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Abstract

Objectives: The aim of this study was to understand why some individuals with motor
neurone disease (MND) withdraw from non-invasive ventilation (NIV), which has
been acknowledged to be an effective treatment for this incurable disease. This study
was conducted in response to the unexpectedly high rate of declining and withdrawing
from NIV treatment discovered by a bigger study which had been conducted at the
Walton Centre for Neurology and Neurosurgery (WCNN) and University Hospital
Aintree (UHA).

Methods: A qualitative approach using a semi-structured interview was conducted
with ten individuals (male=8) who declined or withdrew from NIV treatment. The age
of the participants was between 64 and 79 (mean age=68). Seven participants had
multiple interviews and the interviews used for analysis were chosen for the richness
of the data in terms of reasons for their decision making regarding NIV. A
phenomenological approach using interpretative phenomenological analysis (IPA)
was employed to explore their accounts of their experiences.

Findings: Four overarching themes were identified as a result of analysis:
preservation of the self, personal perception of intervention with NIV, negative
experience with the healthcare services, and not needing NIV. The analysis indicates
that changes brought about by the illness could have a negative impact on their
perception of themselves, consequently affecting their decision over NIV use. It was
also found that NIV may generate fear, which was often observed to form a negative
belief about it, leading to a rejection of NIV due to a sense of the loss of control over
the machine. A poor impression of the healthcare service was perceived to have
impact on participants’ willingness to engage with the hospital in consideration of
NIV establishment. The data also shows that individuals’ understanding of their
condition influences their perception regarding their need of NIV. Even though these
four themes were found to explain different aspects of non-engagement with NIV,
further analysis identified the fundamental issue underlying these concepts: perception
of self.

Conclusions: In this thesis, the self represents the sense of autonomy, dignity and
quality of life. It was these aspects of the self which participants were trying to
maintain by non-engagement with NIV. Therefore, the findings suggest that it is
important to detect the underlying reasons for the NIV use as they are likely to have
an impact on their general sense of security of the self. Such an approach is primarily
hoped to improve the well-being of patients which in turn may encourage them to use
NIV.
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CHAPTER 1

Introduction

1.1 Background

This study was designed as part of a bigger project being undertaken at the Walton
Centre for Neurology and Neurosurgery (WCNN) and University Hospital Aintree
(UHA). The main project was concerned with the experience of non-invasive
ventilation (NIV) use among motor neurone disease (MND) patients, their caregivers,
and professional carers. The study was designed as a longitudinal study where patients
and their carers were followed up every three months for up to three years from the
time of referral until the research was terminated or their death. The main focus of the
study was to find out how patients’ perception of NIV changes over time as the illness
progressed. It was also thought that their caregivers may see their own opinion of the
ventilation change as their involvement with the patient and their care may become
more demanding as the illness progresses and the patient tends to use the ventilation
more in the later stage of the illness; which may consequently affect their lives. The
professional carers were included in the study to understand their experience of
looking after MND patients with NIV and if this experience altered how they perceive
NIV treatment.

The main research was initially being carried out by another researcher, from
whom some of the patient cohort was handed over to me along with details of the
recruitment and collected data. Out of ten patients reported on in this thesis, seven
were recruited from the previous researcher five of whom had already deceased
before my involvement in the study. The process of handing over involved shadowing
the other researcher and role-plays, anticipating the real setting. I also attempted to
familiarise myself with the participants and their conditions by consulting their case
notes. In this thesis, a total of 13 interviews were used for analysis, 8 of which were
conducted by the previous researcher. Further discussion of how the data from the

previous researcher was handled can be found in chapter 4.



1.2 Purpose of the study

Thirty percent of participants in a bigger study who were offered NIV treatment
declined or withdrew. This research was conducted to find out underlying reasons for
withdrawal from NIV treatment which is offered to patients with MND. Therefore,
the purpose of this study was to understand a patient’s experience and decision
making processes around an offer of NIV as part of treatment of MND. It was thought
that the study would give insight into the fundamental concerns patients have which
affects their decision regarding the use of NIV. The findings of the study will
hopefully help professional carers to understand the event from the patient’s point of

view.

