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Abstract

Background: People with motor neuron disease (pwMND) are routinely offered
gastrostomy feeding tube placement and (non-invasive and invasive) ventilation to
manage the functional decline associated with the disease. This study aimed to
synthesise the findings from the qualitative literature to understand how individual,
clinical team and organisational factors influence pwMND decisions about these
interventions.

Methods: The study design was guided by the enhancing transparency in reporting
the synthesis of qualitative research (ENTREC) statement. The search of five
bibliography databases and an extensive supplementary search strategy identified
27 papers that included qualitative accounts of pwMND, caregivers and healthcare
professionals' (HCPs) experiences of making decisions about gastrostomy and
ventilation. The findings from each study were included in a thematic synthesis.
Findings: Making decisions about interventions is an emotional rather than simply a
functional issue for pwMND. The interventions can signal an end to normality, and
increasing dependence, where pwMND consider the balance between quality of life
and extending survival. Interactions with multiple HCPs and caregivers can influence
the process of decision-making and the decisions made. These interactions
contribute to the autonomy pwMND are able to exert during decision-making.
HCPs can both promote and threaten pwMND perceived agency over decisions
through how they approach discussions about these interventions. Though there is
uncertainty over the timing of interventions, pwMND who agree to interventions
report reaching a tipping point where they accept the need for change.
Conclusion: Discussion of gastrostomy and ventilation options generate an
emotional response in pwMND. Decisions are the consequence of interactions with
multiple external agents, including HCPs treading a complex ethical path when trying

to improve health outcomes while respecting pwMND right to autonomy. Future
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WHITE ET AL

decision support interventions that address the emotional response and seek to
support autonomy have the potential to enable pwMND to make informed and
timely decisions about gastrostomy placement and ventilation.

Patient or Public Contribution: The lead author collaborated with several patient
and participant involvement (PPI) groups with regards to the conceptualisation and
design of this project. Decisions that have been influenced by discussions with
multiple PPl panels include widening the scope of decisions about ventilation in

addition to gastrostomy placement and the perceptions of all stakeholders involved

KEYWORDS

ventilation

1 | INTRODUCTION

Motor neuron disease (MND), also known as amyotrophic lateral
sclerosis (ALS), is a progressive neurological condition with a global
incidence of 1.59 per 100,000 person-years and prevalence of 4.42
per 100,000 population.? MND is associated with a 2-5 year survival
after symptom onset with a lack of therapeutic options that can delay
disease progression.? The clinical management of MND focuses on
compensating for the progressive loss of vital physiological functions
including respiratory failure and swallowing difficulties.*

People with MND (pwMND) are routinely presented with
options to start interventions aimed at improving quality of life
and/or extending survival.® Interventions offered include gastro-
stomy placement, providing an alternative route for administering
nutrition and hydration, and ventilation (non-invasive and invasive)
for respiratory support.>® Clinical guidance recommends discussing
such interventions early in the disease course and the timely initiation
of interventions to reduce procedural complications and promote
better outcomes.””? Though these interventions have the potential
to extend survival,°"*2 they can also address the negative impact
that functional losses have on pwMND quality of life.% In addition to
the proposed benefits, the risks and burdens should also be
considered during decision-making.'*1°

pwMND make decisions in the context of an often rapidly
progressive disease with no hope of a cure. The risks and benefits
associated with interventions are continually changing as the health
threats presented by symptom progression escalate. King et al.'®
developed a cyclical model of decision-making describing how
pwMND repeatedly respond and adapt to the relentless step-
changes in their condition. There are a range of contextual and
relational factors that influence how, what and when, pwMND make
decisions about their care.x”® Decisions are the result of interac-
tions with a range of external agents including caregivers and the
multidisciplinary team (MDT) supporting them.'®2° |n addition,
cognitive and behavioural changes prevalent in MND impact on the

abilities of the individual to make decisions and the support they

(i.e., pwMND, caregivers and HCPs).

amyotrophic lateral sclerosis, decision-making, gastrostomy, motor neuron disease, qualitative,

need to do so, adding to the complex context in which pwMND make
decisions about their care.?'?? There are a growing number of
qualitative studies that have captured the perspectives of pwMND,
caregivers and healthcare professionals' (HCPs) during decision-
making about gastrostomy and ventilation. This synthesis and further
conceptualisation of decision-making about these interventions in
MND care from multiple perspectives, will inform the future
development of contextually sensitive decision support strategies.
The aim of this qualitative evidence synthesis is to understand
how individual, clinical team and organisational factors influence the
decisions that pwMND make about gastrostomy and ventilation (for
the purpose of this paper ‘gastrostomy placement and ventilation
[non-invasive and invasive] will be referred to as ‘interventions’ from

this point onwards).

2 | METHODS
2.1 | Design

A qualitative evidence synthesis was selected to systematically
identify and synthesise the findings from the published qualitative
literature, to gain a broad and rich understanding of the factors that
influence decision-making about interventions in MND care.?® The
study design was guided by the enhancing transparency in reporting
the synthesis of qualitative research (ENTREC) statement (Supporting
Information: Appendix SA).2* The protocol was registered on
PROSPERO on October 14, 2021 (CRD42021283314).

