NATIONAL
HAEMOGLOBINOPATHY
PANEL

Annual
Report

2021/2022

Chair; Professor Baba Inusa

Published: October 2022

onill’

National Hoemoglobinopathy Panel



onill®

National Haemoglobinopathy Panel

TABLE OF CONTENTS

TABLE OF CONTENTS . ttttittiitiiittenttteteenteeeteeaneeeneeenneeaneeenseesnesonnessnesensesssesensesnsessnaees 2
EXECULIVE SUMIMAIY «uvvrrrereeeeeueeeeneeneeeeensesssssessessssssssassssssssssssssssssssssssssssssassssssssnssassnnns 4
N V1 | =10 =Y 0] o 7
2. The NatioNal MDT ..ottt ittt ittt tetaaeettaeeeetaaeeseanesesnneesennsesennes 10
0 T O 1= 1 10

2.2 Analysis Of ReVIEWEd CaS@S. . uuuureiiiieiiiiiettttreeiiieeeeeeereesrnneeeeeeeesssnnsseeeesssnnnnneeess 11
Manpower and StaffiNg cooeee i i i it ittt e e ittt e ee i e e eeaaaaaas 13

4, Education and Training ...ceeiieiiiieeeetiiiiiiiietteteaiiieteeeeeeearaeeeeeessesnssseseesessssssseseeannn 14
Al ASCAT 2022, it ei ettt ettt e et et eeaaeeaateeaeeaneeenaeenaeranteennerantesnneeaneeeneeennes 14

4.2 STANMAP Education Half-Day ......ueeeiiiiiiiiiiiii ittt et et eeeeie e eeeeeaaaas 14

4.3 New Therapies Session ONUINE ....ciueiiiiitiiiiieiieeeeiteeereereaneeeeenneeeeanneeesanneenns 14

4.4 HCC National rotational teaChing ......cccuiiiiiiiiiiiiiiiiiiii i e e eeeeeeaas 15

4.5 MDT Learning OULCOMES ..uuiiiiriiieettereeiieeeeeeeeeesnnaeeeessessnnnnsessessssnnnnssssessssnnnns 15

5. Clinical Reference Group for Haemoglobinopathies.....covviiiiiiiiiiiiiiiiiiiiiiiiiiiiiiii i eeeeeiaas 16
T T o | PP PP 16

5.2 POliICY DeVElOPMENT. . ettt teii e eeeeeeeeiaeeeeaeeeeenneeseanaeeseanneesennaesesnness 16

TG T [T I == Lo 0 1= 17

5.4 ONGOTNG WOTK .. uueiiittiiii ittt e it te et eeeaaeeeaanaeeeanneesaanneessnnneeesnneeesnnnens 17

5.5 COVIA WOIKING GIrOUD «uuuunietetttreeiiieeeteteeeanraeeeeeeesssnnnseeseesssnnnsesssssssssnnsssseseanns 17

o T I O o= 11 (= 1 [« L PPN 18

6. Transcranial Doppler (TCD) National Quality Assurance (QA) Programme ......ccceevvviinneeeennnnn. 19
6.1  QUALTEY ASSUIANCE . uttitiiiiiiiii ettt ittt et teaeeataeeeeeeeeeasaeaeseesessannssseeseesennnnneeens 19

6.2 NHR Platform and ENgagement .....coouuiiiiiiiiiiiiiiiiieeiiteeeeneeeeenneerenneeeeenneeseannees 20

7. National haemoglobinopathy register (NHR) .....cccuuiiiiiiiiiiiiiiiiii i eei e eneeeanas 20
7 B 7= = 20

YA A [ A X~ o 13 PP 21
National Sickle Pain Group (NSPG) .iciiiiiiiiiiiiiiii it e ettt eeeeeiaeeeseeassnnnnsseseeeanns 21

9. Newborn OULCOME SCrEENTING ... .uuiitiiiiiiiiiit ettt e teeeaiiaeteeeeeeeersaseeseesesssnssssssseannn 23
10. LA N =T = o) = 24
Page 2 of 40

National Haemoglobinopathy Panel —Annual Report 2021/2022
Published October 2022

e —



onill®

National Haemoglobinopathy Panel

1. Stem Cell Transplantation for Sickle Cell......ciiiuiiiiiiiiiiiiiiiiii e eei e eeeenes 25

12. N o O T I I 1 o= o ] = S PP 26

1072 I I gV ol 20=Tolo] 1410 0 1=1 g Ve = L o] N 27

13. NETWORK PARTNERS ...t iititiiittiiitiiiteitteitteeteeneeeeneeeneeeaneeeneeeaneeenaeseneeenneenneenns 28

13,1 SiCKLe Cell SOCIETY (SCS) tiiiiiiiiiii ittt ettt et e ettt eeeeeiieeeeeeaaaannaes 28

13.2 UK Thalassaemia Society (UKTS) ...ciiiiriiiiiiiiiiiiiiiiieeiiteeeneeeraneeeeenneeeennneanns 28
13.3  STANMAP (Sickle Cell & Thalassaemia Association of Nurses, Midwives and Allied

[ 01 =33 (o] o F- 1 £ PPN 29

13.4 UK Forum for Haemoglobin Disorders (UKFHD) .......uiuiiiiiiiiiiiiiiiiiiiiiiiiiiiiieeeeeiaaes 30

14. Haemoglobinopathy Coordinating Centre (hcc) Updates.....covviniiiiiiiiiiiiiiiiiiiiiiiiiieeenn, 31

=T A o T [0 T < = 31

=Ty A T | = T £ 32

North Central London and East ANGLIA ..couuueiiiiiiiiiiiiiii it eeiieeeeeieeeeenneeeaanneeeeannees 32

NOrth East & YOrKSNIre ...ueeiiiiiii i ettt et s e eraeerennaees 32

[0 o A= N 33

South East London and SOUth East.......eiineiiiiiiiiiiiiiii i e e e e e 33

Yo T 011 g T P 34

Wessex and Thames Valley......ooeiiiiiiiiii ittt ittt et e ettt eeeeeeieeeeeeeaannnes 34

R A =251 o e T3 T [ ) o 34

KA 2] 1T | = T3 T L 34

15. NHP LOOKING FOrWard......ciiiiiiiiiiiiiiiiiiitetteeeiiiieeeeeeeesrneeeseesesssnnssseeseessnnnnneeess 36

APPENDIX ettt et eeet et et ee et eteetaeeeneeeeeeaneeenaeeaaeeenaeennetanteennetanteenteeanteenaeeaneeenaens 38

APPXT. MDT Metrics 2021/ 2022 .ttt ittt et ettt teeaaaaaeaeeseeaeatasasseeseennnnes 38

AT T ACHMEN TS ettt it it ettt ettt ettt et eaateeeneeanaeeneeanaeenneeensesneseneesnsessneesneeennes 40

Page 3 of 40

National Haemoglobinopathy Panel —Annual Report 2021/2022
Published October 2022

e —



ouill®

National Haemoglobinopathy Panel

EXECUTIVE SUMMARY

The NHP has had a noteworthy 2021/2022 period. Despite staff shortage and many other
limitations, including the Covid-19 pandemic, there have been worthwhile achievements on the
back of dedicated and highly skilled panel members and other contributors.

Framework & Governance

The biannual Business Operations/Governance meetings have held, as per requirements of the
Commission and as set out in their Responsibilities and Governance document (see Al), and
have been an effective avenue for sharing strategic updates, concerns, KPI and milestone
checks, and other governance issues. There also ensued other regular updates and meetings
between the NHP subgroups, HCCs and working groups within and connected to the NHP, such
has the Transplant subgroup, New-born Outcomes screening programme, the National Sickle
Pain Group, National Haemoglobinopathy Registry (NHR) and Transcranial Doppler
programme, to name a few. All quarterly reports and the annual report for 2020/2021, were
completed and submitted to the accountable CRG personnel.

NHP MDT

The core aspect of the national MDTs continued with quorate monthly meetings, covering a wide
range of issues, including rare anaemia cases, and continues to be a substantial forum for
learning and knowledge exchange, while providing equitable expert access for complex patient
cases. There were a total of 41 cases; 5 less than 2020/2021, which were dominated by
transplant referrals. The SOP for this forum will also be reviewed to consider the increased input
from observers.

