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Abstract
Purpose Significant improvements in the prognosis for young patients with Primary Immunodeficiency Diseases (PID) and 
Autoinflammatory Disorders (AID), which together make up the majority of Inborn Errors of Immunity (IEI), have resulted 
in the need for optimisation of transition and transfer of care to adult services. Effective transition is crucial to improve 
health outcomes and treatment compliance among patients. Evaluations of existing transition programmes in European 
health centres identified the absence of disease-specific transition guidelines for PID and AID, as a challenge to the transi-
tion process. This research aimed to establish expert consensus statements for the transition of young patients with PID and 
AID to adult services.
Methods This project used the Delphi method to establish mutual agreement for the proposed recommendations. A draft set 
of statements was developed following a literature review of existing transition programmes. Then the ERN RITA Transition 
Working Group convened to review the drafted recommendations and develop them into a survey. This survey was circulated 
among healthcare professionals to determine consensus using a five-point Likert scale, with the level of agreement set to 80% 
or greater. Statements that did not reach consensus were revised by the Working Group and recirculated among respondents.
Results The initial survey received 93 responses from 68 centres across 23 countries, while the following survey outlining 
revised recommendations received 66 responses. The respondents agreed upon recommendations detailing the structure and 
administration of transition programmes, collaborative working with social systems, and contraindications to transfer of care.
Conclusion This paper sets out a comprehensive set of recommendations to optimise transitional care for PID and AID.

Keywords Transition · recommendations · inborn errors of immunity · primary immunodeficiency disorders · 
autoinflammatory diseases

Introduction

Inborn Errors of Immunity (IEI) refer to a group of rare 
disorders characterized by elevated, poor or absent func-
tion in components of the innate and/or adaptive immune 
system. Primary immunodeficiencies (PID) and Autoinflam-
matory Diseases (AID) represent the majority of known 

IEI. Substantial advancements in diagnostic tools and treat-
ment of IEI have resulted in reduced delay to diagnosis and 
improved life expectancy of young patients in recent years 
[1, 2]. Consequently, there has been a growing emphasis on 
ensuring optimal transition of care and long-term follow-up 
of young patients with IEI in adult care services [3, 4].

Transition—as opposed to transfer of care—refers to the 
“purposeful, planned process that addresses the medical, psy-
chosocial, and educational/vocational needs of adolescents and 
young adults with chronic physical and medical conditions 
as they move from child-centred to adult-oriented health care 
systems” [5]. The need for a holistic, standardised transition 
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programme within services is further demonstrated by research 
suggesting poorer health-related quality of life in patients with 
IEI compared to the general population [6, 7]—with notable 
gaps identified not only in patients’ physical functioning, but 
also their social, emotional, and school functioning [6, 8].

Dedicated transition programmes within health services 
have been observed to improve young patients’ disease and 
self-management knowledge, health-related quality of life, and 
health outcomes, among a wide range of chronic conditions 
such as diabetes mellitus [9], cystic fibrosis [10], and juvenile 
idiopathic arthritis [11]. However, among Allergist/Immunolo-
gists treating PID specifically, only a quarter of practitioners 
surveyed reported satisfaction with their existing transition 
practices [12]. Findings from this survey suggest that exist-
ing generalised transitional care resources are not sufficient 
to address the needs of patients with IEI due to the hetero-
geneity of their condition – with close to half of all practi-
tioners expressing a demand for condition-specific guidance. 
The relative lack of adult specialists treating IEI also poses 
a challenge to effective transition and transfer of care from 
paediatric services [13]. Individual centres have drawn upon 
their experience of transitioning young patients with PID [14, 
15] and AID [16] to adult care to share practices effective in 
optimising health outcomes and follow-up in adult services 
– such as the appointment of dedicated transition personnel, 
access to psychosocial support, and establishment of formal 
transition programs.

The European Reference Network on Rare Immunodefi-
ciency, Autoinflammatory and Autoimmune Disease (ERN-
RITA) Transition Working Group was set up in 2017 to 
develop standardised, best-practice guidelines for the transition 
of young people with IEI, encompassing both PID and AID, 
from paediatric to adult care. This Working Group comprises 
multidisciplinary healthcare professionals from paediatric and 
adult teams with expertise in managing PID and AID, as well 
as Patient Experts.

