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Young adults with long-term health conditions (LTHCs) are increasing due to improve-
ments in care, therapy regimens and medical technology. In the UK, transition to adult
services occurs at a stage when they are also learning self-management skills. For some,
transfer from paediatric to adult care providers may result in a loss of psychosocial sup-
port. Higher mortality rates and lower access to healthcare are common in young adults
aged between 18 and 25 years of age compared to adolescents (10—17 years) and those
who are in the 26 to 30 year age group. Failure to provide attention to the complex bal-
ancing act between medication demands, hospital appointments, work and social activi-
ties, nutrition and key tasks of development (Walker-Harding et al. 2017) means young
adults face significant challenges in the move to independent living.

This chapter describes The Transforming Transition Programme (TTP), a UK
nurse-led initiative to improve transition for young people with haemophilia. The
development of the programme involved a review of current practices, collective
agreement as to the outcomes that would be measured, and delivering and
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evaluating a patient-led development programme. The TTP demonstrated the devel-
opmental need for negotiation and change management skills in haemophilia nurses.
The programme highlighted the importance of addressing the knowledge and skills
necessary for self-management and living well with haemophilia to support the
smooth transition between paediatric and adult services.

As a result of the programme, a “Transition Toolkit” was created, offering nurses
a number of resources that can be used with young people and to assist them with
the evaluation of the transition process within their centre/network.

11.1 Introduction

Young adults with long-term health conditions (LTHCs) are increasing due to
improvements in care, therapy regimens and medical technology (Nelson et al.
2012; Stoll et al. 2010). For young people with haemophilia in the UK, transition
to adult services occurs at a stage when they are also learning self-management
skills. For some transfer from paediatric to adult care providers may also result in
a loss of psychosocial support (Pembroke and Dodgson 2018). A chronological
boundary is often used to define the move between children’s and adult services
based on the UK National Service Framework for children, young people and
maternity services transition services which suggests paediatric services should
retain responsibility for young people until their 16th birthday, if not till 18 years
(Department of Health 2006).

In 1999, Scal et al. noted that the majority of transitional care models are hospital
based, within disease specific specialist teams (Scal et al. 1999). Nearly two decades
later little has changed. Sawyer and Aroni (2005: 406) state developmentally appro-
priate healthcare (DAH) is the ‘key principle underpinning the practice of adoles-
cent medicine’ and argue the key component of ‘healthcare transition’ must be
overarching framework of DAH where professionals understand and respond to
biopsychosocial and developmental needs of young people providing individualised
healthcare, health education and health promotion.

Adolescence is a unique and critical period of development. Specific inter-
vention and prevention strategies may decrease threats to health and alter tra-
jectories into emerging adulthood. During this developmental phase, young
people move towards achieving goals, life responsibilities and independence.
The neurobiology of the adolescent brain underpins the importance of peer
acceptance and openness to social stimulation as well as risk-taking and
reward-seeking behaviours that let young people try out different experiences,
and develop self-determination and identity (Blakemore 2012). Self-care can
be influenced by experimentation, attitudes and beliefs about the impact of ill-
ness on future choices where young people act in ways that appear to reflect a
desire to wish their condition ‘away’ in their search for ‘normality’ (Dovey-
Pearce and Christie 2013).
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Higher mortality rates and lower access to healthcare are common in young
adults, between 18 and 25 years of age compared to adolescents, 10—17 years and
those who are in the 2630 year age group. Failure to provide attention to the com-
plex balancing act between medication demands, hospital appointments, work and
social activities, nutrition and key tasks of development (Walker-Harding et al. 2017)
means young adults face significant challenges in the move to independent living.

A focus on ‘organisational transfer’ alone results in the developmental needs of
emerging young adults being overlooked (Rosen et al. 2003, Crowley et al. 2011).
All adolescents should know well in advance that the location of their care will
change and preparation for this should be embedded within a framework of quality
adolescent healthcare.

A recent 5-year study of health service provision and healthcare outcomes for
young people aged 14-18 with LTHCs (Colver et al. 2013; Merrick et al. 2015;
Kmietowicz 2017) focused on three aspects of service provision:

e Promoting young peoples’ confidence in their ability to manage their health and
wellbeing,

e Supporting appropriate parental involvement (i.e. meeting the needs of both the
parent and young people (YP)),

e Facilitating a meeting with the adult team before transfer between services.

Haemophilia services in the UK are provided in paediatric and combined (paedi-
atric and adult) treatment centres; there is no national guidance about how or when
transition planning should be implemented. This lack of guidance has resulted in
disjointed services with varying outcomes, which miss some of the basic principles
of adolescent transition:

e Developmentally appropriate care

¢ Enhance patient autonomy

e Collaboration between healthcare providers
 Instruction on skills of negotiation

* Gradation of responsibility to the adolescent

e Provision of community resources

e Designated professional with responsibility for transition
e A portable summary of healthcare needs

e Current transition plan documented

The lack of evidence based transition guidance within haemophilia in the UK,
and a recognition amongst haemophilia nurses that this could lead to disruption
in care, with some reports of poor adherence to treatment with undesirable out-
comes, led to a discussion of how to improve care and standards. A group of UK
haemophilia nurses formed a working party to benchmark transition through a
three-year action-research project called the Transforming Transition Programme.
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11.2 Transforming Transition Programme
11.2.1 Aims and Purpose

The Transforming Transition Programme (TTP) was a UK nurse-led initiative to
improve transition for young people with haemophilia. The development of this pro-
gramme involved a review of current practices, collective agreement as to the out-
comes that would be measured, and delivering and evaluating a patient-led development
programme (see Table 11.1). The aim of the programme was to improve transition by
securing changes in working practices that enabled nurses to facilitate improved tran-
sition outcomes, and enhance self-management by people with haemophilia.