Education & Training

Education and training has continued to be an increasing need and demand, with a clear
indication of the need for non-haemoglobinopathy practitioners and stakeholders to develop a
better understanding and skill set in supporting and treating Haemoglobinopathy patients.
Hence, the role of SHTs/LHTs/Trust leadership and Academy of Medical Royal Colleges is key
to bringing about the needed changes. This is starkly evinced in light of implementing
recommendations from the ‘No One’s Listening’ APPG report on failings in Sickle Cell and
Thalassaemia care at secondary level. Communication and feedback is an ongoing challenge
and focus, both within clinical and operational settings.
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Policy & Guidelines

There have also been a number of guidelines published by the NHP and network, including the
Crizanlizumab and Voxelotor SOPs, and an acute pain action plan for services nationally. A
number of policy and guideline documents are also in process- an iron chelation policy, which
is currently under consultation; the adult sickle cell transplant protocol, an amendment to the
paediatric Sickle Cell Transplant Protocol, and a protocol for the Sickle Adult Haploidentical trial
due to commence by autumn 2022 in a number of centres nationally.

No One’s Listening

There have been significant and ongoing efforts by the NHP/HCCs, as to how to elicit practical
responses, collaboration and action plans from SHTs/LHTs/Trusts in light of the
recommendations made in the All-Party Parliamentary Group for Sickle Cell and Thalassaemia
(SCTAPPG) report, No One’s Listening (See A2). All HCCs, SHTs and LHTs have been
engaged in meeting these recommendations and contacting Trust and affiliate leadership to do
their part in meeting recommendations, with NHSEI setting a deadline of June 2022 for Trust
feedback on their progress. These are to be collated by HCCs and subsequently reviewed by
the CRG.

Our Network/Partnerships

Ongoing partnership with key organisations such as Sickle Cell Society (SCS), UK
Thalassaemia Society (UKTS), UK Forum for Haematological Disorders (UKFHD), NHS Blood
and Transplant (NHSBT) and NHR (National Haemoglobinopathy Registry) Steering
Group/MDSAS, help us build a strong network with unique reach in our trend identification,
information dissemination, and expert input.

Summary of Key Progress Highlights

-Holding 12 quorate and well-attended national MDTs, discussing 41 cases, including 4
emergency/email cases.

-Transfer of the Newborn Screening process to the new Newborn Outcome (NBO) system, for
almost all centres nationally.

-Production and publication of the Crizanlizumab and Voxelotor guidelines.

-Successful roll-out of Novel Therapies, such as Crizanlizumab and Voxelotor, across the
regions.

-National pain audit carried out with subsequent publication of an acute pain action plan via the
pain subgroup.
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-Successful completion of the Organisational mapping for the National haemoglobinopathy
Registry (NHR).

-Publishing of three free educational sessions on New Therapies education, from the
ASCAT2022 virtual congress.

-National Haemoglobinopathy Registry (NHR) being fully functional for significant data access,
including tracking of new-born positive haemoglobinopathy diagnoses, TCDs performed,
significant events and their comorbidities, Covid-19 vaccinations, patient care plans, and more.

-MDT referral form reconfiguration to facilitate a more accurate reviewing, reporting and analysis
of cases pre and post MDT discussion.
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1. NHP FRAMEWORK

The NHP continues to carry out its commission of a new model of care as laid out by the
Responsibilities and Governance 2021/2022 document from Commissioners. This is
accomplished via the National MDT, HCC bilateral engagement, the designation of subgroups,
and the strategic partnership with bodies such as STANMAP, Sickle Cell Society (SCS), the UK
Thalassaemia Society (UKTS), and the UK Forum for Haemoglobin Disorders (UKFHD).

At the national MDT (both scheduled and emergency email cases), the NHP is able to provide
expert input and advice on complex clinical cases for all HCC regions. These meetings also
serve as a rich learning experience, which the NHP is in the process of optimising, and an
avenue of highlighting challenges and trends, as well as spotlighting, and/or agreeing consensus
in approach and best practice.

NHP maintains regular engagement at HCC meetings, while the biannual Business
Operations/Governance meetings, and dissemination of information via emails allows for a good
flow of information, contact and oversight with HCCs and organisations within the network.

The NHP is also responsible for policy development, advice and input, as well as a few key
initiatives that aim to further attain equity across the national landscape of haemoglobinopathy.
The organisation’s comprehensive framework continues to see that leadership is brought to the
various focus areas and disciplines that make up the panel’s jurisdiction, such as Thalassaemia,
Paediatric and adult Sickle Cell, Rare Anaemias, Newborn Screening, Transcranial Doppler
Quality Assurance (TCD QA), Adult and Paediatric Sickle Cell Transplant. Various clinical leads
have been appointed to coordinate this development with representatives across the regions.

The external network of partner organisations such as National Sickle Pain Group, the National
Haemoglobinopathy Registry (NHR), Sickle Cell Society (SCS), UK Thalassaemia Network
(UKTN), and UK Forum for Haemoglobin Disorders (UKFHD) continues to be an invaluable
source of knowledge, reach and perspective that strengthens our ability to hear and empower
patient voices and experiences, as well as clinical development.
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NHP Structure and Key Relationships
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NHP Leads

NHP Chair: Professor Baba Inusa
NHP Deputy Chair: Professor John Porter

Lead
National Haemoglobinopathy Registry (NHR) Dr Farrukh Shah
Rare Anaemias Dr Noémi Roy
CD, Adult Thc
SCD, Paediatric Dr Sue Height

tem Cell Transplant Subgroup, Adult Dr Victoria Potter and Dr Ben Carpenter
tem Cell Transplant Subgroup, Paediatric Prof. Josu de la Fuente
halassaemia Dr Nandini Sadasivam

ranscranial Doppler Quality Assurance (TCD QA) Dr Soundrie Padayachee

For further information on the NHP terms of reference, framework and structure, see the website.
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2. THE NATIONAL MDT

2.1 OVERVIEW

The NHP was able to hold all 12 national MDTs with quorate attendance. There was a slight fall
in overall cases discussed, with 41 cases in 2021/2022, as opposed to 46 cases in 2020/2021.
Within this, there were 4 urgent email MDTs, for which good feedback was received. Paediatric
referrals made up 29% of referred patients. Of the 71% adults referred, the largest number
referred (16) were from the age range of 17-30 years-old. As in the previous year, the dominant
primary diagnosis was for the Sickle Cell Homozygous genotype (HbSS), mirroring the
dominance of this genotype in the general population. Referrals were received from all but 1
HCC, with the highest number of referrals being from the North West HCC (12) followed by
South East London South East HCC (11).

Haemopoietic Stem Cell Transplantation (HSCT) dominated the theme of referral requests. Of
the 26 transplant requests for 2021/2022 (up from 23 requests in 2020/2021), 20 were approved,
3 were designated for possible future review, while 3 were deemed unsuitable for transplant.
Approvals for sibling matched transplant were the highest recommendation at 15, while 8
haploidentical transplants and one matched unrelated were approved. It was observed and
noted, during the March 2022 MDT, that there was indeed a slow increase in transplant requests
for haemoglobinopathies, likely indicating that the funding for this treatment is creating access
to satisfy an unmet need.

The main themes for patients presenting, in the discussed cases, were suitably varied, but an
expected majority (18) were of frequent and/or severe VOC, with 9 presenting with Acute Chest
Syndromes, most despite Hydroxycarbamide, but with 3 reporting intolerance or
unresponsiveness to Hydroxycarbamide. There were 22 patients who were noted as receiving
or had recently received transfusions, 10 of which presented with transfusion complications,
mainly Delayed Haemolytic Transfusion Reaction or Hyper Haemolysis. There was 1 obstetrics
management case and 1 mortality review. Ten discussed patients had current cerebrovascular
issues with 2 others reporting this issue in their past medical history. Three cases comprised
complex psychosocial matters. Other singular main presentations include Hypersplenism or
splenic sequestration, fevers and widespread pain, frontal bossing, stuttering priapism, chronic
pain and headaches of unknown cause, to name a few. Below are some highlights of the
analysis of the MDT metrics (see Appx1 for metrix summary).
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2.2 ANALYSIS OF REVIEWED CASES
2.2.a. [Fig 2.i] Referrals by Primary Diagnosis

MDT Referrals by Primary Diagnosis
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2.2.b. Referrals by Age demographic
[Fig 2.iii] By Demographic Group Spread

[Fig 2.ii] By Age Distribution

Number of Cases
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2.2.c. Referrals by Regional Source

[Fig 2.iv]
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2.2.d. [Fig 2.vi] Cases by Request Theme
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2.2.f. Transplant Cases Referred
[Fig 2.viii] Approved Transplant — [Fig 2. ix] Transplant referrals age demographic
Categories
Categories, Approved Transplant Transplant Demographic Group Spread
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3. MANPOWER AND STAFFING

2021/2022 was a difficult year for the already minimally-staffed NHP. The substantive
Coordinator, Shane Nagle, who was key in the establishment and coordination of foundational
processes and infrastructure - under the leadership of Professor Baba Inusa - was unfortunately,
diagnosed with a brain tumour in April 2021. The demands of managing this huge health
challenge meant that he was away often and then for an indeterminate stretch of time.
Unfortunately Shane lost his health battle and passed away on 10" April 2022. We remain
extremely grateful for all his incredible hard work for the NHP and to have known Shane as a
person- he will be sorely missed. Our thoughts go out to his family and loved ones.