2.2 | Search strategy

The search strategy was informed by a scoping search and in
consultation with subject experts, academic information specialists,
patient and public involvement groups and the research team. All
searches took place between September and October 2021. Free
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text terms and subject headings related to the concepts ‘motor
neuron disease’, ‘decision-making’, ‘gastrostomy OR ventilation’ and
‘qualitative study’ were combined using the Boolean term ‘AND’. The
search strategies were adapted for searches on five bibliographic
databases: Medline, Embase, CINAHL, PsycINFO and Cochrane
Library database (see Supporting Information: Appendix SB for the
full Medline search terms). An extensive supplementary search
strategy was conducted to identify any references not captured by
the bibliographic database searches (Supporting Information: Appen-
dix SC). The reference lists of included studies, relevant guidelines
and reviews, and the previous 3 years' contents of the ‘Amyotrophic
Lateral sclerosis and Frontotemporal Degeneration’ journal and the
International Symposium on ALS/MND conference proceedings were
hand searched. A forward citation check of all the studies included in
the review was performed using the Web of Science database. The
authors of the included studies and selected topic matter experts
were contacted to identify further studies that may meet the

inclusion criteria.

2.3 | Inclusion criteria

Studies were included if they contained qualitative accounts of
pwMND, caregivers or HCPs making decisions about interventions.
Caregivers were defined as being unpaid people who support
pwMND. Only studies in the English language were included and

no date restrictions were set.

2.4 | Study screening and selection

A total of 3781 references identified by the database and
supplementary searches were imported into EndNote 20 reference
manager. Following the removal of 937 duplicates, the title and
abstracts of 2844 references were screened for inclusion by S.W.
A total of 95 full-text papers were screened for inclusion in the
review by S.W. L.C. screened 10% of the references at both the title/
abstract and full-text screening stages. Any disagreements were
discussed and resolved between S.W. and L.C., with further
discussions with C.M., A.C. and V.H. when required. Finally, 26
papers met the inclusion criteria to be included in the review. The
supplementary searches identified one further paper for inclusion.?®
See Figure 1 for the full results of the study screening and selection

process.

2.5 | Quality assessment

The Critical Appraisal Skills Programme (CASP) qualitative checklist
was used to assess the quality and rigour of the included papers
(Table 1).2° The quality assessment did not guide study selection due
to the documented concerns relating to the consistency and

subjectivity of such appraisals.’>~>* Two studies scored poorly across

most domains of the CASP checklist. Leslie*® did not include any
methods, analysis or discussion, but the transcripts from the
interviews provided interesting insights that were relevant to the
aims of this review. Versalovic and Klein*® paper lacked information
about the study design and analysis, but the richness of the accounts
addressed the review aim. Only six studies discussed the researchers'

relationship (i.e., reflexivity) with the participants.2”-36:37:42:45.51

2.6 | Study characteristics

This review includes a synthesis of the findings from 25 studies
reported in 27 papers, (three papers included the qualitative analysis
of the same participant cohort from one study?’~3!). Of the 430
participants in the 25 studies, 241 were pwMND (where stated: 118
male, 75 female), 103 were caregivers (where stated: 35 male, 52
female) and 85 were HCPs (genders not stated). One study did not
include any information about participants.*’ All the studies used

43,45 and

interviews, with two studies also including observations
another group interviews.?” The papers included qualitative accounts
of making decisions about gastrostomy alone (N =12), ventilation
(non-invasive and invasive) alone (N =8) and both gastrostomy and
ventilation (N=7). The studies were conducted in a number of
countries including: United Kingdom (N = 8); Australia (N =5); The
Netherlands (N = 2); Sweden (n = 2); United States of America (N = 2);
Canada (N=2); Ireland (N=1); Japan (N=1); Italy (N=1); not
available (N = 1). See Table 2 for the study characteristics.

2.7 | Data synthesis

A scoping search of the current evidence and the resources available
informed the decision to perform a thematic synthesis.>> Thematic
synthesis allows for the generation of analytical findings that
conceptualise how decisions are made in the context of MND care.

¢ were followed

The methods described by Thomas and Harden,’
including: (1) line-by-line coding of text; (2) developing descriptive
themes; (3) developing overarching analytical themes.

Papers were imported into QSR NVivo (Version 13) for coding
and analysis by S.W. Only the text present in the findings section of
the papers were extracted for the analysis.’®>” All of the papers were
read and re-read to increase familiarity with the data before coding.
Codes were organised into descriptive themes that remained close to
the original data. The final phase involved moving beyond the
categorisation of descriptive themes and onto the development of

analytical themes.

3 | FINDINGS

Four analytical themes were developed describing the factors
impacting on pwMND decisions about gastrostomy and ventila-
tion: ‘An emotional response to interventions’; ‘Sharing the
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) A
E Reports included in the review
3 (n=27)
£
FIGURE 1 Results of the study screening and selection process.
decision with others’; ‘Control’; and ‘Tipping the balance’ 3.1.1 | ‘..The implications of not being “normal”#®

(Figure 2). The analytical themes describe the intrinsic, contextual
and relational factors that influence how and when pwMND make
decisions about interventions. Verbatim quotes, punctuated with
single punctuation marks, taken from the original papers are
included to support the analytical findings, with the source of
quotes indicated by pwMND (P), caregiver (C), HCP (H) or
researcher (R). Table 3 describes the contribution each paper
made to the analytical themes.

3.1 | An emotional response to interventions

The prospect of starting an intervention represented a threat to
pwMND sense of normality including the implications for their level
of independence, freedom, and reliance on others. Additionally,
pwMND perceptions were influenced by how they value an
interventions' potential to prolong life and the quality of that

remaining life.

pwMND deliberations about whether to commence interventions
extend beyond the clinical problems they are proposed to ameliorate.
Decision-making is influenced by a range of emotional responses
with regard to what the interventions signify and how daily life with
them will compare to the current status quo.

