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Executive summary

Motor Neurone Disease (MND) is a
progressive condition for which there is no
cure. Therefore, treatment and care focus
on optimising and sustaining quality of life
and symptom relief. Numerous psychological
sequelae of MND exist, and several studies
have demonstrated that psychological
factors have a serious and extensive

impact on the quality of life of people living
with MND (plwMND) and their carers.
Psychologists are integral multidisciplinary
team (MDT) members, and optimal care
requires sufficient knowledge of the disease
and the psychological and mental health
considerations associated with holistic care
of plwMND and their carers. Psychological
impairments have important clinical
implications for psychologists, including
communication, treatment engagement

and adherence.

MND diagnostic delay averages around

one year, resulting in extended periods

of uncertainty, anxiety, frustration, and

distress. This delay may negatively impact
subsequent service engagement as distrust

and dissatisfaction are commonplace. The
psychological impact of receiving a terminal
diagnosis of MND is immediate and devastating
for patients and their loved ones. How the bad
news is delivered can impact the initial reaction
of the plwMND and influence their attitude
toward engaging in symptomatic treatment.
Hence, existing protocols for the delivery of bad
news should be employed. As part of an MDT,
psychologists are sometimes consulted soon
after diagnosis. Clinical guidelines recommend
psychological care after diagnosis to assist
plwMND and their carers to cope with the
diagnosis, understand the disease, and accept
and cope with a changed life and changes in
relationships. These interactions may involve
heightened emotions, and the psychologist

may assist plwMND in clarifying expectations
regarding their ability to manage the progression
of their mobility issues and address concerns
regarding a loss of independence. Psychologists
may optimise coping in the plwMND with tailored
communication, facilitating control and assisting
the maintenance of identity.

MND characteristics such as muscle weakness,
respiratory-related issues, dysphagia, dysarthria,
and a range of neuropsychiatric and mental
health impairments, as well as poor prognosis,
are associated with numerous challenges to the
psychological wellbeing of plwMND and their



carers. It is a disease of cumulative,
fast-moving, and progressive losses. Each
deficit comes with the challenge of adjusting to
their new circumstances. Psychologists who are
aware of the difficulties associated with these
impairments can assist plwMND and their carers
with appropriate tools, such as fostering a sense
of control and appropriate hope, facilitating
independence, using tailored communication,
encouraging early engagement in decision-
making, being aware of risk factors for mental
health issues, and monitoring for psychological
distress. As the disease progresses, end-of-

life considerations become more prominent.
Psychologists who raise or respond to plwMND-
initiated advance care planning discussions
should do so in the context of patient autonomy,
security, control, courage, dignity, and
independence.

Psychologists should be aware of a range of
factors that contribute to or protect against
the development of mental health problems
among pIwMND and their carers. A range

of psychological interventions have been
trialled with these populations, with many
demonstrating psychological wellbeing
benefits. Tailored psychological interventions
are preferred by plwMND and their carers, as
these methods address their individual needs
and values. Psychological interventions should
be customised to the personal challenges

that plwMND and their carers face at different
disease stages. For carers, this includes coping
with bereavement. A ‘goodness-of-fit’ approach
to psychological intervention involves the
evaluation of the needs and preferences of
individual plwMND and carer risks and
matching them to tailored treatment.




There are numerous psychological sequelae of Motor
Neurone Disease (MND), and several studies have
demonstrated that psychological factors have a serious
and extensive impact on the quality of life of people living
with MND (plwMND) and their carers.®> Optimal care
requires that psychologists have sufficient knowledge

of the disease and the psychological and mental health
considerations associated with holistic care of plwMND
and their carers.




What is MND?

The term Motor Neurone Disease refers to a
group of rare neurological diseases involving a
progressive and ultimately fatal degeneration

of motor neurones in the upper and lower
extremities.* Amyotrophic lateral sclerosis

(ALS) is the most common form of MND, and
therefore, this term and MND are often used
interchangeably. Motor neurones are the nerve
cells responsible for muscle movement and
control. In the disease process, motor neurones
weaken, and paralysis ensues. The progressive
loss of motor neurones in the brain and spinal
cord commonly leads to muscle weakness in the
limbs, difficulties communicating, problems with
swallowing and eating, breathlessness, other
sensory symptoms, and cognitive impairment.®

Prognosis

There is variability in the course of the disease,
speed of disability progression and symptoms
experienced. However, the disease is relentless
in its advancement and is ultimately fatal, with
life expectancy averaging 27 months post-
diagnosis.®7 Survival also varies, although most
commonly, death via respiratory failure occurs
in individuals with ALS 3-4 years after onset.>8
Approximately 10% of individuals with ALS have
a slower-progressing disease and may survive
over 10 years.®

MND: Cause, risk factors, prevalence
and burden

The cause of MND is unknown. Genetics are
thought to be responsible for between 5-15%
of cases, as evident in the rates of familial
MND.> Gender and age are also considered

risk factors. Males are at increased risk, with
research demonstrating a male-to-female ratio
between 1 and 2.9 The age of onset is variable
but typically ranges between 50 and 70 years,
with peak incidence between 60 and 75 years.””
" While other environmental risk factors have
been proposed, causal links with MND have not
yet been established."

The Global Burden of Disease (GBD) project
estimated the all-age global prevalence of

MND to be 4.5 per 100,000 persons.”® However,
the lifetime risk of ALS is approximately 1in

350, and the prevalence is reduced by the
population’s limited life expectancy.* MND
prevalence in Australia is estimated to be 8.7
per 100,000, although these figures are

based on statistical modelling rather than
epidemiological data. Specific data exists for
South Australia, with an estimated prevalence of
6.79 per 100,000 persons. While these numbers
are considerably higher than global estimates,
the numbers may also result from greater case
ascertainment compared to the GBD study.”®
Although MND is not common, the economic
burden is massive, with the 2015 MND Australia
Deloitte Access Economics Report identifying a
$1.13 million total per-person cost, far surpassing
the cost of most other chronic diseases.'



Types of MND

The group of motor neurone diseases comprises
a variety of phenotypes distinguished by the
early symptoms experienced by the plwMND
and the site of disease onset. MND variants, or
the categorisation of subtypes, are determined
by evidence of the underlying pathology, onset
sites, the areas affected and the rate of disease
progression.” The most common MND variants
are described below.

Amyotrophic lateral sclerosis (ALS) is by far
the most common form of MND, comprising
80-90% of cases. Notably, the term MND is
used in Australia and the United Kingdom, but
ALS is the preferred umbrella term outside these
areas. Both upper and lower motor neurones are
impacted, usually resulting in an initial wasting
and weakening of the limbs and hyperreflexia.
Commonly, speech, swallowing and respiratory
issues become evident as ALS progresses to
later stages. Life expectancy is two to five

years post-diagnosis.’®

Progressive bulbar palsy (PBP) also impacts
both upper and lower motor neurones. However,
this subtype initially impacts speech and
swallowing muscles and deterioration in these
domains tends to be rapid. Emotional lability

is commonplace. PBP has a life expectancy of

6 months to 3 years from symptom onset.’s '

Progressive muscular atrophy (PMA) is
characterised by predominant lower motor
neurone involvement with variable upper motor
neurone involvement. Presentation often initially
involves weakness and wasting in the arms or

legs (known as ‘flail’ arm or leg), reflex absence
and muscle twitching. PMA can be difficult to
diagnose, and latency to diagnosis tends to be
longer than for ALS. It is estimated to account for
approximately 10% of plwMND. The involvement
of upper neurones may lead to PMA being
reclassified as ALS. Life expectancy is

usually over 5 years.’82!

Primary Lateral Sclerosis (PMS) is a less
common (approximately 3%) variant of MND,
impacting only the upper motor neurones.

It is characterised by earlier onset (usually
40s-50s), leg spasticity, balance problems,
bladder hypersensitivity, muscle weakness and
cramps. Slurring of speech may also be present.
PLS progresses slowly, and life expectancy is
significantly longer than other motor neurone
diseases. PLS is not considered to be life-
limiting, however life expectancy reduces

if it develops into ALS."® 26




Types of MND

Psychologists and MND

There is no cure for MND or hope for
cessation of progression. Therefore,
treatment and care focus on the
optimisation and sustainment of
quality of life and symptom relief

via supportive care.® 2223

Numerous studies have demonstrated

that psychological factors have a profound
impact on the quality of life of plwMND
and their carers.”® Multidisciplinary

teams (MDTs) have become recommended
practice in the care for plwMND and

their loved ones since the focus has
moved beyond just physical symptom
management. The complexity and broad
range of needs of plwMND and their carers
necessitates the involvement of a variety
of different health specialists, with their
own specific qualifications and skills.

