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Teaching Course 
Session Title: TC30: Palliative Care To take place on:  
Tuesday, November 15, 2011 from 14:30-18:00 
 
Gian Domenico Borasio - Palliative Care in Neurology 
Pieter Vos – Palliative care in severe traumatic brain Injury: When, why, how? 
Marianne de Visser – Palliative care in amyotrophic lateral sclerosis 
 
Palliative Care is an approach which improves quality of life of patients and their 
families facing life-threatening illness, through the prevention and relief of suffering by 
means of early identification and impeccable assessment and treatment of pain and 
other problems, physical, psychosocial, and spiritual (WHO 2002). 
In this teaching course an introduction to palliative care in neurological disorders will 
be given. Subsequently palliative care in two specific disease categories (ALS and severe 
traumatic brain injury) will be discussed. 
 
Course objectives 
The course will explore the core concepts related to palliative care, including symptom 
management, communication skills, and evidence based practice, psychosocial issues 
and the role of the family caregiver. 
 
 

2



3



4



5



6



7



8



9



10



11



12



13



14



15



16



17



18



19



Palliative care in 
amyotrophic lateral sclerosis

Marianne de Visser

A d i M di l C tAcademic Medical Centre

Amsterdam, The Netherlands

Learning objectives

After this lecture the learner will be able

• to appreciate the prognostic factors in 
MND

t b i t d ith th t d d• to become acquainted with the standards 
of care in MND

• to appreciate the importance of 

end-of-life issues

• Rapidly progressive disease

Lif t d t i d b i t

Prognosis of ALS

• Life expectancy determined by respiratory 
function. Aspiration pneumonia usually 
causes death

• Median survival from onset to death in 
ALS is 20-36 months (5-10% of ALS 
patients survive > 10 years)
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Prognostic factors in ALS: A critical review
Chiò et al. Amyotrophic Lateral Sclerosis 2008, 1-14

• Age is a strong prognostic factor: 
– patients with onset < 40 years of age of whom 

80% are men have longer survival, often >10 
years; 

di i l ti t ti– median survival among patients presenting 
>80 years of age (males = females) is < 2  
years

• Time delay from onset to diagnosis seem 
to have prognostic relevance

• Gender has no effect on ALS outcome 

Prognostic factors in ALS: A critical 

review
Chiò et al. Amyotrophic Lateral Sclerosis 2009, 310

• Bulbar and respiratory onset are negative 
prognostic factors 

• Psychological distress (perceived stress, 
depression hopelessness angerdepression, hopelessness, anger 
expression, and purpose in life) had a 
2.24-fold (95% CI 1.084.64) increased risk 
of dying as compared to patients with 
psychological well-being

• Nutritional status: (BMI value ≤18.5) is an 
independent prognostic factor for death

Place and cause of death amongst 
French patients with ALS

Gil et al. Eur J Neurol 2008;15:1245.

• Prospective study: 302 consecutive patients 
who died between April 2006 - March 2007 
whilst under the care of one of 16 ALS 
centres in 15 French regions.

• Standardized questionnaires completed by 
ALS specialists and GPs who certified the 
deaths and by interviewing the patients’
relatives and relevant hospital staff.
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Results

Reported circumstances by place of death in 302 ALS patients

Results cont’d
Reported causes according to place of death in 302 ALS pts

Causes of death in a post-
mortem series of ALS patients

Gorcia et al. Amyotrophic Lateral Sclerosis 2008;9:59–62

• Clinical and pathological records of 100 ALS patients 
followed up in the ALS clinic of Pitié-Salpêtrière between 
1983-2005.

• 65 autopsies performed < 2000 (2 < 1990, 63 from 1991-
1999) and 35 performed >20001999) and 35 performed >2000.

• At autopsy, bronchopneumonia and pneumonia main 
causes of death. 

• Heart failure (10%) 2x more frequent in bulbar than in 
spinal ALS. 

• Pulmonary embolism (6%) only found in spinal onset 
patients, related to lower limbs disability.

