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Preface: 

Motivation for Research. 

HWItington's Disease (lID) is a rare condition that has been WIder-researched by the 

medical professions and psychologists alike. There is a clear lack of psychological literature 

on the subject of I-ID and furthennore, there are no adequate QoL scales available for use by 

spousal carers. The development of a I-ID specific QoL scale {IIDQoL-q for this special 

population, brings together theoretical constructs and practical application in order to 

produce a user-friendlyQoL measurement for spousal carers of lID patients. 

Aims and Objectives. 

Huntington's Disease (I-ID) is a dementia that is genetically inherited as an autosomal 

dominant trait with complete life-time penetrance (Zakzanis, 1998). The majority of the lID 

literature focuses on the patient and those 'at-risk' of inheriting the I-ID 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 lID 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 lID spousal carers by 

utilising the theoretical construct of quality of life (QoL). My exploratory studies provide 
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evidence that spousal carers of I-ID patients have specific difficulties in maintaining their 

QoL whilst continuing in a primaxy care-giving role. As such, they prepared the way for the 

development of a disease-specific QoL measure for HD carers (HDQoL-q. The objective 

of this scale is to quantify the care giving experience in I-ID in order to implement and assess 

therapeutic interventions. 
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"Fmn ueek t1) ueek and m:nth t1) m:nth he experiem:d rrure ani rrure dijfiaJty 

cmtrrilint5 7ihat he called "this darrnd trr'lrnS1'l!Ss." Am uhen he bratrr trr'lrnS, he 

had t:rmble WJh his terrper. Far ~15 he had bEn a wrtie ani undm~ husturrl. 

Naw he seemxi fX) ~ initated uith his Wfe and child:ren at the sligptest pmext. Jean 

saided him for leing too ~ en the kids. Far the jim ~ in their rrurried life, he 

shaded at her. In seceral arasm he hit her. She ucnkred if Ian had prrliem at 

7JIJYk that he did m uish t1) discuss. She spent dark ani ~ ham ~ abaa 

7ihat had (DTl! mer him Had she let him dmm sr:rrWoui Was there amber 'Um'W'lf 

Had he taken fX) drinkint5 saretly? There W1S no sign if any if it, but her husturri W1S 

dmrfy a rhangd rrun" 

(excerpt taken from Phillips (1982). Living with 

H~Js DiseASe, a baie for patients and jarrilie;, 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 utilising the 

theoretical construct of quality of life (QoL). Three exploratory studies provided evidence 

that spousal carers of I-ID 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 I-ID 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 I-ID 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 I-ID carers. The carers in this study often 

neglected their own needs as the care giving role and disease processes 'took over' their lives 

as well as the life of their I-ID affected spouse. The findings of these three studies prepared 

the way for the development of a disease-specific QoL measure for spousal carers of lID 

patients. Validation of the Huntington's Disease Quality of Life Battery for Carers 

(HDQoL-G 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 I-ID 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 (tID). The 

history, neurology, neuropsychology and neuropsychiatry of HI) will be described. 

Furthennore, the epidemiology and genetics of lID will be highlighted and issues 

surrounding genetic counselling and pre symptomatic 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 HI) 

is discussed. The motivation for the research and research questions will also be 

outlined. 
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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 (ComQoI-AS) (Cummins, 1997), a well validated generic QoL 

measure, were rated by using a liken type scale in order to achieve two main objectives: 

(1) to examine the relevance of the ComQoI-AS 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 lID 

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 lID, Personal Wellbeing in lID, 

Practical Issues in HD and Emotional Wellbeing in lID. 

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 written 

infonnation were gathered using 'Photovoice'. 'Photovoice' was employed as an 

opponunity 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 
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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 00 had on carers I 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 00 spousal carers and funher that their QoL is greatly impacted upon due to 

their care giving role. The pwpose of a third exploratory study was therefore to funher 

investigate previous findings within a larger sample of spousal caregivers and to provide 

a clear framework for designing a 00 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 {lIDQoL-q 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 I-fl); 

Personal Wellbeing in I-fl); Practical Issues in lID; Emotional Wellbeing in 00) and 

further identified the new theme of lID specific issues. All observed themes and sub

themes were integrated into the existing ComQoL-AS (Cummins, 1997) to generate a 

lID specific QoL measure for spousal carers {lIDQoL-q. 

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 OOQoL-C with spousal carers of 

HD patients. As such, 87 full time spousal carers of lID patients completed the pilot 
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questionnaire. Factor Analysis established the Huntington's Disease Quality of Life 

Battery for Carers (I-IDQoL-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 G>nclusions 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 care giving 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 infonnal 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). 

18 



1. Caring fora family member with a dementing illness. 

Models of care giving. 

The World Health Organisation define dementia as " ... the global impainnent of higher 

cortical functions including memory, the capacity to solve the problems of day to day living, 

the perfonnance 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 impainnents 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 Oones & 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 care giving (e.g. Lazarus and Folkman, 1984; Haleyet al, 

1987; Pearlin et al, 1990; Nolan et aI, 1996). Lazarus and Folkman (1984) argue that an 

individual may engage in a number of coping strategies in order to reduce the adverse 
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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, i.e. 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: 

Illustration 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-tenn strategy. It can help reduce one's arousal level before engaging 
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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; Tornaka et a~ 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. Furthennore, within a chronic caregiving situation, there may be 

vel)' 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 care giving role as the burden 'mounts up' over the course of time (George 

& Gwyther, 1984, cited in Duijnstee, 1994). Moreover, Kneebone & Manin (2003) note that 

research based on Lazarus & Folkman's (1984) model is severely limited in its capacity to 

infonn 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 vel)' useful in terms of 

implementing successful inteIVentions. 

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 ai, 2003). 

Stressors are descnbed 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. 

Variability in caregiver outcomes (i.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 specifted 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 contextual 

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 

secondaty 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 culture 

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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Illustration 1.3. Pearlin's stress-process model of stress In carers of those with 

Alzheimer's disease (adapted from Pearlin et aI, 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 (00). 
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Bourgeois et a1 (1996) argue that a bck 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 recipiem 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 care giving 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 incOIporate 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 

care giving 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). Furthennore, 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 care giving 

continuum which ranges from prediagnosis, diagnosis, role change and chronic care giving 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 careglvmg. 

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 care giving, 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 fonn 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 aI, 1990). 
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The Zarit Burden Interview (ZBJ) (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 vel)' 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 Crregiving Burden Scale (Gerritsen & Van der 

Ende, 1994), a well constructed and validated scale which draws the majority of its itexm 

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 vel)' much' to 'agree vexymuch'. 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, ahhough some may require help to make distinctions 

within the 5-point response scale. In contrast, the Crregiver 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 pmpose 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 secondaty stressors, 

working to address intra-psychic strain or improving mediators such as coping skills or social 

support. Zarit & 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 stressorsj 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 intenwmed emotional and practical issues 

involved. For example, a person who attnbutes a relative's repetitive questions to a lack of 

attention, may require infonnation about the nature of memory loss. However, they may be 

emotionally defended against the knowledge that their relative has dementia so getting the 

infonnation 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 Cuijpers & 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 repons 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 utilise. 

Although stressors and strains that are associated with dementia caregiving are well 

docwnented (e.g Davidson, 1997; Mittleman et al, 1995; Schulz et aI, 1995) and theory 

driven stress-process models exist that can help to suggest suitable interventions, the 
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majority of interventions that are actually described in caregiver intervention research are not 

explicitly theory-based or theory-driven themselves (O>on et al, 2003). Furthennore, these 

models place emphasis on distress and burden with less attempt to measure more positive 

aspects of care giving 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 playa leading role in homecare for the demented elderly. Shanas (1979), 

Cantor (1983) and Johnson (1983) argue that help from the 'informal network' (i.e. panners, 

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. Oark & 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 burnout (O'Connor et al, 

1990; Alrnberg, Grafstrom &Wmblad, 1997;), have poorer self reported physical and mental 

health problems (Gonzalez-Salvador et al, 1999; Keicolt-Glaser et al, 1989), somatic illness 

(Levin et aI, 1984) and have compromised irnrmme function (Keicolt Glaser et al, 1987, 

1991; Vedhara et al, 1999, 2000). Furthermore, carers for individuals with dementia in 

comparison to carers of non-demented individuals repon 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 imponance 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 re1ation 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 Gones & 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 tum to daughters before 

sons, and female offspring are more likely to place themselves in a full time care giving role 

than male offspring (Dwyer & Coward, 1991). Orbell (1996) argues that power differentials 

between men and women and social expectations that care giving is 'naturany 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 at, 1991; Bass et ai, 1994; Schluz et aI, 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 

(C'Mers 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 aI, 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 intetpreted (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 ai, 2002). Furthennore, 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 care giving, 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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Introduction. 

Huntington's Disease (lID) is a chronic progressive dementia of the brain that causes 

movement abnonnalities (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, motorially 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 short-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 tenus with the sufferer's change in pe~onality, 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 Oinical Characteristics of Huntington's Disease: 

History. 

Huntington's Disease (I-ID) has a long history that stretches back for well over a centuty. 

HD {then referred to as Huntington's Otorea {Hq 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. 

« ... .A nd rxJW I 7Jish to drawycur attentim m:Jrf! partiaJarfy to a [ann if the disedSe 7ihUh exists, 

so far as I krKJUJ alrrat exdusiwiy en the edSt erKi if Leng Island It is peaJiar in itself and srem to cky 

certain fix«i 147JJ. In the first p/aa!, let m! remtrk that cIxJrw, as it is amrmIy krmm to the prrfessiJn, 

and a d3aiptim if 7JhUh I I:km already giren, is if exCI£dirID rare a:r:mrerKI! there. I do ra rermrier a 

sin;le instarKE a:runing in ~ father's practice, and I I:km cften hetml him say that it 'CI.llS a rare disease and 

seldan nrt uith by him 

The herrditary charr?a, as I shall call it, is arrfimi ro certain and fortunately a few famJies, and has b:en 

tTansrrit:t:«i ro them, as an heirUxm firm fPl?YatUn a1.I8Y ltuJe in the dim past. It is spdeen if by tha;e in 

~e 7£ins the sreds if the disease are krmm ro exist, 71ith a kind if horror, and ra at aU ailutI«J to exrept 

thra.tt/J dire nms~ 7Jhen it is T1'l?J'1timxi as <that disarrld. It is at:terdd fPl?YaIly by all the synptars if 
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arrmn chorea, cnly in an a~Cl'lJlted ckgrre hardly etEr mmifos~ itself until adult (T rriddIe lifo, ani then 

ewing en gradually but surely, in:rrasing by ckgrres, ani iften CXIMJ7Yir'6;em in its ~ unlil the 

hap/l5s stt/few is a quiwing'T.lr«ie if his forrrer self. It is as annm ani is inmI, I Wier£, rrue atmm 

amng 17I!fl tIkm 'UlT1'EI1, Wile I am 1U awtre that seasm or anpIexim has any irf/ue!re in the mater. 

There are thrre mtrked proJiarities in this disease 1. Its heraiitary nature 2. A teTr/erry to insanity ani 

suUitk 3. Its mmifesting itself as a gra-ce disease arIy in adult life. 

1. Cf its heraiitary nature W1Jen either or lxxh the pm!nI5 htne shuun mrnifostatims if the disease, 

am 11'DI1! espWally uhen these mrnifostaticn htne h:m if a serials nature, (Tl! or rrIJI1! if the 

rffipring altrat immiabIy suffer firm the disease, if they me flJ adult ag! But if by any chata 

these children ~ thrwfiJ life 'TlitIxMt it, the thrrad is brrieen ani the grarrthildren ani pt

grarrthildren if the origjnal shakers rmy nst assumi that they are fire firm the disease. Ibis,)fM 

W11 perrei7.e differs firm the [!!fl!Yal krr.a if so-called heraiitary diseases, as fr insfanE in Jhhisis, 

or syphilis, uhen (Tl! [!!fl!YatUn mty erjOJ entire imrunity firm their drrad TtZ'lIl~, ani)f!l in 

amber)Ot fori them arpping aIt in all their hU:iws7l!Ss. Unstalie ani uhimiaJ as the disease 

mty k in cxher nsptm, in this it is firm it rl?W skips a ~atUn to ap, mrnifost in amber; 

cn:e ~ yieJd?d its claim, it rl?W ~ them In all the farrilies, or rmrly all in uhiJJ the 

dxJreic taint exists, the rmrMS tenperarrl!f1t grratIy fJ1f!{Xn/eratJ5, ani in ~ gran/fathels ani 

father's experiem!, WiJJ aicintly aJlEr a periaJ if 78 Jam, rmrMS excitermrt in a mtrked ~ 

alrrat immiabIy atterrIs tipm ecery disease these pt:qJle rmy suffer firm, a.ltJxMJ1 they rmy ra 

uhen in health I:e arer rmrMS. 

2. The teTr/erry to imanity, ani sOO1!tim5 that Jam if insanity uhUh Iatds to s~ is mtrk«i. I 

kmw if SetEral instarm if suicitk if peqie sufJerirf,firm this form if chorea; (T 7Iho hJa7g;d to 

farri1ies in 'lIhUh the disease existed. As the disease Jl1T1llf5ses the rrirxJ I:a:um rrue (T less 
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irrpaiml, in mmy ~ to insanity, uhile in others rrind am baiy IxJth gradually fail until 

ckath relieu:s them frrm their s~. A t prr:sent I kww if tuo 711lTTi«i rrEI7, we W:l£S are 

~ ard uho are antantly rruking lar.e to san: ~ lady, rtt s~ to k auare that there is 

any irrpqniety in it They are sufforingfrrm dxJm:t to sum an ex tent that they can hardly 7.P11lk, 

ard 7JDIid k tfxMJJt, by a straTfP, to k intaxicat1xJ. They are nm if aboot 50 )W?S if a~ but 

rrr.er let an ~ to flirt uith a gj:rl [!J past urirrpruuxJ. The effot is ritIiaJ.oos in the 

3. Its third peculiarity is its ~ lJ1, at loot as a grate disease, mly in adult life I do rtt kwwif a 

sinJe case that has shaun any m:trked signs if dxJm:t Wan! the a~ if thirty ar forty)MS, Wile 

thae uho pass their fortieth )WT 7lit:hatt syrrptan if the disease are seldan attacked It hgins as 

an ordinary choreA rri1/Jt h!gjn, by the irreg;Jar ard spasmxiic aaun if CErtain rrnscks, as if the 

faa, arm etc. 1hese rrm.errmts gradually irK:rooe, 7Jhen rrnscks hitherto unafJec:ad take en the 

spasmxiic aaim, until er.ery rrnscle in the baiy l«un:s unafJec:ad (excepting the inaiuntary ens), 

ard the poor patient prr:sents a spro:acle uhUh is an;thing but pleasing to uitn:ss. I haw mer 

krmm a remwy ar amJiaraticn if syrptrm in this form if dxJrr.a; vhen it (TK£ lxgins it d~ to 

the bitter end. No trratm?nt srem to I:x! if any ~iJ, ard inmi 1'K!lIlldtt)5 its erri is so ueIl-krmm 

to the sufferer ard his frierris that rraJicaJ adUa! is seldansoorjJt. It srem at loot to I:x! en if the 

irruralit5" (H~ 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 i.e. the autosomal pattern of genetic inheritance, the 

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

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

suicide (psychiatric disorder). 
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Neurology. 

Although Huntington's (1872) description does swmnarise the core clinical features of lID, 

it leads to the assumption of a reasonably straightfolWcU'd and easily recognisable clinical 

presentation. However, over the past century, much research has been conducted that has 

identified a number of ways in which lID may present (Halper, 1996). The identification of 

a polymorphic DNA marker genetically linked to lID (Gusella et at, 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 

lID. 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. 

OnsetofHD: 

Although HD can present as early as the age of 2 (Huntington's Disease Collaborative 

Research Group, 1993), it 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 lID. In its earliest phases, there is an insidious and 

slow deterioration of intellecrual function as well as mild personality changes. The clear 

appearance of extrapyramidal signs such as chorea, hypokinesea, rigidity or distonia nmk a 

phase in the progression of the disease rather than the onset of the disease itself. Pennyet al 

(1990) suggest that prior to these signs, most individuals will only display minor motor 

abnonnalities such as general resdessness, abnonnal eye movements, hyperreflexia, impaired 

41 



(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 aI, 1998; Kirkwood et aI, 

2000). 

Mid-course disease. 

The middle stages of lID 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 impainnents 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 (extrnpymmidal) motor abnonnalities: 

Otorea is the major motor sign of lID and has been defined as "a state if exCfSSne, spartarm/S 

rrmerrmts, irrer;JarIy tim.d, rarrJariy distributed am abrupt. Secerity rruy utry fom 1fStiesSn;sS 7Jith 

nild, intemittent exaFatim if g3ture am expressiaz, ~ 71'lJrEI1'EI1tS if the harris, unstalie dt:ure

like?J1-it lOa antinuaIs f/uwifdis~ tident rrmerrI:!YltS". (Lakke, 1981: 314). 

dloreic movements are continuously present during the waking hours of an lID affected 

individual, they cannot be voluntary suppressed by the patient and are worsened by stress, 
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anxiety and depression (Rosenblatt et al, 1999). Otorea is a feature of l-ID in over 90 

percent of patients (Kremer, 2002). As the disease progresses, chorea tends to disappear and 

is replaced by bradykinesia (abnonnal slowness of movement) and rigidity (Young et a1, 

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

Other (voluntary) motor abnonnalities. 

Oculomotor disturbances are present in the vast majority of l-ID affected patients (Lasker & 

Zee, 1997). Early on, the patient may lose the inability to suppress reflexive glances to 

suddenly appearing novel stimuli and may a1s0 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 a1s0 suffer from, impainnent of gaze fixation, slowing of 

the optokinetic nystagmus and ability to suppress blinking (penny et al, 1990). Patients may 

also suffer from the irnpainnent 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 bener measure of duration of illness than chorea (Folstein et 

aI, 1983). 

End·stage disease. 

In the final stages of l-ID, 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. aI, 1998). The advanced stages of 

lID 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 himlher during their lifetime through 

the inability to communicate. For example, if the patient is unable to communicate 

effectively what hel she likes to eat, wants to watch on the television, what clothes are 

comfonable 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 ai, 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 ai, 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. Furthennore, 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 ai, 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). Furthennore, 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 (Roes et al, 

1993; Foroud et ai, 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 (Andrewet al, 1993). 

Neuropsychology and Neuropsychiatly. 

HD is characterised by movement abnormalities (i.e. chorea and dystonia), cogruuve 

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 I-ID 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 impainnents 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 lID includes a deficit in the metamemorial control processes that 

orchestrate retrieval efforts (i.e. executive functions thought to be dependent on the 

prefrontal conex 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 perronnance 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 learning 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 

memor0, 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). 

Attention-demanding cognitive operations are among the first to deteriorate in lID and 

there are only a few psychometric tests that assess aspects of attention in isolation. 
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Attentional difficuhies 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 (UlIDRS; 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 muhiple subsections: motor, cognitive, behavioural, 

functional and aims to provide a unifonn assessment of the clinical features and course of 

00. 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. 1his may make it 

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

Language. 

Despite the progressive nature of 00, clinically significant aphasia is rarely seen. However, 

motor speech impainnents such as dysarthria (imperfect speech aniculation) affect 50% of 

earlystage 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. Perfonnance on language tasks (as opposed to speech itself) remains 

nonnal although 00 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 at, 1988). As such, 

conversation is interspersed with long gaps of silence and has reduced syntactic complexity 

(Folstein, & McHugh, 1983). In advanced 00, spoken language consists of single words or 
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shon 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 (Manin & 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 pedonnance 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 lID (Mohr et aI, 

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 lID 

(Moses et al, 1981). Deficits are displayed in the learning and retention (Moses et ai, 1981) 

and retrieval of infonnation (Brandt, 1985). Butters et aI. (1990) argue that in addition to 

problems with explicit memory, there is considerable evidence that specific forms of implicit 

memory are also impaired in lID. 
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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 swck in an idea or task (pilIon et al, 1991). In early lID, impainnent of daily 

fWlctioning 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 poswral adjustments, inability to switch off 

cognitive sets and difficulties with abstraction Oosiassesn 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 diswrbances which have been referenced widely in the extant literawre ( e.g. 

Huntington, 1872; Heathfield, 1967; Boh, 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 patterns. In severe cases, patients may 

also experience delusions or hallucinations. Depression in lID can be difficult to diagnose 

as patients may not complain about a low mood, and symptoms may be masked by other 

clinical features of 00. For example, loss of appetite in depression may be masked by an 

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

The potential for death by suicide in lID has been recognised since Huntington's first 

description (Huntington, 1872) and also more recendy (e.g. Hayden et al, 1980; Schoenfield 

et al, 1984). In an American study investigating this, the proponion of death due to suicide 

among persons with lID is almost 4 times greater than the corresponding proportion for the 

U.S. Glucasian population (Farrer 1986). It still 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 aI, 1999). . 

Mania. 

Whilst depression is the most common psychiatric problem found in HO, a small number of 

patients become manic, displaying elevated or irritable mood, overactivity, decreased need 

for sleep, impulsiveness and grandiosity. Healthfield (1967) described four patients out of 

eighty with hypomania and delusions of grandeur and Bok (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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Schizopluenia-Like disorder 

There are many reports of schizophrenic-like symptOlm in I-ID. Gunennann (1938) 

descnbe one patient with frank schizophrenic illness and Heathfield (1967) reponed six 

cases of paranoid schizophrenia. Such diagnosis is difficuh in I-ID 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). 

lnitability. 

Irritability and bad-tempered outbursts are one of the most common and troublesome 

behaviours associated with lID. Irritability 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) descnbes 15 out of 80 patients studied as having aggression and 

irritability and Boh (1970) reported 50% of three hundred and thirty four cases has some 

'degree of ill-humor' in the fonn of either irritability, aggressiveness or rage. Such irritability 

may be a side effect of drug therapy and can also be a sign of depressive illness (Harper, 

1996). 

51 



Apathy. 

Patients with HD may also present with a visible loss of motivation, mltlatlve and 

spontaneous expression (collectively tenned 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 a1, 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 HO, it is more often the 

case that patients become uninterested in sexual activity (Craufurd et a1, 2001). However, 

Dewhurst et ai's (1970) paper is often cited as evidence of frequent hypersexuality in HD 

patients. Fedoroff et aI (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 

(confinned by their partners) and only 6 percent reporting sexually disinhibiting (such as 

public masturbation or voyeurism) behaviours. 
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Swrunary. 

Cognitive and psychiatric changes are an integral aspect of l-ID as they greatly affect the 

patients' functional capacity. l-ID patients experience cognitive changes that are bound to 

place limitations on their capabilities. However, ~hiatric changes can often be treated 

effectively once diagnosed. It is probably the behavioural changes that are the most diffICUlt 

aspect of lID for both the patient and the carer as they come to tenns 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. 

HI) 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 HI) 

was only identified in 1993 (Huntington's Disease Collaborative Research Group). 

However, Huntington {1872} noted in his earliest description that HD was a dominant 

hereditary'disease: « .... Or or rrTJrr! if the iffsfJrin6 alrrat immiaIiy suffor firm the disease if they lite to 

adult ag! But if by any chan:e these children iF ~ life'llithatt it, the thmuJ is brrJeen arrJ the 

grardhiJdren arrJ grrat-grardhiJdren if the origjnal shakers mty n:st assumi that they are foe firm the 

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

The genetic locus for HI) 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 HI) 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 (Aylward et ai, 1997). The degree of expansion from the HI) 

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 ai, 1996). Furthermore, CAG repeat 
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length seems to account for 47-73 percent of the variation in age of onset (Rosenblat et aI, 

2001). 

Epidemiology. 

Because of the genetic and therefore kindred nature of lID, most of the information 

available with regards to the genetic nature of lID is by means of family surveys. HI> is a 

universal disease although there do appear to be some panicular 'hot spots' around the 

world possibly due to fOWlding ancestors and Jack of emigration (penney et al, 1990). 

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

Early studies in NOM 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 Oelliffe, 1908; Davenpon and Muncy, 

1916). However, this was found to be inaccurate (Cam, 1977) and a broader 'nonhem 

European' origin for the gene was accepted. 

lID has been observed in the USA, Unada, South America, Britain and the majority of 

Europe, Asia, Australia, The Pacific Islands, Japan, Africa, South Africa and Mauritius (Bates 

et a~ 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 popubtion 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 Northern Island) (Morrison et al, 1995). 

Although lID is evident across the UK, it is panicularly 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). 

Pre symptomatic testing. 

The discovery of the genetic marker that localised the gene for lID to the short ann of 

chromosome 4 (Gusella, 1984) paved the way for pre symptomatic testing in lID for 

individuals at risk of having the lID gene. The test has provided the opponunity 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 opponunity to tennmate a 

pregnancy if the feotus is found to carry the gene. Testing embryos prior to tennination has 

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

prenatal testing. 

However, the availability of a pre symptomatic test also raISes concerns m tenns of 

psychological morbidity. Farrer (1986) identified that between 11 and 33 percent of people 

'at-risk' from HI) 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 

carners (Tibben 2002). Farrer (1987), Kessler (1987), Brandt et aI, (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 pre symptomatic 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 cany the gene 

(Pincus, 2001). 

As well as impacting upon the individual, presymptornatic 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 

aI, 2000). Because of the hereditary nature of the disease, pre symptomatic 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. 

Exarrple (taken firm Srrith et al, 1998, P 42): Kirsten is a ~rrire-)WT-dd 7JD1UTl uhc6e hushmi, 

DaUd, is at 50 percent risk for HD. She antaas a prrdia:n£ tes~ cmter, repa~ that she has 

discurered she is six 'lII!eIes pregnant and wmts to ha7.e the fetus tesflXi for the HD rrutatiat In a aMTISe/irf: 

s{5sm Kirsten and DaUd meal that the pregnarry in unpIanmJ and that Da'lid is unh:idd aixMt 

7ihether he wmts the prrdia:n£ test for himelf. Kirsten, huuerer, foJs strrrrJy that she em n:t 7JJ111t their 

child to re at any risk for HD. Now that the ~ is a7llilaJie, she wmts to use it to enal:ie her to 

decide uhether to cmtinue the pregnan.y. 

Kirsten is awre that a pcsitne prenatal result uaJd meal that DaUd has the HD rrutatim 
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Nadsdaing prenatal exdusUn t15ting is rxx an cptim, as brxh ifDaUds parents are dmJsed 

Kirsten insists that she Ix! alkmed to prr:xwd 7Iith prenatal testin& Da'lid Ixmeter; dlX3 rxx fod 

prepami emxiatally for the pasihility if 1£!Ei:d.rrg n.w paitite t15ts nsuits at are arrJ then pramJing 7Iith a 

terninatim if the pregnarry. He klieu5 they shadd antinue the pregnarry. He klier.es that if the luby is 

a lJ!Ir carrier, pmmtat£w treatnrnt WIl Ix! awiIable by the tim! he or she is 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 tenns with test results regardless of whether they are 

positive or negative (e.g. Hans and Koeppen, 1980; Evers-Kiebooms et aI, 1990; Kessler, 

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

Summaty. 

lID is a genetic condition that is passed through families as an autosomal dominant trait. As 

such, any offspring of an lID affected parent have a 50% chance of inheriting the gene for 

lID. lID has complete life time penetrance meaning that if an individual has the gene for 

lID 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 born. 

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 concerns with regards to the ethics of testing for a disease for which 

there is no cure. 
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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 (G.unmins, 1997; Land, 

2000; Rapley, 2003). Previous to this, health outcome indicators (defined as indicators of 

change in health status) traditionally included infonnation on avoidable mortality, survival 

rates, symptom relief, pain and physical and biomedical markers of recovery 

(Donabedian, 1985). There are many documented concerns about the conceptualisation 

of QoL (e.g. Gunmins et al, 1994; Allison, Locker & Feine, 1997; Anderson & 

Burckhardt, 1999. However, such concerns can ohen be addressed through the use of a 

well- operationalised and validated tool (e.g. Gunmins 1997; The WHOQOL group, 

1998). Using QoL as a measure of outcome focuses on the impact of a condition or 

situation on the irdiUdual'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 inteIVention can be evaluated 

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

Brief HistOlY. 

In Western tradition, discourse on the concept of 'quality of life' (QoL) dates back to 

Aristotle (384-322Bq and early Greek Philosophy (see Veenhoven, 1991). Although the 

tenn 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 tenn 'quality of life' was rarely mentioned until the 20th century (payers & 

Machin, 2001) and the notion of quality of life in relation to health followed on from this. 

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 starus i.e. the ability to perlonn routine 

self-care and complete basic physical activities and a level of independent living. One of the 

first attempts to measure life quality in tenns 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 

perlonnance 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 cany out nonna! activities, the need for custodial care and the need for medical 

care. Over the following thiny 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 Banhel Index, Mahoney & Banhel, 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 "ra 

cdy the absera if irfmrity am disease, but also a state if wnplete ph;sical, rrmttd am social 'lI£ll king" 

(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. 

'!hey 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 (Wucox et aI, 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 (i.e. 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; 

Bradburn, 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 descnbed (and used) today as a QoL 

questionnaire although it was not originally designed to 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 al1985,]enkinson, 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 reponed it 
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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 recommended 

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, Qiality if Life Reseanh. 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 iTrJiridual's perreptim 

if their paitiaz in life in the cmtext if the aJtme ani .. S)5tem in'llhiJJ they lite ani in niatim ID 

their ~, exper:tatia1s, starrianls ani anEmS». (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. Funhennore, 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 fonn of measurement of QoL and as 

such, the QoL construct has become very complex in composition. There are many 

documented concerns about the conceptualisation of QoL (e.g. Gunmins et al, 1994; 

Allison, Locker & Feine, 1997; Anderson & Burckhardt, 1999). Gunmins (1996) has 

recorded well over 100 instruments which purport to measure life quality in some fonn, but 

each one contains an idiosyncratic mixture of dependent variables. 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 tenns 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 hwothetical construct which through objective criteria can be measured 

and quantified. Such conjecture underpins the development of all QaL 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 (Gunmins, 1998) with researchers reponing differences between objective 

measures and subjective interpretation of QoL (Bowling & Wmdsor, 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 imponance 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 (Hanan & 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 tenn 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 intetventions 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 

siruation on the indiUduaJ's emotional and physical functioning and lifestyle. Therefore, QoL 

indicators have an added advantage of comparing the benefits of different intetventions and 

further provide means of quantifying risk / benefit ratios and assessing the subjective benefit 

of intelVentions (Rabins, 2000). As such, they can help to answer the question of whether 

an intelVention leads to an increase in wellbeing as they provide a more individual-led 

baseline against which the effects of the intetvention 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 tenn '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 existential issues (Fayers & Machin, 2001). However, 

there are concerns about the use of the tenn 'HRQoL' panty because it is a very ill defined 

tenn and studies vary as to which aspects of HRQoL should actually be assessed. As such, 

the tenn HRQoL still requires definition / operationalisation by the researchers of each 

individual study. Gunmins (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. Fwthennore, researchers often 

use the tenns HRQoL and QoL interchangeably making the revised tenninology 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) repon the benefits of dementia family caregiver training built on 

models of stress and coping. Funhennore, 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 discomfon, 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 repons 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 aI, 2003). 