Psychologists have become integral
members of the MDTs and are able

to provide important assessment and
treatment skills. A multitude of physical and
psychological sequelae exist for plwMND
and their carers. Standard care necessitates
the assessment and management of various
individual needs, including psychological
and social support.? The requirement for
this support is evident, appropriate, and
necessary right throughout the course of
the disease, from diagnosis to the terminal
phase, and beyond for remaining loved
ones.?* 25 This evidence-based guide

aims to assist psychologists in identifying
common psychological and mental health
considerations in the management of
plwMND and their carers. This knowledge
will enable psychologists to adapt practice
to meet the needs of plwMND and carers
and positively impact their quality of life.




Diagnostic issues and implications
for psychological wellbeing

Pre-diagnosis

The time to reach a diagnosis of MND can

be lengthy as numerous factors, including the
demands on health professionals, local resources
and expertise, the requirement for specialised
testing, and symptom heterogeneity and overlap
with other health conditions, can complicate the
process. Diagnostic delay and misdiagnosis are
commonplace.?”?® Diagnostic delay averages
around one year, a significant period in the
context of a rapidly progressive and fatal
disease such as MND.?®

Awareness of MND among the public and
general practitioners remains suboptimal.s°
Australian research identified that the pre-
diagnosis period could involve many months

of numerous investigations, multiple referrals,
misdiagnosis, unsatisfactory interactions with
health professionals and sometimes long
waiting times for appointments and follow-

ups with neurologists before being confronted
with the diagnosis. Some plwMND have been
dismissed by their doctors when presenting
their early symptoms or were referred to non-
neurological specialties.?" 32 Factors contributing
to the diagnostic delay led to extended

periods of uncertainty, anxiety, frustration,

and distress.?? This period after the onset

of symptoms but before diagnosis has been
described as “being on a diagnostic roundabout,”
typified by uncertainty, demoralisation and
traumatic experiences. Furthermore, these
experiences may negatively impact subsequent
service engagement?* as distrust and
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dissatisfaction with prolonged investigations
are commonplace.?' Carers have also reported
uncertainty, distrust, dissatisfaction, and fear
during the pre-diagnosis period.?’

Diagnosis

Receiving a diagnosis is a pivotal moment for
pIwMND and their carers.® The diagnosis of
MND is sometimes provided in an isolated

event but is more often communicated
incrementally over several appointments.3% 32 36
The psychological impact of receiving a terminal
diagnosis of MND is immediate®” and has been
described as devastating for patients and their
loved ones.?? It is unsurprising that symptoms of
anxiety are highly prevalent in newly diagnosed
plwMND and their families.® 3°® While depression
among newly diagnosed plwMND is common,

it is even more prevalent among their relatives
soon after diagnosis (almost a third).38 40

A neurologist delivers the diagnosis in most
cases, and the way the bad news is delivered
can impact the initial reaction of the plwMND
and influence their attitude toward engaging

in symptomatic treatment.*" 42 Protocols for

the delivery of bad news have been developed
for other terminal ilinesses and have been
adapted for MND (e.g., SPIKES protocol“3; NICE
recommendations for information and support at
diagnosis**; a personalised communication guide
developed by van Eenennaam et al., 2020%).



Diagnostic issues and implications for psychological wellbeing

In Australia, over a third of plwMND report

being dissatisfied with how the diagnosis was
communicated.*® Some important communication
elements impacting psychological wellbeing
have been identified. PIwWMND prefer that an
experienced physician deliver the diagnosis.
When the doctor breaking the bad news was
inexperienced, there was a worsening of the
plwMND’s mental state.*" 44 Such news regarding
the diagnosis and its implications should be
delivered in a clear and empathetic manner

and include sufficient information regarding
prognosis and treatment options.

Providing reasonable hope when delivering

the diagnosis also helps plwMND to cope more
effectively. In this sense, hope is maintained via
redefining what plwMND and their loved ones
hope for. Hope may be redefined on goals rather
than a cure,*” such as maintaining a satisfactory
quality rather than quantity of life.*® Further
examples reported by plwMND include the hope
of being on the tail part of the survival curve,
positive stories of how others have beaten or
stretched the odds and recognising that MND
statistics are group-based and may not apply

to the individual.*®

PIwMND also value the reassurance of

ongoing support, compassion and gentle

probes regarding readiness and the amount of
prognostic information an individual can handle.*
The information provided should be based

on and sufficient for patient and carer needs
without overwhelming them.*® Neurologists often
avoid disclosure of prognostic information#8 5°
due to fear of a negative impact on a patient’s
mental state, although plwMND prefer honest,
compassionate communication.*® 4® Avoiding
topics regarding prognosis has been shown to
damage hope in other terminal diseases."

Tailored communication is recommended, as it
provides information about a plwMND’s personal
prognosis and disease progression, is tailored to
a patient and carer’s emotional and information
needs, their iliness experiences, coping factors,
culture, and facilitates patient and carer control
and decision-making.32 454852 For example,

this tailored information enables the plwMND
and their carers to make timely and specific
plans regarding future care.*>“8 The negative
emotional impact associated with receiving a
diagnosis of MND can be mediated, acceptance
is fostered, and communication satisfaction is
improved with the inclusion of these tailored
elements of communication.*®




Diagnostic issues and implications for psychological wellbeing

The role of psychologists in the post-diagnosis period

The role of psychologists in the diagnostic
process has been highlighted in recent
times. Ideally, multidisciplinary team
involvement should occur immediately
after diagnosis,** and non-medical
healthcare professionals (HCPs), such as
psychologists, are sometimes consulted
during this period. The psychologist may
be one of the first professionals the
pIwMND has interacted with since the
diagnosis of MND.

Research with HCPs, including
psychologists and physiotherapists,
indicates that these professionals are
often ‘dealing with the diagnostic aftermath’
presented by the newly diagnosed
plwMND. Common reactions included
anger, frustration and dissatisfaction with
the diagnostic process and/or delivery. A
further role for psychologists is evident as
interactions with newly diagnosed plwMND
may assist them to unpack and understand
their diagnosis, often through difficult and
sometimes distressing conversations.®" %6

The NICE guidelines recommend
psychological care after diagnosis to assist
pIwMND and their carers to cope with the
diagnosis, understand the disease, accept,
and cope with a changed life and changes
in relationships.?® Further, psychologists
are sometimes involved with early cognitive
screening, which may lead to discussions
concerning the cognitive changes
associated with MND and the reasoning
for and implications associated with mental
capacity assessments.* Another example
is the clarification psychologists are
sometimes required to provide regarding
misconceptions or expectations a plwMND

may have about their ability to manage

the progression of their mobility issues

and address concerns regarding a loss of
independence. Consequently, psychologists
become involved in the process of breaking
further bad news.

Care should be taken to communicate

in an inclusive, culturally sensitive manner.
These difficult conversations may alert

a psychologist to a plwMND’s individual
needs, such as the requirement for referral
to another professional or other sources of
support such as an MND Association. These
organisations and interactions with other
pIwMND through these groups may provide
meaningful supplementation of information
regarding the disease and options for

care, as well as compassion, inspiration
and hope.*® Further tips for diagnosis
delivery can be found at the MND Connect

website®4.



https://www.mndaustralia.org.au/mnd-connect
https://www.mndaustralia.org.au/mnd-connect

Fostering a perception of control

The perception of a loss of control is
consistently reported by plwMND and

is a major factor in their psychological
wellbeing.?” #® Difficult but essential
conversations with psychologists help

a newly diagnosed plwMND understand
their diagnosis, gain a sense of control,
and prepare for the future.®? 3¢ Debriefing
and clarifying the consequences of

the diagnosis, including prognosis, can
further support acceptance and personal
planning for plwMND and their carers. This
enables a sense of control as decisions
regarding treatment planning and end-of-
life considerations can better align with
the individual's needs and preferences.*® 5°
Concentrating on the present, maintaining
a sense of identity (including culture),

and focusing on personal values are
additional strategies reported to enhance
the perception of control.*” The role of a
psychologist is clear in this context, as
interactions with doctors tend to be shorter
and may prioritise physical symptoms
rather than the psychosocial impact of

the terminal diagnosis. Interactions with

a psychologist provide opportunities to

|4
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identify and address these psychosocial
needs and preferences of plwMND and
their carers.®" 3637

Psychologists interacting with ATSI plwMND
and their families should be aware of guides
and resources that assist in communicating
the implications of their diagnosis in terms
of mobility, independence, and function.
Communication and cultural barriers can
include a reluctance to acknowledge the
news, mistrust based on colonisation,

social inequities, fear of a lack of cultural
safety, and maintenance of spiritual beliefs
regarding the cause of health issues that
may not align with Western medicine. A
comprehensive list of resources is available
at the Australian Indigenous HealthinfoNet %®
website. This site also includes a palliative
and end-of-life care portal. Additional
resources, training materials and
information to help HCPs provide culturally
safe and responsive communication and
care for ATSI peoples are available at the
Gwandalan National Palliative Care Project®
and Caresearch®® websites.



https://healthinfonet.ecu.edu.au/
https://www.health.gov.au/our-work/gwandalan-national-palliative-care-project
https://www.caresearch.com.au/Health-Professionals/Aboriginal-and-Torres-Strait-Islander-Care/Culturally-Safe-and-Responsive-Care

Impact of MND and the risk of
psychological problems

MND has often been described as a disease

of cumulative and progressive losses.*

The symptoms of MND and its poor prognosis
force numerous and regular psychological
challenges upon plwMND and their carers.

