) when compared to the
negative impact that HD has on their lives. We found that these informal carers often
experienced loneliness, a need to escape and a unique sense of loss while trying to
adequately care for their loved ones and maintain some form of QoL for themselves.
Such issues are unique for HD spousal carers as due to the genetic nature of the disease,
there can often be no end to their caregiving role unless they make a conscious choice

not to have children. Previous research in relation to each of the themes is discussed

more explicitly below.

The themes ‘Care and security’ and ‘Small pleasures’ that emerged in this data are not
readily identifiable within in the existing HD caregiving literature. Within the theme
‘Care and Security’ carers described how small things such as making the house safe and
secure were a real comfort to them. Furthermore, within the theme of ‘Small Pleasures’,

carers commented upon how the little things in life such as having an empty washing
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basket or fresh flowers in the house became very important and precious to them. It
could therefore, be tentatively suggested that using a method such as ‘Photovoice’ has
allowed us to tap in to very explicit and individual areas of concern for these carers as

they considered the issues that affect their QoL.

The theme ‘Loneliness’ was referred to frequently amongst the carers in this study. They
reported feeling isolated from their friends and other social networks. Murray (1995) and
Murray et al (1997) have also noted that spousal carers of dementia patients experience
isolation and further, that they feel obligated to spend much of their time at home.
Furthermore, Hayden et al (1980) note how the anti-social behaviour often associated
with HD can lead to a decision on behalf of the HD spouse to isolate him/herself in

order to avoid embarrassing situations.

The theme ‘Escape’ encompassed a number of issues that highlight the HD spousal
carers situation. Carers commented that they felt there was no way out and no end to
their caregiving role, and wrote about a chronic and difficult burden that they felt was
imposed onto them. Flicker (1992) also established that caring for a family member with
a dementing illness imposes an intolerable burden on the family as they carry out their
caregiving role. Furthermore Roos et al, (1990) argue that facing a ‘frightening future’ is

one of the causes of difficulties for parmers of HD patients.

The theme of ‘Sense of loss’ that emerged within this study was primarily linked to the
genetic nature of HD for these carers. The unique nature of caring for someone with HD

was illustrated by carers expressing their loss as losing the opportunity to have children
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and early deaths generally within the family; not solely the inevitability of losing their
spouse. Previous research has shown that the strain on family members appears to be
intensified by the impact of the implications stemming from the inherited nature of HD
and further, by the availability of a predictive test to identify offspring who are at nisk of

developing the disease (Kessler, 1987; Huggins et al,, 1992).

The theme of Neglected needs’ that emerged within this study, incorporated evidence of
carers talking explicitly about how their own needs are compromised in order to care for
their spouse. This reflects Kessler's (1993) argument that spouses often neglect their own
needs in order to shoulder the burden of decision making, nurturing, caring and wage
earning. Maslach (1981) and Tyler et al (1983) also describe the hardship that is often
experienced by informal carergivers. Such hardship was also evidenced by the carers in
this study who reported both financial and emotional hardship in terms of their

neglected needs.

The theme of ‘Support’ that emerged from this data is also evident in a number of
previous studies. For example, Waltrowicz et al (1996) note that service providers who
deal with dementia sufferers and their families appear to have an incomplete impression
of the experience of the carer, as informal carers complain infrequently to professionals
about their own problems. Furthermore, Tyler et al (1983) note that family support is an
essential factor in any long-term alleviation of the stressful situation that HD families find
themselves in. Dura (1993) further argue that HD carers require continuous support in
order to reduce the burden that caregiving brings. Shakespeare and Anderson (1993)

found that members of HD families often criticise the lack of services available to them.
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Interestingly, in this study we also found that lack of support from service providers was
reported by the carers. However, the carers in this study placed a positive emphasis on
the support that they did receive from the family and community and noted how

important this was to them in facilitating their caregiving role.

