A Concept Map of What Helps People with HD Live with their Condition.
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Abstract

BACKGROUND: 

The complex effects of Huntington’s disease (HD) negatively impact on every area of independent living. The perspectives of people impacted by HD on how to best manage the disease are not clearly understood.
OBJECTIVE:
To identify what is most helpful for living with HD from the perspectives of people with HD, family caregivers and health professionals.  

METHODS: 

A cross-sectional, mixed methods concept mapping methodology was used. Participants generated statements during brainstorming in response to the question ‘what helps people with HD live with their condition’. Participants then prioritised statements for importance and they grouped together statements that were related into clusters. Concept mapping software (‘Ariadne’®) used multi-dimensional scaling and hierarchical cluster analysis to produce a conceptual framework of participants views about what is helpful for people living with HD.  
RESULTS:

Thirty nine people at various stages of HD disease progression, 48 family caregivers and 39 health professionals with experience of HD care (n=126) participated. The most helpful factors for living with HD were identified as access to expert assessment and treatment for co-morbid mental health problems, integrated specialist multi-disciplinary HD expertise, and the provision of flexible care.  


CONCLUSIONS:
HD requires specialist, expert, multidisciplinary care teams to manage it well. Specialists need to focus on the mental health aspects, and the provision must be flexible and responsive to current needs. Patients may have impaired insight into their abilities (e.g. driving) or the need for interventions, so carers’ opinions should also be respected.
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Introduction  

The dominant hereditary nature of Huntington’s disease (HD) and its physical, psychological, and social impact on individuals and their families present professionals and service providers with challenging clinical and ethical decisions [1]. All aspects of independent living are negatively impacted upon [2]. Despite a lack of definitive evidence of the effectiveness of treatments for HD [3], some interventions, socio-economic or environmental factors may be helpful towards living with the condition, a view that has underpinned the development of international standards for care [4]. Examples of potentially helpful interventions include task specific training within physiotherapy [5] and the effect of multidisciplinary rehabilitation on cognition [6].
This study evaluates the viewpoints of people who have Huntington’s disease (HD), their caregivers and health professionals who treat them, about what helps people with HD to live with the condition. Knowledge of these perspectives would provide useful information for the planning and provision of care as well as informing future research. A NHS National Research Ethics Committee gave a positive opinion for this study (Ref: 09/H0302/87). 
Methods
A cross-sectional ‘Concept Mapping’ approach was used. Concept Mapping mixes qualitative and quantitative methods to improve understanding of complex phenomena [7,8]. The process involves four main stages leading to the production of results: statement generation or ‘brainstorming’; statement reduction; sorting (or ‘clustering’) and rating statements; and data analysis (See Table 1). 
Recruitment

People with HD (PwHD) and caregivers were recruited from across England from a HD clinic database,  HD Association support groups, and a specialist HD care facility. We found that brainstorming was a task all participants could contribute to irrespective of their disease stage, the prioritising and clustering tasks were more cognitively challenging and so fewer PwHD with more severe disease could participate. Health professionals were accessed via invitation to centres across England known to offer HD care, and presentations at four professional meetings of the European HD Association Network. 
Brainstorming

Twenty nine people with HD (PwHD), 31 family caregivers (C) and 30 health professionals (HP) (n=90) took part in ‘brainstorming’ in eight centres across England. The health professionals consisted of 58% nurses, 18% medical professionals, 19% allied health professionals, and 5% social workers.