The challenges are in addition to the significant
physical, social, and financial problems
associated with the disease,®® and with each
deficit comes the challenge of adjusting to their
new circumstances while trying to maintain as
muchfunctionality, independence, and control
as possible.®

Muscle weakness

Common presenting symptoms associated
with muscle weakness include pain, spasticity,
fasciculations, cramps and muscle atrophy.®3
Pain is commonly reported to be frequent

and significantly impacts the quality of life

of plwMND.®* Progressive loss of strength and
control of muscles affect a plwMND’s ability

to conduct basic and complex activities of daily
living. The lack of mobility and muscle weakness
may also lead to pain and spasticity and limit
or prohibit core activities such as walking,
speaking, eating, and breathing,®® decreasing
autonomy and increasing dependence on family
members and others involved in their care.®®
One of the main determinants of quality of life
in plwMND is a reduction in valued activity.®
The inability to participate in meaningful
activities contributes to a loss of control and
autonomy, which in turn is related to lower
psychological wellbeing.®”. 68 These meaningful
losses that are beyond the plwMND’s ability to
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control, may lead to an increased external

locus of control and a lack of purpose in life.
Both of these variables are linked with increased
hopelessness in plwMND. Hopelessness is

a component of depression and has been
associated with a greater degree of suffering
and increased suicidal ideation in plwMND.52 6970

Noteworthy for psychologists is that
an external locus of control and a lack
of meaning in life are more predictive
of hopelessness than disease factors,t?
providing some insight into avenues
for investigation and management.

Respiratory related issues

A form of respiratory system dysfunction

is the usual terminal event for plwMND. As

the disease progresses, plwMND will usually
experience a complex mix of impairments (e.qg.,
declining airway clearance and bulbar muscle
coordination, swallowing and speech impairment,
weakened cough, hypermetabolism) and their
consequences (e.g., aspiration, communication,
need for nutritional support). Dyspnoea
(shortness of breath), orthopnoea (shortness
of breath when lying down), and hypoventilation
become commonplace and progressively
worse.? 72 ALS-related dyspnoea is one of

the most distressing symptoms for plwMND,
can be intense and fear-provoking, create a
perception of danger, and has a significant
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impact on psychological distress, quality of life
and emotional wellbeing.”*7¢ Dyspnoea and
fatigue both impact the causal pathway between
anxiety and quality of life in plwMND, and anxiety
is the second biggest influence on quality of
life.>?” Modelling with a sample of 1022 plwMND
demonstrated that dyspnoea has a fundamental
impact on both quality of life and depression and
that anxiety and fatigue were mediating factors.
Dyspnoea, anxiety and fatigue had larger effects
on quality of life and depression than disability.”®

The clinical implications for psychologists
from this respiratory research are clear,
as quality of life and depression are

not straightforward consequences

of increasing disability due to MND
progression, and mediating factors, such
as anxiety, can be identified and treated.
Non-invasive ventilation is now standard
care for respiratory issues in plwMND
and can extend life as well improving
quality of life, although adherence plays
a significant role in its efficacy.® 772 A
clear role exists for psychologists to assist
plwMND to improve their quality and
quantity of life by facilitating adherence.

Dysphagia and its complications

Dysphagia (difficulty swallowing) occurs in
most plwMND and has devastating physical
and psychological impacts. Dysphagia becomes
progressively worse as bulbar and respiratory
muscles weaken, resulting in weight loss,
nutritional deficiencies, dehydration, choking
and aspiration pneumonia, the latter being

the leading cause of death for plwMND.”®
Psychological impacts include fear of choking
significant enough to severely impact the
quality of life of a plwMND, even in the early
stages of the iliness. Panic and trauma were
described in a recent study examining the
personal experiences of dysphagia among
plwMND.8 Consequently, there is a relationship
between dysphagia and the perception of a
loss of control.®8 8 The environment around
mealtimes and food consumption also changes,
as eating can be stressful, takes longer and
requires more effort, making the experience
less pleasurable.??8 For some plwMND, the
perception of food can change from pleasurable
to seeing it as ‘fuel related to survival and
‘dangerous. Recommended modifications, such
as changing the texture of foods by pureeing
them, may also contribute to this negative
change in perception.®° In essence, the social and
relational meaning of food and nutrition may be
significantly altered as thoughts and behaviour
in these domains become more stressful for
plIwMND and their carers.®® Attempts at control
by the plwMND may include focusing intently on
eating and eliminating social distractions during
this time, resulting in eating without company.

In order to reduce social isolation and its
inherent emotional risks, psychologists
may suggest that carers sharing meals
with plwMND allow them to concentrate
quietly while in their company.&
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Psychologists should be aware that the
perception of control regarding eating
behaviour and related treatment decisions
can be influential in the psychological
wellbeing of plwMND. Once symptoms

of dysphagia are managed, stress levels
regarding the issue reduce markedly.
PIwWMND have reported that focusing on
the present could enhance perceptions
of dysphagia control, although
psychologists are cautioned that plwMND
may under-report the severity of their
symptoms because they believe they are
managing dysphagia effectively and are
more concerned with other symptoms

of MND.#°

Inevitably, as dysphagia progresses,

alternative modes of feeding will be

required, and gastrostomy options, such as
percutaneous endoscopic gastrostomy (PEG)

or percutaneous radiological gastrostomy (PRG),
are recommended by clinical guidelines.*4 8

Decision-making regarding gastrostomy is
notoriously complex, challenging, and stressful
for plwMND, their carers and HCPs.8 This
decision-making is commonly postponed due

to a lack of readiness, acceptance issues,
anxiety regarding the gastrostomy procedure,
and determination to maintain control.*8 67.83
Attempts at control and independence by
plwMND may be manifested in early acceptance
and planning, postponement, and initial refusal.®
87 Proactive, early acceptance allows prompt
decision-making, while others prefer later
decision-making. A key element in the successful
maintenance of perception of control is that the
pIwMND sees gastrostomy as an aid to maintain
quality of life and independence rather than a
procedure that will compromise these values,
especially since the need for it

will become inevitable.%-88
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A ‘window of opportunity’ where plwMND
have a period of time where they are able
to exert control over choices regarding
gastrostomy decisions may be highlighted
by treating psychologists to facilitate the
perception of control.t> 8¢ This may be
manifested in psychologists raising the
topic of gastrostomy at regular intervals
to facilitate this perception of making
decisions in their own time, with choices
supported by psychologists.®¢

The involvement of loved ones in decision-
making can facilitate better psychological
outcomes for plwMND and their carers.
The complications associated with feeding,
swallowing and decision-making are known
sources of worry, burden, and distress for
carers,®* 8 and some studies have reported
this may influence the plwMND’s choices
regarding gastrostomy.8” 8
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Communication difficulties

Most plwMND will develop difficulty speaking
(dysarthria), and it is commonly one of the
first presenting signs of MND. The ability to
produce clear speech declines as it becomes
progressively slurred and slow. Other features
interfering with intelligibility include dysphonia
(resulting from vocal cord dysfunction),
hoarseness, increased jitter, and respiratory
muscle weakness.8% 9293 PlwMND have rated
speech loss as the worst aspect of the disease.
91,94 Speech loss affects a plwMND’s sense of
identity, self-consciousness, participation in
daily activities, relationships and engagement
with health and social care.

Dysarthria has a consistently negative
impact on a plwMND'’s psychological
wellbeing. Consequently, psychologists
should be alert to the symptoms and
impact of dysarthria and be willing

and able to make timely referrals to
appropriate services, such as speech
pathology services.% !