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

a1, 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 severity. 

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 is, 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 intelVentions 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 intelVention research. However, there 
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are still many methodological and conceptual issues that are being debated with regards to 

the ope rationalisation of QaL, its objective and subjective components and further, the use 

of disease and population specific scales vs more generic detenninants of QoL. Concerns 

with regards to defining QaL 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 QaL 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 inli7idual. Thus, setting suppon 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 QaL measures 

that may not be sensitive to QaL issues that surround certain illnesses or situations. By 

combining disease and population specific measures with more generic QaL assessment 

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

generalised to other populations. 
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Introduction. 

Huntington's Disease (I-ID) is a chronic progressive dementia of the brain that causes 

movement abnonnalities, 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 primuy 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 tenns 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; Murrayet al, 1997), the symptoms and 

genetic nature of IID makes this family carer role distinct from general dementia care

giving. For example, Power (1982) notes how cognitive dysfunction in IID 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 

lID, can make families feel embarrassed to go out with the patient. Hayden et al (1980) 

also recognise the burden that tID places on the family and Dura (1993) notes that 

although educational interventions can reduce IID caregiver stress in the short term, the 

long tenn 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 

care giving in IID creates for the family, and that such issues are made worse due to lack 

of attention that IID has received from public health services in terms of interventions. 

This may be because the physical, neurologica~ psychiatric and genetic elements of IID 

mean there are no boundaries between the medical disciplines in relation to who should 

care for these individuals. Therefore, tID 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 enoImous 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 (e.g. Kinney & Stevens, 1989; Waltrowicz et al, 1996; Cousins et 

a1, 2002). HD family carers also experience many of these problems. A number of studies 

have noted the psychosocial effects of HD on the family (Bolt, 1970;. Davenpon & 

MWlCY, 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. Funhermore, 

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 nineo/"two patients. Tyler and colleagues 

fOWld that violence, promiscuity, bizarre and slovenly behaviour (i.e. behavioural 
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manifestations of 00) were often reported to be the cause of marital breakdown in 00. 

Behavioural problems were also cited as one of the main causes of stress within the 

family, with dangerous and aggressive behaviour reponed in nearly half of all patients and 

eighty-two percent of primary carers reponing feeling stressed. WIVes also reponed 

feelings of conflict in choosing between caring for their 00 affected spouse and their 

children over the duration of the illness. Furthennore, Hans & Koeppen (1980) argue 

that 00 penneates the entire life of the non-OO 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 suppon, 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 I-ID as a disease imposes a unique 

burden on family and especially spousal carers. The mood and behavioural changes 

associated with I-ID can drastically alter family, and especially spousal, relationships. Hayden 

et al (1980) established that in HO, the non-HO spouse has unique concerns and needs in 

terms of chronic isolation. They found that the anti-social behaviour associated with HI> 

might cause social embarrassment to the carer and rejection by friends. Moreover, in a 

qualitative study of fifteen wives of individuals with 00, 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 son 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 panners knew of the presence of HI) 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, funher intensified by the impact of the unique 

implications stemming from the inherited nature of the disease (Williams et aI, 2000). 

Because of the genetic implications, lID repeats itself in successive generations and once a 

lID 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 risk' or know 

they cany the gene are involved in the care of their parents or other members of their family, 

and are constantly reminded of the reality of lID. It is not uncommon for a person to nurse 

their parent, then an older sibling and finally succumb to HI) 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 HI) 

literature" (Kessler, 1993: 145). Funhermore, 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 attention with only a few 

prominent papers discussing the impact of HI) on the family carer (e.g. Hans & Koeppen, 

1980; Kessler, 1993; Tyler et a11983). However, this does leave a clear gap in the literature in 

which to funher investigate the impact of HI) on the QaL 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 tID 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 tID 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 care giving 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 theoty 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 HI), 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 lID 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. 

ClUldren and other family members who are carers may have to cope with either an 'at-risk', 

HI) 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 vety 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 lID carers. 

This current research therefore, aimed to establish the factors that enhance and compromise 

the lives of lID 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 I-ID caregivers, attention would be focussed upon the 

impact of I-ID, 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 lID patients (lIDQoL-

q. 

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

through pilot investigation. 
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Background. 

There is very little literature on spousal care giving 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 anyway 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 (ComQoI-AS; Cummins, 1997) were 

rated by using a likert type scale in order to achieve two main objectives: (1) to examine the 

relevance of the ComQoI-AS 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 primaIy 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 00, Personal Wellbeing in 

rID, Practical Issues in 00 and Emotional Wellbeing in lID. 
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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 (lID). 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 seruor 

management (n=2). Theywere all educated to at least undergraduate university level. 

Materials: 

The underlying concepts and procedures for assessing QoL were based on Gmunins (1997) 

Comprehensive Quality of Life scale - Adult (ComQol-AS). 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: 

"Qiality if life is bah clJja:tir.e arrJ subjeaire, each axis king the a~te if ser.eral daruins: rruterial7U!li 

~ hWth, prrxJuai7ity, intimtcy, safety, crmrunity arrJ erraimal7U!li ~ a:jeai:re daruins carprise 

adturally-reIeumt 1'1'WSur£'S if dJje11ir.e ueJl ~ Subjocti:re daruins wrprise damin satisfactim 7J£igpted 

by their inpartara to the irrJrnduaL » (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 describe any other issues pertinent to 00, participants 

were also asked to write down what they felt were the main issues surrounding the QoL of 

primary carers of 00 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 leve~ using percentages. The structure of this preliminary investigation was 

adapted from ]irojanakul & 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 COMQL 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 lID 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. 

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

Q2a) How many times have you visited the doctor in the last 3 months? 

Q2c) What regular medication do you take each day? 

Q3 c) On average, how many hours of 1V do you watch a day? 

Q6b) Do you hold an unpaid position of responsibility in relation to any club, group, 

Or Society? 

Q6c) How often do people outside your home ask for help and advice? 

WIthin the Domains of 'Importance' and 'Satisfaction' all items with the exception of Q2 (1) 

'Hawirrportarrt to)OOare the ~)OO arm' and Q 3 (1) 'Huwsatisfiaiare)OO'lIith the ~)OO arm' 

were considered to be relevant to I-ID 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). 

89 



Table 5.2. Subjective Facet Items considered 'very important' or 'extremely 

important' to HD spousal carers' QoL. 

Q2. HOWIMPORTANf TO YOU ... .... is your Health? 
. ha hi 'lif;l •••• IS W t you ac eve m e . 

... . are close relationships with family and 
friends? 

.... is how safe you feel? 

.... is doing things with people outside your 
home 
. h';l .... IS your own appmess . 

Q3. HOW SATISFIED ARE YOU ... ... . with your health? 
·th h hi' lif;l .... WI w at you ac eve m e . 

... . with your close relationships? 

.... with how safe you feel? 

.... with doing things with people outside 
your home? 

·th ha';l .... WI your own lppmess. 

Further analysis of question 2.1 ('Hawinpartant to)W are the ~)W aun') and question 3.1 

('Haw satisfied are)W uith the thing; )W aun') 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') . 

o>rrespondence 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, hawiften do)W s«ep ueI1?; Hawcften do)W do the thing; )W really 7mnt uI. If)W are ~ sad or 

deprt:sstXi, haw cften da3 s~ shaw they care for ycxJi Less relevant items included questions such 
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as, How m:tny pmmal pas(3sm do)at htne mrpami uith aher ptqJIe?; em areraf!!, how m:tny hans 

cf7V do)at 'ClllU.h eam daI; How satisfied are)at uith the ~ )at UlD1? 

Intetpretation of Ratings Data: 

Importance ratings for objective and subjective domains were consistent across the domains 

of 'Material well being', 'IntimacY, 'Safety' and 'Emotional well being' but inconsistent in 

reJation to the domains of 'Health', 'Productivity' and 'pJace in the community'. As such, 

facets from these three domains and the additional facets that were considered of linle 

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: 

Fiheen carers highlighted a number of issues that they felt were the roam concerns 

surrounding the QoL of primary carers of lID patients. 

The 256 comments noted were investigated using a phenomenological approach to establish 

the 'perceived meaning' within the text rather than 'objective reality'. Intetpretative 

Phenomenological Analysis (IP A) (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 IP A, 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 amoWlt 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 

transcript, initial annotations were transfonned into direct phrases with the aim of capturing 

the meaning of what was fOWld 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. 
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Table 5.3. Themes and sub-themes generated from concept clarification data. 

TI-IEMES SUB-TI-IEMES 
Levels of suppon Appropriate help from social seIVices 

Professional knowledge and understanding 
Appropriate specialist seIVices 
Appropriate care facilities 
Suppon from health care professionals 

Dissatisfaction with care giving role Duty of care 
Benefit of personal suppon 
Advocacy 
Burden of Responsibility 
Genetic Issues 
Loss of Identity 

Practical aspects of caregiving Safety and Security 
Practical suppon 
Financial Burden 
Tiredness 
Lack of time 
Suppon from friends and family 

Feelings and emotional wellbeing Loss of emotional closeness 
Isolation 
Negative emotions 
Future concerns 

Panicipants also commented on the design and fonnat of Cummins' (1997) questionnaire. 

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

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

was important to devise a scale that was shon, easy to understand and used a liken 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-AS (Cwnmins, 1997) and the final themes and sub-themes that emerged 

from this initial data. The sub-themes of pemna! support, safety am socurity, praaical support, 

finarrial burden, tinr and suppart firm.frierds am farrily are all identifiable facets already included 

in the ComQoL-AS. However, a number of disease-specific issues in relation to both 

care giving and lID 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 'Leuis if suppart' especially highlighted areas that are mainly applicable to people 

who either have or are caring for someone with a chronic illness. The sub-themes of 

'apprrpriate help firm social senia5', 'prrfessimal k~ am urd?rs~', 'app7rpriate spociaiist 

senice', 'apprqJriate care facilities', and 'support firm hedth care prrfessimals' are not issues that 

would normally concern the general population. These issues also appear to be exacerbated 

due to the chronic nature of lID and the ongoing frustration of not being able to get the 

specialised help required as a lID caregiver. 

Dissatisfaction with care giving role: 

Within the theme of 'Satisfacticn WJh liP the sub-themes "duty if care', rkrxfo if perscnal suppart~ 

rburden if resfJalSibility' am rlas if id?rrtity' link well with the current caregiving literature (e.g. 

Kessler, 1993). However, particularly notable were the sub-themes such as 'adux:acy' and 

~ isSURS' in which carers commented upon the difficulties of advocating for someone 
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with lID and made note of how devastating the impact of the genetic implications of lID 

are upon the carer and the whole family. 

Practical aspects of care giving: 

The theme of 1+aaical aspects if caregj.'lingJ encompassed a number of issues that are relevant 

to the general population as already mentioned above. However, sub-themes such as 

'praaical suppurt' and <lack if timl are once again indicative of a chronic caregiving experience. 

Feelings and Emotional Wellbeing: 

The final theme of < Feelirr5s am Enuia1al We/lJ;einl highlighted the chronic nature of 

caregiving in lID with sub-themes of 'las if ermtia1al ooeness J

, 1saation', <.re envtio?s' and 

'future anEmS' all relating directly to the specific nature of the lID 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 

concerns that lID spousal carers have, were not being 'tapped in' to though the generic 
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questionnaire. Furthennore, there were a number of elements in the generic questionnaire 

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

As the qualitative data from this study was both minimal and tentative, it was appropriate to 

cany out a more in-depth analysis of the impact of lID on the QoL of spousal carers. This 

was carried out using 'photovoice' as a method in which spousal carers could take 

photographs and make conunents on aspects of things in their lives that are important to 

them. 
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Background. 

Study 1 provides initial evidence that QoL is an important concept to lID spousal carers. 

However, previous research into the experience of spousal caregiving in lID is too sparse 

to make too many assumptions. Funhennore the concept of QaL is difficult to 

operationalise (Cummins, 1997; Rapley, 2003). The objective of this second exploratory 

study therefore, was to capture and describe the experiences of lID 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 wriuen 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 wriucn reflections on specific QoL issues surrounding 

their care giving and lID. 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 lID 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 - Aduh 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 infonned 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. 

"Q4ality iflifo is brxh cJJjeai:re arrJ subjectiw, ead1 axis king the a~ ifse7Efal dantins: mtterial7U!ll 

king, health, producti:rity, intimu:y, safety, carmmity arrJ erraimal uell ~ Ci:i£ttire danlins cmprise 
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culturally-releumt 1?TaSUTf!S if dJjuli:l£ ueIl ~ Subjocti7£ damins anprise damin satisfaaim, 7iEi[jJt«i 

by their itrport:arKE to the inliUduaL JJ (G.unrnins, 1997, pg 7). 

" ... . an irdiUdual's percepticn if their paiticn in life in the antext if the culture ani uUue S)5tem in vhilh 

they lite ani in rrJatim to their gxJs, exp«tatims, stanlarrls ard anemsJJ
• (WHO Group, 1995, pg 

3). 

G.unrnins' (1997) definition was utilized because it 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 tenns 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. Furthennore, 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 panicipants 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 panicipant 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-AS (Gmunins, 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 security 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 to talk to" 
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 sons 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: «Makirrg the hatse the wry ue wmt it nawWll help in the fUture. It Wll also b: a safe 

plaa3 for our fanily, a pke that 1?1j children can alUJr)5 aJI1'T! barrE, a plaa! 7ihere they are loud 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. 

Image 2. 

Comment: f(Ficmers in the hoose are 111j bit if luxury, all if 111j friends know this. These are a 

prBent from X (HD affected indi:UduaL). The sifl1ificana; if the delimte ~tay and frailness; the short 

lifespan buJ the plooure they bring - Huntington's Disooe" 
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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: "1 hare a piaure cf the)far ue m;t, The alatrs in the badegramd, the pinks, contain the 

mours 1 see uhen rreditatitf; A sense cflonelires perhaps" 
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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: «Or half if the rainbawfirmatr terrtUe giu:s a feeling ifspace and lig}1t at the erd if the 

tunnd. Wrll she er.er die? Wrll ue k aHe to hare SWE life? Qj&dity if life is elusire, like the pot if ~ at 

the end if the rainlxmf 
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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: «T 0)5 in the garden. With a ~ disease it m:arlS that W! cfJwe not to haze children -

our future is tale en awry fium us " 
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Neglected Needs 

Carers describe the constant intenuptions they encounter from living with HD. They want 

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

Image 6 

Comment: "E u;ry tim I gJ shoppiTf, W,th X (HD affected indiUdual) it's so t.ediats tryiTf, to 

~ 7ihat I wnt. In fact it's irrpasible. I try and g;t eu;rythiTf, she rmls just in case she rnns cut-
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Support 

Carers recognise and appreciate the small amount of support that they receive from different 

sources. 

Image 7. 

Comment: "M cst people are helpfid 71hen in rontaa uith a disability. The WiOO5 at Y restaurant 

'lPN.5 brilliant at drulirrg uith HD inpatienre - althatgh not krzarJirrg, uhat ws wung" 
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However, they also noted a lack of support from a number of service providers. 

Image 8. 

"R£rjUEStJ far a psy:hiatric assessrrmt uere not acted upon and ue uere left in a big}; 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: (([ bougjJt a sfxmer scrren ozer 15 )I?tl?J ago. I had stored it and Wx:n ue had sa7.£d 

enougjJ to do the bathroom ue spent ozer 2 )I?tl?J tryirrg to replace the perished fix i115S' Wtth HD it's alw:t)5 

a qUf5 lion if tirrF, )OU can't fcilaw thi115S througjJ" 
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DaiJy Hassles 

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

Image 10. 

Comment: "The Wlx£Lie Bins. We rmi lXtra kcause if all the stuff she thruw a7m)l. We crnld 

fred another hrnsehdd I'm sure. She al7m)5 rrisjudg:s and)OU can't rn:tSon ruth her. I could ueep, it's a 

W:ims circle" 
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These exploratory findings suggest that that there is some overlap between the domains on 

the ComQoL-AS (G.unmins, 1997) and the final themes that emerged from this photovoice 

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

identified in this study. 

Table 6.2 Overlap between the ComQoL-AS domains with themes emerging from 

the photovoice data. 

COMQoL-AS Domains Themes from Photovoice data 

Material Well-being .. 
Productivity Lack of T11l1e 
Intimacy Cue and Security 

Sense of Loss 
Support 
Loneliness 

Safety Cue and Security 
Place in the community Neglected Needs 
Emotional Well-being Neglected Needs 

Escape 
Health .. 
.. Small Pleasures .. Daily Hassles 

.. No overlap between the ComQol-AS domains and the Photovoice themes. 

Interpretation of Findings. 

The aim of this preliminary study was to explore and describe the experience of lID 

spousal care-givers in tenns 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 

113 



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 imponant issue, as lack of time was identified as a theme in 

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

Analysis of the photovoice data produced nine themes that appear to be intrinsically 

linked with lID spousal carers' QoL. The identified themes lean towards the notion that 

caring for a family member with lID 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 lID 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 fonn of QoL for themselves. 

Such issues are unique for lID 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 HI) 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. Furthennore, 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 imponant 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 

Murrayet 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 lID spouse to isolate himlherself in 

order to avoid embarrassing situations. 

The theme 'Escape' encompassed a number of issues that highlight the I-ID 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 cany out their 

care giving role. Furthermore Roos et ai, {1990} argue that facing a 'frightening future' is 

one of the causes of difficulties for partners of HI) patients. 

The theme of 'Sense of loss' that emerged within this study was primarily linked to the 

genetic nature of lID for these carers. The unique nature of caring for someone with lID 

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 I-ID 

and further, by the availability of a predictive test to identify offspring who are at risk of 

developing the disease (Kessler, 1987; Huggins et aI., 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 aI (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 aI (1983) note that family support is an 

essential factor in any long-term alleviation of the stressful situation that lID families find 

themselves in. Dura (1993) further argue that lID carers require continuous support in 

order to reduce the burden that caregiving brings. Shakespeare and Anderson (1993) 

found that members of lID 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 a1 (1996) note that carers who are children of dementia sufferers are often 

tom between caring for an elderly parent and the welfare of their own children and 

spouse. Kessler (1993) notes that spouses of lID patients with young children tend to 

find conflict over their loyalty towards their partner and their obligation to their children. 

Furthennore, Hans and Koeppen (1980) note how lID penneates the entire life of the 

spousal carer. 

The theme of 'Daily Hassles' was evident within this data. However, this is not 

addressed in its entirety within the existing lID 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 described 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 lID 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-AS. This suggests that QoL is 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 liD. However, the themes of 'Small Pleasures' and 'Daily 

Hassles' were unable to be satisfactorily related back to the ComQoL-AS. Interestingly, 

such themes are also difficult to identify within the liD 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 QaL in a chronic care giving 

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 satisfactorily related to 

the domains of 'Material well-being' or 'Health' on the ComQoL-AS (Cummins, 1997). In 

tenns of 'Material well-being', findings from study 1 established that liD carers considered 

material possessions from the perspective of being able to provide suitable care for their 

affected loved one rather than concerning themselves with material possessions per se.. In 

tenns of the 'Health' domain, this is interesting as previous analysis of overall domains 

scores on the ComQoL-AS and I-ID spousal caregiving {Aubeeluck & Buchanan, 2003} 

established that the objective domain of 'Health' on the ComQoL-AS was considered to be 

of little relevance to I-ID spousal carers. However, in the same investigation, subjective 

questions relating to the "importance of health" on the ComQaL-AS were deemed to be 

very important to the carers. Certainly, existing global quality of life scales (e.g. WHOQOL, 

1998, G.unmins 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. Resean::hers 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 tenns of their caregiving role, i.e. they are only concerned 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 (McMwphyet a1, 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 rich 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 show 

there are some similarities with care-givers of those with other types of dementia (e.g 

Dura et a1, 1990) but that there is also a need to consider lID independently due to the 
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unique nature of the disease. The change of marital role that inevitably comes with caring 

for a spouse with dementia is often compounded in HD by extreme isolation that 

frequently follows social embarrassments due to behavioural problems associated with 

HD. Furthermore, the non-HD spouse has to take on board the fact that HD may also 

have been transmitted to any children and as such they may be placed in a position of 

caregiving for a number of decades (Hayden et aI, 1980), or may decide not to have a 

family. 

With findings from study 1 complementing the findings from study 2, it was decided to 

further investigate the concept of QoL with lID spousal carers within a focus group 

setting. The aim of the focus groups was to investigate these emerging lID specific QoL 

themes with regards to spousal care giving and further, to generate items for use in the 

piloting of a HD disease-specific quality of life scale. 
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Background. 

The findings from studies 1 and 2 provided evidence that QoL is both a concept that is 

relevant to tID spousal carers and further that their QoL is greatly impacted upon due to 

their care giving role. The purpose of a third exploratory study was therefore to further 

investigate these findings within a larger sample of spousal caregivers and to provide a clear 

framework for designing a tID specific QoL measure for spousal carers. Therefore, in this 

third study the conceptual frame work of the initial draft of the Huntington's Disease 

Quality of Life Battery for Spousal Carers {l-IDQoL-q was tested through the use of 6 semi

directed focus groups. The focus group is a recognised setting for gathering QoL 

infonnation (WHO, 1994) and as such, the two main objectives were: (1) to further clarify 

disease-specific aspects of QoL that were deemed important to potential users of the 

questionnaire and (2) to further examine the relevance of the general QoL domains and 

facets for tID spousal carers. Analysis of the focus group data supported the identification 

of the four themes of Levels of Suppon; Dissatisfaction with Caregiving Role; Practical 

Aspects of caregiving; Feelings and Emotional Wellbeing in Study 1. All the previously 

identified sub-themes from studies 1 and 2 were also evident in the focus group data with 

the exception of the sub-theme of 'SmJi PIeasUlfS'. These data therefore also suppon all of 

the themes (except for rSmdl PIeastm5' identified in study 2. Ten new sub-themes were 

identified that could be incorporated into the existing themes. These sub-themes were: 

Symptoms of tID; Importance of Carers Health; Importance of Routine; Positive Aspects of 

lID; Access to Infonnation; Ways of Coping; Positive Emotion; Treatment Issues; Religious 

Issues and Secrets in the Family. The sub-theme rSmdl Pleasures' was removed from the sub-
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themes. All obsetved themes and sub-themes were integrated into the existing ComQoL-AS 

(G.unmins, 1997) to generate a lID specific QoL measure for spousal carers (lIDQoL-q. 

Method. 

Sample: 

47 panicipants took pan in this study. The sample included 32 full time HD family carers 

(27 spousal carers and 5 'other' family members) and 15 pan-time carers who also worked 

outside of the home. Although for the purpose of the study it was most relevant to obtain 

infonnation from spousal carers, it was felt unethical to exclude other family members from 

the focus groups as they were conducted as pan of a Huntington's Disease Association 

Family Day (2002). Moreover, although such family members may have different issues, 

their views in tenns of caregiving were still deemed important. As lID is a rare condition 

and as such, there are only a small number of carers in the UK, some panicipants felt they 

would be inhibited from speaking frankly if they could be identified in any way. Therefore, 

to provide reassurance of anonymity to panicipants, no other sample characteristics were 

sought; however, the sample were predominantly white, British and female. All carers were 

recruited through the Huntington's Disease Association UK. All panicipants gave informed 

written consent and were advised of their right to withdraw from the study if they wished to 

do so. 

123 



Materials: 

The themes from Study 1 (concept clarification) and Study 2 (Photovoice) were integrated 

and displayed on overhead transparencies in order that they could be raised effectively 

within a focus group setting, see Table 7.1 below. 

Table 7.1. Integration of themes from Studies 1 & 2. 

THEMES SUB-THEMES 
Levels of Support Appropriate help from social services 

Professional knowledge and understanding 
Appropriate specialist services 
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 Appropriate care facilities 
Safety and Security 
Practical support 
Financial Burden 
Tiredness 
Lack of time 
Support from friends and family 
DailxJiassles 

Feelings and emotional wellbeing Loss of emotional closeness 
Isolation and Loneliness 
Negative emotions 
Future concerns 
Escape 
Sense of Loss 
Neglected Needs 
Small Pleasures 

Facets from the three domains of 1fealth·, 'PrrxIuaz'Uty' am 'Piaa! in the wrmunity. were placed 

onto OHrs in order that they could be brought to the attention of the focus groups as it 

was unclear as to their importance to QoL in spousal caregiving from the data gathered in 
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study 1. Table 7.2 (below) contains these further items that were considered for discussion 

within the focus group setting. 

Table 7.2 Items on the ComQoL-AS considered for discussion at focus groups. 

2 a How man times have u seen a doctor over the ast 3 months? 
2 (b) Do you have any disabilities or medical conditions? (e.g. visual, hearing, 

physical, health, etc.). 

2c 
3 (a) 

3 

6 (b) 

Finally, facets of the ComQoI-AS that had fallen into response scales 1 and 2 ('not at all 

important' and 'not very important') were placed onto OHrs in order that they could be 

brought forward for discussion at the focus groups. Table 7.3 below depicts these facet 

Items. 

Table 7.3. Facet Items considered 'not at all important' or 'not very important' to HD 
spousal carers QoL. 

ared to other 0 Ie? 
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Procedure: 

The focus groups took place consecutively at a Huntington's Disease Association Family 

Conference. Panicipants were initially introduced to each other and given a chance to 

become acquainted with the other members of the group. Participants were then given some 

background infonnation about Studies 1 & 2, discussed tape recording the sessions and 

asked them to sign consent fonns. 

QoL was operationalised to the panicipants through G.unmins' (1997) and the WHO (1995) 

definitions. However, carers were also advised that QoL was whatever they felt it meant to 

them as an individual. Examples of what might be a good quality of life and a poor quality of 

life were given in order to stimulate their ideas about QoL and to motivate them to think 

about themselves and participate in the groups. 

Facets of the ComQoI-A5 that had fallen into response scales 1 and 2 ('not at all important' 

and 'not very important') and objective vs subjective inconsistencies within the domains of 

'Health', 'productivity' and 'place in the communitY were presented on an overhead 

projector (OHP). Panicipants were then asked to talk about what each of these items meant 

to them in tenns of QoL. 

The integrated themes that had emerged from the qualitative data obtained in Study 1 

(concept clarification) and Study 2 (photovoice) were again presented via OHP and 

participants were given the opportunity to discuss these newly generated themes in relation 

to QoL and spousal caregiving in lID. 
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The focus groups continued with panicipants being asked to talk about the main issues that 

enhanced or compromised QoL when caring for a spouse with lID. Finally, the researcher 

summarised the main points raised and asked whether panicipants' thoughts had been 

summed up adequately, whether anything had been missed and whether there was anything 

that should have been talked about that wasn't discussed. All focus groups were audio tape 

recorded and lasted between 1 and 1.5 hours. 

Data Analysis: 

Each focus group session was transcribed verbatim (see appendix VI, for transcript of Focus 

group 1). Therefore, the data represent 8.5 hours of transcnbed material. Employing 

Interpretative Phenomenological Analysis (IPA, Smith et. al, 1995, Smith & Osbourn, 2004) 

the first transcript was read a number of times, the left hand margin being used to annotate 

what was interesting and significant about what the respondents said. Once this had been 

carried out for the whole of the first transcript, attention was returned to the beginning of 

the transcript and used the right hand margin to document any emerging themes. These 

themes were threaded back to the original transcript in order to validate their existence 

within the text. Emergent themes were then listed on a sheet of paper and studied for 

connections between them. All of the themes clustered together with ease to produce a 

number of superordinate concepts. As the clustering of themes emerged, they were 

continually checked in the transcript in order to make sure they worked for the primary 

source material. The next stage was to produce a coherently ordered table of themes in order 

to establish which themes most strongly captured the respondents' issues or concerns in 
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relation to their QoL. The clustered themes were given names that represented their overall 

superordinate theme and an identifier was added to each instance to aid the organisation of 

the analysis and facilitate checking back to the original transcript. During this process, 

themes were dropped if they did not fit well into the emerging structure or were not very 

rich in evidence. Themes from the first transcript were then used to ordinate the analysis of 

subsequent transcripts. As such, repeating patterns were established but the emergence of 

new issues was also recognised. 

To detennine reliability, an additional researcher undenook independent thematic analysis 

or the verbatim transcripts and intercoder reliability was established ( K =0.8). The identified 

themes were further validated through comparison with the domains of the ComQoL-AS 

(Omunins, 1997). For anonymity, and also because there were a number of panicipants 

conversing on each tape (making accurate identification of panicipants difficult), names were 

replaced with 'M' for male and rp' for female respectively. Funhermore, due to the amount 

of different panicipants conversing on each tape, it was difficult to accurately assess how 

many carers talked about each subject. Therefore, if it was clear how many carers talked 

about a panicular issue, this was noted. Otherwise the term 'a number of carers' was used to 

denote a conversation between two or more carers. 
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Findings. 

Emerging themes from the focus group data: 

Participants were asked to describe in as much depth as possible the different ways that 

caring for an HD relative affected their overall quality of life. Participants' accounts clustered 

around four superordinate themes: Levels of Support; Dissatisfaction with Caregiving Role; 

Practical Aspects of Caregiving; Feelings and Emotional Wellbeing. 

Levels of Support: 

All of the carers in this study related how, as a consequence of caring for an individual with 

lID they had experienced difficulties in gaining access to the specialist services required and 

felt "let down by the system". Only four carers in this study reported a positive experience 

of receiving support from heath care professionals. The following carers' conversation 

captures much of the participants' disappointment with the support they receive from heahh 

care professionals and social services as well as the lack of knowledge and understanding that 

they often encountered. This is an interesting account as it also captures one of the carer's 

recognition of a helpful social worker who has tried to put some provision into place for this 

family. 

