
Introduction

Amyotrophic lateral sclerosis (ALS) is a degenerative dis-
order of the motor neurons that leads to a progressive
weakness of voluntary muscles, while clinically sparing
all other parts of the nervous system [9]. Death usually
ensues within 3–5 years of onset, from insufficiency of
the respiratory muscles. Mechanical ventilation has been
increasingly recognized as an effective means of improv-
ing quality of life and prolonging survival in patients with
advanced-stage ALS [19, 25]. Two major types of ventila-
tory support must be distinguished. Non-invasive, inter-
mittent ventilation via mask serves the primary purpose of
palliating the symptoms of chronic hypoventilation and is
usually administered at night. Invasive ventilation via tra-
cheostomy, on the other hand, has a life-prolonging effect,

and the patients usually require uninterrupted ventilatory
support. The employment of mechanical ventilation, both
invasive and non-invasive, varies greatly between centres
and countries, depending on the physicians’ attitudes [20,
21]. One of the controversial aspects of this procedure is
the issue of life support withdrawal at the patient’s request
[15].

In the following, we report two cases of invasive ven-
tilation in which such a request was made, then discuss
the physician’s possible reactions to this request and their
medical, legal and ethical aspects. We will take the situa-
tion in Germany as an example of the legal considerations
involved. It differs, for example, from the liberal legisla-
tion in the Netherlands, but is similar to that in many other
European countries and in parts of the United States,
where legislation concerning terminally ill patients is ab-
sent [15]. It is not the intention of this article to provide a
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comprehensive overview of existing legal practices, but
rather to stimulate further discussion on this topic.

Case reports

Case 1

This 57-year-old ALS patient had repeatedly asked not to
be intubated in the case of terminal respiratory insuffi-
ciency. However, the patient’s own son, himself a physi-
cian, initiated artificial ventilation when his mother be-
came unconscious owing to respiratory failure. The pa-
tient was hospitalized in an intensive care unit. Using a
typewriter, she asked the hospital doctors to end ventila-
tion. When they refused, she asked her husband to discon-
nect the respirator from the power supply, which he did
during the night. Before the hospital staff realized what
had happened, the patient died. Her husband was put to
trial under charge of “killing upon request”, a crime ac-
cording to German law. His eventual acquittal was the
source of much debate; the case was discussed on nation-
wide television in the popular legal series entitled “How
would you decide?”. Most of the spectators, through a
telephone poll, thought that the acquittal was correct, but
a strong minority (around 25%) thought that he should
have been found guilty and punished.

Case 2

This 67-year-old patient was diagnosed with ALS as an
inpatient in a neurology department. He was told that he
had an incurable and progressive neuromuscular disease.
He was given an appointment in the outpatient clinic to
receive further information, but did not come. A year
later, respiratory failure developed. The patient’s wife
called the emergency physician, who intubated the patient
and transferred him to the neurological intensive care
unit, where tracheostomy was performed. Three weeks
later, home ventilation was initiated and well tolerated by
patient and family. Five months later, the wife called the
hospital and reported that her husband had repeatedly ex-
pressed the wish to have the ventilation discontinued. In
the doctor’s presence, the patient repeated his wish and
asked the doctor to take all necessary steps to ensure a
peaceful death. At this point, there were no doubts about
the diagnosis; the patient was in full possession of his
mental faculties, but physically unable to stop the ventila-
tion by himself.

Comment

In case 1, the patient was informed in advance of the im-
pending respiratory failure and had expressly refused ter-

minal intubation. This situation is still not always the
case, since many physicians in Europe do not consider it
appropriate to discuss all aspects of a disease such as ALS
with patient and relatives. Frequently, the patient is given
reassuring statements, while the relatives are told sepa-
rately that the patient will die of the disease within 2–3
years and that “there is nothing that can be done to help
him”. The logical consequence of this attitude is that
many patients are not informed about the final stage of the
disease and never have the chance to express their will re-
garding life support measures. However, withholding in-
formation and treatment options can give rise to exactly
the situation that the physician is trying to avoid, as ex-
emplified by the second case [7]. Similar cases have been
reported in the literature [13, 15, 32] and anecdotally
among colleagues numerous times, mostly involving pa-
tients who had been intubated in an emergency situation
without knowledge of the diagnosis. In the following, we
would like to discuss – without any claim to completeness
or objectiveness – some of the physician’s possible reac-
tions to a patient’s request to remove the ventilator, to-
gether with the medical, legal and ethical implications.
The possible medical responses to the patient’s request for
ventilator withdrawal can be summarized as follows:

1. Complete refusal and continuation of life support
2. Discontinuation denied, but no therapy for complica-

tions (e.g. no antibiotics in the case of pneumonia)
3. Compliance with the patient’s will: three possible

modes of action
a. Discontinuation by the patient without any action by

the physician
b. Discontinuation by the patient with subsequent seda-

tion
c. Sedation with subsequent discontinuation by the

physician

Medical and legal considerations

1. Complete refusal and continuation of life support

Medical aspects: This is not an uncommon response.
Many physicians believe that they have a deontological
(i.e. a priori) professional duty to preserve life, regardless
of the circumstances. In addition, fear of potential legal
consequences can also lead to a complete disregard of the
patient’s wish (see case 1).