Sometimes, temporary measures such as

writing or typing are employed when speech
becomes unintelligible. However, as the disease
progresses, communication becomes more
complicated (especially when there is a loss

of hand function as well as speech), though it
remains essential to the plwMND, their carers
and loved ones, and their care team. PIwMND
report that communication is strongly linked with
personal and social relationships® and is integral
to their quality of life.%”-%°

17

Psychologists are likely to benefit from
participating in education and training

to familiarise themselves with assistive
technologies, including augmentative and
alternative communication (AAC) devices,
and their benefits and limitations, as they
have become essential and standard
elements of MND care.®®

Augmentative and alternative communications
(AACs) vary in complexity and ease of use.
They include communication with no- or
low-tech (e.g., gestures, facial expressions,
handwriting, topic and alphabet boards, eye-
linking systems) or high-tech (e.g., tablets with
voice-banking outputs). High-tech AACs require
little or no head or limb movement and allow
independent communication.®®

AACs may assist in preserving identity,
autonomy, and control in plwMNDs'

personal and social lives, as well as concerning
their treatment needs and preferences.®
Communicating in various social contexts and life
situations (‘communicative participation’) is now
considered an important treatment outcome,'®®
and AACs can be an important support for
communicative participation.’® AACs can be
critical in maintaining an emotional connection
with loved ones,® facilitating social and
community participation, reducing depression,
and enhancing quality of life.'°® Voice banking
or creating a personalised synthetic voice that
approximates a plwMND'’s natural voice, can
help preserve identity and social networks and
facilitate a sense of control.'°® Furthermore,

as the disease progresses, communication
regarding a plwMND’s physical, emotional,
cultural and treatment needs and preferences
becomes critical.®® These communication
devices help plwMND and their carers maintain
autonomy, control, decision-making ability,
and improve quality of life.8 1%
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Psychologists can assess and monitor the
communicative participation of plwMND
and their carers and encourage them to
obtain timely AAC education, treatment,
and equipment.’®® 19" Psychologists should
be aware that assistive technology
education, access and provision to
plwMND and their carers are some of
the key roles of MND Associations in
Australia.” Further information regarding
assistive technology is available at the
MND Connect®* website. Psychologists,
via discussion and appropriate referral,
may facilitate early adoption of AAC
assessment since postponement till
intelligibility is severely impaired can
negatively influence acceptance, uptake,
and successful use of the technology.'°?
To make plwMND feel comfortable and
less frustrated when they are using

AAC, it is important that psychologists
demonstrate patience and provide
sufficient time for the plwMND to
express themselves and feel heard
(rather than guessing what is trying

to be communicated).

Additionally, these technologies allow

treatment when plwMND become restricted

to the home. Telehealth services, self-reporting,
and remote non-invasive ventilation can enhance
accessibility, safety, and quality of care.

Psychologists, and other HCPs, can
conduct therapy with plwMND and their
carers via telehealth, which has a high
adoption and adherence rate in this
population.107108
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Assistive technologies can empower plwMND
and their carers to engage in treatment with
an active role for a longer duration as the
disease progresses, with clear consequences
for psychological wellbeing.®® Psychotherapy
using an AAC device and software has been
used successfully with plwMND to reduce
psychological distress, better manage
symptoms, and enhance dignity, autonomy,
and self-esteem.’®® AACs can also enable
valued participation in MND clinical trials.™®

An exaggerated outburst of crying or laughing
is often associated with upper motor neurone
(pseudobulbar) dysarthria. This behaviour

is referred to by several interchangeable

terms, including ‘pseudobulbar affect’ (PBA),
‘pathological crying and laughing’ (PCL),
‘emotionality lability’ and ‘involuntary emotional
expression disorder’.?3 8™ Prevalence rates of
this disorder vary between 25-50% of plwMND
and are higher for those with predominantly
upper motor neurone dysfunction compared

to typical ALS or principally lower motor
neurone dysfunction. The PBA reaction is
difficult to control, and the intensity of the
emotional outburst is disproportionate and often
inappropriate to the circumstance, often causing
the plwMND to become embarrassed and
distressed. PBA is associated with lower quality
of life, more negative social interactions and
depression. The associated facial movements
may also be painful. Consequently, social
withdrawal risk increases.t5 " 12 |dentifying
underlying emotions in plwMND may be
difficult because of the alteration of

emotional expression caused by the disease.
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Psychologists working with plwMND
should be aware of the prevalence,
symptoms, and impact of PBA, as
disproportionate or inappropriate laughing
or crying may also be associated with
mood disorders (e.g., bipolar) or the
consumption of illicit drugs and may,
therefore, be misinterpreted. Although it
can be challenging, psychologists should
be able to delineate the differences
between PBA and mental disorders, as
this exaggerated emotional expression

is commonly misdiagnosed as a mood
disorder. For example, PBA crying
episodes are explosive and brief, without
the persistent sadness associated with
depression.'2 13

Neuropsychiatric impairments

Recently, there has been a movement towards
reconceptualising ALS as a multisystem
disorder involving a spectrum of cognitive and
behavioural changes. The spectrum ranges
from plwMND demonstrating a pure motor
phenotype to those with ALS-Frontotemporal
Dementia (FTD) and accounts for a variety

in the severity of cognitive and behavioural
changes."* Using this approach, approximately
15% meet the diagnostic criteria for ALS-FTD,
35% have a range of less severe and focal
neuropsychological and motor impairments,
and about half fall within the normal range.”®
Criteria have been developed to assess FTD,"™
categorising plwMND into ALS, ALSci (with
cognitive impairment), ALSbi (behavioural
impairment), ALScbi (both cognitive and
behavioural impairment), and ALS-FTD.
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Psychologists receiving referrals
for plwMND should be aware of
recommended neuropsychological
tools, particularly since cognitive
screening is a common request.44

The Edinburgh Cognitive and Behavioural

ALS Screen (ECAS)"® and the ALS Cognitive
Behavioural Screen (ALS-CBS)'” are the

two most commonly used measures that are
sensitive and specific to ALS impairments,

have been validated and standardised and

are recommended for use with plwMND."5 "8,

9 Common coghnitive issues include deficits

in verbal fluency, executive functions, social
cognition (e.g., abnormal emotional processing,
difficulty recognising facial expressions,
emotional recognition, and understanding social
situations), and language (e.g., word retrieval
problems, spoken and pragmatic language)

and there is large individual variation in memory
problems. In terms of behaviour change, apathy
is the most common form, while a loss of
sympathy, disinhibition, egocentric behaviour,
perseverative and stereotyped behaviours,
hyperorality and an increase in eating have
been noted." 15120

The cognitive performance of plwMND has
been associated with higher levels of depression,
with ECAS subtests evaluating social cognitive
deficits and inhibitory control demonstrating a
relationship.’?" 22 However, research regarding
the relationship between anxiety and cognitive
function has been inconsistent.'>® The evidence
is more consistent regarding an association
between behavioural impairments and both
depression and hopelessness,'?* although there
is a clear overlap between depressive and
behavioural symptoms, such as apathy.'?3 25
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Cognitive and behavioural changes may be
evident in communication difficulty, passivity,
trouble with decision-making, and impaired
social interactions. Apart from the negative
psychological impacts on the plwMND, these
changes are also associated with disease
progression, treatment adherence, survival
and caregiver psychological wellbeing. The
presence of behaviour changes in the plwMND
is predictive of lower quality of life, and higher
levels of burden and depression in MND
Carers.‘HS, 127-129

Behaviour changes also become
challenges for carers and HCPs, such

as psychologists, as they have been
associated with treatment non-adherence
in plwMND manifesting symptoms

of FTD."?6

Treatment adherence is significant as it may
extend survival (e.g., non-invasive ventilation),
increase quality of life and reduce caregiver
burden.’?® Extremely low compliance rates with
recommendations for mental health needs have
been noted among plwMND with only mild
cognitive and behaviour change symptoms.’™®
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The consequences of cognitive and
behaviour changes further emphasise the
importance of psychologists being alert
to these changes. Due to the prognostic
and therapeutic consequences, early
detection and cognitive assessment

to assist in the timely management

of symptoms is considered a critical
aspect of MND care."4 118,123,130 Cognitive
assessments have benefits for plwMND,
carers and treating HCPs, as they lead

to improvements in clinical care. These
may be manifested in the identification
and validation of cognitive and behaviour
changes, better comprehension of
disease impact and progression, informing
and directing care (e.g., referrals to
specialist services, adapting care plans),
and providing a guide to the plwMND's
ability to make decisions."®

Further information to assist
psychologists to link plwMND and their
carers to services and support (including
the National Insurance Disability Scheme
and My Aged Care) is available at the
MND Connect’* website.

A higher prevalence of personal and familial
history of psychiatric disorders before MND
diagnosis has been demonstrated. There is an
association between being diagnosed with MND
and being hospitalised for psychiatric reasons
(specifically schizophrenia, bipolar disorder,
depression, or anxiety) in the preceding year.
In this context, the presenting psychiatric
symptoms were interpreted as prodromal
features of MND.?¢ However, there is also a
relationship between a diagnosis of depression
5+ years prior to MND diagnosis, further
supporting the hypothesis that depression is

a risk factor for cerebral neurodegeneration.?®
An association has also been demonstrated
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between a history of psychiatric disorders,
particularly mood disorders, which may have
preceded an MND diagnosis by many years, and
the development of cognitive and behavioural
disorders in plwMND."*2

As part of their history-taking,
psychologists should familiarise
themselves with the plwMND and
their relatives’ history of psychiatric
disorders, as they are risk factors for
the development of cognitive and
behavioural disorders.