M " .... Tlx5e perJJle 7Jho rruke the drisims dnitMsly eIm't unkrstarri that they are 1115S~ 

'liith peeples' liw. Do they elEn kmwuhat HD is? They hare necer m:t Dad. The aiy en! uho 
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has is the saial 'ZIl1Iker uho is as c/is?JISred as us uith the dtrisim. 1'7£ just had Mum rani here. 

She is arer her initial upset and is now 7l!YJ arm uith how the S)Stem has let us dmm. Bearing in 

rrirri ue're in the UK, ue aren't prepami to take this lying doun and are preparrd txJ ji[fot ani 

shoot until ue ~ the b::st for Dad. I c/m't wmt to sre heads rd1, I just think that a rmn uho has 

'ZIl1Iked all his lifo and is now in dijfo:ulties shadd h! helped by the S)Stem he has paid so rn«.h into 

arer mmy)FLm. We are prepami to a:ntribute to the care but they ha7£n ~ eren gi bade to us uith 

any fi?JlTf5. L cx:al MP, Douning strret, 'f1!'USpape1S, head if the saial sercias". 

F "I really am sorry this has happen:d to 'ptr farriJy as I know 7ihat it is like txJ h! tad 

~ like that. We fall throogfJ mmy cracks and I think I famd too mmy in ~ searches for help. 

It gi so that the uard (m' uaJdn't phase rre as I7mS so use to it. But if I erEr hear a)6 I do 

b!liece I 'l.tIJI!d just pass ad. I caJdn't starri the excitetrmt if it aIJ. If I can help )Gt in any '7.I8J 

plmse let rre know and krep us pared abaa)Wl" Dad as this is dtfiniteIy m fair for him or)Gtr 

/arrily". 

The first carer to speak in this excetpt is expressing his annoyance with the system. He feels 

let down and angty at the way his father and their family have been treated. 

" .... the S)Stemhas let us dorm. Bearing in rrirri ue're in the UK, ue aren't prepami to take this 

~ dmm and are prepami to fig,t... " 

He is motivated to do something to change the situation but is still in a state of mind where 

although he feels let down, he wants to resolve the situation rather than "see heads roll" . 

130 



"I eIm't wmt to Sa? heads rriJ, I just think that a mm uho has uurked all his life and is rKJW in 

diffiaJties shaJd h! helped by the S)Stem •. " 

He still appears to be confident that they will win their fight for access to the appropriate 

servIces. 

" .. [ we] are ~red to /igpt an:! shatt until7J£ ~ the &3t for Dad". 

The second carer in this excerpt is offering her suppon to the first. 

"I mdIy amsarry this has happerEd to yur farrily... JJ 

However, she seems less positive in her attitude and almost resigned to the notion that as a 

HI) carer, you have to get used to not receiving the professional suppon you require. 

"It ga so that the 'l.tlJrd em' uaddn,'t phase rrE as I'U/lS so use to it. But if I ecer hear a)E5 I do 

Ixdiae I uaJd just pass all". 

She also suggests that the services are not actually available - that there is no one there to 

deal with all the issues that HI) brings. 

"We fall thrwgjJ mmy crades and I think I fwrd too mmy in ~ searrlx5 far help". 
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A number of other carers also felt that their role was compounded by a lack of appropriate 

specialist services for them to utilise. The following conversation describes how patients 

with HI) often "fall through the net" as specialist services are simply not available to them. 

F "We d01:t fit in anyuhere am for us as Ctl1E7S this is a diffo:ult situatim" 

M "/ taa11:y agrre" 

F "As far as I'manErrJXi, ifsarrJxxiy rm/s respite as it uere, it shadd be a hedth issue, 

they haw HD am they shadd gJ to a sptrialis£Xi unit vhere they 'lIlZIid g!t treat:nrnt uhile they are 

there" 

F "YaW / krmLJ ha-rirg HD is a rmjor liow to any per5m There are rtt~, if ~ 

prqx!1' health facilitU5 that are aJie to harrIk HD patients. Mat dtxtars krKlW little aI:mt the 

disease We ha7£ wy fowp/aa5 to tum for help 7ihen the patient is stiJl in the ootside uorld am ';et 

carrm care for themel:c.es prrpetfy or rrfuse to take m?diraticn or aheruise p/at£ themel:zfS in 

harm's -cmy. Cmstant 7JJJfk by all if 'Uho are suniwrs mISt help m6ee this chang!. Because urrti1 

HD is either (],(M;/ or am:st«/, there is a great rmJ for facilities to hardJe people sum as ~ braher. 

There are mmy HD patients ~ the strrets am just aniderai nan!... " 

The final carer in this excerpt especially highlights the lack of services available to cope with 

fill patients and a lack of knowledge from professionals. 

" There are rtt erD/fiJ, if ~ prqx!r health facilities that are able to handle HD patients. Mat 

dators knuwlittle abaIt the disease" 
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She seems tired and ovelWorked and there appears to be an element of despair in her 

comments that there is no one there to help her. 

" We haw wy few pIaas to turn for help uhen the patient is still in the aasUk unrld ard jet 

canrKX care far themel:U3 prrperlyJJ 

Dissatisfaction with caregiving role. 

All of the carers related how, as a consequence of caring for a loved one with lID they had 

had to deal with a number of personal encumbrances. One peninent issue was the 'duty of 

care' that many carers felt was placed upon them. The following account is from a carer 

who has tested positive for HD herself and shows how she feels a duty of care to her 

mother but is finding it increasingly difficult to cope with the burden of this responsibility 

whilst worrying about the genetic implications of HD herself. 

F "I know that therF rrust k ahers uho haw HD am also are the sae earegh.ers to a 

parent, but it fods like therF is m place to gJ uhere I can express the pain ima:CBi in this am the 

gpilt lmtuse there are tim:s I feel as ~ I can't take it anynvre. It is iften a pairful riaa 

rrixed 71ith crUs if despair ard then tim:s uhen all tp5 as ueI1 as can k expea:ai but it seem 

lately I am running rut cf the heart to gJ al king the en! n5JXni/ie for rrum's rmIs 7Jhile fo:JUf. 

the disease mpe/f but therF is IDen! else to help, it is ~ jdJ. JJ 

This carer clearly expresses how she feels duty bound to care although she is not coping well 

with the situation and is "feeling the disease herself". 

133 



"I am ntrl1'1in6 all if the heart ro [p en ~ the en TeSJXnih/e for rrum's rmIs uhile feelint. the 

disease n1)5e/f but there is men else ro help, it is my jcil'. 

Further, she expresses how this is a burden to her and seems to suggest that it takes 'heart' 

and possibly courage to care for someone with 00. 

"I am running all if the heart ro [p en ~ the en TeSJXnih/eJJ 

She also seems to be alone in her situation, she has no one to confide in, to express how she 

is really feeling. It is as if there is no one there to care for her. 

"but it freIs like there is m plaa! ro gJ 7ihere I can express the pain irnd:uxi in this am the guilt 

hrause there are tirrrs I feel as thatgJ I can't take it anynvrrl'. 

A nwnber of other carers, touched on this issue further by discussing the notion of 

advocacy. They talked about how they felt as if they had lost their identity and that no one 

was advocating on their behalf. 

M "In that 7mJ it is diffiadt ro ~ fJel1J/e ro adux:ate for pi, ro stard up for)OO as a perscTl 

am rKX just the partn!r if s~ 7lith HDJJ». 

Olrers also emphasised the benefit of personal support from friends and family or from help 

groups. 'This kind of support seemed to differ from practical support and appeared to be a 
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source of strength for carers. The following account is of two of carers who are encouraging 

one another to find somewhere where she can find this kind of suppon for herself. 

F rrW1x>n I wtS he/pirf, to care for ~ father, I renrrrm hawdijfoult it W1S I startr:ri ~ 

to ax! fa support grrMfJ] it's smdl ard I trcnel 150 rrile 'YrM1ri trip but it is so 7lDI1h it. That 

71DIld also r}7£ 'P'- a day too just pt, take a little extra tinr ard tn?dt JW1'Se/f to dinn!r or 

scm!thing. T alee care if JW1'Se/f first. Yat are rv g:xxJ to a1'l)Or else if )W 7e falLirTg apart». 

F rry 5, 'P'- rml to let cff stMm in a safe emirrnrrmt 7lithaa foelirTg guilty aIxu the persm 

'P'- are kxieing after. Y c:u kmw so 'P'- am tria!)mT' issues, air prrJiem ard ra foel that 'P'-'te 

letting arrJxxIy else dmm or its ra irrportant Ixmuse the rm;t irrportant thir1g is the persm Wth 

the disease ard that uhy I fod that, ard I think its W71! all for rYE! tafay as uell that um that's 

uhere I think there is a la to k din that isn't Ixing, din at all, to aaualJy help atrerS to kxie 

after their aun rmis as uell». 

These carers talk about how they have a need to talk about personal issues but they do not 

always feel at liberty to do so. They express a feeling of guilt as if by talking about all the 

difficulties they experience, as carers they are not being loyal to their affected loved one. 

"'P'- rml to let cff steam in a safe emirrnrrmt 'llithaIt foe/ir1l, guilty abaIt the persoo 'P'- are 

laieirTg after. Yat kmw so 'P'- can uia! )mY issues, )mT' prrJiem ard ra foel that 'P'-'te letting 

anj:xxiy else dmm or it's ra irrportant» 
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The first carer recognises the benefits of such support and further suggests that having a bit 

of space to just think about herself for a while is extremely useful. 

"That w:uId also gire)fM a day too just)Ol, take a little EX tra ~ arxi trr:at)fMTSe/f to dirrJrr or 

s~ T alee care if)fMTSe/f first. Yat are m ~ to anpx! else if)fM 're fallirf!. afkVYtJJ. 

However, a number of carers talked about different ways they had of coping. 

M "The strain if apitg Wth the HD arxi aher rr:spmsibilities Sf£m to krep knxkirf!. m! 

1xuJe. I ka:p trying to g.! rrl)Se/f c/f the anti-dpressarrts, but al71.lt)5 erri up taking themaF!flin uhen 

I foe! I'm gring dmmhilJ ag:tin I !we had SarE 'l£ry ~ aunsel.irf!" that has CErtainly he1pet,f 

The above carer is clearly finding it difficult to cope with caring for his lID affected wife. 

He talks of being "knocked back" and "going downhill". However, he is being productive 

in going for counselling to help ease his situation. 

Furthennore, a number of carers noted the benefits of having a religious faith to draw 

comfort from 

F "W1.m I 'UJlS helping to care for "0/ father, I ~ haw di/fiadt it 'UJlS (sigfJ) 

espeOalJy laieing ani foi.ir'6 like I 'UJlS sanhaw srezrg ~ mm fotwe pIa-pi att hfare 17l? I'm 

glAd the Lard Gal is 'ptr strefrgth, I can relate. He is ~ a1sa As diffiaJt as it is s~ 

~that is a ~ anmnt cfs~». 
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This carer gives words of comfort to another by encouraging her to remain strong. 

"rern:nhr that is a t:rerrI!ndats arrmnt ifstrength" 

Practical aspects of caregiving. 

All the carers also commented upon their struggle with the practical side of their caregiving 

role. A lack of appropriate care and respite facilities appeared to have a huge impact on 

many other practical issues such as safety, tiredness and lack of time. In the following 

account, this carer talks about the impact of lID on his life in tenns of respite. He 

highlights the importance of appropriate care facilities and demonstrates how this impacts 

upon his time. He draws anention to the fact that he will have to live with this for the rest of 

the patient's life, thus indicating that care giving in HD is both chronic and tiring. 

M "[ think for rYe, it's the fact that the disease keeps eui:ring arrl ~ There is m tim! 

for a brede, respite is diffiaJt, as it can k hard to firrJ arr:/ is m al7JJl}5 suitalie. Yat kmw)fM 

are ~ to haw to li7£ uith this for the rest if their life". 

Another carer continues the conversation commenting upon the non-specialist care facilities 

that his father has been placed in. 

M "My Dad has brn in the aade psyhiatric adrrissiars ~ if the kral ha;pital for 7 

m:nths now and 'lIaS diagnaed Wth HD abaet 5 rrmths agJ. The wm:i he is in is ra idml as 
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they haw m spe:ialist k~ if HD and haw theme/us adnitted they merkxk him as he is 

quiet and da5n 't Ixxher ~ - apan form for his rrmicatial'. 

One carer talked about issues of safety with regards to her family member who is now in 

full-time care. She feels it is difficult to have her loved one home, as the accommodation is 

not suitable for their needs. 

F "[ do 1U ha7£ HD but haw cami for a farrily ~ uho is rNlW in foll-tim! care [ 

haw 1U lw-z 'lIIil7lith rrigraim this 7JI!£Ie but Wll mtke the effort Saturdtty ar Suniay. She is 

happy and 'lIIil cami far. It Wll Ix! her 50th BirtJxky in a [ew7JI!£les and I 71lMld /me to hau! her 

Ixrre for at loot ~ ni?iJt. Qq boose is in disarray at the rrarmt 7lith kiuhen rerKJUltUns so I'll 

ha7£ to ensure it s safe first as she falls eas~ it s 1U 7.IIJI1:h the risk if I can't ensure her safety". 

This carer is also justifying why she hasn't seen her family member for a while. She mentions 

she has not been well herself but suggests that she usually sees her regularly. The fact that 

this carer hasn't been able to visit her loved one this week seems to be concerning her. She 

seems to feel guilty both about the care situation and the lack of time that she has spent with 

her this week. 

"I haw 1U lw-z 'lIIil7lith rrigraim this 7JI!£Ie but ui1l mtke the effort Saturdtty ar Suniay. She is 

happy and 'lIIil-cami far. " 
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Access to infonnation was another big issue for carers. The account below captures the 

struggle one carer has encountered in trying to access the correct information in order to 

adequately care for his daughter. 

M " I fori it dijfioJt to firri ir{anmtim, the ir{armttiaz that I rmi am the iT(urmltiaz tMt 

I [rei prrfessia7als shadd k alie to gj:r.e m1 I stn@Rd thrr:Mg/J)W1S if semrhirTt,Jar iT(urmltiaz 

uhidJ 7.I.add help rYE! in caringfor Tn} cJaup:r at han!. I kmwall fa) 7.t£I1 the frustratiars en am 

[rei7Jhen faced uith a caring rmi am rtt bdng alie to fori a resanre to help )W either sa'll! it, 

urrIerstarrJ it or 7Jhere to go Jar help. Caregi:cm haw ermrjJ respmsibilities az. their harrJ to sperrJ 

ham re5filrrhirg[ar help». 

He talks about the frustrations of trying to care when you cannot find the correct resoun:es. 

Furthennore he sees the task of searching for infonnation as an extra responsibility that he 

does not have time for. 

Many carers also talked about how tired or exhausted they were from carrying out their 

care giving role. This carer comments upon the exhaustion you encounter in a chronic 

caregiving situation. 
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F "Beirg a foll tim! raregiw is wy stressfid, )at frel exhausted arri rmI help to ~ at[ 

awzy firm the hatse for a tim! so)at can ~». 

She also conunents upon the need to get away to "recharge" and how you require help to do 

so. This is something that is especially pertinent in light of the previous conunents raised 

about lack of help from appropriate specialist services. 

" ... . rmI help to ~ at[ awzy firm the hatse for a t:inr so)at can ~». 

Some carers were given the "time-out" that they needed through practical support from 

friends and family. 

F If .. ~ tv help the rest if the farrily ape WJh 'lIhat tv exptt arri haw tv help is 'lJIJY too 1'rIKh 

for en persrn, I haw a strrng,farrily support S)6tem, arri a grrMfJ to help at[". 

A lack of time combined with a high level of exhaustion led a number of carers to talk about 

the daily hassles that impact upon their lives. Daily chores such as washing or cooking the 

dinner had become hindrances for the carers as they tried to manage their caregiving role. 

The following account captures the way that small problems can be stressful for !-ill carers, 

M If A rd are )at'w piann?d)OlY day am the axieirg am the 'lmShirg am uhatecEr)at are 

dtir1& the s~ the ~ The cnJy thing that )fM do ~ 'lOI1'Ki up a little bit abaa is 

'llhen s~ g:x5 ~ If the 'lmShirg muhire p5 ~ or the axieer or s~ g:x5 

~ 'lIith the lxMse then that's 7Jhen it all, that's 7Jhen)fM ~ 'lJ.aIrKi up a little bit», 
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F "but dt:rlt)at fird it di/fiadt to ape 7Iith dang all these things?" 

M "~, )f%1h, uhen sarEthing ~ ~» 

F "so)at are dependent (Tl ezerything ~ de am it mly takes (TX! tiny rhir16 to mJee 

ezerythingfall apart. It's like hing (Tl a short fuse.. JJ 

M "[)Wh, )WhJJ 

F "... am'llhen (n! little things [p!S ~ it can feel like the wrld is O"ashir16 dorm" 

The first carer to talk in this account demonstrates how as long as everything is going well, 

he is able to cope but that it just takes a little thing to go wrong and he is starting to feel 

stressed. 

The second carer is confinning this statement but is stronger in her view point. 

"... am'llhen (TX! little things [p!S ~ it can feel like the 'lJlJrld is O"ashir16 dorm. » 

Carers also talked about their health and how it was important for them to be in good 

health. Interestingly, they did not seem to be interested in their health from their own 

perspective but from the perspective of what would happen to their HD affected loved one 

if they were unable to care. 

F "I wnt to try to mJee scm prugress en the adervuledgrrmt if the ilJn:ss. I feel I htrre 

nothing to he inasm«:h as lire trUd pretending that nothing is ~ (for)8m am)8m) am that 
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has had a huJ iffoct 00 my hetdth. I kmwthat if I'm f() re if any use to my farriJy in the ~ term 

I haw to ~e and laie after my aun health too. Balaning all if the farrily's rreds 'lIhen HD 

is inuiuxi srem f() re quite a ~ thing". 

This carer appears to be more concerned about the family's needs than her own and sees her 

own health as a way of continuing to care for them all adequately. 

" I krvw that if 1'm f() k if any use to my farrily in the laf. term I haw to rocug,nise am laie after 

my aun hetdth too " 

One final theme that clustered into this categOIY was the issue of financial burden. All of the 

carers in this study reported concerns over money and how they were going to manage. 

Such financial issues often had different causes, for example, worries about the financial 

burden of caring and financial implications of genetic testing. 

F cr.. the ether part that f!X5 Wth it is the ~~. We 'lIm't ha:c.e ~ to do uith it as 

the carers ue, ue mike sure that . there is a real irrplicatUn betcom uhat the ~ are 

defirrirf. as hedtJx:are ani social cme ani vhen )at !:We f() the fimrm a5 they're all interlinktd 

there are a nwrb:r if haps that -p/w alrwdy P Wth a rmrriu;jcal teminal anIitim, its 

ric/io.JaIs, there shadd re a rruh sinpler wzy, umard I think a a a wzy if relief to aJ11! aJ11! is, 

I kmw ~ am't h! sort if Jarred UfXn a1'1)(n but there's P f() h! a b?tter wzy if ale the 

diagmis is there the doors autarutiadJy cpen, the haps s!JaJdn't haw f() h! junped ~ ~ 

)at're ra grnna foIdle 'lIhen )at'w p a teminal c.rnIitim like that en". 
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The above carer feels angry at the 'hoops' that have to be jumped through to get some 

financial help to care for an affected loved one. 

F "its ridiadaIs, there shaJd k a m«h sitrpler Wl)'. » 

A young family member comments upon the way that needing to work has separated their 

family. 

M "M urn, uho stiO rmIs to 7.WYk arrJ so 7J£ carm haw Dad harE... » 

The following account is from a carer who is describing what happened when he first found 

out that one of his parents had been diagnosed with HD. He reports a feeling of wanting to 

know his own genetic status but the financial implications that this knowledge brings with it 

result in him changing his mind. 

M "I rushed iff to ~ GP to arrarrtJ ~ cwnselli1w. am t6tirrtt Betueen then am the 

apJXintrrmt I W1S addsed rtt txJ 13t, ~g!, life insurarre are harckr txJ lP Wth a paitiu: 

result, so I decitJxJ arflirlst it. .. » 

The account from the carer below is very similar to the previous carer's dialogue. This carer 

is also 'at-risk' of HD and is thinking of the disease in tenns of the financial implications it 

may have for her in the future. 
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F "I'm 20 ani ~ Mum's just tested paitir.e for HD, 'lIith a C4 G repeat cwnt if 44. 

S~ as I ha7£ a 1 in 2 charn! if deuJqJing it, is it we for m! to start up a pensim foni as san 

as ~siJie sine I'll rKX re aIie to 1.tD1k for as loog as aher perp!e?" 

All of the carers in this study raised issues that were entirely specific to 00 in tenns of the 

nature of the disease itself. Carers highlighted a number of issues in relation to 

symptomology, routine, treatment and also some positive aspects of 00. The account below 

captures the imponance of routine to the HI) patient and subsequently the carer. Such 

routine is also bound up with a rigid mindset that is often evident in I-ID (Harper, 1996). 

M "She has to haw her rn.?als amdutely ~ at the ria if tim!, breakfast at 8 'oj dale, 

afire a[Jlin this rrust re at the prrper tim!, cIirm- at 1 'oj dale ani tea rrust re at 6 'oj dale. 

NOUJ if scnrthirrg,Js [In ~ 1'7£ iP CttUfiJt up tiirf, scnrthirrg, else, then I'm rushi1t: am 
tearirg abaa am I g:t a little bit upset (uia: wners) kcause I canJt g:t the dinrxffaxieed at tim! 

ani she's upset ~ thatJs the 7JJtY they like it, they like their rn.?als and difformt ~ erery day at 

that partia.Jar tim!, ueIJ thatJs haw XJs (HD affected iniiUduaJ) rrinJ 'UlJrks OOUJ she rrust 

ha7£.." 

F "[but it didnJt ~" 

M "00 it didnJt WJrTY her lxfare but it dres TDW)fM sre, hfare ~ n?T£r used to 7.tJJYYY her 

7Jhat tim! she had her rn.?als or ~ like that but mw it em thatJs the dijJ'errne in )OIY lifo. 1'7£ 

iP all the g:mkn ani all the slxwini!, and axie~ ard ~ so so that all the 'UlJrk has to 

slide to a partia.Jar tim. But l, l, l, 1'7£ 7JIJTked it, it 'UlJrks for m! de 00Ul 1'7£ iP ~ 

sorted. » 
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F 'T yxulo g!t used to it" 

F "-;eah )at g!t used to it, -;eah 1'7£ gi used tq the ooIy thing like I say that upsets it is 

uhen scxmhing gx;s ~ Wth yatr hatselxid" 

M ")at ha7£ to build up to ~ ~ 7Jith cautim uhereas um )m miJt think it 

'UJX.Iid k ria! to ~ oot for a day, )at ne:d to fo:d in ueJl ahead ~e f:hatrJJts ani ideas for them to 

k able to aaept them, for the sufferr:r to Ix! able to take them 00 lxmd so it's a tuIJ 'lmY ~ 

mer a perUx:I if tim!, rKt: scxmhing)OO can do, )00 kmw straigpt a'lmY ani)OO mgpt rKt: st«m!d 

and that can Ix! a jrustratim as 7J£!L " 

The first carer in this conversation is obviously upset by the strain that the patient's rigid 

mindset places upon him. He is trying his best to cope but struggling to maintain the daily 

routine due to the lack of flexibility of the patient. 

" N ClUJ if scxmhing's lPE ~ I'7£ gi caugjJt up darrg scxmhing else, then I'm rnshing ani 

tearing aboot and I g!t a little bit upset (uia! 'WlWS) brause I can't Wi the dinn:r axJe«i Q1 tim! 

and she's upset ~ that the 7mY they like it." 

The conversation continues with the carer noting that his wife's personality has changed due 

to the nature of HD. 

"m it didn't 'li1JrY)I her hfore but it da3 mw)OO sa?, Ixfare things rrr.er us«i to 'li1JrY)I her 'lIhat 

tint? she had her rrFaIs or t:hirfss like that but rvwit da3 that's the dijJererre in yatr life. " 
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He further goes on to describe how change has to happen over a period of time. He seems 

to show some upset and disappointment as he talks about wanting to go out and do things 

with his loved one but she is unable to deal with anything that breaks from their routine. 

"JOt rritJt think it 7JIX.Jd re nUE to ~ all for a day, )'at rm:i to fred in 7.tell ahead thae thoogjJts 

ani id?as for them to re aJie to acrept them » 

A number of carers also talked about the symptomology of HI) in terms of treatment issues. 

The following conversation really encapsulates a number of the symptoms of HI) which 

make it so difficult for both the patient and the carer to cope. It further notes how "getting 

it right" can make all the difference in tenns of life quality. 

F "My mtmhas HD ani has lren in a r7U1S~ hare for f:(Jf))eIm rmu She am do ~ 

for herself. I mit her rn£ a 7Jlf;?/e. But it is ~ harrkr. A fow'i1B?ks a~ 7Jhen I uas miling her 

she kro:Jeed rre cff a chair, smuked rre ani kUked rre.hh The bits if spreUJ I am unt:krstand 

frrm her is that she hati5 rre ani tells rre to ~ harE. I realJy elm't knuw haw to rract. I ask her 

if she kmw 'Uho I am ani she arlS7JETS the ng,t per5m So she da:s knuw its 17l!. I am so bruised 

at the altSid! ani insUk It hurts rre so rruh to think ~ rrrther is like this to 17l!. My frierris 

dm't urWstarrJ hawerraia1ally darmgR this is. I knuw she is sUk. This is the kini if stuff m 

en 'TJImIS to talk abatt the stuff m en am see that HD realJy das. I am hardle the faa if the 

rrmEJ7l!f1t, the eat:ir1t, prrJiem ani er.erythirrg, else that ~ 7lith it but uhat sams rre the rrat is 

this stu/! ani haw if I ch ~ it I rrter 'Wmt to do this to ~ OlIn children. This is part if the 1'rasm 

she is in the r7U1S~ Ixm!. Then ~ is that guilt .. I am the dd!st if fiur children, ani 'U/! let au 

m.1:her 7Jho has gfrm her Wxie life to take care if us in there » 
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F "I sort if krvw 7ihat )at 1e ~ thrr:ugJJ as mj Dad 'l£llS getting irK:rrusingly 7ident and 

afWf5SZ7.e before it all c:arrr to a head and 7i£ had to g;t Dad into hapital. Um he 'l£llS in an aatte 

ps)dJiatric wrd for abml 7 rrurths and firm there 7i£ [!X him into a care hare uhere hes Ix£n 

sm February. Only cn£ 'l£llS any 'l.ider¥E ainrd at m: - usually M urn [!X the rooiJ end if the 

stUk . but it still slxxie m: up a La. Naw thatgp, sezeral rrcnths dmm the lin! things are a bit 

nvre under antrri. Dad is az Oxazepam for the anxiety and ~ uhidJ is a rriId anti· 

psyhotic He still has rKJ charra to speak if but his Ixdam is gradually ~ and he falls (Jl£f a 

La. A Jear a~ I thatgpt CMr uurId'l£llS ailapsint, but rm.q WJh the rig/lt kind if care and the 

rig/lt rrix if mxls things are slouly /aieirg better, rK!lEYperfoct just ktter than before » 

The first carer in this conversation highlights the anxiety she has experienced due to her 

mother's symptoms. 

"I am so bruised 00 the aaside and inside. It hurts m: so rruh ro think mj nuher is like this to 

rrE!." 

She has been subject to violence and abuse yet still feels guilty about placing her mother in a 

nursing home. 

"Then there is that guilt. .. I am the ddest if /rMr children, and 7i£ let aer nuher uho has 8}7.en her 

Wxie lifo to take care if us in there » 

Moreover, the genetic implications of HI) are again evident as she shows concern that she 

may behave the same way towards her own children. 
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" I can handle the fact if the rrorI!f1'l?J1t, the ~ prrJiem ard ererythirf!, else that pIS uith it but 

uhat scans rre the rmst is this stuff [7iderxE] ard haw if I do ~ it I rrr.er wmt UJ do this to ~ 

oun children. JJ 

The second carer in this conversation tells a more hopeful story. She too has experienced 

the violent outbursts often associated with lID. 

"Only arE WlS any 7iderxE airrRl at rre - usually M urn [pt the rmW end if the stUk - but it still 

slxxie rre up a fa.» 

However, her father is now in a nursing home where with the right treatment, his behaviour 

has improved and life has become much easier to cope with. 

"A )WY a~ I that[jJt aq 'UlJIid WlS aiJapsin6 but rmq 7Iith the rig,t kind if care ard the rig,t 

rrix if mrIs ~ are slouJy 1aiein61x!tter mEr perfoa just ktter than hfore » 

Feelings and emotional wellbeing. 

All of the carers related how, as a consequence of caring for a loved one with lID, they 

experienced a nwnber of emotional issues that appeared to impact quite heavily upon their 

Qo1. One of the most distressing emotional issues was an area that was only applicable to 

spousal carers, who described a sense of loss in terms of their marital relationship. The 
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account below shows how the carer is almost mourning the loss of his relationship with his 

wife. He acknowledges that is the nature of I-ID but is still finding it difficult to come to 

terms with the changing nature of his feelings. 

M "[ hare al7m)5 enjay:rl ~ Wfe s ~ but am rvw ha'lint. to build a nvre irrJeperr:knt 

social life ootside the hare [ g:t these alternating fodirf{l if sadn3s at the gradual passirft if a 

umm ard lotirf. relatimship uith ~ Wfe, then arw at the Ix:ha'lian: [ think the uorst thirf: is 

this rriIer-cruster nature if the mxxi suings so [ mer quite krvw 7Iho I'm ~ fxTrE tel [ kmw 

this is mrrrnl for HD avers, but still hard to harJIe. [ shaJd culd that [ lm.e ~ Wfe deeply am 

there are tims 7Jhen 7JI! still erjOJ the umm relaticnship 7JI! al7m)5 used to hare [ krvw it's the 

Ls, m her, that s to Iiam!. That's amber raniie en, but agzin it foeIs ffXXl to wt it aft in the 

cpen. JJ 

Carers also felt isolated and lonely. In the account below, the carer talks about how her and 

her husband have actually isolated themselves from other people. 

F "7JI! dm,'t wmt anyn to tell us, 7JI! dm,'t wmt an;Ixxiy in the halse, 7JI!'O CIfJe 7IiJh this 

en atr oun am its an the burden en an the avers then 0:!s)W hare that burden that they htt 

wmt an;Ixxiy in the hwse am they ckny that they are ill JJ 

She also doesn't seem to want any involvement from outside parties. 