Sara Kemp, Operational Manager, for South East London and South East, was an incredible
support for the NHP during Shane’s absences, juggling her own very demanding role (HCC
Operational Manager) while keeping the group NHP forward. However, in January 2022, Sara
left the Trust and leaves us very grateful for her highly skilled assistance at such a difficult time.
Since February 2022, U'mau Otuokon has supported the panel in an interim capacity.

The NHP wider network also saw staff departures from some key and senior figures due to
retirement and resignation, leading to a great chasm in the knowledge and experience
landscape. Lola Oni (Nurse Director of the Brent Sickle Cell and Thalassaemia Centre) and Jo
Howard (HCC Lead and CRG Chair) are two examples.
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This issue of inadequate staffing has been highlighted within a number of HCCs (more on this
in HCC Updates), with some having one consultant supporting a whole Specialist
Haemoglobinopathy Team (SHT) or Local Haematology team, often with a substantial
haemoglobinopathy patient population. Causes stem mostly from funding deficits but low uptake
of some roles was also noted.

4. EDUCATION AND TRAINING

As mentioned, education and training is greatly needed, more so for non-haemoglobinopathy
services, Emergency Services being somewhere at the top of the list. The NHP and its partners
continue to find ways to influence and encourage this training via the available networks. The
MDT is a core avenue of clinical education and training of the NHP and various clinical staff
within the network, and across the UK. The NHP also serves as a conduit through which the
HCCs and partner establishments share training events with the wider network. Below are just
a few noteworthy development initiatives.

4.1 ASCAT 2022

The Annual Scientific Conference on Sickle Cell and Thalassemia (ASCAT) 2022 conference,
in collaboration with European Haematology Association (EHA), British Society for Haematology
(BSH), took place virtually on 26th to 28th January 2022, spearheaded by the Chair of the NHP,
Professor Baba Inusa. The theme for the year was 'Improving the lives of people living with
Sickle Cell Disease and Thalassaemia: A focus on new therapies and person-cantered care.'
This was hosted live online, due to covid-19, with over 300 attendees (399 registered). A roster
of highly skilled and esteemed faculty lead 80+ sessions ranging from abstracts, live lectures
and patient sessions. All registered attendees were given post-event access to all sessions.
Attendee feedback showed a 94.2% satisfaction rate in the respondents, and of the balance,
none were dissatisfied. There will be an in-person ASCAT conference in London, running 20%
to 22"d October 2022, also in partnership with EHA and BSH.

4.2 STANMAP EDUCATION HALF-DAY

The Sickle Cell & Thalassaemia Association of Nurses, Midwives and Allied Professional
session (STANMAP) held a half day educational webinar on 13th January 2022, which was
chaired by Dame Professor Elizabeth Anionwu, with nearly 90 attendees. Presenters included
Prof Baba Inusa, NHP Chair, regarding covid-19 research on Haemoglobinopathy patients and
the Newborn Bloodspot Screening Outcome and the Alert card project; Roanna Maharaj from
UKTS presenting on living with Thalassaemia; and the Sickle Cell Society Parliamentary and
Policy Officer giving an overview of the ‘No One’s Listening’ Report.

4.3 NEW THERAPIES SESSION ONLINE
One of the sessions, from ASCAT2022 features 3 great presentations on new Therapies, given
by Dr Julie Kanter MD (Early Evaluation of the Use of Crizanlizumab in Sickle Cell Disease: A
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National Alliance of Sickle Cell Centers Study), Professor Biree Andermarian (Real-Life
Experience of Novel Therapies Use: Voxelotor RETRO/PROSPECT Studies) and Dr Bart J
Biemond (Emerging Sickle Cell Disease). This resource has been shared with the NHP/HCC
network and made available on the new NHP YouTube page and the NHP website.

4.4 HCC NATIONAL ROTATIONAL TEACHING

The NHP is supporting a newly-developed national learning programme which runs monthly
learning events curated by a different HCC over the course of the year. The Wessex and Thames
Valley HCC are coordinating this year's programme (theme selection and allocation etc.). This
will be handed over to another HCC to coordinate in the year 2022/2023. Information for that
programme can be found on the NHP website.

4.5 MDT LEARNING OUTCOMES

An exercise is underway to analyse the MDT cases and draw out themes for specific learning
and discussion. The final output of this will hopefully be available towards the end of the calendar
year.
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5. CLINICAL REFERENCE GROUP FOR HAEMOGLOBINOPATHIES

Professor Jo Howard, CRG Chair up to May 2022, shared a CRG progress update, starting with
the impending new commissioning model which ushers in the Integrated Care System (ICS), a
source of considerable uncertainty and concern for a number of service leads. The network was
made to understand that there would not be any immediate changes for at least another year,
giving time to absorb and adapt to the long-term service implications this would bring.

In light of Professor Howard demitting her CRG role in May 2022, Dr Subarna Chakravorty
stands in while there is a reshuffle of CRG roles and a new ‘National Specialty Advisor’ (role
replacing the CRG Chair) appointed.

In the overview, it was noted that the impact of covid-19 caused limitations, or the absence of
some activities, such as review of SHT/HCC dashboards. This will be remedied going forward
with dashboards to be reviewed in June/July 2022 against service specifications. The self-
assesement, which went alongside the data collection for the dashboards, has unfortunately
been withdrawn for this year, with no clinical input into this decision. The CRG has also been
working on the NHP Governance Review. A compliance review of SHTs will follow, in the form
of a self-assessment as well as a performance of HCCs against the procurement standards.
This should feed into a review and update of service specificaitons. Due to block contracts during
covid-19, discussions on financial matters were not fortchoming with NHSEI. However, following
a NICE report, apheress has been designated as a mandatory technology and NHS funding
may follow. The importance of HCCs knowing their funding sources, structure and flow was
reiterated.

5.1 NHR
NHSEI continue to fund NHR but no longer the Clincial Lead post. Most of the dashboard data
e.g. Hydroxyurea (HU), TCD reports etc. is now available on the system. The patient care plans
on the NHR are positively anticipated. A discussion about the minimal data set is needed, as to
whether it will be an active clinical or research tool etc. and how it will be funded, as NHSE will
only fund aspects within its direct scope of interest.

5.2 POLICY DEVELOPMENT

Policy development has been good with the iron chelation policy out for consultation as of April
2022.

Rituximab and Eculizumab in DHTR/Hyper haemolysis policy and HSCT in adults with SCD
policy have gone through.
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Professor Josu de la Fuente and Dr Banu Kaya are designated as leading on the Paediatric
HSCT policy. This follows on from a discussion last year about the NHP making the
recommendation that all children aged 5 and under, and who have a matched sibling, should
have a funded transplant. There is data to support this.

5.3 NEW TREATMENTS

The CRG has been working with Voxelotor coming on the market and with the Crizanlizumab
Managed Access scheme and supporting curatvie therapies such as the funded haplo
transplang in adults trial. Unfortunately, Gene Therapy was not approved by NICE.

