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Scientific summary

Background

Transition from paediatric to adult health services causes problems worldwide, particularly among
young people living with long-term conditions. These problems affect individuals’ health and future life,
and improvements in transition are urgently needed. Health-care transition spans the period from
early adolescence to adulthood and continues until the individual adjusts to adult health-care services.
Transitioning is a time of increased vulnerability, when young people with long-term conditions face
multiple demands from diverse social contexts beyond health care, including the need for increased
competency in self-management of their condition and societal expectations about the need to develop
adult behaviours.

Sickle cell disorder is a long-term condition for which transition to adult health-care services is
particularly challenging. Sickle cell disorder is an inherited blood disorder characterised by abnormal
haemoglobin that results in sickle-shaped red blood cells. It leads to anaemia, jaundice, fatigue, acute
and chronic pain, and extreme tiredness. Episodic pain episodes are a constant threat for people
with sickle cell disorder. They require timely medical treatment and can become more frequent with
increasing age. Pain episodes can be excruciating and sometimes evolve into acute chest syndrome,
stroke and/or severe infection.

Listening to young people’s voices – and acting on what they say – is crucial to develop better
and more youth-friendly health-care services. Young people’s voices are not yet sufficiently addressed
in health-care transition research and there is little research examining how experiences of clinical care
beyond specialist services or how young people’s wider social context affect the transition process.
Understanding young people’s experiences across the health-care system during transition, as well as
how aspects of their social life affect transition, is crucial to inform the support that young people need
to prepare them for adult health services and adult life.

Objectives

To inform better service provision by improving understanding of experiences of young people with
sickle cell disorder as they transition between child and adult health-care services and how this
health-care transition interacts with their wider social contexts.

Methods

We used a longitudinal qualitative study design. Data collection included 80 interviews in 2016–17
with young people (aged 13–21 years) with sickle cell disorder recruited across two cities in England.
We interviewed 48 participants (30 females and 18 males). We conducted 27 one-off interviews and
53 repeated interviews (i.e. interviews conducted two or three times over 18 months). We additionally
interviewed 10 sickle cell disease specialist health-care providers.

We conducted repeated interviews with younger participants to capture their experiences during the
process of transitioning into adult services and changes over time. This helped to capture the evolving
experience of living with sickle cell disorder. We conducted single interviews with older participants
who had already been transferred to adult care. Transition is a dynamic process from when transition
is introduced in health-care services through to the post-transfer period when young people are

Health Services and Delivery Research 2020 Vol. 8 No. 44 (Scientific summary)

© Queen’s Printer and Controller of HMSO 2020. This work was produced by Renedo et al. under the terms of a commissioning contract issued by the Secretary of State
for Health and Social Care. This issue may be freely reproduced for the purposes of private research and study and extracts (or indeed, the full report) may be included in
professional journals provided that suitable acknowledgement is made and the reproduction is not associated with any form of advertising. Applications for commercial
reproduction should be addressed to: NIHR Journals Library, National Institute for Health Research, Evaluation, Trials and Studies Coordinating Centre, Alpha House,
University of Southampton Science Park, Southampton SO16 7NS, UK.

iii



adjusting to adult services. We included young participants (aged 13–15 years) who were experiencing
the introduction to transition in sickle cell disease clinics and also older participants who had already
been transferred to adult services to capture their retrospective accounts and their current experiences
of adult services. We conducted 10 interviews with sickle cell disease specialist health-care providers
about their views and experiences of providing care for patients with sickle cell disorder undergoing
health-care transition.

We used an inductive analytical approach, combining elements of grounded theory and
thematic analysis.

This is a co-produced study. We worked closely with non-clinical, non-academic sickle cell disorder
experts (patient advocates) throughout the study from its inception to research design, analysis
and dissemination.

Results

A key challenge for young people with sickle cell disorder during transition is the difficulty of being heard.
Their knowledge of their body and of how the condition affects them is frequently disregarded in
interactions with others. Their expertise is ignored during unplanned visits in accident and emergency
departments and on general hospital wards when they are admitted as inpatients for acute exacerbations,
mostly with painful episodes.

Young people struggle with health-care transitions for several key reasons. First, there are tensions
between the expectations of them as adult patients (e.g. being independent, engaging in ‘good’ self-care)
and the realities of the disabling environments they have to navigate. On the one hand, health-care
providers, parents and carers demand that the young person learn more about their condition and body,
and act responsibly to stay healthy. On the other hand, when young people attempt to practise these
new behaviours and use their patient expertise, for instance by making requests about the care they
receive, they are often disregarded, questioned and made to feel invisible.

Young people identified the following obstacles to the receipt of high-quality unplanned hospital care:

l Their pain relief needs are ignored (e.g. they experience delays in receiving medication for
pain relief).

l They are ignored when they ask for help with basic bodily care (e.g. toileting).
l Non-specialist health-care staff do not know enough about sickle cell disorder.
l They experience a lack of voice and barriers to involvement in decisions about their care because

non-specialist health-care staff do not recognise the patient’s expertise in their own condition
and needs.

l Adult wards are unwelcoming and young people want to avoid them.
l Non-specialist staff appear sceptical about young people’s voices and needs. This scepticism is

communicated directly (by questioning young people) or expressed more obliquely by staff delaying
pain treatment. Several participants talked about occasions when they felt that staff suspected them
of drug-seeking.