Discussions about interventions acted as an acute reminder for
some pwMND of disease progression.?”:373742-44 Acceptance of the
need for interventions was associated with giving in to the disease®?
and signified a stage of the disease associated with a poor quality of

life or nearing the end of life.2”37:37

(H) “...A very obvious sign of being ill...a very concrete

representation that he's seriously ill.”>°

An emotional response was generated when learning about the

333889424346 o requirement to come into

27,33,38,40,43

procedures involve

|27,36,39

hospita and threats to pwMND physical integrity.
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TABLE 1 Quality assessment of the included papers using the
CASP checklist.2

=
(=)

Study year

Ando et al. (2015)*”
Chapman et al. (2021)%°
Clarke et al. (2018)*®
Foley et al. (2014)**

Foley et al. (2014)%°

Foley et al. (2016)*
Gottberg et al. (2021)%?
Greenaway et al. (2015)%2
Hirano and Yamazaki (2010)%*
Hodgins et al. 2020%°
Hogden et al. (2012)*”
Labra et al. (2020)*¢
Lemoignan and Ells (2010)%”
Leslie (2008)°®

Martin et al. (2016)%
Murray et al. (2016)*°
Nolan et al. (2008)"*
Paynter et al. (2020)*?
Pols and Limburg (2016)*
Sakellariou (2016)**
Seeber et al (2019)*°
Stavroulakis et al (2014)*¢
Sundling et al. (2009)*”
Veronese et al. (2014)*®

Versalovic and Klein (2020)*°

< Z 0 < < < < < < < < < zZ < < < < < < < < < < < < < u
z z z 0 z < z z <X zZz zZz zZz zZz < < z zZz zZz zZz zZz zZz zZz zZz zZz zZ < o

Whitehead et al. (2011)>°

< < 0 <X < <X < <X < < < < < z < < < < < < < < < < < < < B
< < 0 < < < < < < < < < < < < < < < < < < < < < < < < N
0O < 0 < 0 < < < < < < < < zZ < < < < < < < < < < < < < w
< < Z 0 < < < 0 < < < < < z < < < < < < < < < < < < < &
zZ < zZz < < 0 < 0 0 < 0 0 < zZ < < < < < < < < < < < < <N
0D < Z < < < < < 7z < < < < 7z < < < < < < < < < < < < < ©
< < 0 < < < < < < < < < < 7z < < < < < < < < < < =< < < 9
< < < <X < < < < < < < < < 0 < < < < < < < < < < 0 < <

<
<

Young et al. (1994)°*

Note: Results of the quality assessment using the CASP

qualitative checklist.?® Criteria labels: 1. Was there a clear statement
of the aims of the research? 2. Is a qualitative methodology
appropriate? 3. Was the research design appropriate to address

the aims of the research? 4. Was the recruitment strategy
appropriate to the aims of the research? 5. Was the data collected in a
way that addressed the research issue? 6. Has the relationship
between the researcher and participants been adequately
considered? 7. Have the ethical issues been taken into consideration?
8. Was the data analysis sufficiently rigorous? 9. Is there a clear
statement of findings? 10. How valuable is the research? (note:
Question 10 of the CASP tool does not seek a yes/no/can't tell
answer; yes has been selected when the author does address the
hints provided in the tool).

Abbreviations: C, can't tell; CASP, Critical Appraisal Skills Programme;

N, no; Y, yes.

WILEY——°

For some pwMND their response to the prospect of interventions
was influenced by previous negative healthcare experiences.?”3%37

Additionally, pwMND were concerned about how interventions
may impact on their current sense of normality. pwMND reported
contrasting views about how an intervention may enable or hinder

27383951 or alter their

their ability to engage in social activities
reliance on care from others.343¢37:39:5051 \Whijle some pwMND
were able to visualise the gains interventions could facilitate in terms

36,39,43,46 most

of freeing time or reducing burden on caregivers,
studies reported how they represented changes to ‘normal life’ that

they were unwilling to accept easily.

(R) ‘All participants talked about the affect of QOL
(including the ability to communicate, eat, move around,
and be surrounded by loved ones) on decisions about

assisted ventilation.”®”

3.1.2 | Quality versus quantity of life

Existential views on the potential for interventions to prolong life
were integrated into pwMND decision-making. A number of studies
reported pwMND preference to prioritise quality of life over
prolonging a life that lacked value to them.2”:39:333¢:37:39 Knowledge
about the terminal phases of MND could even bring about a
preference to actively shorten life through refusing an

intervention.3¢51

(R) ‘Most participants suggested that losing indepen-
dence rendered life less meaningful and that life-
sustaining interventions had the potential to prolong

'suffering’.'3°

Reassurance from others and an overriding belief that quality of
life will be maintained or improved, promoted a positive perception
of interventions,3334367394243 \while some HCPs discussed inter-
ventions in relation to the impact on quality of life,*? there were also

examples of HCPs goals focusing on clinical outcomes.

(R) “...the sensual qualities of the body surprised the
gastroenterologist, who saw maintaining physical fitness
and longer survival as the ultimate goals, and the feeding
tube as a means towards this end...**

pwMND reported considering how any extension to their lives
may impact on their caregivers. Interventions were perceived to
lengthen the time they are a burden on caregivers®® or, in contrast,
facilitated them to be with or support family for longer.33343%43 For
some pwMND extending life was an overriding goal, particularly
when faced with a direct threat to life such as in crisis

situation5.30’33'37'39'42’48’51
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TABLE 2 Characteristics of the papers included in the review.

Author (year)

Ando et al.
(2015)%”

Chapman et al.
(2021)*®

Clarke et al.
(2018)%®

Foley et al.
(2014)%°

Foley et al.
(2014)°

Foley et al.
(2016)°*

Gottberg et al.
(2021)*?

Greenaway et al.

(2015)%8

Hirano and
Yamazaki
(2010)%

Hodgins et al.
(2020)°°

Hogden et al.
(2012)Y”

Country
UK

Australia

UK

Ireland

Ireland

Ireland

Sweden

Japan

UK

Australia

Study aim

Explore why pwMND declined or withdrew NIV,
to understand patient experience of being
offered NIV.