1.3 Medical perspective on MND

Motor neurone disease (MND) is an incurable rare neurodegenerative illness affecting
upper and lower motor neurones. There are two types of MND, familial and sporadic
MND; there is a significantly higher incidence of sporadic cases (Mitchell and
Borasio, 2007). Although the clinical representation of the type is not distinguishable
between the two (Phukan and Hardiman, 2009), an earlier onset has been found in
familial MND (Moore et al., 2008).

The aetiology of MND remains unknown with a few exceptions of genetic
factors found in familial MND (Al Chalabi and Leigh, 2000; Hadano ef a/., 2001). In
contrast to familial MND, the finding of genetic factors in sporadic MND remains
inconsistent. Apart from genetic factors, some environmental factors, certain
occupations, and physical factors have been reported to be risk factors (e.g. smoking
or military service) yet again without consistency (Mitchell and Borasio, 2007). While
an epidemiological survey, comparing the incidence rate over time, reports a recent
increase in incidence, Beghi and their colleagues (2006) attribute this increase to a
better diagnostic assessment of the disease. Generally, the incidence of MND is
known to range from 0.6 to 2.6 per 100,000 populations (Chancellor and Warlow,
1992; Cronin et al., 2007) and there is an approximate population of 5000 cases in the
UK at any time (Moore ef al., 2008). The incidence of the illness is positively
correlated with age, with the most prevalence between the ages of 55 and 74, and a
decline thereafter (Worms, 2001). Although men are known to be more affected than

women with the ratio of 1.6:1 (Mitchell and Borasio, 2007), a recent increase in the
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incidence among females has been reported and Beghi ez al.(2006) argue that this may
be caused by the change in the lifestyles of women levelling the environmental factor
risk with that of men’s.

The onset of the illness varies depending on the pattern of involvement of the
upper motor neurones (UMN) or lower motor neurones (LMN) and is divided into
four different categories: lower limb onset, upper limb onset, bulbar onset, and
respiratory onset (McDermott and Shaw, 2008). In terms of lower limb onset, patients
may experience difficulty in walking or unsteadiness, foot drop, and heaviness or
stiffness in legs (Hankey and Wadlaw, 2008; Moore et al., 2008). Upper limb onset is
often seen in the loss of fine hand movements, weakness in the hands and/or the arms,
muscle wasting especially in the hands, or fasciculations seen particularly in the large
proximal limb muscles (Hankey and Wadlaw, 2008; McDermott and Shaw, 2008).
Patients with bulbar onset usually display dysarthria (difficulty in articulation of
speech) or dysphonia (difficulty in speaking). Dysphagia, difficulty in swallowing, is
often accompanied by dysarthria and more pronounced with liquids than solids
(Moore et al., 2008). Respiratory onset is the least common onset, involving
orthopnoea and nocturnal hypoventilation resulting in hypercapnia, which causes
headaches, and there is associated hypersomnolence, fatigue and other features
(Moore et al., 2007; Phukan and Hardiman, 2009). Also, a fronto-temporal dementia
occasionally complicates the motor lesions (Phukan and Hardiman, 2009).

There are four different clinical patterns commonly recognised in MND:
amyotrophic lateral sclerosis, primary lateral sclerosis, progressive muscular atrophy,
and progressive bulbar palsy. The involvement of the deficit in the brain or spinal
cord determines the subtype of the illness. The summary for each classification with
approximate survival times are listed in Table 1. Even though the typical survival time
of the illness differs according to the type of MND, recent studies suggest a slower
disease progression in the modern era (Czaplinski et al., 2006). From comparison
between current (1999-2004) and historical (1984-1999) time frames, Czaplinski and
his colleagues (2006) found slower progression in the current patient group. In
response to this trend, they suggest the plausible positive effect of therapeutic
intervention and supportive treatment which may somewhat mitigate the aggressive
nature of the disease. Alternatively, with modern diagnostic services it may be that

milder variants of the condition are being recognised as MND hence the somewhat
































































































































































































































































































































































