5.4 ONGOING WORK

Professor Jo Howard and Sharon Hodgson (NHSEI) drafted a letter to all Trusts asking for
responses to the APPG No One’s Listening report. It is important that members engage Trust
senior leadership in this and not allow it to be pushed to the haematologists within the Trust.
The deadline from NHSE for responses is June 2022 and HCCs are responsible for collating
these responses, which the CRG will review. Furthermore, HCCs are responsible for reporting
any deaths that flag a concern.

The CRG are awaiting a summary document from Dr Elizabeth Rhodes/Armed Forces/Sickle
Cell Society review of sickle trait.

The CRG has been supporting the Peer Review process.

There is a CRG-commissioned review of provision of fertility services, particularly sperm
preservation. Drs Banu Kaya and Annette Wood will carry out an evidence review.

5.5 COVID WORKING GROUP

Professor Howard set up this goup which worked on guidelines, clinical support, patient
information etc. related to covid-19, for haemoglobinopathy patients. However, due to the
changes in the direction of the pandemic, the group, as an actively meeting and responding
body, has been stood down, pending any further developments. There remained, however, a
guestion on what to do regarding the data and research in this area.

Professor Mark Layton and Dr Paul Telfer were also involved in the research aspect of this group
and shared that data collection became difficult as things became less organised. There is an
awareness that the data would be less complete, as a high prevalence of patients are presenting
locally and not in hospitals where the data is being collected. Further, there is a vast amount of
covid data in the public domain that there may not be a unique perspective in what they might
do with the data.
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A consideration is that the data for the first 3 waves can be collected but there is no certainty
that anyone has an apetite to curate and analyse this, though the option remains open.

The data for inpatients is fairly complete and would be good to continue collecting along with
vaccination data. There was a protocol put together for the statistical analysis etc. which went
through authorisation, but things have stalled as each HCC needs their respective R&D
departments to authorise the study.

From a Sickle Cell Society perspective, the group (SCS) would like to see data completed and
including updates reflecting hospitallised patients. It would be helpful to present this to the Sickle
Cell community. This may address some views that may not be based on empirical data.

5.6 CHALLENGES
-HCCs have been set up and now need to be reviewed.

-How best to build services in context of NHS financial constraints.

-How will the new NHS structure - particularly Integrated Care Systems (ICS) — be managed?
-How do we meet recommendations of APPG report?

-How do we integrate reasearch into what we do?

-More effort is needed for NHP MDT attendees to read the papers in advance to make things
run smoother.

-There is a need for a better understanding of the CRG and what it can and cannot achieve.
CRG advises NHSEI but NHSEI may not take things on board. Some great work and listening
has been done but often it is a challenge. Sharon Hodgson has been a real champion of the
cuase but sadly will be moving to an upward role. Zoe Hamilton is the new National Programme
of Care Manager — Blood and Infection.
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6. TRANSCRANIAL DOPPLER (TCD) NATIONAL QUALITY ASSURANCE (QA) PROGRAMME

The TCD QA programme, led by Dr Soundrie Padayachee, continues to progress as she and
her team of 10 project regional leads continue to meet regularly and develop the project
nationally.

[Fig 6.1] TCD Practitioners

TCD PRACTITIONERS
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6.1 QUALITY ASSURANCE

The TCD practitioner listing has had a few
reviews and 50 practitioners have been
identified, though only 26 were on the
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be organised by TCD regional leads. The
issue of gaining practice rights and access is
being discussed as the honorary and
observer contracts can take time. A ‘letter of
access’, early application for honorary
contracts, and possibly a ‘research passport’

There are also site visits planned for
observation of scans and collaboration on
image QA. In a presentation given by East
Midlands TCD lead, it was noted that NHR
has been instrumental in attaining conformity
of reporting across HCCs.

are being considered to address this.

A few issues arose from more recent meetings, such as the impact of instrumentation and hence
possibly introducing quality assurance on machines, which at times vary. The issue of data entry
is also a consideration. While it is felt that all HCCs should have a data manager, it was also
acknowledged that 1) Data managers will not only be dealing with TCD data and 2) many
practitioners feel it is better and more conclusive to do it themselves.

Upcoming functionality on the NHR platform will include HCC TCD Output (now ensured with
greater accuracy due to organisational/centre mapping exercise), Practitioner STOP/scan
numbers, and Practitioner MCA velocity ranges. These reports will facilitate the QA process and
can indicate anything from HCC or SHT engagement to likely practictioner needing scanning
exercises for skills maintenance, or systemic shifts in data which could show poor protocol vs
disease prgression. However, a trans-analysis may be required as some practitioners may
operate in multiple centres.
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6.2 NHR PLATFORM AND ENGAGEMENT

Currently, NHR generates and sends out, to subscribers, automated reports of scans per centre.
More entry of scan data is encouraged as figures show some centres trailing below estimated
real figures (see A3). Access problems have been resolved as have most NHR formatting
issues. At 20" April 2022 there were still some location and other issues outstanding but being
addressed.

Since the 2020/2021 annual report figure of 1500 TCD scans by November 2021, the number
of reported TCD scans on 1 April 2022 stands at 2711 (see A3), with North Middlesex and Barts
Health NHS Trust reporting 458 and 400 scan, respectively, while the range of numbers goes
down to 8 and 1 reported in some Trusts.

Once centres and practitioners are putting in good, consistent data, it will enable a wealth of
automated analysis that saves time and improves practice and services.

7. NATIONAL HAEMOGLOBINOPATHY REGISTER (NHR)

7.1 OVERVIEW

The NHR continues to be funded by NHS Engaland and NHS Improvement, though the funded
Clinical Lead post, carried out so well by Dr Farrukh Shah, has been withdrawn. While she
continues to support the role, this is, understandably, not sustainable in light of the demands of
the role and her many other responsibilities. The NHR is also supported by a multidisciplinary
steering group of experts and patient representatives from across the nation.

In the past year, the NHR functionality, which technical software is supported by MDSAS, has
continued to evolve with increased capacity, allowing stakeholders, and soon; patients, have
ready data on various key patient care features and activity such as regular reporting on the
number of TCD scans, Covid-19 vaccinations, significant complications and patient care plans.
The Covid-19 immunisation data reflects recent immunisation criteria for children and shows
different age cohorts and level of immunisation (1st, 2nd vaccine etc.)

The system is gaining capacity for interrogations for TCD centre and practitioner data that will
assist in the Quality Assurance mandate.

Patient Care Plans for individual patients can now be uploaded or a generic care plan for a
service can be uploaded into the patient's records. When the Patient Portal goes live, the
patients will be able to share their care plans with other health care providers such as an
emergeny department in another region.

Page 20 of 40

National Haemoglobinopathy Panel —Annual Report 2021/2022
Published October 2022

e —



ouill®

National Haemoglobinopathy Panel

The New-born Outcomes system also now links into the NHR, and NHSBT teams will soon be
able to upload red cell antibody data onto patient NHR records.

Organisational mapping has been a key feature of the progress of this increased functionality
and accuracy of the database, which Tim Smith (Data Manager, Haematology, Kings College
Hospital) and colleagues have been key in completing. This will be vital in linking up HCC and
SHT dashboards and providing flexibility in interrogating data.

Overall, there is increased practitioner participation and good monthly report output though there
are still some very minor discrepancies being worked out. The possibilities for how this system
can pivot patient care, are exciting, particularly regarding the patient care plans, which has a
direct impact on how patients can be treated in unknown settings.

7.2 NEXT STEPS
The below, reported in April 2022, are some key next steps for the NHR development.
-Upload of patient care plan
-Patient web app scoping
-Implementation of patient app
-Tim Smith and colleagues are working on how to download data automatically from electronic
patient records, to better facilitate data entry.
-IRAS application for generic research is being led by Drs Noémi Roy and Dr Kate Gardner.
-Connection to the NHSE database of deaths.

8. NATIONAL SICKLE PAIN GROUP (NSPG)

The NSPG aims is to ‘Improve quality of care for acute and chronic pain in children, adolescents
and adults and across different health care settings.” The main objectives are to gain
improvements in initial analgesia, staff education, patient information, pain management of VOC
in hospitals, and chronic paing management. Outcomes hoped for include creating access to
staff and patient education material, protocols with clear recommendations that are auditable,
access to chronic pain programmes, research outcomes.