Explore communication between pwMND and
their clinicians about NIV and gastrostomy.

What are the experiences and views of pwMND
and their families on decision-making
concerning their care, with a focus on problems
with eating and drinking.

Identify processes that underpin how and why
people with ALS engage with healthcare
services.

Identify key psychosocial processes that underpin
how people with MND engage with their
services.

Exploring pwMND experiences of receiving care
from family members and formal service
providers.

Investigate the experience of caregivers for
pwMND on invasive ventilation via
tracheostomy.

To identify factors that affect pwMND accepting
or declining NIV and gastrostomy.

Investigating factors affect pwMND decision-
making about invasive mechanical ventilation.

Evaluate the impact of the Edinburgh Cognitive
and Behavioural ALS Screen on pwMND,
caregivers and HCPs.

To explore patient decision-making for symptom
management from the experience of health
professionals and to identify factors
influencing decision-making in specialised
multidisciplinary ALS care.

Perspective

Patients

Patients, HCP,

caregivers

Patients,

caregivers

Patients

Patients

Patients

Caregivers

Patients

Patients

Patients,
caregivers
and HCPs

HCPs

Intervention

NIV

Gastrostomy and NIV

Gastrostomy

Gastrostomy

Gastrostomy and
NIV

NIV

Mechanical ventilation
via tracheostomy

Gastrostomy and NIV

Invasive mechanical
ventilation

Gastrostomy

Gastrostomy and
ventilation

Study design/methodology

Semi-structured interviews

Semi-structured interviews

Qualitative interviews

Qualitative interviews

Qualitative interviews

Qualitative interviews

Semi-structured interviews

Semi-structured interviews

Semi-structured interviews

Semi-structured interviews

In-depth interviews and group

interviews

Sample size: total and per
participant type; (gender)

9(M=7;F=2)

26; pwMND = 1;
caregivers = 6; HCP = 19;
(gender N/A)

7; 4 pwMND (gender N/A), 3
caregivers (M=1; F=2)

34 (M=17; F=17)

34 (M=17; F=17)

34 (M=17; F=17)

8(M=2;F=¢)

21 (M=13; F=8)

50 (M=34; F=16)

21 (Gender N/A)

32 (Gender N/A)

vV 13 JLIHM
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TABLE 2 (Continued)
Author (year) Country
Labra et al. Australia

(2020)%¢
Lemoignan and Ells Canada
(2010)*”
Leslie (2008)%8 USA
Martin et al. UK
(2016)**
Murray et al. Australia
(2016)*°
Nolan et al. USA
(2008)**
Paynter et al. Australia
(2020)*?
Pols and Limburg  The
(2016)* Netherlands
Sakellariou UK
(2016)*
Seeber et al. The
(2019)* Netherlands
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Study aim

What are the factors that impact on pwMND
uptaking gastrostomy.

To explore the experience of decision-making
about assisted ventilation for pwMND.

To explore patients' thoughts on information,
values, outside pressure, support and their
reflections back on the process of making
decisions about PEG.

To investigate factors affecting decision-making
about gastrostomy and NIV by people with
ALS from the viewpoint of the HCPs
supporting them through their decision-
making.

To elicit the experiences of bereaved caregivers of
MND patients who had or had not completed
the letter of future care.

Compare the preferences of patients with ALS for
involving family in healthcare decisions at the
end of life with the actual involvement
reported by the family after death.

To explore involvement and engagement in
decision-making, and how this was affected by
communication or cognitive impairments.

To learn more about what the meaning of the term
quality of life means when it is studied in daily
life, in reference to gastrostomy feeding in
ALS care.

How do people involved in relationships of care
enact subjectivity.

Evaluate timing and content of discussions about
treatments and end-of-life care.

Perspective

Patients

Patients

Patients

HCPs

Caregivers

Caregivers

Patients and
caregivers

Patients,
caregivers
and HCPs

Patients and
caregivers

Patients

Intervention

Gastrostomy

NIV and mechanical
ventilation

Gastrostomy

Gastrostomy and NIV

Gastrostomy

Gastrostomy

Gastrostomy and NIV

Gastrostomy

Gastrostomy

Gastrostomy and NIV

Study design/methodology

Mixed methods including
standardised assessments,
nutrition survey and semi-
structured interview

Semi-structured interviews

Semi-structured interview

In-depth qualitative interviews

Semi-structured interviews

In-depth qualitative interviews

Semi-structured interviews

Nonparticipant observation
(N = 28) and semi-structured
interviews (N=11)

Interviews

Nonparticipant observation and
in-depth interviews

Sample size: total and per
participant type; (gender)

10 (M=6; F=4)
9 (M=6;F=3)
2(F=2)

19 (Gender N/A)

18 (M=5; F=13)

16 (M=8; F=8)

35; 19 pwMND (M =10; F=9),
15 caregivers
(M=5; F=10)

39; 11 pwMND interviewed
(gender N/A); 28 pwMND
observed (gender N/A)

2; 1 pwMND (F=1), 1

caregiver (M =1)

21; (M13; F=8)

(Continues)
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TABLE 2

Author (year)

Stavroulakis et al.
(2014)*¢

Sundling et al.
(2009)*

Veronese et al.
(2014)*8

Versalovic and
Klein (2020)*

Whitehead et al.
(2011)*°

Young et al.
(1994)>*

Abbreviations: ALS, amyotrophic lateral sclerosis; F, female; HCP, healthcare professional; M, male; MND, motor neuron disease; N/A, not available; NIV, noninvasive ventilation; pwMND, person with MND.