In the first phase of this study (June 2018—December 
2019), a survey was circulated to paediatric centres managing 
PID and/or AID across Europe to examine current practices 
for transition to adult healthcare services and identify gaps and 
barriers to effective transition [3]. A key finding of the survey 
was the lack of national disease-specific guidelines for transi-
tion for these conditions. As international guidelines are also 
lacking, the ERN RITA Transition Working Group sought to 
develop consensus-based guidelines to standardise and opti-
mise transition care for these specific rare disease groups.

Methods

This research used the Delphi method due to its efficiency 
in harnessing the opinions of expert panellists across a large 
geographical patch and establishing consensus on proposed 

policies in healthcare settings [17]. This method was also 
chosen in line with guideline development requirements for 
ERN-RITA and the European Society for Immunodeficien-
cies (ESID) Clinical Working Party.

A systematic literature review was performed from 
June to September 2021 to explore existing transition pro-
grammes and recommendations for young people with PID 
and AID. The following keywords were searched on Pub-
Med and Google Scholar databases: ‘transition from paedi-
atric to adult care’ or ‘transition of care’ AND ‘young adults 
or adolescents’ AND ‘primary immunodeficiency disorders’ 
or ‘inborn errors of immunity’ AND ‘autoinflammatory dis-
eases’. All papers were scored for their level of evidence 
(Supplementary Table 1) which was used to inform grade 
of recommendation. The findings from the literature review 
and the ERN RITA survey were used to develop a draft set 
of statements informing the process and administration of 
transitional care. For Round One of the Delphi process (Sep-
tember 2021), the ERN RITA Transition Working Group 
met virtually to review and revise the draft set of recommen-
dations. The draft of proposed recommendations was also 
emailed to Working Group members following the meet-
ing to offer feedback. The Transition Working Group then 
reconvened to agree upon a final list of proposed transition 
protocols for patients with PID or AID and develop a survey 
detailing the same.

In Round Two of the Delphi process, the survey was 
circulated among healthcare professionals through IPOPI 
(N = 231) and INGID (N = 249) registries and professional 
networks in psychology (N = 5). Specifically, clinicians from 
all centres in Europe listed in the IPOPI PID Life Index 
website [52] with a listed email address were contacted. 
This includes a mix of academic medical centres and other 
hospitals who provide services for children and adults with 
PID. Many of these also care for children and adults with 
AID. The email listed was typically for a senior physician 
in the service. Other centres known to care for paediatric or 
adult PID or AID patients through professional networks of 
the ERN RITA transition Working Group members were 
also contacted. We did not specifically distribute the survey 
broadly to other medical specialties, for example Haematol-
ogy or Rheumatology services, who may see some patients 
with PID or AID within their patient cohorts. Primary care 
providers were not included in the survey.

Participants were asked to rate each statement on a 
5-point Likert scale (Strongly Agree, Tend to Agree, Neither 
Agree nor Disagree, Tend to Disagree, Strongly Disagree). 
The level of agreement was set at 80% or greater to reach 
consensus and adoption in the guidelines.

In Round Three of the Delphi Process, experts in the 
Transition Working Group were requested in a virtual meet-
ing and via email to revise and/or omit recommendations 
that did not achieve consensus in Round Two. A revised 
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set of statements was then re-circulated among responding 
health centres in the initial survey to establish consensus.

Results

In the initial survey detailing proposed recommendations 
for transitional care, 229 individuals were contacted, and 
93 responses (41%) were received from 68 centres across 
22 countries (Fig. 1). Of the 93 responding centres, 58 
responses were received from services caring for both PID 
and AID, 23 responses from PID centres alone, and 12 
responses from AID centres. 90/93 responders were phy-
sicians. 24/93 responders reported caring only for adult 
patients only, 45/93 for paediatric patients only and 24/93 
cared for both. 60 of the 93 responders (65%) surveyed 
reported transferring less than 10 young patients to adult ser-
vices each year (Supplementary Fig. 1). No significant dif-
ferences were seen in the patterns of response when analysed 
according to whether responders cared for AID, PID or both 
or whether responders cared for paediatric or adult patients 
or both Supplementary Fig. 2a, b). There were also no sig-
nificant differences in responses when analysed by centre 

size assessed by whether < 5, 5–10 or > 10 patients were 
transferred to adult care per year (Supplementary Fig. 2c). 
Finally, we also did not find differences in responses from 
countries which were poorly represented (only 1–2 respond-
ers) compared with countries that were well represented (3 
or more responders) (Supplementary Fig. 2d).

