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Recognize the value of interprofessional palliative 
care across the continuum of ALS management

Describe the Canadian Best Practice 
Recommendations for palliative care and end of life 
supports in ALS

Identify strategies to optimize ALS best practices 
implementation in New Brunswick

At the end of this session, participants will 
be able to:



ALS is a progressive, heterogeneous disease

1. ALS, MS and MD: How do they differ? ALS Canada. 2020. https://als.ca/wp-content/uploads/2021/05/Fact-Sheet-ALS-MS-and-MD_FINAL.pdf. Accessed December 2021. 
2. FYI: Epidemiology of ALS and Suspected Clusters. Jones P (The ALS Association). 2020. https://www.als.org/navigating-als/resources/fyi-epidemiology-als-and-suspected-clusters. Accessed December 2021. 
3. ALS Quick Facts. ALS Canada. https://www.als.ca/wp-content/uploads/2017/02/ALS_Quick_Facts-English.pdf. Accessed December 2021. 
4. What is ALS. ALS Canada. 2018. https://als.ca/what-is-als/about-als/. Accessed December 2021;
5. Salameh JS et al. Semin Neurol 2015; 35:469–76;
6. Niedermeyer S et al. Chest 2019; 155:401–8.

Mean age of onset 55–65 years2

While there is no cure, there are treatment options available to improve quality of life, function and survival1

3,000
live with 
ALS1,2,4

1,000
die from ALS 
each year4

2/100,000
new cases of 

ALS each year2

1.5 male : 1 female2

Die within 2–5 years 
of diagnosis380%

Survive >10 years310%

Respiratory complications is the most common cause of death in patients with ALS6

Lifetime risk among men5

Lifetime risk among women5

1:350
.

1:500

https://www.als.ca/wp-content/uploads/2017/02/ALS_Quick_Facts-English.pdf


The long patient journey to ALS diagnosis

AB, Alberta; BC, British Columbia; NB, New Brunswick; NS, Nova Scotia; ON, Ontario; QC, Québec; SD, standard deviation; SK, Saskatchewan. 
1. Richards D et al. J Neurol Sci 2020; 417:117054. doi: 10.1016/j.jns.2020.117054; 2. Hodgkinson VL et al. Can J Neurol Sci. 2018;45(6):652–59. 3. Salameh JS et al. Semin Neurol. 
2015;35(4):469–76; 4. Paganoni S et al. Amyotroph Lateral Scler Frontotemporal Degener. 2014;15(5–6):453–6;

Number 
of Cases

Mean 
(months)

SD 
(months)

NS 22 15.1 13.1

QC 128 15.2 16.4

AB 173 18.1 15.5

BC 84 22.6 32.2

NB 51 23.5 26.5

ON 524 23.5 24.9

SK 24 27.0 24.4

Mean time from symptom onset 
to ALS diagnosis110–16

months

13–68% of patients receive 
an incorrect diagnosis by PCP 
or specialist1

Patients visit an average of
3 different physicians 
before receiving an 
ALS diagnosis3,4

Mean time between symptom onset and diagnosis2



What happens to people with ALS
•Upper motor neuron:

• Weakness
• Spasticity, hyper-reflexia
• Emotional lability
• Loss dexterity
• Slowed movement

•Lower motor neuron:
• Atrophy 
• Weakness
• Hypo-reflexia
• Muscle cramps
• Fasciculations



Cognitive impairment

MMSE, mini mental state examination.
Adapted from Beeldman E et al. J Neurol Neurosurg Psychiatry. 2016;87(6):611–9.

2015 Meta-analysis update
Visuoconstructive function

Psychomotor speed

Fluency

Language

Social cognition

MMSE

Executive function

Delayed verbal memory

Immediate verbal memory

Attention

Verbal IQ

Visual memory

Visuoperceptive function

-0.50 0.00 0.50 1.00 1.50
Effect size (Hedges’ g)



• Limb regional variants (e.g., flail limb, 
man-in-the-barrel syndrome)

• Upper/lower extremity regional variant
• Rare: Mill’s syndrome – upper motor 

neuron – predominant, progressive 
hemiparesis

• Primary lateral sclerosis
• Progressive muscular atrophy

Presentation of motor neuron disease

FDA Guidance For Industry. Drug Development for Amyotrophic Lateral Sclerosis. http://www.alsa.org/advocacy/fda/assets/als-drug-development-guidance-for-public-comment-5-2-16.pdf. 
Accessed May 2019.