11.2.2 Haemophilia Care in the UK

Haemophilia is a rare disorder, mostly affecting boys, which is characterised by internal
bleeding predominantly into the weight bearing joints leading to early joint damage,

Table 11.1 Transforming Transition Programme

Purpose and scope

The primary purpose of the UK nurse-led initiative using action research was to improve
transition for young people with bleeding disorders. This purpose was achieved by reviewing
current practice; agreeing on the use of outcome measures; delivering on the development of a
patient-led programme; and evaluating the programme. The three central goals of this initiative
were to:

* Enhance transition working practices

* Enable patients to self-manage their treatment regime and their condition

* Promote nurse leadership
The format of this three-year action research programme incorporated a reflective process
which was designed to develop a community of practice that drew on participants’
experiences, learning from the review of current state of evidence and practice and the
changing context within which participants were working

Timeline Work phase Outcomes
Year one—Baseline phase
Workshop 1 (May 2015) Establish the working Literature review
group Patient experience survey

Develop the action
research plan, which
involved the
participation of a ‘wider
group’ of specialist
nurses

Understand the current
state of transition
practice in haemophilia
care by reviewing the
literature

Identify the baseline
research that needed to
be undertaken
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Table 11.1 (continued)

Purpose and scope

Workshop 2 (November 2015)

Participants composed of
the ‘wider group’ shared
the findings from the
baseline research
undertaken since
workshop 1

Participants identified
good, very good and
excellent transition
practices. This included
‘ready steady go—Hello’
(RSG-H) materials
Participants selected
transition practices for
adoption and to identify
actions to implement in
their centres

Self-assessment
questionnaire of the status
of transition services/
program for individual
centres

Development of practical
transition resources
Submission of the summary
findings on transition from
children’s to adults’
services. Using the NICE
engagement exercise

Year 2: Implementations phase

Workshop 3 Identification, Online survey of UK
November 2016 development and testing | haemophilia nurses to assess
of outcome measures to | implementation of
facilitate the chances of | self-management skills in
individuals to boys with haemophilia
successfully transfer to Development of the ASPIRE
adult services course to facilitate the
Identification of changes | development of nurse
needed to implement leadership skills
practices, develop/
review local action plans
and co-produce practice
development resources
Development of
management skills
needed to facilitate and
lead the change process
within their centres
Workshop 4 One-day workshop Development of resource
March 2017 conducted with people tools to support proactive

with haemophilia to
discuss personal
experiences of transition

transition programmatic

implementation:

» Transition process
animations

* Dosing
(pharmacokinetics)
animation

* Haemophilia-related
games in an

educational app

¢ A web-based resource
with hints and tips for
self-infusion

(continued)
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Table 11.1 (continued)

Purpose and scope

Year 3: Evaluation and dissemination phase

Completion of practice development resources and dissemination of the learning that occurred

as result of the TTP

March-May 2017 Development of nurse Oral presentation at UK

leadership/education Haemophilia nurse AGM.

Poster presentations at:
European Association of
Haemophilia and Allied
Disorders (EAHAD)
annual meeting

World Federation of
Hemophilia International
Congress
Transition Toolkit, a Continued use by
web-based resource haemophilia MDT including
package medicine and psychology
2018-ongoing Publications Two peer reviewed
publications in press
January 2019 Share programme Submission to the NHS

learning at national level | England draft entitled
‘service specification insert
for transition’

known as haemophilic arthropathy and disability. Haemophilia is a genetic condition
which is caused by a reduction or absence of one of the two main clotting factors, factor
VIII in haemophilia A or factor IX in haemophilia B. The severity of haemophilia
depends upon the amount of factor that is missing in the blood and varies from a mild
bleeding phenotype to one which causes spontaneous life threatening bleeding.
Treatment of bleeding historically occurred only after a bleed; however, contemporary
treatment uses prophylactic injections of coagulation factor, given intravenously every
2-3 days to raise the factor levels and reduce bleed risk (Richards et al. 2010).

Haemophilia care, in the UK, is delivered through a network of ‘comprehensive
care centres’, which are usually sited in specialist hospitals in the larger cities and
‘haemophilia centres’ in district general hospitals. Children with haemophilia may
be seen in paediatric only or paediatric/adult combined centres with varying transi-
tion and transfer processes provided. Some patients will see the same clinical team
in another environment; and for others, there will be a geographical move between
hospitals. Progressing from child to adolescent care is a critical time for young
people as this is also the stage during which they become responsible for their own
self-management (Khair et al. 2013).

11.2.3 Need for the Project

While transition is routinely discussed in haemophilia review clinics, anecdotal
reports from individuals with haemophilia suggest that the transition process is
often poorly planned, leaving them feeling lost and unsupported by the healthcare
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professionals, who until this point have been core members of their support network
(Breakey et al. 2010). Rarely are the views of young people or their families sought
about the process or outcome of their transition process (Pembroke and Dodgson
2018).

In 2010, Breakey et al. stated that ‘there were no published validated transition
programmes to specifically deal with the needs of patients with haemophilia’. They
described the complexities of transition in haemophilia where there may be several
affected children of differing ages in a family leading to disjointed family care, and
where outcome measures and tools are lacking for clinicians/researchers to evaluate
transition practice. Assessment of transition is further complicated as the number of
adult haemophilia care centres is greater than paediatric centres; therefore, transi-
tion from one paediatric care provider to several adult services may be required.

