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Executive Summary
Introduction
Epidermolysis Bullosa (EB) is the term used to describe a group of rare genetic skin
disorders which result in the extreme susceptibility to blister following friction. EB is a
lifelong, life limiting condition present from birth. While a multidisciplinary approach
to care is advocated, research indicates that service provision for patients with EB can
be disjointed, inaccessible and inequitable. In an effort to address shortcomings in
current service provision, DEBRA Ireland is working towards the development of an EB
Community Care Programme. A central feature of this programme is the development
of an EB outreach nurse service which will focus on providing co-ordinated care for
patients, including community and home-based services. The School of Nursing and
Midwifery at University College Dublin, in collaboration with the Dystrophic Epidermolysis
Bullosa Research Association (DEBRA) of Ireland was awarded funding from the Irish
Research Council ‘New Foundations’ Scheme, to conduct a study which would inform
the development of this innovative nursing service. The primary aim of the study was
to determine how the role of the EB outreach nurse could be developed to meet the
healthcare needs of people with EB.

Methodology
A participatory action research approach was used to guide the development of the
investigation. Consequently, a central feature of the research involved working in
partnership with a steering committee on the study’s research design. The membership
of the research steering committee consisted of a number of key stakeholders including a
consultant dermatologist, a patient representative, a representative from DEBRA Ireland,
and EB specialist staff including nurses, psychologists and social workers. As the aim
of the study was to inform the development of an effective outreach nurse role, it was
important to ascertain the healthcare needs of people who would avail of the service.
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Therefore, a qualitative approach using semi-structured interviews, was used to collect
data on the views of this particular group. The participants were drawn from adults with
EB and the parents of children who also had the condition. Six adults and the parents
of eight children were interviewed. Five primary themes emerged from the thematic
analysis of the data.

Findings
The following five healthcare needs were identified by both the adult and parent cohorts;
1. Support managing physical healthcare issues
2. Access to community/home based services
3. EB specific information and support
4. Effective interaction with healthcare professionals
5. Advice regarding benefits and entitlements

The identified healthcare needs ranged from support with the management of physical
care issues to greater access to appropriate community/home based services. The
need for EB specific information together with emotional and social support was also
highlighted. More effective interactions with non-specialist EB healthcare providers was
required in association with specific advice and support when applying for benefits and
entitlements. The findings also demonstrate that services for people with EB require
further advancement within the Irish healthcare system.

Recommendations
The study supports the view that an EB outreach nurse service has the potential to
address many of the healthcare needs described by the participants. The findings have
been used to inform the development of specific recommendations for the EB outreach
nurse service. A summary of these recommendations is presented in Figure 1.
The EB outreach nurse service should be integrated into a consultant lead multidisciplinary
EB specialist team, where the EB outreach registered nurse completes a programme
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of specialist training to enable the delivery holistic and effective care. The EB outreach
nurse service should act as a point of contact for patients to access up-to-date evidence
based information while also providing home visits at pivotal periods and acting as a
co-ordinator of care both within and between hospital, community and home based
services. The EB outreach nurse should work in partnership with patients to meet their
informational needs while also being attuned to enabling patients to access the necessary
range of psychosocial supports particularly within a community context. The EB outreach
nurse can play a key role in the education of non-specialist healthcare professionals
(HCPs), while being actively involved in conducting/supporting EB related research and
continuing professional development. Finally, the EB outreach nurse service should act as
a strategic advocate in association with relevant patient support organizations to secure
adequate funding, services and entitlements, while clearly articulating the healthcare
needs of people with EB both nationally and internationally.
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Figure 1: The EB Outreach Nurse Service; Recommendations
1. The EB outreach nurse service should be fully integrated into a consultant led
multidisciplinary team, in a specialist EB center, with clear responsibility and reporting
structures.
2. Registered nurse(s) providing the EB outreach service should undertake specific educational
preparation in a specialist EB center with a strong emphasis on holistic management and
care.
3. The EB outreach nurse service should act as a point of contact, where patients/carers can
access up-to-date evidence based information that is consistent with international best
practice guidelines and the patient’s own individualized plan of care.
4. The EB outreach nurse should provide home visits and support to patients and their families
at pivotal periods when healthcare issues arise, for example following diagnosis, hospital
discharge, in times of stress/crisis and in periods of key transition across the lifespan.
5. The EB outreach nurse should act as a co-ordinator of care both within and between
hospital, community and home based services, thereby providing co-ordinated continuity
of care to patients and their families.
6. The EB outreach nurse should direct patients/families towards key information services
such as those provided by DEBRA Ireland through their website, and through the
provision of peer and family support systems.
7. The EB outreach nurse service should work towards supporting patients/parents/
families affected by EB through referral to a range of support services including genetic
counselling and liaison with psychosocial supports, located where possible within a
community setting.
8. The EB outreach nurse service should play a key role in the educational provision and
support of non-specialist HCPs particularly in the home, community and university setting.
9. The EB outreach nurse service should be actively involved in staff continuing professional
development and in conducting/supporting research aimed at developing the knowledge
base relating to EB care and support.
10. The EB outreach nurse service can provide additional support in relation to benefits and
entitlements, through for example appropriate referral to the dedicated EB social worker
and DEBRA Ireland family support services.
11. The EB outreach nurse service should act as a strategic advocate in association with
relevant patient organizations to secure adequate funding, resources, support services
and entitlements while articulating the healthcare needs of people with EB both nationally
and internationally.
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Chapter 1: Background to the Study
Epidermolysis Bullosa (EB) is an umbrella term for a group of rare genetic skin disorders
characterised by blister formation from birth onwards, in response to mild trauma
(Duipmans and Jonkman, 2010). The severity of the condition ranges from mild to lethal
with an estimated prevalence of 56.8 million individuals affected worldwide (Gowran
et al., 2015). While the National Rare Disease Plan for Ireland highlights the need for
accessible, equitable and quality care provision (Department of Health, 2014) seamless
and sustainable support services for patients with EB are limited (Gowran et al., 2015).
In an effort to advance the development of integrated support services, DEBRA Ireland
has established an EB Community Care Programme, a central facet of which involves the
development of an EB outreach nurse service. At present, HSE funding has been secured
for a three year fixed term contract for one EB outreach nurse position based between
Our Lady’s Children’s Hospital, Crumlin, Dublin and St James’s Hospital, Dublin. However,
as the EB outreach nurse service is a relatively new concept, research examining the
development and efficacy of the role is limited. The present study is designed to examine
how the role of the EB outreach nurse service can best be developed to meet the healthcare
needs of patients, families and carers. The primary aim of the study is to determine how
the role of the EB outreach nurse can be developed to meet the healthcare needs of
people with EB.

The following report provides a detailed account of the study, its findings and
recommendations. An overview of the literature relating to EB and EB service provision
is presented in Chapter 2 while methodological issues are addressed in Chapter 3. The
study findings and limitations are discussed in Chapter 4 and the report concludes with
a set of specific recommendations for the development of the EB outreach nurse service.
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Chapter 2: Literature Review
2.1 Introduction
The chapter begins with a description of the clinical features, classification and management
of EB followed by an overview of the EB specialist care services that are currently available
in Ireland. As the study is focused on developing an outreach nurse service that meets the
needs of people with EB, a review of relevant literature which focuses on the health care
needs of this particular population is presented. The chapter concludes by exploring how
the role of the EB outreach nurse is operationalised in other countries and jurisdictions.

2.2 Epidermolysis Bullosa
EB is a genetic disorder in which the skin and internal body linings blister at the slightest
friction causing painful open wounds (Dures et al., 2011). It is considered to be a very rare
disease with its prevalence in the population being reported to range from 1in 20,000 in
Scotland, to 1 in 100,000 in Italy to 1 in 130,000 in the United States (Tabolli et al., 2009).
DEBRA Ireland estimate 1 in 18,000 babies born in the country have this rare condition, with
over 200 families affected by EB on the island of Ireland (Watson, 2010).
The major forms of inherited EB are; EB Simplex (EBS); Dystrophic EB (DEB) and Junctional
EB (JEB), with the EB classification being recently revised to include Kindler syndrome as
the fourth major type (Fine et al., 2014). In its mildest form blistering is confined to the
hands and feet, making holding objects and walking painful. In more clinically severe forms
blistering can affect any part of the body including inner body linings such as the mouth
and oesophagus (Dures et al., 2011). Patients tend to require lengthy and painful daily
skin care regimes including extensive bandaging (Pagliarello and Tabolli, 2010) with pain
being an almost universal feature of the condition (Goldschneider et al., 2014). Those with
dystrophic EB are also susceptible to developing aggressive forms of skin cancer (Mellerio
et al., 2016). While there is currently no single optimal therapy for EB, cell and gene therapy
technologies are advancing rapidly and do hold great potential for modifying disease
2

severity and improving quality of life (De Rosa et. al., 2018). However, in the absence of cure,
treatment focuses on supportive preventative care and the early recognition and treatment
of complications (Gannon 2004; Pope et al., 2012). This involves ensuring a balanced diet,
wearing appropriate clothing to prevent friction; and the use of dressings and creams when
skin becomes blistered or infected. The surgical treatment of EB includes operations to
relieve fused digits and oesophagi, caused by the build-up of scar tissue (Dures et al., 2010).
Management also extends beyond medical care to include a more holistic approach to the
provision of social, emotional and psychological support.

2.3 EB Specialist Care in Ireland
In Ireland, the majority of EB specialist care is provided by two main centres. The service
for children with EB was established in 1996 and is based at Our Lady’s Children’s Hospital,
Crumlin, Dublin. The adult service is based at St James’s Hospital, Dublin and has been
in existence since 2002. Both the adult and children’s hospitals provide multidisciplinary
outpatient clinics, a co-ordinated and pre-planned admission service and a drop-in clinic.
There is an active outreach service that includes home visits by the core team with general
review and intensive education for parents, carers, public health nurses, community services
and general practitioners. The outreach service includes rapid response for all maternity
units. Visits to schools and colleges are also provided. However, a dedicated outreach nurse
service is not included in the service provision at present. A detailed overview of the EB
service in Ireland is provided by Watson (2010).
The national charity DEBRA Ireland also plays a pivotal role in the provision of EB services.
DEBRA Ireland provides additional support to approximately 80 patients through their
Family Support Service. This service is needs led and can provide practical, emotional and
financial support. DEBRA Ireland works closely with EB specialist teams and provides support
to specialist hospital clinics and contributes to the costs of specialist training (Gowran et al.,
2015). DEBRA Ireland is also considered to be one of the strongest organisations under the
umbrella of DEBRA International and plays a leading role worldwide in communication and
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in advancing EB related research (Gowran et al., 2015). This study is an example of DEBRA
Irelands commitment to work in partnership with a variety of stakeholders to advance the
provision of EB specialist services in Ireland.