(Continued)

Country
UK

Sweden

Italy

N/A

UK

Canada

Study aim

To explore the decision-making process in relation
to timing of gastrostomy insertion from the
perspective of the patients and their informal
carers.

To describe the experiences of patients with ALS
as well as their caregivers, of noninvasive
positive pressure ventilation.

To identify how the decision of a tracheostomy
was taken by the patients.

To elucidate the ways patients make sense of who
they are and who they will be at later stages of
illness through their conversations with and
considerations of the others around them.

To explore the experiences of people with motor
neurone disease, current and bereaved carers
in the final stages of the disease and
bereavement period.

To identify the factors involved when pwMND are
making a decision to start mechanical
ventilation.

Perspective

Patients and
caregivers

Patient and

caregiver

Caregivers

Patients

Caregivers

Patients

Intervention

Gastrostomy

NIV

Tracheostomy

Gastrostomy

NIV

Mechanical ventilation

Study design/methodology

Semi-structured interviews

Interviews

Semi-structured interviews

Interviews

Narrative interviews

Semi-structured interviews

Sample size: total and per
participant type; (gender)

18; 10 pwMND (M=7; F=3),
8 caregivers (gender N/A)

15; 7 pwMND (M=5; F=2), 8
caregivers (M =2; F=6)

19; spouses = 11, children=7,
paid carer = 1 (gender N/A)

NK

18 (M=11; F=7)

13 (Gender N/A)
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FIGURE 2 A summary of the four analytical themes (in capitals and bold) and subthemes (boxes with dashed lines) developed as a result of

the thematic synthesis.

(P) ‘Any living person's will to survive is primordial and

outweighs many other concerns or reasons.””

pwMND perceptions of interventions are both intrinsically
generated and the consequence of interactions with multiple external
agents. The following theme captures how HCPs, caregivers and

other pwMND can influence the decision-making process.

3.2 | Sharing the decision with others
pwMND decision-making involves interactions with a range of
external agents. HCPs share information and attempt to guide
pwMND through the decision; caregivers share some of the burden
of decision-making with pwMND; and knowledge of other powMND
can help clarify or challenge perceptions and values.

3.2.1 | HCPs: A source of knowledge and guidance
The style, amount, and pace of information shared by HCPs
influenced pwMND experience of the decision-making process.
HCPs focusing on delivering comprehensive information about
interventions, may prevent pwMND from having the opportunity to
understand and explore the issues most important to them.2>33
Some HCPs reported following a structured approach to supporting
pwMND decision-making through seeking permission to initiate

discussions, presenting options available, exploring preferences and

distributing discussions over multiple interactions.®”*%43 HCPs using
a respectful, personable communication style including empathy and

reassurance was valued by pwMND.33

(C) ‘So, you know, some health professionals—I think
periods of silence to listen to the client are needed
without the health professional thinking, “I've got to tell
them X, Y, Z.."%°

HCPs were a trusted source of information and pwMND
expected them to use their expertise to guide decision-
making.3%:34:38:39.46 However, credibility of healthcare services
was threatened by a perceived lack of HCP knowledge,*® poor

7 or a lack of clear guid-

experiences of healthcare services,?
ance.®® A breakdown in trust in HCPs or healthcare services may
lead to disengagement of pwMND from the decision-making
process.

pwMND reported having multiple interactions with different
HCP roles when considering interventions.2>33:3438:39:4546 Hcpg
expressed challenges with the MDT coordinating decision support
including pwMND being given contradictory information from

different team members®>3337

17,25,42

and poor communication between

services.

(H) ‘I think my...fear is you can get so many teams of
people involved. [...] the possibilities of confusion and
misinformation are enormous...I was going to say warfare

[can occur].?®
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Quality ‘Decisions [...] Meeting other —
‘...the implications versus HCPs: A source  made in the pwMND: A barrier Retaining When the Planning for -
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-
TABLE 3 The contribution made by each paper to the themes. }:

of not being quantity of knowledge and context of and enabler of autonomy over perception of the Readiness to start Reaching the

139

Study “normal™#® of life guidance families' decision-making decisions choice runs out  ‘future self’  the conversation tipping point

Ando et al. v v v v v v
(2015)%”

Chapman et al. v v v
(2021)*®

Clarke et al. v v
(2018)%®

Foley et al. v v v v
(2014)%°

Foley et al. v v v
(2014)°°

Foley et al. v v
(2016)°*

Gottberg et al. v v v v
(2021)%2

Greenaway et al. ¢ v v v v v v v v
(2015)°®

Hirano and v v v v v v v
Yamazaki
(2010)**

Hodgins et al. v v
2020%°

Hogden et al. v v
(2012)"

Labra et al. v v v v
(2020)%¢

Lemoignan and v v v v v v v v
Ells (2010)*”

<
\
\
\

Leslie (2008)%8

\
<
<
<
<
<
<
<
<
<

Martin et al.
(2016)*°
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TABLE 3

Study

Murray et al.
(2016)*°

Nolan et al.
(2008)**

Paynter et al.
(2020)*?

Pols and Limburg
(2016)*

Sakellariou
(2016)*

Seeber et al.
(2019)*

Stavroulakis
et al.
(2014)*¢

Sundling et al.
(2009)*”

Veronese et al.
(2014)*8

Versalovic and
Klein
(2020)*

Whitehead et al.
(2011)*°

Young et al.
(1994)>

(Continued)

An emotional response to

interventions Sharing the decision with others Control Tipping the balance
Quality ‘Decisions [...] Meeting other
‘...the implications versus HCPs: A source  made in the pwMND: A barrier Retaining When the Planning for
of not being quantity of knowledge and context of and enabler of autonomy over perception of the Readiness to start Reaching the
“normal™*® of life guidance families’>® decision-making decisions choice runs out  ‘future self’  the conversation tipping point
v v v v
v
v v v v v v
v v v v v v
v v v
v v v
v v v v v v v v
v
v v v v
v
v v v v v v
v v v v

Abbreviations: HCP, healthcare professional; pwMND, person with MND.