Brainstorming involved small groups (between 2-8 participants) of each stakeholder population who were asked to generate statements in response to the focus question ‘what helps people with HD live with their condition? Participants generated 1,350 statements although this included many duplicates. 
Qualitative notes were taken by the primary investigator during discussions in the brainstorming sessions and these notes provided context for the statements. This also helped with the interpretation of any statements that initially seemed ambiguous.
Statement reduction
The developers of this methodology recommend aiming to capture the essence of all of the brainstorming ideas within less than 100 statements, and therefore a reduction process is necessary [7]. Similar statements were synthesised and duplicated or irrelevant statements were removed by the authors in liaison with a validation group (two each of PwHD, Cs and HPs). Statements that were similar were grouped together under a single heading. For example, many statements naming various pieces of equipment to assist with daily living and statements about the importance of having timely access to such equipment were grouped under the heading ‘having timely access to aids and adaptations’. This process resulted in a final set of 94 refined statements. Each statement was typed separately onto randomly allocated cards numbered 1-94. 
Prioritising

Nineteen PwHD, 26 Carers and 20 HPs took part in the prioritising task. This task was completed individually and participants rated each statement in order of priority by organising the cards into five stacks (stack one = least important, stack five = most important). Participants were advised that each stack should contain a similar number of statements (no less than 17, no more than 21 statements in any stack). 
Clustering
Nine PwHD, 20 carers and 20 HPs carried out the ‘clustering task’ which was also undertaken individually. This entailed organising the original set of 94 statement cards into clusters (minimum of five in each stack, no maximum). Participants were advised to cluster the statements by identifying statements that seemed to be similar, in a way that made sense to them. 
Data collection was completed over a six-month period. The primary investigator with one assistant (HF or AM) led each of the data collection sessions, prompting if any participant sought clarification of any instructions. 
Analysis

Data were analysed using Ariadne® concept mapping software [9]. Ariadne® uses multi-dimensional scaling to plot the statements onto a two-dimensional map depicting relative distances between statements based on the frequency of participants grouping statements together into the same cluster. Coordinates from the map were used to present a structure of how the statements were grouped using cluster analysis. 
The number of clusters was decided by the authors and the validation group using the Ariadne® software through an iterative process as described by Jackson and Trochim [10]. They suggest a minimum of eight and a maximum of 20 clusters to represent decisions of participants about which statements should be conceptualised as belonging together. The authors and the validation group agreed on a nine-cluster solution.
Ratings of importance of statements were calculated. If every participant had placed a statement in stack 1 (least important) the score for the statement would be 1, or if all had allocated it to stack 5, the score would have been 5. These extremes did not occur and each statement scored a number between 1-5, to 2 decimal places. Cluster scores represent the average rating for the statements within the cluster, thus identifying the order of priority among the clusters (hierarchical cluster analysis) as perceived by all of the participants as a combined group. A threshold of p=0.01 was set to determine a significant difference in ratings of statements between subgroups (PwHD, Carers and HPs).
Results
The nine clusters and comprising statements arrived at through analysis using Ariadne® software are depicted in Fig 1 and Table 2). Fig 1 shows the plotting of statements on a matrix or ‘map’ by Ariadne®. Each statement is plotted according to its cluster relationship with all the other statements. The size of the groups (the white boxes) is dependent on the spread of the statements calculated to have a relationship with each other (Fig 1). The ranking of the groups indicates their order of importance (Table 2). The authors and the validation group agreed the naming of the extremes of the two axes on the map, based on interpretation of common themes of statements located near to those positions –‘Person’ (or ‘individual’) extreme left; ‘Healthcare system’, far right; ‘Care’, bottom; and ‘Medicine’ top. Fig 1 also shows how the statements were grouped by the software into the nine ‘clusters’ based on how frequently statements were placed together by participants in the clustering exercise. The validation group recognised the clusters as representative of topic areas relating to the question ‘what helps people with HD live with the condition’, and they unanimously agreed with the priority order identified by the software. 
The highest scoring cluster contained only one statement: ‘what helps people with HD live with their condition is if there is expert assessment and treatment of mental health problems (e.g. depression, anxiety) occurring along with HD’. The top priority rating of this cluster and statement was ratified by the validation group. 
In brainstorming sessions participants decided that the two examples (depression and anxiety) were sufficient to clarify what was meant by ‘mental health problems’. However it was noted that while depression and anxiety did feature in many of the qualitative stories that were told during brainstorming, some of these stories referred to a broader range of problems including psychotic episodes, aggressive and unmanageable behaviours. One person with HD said ‘I know when I go off on one she [mother and caregiver] can’t cope- I’m more scared than her that I’ll end up hurting her’.  Provision of mental health care for people with HD was variable but the consensus between those families who had experienced this care and those who had not was that it is a highly important aspect. 