In the next round, the survey detailing the revised set of 
recommendations was sent only to initial responders and 
received a total of 66 responses (70% of initial respond-
ers). The survey responses represent clinicians (medical, 
nursing, and psychology professionals) from paediatric and 
adult services—with 46% of respondents working in paedi-
atric PID and AID services, 27% working in adult services, 
and a further 27% working in services following up paedi-
atric and adult patients with PID and AID.

The proposed set of statements guiding transitional care 
that achieved consensus are categorised into the following 
subsections:

Transition Process

Following two rounds of surveys, 15 of the proposed 
statements concerning the facilitation of safe and smooth 

Fig. 1  European map of the participants in the surveys
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handover of care to adult services achieved consensus with 
the level of agreement ranging from 84 to 100% (Table 1). 
These recommendations propose gradually building young 
patients’ preparedness through measures such as starting the 
transition process early and offering communication with 
both paediatric and adult care teams in the year before trans-
fer. The recommendations also include tailoring transition 
programs to the young patients’ needs—reviewing diagnos-
tic evaluations and management plans prior to transfer and 
ensuring multidisciplinary follow-up as appropriate. Five 
statements did not reach consensus (level of agreement 
ranging from 57% of respondents to 78%) (Supplementary 
Table 2).

Administration of Transition

Following two rounds of surveys, 14 statements regard-
ing the effective and efficient implementation of transition 
programs reached consensus with the level of agreement 
ranging from 84 to 100% (Table 2). These guidelines recom-
mend prompt handover of all relevant patient information 
including medical records, involvement in past or current 
research, and follow-up plans prior to the young person’s 

first appointment in adult services. Respondents also recom-
mended that transition programs take an interdisciplinary 
approach—linking in young patients and caregivers with 
relevant healthcare professionals and community resources 
such as patient advocacy groups and youth workers to sup-
port with illness and adolescence-related concerns. Four 
statements did not reach consensus (level of agreement 
ranging from 70% of respondents to 77%) (Supplementary 
Table 2).

Transition Appointments

All eight proposed statements concerning the organisation 
of transition consultations to gradually increase the young 
patients’ involvement in their healthcare reached consen-
sus with the level of agreement ranging from 90 to 100% 
(Table 3). These recommendations propose holding joint 
transition appointments with paediatric and adult clinicians 
to build the patients’ familiarity with the adult care team. It 
is also recommended to support greater patient autonomy 
through 1:1 consultations with physicians, seeking their 
consent to share information with caregivers as appropriate, 

Table 1  Recommendations for the process of transition

Recommendations for the process of transition Level of 
evidence

Level of 
agreement

Grade of 
recom-
mendation

The transferring centre should organise ‘formal transition partners’ with integrated care pathways for 
smooth transition to adult care services

4 96% D

Discussion about and planning of transition should ideally start at the paediatric centre before patients are 
16 years old

4 90% D

The process of transition should be adapted for individual clinical and developmental needs 5 100% D
The transition process should not have a time-limit; the duration must be suited to the patient’s requirements 5 87% D
Where possible, young patients should have a period of joint follow-up by the paediatric and adult clinics in 

the year prior to transfer
5 84% D

Transition care should include consideration of all extra-immunological manifestations of the disease 5 99% D
Young patients should have access to multidisciplinary care suited to address their multi-morbidities during 

transition and after transfer
5 100% D

It is the responsibility of the lead paediatric clinician to clarify who is in charge of monitoring specific 
issues during the transition period

5 90% D

A diagnostic re-evaluation should be considered for young patients without a definitive diagnosis prior to 
leaving the paediatric service

5 85% D

Young patients should not leave the paediatric service without a re-evaluation of the management plan 5 93% D
Young patients and their families should be provided with verbal and written information about the transi-

tion process and what it involves
5 86% D

Where possible, young patients should have the opportunity for a (virtual) walk-through of the adult service 
to build familiarity with the site and its staff prior to transfer

4 85% D

Ideally, patients should have appointment schedules that minimise interruptions to their school/daily routine 
(e.g. during holiday periods)

5 87% D

Patients should have continued access to a paediatric team until they are seen in adult services 5 99% D
Young adults and their caregivers should have access to the referring paediatric physician, as well as the 

adult physician, via telephone or email for any questions during the transition period when paediatric and 
adult care overlap

5 87% D
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and asking them to re-consent to research they have been 
enrolled in by caregivers.