Legal aspects: (The legal considerations outlined here are
based on the published expertise of Prof. Dr. jur. H.
Schöch, University of Munich [22]. In view of the ab-
sence of relevant legislation and the few court rulings in
Germany concerning this subject, future court decisions
are not bound by the principles outlined.) According to
the principle of patient autonomy, every invasive medical
procedure requires the patient’s informed consent. If con-
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sent is withdrawn, ventilation becomes an unwanted, and
thus unwarranted, treatment. Thus, ventilating a patient
against his/her explicit will could lead to a damage suit or
even a penal trial of the physician (on charges of bat-
tery/trespass against the person) [5].

2. Discontinuation denied, but no therapy for complications
(e.g. no antibiotics in the case of pneumonia)

Medical aspects: This “pragmatic stance” is a frequently
taken, tacit compromise: the physician refuses to take any
“active role” in the patient’s death, but does not want to
“unnecessarily prolong life”. However, it must be noted
that, especially in young ventilated ALS patients, life-
threatening complications such as pneumonia may take
months and even years to occur [16].

Legal aspects: As regards the doctor’s refusal to end ven-
tilation, the situation is similar to the previous one. The
non-treatment of complications entails no legal conse-
quences if it is at the patient’s request.

3. Compliance with the patient’s will: 
three possible modes of action

a. Discontinuation by the patient without any action 
by the physician

Medical aspects: In this (theoretical) possibility, the pa-
tient would shut off the respirator himself, if necessary us-
ing a specially constructed myoelectrical switch or other
electronic device. The physician would not take any ac-
tion either before or after disconnection. This would cause
the patient to go through a phase of severe, unrelieved ter-
minal dyspnoea before dying.

Legal aspects: This mode of action could be punishable
by law, because the physician fails to take any appropriate
action (e.g. morphine or sedation) to relieve the patient’s
terminal dyspnoea after disconnection.

b. Discontinuation by the patient with subsequent sedation

Medical aspects: Sedation can be used as a palliative
measure to prevent terminal dyspnoea. However, if seda-
tion is initiated after life support withdrawal, the timing
can be crucial. Two dangers must be avoided: too light a
sedation might not relieve dyspnoea, while too high a
dose might actually kill the patient before the hypoxia
does.

Legal aspects: This procedure is not punishable per se,
but may entail some risks. If sedation after life support

withdrawal is too light, the physician might be guilty of
insufficient palliative treatment. On the other hand, if the
sedation is too strong and kills the patient before hypoxia
ensues, this may be regarded legally as manslaughter in
some countries. We believe that the principle of “double
effect” [2, 17] would justify the use of as high a dose of
sedative as is deemed necessary by the physician, as long
as it is not administered with the intention of killing the
patient. However, this principle is not yet universally rec-
ognized as legally binding.

c. Sedation with subsequent discontinuation 
by the physician

Medical aspects: In this case, sedation is employed as a
preventive palliative therapy for terminal dyspnoea. Seda-
tives can be administered safely while the patient is still
being ventilated. This approach has been advocated by
several authors [10, 14]. However, it requires that the
physician himself takes all essential steps, including the
disconnection of the ventilator. A possible sedation regi-
men employing benzodiazepines and morphine is shown
in Table1. Barbiturate administration before disconnec-
tion has also been described [29].

Legal aspects: This procedure is possibly the safest
method from the juridical point of view. It may be argued
that the patient, once sedated, is not “in control” of the sit-
uation any more and that any theoretical change in his/her
will would not be detected. However, the patient clearly
has the power to consent to the disconnection procedure
as a whole. Thus, the consent of the patient to the sedation
as part of the life support withdrawal procedure does not
end with the onset of unconsciousness (in this respect, the
situation is legally not dissimilar to a routine surgical op-
eration under general anaesthesia). In addition, since se-
dation in this situation is administered to prevent dysp-
noea, and not to kill the patient, it would also fall under
the definition of “double effect” discussed above.
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Table 1 Possible regimen for conscious patients requesting seda-
tion for ventilator withdrawal (from [10], with permission)a