Transition should be an individualised age and developmentally appropriate pro-
cess, through which each young person is empowered to self-manage with support
from their families and multidisciplinary team (MDT). It is widely recognised that
young people who are not engaged in self-management become lost in the transfer
to adult care, and frequently are not or have become non-adherent to therapy. For
those with bleeding disorders, this can have a life-long impact on joint health and
quality of life (Young 2012). Within the haemophilia MDT, specialist nurses often
take the lead in facilitating transition but in many haemophilia centres, nurses do not
have the authority to make referrals resulting in ‘medical transfer’ between services.
The TTP was established to benchmark and improve this.

Given the lack of UK transition services available for young adults with haemo-
philia, a steering group consisting of haemophilia nurses from across the UK con-
vened to develop and deliver the TTP along with representatives of young people
with haemophilia. They identified transition barriers as well as examples of good
transition practice. TTP was funded through a competitively sought research grant
based on a transition initiative from the Burdett Fund for Nursing, which was
awarded in 2015. TTP ran as a three-year action research programme wherein the
research was initiated as a reflective process aiming to solve the problem of transi-
tion through developing a community of practice (Dodgson et al. 2018).

Action research was first described by Lewin in 1946 as a methodology to
research conditions and effects of social action ‘that uses ““a spiral of steps”, each of
which is composed of a circle of planning, action and fact-finding about the result
of the action’. Social action brings about social change which benefits individuals,
communities or societies and is undertaken by individuals or groups of people
working together for the good of others and not for profit.

Action research involves actively participating in a change situation, often via an
existing organisation such as the Haemophilia Nurses Association, while simultane-
ously conducting research to improve strategy, practice and knowledge. As design-
ers and stakeholders, researchers work with others to propose a new action or
process to help their community improve its work practices (Bradbury Huang 2010).

Ethical approval for the study was not required as this was deemed a benchmark-
ing project and the participants were NHS staff. An audit of the perspectives of
recently transitioned young adults was sought via telephone interviews, which were
conducted by three young adults with haemophilia. Twenty young adults with
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haemophilia aged 18-21 who had recently transitioned from paediatric to adult care
were interviewed to seek their opinions about transition processes and if these dif-
fered based on diagnosis, gender or geographical location (Pembroke and Dodgson
2018). This discussion was facilitated by the national patient organisation (The
Haemophilia Society) to get maximum geographical exposure. Two of the patient
co-researchers, who are also ‘Youth Ambassadors’ for the Haemophilia Society, a
role established to support the particular needs of young people, also participated in
the TTP as members of the steering committee.

11.2.4 Findings

The patient transition interviews were analysed using thematic analysis and revealed
positive and potentially negative aspects of transition experience (Pembroke and
Dodgson 2018). Much of negativity is related to communication between paediatric
and adult teams which was complicated by families of several children/YP being at
different stages of a ‘transition pathway’ because of different chronological ages
(see Table 11.2). Findings clearly indicated that consistency, planning and commu-
nication were extremely important factors that contributed towards a good transition
experience for people with haemophilia.

Table 11.2 Transition pathway consensus from Transforming Transition Programme

Theme Highlights
Age at transition Generally around 16, sometimes later
Transition Not always planned, generally smooth ‘just the next step’, improved

handovers between former and new doctors, relationships with
clinicians who repeated the theme, ‘be clear about plans for transition
and for transfer between services’

Age (and motivation Severe haemophilia, ages 5-11

for self-management) | Mild haemophilia and other IBD are relatively nonexistent
Motivations are personal and often influenced by external events and
circumstances, e.g. school trips

Communication Adult service doctors are too often uninformed about the psychosocial
needs of the individual beyond their treatment regime

Adequacy of support | Severe haemophilia is generally more challenging when the patient
for patients/parents moves to a different hospital/part of country (i.e. for university
especially with mild haemophilia or other IBD)

Parents often feel excluded from their child’s healthcare appointment
Adherence to Individuals with severe haemophilia are generally adherent and
treatment (current) confident in their self-management and are able to adjust the treatment
to their lifestyle

Mild haemophilia and other IBD often not applicable

What could have been | Main focus cited was improvement of communication between
improved healthcare providers, parents and young person

IBD inherited bleeding disorder




11 Nurse-Led Effort in Developing, Implementing and Evaluating Healthcare... 265

Through continued collaborative working with haemophilia nurses at TTP work-
shops over the 3-year programme, a defined list of outcome measures for transition
in haemophilia care was identified and tested. As the programme progressed three
key themes emerged:

¢ Identification, development and testing of outcome measures based upon the
acquisition of knowledge and skills during transition period that would be needed
to increase the chances of successful transfer to adult services.

e Collaborative approaches among nurses that fostered the sharing of changes
implemented in working practices within their centres, their experiences with
developing and reviewing local action plans, and to co-produce practice develop-
ment resources.

e Supporting the development of Transforming Transitions participants’ skills to
lead change within their centres to implement transition programs, and as mem-
bers of a nurse leadership community to facilitate the provision of transition
services in partnership with the Haemophilia Nurse Association.

Input from steering group members, the workshops participants and those
involved with local practice development by haemophilia nurses led the production
of practice resources for clinicians to use with young people, families and carers.
These resources were designed to support young people with haemophilia (and their
families/carers) in developing their knowledge and understanding of haemophilia
and self-management skills including understanding pharmacokinetics and dosing
strategies. These self-management competencies were deemed necessary to enhance
the experiences leading up to and beyond the point of transfer to adult services.