Negative health-care experiences during the period of transition create uncertainty about quality of
care in non-specialist hospital settings and can adversely affect young people’s health-care seeking.
For young people with sickle cell disorder, the period of transition involves increasing awareness of
the shortcomings of unplanned non-specialist hospital care and the obstacles to being considered
legitimate patient experts in these health-care contexts. Young people learn that their condition can
be misunderstood by non-specialist staff, who do not always listen to their requests, respond to their
needs or involve them in decisions about their care. They develop mistrust in non-specialist hospital
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care and try to disengage as much as possible from these services by trying to find ways to stay out
of hospital as much as possible. As a result of these experiences, transition involves young people
pushing themselves into self-reliance and into learning how to call on their expertise in their own
body and their own health condition to stay out of hospital. Even though our participants were aware
that avoiding visiting hospital could be dangerous for their health, going to hospital during pain
episodes was described as a last resort.

During transition, young people with sickle cell disorder also encounter barriers to enacting their
patient expertise when interacting with others in their social context (e.g. friends, peers and adults at
school/work). Participants talked about others questioning or undermining their reports of acute pain
or sickle cell disorder-related fatigue. They also told us of the opposite happening: others could be
overprotective or over-react to their signs of pain and ignore participants’ explanations that the
situation was not an emergency.

In their social lives outside hospital, participants resorted to social silencing, avoiding disclosing their
condition to others because they expected that others would not listen properly or would not
understand. Social silencing also meant that they did not ask for support when they needed it and
avoided mentioning sickle cell disorder to explain why they were fatigued or why they arrived at
school late. Social silencing helped protect participants from having to constantly explain sickle cell
disorder to others who they expected would not understand. It also helped younger participants who
struggled to explain sickle cell disorder to others.

Young people’s social lives interact with their health transitions and their movement into adult patienthood.
Young people with sickle cell disorder encounter difficulties when trying to develop adult identities that
help them to achieve life goals while simultaneously staying healthy. They can struggle to develop a
coherent sense of adult self because they are caught between the conflicting demands of being responsible
patients, acting to preserve health, but also self-actualising adults. Identity development during transitions
involve relentless self-disciplining and self-monitoring in different aspects of their lives. Young people see
themselves as being in constant need of improvement to reconcile the plural demands on them (e.g. to
produce bodily efficacy and stay healthy while simultaneously working hard to become competent in other
areas of their life, such as education and work, to become the type of productive adult that others wish
them to be and that they themselves wish to be). Fulfilling educational demands is difficult for young people
with sickle cell disorder who have to spend time in hospital or who are in pain or have to rest regularly
to avoid pain episodes. At the same time, health-care staff and parents push young people to take
individual responsibility and become competent at sickle cell disorder self-management. The difficulty of
trying to develop self-actualising adult identities while also being a disciplined adult patient plays out
in stigmatising identities (e.g. self or others’ characterisations of the young person with sickle cell
disorder as lazy).

Relational dimensions of the sickle cell disorder experience are crucial – that is, how the condition
is lived and accounted for through and against significant others, particularly family members.
Participants seemed to prioritise the ways their sickle cell disorder affects others over how it affects
themselves. For instance, they talked about wanting to get better to avoid inconveniencing others
and how they try to hide their pain to avoid worrying their parents. Young people’s perceptions of
the impact of sickle cell disorder on significant others and the feeling of being a burden to them add
stress to an already painful and unpredictable condition. Moving into adulthood involves learning
how to keep sickle cell disorder private, managing symptoms alone and disguising pain. Internalising
illness experiences becomes part of young people’s repertoire of self-management tactics as they
move into adulthood.
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Conclusions

Our study emphasises the need for services to become more person centred and respectful of patient
expertise. Health-care providers should solicit and act on young people’s voices to ensure that they are
involved in shaping their own health care. If young people are prevented from using transition skills
(e.g. self-management and self-advocacy) or are treated by staff with inadequate knowledge of their
condition then they may well lose trust in services and disengage from them, potentially compromising
their health.

The care young people receive across the health-care system, including during interactions with staff,
must help young people take responsibility for their own health and advocate for their own needs.
Our findings show that health-care services outside specialised care are failing young people with
sickle cell disorder. It is vital to work with staff outside specialist services to train them in transitional
care, sickle cell disorder care and adolescent health, and to help them develop compassionate care and
communication skills. Engaging with young people and listening to their voices is crucial to ensure that
they can influence their own health care. Staff should be supported to recognise young people’s status
as experts in their own body and condition and must recognise young people’s voices as legitimate.
It is also important to address negative stereotyping to ensure that people with sickle cell disorder are
able to access opioids for pain relief when they need them.

Families and carers may be able to support young people with internal conflicts during transitions, for
instance in relation to developing adult identities or attempts to protect significant others. Work with
families and carers could include helping to facilitate open conversations at home about the additional
stress young people experience when they try to protect others from the suffering and impact of
their condition.

Health-care transition support work could also work with schools or other institutions outside
services to create supportive spaces that might help young people to use their patient expertise to
protect their health while still consolidating self-actualising adult identities that could help young
people achieve their life goals. Substantial work is needed in this wider social context to raise
awareness about the condition, educate the public and address the stigma associated with sickle cell
disorder-related fatigue.
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