Clinical phenotypes Clinical phenotypes based 
on body region of involvement

75%

25%

~50%

15%

Focal onset of motor symptoms in one limb 
spreading contiguously over months to become 
bilateral presentation, usually asymmetrical

Bulbar onset 

Cognitive impairment 

Frontotemporal dementia

http://www.alsa.org/advocacy/fda/assets/als-drug-development-guidance-for-public-comment-5-2-16.pdf


ALS can happen at any age

Logroscino G et al. Curr Geriatr Rep. 2015;4(2):142–53.
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Variability of disease progression in ALS

ALSFRS, ALS Functional Rating Scale. 
Swinnen B, Robberecht W. Nat Rev Neurol. 2014;10,661–70.



Signs and symptoms for clinical suspicion 
of ALS

1. Statland JM et al. Neurol Clin. 2015;33(4):735–48; 2. Joyce NC, Carter GT. PM R. 2013;5(5 Suppl.):S89–95; 
3. Bock M et al. Neurol Clin Pract. 2017;7(6):488–98; 4. Dziewas R et al. Dysphagia. 2017;32(1):78–82; 
5. Motor neurone disease: assessment and management. National Institute for Health and Care Excellence.2016. 

6. A Guide to ALS Patient Care for Primary Care Physicians. ALS Canada. 2017. 
https://www.nice.org.uk/guidance/ng42/resources/motor-neurone-disease-assessment-

and-management-pdf-1837449470149. Accessed 22 September 2020; https://als.ca/wp-content/uploads/2017/02/A-Guide-
to-ALS-Patient-Care-For-Primary-Care-Physicians-English.pdf. Accessed 22 September 2020; 7. Finegan E et al. Front Neurol. 2019;10:260.

Elderly person 
with failure to 

thrive4

Asymmetrical or 
progressive, 
unexplained 
weakness1

Unexplained 
cognitive 

and mobility 
impairment5

Any abnormal 
EMG with acute 

and chronic 
denervation 
changes2

Test results are 
normal despite 

progressive 
symptoms3

Combined 
presentation of 
upper and lower 

neurological 
signs6

Pseudobulbar 
affect7

https://www.nice.org.uk/guidance/ng42/resources/motor-neurone-disease-assessment-and-management-pdf-1837449470149
https://als.ca/wp-content/uploads/2017/02/A-Guide-to-ALS-Patient-Care-For-Primary-Care-Physicians-English.pdf


Dianosis - Gold Coast Criteria

4 Body Regions:
Bulbar
Cervical
Thoracic
Lumbosacral
1 Region = 2 limb muscles, different nerves and roots OR 1 bulbar or 
thoracic muscle



ALS Management – a multi-faceted 
approach

Multidisciplinary 
care

Symptomatic
treatments

Disease-modifying 
treatment



Canadian best practice recommendations 
for the management of ALS
General topics covered

Shoesmith C et al. CMAJ 2020; 192:E1453–68.

Communication of diagnosis

Dysarthria

Medication alignment

Cognition and behaviour

Exercise

Symptom management

Caregivers

Respiratory management

Multidisciplinary care

Nutritional management

Palliative care

Disease-modifying therapies

Venous thromboembolism



Multidisciplinary care

HCP, healthcare practitioner; NIV, noninvasive ventilation.

Benefits of patient attendance at ALS clinics:
• Increased survival
• Fewer and shorter hospital admissions than 

patients not attending such clinics
• Increased use of adaptive equipment, riluzole, 

percutaneous feeding tubes, NIV
• Enhanced quality of life

Multidisciplinary care should take a team-based 
approach, with HCPs addressing issues including:
• Communication
• Nutrition
• Swallowing
• Mobility
• Activities of daily living
• Respiratory care
• Cognition
• Psychosocial issues
• Medical management
• End-of-life care

Refer patients to specialized ALS multidisciplinary clinics for optimized health care delivery

Frequency of clinical visits should be dictated by 
patient’s needs and rate of progression

Have a dedicated nurse or other clinic-allied HCP 
available to support patients and family members 

for ALS issues between clinic visits
Telemedicine and telehealth monitoring may 
supplement clinic-based multidisciplinary care



OT, occupational therapy; RT, respiratory therapy. 