Since being set up in April 2021, the group, led by Dr Sanne Lugthart, have had 5 well-attended
meetings so far and is currently comprised of 35 experts including adult and paediatric
haematologists and CNSes, pharmacists, chronic and acute pain specialist, ED contulstants,
and palliative care/pain specialists, to name a few. There are 4 subgroups within the group;
Acute Pain, Chronic Pain, Education and Research. Details of the subgroup leads and some
projects overseen are depicted below.
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[Fig. 8.i] Pain Subgroup Structure
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Amongst a number of significant outcomes of the NSPG so far, is the Acute Pain Management
Action Plan which was preceeded by an Acute and Chronic Pain management national audit
carried out in July 2021. The action plan has since been distributed to all HCCs for further
disemination and is now published on the NHP Website. This action plan is a welcome resources
in line with one of the recommendations in the No One’s Listening report which states that ‘All
NHS Trusts to develop an action plan setting out how they will ensure compliance with the NICE
clinical guideline around the delivery of pain relief within 30 minutes for sickle cell patients, with
appropriate advice from the NHS England Clinical Reference Group for Haemoglobinopathies
pain sub-group’.

The response to the national pain audit consisted of 39 centres (56 responders) which
completed the audit, with 54% of those being paediatric services and the rest adult. 51% of
responders were LHTs, 33% were HCCs (all centres) and 15% were SHTSs.

The conclusion of the study is summarised below.

-The majority of acute sickle cell pain presentations are managed via the emergency department
and time to analgesia is often delayed (>30 minutes).

-Protocols of pain management in sickle cell disease show a large variation across centres.
-The most common analgesia used were Morphine/Oxycodone for adults and
Morphone/Diamorphine for paediatrics.

-Centres with an ambulatory care service show a trend of reduced ‘time to analgesia’.
-Education and training for different specialities (ED, acute med/paediatric, pharmacy) is lacking
or given infrequently.
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-Few centres (n=14) have a patient satisfaction questionnaire.

Below is a summary of key NSPG ouctomes in the year.

[Fig 8.ii] Pain Subgroup outcomes

Outcomes NSPG
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*Image Credit; Dr S. Lugthart

9. NEWBORN OUTCOME SCREENING

This project is led Amanda Hogan (PHE) and also facilitated by Emma Proctor (PHE). The New-
born Outcomes (NBO) system is set up to refer babies, following a screen positive result (from
the new-born bloodspot programme) for SCD and Thalassaemia, to clinical services.

All labs and associated clinical networks are now live on the system. This means all SCD and
Thalassaemia positive babies born since March 2021 will be on the system. The first six months
had the manual pathway and NBO systems running in tandem, to ensure the system worked
well. Of the 13 labs, 10 have fully transitioned to NBO solution as a sole method of referral, while
transition of the remaining 3 labs is posing a bit of a challenge, particularly in South West region,
which has a small number of cases and testing is difficult. Because the NBO links into the NHR,
it has been advised to transfer the baby records from NBO to NHR instead of creating a new
NHR record.

Of the 579 referrals received in the last 3 years, only 12 were incomplete- i.e. 98% completion.
In the previous manual process there was a 60/70% completion rate re outcome data. 83% of
records are now closed when the new-born pathway is complete with a majority transferred to
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NHR. Centres also receive automated emails when standards are breached or at 6-motnhs of
age, when records need to be closed.

[Fig. 9.i] Number of completed referrals- Old v New NBO system

No. of completed referrals

PREVIOUS MANUAL PROCESS NBO SYSTEM

There were discrepancies regarding matching parental screening results and pre-natal
diagnostic (PND) testing results due to the myriad manual processes. However, an electronic
alert card has now been created and is currently at user acceptability testing stage. This will
automatically link parental screening, PND reports to new-born positive screen records. This will
be available to the labs interpreting the data and for clinicians seeing the families.

10.  NEW THERAPIES

A number of centres have reported the roll-out of Crizanlizumab and Voxelotor treatment with their patients, as
captured in the HCC updates further below. Crizanlizumab is currently available under a Managed Access
Agreement (MAA) while Voxelotor is available via an Early Access to Medicines Scheme (EAMS) with a market
license due to be published June 2022 with a committee meeting due at the end of 2022.

Both drugs have had national guidelines produced by NHP Working Groups, and been disseminated and
published on the NHP Website. There is a patient leaflet also in progress and currently in patient consultation
stage.

Use of other novel drugs haven been reported via the NHP MDT as retrospective cases, noted below. The NHP
will continue to encourage more of these cases to be shared with the panel in order to monitor the use and
trends, as there is awareness that cases presented are not representative of use within the services.

Novel Drug ‘ Reported Instances of Use

Eculizumab 5
Rituximab 2
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11.  STEM CELL TRANSPLANTATION FOR SICKLE CELL

The Sickle Stem Cell Transplantation subgroup, led by Drs Ben Carpenter and Victoria Potter,
continue to meet regularly. Recent focus has been on designing the Adult Sickle Cell Sibling
Allogeneic Transplant protocol, the Adult Sickle Cell Haploidentical Hematopoietic Stem Cell
Transplant protocol, and the monitoring of the current, and growing, sickle transplant cohort from
group members’ centres.

The Group have recently submitted their final draft of the REDRESS protocol -haploidentical
HSCT study for SCD- for Ethics Committee (REC) review, with a view to hopefully roll out the
study in Autumn 2022. The primary end point being Sickle-free survival, based on occurrence
of VOC and transfusion requirement. A national protocol for the Haploidentical HSCT has been
ratified by the group- based on the Vanderbilt/St Marys experience- this protocol will be used
within the REDRESS study, and for patients receiving haploidentical HSCT outside of this study.

The group’s regular meeting also serves as a sharing and learning platform for discussing
patients undergoing transplant. Of the represented centres, there are approximately 8 patients
having undergone transplant from sibling donors; Kings 4, UCLH 1, Sheffield 1, Manchester 2.
Each patient case progress is reviewed as well as general joint learning and consensus on
matters including management of sirolimus levels; rightly interpreting the meaning and
composition of HbS levels, particularly actions that should be taken in the case of mixed
chimerism.
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[Fig 11.i] NHP Transplant Group - Current patient spread
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A formal analysis of the outcomes of the first 10 patients will be taken when this milestone is
reached. The group have also hosted a guest colleague from the Netherlands (Dr Erfan Nor), to
share on their advanced experience of the alemtuzumab TBI protocol for siblings and handling
mixed chimerism. There is a potential for further collaboration.

12. NO ONE’S LISTENING

NHP members, as well as many other clinicians, service providers and patients, were involved
in the enquiry led by the SCTAPPG (Sickle Cell and Thalassaemia All-Party Parliamentary
Group) that was triggered by the death of Evan Nathan Smith in North Middlesex Hospital,
resulting in the No One’s Listening report. This report confirmed the failures in care for sickle
cell patients in secondary care. Following the publishing of the report in 2021, the NHP and
HCCs have been working towards creating awareness and implementation of the
recommendations made by the SCTAPPG. Haemoglobinopathy services have been working
hard, before and after the report to improve the care and wellbeing of their patients, however,
this report brings to the fore the key issue that most of the changes that need to be made are in
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areas outside of and beyond the realms of Haemoglobinopathy teams. Hence a lot of
communication and collaboration has been undertaken by HCCs. Particularly with Emergency
Department protocols and training for non-Haemoglobinopathy clinical staff who come in contact
with SCD patients. This includes letters, training modules and other direct communication to
SHT/LHT leaders, Royal Colleges, Deans, and Heads of nursing. Social media and
presentations at Trust Risk and Governance meetings have also been a means by which
awareness and dialogue towards change are being encouraged. The network was also
encouraged to reach out to NHS Confederation and NHS providers.

12.1 TRUST RECOMMENDATIONS
All HCCs have brought to the attention of their respective Trusts the 7 key APPG

recommendations noted below.

1. NHS Trusts to share findings of all internal reviews into incidents involving serious sickle
cell care failings with the National Haemoglobinopathy Panel so that learnings can be
communicated to haemoglobinopathy teams across the country.

2. All NHS Trusts to develop an action plan setting out how they will ensure compliance
with the NICE clinical guideline around the delivery of pain relief within 30 minutes for sickle cell
patients, with appropriate advice from the NHS England Clinical Reference Group for
Haemoglobinopathies pain sub-group.

3. Royal College of Emergency Medicine and Royal College of Physicians to develop
guidance for staff working in A&E and on general wards making clear that sickle cell patients
should be prioritised for treatment as a medical emergency due to the high risk of fast medical
deterioration, to be distributed by NHS Trusts.