Content of Transition Programmes

Sixteen statements regarding the development of transition 
programmes reached consensus with the level of agreement 
ranging from 85 to 100% (Table 4). These guidelines suggest 
using standardised measures of transition readiness to inform 
personalised and age-appropriate care plans offering patients 
medical, psychosocial, educational, and employment guid-
ance to manage the impact of their illness on quality of life. 
It is also recommended that transition programmes include 
education on the nature of the illness and treatment options, 
self-administration of medication, and management of 
disease flare-ups to promote greater independence among 
young patients. One statement and three statements did not 
reach consensus (level of agreement ranging from 65% of 
respondents to 75%) (Supplementary Table 2).

Managing Other Systems

Three statements proposing integrated health and social care 
for young patients reached consensus with the level of agree-
ment ranging from 90 to 95% (Table 5). These recommenda-
tions suggest informing young people of their patient rights 
and supporting them to access reasonable accommodations 
in educational and workplace settings. One statement did not 
reach consensus (level of agreement 55%) (Supplementary 
Table 2).

Contraindications to Transfer of Care

All four statements outlining circumstances in which transfer 
of care to adult services may be delayed or avoided reached 
consensus with the level of agreement ranging from 83 to 
90% (Table 6). It is recommended that young patients not 
be transferred during critical illness, infection episodes or 
with unstable disease, particularly if the adult service is 
not equipped to manage the patients’ disease presentation, 

Table 2  Recommendations for the administration of transition programmes

Recommendations for the administration of transition programmes Level of 
evidence

Level of 
agreement

Grade of 
recom-
mendation

Centres transferring and receiving patients should have a defined transition policy or program in place 5 99% D
Centres transferring or receiving patients should have a dedicated staff member/entity responsible for coor-

dinating transition and transfer of care across services
4 89% D

Paediatric and adult medical staff involved in the transition process should be trained in issues relating to 
adolescence and transition

4 98% D

Young patients with IEI should ideally be discussed in multidisciplinary meetings to ensure personalised 
transition programmes and holistic care

5 94% D

Members of the paediatric and adult multidisciplinary teams involved in transition should undergo training 
in understanding IEI, their clinical presentations, and patients’ comorbidities arising from IEI or associ-
ated treatments, to ensure best management

5 99% D

A paediatric and/or adult specialist nurse may support smooth transition by keeping up-to-date on their 
health status after transfer and answering questions from the patient and their family

5 96% D

There must be effective communication between paediatric and adult care teams—with transfer of all medi-
cal records taking place in advance of the first appointment at the adult service

4 99% D

Relevant information regarding research involvement, research results and ongoing clinical trials should be 
transferred with the medical records

5 97% D

Young patients enrolled in active clinical trials should have appropriate provisions made for continuity of 
trial monitoring after transfer to an adult centre

5 98% D

Patient records sent to the adult service must clearly state involvement in ongoing clinical trials and all 
follow-up plans and ensure continuity of trial involvement

5 100% D

The results of relevant clinical trials assessments should be sent back to the original care team 5 89% D
Where possible, patients and families should be signposted to online informational resources, while warning 

them to only consult reliable websites
5 84% D

The transition process should offer young patients the opportunity to interact with other patients of the same age (or peers with the same 
disease) by:
  a. Signposting them to community resources like patient advocacy groups 5 87% D
  b. Organising or signposting to age-appropriate educational events for young patients and their parents 5 84% D

Young patients should be supported in accessing community resources by a team of multidisciplinary 
healthcare professionals such as social workers and youth workers

5 92% D
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progression, and multimorbidities. Thus, transfer via the 
emergency department should be avoided. It is also recom-
mended that young patients should be monitored for a period 
of disease stability leading up to transfer of care. There may 
be exceptions to this, for example where specific therapies 
need to be initiated (such as haematopoietic stem transplant) 
that would be more appropriately delivered at the adult 
service.

Discussion

Improved prognoses for young patients with IEI have 
brought about the challenge of safe, effective, and efficient 
transfer of care to adult health services [18–22]. This paper 
outlines recommendations for best practice guidance for the 
varied elements of the transition process—from structuring 
transition clinic appointments to the content of educational 
programmes for young patients with PID or AID, which 
make up the majority of IEI.