Depression and anxiety among
plwMND

Given the impact of the symptoms, the
relentless progression, and the poor prognosis,
it is unsurprising that mental health issues

are commonplace among plwMND and their
carers.’®® Depression and anxiety in plwMND are
linked with several negative outcomes, including
decreased quality of life, reduced length of
survival times, and higher risks of suicide and
mortality.54 134136

Research into the prevalence of depression
among pIwMND has yielded inconsistent results,
with prevalence rates ranging from 10-45%.3%
87 Notably, this epidemiological data has been
obtained from a range of self-report scales that
vary in sensitivity and specificity for detecting

a depressive disorder.”*?

Psychologists should be aware of the
strengths and limitations (e.g., somatic
overlap) of merely relying on self-report
measures of psychological distress.
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An additional issue with the use of these
questionnaires is that the highly prevalent

use of antidepressant medication may have
reduced depressive symptoms to a level below
the cut-off for ‘caseness.’ A study in the United
Kingdom tracking the trajectory of a cohort

of 1120 pIwMND over 30 months found that
88% of those using antidepressants reported
symptoms below caseness for depression using
questionnaires, suggesting that pharmacological
treatment may reduce the identification of
depression using these tools.'*® Depression
questionnaires are often used in clinics and
research due to the labour-intensive nature

of the gold standard of diagnosis, a clinical
interview based on the Diagnostic and Statistical
Manual of Mental Disorders (DSM-5-TR).13#

Psychologists are encouraged to use their
assessment skills (e.g., clinical interview)
to evaluate the psychological status of
the plwMND beyond the questionnaire
results. Further information to assist
HCPs regarding factors to consider in
the provision of psychological care and
support can be found in the NICE (2016)
international guidelines** (Section 1.6
‘Psychological and social care support’)
and on the MND Connect®* website.

Recent larger studies seem to have confirmed
high rates of depression prevalence in plwMND.
A systematic review and meta-analysis of the
pooled prevalence of depression in plwMND
reported by 46 studies yielded an overall
summary prevalence of 34%.%® The study
tracking the trajectory of a cohort of 1120
pIWMND over 30 months reported a prevalence
rate of 23%. However, this figure may be an
underestimation as caseness may have been
reduced because of antidepressant therapy. This
research also found depression to be associated
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with being female, younger, level of disability and
a poorer quality of life. Depression was also more
common shortly before or after diagnosis and

as MND progressed through its various stages
(known as King’s stages of progression).138 13¢
Almost 72% of plwMND with depression as a
comorbidity reported onset within three years
before their diagnosis of MND, providing further
support for the hypothesis that depression may
be a prodromal feature of MND.26. 132,138

Psychologists should be regularly
investigating for symptoms of depression,
particularly early in the disease course.

Some authors have suggested that screening
for depression should begin at the initial
presentation to a neurologist.'®

Anxiety in plwMND has not been investigated
as widely as depression,®” and where it

has, the reported prevalence rates are also
highly variable, ranging from 8-88%.123 140,141
Researchers have suggested that, similar to
depression, this may be due to the variety of
self-report scales used to detect anxiety.'®®
Analogously, perceptions of independence are
associated with both depression and anxiety.#?
Also, similar to depression, high prevalence rates
for anxiety are evident pre- and post-diagnosis
of MND.26:143

For psychologists, the same
recommendations for depression

apply to anxiety. These include clinical
assessment based on the DSM-5-TR,
being aware of risk factors and the impact
of anxiety, and screening early and
regularly in the disease course.'®
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When interacting with ATSI plwMND

and their families, psychologists should
be aware that many prefer to use the
term ‘social and emotional wellbeing’
(SEWB) rather than mental health or
mental illness. SEWB is more holistic and
acknowledges social, emotional, spiritual,
and cultural aspects of wellbeing,
including the impact of policies

and past events.%®

Decision-making

A model has been developed to assist
HCPs, such as psychologists, to engage
plwMND and their carers in patient-
centred decision-making in various
domains including gastrostomy. The
model emphasises the HCPs role in
supporting the perceived control of
pIwMND by exploring and clarifying values
(including cultural), establishing choices
and discussing the optimal timing of these
choices to ensure that enough resources
have been obtained to ensure that these
decisions are informed. HCPs, including
psychologists, should then support the
choices of plwMND, whether that be to
adopt early symptom management, defer
decision-making to a later stage or refuse
treatment. Each of these options should
be accepted and presented as valid.®”
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The value of these choices is particularly
important in domains where the clinical benefit
of the treatment is less clear. For example,
compared with non-invasive ventilation (NIV),
the benefits derived from gastrostomy in terms
of quality and quantity of life are less clear.*4
While such an approach may be challenging
for some psychologists, it respects the
autonomy and values of the plwMND. This
approach increases the perception of control
and satisfaction with the decision-making
process among plwMND. It has also been
suggested that plwMND may value hearing
about the experiences of other patients in a
manner that demonstrates both the risks and
benefits associated with their choices, as this
may facilitate more informed decisions. This
exposure and specific information regarding the
practicalities associated with PEG feeding may
contribute to the specific education requested
by plwMND and their families regarding
interventions.88

Patient-centred decision-making can be
improved with the input of high-functioning
multidisciplinary teams (MDT), as recommended
by clinical guidelines.**% Communication
within these teams is paramount to ensure

that the plwMND’s wishes and needs (e.g., to
delay gastrostomy) are respected. In addition,
communication, cognitive and behavioural
impairments can be significant barriers to
engaging plwMND in decision-making. Hence,
psychologists should introduce the process
early.® Clearly, communication, cognitive and
behavioural impairments can influence the
plwMND'’s decision-making capacity regarding
treatment options, palliative care, and finances.
Consequently, timely and appropriate referrals
should be made within the MDT to begin
sensitive discussions regarding issues such as
medical power of attorney.¢
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Psychologists can present these
decision-related discussions in the
context of preserving the plwMND’s
preferences and identity.

Gastrostomy feeding tube placement

and ventilation options should be regularly
discussed with plwMND. However, a synthesis of
qualitative research on decision-making in these
domains has demonstrated that such choices
are not simply functional issues for plwMND,
and emotions play a significant role. These
interventions may be perceived as a threat to
identity, independence and normality, requiring
the plwMND to balance quantity versus quality
of life values.

HCP interactions may influence decision-
making. Therefore, it is critical that these
exchanges contribute to the autonomy
of the plwMND by promoting, rather
than threatening, their perception of
agency. Psychologists should maintain
appropriate boundaries and high self-
awareness as they engage with this
complex ethical situation that involves
trying to optimise the health outcomes
of a plwMND while respecting their right
to autonomy. Decision supports should
consider emotional factors associated
with the plwMND'’s choices and facilitate
autonomy.'¥’



End-of-life considerations

The MND Association of Australia has
developed guides for counselling regarding
treatment options and withdrawal, palliative
care, discussing and planning for end-of-

life, and exploring and supporting plwMND
wishes and preferences (see MND Connect®4).
Unfortunately, evidence suggests that

there remains some distance between
recommendations and the practice of medical
and other health professionals.™® For example,
the role of palliative care is often not discussed
until late in the disease trajectory.’*® This lack of
best-practice application can have a negative
impact on plwMND and their carers. Delaying
communication, decision-making and planning,
or an HCP ignoring or disregarding a plwMND's
wishes, have been described as violations of
patients’ rights via non-adherence to the ethical
principles of autonomy and non-maleficence.®

There are numerous challenges for plwMND,
carers and psychologists as illness progression
becomes more apparent, and HCPs are often
concerned that raising the topic of advance
care planning (ACP) may diminish hope and
create negativity. However, due to the common
delay in diagnosis and rapid illness progression,
discussing ACP early and at regular intervals is
recommended.4® 150

Integrating palliative care at an early stage
facilitates better acceptance of progressive
losses, enhances control, empowers decision-
making, enables tailoring of care, and improves
psychological and social consequences for
patients and carers.*® While individual variation
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exists, plwMND and their carers generally prefer
to have the chance to discuss what they should
expect as MND progresses. ACP can result in
greater concordance between patients’ wishes
and the treating team.'s®

It is recommended that psychologists
raise ACP discussions in the context

of patient autonomy, security, control,
courage, dignity, and independence.44 ™
This approach encourages the perception
of ACP as a tool facilitating quality

of life, rather than inferring imminent
death. Further information to assist
psychologists in initiating end-of-life
discussions and navigating end-of-life
care is available at MND Connect®“.