4. All NHS Trusts to require that haematology teams are informed whenever a sickle cell
patient accesses or is admitted to the hospital to ensure the patients clinical history is known
and advice can be passed on regarding their care, with compliance reported via the NHS
England and NHS Improvement specialised services quality dashboards.

5. NHS Trusts to develop individualised care plans for, and in partnership with, each sickle
cell patient, with the patient and any relevant carers provided with a copy of the plan.

6. NHSEI to require NHS Trusts to conduct and report regular audits of patient involvement
in decisions about their care, utilising patient feedback in line with NICE clinical guideline stating
that sickle cell patients (and their carer) should be regarded as experts in their condition.

7. All NHS trusts to ensure that specialised service funding is invested in meeting
recommended sickle cell service staffing numbers.
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13.NETWORK PARTNERS

13.1 SICKLE CELL SOCIETY (SCS)

The Sickle Cell Society continues to amplify the patient voice in society and halls of power, to
educate the general populace on Sickle Cell matters, and to keep patients informed and
empowered in their journey through managing their conditions. The SCS also acts as the
secretariat for the Sickle Cell and Thalassaemia AGGP. As such, their knowledge, perspective,
reach and support has been a benefit to the NHP.

Recently, Chief Executive, John James MBE, shared the Society’s stance on the importance of
reporting to the NHP all deaths in order to allow proper oversight the circumstances surrounding
the deaths but also to ensure these deaths are processed appropriately on an LHT, SHT and
HCC level. They are aware of deaths in the community that indicate possible systemic failures
but which have not been reported to, and hence reviewed by, the NHP.

There is a question on how effectively SHTs and HCCs are communicating regarding Voxelotor,
as some patients were not aware of this drug. SCS believes this falls to the SHTs and HCCs as
other bodies like SCS and GBT are not ethically allowed to promote these drugs.

Most pressing to note was the status of a greater London SHT, in light of their damning CQC
report published in February 2022. It is felt that there should be a clear, fair and consistent
process of assessing whether a Trust can keep their SHT status, in light of such indicting reports,
while taking into account any fragility in the matter and positive efforts that surround the service.
It was noted that there was another Trust in a similar situation a few years ago, and their SHT
status was in question the, but that does not seem to be the case at all for NMH. This is being
taken under advisement by the NHP to consider what action to be taken though, on the face of
it, the HCC would be responsible for handling this.

13.2 UK THALASSAEMIA SOCIETY (UKTS)

The UKTS is an organisation that provides support, awareness, engagement, advocacy and
change instigation in the lives of patients with Thalassaemia.

In recent reporting, Roanna Maharaj shared that the North of England are facing a lot of issues-
racism being a huge factor. Patients fear for their lives following transfusions because of the low
level of care received, and in listening meetings they shared about being told to stop being
ungrateful because the care here (UK) is better than the countries they are coming from and
that if in their home country, they would be dead. This had been shared with Sajid Javid, who
was sympathetic and expressed commitment to the cause.

There were problems noted with initiation of transfusion, particularly with patients transitioning
to new practices/centres, say for university.
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Emergency and inpatient education and training still needs a lot of work with a lot more
Thalassaemia patients presenting than anticipated. There needs to be more done for
Thalassaemia in these areas, just as there is for Sickle Cell Disease.

Other prominent issues for patients in the North were CVAD (Central venous access devices)
maintenance, Exocrine pancreatic insufficiency (EPI) being wrongly diagnosed even as
presentations increase, Liver fibrosis, bone pain, and nutrition (there needs to be a formalised
guidance and specialised Thalassaemia nutrition). Dr Nandini Sadasivam has been instrumental
in this latter area.

Following the UKTS Survey, one of the outcomes was that ethnicity is an issue that affects life
expectancy in the Thalassaemia community. E.g. life expectancy is a lot lower in the Asian
population than in the Mediterranean population. The Asian population have more secondary
conditions that other Thalassaemia populations.

The new clinical standards will have updates on previously-listed topics as well as a few new
ones (e.g. qualitative and end-of-life care. It is hoped to be published 19" October 2022 (National
Thalassaemia Day) or at the UK forum in November 2022.

UKTS have submitted their comments on the Lucpatercept (BMS) for Non Transfusion
Dependent Thalassaemia (NTDT) as part of NICE HTA. Feedback is awaited. The Society are
trying to update the website with news of new Clincal trials with the help of a new employing
who has a PhD in genetics and microbiology.

Some clinical trials to note;
Gene Editing: Vertext Pharmaeuticals,
SLN-124: Silence Therapeutics,

iIMR-697: Imara

13.3 STANMARP (SICKLE CELL & THALASSAEMIA ASSOCIATION OF NURSES, MIDWIVES AND ALLIED
PROFESSIONALS)

STANMAP is a national professional organisation, formally established in 2016, dedicated to
supporting nurse specialists, midwives, health and allied care professionals looking after clients
and their families with, and at-risk of haemoglobinopathies in the UK and internationally. It is
chaired by Nkechi Anyanwu.

A key update for this body is in the educational event which had been delalyed by covid-19 but
eventually took place as a webinar on 13" January 2022. It was well-attended by nurses,
midwives and allied professionals, as well as UKTS and SCS representatives. This was Chaired
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by Dame Prof Elizabeth Anionwu. Presentations from Prof Inusa (NHP), Emma Proctor (PHE)
and Lola Oni (CNS, Brent).

Topics included updates on covid-19 implications and reasearch on haemoglobinopathy
patients, as well as newborn blodspot screening. The Nursing Competencies review by the
Royal College of Nurses was of particular note, in light of the No One’s Listenging report which
highlighted the reduced or absence of adequate nursing eduation in the area of
haemoglobinopathies. Following this, Deans of universities and Heads of Nursing have been
approached consider putting SCD and Thalassaemia care in the nursing syllabus. The
competencies review has lead to agreement on the competencies and there is an approval
awaited, which may take a while due to their hefty waiting list.

The No One’s Listening recommendations are still being reviewed, with the SCS Parliamentary
& Policy Officer giving and overivew on the education day. Retired members and the patron of
STANMAP were acknowledged for their contribution to STANMAP and service delivery locally
and nationally.

It is hoped that the next educational event planned for summer 2022 will be in-person, which
should encourage more networking and collaboration.

There are a lot of workforce issues, including a number of upcoming retirements, presenting the
issue of a loss of a wealth of experience. Retention of nurses is also a difficulty.

13.4 UK FORUM FOR HAEMOGLOBIN DISORDERS (UKFHD)

The UKFHD is a multidisciplinary body of experts who are dedicated to optimise care for all who
live with inherited haemoglobin disorders, through advocacy and development of policy, best
practice, research, patient and professional education, and preventative action. Dr Farrukh
Shah, UKFHD Chair, shared UKFHD updates including several departures and retirements such
as Dr Paul Telfer standing down as Vice Chair, and Lola Oni retiring. Expressions of interest
were to be sentto members to join the committee as formal members — Scotland representatives
included.

Peer review standards are updated with plans for the next cycle of peer reviews underway.
Research meetings led by Dr Telfer have been going well. Roanna Maharaj has catalysed a
revision of UKTS standards for the care of Thalassaemia patients. Chapters have been sent out
for contribution. There is also a new website due for launch in the new quarter, featuring the
new logo.
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14. HAEMOGLOBINOPATHY COORDINATING CENTRE (HCC) UPDATES

While the NHP is made up of representatives from the various HCCs, there is a continued effort
to increase the bonds of understanding and communication between the NHP and the HCCs,
SO as to better champion and guide the process of harmonisation. One such recent effort has
been regular attendance of an NHP representative at HCC meetings and events, which elicits
very insightful problem-solving beneficial to both parties. The recent agreement to host and
promote the HCC curated learning on the NHP website has been one such other endeavour, as
has liaising with the CRG on HCC queries.

HCCs have also been encouraged to share annual reports with NHP so as to reduce duplication
of HCC reporting by excess audits and other reports, a sentiment that has been intimated by
some HCC operational leads. It has also been suggested that perhaps it would be helpful for
NHSEI to share with NHP, SSQD submitted by HCCs to their commissioners.