The second highest priority cluster referred to the importance of ‘appropriate flexible care’. One tale told by a caregiver during a brainstorming session seemed to typify the perceived problems that underpin the seven statements within the cluster: ‘She [paid Health Care Assistant] came to the house one morning and said she’d come to help wash and dress my husband. I told her it took me years to get the routine right so he doesn’t go into a tantrum. If you do up the shirt buttons top down instead of bottom upwards, or shave him the wrong way, he’ll become aggressive. So I asked her to help get the children ready for school, to free me to help him. She took that to mean I refused the help she’d been sent to offer. No help’s better than inflexibility’. 
The third highest rated cluster was ‘timely integrated expertise’. This cluster incorporated statements calling for access to professionals and multidisciplinary teams with specialist HD expertise, having services provided when they are needed, rather than as a response to crises once they occur, and specifically for referral to a national HD centre. Qualitative notes taken during brainstorming frequently refer to frustration resulting from encounters with nurses, G.P.s, neurologists and other professionals who ‘just don’t get it’. A carer said ‘after years of crisis-led responses, and referrals to a neurologist with no clue about HD, we at last got referred to [Name of consultant at a national HD centre] and everything changed- life has been so much easier since. [The consultant] liaised with our local social workers and therapists and suddenly equipment and changes to the house get put in place just as we’re about to need it’. There was general agreement with one person with HD who said ‘I don’t care how far the journey is, I’m happy to travel to get to the experts’. 
Statements making up the fourth cluster, ‘Help to Independence’ refer to therapies and to receiving information about HD; being supported by the Huntington’s Disease Association (HDA); timely initiation of tube feeding and being able to choose whether to see a male or a female GP. Importance attached to these factors seemed to depend on issues in clusters 1-3 being addressed. There was broad agreement for example in brainstorming discussions that seeing therapists with no HD expertise was unhelpful. For example whilst speech therapy was seen has helpful to maintain communication and swallowing, the decision to initiate tube feeding for an individual depended on timely discussions between the individual, the carer/s and experts, instead of in a rush to respond to a choking episode. The timeliness of these adaptations was critical, with many stories summarised by one carer’s statement: ‘by the time equipment arrives the disease has moved on, it’s not what you need any more…’.Participants were generally keen to express that each of the topic areas represented by the clusters 5 Practical Support; 6, Longer Term Care Issues; 7, Medical Input; 8, Social Living and 9, Insight are very important aspects concerned with helping to live with HD despite being a lower priority than those reported on in greater detail above (statements making up each cluster are shown in Table 3). 
In the seventh cluster there are two statements “Medication against chorea” and “Medication against chorea to help the person with HD do activities such as sleep, have a sex life, reduce distress, reduce fatigue and carry out activities of living.” which appear similar however the validation group were keen to keep these as separate statements. The difference as they perceived it was in having the medicine prescribed solely to reduce chorea, or having the medicine prescribed to improve problems such as difficulty with sleeping or with maintaining a sex life, caused by chorea. There was a desire by PwHD for faster access to research drugs, irrespective of safety in case they might be effective, and a frustration with the perceived slow pace and risk aversion of the formal research process.
In the ninth cluster there were two mutually exclusive statements “Knowing if other family members are genetically positive for HD” and “Not knowing whether other family members are genetically positive for HD”. Both statements were kept as it was important to participants to highlight that there was not a single “right answer” but that this decision needed to be made in the light of individual circumstances. Overall whilst there were no specific references to occupational therapy and physiotherapy as professions needed by PwHD, aids and adaptations, physical activity and facilitation of life roles which are the target of these profession’s interventions were mentioned in a number of the clusters.