In doing so, this paper sets out a transition pathway fol-
lowing three key principles:

Bolstering Young Patients’ Relationship 
with the Adult Care Team

Prior research has observed the close relationships between 
young patients with IEI and their caregivers and paediatric 
centres to be a barrier impacting transition to adult services 
[23, 24]. The prospect of leaving the care of trusted paedi-
atric care professionals, as well as the lack of familiarity 

with adult care teams both hinder successful transfer of care 
[23–27]. Therefore, the proposed guidance recommends that 
paediatric centres support patients in extending their confi-
dence to adult care teams by establishing formal transition 
partners and offering joint appointments during the transi-
tion period.

Supporting Young Patients’ Self‑Efficacy

Young patients with chronic illnesses such as IEI have 
frequently reported feeling ‘unprepared’ for the transition 
to adult care services—describing deficits in their under-
standing of their illness and their medication, depend-
ence upon parents to manage their healthcare needs, and 
anxieties about assuming increased responsibility for their 
health management [23, 24, 26–28]. Hence, the proposed 
transition guidelines recommend measures such as imple-
menting education programmes to boost patients’ health 
literacy, and skills in self-administering medication and 
managing disease flare-ups. The proposed guidance also 
recommends progressively augmenting young patients’ 
autonomy by addressing them directly in appointments, 
offering 1:1 consultations with physicians without caregiv-
ers present, and helping caregivers support the young adult 
patient in increasing self-management. Thus, the proposed 
measures aim to ‘upskill’ young patients by addressing 
their knowledge gaps and empower them to participate 
in Shared Decision Making with clinicians during the 
transition period [29]. As outlined in the recommenda-
tions, the delivery of patient education may be enabled 
through access to transition-focused specialist nurses prior 

Table 3  Recommendations for the structure of transition appointments

Recommendations for the structure of transition appointments Level of 
evidence

Level of 
agreement

Grade of 
recom-
mendation

Joint transition consultations should be held with patients, their families, and healthcare professionals from 
the paediatric and adult teams present for smooth handover of care

5 92% D

In line with local legal frameworks, the young patient should be offered dedicated parent-free consultations 
or dedicated 1:1 time for physicians and patients during consultations in the years prior to transfer to the 
adult centre. This should include chaperoned physical examinations

5 90% D

Parents should be supported to decrease their involvement in care through discussions about the need to sup-
port the patient’s independence and autonomy in disease management

4 95% D

Time should be dedicated to answering questions from family members during each consultation 5 94% D
The young patient should be made aware about the need for consent to share information with their family/

caregivers, following transfer, unless the young patient is unable to provide informed consent – such as in 
the event of learning disabilities

5 97% D

Young patients should be reinformed about studies/biobanks that they have been enrolled in by parents/car-
ers and affirm assent, and where necessary re-consent should be taken. This should be formally docu-
mented with details of the research study

5 99% D

It should be clarified to the young patient and their caregivers that care and prescribing treatment remain 
with the paediatric centre until the patient has been seen at the adult centre

5 100% D

It should be confirmed with the young patient that active medications can be continued in the adult centre 5 97% D
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Table 4  Recommendations for the content of transition programmes

Recommendations for the content of transition programmes Level of 
evidence

Level of 
agreement

Grade of 
recom-
mendation

Young adult patients, their family, and multidisciplinary clinicians should collaboratively develop a personalised transition plan that is:
  a. Designed in accordance with specific training needs and knowledge gaps of the patient
  b. Accommodating of the maturational, social, and personal changes accompanying adolescence
  c. Culturally sensitive

5
5
4

86%
90%
87%

D
D
D

There should be an emphasis on person-centred holistic care tailored to the patient’s needs and age. For 
instance, access to psychosocial support, and educational or vocational guidance should be offered as and 
when appropriate

5 95% D

The healthcare teams (at paediatric and adult centres) must routinely monitor patients to screen for compli-
cations during transition (e.g., organ damage, uncorrected manifestations, incomplete immune reconstitu-
tion, chronic graft vs host disease, etc.)