At the last governance meeting, it was agreed that HCCs should share mortality data with the
NHP, so that appropriate cases, particularly where systemic failure is indicate, could be
discussed at the national MDT.

The Business Operations/Governance meeting also serves as forum for HCC leads to share
updates, challenges and achievements. Below is a summary of these, shared at the April 2022
Business Operations/Governance meeting (noted in alphabetical order).

EAST LONDON & ESSEX

The HCC is currently in the process of preparing the annual report. They have worked hard to
ensure mapping across the network actually works for them as well as NHR purposes. This has
been good for the pan-London paediatric escalation pathway, of which development they are
part. This is complete and with Commissioners now for approval. The next step is to see how/if
it is adaptable for adults needing escalation in this specialist area.

MDT engagement is good, including approval for new therapies for local hospital cases. TCD
QA engagement is good but there is a need to ensure training to maintain skill sets.

There are 2 main areas of challenge; 1) Block contracts — not meeting needs of SHTs to deliver
on requirements, particularly affecting psychology support and staffing. Adoption of mandated
technologies may help with delivering new therapies. 2) There is a problem with commissioning
and designating of one of the SHTs (Queens Hospital) due to infrastructure of delivery of
specialist care. This impacts other SHTs. This has been ongoing or a number of years. There
are potentially some changes in working models in East London that may change this.
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EAST MIDLANDS

The region is still struggling with finances. Not because of unknown factors but due to the
previous network in place and now it is not clear which is new or old money. Block contracts
have further increased the confusion. Getting clarity on this has been challenging.

There has been patient reluctance re Crizanlizumab but Nottingham were due to start their first
patient in the first quarter of 2022/2023. The HCC had been working with Citizens Advice on a
welfare role and have appointed to that.

NHR mapping has brought clearer perspective on some centres, particularly east of the region
e.g. Peterborough Hospital. Commissioners have been contacted and will be meeting to take
things further.

NORTH CENTRAL LONDON AND EAST ANGLIA

There was successful roll-out of Crizanlizumab at UCLH and across the network, including
LHTs, though there is an issue of lack of capacity at the larger centres, due to no concurrent
funding for staffing to deliver this intervention.

Cambridge has successfully become an SHT, however it has not been allocated any funds to
carry out functions. Major challenges around staffing at the North Middlesex for which there are
attempts to address. MDTs for sickle cell and thalassaemia/rare anaemia very successful and
well attended across multiple regions. Educational programme ongoing and popular across the
network.

NORTH EAST & YORKSHIRE
The regional lead concurs with the summary of challenges shared by North West lead. North
East & Yorkshire is up and running with Crizanlizumab and adult transplants are going through.

There have been good results aligning Bradford, which is done via outreach from Sheffield.
While this is good for Bradford, it has raised issues regarding lines of responsibility and funding.
There has been discussion about 24-hour cover rota for north of England, which is an important
requirement that an SHT have 24-hour outreach advice available from specialists. There needs
to be different rotas for paediatrics and adult haematologists but clinician numbers are not
sufficient.

Difficulties engaging with SHTs is not always due to reluctance. As an example, two SHTs are
run by one part-time haematologist who does a little in both centres, nurses have limited
capacity, and all have multiple commitments. With increasing referrals and admissions, there is
a worsening strain on skeleton staff available. While increased referrals are a sign of success of
the Centres, it could backfire with inadequate infrastructure.
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NORTH WEST

Following the recent APPG on Thalassaemia report, there is clearly a need for more
development in Thalassaemia and Rare Anaemias in the North. There has been one death,
reported to the HCC, in March 2022. The HCC clinical lead is awaiting a report but aware it was
a heavily iron-loaded patient found dead at home. The GP would not sign the death certificate
and this is now a coroner’s case. Once discussed at HCC it will be brought to the NHP.

It has been acknowledged that there are discrepancies in MRI iron assessment tools within the
region. Two-monthly, hourly teaching sessions on Thalassaemia and rare anaemias have been
running for 6 months and proving very effective, with good feedback. A significant number of
iron overloaded patients have gone down to good levels once on the right dosage of treatment.
Barriers to this balance is not knowledge, but time and manpower for the continuous monitoring
etc., which are a real struggle, especially as a single haematologist with other haematology
demands and clinics. Thalassaemia is an orphan service in the North and has many challenges
and needs.

Training in the North/outside London is limited-to-absent for Thalassaemia, with variation in
practice across the region. There needs to be more than HCC MDTs which are also very helpful.

Poor patient attendance is also due to patient/patient guardians’ life demands (work/school etc.),
multiple attendance and inconvenient Clinic/Day Unit times. Hence, not all nhon-compliance.
These patients then slip through the net and develop morbidity, often not attending until very
sick, which is often late.

A lot more attention and discussion is needed. HCC lead has proposed to do an audit to see if
this is only an issue in the North, and to address issues such as: the general iron loading levels
across the nation, whether there is variation in iron loading across ethnicities, whether there is
adequate iron chelation support systems for patients struggling with this issue.

SOUTH EAST LONDON AND SOUTH EAST

The HCC has been giving patients Crizanlizumab for about 6 weeks to April 2022, though
currently only at King’s College Hospital and Guy’s & St Thomas’ Hospital. The other SHTs in
the region have not yet started and this need for progression is recognised. Tim Smith,
Haematology Data Manager was kindly covering the HCC manager until Liliana Duarte
commences the role on the role on 11" July 2022. There has always been a decent programme
for regional education, led by Dr Subarna Chakravorty, but the HCC will also feed into the
proposed national, HCC curated education scheme. There has also been noted a problem at
Guy’s & St Thomas’ regarding iron assessments, though mainly for Sickle and not Thalassaemia
patients. One workaround was booking FerriScans on transfusion days, which can reduce the
substantial diary burden.
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SOUTH WEST

A Crizanlizumab pathway has been set up in the Bristol Trust and the first patient due to be
infused in May 2022. The HCC have however found it difficult to engage other centres in the
region in getting this up and running. There has been heavy involvement with the sickle pain
CRG subgroup which is a fully staffed team with Pharmacist, Psychologist, MDT Coordinator
and patient support worker.

WESSEX AND THAMES VALLEY

The HCC has had an unexpected and unexplainable doubling in the amount of admissions for
a wide range of issues including sickle crises. The cause is uncertain. They are working on the
Crizanlizumab pathway with some patients on Voxelotor. Lesley McCarthy, education lead, is
collaborating with other HCC education leads to share ideas and not duplicate. Proposal sent to
Professor Baba Inusa. The service Managers group is still ongoing, coordinated by WTV HCC
Manager, Manuela Sultanova, with variable attendance, but proving a good platform for support,
and information sharing.

WEST LONDON

Referrals for Crizanlizumab have been received from all SHTs and the first patient has been
treated recently with no barriers to delivery of care. HCC MDT is going well with good quantity
of referrals across North West and South West. Some challenges engaging LHTs with the MDT
which may be due to the fact that consultants in LHTs are not Haemoglobinopathy specialists
and cannot attend all MDTs for the broad areas they cover.

Medical Workforce challenges are present in North and South West London with vacant
consultant posts. The recent departure of Lola Oni has left a gap in substantial specialist nursing
expertise across the region. A new HCC education lead has now been appointed and the
education programme is going well, with sessions available via the HCC’s website and YouTube
channel.

An adult sickle cell disease guideline for the region is close to completion, with the paediatric
guideline in the works. Dr Kofi Anie MBE shared this with the PPV group which he facilitates. Of
their various work streams, a key area is involvement in audits. They have also been involved
in educational sessions; notably one on pain management and one regarding A&E education.
The PPV are keen that the HCCs feedback on SUIs, particularly if involving system-wide issues.
Professor Mark Layton and Dr Kofi Anie MBE wrote to all the Trusts regarding the No One’s
Listening report and Trusts have responded with promises of what they will do. PPV group are
keen to know more about the outcomes of this.