2.4 Healthcare Needs
Ascertaining the healthcare needs of the EB population is a particular challenge due to
the conditions chronicity, rareness, and physical impact. Care is required from a range
of disciplines such as dermatology, nursing, social work, dietetics, occupational therapy,
psychology and physiotherapy to ensure that the condition is correctly managed and treated
(Pope et al., 2012). Furthermore, the provision of personal assistants, financial support and
access to respite services are required to mitigate against some of the functional limitations
of EB. El Hachem et al., (2014) highlights in particular the need for structured and co-ordinated
care between specialized EB hospital centres and community-based healthcare. It would
appear that the provision of an EB outreach nurse service has the potential to function at the
interface between those with EB and the various service providers. However, it is imperative
that such a role is based on felt need i.e. needs that are expressed by the individual, as
opposed to normative need i.e. need that is defined by expert opinion. Consequently, it is
important to review the literature that provides insights into the healthcare needs of this
particular client group.
Literature that specifically explores the healthcare needs of people with EB in Ireland is limited.
However, Gowran et al. (2015) conducted an important in depth analysis of the Irish EB
healthcare support services. This comprehensive study utilised a mixed methods approach
consisting of individual interviews with key stakeholders, a national survey and a participatory
action research workshop. The study engaged patients, family members, service providers
and policy developers. Five key priorities emerged from the study relating to, the need for the
development of services to meet patient’s primary needs, through to access to specialist EB
support staff both within the hospital and the community setting. The appropriate allocation
of time within the healthcare system to understand the challenges of living with EB was
identified, together with the need for education, training and the potential for involvement
4

in research. The need to generate greater awareness of EB within the overall healthcare
system was emphasised (Gowran et. al., 2015). The study represents an understanding of
the complexities of life with EB, from the challenges in meeting primary needs through to
service access issues and the complex emotional burden faced by caregivers (Facey and
Hansen, 2015). It is therefore important that efforts to develop an EB outreach nurse service
takes cognisance of the findings presented in this report.
Research from other countries which focus specifically on EB support services is relatively
limited. However, the following studies provide valuable insights into the challenges of living
with EB.
For example, van Scheppingen et al. (2008a) conducted a qualitative study to examine the
main problems experienced by children with EB in the Netherlands. They conducted semistructured interviews with eleven children who had various types of EB. The problems
identified related to; having itchy skin; being in pain; difficulty with participation; lack of
understanding from others and feeling different. Taken together, this study revealed that
the main problems of children with EB (itch, pain and disfigurement) which is perceived
as contagious, results in constrained social acceptance. The authors concluded that this
combination of problems is unique to EB differentiating it from other chronic illnesses.
Williams et al., (2011) conducted a qualitative study to explore the experiences of young
people with Epidermolysis Bullosa. 11 participants aged 10-14 years were interviewed. A key
theme of ‘self as different’ emerged from the study which related to negative treatment and
exclusion from peers; a lack of understanding about the condition and a sense of the self
as ‘wrong’. The findings indicate the importance of providing appropriate psychological and
peer support, as well as wider community education and intervention.
van Scheppingen et al., (2008b) also conducted a study into the main problems of parents with
a child with EB. A qualitative research methodology was used, comprising of semi-structured
interviews with eleven families. The key problems of parents were broken down into three
themes, related to the child, the family, and the care providers. These themes comprised
5

nine categories, including (1) the child being different, (2) the child suffering pain, (3) feelings
of uncertainty, (4) restrictions on employment and leisure time, (5) difficulties in organization
of care, (6) never being off-duty, (7) family problems, (8) ignorance and lack of skills of care
providers, and (9) resistance to difficult care. The study identified the need for intervention
programs for parents aimed at (1) improving parental coping with a visibly affected child,
(2) strengthening family relationships, and (3) creating opportunities for parents to have
some respite. Interestingly this study also identified the need for a competent expert care
manager who would be able to answer questions that families have about all aspects of EB,
be well informed about care facilities, be able to indicate when the support of a professional
is needed, and what kind of support is required. van Scheppingen et al. (2008b) concluded
that parents should not have the feeling they have been left all alone in caring for their child
with EB.
In an earlier study, Fine et al., (2005) used a quantitative approach to assess the impact of
the presence of EB in one or more children, on the personal relationships between their
parents. Four themes were studied: the impact of EB on interpersonal relationships; parent’s
sexuality; parents’ choice to have more children and the percentage of divorces. Fine et al.,
(2005) concluded that physicians caring for children with EB need to give more consideration
to the many psychological factors that may contribute to their patients’ well-being. They may
need to assist children’s parents in seeking support and counselling to prevent destruction
of the family unit.
Dures et al., (2011) explored the psychosocial impact of EB on affected adults to identify
support needs. 24 adults (10 men and 14 women) participated in individual semi-structured
interviews. Three main themes relating to beliefs about containing the impact of EB,
understandings of the disease and the disabling impact of EB, described the ways in which
EB influenced the lives of the participants. The associated support needs ranged from a
preference for brief skills-based interventions and the facilitation of peer support, to more
long term specialist psychological support (Dures et al., 2011).
Finally, Pagliarello and Tabolli, (2010), conducted a comprehensive review of a number
6

of studies evaluating the effect of EB on quality of life (QoL). They noted that despite QoL
being a significant outcome variable in dermatology research, only a few studies regarding
EB patients were available. The key recommendations to emerge from this study included
the need for the establishment of a national EB register; adequate knowledge provision for
care providers to avoid diagnostic and therapeutic fails and the promotion of a national and
international EB patient network.
It is evident from the literature reviewed, that the healthcare needs of people with EB are
poorly documented. This is due in part to both the complexity and the rarity of the condition.
However, the needs that are expressed are numerous and dependent on a number of
variables ranging from age to the severity of the condition. It would appear that the provision
of an EB outreach nurse service has the potential to function at the interface between the
patient/family and various service providers. However, it is imperative that such a role is
carefully developed so that it meets the diverse and complex needs of the EB client group.

2.5 The EB Outreach Nurse Service
Literature relating to the role of the EB outreach nurse is limited primarily to descriptive
accounts as to how the service operates within various countries and national health services.
Denyer (2009) describes a neonatal outreach service which is offered by the two specialised
paediatric EB centres in the UK (Great Ormond Street Hospital, London and Birmingham
Children’s Hospital). The EB nurses at Great Ormond Street Hospital offer a 24 hour oncall telephone advisory service and can therefore offer advice on immediate care following
delivery of an affected infant. Following notification, an EB clinical nurse specialist will provide
guidelines for general management and will then visit the unit as soon as possible to offer
advice on care, teach handling techniques etc. The EB nurses continue to visit regularly and
community children’s nurses are invited to watch and participate in dressing changes in the
neonatal unit. This training continues once the baby is discharged home. When the infant’s
condition is stable, attendance at the specialised centre can commence.
Duipmans and Jonkman (2010) provide a detailed account of the Center for Blistering
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Diseases in Groningen in the Netherlands. The service consists of a large interdisciplinary
EB team that performs at a high level to provide care for both children and adults. The
programme includes an outreach service with an EB social worker, which is funded by DEBRA
Netherlands. Home outreach nurses are not provided. However, the hospital-based nurse
specialist will visit a patient at home on occasion. The pivotal role of the hospital-based nurse
in co-ordinating care provision is highlighted.
In Australia, a number of dedicated EB nurse roles are funded by DEBRA Australia to increase
the level of support for EB families within the children’s and adult hospital networks.
However other forms of home-based support are available. In 2012 a national home nursing
programme was established to provide assistance to patients with severe EB, during dressing
changes in their own homes. Stevens et al., (2014) evaluated the programme and identified
a perceived improvement in quality of life, better provision of support and improved family
life management. Furthermore, patients can avail of the National EB dressing scheme which
provides access to clinically appropriate dressings and education to over 140 eligible people
with EB across Australia (Stevens et al., 2014).
Pohla-Gubo (2010) provides an overview of the EB services in Austria. EB house Austria
is part of the General Hospital Salzburg and is closely aligned to the Paracelsus Medical
University (PMU), Department of Dermatology. It is the single point of contact for people
who are suffering from EB and is considered a centre of excellence in the management and
treatment of the condition. It is comprised of a multidisciplinary network which is managed
by two general practitioners. The service includes two specialist EB nurses who are based in
the outpatient’s unit.
In Ireland, the National Service for Adults and Adolescents with EB at St James’s Hospital,
stress the importance of their outreach programme. The service involves regular visits to
the patient and carer in his/her own home by the EB liaison nurse, occupational therapist,
physiotherapist or social worker, as required. Outreach by the multi-disciplinary team
provides a critical link between the hospital, the community services and the family/
individual affected by EB. Watson (2010) in her overview of EB care in Ireland, identifies
8

the development of outreach as a key advantage of the service which has led to greater
communication and involvement with community care, resulting in the provision of care
closer to home. This active outreach service includes home visits by the core team and
education for parents and other healthcare professionals particularly those working
in a community context. Visits to schools and colleges are also provided to facilitate the
appropriate adaptation of environments. However as previously stated, a dedicated
outreach nurse service is not included in the service provision at present.
In summary it is evident from the literature available, that the role of the EB outreach nurse,
when described, is very varied. It is also evident that the role is operationalised in a number
of different ways, within different jurisdictions and is therefore highly context dependent.

2.6 Conclusion
EB is a rare and complex condition that provides innumerable challenges for those who are
affected by it. While a relatively comprehensive range of specialist services are available
in Ireland, additional supports are required (Gowran et al., 2015). The literature provides
some insight into the challenges of living with EB from the perspective of children (van
Scheppingen et al., 2008a), adolescents (Williams et al., 2011), adults (Dures et al., 2011)
and parents/families (Fine et al., 2005; van Scheppingen et al., 2008b). Service requirements
range from meeting primary needs through to the provision of appropriate psychological and
peer support, as well as wider community education and intervention. The establishment of
national EB registers; adequate knowledge provision for care providers and the promotion
of an EB patient network have been advanced, together with the need for adequate family
support and community based care managers. It would appear that the provision of an EB
outreach nurse service has the potential to function at the interface between these various
service requirements. However, it is imperative that such a role is predicated on the actual
expressed needs of the EB population as opposed to perceived need. Consequently, it was
important to utilise a study sample that included adults with EB and the parents of children
who also had the condition. The following chapter details how a qualitative approach using
semi-structured interviews, was used to collect data from these two distinct yet interconnected
cohorts.
9

Chapter 3 – Methodology
3.1 Introduction
The following chapter details the methodological approach that was used to guide the
design and development of the study. The aim and objectives of the investigation are
outlined together with the methodological considerations associated with this particular
type of study. Information relating to research design, recruitment of participants and
ethical considerations are also presented. The chapter concludes with an overview of the
data collection and analysis process.

3.2 Aims and Objectives
The primary aim of the study was to determine how the role of the EB outreach nurse could
be developed to meet the healthcare needs of people with EB.
The objectives of the study were to;
•

Identify the healthcare needs of adults with EB

•

Identify the healthcare needs of parents who have a child/children with EB

•

Identify the optimum role and function of the EB outreach nurse service

3.3 Methodological Approach
Research on the treatment and/or management of rare diseases can be challenging primarily
due to the limited number of individuals who are eligible to participate in any given study.
Whicher et al., (2018) who conducted an overview of the impact of rare disease characteristics
on research methodology note that, while each rare disease affects a relatively small
population, collectively a large number of individuals are affected. Disease heterogeneity
and geographic dispersion further contribute to the difficulty of completing robust studies
with these relatively small populations (Whicher et al., 2018).
Within the context of this study it was therefore important to choose a methodological
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approach that would allow access to the comparatively small population of people with EB in
Ireland, without the study being overly intrusive on participants. Furthermore, it was important
to choose an approach that could capture the care needs of two diverse populations, namely
adults with EB and the parents of children with the condition. In keeping with the principles
of participatory action research as outlined by Kemmis et al., (2013) a steering committee
consisting of key stakeholders was established. The membership of the research steering
committee is presented in appendix 1 and included a consultant dermatologist, a patient
representative, a representative from DEBRA Ireland and EB specialist staff including nurses,
psychologists and social workers. The committee played a key role in working with the
research team on the design and development of the study. It was decided that the optimal
way to ascertain the role of the EB outreach nurse was to firstly identify the healthcare needs
of a sample of parents who had children with EB and a sample of adults with the condition.
The data generated could then be utilised to inform decisions relating to the development
of the EB outreach nurse role. It is important to note that the researchers in association
with the research steering committee had initially planned to include parents who had been
bereaved in the study sample. This decision was driven primarily by the wish to address the
needs of this particularly vulnerable group. However, the research team was unable to recruit
participants for this element of the study. Given that the death of a child is an unimaginable
and devastating event, resulting in profound grief for surviving parents (Garstang et al., 2014)
the lack of participation was completely understandable and fully respected by all those
involved. Akard et al., (2014) also acknowledge the challenges associated with participation of
bereaved parents and siblings in grief research and conclude that more evidence is needed
to better understand the specific needs of these vulnerable populations.