"7JI! dm,'t wmt anyn to tell us, 7JI! dm,'t wmt an;Ixxiy in the halse, 7JI!'O cqJe 7lith this en atr 

ounJJ 
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However, this decision is clearly proving to be a burden to her. 

" aU, the burden en aU, the cams» 

A number of other carers identified explicitly their need to escape from their caregiving role. 

The carer's account below identifies how emotionally wearing caregiving is for him and how 

he feels the need to 'nul away from it all. 

M "W1»z she is de I alrmt think that there is ~ ~ arri ~ 'lIiIJ h! de after 

aU. Then she lJ!IS I:tzd ag:lin am I just wmt to run a rrile. It mdIy 'UlWS m! dmn ra kmuing 

7JhidJ persen I'm ~ to h! 7Jith eam day. » 

All of the carers experienced a number of negative emotions such as depression, guilt, anger 

and frustration combined with a sense of loss in relation to their care giving role. The 

account below encapsulates some of these negative emotions. 

F "The aher ~ the actual las ~ its al7JJt)S there isn't it at the buR if)mY rrirrI. 

Whn )fM''CE ta/Juri to aher graIfJS did)fM pUle that up, that its ra al7JJt)S exJm5sd It is 

alrrat aaEpfI!Ii that that )fM're ~ 7Jith a las. The 'T.I.OYd that jurrps to rrini is harr:kmJ, it 

isn't hardemi its 11'lJfe if a suppressed errttio7al feelings am guilt rrixed 7Jith arw am I'w pUleed 

that up 7Jith aher peqie that ue'7J! talked to. I think )m kxJe at peqie haw they rrig,t haw h!en 

(K huw)fM 7JETF A to h! 7Iith them. Da5 that rmke sense to ')mfJJ 
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This carer seems to be addressing a number of different things within her account above. 

She is expressing a lot of negative emotions. 

"suppressed envtimal feelings and guilt rrixed W1h ang;r" 

She is also expressing a sense of loss and seems to be hurting from both her current 

situation and also the loss of a future. 

A number of carers also talked about their shock of finding out that HD was present in the 

family and felt distressed by the secrets that had been kept from them. 

F «we ooIy fatnd all that HD WJ.S in the farrily m:ently and it WJ.S such a shak. we are 

still ha~ trwbles ~ i;(arm:ttim fomany if the farrily, 'lI£ still ha7En't spdeen to ~ rrc1her

in-/auJ ani rKJW~ brother-in-law is acting the sam!, in the sfJa<E if en am£1Satim he tdd ~ 

husbani that he had the test and 'lJlIS Yl!§ttize, and then tdd him that if ~ husbanls test am;s fMt 

Yl!§tliw, thenheWll ~ testedhimelf as he rriWt k the aher 50%. I dm't u:rd!rstarduhyhe 

7I.CMdd lie like that, especialJy in the s~ amersatim,". 

Carers also talked a little about their own needs and how these were often neglected. In the 

carer's account below, she talks about having to compromise her own needs in order to care 

for her loved one. 
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F ")00 (mprarise, )00 cmprrnise -ptr mm rmt to mJee lifo easier and that carptwise 

is ~ The aher thing, is that if)OO dm't, aren't prepamJ to mJee that cmprarise, the 

sufforr:r then has irrreaslXianxiety uhiOJ 11£ mwkmw'lllJl'Sfn the anditim JJ 

There were also some positive emotions that emerged from the carers' conversations. The 

account below shows a positive emotional response to lID from a carer who is 'at-risk' 

herself. 

F "/ fomd aft HD is in (MY farriiy am / am at risk, ~ dad, ~ bttther; but rJ?r£r far a 

sea:ni uaJd / uish to rJ?r£r ~ Ixm, life is the gjft / wmt eTEt')fn to retrl!J1b!r that uhat rmy srem 

like a ame mwcan really ~ a liessir§ JJ 

Wtthin the conversations it also appears that discussing such emotional issues with like 

minded others has a therapeutic benefit to these carers. The carers have been given the 

opportunity to talk about very personal and difficult situations with people who can 

empathize with their feelings and experiences and they do so without prompting and express 

the release that unburdening themselves brings. 

1his carer also talks about the positive aspects she feels that lID has brought her life. The 

following account demonstrates the way in which a family have become closer due to the 

genetic and devastating nature of lID. 

152 



F "I haw too bo)5 if nrI (JlJJ1, uho are 15 and 12. I am in the early stag3 if the disease I 

haw wiy krmm this for abatt 6 w:r:ks now but 1'1£ lren at risk for the past 10 or 11 )W1S. In 

these)W~ I haw ta/Jeed to nrI bo)5 abatt HD but if cause they 'lJEY'e 'lEY)' ~ at the titrE so I 

kept it 'lEY)' brief WJh them so that they WJIidn't ~ afraid if nrI dad vho has HD. Nawthat I 

know I haw HD and that the bo)5 are cider I haw I:a!n 'lEY)' open WJh both if them They both 

know they're at risk, they know that rrum has HD like grandad and atr farrily 7liIl ~ ~ 

rrv.ny c/xm;J:s. A Iso that atr farrily 7liIl haw to adjust to uhateU?r rrum is gring ~ at the 

titrE SWl! if it 7liIl k scary for them but just brause rrum has HD da5n't rm:m that either (n! if 

them 7liIl haw it, but just like 'U£ teach atr kids to prrxRCt themel:u3 firm diseases or firm 

pregnarry they also haw to krvw that this pasibility is therr! and they rmi to rruke all the rig,t 

decisia7s 7Jhen they find that spaial S(Jf}'1!(T£ It's hard ~ just ~ a ~ adult nawa-da)5 

let akJrl! ha7ing to 'T.tl1nY abaa this horrible disease but 'U£ haw m dxi.<e if 'U£ deny that the disease 

exists uhat g:xxi WI1 that do 'U£ haw to remUn s~ and open WJh atr kids at all tinFs so that 

they krllYW 'U£ Iar.e them and support them and as a farrily 'Ue can g;t ~ uhat erer lifo's 

~ are HD has ~t us daer. JJ 

This carer looked after her father and is now living with I-ID herself. She talks about being 

open with her children and about adjusting family life in order to deal with the disease. 

"N aw that I krvw I haw HD and that the lu;s are cider I haw I:a!n 'lEY)' open WJh both if them 

They both knuwthey're at risk they krllYWthat rrumhas HD like grarr/ad and atr farriJy 'lliJJ lfJ 

thrrMgfJ rrv.ny chantJ:s. A /so that au faniJy 'lliJJ haw to aqust to uhatecer rrum is ~ tIJrryJJ. » 
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She appears to be very philosophical about HD and talks about her children making the 

right life decisions in light of the fact that they are 'at-risk' of the disease. 

"just liJee 'Ue teadJ aer kids to prrxect themel:ll?S firm disl'4Ses or firm pregnarry they also ha1J! to 

kmw that this pasibility is there arxi they rmi to mJee a/J the rig,t drisims 7Jhen they firri that 

special s~ » 

Finally, she acknowledges how HD has in some way benefited her family as it has brought 

them closer together. 

«as a faniJy 'Ue can g1t ~ 7JhaterEr lifo's ~ are HD has ~ us daer. » 

Specific Questions regarding the ComQoL-AS Domains of UcaJth~ 'Productivity' 

and place in the community' 

Facets from the three domains of 'Health', 'PrrxIuctiUty' arxi 'Plate in the amrunity' were also 

discussed within the focus groups in order to identify their importance to the QoL of HD 

spousal carers. The carers were asked to talk about how relevant these particular issues were 

to their QoL and try to give examples. It was decided that if the questions received only one 

favorable comment they would be included on the pilot of the HDQoL-C as they could be 
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removed after factor analysis if necessary later. Each Domain question is discussed in tum 

below and includes corresponding excetpts. 

Health: 

Question 2(a) How many times have you seen a doctor over the past 3 months? 

When asked whether the above question was important to spousal carers, the participants in 

these focus groups predominantly felt that their actual health was more important than 

whether they had been to see the doctor in the past few months. They also commented that 

they needed to be healthy in order to care but that they did not consider their health that 

much if it was not interfering with their care giving role. 

F "I doo't really think aroa vhether I amfoeling 'U£il or rvt, cnly vhether I amalie to care 

for X (HD affected indi:ddual). I gut5S I am ~ aroa rrtj health bmuse if I wt ill, uho uiJl 

laie after X" 

Question 2(b) Do you have any disabilities or medical conditions? (e.g. visual, 

hearing, physical, health, etc.). 

Carers also agreed that medical conditions could be a concern for them. However, they 

were again more concerned about whether disabilities or medical conditions would hinder 

their ability to care for their loved one. 
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F "It's rxJt s~ y:u rPAIJy think abaIt firm day to day. It aiy rmtters uhen 

s~ like that sups y:u firm ~ aI:ie fl) do all the ~ y:u rmJ fl) do for X ... lJ 

Question 2(c) What regular medication do you I3ke each day? 

Carers felt that this question was implicit within question 2(b) in that if they had a medical 

condition or disability, they would probably be taking medication for it. 

M " Well it stards to mlSen mJJy, if y:u are ill, then y:u take 7.thateter 7liJl get y:u ltuJe en 

)fMT' fret awUn as quidely as pasiJie.. lJ 

Productivity: 

Question J(a) How many hours do you spend on the following each week? 

(Avenge over past J months). (Hours paid work, Hours f01l1181 education, Hours 

unpaid cbildcare). 

When questioned as to whether the above question was important to spousal carers, the 

participants in these focus groups predominantly felt it was difficult to identify how much 

156 



time they acrually spent on any activity. They also felt that the question was not entirely 

relevant to them as it asks how many hours of a) paid work; b) fonnal education and c) 

unpaid childcare, fonnal education being something they felt they wouldn't have time 

for. The carers felt that this question would be more appropriate if question b) asked 

how many hours of unpaid caring they did. 

M "It is diffiadt w'UlJYk att uhen I am dang ~ for the kids and uhen I am da1f{ 

~ for x. It can be a bit like ha7.irrt, an extra child in the hatse Well it is redly, amber persaz 

~az)OO,)fMkmw .. » 

F "[ urnldn't ~ tirrf to do any educatim type stuff.. JJ 

F "It [the questia¥ cmn't ask IxJwrruh tirrr I sperrJ carirg for X. » 

Question J(b) In your spare time, how often do you have nothing much to do? 

Initially the carers felt that this was an irrelevant question as they never had nothing much 

to do and very little spare time. However, when they were shown how this question 

could help to identify whether they have enough time for themselves, the carers agreed 

that this was (from that perspective) an imponant question. They felt that the words 'In 

your spare time' should be removed to make the question more relevant to them. 
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F "I still say that 7J£ rl?U!Y haw ru:hirf, rru:h to do but I ~ uhat)Ot rrmn If 7J£ 

n!lEr haw any tirrF for anse/:l.I5 then this is ~. JJ 

M "I think if)Ot just asked if 7J£ haw any spare tiJre then the questim rumJd rmke 

rrIJTr! sense to us. Otheruise, it just mtkes m! arrmy:d to think that anyn rumJd think that I 

haw any spare tiJre Were I do ~ It's like the questim has I:M!n rna up by Scm!fn! 

dasn't kmwuhat it its like to h! a carer. JJ 

Question J(c) On ave13ge, how 11Uny hours TV do you watrh each day? 

The carers were unanimous in their decision that this was not a relevant question in 

relation to the HI) spousal carers QoL. They suggested that watching 1V was a pastime 

that they rarely took pan in unless they were also doing something else at the same time, 

e.g. ironing or feeding their loved one. Although watching 1V could be evidence of the 

carers having some relaxation time, the carers interpreted it as a question related to having 

a sedentary lifestyle. 

M "7V... Wfuts thatI!" 

F "If 7J£ tM haUrg a quiet day then I scm:t:im5 g:t a dJara to sit doun am 7mUh a bit if 

telJy 'llith X (HD ajfo:tRd inJiriduaI). Its rl?U!Y ~ dxil2 t:haf!J, he has his set prugram am 

there's rrJ changirf, the dJam/. JJ 
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M "I mdiy can't Sa? 7ihat this questim crnld tell )at alJa41nj quality if life. » 

Place in the Community: 

Question 6(a) Below is a list of leisure activities. Indicate how often in an avenge 

month you attend or do each one for your enjoyment (not employment). 

When asked whether the above question was important to spousal carers, the participants 

in these focus groups predominantly felt that this question was more relevant to them in 

tenns of time issues and neglected needs rather than in relation to their place within the 

conunumty. 

F "I c/alt think aboot 1nj p/alE in the armunity, I think abatt 1nj p/tue in 1nj 

farriiy. That's 7.ihere I reJoog an:i that's uhere I'm rml?d. I think this questim just mJe(5 m: 

think abatt smr if the things I 7.iDJd mJiy lor.e tv do far r11j5e/f but rl?rEr g:t a charxI! tao JJ 

Question 6(b)Do you hold an unpaid position of responsibility in relation to any 

club, group, or Society? 

The carers were unanimous in their decision that this was not a relevant question in relation 

to HD spousal carers QoL. They feh that due to their caregiving role, such a position of 

responsibility would be something that they would never consider. They also felt that having 

such a position of responsibility would not benefit their QoL. 
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M "This 'lIDIid k far too 17U!h if a amritrrmt ani I can rnIy think if this as s~ 

rwIJy rwIJy St:rr5sfo/. » 

Question 6{c) How often do people outside yourhome ask foryourhelp oradYice? 

Once again, the carers were unanimous in their decision that this was not a relevant question 

in relation to IID spousal carers QoL. They felt that this was something that rarely 

happened. This was partly due to the fact that they were always incredibly busy and they felt 

that people who knew them would not overload them further with their own issues. 

Moreover, a number of the carers believed that they were often too wrapped up in their own 

problems and wouldn't necessarily notice even if they were asked for help or advice. 

F "Peqie c/m't usually ask m: for ~ help, I think they kmw uhat the tn7J£r 'UDdd Ix! 

(/aufjJs) ani to re barst, I'm nd eun sure that if s~ did rmi m: to do s~for them I 

uaJd ecen take it m lxrmi. My rrUds alwtyS elseuhere, thinki¥f!. if the rl!Xt thirg I ha7£ to do or 

~ a/;;mt uhat still rmIs to Ix! ckn! » 

Specific Questions regarding the ComQoL-A5 questions deemed 'not at all 

important' or 'not very important' to HD spousal carers QoL in Study 1 (Concept 

Clarification). 

The facets of the ComQoI-AS that had fallen into response scales 1 and 2 {'not at all 

important' and 'not very important'} were also discussed within the focus groups in order to 
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identify their importance to the QoL of HD spousal carers. A number of these questions 

(Q2a; Q2b; Q3c; Q6b; Q6c;) had been previously addressed when discussing the domains of 

'Health', 'Prrxiuai:rity' and 'p!a<E in the armurity'. As such, only three questions were 

considered in this part of the focus group. These were Q1 b) How many personal 

possessions do you have compared to other people?; 'Inpartarn/ Q1. How important to you 

are the things you own?; 'Satisjaaicn' Q1. How satisfied are you with the things you own? 

Each question is discussed in tum below and includes corresponding excerpts. 

Question 1 b) How many personal possessions do you have compared to other 

people? 

The carers were unanimous in their decision that this was not a relevant question in relation 

to lID spousal carers QoL. The notion of material-well being or wealth was a concept that 

was insignificant to the carers in this study. They were keen to note that they wished for 

enough money to live on and a home that was suitable for the patients needs. However, they 

were not interested in making comparisons between themselves and other people in tenns of 

personal possessions. 
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F «jOt rem to see rmterial ~ for 7ihat they are - stuff rwIJy, jOt can't take it uith )01. 

It 7JD..Iid Ix! nia to ha7£ etmgh T1Ul!J to buy the ~ that X (HD affeaed irKJidduaI) rmis 

uithaIt ~ Its harriJie 7ihen jOt g;:t the JXint uhere)'CM are thinkir§ please drn't m:ss 

thae trwsm up - I can't afford amher trip to the dry dearm .. JJ 

M «A 0 the rmterial pc6S(5sUns in the uorid 7JJMIdn't fire us 7ihat 7Je wmt. Repriere firm 

this nasty disease am the dJarre to growrJd ~ is 7ihat realJy camts. The thing that is so sad 

is that peqie vho ha7£ their health dm't eren a:nm it am WlSte their tinF al'W.t)5 ~ to 

buy nvre stuff. If X (HD affoct«l irdi'fidua1) had her health then 7Je 'lJDJd cherish it am mdise 

how ludey 'UI! are JJ 

Question 1. on th~ 'Importanc~' scal~. How important to you are th~ things you own? 

As with the previous question, carers agreed that this was not a relevant question in relation 

to lID spousal carers QoL. They were not interested in the concept of ownership of 

possessIons. 

M If As 1'7£ just said, this just isn't irrpartant to us, it·s ra 7ihat life is aha«. JJ 
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Question 2. On the &Satisfaction'scale. How satisfied are you with the things you 

own? 

Again, carers agreed that this was not a relevant question in relation to lID spousal carers 

QoL. They did not believe that the things they owned could bring them the type of 

satisfaction that would benefit their QoL. 

M "This is rraliy the sam! as inportar¥:e isn't it? Ha7ing stuff um't rruke us satisfied in 

any 'Ztlty. It 'lIDIIdn't rruke ~ lifo quality ktter, it 'lIDIIdn't take a711lY the curse if HD. lJ 

Intetpretation of Findings in relation to Study 1. (Concept Oarification) and Study 2. 

(Photovoice): 

The analysis of the verbatim transcripts identified four different themes and 36 sub-themes 

illustrating the ways in which spousal care giving in lID impacts on QoL. These were Levels 

of suppon; Dissatisfaction with caregiving role; Practical aspects of Caregiving and Feelings 

and Emotional Wellbeing. 

These data supponed the identification of the four themes in Study 1 (concept cIarification) 

and funher identified additional HD-specific sub-themes. 
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All the previously identified sub-themes from studies 1 and 2 were also evident in the focus 

group data with the exception of the sub-theme of cSm:rJJ PleasUTf5'. These data therefore also 

support all of the themes (except for cSm:rJJ PleasUTf5' identified in Study 2 (photovoice). 

Ten new sub-themes were identified that could be incorporated into the existing themes. 

These sub-themes were: Symptoms of lID; Importance of Carers' I-Iealth; Importance of 

Routine; Positive Aspects of lID; Access to Infonnation; Ways of coping; Positive Emotion; 

Treatment issues; Religious Issues and Secrets in the family. The sub-theme cSm:rJJ P/easUTf5' 

was removed. The revised themes and their corresponding sub-themes are depicted in table 

7.5 below. 
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Table 7.5. Integration of themes from studies 1,2 & 3. 

TI-IEMES SUB-TI-IEMES 
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 care giving role Duty of care 
Benefit of personal support 
Advocacy 
Burden of Responsibility 
Genetic Issues 
Loss of Identity 
Ways of coping 
Religious beliefs 
Treatment issues 

Practical aspects of caregiving Safety and Security 
Practical support 
Financial Burden 
Tiredness & exhaustion 
Lack of time 
Support from friends and family 
Daily Hassles 
Access to Infonnation 
Health 
Importance of routine 
SY!!l£toms of lID 

Feelings and emotional wellbeing Loss of emotional closeness 
Isolation & Loneliness 
Negative emotions 
Concerns for the Future 
Escape 
Sense of Loss 
Neglected Needs 
Secrets in the family 
Positive emotions 
Positive aspects of HI> 
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Conclusions: 

These data provide much evidence that QoL is indeed compromised in many ways and is an 

issue for HD carers. 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 tID 

affected spouse. Furthennore, the results show there are some similarities with carers of 

people with other types of dementia (e.g Dura et al, 1990) but that there is a need to consider 

liD independently due to the unique nature of the disease. The change of marital role that 

inevitably comes with caring for a spouse with dementia is often compounded in tID by 

extreme isolation. Moreover, the unaffected spouse has to take on board the fact that I-ID 

may also have been tranSmitted to any children and as such they may be placed in a position 

of caregiving for a number of decades. 

In the following study, the above themes and sub-themes are integrated into the existing 

ComQoL-AS (Cummins, 1997) for piloting. The aim is to develop a HD-specific quality of 

life measure for spousal carers of Huntington's Disease patients (I-IDQoL-G. 
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Background. 

Research into the experience of the lID spousal carer has established that carers experience 

a number of unique obstacles within their caregiving role (e.g. Hans & Koeppen, 1980; 

Kessler, 1993). However, there is still a clear need to establish methodically the factors that 

impact upon the lID spousal carer's situation and ultimately their quality of life. As a result 

of the previous three exploratory studies, the aim of this pilot study was to validate the 

Huntington's Disease Quality of Life Banery for Carers (lIDQoL-q for use (initiall~ with 

spousal carers of lID patients. 

Method. 

Sample: 

87 HI) spousal carers (33 men, mean age 59.64 years, sd 12.72; and 54 women, mean age 

57.24 years, sd 15.09) took part in the pilot study. All carers spent over 40 hours per week 

caring for their affected spouse and as such, care giving was deemed to be their full-time 

occupation. Their educational background ranged from secondary school to post-graduate 

level and none of the carers had cared for another lID affected relative in the past. 

Participants were recruited through the Huntington's Disease Association UK. All 

participants gave infonned written consent and were advised of their right to withdraw from 

the study if they wished to do so. 

Materials: 
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Constructing the Huntington's Disease Quality of Life Battery for Carers HDQoL-C. 

The HDQoL-C was developed using the existing domains and facets of the COMQOL-AS 

(Cummins, 1997) a well documented and validated tool for measuring QoL with the general 

adult population. The structure of studies 1 to 3, which were carried out to investigate the 

underlying properties and meaning of QoL to family carers of HD patients, were adapted 

from Jirojanakul & Skevington (2000). 

The HDQoL-C and the existing facets on the ComQoI-AS. 

Following on from Study 3 (focus group discussion), two questions were revised and seven 

questions were removed from the ComQoL-AS. These questions are shown in Table 8.1 

below. 
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Table 8.1. Questions on the ComQoL-AS that were revised or removed after focus 

groups discussion. 

REVISED Questions: 
3 (b) In your spare time, how often do 
you have nothin2: much to do? 
3 (a) How many hours do you spend 
on the following e.u:h UfXie? (Average 
over past 3 months): Hours paid work, 
Hours foonal education, Hours unpaid 
childcare. 

Revised to: 
How often do you have any spare time? 

How many hours do you spend on the 
following e.u:h UfXie? (Average 
Over past 3 months): Hours paid work, 
Hours unpaid caring, Hours unpaid 
childcare. 

Demographic and objective questions were adapted from the ComQoL-AS (G.unmins, 

1997). New questions were generated through issues raised in focus group discussion. 

Objective issues were established as being relevant / good predictors of QoL through a 

review of existing QoL literature. Table 8.2 (below) notes each objective question and gives 

an example of its relationship to QoL. 
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Table 8.2. Objective Questions and their relationship to QoL as demonstrated by 

existing literature. 

Objective Questions: Evidence of 
importance from 
literature : 

1. Demographic Infonnation: Blane et al, (2004) 
a) What is your date of birth? 
b) What is your sex? (please circle) Eckennann ( 20oo) 

c) What is the highest education you received? Mercier et al, (1998) 

d) What is your marital status? Salokangas et al, (2001) 

e) How long have you known of the presence of HD in your family? Hakimian (2000)-

f) How long have you been caring for an HD affected family member? 
g) Are you the main carer for your HD affected family member? 
h) What relation to you is the HD affected family member you are 

caring for? Kessler (1993) 
i) Have you previously cared for any other HD affected family 

members? 

j) Do you have any children? Tyler & Harper ( 1983) 
• ifso, what was is their genetic status? 

2. what is your personal or household (whichever is most 
Femandez-
Ballesteros et ai, 

relevant to you) gross annual income before tax? (2001). 

3. Do you have any disabilities or medical conditions? (e.g. 
visual, hearing, physical, health, etc.). 

Ford et aI, (2001) 

Evandrou & Glaser 
4. How many hours do you spend on the following each weeJa (2004) 
(Average over past 3 months) - hours paid work, hours unpaid 
childcare, hours unpaid caring for pHD. 

Addae-Dapaah & 
5. Is your home suitable / suitably adapted for your Khei Mie Wong 
family'S needs? (2001) 

Wendel-Vos et aI 
6. Below is a list of leisure activities. Indicate how often in an (2004) 
average month you attend, or take part in, each one for your 
enjoyment (not employment). 
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The newly generated domains and facets of the HDQoL-C. 

Ako as a result of focus group discussion, 36 HD specific QoL facets subsumed in four 

Domains were identified. These domains were Levels of Support, Dissatisfaction with 

Ccaregiving Role, Practical Aspects of Caregiving and Feelings and Emotional wellbeing. 

In constructing the HDQoL-C, the domain 'Levels of Support' was amalgamated with the 

domain 'Practical Aspects of Caregiving' to create the domain 'Aspects of caregiving'; the 

domain 'Dissatisfaction with Caregiving Role' was renamed 'Dissatisfaction with life' and the 

domain 'Feelings and Emotional Well Being' was renamed 'Feelings about living with I-fi)'. 

The Domains and Facets of the HDQoL-C pilot are depicted in Table 8.3. below. 
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Table 8.3. Domains and Facets of the HDQoL-C at pilot. 

TIIEMES SUB-TIIEMES 
Practical aspects of caregiving Appropriate Help from Social Services 

Professional Knowledge and Understanding 
Appropriate Specialist Services 
Appropriate Care Facilities 
Support from Health Care Professionals 
Safety and Security 
Practical Support 
Financial Burden 
Tiredness & Exhaustion 
Lack of Time 
Support from Friends and Family 
Daily Hassles 
Access to Information 
Health 
I~rtanceofRoutine 
Symptoms of HD 

Satisfaction with Life Duty of Care 
Benefit of Personal Support 
Advocacy 
Burden of Responsibility 
Genetic Issues 
Loss of Identity 
Ways of Coping 
Religious Beliefs 
Treatment Issues 

Feelings about living with HD Loss of Emotional doseness 
Isolation & Loneliness 
Negative Emotions 
Future Concerns 
Escape 
Sense of Loss 
Neglected Needs 
Secrets in the Family 
Positive Emotions 
Positive Aspects of HD 

The domain 'Practical aspects of caregiving' comprised factors surrounding the HD carer 

role per se. The domain 'Satisfaction with Life' comprised subjective levels of satisfaction 
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with life quality. The domain 'Feelings about living with l-ll), comprised specific emotional 

issues surrounding lID and life quality. 

New questions were generated for the facets to be included at pilot and are shown in Table 

8.4 below. 

Table 8.4. Newly generated questions for the HDQoL·C Pilot. 

Obiective Questions: 
In your opinion, is your home suitable / suitably adapted for your families needs? 

Practical Aspects of Caregiving: 
Do you have difficulty coping with caring for someone with HD? 
Please list any difficulties that you have {e.g. dealing with behaviour, physical problems, emotional 
problems etc. 
How easy is it to get access to any infonnation that you may need about HD or caregiving? 
How important is it for you to maintain a regimented daily routine? 
How ohen do you receive appropriate help from social services? 
How often do you have access to professionals who have specialised knowledge of HD and 
understand its implications? 
How ohen do you have access to appropriate specialist services? 
How often do you receive support for yourself when you need it? 
How much support are you given by health care professionals? 
How often do people fight for your rights as a caregiver? 
How often do the genetic implications of HD impact upon your caregiving role? 
How often do you have access to appropriate care facilities? 
How often do you receive any practical support that. you need? 
How often do you experience a conflict of interest between what you want and what your 
}-ID affected relative wants? 
Are you safe and secure at home? 

Satisfaction with Life: 
How satis/iRd are 'PI with the treatment that your I-ID affected relative receives? 

Feelings about living with HD: 
I foi betrayed 
I {rJJ loneliness 
I foia sense of loss 
I {rJJ eui1tv 
I foi that the future is bleak 
I""foJ financially disadvantaged 
I {rJJ deprived of a helpmate / partner 
I ft!!.... isolated 
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Table 8.4 continued •• 
I fed strong 
I rethope 
I fi:eJ supponed by health care professionals 
I fi:eJ frustrated 
I fi:eJ a burden of responsibility 
I (eel that I have lost my identity 
I feel exhausted 
I feel supponed by family and friends 

I [eel sad or depressed 
IkJangry 
I fed stressed 
l/eel emotionally drained 
I ft!d worried about the genetic implications of HD 
I l!ei the need to escape my caregiving role 
I fi:eJ like there are not enough hours in the day 
I (eel like my own needs are not imponant 
l/eel comfoned by the belief that one day there will be a cure for HD 
In some ways I fed that HD has had a p:<?~itive impact on my life 
I fed comfoned by religious beliefs 
I feel that I can cope 
I (eel that HD has made me a stronger person. 
I fi:eJ frustrated by the daily hassles of caregiving 
I fi# overwhelmed by my caregiving role 
I (eel that there are too many secrets in the family 
~ like I have assumed a duty of care forced onto me 
I fed like I have resigned myself to a life of caregiving 
I fo:J.like I don't know who I am anymore 

Constructing the Huntington's Disease Quality of Life BatteIY for Caten (HDQoL

C) and the d01113ins of1mpolt3nce' and tSatisfaction~ 

The Comprehensive Quality of Life Scale for Adults (ComQoL-AS) (Cummins, 1997) 

contains questions that ask how satisfied an individual is with a quality of life domain (e.g. 

How satisfied are you with your health?) and questions that assess the importance of the 

domain to the individual (e.g. how irrportant is your health?). Thus, allowing for 'Satis!aaim' 

and 'IrrportarKJ/ to be multiplied in order to generate a QoL score for each domain based on 

how satisfied the individual is within a domain and funher, how important it is to them. 

175 



However, more recent research by G.unmins (2003) has demonstrated a strong positive 

correlation between the domains of 'Irrporrarre' and rsatis!aaicn' on the ComQoL-AS. This 

means that 'Irrportarre' and 'Satis/aaim' are so closely related, that there is really no need for 

them both to be used within the same questionnaire. Therefore, in the construction of the 

l-IDQoL -c, the 'Irrportarre'rating will be disregarded and only a measure of rsatijaaim' is 

included in the questionnaire. 

Constructing the Huntington's Disease Quality of Life BatteI}' for Carers (HDQoL

C) and subjective n objective QoL. 