5 92% D

Using written and verbal information, the transition process should include education of the young adult on:
  a. Nature of their disease
  b. The genetic basis of their disease or possible investigations, if appropriate
  c. The heritability of their condition, family-planning guidance and genetic counselling where appropri-

ate
  d. Treatment options and their long/short-term effects
  e. Gene and cell therapy
  f. How to manage a disease flare-up
  g. Comorbidities
  h. Disease progression
  i. How their condition and associated treatments impact sexual and reproductive health and function 

including fertility, pregnancy, and contraception
  j. Quality of life with IEI
  k. Vocational planning
  l. Support resources (e.g. patient support groups)
  m. Maintaining a healthy lifestyle

4
5
5
5
5
5
5
5
5
5
5
5
5

95%
95%
95%
95%
92%
95%
96%
95%
94%
92%
86%
92%
97%

D
D
D
D
D
D
D
D
D
D
D
D
D

Young adults should be supported for increased self-management of their condition through education and training in:
  a. Symptom/complication monitoring
  b. Administering medication
  c. Booking/managing consultations
  d. Contacting physicians in the event of sickness

5
5
5
4

97%
97%
96%
96%

D
D
D
D

Increased self-management can also be encouraged by addressing young patients themselves—rather than 
their parents/caregivers—during consultations

5 100% D

During the transition process, routine assessments should be performed using standardised measures (where available) of:
  a. Quality of life
  b. Functional status
  c. Psychological functioning

5
5
5

85%
88%
86%

D
D
D

Adherence to treatment must be evaluated during the transition stage and young adult patients must receive 
guidance on the importance of medication adherence and consequences of non-compliance

5 98% D

Psychological support must be accessible to patients at the time of transition and in the adult service to man-
age emotional concerns arising from illness and/or transition to adult service

5 98% D

Families and medical teams should progressively support young adults’ involvement in Shared Decision 
Making regarding clinical care through guided decision-making during the transition process

5 94% D

The transitioning team should ensure that young adult patients have access to age-appropriate care from a 
primary care physician

5 95% D

The young person should be offered educational and vocational guidance, and work with the transition team 
on a personalised professional plan adjusted as per the requirements/restrictions imposed by their condi-
tion

4 85% D

Patients must have continued access to safe, local, and convenient long-term therapeutic intervention, with 
appropriate supervision and monitoring

5 97% D

The transferring paediatric team should outline a care plan for the patient that includes an active and inactive 
problem list and plans for patient-specific routine follow-up monitoring

5 95% D

The transition plan should include vaccination history and plans of a vaccination course in adulthood where 
special consideration is required

5 98% D
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to transfer of care, offering person-centred care wherein 
clinical teams tailor information shared during appoint-
ments to meet the knowledge gaps of young patients, and 
through effective signposting to community resources 
and patient information leaflets [30]. The International 
Patient Organisation for Primary Immunodeficiencies has 
developed informational videos and leaflets for physicians 
and patients about IEI and their management in multi-
ple languages (https:// ipopi. org/ publi catio ns/ leafl ets/). 
The Immune Deficiency Foundation has also developed 
a Patient and Family Handbook for Primary Immunode-
ficiency Diseases (https:// prima ryimm une. org/ search? s= 
handb ook) available in English and Spanish with infor-
mation about the diagnosis, treatment, and management 
of PID, including chapters for specific disorders. National 
patient organisations in the European Union and globally 
also produce valuable information in their national lan-
guage for patients and professionals. Our recommenda-
tions regarding patient education are supported by existing 
literature reporting the benefits of patient education groups 

in augmenting independence and health-related quality of 
life among young people with IEI and other chronic condi-
tions [31–33].

Offering Holistic and Integrated Care to Young Patients

A noted challenge to the effective transition of young 
patients with IEI and multimorbid conditions is the ‘frag-
mentation’ of healthcare teams [3, 23]. Young patients have 
reported experiencing their care to be ‘scattered’—needing 
to access separate services to manage distinct comorbid con-
cerns [23]. Hence, the proposed guidance recommends that 
transferring centres identify appropriate, multidisciplinary 
adult services that can address patients’ individual clinical 
needs. It is also recommended that young patients should 
have continued contact with paediatric services, e.g., by 
phone or email, for any questions or concerns that may arise 
until transfer of care to adult services.