Indication Treatment

Before withdrawal Bolus dose of 2–4mg of midazolam
Distress during Bolus dose of 5–10mg of morphine,

weaning followed by continuous morphine infusion
(50% of bolus dose/h)

Further distress Repeat bolus dose; increase infusion rate 
correspondingly

a These doses are for patients who were not previously taking an-
xiolytic drugs or opioids; if a tolerance for these drugs is estab-
lished, higher doses will be needed



Ethical aspects

From what has been said, the decision-making process
might seem relatively straightforward, if one considers
only the medical and legal lines of reasoning. However,
none of the above is set in stone. We are aware of the lim-
itations of any theoretical approach in matters of life and
death, and we believe that the ultimate decision should
also be based on ethical considerations, which may over-
lap or conflict with the medico-legal arguments, depending
on the individual case. As an example of a possible way to
put ethical principles into practice, the “proposal for a
new legislation concerning assisted death” [3] was formu-
lated in 1986 by a group of German medical and law
scholars (Table 2). A comprehensive discussion of all eth-
ical questions posed by such extreme cases is beyond the
scope of this article (for review, see [12, 26, 31]). Never-
theless, a few considerations may be permitted.

In Europe, traditional Christian deontological ethics
stresses the intrinsic value and dignity of each single hu-
man life per se, i.e. regardless of the actual situation. This
ethical view considers life support withdrawal as equal to
active euthanasia. On the other hand, teleological (i.e.
context-oriented) ethicists agree that there is no general
obligation to prolong life regardless of the circumstances.
However, there is also a general agreement that the pa-
tient’s will cannot be the sole valid basis for the ethical
decision [11]. The physician has to balance the patient’s
will against all aspects (positive and negative) of the pa-
tient’s conditions of life and the presumable future course
of the disease. The ethical principle of patient autonomy
must be weighed against the principles of beneficence
(acting in the patient’s best interest), nonmaleficence
(“above all do no harm”), fidelity (faithfulness) and jus-
tice [4, 12]. Owing to the complexity of such a decision,
the advice of all members of the caring team (relatives,
physician, nurse, psychologist, hospice team, religious

ministers, etc.) is required. However, the final responsibil-
ity still resides with the physician.

Discussion

Mechanical ventilation is seldom used as a life support
measure in terminal-stage ALS patients in Europe, in con-
trast, for example, to some parts of the United States [21].
Indeed, some physicians still argue a priori against me-
chanical ventilation for ALS patients, without differenti-
ating between non-invasive ventilation via mask (a pallia-
tive measure aimed at relieving the symptoms of chronic
nocturnal hypoventilation [8]) and tracheostomy, which is
intended to prolong the patient’s life. One of the argu-
ments cited against mechanical ventilation is the fear of a
situation in which the patient might request the physician
to discontinue life support. In most European countries,
such a request would be denied by many physicians, on
the grounds that such an action would be tantamount to
“killing upon request”, and therefore illegal. Although a
shift from the traditional paternalistic attitude (salus ae-
groti suprema lex) to a more patient-centred approach
(voluntas aegroti suprema lex) is slowly taking place in
European medicine, the legal side remains in flux. Since
present laws do not cover such cases in many countries,
stopping ventilation still entails the theoretical risk of
prosecution. However, in the United States, several physi-
cians have already faced criminal prosecution when they
refused to discontinue ventilation at the patient’s request.
According to the principles outlined above, this is cer-
tainly possible in Europe as well.

The ability to control discontinuation of ventilation is
crucial in ALS patients’ decisions on whether or not to
start ventilation [33]. Therefore, the physician’s attitude to
this subject must be discussed as part of the patient’s in-
formation on ventilatory support [28]. It should also be
made clear to the patient that consenting to non-invasive
ventilation via mask for symptom control does not auto-
matically mean a consent to later tracheostomy. In this
context, the role of specific advance directives [24, 30],
which need to be periodically revised and updated [28],
must be emphasized. If a physician believes that he would
not be able to comply with a request by the patient for life
support withdrawal, it would seem appropriate for him/
her to refer the patient to another doctor for discussion of
the ventilatory options.

The cases presented in this article specifically involved
the withdrawal of invasive ventilation. It is a more com-
mon situation, both in Europe and the United States, that
patients who are receiving non-invasive positive-pressure
ventilation (NIPPV) wish to discontinue it. In our experi-
ence, voluntary termination was one of the most common
causes of death in these patients [34]. However, we be-
lieve that this situation entails less serious ethical and
legal problems, for the following reasons: (1) NIPPV is
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Table 2 Proposal for a new legislation concerning assisted death
[3] (excerpt)

Principles of the proposal

• Protection of life, not an obligation to live: protection of the
patient’s wellbeing, his right to self-determination and his
human dignity in the last stages of life

• All decisions must be based on the patient’s will and situation
• “Help for the dying” is preeminent over “help to die”
• in dubio pro vita.