3.4 Research Design
A qualitative approach using semi-structured interviews was chosen as the preferred method
of data collection. Semi-structured interviews are recognised as a flexible and powerful tool
for capturing the voices and the ways in which people make meaning of their experiences
(Rabionet, 2011). The use of semi-structured interviews in this study enabled researchers to
11

gain access to the real world experiences of parents, adults and families who are affected
by EB. However, this approach also provided a platform for these participants to not only
articulate their care needs but to also explain in their own words how these needs might
actually be addressed within the context of an EB outreach nurse service.

3.5 Ethical Considerations
Ethical approval for the study was obtained from the following three research ethics
committees:
•

The UCD Human Research Ethics Committee – Life Sciences at University College
Dublin (LS-E-17-159-McAuliffe).

•

The Ethics (Medical Research) Committee at Our Lady’s Children’s Hospital, Crumlin
(REF: GEN/590/17).

•

The SJH/AMNCH joint Research Ethics Committee at St James’s Hospital, Dublin (201710 Chairman’s Action (1).

Each participant was fully informed as to the purpose of the study and of their right to
withdraw from the process at any time without penalty. Each participant was required to
sign a consent form prior to the commencement of the interview process. All interviews were
audio-recorded with the written permission of the participant. Due to the relatively small
population of people affected by EB in Ireland, the issue of confidentiality was a key ethical
concern. Participants were assured that all data would be anonymised with any identifiable
information being omitted. The study data was stored in a secure location with access to
the data being restricted to the research team. Participants were further assured that any
identifiers would not appear in any report, publication or presentation associated with the
study.

3.6 Recruitment of the Sample
Separate study information packs were developed for both the adult and parent cohorts.
Each information pack contained a letter of invitation, a participant information sheet and a
12

consent form. The letter of invitation for the adult and parent cohort is presented in appendix
2 and 3 respectively, while the participant information leaflet for the adult and parent cohort
is presented in appendix 4 and 5 respectively. The participant consent form is presented in
appendix 6. These information packs were then distributed to patients or parents of patients
registered with the participating EB centres at Our Lady’s Children’s Hospital, Crumlin; St
James’s Hospital, Dublin; DEBRA Ireland. Interested parties were invited to contact the
researcher, who provided additional information and background to the study. All potential
participants were offered a further two weeks to consider their decision and those who
opted to proceed, were given the opportunity to select their preferred location and time of
interview. 10 parents (six individuals and two couples) and six adults agreed to participate in
the study.

3.7 Data Collection
Semi-structured interviews were conducted in the participant’s home or over the telephone.
For the adult cohort (n=6) three interviews were conducted face to face and three were by
telephone. For the parent cohort (n=10) six parents were interviewed face to face (two couples
and two individual parents) and four individual parents were interviewed by telephone. An
interview guide that was originally developed by Millar et al., (2009) to interview parents of
children with complex chronic health conditions, was modified and used to structure the
interview process. Each interview began with an exploration as to how the participant was
affected by EB. The participant’s interactions with services and healthcare professionals in
both the hospital and community settings were examined. The interview explored access
to services and asked participants to identify the supports they believed were necessary to
effectively manage their condition/situation. Each participant was directly asked about the
provision of a nursing service. The open-ended nature of the interview guide was designed
to encourage participants with different levels of need to describe their own experiences of
living with EB. The interview guide for the adult and parent cohort is presented in appendix
7 and 8 respectively. A reflective journal was also maintained by the researcher throughout
the data collection process, to provide additional contextual information.
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3.8 Data Analysis
Data analysis was guided by the six phase thematic analysis process advocated by Braun
and Clarke (2006). The procedure began with familiarisation with the data which included
transcribing the interviews which were then entered into the NVivo data management
package. After careful reading, all data was initially coded and collated. The analysis process
then focused on the generation of broad overarching themes to which each code could be
attributed. In order to secure a coherent narrative, the content of each theme was supported
with reference to a direct quote from a participant. Potential themes were mapped out so
that the inter-related nature of the various themes could be fully understood and visualized.
The themes were then reviewed and named. Five overarching themes were identified which
reflects the diversity of the healthcare needs of this particular population.

3.9 Conclusion
Conducting research on rare diseases presents a unique set of considerations and challenges.
Consequently, working with a steering group of key EB clinicians/professionals/stakeholders,
was pivotal in designing and developing a study that was sensitive to and cognisant of the
specific requirements of the EB population. Choosing a qualitative approach using semistructured interviews allowed participants the time and space to articulate their healthcare
needs in their own words. Furthermore, inviting participation from adults with EB and the
parents of children with the condition, enabled a more comprehensive insight into how the
EB outreach nurse service could be developed to meet the needs of this particular client
group, across the lifespan. A thorough and detailed data collection and analysis process
resulted in the generation of five overarching themes which reflects the complexity and
diversity of the condition and the lives of those affected by EB.
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Chapter 4 – The Findings
4.1 Introduction
The following chapter presents the findings generated from data analysis of the semistructure interviews. The discussion begins with an overview of the participant’s biographical
data. The findings are discussed under the following headings; support managing physical
healthcare issues; access to community/home based services; EB specific information and
support; effective interaction with healthcare professionals and advice regarding benefits
and entitlements.

4.2 Biographical data
As previously stated the issue of confidentiality was a key ethical concern in this study due to
the relatively small population of people affected by EB in Ireland. Participants were assured
that identifiers would not appear in any report, publication or presentation associated with
the study. Consequently, the biographical data presented is limited to a broad overview, so
as to ensure that the confidentially and anonymity of participant information is maintained.
Ten parents (n=10) participated in the study; six individual parents and two couples, of which
eight were female and two male. Eight participants were educated to third level, with a further
two participants having attended vocational education/training. In terms of employment,
three participants reported that they reduced their hours to work part time to care for their
child. A further two parents reported that they had worked full time before having their child,
but now worked solely within the home taking care of their child. Three parents stayed at
home with their child and another participant was employed on a part-time ad hoc basis.
One participant was self-employed and worked full time. Nine participants lived in rural
locations, with one participant living in a suburban area.
Six adults (n=6) participated in the study. Five participants had attained a third level
qualification, with one participant being educated to leaving certificate level. Two participants
were in full employment, one was working part-time, one was self-employed and one was
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retired. One participant could no longer work due to their condition. All participants lived in
an urban area.

4.3 Themes
Five overarching themes were identified from the data analysis process which reflects the
following distinct categories of healthcare needs:
1. Support managing physical healthcare issues
2. Access to community/home based services
3. EB specific information and support
4. Effective interaction with healthcare professionals
5. Advice regarding benefits and entitlements
These needs were identified as being common to both adult and parent cohorts.

4.3.1 Support Managing Physical Healthcare Issues
The need for support with physical and clinical care was highlighted by both parent and adult
cohorts. However, there was an acknowledgement that the type of support required, was
dependent on a number of variables relating primarily to the client’s stage in the life cycle
and the severity of their EB condition.
Parents identified bandage changes as a particularly difficult task which involved substantial
amounts of planning and which requires two people to complete. These procedures involved
physical pain for the child and a considerable amount of distress for the parents:
“She wouldn’t lie down or she wouldn’t stay still so then you’re trying to bandage what you
can and then move around with her, you know, it’s just. In the end it was ok, but she has
had days where she’s just screaming, screaming…...” Parent Participant 1
Parents often went through intense bureaucratic battles to access support with the bandaging
process. However, it was apparent that this type of nursing support was available only in
exceptional circumstances and for a limited time period. Furthermore, parents expressed
that nursing support was generally provided on an ad hoc basis with considerable variability
and inconsistency throughout the country.
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One parent recounted the support she received from a nurse who helped her with one
dressing change each week.
“…..so your child suffers through the dressings, screaming in pain, you didn’t feel like you
were absorbing the whole impact maybe the other person was absorbing, so if you wanted
to walk away out of the room to get yourself together, when you just probably couldn’t go
any further, at least there was somebody else there, a knowledgeable person…” Parent
Participant 2
It was generally felt that access to a nurse would assist clients to manage their child’s care
needs within the home setting. For example, one parent explained how home visits by a
nurse could potentially help to ease the care burden:
“…….she’s here (at home) in her own environment and she’s comfortable so she’ll let us do
her bandaging but even to go to the doctor she walks in the door and starts screaming so
if they’re here (EB Outreach nurse) they can see everything that’s going on….Just have them
here.” Parent Participant 1
Other parents highlighted how home visits by a nurse would enable them to gain further
knowledge and understanding of their children’s condition. A parent identified how access
to an EB outreach nurse would have helped her in the early stages of her child diagnosis:
“…….you know it would’ve been in the early stages, even just for one or two visits and like
that just from an education point of view. Even for me, I would’ve loved someone there to
tell me about the different dressings…”. Parent Participant 7.
The difficulties associated with not having the requisite nursing support in the early stages
following diagnosis was highlighted by another parent:
“I do remember one day (my child) had a blister on his eye, he was only a tiny, tiny baby like
he was a month, maybe two months, he was tiny and he had a blister on his eye and it was
there and it was getting bigger and I was trying to burst it, I was afraid of my life bursting
that and I had to go and find a neighbour that I could bring in” Parent Participant 4.
Parents also expressed the physical and emotional isolation that they experienced especially
when a care related issue arose where they required clinical support or advice. A parent
explained how they had no one to talk to regarding their child’s care:
“Distance is the problem, it’s always something like you call them (hospital staff) Friday,
they didn’t call you back and they can’t call at weekends, you have no one to connect to
here….”. Parent Participant 1.
In contrast, adults with the condition generally felt that they would not require the services of
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an EB outreach nurse and reported that they could successfully self-manage their condition:
“To be honest, for EB simplex no. It’s something that you can do for yourself if that makes
sense. That resource could be better spent elsewhere.” Adult Participant 4
It is interesting to note however, that many of the adult participants recalled situations where
support from an EB outreach nurse would have been very beneficial. One adult participant
described how they were admitted to hospital due to an unrelated medical problem. Dressings
were applied which left their skin very badly blistered. When re-admitted to hospital some
time later, an EB specialist nurse was consulted who intervened successfully thereby avoiding
further blistering and distress to the patient.
Both the parent and adult cohorts suggested that having access to an EB outreach nurse
by phone to discuss the management of practical and physical care related issues would be
particularly beneficial.