The guidelines proposed in this paper also recommend 
that young patients are offered holistic care—with access 

Table 4  (continued)

Recommendations for the content of transition programmes Level of 
evidence

Level of 
agreement

Grade of 
recom-
mendation

Where appropriate due to limited life expectancy, the transition team should support young patients and 
their families through decision-making regarding end-of-life planning

4 86% D

Table 5  Recommendations for managing other systems in the transition process

Recommendations for managing other systems in the transition process Level of 
evidence

Level of 
agreement

Grade of 
recommen-
dation

Ideally, the paediatrics team should identify local, national/international networks to support/share 
care of patients with rare disorders

5 95% D

The young patient should be made aware of their country-specific rights in the healthcare setting 5 90% D
The young patient should be supported to inform their school or educational facility and/or work-

place about their condition and treatments—for example to ensure appropriate adjustments and 
facilitate access to medical appointments

5 91% D

Table 6  Contraindications to transfer of care to adult services

Contraindications to transfer of care to adult services Level of 
evidence

Level of 
agreement

Grade of 
recom-
mendation

Transition should be delayed for specific circumstances such as critical illness due to severe invasive and/or 
systemic infections, autoimmune or inflammatory manifestations

5 90% D

Young patients presenting with unstable disease should be stabilised prior to transfer 5 87% D
Where possible, for patients with severe IEI, transition should be delayed or avoided if the adult service is 

not equipped to handle potential severe progression of disease and frequent clinical instability of patients
5 90% D

A delay in transition may be necessary for young patients enrolled in active clinical trials where continuity 
of trial monitoring after transfer to an adult centre is not in place

5 83% D

https://ipopi.org/publications/leaflets/
https://primaryimmune.org/search?s=handbook
https://primaryimmune.org/search?s=handbook
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to timely psychosocial support, peer support, educational 
and vocational guidance, and patient advocacy groups. This 
is of particular significance due to the observed reciprocal 
relationship between chronic physical health conditions and 
mental health among young patients [24, 34]. Patients often 
describe poorer psychological wellbeing and social func-
tioning than the general population—reporting feelings of 
‘not fitting in’ or ‘wanting to give up’ [6, 8, 34]. These fac-
tors have been further observed to adversely impact physi-
cal health outcomes—with patients with comorbid IEI and 
mental health conditions reporting poorer treatment compli-
ance and appointment attendance due to decreased motiva-
tion [24, 34]. Research exploring the perspectives of young 
patients with IEI demonstrates some demand for peer spaces 
to support psychological wellbeing and social inclusion [18, 
35–37].

Initial clinical trials evaluating transition programmes 
for chronic illnesses such as diabetes, cystic fibrosis, and 
inflammatory bowel disease show promising effects on 
appointment attendance, transition readiness, and health-
related distress among young patients [9, 38, 39]. However, 
there is limited data on outcomes of transition programmes 
for young patients with IEI – with only one paper report-
ing that it was not associated with an increase in unplanned 
healthcare utilization [15]. The studies that were used to 
develop the guidelines were expert opinion papers or small 
case series (Level of Evidence 4 or 5) [40] However, these 
guidelines are in line with the consensus statements for PID 
that were published recently by the Italian Primary Immu-
nodeficiency Network [41] and the more general guidelines 
for transition for all mental and physical health services [42]. 
Additionally, the proposed guidance recommends offering 
comprehensive care that accounts for patients’ developmen-
tal and psychosocial needs to decrease rates of disengage-
ment from follow-up care and prevent worsening of health 
outcomes [25, 27]. These efforts are further in alignment 
with overarching healthcare policies that aim to improve 
continuity of care for chronic health conditions, such as cur-
rent NICE guidelines and the NHS Long Term Plan (UK) 
[42, 43] and the German Society for Transition Medicine 
Guidelines [44]. For instance, the proposed transition pro-
tocols also recognise the transition process as distinct from 
the act of transfer, and recommend offering age-appropriate, 
person-centred care to address adolescent patients’ individ-
ual clinical and developmental needs.

There were a number of notable topics that did not reach 
consensus (Supplementary Table 2). For example, the pro-
posed statement to support young patients in navigating 
insurance coverage concerns did not achieve consensus, and 
thus were not adopted into the best-practice guidelines. This 
is in contrast to research involving participants in the USA 
which identify maintaining patients’ health insurance cover-
age as a major factor impacting transition of care [12]. It is 