At the first action research workshop (see Table 11.1), the need to differentiate
the point of transfer to adult services from the overall process of transition became
clear, particularly with regard to the development of useable outcome tools. This
approach was already implicit in some haemophilia centres; the TTP provided an
opportunity for this distinction to be made explicit, to be shared to co-create a
national transition programme. This led to the identification and description of an
overarching statement that haemophilia centre teams worked towards and that the
action research methodology supported:

‘Transfer to adult services is significantly enhanced when people with haemophilia are able
to self-infuse/self-treat and have been supported by their clinical team to understand and
manage their condition at a developmentally appropriate age/stage’.

This overarching aim aligned with the patient activation strand of the Five-Year
Forward View for the NHS (2014), sets out a central ambition for the NHS to
become better at helping people with long-term conditions to manage their own
health: ‘staying healthy, making informed choices of treatment, managing condi-
tions and avoiding complications’.
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Table 11.3 Outcomes identified for transition from child to adult services

Theme Highlights

Person-centred Active process with the young person; developmentally appropriate timing;
monitors readiness for self-management

Transition Named worker; across transition; strengths-based; incorporated into the

planning health plan

Education and Young person learns to build independence; teams are composed of

training interdisciplinary and adolescent health members

Documentation Clear, concise, consistent; individual is referred to as young person;

documentation is valued, facilitated and viewed as integrated into the
working environment

Service planning/ | Designed around the individual; social media and technology are integrated
delivery into the provision of services; data are collected on the programmatic
activities from service users and members of the education, health and
social care systems of care

Leadership Collaborative leadership is fostered; coordinated teams are promoted

For people with haemophilia, the Five-Year Forward View is key to preventing
long-term consequences, such as joint damage that impacts on an individual’s qual-
ity of life, requirements for treatment and need for support from health and social
care. This overarching outcome is underpinned by the indicators described in the
NICE guidance on transition from children’s to adults’ services [NG43] published
in 2016 (see Table 11.3). The NICE indicators (person centred planning, leadership,
education and training, consent and confidentiality, documentation, service plan-
ning and delivery, safety/safeguarding, assessment) were used as objectives for the
TTP (Dodgson et al. 2018).

A key challenge identified in year one of the action research programme was an
apparent reluctance among some nurses to question transition practice within their
own haemophilia centres. Much of the development work to support young people
and their families in being prepared for transfer to adult services is provided by
nurses. Strengthening their voice in the multidisciplinary team through develop-
ment of the necessary skills and promoting enhanced confidence to implement
change in transition practice within their centres was seen as a key measure for year
two of the action-research project.

In parallel, the development of future leaders of haemophilia nursing was identi-
fied by the Haemophilia Nurse Association (HNA), which agreed to co-fund a clini-
cal leadership programme aimed at participants in the TTP. The ASPIRE course was
developed by members of the Transforming Transition steering group and focused
on leading clinical practice, theoretical and practical perspectives on leadership,
with an emphasis on leading real world change within haemophilia centres.

11.2.5 Case Study: Leading Change in Practice

One haemophilia nurse used actions identified during TTP and the ASPIRE course
to develop a new transition program. As a result, the centre has introduced a
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transition clinic, initially for patients with severe haemophilia, which has improved
both the patient experience and the centre’s documentation of patients’ knowledge
and skills and transition plans.

One key objective of this centre’s transition plan was to ‘normalise’ the opportu-
nity for boys from the age of 11 to discuss issues with their clinical team without
their parents in the consultation room after appropriate ‘rules of confidentiality’ had
been agreed by YP, their parents and healthcare professionals (e.g. safeguarding
issues would have to be revealed). This was achieved by discussing the proposed
changes to transition practice with the young people and their families and carers.

Since the initiation of the transition plan, a number of young people have since
chosen to speak with members of their clinical team without a parent or carer pres-
ent, and have welcomed the opportunity to do so. The implementation of this cen-
tre’s transition plan has altered nursing practice. Now, nurses assess haemophilia
knowledge and self-management skills using individualised education and training
to support seamless transition for these young people.

Another outcome of the TTP involved the ASPIRE course participants who col-
lectively developed a shared vision for ‘ensuring excellent care is everyday prac-
tice’, a motto that they continue to use in their centres. This vision has two distinct
elements:

e The continuing shift to a culture of comprehensive care with nurse-led services
was a shared goal.

e The TTP exemplifies the contribution of nurse leadership and sharing practice in
changing the ways that centres work with patients and their families/carers.

Following the ASPIRE programme, the participating nurses used their newly
acquired leadership skills to begin exploring, trialling and pioneering new
approaches to transition in haemophilia care in their centres.

11.2.6 Outcomes

One of the key issues identified during the TTP was the variation in transition work-
ing practices among haemophilia centres and within combined centres from paedi-
atric to adult care. For many participants, the introduction of transition clinics and
improved documentation resulted from the Transforming Transition workshops
where they were able to share ideas, experiences and practices with colleagues in
other parts of the UK. This resulted in the development of local/regional action
plans, with practical tools, sharing of progress and the development of the next steps
for implementation being discussed and implemented during the programme. These
included four key aspects, which are described below:

1. During the 2016 annual UK HNA conference nurses were asked to comment on a
timeline of living with haemophilia—the time at which they thought children were
able to start self-infusion, the time at which they were competent at this and the
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time at which transition should be part of the care pathway. There was a great range
of views offered with paediatric centres appearing to be more proactive in starting
the transition/self-care process at an earlier age. An online survey to gather a
greater range of views using a sequence of graphics was developed, centred on
‘Ben’, a developmentally typical child with severe haemophilia, and his family.
Respondents were asked to indicate at what age, based on their own experience
and practice, they thought ‘Ben’ should achieve each of a series of haemophilia-
specific milestones. The responses were then interrogated for consensus (>80%
agreement), and means and standard deviations were calculated (see Fig. 11.1).