Cummins also highlights the differences between subjective and objective QoL in his 

revision of the ComQoL-AS (The Personal Wellbeing Index; PWI, 2004) which includes 

only subjective questions. Objective and subjective wellbeing are often not closely related in 

research (Cummins, 1997), for example physical health and perceived health are often poorly 

correlated (Rapley, 2003). This may be because objective measures quantify the items that 

are considered to impact upon QoL whereas, subjective measures reflect the individual's 

interpretation of a situation and its impact on QoL. However, objective QoL is still 

important to measure as it gives health care professionals a clear and tangible indicator of 

QoL which can be used in policy making and intervention research. Moreover, objective 

QoL can be assessed alongside subjective QoL to provide a richer description of the issues 

and concerns surrounding QoL for any individual. 

'Iherefore, for the purpose of the HDQoL-C, demographic and objective data will be 

recorded independently to subjective QoL. It is anticipated that the subjective measure of 

QoL will give the researcher, or health care professional, an understanding of an individual's 
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perceived QoL which is highly salient in tenns of psychological wellbeing. Additionally, as 

health care providers are increasingly asked to allocate their resources on the basis of 

outcome evidence, demographic and objective data can be utilized as a more tangible 

confinnation of the individual's subjective assessment. 

The Huntington's Disease Quality of Life Battery for Carers (HDQoL-C) at Pilot. 

The pilot version of the HDQoL-C therefore comprised 63 questions, 7 demographic / 

objective questions and 56 subjective and I-ID-Specific QoL questions with at least one 

question to represent each facet (see appendix VII for HDQoL-C pilot version). 

Procedure: 

Spousal carers were given a questionnaire booklet that contained the pilot version of the 

HDQoL-C, the World Health Organization Quality of Life Short Fonn WHOQOL-BREF 

(WHO, 1996) (see appendix, VII!), the Satisfaction with Life Scale (SWlS) (Diener et al, 

1985) (see appendix IX) and the Perceived Health Status Visual Analogue Scale (VAS, 

Weinman et aI, 1995) (see appendix X). 

The use of the three additional scales {WHOQOL-BREF, SWlS and VAS} allowed for data 

to be gathered in relation to congruent validity. Moreover, 10 carers answered a retest 

questionnaire after a two-week interval to gather data on test-retest reliability (Streiner and 

Nonnan, 1995). 
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Carers were asked to complete questionnaires independently and to reflect on life in the last 

three months. In order to assess face validity, panicipants were also asked to comment on 

the clarity of questions and words in the questionnaire. The amount of time taken to 

complete the questionnaire was recorded by the carers and any additional comments that 

had been written on the questionnaires were noted. 

Findings: 

Item analysis: 

It was decided to employ Principal Components Analysis (PCA) in order to analyse the 

reliability and validity of the scale. However, there are some documented concerns with 

regards to the use of Factor Analysis in the development of QoL scales. For example, 

Juniper et al (1997) point out that as in factor analysis, items that are highly correlated are 

grouped together and items that have no strong correlation with any emerging domains and 

factors will be excluded from the questionnaire. This may lead to the exclusion of questions 

that are actually important to the population being studied. Furthermore Fayers & Machin 

(2001) note that although factor analysis is a powerful technique for exploring items during 

scale validation, it can be problematic in QoL research due to its causal nature i.e. there may 

not always be a causal link between a causal indicator and life quality but, an effect indicator 

may mediate between cause and QoL. For example a carer may be deemed to have a poor 

QoL due to their caregiving role, however it may be the nature of the relationship between 

178 



the carer and the care recipient that actually detennines or mediates the impact of caregiving 

on QoL. 

However, factor analysis has been used by a number of researchers to detennine the final 

items to be included in QoL scales (e.g Bergner, 1993; Cummins, 1997; Hunt et al, 1986). 

Such scales are routinely used today and PCA. is considered to be a valid technique to use in 

questionnaire validation (Fayers & Machin,2001). The tenn factor analysis is often used as 

an umbrella tenn for a variety of different techniques. One of the main distinctions is 

between principal component analysis (pCA.) and factor analysis (FA). PCA. is based on a 

transfonnation of the data set into a smaller set of linear combinations with all of the 

variance in the variables being used. However, in FA factors are estimated using a 

mathematical model. Both approaches produce similar results and are often used 

interchangeably by researchers (pallant, 2003). However, Stevens (1996) argues that PCA. is a 

psychometrically sound procedure that is simpler mathematically and avoids some of the 

potential problems with 'factor indetenninacy' that are associated with FA 

As such, PCA. was used to explore the inter-relationship between the variables on the 

lIDQoL-C and further, to refine and reduce the subscales of the I-IDQoL-C into a concise, 

valid and reliable scale that can be used to measure the QoL of spousal carers of l-ID 

patients. There are two main issues that need to be considered when employing PCA. in 

scale development, firstly the sample size and secondly the strength of the relationship 

between the items on the scale. There is a non consensus as to how large the sample size 

needs to be for PCA, with some researchers suggesting at least 300 panicipants (Tabachnick 

& Fidell, 1996) and others arguing that it is not the sample size but the ratio of panicipants 
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to items that is important (Nunnally, 1978, cited in Pallant 2003). However, Stevens (1996), 

notes that the sample size requirements have been reducing over the years as more research 

has been conducted. 

The sample size in this study is small with only 87 spousal carers completing the pilot 

questionnaire. However, because HI) is such a rare disorder (prevalence rates being 10 per 

100,000, Quandl, 1999), the sample size is likely to be representative of the fID spousal 

carer population in the UK. 

The second issue concerning the employment of PeA, regards the strengths of the inter

correlations between the scale items. Tabachnick & Fidell (1996) suggest that the correlation 

matrix should be inspected for coefficients greater than .3 and that if there are only a few 

fo\U1d, then the data may not be suitable for PeA. Inspection of the items on the fIDQoL

C pilot data set revealed many items showing correlations of .3 and above, thus suggesting 

the data was indeed suitable for PeA.. Bartlett's test of sphericity (Bartlett, 1954) and the 

Kaiser-Meyer-Oklin (KMO) measure of sampling adequacy were also employed to assess 

the suitability of the data for PCA. Bartlett's test of sphericity was significant suggesting 

that the data was suitable for PCA. However, in the initial stages of PeA, a number of the 

items on the HDQoL-C were correlating highly thus providing evidence of multicollinearity. 

In each of these instances, one of the highly correlating questions was removed until the 

scale achieved an acceptable Kaiser-Meyer-Oklin value of .6 or above. 
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Principal Components Analysis (PCA) 

Component 1 of the I-IDQoL-C was not subjected to PCA as this component requests 

demographic and objective infonnation from the carer and each question is treated 

independently. Objective questions were generated through issues raised in focus group 

discussion and were established as being relevant and good predictors of QoL through a 

review of existing QoL literature (see Table 2, pg 158). The infonnation in this section can 

be used in research to investigate the factors that may predict QoL in caregiving. 

Alternatively, it may be used by the practitioner to build up an overall picture of a carer. As 

this component does not in itself constitute a scale, the researcher / practitioner is able to 

omit questions or include additional questions that may be of interest in this section. 

G>mponents 2, 3 and 4 all comprise differing aspects of disease-specific and subjective QoL. 

However, they are worded in different ways and as such 'tap into' differing subjective 

aspects of life quality that cannot be incorporated into a single scale. That is, questions that 

ask Haw cftenl cannot be placed with questions that ask about Haw do )Ot foel? as they are 

different fonTIS of items. As such, these three components were subjected to PCA 

independently of each other to produce a battery of scales with which to assess the QoL of 

spousal carers of lID patients. 
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Component 2: Practical aspects of caregiYing. 

After addressing multicollinearity, the rune remammg Items of component two were 

subjected to PCA using SPSS. Prior to pertorming PCA the suitability of data for factor 

analysis was assessed. Inspection of the correlation matrix revealed the presence of many 

coefficients of OJ and above. The Kaiser-Meyer-Oklin value was 0.70, exceeding the 

recommended value of 0.6 (Kaiser, 1970, 1974) and the Bartlett's Test of Sphericity 

(Bartlett, 1954) reached statistical significance, supporting the factorability of the correlation 

matnx. 

Principal components analysis revealed the presence of three subscale components with 

eigenvalues exceeding 1, explaining 40.8 per cent, 17.81 per cent and 12.97 per cent of the 

variance respectively. Varimax rotation was performed. The rotated solution revealed the 

presence of simple structure (Thurstone, 1947), with each component showing strong 

loadings, and all variables loading highly on to only one component. The interpretation of 

the three components found 'levels of support' and 'access to professionals' loading strongly 

onto component 1, 'long tenn and genetic issues' loading strongly on to component 2 and 

'daily hassles' loading strongly onto component 3. Table 8.5 below outlines the factor 

loadings for component 2. 
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Table 8.5. Factor Loadings for Component 2: Practical Aspects of Caregiving. 

Questions: Component 

1 2 3 
How much support are you given by Health Care Professionals? .791 
How often do you receive any practical support you need? .786 
How often do you receive appropriate help from social setvices? .744 
How often do you have access to professionals who have specialist knowledge .723 
of HD and understand its implications? 
How often do you sleep well? .596 
How do the genetic implications of HD impact upon your caring role? .907 
How often do you have access to appropriate care facilities? .663 
How often are you restricted by the need to maintain a regimented daily .856 
routine? 
How often is there a conflict of interest between what you want and what you .605 
HI) affected relative wants? 

Component 3: Satisfaction with life. 

The 8 items of component 3 were subjected to PCA using SPSS. Prior to perlonning PCA 

the suitability of data for factor analysis was assessed. Inspection of the correlation matrix 

revealed the presence of many coefficients of 0.3 and above. The Kaiser-Meyer-Oklin value 

was 0.72, exceeding the recommended value of 0.6 (Kaiser, 1970, 1974) and the Bartlett's 

Test of Sphericity (Bartlett, 1954) reached statistical significance, supporting the factorability 

of the correlation matrix. 

Principal components analysis revealed the presence of two subscale components with 

eigenvalues exceeding 1, explaining 46.33 per cent and 14.94 per cent of the variance 

respectively. Varimax rotation was perlonned. The rotated solution revealed the presence 

of simple structure (Thurstone, 1947}, with each component showing strong loadings, and 

all variables loading highly on to only one component. The interpretation of the two 

components found 'overall quality of life issues' loading strongly onto component 1, and 
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'personal issues' loading strongly onto component 2. Table 8.6 below outlines the factor 

loadings for component 3. 

Table 8.6. Factor Loadings for Component 3: Satisfaction with Life. 

Questions: Component 

1 2 
How satisfied are you with your overall quality of life? .884 
How satisfied are you with your own happiness? .878 
How satisfied are you with the treatment that your HD affected relative .752 
receives? 
How satisfied are you with what you achieve in life? .558 
How satisfied are you with feeling a part of your community? .827 
How satisfied are you with your close relationships? .685 
How satisfied are you with your health? .654 
How satisfied are you with how safe you feel? .549 

Component 4: Feelings about Living with HD. 

After addressing multicollinearity, the remaining 17 items of component 4 were subjected to 

PCA using SPSS. Prior to performing PCA the suitability of data for factor analysis was 

assessed. Inspection of the correlation matrix revealed the presence of many coefficients of 

OJ and above. The Kaiser-Meyer-Oklin value was 0.71, exceeding the recommended value 

of 0.6 (Kaiser, 1970, 1974) and the Bartlett's Test of Sphericity (Bartlett, 1954) reached 

statistical significance, supporting the factorability of the correlation matrix. 

principal components analysis revealed the presence of two subscale components with 

eigenvalues exceeding 1, explaining 38.22 per cent and 14.15 per cent of the variance 

respectively. Varirnax rotation was perfonned. The rotated solution revealed the presence 

of simple structure (TIlUrstone, 1947), with each component showing strong loadings, and 
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all variables loading highly on to only one component. The interpretation of the two 

components found 'negative feelings about life' loading strongly onto component 1, and 

'positive feelings about life' loading strongly onto component 2. Table 8.7 below outlines the 

factor loadings for component 4. 

Table 8.7. Factor Loadings for Component 4: Feelings about Living with HD. 

Questions: Component 

1 2 
I feel exhausted .828 
I feel stressed .798 
I feel isolated .782 
I feel guilty .727 
I feel financially disadvantaged .711 
I feel like my own needs are not important to others .697 
I feel like I don't know who I am anymore .682 
I feel sad or depressed .668 
I feel that I have had a 'duty of care' forced upon me .532 
I feel worried about the genetic implications of HD .458 
I feel that lID has made me a stronger person .820 
I feel hope .698 
I feel that I can cope .689 
I feel comforted by the belief that one day there will be a cure for HD .655 
I feel comforted by religious beliefs .628 
I feel that lID has had a positive impact on my life .576 
I feel supported by family and friends .303 

Therefore, PCA revealed the presence of seven subscales subsumed within the three 

components of 'Practical Aspects of Caregiving', 'Satisfaction with Life' and 'Feelings about 

living with HO'. The component 'Practical Aspects of Caregiving' therefore consists of 

three subs cales identified as 'Levels of support and access to professionals', 'Long term and 

genetic issues' and 'Daily hassles'. The component 'Satisfaction with Life' therefore consists 

of two subscales identified as 'Overall quality of life issues' and 'Personal issues'. Finally the 

component 'Feelings about living with lID' therefore consists of two subs cales identified as 

185 



'Negative feelings' and 'Positive feelings'. Each of these three components (or domains) 

and their subscales (of facets) were then subjected to further analysis in order to identify the 

reliability and validity of the HDQoL-C 

Reliability and Validity of the HDQoL-C. 

The data from the 87 carers were examined for floor and ceiling effects. Furthermore, the 

scale was assessed for face validity, content validity, congruent validity, internal consistency 

and test-retest reliability. 

Distribution of answers: 

Distnbution of answers was examined for floor and ceiling effects (Ware & Keller, 1996). 

No item was found to show these effects, although the distribution of answers on some 

items was mildly skewed towards the lower end of the scales suggesting that respondents 

generally perceived that their QoL was poor in those aspects. 

Validity: 

The validity of a scale refers to the degree to which the scale measures what it is supposed to 

be measuring. Therefore, carrying out validity assessments on the HDQoL-C addresses the 

question of whether the scale does indeed measure the impact of HD on the QoL of 

186 



spousal carers. Face validity was investigated in order to establish whether the items on the 

scale seemed appropriate at face value. Content validity was investigated through the 

detailed examination of the questionnaire by a number of experts. Finally, congruent validity 

was investigated by correlating the HDQoL-C with a previously established QoL scale 

(WHO group, 1996) , a Satisfaction with Life Scale (Diener et al, 1985) and a Perceived 

Health Scale (Weinman et aI, 1995) in order to provide evidence that it was able to 'tap into' 

the same construct as an already established and well-used QoL measure. 

Face validity: 

Carers were asked to read and comment on difficult or unclear terms. Question nwnber 16, 

"Hawcften do people figfJt for'P" rigfJts as a caregjw was seen as slightly confusing to the carers. 

However, this item was removed during factor analysis and no longer included in the 

questionnaire. Question 32 " I feel that there are tal rruny sroets in the fanily" was considered 

irrelevant as although the carers did feel that at some point there had been too many secrets 

in the family, this was no longer the case. As such, this item was removed from the 

HDQoL-C Carers also noted that having children impacts upon the caregiving role 

especially in consideration of the genetic nature of HD. As such, question 1V was re-wrinen: 

Do you have any children? ifso, what was is their genetic status? (e.g. HD positive/ negative, 

'at-risk'). Carers also requested a space on the questionnaire to write comments of their own. 

Content validity: 

Two experts in the field of QoL and two experts in the field of HD were asked to comment 

on the item content during the piloting of the HDQoL-C In line with these comments, 

question 4(c) "Hawrrunyham if unpaid caringdo)O"doeaJJ 7.t«k?" was changed to "Hawmmy 
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ham ifunpaidcaringfor)fMYpHD (perscnuith HD) do)W doeadJ 7llfie?" . Experts also suggested 

changes to a further three questions, however, these were removed from the questionnaire 

during factor analysis and as such, re-writing was unnecessary. One lID expert also noted 

that asking a carer to complete the I-IDQoL-C might actually give them the opportunity to 

speak to the carer on their own rather than in the presence of the patient. It was suggested 

that the mere existence of a questionnaire such as the HDQoL-C may give professionals a 

valid reason for asking to see the carer on their own without rousing the patient's suspicions 

about the nature of a private conversation between the carer and health care professional. 

Experts further noted that as 00 can be so different from individual to individual, the 

carers' experiences were also likely to be widely varied. Experts also suggested a space on 

the questionnaire for carers to add any additional comments that they may have. 

Congment Validity: 

All 87 spousal carers filled in a copy of the WHOQOL-BREF (WHO, 1996), a well 

documented and validated QoL measurement for use with the general adult population 

alongside the HDQoL-C in order to establish the validity of the new test. The relationship 

between the scores on the I-IDQoL-C and the WHOQOL-BREF revealed a Pearson's 

correlation coefficient of r(86) =0.58, P < 0.01 for component 2 (practical aspects of 

caregiving), r(86) =0.64, P < 0.01 for component 3 (satisfaction with life) and r(86) =0.76 , P 

<0.01 for component 3 (Feelings about Living with 00). 

Each component further correlates with the other two components at p< 0.01 as depicted 

byTable 8.8 below: 
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Table 8.8. Correlations Between the 3 subjective components of the HDQoL-C. 

Component 2: Component 3: Component 4: 
Practical Aspects Satisfaction with Feelings about 
of Caregiving Life Living with HD 

Component 2: 1.00 0.56 0.51 
Practical Aspects 
of Care giving 
Component 3: 0.56 1.00 0.83 
Satisfaction with 
Life 
Component 4: 0.51 0.83 1.00 
Feelings about 
Living with HD 

Note: 

Component 1 is demographical / objective data and each question is treated independently. Therefore, this 

component cannot be correlated with either the WHO-BREF or components 2,3, and 4 of the lIDQoL-C 

In order to funher assess the congruent validity of the I-IDQoL-C, each of the seven rotated 

factors (or subscales) that were established through PCA were individually correlated with 

the WHOQOL-BREF. This allowed for more in-depth analysis of the relationship between 

each of the individual subscales and QoL. 

Component 2 of the I-IDQoL-C comprises three rotated factors (or subscales) relevant to 

practical aspects of caregiving. Subscale 1 (Levels of support and access to professionals) 

includes five questions: 'How much support are you given by Health Care Professionals?'; 

'How often do you receive any practical support you need?'; 'How often do you receive 

appropriate help from social services?'; 'How often do you have access to professionals who 

have specialist knowledge of I-ID and understand its implications?' and 'How often do you 

sleep well? The relationship between this factor and the WHOQOL-BREF revealed a 
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Pearson's correlation coefficient of r(86) =0.509, p < 0.01. Therefore, there is a significant 

moderate positive correlation between this rotated factor of the component 'practical aspects 

of caregiving' and the WHOQOL-BREF. Subscale 2 (Long term and genetic issues) includes 

two questions: 'How do the genetic implications of lID impact upon your caring role?' and 

'How often do you have access to appropriate care facilities?'. The relationship between this 

factor and the WHOQOL-BREF revealed a Pearson's correlation coefficient of r(86) =0.48, 

p < 0.01. Therefore, there is a significant moderate positive correlation between this rotated 

factor of the component 'practical aspects of caregiving' and the WHOQOL-BREF. 

Subscale 3 (Daily hassles) includes two questions: 'How often are you restricted by the need 

to maintain a regimented daily routine?' and 'How often is there a conflict of interest 

between what you want and what you lID affected relative wants?'. The relationship 

between this factor and the WHOQOL-BREF revealed a Pearson's correlation coefficient of 

r(86)-Q.31S, p<O.01. Therefore, there is a significant weak to moderate positive correlation 

between this rotated factor of the component 'practical aspects of caregiving' and the 

WHOQOL-BREF. 

Component 3 of the I-IDQoL-C comprises two rotated factors (or subscales) relevant to 

satisfaction with life. Subscale 1 (Overall quality of life issues) includes four questions: 'How 

satisfied are you with your overall quality of life?'; 'How satisfied are you with your own 

happiness?'; 'How satisfied are you with the treatment that your lID affected relative 

receives?' and 'How satisfied are you with what you achieve in life? The relationship 

between this factor and the WHOQOL-BREF revealed a Pearson's correlation coefficient of 

r(86)-o.697, p< 0.01. Therefore, there is a significant moderate to strong positive 

correlation between this rotated factor of the component 'satisfaction with life' and the 
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WHOQOL-BREF. Subscale 2 (personal issues) includes four questions: 'How satisfied are 

you with feeling a pan of your community?'j 'How satisfied are you with your close 

relationships?'; 'How satisfied are you with your health?' and 'How satisfied are you with 

how safe you feel?'. The relationship between this factor and the WHOQOL-BREF revealed 

a Pearson's correlation coefficient of r(86) =0.372, p < 0.01. Therefore, there is a significant 

low to moderate positive correlation between this rotated factor of the component 

'satisfaction with life' and the WHOQOL-BREF. 

Component 4 of the HDQoL-C comprises two rotated factors (or subscales) relevant to 

feelings about living with HD. Subscale 1 (Negative Feelings) includes ten questions: 'I feel 

exhausted'; 'I feel stressed'; 'I feel insolated'; 'I feel guilty'; 'I feel financially disadvantaged'; 'I 

feel like my own needs are not imponant to others'; 'I feel like I don't know who I am 

anymore'; 'I feel sad or depressed'; 'I feel that I have had a 'duty of care' forced upon me' 

and 'I feel worried about the genetic implications of HD'. The relationship between this 

factor and the WHOQOL-BREF revealed a Pearson's correlation coefficient of r(86) =0.807, 

P <0.01. Therefore, there is a significant and strong positive correlation between this rotated 

factor of the component 'feelings about living with lID' and the WHOQOL-BREF. 

Subscale 2 (positive feelings) includes seven questions: 'I feel that HD has made me a 

stronger person'; 'I feel hope'; 'I feel that I can cope'; 'I feel comfoned by the belief that one 

day there will be a cure for HD'; 'I feel comfoned by religious beliefs'; 'I feel that HD has 

had a positive impact on my life' and 'I feel supponed by family and friends'. The 

relationship between this factor and the WHOQOL-BREF revealed a Pearson's correlation 

coefficient of r(86) =0.444, P < 0.01. Therefore, there is a significant moderate positive 
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correlation between this rotated factor of the component 'feelings about living with I-fl)' and 

the WHOQOL-BREF. 

The above in-depth analysis of the rotated factors of the lIDQoL-C demonstrates that the 

sub-scales of the questionnaire positively correlate with an existing reliable and valid 

measure of QoL. Therefore, each of the sub-components of the lIDQoL-C is measuring 

QoL as measured by the WHOQOL-BREF. Thus, providing further support for the 

HDQoL-C as a measure of QoL in lID spousal caregiving. However, it can be seen from 

the analysis that some of the factors correlate more strongly with the WHOQOL-BREF 

than others. This will be discussed within the context of the existing QoL literature in the 

following chapter. 

Ail 87 spousal carers also filled in a copy of the Satisfaction with Life Scale (SWLS) Diener et 

at, 1985) which is a measure of the judgemental component, life satisfaction and is a five

item, self-report scale in which respondents rate their agreement on a seven-point likert scale 

with each item. The relationship between the scores on the lIDQoL-C and the SWLS 

revealed a Pearson's correlation coefficient of r(86) =0.295, P > 0.01 for component 2 

(practical aspects of caregiving), r(86) =0.425, P < 0.01 for component 3 (satisfaction with 

life and r(86) =0.449, P <0.01 for component 3 (Feelings about Living with lID). 

There is therefore, a weak positive correlation between the SWLS and o>mponent 2 

'Practical aspects of Caregiving'; a significant moderate positive correlation between the 

SWLS and Component 3 'Satisfaction with Life' and a significant moderate positive 

correlation between the SWLS and Component 4 'Feelings about Living with lID'. 
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In order to further assess the relationship between satisfaction with life and the HDQoL-G, 

each of the seven rotated factors (or subscales) subsumed within the above three 

components, were individually correlated with the SWLS. This allowed for more in-depth 

analysis of the relationship between each of the individual subscales and satisfaction with 

life. 

Component 2 of the HDQoL-C comprises three rotated factors (or subscales) relevant to 

practical aspects of care giving. The relationship between Subscale 1 (Levels of support and 

access to professionals) and the SWLS revealed a Pearson's correlation coefficient of 

r(86) =0.446, p < 0.01. Therefore, there is a moderate positive correlation between this 

rotated factor of the component 'practical aspects of care giving , and the SWLS. The 

relationship between Subscale 2 (Long tenn and genetic issues) and the SWLS revealed a 

Pearson's correlation coefficient of r(86)=O.14, p > 0.05. Therefore, there is a non

significant relationship between this rotated factor of the component 'practical aspects of 

care giving' and the SWLS. The relationship between subscale 3 (Daily hassles) and the 

SWLS revealed a Pearson's correlation coefficient of r(86) =0 .. 325, P < 0.01. Therefore, 

there is a weak positive correlation between this rotated factor of the component 'practical 

aspects of caregiving' and the SWLS. 

Component 3 of the HDQoL-C comprises two rotated factors (or subscales) relevant to 

satisfaction with life. The relationship between Suhscale 1 (Overall quality of life issues) and 

the SWLS revealed a Pearson's correlation coefficient of r(86) =0.672, P < 0.01. Therefore, 

there is a moderate to strong positive correlation between this rotated factor of the 
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component 'Satisfaction with life' and the SWLS. The relationship between Subscale 2 

(personal issues) and the SWLS revealed a Pearson's correlation coefficient of r(86) =0.401, 

p < 0.01. Therefore, there is a moderate positive correlation between this rotated factor of 

the component 'Satisfaction with life' and the SWLS. 

Q>Inponent 4 of the I-IDQoL-C comprises two rotated factors (or subscales) relevant to 

feelings about living with lID. The relationship between subscale 1 (Negative feelings) and 

the SWLS revealed a Pearson's correlation coefficient of r(86) =0.535, P < 0.01. Therefore, 

there is a moderate positive correlation between this rotated factor of the component 

'Feelings about living with lID' and the SWLS. The relationship between Suhscale 2 

(positive feelings) and the SWLS revealed a Pearson's correlation coefficient of r(86) ==0.618, 

p<O.Ol. Therefore, there is a moderate to strong correlation between this rotated factor of 

the component 'Feelings about living with lID' and the SWLS. 

The above in-depth analysis of the rotated factors of the I-IDQoL-C further demonstrates a 

weak positive correlation between the SWLS and Component 2 'Practical aspects of 

Caregiving'; a significant moderate positive correlation between the SWLS and Component 

3 'Satisfaction with Life' and a significant moderate positive correlation between the SWLS 

and Component 4 'Feelings about Living with lID'. However, by looking at the subscales 

individually, we are able to establish specific factors that have a non-significant relationship 

with the SWLS. Therefore, those items can be investigated more thoroughly in order to 

establish their relevance to the scale. For example, although all of the subscales of 

component 2 demonstrate only a weak relationship with the SWLS, factor 2 (Long term and 

genetic issues) is shown to have a non-significant relationship with satisfaction with life. It 
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would therefore be interesting to further examine the relationship between Long tenn and 

genetic issues and satisfaction with life in order to more fully understand the implications of 

this finding. 

All 87 spousal carers also filled in a visual analogue scale (VAS) of perceived health status, a 

simple and practical way of obtaining a global measure of health (see Weinman et a1, 1995). 

The relationship between the scores on the HDQoL-C and the Perceived Health VAS 

revealed a Pearsons correlation coefficient of r(86) ==0.055, p > 0.05 for component 2 

(practical aspects of Grregiving), r(86)==O.342, P < 0.01 for component 3 (Satisfaction with 

Life) and r(86) =0.433, P < 0.01 for component 3 (Feelings about Living with lID). 

There is therefore, a non-significant and extremely weak positive correlation between the 

Perceived Health VAS and o>mponent 2 'Practical Aspects of Gu-egiving', a significant 

moderate positive correlation between the Perceived Health VAS and O>mponent 3 

'Satisfaction with Life' and a significant moderate positive correlation between the Perceived 

Health VAS and 'Feelings about Living with lID'. 

In order to further assess the relationship between perceived health and the HDQoL-C, each 

of the seven rotated factors (or subscales) subsumed within the above three components 

were individually correlated with the Perceived Health VAS. This allowed for more in-depth 

analysis of the relationship between each of the individual subscales and perceived health. 

Component 2 of the HDQoL-C comprises three rotated factors (or subscales) relevant to 

practical aspects of caregiving. The relationship between Subscale 1 (Levels of suppon and 
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access to professionals) and the Perceived Health VAS revealed a Pearson's correlation 

coefficient of r(86) =0.0.232, P < 0.01. Therefore, there is a significant but weak positive 

correlation between this rotated factor of the component 'practical aspects of caregiving' 

and the Perceived Health VAS. The relationship between Subscale 2 (Long tenn and genetic 

issues) and the Perceived Health VAS revealed a Pearson's correlation coefficient of 

r(86) -0.272, p < 0.01. Therefore, there is a significant but weak positive correlation between 

this rotated factor of the component 'practical aspects of caregiving' and the Perceived 

Heahh VAS. The relationship between subscale 3 (Daily hassles) and the Perceived Health 

VAS revealed a Pearson's correlation coefficient of r(86) =0.009, p> 0.05. Therefore, there 

is a non-significant relationship between this rotated factor of the component 'practical 

aspects of caregiving' and the Perceived Health VAS. 

Component 3 of the HDQoL-C comprises two rotated factors (or subscales) relevant to 

satisfaction with life. The relationship between Subscale 1 (Overall quality of life issues) and 

the Perceived Health VAS revealed a Pearson's correlation coefficient of r(86)=0.344, p< 

0.01. Therefore, there is a significant weak to moderate positive correlation between this 

rotated factor of the component 'Satisfaction with life' and the Perceived Health VAS. The 

relationship between Subscale 2 (personal issues) and the Perceived Health VAS revealed a 

Pearson's correlation coefficient of r(86) =0.239, p< 0.05. Therefore, there is a significant 

weak positive correlation between this rotated factor of the component 'Satisfaction with 

life' and the Perceived Health VAS. 