There was generally agreement between subgroups (PwHD, Carers, HPs) about the order of importance of statements.  The results from the Kruskall Wallis H non-parametric ANOVA test showed that of the 94 items only four were associated with a significant difference in perspective in how they were rated by subgroups (table 4). These four statements highlighted issues of disagreement between the three sets of stakeholders and these differences were supported by qualitative ‘stories’ told by participants during brainstorming sessions. 
As table 4 shows, timely access to appropriate aids and adaptations was given a similarly high rating by professionals and carers (ranked 19th and 24th /94 respectively), but was a comparatively low priority for people with HD (ranked 81st). Caregivers tended to attribute this to PwHD having lower levels of insight regarding their increasing levels of impairment and dependence. One caregiver said: ‘Over two years I repeatedly told social workers I needed the bathroom to be converted to a wet room, otherwise I wouldn’t be able to continue caring for [my husband]. They took more notice of him saying we manage fine and don’t need any changes than of me saying I can’t do it anymore.”.  The group acknowledged the tale as illustrative of common frustrations in trying to obtain necessary aids and adaptations in a timely manner. 
The frustration expressed concerning service providers taking greater notice of the PwHD’s views than of the family caregiver’s perspective is reinforced by the difference between ratings by professionals and caregivers regarding the statement that ‘If people with HD are listened to as an adult and believed and respected’. This statement is included among the four associated with significant rating differences as the p value was extremely close to the p<0.01 threshold we set, (p=0.011). It was ranked by health professionals as the most important statement overall (1/94). In contrast, health professionals gave a much lower ranking to a similar statement about listening to family caregivers (38/94). Inclusion of the statement among those associated with significant difference between subgroups was considered justified given that the validation group suggested the difference was important to highlight as it represents an issue strongly felt by some aggrieved caregivers. Recent presentations of the data by the primary investigator to HD support groups resulted in strong expressions of the importance of professionals being made more aware of this area of contrasting views. RØthing et al [11] found that family caregivers for people with HD often report difficulty in sharing information and expressing their views on the patient’s condition and needs, with professionals  often citing privacy and confidentiality as reasons for failing to exchange information. RØthing et al [11] stress the importance of professionals working to overcome this emphasising  the valuable contribution of caregivers and highlighting the added burden placed on caregivers if they are not included in discussions and decisions about the needs of the person with HD they care for.  
The high priority pwHD  gave to the importance of ‘still being able to drive’ (ranked 30/94) compared to the closely aligned much lower rating by HPs and carers (ranked 91 and 90 /94 respectively, Table 4) was underpinned by discussion among pwHD within brainstorming sessions indicating keenness to ‘get on with living’. Health professionals spoke about having to balance support for independence against concerns for public safety and their own accountability. Some carers suggested that impaired judgement can be underestimated and one told of having persuaded her husband (with HD) to allow her to drive home from shopping following a hazardous outward journey involving near misses that her husband hadn’t seemed aware of. When she slowed near a roundabout her husband, apparently thinking they had arrived home, opened the door and stepped out at 20mph, surprisingly incurring only minor injuries. The carer complained to the group that despite her having advised the doctor on many previous occasions to do so, it took this incident to convince the GP of the need to act to ensure his driving licence was revoked. Beglinger  et al [12] found that driving cessation is among the earliest reported areas of functional decline prior to HD diagnosis and agree that it is an under-addressed issue. They found that  while driving ability relates to many aspects of HD, cognitive performance was most strongly associated and strongly recommend detailed cognitive assessment for people with HD who drive.
People with HD spoke frequently in brainstorming sessions about getting ‘a cure for HD’ and some spoke dismissively about incompetence of doctors if problems persisted despite taking prescribed medicine. One participant with HD suggested that the ‘excuse’ that time consuming drug trials are necessary is a poor one- ‘They can’t find enough people with HD to run sufficiently large controlled trials. So if there’s something we suspect will help, we should try it. Safety is not an issue as we couldn’t become worse off than we are’. This understanding of problems inherent in obtaining quality evidence for effectiveness on drugs seemed to contrast with apparent poor insight regarding prospects of a treatment capable of returning him to ‘normal’. His argument resonated with the group and they generated the statement ‘what helps people with HD live with their condition is access to experimental treatments (not as part of a research study)’. People with HD gave the statement a middle ranking (45/94) whereas carers placed it at 70/94 and health professionals ranked it lower still (89/94) (p=0.008). This may be due to a greater appreciation among HPs of the limits of any drug treatments for this disease and of the likely length of time before any product might make a tangible difference in the quest to improve life significantly.                              
Discussion
To the best of our knowledge this is the first study providing a concept map based on quantitative analysis of qualitative statements generated by people with HD, family caregivers and health professionals with HD experience, in answer to the question ‘what helps people with HD live with their condition?’ The labels of the concept map axes are in keeping with findings of others who have used concept mapping to elicit, conceptualise and quantitatively rate subjective opinions of people with long term conditions, carers and professionals. Flaherty (2014) [13] studied coeliac disease, and Ivaneka (2014) [14] studied depression and both found that the process of plotting statements on the matrix tended to polarise issues to do with medical input versus aspects of care or management, and personal, individual factors from those to do with accessing the healthcare system. 