The theme of “Time’ was a big issue for carers who found themselves tom between
caring for their spouse, looking after their children and finding some time for themselves.
Waltrowicz et al (1996) note that carers who are children of dementia sufferers are often
tomn between caring for an elderly parent and the welfare of their own children and
spouse. Kessler (1993) notes that spouses of HD patients with young children tend to
find conflict over their loyalty towards their partner and their obligation to their children.
Furthermore, Hans and Koeppen (1980) note how HD permeates the entire life of the

spousal carer.

The theme of ‘Daily Hassles’ was evident within this data. However, this 1s not
addressed in its entirety within the existing HD caregiving literature. Inferences in
relation to coping strategies and stress are numerous (e.g, Hans & Koeppen, 1980;
Maslach, 1981; Tyler et al, 1983) and the impact of daily hassles for family carers of
dementia patients is descnbed by Kinney & Stevens (1989). However, the sheer impact
that small tasks such as doing the shopping or washing has not been clearly highlighted in

previous HD research.

Further analysis of the ‘photovoice’ data established that seven out of the nine themes

that emerged could be related back to at least one of the seven QoL domains on the
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ComQoL-A5. This suggests that QoL 1s indeed impacted upon in some way for these
spousal carers and there is some form of psychological burden associated with the
spousal caregiving role in HD. However, the themes of ‘Small Pleasures’ and ‘Daily
Hassles’ were unable to be satisfactorily related back to the ComQolL-AS5. Interestingly,
such themes are also difficult to identify within the HD caregiving literature. It may be
that using ‘Photovoice’ to gather rich data has helped to identify such small issues and
how they can become amplified and impact greatly upon QoL in a chronic caregiving
situation. However, such inferences should be taken with caution due to the small sample

size and exploratory nature of this study.

None of the emerging themes from the Photovoice’ data could be satisfactonly related to
the domains of ‘Material well-being’ or ‘Health’ on the ComQoL-A5 (Cummins, 1997). In
terms of ‘Material well-being’, findings from study 1 established that HD carers considered
material possessions from the perspective of being able to provide suitable care for their
affected loved one rather than conceming themselves with material possessions per se. In
terms of the ‘Health’ domain, this is interesting as previous analysis of overall domains
scores on the ComQoL-A5 and HD spousal caregiving (Aubeeluck & Buchanan, 2003)
established that the objective domain of ‘Health’ on the ComQoL-A5 was considered to be
of little relevance to HD spousal carers. However, in the same investigation, subjective
questions relating to the “importance of health” on the ComQoL-A5 were deemed to be
very important to the carers. Certainly, existing global quality of life scales (e.g. WHOQOL,
1998, Cummins 1997) attempt to measure aspects of quality of life that are regarded as
pertinent to health status, such as life satisfaction, well-being, functional ability and stress

(Bowling, 1997). However, there is still debate with regards to whether this should be
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measured objectively or subjectively. Researchers are increasingly leaning towards subjective
self-ratings of health (Rapley, 2003). However, policy makers often prefer more objective
and classifiable indicators that may ultimately be more useful in the formation of health
policies. It is possible that spousal carers of HD patients only consider their health to be
important in terms of their caregiving role, i.. they are only concemed for their health when
it impacts upon their ability to care for their spouse. This discrepancy between the objective
domains of QoL and subjective importance of health is an issue that needs to be addressed

further to try and establish the real meaning of ‘Health’ for spousal carers of HD patients.

It is important to recognise that this study does have limitations. Firstly, there is only a
small number of carers included in the study. Secondly, although it is widely recognised
in Europe that wives are the largest group of caregivers (McMurphy et al, 1993) this study
does have a bias towards female spousal carers making generalisability more difficult.
However, we stress that these findings are preliminary and should be viewed as such. In
addition, the strengths of this study can be found in the novel methodology employed

and the nich data obtained from it.

Conclusions:

This data suggests that carers struggle to maintain their sense of self. The carers in this
study often neglected their own needs as their caregiving role and the disease process
took over their lives as well as the life of their HD affected spouse. The results sho