Component 4 of the HDQoL-C comprises two rotated factors (or subscales) relevant to 

feelings about living with HD. The relationship between subscale 1 (Negative feelings) and 
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the Perceived Health VAS revealed a Pearson's correlation coefficient of r(86) =0.450, P < 

0.01. Therefore, there is a significant moderate positive correlation between this rotated 

factor of the component 'Feelings about living with HO' and the Perceived Health VAS. 

The relationship between Subscale 2 (positive feelings) and the Perceived Health VAS 

revealed a Pearson's correlation coefficient of r(86) =0.265, P < 0.01. Therefore, there is a 

significant weak positive correlation between this rotated factor of the component 'Feelings 

about living with HO' and the Perceived Health VAS. 

The above in-depth analysis of the rotated factors of the lIDQoL-C funher demonstrates an 

extremely weak positive correlation between the Perceived Health VAS and Component 2 

'Practical Aspects of Caregiving', a significant moderate positive correlation between the 

Perceived Health VAS and Component 3 'Satisfaction with Life' and a significant moderate 

positive correlation between the Perceived Health VAS and 'Feelings about Living with 

HO'. However, by looking at the subscales individually, we are able to establish specific 

factors that have a non-significant relationship with the Perceived Health VAS. Therefore, 

those items can be investigated more thoroughly in order to establish their relevance to the 

scale. For example, although all of the subscales of component 2 demonstrate only a weak 

relationship with the Perceived Health VAS, factor 3 (Daily hassles) is shown to have a non

significant relationship with perceived health. It would therefore be interesting to funher 

examine the relationship between Daily hassles and perceived health in order to more fully 

understand the implications of this finding. 
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Reliability: 

The reliability of a scale indicates how free it is from random error. Therefore, carrying out 

reliability assessments on the I-IDQoL-C addresses the question of whether the scale can 

reliably measure the impact of I-ID on the QoL of family carers. Internal consistency was 

investigated using Oonbach's Alpha coefficient in order to examine the degree to which the 

scale items were all measuring the same underlying attnbute (i.e. QoL). Test-retest reliability 

can determine whether the questionnaire is reliable by administering it to a number of 

participants on two separate occasions and correlating their responses (high-test correlations 

indicate a more reliable scale as the participant has answered the questionnaire in a similar 

way on both occasions). To measure the test-retest reliability of the I-IDQoL-C, 10 carers 

completed the questionnaire again after a two week period and the correlation between the 

twO scores was calculated. 

Intemal consistency: 

Components 2, 3 and 4 of the I-IDQOL-C and their subs cales were calculated using 

Oonbach's alpha coefficient. 
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Table 8.9. below depicts the alpha coefficient of each component and respective subscales. 

Table 8.9. Internal Consistency of the HDQoL-C. 

Cronbach's alpha 

Component 1: Prnctical Aspects of Care giving 0.8010 

Subscale 1: Levels of support and access to professionals 0.8009 

Subscale 2: Long tenn and genetic issues 0.8001 

Subscale 3: Daily Hassles 0.8007 

Component 2: Satisfaction with Life 0.8440 

Subscale 2: Overall QoL issues 0.8021 

Subscale 2: Personal Issues 0.8140 

Component 3: Feelings about Living with HD 0.8850 

Sub scale 1: Negative feelings 0.8680 

Subscale 2: Positive feelings 0.8027 

Reliability scores obtained were acceptable as internal consistency should exceed 0.8 

(Streiner & Nonnan, 1995). 

Test-retest reliabihty: 

Ten carers completed the I-IDQoL-C two weeks after first administration. Both 

questionnaire scores were subsequently correlated using Pearson's correlation coefficient. 

Table 8.10. below depicts the test-retest reliability of each component and respective 

subscales. 
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Table 8.10. Test-retest reliability of the HDQoL-C. 

Pearsons correlation (r=) 

Component 1: Prnctical Aspects of Care giving 0.78 

Subscale 1: Levels of suppon and access to professionals 0.79 

Subscale 2: Long tenn and genetic issues 0.64 

Subscale 3: Daily Hassles 0.81 

Component 2: Satisfaction with Life 0.86 

Subscale 2: Overnll QoL issues 0.84 

Subscale 2: Personal Issues 0.87 

Component 3: Feelings about Living with HD 0.90 

Subscale 1: Negative feelings 0.91 

Subscale 2: Positive feelings 0.87 

Reliability scores obtained were acceptable as stability should exceed 0.5 (Streiner & 

Nonnan,1995). 

Time taken to complete the HDQoL-C and Other Comments. 

It took on average 21 minutes to answer the HDQOL-C and carers reported that the 

questionnaire was user friendly and easy to fill in. This was an important issue as it was 

considered imperative that the HDQoL-C was a questionnaire that could be filled in quickly 

and easily in order to be of benefit to the carers and not further restrict their time. 

Furthennore, a number of the carers reported the cathartic affects of filling in the HDQoL

C Some commented upon feeling like someone was actually interested in them and what 

they had to say, which was deemed as very beneficial. Others felt that filling in the HDQoL-
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C had given them the opportunity to think about things from their own perspective and 

allowed them to 'get their feelings out'. 

The Huntington's Disease Quality of Life Battery for Carers (HDQlL-C) after 

Principal components Analysis (PCA) and reliability and validity assessment: 

From the 63 items in the pilot version of the lIDQoL-C, 27 items were accepted, 4 items 

were revised, 1 item was rewritten and 31 were discarded. Two qualitative questions were 

also added to the lIDQoL-C in line with comments from experts and carers. There are 34 

items in the revised and validated version of the I-IDQoL-C (see appendix XIII). Table 8.11 

outlines the facets and domains of the revised Huntington's Disease Quality of Life Battery 

for urers (I-IDQoL-q below. 

Table 8.11. Domains and facets of the HDQoL-C after PCA and reliability and 

validity assessment. 

DOMAIN (Components) FACE TS (Subscales) 
Demographic and Objective Information N/A 

Practical aspects of care giving Levels of support and access to professionals 
Long tenn and genetic issues 
DailY Hassles 

Satisfaction with life Overall QoL issues 
Personal issues 

Feelings about living with lID Negative feelings 
Positive Feelinis 
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Discussion. 

The HDQoL-C has been established 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 and personal 

beliefs. The HDQoL-C demonstrates good internal consistency, test re-test reliability and 

congruent validity for use with spousal carers of I-ID patients. It is imponant to note that 

the symptoms and genetic nature of I-ID makes the spousal carer role distinct from other 

lID family carer roles (e.g Kessler, 1993) and as such, the I-IDQoL-C may not be a valid and 

reliable tool for use with other HD-specific carer populations. However, in line with carers' 

comments with regards to the reported cathartic nature of the questionnaire and experts' 

comments about its usefulness in terms of giving professionals some 'one to one time' with 

carers, it is thought that the HDQoL-C may also prove useful in assessing the QoL of other 

lID family carers, (e.g. child carers, carers who are 'at risk' or carers who are HD positive). 

As such, it was decided to call the scale the 'Huntington'S Disease Quality of Life Battery for 

Carers' and note that in terms of psychometric properties, further validation is required for 

its use with other family members. However, even in its current fonn, it may be of some 

benefit to such other sub-groups of family carers and health care professionals. 

The components on the HDQoL-C show a strong positive correlation with WHOBREF 

(WHO, 1996). As the WHOBREF is a well validated tool for measuring QoL (WHO group, 

1996), the strong positive correlation between the WHOBREF and the components on the 

HDQoL-C suggests that the lIDQoL-C is indeed measuring QoL. As predicted, the 

correlation although strong, was not perfect and therefore the HDQoL-C may be picking up 
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on some of the disease specific QoL issues that HD carers face that generic tools do not 

address. 

The components 'Satisfaction with life' and 'Feelings about Living with lID' on the 

HDQoL-C show a medium positive correlation with the SWLS (Diener, 1985). However, 

the HDQoL-C component 'Practical aspects of caregiving' only demonstrates a weak 

positive correlation with the SWLS. This is not swprising as it could be argued that issues 

surrounding the practical aspects of care giving in HD will only impact upon the carers QoL 

if they perceive them as a stressor (Lazarus & Folkman, 1984) or if they do not have the 

coping mechanisms to deal with such issues. 

The components 'Satisfaction with life' and 'Feelings about life' on the HDQoL-C show a 

medium positive correlation with perceived health status (as measured by VAS, Weinman, 

1995). However, the HDQoL-C component 'Practical aspects of caregiving' only 

demonstrates an extremely weak positive correlation with perceived health status. This 

further demonstrates that the practical aspects of caregiving may only impact upon the HD

spousal carers health if they do not have the skills to deal with stressors surrounding the 

practical elements of their care giving roles. 

Summary. 

In this final study, a HD-specific QoL measure for use with spousal-carers was shown to be 

both valid and reliable. It is anticipated that in future research the Huntington's Disease 
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Quality of Life Battery for Carers (HDQoL-q will be used to gather infonnation regarding 

the QoL of HD spousal carers and the efficacy of interventions. The scale will also be 

piloted with other HD specific family caregiving populations in order to expand on its 

usability. 
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1. Resean:h Summary. 

This research aimed to systematically investigate the factors that may enhance and 

compromise the lives of I-ID spousal carers by utilising the theoretical construct of quality of 

life (QoL). This investigation provided evidence that spousal carers of lID patients have 

specific difficulties in maintaining their QoL whilst continuing in a prirnarycare-giving role. 

My first study revealed that family carers of lID patients consider the concept of QoL an 

important issue in lID spousal caregiving. Eighteen sub-themes or issues relating to QoL 

that were pertinent to the carers emerged from the qualitative data that was collected, which 

clustered into four final themes of Professional Issues in lID, Personal Wellbeing in lID, 

Practical Issues in lID and Emotional Wellbeing in lID. 

These initial findings provided preliminary evidence that HD does indeed impact on the 

QoL of family carers. Therefore, it was decided to carry out two more investigative studies 

that would allow for additional evaluation of the QoL concept in relation to family 

caregiving in lID. As such, five spousal carers took pan in a study that employed the 

'photovoice' method in which participants take photographs and make comments on the 

things in life that are important to them (Aubeeluck & Buchanan, in press). Additionally, the 

themes that were generated from study 1 and study 2 were taken to six semi-directed focus 

groups for discussion (Aubeeluck & Buchanan, in preparation). 

Analysis of the photovoice data produced nine themes of 'Care and Security', 'Small 

Pleasures', 'Loneliness', 'Escape', 'Sense of Loss', 'Neglected Needs', 'Suppon', Lack of 
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Time' and 'Daily Hassles' that appear to be intrinsically linked with lID spousal carers' 

QoL. The identified themes lean towards the notion that caring for a family member with 

lID 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 I-ID 

has on their lives. The data suggested that these infonnal 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. 

Analysis of the focus group data supported the findings from studies 1 and 2 with evidence 

of all of the themes (except for 'small pleasures' identified in study 2), being reported by the 

carers and health care professionals involved in the discussions. The analysis of the verbatim 

transcripts identified four additional themes that illustrated the ways in which spousal 

caregiving in lID impacts on QoL. These were 'Levels of support', 'Dissatisfaction with 

Caregiving Role', 'Practical Aspects of Caregiving' and 'Feelings and Emotional Wellbeing'. 

These themes and sub-themes identified in studies 1 and 2, and confirmed in study 3, were 

able to be integrated into the existing ComQoL-AS (Gmnnins, 1997) to generate questions 

for a pilot version of a HI) specific QoL measure for family carers (I-IDQoL-q. 

In the final study, Principal Components Analysis (PCA) of the Huntington's Disease 

Quality of Life Battery for Carers (HDQoL-q established it as a multidimensional and 

psychometrically sound disease-specific QoL assessment tool (Aubeeluck, in press; 

Aubeeluck & Buchanan, in preparation). The IIDQoL-C measures the QoL of HD-spousal 

carers through the subjective interpretation of their physical health, psychological state, level 
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of independence, social relationships, personal beliefs and relationship to salient features of 

the environment. The I-IDQoL-C demonstrates good internal consistency, test re-test 

reliability and congruent validity. 

2. Geneml Conclusions 

This cwrent researrh and the extant Dementia Caregiving Literature. 

WIthin the dementia care giving literature it has been finnly established that family members 

playa leading role in homecare of the demented patient (Shanas, 1979; Cantor, 1983; 

Johnson, 1983). A number of dementia caregiver studies demonstrate the personal, health 

and social impacts of dementia care and the financial burden that it places upon the family 

(e.g. Almberg, Grafstrom & Wmblad, 1997; Oark & Bond, 2000; O'Connor et al, 1990). The 

studies in this thesis provide evidence that family carers of people with fID also experience 

an impact of caregiving on their overall wellbeing. lID carers report feelings of burden and 

exhaustion and increased levels of stress. Funbennore, they describe financial concerns, 

family conflict and time constraints. These issues also appear to be impacted upon by the 

genetic nature of HO. Caregivers may be individuals who are 'at-risk' or lID positive 

themselves. Or, they may have children who are 'at-risk' who will require care in years to 

come. Moreover, the genetic status of family members may also lead to wider financial 

concerns as individuals who have tested positive for HI) are obliged to divulge such 

infonnation to insurance companies. As such, families can find themselves in a situation 

where they have no life insurance, and loan and mortgage applications are refused. Such 
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issues mean that HI) penneates the entire life of the family carer as they cope with a chronic 

care giving situation that is impacted upon through financial worries and concerns. 

The role of the HI) family carer appears to be comparable to that of the dementia family 

carer in tenns of the personal and social burden that it places upon carers and the health 

implications it may have. However, caregiving in HI) appears to bring with it the unique 

burden of dominant genetic inheritance. HI) is a family disease in which carers may find 

themselves looking after a number of family members at one time or caring over a number 

of generations with vel)'" little financial support. As such, stress-process models of caregiving 

in dementia may prove useful in furthering our understanding of care giving in rID. 

This current research and the ext3nt HD Caregiving LiteratuJe. 

As with the general dementia caregiving literature, it is generally the immediate family that 

takes on the responsibility of caring for an lID affected individual. In tenns of the 

symptomology of rID, there are many issues and concerns that were highlighted in this 

thesis that fall in line with the existing literature on caregiving in HI). For example, Power 

(1982) notes how cognitive dysfunction in lID can lead to patients becoming apathetic 

and inactive preferring to say at home, and placing a huge burden on the carer. The 

carers that took part in focus group sessions, also reponed their frustration with their lID 

affected family members with many commenting upon how difficult it was for them to 

motivate their relative and the increased stress that they experienced because of this. In 

the same study, Power (1982) also noted some discomfort and embarrassment from 
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family members in relation to going out with their HD affected relative, and the response 

that the movement disorder would generate from the general public. However, within 

this sample, carers reponed situations in which they had experienced feelings of empathy 

and acceptance by members of the general public. Carers funher stated that behaviour 

problems such as apathy were often more difficult for them to cope with than the 

movement disorder and any embarrassment that came with it. This suggests that the 

carers in this thesis are more concerned with the impact that HD is having on their 

relationships, as changes in behaviour impact on the dynamics of the family and can 

cause feelings of tension and stress. It should also be considered that over the last 20 

years since Power's study, general attitudes towards disease and illness have changed and 

that the stigma that was once associated with diseases such as HD may not be as 

prevalent now as they were then. 

Hayden et al (1980) demonstrated the burden that HD places on the family. Within their 

sample, carers talked about the burden of carergiving and the associated guilt that they 

experienced from feeling burdened. Carers feh that they should be able to cope with the 

situation they had been placed in and saw their feelings of burden as a sign that they 

were not coping as well as they should be, which in tum led to feelings of guilt. Indeed, 

guilt was an emotion that was continually referred to by the carers in this study, they felt 

guilty when they couldn't cope, when they went out and did something for themselves 

and even when they talked about the difficulties they were experiencing with other 

people. 

Dura (1993) found that the long-term effects of educational interventions for carers of 
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HD patients were minimal due to the stressfulness of continuing to provide care in this 

insidious and chronic disorder. However, the carers in this sample were keen to find out 

more about HD and ways to cope and deal with situations. Many carers saw education as 

the 'key to some of their problems and believed that it was highly beneficial to them. 

This changing opinion with regards to the usefulness of education, may be in some pan 

due to the current environment in which many carers have access to a vast array of 

educational resources thorough the internet. Indeed, recent research in relation to lID 

patients and carers and their use of the Internet (Coulson, Buchanan, Aubeeluck & 

Rooney, in submission) has established that HI) patients and carers do see knowledge as 

a key element of coping and use the internet as a source of education and support. 

Hans & Gilmore (1968) note the major emotional, social and financial problems that 

care giving in HI) 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. 

The carers in these current studies also raised concerns with regards to the emotional 

burden they experienced, the lack of time they had for themselves which impacted upon 

their social life and the huge financial problems that having a genetically inherited disease 

imposes on the family. Moreover, patients and their families found tremendous difficulty 

in gaining access to specific services and felt that the professionals they dealt with did not 

always have an in-depth knowledge of HD. 

The evidence from this thesis therefore supports preVIOUS findings in relation to 

caregiving in HD. It would appear that lID spousal carers playa vital role in suppoJting 

their HD affected family members. However, caregiving is demanding, and levels of 
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stress and self-reported burden and distress among carers are high. The needs of HD 

carers therefore need to be addressed, high levels of stress and burden require 

identification and appropriate interventions or support require implementation. Where 

this is not the case, health services may find themselves with two patients to support 

where previously there was only one, supported by the IID carer. 

This cunent research within the context of extant QoL research. 

Existing research has seen QoL emerge as a useful outcome measure by which to judge 

the efficacy of psychological interventions (e.g. Cummins, 1997; Land, 2000; Rapley, 

2003). However, there are many documented concerns about the conceptualisation of 

QoL (e.g. Cummins et ai, 1994; Allison, Locker & Feine, 1997; Anderson & Burckhardt, 

1999) and as such, about the usefulness of the concept itself. Nonetheless, authors such 

as Omunins (1997) argue that these concerns can often be addressed through the use of a 

well operationalised and validated tool. 

This current research has attempted to overcome some of these barriers and concerns in 

relation to the measurement of QoL. By operationalising and re-defining QoL 

throughout the research, all the data that has been generated within the studies should fall 

in line with current prevalent definitions of QoL. Moreover, by taking a 'bottom up' 

approach to the measurement of QoL and seeing the individual as the 'expert' within 

their own situation, the HDQoL-C has been developed by the user for the user, rather 

than through a 'top down' academic approach. Using the HDQoL-C as a measure of 

outcome has the advantage of focusing on the impact of a lID on the irrJiUdual's 
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emotional and physical functioning and lifestyle. Therefore, as a tool that has been 

developed in conjunction with the individuals who are ultimately to use it, the IIDQoL-C 

should provide a reliable and client-led baseline against which the effects of any 

intervention can be evaluated. 

It is however important to note that there is no agreed definition or standard fonn of 

measurement of QoL and as such, the QoL construct can become very complex in 

composition. 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 is 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. The 

findings from this current research provide funher evidence of the difficulties in defining 

the components and qualities that are relevant to the QoL of the lID spousal caregiver. In 

the item analysis stage of the development of the HDQoL-C, it became apparent through a 

series of correlation's between the sub-components of the HDQoL-C and an existing 

reliable and valid QoL scale, that some elements of the HDQoL-C correlated more 

strongly with the existing scale than others. This may reflect the fact the HDQoL-C has 

been developed as a disease-specific tool and in order to validate it, it has been correlated 

with an existing generic scale. As such, it would be expected that some disease-specific sub

components would correlate with the generic scale more strongly than others. Conversely, 

it could be argued that differences within inter-factor correlation's are due to the nature of 

QoL and the difficulties in establishing the specific issues that are pertinent to its 

measurement. 
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Quality of life is a useful construct to use in outcome intervention research. However, there 

are still many methodological and conceptual issues that are being debated with regards to 

the ope rationalisation of QoL, its objective and subjective components and funher, the use 

of disease and population specific scales vs more generic detenninants of QoL. However, 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 inJiUduaL This current 

research has attempted to combine the objective with the subjective in order to provide a 

holistic account of HD spousal caregivers situation. 

Finally, the use of the HDQoL-C as a disease -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 care giving in rID. By combining disease-specific and generic QoL 

assessment tools, HD-related issues can be assessed whilst findings can still be generalised to 

other populations. 

Methodological Issues 

Using Factor Analysis with SmaU Sample Sizes. 

An issue that is frequendy debated when using factor analysis is the sample size required for 

obtaining a reliable result. Small sample sizes may negatively affect the outcome of the factor 

analysis procedure and a number of researchers have given guidelines for the minimum 

sample size needed to conduct factor analysis. Some have suggested the ratio of sample size 
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to number of variables as a criteria with recommendations ranging from 2:1 through to 20:1 

(e.g. Baggaley, 1982, Marascuilo & Leven, 1983). Others have suggested a minimum sample 

size of 100 to 200 participants (e.g. Lindennan et a1, 1980; Guadagnoli and Velicer, 1988). 

The sample size in this study was 87, just below the recommended minimum of 100 

indicating that the small sample size may be a problem. However, the concern with small 

sample sizes is that they may affect the factor analysis by making the solution unstable i.e. 

the addition of more data may cause the variables to switch from one factor to another 

(Guadagnoli and Velicer, 1988). However, due to the low prevalence rates of lID, the data 

collected for this study is from a large proportion of the UK HD spousal carer population. 

As such, sample size effects are not likely to be present within the data. 

Measuring the QoL of Spousal Caren of HD patients. 

There are many documented concerns about the construct of QoL and how it should be 

measured (Rapley, 2003). The main concerns that arise tend to be with regards to the use of 

generic quality of life measures with disease-specific populations. Moreover, issues in tenns 

of whether to measure QoL objectively or subjectively make problematic the value of QoL 

measures and their generalisability and application, both within and between different 

populations. However, there is evidence to suggest that specific caregiver populations may 

benefit from specially adapted QoL measures (Coon, 2002), in order that disease and 

population-specific issues are 'tapped' into. 

The multi-faceted nature of HD and evidence from my studies do suggest that lID spousal 

carers struggle to maintain an acceptable level of life quality due to the full time care they 

provide. The objective of developing the Huntington's Disease Quality of Life Battery for 
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Carers (l-IDQoL-C) was therefore, to quantify the caregiving experience and set the most 

beneficial and cost-effective suppon in place via a self-repon questionnaire. It should be 

noted that the symptoms and genetic nature of I-ID make the spousal carer role distinct from 

other lID family carer roles (e.g Kessler, 1993) and as such, the lIDQoL-C may not be a 

valid and reliable tool for use with other lID-specific carer populations. However, the 

lIDQoL-C showed excellent face validity with a variety of family carers commenting upon 

its relevance to their own experiences. Therefore, it is thought that the I-IDQoL-C may also 

prove useful in assessing the QoL of other lID family carers, (e.g. child carers, carers who 

are at risk or carers who are HD positive). However, funher validation is required for its use 

with these specific populations. 

Using the Huntington~ Disease Quality of Life Battery for Caren (HDQoL-C) as an 

ou/Xome measure in Irsealrh. 

Bowling (2001) notes that purchasers of health care are generally expected to allocate 

resources on the basis that such resources are indeed advantageous to the individual and 

also, effective. As such, QoL interventions need to have some proved 'health gain' in order 

for them to be seen as effective and beneficial. Using the Huntington's Disease Quality of 

Life Battery for Carers (l-IDQoL-C) as a measure of outcome has this benefit of focussing 

on the impact of lID on the Ctt?m
J emotional and physical functioning and lifestyle. As such, 

used as an outcome measure, the lIDQoL-C may help to answer the question of whether an 

intervention leads to an increase in wellbeing by providing a more individual-led baseline 

against which the effects of the intervention can be evaluated. 
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It is anticipated that as the HDQoL-C has been developed through both theory and data 

driven methods, and has been shown to be psychometrically sound, it will prove effective in 

the assessment of I-ID spousal carer intelVentions. As such, it may help to build upon our 

current understanding of the issues surrounding care giving in HD and establish effective 

ways of alleviating I-ID caregivers' distress, therefore helping to improve QoL. Furthennore, 

it is hoped that as studies are carried out and intelVentions are found to be effective (or 

ineffective), the psychological literature with regards to the impact of HD on the QoL of 

spousal and family caregivers will expand 

Using Mixed Methodology in Quality of Life ReseaIrh. 

This current study has utilised a number of established approaches as well as more novel 

methods in the development of a scale to measure the impact of HD on the QoL of spousal 

carers. In the initial stages of scale development it was decided to take an existing generic 

QoL measure and assess it for its relevance to the QoL of the spousal caregiver. There are 

already a number of existing tools that measure caregiver distress in dementia, however the 

purpose of this thesis was develop a scale that took a holistic approach to the measure of life 

quality, encompassing both positive and negative dimensions rather than just tapping into 

the construct of caregiver distress. As such, QoL and its theoretical underpinnings became 

the foundation of the research rather than the existing literature on caregiver distress in 

dementia. It should therefore be acknowledged that had the scale development begun from 
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a caregiving background, the final scale and its sub-components may have been slightly 

different with more of a focus on caregiver distress rather than QoL. 

The second study in this thesis used a novel approach known as 'photovoice' in order to 

generate subjective infonnation about the impact of HD on the QoL of the spousal carer. 

'Photovoice' provided a unique opportunity for HD carers to capture and reflect on issues 

reJating to QoL as they arose on a daily basis, which may not have been possible using other 

methods. It also allowed carers the opportunity to reflect on their caring role but required 

minimal time out of their daily routines. Moreover, taking pan in 'photovoice' appeared to 

be of therapeutic benefit to the carers who took pan in the study. U1'ers wrote notes of 

thanks at the end of the validation study reporting how much they had benefited from filling 

out the l-IDQoL-C They commented upon how it had allowed them to think about their 

situation from their own perspective rather than thinking about the patient all of the time. 

They also noted that the mere existence of the questionnaire had made them feel that 

someone cared about them, and furthennore, that someone might listen to them and be able 

to help them. However, it is important to note that only a small and self-selecting sample of 

carers took part in this study and this may well have influenced the findings. Moreover, 

content analysis of the data may have been subject to experimenter bias as preVIous 

knowledge may have influenced the way the data was categorised. 

Study three aimed to overtome some of these issues by taking the themes generated in the 

first two stages of researth to a larger group of HD carers and discussing them within a 

focus group setting. This allowed for issues to be further debated by HI) carers before the 

scale itexm were construCted, thus, taking a 'bottom up' approach to the researth and 
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acknowledging the carer as the 'expert' of their caregiving situation. 1bis was a good way of 

clarifying the importance of a number of issues and their impact on QoL and was incredibly 

useful in the construction of the scale and wording of items. However, it is again important 

to note that the carers who took part in the focus groups may not be representative of the 

lID carer population as a whole. For example, it may have been difficult to tap into some of 

the issues and concerns of the most burdened caregivers as this particular sub-group may 

find it difficult to find the time to nd take part in a focus group session. 

The final study in this thesis was the validation of the scale items that had been generated 

within the previous qualitative research. The questionnaire was piloted with 87 lID spousal 

carers and principal components analysis was perlormed on the data in order to generate a 

concise and accurate scale that can measured the QoL of the lID spousal carer. By 

combining qualitative methodology in the generation of the scale items and refining them 

through statistical analysis, the I-IDQoL-C has been developed by lID carers as experts of 

their own situation and confirmed through well established statistical methods in order to 

produce a user friendly tool that taps into issues surrounding the impact of HD on the QoL 

of spousal carers. 

Future directions. 

Validation of the HDQoL-C in other HD populations. 

A version of the Huntington's Disease Quality of Life BatteI)' (lIDQoL-C) has been 

developed for use with family carers of Juvenile lID (JHD) patients in conjunction with the 
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Huntington's Disease Association (!IDA) UK. j1-ID is a very rare condition with only about 

10 percent of lID cases occuring in individuals under the age of 20 years (Rasmussen et aI, 

2000). j1-ID or early-onset lID has an onset age of anywhere between infancy and 20 years, 

with the youngest patient descnbed in the literature, having an onset age of 2 years 

(Huntington's Disease Collaborative Research Group, 1993). Although JHD and adult-onset 

HI) both result from an altered form of the huntingtin gene, the symptoms of j1-ID are very 

different from those of adult-onset lID. Individuals with ]lID often become stiff or rigid in 

their movements (instead of having chorea) and about one third experience recurrent 

seizures (Hayden, 1981). As with adult-onset IID, individual cases of JHD vary greatly, and 

different children often have different symptoms. The earlier the onset of JIID, the faster it 

usually progresses and in general, progression of the disease is more rapid than in adult-onset 

lID. Often, death from JIID occurs within 10 years of onset, as opposed to 10-25 years in 

adult-onset HI) withJlID being a more severe disease than in adult cases (Kremer, 2002). 

Because of its hereditary nature of JHD and early age of onset, a child with j1-ID may also 

have a parent or other close family member who is affected by adult-onset IID at the same 

time. This tendency to affect multiple generations simultaneously places an even greater 

strain upon families who are affected by juvenile lID. As such, caring for a child with.JHD 

brings with it additional burdens in relation to possible dual care giving roles and further the 

emotional bereavement and loss often experienced by parents when caring for a tenninally ill 

child (Gravelle, 1997). In order to make the I-IDQoL-C relevant to this specific HI) carer 

population, a number of changes were made. Table 9.1 outlines these changes. 
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Table 9.1. Changes made to the HDQoL-Cforuse with carers of Juvenile 
Huntington's Disease Patients. 

Original Version JHD carer version 

Qld " What is your marital status?" Additional Item added: "widowed" 

Qle "How long have you known of the presence of "IS HD in your family or in your partners 
HD in your family?" family? 

Qlf "How long have you being caring for an HD "How long have you being caring for an 
affected family member?" JHD affected family member?" 

Q1h "What relation to you is the HD affected family "What relation to you is/ are the HD 
member you are caring for?" affected familymember(s) you are caring 

for?" 

Qlj "Do you have any children?" "How many children do you have and what 
is their genetic status" followed by boxes to 
put number in - How many are at risk? 
How many have tested positive? How many 
are not at risk?" 

Part 2 "How often do the genetic implications of HD " How often can you see no end to your 
Q5 impact upon your caregiving role" caregivng role due to the genetic nature of 

HD?" 

Part "I feel worried about the genetic implications of "I feel worried that our family will never be 
4Q9 HD. free from HD because of its genetic nature" 

The Juvenile Huntington's Disease Quality of Life Questionnaire for Carers (JHDQoL-C) 

(See appendix XI) has been distnbuted to 30 Carers of patients with JI-ID.1t is hoped that 

once validated, the JI-IDQoL-C will be used widely within HI) clinics across the UK. 
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Validation of the HDQoL-C in othercu/tures. 

