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a b s t r a c t

Huntington’s disease is characterised by a complex set of motor, neuropsychologic and psychiatric
symptoms which start slowly and progress over many years to a state of complete dependency. The
symptomatic treatment during the ambulatory years is divers. In the northern part of the Netherlands
coordinated multidisciplinary care is offered to patients diagnosed with Huntington’s disease. A team
of a neurologist, psychologist, occupational therapist, speech and language therapist, social worker and
nursing home doctor monitors the patient and companion on a half-year basis and provide them with
a plan of care. A case manager coordinates the plan of care in the dwelling place of the patient. In this
article this type of care is outlined and illustrated with case histories.

© 2009 Elsevier Inc. All rights reserved.

1. Introduction

Huntington’s disease (HD) is a dominantly inherited neurode-
generative disorder with a slowly progressive midlife onset. The
HD mutation is a CAG repeat expansion [17]. The symptoms of HD
comprise: involuntary choreic movements, decelerated intentional
movements, personality changes, psychiatric symptoms and cog-
nitive decline [11]. To this day, no cure has been found. From onset
to complete care dependency takes about 15–30 years [6,7]. In the
Netherlands, the majority of patients spend their final years in a
nursing home. Although care programmes are available for the final
stages [7,12], there is a lack of structured care pathways during the
preceding years, in which patients live at home with the support of
their families.

2. The need for a specialised, multidisciplinary approach

The nature of Huntington’s disease, with its complex set of
symptoms, requires specialised professional management [13].
Psychological and psychiatric symptoms range from emotional
flattening, apathy, rigidity and irritability to depression, aggres-
sion, psychosis and obsessive-compulsive disorders [19]. Motor
symptoms comprise choreic movements and delayed intentional
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movements, of which the latter are related to functional capacity
[20]. Swallowing problems are among the high-risk consequences.
Speech problems arise due to motor symptoms, impairment of
processing information and retrieving stored knowledge. Other
features of diminishing cognition are problems in visuospatial
orientation, recognition of facial expressions, planning and ini-
tiation of activities [1]. Speech problems and unexpected social
behaviour may lead to underestimation of neuropsychological
capacities. On the other hand, anosognosia (lack of awareness of
disease symptoms), prolonged intact memory and general intellect
may lead to overestimation of the patient’s capacities [5]. Besides
these neurocognitive symptoms, most patients experience somatic
symptoms during the course of the disease, like loss of weight,
sweating, gastrointestinal disorders or micturition problems.

During the phase in which these symptoms become manifest, a
multidisciplinary team can be built around the patient and may
include the following professionals: neuropsychologist, neurolo-
gist, psychiatrist, psychiatric nurse, physiotherapist, speech and
language therapist, occupational therapist, social worker, internist,
dietician etc. As the family is just as well affected by the disease in
daily routine, communication and social network, the family doc-
tor, the lay organization and welfare workers should also play a
role in keeping the patient’s system in acceptable shape. Multidis-
ciplinary care is a logical and compelling approach for a complex
disorder like HD and several authors have emphasised the need
for such care. For this type of care, various terms are used: multi-
disciplinary approach [1,8,14,4], comprehensive care [9], palliative
care [10] and supportive care [2,15]. The underlying agreement on
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the contents and characteristics of HD patients care include proac-
tive and long-lasting management, aiming at sustained functional
capacities because of the progressive degenerative nature of the
disease. All authors emphasise a practical approach, a flexible atti-
tude, aiming for quality of life, with a lot of attention for family
and psychosocial consequences. Considering the complexity of HD,
care must be specialised and prepared for crisis management. Most
authors stress the importance of education and research as part of
care for HD patients. In this article we present a care system that
seeks to meet the needs of patients diagnosed with Huntington’s
disease and for whom residential care is not yet necessary.

3. A multidisciplinary approach

3.1. The background

The background to the creation of an outpatient department for
the assessment and treatment of HD patients in the northern part
of the Netherlands was formed by the following case.

