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Chapter 2

ABSTRACT

Euthanasia or physician-assisted suicide is increasingly considered by patients
with Huntington’s disease and identified gene carriers in The Netherlands. After
codification of the Euthanasia Act in 2002 euthanasia performed by a physician is
legal under strict conditions after a direct request from a competent patient and/
or on the basis of an advance directive. In the absence of any effective treatment
for Huntington’s disease euthanasia or physician-assisted suicide can be an option
for patients. The clinical, ethical and legal dilemmas associated with euthanasia or

physician-assisted suicide in Huntington’s disease are discussed.
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Euthanasia and PAS in HD

INTRODUCTION

Huntington’s disease (HD) is a progressive neurodegenerative disease, caused by an
autosomal dominant inherited expansion of a CAG-repeat on chromosome 4, known as
the huntingtin gene. The disease is characterised by chorea and hypokinesia, psychiatric
symptoms and progressive cognitive decline leading to dementia. The onset of disease is
usually between 30 and 50 years of age.* The duration of illness is between 10-20 years.
The rate of suicide is higher compared to the general population.? Currently symptomatic
treatment to alleviate the symptoms and signs is available, but there is no cure for this
devastating disease. Because the disease is progressive, all patients eventually will

become totally dependent for all daily life functions.?

The localization of the genetic cause in 1983 and the identification of the HD-gene in
1993 made premanifest DNA testing possible in individuals at risk.> Testing is performed
after extensive information about the procedure and possible consequences according to

internationally agreed guidelines.!

In the Netherlands the codification of the Euthanasia Act in 2002 made euthanasia legal
under strict conditions. The public debate on the subject of euthanasia and dementia
started in the early nineties and has been going on since then.® The law of 2002 regulated
part of the subject, but did not end the debate.” The number of cases reported to

the committee increased from 1815 in 2003 to 2636 in 2009.% Most (85%) euthanasia
requests concern patients suffering from cancer. In the group of diseases of the nervous
system most patients requesting euthanasia suffer from Amyotrophic Lateral Sclerosis

(ALS) about which extensive research has been done.’

There are substantial differences between ALS and HD when considering end-of-life
issues, which differences also apply to other neurodegenerative diseases. The mean
duration of illness in ALS is 3 years, whereas in HD and most other neurodegenerative
diseases the duration is much longer, over 15 years. A second difference is that cognition
remains rather intact in ALS in contrary to HD and other neurodegenerative diseases.
And a third argument is the fact that many HD patients and mutation carriers are
knowledgeable of the characteristics and the course of the disease in the affected parent

or other family members.

Besides clinical experience and anecdotal data there are no studies on euthanasia or

physician assisted suicide (PAS) or other end-of-life questions in patients with HD. Some
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research has been done on euthanasia and advance directives in dementia in recent years
in the Netherlands.® Considering the arguments mentioned above this is a field where
research is warranted. In this article we search for the possibility of euthanasia or PAS and
the role of advance directives in HD. This paper may serve the debate on euthanasia and
PAS in HD.

SUICIDE

After pneumonia suicide is the second most common cause of death in HD.* Two periods
have been identified in which the risk for suicide is increased in HD. The first period is
immediately before receiving a formal diagnosis of HD and the second period is when

independence diminishes and symptoms and signs of the disease increase.*

Subtle cognitive deficits are present in pre-manifest patients. Also a higher prevalence
of psychiatric disorders (depression and obsessive-compulsive disorder) in pre-manifest
mutation carriers has been described compared to the general population.?? Both
symptoms might result in impaired judgement. Therefore one can speculate that suicide
ideation could be classified as a psychiatric disorder, which is part of the signs of HD. But
on the other hand the Dutch Association of Psychiatry stated in their guideline “Dealing
with the request for euthanasia and/or PAS” that suicide is not always a sign of psycho-
pathology.’* When evaluating these two considerations on suicidal ideation, suicide can
also be a well considered option for a patient or pre-manifest gene carrier to prevent
deterioration and future dependence. Similar motives have been mentioned in earlier

research on reasons for euthanasia in elderly.*

SHORT RECALL ON THE DEVELOPMENT OF THE
EUTHANASIA DEBATE IN THE NETHERLANDS

Until the 1970s euthanasia and PAS were not debated in public in the Netherlands. The
Penal Code holds killing as an offence, including killing on request or assisting suicide
(Article 293 Penal Code).