§ 214 Discontinuation or non-initiation 
of life-supporting measures

He who discontinues or does not initiate life-supporting measures
does not act unlawfully, if

1. The person concerned has explicitly and earnestly requested this
action.

2. . . .



never initiated against the patient’s will; (2) NIPPV is pri-
marily aimed at relieving the symptoms of chronic hypo-
ventilation, rather than prolonging life [8]; (3) since
NIPPV is usually administered at night, the patients can
decide every evening whether they want the treatment to
be continued; (4) stopping NIPPV does not usually mean
immediate death, thus allowing enough time for appropri-
ate palliative measures to be installed. Clearly, some ethi-
cal problems still persist, such as the role of the family in
a decision that will most likely shorten the patient’s life
expectancy. The foremost goal should be to ensure that
foreseeable symptoms after a treatment-limiting decision
(e.g. dyspnoea) are adequately palliated. Hospice institu-
tions can provide invaluable help and assistance to ALS
patients in these situations [23]. For patients receiving 24-h
NIPPV, the considerations outlined for tracheostomized
patients apply.

Since the dichotomy of severe physical debility and
unimpaired mental abilities up to the very end is almost
unique to ALS, it is not surprising that some of the most
spectacular cases of assisted suicide and euthanasia in re-
cent years involved ALS patients [18]. However, the sub-
ject of life support withdrawal at the patient’s request is a
fundamentally different issue [15, 27], in that here a com-
petent patient withdraws his/her consent to an invasive
medical procedure. The crucial role of the doctrine of in-
formed consent has traditionally been strongly upheld in
the United States [1] and in the United Kingdom [17] and
is now gradually becoming accepted as a general principle
throughout the European Union.

Obviously, it is the physician’s duty to ascertain that
the patient’s wish is not owing to a reversible condition,
such as transient depression. A psychiatric evaluation
would appear to be desirable in most cases. It would also
fulfill the purpose of having two separate physicians doc-
ument the patient’s wish and mental competence at two
different time points.

In our limited experience, we have found that the time
point and mode of expression of the patient’s wish for life
support discontinuation greatly depend on the caring con-
ditions. Therefore, a thorough review of the patient’s care
situation should be performed prior to any decision about
stopping the ventilator. Independently of these circum-
stances, we believe that it is the ethical obligation of the
physician and the caring team to provide the patient with
an optimal level of care that stresses the possibility of a
fulfilling life despite severe disability. This is exemplified
by the subsequent events in case 2: after the physician had
reassured the patient that his ventilator would be stopped
if he really wished, the patient expressed relief because, as
he put it, his worst fear had been to be “trapped” in his

ventilator forever. The quality of care was found to be in-
sufficient, mainly owing to a “burn-out” syndrome of the
patient’s wife and poor external support. Home hospice
care was initiated. On subsequent visits, the patient ex-
pressed satisfaction with his quality of life and denied any
wish for life support withdrawal. He died 6months later in
his sleep, without signs of major distress, possibly owing
to untreated aspiration pneumonia.

Conclusions

The main conclusions of this article are: 

1. Prevention of unwanted ventilation is a primary goal of
ALS patient care. It can be reached by early, frank dis-
cussion of the terminal stage with patient and relatives.

2. If a ventilated patient requests disconnection, he/she is
not asking to be killed, but is withdrawing his/her con-
sent to an invasive medical procedure.

3. It is the responsibility of the caring team to offer the pa-
tient terminal care that provides the chance for a mean-
ingful life even in the presence of severe physical im-
pairment.

4. If, despite these efforts, the patient’s will is repeatedly
and unequivocally expressed and not owing to a re-
versible condition such as transient depression, it ap-
pears medically, legally and ethically justified for the
physician to take the necessary steps, including prior
sedation, in order to ensure a peaceful death upon life
support withdrawal.

The intricate complex of medical, legal and ethical as-
pects in cases such as the ones outlined here represents a
formidable problem for any single physician [11]. In light
of our limited experience, and that reported in the pub-
lished literature on this subject, we advocate a case-by-
case, interdisciplinary team approach, based on (but not
slave to) the principle of patient autonomy. The goal is to
not unduly restrict the individual patient’s freedom of
choice in the terminal stage of illness and to ensure that
patients are not subjected to invasive medical intervention
such as mechanical ventilation once they withdraw their
consent to such intervention [6]. However, this is feasible
only in a context in which the caring team has done its ut-
most to provide the patient with a level of palliative care
that maximizes the chances for a meaningful life even in
the wake of severe physical impairment.
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