4.3.2 Access to Community/Home-based Services
Both parent and adult participants identified the need for access to and the development
of EB specific community and home based services. Participants highlighted the difficulties
faced when attempting to access EB related hospital and community based services and
the impact this had on patients, caregivers and family members. Participants also identified
services that they felt should be available within the community setting.
One adult participant acknowledged that they had stopped going to EB clinics within
the hospital because “by the time I’d park the car and walk in that far my feet would be
blistered, do you know and generally my rationale is just to come home and stay off my
feet” Adult Participant 1. Another participant felt the location of the clinic for patients with
EB was inappropriate due to the limited distance that they could walk, especially during the
summer time. Private services were utilised when difficulties arose accessing public services.
For example, an adult participant commented that they prefer using specialized private
chiropody services at considerable cost rather than accessing hospital services because “it’s
easier for me to make an appointment [at the chiropodist]. I can park beside it. I know it
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costs me about fifty- sixty euros, but once my feet are treated there, they’re healed up two
days later, that’s the difference.” Adult Participant 2.
Some participants were dissatisfied with services being located within a hospital setting.
For example, one parent expressed their concern about attending appointments for
community based occupational therapy which was located in the local hospital. They
disliked going there and feared their child would get a cold or flu. Another parent
questioned the suitability of a hospital environment as a place for their child to avail of
psychology services:
“………….. to me it is not ideal. I’d like to see it (psychology services) outside in a much
gentler space, a good space.” Parent Participant 2.
The need for local community based services was also highlighted by a family who travelled
substantial distances to a hospital setting which involved several nights in a hotel resulting in
“an infection every time we go to the hospital” Parent Participant 1. Other parents noted that
services which were advertised as being available in the community could not be accessed.
For example, a parent reported how difficult it was to access community based occupational
therapy and also noted that there was a tacit acceptance that such services could not be
provided:
“Not getting, I think occupational therapy. It’s very much like, kind’ve an acceptance, oh a
child with EB that their hands are going to contract, their feet are going to contract and
they’ll probably end up in a wheelchair. I kinda tapped into stuff outside that I pay for
privately…….” Parent Participant 2
Again parents were left with little alternative but to pay privately for services that were not
available within the community setting.
While participants expressed that in general they were satisfied with the care that was
provided by the EB specialist clinics and staff within the hospital setting, this care was focused
on increasing lifespan rather than on improving quality of life. Participants expressed the
need for more holistic services to be offered including yoga and massage. However, there
was
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a strong emphasis on ensuring that such services should be provided outside the hospital
setting.

4.3.3 EB Specific Information and Support
EB specific information and support were highlighted as important needs by both the adult
and parent cohorts. In particular participants discussed the need for practical information
and advice regarding the management of wound care, wound infections and bandaging.
Participants expressed the need for reliable online resources and up-to-date online data
bases of EB related practical information and advice that could be easily accessed by clients.
The need for specific information regarding the day-to-day management of EB was also
clearly expressed.
For most adults, consultation with EB specialists and staff within the hospital setting was
sufficient to enable them to manage their condition. However, parents reported requiring
on-going and regular advice with wound care issues and bandaging. In particular, these
participants reported that they did not have the requisite knowledge or information to equip
them to care adequately for their child’s wound care needs.
Parents spoke of the fear that their child would fall seriously ill due to an infected wound.
Participants highlighted the uncertainty that they faced when looking at wounds during
bandage changes and while they had substantial knowledge of their child’s wounds,
sometimes they were faced with changes to wounds and infections that they felt unable
to deal with, and which required immediate specialist help. Participants described taking
a picture of the wound and sending it to the specialist EB clinic and the inadequacy of this
approach:
“Then we’re on the phone then trying to describe what we’re looking at and they’re looking
at the picture seeing something completely different, it’s just really hard, we’ve enough
going on…..” Parent Participant 1
This participant also described that when a wound becomes infected, it first needs to be
swabbed at the GP clinic and the sample sent away for analysis. During this process their
child was in constant pain and often would not sleep for the duration of the infection. Parents
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felt that this on-going situation was “dangerous” and described how they were “ready to
blow” by the time a decision was made regarding the appropriate steps to take regarding
their child’s care.
However, participants also expressed the need for information regarding day-to-day living
with EB. Practical advice regarding appropriate clothing and footwear was not readily
accessible and clients relied on personal ‘trial and error’ or informal advice from other
patients and parents. One participant stated
“And the thing is it’s all practical stuff I need to know, you know like what shoes cause the
least blisters, brands of clothing, things like that and they don’t have any of that information
there, so that’s more stuff that you work out for yourself or hear through the grapevine.”
Parent Participant 6
This participant also expressed the need for an up-to-date data base of EB related practical
information and advice that could be easily accessed by patients, parents and care givers.
From an emotional perspective participants identified the impact that EB had on their own
lives and the lives of their children and families. Feelings of isolation were common to both
adult and parent cohorts with many participants identifying the need for more emotional
and social support. For some parents EB influenced every aspect of their lives. This was
particularly the case for those with clinically more severe forms of EB. Parents described the
impact that having EB had on their child:
“The care that (their child) required was phenomenal so like at this stage it’s three-and-ahalf-hour dressing changes every second day…” Parent Participant 2.
This parent also reported that EB challenged their child in every single way i.e. emotionally,
nutritionally and physically. Parents also discussed how having a child with EB consumed
their own lives, with many acknowledging that the caring responsibilities fell predominantly
to the mother. This situation often resulted in feelings of isolation, particularly when the
children were young. Parents reported thinking of little else apart from their child’s needs:
“Like you don’t ever stop thinking about it like, like it’s constantly on your mind. Like, we do
nothing outside of EB because we don’t have time. Our day is just completely consumed by
bandaging or soaking or whatever it is that needs to be done that day but we just don’t have
a life outside of EB.” Parent Participant 1
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The social isolation associated with the condition was highlighted and participants expressed
that it was impossible for other people to understand EB unless they had it or lived with it.
Participants were often left angered by the response of close family members who did not
understand the implications of the condition or the severe pain that having blisters caused
for those affected. This was distressing and isolating for individuals particularly when the
impact of EB was minimized by significant others:
“When my mam first heard about this, she was sure it’s only blisters, but it’s not only blisters
and this is people’s attitude, my sister’s often said the same thing to me, sure what’s the big
deal, it’s only blisters and it infuriates […], it’s just I believe the pain from it is horrific. I think
until you experience that pain I don’t think it’s fair for anyone to say it’s just blisters and I
think the impact it has on our family as well” Parent Participant 5
Other participants expressed the need for services that help with the emotional effects of
having EB or parenting a child with EB. Parents reported the strain that having EB in the
family placed on intimate relationships and felt that marriage counselling should be offered.
Some participants discussed how they felt they needed some more emotional support with
the genetic nature of the condition. One participant discussed how they were left with little
support to make a decision about whether to have more children despite the risk that they
would also have the condition:
“We had to make that decision whether we were having any more children or not which was
really hard. There were no supports in place, like, that’s like losing another child for me, my
femininity, my fertility, all of that stuff but it was just like make your decisions whatever you
want to do, no support around that area whatsoever” Parent Participant 2
Adult participants in particular described the isolation that they experienced when they
couldn’t fully participate in the same activities as everyone else. Furthermore, the pain
and discomfort of the condition resulted in participants spending quite a lot of time alone.
However, it was also apparent that participants actively sought emotional and social support
from a variety of sources. Isolation was lessened when participants had someone else to
talk to about their condition. One participant talked about how their feelings of isolation
had diminished because it was now possible to discuss day-to-day difficulties and selfmanagement techniques with their adult children who also had the condition:
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“Just your relationship to the people around you, my children get it and my children
understand and they’re adults as well and they absolutely get it. I have adults in my life that
I can absolutely relate to.” Adult Participant 6
One parent, when recalling their feelings of isolation, noted the pivotal role of the nurse in
the provision of care and support:
“There were days you’re just so isolated and so on your own that, I know for me I just was
like, how do you get through this? How do you do it? How do you, you know? Actually even
now thinking back at it, it evokes as in, oh my God, did that really happen, you know but
if I didn’t have the nurse on board, part of me believes maybe I wouldn’t be here today.”
Parent Participant 2
Participants also gave accounts of the support that they received from the EB patient
organization DEBRA Ireland. This included practical support in obtaining a medical card and
access to dressings but also included provision of a respite grant to enable individuals and
their families to go on holidays. Participants also spoke about the important advocacy role
of DEBRA Ireland in raising awareness of EB:
“The emotional support they gave me and just their presence and their raising awareness.
Like I speak to people now who would know what EB was despite never having direct contact
with it.” Adult Participant 4.

4.3.4 Effective Interaction with Healthcare Professionals
Participants identified a wide range of healthcare providers that they accessed in relation to
the management of their condition. While all participants availed of EB specialist clinics in
the hospital setting, they also discussed their interactions with a wide variety of communitybased services. Participants also discussed the role of other HCPs such as GPs, pharmacists,
public health nurses, chiropodists, personal assistants etc.in the management of their care.
The inconsistency and variability of the services provided by the various HCPs was an issue
of concern.
In terms of hospital-based services, participants received most of their information from
the specialist EB teams within the hospital setting. Most participants attended an annual
EB clinic where multidisciplinary care was provided. Participants were satisfied with the EB
services and care provided by the EB specialist team and staff. Clients felt that they were
23

kept up-to-date with EB related information pertinent to wound care, bandaging and new
treatments. One parent described the EB clinic as follows:
“…. The hospital is my sanctuary, it’s where I receive my knowledge, it’s where I know the
best practice that’s going on…” Parent Participant 2
Participants also discussed the positive contribution of HCPs in community settings. Parents
reported that while many of these HCPs had no previous knowledge of EB when their
child was born, they made specific efforts to gain relevant information to both understand
and manage the condition. These HCPs became pivotal in the care of the child’s condition
particularly within the community setting. One parent explains the role played by the local
GP:
“Our GP, he didn’t know about it but the minute she was born and he heard it, he went
away and researched it and everything so now we can trust him, you know, he knows how
to handle her and, you know for injections now or for any normal sicknesses or anything
like that, he’s great. Parent Participant 1
However, the same parent expressed how difficult it was to interact with other GPs who
were unfamiliar with the condition:
“but I wouldn’t, if he’s not there (the local GP) I wouldn’t go to another doctor up there or
[emergency services] we have had to go to a few times, they literally stand back, you know
like, I can’t do anything.” Parent Participant 1
Participants’ also talked about HCPs who contributed to their child’s care in ways that
circumvented certain bureaucratic challenges such as public health nurses ordering essential
supplies of bandages and needles to ensure that there was never a shortage at the end of
the month to individual pharmacist’s assisting with the provision of items through the drug
payment schemes.
“The medical card covers certain things, our pharmacist was always very good and helped
us get those things……………….” Parent Participant 4
This also extended to help and advice with wounds and regular visits to learn more about
the clients specific EB condition. One participant highlighted how a public health nurse “just
understood it” and visited every week during bandaging “so that she could see you know any
wounds or just give us advice or whatever” Parent Participant 1.
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However, participants also discussed at length the difficulties they faced when interacting with
HCP’s who had little knowledge or understanding of the condition. Participants reported that
some HCPs showed fear and sometimes stepped back when confronted with a patient with
EB. They encountered professionals who had never heard of the condition and sometimes
experienced HCPs looking at them “as if we have two heads” Adult Participant 6. This left
patients in a position where they only felt comfortable contacting specialist EB services for
EB related issues.
Participants often felt that they were not listened to and their personal expertise was
ignored by healthcare staff. This was frustrating and sometimes frightening for participants
especially within hospital settings where patient’s requests were not treated seriously and
the patient’s own in-depth knowledge and understanding of EB was disregarded. This feeling
of frustration was compounded by having to repeatedly explain the condition to every health
care professional they came in contact with. One participant recalled an issue that arose
when they attended an Accident and Emergency (A&E) unit:
“I have to explain in the A&E, when they put those little things on to do ECGs and stuff, they
tend to want to pull them off and I have to explain don’t pull them off because then, because
it actually does take the skin off with them, yeah and it’s just constantly explaining.” Adult
Participant 3
In addition, hospital visits were often accompanied by questions which indicated that
healthcare staff felt that patients or parents were being overly protective about their skin or
their children’s skin. This was reported as deeply stressful for both parents and adults with
the condition:
“She had to get a drip and they wanted to put plasters on her and we were, no way, we
have our own stuff we’ll use it, “Sure it’ll just be on for a second like, is she allergic to it or
something?” We’re like, “It will rip her skin off like, you just can’t” Parent Participant 1
Other participants’ experienced hospital environments where their knowledge of their skin
or their child’s skin condition was questioned. One parent reported how they felt that the
HCP did not believe that the child had EB and questioned the diagnosis. Overall experiences
of this nature left parents and adults fearful of accessing general non-specialist EB services:
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“Just for people (HCPs) to know what it is (EB) would be huge, you know, that you’re not
afraid to go to the doctor or to the dentist……I’m afraid of my life they’ll hurt her and then
she won’t be able to eat for days and you know. I know [the dentist] knows about it but it’s
still worrying like.” Parent Participant 1.