Physiatry/Neurology

Palliative care

Nursing

Respirology & RT

Dietitian

Assistive tech OT and PT

Speech & language…

Multidisciplinary 
care in ALS





Palliative care (1/2)

ACP, advanced care planning; HCP, health care practitioner; NIV, noninvasive ventilation; PEG, percutaneous endoscopy gastrostomy.

Timing

• Palliative care services:
• Provided by ALS clinic staff, palliative care 

practitioners and family physicians throughout 
disease course 

• Introduce if severe physical, psychosocial or 
existential distress

• Could be introduced before advanced-stage ALS 

Treatments

• Clarify goal of care with patient  to prolong life or provide 
comfort-focused care for a good death

• Assess and manage factors leading to breathlessness
(e.g., oral secretions & anxiety)

• Consider opioid titration and air flow across the face
• Introduce ACP early/when patient inquires and discuss 

routinely during follow-ups
• Encourage patients to discuss preferences for end-of-life 

care with family and caregivers
• Integrate palliative care into routine management before 

terminal phase
• Continue NIV and PEG tubes for symptom relief and quality 

of life, as per patient preference

Withdrawal of ventilatory support

• Only after consultation/planning with an HCP with 
expertise in ventilation withdrawal and palliative sedation

• Prescribe opioids and benzodiazepines for anticipatory 
symptom control before withdrawal of ventilation

• Debrief and offer psychosocial support for 
family and HCPs



Palliative care (2/2)

Bereavement

• Provide psychosocial support for bereaved caregivers
• Initiate early discussion and support for bereavement 

process, even before patient’s death 

Medical assistance in dying (MAiD)

• Direct discussions about MAiD to a physician or nurse 
practitioner, abiding by regional guidelines

• Physicians caring for patients with ALS must provide access 
to information about MAiD when requested

• Do not assume questions about MAiD constitute a request 
for MAiD – Allow this to open a discussion about end-of-life 
care and ACP

• Provide concurrent palliative and supportive care for 
patients pursuing MAiD

Organ donation – patients with ALS

• Solid organ donations may be accepted, as determined 
by local organ donation organizations

• Tissue donations are not accepted (e.g., corneas, skin 
or bone); may be able to donate for ALS research

• Clinics should direct donation inquiries to provincial 
organ donation organizations



Symptom management (1/3)

SSRI, selective serotonin reuptake inhibitor.

Pain

• Is a recognized consequence of ALS
• Regularly assess and tailor treatments to specific 

cause

Fasciculations

• Often does not require medication management
• Consider gabapentin if fasciculations cause 

substantial distress

Sialorrhea

• First-line therapy: anticholinergic medications 
(consider switching if one is ineffective)

• Oral suction as an adjunct therapy
• Second-line therapy: botulinum toxin (consider after

feeding tube insertion)
• Second- or third-line therapy: salivary gland radiation

Pseudobulbar affect

• May not be a symptom of depression or impaired 
cognition; educate patients and families

• No treatment required unless patient is distressed
• Consider medications that co-treat concomitant 

symptoms (e.g., SSRI for depression, etc.)
• Consider dextromethorphan (20 mg) with quinidine

(10 mg)



Symptom management (2/3)

SNRI, serotonin-norepinephrine reuptake inhibitor; SSRI, selective serotonin reuptake inhibitor.

Spasticity

• Stretching can help
• Consider baclofen, tizanidine, botulinum toxin, 

benzodiazepines and cannabinoids
• Insufficient evidence for intrathecal baclofen 

Cramps

• Differentiate muscle cramps from other causes of pain
• First-line therapy: tonic water, gabapentin, baclofen
• Second-line therapy: quinine, levetiracetam, mexiletine

Depression

• Consider SSRIs or SNRIs
• Consider nonpharmacologic supports

(e.g., psychology, social work, psychiatry or spiritual care)



Symptom management (3/3)

AE, adverse effect; SSRI, selective serotonin reuptake inhibitor.