Carers, as well as plwMND, can be reassured
by ACP documents** with benefits such as a
reduction in decisional burden, prevention of
regret, improved preparation and enhanced
family communication and concordance with
patient wishes.’s' Conversely, some plwMND
do not wish to discuss ACD till later in the
disease course for various reasons, such as
a wish to live in the moment.”® The introduction
of a discussion of ACP should match patient
readiness.”™
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Assessing and facilitating readiness is a
key role for psychologists. Factors such
as a positive therapeutic relationship,
trust, high-level communication skills and
creating an environment of openness
and acceptance facilitate readiness
towards ACP discussions.*® For plwMND
who are not yet ready to discuss ACP,
communication opportunities should

still be presented respectfully at regular
intervals, and psychologists should offer
support for decision-making at significant
points of deterioration.™®4° Further
information to assist HCPs deliver a
coordinated multidisciplinary approach to
MND symptom management is available
at MND Connect®*

For ATSI plwMND and their families, ACP
is referred to as ‘advanced care yarning’
and entails discussions with a doctor, an
Aboriginal Health Worker, or family about
future treatment, beliefs, and values.'®?
For example, advanced care yarning can
help identify the plwMND'’s preferences as
they come close to the end of life, such as
returning to Country.”® Further resources,
including templates and videos, to assist
HCPs with starting these discussions and
facilitating these choices in a culturally
safe manner are available at the Palliative
Care Australia,’™>* Australian Indigenous
HealthinfoNet ¢ and Gwandalan National
Palliative Care Project *” websites.
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Given the symptoms associated with disease
progression, it is unsurprising that the wish

to hasten death is not uncommon amongst
plwMND."8 Examples may include refusal of
invasive and non-invasive treatments and
requesting the withdrawal of treatments. More
direct methods may include voluntary stopping
of eating and drinking, suicide, and voluntary
assisted dying (VAD).

PIwWMND are at higher risk for

suicide compared with people without
neurological diseases, and psychologists
should be aware that this risk is generally
greatest among younger patients and in
the first year after diagnosis.'35 156-1%8

Suicidal ideation is not unusual after the shock
of an MND diagnosis.#®"5° Other higher risk
times include when the plwMND perceives that
the symptoms of the disease have surpassed
their ability to tolerate or some may act prior to
the onset of paralysis, preventing them from the
option.'#8 180,161 Rasearch has also revealed that
carers may also experience suicidal ideation
during significant points in the progression of
the disease.'®?

Psychologists should be aware of the
psychological toll on plwMND and their
carers and are strongly encouraged to
monitor their mental health and suicidal
risk from the time of diagnosis onwards.’®
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VAD has only recently been legalised in most
parts of Australia, and initial data from Western
Australia indicates that neurological diagnoses
(predominantly MND) were the second most
common among VAD deaths in 2022-2023.'¢3
As far as carers are concerned, psychologists
should be aware of conflicting evidence

on whether VAD increases or decreases
bereavement issues. There is anecdotal
evidence that some MND carers

have experienced disenfranchised grief.'64

Psychologists treating MND carers
should be aware of risk factors for poor
bereavement outcomes for those whose
family members participated in VAD.

These risk factors include ambivalence,

moral disagreement regarding assisted death,
and communication difficulty at the end of
life. Protective factors included appropriate
preparation and planning, a perception of
autonomy, less suffering for the patient and
supporting the patient’s wishes, although
these protective factors may also act as risks
in some circumstances.”® There are also unique
concerns for bereavement associated with
VAD, including potential social stigma and
moral conflicts in families.”*

Psychological support is strongly
recommended for family members
of those choosing this form of death,
both pre- and post-VAD.% 166
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End-of-life matters need to be
approached in a culturally appropriate and
responsive manner.'®” There are customs
and sacred practices often conducted

by ATSI people prior to, during and after
the individual’s passing. HCPs should be
aware that these practices and choices
may vary significantly across different
ATSI groups, and communication with the
plwMND and their family is essential to
ascertain their specific cultural needs and
choices. For example, direct reference to
terms such as death and dying may cause
discomfort in some ATSI people and
phrases such as ‘passing on’ or ‘finishing
up’ may be more culturally appropriate.’®®

Having the choice of location (e.g.,

on Country, at home, hospital) where
they will pass may also be important.'®®
Other factors to consider include kinship,
communication styles, and ‘Sorry
Business’ (ATSI term for the passing of

a person). For example, traditional ATSI
practices associated with grief and
bereavement may include not using

the deceased person’s name, avoiding
eye contact, and a smoking ceremony.

It should also be noted that there is

a diversity of perspectives on VAD
among ATSI peoples.”® Psychologists
can access a Palliative Care and End-of-
Life Care Portal specifically designed to
help HCPs provide culturally appropriate
care for ATSI people, their families and
communities at the Australian Indigenous
HealthinfoNet > website. Additional
training and resources are available

at the Gwandalan National Palliative
Care Project®’, Caresearch'’, and the
Indigenous Program of Experience in
the Palliative Approach'? websites.
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Psychologists should be aware of

the challenges experienced by diverse
populations, including culturally and
linguistically diverse (CALD) and lesbian,
gay, bisexual, transgender or intersex
(LGBTI) groups. For example, barriers to
engaging with HCPs in CALD populations
include language and literacy, death

and dying considered taboo subjects,
stigma regarding hospice care, lack of
translated and culturally appropriate
resources, racism, discrimination, cultural
stereotyping, religion, and health beliefs.
The Western values of autonomy and self-
determination associated with ACP may
not align with the values of some CALD
individuals. Hence, ACP is less common
in CALD populations.

Barriers often experienced by LGBTI
Australians include social isolation,
discrimination, potentially strained
relationships with biological family, and
difficulties identifying alternative decision-
makers. The Department of Health and
Aged Care'® has summarised the common
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barriers to palliative care for diverse
Australians, including CALD and LGBTI
populations. Psychologists should be aware
of the concept of intersectionality and be
cognisant of the heterogeneity of views
and behaviours of individuals within diverse
populations. Respectful acknowledgement
of different perspectives regarding ACP

is important, and consent to begin these
discussions is helpful in facilitating trust."”®

Referral to language support and
multilingual resources may also facilitate
end-of-life discussions. An extensive
range of tips for communicating with
CALD individuals has been developed

by Diversicare'”. It is essential that
treating psychologists are aware that
making heteronormative assumptions may
cause distress for LGBTI individuals. For
example, ACP should recognise ‘family of
choice.’ Further information on providing
appropriate care to CALD and LGBTI
populations is available at the ELDAC"®
and Caresearch® websites.
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Psychological treatment

for plwMND

There is a paucity of research into psychological
interventions for plwMND, and reviews of these
treatments have noted that methodological
limitations limit the quality of these studies.

The existing evidence base is insufficient
to recommend specific psychological
therapies for plwMND.'78 179

Although caution should be used in

the interpretation of the results due to
methodological deficits, the following provides
a brief overview of the key psychological
interventions trialled.

MND-tailored Mindfulness-Based Stress
Reduction demonstrated reductions in

28

depression and anxiety, and improved quality
of life in plwMND. Meditative training involved
bringing attention to the present moment and
promoting the management of emotions via
acceptance of feelings and sensations without
judgement & 181

Acceptance and Commitment Therapy (ACT)
has been successfully trialled to improve the
psychological wellbeing of people with other
neurogenerative diseases. This approach
integrates acceptance, mindfulness, motivation,
and behaviour change techniques. The aim is
to decrease maladaptive attempts to control
negative internal experiences (e.g., thoughts,
emotions, physical sensations) and to facilitate
engagement in activities that enhance one’s life.
The results of a feasibility and acceptance study
were suggestive of small reductions in anxiety
and depression and improvements in non-
physical quality of life.®°

Cognitive-behaviour therapy (CBT) has also
been trialled with mixed results. A randomised
controlled trial of tailored CBT based on the
stress-coping model was delivered to plwMND
and their carers. However, the study was halted
prematurely due to recruitment problems.
Preliminary data was indicative of significantly
less decline in mental aspects of quality of life for
those in the intervention group.’®? Another study,
using a quasi-experimental design, delivered
four sessions of CBT coupled with counselling
techniques. The results demonstrated a
significant decrease in symptoms of

depression and anxiety.'s3
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A psychodynamic hypnosis intervention has also
been trialled with plwMND. An initial uncontrolled
pilot intervention included four hypnosis
sessions, modified for the plwMND according

to their psychological status and physical
symptoms. Hypnotic suggestions focused on
developing symptom control (e.g., muscle pain,
emotional lability), resilience, self-consciousness,
and illness acceptance. Domiciliary visits and
self-hypnosis training were also integrated over
a month. The results demonstrated reductions
in depression and anxiety and improvements

in quality of life. Participants also reported
perceived decreases in physical symptoms such
as pain, sleep disorders, emotional lability, and
fasciculations.’® A quasi-experimental design
later evaluated the same intervention but also
integrated matched controls and evaluation

6 months post-intervention. The results were
similar to the pilot, demonstrating a reduction

in depression and anxiety symptoms post-
intervention.'s®

The results of an uncontrolled feasibility study
using a Dignity Therapy (DT) intervention

for plwMND and their carers have also been
reported. This intervention involved the
creation of a document about their life based

on a life reflection interview. Salient memories,
achievements and events are discussed

with the aim of recognising life dignity and
meaning and reducing existential distress.