In the 1970s these opinions slowly start to change when in Dutch society the awareness
arrived that sometimes doctors support patients in the dying process. The word

euthanasia enters the discussion, but the scope of the concept had yet to be determined.®
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In the late 1980s it was decided that only active termination of life at the patients request
is regarded as euthanasia in the Netherlands. In that same period euthanasia becomes
accepted if performed by a physician under strict circumstances defined by courts and the
Royal Dutch Medical Association. An effort to codify this practice had failed until 2002.
The first euthanasia case to reach the Supreme Court was the case of Dr. Schoonheim
(Table 2.1). This was the first time a physician was not found guilty after performing
euthanasia.” In the following decade more cases were brought into court and the first

steps towards codification were set.

Table 2.1 Schoonheim case

In this case the general practitioner (GP) Schoonheim had performed euthanasia on a 95-year-old

female who on several occasions had asked him to end her life. The patient was bedridden after a hip
fracture and had deteriorating eyesight and hearing. Mentally she was in full possession of her capacities.
After deliberating with the patient and her family, the GP acceded to her request. The Supreme Court
considered that this situation could be a situation of necessity. The Court referred to the patient’s
unbearable suffering, the prospect of loss of personal dignity and to die in a dignified manner. The Court of
Appeals then accepted his defence of necessity and acquitted the GP.

EUTHANASIA ACT IN THE NETHERLANDS

In the Netherlands the Euthanasia Act was approved by parliament in 2002. The law holds
euthanasia and PAS as a criminal offence unless they are performed by a physician who

acts according to six criteria and reports the case to a review committee (Table 2.2).

Regarding HD, physicians can encounter several problems when fulfilling these criteria
for euthanasia or PAS. The six criteria are discussed below separately to see how they can

apply to HD.

Table 2.2 Six criteria of care for euthanasia®

Request was voluntary and well considered.

Suffering was unbearable and without prospect or relief.
Patient must be informed about the situation and prospects.
No alternative solution for the situation.

One other physician must have seen the patient and given a written evaluation.

a A W N R

Ending of life must be performed professional and careful.
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Explore the request from the patient, for the future or present time

Advance directives

The introduction of the Euthanasia Act in The Netherlands made it possible to replace a
request for euthanasia or PAS, which is intended to be executed in the near future, by an
advance directive, which is intended to be executed in the future, as long as the other
requirements are met. Now a competent patient can make a request in advance, to be
executed when the patient becomes incompetent and loses his decision making capacities.

With an advance directive patient’s autonomy is respected and extended into the future.®

But an advance directive, like an oral request for euthanasia is not a right, but a request,

without binding legal consequences.®

Although advance directives for euthanasia were originally largely intended to apply to
patients with dementia, the validity of these advance directives is now debated in case of
patients with dementia.®” In patients with dementia the gradual progression allows them
to adapt to the disease. This can make patients deviate from their anticipatory beliefs,

called response shift.®

Decline or complete absence of disease-insight can be the cause of a change of opinion
and patients can contradict their own advance directive.” Also patients can find it difficult
to decide and specifically articulate in advance what the wishes will be. And when
documenting the wishes, patients may not want to opt out future developments, for

example new treatments or family circumstances.®

Thirdly Dutch studies on dementia and euthanasia showed that physicians aren’t very
inclined to follow the advance directive, because they think it is invalid or even illegal, the
advance directive was not explicit enough or think euthanasia for a patient with dementia

is unacceptable.?%1?

But there is a difference between HD and patients with dementia regarding advance
directives. Unlike dementia patients with HD usually know of the existence of HD in the
family. Because most patients have had experience with HD they also usually have had

many years to think about end of life, which can include euthanasia or PAS.