4.3.5 Advice Regarding Benefits and Entitlements
One of the biggest challenges faced by participants within the study was the bureaucracy
associated with attempting to access services for their condition and/or their child’s condition.
Participants highlighted the lack of guidance in accessing services and the stress associated
with being passed between administrative staff who lacked understanding of the condition.
Participants within the study highlighted the difficulty they faced when attempting to apply,
re-apply or appeal decisions for a medical card for a child or for themselves. A participant
referred to the process of appealing decisions as undignified and felt that their child deserved
a medical card based on medical need. Participants found the process of re-applying for a
medical card unnecessary and frustrating for a condition that will always require access to
medical care:
“……but you have to re-apply for the medical card but with lifelong conditions, you know,
it’s a moot point, yeah” Adult Participant 3
The consequence of not having access to free medical care through the medical card
resulted in participants paying for bandages, medication, ointments and private services
that they required to manage their condition. The expense of specialized EB bandages was
frequently mentioned by participants. One adult participant reported that his family applied
for a medical card which was rejected resulting in the family spending money on bandages,
medications and creams amounting to “a hefty bill every week.” Adult Participant 4.
Another participant without a medical card reported paying the maximum amount through
the drug payment scheme each month for bandages and on-going care:
“Then it went up to 120, then it went up to 140, so like at the point when we would’ve been
doing a lot of care of blisters, we would’ve always been spending the maximum amount you
needed to spend on the drugs payment” Parent Participant 4
Some participants also reported difficulties in accessing financial assistance from the state
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such as carer’s allowance; domiciliary allowance or disability allowance and were rejected
in some cases because it was felt that they or their child were not limited enough by the
condition.
Administrative procedures were also deemed exhaustive with one participant outlining six
years of applying and re-applying for a nurse to support with bandage changes within the
home. The feeling that the case was passed from one person to the next with no individual
taking responsibility increased family stress levels and was a source of anger and frustration:
“Can I say the process was worth it? Yes, if I was to go back to that time, I don’t know how
I did it. I don’t know how I went through it, the stress that it created, the lack of support,
fighting every, month in month out, it took so much out of me that you know, it was just
such an emotional time, it was like, you know, I knew we weren’t going to survive as a family
or I wasn’t going to get through it if I didn’t get some type of support.” Parent Participant 2
One participant felt that there was an information gap between leaving the hospital and
bringing the child home with no guidance on navigating the health system and accessing
appropriate supports. Due to the complexity of the health system and the lack of knowledge
regarding who to contact for specific services, participants felt lost in the system. They felt
that there was no continuity of care or linking up of services between hospital-based supports
and services within the community:
“you’d nearly want when the child is born, a little leaflet or a little booklet that says, this
is what this department is and this is the head or whatever cause you’re given numbers
and you ring and you say and they’re like no, that’s not me and you’re dealing with this
abruptness all the time”. Parent Participant 2
This participant also highlighted the lack of empathy and abruptness that she faced when
dealing with a system that she felt had no accountability or concern for their child’s wellbeing.
The participant reported that their interactions with administrative staff within the health
system were almost always difficult:
“Whether it’s conversations down the phone or other people in the HSE, bureaucracy as
such, rude, ignorant, […] not listening to the mother who’s under such strain with the
sick child and willing to help them, you know and everybody passing the buck….”. Parent
Participant 2
One parent talked about the folder of paperwork that they were given to fill in when their
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child was born and the intense stress that this caused on top of the worry that they felt for
their newly diagnosed baby. This administrative burden was compounded as they had to
provide information for each new application for health and welfare claims. This involved
endlessly providing the same information over and over again causing additional stress for
the family at a time when parents had limited free time due to the constraints of caring for
their child:
“it’s so much work, you have to give so much detail, like. Like, you’re dealing with a sick
child with things which you don’t know and you have to go down there, go there, call there,
speak with them, meet with this person, everything is time, it’s just, I think it’s too much and
there’s no one helping you.” Parent Participant 4.
A lack of understanding of the nature and severity of EB and the pivotal part that specialized
equipment such as bandaging plays in wound care, was also evident when dealing with
administrative staff who had no medical knowledge and were only concerned about the cost
and not the individual’s care:
“They’re looking at a piece of paper and saying why is this tiny person costing this much
money, you know. They didn’t, they didn’t kind’ve want to see what the problem was or why
they needed all this bandaging and then when they realized that it’s for life, they kind’ve
panicked, it’s between fifteen and twenty thousand a month…..” Parent Participant 1.

4.4 Conclusion
The findings of this study identified five significant healthcare needs which were common
to both adult and parent cohorts. These needs ranged from the management of physical
healthcare issues to greater access to appropriate community/home based services. The need
for EB specific information together with emotional and social support was also highlighted.
More effective interactions with non-specialist EB healthcare providers was required in
association with specific advice and support when applying for benefits and entitlements.
The range of needs reflects the complexity of the condition and the challenges associated
with managing EB related healthcare issues. The purpose of the following discussion is to
consider how an innovative EB outreach nurse service can be utilised to address some of the
unmet needs described by the participants in this study.
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Chapter 5- Discussion and Recommendations
5.1 Introduction
The previous chapter detailed the five key healthcare needs that were generated from the data
analysis of the semi-structured interviews. The following chapter presents a critical analysis
of each of these healthcare needs as they are described by the participants, with reference
to relevant literature in the field. A series of recommendations for the development of the EB
outreach nurse service are then presented, which correspond to each of the healthcare needs
identified. Implications for further research and an exploration of the study’s limitations are
also examined. The chapter concludes with a concise summary of the study, its findings and
recommendations for the development of an EB outreach nurse service.

5.2 Support Managing Physical Healthcare Issues
The need for support with physical care particularly in relation to wound care, itch and pain
management was clearly articulated by the participants. Parents emphasised the challenges
they faced with regards to managing their child’s pain and wound care issues, especially
when a wound became infected. While initiatives such as the development of multicentre,
multidisciplinary recommendations on global skin care are welcome, invariably the information
is targeted towards physicians, nurses and other health professionals (El Hachem et al.,
2014). Yet this study illustrates that patients, who are often dealing with complex healthcare
issues, experience challenges sourcing accurate and consistent information/guidance.
Duipmans and Jonkman, (2010) advocate the approach adopted by the Dutch EB service
which involves a consultant led interdisciplinary team, in which treatment is individualized to
each patient/family and tailored to the severity of the disease. The service performs at a high
level that is appreciated by patients and parents (Duipmans and Jonkman, 2010). Building
on this approach it is important that the EB outreach nurse service is fully integrated into a
consultant led multidisciplinary team, in a centre of expertise, with clear responsibility and
reporting structures. The outreach nurse requires specific educational preparation in an EB
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specialist centre with a strong emphasis on holistic care and management. A key facet of the
EB outreach nurse service will be to act as a point of contact, where patients can access upto-date evidence based information that is consistent with international best practice and
the patient’s own individualised plan of care.

5.2.1 Recommendations:
The EB outreach nurse service should;
•

Be fully integrated into a consultant led multidisciplinary team, in a specialist EB center,
with clear responsibility and reporting structures.

•

Ensure registered nurse(s) providing the EB outreach service undertake specific
educational preparation in a specialist EB center with a strong emphasis on holistic
management and care.

•

Act as a point of contact, where patients/carers can access up-to-date evidence based
information that is consistent with international best practice guidelines and the
patient’s own individualized plan of care.

5.3 Access to Home/Community Based Services
Participants were generally satisfied with the care that they received in the specialist EB
hospital centres. However, they expressed a preference for more home based services and
articulated the challenges associated with accessing appropriate community based care. The
need for home nursing assistance was expressed particularly where parents were involved
in wound care, with some parents stating that a home nursing service would reduce hospital
visits and hospital readmissions. Parab et al., (2013) who conducted a Cochrane review
comparing specialist home-based services for children with acute and chronic illnesses,
identified that while current research did not provide supporting evidence that home
nursing resulted in a reduction in access to hospital services or readmissions, it did lead to
a significant reduction in the length of hospitalisation following admission. Stevens et al.,
(2014) who investigated the outcomes of a home nursing programme for patients with EB in
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Australia, identified a perceived improvement in quality of life, better provision of support
and improved family life management.
While an EB outreach service is not in a position to provide direct home nursing, the EB
outreach nurse is well-placed to provide advice on home nursing issues and to conduct home
visits at pivotal periods. For example, when healthcare care issues arise, following diagnosis
or hospital discharge, or in times of stress/crisis. Furthermore, the outreach nurse could
provide invaluable advice and support to patients and their families in periods of transition
across the lifespan.
The challenges associated with accessing home nursing are indicative of the issues
associated with sourcing appropriate community based services. Gowran et al., (2015) who
conducted an in-depth analysis of Irish healthcare support services for patients with EB,
identified similar limitations. They also identified challenges with communication between
local and specialist services. The situation is further exacerbated by the number and range
of specialist services that EB patients need to access (El Hachem et al., 2014). Duipmans and
Jonkman, (2010) outline the role of an EB nurse co-ordinator in the Dutch interdisciplinary
EB team; the nurse is in close contact with patients and all professionals involved. He/she
lists and prioritises problems, co-ordinates and communicates the needed care and refers
on to relevant care providers, thereby combining the unique expertise of all members of the
EB team. While the nurse is hospital based, Duipmans and Jonkman, (2010, p 386) conclude
that “…without a nurse co-ordinator the interdisciplinary approach would fail”. Therefore,
the EB outreach nurse service could play a key role as a co-ordinator of care both between
and within hospital and community based services. The service has the advantage of being
hospital, home and community focused thereby offering a unique opportunity to provide
co-ordination and continuity of care to patients and their families.
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5.3.1 Recommendations:
The EB outreach nurse service should;
•

Provide home visits and support to patients and their families at pivotal periods when
healthcare issues arise, for example following diagnosis, hospital discharge, in times
of stress/crisis, in periods of key transition across the lifespan.

•

Act as a co-ordinator of care both within and between hospital, community and home
based services, thereby providing co-ordinated continuity of care to patients and their
families.