No significant differences were observed on
quantitative measures of dignity-related distress,
hopefulness, and spiritual wellbeing for plwMND
or on measures of burden, hopefulness, anxiety,
and depression for carers. However, qualitative
data indicated that plwMND endorsed the
treatment, and carers also found comfort in

the DT document.'86.187

The impact of expressive disclosure on the
psychological wellbeing of plwMND was
evaluated with a randomised controlled trial.
This intervention involved either writing or
speaking about their deepest thoughts and
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feelings related to their experience with MND
for 20 minutes over 3 days, with the hypothesis
that expressing rather than withholding stressful
events leads to reduced psychological distress.
The results demonstrated that those who
disclosed thoughts and feelings about MND had
higher psychological wellbeing at follow-up.
However, ambivalence over emotional expression
mediated the effect, and the authors concluded
that expressive disclosure may be helpful for
pIwMND but only for those individuals who have
difficulty expressing emotions.'s®

Given the symptoms, burden, and lack of
mobility associated with MND, traditional
face-to-face psychological interventions

may not be suitable for plwMND or their carers.
Digital mental health interventions (DMHI) offer
a promising alternative. Pinto et al. (2023)°
describe a DMHI designed for plwMND and
their carers which was comprised of an
interactive website with self-guided emotion
regulation strategies, and tips for managing
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distress and improving psychological
wellbeing based on CBT, ACT, mindfulness
and compassion-focused therapy. Qualitative :
evaluation indicated that participants found the f N A
DMHI useful and acceptable, with benefits noted ' :
in developing control and positivity. DMHI can
also be helpful in rural and remote areas.

One size does not fit all as far as psychological
interventions for plwMND and their carers are
concerned. Individual preferences and needs
may be a facilitator or barrier to engagement.
One study exploring the needs and preferences
of plwMND in relation to psychological
interventions identified key variables to
engagement and success (listed in the box
below), and the authors suggested that ACT

is well-suited to implementing these factors.’®®

Key factors to engagement and success
with psychological interventions included
individual tailoring, flexibility, and the
facilitation of autonomy. The implications
were that psychological intervention
should:

1. Assist the person to learn skills
to manage negative thoughts
and emotions

2. Increase personally meaningful
behaviour,

3. Re-direct the focus to what can
be controlled

4. Increase attention to experiences
in the present.’®®
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Challenges to carers’
psychological wellbeing

Most of the provision of care for plwMND comes
from the community through the role of informal
carers, usually spouses or children.?® Carers also
provide physical and emotional support and play
an important role in clinical decision-making.’®"

Carer availability and wellbeing are integral

to the care of a plwMND. Without the available
capacity of a carer, plwMND would not be able
to continue to live at home till the end stage of
their lives. Consequently, unmarried plwMND
are more likely to die in an acute care facility.’®?
Further, 80% of MND carers live with the
pIwMND;,®% and those residing with the plwMND
have poorer mental and physical health than
carers who did not have primary residence with
the plwMND."*4 Importantly, there is a strong
bidirectional relationship between the wellbeing
of the plwMND and their carers, particularly on
psychological variables, further emphasising
the importance of addressing the needs

of carers.195198

Caring for a plwMND is very demanding.

A wide range of tasks may include all activities
of daily living and personal care, with an average
time of 9.5 hours per day spent in the caring
role.”®® The time involved in the provision of care
usually increases as the disease progresses.?®
The mental health of MND carers is challenged
throughout the course of the disease and
beyond. The psychological toll of being the
carer of a plwMND is well-established.?°’ The
disease has been described as unremitting

and exhausting, with no hope for recovery.2%?
High levels of depression, anxiety, fatigue,
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strain, social handicap, and increased risk for
anticipatory grief (beginning from the time of
diagnosis) and prolonged grief disorder (PGD)
post-death, as well as lower quality of life,
have been regularly demonstrated.?0" 203-207

Psychologists should be aware of a range
of factors that contribute to or protect
against the development of mental health
problems among carers of plwMND.2%®

The severity of MND may impact burden, anxiety
and depression.2%® Carers providing 22 or more
hours per week were 2.65 times more likely to be
experiencing psychological distress.193 Positive
coping strategies and social support strongly
contribute to psychological wellbeing and quality
of life.?%8.210 | ow self-esteem, worries about
end-of-life, existential concerns and changes in
identity, roles and relationships are all associated
with levels of MND carer psychological
distress.52 210213

A large Australian study found 54% of MND
carers to be at moderate risk of developing
PGD and almost 10% to be in the high-risk
group.?'* Depression increased the risk of PGD
by 18 times, while anxiety increased this risk
by 8 times. Other significant contributors to
PGD included poor family functioning, a recent
bereavement (<12 months), being a spouse/
partner of the deceased plwMND, insufficient
support during the MND journey, the deceased



Challenges to carers’ psychological wellbeing

being under 60 years old, and a brief period
of caring under 1.5 years. Sixty-three per
cent reported that they needed bereavement
support beyond that provided by family and
social networks,?™ highlighting a clear role for
psychological intervention.

Anticipatory grief, which can begin from
diagnosis, is also highly prevalent in MND carers
and increases the risk of developing PGD.2”
Factors associated with anticipatory grief, post-
death grief, and prolonged grief in MND carers
should be targeted early in the disease process.
These include carers’' need for substantially more
information about MND progression, coping
strategies to assist with relationship changes
with the plwMND, a decrease in carer depression
and anxiety, better planning for the future
passing of the plwMND, adjustment and life-
rebuilding success post-death of the plwMND.
Factors influencing all three types of grief
include negative experiences as a carer, loss
fixation, insufficient end-of-life and bereavement
support, emotional avoidance coping style and

a lack of psychological support.2®
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The clinical implications are that early
carer education about MND can mitigate
grief but should be coupled with
psychological support, as increased
knowledge may potentially increase

the grief response. Psychological
interventions for carers should be
introduced from the point of diagnosis
due to the massive emotional impact
associated with role changes and
relationships. Psychological interventions
with MND carers should aim to reduce
emotional avoidance and move towards
acceptance and better management of
depression and anxiety.??” Furthermore,
psychological support for the carer
should not cease at the point of death
of the plwMND.

Numerous studies have demonstrated a
significant carer burden associated with the role.
Carer burden has been defined as the combined
physical, emotional, social, and financial impacts
linked with the role.?”® Factors associated with
higher carer burden include greater behavioural
and physical impairment of the plwMND,
symptoms of depression in the carer, insufficient
information and training regarding MND and care
skills, limitations associated with the role, and
the impact on relationships.®8 204 215 Predictors

of burden include higher carer psychological
distress (explaining 39% of the variance),?®
hours of care provided and lower carer quality

of life.?04 Other carer factors associated with
differences in burden include resilience,

coping style, problem-solving skills, and use

of social supports.?® 21
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Psychologists can use knowledge of
contributing factors to identify vulnerable
individuals at risk for high levels of carer
burden, and this insight can guide the
development and implementation of
interventions.?"® Some carer factors

may be modifiable, and this is further
supported by evidence regarding
mediating factors. Psychologists

may encourage reappraisal of caring
responsibilities, as positive aspects

of the role may moderate perceived
burden.?°* Protective factors include

the appreciation of positive experiences,
personal satisfaction, development of

a life outside of caring, making time for
self-care, finding meaning in the caring
role, and a sense of hope.'96 198, 216,217

The identification of positive factors
associated with being an MND carer
may balance, protect and reduce distress
among those in this role and should
inform psychological interventions.?'
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Psychological interventions
for the carers of plwMND

Interventions targeting the psychological
wellbeing of MND carers is a relatively new
field. Hence, there are limited studies on this
topic, and most of the research in this domain
has significant methodological weaknesses.

The current evidence base is insufficient
to recommend specific psychological
therapies for the carers of plwMND.?2°

The following provides a brief overview of
the main psychological interventions trialled.
However, given the methodological issues,
the results should be interpreted with a
degree of caution.