V13 JLHM

AdTIM

ASUADIT suowrwo)) anear) a[qeoridde Yy £q poUIAA0S A1k S[ONIE YO asn JO SI[NI 10J AI1eIqIT AUHUQ AJ[IAN UO (SUONIPUOI-PUR-SULID) WO A[1m ATRIqI[QUI[U0//:sd1y) SUONIPUOD) pue sWIa ], 9y 29§ *[€202/90/80] U0 A1e1qI SuruQ A3[IM 1591 £q 98€1°X3Y/[ 1 1°01/10p/wod K[’ Kreiqriaur[uo//:sdny woiy papeoumo( ‘0 ‘Sz9L69€ 1



WHITE ET AL

L‘—Wl LEY

3.2.2 | ‘Decisions [...] made in the context of
families’®?

Caregivers were reported to play a supportive role, through
seeking information, expressing opinions and deliberating about
options.?13%37:38 Through these interactions caregivers ‘influ-
enced not only the decision but also the process of decision-
making’.®? Caregivers required information early in the disease
process to facilitate their role supporting pwMND decision-
making.?®%7 While caregivers recognised the pwMND right to
self-determination, their contributions to the decision-making
process were not always described as being neutral and were
informed by their own preferences and acceptance of the

32,33,39

diagnosis. pwMND preferences for or against interven-

tions were challenged when caregivers preferences were not

aligned with those of the pwMND.31:33:39:50

(R) ‘Some patients experienced their families more
negatively, with the family members' emotional needs

taking precedence over those of the patient.”*

3.2.3 | Meeting other pwMND: A barrier and
enabler of decision-making

Understanding experiences of other pwMND facilitated some
pwMND to clarify their own preferences, including learning about
pwMND reflections of delaying decision-making, reassurance that
they could adapt to life with an intervention and informing values

with regard to prolonging life.27-34:39:40:4¢

(P) ‘The decisive factor was meeting ALS
patients already using it. These people with the same
disease had a positive outlook on life, and this gave
me the will to live as well. My uncertainty

disappeared.”’”

However, others reported meeting other pwMND would have
been a barrier to decision-making, reminding them about the future
symptom burden they would be living with and may wish to
avoid.3+5°

The involvement of multiple external agents raises the question
of who is responsible for making decisions and how interactions with

others may influence the loci of control.

3.3 | Control

pwMND wanted to be in control of the decisions they made about
interventions; a preference that could be facilitated or threatened by

interactions with others.

3.3.1 | Retaining autonomy over decisions

pwMND consistently reported a preference to remain in control over
decisions about interventions.?”:273337-40:51 | |ine with pwMND
preferences, HCPs and caregivers sought to protect pwMND right to
self-determination and empower pwMND to make their own

decisions.35:38:39:46

(P) ‘John [dietician] came back out again and said as you
get nearer for the PEG, don't let anybody bully you
into it.”®

This quote points to the possibility that external agents may
influence pwMND ability to exert autonomy during decision-making,
including convincing pwMND to make decisions that are not aligned
with their preferences; a scenario that was described in a number of

27,32,33,37.39,4044.46.47.50 1,y MND reported the perception of

papers.
feeling pressured to accept interventions by HCPs was accentuated
when approaches were repeated and from multiple different

sources.27'30'33’4°’47

(P) ‘I mean the speech therapist came round, she said
‘well something you've got to start thinking about is this
pipe’ and [MND Specialist Nurse] came round and she
said about it and that other woman said something about
it an' all. It felt like a lot of pressure was being put

on me.”3

In some studies, there was a sense of ‘side taking’, with HCPs and
caregivers joining forces to project their own preferences for
interventions.>>*® Some HCPs reported finding it challenging to
present neutral information, feeling a responsibility to advocate for

the timely uptake of interventions.3’

3.3.2 | When the perception of choice runs out

pwMND perception of having choice about interventions was
narrowed or removed by HCPs limiting the options presented or
the significance of the health threat presented by the disease. While
HCPs reported presenting options to commence or decline interven-
tions, there were also examples where HCPs withheld options3*%%+>°
or framed alternatives in a way to make them not even appear to be a

choice.*+48

(H) ‘I haven't discussed noninvasive ventilation because...
how would he ever cope? So, I've made, on best interests,
not to start discussing those issues.... His anxiety, it's just

going to raise his anxieties.”’

pwMND were able to enact agency over decisions while they

were coping with symptoms and choosing to delay or decline

QSUAOIT SUOWIO)) dANEa1)) d[qesridde aiy G PAUISA0S o1e SA[ONIE Y asn JO Sa[nI 10§ K1eIqr] suruQ AJ[IAN UO (SUONIPUOD-PUB-SULIA)/IOD AIM KTeIqI[ouT[uo//:sdny) suonIpuo)) pue sud [, oy} 23S *[£202/90/80] U0 A1eiqr auruQ Ao[IA ISoL, £q 98¢ XU/ [ [ 1°0/10p/wiod* Ka[1m’ AIeIqI[aur[uoy//:sdnyj woiy papeo[umo( ‘0 ‘ST9L69E T



WHITE €T AL

interventions. However, when symptoms presented a significant
threat to pwMND health or life, interventions were often perceived

to be the only choice available to
32-34,37,39,42,46,48

prevent  serious

consequences.