This exercise demonstrated considerable variations in practice, which were
debated. It was agreed that determining a specific age for each stage would be com-
plex, requiring further research to better understand the consequences of differences
in practice on health, and that this was outside the scope of the TTP. However, the
age ranges for the different stages remain a useful tool in reviewing centre-based
practice, and to address and document skills attainment as well as to identify those
adolescents and young adults who fall outside the expected range of self-care.

2. Documentation is one of the indicators for effective transition practice indicated
in the NICE guidance (National Institute for Health and Care Excellence 2014).
Historically, combined haemophilia centres wherein providers treat both children
and adults have not seen the necessity for formal transition documentation, while
those based in stand-alone paediatric and adult centres have used traditional trans-
fer methods, such as a referral letter. Some centres have used a shared approach
between paediatric and adult care placing the young person at the centre of transi-
tion using the ‘Ready Steady Go—Hello’ (RSG-H) materials. These have been
shown to be effective with other long-term conditions and to empower young
people in the lead-up to and transfer to adult services (Nagra et al. 2015). Designed
for use with people from the age of 11 years and above, it covers:
¢ Knowledge of condition (education/future)

e Self-advocacy—speaking up for yourself (psychosocial issues)
e Health and lifestyle (transition process)

Participating haemophilia centres that were already using, or who become
‘early implementers’ of Ready Steady Go—Hello during the TTP found it valu-
able. Haemophilia nurses developed supplementary questions for the application
of the tool in the context of haemophilia (e.g. if the young person was able to
self-infuse). It was agreed that this represented a much better use of resources
than adapting the tool as a whole.

3. Children with haemophilia learn to infuse their own coagulation factors, intrave-
nously (‘self-infusion’) at a relatively early age; whilst not an obvious transition
processes in itself, this is a key part of the self-management skills that are a
prerequisite to transferring to adult care. Young people with haemophilia are able
to comprehend complex treatment decisions and make treatment plans that offer
them maximum protection with minimal interference in their day-to-day activi-
ties (Khair et al. 2012a) enabling them to participate fully with peers in sporting
activities and improve their quality of life (Khair et al. 2012b).
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Development stage Findings
% respondents or
mean (SD)
INFANCY At diagnosis 5.2%
Health care professionals
(especially the nurse) engage Within 6 months of 0%
with Ben's parents about the diagnosis
stages that they and he will go
through in managing his
treatment/ condition... At first treatment 0%
At all of these 94.7%
stages
PRESCHOOL <6 months 0%
As Ben becomes more active,
bleeds/bruises occur more
easily. Bleeds are usually
apparent by: 6 — 12 months 57.8%
1-2years 36.8%
PRESCHOOL TO NURSERY As early as 1.26 yrs
(EARLY YEARS) (0.56)
Ben's parents learn to
administer his clotting factor
concentrates at home, by
peripheral (vein) or central Concern if not by 3.22yrs
device... (1.00)

PRESCHOOL TO EARLY YEARS

Ben learns to accept the routine
of regular (2 or 3 times/week)
injections...

As early as

1.05 yrs (0.23)

Concern if not by

4.35 yrs (0.99)

Fig. 11.1 Age/development stage and self-management skills towards transition, UK haemo-

philia nurse consensus
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NURSERY/RECEPTION
(EARLY YEARS)

Ben's parents may have to
teach him how to deal with
other children’s curiosity
about haemophilia at school.
This includes talking with
Ben's teachers (with support
from nurses visiting the
school) in order to deal with
possible bleeding events.
The earliest age at which
nurses may need to do
school visits is:

RECEPTION TO YEAR2
(KEY STAGE1)

Ben starts to help his
parents in preparing his
clotting factor concentrates
for injection...

As early as 3.90yrs
(1.16)

Concern if not by 6.25yrs
(1.48)

FIRST SCHOOL:YEAR2TO
YEARS5
(KEY STAGE1-2)

Ben starts mixing his
treatment before injection,
choosing venepuncture
sites, insertion and/or
removal of needles, safe
disposal with supervision...

As early as 6.05yrs
(1.56)

Concern if not by 8.90yrs
(1.38)

YEAR 1TOYEAR3
(KEYSTAGE1-2)

Ben knows which activities
he can safely do, and how to
recognize early signs of
bleeding...

As early as 5.94yrs
(1.31)

Concern if not by 7.76yrs
(1.56)

Fig. 11.1 (continued)
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YEAR 2 TO YEAR 7
(KEY STAGE 1-3)

Ben independently
administers his factor
concentrates with minimal
assistance from his
parents...

As early as 7.41 yrs
(1.37)

Concern if not by 10.38 yrs
(0.86)

YEAR 7 TO YEAR 8
(KEY STAGE 3)

Ben starts communicating
independently with
nurses/clinic staff at clinic
visits without his parents
present...

12.33 yrs
(1.45)

YEAR 6 TO YEAR 10
(KEY STAGE 2-4)

Ben can administer his
own infusions, and is able
to attend school camps
etc...

As early as 11.11 yrs
(0.32)

Concern if not by 13.40 yrs
(1.62)

YEAR 10 TO YEAR 11
(KEY STAGE 4)

Ben understands the
support available from
adult services and begins
to build relationships with
his adult clinical team:

15.22 yrs
(1.11)

YEAR 7 TO YEAR 11
(KEY STAGE 3-4)

As early as 12.47 yrs
(0.77)

Ben independently
maintains records
regarding his treatment
administration, taking
over from his parents...