A 37-year-old man with symptomatic HD suffered from an
obsession with defaecation, which resulted in a rectal prolapse and
faecal spill all over the place. Because of this problem a colostomy
was needed. The patient refused to go to a nursing home for reha-
bilitation. He lived on his own and his mother and sister had to
work endlessly to keep his house clean. He drank too much and
spent more than he could afford. He used to jump off his bicycle
whenever he needed to stop instead of using the brakes, which
caused dangerous situations. His social circle was small and his
relatives were exhausted from his resistant attitude. The district
nursing team experienced problems when helping him take care of
his stoma and asked the nursing home doctor for support. Together
with a case manager, a care plan was made for all the above-
mentioned problems. A speech therapist, social worker, psychiatric
nurse and occupational therapist were added to the team. Within a
few months the plan started to work out well. The patient gradually
accepted the day care treatment. The social worker took care of his
financial problems and she even supported the entire family. The
occupational therapist taught the patient how to ride a tricycle. A
psychiatric nurse helped the patient to control his drinking habits
and the nurses were trained how to deal with his defensive atti-
tude. All these professionals worked according to one care plan and
coordinated their interventions in multidisciplinary meetings. The
nursing home doctor was responsible for the contents of the care
plan and the case manager for the organization.

The effectiveness achieved through this collaboration, origi-
nated in the idea that quality of life of HD patients and their families
could be improved in this stage of the disease and admission to a
residential setting could be postponed potentially.

3.2. Establishing an outpatient clinic

In the Netherlands, a few categorical nursing homes for spe-
cialised HD care are set up, including day care facilities. Besides
these residential settings, there are two specialised academic out-
patient clinics for ambulatory HD patients. These clinics are at
large distance from the northern part of the country. The day-to-
day care for an ambulatory patient cannot easily be coordinated
from these academic hospitals. This local lack of adequate care for
HD patients together with the experience of the above-mentioned
patient resulted in a project plan for an outpatient department for
HD patients as a division of a health care institution. Funding of
the project was found within the Dutch health insurance compa-
nies through innovation of care ordered by the Dutch Health Care
Authority. The local health insurance company together with the
umbrella organization of the local nursing home and the province
agreed on funding the extra costs of the project for 2 years. Within

Fig. 1. Schematic representation of the activities during the visit to the out patient
department.

this project 20 new patients can be seen each year. The specialised
HD outpatient department is arranged like a carousel (see Fig. 1).
The patient and companion are invited for an assessment that takes
half a day. After a short introduction by the nursing home doc-
tor, they visit the neurologist together. Subsequently, the patient
and caregiver each visit the following professionals separately in
different sequence: speech and language therapist, occupational
therapist, nursing home physician, psychologist and social worker.
At noon, the speech therapist and the occupational therapist will
have lunch together with the patient and caregiver for observa-
tions on praxis and swallowing in a more relaxed environment.
Thereafter, the multidisciplinary team discusses a care plan, which
is presented to the patient and companions by the nursing home
physician and the case manager. After mutual consent, a home
implementation plan is figured out. The suggested care plan can
involve home treatment, day care treatment, referral to a specialist,
education or advice to district nurses or general physician etc. The
care plan is reassessed every 6 months with a similar assessment
carousel.

3.3. Assessment tools

Each team member uses profession-specific questionnaires and
testing material. The neurologist performs a general intake on
neurological symptoms, inheritance and consequences from chor-
eic movements and investigates the indication for symptomatic
medication. The nursing home physician analyses somatic and
functional problems as well as consequences of HD for the patient’s
social network. A cognitive screening is performed, using the Mini
Mental State Exam (MMSE) [18]. The Behaviour Observation Scale
Huntington (BOSH) [16] is completed with the caregiver and the
Care Dependency Scale (CDS) [3] is filled in with the patient. The
speech and language therapist tests the swallowing performance,
dysarthria and language processing and production skills. The occu-
pational therapist investigates mobility and functional capacity. She
also observes activities of daily living (ADL) during lunch and man-
ual dexterity for computer and/or communicator skills. To enhance
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safety in and around the house, she visits the patient at home in
the weeks following the outpatient department’s first visit. The
psychologist investigates mood, temper, flexibility and cognitive
functions. The social worker analyses strong and weak parts of the
social (supporting) system and inquires about leisure interests and
activities during the day. Each patient’s weight is measured in the
clinic.