• Concordance between clinical and pathological 
conclusions insufficient (20%) to consider clinical 
assessment as reliable marker of causes of death. 
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Survival in ALS and other 
phenotypes

Progressive muscular atrophy
Arch Neurol. 2007;64:522-528

Cohort of 37 PMA patients.
Five years after the end 
of the study median 7 yearsof the study, median 7 years 
after inclusion, 11 patients 
were alive.
1-, 3-, 5-, and 9-year survival
rates were 100%, 67%, 45%, 
and 30%, respectively, with 
a median survival duration 
of 56 months. 
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Survival in PLS

Singer et al. Muscle Nerve 35: 291–302, 2007

PLS may be heterogeneous

Clinically pure PLS is characterised by 
slow progression, high function, normal
breathing, and no weight loss, and
includes no evidence of LMN dysfunctionincludes no evidence of LMN dysfunction
on examination or EMG 4 years after
symptom onset.
PLS may convert to classical ALS/upper 
motor neuron dominant ALS

‘ALS may be viewed as a 
paradigmatic disease for 

lli ti ’

Palliative care

palliative care’

Borasio 2001
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Standards of care

• Great efforts were made by the centres to offer 
the best possible palliative care to ALS patients 

• Many areas in which there was consensus on the

Survey conducted among members of European ALS Study Group 

(Borasio DG. Amyotroph Lateral Scler 2001;2:159-64)

Many areas in which there was consensus on the 
type of care offered 

• Also differences between centres concerning 
symptomatic drug treatment, availability of 
services, ventilation and terminal care 

Conclusion: Evidence-based standards for
management are required 

Evidence-based guidelines

Amyotrophic Lateral Sclerosis 2007;8:195

Palliative care in ALS

Symptomatic treatment

Breaking the news Psychological help

PEG, home ventilation

Mobility

Family care and carer support

End-of-life decisions

Advanced care planning

Terminal phase and death

Bereavement counseling
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In April 2002 she is diagnosed with bulbar-onset 
ALS. 
She has dysarthria and pseudobulbar affect.
N l h i h li b b f i l i

A 63-year-old female with bulbar ALS

Normal strength in the limbs, but fasciculations 
are ubiquitous.
She is in denial of this serious disease and 
initially refuses follow-up.
She is a divorcee with 3 adult children.
Her GP is informed about the diagnosis 
and the implications by telephone. 

Communication with patients and families should be open, 
including  the setting of goals and therapy options, and 
should be structured following models, such as SPIKES 
(Level B)

Communication and goal setting

( e e )

Breaking bad news skills and end-of-life communication 
skills

Why is follow-up in a 
dedicated ALS-team important?

• Palliative care should be considered early 
in the disease trajectory

• Rapidly progressive disease which 
requires accurate monitoring of swallowingrequires accurate monitoring of swallowing 
and respiratory function.

• Continued support should be provided by a 
single point of access. 

NB Ng, L., F. Khan, and S. Mathers, Multidisciplinary care for adults with

amyotrophic lateral sclerosis or motor neuron disease. Cochrane

Database Syst Rev, 2009(4): p. CD007425
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Traynor et al. J Neurol Neurosurg Psychiatry 2003;74:1258-1261

ALS patients who are treated by a multidisciplinary 
team live 7.5 months longer as compared to usual care.

The patient was prescribed Riluzole. 

Follow-up

Class I evidence: Oral administration of 100 mg riluzole daily 
prolonged survival (3 months after 18 months treatment). 
Miller RG, et al. Riluzole for amyotrophic lateral sclerosis. 
Cochrane Database Syst Rev. 2002

Monitoring of swallowing

• Dysphagia leads to malnutrition, dehydration and 
aspiration pneumonia. Malnutrition (present in 16-50% 
of ALS patients) is considered an independent 
prognostic factor for worsened survival (Desport et al. 2000). 

• PEG improves nutrition, but there is no convincing 
evidence that PEG prevents aspiration or improvesevidence that PEG prevents aspiration or improves 
quality of life or survival (Miller et al. 1999; Heffernan et al. 2004).

• We initiated a RCT: Does a timely placed PEG (i.e. at 
a moment where supplementary feeding is beneficial 
but not urgent) in ALS patients with dysphagia lead to 
longer survival, better nutritional status, functional 
status and quality of life than a later placed PEG?

• Power calculation: 60 patients in each arm
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Results (2004-2008)

Results cont’d

Causes of death amongst French patients with ALS (Gil et al. Eur J Neurol 2008;15:1245).
37% of French patients had received PEG. At time of death, the nutritional 
status of these patients did not differ from that of non-gastrostomised patients.

Follow-up in our patient

The patient has lost weight (4 kg in 3 months), the 
meals take considerably longer and she does 
not eat steaks anymore.
Her VC is 1 74 litre (60% of expected normal value)Her VC is 1.74 litre (60% of expected normal value).

Initially, she refuses a PEG, but when VC drops 
further (50%) and the meals take more than 1 hour 
she changes her mind.