Concern if not by 15.26 yrs
(1.94)

Fig. 11.1 (continued)
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Young (2012) describes transition in haemophilia as a process involving both
medical and psychological issues, which start from birth and continue well into
adulthood with the ‘most challenging’ period being the teen years (ages 13-18).
He describes this period as being a time of non-adherence (to treatment) and
rebellion, with young people having a desire to be seen as ‘normal’ and like un-
affected siblings and peers. This developmental stage provides haemophilia
nurses with a new challenge in supporting young people with haemophilia cope
with the difficult physiological transition in attempting to come to terms with both
the medical and psychological challenges that they are experiencing. Community
care and support including the General Practitioner is paramount at this stage,
when the nurse is able to help the young person to move from the specialist-driven
haemophilia services to using local services which support adolescent health
issues such as contraception and mental health concerns (Segar et al. 2013).

The milestones associated with living with haemophilia described above and
shown in Fig. 11.1 show that UK haemopbhilia nurse consensus on self-treatment/
management was achieved during the TTP; this has resulted in changes in nursing
practice to encourage earlier self-care in affected boys. To illustrate, a haemo-
philia centre worked with their younger children (aged 5-7 years) to develop an
application to learn about haemophilia in a fun way (‘Haemic’ available at the app
store). The staff in this haemophilia centre now use this app in haemophilia clin-
ics, asking the boys to play with it whilst waiting to be seen. During the clinical
consultation, the children are then asked about their use of the app, their under-
standing of haemophilia (genetics, inheritance) and treatment—how and when to
treat bleeds, what dose to use and so forth. Early evaluation of this project (data
not yet published) has demonstrated an increased knowledge and engagement of
young people with their own haemophilia care with the use of this application.

Another centre worked with 8—12 year olds to make educational videos about
their perspectives with day-to-day issues of living with haemophilia, by telling
real stories in a comedic way. These boys revealed a lack of awareness of self-
infusion techniques and a lack of understanding about how treatment works
(pharmacokinetics) and how and when to dose. They made further animated
videos for peer-to-peer learning/support, which are now available to download
from www.haemnet.com/infusion

4. At the start of the programme, the initial challenge of engaging with young peo-
ple to gain their insights and experiences of transition was addressed through
collaboration with the UK Haemophilia Society. The Haemophilia Society Youth
Ambassadors interviewed other patients in the community, obtaining valuable
and honest results that informed the development plans created by centres during
the programme.

Two of the Youth Ambassadors subsequently became members of the core
group of the TTP, representing the patients’ voice. Their continued involvement
and input throughout the programme helped shape changes to transition care for
those with haemophilia nationally. They did this during the workshops by
directly challenging healthcare professionals’ views of living with haemophilia,
haemophilia care and transition practices. The interaction of people with the
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lived experience of haemophilia and transition (good and bad) at the workshops
greatly benefited the nurses who saw the impact of transition from beyond a
hospital perspective.

One centre proposed developing a better understanding of their transition path-
way and welcomed the opportunity to work with young people in doing so. A one-
day, regional workshop was organised with young people who were invited to the
workshop to discuss the impact of transition on them and their families. These
insights reconfirmed the findings from the interviews with young people and the
insights shared by those who attended the transition programme. The group agreed
that the transition process was successful yet reactive and these programs could
benefit from a more proactive approach. The participants agreed that earlier educa-
tion on the importance of treatment and future options would help to make the
transition process smoother.

Transition for those with genetic disease is complicated for parents when there
are affected children/young people of different ages. The young people in the transi-
tion projects in the TTP revealed the complexity of having younger/older brothers
with haemophilia and the impact on the family of having to attend two haemophilia
centres to receive the same care (when using both paediatric (for younger) and adult
centres (for older siblings)) (Pembroke and Dodgson 2018). This is a well-recognised
issue; transition programmes should involve parents as well as young adults. Suris
et al. (2017) suggest that parental readiness influences young peoples’ period of
readiness for transition. They stated that transitional care must also meet the needs
of parents. Given that young people are still dependent on their parents, often for a
significant time after transition to adult care, healthcare providers need to work with
parents to support the transition to self-care, transfer to adult care and transition to
adulthood (Nguyen et al. 2016).

Part of the parental concern may be that they have a 16 (or more) year relation-
ship with the healthcare providers at the paediatric centre and that they have been
shielded from adult care and adult hospital environments. This may have inadver-
tently inhibited the development of transition skills such as being able to self-
infuse, or taking on self-management tasks for young people (Al-Yateem and
Docherty 2015). After all, young people manage transition in their everyday lives
as they change schools and perhaps move out of the house. It is perhaps a failure
of healthcare providers who like to hold on to young people within their own
centres/hospitals perhaps believing that it is easier for a mother to attend one hos-
pital when she has several boys with haemophilia across an age-range, rather than
addressing the needs of each individual child. This is particularly evident in long-
term condition management (Aldiss et al. 2017). ‘Holding on’ can be detrimental
to the health outcomes in young people, particularly if no disease-specific mea-
sures and outcomes are measured during and after transition (Coyne et al. 2017).
Ideally, transition of young people with haemophilia can occur at an age/develop-
ment appropriate stage, whilst retaining other younger family members within
paediatric care; this can result in better support, particularly for parents, as they
develop relationships with new teams or haemophilia centres.
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11.2.7 What Would You Do Differently in the Next Project?

The TTP was aspirational in its vision to transform national practice. Retrospectively
several lessons have been learned with this experience. Pragmatically it would have
been better to focus initially on a regional project rather than a national one from the
start. This shift would have enabled us to work more closely with a smaller number
of centres, to support the nurses involved more closely and to tailor the programme
to individual centres needs.