A North American version of the Huntington's Disease Quality of Life Battery (I-IDQoL-q 

has been developed and is currently being piloted in conjunction with the University of 

Columbia in North America. In order to make the I-IDQoL-C user friendly within the North 

American population, some srnalllanguage amendments were made. Table 9.2 outlines the 

changes that were implemented. 
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Table 9.2 Changes made to the HDQoL-C for use with a North American Population. 

UK version US version 

Title The tenn 'Battery' is used changed to 'Questionnaire' as the tenn 
'Battery' is not used in the US 

Example " .... support that you need from other.;?" changed to " ... support that you need" 
question 

Explanation Text added: The HD affected family 
added member is sometimes referred to as a 

"per.;on with HD" or simplyplID. 

Q1c "What is the highest education you "How many year.; of education do you 
received?" have? 

Qle "How long have you known about the "How long have you known about 

presence of HD in your family? HD in your family?" 

Qlj "Do you have any children? If so, what is "Do you have any children? If YES, how 

their genetic status?" many? (followed by boxes to put number 
in - How many are at risk? How many 
have chosen to be tested for the lID 
gene? How many have chosen to not be 
tested?" > 

Q1k Addition item: "How manyfami1y 
member.; live in your household? 
Followed by boxes to put number.; in. 

Q3 Additional item: list of common medical 
conditions e.g. hypertension, high 
cholestero~ depression, diabetes mellitus, 
cardiac, bone or muscle pain. 

Q4 "How many hour.; do you spend on the "How many hour.; do you spend on the 
following each week?" following activities each week?" 

Q4 "Hours paid work" "Hours paid to work outside the home" 

Q4 Additional Item: "Hours paid to work 
caring for pHD" 

Q4 Please specify any difficulties you 
experience caring for your plID,e.g. 
Coping with behavioral problems such as: 
Irritability and temper outbursts, Lack of 
initiation, Communication difficulties, 
Coping with ph~ical problems such as: 
Cllorea, Rigidity, Swallowing difficulties. 
Coping with emotional problems such as 
Depression, Mania, Sexual disorder. 

Q5 "UtilityR " ... oom " .... Laundry Room" 
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The Huntington's Disease Quality of Life Questionnaire for Carers, North American 

Edition (I-IDQoL-CUS) (See appendix XII) has been distributed to 60 North American 

Carers of patients with HD and at present 17 completed questionnaires have been returned. 

It is hoped that once validated, this version of the HDQoL-C will be used widely within HD 

clinics across the US. 

Using the HDQoL-C as an outcome measure for Thempeutic InteJllentions. 

The purpose of assessing the HD spousal carers situation is to gain an understanding of their 

role that may help to prevent or to ameliorate QoL-related problems, enabling the carer to 

maintain a good standard of life quality whilst continuing to provide care comfortably for 

their relative. The basis of successful intelVention therefore, lies in gaining an infonned 

understanding of the individual case. As such, using the Huntington's Disease Quality of 

Life Battery for Carers {I-IDQoL-G may provide helpful ways of organising the infonnation 

that is gained during assessment. For example, the HDQoL-C will provide the health care 

professional with the carer's objective QoL infonnation such as financial situation or, the 

practical suitability of the home as well as subjective QoL infonnation such as feelings of 

stress or depression. As such, the HDQoL-C will demonstrate possible areas for 

intelVention at the level of increasing both objective and subjective QoL in spousal carers of 

HD patients. 

Furthennore, anecdotal evidence that has been gathered during the course of these studies 

has suggested that just completing the HDQOL-C may have therapeutic and cathanic 

benefits for HD carers. The majority of carers wrote notes of thanks at the end of the pilot 
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questionnaire saying how much they had benefited from filling out the HDQoL-C They 

commented upon how it had allowed them to think about their situation from their own 

perspective rather than thinking about the patient all of the time. They also noted that the 

mere existence of the questionnaire had made them feel that someone cared about them, and 

furthennore, that someone might listen to them and be able to help them. From the 

clinician's or health care professionals' viewpoint, even using the HDQoL-C at this level may 

be very beneficial to his / her relationship with the HD carer. 

Continuing Reseatrh into Family Caregiving in HD within the field of Health 

Psychology. 

The issues that have emerged from these current studies raise a number of concerns with 

regards to the importance of recognising the needs of HD spousal caregivers. Therefore, it 

is paramount 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 that spousal 

caregiving in HD seem to impose on the individual. With the general remit of health 

psychology being to promote well-being via the application of psychological models and 

theories, the issue of caregiving in HI) is undoubtedly an area in which the health 

psychologist can have an impact. For example, through the practical application of 

designing self-care programs, using therapeutic interventions or by advocating carers' views 

on service quality. 
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Kessler (1993) notes that there is a paucity of research investigating the overall QoL of 

carers in the HD literature. In addition, non-HD specialist professionals such as general 

nurses, GP's or social workers may be unaware of the tremendous impact that I-ID has on 

family life. The complex nature of HI) and its subsequent repercussions on the family make 

it unlikely that anyone professional will have all the skills needed to help an individual 

family. As such, certain elements of care are bound to be passed on to staff who may have 

Iitt1e or no previous experience of working with HD patients and their families (Shakespeare 

and Anderson, 1993). It is hoped therefore, that the Huntington's Disease Quality of Life 

Battery for Carers (HDQoL-C) will provide a an understanding of the factors that impact 

upon the HD spousal carers' QoL in order to aid health care providers in their assessment 

and any subsequent intervention that may be necessary to improve the HD spousal 

caregiver's situation. 
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HDQoL-C 

Thank you for taking the time to fill in this questionnaire. The questionnaire 
has three sections. The first will ask for some factual infonnation. The next 
two will ask how satisfied you are and how you feel about various aspects of 
your life. 

We want to know how )'C?u feel about ~ur quality of life, your health and 
other areas of your life. Please answer all the questions. If y.ou are unsure 
about which response to give to a question,_ please choose the ONE that 
seems most appropriate (thls is often your initial response). 

Where there is an 11 point scale (0-10), please circle the number that you feel 
most accurately represents your situation. For example, a question might ask: 

Q: Do you get the kind of support from others that you need? 
Almost never Almost 
always 

o 1 2 3 4 5 6 7 8 9 10 

You should circle the number that best fits the kind of support you get. So if 
you veIY rarely get the kind of support from others that you need, you would 
circle the nwnber 1. 
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Section 1. 

This section asks for infonnation about various aspects of your life. Please answer all the questions and do not 
spend too much time on anyone item. 

la) What is your date of birth? 

b) What is your sex? (please circle) 

c) What is the highest education you received? 

d) What is your marital status? 

e) How long have you known of the presence 
of HD in your family? 

f) How long have you been caring for an HD 
affected family member? 

g) Are you the main carer for your HD affected 
family member? 

h) What relation to you is the HD affected family 
member you are caring for? (e.g. spouse, sister, 
parent etc) 

~ Have you previously cared for any other HD 
affected family members? 

• ifso, what was their relationship to you? 
(e.g. spouse, sister, parent etc) 

Male Female 

Primary school 
Secondary school 
University 
Post-graduate 

Single 
Married 
Living as married 

Separated 
Divorced 
Widowed 

YES NO 

YES NO 
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2. What is your personal or household (whichever is most relevant to you) gross 
annual income before tax? 

£_---

3. How many times have you seen a doctor over the past 3 months? 

None 1-2 3-4 5-7 8 or more 
(about once a (about every (about once a week 

month) two weeks) or more) 

0 0 0 0 D 
4. Do you have any disabilities or medical conditions? (e.g. visual, hearing, physical, 

health, 
etc.). 

Yes 

If yes please specify: 

e.g. VISual 
Diabetes 
Epilepsy 

o No o 
E x tent if asaJiJity 
or rmIiaJ anIitim 

Require glasses for reading 
Require daily injections 
Requires daily medication 

5. How many hours do you spend on the following each weeJa (Average over past 3 
months) 

Bolin paid work 0 0 1-10 D 11-20 D 21-30 D 31-40+ 

Bolin unpaid caring 0 0 1-10 0 11-20 0 21-30 0 31-40+ 

Bolin unpaid child care 0 0 1-10 0 11-20 0 21-30 0 31-40+ 

D 
D 
0 
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6. In your opinion, is your home suitable / suitably adapted for your family's needs? 
Not suitable Very suitable 

o 1 2 3 4 5 6 7 8 9 10 

7. Below is a list of leisure activities. Indicate how often in an average_month you 
attend or do each one for your enjoyment (not employment). 

Activity Number of times you do activity each month 

(1) Go to a club/ group/society 

(2) Go to a hoteVbar/ pub 

(3) Watch live sporting events 
(Not on TV) 

(4) Go to a place of worship 

(5) Otat with neighbours 

(6) Eat out 

(7) Go to the cinema 

(8) Visit family or friend 

(9) Play sport or go to a gym 

(10) Other activities 

o Please tell us what these other activities 
are: _________ _ 

8. A) Do you have difficulty coping with caring for someone with HD? 
Almost always 

o 1 234 567 8 
Almost never 
9 10 

B) Please list any difficulties that you have (e.g. dealing with behaviour, physical 
problems, emotional problems etc) 
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9. How EASY is it to get access to any infonnation that you may need about HD or 
caregiving? 

Very ~y incredibly 
difficult 

o 1 2 3 4 5 6 7 8 9 10 

10. How important is it for you to maintain a regimented daily routine? 
Very important 

o 1 2 3 4 567 8 

lL How often do you receiw appropriate help from social services? 
Whenever I need it 

o 1 2 3 456 7 8 

unimportant 
9 10 

Almost never 
9 10 

12. How often do you haw access to professionals who haw specialised knowledge of hd 
and understand its implications? 

Whenever I need it 
o 1 2 3 4 5 6 7 

13. How often do you haw access to appropriate specialist services? 
Whenever I need it 

8 

o 1 234 567 8 

14. How often do you receiw support for yourself when you need it? 
Almost always 

o 1 234 567 8 

15. How much support are you giwn by health care professionals? 
h much a I need 
Whatsoever 

o 1 234 5 678 

16. How often do people fight your rights as a caregiver? 
Almost always 

o 1 234 5 6 7 8 

Almost never 
9 10 

Almost never 
9 10 

Almost never 
9 10 

None 

9 10 

Almost never 
9 10 

17. How often do the genetic implications of HD impact upon your caregiving role? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 
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18. How often do you have access to appropriate care facilities? 
Whenever you need them 

o 1 234 567 8 

19. How often do you receive any practical support that you need? 
Almost always 

o 1 234 567 8 

Almost never 
9 10 

Almost never 
9 10 

20. How often do you experience a conflict of interest between what you want and what your HD 
affected relative wants? 

Almost always 
o 1 2 3 4 5 

2t. How often do you have some spare time? 
Almost always 

0 1 2 3 4 5 

22. How often do you talk with a close friend? 
Daily 

0 1 2 3 4 5 

Almost never 
6 7 8 9 10 

Almost never 
6 7 8 9 10 

Less than once a month 
6 7 8 9 10 

23. If you are feeling sad or depressed, how often does someone show they care for you? 
Almost always Almost never 

o 1 234 5 6 7 8 9 
10 

24. If you want to do something special, how often does someone else want to do it 
with you? 

Almost always 
o 1 

10 
2 3 

25. How often do you sleep well? 
Almost always 

4 

o 1 234 
10 

26. Are you safe and secure at home? 
Almost always 

o 1 234 
10 

5 6 7 

5 6 7 

5 6 7 

8 

8 

8 

Almost never 
9 

Almost never 
9 

Almost never 
9 

xxxi 



27. How often are you wonied or anxious during the day? 
Almost always 

0123456 7 
10 

28. How often can you do the things you reaUywant to do? 
Almost always 

o 1 234 567 

8 

8 

Almost never 
9 

Almost never 
9 10 

29. When you wake up in the morning, how often do you wish you could stay in 
bed aUcby? 

Almost always 
o 1 2 3 4 5 6 

30. How often do you have wishes that cannotcome true? 
Almost always 

7 

o 1 2 3 4 5 6 7 

Almost never 
8 9 10 

Almost never 
8 9 10 
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Section 2 
This section asks how satisfied are you with each of the following 
life areas. 

There are no right or wrong answers. Please circle the nwnber that best 
describes how satisfied you are with each area of your life. 

1. How satisfied are you with your HEALTH? 
Completely dissatisfied Mixed Completely satisfied 

0123456 7 8 9 10 

2. How satisfied are you with what you ACHIEVE IN LIFE? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 

3. How satisfied are you with your CLOSE RELATIONSHIPS WITH FAMILY OR 
FRIENDS? 

Completely dissatisfied Mixed Completely satisfied 
o 1 2 3 4 5 6 7 8 9 10 

4. How satisfied are you with HOW SAFE YOU FEEL? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 567 8 9 10 

5. How satisfied are you with FEELING A PART OF YOUR COMMUNITY? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 

6. How satisfied are you with YOUR OWN HAPPINESS? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 567 8 9 10 

7. How satisfied are you with THE TREATMENT THAT YOUR HD affected relative 
RECEIVES? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 
10 

8. How satisfied are you with YOUR OVERALL QUALITY OF LIFE? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 
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Section 3 
This section asks how you feel about each of the following life 
areas. 

There are no right or wrong answers. Please circle the nwnber that best 
describes how you feel about each area of your life. 

1. I feel BETRAYED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

2. I feel LONELINESS 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

3. I feel a SENSE OF LOSS 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

4. I feel GUILTY 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

5. I feelthat the FUTURE IS BLEAK 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

6. I feel FINANCIALLY DISADVANTAGED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

7. I feel DEPRIVED OF A HELPMATE / PARTNER 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

8. I feel ISOLATED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

9. I fee/STRONG 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 
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10. I tee/HOPE 
A1most always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

11. I tee/SUPPORTED BY HEALTH CARE PROFESSIONALS 
A1most always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

12. I tee/FRUSTRATED 
A1most always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

13 I fee/a BURDEN ofRESPONSmlLITY 
A1most always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

14. I fee/that I have LOST MY IDENTITY 
A1most always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

15. I tee/ EXHAUSTED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

16. I tee/SUPPORTED BY FAMILY AND FRIENDS 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

17. I tee/SAD OR DEPRESSED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

18. I feel ANGRY 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

19. I feel STRESSED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 
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20. I feel EMOTIONALLY DRAINED 
Almost always 

o 1 234 5 6 7 8 

21. I feel WORRIED ABour THE GENETIC IMPLICATIONS OF HD 

Almost never 
9 10 

Almost always Almost never 
o 1 2 3 4 5 6 7 8 9 10 

22. I feel THE NEED TO ESCAPE MY CAREGIVING ROLE 
Almost always 

o 1 234 5 6 7 8 

23. I feel LIKE THERE ARE NOT ENOUGH HOURS IN THE DAY. 

Almost never 
9 10 

Almost always Almost never 
o 1 2 3 4 5 6 7 8 9 10 

24. I feel LIKE MY OWN NEEDS ARE NOT IMPORTANT TO OTHERS. 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

25. I feel COMFORTED BY THE BELIEF THAT ONE DAY THERE WILL BE A CURE 
FORHD 

Almost always Almost never 
o 1 2 3 4 5 6 7 8 9 10 

26. In some ways I feel THAT HD HAS HAD A POSITIVE IMPACT ON MY LIFE 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

27. I feel COMFORTED BY RELIGIOUS BELIEFS 
Almost always 

o 1 2 3 4 5 6 

28. I feel THAT I CAN COPE 
Almost always 

o 123 4 5 6 

7 

7 

29. I feel THAT HD HAS MADE ME A STRONGER PERSON. 
Almost always 

8 

8 

o 1 234 567 8 

Almost never 
9 10 

Almost never 
9 10 

Almost never 
9 10 
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JO. I feel THAT I HAVE RESIGNED MYSELF TO A LIFE OF CARING. 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

31. I feel FRUSRTATED BY THE DAILY HASSLES OF CARING. 
Almost always 

o 1 2 3 4 567 8 

32. I feel THAT TIIERE ARE TOO MANY SECRETS IN MY FAMILY. 

Almost never 
9 10 

Almost always Almost never 
o 1 2 3 4 5 6 7 8 9 10 

33. I feel OVERWHELMED BY MY CAREGIVING ROLE. 
Ahnost always 

o 1 234 567 
Almost never 

8 9 10 

34. I feel THAT I HAVE HAD A 'DUTY OF CARE' FORCED ON TO ME. 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

35. I feel LIKE I OON'T KNOW WHO I AM ANYMORE. 
Almost always 

o 1 234 567 

Thank you for your time. 

Almost never 
8 9 10 
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Appendix VIII. The Juvenile Huntington's Disease Quality of Life Questionnaire for 

Carers GHDQoL-C) - Pilot Version. 

The Juvenile Huntington's Disease 
Quality of Life Battery for Carers 
OHDQoL-C) 

Aimee Aubeeluck and Heather Buchanan 

School of Education, Health and Sciences 

f~~~ITY 
Correspondence to: 

Aimee Aubeeluck 
Centre for Psychological Research in Health and Cognition 
School of Education, Health Care and Sciences 
University of Derby 
WestemRoad 
Mickleover DE3 9GX 
Te1 0870 040 7385 
e-mail: a.aubeeluck@derby.ac.uk 
C Aubeeluck & Buchanan 2004. 

Thank you for taking the time to fill in this questionnaire. The questionnaire has four sections. The first 
section will ask for some factual information. The next three will ask about different aspects of your role as a 
carer, how satisfied you are and how you feel about various aspects of your life. 

We want to know how you feel about your quality of life, your health and other areas of your life. Please 
answer all the questions. If you are unsure about which response to give to a question, please choose the 
ONE that seems most appropriate (this is often your initial response). 

Where there is an 11 point scale (0-10), please circle the number that you feel most accurately represents your 
situation. For example, a question might ask: 

Q: Do you get the kind of support from others that you need? 
Almost never 

o 1 2 3 456 7 
Almost always 
8 9 10 

You should circle the number that best fits the kind of suppon you get. So if you very rarely get the kind of 
suppon from others that you need, you would circle the number 1. 
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Section 1. 

This section asks for infonnation about yourself. Please answer all the questions and do not spend 
too much time on anyone item 

la) What is your date of birth? 

b) What is your sex? (please circle) 

c) What is the highest education you received? 

d) What is your marital status? 

e) Is lID in your family or in your 
Partners family? 

f) How long have you been caring for an JHD 
affected family member? 

g) Are you the main carer for your HD affected 
family member? 

b) What relation to }OU are the HD affected family 
member{s} you are caring for? 

i) Have you previously cared for any other HD 
affected family members? 

• (so, what was their relationship to you? 
(e.g. spouse, sister, parent etc) 

j) How many children do }OU have? 

• AND what· th . IS err genetlC status. 
How many are at How many have tested 
risk? positive for the HD 

gene? 

Male Female 

Primary school 
Secondary school 
University 
Post-graduate 

Single 
Married 
Living as married 
Separated 
Divorced 
widowed 

YES NO 

YES NO 

How many are not at 
risk? 
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4. 

2. What is your personal or household (whichever is most relevant to you) 
gross annual income before tax? 

£_---

3. Do you have any disabilities or medical conditions? (e.g. visual, hearing, 
physical, health, etc.). 

Yes 

If yes please specify: 

N am! if disability 
or mrlical anIUiaz 

e.g. Visual 
Diabetes 
Epilepsy 

o No 0 

E x tent if disability 
or mrlical aniitiaz 

e.g. Require glasses for reading 
Require daily injections 
Requires daily medication 

How many hours do you spend on the following each week? (Avel3ge over 
past 3 months) 

Hours paid work 00 1-10 0 11-20 0 21-30 0 31-40+ 0 

Drn Od child care 0 1-10 11-20 0 21-30 0 31-40+ 0 

Qs U caring for 0 1-10 11-20 0 21-30 31-40+ 0 

Please specify any difficulties you experience caring for your person with 
Huntington's Disease (POO) (e.g. dealing with behaviour, physical problems, emotional 
problems etc) 
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s. Is your home suitable I suitably adapted for your family's needs? 

Yes D No D 
If No please specify: 

A 7W if an:ern Prriiem that it causes 

e.g. No stair lift 
No utility room 

e.g. Difficulty moving patient 
Difficulty getting the laundry done 

6. Below is a list of leis~ activities. Indicate how often in an average month 
you attend, or take part in, each one for your enjoyment (not employment). 

Activity Number of times you do activity each month 

(1) Go to a club/ group/ society 

(2) Go to a hoteVbar/ pub 

(3) Watch live spotting events 
(Not on TV) 

(4) Go to a place of worship 

(5) Cllat with neighbours 

(6) Eat out 

(7) Go to the cinema 

(8) Visit family or friend 

(9) Play spon or go to a gym 

(10) Other activities 

o Please tell us what these other activities are: 
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Section 2. 

This section asks for infonnation about different aspects of your role as a carer. 
Please circle the number that you feel most accurately represents your situation. For example, a 

question might ask: 

Q: Do you get the kind of support from others that you need? 

Almost never Almost always 
o 1 2 3 4 5 6 7 8 9 10 

You should circle the number that best fits the kind of support you get. So if you always get the kind 
of support from others that you need, you would circle the number 10. 

1. How often are you restricted by the need to maintain a regimented daily routine? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

2. How often do you receive appropriate help from social services? 
Whenever I need it Almost never 

o 1 234 5 678 9 10 

3. How often do you have access to professionals who have specialised knowledge of HD 
and understand its implications? 
Whenever I need it 

o 1 2 3 4 5 6 7 

4. How much support are you given by health care professionals? 
As much a I need 

o 1 234 5 6 7 

Almost never 
8 9 10 

None Whatsoever 
8 9 10 

5. How often can you see no end to your caregiving role due to the genetic nature of HD? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

6. How often do you have access to appropriate care facilities? 
Whenever you need them 

o 1 2 3 4 5 6 7 

7. How often do you receive any practical support that you need? 
Almost always 

o 1 234 5 6 7 

Almost never 
8 9 10 

Almost never 
8 9 10 

8. How often do you experience a conflict of interest between what you want and what your HD 
affected relative wants? 
Almost always 

o 1 2 3 

9. How often do you sleep well? 
Almost always 

o 1 2 3 

4 

4 

Almost never 
5 6 7 8 9 10 

Almost never 
5 6 7 8 9 10 

xlix 



Section 3. 

This section asks how satisfied are you with each of the following life areas. 

Please circle the number that best describes how satisfied you are with each area of your 
life. 

1 How satisfied are you with your HEALTH? 
Completely dissatisfied Mixed 

o 1 234 5 6 7 
Completely satisfied 

8 9 10 

2. How satisfied are you with what you AGilE VE IN LIFE? 
Completely dissatisfied Mixed 

o 1 2 3 456 7 
Completely satisfied 

8 9 10 

3. How satisfied are you with your CLOSE RELATIONSHIPS WITH FAMILY OR 
FRIENDS? 

Completely dissatisfied 
o 1 2 3 4 

Mixed 
5 6 

4. How satisfied are you with HOW SAFE YOU FEEL? 

7 

Completely dissatisfied Mixed 
o 1 234 567 

Completely satisfied 
8 9 10 

Completely satisfied 
8 9 10 

5. How satisfied are you with FEELING A PART OF YOUR COMMUNITY? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 

6. How satisfied are you with YOUR OWN HAPPINESS? 
Completely dissatisfied Mixed 

o 123 4 567 
Completely satisfied 

8 9 10 

7. How satisfied are you with THE TREATMENT THAT YOUR HD affected relative 
RECEIVES? 
Completely dissatisfied 

o 1 2 3 4 
Mixed 
5 6 7 

Completely satisfied 
8 9 10 

8. How satisfied are you with YOUR OVERALL QUALITY OF LIFE? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 



Section 4. 

This section asks how you feel about each of the following life areas. 

Please circle the number that best describes how you feel about each area of your life. 

1. I feel GUILTY 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

2. I fed FINANQALLY DISADVANTAGED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

3. I feel ISOLATED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

4. I feel HOPE 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

5. I fed EXHAUSTED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

6. I feel SUPPORTE D BY FAMILY AND FRIENDS 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

7. I fedSAD OR DEPRESSED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

8. I feel STRESSED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

9. I feel WORRIED THAT OUR FAMILY WILL NEVER BE FREE FROM HD BECAUSE 
OF ITS GENETIC NATURE. 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

to. I fed LIKE MY OWN NEEDS ARE NOT IMPORT ANT TO OTHERS. 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 
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11. I feel COMFORTED BY THE BELIEF THAT ONE DAY THERE WILL BE A CURE FOR 
lID 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

12. In some ways I feel THAT HD HAS HAD A POSITIVE IMPACT ON MY LIFE 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

13. I feel COMFORTED BY RELIGIOUS BELIEFS 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

14. I feel THAT I CAN COPE 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

15. I feel THAT HD HAS MADE ME A STRONGER PERSON. 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

16. I feel THAT I HAVE HAD A 'DtITY OF CARE' FORCED ON TO ME. 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

17. I feel LIKE I DON'T KNOW WHO I AM ANYMORE. 
Almost always 

o 1 234 567 8 

AND FlNALLY,plmseteIJ us: 

• What you think would most improve your quality of life as a carer. 

Almost never 
9 10 

• Anything else related to your caring role that you feel hasn't been covered by this 
questionna~. 

Thank you for your time. 
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Appendix VIII The Huntington's Disease Quality of Life Questionnain: for Can:rs -
North American Version (HDQoI-C.US) - Pilot Version. 

The Huntington's Disease Quality of Life 
Questionnaire for Carers (HDQoL-C) North 
American Pilot 

Aimee Aubeeluck and Heather Buchanan 

School of Education, Health and Sciences 

if~~~ITY 
Correspondence to: 

Aimee Aubeeluck 
Centre for Psychological Research in Health and Cognition 
School of Education, Health Care and Sciences 
University of Derby 
WestemRoad 
Mickleover DE3 9GX 
Tel: 0870 040 7385 
e-mail: aaubeeluck@derby.ac.uk 
" Aubeeluck & Buchanan 2004. 

Thank you for taking the time to fill in this questionnaire. The questionnaire has four sections. The first 
section will ask for some factual infonnation. The next three will ask about different aspects of your role as a 
carer, how satisfied you are and how you feel about various aspects of your life. 

We want to know how you feel about your quality of life, your health and other areas of your life. Please 
answer aU the questions. If you are unsure about which response to give to a question, please choose the 
ONE that seems most appropriate (this is often your initial response). 

Where there is an 11 point scale (0-10), please circle the number that you feel most accurately represents your 
situation. For example, a question might ask: 

Q: Do you get the kind of support that you need from others? 
Ahnost never 

o 1 2 3 456 7 
Almost always 
8 9 10 

You should circle the number that best fits the kind of support you get. So if you very rarely get the kind of 
support from others that you need, you would circle the number 1. 
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Section 1 

This section asks for information about yourself. Please answer all the questions and do not spend 
too much time on anyone item. The HD affected family member is sometimes referred to as a 
"person with HD" or simply pHD. 

13) What is your date of birth? 

b) What is your gender? (please circle) 

c) How many ~ars of education have you had? 

d) What is your marital status? 

e) How long have you known about 
HD in your family? 

f) How long have you been caring for an HD 
affected family member? 

g) Are you the main carer for your HD affected 
family member? 

h) What relation to you is the HD affected family 
member you are caring for? {e.g. spouse, sister, 
parent etc} 

i) Have you previously cared for any other HD 
affected family members? 

• ifso, what was their relationship to you? 
(e.g. spouse, sister, parent etc) 

j) Do you have any children? 
• if YES, how many? 

How many are at How many have chosen 
risk? to be tested for the HD 

gene? 

k) How many family members live in your household? 

Male Female 

Single 

Married 
Living as married 
Separated 
Divorced 

YES NO 

YES NO 

YES NO 

How many have chosen 
NOT to be tested for the 
HDgene? 
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2. W11at is your personal or household (whichever is most relevant to you) gross 
annual income before tax? 

$_----

3. Do you have any disabilities or medical conditions? (e.g. visual, hearing, physical, 
health, etc.). 

Yes 

If yes please specify: 

e.g. Visual 
Diabetes mellitus 
Epilepsy 
Hypertension 

o No o 
E x tent if lisaJility 
or",BliaJ anIitim 

e.g. Require glasses for reading 
Require daily injections 
Require daily medication 
Require daily medication 

High cholesterol 
Depression 

Require daily medication / change of diet 
Require daily medication 

Cardiac problems 
Bone or muscle pain 

Require daily medication 
Require daily medication 

4. How many hours do you spend on the following activities each weeJii (Average 
over past 3 months) 

Hours paid work. outside the 00 1-10 0 11-20 0 21-30 0 31-40+ 

Home 

~ unpaid child care 0 1-10 11-20 0 21-30 0 31-40+ 

D uQaring for pHD 0 1-10 11-20 0 21-30 31-40+ U tJwmk caring for 0 1-10 11-20 21-30 31-40+ 

0 
0 
0 
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Please specify any difliculti~s you ~xpcri~nce caring for your pHD 

e.g. Coping with behavior such as: Irritability and temper outbursts 
lack of initiation 
Communication difficulties 

Coping with physical problems such as: Cborea 
Rigidity 
Swallowing difficulties 

Coping with emotional problems such as: Depression 
Mania 
Sexual disorders 

Anything else? 

5. Is your home now suitable / suitably adapted for your family's needs? 

Yes 

If No please specify. 

A1Wifcrn:E17Z 

e.g. No stair lift 
No laundry room 

D No D 
Prdiem that it causes 

e.g. Difficulty moving patient 
Difficulty getting the laundry done 
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6. Below is a list of leisure activities. Indicate how often in an avenge month you 
attend, or take part, in each one of these leisure activities for your enjoyment (not 
employment). 

Activity Number of times you do activity each month 

(1) Go to a club/ group/ society 

(2) Go to a hoteVbar/ pub 

(3) Watch live sporting events 
(Not on TV) 

(4) Go to a place of worship 

(5) Otat with neighbours 

(6) Eat out 

(7) Go to the cinema 

(8) Visit family or friend 

(9) Play spon or go to a gym 

(10) Other activities 

o Please tell us what these other activities are: 
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Section 2. 

This section asks for information about different aspects of your role as a carer. 
Please circle the number that you feel most accurately represents your situation. For example, a 

question might ask: 

Q: Do you get the kind of support from others that you need? 