5.4 EB Specific Information & Support
Participants had high levels of informational need in relation to EB specific knowledge. Adult
participants were interested in the provision of an online resource/website which could act
as a one stop shop for practical information and advice. A similar finding was identified by
Dures et al., (2011) who examined the psychosocial impact of EB on adults. They concluded
that online resources could help to address ‘information poverty’ as described by Gray, et
al., (2005). The parent cohort also exhibited high levels of informational need and readily
used the internet as a source of information. Nicholl et al., (2017) who examined internet
use by parents of children with rare conditions concluded that internet and social media
engagement, facilitates the emergence of parents who are better informed and empowered,
have greater understanding of the management of rare conditions, and are increasingly
considered experts in their child’s care. It is important to note that while participants identified
the need for more information, DEBRA Ireland currently offers a range information services
through their website and through the provision of peer and family support systems. The EB
outreach nurse is therefore ideally placed to direct patients/families towards key information
services. In keeping with the view expressed by Dures et al., (2011) EB material should convey
an understanding of the issues associated with living with the condition and should be
presented in an informal style rather than in detached medical terms. Furthermore, where
possible, people with EB should have a key role in advising on the content and design of
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information materials and resources.
Feelings of isolation were common to both adult and parent cohorts with many participants
identifying the need for more emotional and social support. Adult participants in particular
described the isolation that they experienced when they couldn’t fully participate in the
same activities as everyone else. However, it was apparent that participants actively sought
emotional and social support from a variety of sources including family and friends. Dures et
al., (2011) who explored the psychosocial impact of EB on adults, identified similar feelings of
isolation and noted that support needs ranged from individual therapy such as counselling
to more tangible, less psychologically intensive support such as social skills or assertiveness
training. Parents in the current study also referred to the psychological and emotional
burden associated with caring for a child with EB. This is in keeping with van Scheppingen
et al., (2008b) who examined the problems of parents who have a child with EB and who
found that parents seemed to experience both a physical and mental burden as a result of
their child’s illness. Parents also expressed that they felt alone and without support when
trying to make major life choices such as the decision to have another child. The toll that
living with EB placed on marriage and family life was also a key concern. These findings are
similar to those identified by Fine et al., (2005) who explored the potentially negative impact
of EB on the personal relationships between parents. All of these issues point towards the
need for a robust support system for all those affected by EB. The EB outreach nurse service
should work towards supporting patients/parents/families affected by EB through referral
to and liaison with a range of psychosocial supports. Where possible these supports should
be located within a community setting.
It is important to note that adult and parent participants identified the key role that
organisations such as DEBRA Ireland and other advocacy groups played in the provision
of care and support. This reflects the findings of Jain et al., (2018) who notes that beyond
the medical setting, patient support and advocacy groups are pivotal in helping patients
cope with their illness while also raising public awareness of these rare conditions. It also
reflects the findings of Gowran et al., (2015) who noted that the Irish EB system derives much
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strength from the commitment and dedication of the healthcare providers, DEBRA Ireland
and the families living with EB.

5.4.1 Recommendations:
The EB outreach nurse service should;
•

Direct patients/families towards key information services such as those provided by
DEBRA Ireland through their website, and through the provision of peer and family
support systems.

•

Work towards supporting patients/parents/families affected by EB through referral to
a range of support services including genetic counselling and liaison with a range of
psychosocial supports, located where possible within a community setting.

5.5 Effective Interactions with Healthcare Professionals
Participants reported a high degree of satisfaction in relation to their interactions with
specialist EB healthcare professionals. However, interactions with HCPs outside of the
specialist arena was a cause of concern for both adult and parent cohorts. Participants
noted that the efficacy of such interactions was generally related to the knowledge base
of the HCP i.e. the less familiar the HCP was with the condition, the less favourable the
interaction. While participants identified a wide range of HCPs who were very helpful and
who independently developed their EB knowledge base, in general, interactions with nonspecialist EB HCPs were viewed as problematic and a potential source of stress. Dures et al.,
(2011) identified similar issues and noted that patients often felt disempowered by HCPs
when their knowledge was dismissed or regarded as ill informed. However, Dures et al.,
(2010) in a study that focused on healthcare professionals who worked with EB, identified
liaising with other healthcare providers as a key aspect of the specialist EB role. Furthermore,
they reported that an important element of the specialist professional role was informing,
supporting and challenging non-specialist professionals in relation to EB care provision.
However, there is also a need to generate awareness of EB at a general health service level
which requires a strategic approach to education, training and research (Gowran et al.,
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2015). It is interesting to note that The National Rare Disease Plan for Ireland 2014-2018
(Department of Health, 2014) calls for appropriate modules relating to rare disease to be
included in all undergraduate and postgraduate programmes of both medical professional
and carer disciplines. In addition to developing competency requirements and training
programmes for medical professionals and carers engaged with rare conditions, practical
experience and exposure to patients with rare conditions is also advocated (Department of
Health, 2014).
The EB outreach nurse service therefore has a key role to play in the educational provision and
support of non-specialist HCPs particularly in the home, community and university/higher
education setting. However, the service should also be involved in continuing professional
development and in conducting and/or supporting research which is aimed at developing
our understanding of EB related care.

5.5.1 Recommendations:
The EB outreach nurse service should;
•

Play a key role in the educational provision and support of non-specialist HCPs
particularly in the home, community and university/higher education setting.

•

Be actively involved in staff continuing professional development and in conducting/
supporting research aimed at developing the knowledge base relating to EB care and
support.

5.6 Advice Regarding Benefits and Entitlements
The study found that participants required support accessing benefits and entitlements.
Financing the treatment of EB is costly and the financial burden was exacerbated when
parents were required to reduce their employment hours or to resign from work altogether.
Participants also expressed concern regarding access to medical cards and reported
numerous issues with both the application and renewal process. Gowran et al., (2015)
reported on the ad hoc nature of access to healthcare entitlements in Ireland, with patients
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experiencing inequality and disparity within the system when trying to access essential
medical supplies. For example, those living in Northern Ireland can access medical supplies
for free under the UK system while those living in the Republic of Ireland must apply for a
medical card, which is means tested, in order to avail of free services (Gowran et al., 2015).
In essence participants recognised EB as an economic burden with direct and indirect costs.
Furthermore, the hidden costs involved in EB management can be significant and can have
a particular impact on lower income families (Pagliarello and Tabolli, 2010). The EB outreach
nurse can provide additional support in relation to benefits and entitlements, through for
example appropriate referral to the dedicated EB social worker and DEBRA Ireland family
support services.
While the EB outreach nurse service is also strategically placed to act as a powerful and
well informed advocate. The service has the potential to engage in lobbying both nationally
and internationally to secure adequate funding and resources while also articulating the
need for the provision of specialist EB services, social welfare and healthcare entitlements. A
strategic collaboration between the EB outreach nurse service and relevant patient support
organisations such as DEBRA Ireland, would provide a powerful partnership which could
advocate on behalf of those affected by EB helping to articulate the healthcare needs of
patients, parents and families throughout the island of Ireland and beyond.

5.6.1 Recommendations:
The EB outreach nurse service should;
•

Provide additional support in relation to benefits and entitlements, through for
example appropriate referral to the dedicated EB social worker and DEBRA Ireland
family support services.

•

Act as a strategic advocate in association with relevant patient organizations to secure
adequate funding, resources, support services and entitlements while articulating the
healthcare needs of EB patients both nationally and internationally.
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5.7 Limitations of the study
This was a small scale study with a sample size limited to six adults and ten parents.
Therefore, the study’s findings reflect only the views of the adults and the parents who chose
to participate in the study. Furthermore, as the participants self-selected, the study may have
attracted people who had a conscious commitment to dealing with the condition and/or who
had the resources (time/place) to participate. This raises the possibility that those who chose
not to take part may have different experiences. However, the role of the research steering
committee, which included key stakeholders in the area, helped to address many of these
concerns by providing invaluable experience and knowledge of the condition. Consequently,
this study is considered to provide a valuable insight into the potential role of an EB outreach
nurse service which is relevant to the healthcare needs of the EB population in Ireland.

5.8 Recommendations for Further Research
The primary aim of this study was to determine how the role of the EB outreach nurse could
be developed to meet the healthcare needs of people with EB. The study identified five key
health care needs of people with EB and has generated a series of recommendations which
can now be used to guide the development of the EB outreach nurse service in Ireland. As
such this study represents stage one of a two stage action research project, where stage
two will involve a follow up study to examine the efficacy of the EB outreach nurse role. It is
envisaged that stage two will be comprised of an evaluation of the outreach service, as it is
experienced by those who use it. Once completed, this two stage action research project
has the potential to provide a unique insight into the lives of those living with EB and how an
EB outreach nurse service can be specifically designed to meet the needs of this particular
client group.
With regards to other opportunities for research, much of the EB related studies to date
have been concerned primarily with biomedical aspects of the disease, finding a cure
or examining patients’ quality of life. However, it is also important to focus on exploring
how to support people who are currently living with this condition. Additional qualitative
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studies which facilitate the amplification of the person/patient/family voice are required.
Furthermore, inviting people with EB to become actively involved as co-researchers in the
design, development and delivery of EB related studies would be an important and valuable
avenue to explore.

5.9 Conclusion
EB is a rare, complex, inherited condition that provides a unique set of challenges for all
those who are affected by it. This study, which received funding from the Irish Research
Council ‘New Foundations’ Scheme, aimed to determine how the role of the EB outreach
nurse can be developed to meet the healthcare needs of people with EB. It is the first study
of its kind to be undertaken in Ireland and as such represents an innovative partnership
approach between key patient/professional stakeholders, DEBRA Ireland and researchers at
the UCD School of Nursing, Midwifery and Health Systems.
The literature review illuminates many of the challenges associated with the condition from
the perspective of children, adolescents, adults, parents and families. It also emphasises
the importance of ensuring that support services are developed which take cognisance of
the needs of those who are currently living with EB. Undertaking a qualitative approach,
incorporating semi-structured interviews, provided the participants in this study with
the opportunity, time and space to articulate their views in their own words, while also
demonstrating the value of adopting a qualitative methodology in rare disease research.
The following five healthcare needs were identified by both the adult and parent cohorts;
support managing physical healthcare issues; access to community/home based services;
EB specific information and support; effective interaction with healthcare professionals
and advice regarding benefits and entitlements. It is evident that the EB outreach nurse
service has the potential to address many of the needs identified and consequently a series
of recommendations for practice have been presented (See Figure 1). In summary the EB
outreach nurse service should be integrated into a consultant lead multidisciplinary EB
specialist team, where the EB outreach registered nurse completes a programme of
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specialist education and training. The EB outreach nurse service should act as a point of
contact for patients to access up-to-date evidence based information while also providing
home visits at pivotal periods and acting as a co-ordinator of care both within and
between hospital, community and home based services. The EB outreach nurse should
work in partnership with people who have EB to meet their informational needs while
also being attuned to enabling access to the necessary range of psychosocial supports
particularly within a community context. The EB outreach nurse service can play a key
role in the education of non-specialist HCPs, while being actively involved in conducting/
supporting EB related research and CPD. Finally, the EB outreach nurse service should
act as a strategic advocate in association with relevant patient support organizations to
secure adequate funding, services and entitlements while articulating the healthcare needs
of people with EB, both nationally and internationally.
This study represents stage one of a two stage action research project, where stage two will
involve a follow up study to examine the efficacy of the EB outreach nurse role. Stage two
will consist of an evaluation of the outreach service, as it is experienced by those who use
it. Once completed, this two stage action research project will provide a unique insight into
the lives of those living with EB in Ireland. Furthermore, it will provide a template as to how
an EB outreach nurse service can be specifically designed to meet the needs of people living
with EB.
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Appendix 2: Letter of Invitation (Adult)

Research Unit,
Room B111,
Health Science Centre,
University College Dublin,
Belfield,
Dublin 4
13/11/2017