The elements of response shift, the accuracy of the will, future development in treatment
and increasing incompetence make the draft of an advance directive difficult. But because
of the knowledge of symptoms and signs, advance directives can be a good way of

documenting at least the present will in HD.”
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The premanifest or early manifest phase of the disease

Once identified as gene carrier, individuals may have profound thoughts and worries
about their future quality of life. For gene carriers in pre-manifest phase in our clinic we
have observed an increase in conversations about end-of-life wishes, as part of their wish
to exert more control over their future life. It is a challenge for the physician to seriously
and empathically respond to the thoughts and wishes regarding end-of-life decisions. In
this stage decision making capacities and competence are not affected yet. The physician
has a task exploring the request when the patient discusses the advance directive. He has

to be sure it is voluntary and well considered (Table 2.3).%°

Table 2.3 Recommendations to assess decision making capacity

1 Be able to choose and express the choice.

2 Be able to understand relevant information.

3 Be able to reason about the situation and its possible consequences and to appreciate these
consequences.

4 Be able to handle the information rationally and value it according to own morals and values.

The manifest phase

If the patient is in the advanced stage of the disease competence and decision making
capacity is often a problem. There will usually be a diminished understanding and
reasoning and expression of the will can lack consistency. The cognitive deterioration may
be differently valued if the will is expressed to the physician for a longer period of time or

has just recently been expressed.®

While exploring the medical decision making capacity studies have shown that patients
with mild cognitive impairment already have a diminished understanding (of the

information), reasoning about the situation, the choice and possible consequences.?

Although a recent study emphasizes that communication with elderly with dementia is in
the early stages quite possible and essential for advance care planning to be adjusted to

their actual wishes and needs.?

The decision making capacity and competency is assessed for the decision at hand and
not for capacity and competence in general and must be distinguished from having
a will.® There is still debate about whether the requested level of decision making

capacity and competence of a patient depends on the gravity of the consequences of
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the decision. Most doctors feel that the graver the consequence, the more competence
needed. But this view must be balanced against respecting patient autonomy.?® For this
reason different authors stated that it is not the solution that matters, but the way the
patient comes to that solution.?* In the case of Schoonheim the judiciary stated that
when considering a request for euthanasia or PAS the physician has to take personality,

intelligence and history of the patient into account.?

Suffering

The second criterion in the Dutch Euthanasia Act poses merely definition differences.
Communication seems essential to the assessment of suffering. But suffering is mainly

psychological and is a subjective experience.®%

In the pre- and early manifest phases of HD the suffering is not physical, but is mostly
psychological and concerns the fear of future suffering due to loss of independence and
dignity and change of personality. This fear is realistic and can be seen as unbearable
suffering without prospect. The legislator saw ‘without prospect’ as when there are no
adequate alternative management options for the disease, i.e. there are no ways to
relieve, ease or undo the suffering.?® Also after the hearing of Schoonheim, the court
ruled that “the prospect of unbearable suffering, progressive deterioration and when
knowing that dying with dignity is possible now, but most likely not in the future can
qualify as suffering, taken the history, intelligence and personality of the patient into

account.”®

In early manifest patients, symptoms such as depression or anxiety can be alleviated with
medication to some extent. In the advanced stages the fear may have become reality. HD
patients suffer from the decline in all functions in life, socially, professionally, and loosing
independence, and often with full awareness. Studies with patients in the early stages
of AD showed that patients are aware of their failing memory and are trying to find a way
to cope with the problem. If these strategies work, chances of requests for euthanasia
diminish and it is not sure if patients see their situation as suffering.’®?® This is mainly part
of the declining cognitive functioning and with that the decline of realization of cognitive

deficits, the lack of awareness of being ill.?’

But where in dementia the decline in cognitive functioning is the key aspect of the
disease, in HD sometimes physical (marked hypokinesia and chorea) and psychiatric

symptoms and signs precede the cognitive decline. In patients who encounter this course
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of the disease, the awareness of these signs and symptoms can be very present to them,
and coping can be very difficult because there are little means to effectively treat these.
For this reason HD patients can continue to see their situation as suffering and be aware

of being ill. In this group chance of diminishing requests for euthanasia seem smaller.

Information about situation and prospects

When considering euthanasia or PAS a physician is obligated to inform the patient about
his situation, the possibilities of treatment and prognosis.® The information must be given
at a time the patient is still competent and able to understand the information. Because
HD is genetic and inherited, many have seen family members with HD and their signs and
symptoms. Therefore patients may have had extensive information from other sources

than their physician.?

Alternative solutions

Pharmacological treatment allows alleviation of some of the symptoms and signs of HD,
for example psychiatric signs and chorea. However the medication will not totally control

the symptoms and signs which will become worse in due course.