3.3.3 | Planning for the ‘future self’

Decision-making often involved pwMND attempting to visualise
how their future self may value an intervention. pwMND
reported struggling to imagine how they would feel about an
intervention when living with increased disease burden.3743:46:4?
Acceptance of disease progression was associated with pwMND
planning ahead through either commencing interventions before
them being needed or making advanced decisions to decline

28,29,33,36,37,39-41,46 Planning ahead

interventions altogether.
could allow pwMND to remain in control of their destiny,
including those at risk of cognitive decline.?>3>3%>1 However,
other pwMND feared that interventions would be commenced or
continued despite them experiencing a poor quality of
life,30.39.50,51

pwMND wanted to remain in control of decision-making.
Interactions with HCPs and caregivers influenced pwMND percep-
tion choice and agency over their decisions. The timing of

interventions is a challenging issue for all involved.

3.4 | Tipping the balance

The timing of initiating discussions and commencing interventions
was a source of conflict for all stakeholders. Commencing interven-
tions often required pwMND to reach a subjective tipping point
informed by disease progression, acceptance of need and recom-

mendations of HCPs.

3.4.1 | Readiness to start the conversation

While HCPs advocated for an individualised patient-centred
approach, HCPs supported introducing intervention options early
during the disease course.r”*? In addition to referring to signs of
disease progression, HCPs reported making subjective assessments
of pwMND psychological readiness to discuss interventions.>?*>
Some pwMND reached crisis point without having the opportunity to
understand their options.>* While early discussions about interven-
tions allowed more time to consider the options,33'38'39'43'46 for some
pwMND having these discussions conflicted with a personal
preference for focusing on the present day challenges of the

disease 29,33,37,38,42,43,46

(P) ‘No, no, no. I'd rather not know until there's a
reason to know. | don't want to know all the nasty

possibilities that might be in front of me. You know, |

13
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just don't want to know the detail, until there's a

reason to know it."*®

3.4.2 | Reaching the tipping point

With regard to the timing of interventions, HCP preferences for
‘earlier rather than later’ were informed by previous clinical
experience of poor outcomes associated with late interven-

33,36,39,42434649 nwMND perception of intervention need can

tion.
deviate from that of HCPs, preferring to continue to cope with
symptoms rather than introduce an intervention into their
lives.27293345 The tipping point was defined by acceptance of
disease progression, experience of adverse consequences related to
the health threat or recognition that the benefits of an intervention

now outweigh the risks,2:32-34.36-39,43:46,48,49

(P) ‘It was a gradual change in my decision. As swallowing
got worse | couldn't drink water and thickened stuff was
not pleasant. So | thought to be hydrated in summer was
a good idea and also taking medications would be easier
through the tube.”®

pwMND who perceived that their symptoms were not causing
significant problems could continue to defer decisions about
interventions, even when presented with objective measures of
functional decline or the direct observations of others.?”2?42 The
uncertain rate of disease progression made it difficult for pwMND to
identify the ‘right time’ to start an intervention and could limit the
time available to make decisions especially when there was a serious

health threat 32,34,39,42,45,46,48

(C) ‘You don't know how it's going to proceed...
whether it's going to proceed quickly...the uncertainty
makes it far more difficult to make decisions because
you don't know what tomorrow's going to bring.
| mean I'm sure [patient] would find it easier, if she
knew how it was going to progress and if we had some

idea of timescale.’*®

HCP guidance and recommendations were reported to influence
the timing of interventions. 333638394246 gome pwMND found
information about timing of interventions inadequate and expected
HCPs to use their experience to provide more concrete guid-
ance.3®*¢ However, as described earlier, the approach taken by HCPs
when revisiting decisions about interventions can result in pwMND
feeling pressurised to commence interventions or change previous

decisions.

(C) ‘They say make sure it's done sooner rather than later
but what is sooner rather than later? They don't say
we're talking next month, no definite time, it's down to

you 133
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4 | DISCUSSION

41 | Summary of findings

The review findings describe how decisions about interventions
generate an emotional response that extends beyond consideration
of the functional issues and are the consequence of interactions with
a range of external agents. pwMND reflect on how life with an
intervention will alter their independence, freedom and survival
compared to continuing with the status quo, including concern for
the impact on their caregivers. HCPs and caregivers played an
integral role during decision-making, through supporting pwMND to
understand their options, retain control and make decisions aligned
with their values. The sense of choice and agency experienced by
pwMND during decision-making was mediated by disease progres-
sion and the actions of others. The timing of interventions is a source
of uncertainty, with decisions being driven by symptom severity, HCP

guidance and pwMND acceptance of need for intervention.

4.2 | The emotional response to interventions

Most studies reported pwMND associating interventions with a life
with increased restrictions, burden and reliance on others. These
findings are consistent with Foley et al.>® exploration of the ‘meaning
of quality of life’ for pwMND, where participants reported an
emotional response to the losses experienced due to the disease and
fought to maintain normality and their own identity. Discussions
about interventions signified a step-change in disease progression
requiring pwMND to undertake existential deliberations about the
value of artificially prolonging their life. Though pwMND report
prolonging life to be a driver for accepting interventions, many base
decisions on the acceptability of the predicted quality of that life,
reflecting on how interventions will impact on their lives and those of
their caregivers in the present and the future. Aligned with previous
research and theory of human behaviour, emotional responses (e.g.,
fear and anxiety) to the implications of an intervention may result in
disengagement from decision-making discussions or deferring the
making of a decision.*®>? These findings highlight the importance of
actively exploring pwMND representations of interventions. Engage-
ment in decision-making discussions may be facilitated through
psychological interventions that identify and address the emotional

response to interventions.>® %2

4.3 | Intervention timing

Following the decision about ‘if’ they should accept intervention,
pwMND are faced with the uncertainty about ‘when’ to commence
the intervention. The review findings describe how decisions about
timing of interventions are influenced by pwMND acceptance or
understanding of need, and their response to HCP guidance.