Almost never Almost always 
o 1 2 3 4 5 6 7 8 9 10 

You should circle the number that best fits the kind of support you get. So if you always get the kind 
of support from others that you need, you would circle the number 10. 

1. How often are you restricted by the need to maintain a regimented daily routine? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

2. How often do you receive appropriate help from social services? 
Whenever I need it Almost never 

o 1 234 5 6 7 8 9 10 

3. How often do you have access to professionals who have specialised knowledge of HD 
and understand its implications? 
Whenever I need it 

o 1 2 3 4 5 6 7 

4. How much support are you given by health care professionals? 
As much a I need 

o 1 234 567 

Almost never 
8 9 10 

None Whatsoever 
8 9 10 

5. How often do the genetic implications of HD impact upon your caring role? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

6. How often do you have access to appropriate care facilities? 
Whenever you need them 

o 1 234 5 6 7 

7. How often do you receive any practical support that you need? 
Almost always 

o 1 234 567 

8 

8 

Almost never 
9 10 

Almost never 
9 10 

8. How often do you experience a conflict of interest between what you want and what your HD 
affected relative wants? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

9. How often do you sleep well? 
Almost always 

012 3 4 5 6 
Almost never 

7 8 9 10 
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Section 3. 

This section asks how satisfied are you with each of the following life areas. 

Please circle the number that best describes how satisfied you are with each area of your life. 

1. How satisfied are you with your HEALTH? 
Completely dissatisfied Mixed Completely satisfied 

o 1 234 5 6 7 8 9 10 

2. How satisfied aTe you with what you ACHIE VE IN LIFE? 
Completely dissatisfied Mixed Completely satisfied 

o 1 234 567 8 9 10 

3. How satisfied aTe you with your a..OSE RELATIONSHIPS WITH FAMILY OR 
FRIENDS? 

Completely dissatisfied Mixed 
5 

Completely satisfied 
o 1 2 3 4 6 7 8 9 10 

4. How satisfied aTe you with HOW SAFE YOU FEEL? 
Completely dissatisfied Mixed Completely satisfied 

o 1 234 567 8 9 10 

5. How satisfied aTe you with FEELING A PART OF YOUR COMMUNITY? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 

6. How satisfied aTe you with YOUR OWN HAPPINESS? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 

7. How satisfied ate you with THE TREATMENT THAT YOUR lID affected relative 
RECEIVES? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 

8. How satisfied aTe you with YOUR OVERALL QUALITY OF LIFE? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 
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Section 4. 

This section asks how you feel about each of the following life 
areas. 

Please circle the number that best describes how you feel about each area of 
your life. 

1. I fc~1 GUILTY 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

2. I f~~1 FlNANQALL Y DISADVANTAGED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

3. I fc~1 ISOLATED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

4. I fcaHOPE 
A1most always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

5. I f~e/ EXHAUSTED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

6. I f~~/SUPPORTED BY FAMILY AND FRIENDS 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

7. I f~~/SAD OR DEPRESSED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

8.1 feel STRESSED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

9. I f~e/ WORRIED ABOUl THE GENETIC IMPLICATIONS OF HD 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

10. I f~e1 LIKE MY OWN NEEDS ARE NOT IMPORT ANT TO OTHERS. 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 
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11. I feel COMFORTED BY THE BELIEF THAT ONE DAY THERE WILL BE A UJR.E FOR HD 
Almost always Ahnost never 

o 1 2 3 4 5 6 7 8 9 10 

U. In some ways I feel THAT HD HAS HAD A POSITIVE IMPACf ON MY LIFE 
Almost always Ahnost never 

o 1 2 3 4 5 6 7 8 9 10 

13. I feel COMFORTED BY RELIGIOUS BELIEFS 
Almost always 

0 1 2 3 4 5 6 7 8 

14. I feel THAT I CAN COPE 
Almost always 

0 1 2 3 4 5 6 7 8 

15. I fccl THAT HD HAS MADE ME A STRONGER PERSON. 
Almost always 

0 1 2 3 4 5 6 7 8 

16. I fccl THAT I HAVE HAD A 'Dury OF CARE' FORCED ON TO ME. 
Almost always 

o 123 4 5 678 

17. I fcel LIKE I DON'T KNOW WHO I AM ANYMORE. 
Almost always 

o 1 2 345 6 7 8 

AND FINALL Y, please tell us: 

• What you think would most improve your quality of life as a carer. 

Ahnost never 
9 10 

Almost never 
9 10 

Ahnost never 
9 10 

Almost never 
9 10 

Ahnost never 
9 10 

• Anything else related to your caring role that you feel hasn't been covered by this 
questionnaire. 

Thank you for your time. 
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Appendix IX The Huntington's Disease Quality of Life Questionnaire for Carers 

(HDQoL-C) - User Manual (c Aubee1uck & Buchanan, 2004). 

Huntington'S Disease Quality of 
Life Battery for Carers. 

(HDQoL-C) 

Validated for use with Spousal Carers of Persons with 
Huntington's Disease. 

Aimee Aubeeluck and Heather Buchanan 

School of Education, Health and Sciences 
University of Derby 

Correspondence to: 

Aimee Aubeeluck 
Centre for Psychological Research in Health and Cognition 
School of Education, Health Care and Sciences 
University of Derby 
WestemRoad 
Mickleover DE3 9GX 
Tel: 0870 040 7385 
e-mail: a.aubeeluck@derby.ac.uk 

C Aubeeluck & Buchanan 2004. 
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1 Introduction 

11 Defining Quality of life 

The World Health Organisation (WHO) define Quality of Life as, 

..... . an inlitidual's peru:ption if their paition in life in the anext if the aJture and udue SJStem in uhUh they w ani in 
rf!latim to their p, exptttatims, starrlarrls and anems". (WHO Group, 1995, pg 3). 

This is a broad ranging concept which incorporates the individual's physical health, psyt:hological state, level of 
independence, social relationships, personal beliefs and relationship to salient features of the environment. 
Furthennore, 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. The scale that follows is an ope rationalization of the WHO's definition of quality of life. 

1.2 Quality of life as an outcome measure. 
Since the 1960's QoL has been emerging as a useful outcome measure by which to judge the efficacy of 
psyt:hological interventions (e.g. G.unmins, 1997; Rapley, 2003). Using QoL as a measure of outcome focuses 
on the impact of a condition or situation on the inlitidual's emotional and physical functioning and lifestyle. 
As such, QoL indicators can assess the subjective benefit of interventions and help to answer the question of 
whether an intervention leads to an increase in wellbeing by providing a client-led baseline against which its 
effects can be evaluated (Bowling, 2001). 

1.3 Objecti~ of the HDQoL-C. 
The objective of the HDQoL-C is to quantify the caregiving experience in Huntington's Disease (HD). in 
order to implement and assess interventions. 

The lIDQoL-C: 
(a) Is Multidimensional. The HDQoL-C incorporates the individual's physical health, 

psyt:hological state, level of independence, social relationships, personal beliefs and relationship 
to salient features of the environment. 

(b) Measures QoL from a subjective perspective. The HDQoL-C has been developed primarily 
as an outcome measure i.e. to assess the efficacy of interventions by providing a baseline from 
which the impact of an intervention can be measured. As such, it does not use the scores 
obtained as a specific indicator of the QoL that each client is experiencing, but merely as a 
measure by which to assess whether the client perceives their QoL to be increasing or 
decreasing when reassessed at a later stage. 

(c) Has been validated for use with SPOUSAL carers of HD patients. The symptoms and 
genetic nature of HD makes the spousal carer role distinct from other HD family carer roles 
(e.g Kessler, 1993). At this present time, the HDQoL-C has only been validated for use with 
HD spousal carers. However, it is thought that the HDQoL-C may also prove useful in 
assessing the QoL of other HD family carers, (e.g. child carers, carers who are at risk or carers 
who are HD positive) and research is ongoing with regards to these specific populations. 
Therefore, any client assessments / research findings that are obtained using the HDQoL-C 
with such populations should be interpreted with caution. 

(d) Is psychometrically sound. The HDQoL-C is adapted from the Comprehensive Quality 
of life Scale for Adults (CDMQoL-AS, Gunmins, 1997), a well validated and documented QoL 
tool designed for use with the general adult population. The HDQoL-C demonstrates good 
internal consistency, test re-test reliability and congruent validity (see section 5). However, it 
should be noted that the l-IDQoL-C has been validated using a UK population of spousal 
carers. It is therefore advisable for the researcher to check the psyt:hometric properties e.g., 
Cronbach's alpha coefficient if the scale is used outside the UK and / or with a different carer 
population. 
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2. Administr.1tion. 

2.1 General infonnation 

The scale is intended to be self-administered. 

It should be noted that the instnunent exists in four parts: 
1) Demographic I objective Infonnation 
2) Aspects of caring 
3) Satisfaction with life 
4) Feelings about life 

Component 1 requests demographic and objective infonnation from the client and each question is 
treated independently. This infonnation can be used in resean:h to investigate the factors that may 
predict QoL in caregiving. Alternatively, it may be used by the practitioner to build up an overall 
picture of a client. As this component does not in itself constitute a scale, the resean:her I 
practitioner is able to omit questions or include additional questions that may be of interest in this 
section. 

Components 2, 3 and 4 all comprise differing aspects of disease-specific and subjective QlL. Each 
component shows good internal consistency, test-retest reliability and congruent validity (see section 
6). Moreover, each component demonstrates a moderate to strong correlation with the others 
allowing resean:hers / practitioners to use any combination or all of the components to investigative 
either specific issues surrounding the QlL of the HD-spousal carer or overall QlL scores. 

The lIDQoL-Ctakes about 10-20 minutes to complete. 
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The Huntington's Disease Quality of 
Life Battery for Carers (HDQoL-C) 

Aimee Aubeeluck and Heather Buchanan 

School of Education, Health and Sciences 

;:: ... ~~ITY 

Correspondence to: 

Aimee Aubeeluck 
Centre for Psyt:hological Research in Health and Cognition 
School of Education, Health Care and Sciences 
University of Derby 
WestemRoad 
Mickleover DE3 9GX 
Tel: 08700407385 
e-mail: a.aubeeluck@derby.ac.uk 
C Aubeeluck & Buchanan 2004. 

Thank you for taking the time to fill in this questionnaire. The questionnaire has four 
sections. The first section will ask for some factual infonnation. The next three will ask 
about different aspects of your role as a carer, how satisfied you are and how you feel about 
various aspects of your life. 

We -want to know how you feel about your quality of life, your health and other areas of 
your life. Please answer all the questions. If you are unsure about which response to give 
to a question, please choose the ONE that seems most appropriate (this is often your 
initial response). 

Where there is an 11 point scale (0-10), please circle the number that you feel most 
accurately represents your situation. For example, a question might ask: 

Q: Do you get the kind of support from others that you need? 
Almost never 

o 123 4 5 6 7 
Almost always 
8 9 10 

You should circle the number that best fits the kind of suppon you get. So if you very rarely 
get the kind of suppon from others that you need, you would circle the number 1. 

lxvi 



Section 1. 

This section asks for infonnation about yourself. Please answer all the 
questions and do not spend too much time on anyone item. 

1a) What is your date of birth? 

b) What is your sex? (please circle) 

c) What is the highest education you received? 

d) What is your marital status? 

e) How long have you known of the p~ence 
of HD in your family? 

t) How long have you been caring for an HD 
affected family member? 

g) Are you the main carer for your HD affected 
family member? 

b) What relation to you is the HD affected family 
member you are caring for? (e.g. spouse, sister, 
parent etc) 

i) Have you previously cared for any other HD 
affected family members? 

• i/so, what was their relationship to you? 
(e.g. spouse, sister, parent etc) 

j) Do you have any children? 
• i/so, what was is their genetic status? 
(e.g. HI) positive/ negative, 'at-risk' but not tested) 

Male Female 

Primary school 
Secondary school 
University 
Post-graduate 

Single 
Married 
Living as married 
Separated 
Divorced 

YES NO 

YES NO 

YES NO 
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2. What is your personal or household (whichever is most relevant to you) gross 
annual income before tax? 

£_---

3. Do you have any disabilities or medical conditions? (e.g. visual, hearing, physical, 
health, etc.). 

Yes 

If yes please specify: 

N am: if disability 
or rmlical anIitim 

e.g. Visual 
Diabetes 
Epilepsy 

o No o 
E x tent if disability 
or rmlical anditiaz 

e.g. Require glasses for reading 
Require daily injections 
Requires daily medication 

4. How many hours do you spend on the following each week? (Average over past 3 
months) 

Hours paid WOIK 00 1-10 0 11-20 0 21-30 0 31-40+ 

[} 0 child care 0 1-10 11-20 0 21-30 0 31-40+ 

G Oaring for pHD 0 1-10 11-20 0 21-30 31-40+ 

Please specify any dilBculties you experience caring for your person with Huntington's 
Disease (PHD) (e.g. dealing with behaviour, physical problems, emotional problems etc) 

0 
0 
0 
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5. Is your home suitable I suitably adapted for your family's needs? 

Yes 

If No please specify: 

Amzifa:n:em 

e.g. No stair lift 
No utility room 

D No D 
Prr:Jiem that it causes 

e.g. Difficulty moving patient 
Difficulty getting the laundry done 

6. Below is a list of leisure activities. Indicate how often in an a~mge month you 
attend, or take part in, each one for your enjoyment (not employment). 

Activity Number of times you do activity each month 

(1) Go to a club/ group/ society 

(2) Go to a hoteVbarl pub 

(3) Watch live sporting events 
(Not on TV) 

(4) Go to a place of worship 

(5) Cltat with neighbours 

(6) Eat out 

(7) Go to the cinema 

(8) Visit family or friend 

(9) Play sport or go to a gym 

(10) Other activities 

• Please tell us what these other activities are: 
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Section 2. 

This section asks for infonnation about different aspects of your role as a carer. 
Please circle the number that you feel most accurately represents your situation. For example, a question might 

ask: 

Q: Do you get the kind of support from others that you need? 

Almost never 
o 1 2 3 4 5 6 

Almost always 
7 8 9 10 

You should circle the number that best fits the kind of support you get. So if you always get the kind of 
support from others that you need, you would circle the number 10. 

1 How often are you restricted by the need to maintain a regimented daily routine? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

2. How often do you receive appropriate help from social services? 
Whenever I need it Almost never 

o 1 234 567 8 9 10 

3. How often do you have access to professionals who have specialised knowledge of HD 
and understand its implications? 
Whenever I need it 

o 1 2 3 4 5 6 7 

4. How much support are you given by health care professionals? 
As much a I need 

o 123 4 567 

Almost never 
8 9 10 

None Whatsoever 
8 9 10 

5. How often do the genetic implications of HD impact upon your caring role? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

6. How often do you have access to appropriate care facilities? 
Whenever you need them 

o 1 234 5 6 7 

7. How often do you receive any practical support that you need? 
Almost always 

o 1 234 567 

Almost never 
8 9 10 

Almost never 
8 9 10 

8. How often do you experience a conflict of interest between what you want and what your HD 
affected relative wants? 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

9. How often do you sleep well? 
Almost always 

o 123 4 5 
Almost never 

6 7 8 9 10 
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Section 3. 

This section asks how satisfied are you with each of the following life areas. 

Please circle the nwnber that best describes how satisfied you are with each area of your life. 

1. How satisfied are you with your HEALTH? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 456 7 8 9 10 

2. How satisfied are you with what you ArnIE VE IN LIFE? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 

3. How satisfied are you with your CLOSE RELATIONSHIPS WITH FAMILY OR 
FRIENDS? 

Completely dissatisfied Mixed 
5 

Completely satisfied 
o 1 2 3 4 6 7 8 9 10 

4. How satisfied are you with HOW SAFE YOU FEEL? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 345 6 7 8 9 10 

5. How satisfied are you with FEELING APART OF YOUR COMMUNITY? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 

6. How satisfied are you with YOUR OWN HAPPINESS? 
Completely dissatisfied Mixed Completely satisfied 

012 345 6 7 8 9 10 

7. How satisfied are you with THE TREATMENT THAT YOUR HD affected relative 
RECEIVES? 
Completely dissatisfied 

o 1 2 3 4 
Mixed 
5 6 7 

Completely satisfied 
8 9 10 

8. How satisfied are you with YOUR OVERALL QUALITY OF LIFE? 
Completely dissatisfied Mixed Completely satisfied 

o 1 2 3 4 5 6 7 8 9 10 
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Section 4. 

This section asks how you feel about each of the following life areas. 

Please circle the number that best describes how you feel about each area of your life. 

t I feel GUILTY 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

2. I feel FINANOALLY DISADVANTAGED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

3. I feel ISOLATED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

4. I feelHOPE 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

5. I feel EXHAUSTED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

6. I feelSUPPORTED BY FAMILY AND FRIENDS 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

7. I feelSAD OR DEPRESSED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

8. I feel STRESSED 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

9. I feel WORRIED ABOUT THE GENETIC IMPLICATIONS OF HD 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 

10. I feel LIKE MY OWN NEEDS ARE NOT IMPORT ANT TO OTHERS. 
Almost always Almost never 

0 1 2 3 4 5 6 7 8 9 10 
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11. I feel COMFORTED BY THE BELIEF THAT ONE DAY THERE WILL BE A CURE FOR 
HD 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

U. In some ways I feel THAT HD HAS HAD A POSITIVE IMP ACT ON MY LIFE 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

13. I feel COMFORTED BY RELIGIOUS BELIEFS 
Almost always 

0 1 2 3 4 5 6 7 

14. I feci THAT I CAN COPE 
Almost always 

0 1 2 3 4 5 6 7 

15. I feel THAT HD HAS MADE ME A STRONGER PERSON. 
Almost always 

8 

8 

o 1 2 3 4 5 6 7 8 

16. I feel THAT I HAVE HAD A 'DUlY OF CARE' FORCED ON TO ME. 

Almost never 
9 10 

Almost never 
9 10 

Almost never 
9 10 

Almost always Almost never 
o 1 2 3 4 5 6 7 8 9 10 

17. I feel LIKE I DON'T KNOW WHO I AM ANYMORE. 
Almost always Almost never 

o 1 2 3 4 5 6 7 8 9 10 

AND FINALL Y, please teO us: 

• What you think would most improve your quality of life as a carer: 

• Anything else related to your caring role that you feel hasn't been covered by this 
questionnaire. 

Thank you for your time. 
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4 Calculation of results 

4.1 Fonns of data analysis 
4.1.1 For the practitioner or service provider 

The most useful level of analysis may be in terms of component scores rather than an overall 
QoL score. As such, each area where life quality may be suffering can be monitored 
individually in line "With interventions. 

For component 1: These are demographic and objective variables. They do not need to be 
totaled in any way but can be used to build up an overall picture of the client. 

For component 2: Each of the 9 scores can simply be added up to give a Total score 

Note: 
Items 2, 3, 4, 6, 7,and 9 are all positively worded and therefore need reversing before scores 
are totaled (see section 4.2.2 for further information). 

Alternatively if you prefer to work in percentages, use the formula: 
[(NI90)*100 - % Aspects of caring score]. 

A 100% score would reflect an optimum integration with the caring role with very little 
impact of carer role on the QoL of the client. 

For component 3: 

Each of the 8 scores can simply be added up to give a Total score. 

Alternatively if you prefer to work in percentages, use the formula: 
[(NI80)*100 - % Satisfaction with life]. 

A 100% score would reflect optimum satisfaction with life and represent an optimum QoL. 

For component 4: 

Each of the 17 scores can simply be added up to give a Total score. 

Note: 
Items 4, 6, 11, 12, 13,14 and 15 are all positively worded and therefore need reversing before 
scores are totaled (see section 4.2.4 for further information). 

Alternatively if you prefer to work in percentages, use the formula: 
[(N/170)*loo - % Satisfaction with life]. 

A 100% score would reflect optimum feelings about life and is strongly correlated with 
optimum QoL. 

Note 
Make sure all scores that need to be reversed are altered before the scores are totaled. 

4.1.2 For the researcher 
The most useful level of analysis may be the overall QoL scores obtained. 

To obtain the overall QoL score: follow section 4.5.1. guidelines for practitioners or service 
providers, then, to calculate the overall QoL score, use the formula: 

[( % component 2 + % component 3 + % component 4)/3 - % overall QoL score] 
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4.1.3 Why calculate the percentage scores? 

The HDQoL-C has been developed primarily as an outcome measure i.e. to assess the 
efficacy of interventions by providing a baseline from which the impact of an intervention 
can be measured. As such, it does not use the scores obtained as a specific indicator of the 
QoL that each client is experiencing, but merely as a measure by which to assess whether 
the client perceives their QoL to be increasing or decreasing when reassessed at a later 
stage. Therefore, using a lengthy formula is unnecessary and totalling the scores (although 
this is perfectly acceptable) will only provide abstract numbers for the practitioner or 
researcher to work with. By calculating percentage scores, the QoL battery becomes an 
understandable gradient of percentage scores for practitioners and researchers alike to use. 

4.2 Entering Data into a statistical package. 
If you are using a statistical package such as SPSS, enter the items using the following 

procedure: 

4.2.1 Demographic and Objective Infonnation 
This information can be used in research to investigate the factors that may predict QoL in 
spousal caring. Alternatively, it can be used by practitioners to gain an overall picture of a 
client. 

Note: 
Each item in this component should be treated independently i.e. the questions do not 

constitute a scale. 

la) What is your date of birth? 

Enter date of birth in months or years 

b) What is your sex? (please circle) 
Enter 1 for Male and 2 for Female 

c) What is the highest education you received? 

Enter 1 for Primary school 

2 for Secondary school 

3 for University 

4 for Post-graduate 

d) What is your marital status? 

Enter 1 for Single 

2 for Married 

3 for Living as married 

4 for Separated 

5 for Divorced 
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e} How long have you known of the presence of lID in your family? 
Enter time in months or years 

f) How long have you been caring for an HI) affected family member? 
Enter time in months or years (be consistent with question Ie) 

g} Are you the main carer for your HI) affected family member? 
Enter 1 for yes and 2 for no 

h} What relation to you is the HI) affected family member you are caring for? (e.g. spouse, 
sister, parent etc) 

Enter 1 for spouse. If you are using the questionnaire with a different population, 
please code as necessary. 

~ Have you previously cared for any other lID affected family members? 
Enter 1 for yes and 2 for no 

o ifso, what -was their relationship to you? 
Code this as necessary (e.g. 1 for sibling, 2 for parent, 3 for friend etc) 

D Do you have any children? 
Enter 1 for yes and 2 for no 

o ifso, what was is their genetic status? 
Code this as necessary (e.g. 1 for HD positive, 2 for at risk, 3 for negative etc) 

2) What is your personal or household (whichever is most relevant to you) gross annual 
income before tax? 
Enter income. 

3) Do you have any disabilities or medical conditions? (e.g. visual, hearing, 
physical, health, etc.). 
Enter 1 for yes and 2 for no 
"'For research pwposes, you may want to code disabilities / medical conditions in 
terms of severity e.g. 

5 = No disability 
4 = Minor disability (e.g. eyeglasses) not likely to interfere with nonnal life 

activities or routines 
3 = Constant, chronic condition that interferes to some extent with daily life (eg. 

diabetes, heart condition, migraines, inferti1ity, asthma. 
2 = Disability likely to restrict social activities (e.g. profound deafness, 

blindness, significant physical disability, depression, arthritis, asthma 
needing regular medication) 

1 = Major disability likely to require daily assistance with personal care (e.g. 
severe psychiatric condition, advanced multiple sclerosis, severe cognitive or 
physical impainnent, quadriplegia) (coding taken from Cummins 1997) 

Note 
It is sometimes difficult to choose between categories, but as long as you are consistent and 
make note of your classifications, this is fine. 

4) How many hours do you spend on the following eaQ, ueek? (Average over past 3 months) 
For each type of work, enter: 
1 for 31·40+ hours 
2 for 21·30 hours 
Hor 11 - 20 hours 
4 for 1 - 10 hours 
5 for none 
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• Please specify any difficulties you experience caring for}Qur pOO: (e.g. dealing with 
behaviour, physical problems, emotional problems etc). 
Resean:hers may want to code these difficulties. 
It may be more weful for practitioners jwt to make note of them. 

5) IS}Qur home suitable / suitably adapted for}Qur family's needs? 
Enter 1 for yes and 2 for no 
• If No please specify: 

Resean:hers may want to code these difficulties. 
It may be more weful for practitioners jwt to make note of them. 

6) Below is a list of leisure activities. Indicate how often in an ~_rruth you 
attend or do each one for your enjoyment (not employment). 
Total and Enter the number of times client has camed out an activity. 
Note: the amount of times a client chats with neighbours may inflate the score considerably 

giving an unrealistic picture of social activity. 

4.2.2 Aspects of caring 
Some of the questions in this section will need to reversed before analysis. However, it is suggested 

that the data are entered into the computer as circled, and that subsequent re-coding takes place 

within the computer. Consequently, data should be entered as follows: 

For each of the 9 questions, simply enter the number that the client has entered. 

The following questions are worded positively and as such need reversing in order that a negative 
response does not give a positive score (it is advisable to use your statistical package to do this 
although it can be done by hand). 

2. How often do you receive appropriate help from social services? 
3. How often do you have access to professionals who have specialised knowledge of lID and 

understand its implications? 
4. How much support are you given by health care professionals? 
6. How often do you have access to appropriate care facilities? 
7. How often do you receive any practical support that you need? 
9. How often do you sleep well? 

Therefore, for each of these questions an answer of: 
o is revened to 10 
1 is revened to OJ 

2 is revened to 8 
3 is revened to 7 
4 is revened to 6 
5 is revened to 5 
6 is revened to 4 
7 is revened to 3 
8 is revened to 2 
OJ is revened to 1 
10 is revened to 0 

4.2.3 Satisfaction with life 

For each of the 8 questions, simply enter the number that the client has entered 
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4.2.3 Feelings about life. 

For each of the 17 questions, enter the number that the client has entered. 

The following questions are worded positively and as such need reversing. 

4. ljiUHOPE 
6. I led SUPPORTED BY FAMILY AND FRIENDS 
11. lIed COMFORTEDBYTI-IE BELIEFTIIATONE DAYTI-IERE WILL BE A CURE FOR lID 
12. In some ways I fo:J 1HAT lID HAS HAD A POSITIVE IMP ACT ON MY LIFE 
13. lIed COMFORTED BY RELIGIOUS BELIEFS 
14. I foeJ TI-IA T I CAN COPE 
15. I led 1HA T lID HAS MADE ME A STRONGER PERSON. 

Reverse as in section 4.2.2 

Note 
Use the score of 99 to allow computer identification of missing values. If this scheme is used, care 
needs to be taken that these '99' values are recognized as excluded values, and not included as data 

4.3 Data cleaning 
It is reconunended that the raw data files be carefully examined prior to the implementation of 
analytic procedures. In panicular, 

(a) Analysis of response frequency data for each variable will allow the researcher to establish 
that the computer is recognising '99' as a missing variable. 

(b) The raw data for each client can also be visually scanned to detect patterns of response that 
are consistently at the top or bottOm of the liken scales. Such data should be excluded prior 
to analysis since they provide no variance and are likely to reflect floor and ceiling effects. 

4.4 Dealing with a data skew 
You may have data that is moderately negatively skewed. To restore normality, a square root 
tranSformation can be used However, opinion is divided among statisticians as to whether this 
procedure is appropriate. In line with Tabachnick and Fidell (1996), it is not recommended that the 
data be tranSformed for the lIDQoL-C 

4.5 Why use an 11 point likert scale? 
A major problem with QOL data is their tendency to cluster at the favorable end of any scale 
(Gmunins, 1997). Funhennore, liken scales are often criticized for being unnecessarily restrictive 
(Fayers & Machin, 2001). Therefore, utilizing an 11 point response should make the Liken 
methodology more successful as it allows for a wide range of scale levels. 
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5 Psychometric data 

5.1 Construction of the HDQoL-C 

The HDQoL-C is based upon the domains and facets of the Comprehensive Quality of Life scale for 
adults (ComQoI-A5, G.unmins 1997). A well validated and documented QoL tool designed for use 
with the general adult population. 

5.2 Validity: 

5.2.1. Congruent Validity: 

Congruent validity establishes the validity of a new test by correlating scores from it with 

scores from another test with established validity. The HDQoL-C was correlated with the 

WHOQOL-BREF (WHO, 1996), a well documented and validated QoL measurement for 

use with the general adult population.. The relationship between the scores on the HDQoL

C and the WHOQOL-BREF revealed a Pearson's correlation coefficient of r-Q.S8 for 

component 2 (Aspects of caring), r- 0.64 for component 3 (satisfaction with life and r-lJ.76 

for component 3 (Feelings about life). This modeJate to strong association with 

WHOQOL-BREF confirms that the HDQoL-C is measuring QoL. 

Each component further correlates with the other two components of the HDQoL-C as follows: 

Note: 

Component 1 Component 2 Component 3 

Component 2 1.00 0.56 0.51 

Component 3 0.56 1.00 0.83 

Component 4 0.51 0.83 1.00 

Component 1 is demographical / objective data and each question is treated independently. 

Therefore, this component cannot be correlated with either the WH()'BREF or components 2, 3, 

and 4 of the HDQoL -C 

5.3 Reliability: 

5.31. Internal consistency: 

Internal consistency (components 2. 3 and 4) was assessed using Cronbach's Alpha 
coefficient, which measures the overall correlation between items as well as the level of 
correlation between items within a scale. Reliability estimates of 0.7 and 0.9 are 
recommended for instruments that are used in groups and individuals respectively. 
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. Note: 

Cronbach's alpha 

Component 2 0.801 

Component 3 0.844 

Component 4 0.885 

5.3.2 Test-retest reliability: 

Reproducibility assesses whether an instrument produces the same results on repeated 

administrations when respondents have not changed. This is assessed by test-retest 

reliability. The reliability coefficient was calculated by correlating instrument scores for the 

twO administrations. Thus, 10 carers completed the HDQoL-C two weeks after first 

administration. Both questionnaire scores were subsequently correlated using Pearsons 

correlation coefficient. 

Pearsons correlation (r-) 

Component 2 0.86 

Component 3 0.90 

Component 4 0.92 

Please contact corresponding author for any further details of item analysis if required. We are continuing to 
develop and standardise the HDQoL-C for use in Britain and globally. It would be most helpful if researchers 
could send copies of any raw data gathered using the HDQoL-C to the corresponding author on diskette or 
electronically. This will enable us to continue to develop the instrument at national and international levels. 
Data contributions to any publications will be acknowledged in the usual way. 
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