Dear Sir/Madam,
This is a letter of invitation to enquire if you would like to take part in a research study. The aim of the study
is to increase understanding of the care needs of adults with Epidermolysis Bullosa (EB) with a view towards
informing the development of an EB outreach nurse service. If you agree to participate, you will be invited to
take part in a face to face interview with a member of the research team. This interview will be arranged at a
time and at a location of your choice and will take between 30 – 45 mins.
Please read the enclosed information sheet and consent form carefully as it is important for you to understand
why the study is being conducted and what it will involve. Participation in this study is entirely voluntary and you
are advised to take time to think about whether you would like to participate. Please note that compensation
for participating in the study cannot be provided. However, your participation will make a valuable contribution
to the study and the findings may lead to a greater understanding of the service needs of adults with EB.
This study has received ethical approval from St James’s Hospital. DEBRA Ireland are also in support of the
study. For the purposes of Data protection DEBRA Ireland have posted these packs on behalf of UCD. However,
DEBRA Ireland will not be made aware of the names of those taking part in the study.
If you would like to take part, or if you would like additional information to assist you in reaching a decision
about participation, please contact the research assistant Sandra Kearney by phone at 01 716 6474 or by e-mail
at Sandra.Kearney@ucd.ie. You can also contact the study supervisor, Prof. Eilish McAuliffe at +353 1 716 6456
or e-mail Eilish.McAuliffe@ucd.ie.
Yours Sincerely,
_____________
Sandra Kearney
Research Assistant,
Research Unit,
Room B111,
Health Sciences Centre,
University College Dublin,
Belfield, Dublin 4,
Ireland
Tel: +353 1 716 6474
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Appendix 3: Letter of Invitation (Parent)

Research Unit,
Room B111,
Health Science Centre,
School of Nursing, Midwifery & Health Systems,
University College Dublin
06/12/2017
Dear Sir/Madam,
This is a letter of invitation to enquire if you would like to take part in a research study. The aim of the study is
to increase understanding of the care needs of families who have a child with Epidermolysis Bullosa (EB) with
a view towards informing the development of an EB outreach nurse service. If you agree to participate, you will
be invited to take part in a face to face interview with a member of the research team. This interview will be
arranged at a time and at a location of your choice and will take between 30 – 45 mins.
Please read the enclosed information sheet and consent form carefully as it is important for you to understand
why the study is being conducted and what it will involve. Participation in this study is entirely voluntary and you
are advised to take time to think about whether you would like to participate. Please note that compensation
for participating in the study cannot be provided. However, your participation will make a valuable contribution
to the study and the findings may lead to a greater understanding of the service needs of families with EB.
This study has received ethical approval from Our Lady’s Children’s Hospital, Crumlin. DEBRA Ireland are also
in support of the study. For the purposes of data protection Our Lady’s Children’s Hospital have posted these
packs on behalf of UCD.
If you would like to take part, or if you would like additional information to assist you in reaching a decision
about participation, please contact the research assistant Sandra Kearney by phone at 01 716 6474 or by e-mail
at Sandra.Kearney@ucd.ie. You can also contact the study supervisor, Prof. Eilish McAuliffe at +353 1 716 6456
or e-mail Eilish.McAuliffe@ucd.ie.
Yours Sincerely,
_______________
Sandra Kearney
Research Assistant,
Research Unit,
Room B111,
Health Science Centre,
School of Nursing, Midwifery & Health Systems,
University College Dublin
Tel: +353 1 716 6474
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Appendix 4: Participant Information Sheet (Adult)
PARTICIPANT INFORMATION SHEET

Study Title: Identifying the optimum role and function of an Epidermolysis Bullosa (EB) outreach nurse
Principal Investigator: Prof. Eilish McAuliffe
Co-Investigator: Dr. Ann Donohoe
Research Assistant: Ms Sandra Kearney
School of Nursing, Midwifery & Health Systems, University College Dublin.
You are kindly invited to take part in this research to identify the service needs of adults with Epidermolysis
Bullosa (EB) with a view towards informing the development of a new and innovative EB outreach nurse service.
Before you decide to participate, we would like you to understand why the research is being conducted and
what it involves for you. Please take your time to read this information. You can ask us if there is anything that
is not clear, or if you would like further information. At the end of this information leaflet you will find details
on how to contact us and what you can do if you have any questions.

Information about this study
What is this research and why is the research being done?
The purpose of this study is to identify the needs of adults with EB with a view towards informing the development
of a new EB outreach nurse service. The primary aim of this service will be to co-ordinate care and support for
patients with EB in their own homes while also facilitating the integration of hospital and community based
services. However, research which specifically examines the development and efficacy of an EB outreach nurse
is limited at both a national and an international level. Consequently, a research study is being conducted to
guide the development of this nursing initiative.
We would like to draw on your personal experience of your needs in relation to your condition. Funding for this
research was awarded by the Irish Research Council, Government of Ireland, New Foundations Scheme, 2016.
Why have I been asked to take part?
You have been given this information leaflet and invited to take part in the research as we would like to better
understand the service needs adults with EB.
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Do I have to take part?
Participation in this study is entirely voluntary. It is up to you to decide whether you would like to take part. You
are free to refuse to take part, without giving a reason and without any adverse effects as a result.
What will happen if I agree to take part?
If you agree to participate you will be asked to take part in a face to face interview with a member of the
research team. The interview will take 30-45 minutes and will focus on your needs in relation to your EB care.
The interview can take place at a date and time most convenient for you. This may be in your home, a private
room at University College Dublin, or another location convenient for you. The researcher will introduce
themselves, answer any questions you may have about the study and ask you to sign a consent form. With
your permission, we will audio-record the discussion. The transcript of your interview will be coded for analysis.
This means that identifiable data e.g. names, addresses will be replaced with a code/ pseudonym within the
transcript. Data can be re-identified through a master sheet containing names of participants and linking them
to their unique code/pseudonym used in the data set. This master key will be encrypted and stored on a
password protected computer. Only researchers within the UCD research team will have access to this file.
Will I receive any expenses or payments?
We will not provide any payments or cover any expenses for your participation in this research.
What are the possible risks of taking part?
We do not anticipate any risks to you as a result of your taking part in this research. Please remember that you
are free to end your participation in the study at any time, and this will not affect your rights in any way.
What are the possible benefits of taking part?
There may be no direct benefit in taking part in this study for you or your family. However, it is anticipated that
the study will contribute to the research literature on nursing care, quality of life and the physical care needs of
the EB population in Ireland and internationally.
What will happen if I change my mind about taking part?
If you agree to participate in an interview, but subsequently decide that you no longer wish to take part, please
contact a member of the study team using the contact details at the end of this leaflet. You are also free to end
the interview at any time, without giving a reason. If you wish we can also destroy any information you have
provided in the interview.
Will my taking part in the study be kept confidential?
Your name or any other information that could potentially identify you specifically will not appear in reports,
publications or presentations arising from the research. We may want to use direct quotes from participants
who take part in the interviews, but quotes will not be attributed to individuals.
In accordance with University College Dublin’s policy on data protection and storage, interviews will be
transcribed, coded (i.e. we will replace your name with a pseudonym), and securely stored in encrypted files on
password protected computers in the School of Nursing, Midwifery and Health Systems at University College
Dublin. The paper versions of notes and transcripts of interviews will be kept in a locked filing cabinet in the
School of Nursing, Midwifery and Health Systems at University College Dublin. These will only be available to
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members of the research team. The paper and electronic versions of the data collected will be held by the
University for 5 years then securely destroyed.
What will happen to the results of the study?
The results of this work will inform the development of a new and innovative EB outreach nurse service. The
aggregated results of the study will also be published within a report format, in scientific journals and presented
at scientific meetings. Any information that could potentially identify you will not be included in any report or
publication.
Who is organising and funding the research?
The research is being conducted by staff at the School of Nursing, Midwifery and Health Systems at University
College Dublin. The study is funded by the Irish Research Council, Government of Ireland, New Foundations
Scheme, 2016.
Who has reviewed the study?
This study has received ethical approval from the Research Ethics Committee in St James’s Hospital, Dublin and
from the Human Research Ethics Committee at University College Dublin.
How will I find out what happens with this project?
If you would like to receive a summary of the findings related to this phase of the research, you can provide the
researcher with your details so that you can be contacted for this purpose.
What happens next?
If you are happy to proceed, we will explain the study and answer any questions you may have. If you are
interested in taking part in an interview, we will ask you about dates and times that would be convenient for
you to participate.
How to contact us
If you have any concerns about the study, or would like more information, please contact:
Ms Sandra Kearney (Research Assistant)
Email: Sandra.Kearney@ucd.ie Phone: (01) 716 6474
Or
Dr Ann. Donohoe (Co-Investigator)
Email: Ann.Donohoe@ucd.ie
Or
Prof Eilish McAuliffe (Principal Investigator)
Email: Eilish.McAuliffe@ucd.ie Phone: (01) 716 6456
			
Thank you for taking the time to read this information.
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Appendix 5: Participant Information Sheet (Parent)
PARTICIPANT INFORMATION SHEET (Interview)
Study Title: Identifying the optimum role and function of an Epidermolysis Bullosa (EB) outreach nurse
Principal Investigator: Dr. Fiona Browne
Co-Investigators: Prof. Eilish McAuliffe & Dr. Ann Donohoe
Research Assistant: Ms Sandra Kearney
School of Nursing, Midwifery & Health Systems, University College Dublin.
You are kindly invited to take part in this research to identify the service needs of parents of children with
Epidermolysis Bullosa (EB) with a view towards informing the development of a new and innovative EB
outreach nurse service.
Before you decide to participate, we would like you to understand why the research is being done and what
it involves for you. Please take your time to read this information. You can ask us if there is anything that is
not clear, or if you would like further information. At the end of this information leaflet you will find details on
how to contact us and what you can do if you have any questions.
Information about this study
What is this research and why is the research being done?
The purpose of this study is to identify the needs of parents of children with EB with a view towards informing
the development of a new EB outreach nurse service. The primary aim of this service will be to co-ordinate
care and support for patients with EB in their own homes while also facilitating the integration of hospital and
community based services. However, research which specifically examines the development and efficacy of
an EB outreach nurse is limited at both a national and an international level. Consequently, a participatory
action research study has been designed to guide the development of this nursing initiative.
The study will involve interviews with parents/guardians of children with EB. We would like to draw on your
personal experience of your needs in relation to your child’s condition. The purpose of the interview process
is to identify the service needs of families particularly from a community/primary care perspective. Funding
for this research was awarded by the Irish Research Council, Government of Ireland, New Foundations
Scheme, 2016.
Why have I been asked to take part?
You have been given this information leaflet and invited to take part in the research as we would like to better
understand the service needs of families who have a child with EB.
Do I have to take part?
Participation in this study is entirely voluntary. It is up to you to decide whether or not you would like to take
part. If you agree to take part, we will ask you to sign a consent form. You are free to refuse to take part,
without giving a reason and without any adverse effects as a result.
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What will happen if I agree to take part?
If you agree to participate you will be asked to take part in a face to face interview with a member of the
research team. The interview will take 30-45 minutes and will focus on the service needs of your child with EB.
The interview can take place at a date and time most convenient for you. This may be in your home, a private
room at University College Dublin, or another location convenient for you. The researcher will introduce
themselves, answer any questions you may have about the study and ask you to sign a consent form. With
your permission, we will audio-record the discussion. The transcript of your interview will be coded for
analysis. This means that identifiable data e.g. names, addresses will be replaced with a code/ pseudonym
within the transcript. Data can be re-identified through a master sheet containing names of participants and
linking them to their unique code/pseudonym used in the data set. This master key will be encrypted and
stored on a password protected computer. Only researchers within the UCD research team will have access
to this file.
Will I receive any expenses or payments?
We will not provide any payments or cover any expenses for your participation in this research.
What are the possible risks of taking part?
We do not anticipate any risks to you as a result of your taking part in this research. Please remember that
you are free to end your participation in the study at any time, and this will not affect your rights in any way.
What are the possible benefits of taking part?
There may be no direct benefit in taking part in this study for you or your family. However, it is anticipated
that the study will contribute to the research literature on nursing care, quality of life and the physical care
needs of the EB population in Ireland and internationally.
What will happen if I change my mind about taking part?
If you agree to participate in an interview, but subsequently decide that you no longer wish to take part,
please contact a member of study team using the contact details at the end of this leaflet. You are also free
to end the interview at any time, without giving a reason. If you wish we can also destroy any information you
have provided in the interview.
Will my taking part in the study be kept confidential?
Your name or any other information that could potentially identify you specifically will not appear in reports,
publications or presentations arising from the research. We may want to use direct quotes from participants
who take part in the interviews, but quotes will not be attributed to individuals.
In accordance with University College Dublin’s policy on data protection and storage, the paper versions of
notes and transcripts of interviews will be coded (i.e. we will replace your name with a pseudonym), and will
be kept in a locked filing cabinet in the School of Nursing, Midwifery and Health Systems at University College
Dublin. These will only be available to members of the research team. Interviews will be transcribed and
securely stored in password protected files on encrypted computers in the School of Nursing, Midwifery and
Health Systems at University College Dublin. The paper and electronic versions of the data collected will be
held by the University for 5 years then securely destroyed.
What will happen to the results of the study?
The results of this work will inform the development of a new and innovative EB outreach nurse service.
The aggregated results of the study will also be published within a report format, in scientific journals and
presented at scientific meetings. Any information that could potentially identify you will not be included in
any report or publication.
Who is organising and funding the research?
The research is being conducted by staff at the School of Nursing, Midwifery and Health Systems at University
College Dublin. The study is funded by Irish Research Council, Government of Ireland, New Foundations
Scheme, 2016.
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Who has reviewed the study?
This study has received ethical approval from the Research Ethics Committee in Our Lady’s Children’s
Hospital, Crumlin and from the Human Research Ethics Committee at University College Dublin.
How will I find out what happens with this project?
If you would like to receive a summary of the findings related to this phase of the research, you can provide
the researcher with your details so that you can be contacted for this purpose.
What happens next?
If you are happy to proceed, we will explain the study and answer any questions you may have. If you are
interested in taking part in an interview, we will ask you about dates and times that would be convenient for
you to participate either in person or by phone.
How to contact us
If you have any concerns about the study, or would like more information, please contact:
Ms Sandra Kearney (Research Assistant)
Email: Sandra.kearney@ucd.ie Phone: 01 716 6474
Or
Dr. Fiona Browne (Principal Investigator)
Email: Fiona.Browne@olchc.ie Phone: 01 4282646
			