The risk of PEG placement increased when the FVC declined below 50% of 
predicted (Class III). Practice parameter, Neurology, 2009
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Follow-up in our patient

• She develops weakness of her limbs and is 
nearly anarthric. Communication takes place 
via a light writer.

• She moves into her daughter’s house.g

• The occupational therapist provides all sorts of 
aids in the house.

• Once, at a follow-up visit, she mentions that she 
is opting for euthanasia.

 Early advance care planning is recommended, 
especially when impaired communication and 
cognitive deterioration is possible

N Engl J Med 
2002;346:1638.

This retrospective study showed that 20% of the ALS 
patients in The Netherlands dies due to euthanasia or 
physician assisted suicide (fear of suffocation and 
dependency). In the French study (Gil et al. 2008): 4/302 (1.3%).

The patient explains that she is afraid  to choke and 
that talking about euthanasia with her GP would be a 
relief.

Follow-up of our patient

The neurologist discusses the consequences 
of respiratory insufficiency and checks whether 
there is nocturnal hypoventilation. 

Continued and repeated discussion is essential due to 
changes in function – physical and cognitive - and 
preferences
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Monitoring and management of 
respiratory dysfunction in ALS

NIV (if pts are symptomatic 
or VC<50%) extends life 
expectancy (205 days),

Bourke et al. Lancet Neurol 2006; 5: 140

expectancy (205 days), 
with maintenance or 
even improvement of QoL 
without increasing the 
burden of the carers.

Palliative treatment of 
dyspnea

• For symptomatic treatment of dyspnoea use of 
opioids alone or in combination with 
benzodiazepines if anxiety is present. Titrating the 
dosages against the clinical symptoms will almost 

lt i lif th t i i tnever result in a life-threatening respiratory 
depression.

• For treating terminal restlessness and confusion
due to hypercapnia, neuroleptics may be used.

• Use oxygen only if symptomatic hypoxia is present.
Recognition of deterioration over the last weeks and 

months is relevant for the appropriate management.
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Follow up of our patient

She receives information about NIV. However 
she opts out and the neurologist discusses
end of life issues in particular DNRend-of-life issues, in particular DNR.

Encourage open discussion about the dying process 
and explain that most patients will die peacefully, 
with appropriate care 
Encourage open discussion for the wish for 
hastened death and assess regularly

Study on Finnish physicians’ experiences of 
decisions concerning living wills and do not 
resuscitate orders and also their views on the 
role of patients and family members in these 
decisions.

Design: Questionnaire sent to 800 physicians: 
GPs (n = 400); internists (n = 207); neurologists  
(n = 100), and oncologists (n = 93)

Results

• Response rate: 56%.

• Positive attitude toward (92%), and respect for (86%) 

living wills, 72% thought it could be helpful.
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Results

• 13% had completed a living will of their own. 
• DNR orders were interpreted in two ways: 

resuscitation forbidden (70%) or only palliative 
(symptom oriented) care required (30%). 
72% discussed DNR decisions always or often• 72% discussed DNR decisions always or often 
with patients able to communicate, and 76% 
discussed DNR orders with the family members 
of patients unable to communicate. 

• Most respondents were able to approach a dying 
patient without difficulty. 

• They also felt that education in general was 
needed.

Follow up of our patient

Since she is wheelchair-bound she decides 
– after consultation of her children – that she does 
not want any life-extending intervention. 
She receives low dosages of opioids and oxygenShe receives low dosages of opioids and oxygen 
when the dyspnoea worsens. 
After a few days (September 2003) she dies in 
peace at home, surrounded by her children. 

Diagnosis of the beginning of the dying phase is relevant for 
the appropriate management, including the use of appropriate 
medication and intervention and care of families and carers. 

• Numerous studies suggested that home death is 
the most common choice patients express, but 
th t thi f b l d

2009;338:b2391

that this preference becomes less pronounced as 
death approaches

• Recent UK programmes for end of life care have 
encouraged primary care professionals to seek 
out patient preferences for place of death. The 
Gold Standards Framework aims to enable GPs 
and community nurses to optimise practice in 
palliative and end of life care and were 
interviewed. 
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Results of qualitative study of experiences 
of GPs and community nurses in England

• Most interviewees (17 GPs, 19 nurses) 
reported that they did not find discussing 
preferred place of death an easy area of 
practicepractice.

• Further research is needed to enable 
development of appropriate training and 
support for primary care professionals and 
to obtain better understanding of the 
importance of place of death to patients and 
their carers.
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