The principal result is a combined opinion that ‘expert assessment and treatment for co-morbid mental health problems occurring with HD’ is what helps most people living with HD. A criticism of this finding might be that the rating for the isolated statement constitutes the mean importance rating for the cluster, whilst other clusters contain statements with higher ratings. The fact that the statement became isolated as a cluster of its own suggests participants see it as an issue separate from the other themes that emerged. Ratification by the validation group, and feedback received from HD support group members confirmed that although participant’s experiences of access to mental health services varied considerably, the cluster does capture the aspect of HD that is most difficult to manage, and for which alleviation would help most towards living with the condition. This confirmation adds to our confidence in the validity of this cluster’s prioritisation. Furthermore this finding resonates with research in long term conditions which consistently highlights the high impact of mental health issues. Mental health problems occurring with long term physical symptoms are associated with significantly poorer health outcomes and a lower quality of life [15]. Neurological disorders generally have a high prevalence of a variety of mental health problems and there is a close relationship between mental and physical wellbeing [19]. There is an increased level of disability in neurological conditions when compounded by psychiatric symptoms and these aspects add greatly to stress experienced by caregivers and are a significant factor contributing to reasons for resorting to institutional care [20].
Our findings add weight to the suggestion [16] that an emphasis in HD research on motor symptoms may be misplaced and that a more integrated mental health support approach is needed [16]. This conclusion supports the identification of a wider problem reported by Crowe et al [17] who compared the focus of research papers with priorities expressed by people affected by conditions such as type 1 diabetes, eczema and stroke. Crowe et al reported a ‘mismatch between research community activity, mostly evaluating effects of drug treatments; and those affected by the conditions who placed greater emphasis on the importance of research concerned with non-pharmacological, supportive interventions. The Royal College of Psychiatrists [19] recommends that all national guidelines for long term physical conditions should include specific advice about the detection and treatment of co-morbid mental health problems. Furthermore, the Kings Fund proposes that care for people with co-morbid mental and physical health conditions should be a top ten priority for service providers [18].
Clusters 2, 3 and 4 highlight the importance of flexibility in the delivery of appropriate and expert care (Table 3). Hence access to HD specialist multidisciplinary care teams is of high importance to the participants. These findings are in keeping with guidelines and research in long term conditions [21,22] which highlight the importance of person-centred services, involving holistic integrated and expert multi-disciplinary and multi-agency care planning, review and service delivery in order to meet individual and changing needs. Unfortunately this is not how current care is organised and implementing changes to meet these aspirations has proved extremely difficult [23]. Changes to professional attitudes and ways of working can be as important as changes to services [24]. Prompt referral to specialists with neurological expertise and integrated assessment and care planning are considered essential within the National Service Framework [21]. The participants in this study went further, calling for neurological expertise to be HD specific. The willingness to travel long distances to access such expertise, and the positive change to managing life with HD experienced by those who have managed to do so is noteworthy. Continued support for concentrated centres of excellence is essential and ways to devolve expertise from these centres to localised interdisciplinary teams must be established.