Four studies have implemented mindfulness
interventions. One study employed an MND-
tailored Mindfulness-Based Stress Reduction
treatment, including meditative training

to bring focus to the present moment. It
demonstrated improvements in psychological
wellbeing, including relaxation skills, emotional
self-regulation, and acceptance.’®® A similar
intervention also using meditation as a

core component did not demonstrate any
psychological wellbeing benefits on quantitative
measures. However, qualitative data indicated
that carers valued hearing from others in similar
situations, having time explicitly allocated for
them rather than focusing on the plwMND,

and having professional input.??' Another

study evaluated the effectiveness of a
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website-based, non-meditative (Langerian)
mindfulness intervention. Carers reported
decreased burden, depression, and anxiety, with
increases in energy and emotional wellbeing.???
Finally, a randomised controlled trial evaluated

a blended psychosocial support program based
on Acceptance and Commitment Therapy
(ACT), including a mindfulness component.
However, qualitative data indicated that MND
carers did not find this part of the intervention
helpful. Overall, the blended psychosocial
support program demonstrated improvements
in controlling thoughts about caregiving, but
there were no differences in other psychological
outcome measures. Qualitative data also
indicated higher perceived control over caring,
acceptance of thoughts and feelings, more
attention to their personal relationships, felt
acknowledged and empowered to make choices
regarding their needs.??3 224

A CBT intervention based on the stress-coping
model was halted prematurely due to recruiting
problems. Preliminary data demonstrated
significant improvements in carer quality of

life and reductions in burden.'®2

Chaplains delivered a carer intervention based
on self-disclosure and human development to
improve wellbeing via an exploration of role-
related meaning. No effect was found on a
range of quantitative psychological wellbeing
measures, although quantitative data revealed
benefits associated with role reflection and the
opportunity to process emotions.??®



Psychological interventions for the carers of plwMND

A mutual support group intervention for family
carers found that the experience of caring was
profoundly different depending on whether

the carer was a son/daughter or a partner of a
pIwMND. More psychological wellbeing benefits
and harmony were evident in the children of the
pIwMND group. Overall, social comparison with
and support from peers assisted participants

in coping more effectively, better equipping
them for their caring role and reducing isolation.
Connecting with these networks facilitated the
activation of personal and social resources for
wellbeing.?2¢

A case-management-based intervention for
carers was evaluated in a randomised controlled
trial. No effect was found on psychological
wellbeing (burden, quality of life).2?

Youth carers of plwMND tend to be isolated and
receive minimal MND-specific care training.?2®
A one-day training intervention for youth
carers of plwMND was based on the tenets

of the individual and family self-management
theory and focussed on improving the self-
efficacy of these children in their caring role.
This study underscored the importance of
providing training that targets specific MND
care needs, as it demonstrated a significant
increase in confidence with several care tasks
(communication systems, use of respiratory
equipment, using a power chair), translating to
the eudaimonic psychological wellbeing aspect
of environmental mastery.??°

The importance of addressing
individual needs in carer interventions

MND carers have reported a lack of
acknowledgement of their needs and inadequate
support. A large national survey of plwMND and
their carers indicated that support for carers and
family members should be a research priority.?*’
Support for carers has been compromised by a
lack of integration of services across health and
social care, inequities in access to coordinated
palliative care, inadequate knowledge base of

HCPs and poor monitoring of psychological
issues.?®? Generic one-size-fits-all interventions
may be short-sighted and unsatisfactory. For
example, while many MND carers report that
they need help with bereavement from beyond
their social networks, they would prefer informal
social support from within these networks if
they were better equipped. Unfortunately,
carers’ social networks are often ill-equipped to
provide the support is needed. Education within
a compassionate communities approach to
palliative care allows for the upskilling of carers’
social networks for all phases of caregiving,
including bereavement. This approach also
improves cultural responsiveness and tailored
appropriateness of care.?% 23

MND carers have reported a lack of
insight, understanding and support
from HCPs and their informal social
networks,?° further emphasising the
importance of HCPs being cognisant

of the psychological issues experienced
by this population.

MND carers have derived benefits from
interventions that address their individual
needs. One study used the Carer Support
Needs Assessment Tool (CSNAT) to identify
carer needs. Benefits conferred included the
acknowledgement of the overwhelming carer
journey, validation of the role and empowerment,
and reassurance of support.?** The person-
centred care model provided by the Australian
MND Advisory service is designed to support
the needs of plwMND and their carers. Research
has demonstrated improvement in practical and
emotional support from this service, as carers
reported feeling supported, better equipped

to make decisions about their wellbeing, and
sufficiently informed.32 An online intervention
involved a 4-month palliative rehabilitation
program to support the ability of MND carers
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to handle the daily challenges of their role.
Videos and virtual groups were conducted based
on topics associated with the challenges and
needs of MND carers. Carers made ecomaps

to explore potential supportive relations during
the disease trajectory and post-death of the
pIwMND. They were also offered customised
Mindfulness-based Stress Reduction videos.
Qualitative results indicated that carers
perceived benefit from the peer support and the
videos, felt reduced loneliness and frustration,
and were more knowledgeable regarding future
challenges.?®® Finally, a psychosocial needs
assessment and intervention in low-resource
settings was based on Rolland’s theory of
psychosocial typology for chronic iliness. The
intervention addressed perceived needs and
psychosocial challenges through the different
stages of MND progression and integrated ways
to handle the challenges. Benefits derived by
MND carers included increased confidence in
performing the carer role.2%®

Interviews and concept mapping led to the
development of a four-cluster map representing
different carer needs at each stage: (1) early
coping and adjustment; (2) maintenance; (3)
transition to end-stage; and (4) coping with
change and l0ss.194 A recent systematic review
into MND carer needs across the disease span
reclassified these stages into Stage 1) Early
coping and adjustment after diagnosis; Stage 2)
Across the caregiving course; Stage 3) Transition
to the terminal stage; and Stage 4) Coping with
change and loss after bereavement. Stage 1
needs include the communication process of the
diagnosis, information about the diagnosis, and
assistance coping with the diagnosis. Stage 2
needs include information, emotional support,
formal support with care at home, needs
relating to healthcare services (e.g., access,
coordination), financial support, assistance

with the dietary requirements of the plwMND,
role and social changes. The needs of Stage 3
constitute information provision and access to
services, contact with healthcare practitioners,
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the emotional impact of dying on carers,
assistive technology, and ACP. Stage 4 needs
include access to bereavement services and
support.?’” Another categorised carers’ needs
into external support and assistance, patient-
related factors, and carer psychoemotional
factors. As the disease progressed, the
frequency of needs based on patient-related
factors increased, demonstrating that carers’
needs are also dependent on the individual
needs of the plwMND. Notably, in relation to the
carer’s need for external support, an additional
source of stress for some carers was associated
with uncooperative behaviours of plwMND

and resistance to the involvement of external
support and services. This was manifested in
the plwMND refusing to engage with external
services, refusing services and relying only

on the carer.238

Psychologists should be aware that,
similarly to plwMND, the needs of an
MND carer are individual and dynamic,
changing as the disease progresses
through different stages.

A recent study has integrated MND carer needs
and stage-based problems using the Carers’
Alert Thermometer (CAT). This tool promoted
discussions with MND carers to elicit needs to
be addressed and action plans to be developed.
The results indicated that the CAT helped carers
to clarify needs and work through solutions.
Participants in the study suggested that the
CAT be used at the time of diagnosis and then
at regular intervals as the disease usually
progresses quickly and carers’ needs change
rapidly. The authors also warned against HCPs
and other service providers assuming carer
needs and encouraged the use of tools such as
CAT as they provide a systematic and supportive
ongoing review of carer needs before challenges
become overwhelming. The tool can provide
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important insights and may raise discussions

on sensitive topics. In turn, this requires that
the treating HCP is educated about factors
contributing to carers’ psychological wellbeing
and appropriate communication skills and obtain
the knowledge to signpost carers to relevant
information and support.z

The variety of individual MND carer needs
necessitates the assessment and tailoring of
psychological interventions.??® A ‘goodness-of-
fit’ approach has been proposed where individual
carer risks and needs are evaluated and
matched to tailored treatment.?® Psychological
interventions for MND carers often focus on
hedonic or subjective wellbeing aspects such as
burden, anxiety and depression and undervalue
the importance of eudaimonic factors (e.g., self-
acceptance, environmental mastery, positive
relationships, personal growth, purpose in life,
and autonomy) in psychological wellbeing.?2°
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Treating psychologists should be
aware of the factors contributing to the
carer’s situation when designing carer
interventions, such as identifying those
at higher risk of poorer psychological
wellbeing outcomes?°% 24 and MND
stage.?*” Intervention design should
consider and incorporate both hedonic
(‘feeling’) and eudaimonic (‘function’)
aspects of psychological wellbeing

as both are associated with positive
outcomes for MND carers.?2°
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