We have not been able to design a single tool that can be used nationally; there-
fore, we have not been able to evaluate change pertaining to the empowerment of
nurses involved with the implementation of this new model of care or the impact of
the new models of transition on young people. Nationally, we have seen evidence of
several changes in practice which continue to improve local transition care. We still
need to roll out these improvements to benefit young people in other haemophilia
centres, particularly smaller centres where there may not be a specialist nurse.

There is a range of new treatments for people with haemophilia from sub-cutaneous
therapies to gene therapy on the horizon, which will change self-care and outcomes
for young people and their family members. The impact of these innovations on day-
to-day hospital delivered care, the need for repeat hospital visits and the role of nurses
in supporting care beyond traditional hospital boundaries leaves us with an opportu-
nity to re-evaluate transition. We would like to develop a standard protocol, which
could be adapted to local practice and could be evaluated as an outcome measure in
the national haemophilia peer review process. We continue to work on this.

11.3 Conclusion

The TTP demonstrated the developmental need for negotiation and change manage-
ment skills in haemophilia nurses. We learned that nurses need to be empowered
and supported to lead the implementation of transition practice within haemophilia
centres. Working with young people as peers in the co-creation of the programme
made significant contributions to the overall programmatic goals. This experience
highlighted the importance of addressing the knowledge and skills necessary for
self-management and living well with haemophilia to support the smooth transition
between paediatric and adult services.

The TTP programme provided a platform to support the development of future
nurse leaders in the effort to develop and implement transition programs in haemo-
philia centres in the UK. Through the TTP, training was provided to nurses that
equipped them with the skills and confidence to enable changes with the transition
process within their centres and to provide assistance and support to colleagues and
peers working in other UK centres across the UK to acquire the knowledge and
skills needed to provide transition services. As a result of the programme, a
‘Transition Toolkit” was created, offering nurses a number of resources that can be
used with young people and to assist them with the evaluation of the transition pro-
cess within their centre/network.
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11.4 Advantages and Challenges
11.4.1 Advantages

A key advantage of the TTP was the involvement of haemophilia nurses from across
the UK along with young people representatives in the development of the initiative
and involvement in the three-year action research process. This meant that those
with the responsibility for delivering and those receiving the input remained at the
forefront of the process, namely changing the age of initiation of early self-
management and discussion about transition to adult care almost from the point of
diagnosis.

An important advantage was the differentiation of the point of transfer to adult
services from the overall process of transition, particularly with regard to the devel-
opment of useable outcome tools. The development of outcome measures was
therefore generated from hearing the experiences of the young people and their
families rather than being driven by the healthcare professional professionals. The
TTP provided an opportunity for the distinction between point of transfer and pro-
cess to be made explicit and to be shared with young people and families in order to
co-create a national transition programme and a shared statement of intent.

A consequence of the aspirational nature of the programme was the development of
future leaders of haemophilia nursing. The development of the clinical leadership pro-
gramme of the Transforming Transition initiative was initiated. This leadership program
focused on leading clinical practice, theoretical and practical perspectives on leadership,
with an emphasis on leading real world change within haemophilia centres.

By focusing on national perspectives, the TTP identified the variation in transi-
tion working practices among haemophilia centres and combined centres of both
paediatric to adult care. This meant that participants were able to share ideas, expe-
rience and practice with colleagues in other parts of the UK. This collegial collabo-
ration resulted in the development of local/regional action plans, with sharing
practical tools, progress and next steps for implementation discussed and imple-
mented during the programme. UK haemophilia nurse consensus on self-treatment/
management was achieved during the programme. This consensus effort resulted in
changes in nursing practice to encourage earlier initiation of self-care in affected
boys as well as the development of innovative and developmentally appropriate
resources.

The continued involvement and input throughout the programme of young peo-
ple with the lived experience of haemophilia helped shaped changes to transition
care and assisted nurses understand the impact of transition (positives and nega-
tives) beyond the hospital perspective. A key learning point of the members was an
agreement that earlier education on the importance of treatment and future options
would help to make the transition process smoother.

As new treatments for people with haemophilia are developed self-care and out-
comes for young people and their family members will have an impact on day-to-
day hospital delivered care, avoidable hospitalisations and the role of nurses in
supporting care beyond traditional hospital boundaries. The TTP has created an
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opportunity to re-evaluate transition and the momentum to developing a standard
protocol, which could be adapted to local practice and therefore could be evaluated
as an outcome measure for national and ultimately international haemophilia care
centres. Nationally, we have seen evidence of several changes in practice, which
continue to improve local transition care but there still is the need to roll out these
improvements to benefit young people in other haemophilia centres.

11.4.2 Challenges

A significant challenge to the development of a coherent approach to the transition
for UK children with haemophilia is that they may be seen in either paediatric only
or paediatric/adult combined centres that provide varying transition and transfer
processes. For some, they will see the same clinical team in another environment
and for others there will be a geographical move between hospitals. Under these
circumstances, the transition process is often poorly planned, leaving young people
and families feeling lost and unsupported by the healthcare professionals, who until
this point have been core members of their support network. Paediatric healthcare
providers in long-term condition management often hold on to young people within
their own centres/hospitals.

Given that young people are still dependent on their parents to varying degrees,
often for a significant time after transition to adult care, healthcare providers need
to work with parents to support transition to self-care, transition to adult care and
transition to adulthood (Nguyen et al. 2016). Young people in the transition projects
in the TTP revealed the complexity of having younger/older brothers with haemo-
philia and the impact of their siblings’ having to attend two haemophilia centres to
receive the same care when using both paediatric and adult centres.