This research highlights that in delivering care, services and treatment it is necessary to be aware of differences in perspectives of people with HD, caregivers and health professionals. It is important to seek the opinions of people with HD with the caveat that the nature of the condition may impair insight, making the perspective of caregivers equally valuable. Professionals in this study placed a high value on listening to and believing patients, whereas carers expressed frustration at difficulty in having their views considered as equally relevant. In the context of decision-making concerning artificial hydration for dementia patients, nurse-physician communication has been identified as the most important factor for optimal care [25]. In domestic settings family members assume the care role and where patient insight may be compromised it is difficult to see why carer-professional communication shouldn’t be held with the same high regard when difficult care or treatment decisions must be reached. However, professionals should also keep in mind that some family caregivers may inherit the condition and that subtle cognitive changes can occur many years prior to diagnosis and impair insight and judgement [26]. Unless impaired capacity is established in the person with HD, choice is a right [27], and even if capacity is impaired, it may be counter-productive to highlight the fact. However the insight and expertise of carers should also be respected and integrated into care plans, otherwise professionals risk overloading carers’ capacity to cope with their role. 
Indeed, the problem of impaired insight is a central theme connecting the four statements associated with significant differences of opinion between subgroups. Professionals need to consider that impairment exists in spite of competence. An over-zealous concern to foster patient autonomy, at the expense of professional judgement and of seeking caregiver advice has potential to cause harm, for example through trying untested pharmaceutical interventions, allowing people with HD to continue driving when it is not safe for them to do so or in failing to facilitate access to aids and assistance when needed. In summary this study lends weight to research that previously identified a national and indeed global health system failure to adequately address co-morbid mental health problems occurring with neurological and other conditions with long term physical symptoms, in line with recommendations from the Royal College of Psychiatrists [19] in the UK and the World Health Organisation report on the challenge to public health presented by neurological disorders [20]. Specialist HD expertise is highly valued enabling timely input reflecting appreciation of needs at stages of the disease trajectory. Care, treatment and service provision need to adopt a flexible, integrated, interdisciplinary approach. Professionals need to value carers’ opinions and perspectives as well as their own judgement and balance them with the views of their patients with HD. Support for centres providing specialist HD multi-disciplinary expertise is justified and methods of devolving their knowledge and skills to local services should be sought. 
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Table 1: Summary of participant involvement in the three data collection activities (brainstorming, prioritisation and clustering).
	