3.4. Establishing a care plan

After lunch, each professional verbalises the diagnosed prob-
lems and suggests treatment and goals in the multidisciplinary
discussion. The combined observations result in an overall impres-
sion of the patient and how HD influences the patient’s social
system. The overall intention is to improve the quality of life of both
patient and caregiver. This will enable the patient to function as a
‘normal’ family member and to stay home as long as possible and
desirable. When the team decides another Huntington-specialised
professional is needed for a particular problem (e.g. weight loss,
mobility or behavioural problems), this can be easily arranged
within the institute. The family physician and other medical doctors
involved are informed through a copy of the care plan plus cover-
ing letter containing the diagnosed problems. Each professional has
access to the care plan and can communicate with the case manager
on changes or events that were not included in the plan. The case
manager, a trained nurse with specialised skills in communication,
is the linking pin in the whole care network. A sense of humour, a
low threshold and perseverance are keywords for communicating
with HD patients. If the patient or caregiver has a problem, he/she
e-mails or calls the case manager who tries to solve the problem
or mobilize a team member. As a principle local therapists strive
for home treatment. The goals of this treatment are also included
in the care plan. It requires a fine art of persuasion combined with
flexibility and knowledge of the disease before the whole care plan
starts rolling.

3.5. Home implementation plan

Part of a care plan is working on the patient’s lifebook with
the help of a social worker. This lifebook is a manuscript about
the patients’ life, habits, preferences, leisure interests and special
dislikes. It may include pictures and special wishes or a declara-
tion of intent. The advantage of making a lifebook with the patient
and family is a ‘healthy’ approach to the patient. It is a pleasant
way of communicating with a patient and it ensures the patient
that the social worker is really interested in his/her patient. The
patient is usually proud of his/her lifebook, which may also serve
as a useful communication tool for the future if the patient is no
longer able to speak or has to be admitted to a nursing home. The
psychologist supports the patient and caregiver(s) in the weeks or
months after the first visit. During this follow-up, a more elaborate
explanation is given of the diagnosed cognitive changes and how
to deal with it, as well as why overestimation and underestima-
tion of the patient’s capacities may lead to aggressive or apathetic
behaviour. To prevent overestimation and to provide a meaning-
ful daily living, one or more days of day care facilities are regularly
advised. Although the majority of patients does not like this pro-
posal at first, most of them really enjoy day care once experienced;
it also enables their caregivers to go to work or have the day off.
During day care, several therapies are offered. If indicated, a speech
and language therapist advises and trains the patient and caregiver
how to reduce choking risks and how to communicate optimally. If
a communicating device may be necessary in the near future, edu-
cation is being provided. If a specific part of the plan can be taken
care of by a local therapist, this will be organized. To reach this goal,
a lot of mutual arrangement is necessary. Local therapists, district

nurses and day care staff are always trained how to treat an individ-
ual patient. The Huntington team together with the lay organization
take care of these trainings. The local therapists can always fall back
on the Huntington team from the outpatient department. To illus-
trate this coordinated multidisciplinary care, two case histories are
given below.

4. Case histories

4.1. Case 1

A 58-year-old woman who was diagnosed with HD 6 years ago
visited the outpatient department with her husband. They have
two grown-up independent children. At the time, she had been suf-
fering serious choking, for which her husband had to perform the
‘Heimlich manoeuvre’ six times. As a consequence, she could not
eat on her own and her husband had to reduce his working hours.
He also arranged for district nurses to accompany her during the
meals, while he was working. Over the last years, she lost 5 kg of
weight. She went to a day care facility twice a week. She did not
want to go out on her own, because she recently fell and broke her
pelvis. She smoked all around the house and sometimes forgot to
put out her cigarette. She was short-tempered and tense and fre-
quently talked about committing suicide. Her husband ceased the
activities for his soccer club because he had to stay with her dur-
ing the evenings and weekends. She appeared to have goitre. In the
care plan a visit to the swallowing team in the local hospital was
arranged to distinguish whether the choking risk was due to HD
or to the enlarged thyroid gland. The test revealed that there was
a complete inadequacy of swallowing due to HD and that a PEG
catheter was indicated. She refused this and therefore all district
nurses and day care workers were instructed to perform the Heim-
lich manoeuvre whenever needed. The psychologist also explained
how to organize the meals in order to diminish the choking risk
(e.g. no distraction, one thing at a time, and structure during the
meal). The speech therapist together with the dietician explained
and instructed the nurses how to supervise her and how to pre-
pare the food and enrich it. The day care facility was arranged for 3
days instead of 2 and on the other weekdays accompaniment was
arranged for. The physiotherapist went out walking with her and
trained her how to relax and cough effectively. It was agreed upon
that during her husband’s absence she should only smoke in a sep-
arate room equipped with fire alarm. The occupational therapist
advised a few adaptations in the house to increase safety during
showering. Tandem-biking was trained. The social worker made
a lifebook with the patient. During the second visit to the outpa-
tient department her husband told that no Heimlich manoeuvre
had been necessary during the last 6 months, that she had not fallen
and had not mentioned any suicidal thoughts or plans. He returned
to his fulltime job and resumed his leisure activities at the soccer
club. The patient was really satisfied with both day care facilities
and nursing care.