important to note that the guidelines produced in this study 
represent the perspectives of European health centres which 
predominantly have access to universal healthcare, and so 
may be limited in its understanding of challenges to transi-
tion in countries without universal coverage. Additionally, 
there was lack of agreement about the use of digital tools to 
enable a smooth transition. In keeping with findings from 
prior research [12], the consensus statements largely pro-
mote the use of online resources to support young patients’ 
education, but there was lack of consensus around their opti-
mal use for communication with patients (Supplementary 
Table 2). Specifically, there was disagreement around the 
use of smartphone or computer apps for patients to use as an 
‘Electronic Health Record’ (for example of disease activity, 
complications, hospitalisations, treatments, and adherence) 
and around the use of text messages or emails, as opposed 
to postal mail, to communicate with young patients. Lack of 
agreement on the use of digital communication tools may be 
due to concerns around maintaining data security [45] and it 
is advisable for health services to seek explicit consent from 
young patients and consult their local legal frameworks if 
they incorporate email or text message technology into their 
transition programmes. While, the majority of respondents 
agreed that young patients’ treatment compliance should be 
monitored due to the observed decline in medication adher-
ence during the transition period [14, 46, 47], there was no 
consensus among respondents about the use of tools includ-
ing electronic apps to evaluate adherence. Despite this, there 
are existing systematic reviews demonstrating the effective-
ness of electronic monitoring tools (such as devices that 
record the time and date of medication-taking) to improve 
adherence among patients with chronic conditions [48].

We acknowledge that there are a number of barriers 
to implementation of these guidelines. Differences in the 
organisation of paediatric and adult services between geo-
graphical regions will impact the availability and location 
of formal transition partners. For example, in some coun-
tries dedicated Immunology services do not exist for adult 
patients who are cared for by a range of other specialists 
including Rheumatology, Respiratory, Infectious Diseases 
and Haematology physicians. Surveys of transition prac-
tice for PID and AID have already highlighted difficulty in 
identifying specialist adult centres as an important prob-
lem both in Europe and Southeast Asia suggesting that 
this is a widespread issue [3, 49]. Even where both pae-
diatric and adult services are available for transition, co-
ordinating a transition process that is tailored to the needs 
of individual patients is a challenge. For example, many 
paediatric hospitals have an upper age-limit for in-patient 
and out-patient care of paediatric patients which make it 
difficult to delay transition even when patients are clini-
cally unstable, or continuity of care cannot be guaranteed.
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Other infrastructural barriers to implementation include 
insufficient resourcing of services to appoint appropriate 
specialist nurses, transition co-ordinators and administra-
tive staff, availability of psychology support and processes 
to facilitate smooth transfer of health record information 
between centres. Different approaches are likely to be 
required in different regions to address organisation and 
resourcing issues to enable good transition but include pro-
moting specialty training, influencing health care providers 
and working with patient groups to raise awareness of the 
need for robust paediatric and adult services for life-long 
care of PID and AID. In addition, the majority of responses 
in our Delphi were from Western Europe, with a large num-
ber from the United Kingdom and therefore future research 
is needed to fully understand the difficulties in implementing 
these recommendations in different health care settings and 
across geographical regions.

These guidelines were co-produced using the experiential 
knowledge and expertise of patient representative groups 
alongside paediatric and adult healthcare professionals. This 
is of significance as it is widely recognised that involving 
patients in the development and execution of healthcare ser-
vices helps better address their needs and expectations, and 
resultantly improves health outcomes, patient satisfaction, 
and cost-efficiency in services [50]. Nonetheless, there is 
scope for further partnership with patients with lived expe-
rience in the development of transition protocols. Patient 
experts in the ERN RITA Transition Working group were 
consulted whilst drafting the proposed set of statements for 
transitional care from paediatric to adult services. However, 
the survey seeking to establish consensus on the outlined 
guidelines was primarily circulated among healthcare pro-
fessionals through IPOPI, INGID, and psychology networks. 
Hence, it is recommended that future research examine 
patients’ perspectives, feedback, and acceptance of the pro-
posed transition guidance.

It is also important to note that the best-practice guid-
ance put forward in this paper primarily represents the 
perspectives of paediatric and adult medical professionals. 
The survey with proposed statements was circulated among 
a small number of psychologists working in immunology 
health services, and the response rate received from nurs-
ing networks was low. This is significant due to the wide 
cohort of healthcare professionals involved in transitioning 
young patients from paediatric to adult health services [3], 
and further research updating the outlined transition guid-
ance should consult the perspectives of multidisciplinary 
health professionals.

Here we present the European consensus guidelines for 
the transition of young patients with PID and AID. A fol-
low up study is required to audit the implementation of 
these guidelines and barriers to this. Future research should 
also evaluate the efficacy of these recommendations using 

standardised measures such as TRAQ [51] to monitor young 
patients’ preparedness prior to and following engagement in 
transition programmes.

Supplementary Information The online version contains supplemen-
tary material available at https:// doi. org/ 10. 1007/ s10875- 024- 01838-y.
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