	Brainstorming
	Prioritising
	Clustering
	Number of participants who completed both prioritising and clustering 
	Number of participants who completed all three data collection activities

	PwHD (n=39)
	      29
	       19 
	  9
	         9
	6

	Carers (n=48)
	      31
	       26 
	20
	9
	9

	HPs (n=39)
	      30
	       20 
	20
	11
	11

	Total (n=126)
	      90
	       65  
	49
	29
	26


Table 2  Cluster table 
	Cluster Name (numbered according

 to priority order 1= most important) 
	Mean importance rating
	No. of state-

ments

	1   Co-morbid mental health problems
	3.72
	  1

	2   Appropriate flexible care
	3.32
	  7

	3   Timely integrated expertise
	3.28
	17

	4   Help to independence

	3.15
	  8

	5   Practical engagement
	3.15
	  2

	6   Longer term care issues
	3.12
	  8

	7   Medical input
	2.93
	18

	8   Social living
	2.90
	29

	9   Insight

	2.77
	  4
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Table 3. Content of each of the nine clusters for all participants combined

	Cluster 1   Co-morbid mental health problems
Item
	Mean importance rating

	If there is expert assessment and treatment of mental health problems (e.g. depression, anxiety) occurring along with HD
	3.72


	Cluster 2 Appropriate flexible care 

Item
	Mean Importance rating

	If family carers are believed when they report reaching a tipping point, where care at home is no longer manageable.
	3.86

	If care is available where the person with HD needs it.
	3.75

	Not being cared for in an inappropriate setting (e.g. psychiatric or elderly setting where staff don't know about HD).
	3.72

	If informal carers have training in HD
	3.17

	If a care home environment is made to feel as home should feel
	3.02

	If visiting carers are flexible regarding the specific type of care they provide
	2.98

	If professional carers are flexible about who they help in the household (for example, being prepared to help children, so that the spouse  can help the person with HD, if the person with HD  doesn't want help from the professional carer).
	2.71


	Cluster 3   Timely integrated expertise 

Item
	Mean importance rating

	Access to professionals who are expert in HD
	4.12

	If care is available when the person with HD needs it
	3.92

	Access to a multi-disciplinary team that is expert in HD
	3.82

	Having good quality healthcare professionals and carers who are good communicators; share information; stay calm and avoid confrontation
	3.80

	Being referred to a specialist National HD centre
	3.52

	Having continuity of care staff, (e.g., professional carers in homes or that visit at home).
	3.52

	Regular and timely access to health and social care assessment
	3.46

	When service provision is planned for when it will be needed, rather than thought about  once things have already got difficult
	3.43

	Continuity of health and social care professionals
	3.31

	If there is information about HD for health professionals in general medical settings
	3.11

	Effective multi-disciplinary working
	3.09

	If professionals help the person with HD to get a life
	2.91

	Effective interagency working
	2.83

	If professionals follow up patients who do not keep appointments
	2.63

	If people with HD know the role of each professional
	2.63

	Timeliness in access to care homes
	2.54


	Cluster 4     Help to independence

 Item
	Mean Importance Rating

	Speech and language therapy involvement to help with swallowing problems
	3.92

	Speech and language therapy involvement in maintaining ability to communicate
	3.62

	Having support from the Huntington's Disease Association.
	3.58

	Having timely access to appropriate aids and adaptations
	3.28

	Having access to the right level of information about  HD at the right time
	3.22

	Regular timely assessment for aids and adaptations
	3.18

	Timely introduction of tube feeding
	2.55

	Having a choice about seeing a male or a female GP
	1.85


	Cluster 5     Practical support
Item
	Mean Importance Rating

	Being involved in a Huntington's Disease Association support group
	3.48

	Practical advice on specific foods and textures
	2.83


	Cluster 6     Longer term care issues
Item
	Mean importance rating

	If the family carer has a break from looking after him or her.
	3.80

	Having aids to enable daily living (e.g. aids that help with communication, mobility, furniture, bathroom and falls prevention).
	3.63

	Making choices about care including end of life care in advance and having the choice respected
	3.59

	If carers are listened to as an adult and believed and respected
	3.49

	Having assistance to eat and drink
	3.35

	Being able to go away from the care home to engage in community activities
	2.78

	Having appropriate training to use equipment
	2.35

	Having meaningful relationships with other care home residents
	2.00


	Cluster 7      Medical input
Item
	Mean importance rating

	Medication against chorea to help the person with HD do activities such as sleep, have a sex life, reduce distress, reduce fatigue and carry out activities of living.
	3.75