Decisions about the timing of interventions are important, with

delays being associated with poorer outcomes, particularly in relation
to gastrostomy placement.}13-%5 Such studies underpin the ratio-
nale for discussing and commencing interventions earlier in the
disease course.” ?¢¢ However, pwMND decisions are not informed
solely by deteriorating clinical markers but also how aligned
outcomes of an intervention are with pwMND values and priorities
including the perceived impact on caregivers.

The perceptions of the disease and interventions are informed by
an iterative updating of illness cognitions in response to pwMND
evolving acceptance and adaptation to the relentless changes in their
condition.*¢¢1¢7:¢8 The review confirms that pwMND need support
to understand how they will perceive living with the increased
symptom burden associated with disease progression. Such support
may enable pwMND to accept the need for interventions earlier or,
conversely, facilitate informed decisions about delaying or declining

interventions.

4.4 | Autonomy and control

The review captured how external agents can facilitate individual

autonomy,®”7°

an ethical principle valued by pwMND, through
protecting the right to self-determination and provision of informa-
tion. Caregivers play a multilayered role during decision-making.
Consistent with a critique of autonomy in end-of-life care, pwMND
made decisions in collaboration with and through concern for their
caregivers.” When pwMND decisions are based on concern for
caregiver burden or prioritisation of caregiver preferences, an
individualistic conceptualisation of autonomy could be perceived to
be threatened. The social and interactional context in which pwMND
make decisions in collaboration with caregivers may be better aligned
with a relational conceptualisation of autonomy and is consistent
with the principles of shared decision-making.”*”? However, a line is
crossed when dialogue with external agents disrupts the patient's
preference to make decisions based on their own values.”? This was
evident in the review with pwMND sometimes feeling pressurised to
accept interventions by caregivers and HCPs.

HCPs have an ethical and professional obligation to support pwMND
to make autonomous, informed, values-based decisions about interven-
tions.6”7374 The contrasting preferences of pwMND for, and emotional
responses to, disease and intervention-related information present a
challenge for HCPs attempting to balance the ethical principles of
beneficence and autonomy.®®”> Despite being motivated by a responsi-
bility to promote positive health outcomes, multiple HCPs repeatedly
revisiting discussions placed some pwMND under pressure to accept
interventions. Conversely, pwMND can expect HCPs to use their
expertise to provide direction about if, and when, to start an intervention.
While taking what may be considered a more paternalistic approach risks
paying less attention to pwMND values,”® HCP recommendations can
support patients to navigate the uncertainty present during decision-
making.””~”? HCPs could positively contribute to relational autonomy by
ensuring recommendations are grounded in a knowledge of pwMND

preferences, goals and values.”
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Consistent with a previous review?* only one study®’ referred to
the impact cognitive impairment may have on pwMND decision-
making. Cognitive impairment, which is common in MND,8%8? has
been identified as a barrier to autonomous decision-making,'’ and
associated with reduced acceptance®? or delayed starting?” of
interventions. Further research is required to explore how pwMND
with mild-moderate cognitive deficits can be supported to engage in
decision-making, and elicit pwMND preferences (i.e., advanced
decisions) in the context of fluctuating and deteriorating mental

capacity to make their own decisions.

4.5 | Strengths and limitations

A limitation of this review was the absence of a second reviewer to
shortlist the references for inclusion, extract data and independently
code the data which may limit the credibility of the study. However,
this is mitigated to a degree by some of the methodological strengths
of the review such as the systematic approach to the study design,
including a comprehensive bibliographic and supplementary search
strategy, a second reviewer screening 10% of references at the
abstract and full-text stages and discussions with supervisory team
when developing the analytical themes.

A further limitation relates to the review not making any
distinctions between decisions made about gastrostomy, non-
invasive ventilation and invasive ventilation. These are interventions,
with differing clinical indications, outcomes and implications for
pwMND and their caregivers. There may have been valuable insights
gained from exploring the consistencies and differences of the
decision-making process for the different interventions. A review of
the data did not reveal enough rich data to provide a credible account
of any such differences. Future qualitative research may benefit from
comparing the contextual factors that influence decisions about

different interventions to generate deeper analytical insights.

4.6 | Reflexivity

SW. is a dietitian with experience of supporting pwMND to make
decisions about gastrostomy placement. Prior experience and opinions of
a researcher have the potential to affect how data are analysed and
interpreted.®® Any such influence was mediated through staying close to
the primary studies, maintaining a clear audit trail of the analysis process,
and regular discussions with the research team about the decisions made

during the screening process and analysis.

4.7 | Implications for practice

The emotional response to interventions highlights the importance of
exploring the value pwMND place on the implications and outcomes
of an intervention beyond the concern for clinical outcomes.
Decision-making should address the issues that matter most to

pwMND including the existential debate pwMND have about an
intervention's potential to affect their quality and length of life. While
HCPs have an ethical responsibility to communicate with pwMND
about the predicted disease course and timely consideration of
interventions caution should be taken to respect individuals'
preferences for information and control. Acknowledging early in
the decision-making process, the contribution pwMND, caregivers
and HCPs make towards a relational conceptualisation of autonomy
may facilitate a shared understanding of each other's role and
boundaries, and promote meaningful engagement in decision-making

discussions.”*

5 | CONCLUSION

Addressing the emotional response pwMND have to the prospect of
interventions could improve engagement in decision-making discus-
sions. HCPs and caregivers have a complex ethical path to navigate
when seeking to protect pwMND autonomy while simultaneously
attempting to optimise health outcomes. Decision support strategies
that mediate the emotional response and promote autonomy have
the potential to enable pwMND to make timely, values-based

decisions about interventions.
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