In addition in the Netherlands chain care has been set up for HD patients. The chain care
aims to take care of the patient from predictive testing until admittance to a nursing
home. Even though admittance to a nursing home can give stability and symptoms can be
relieved, it does not always provide a definite or desired solution for every patient. When
offering chain care as an alternative solution it is important that the physician explores
the frame of reference of his patient. Because relatives were usually taken care of in a
different time with the absence of appropriate care it is possible that their reference is

not up to date. The development of chain care shows that progress in HD care is made.

Statements preceding the euthanasia act stated that the alternative solution must be
sought after extensive communication between physician and patient. There was no set
time for this communication, so it can take place before the euthanasia request becomes
pressing.” The decision to opt for euthanasia is a joint conclusion between physician

and patient that for this problem, these symptoms there is no other solution left than
euthanasia.?” It is important as mentioned earlier to review the conclusions on a regular

basis. A recent study emphasizes that communication with elderly with AD is in the early
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stages quite possible and essential for advance care planning to be adjusted to their

actual wishes and needs.

Consultation by an independent physician

In The Netherlands a system called Support and Consultation in Euthanasia in the
Netherlands (SCEN) is available for consultation in euthanasia or PAS questions. These
physicians are usually general practitioners (GP), are independent, specially trained, and
available 7 days a week for consultation.?® The consultation of an independent physician is

obligatory and SCEN offers a network that meets the requirements.

Ending of life is performed professionally and carefully

There are protocols in which way to perform euthanasia or PAS. Especially regarding
the medication used and the obligatory presence of a physician in the case of PAS
this sometimes leads to problems. This is mostly due to a lack of knowledge with the

physician.?

ANALYSIS AND DISCUSSION, PRACTICE OF EUTHANASIA

In the Netherlands between 2007 and January 2011 a total of 30 HD patients died by
euthanasia or PAS.* With an overall prevalence of 1/10,000 in the Netherlands there will
be approximately 1,700 patients, and with a duration of illness of approximately 15 years,
100 patients will die each year and a 100 new patients will get a diagnosis of HD.! This
means that, when approximately 7 patients die of euthanasia each year, 7% of patients
suffering from HD die of euthanasia or PAS. In our clinic the number of requests from

HD patients for euthanasia or PAS and advance directives concerning this issue seems
increasing. This observation can either be a real increase or an increased awareness and
interest in these issues and this observation can also reflect that both physicians and their

patients are more willing and open to discuss end-of-life issues.

To date no case of euthanasia in a person with dementia based on an advance directive
has been reported. In 2006 54% of physicians in the Netherlands said they will not
perform euthanasia based on an advance directive in a patient with AD.*® Rurup et

al. found also that a large percentage of physicians in the Netherlands aren’t familiar
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with the rules regarding euthanasia, and if they are familiar there are difficulties with

interpretation of these rules.®®

In 2009 one case of euthanasia based on an advance directive was performed on a
patient suffering from severe aphasia. In the years before the patient and physician
spoke frequently and extensively about euthanasia and under which circumstances

the patient would feel that he was suffering to such an extent that euthanasia was
considered an option. The advance directive was clear and the frequent conversations
with the physician made that the physician was very well informed about the wishes

of the patient. Euthanasia was performed and declared accurate and careful by the
regional review committee. The physician stated that not performing euthanasia would
be abandoning the patient. It would be disrespecting patient autonomy to leave him in a

situation he wished to avoid and which he considered as unbearable suffering.?

This line of reasoning of the physician and the acceptance by the regional review
committee provides a clear example of the possibilities of euthanasia or PAS in HD.
Especially the pre-manifest phase can be appropriate for physician and patient to explore
and articulate the wishes and draw an advance directive. As we can deduct from the
arguments mentioned before in the discussion of the criteria, the option for euthanasia

or PAS in HD is within the scope of the law.

Further clinical knowledge is needed to find the reasons for asking for euthanasia by
the patient and knowing the reasons for performing or not performing euthanasia as a
physician. Also further clinical knowledge is needed to determine the role of advance

directives.

When there is no cure and there are little means to treat and/or diminish suffering,

discussing end-of-life wishes can also be a way of guidance and treatment of your patient.
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