	Medication against chorea
	3.48

	A prompt diagnosis
	3.32

	Having appropriately timed reviews of medication
	3.22

	Having medicines to help sleep
	3.22

	Having the goal of a normal life when considering the use of medication
	3.13

	Pre-test and post-test counselling
	3.11

	Assessment of management of aggression if it occurs
	3.06

	The availability of a genetic test
	3.03

	If obsessive behaviour and impulsivity are recognised as serious symptoms of HD
	3.02

	Recognition that antipsychotic medication can be helpful in HD
	2.85

	Having the opportunity to be involved in research
	2.83

	Availability of pre-implantation diagnosis
	2.62

	Access to experimental treatments (not as part of research, but to find a treatment that works for the person with HD).
	2.57

	Knowing that sedative medication will not be given solely to manage behaviour
	2.51

	Knowing that side effects of drugs for HD can be serious
	2.45

	Knowing that the effects of medications for HD are variable
	2.42

	Recognition that facial and neck pain can be a problem in HD.
	2.13


	Cluster 8    Social living
Item
	Mean importance rating

	Having a supportive network of family and friends
	4.09

	Having a familiar daily routine.
	3.95

	Having family and friends who offer practical support
	3.88

	Having a stable relationship with a partner
	3.82

	If the person with HD has help to be able to get out and about
	3.62

	Having a positive outlook on life
	3.49

	If he or she is able to talk freely and openly about HD within the family
	3.57

	Having opportunities for meaningful conversation
	3.49

	Having help to socialise
	3.35

	If there is availability of food that is appetising and manageable
	3.17

	Living for today
	3.08

	Participating in physical activities
	3.05

	Having someone to sort out his or her access to financial benefits
	3.03

	Knowing in advance the detailed plans for what will happen today and / or at forthcoming events
	2.83

	Being able to take up hobbies and pastimes
	2.83

	Having practical strategies to enable him or her to eat out without embarrassment
	2.78

	Having community understanding
	2.77

	Having accessible town, transport and shop facilities
	2.71

	If employers make reasonable adjustments to enable continued employment
	2.66

	Direct access to cash benefits to spend on what is needed now
	2.63

	Participating in intellectual activities
	2.60

	Being able to undertake domestic activities such as cooking, gardening and cleaning
	2.55

	If they are enabled to maintain the roles that they feel suit their gender
	2.51

	Still being able to drive.
	2.28

	Spending money while he or she is able to
	2.12

	Having alcohol
	1.89

	Having cigarettes
	1.83

	Being prudent with money
	1.68

	Having a smoking aid
	1.66


	Cluster 9     Insight
Item
	Mean importance rating

	If they are listened to as an adult and believed and respected.
	3.72

	If they accept the diagnosis.
	3.26

	Knowing if other family members are genetically positive for HD
	2.23

	Not knowing whether other family members are genetically positive for HD
	1.86


 Table 4. Statements associated with significant difference in rating between the subgroups

	Cluster
	Statement
	Most valued by
	Least valued by
	Subgroup mean rating (rank)
	Kruskal-Wallis P value

	4: Help to independence
	Having timely access to appropriate aids and adaptations
	Professionals
	People with HD
	Profs:   3.75 (19/94)

Carers: 3.58 (24/94)

PwHD: 2.37 (81/94)
	P=0.002

	8: Social living
	Still being able to drive
	People with HD
	Caregivers
	PwHD: 3.42 (30/94)

Profs:   1.85 (91/94)

Carers: 1.77 (90/94)
	P=0.001

	7: Medical input
	Access to experimental treatments (not as part of a research study)
	People with HD
	Professionals
	PwHD: 3.16 (45/94)

Carers: 2.65 (70/94)

Profs:   1.90 (89/94)
	P=0.008

	6: Longer term care issues
	If they are listened to as an adult and believed and respected.
	Professionals
	Caregivers
	Profs:   4.15 (1/94)

PwHD: 3.79 (10/94)

Carers:  3.19 40/94)
	P=0.011*


* This statement was very close to significance at P=<0.01