4.2. Case 2

A 39-year-old woman with two sons (3 and 7 years old) came
with her partner to the outpatient department. She was the first
patient in her family diagnosed with HD, about 6 months before.
Later on, her father appeared to have the disease and her brother
was identified as gene-carrier. She quit her job as chemical ana-
lyst about a year before because she started to make mistakes. Her
colleagues advised her to visit a doctor and the diagnostic process
started rolling. Her partner, a truck driver, felt he could no longer
leave her alone with the children. She was apathetic and watched
television all day long, went to bed late at night and could not get
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started in the morning. In the afternoon she went to bed to sleep
until about 4.30 p.m. thereafter she started cooking. When she was
preparing a meal she could not keep an eye on the children. Some-
times, she had temper outbursts and left the house. Her partner had
a fulltime job, so there was little time left to clean the house. His
mother helped a lot by babysitting. A neighbour, who was a profes-
sional nurse, took care of the children most of the afternoons. The
dysarthria of the patient and her decreased reaction speed impov-
erished communication with her children and her partner. In the
care plan a district nursing team was instructed to assist the mother
in her daily tasks like taking care of the children and being a house-
wife. The neighbour nurse was added to the team and together with
explanation of the psychologist and the case manager and nursing
home physician, the team started functioning. A specialised psy-
chiatric nurse helped the nurses in the approach of the children’s
upbringing. Half a year later, the patient and her partner were con-
tented with the way of living. The social worker made a lifebook
with the patient and the patient trusted the team and could be
persuaded to accept speech therapy on a weekly basis to improve
communication. The family even bought a dog, which was a solace
to both children and parents. The occupational therapist recom-
mended a few adaptations in the bathroom to prevent falling on a
slippery floor. To this moment, the patient still refuses this advice.

5. Closing remarks

Until now, care for HD patients, for whom nursing home care is
not yet necessary, was not easily available and diverse in nature.
Sometimes, patients visit a neurologist or a psychiatrist. Some
patients have no care or treatment at all. In the literature on treat-
ment of HD, medical professionals tend to strive for goals like
quality of life, safety, mental well-being and optimal functional
capacity. In this article a practical description is given of how
this form of care is developed in the north of the Netherlands, in
the setting of an outpatient department. The endpoints described
in the relevant literature [1,8,14,9,10,2,15] fit the project aims. To
make sure the care plan mentioned above is carried out well, a lot
of communication between nurses, doctors, therapists and care-
givers is necessary. The continuous backup from the Huntington
team for families and local therapists appears time-consuming
but inevitable for complete implementation of the plan. This can
only be achieved by coordination. When the word “coordinate” is
searched for in a dictionary the description is as follows: “bringing
the different elements of a complex activity or organization into a
relationship that will ensure efficiency or harmony”. It is therefore
that we suggest the term “coordinated multidisciplinary care” to be
used for the treatment of HD as it is performed in our outpatient
department.

This outpatient department has just started and has not yet
proven its success. In the first project year 20 patients were treated.

These patients, caregivers and professionals are positive about the
care provided by the Huntington team. Questions that need to be
addressed in the near future are the following: does the Huntington
team’s treatment enhance the patient’s and/or caregiver’s quality
of life? And if so, how does it affect the disease process or behaviour
of the patient? Another interesting topic is the need for residential
care. Usually, the patient desires postponement of this need. But, if
possible, does this also positively influence the quality of life of the
partner or next of kin?
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