Anxiety

• Determine if related to respiratory insufficiency –
if present, treat appropriately

• Prescribe an SSRI if depression is also present
• Benzodiazepines can exacerbate respiratory insufficiency
• Consider nonpharmacologic supports (e.g., psychology, 

social work, psychiatry or spiritual care)

Insomnia

• Investigate cause; i.e., respiratory insufficiency and 
depression

• Consider respiratory investigations and sleep 
studies to determine type/cause of insomnia

• Pharmacologic management depends on cause

Fatigue

• Consider reversible causes (e.g., respiratory insufficiency, sleep disorders, depression, 
medication AEs and riluzole use)

• If taking riluzole, consider reducing or discontinuing
• Consider an occupational therapist to discuss energy conservation techniques



Dysarthria
Patients with dysarthria should be regularly followed by a speech language 

pathologist to ensure timely communication interventions 

Tailor communication devices to needs and abilitiesOffer augmentative and alternative communication 
devices and strategies to eligible patients 

– These may also reduce caregiver stress

Offer voice amplification
for reduced vocal projectionAccess to different modes of communication, including 

social media, can allow independence, participation 
and better quality of life Offer voice banking

to appropriate patients

Patients with cognitive impairment may 
need individualized strategies



“Positive Tiredness”

• Being tired isn’t always a bad sign!
• The feeling of being tired (particularly post-exercise) needs to be considered 

normal
• Encourage ALS clients to participate in mildly to moderately challenging 

exercise
• Energy Conservation Strategies- management of  “tiredness” or “fatigue” 



Don’t Overdo It: 
Energy Conservation Strategies

PRIORITIZATION PLAN PACE POSITIONING



Don’t Overdo It: 
Energy Conservation Strategies

DO

participate in the 
activities that are 

important to you and 
that you can 

navigate safely

DELAY

tasks until tomorrow or 
later in the week when 
you don’t have as much 

on your plate or have 
more energy. Not 

everything has to be 
done in a day!

DELEGATE

tasks - ask others for 
help

DUMP

just don’t do it!



Cognition and behaviour

ACP, advanced care planning; NIV, noninvasive ventilation.

Perform screening for cognitive and behavioural impairment early

For concern with cognition or behaviour, arrange specific assessments 
for patient and family members/caregiver, as appropriate 

Frontotemporal dementia negatively affects survival –
do ACP early

No studies on use of pharmacologic agents to 
manage cognitive/behavioural impairment

Consider a multidisciplinary approach to manage 
problematic behaviours

Consider involving a behavioural specialist (e.g., 
occupational therapist or psychologist) or psychiatrist

Cognitive or behavioural impairment should not 
preclude recommendations for NIV or 

gastrostomy insertion

Discuss challenges of intervention compliance with 
cognitive or behavioural impairment with patient and 

family before proceeding with an intervention



Caregivers
Be attentive to the needs and emotional well-being of caregivers –

Involve caregivers in planning

Multidisciplinary clinics should be aware of the financial strain on caregivers 
– Provide information for relief programs, where possible 

Assess caregiver burden, coping strategies, mood and family dynamics to 
help identify caregivers and families in need of respite and support services

Local ALS societies may have resources for family members and caregivers 



Best practice recommendations
Key takeaways

Management of ALS 
patients requires specialized 
multidisciplinary care

1

Respiratory, nutritional and 
symptom management 
should factor patient 
preferences, including when 
to stop interventions

2

Caregiver support, palliative 
care and advance care 
planning are important 
components of disease 
management

3



Implementation

Strategies to optimize ALS best 
practices implementation 



Canadian ALS Research Network (CALS)
• National network of clinicians/ALS 

research and care clinics
• Established in 2008
• Mandate:

• Attract and conduct multicentre, ALS clinical 
research studies 

• Participate in international collaborations with other 
ALS research consortia

• Promote education initiatives

Zinman L et al. Clin Investig (Lond) 2013;3(12):1113–17.

Since the formation of CALS, the number of Canadian patients participating 
in ALS clinical trials has increased dramatically



Vancouver

CALS members include researchers and 
staff from 18 ALS research centres in Canada

CALS, Canadian ALS Research Network.  

Edmonton 
Calgary

Winnipeg

Saskatoon

MNI
CHUM

Quebec City
Sherbrooke

Fredericton

Halifax

Newfoundland

PEI

Sunnybrook
McMaster
Kingston
London
Ottawa









Patients can be referred to a specialized 
CALS clinic 

CALS, Canadian ALS Research Network. 