A key challenge identified in year one of the action research programme was the
apparent reluctance among some nurses to question the transition practice within
their own haemophilia centres. In many haemophilia centres, nurses do not have
the authority to make referrals resulting in ‘medical transfer’ between services,
although much of the development work to support young people and their families
for the transfer to adult services is provided by nurses. Key measures for year two
of the action-research project were strengthening nurses’ voices on the multidisci-
plinary team through development of the necessary skills to provide transition ser-
vices and promoting enhanced confidence to implement change in transition
practice within their centres. In all LTHCs transition is understood as a process
involving both medical and psychological issues, which begins at birth and contin-
ues well into adulthood with the ‘most challenging’ period being the teen years
(ages 13—18) (Young 2012). The teen years are exemplified by being a time of non-
adherence (to treatment) and rebellion with a desire to not be seen as different from
their un-affected siblings and peers (Palareti et al. 2015). This provides haemo-
philia nurses with a new role in supporting young people in coming to terms with
both the medical, physiological and psychological challenges that they are
experiencing.
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As there are no national guidelines supporting self-management or transition for
young adults with haemophilia in the UK as considerable variations in transition prac-
tice exist. Determining a specific chronological age for each stage would be complex,
requiring further research to better understand the consequences of differences in
practice on health, which was outside the remit of the transition project. Focussing on
the national rather than a regional perspective made it difficult to work closely with
the large number of centres involved in the TTP and limited the amount of support for
the nurses who were involved in TTP. As the project did not design evaluation tools
that could be used nationally to measure change with the extent to which nurses were
empowered or the impact of new models of transition on young people.

11.5 Programme Replication

The TTP was the first initiative to investigate transition practices within haemo-
philia care in the UK. There are issues pertaining to the treatment settings involving
children and adults with haemophilia as treatment for both groups may be provided
in different hospitals or different clinics within the same hospital and clinical team.
Some haemophilia centres work as networks, involving patient movement within
the services to access specialist services such as dentistry, gynaecology and psy-
chology support. The majority of young people described their physical transition
process in terms of changing schools—something that they knew was inevitable at
some point. The major ‘issue’ they reported was centred on communication between
the paediatric and adult haemophilia teams (Pembroke and Dodgson 2018).

Programme replication is effective when associated with another program that
has reported demonstratable improvements with outcomes. We would recommend
smaller action research sets, with peer support and engagement with others who
already have had experience in implementing transition programmes. This could be
haemophilia specific or shared learning from other long-term conditions. This rep-
lication could be delivered as service evaluation or quality improvement projects to
enable a better understanding of local issues and change management.

Future programmes should include young people and their families in the plan-
ning, delivery and evaluation. There is about to be a national transition study in
France (Ressegueir et al. 2018), which will be assessing transition from both a qual-
itative and quantitative view—this may give us a format to follow in future UK
studies. So far only their methodology is published; it will be interesting to see the
results. This project and the TTP focused on young people with severe haemo-
philia—those who have the most bleeding and treatment and who are most likely to
be able to self-infuse and self-manage care. This is supported in the literature where
discussion of transition focuses primarily on the most severe bleeding disorders
(Pembroke and Dodgson 2018). Young people with milder conditions usually trans-
fer to adult care with minimal self-care education and transition support processes;
this is particularly the case with young females treated in paediatric centres who
require gynaecology advice at the menarche—they usually ‘just’ transfer to adult
services without any preparation (Pembroke and Dodgson 2018). Maybe this is
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where we should focus future attention, as these young people may become lost in
adult care due to the infrequency of bleeding and review, whilst those with severe
haemophilia are unlikely to be lost due to the severity of their condition and their
ongoing need for treatment. Young women, the sisters of boys with haemophilia
who are lost, risk inappropriate antenatal and obstetric care when delivering the next
generation of boys with haemophilia—we need to ensure that this issue is addressed
with future research and support.

11.6 Key Advice

e Training in adolescent health/development should be mandatory for HCP work-
ing with young people.

e Young people need to be supported to discuss their health in the context of their
daily life and should be offered individual consultation time separate from
parent(s)/carer(s).

e During the first consultation, parameters of confidentiality should be discussed.

e Parent(s)/carer(s) should be involved in supporting young people throughout
transition.

e HCP should facilitate communication between the young person, parent(s)/
carer(s) and professionals to co-create the consultation agenda.

e All aspects of young people’s healthcare and their biopsychosocial development
must be considered in the development of transition programmes.

11.7 Useful Resources

e ‘Making Healthcare Work for Young People’: A Toolkit to support delivery of
developmentally appropriate healthcare in the NHS
e Department of Health (2011): Self-review tool for quality criteria for young peo-
ple friendly health services. Available at: https://www.gov.uk/government/publi-
cations/self-review-tool-for-quality-criteria-for-young-people-friendly-health-
services
e https://www.northumbria.nhs.uk/sites/default/files/nhs-making-healthcare-
work-web.pdf
e Transforming Transition Toolkit resources:
— ‘Hemic’ Haemophilia related educational game app available at www.apple.
com/uk/ios/app.store
— Self-infusion hints and tips web-based resource (https://www.youtube.com/
watch?v=720ZedqAr6s)
— Understanding pharmacokinetic and dosing animation https://www.youtube.
com/watch?v=720ZedqAr6s
— Living well with haemophilia: from diagnosis to adulthood https://youtu.
be/1Kes2VXAOuo
— Transition to adult services: Ben’s story https://youtu.be/CEMS5ASv4Zvs
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