Or
Prof Eilish McAuliffe (Co-Investigator)
Email: Eilish.McAuliffe@ucd.ie Phone: (01) 716 6456
Thank you for taking the time to read this information.
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Appendix 6: Participant Consent Form
PARTICIPANT CONSENT FORM
Study Name/Number:

Participant Identification Number:

Title of Project: Identifying the optimum role and function of an Epidermolysis Bullosa (EB) outreach nurse
Principal Investigator: Prof Eilish McAuliffe

Co-Investigator: Dr Ann Donohoe
Research Assistant: Sandra Kearney

			

Please initial in each box

1. I confirm that I have read and understand the information sheet for the
above study. I have had the opportunity to consider the information, ask
questions and have had these questions answered satisfactorily.
2. I understand that my participation in this study is voluntary and that I am
free to withdraw from the study at any time without giving any reason.
3. I understand the interview will be audio-recorded and transcribed verbatim
and that identifiable data e.g. names, addresses will be replaced with
a code/ pseudonym within the transcript. These codes will be linked
to a master sheet containing names of participants. I understand that
only researchers within the UCD research team will have access to this
encrypted file.
4. I understand that the results of the study may be included in reports or
scientific publications. However, personal information which could identify
me specifically will be not be used.
5. I understand that all data collected during the study will remain confidential,
and responses and personal information will be stored in a locked filing
cabinet and/or in encrypted files on password protected computers located
in the School of Nursing, Midwifery and Health Systems at University
College Dublin.
6. I understand that if any disclosures are made that would indicate that either
a child or an adult will be placed in harm, this information will be disclosed
to the appropriate personnel.
7. I agree to my contact details being recorded in an encrypted file on
password-protected computers located in the UCD School of Nursing,
Midwifery and Health Systems for the purposes of contacting me about the
results of the study.
8. I agree to take part in this study.
Name of participant
Name of person taking consent

Date
Date

When completed: 1 copy for participant; 1 copy for researcher file (original)

Signature
Signature
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Appendix 7: Interview Guide (Adult)
Interview Guide: Overview of Interview Questions and Prompts

Identifying the optimum role and function of an Epidermolysis Bullosa (EB)
outreach nurse
Note: The following topic guide is indicative. Interviews will be
loosely structured and will move between topics in response to
what the parent is saying.
Age:

Gender:

Date of interview:

__/__/____

Consent obtained:

YES/NO

Introduction to Study
1) Thank the participant for agreeing to be interviewed
2) Brief outline of the purpose of the research – explain that the purpose of the interview is to
identify the service needs of adults with EB particularly within a community context.
3) Reassurance about anonymity, confidentiality, and non-impact on service delivery – remind
participant that you will only repeat what they have said if they or others are thought to be
at significant risk of harm
4) Check it is still OK to record the conversation (even though written consent will have been
received)
5) Ask about any concerns before starting
6) Have they got any questions.
7) Make clear that it is OK to stop at any point or to withdraw from the interview at any point
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Domain/Subject area

Objective(s)

Sample questions/probes
used

Background on family

Description and knowledge
about condition

Why did you want to take part
in this study?
-Tell me about your diagnosis
and condition? How does it
impact family life? Do you
have a family history, or know
other individuals with the
same condition?

Interactions with service
providers.

Account of all SPs* involved
with since diagnosis

-Let’s create a “master list”
[network diagram] of all the
people that you’ve seen with
regards to your condition.

Description of role played by
each SP, type and quality of
relationship with each SP

- What role did/does each
SP play? Tell me about your
relationship with them; has it
changed over time? Difference
in relationship between
childhood; teenage years;
young adult; older adult?

Whether individual perceives
a “core care provider” who
oversees care (name, role,
reason for identifying this
person/organization)

-Is there one SP/organization
in this diagram who is most
involved with your care?
Tell me about that person/
organization.
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Domain/Subject area

Objective(s)

Sample questions/probes
used

Service needs

Identification of specific service
needs for individual.

-What specific services are you
currently in receipt of?
Ø

Community

Ø

Hospital

Ø

Nursing

Ø

Other

-What specific services would
benefit your care?
Ø

Community

Ø

Hospital

Ø

Nursing

Ø

Other

-Would you feel that a liaison
nurse would benefit your care?
Other helpful people

-Other actors important in
providing support and/or
care to you (family members,
community groups, friends
etc.)

-Who else has been important
to you? How have they helped
you?
-Have you received support
from your family?
-Who else lives with you? How
have they supported you?
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Domain/Subject area

Objective(s)

Sample questions/probes
used

Concluding questions

Biggest challenges

-Are there some services /
kinds of help that have been
difficult to access? Which
ones? Why?

-What in your view are the
barriers to accessing services/
resources in your particular
situation?
Comparison of experience to
others

-Do you think your experience
has been typical of others?
Why/why not?

Basic biographical &
demographic information

-We are interested in finding
out how the challenges of
living with EB differ for people
in different circumstances,
so it would be helpful to
know a bit more about your
circumstances e.g your
education level, whether
you work, if you have other
dependants etc

Other topics that may not have
been covered

-Is there anything that is
important to you that I haven’t
asked about?

SP=service provider

*

NOTE: Questions and probes are abbreviated to provide an overall sense of subject matter covered.
Adapted from Miller, A.R., Condin, C.J., McKellin, W.H., Shaw, N., Klassen, A.F. and Sheps, S., (2009). Continuity of care for children with
complex chronic health conditions: parents’ perspectives. BMC health services research, 9(1), p.242.
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Appendix 8: Interview Guide (Parent)
Interview Guide: Overview of Interview Questions and Prompts

Identifying the optimum role and function of an Epidermolysis Bullosa (EB)
outreach nurse

Note: The following topic guide is indicative. Interviews will be
loosely structured and will move between topics in response to
what the parent is saying.

Age of Child:

Gender of Child:

Date of interview:

__/__/____

Consent obtained:

YES/NO

Introduction to Study
1. Thank the participant for agreeing to be interviewed
2. Brief outline of the purpose of the research – explain that the purpose of the interview
is to identify the service needs of children and their families particularly within a
community context.
3. Reassurance about confidentiality, and non-impact on service delivery – remind
participant that you will only repeat what they have said if they or others are thought to
be at significant risk of harm
4. Check it is still OK to record the conversation (even though written consent will have
been received)
5. Ask about any concerns before starting
6. Have they got any questions?
7. Make clear that it is OK to stop at any point or to withdraw from the interview at any
point.
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Domain/Subject area

Objective(s)

Sample questions/probes
used

Background on family & child

Description and knowledge
about condition

Why did you want to take part
in this study?

Description and knowledge
about child’s condition

-Tell me about your child’s
diagnosis and condition? How
does it impact family life? Do
you have a family history, or
know other families with the
same condition?

Account of all SPs* involved
with child since diagnosis

-Let’s create a “master list”
[network diagram] of all
the people that you’ve seen
with regards to your child
condition.

Description of role played by
each SP, type and quality of
relationship with each SP

- What role did/does each
SP play? Tell me about your
relationship with them; has it
changed over time? Difference
in relationship at different time
points - Let’s go back to when
you first took your child home
from the hospital; starting
primary school; transferring
from primary school to
secondary school; teenage
years?

Whether parent perceives
a “core care provider” who
oversees care (name, role,
reason for identifying this
person/organization)

-Is there one SP/organization
in this diagram who is most
involved with your child?
Tell me about that person/
organization.

Interactions with service
providers.
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Domain/Subject area

Objective(s)

Sample questions/probes
used

Service needs

Identification of specific service
needs for child/family.

-What specific services are you
currently in receipt of?
Ø

Community

Ø

Hospital

Ø

Nursing

Ø

Other

-What specific services would
benefit your child’s care?
Ø

Community

Ø

Hospital

Ø

Nursing

Ø

Other

-Would you feel that a liaison
nurse would benefit your
child’s care?
Other helpful people

-Other actors important in
providing support and/or care
to child (family members,
community groups, friends
etc.)

-Who else has been important
to you/your child? How have
they helped you?
-Have you received support
from your family?
-Who else lives with you? How
have they supported you?
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Domain/Subject area

Objective(s)

Sample questions/probes
used

concluding questions

Biggest challenges

-Are there some services /
kinds of help that have been
difficult to access? Which
ones? Why?
-What in your view are the
barriers to accessing services/
resources in your situation?

Comparison of experience to
others

-Do you think your experience
has been typical of others?
Why/why not?

Basic biographical &
demographic information

- We are interested in finding
out how the challenges of
living with EB differ for people
in different circumstances,
so it would be helpful to
know a bit more about your
circumstances e.g your
education level, whether
you work, if you have other
dependants etc
(If already mentioned these
topics then don’t ask again)

Other topics that may not have
been covered

-Is there anything that is
important to you that I haven’t
asked about

*

SP=service provider NOTE: Questions and probes are abbreviated to provide an overall sense of subject matter covered. Adapted from
Miller, A.R., Condin, C.J., McKellin, W.H., Shaw, N., Klassen, A.F. and Sheps, S., (2009). Continuity of care for children with complex chronic
health conditions: parents’ perspectives. BMC health services research, 9(1), p.242.
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NOTES
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