As soon as ALS 
is suspected

In absence 
of a definite 
diagnosis

?
Prior to diagnostic 

testing being 
completed











Where do 
you live?



Travel and weather



Accelerated Implementation



We go to you - physically





Flexible Protocols



Minimize Travel



INTRODUCTIONThe Canadian 
Neurologic Disease Registry

A Multi-centre, National Collaborative Study

38 NM clinics
14 ALS clinics

136 investigators

• Clinic-based recruitment & 
prospective data collection

• Over 5400 patients registered 
across all neuromuscular disease

• Initiated 2010; continual growth & 
expansion

• Clinical data collection in DMD, 
SMA, DM, LGMD, ALS, CMS



Registries and Real World Evidence



Patient 
Perspectives

“All people with this 
illness have value and 
their lives depend on 
acquiring the 
necessary resources 
to make sure they are 
able to use their value”



ALS, amyotrophic lateral sclerosis, MND: motor neuron disease



54

A-L S-PIKES Protocol for Delivering News in ALS/MND       
(at diagnosis and throughout the disease course)

A Advance Preparation

L S Location & Setting

P Patient’s Perceptions

I Invitation

K Knowledge 

E Empathy/Emotions

S Strategy & Summary
Adapted from: Baile W, et al. Oncologist 2000;5:302-311. Buckman R. Community Oncology 2005;2:138-42. 
EFNS Task Force on Diagnosis and Management of Amyotrophic Lateral Sclerosis. Eur J Neurol. 2012;19:360-75.

This program will focus on delivering news in the 
early stage of ALS/MND (i.e., delivery of diagnosis 
and “aftermath” period). However, these 
communication skills can be used at other time 
points throughout the disease trajectory by all 
ALS/MND team members. 

What needs to be communicated at different 
stages differs, but the skills for communicating 

are essentially the same.

This protocol has been adapted from the SPIKES protocol 
developed for delivering oncologic diagnoses. 

ALS, amyotrophic lateral sclerosis; MND, motor neuron disease



ALS is a progressive, heterogeneous disease which complicates prediction of 
long-term outcomes1

Summary

1. 

https://www.nice.org.uk/guidance/ng42/resources/motor-neurone-disease-assessment-and-management-pdf-1837449470149. Accessed 22 September 2020; 7
https://als.ca/wp-content/uploads/2017/02/A-Guide-to-ALS-Patient-Care-For-Primary-Care-Physicians-English.pdf. Accessed 22 September 2020; 8. Finegan E et al. Front Neurol. 2019;10:260; 9. 

Canadian Organization for Rare Disorders’ (CORD) response to the PMPRB consultation 2018; 2. Statland JM et al. Neurol Clin. 2015;33(4):735–48; 3. Joyce NC, Carter GT. PM R. 2013;5(5 0):S89–95; 
4. Bock M et al. Neurol Clin Pract. 2017;7(6):488–98; 5. Dziewas R et al. Dysphagia. 2017;32(1):78–82; 6. Motor neurone disease: assessment and management. National Institute for Health and Care Excellence. 2016. 

. A Guide to ALS Patient Care for Primary Care Physicians. ALS Canada. 2017. 
Hardiman O et al. Nat Rev Neurol. 2011;7(11):639–

49; 9. Miller RG et al. Neurology. 2009;73(15):1227–33.

Integrate palliative care into routine management before end of life stages

Multidisciplinary care for patients with ALS optimizes healthcare delivery and 
prolongs survival9

Disease-modifying therapies and strategies for symptom management are 
important for the overall care and quality of life of patients with ALS

https://www.nice.org.uk/guidance/ng42/resources/motor-neurone-disease-assessment-and-management-pdf-1837449470149
https://als.ca/wp-content/uploads/2017/02/A-Guide-to-ALS-Patient-Care-For-Primary-Care-Physicians-English.pdf


ALS Clinic Team 



Thank you!

Resources:
https://als.ca

https://www.als-mnd.org/support-
for-health-professionals/how-to-
break-the-news-in-als-mnd

https://als.ca/
https://www.als-mnd.org/support-for-health-professionals/how-to-break-the-news-in-als-mnd
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