WEST MIDLANDS

The year in question started slow due to delays in recruiting a network manager, who has now
been in post since circa November 2021. Things are now moving at a reasonable pace. The
region’s website has a due launch date of May 2022. There have been various non-haematology
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targeted training/education events, arranged by Dr Shivan Pancham. Attendance to these
events were the challenge as it was not people’s core interest/need. There is collaboration with
East Midlands to host an annual Midlands Education Day in June 2022, addressing adult and
paediatric haematology. The HCC had their first Crizanlizumab patient early in February 2022,
within the adult team. There have since been about 8 patients. Education is still generally a
challenge. The national coordinated effort is good. Further challenge in recent months (to April
2022) has been trying to influence and improve the community teams, as HCC does not have
direct influence on their staffing or finance. There are efforts to liaise with Commissioning teams
on this but it has been hard. There are a significant numbers of parents with children under 5
awaiting new commissioning for SCT and concerned that once they pass that age, it will be more
difficult as they will not automatically qualify.

Page 35 of 40

National Haemoglobinopathy Panel —Annual Report 2021/2022
Published October 2022

e —



ouill®

National Haemoglobinopathy Panel

15. NHP LOOKING FORWARD

Areas the NHP will be looking to strengthen in the coming year, will be the training and education
roll-out, particularly in optimising the learning outcomes and content from the National MDTs, an
exercise which is already underway.

The NHP are currently in talks with an organisation who are keen to support a training event for
new therapies. It is hoped that this may come to fruition by the end of the calendar year.

The NHP intend to continue developing the website to be a resource for up-to-date policy, clinical
and patient information.

A series of short profiles featuring significant personalities within the history and development of
the haemoglobinopathy sector is also due to be developed in the latter part of the year.

There will be a focus on updating and monitoring clinical trials taking place nationally within our
network.

The NHP plan to carry out an audit for HCC activities covering education, training and clinical
trials, amongst others.

Following highlighted discrepancies observed in iron overload assessments, flagged by Dr
Nandini Sadasivam in her update on the North West HCC, and the role that variations in
FerriScans vs MRI T2 scans played in these, there will be an evidence gathering exercise and
possible policy application regarding standardisation of this process. This issue has notable
impact on patients’ health and safety.

We are expecting, in place of the current governance and responsibility document, a service
specification outlining key expectations/deliverables for the panel, which we welcome to position
ourselves for 2023/2024.

Drive for more equity and range in regional representation at the monthly MDT meetings, as well
as the variety of clinical scenarios etc.

Obtaining robust access to NHR data and reporting, to enhance activity oversight and avoid
delayed action and duplication of data requests to HCCs.

Continued engaging and supporting of Trusts to achieve the 7 key recommendations for Trusts
from the No One’s Listening report around the following issues, and which effects are echoed in
updates from HCCs:

1) Sharing internal reviews with NHP

2) Trusts developing pain action plans in line with National Sickle Pain Group

3) Royal College of Emergency Medicine and Royal College of Physicians developing guidance
for A&E staff
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4) Trusts informing Haematology teams on SCD patient admissions

5) Trusts developing individualised care plans in partnership with/accessible to patients/carers
6) Trust conducting regular patient audits and reporting to NHSEI

7) Trusts ensuring specialised service funding meets SCD staffing needs
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0 Date
Ql Q3 Q4 Total
MDT Cases 8 13 7 13 41
Quarter 4 - 2021/2022
Jan Feb Mar Total
MDT Cases 5 3 5 13
. 2021-22 - Year

HCC Region Ql Q2 Q3 Q4
East London & Essex - - - - 0
East Midlands 1 1 - 2 4
North Central London & East Anglia - 3 - - 3
North East & Yorkshire - 1 - 1 2
North West 2 6 1 3 12
South East London & South East 2 2 4 3 11
South West 1 - - 1 2
Wessex and Thames Valley 1 - 1 1 3
West London - - - 1 1
West Midlands 1 - 1 3
NHP Total 13 13 41

Adult/Paediatric Split Q1 Q2 Q3 Q4

to Date
Adults 6 9 6 8 29
Paediatric 2 4 1 5 12
. . 2021-22 - Year

Case Diagnosis Q1 Q2 Q3 Q4
HbSS 7 12 5 8 32
HbSc 1 - 1 1 3
Thalassaemia - - 1 0 1
Rare Anaemia - 1 - 2 3
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Primary Theme Q1 Q2 Q3 Q4 202:(;2;3;:‘3“
Stem Cell Transplant 5 10 3 7 25
Novel Treatment - 1 4 2 7
Mortality Review - 1 - - 1
Urgent (email) Case 1 - - 3 4
Complex Haemoglobinopathy/Comorbidity 2 - - 1 3
IVIG Therapy - 1 - - 1
2021-22 - Year
Transplant Cases Q1 Q2 Q3 Q4
Sibling Matched 5 5 2 3 15
Haplo Matched - 5 1
Matched Unrelated Donor - - - 1 1
Transplant NHP Outcome Q1 Q2 Q3 Q4 202::;3;:“’
NHP recommended to refer 5 6 3 6 20
NHP - not recommended, repeat review * n1 - 2 - 1 3
NHP - not recommended - 2 - 1 3
Successful Referral Rate 100% 60% 100% 75% 76.9%
Novel Treatment Confirmed Instances of Use reported to 2021-22 - Year
NHP i a Q2 a3 Q4 to Date
Eculizumab - 1 3 1 5
Rituximab - - 2 - 2
Total Instances of Use * n2 0 1 5 1 7
Retrospectively Referred * n3 0 1 3 1 5
Retrospectively Referred % 0% 100% 100% 100% 100%

Return to reference Paragraph

* Note - n1 - Outcome is recorded as not to currently recommend, but that a case might be brought back for repeat
review at a later point once appropriate actions taken / criteria met.

* Note - n2 - The number of instances might exceed NHP MDT case numbers since drug consideration might be
additional to the primary theme and or multiple drugs might be considered.

* Note - n3 - NHP is aware instances of use might not yet have been presented to the NHP MDT. The NHP will seek
to retrospectively review any such instances.
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National Haemoglobinopathy Panel
Responsibilities and Governance - 21/22

Background

As part of the national services review of haemoglobinopathy services, a new model
of care was commissioned from October 2019 to support access to specialist services
and clinical expertise to provide equitable access across the country.

There are four elements to the model of care, all of which are commissioned by NHS
England Specialised Commissioning with the exception of the Local Hospital Teams
(who remain the commissioning responsibility of Clinical Commissioning Groups
(CCGs). The commissioners’ areas of responsibility are outlined within the NHS
England/Improvement Manual for Prescribed services.

e Local Hospital Teams (LHTs) provide clinical services with support from the
Specialist Haemoglobinopathy Teams (SHT). They are part of a network led
by Haemoglobinopathy Coordinating Centres (HCCs). They may also
undertake additional interventions with support from Specialist
Haemoglobinopathy Teams (SHT).

e Specialist Haemoglobinopathy Teams (SHTs); across the country, provide
clinical services including specialist interventions and work with LHTs to
enable equitable access to high standards of care. There are 23 SHTs.

e Haemoglobinopathy Coordinating Centres (HCCs) provide network
development, leadership, learning and education across their network area.
Through the networks, LHTs and SHTs are able to access specialist advice
and support. They also support the National Haemoglobinopathy Panel in
the management of the most complex cases. There are 10 HCCs for Sickle
Cell Disease (SCD) and four HCCs for Thalassaemia.

e The National Haemoglobinopathy Panel (NHP) supports the HCCs, to
provide expert advice on options for individuals with complex needs living with
SCD, thalassaemia or rare inherited anaemias. The NHP also supports
decision making on novel treatments, improving access to interventions and
clinical trials.

e The NHP is commissioned through the NHS England/Improvement with the
London specialised commissioning regional team currently holding the
contract.

This document outlines the governance of the NHP and relationship between
the NHP and CRG
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1.0 Core Functions of NHP

The NHP is the operational arm of the strategtic leadership provided by the CRG for
NHS England/Improvement for the delivery of Haemoglobinopathy services.

The core functions of the NHP are firstly to host the national MDT and secondly to
realise the aims of NHS England and NHS Improvement..

The NHP Chair is a clinician, appointed from the HCC hosting the NHP and leads the
NHP meetings. A Deputy Chair is elected from the core membership of the NHP. It is
expected that these roles will be recognised in job plans.

The NHP Chair or delegated clinician from the NHP will be an affiliate member of the
CRG. The NHP reports to the CRG on any emerging themes that may need review
of policy or commissioning arrangements.

The NHP will provide the following functions:
1.1 Strategic

e Co-ordinate leadership for HCCs in alignment with the strategic requirements
of and NHSE/I and the CRG.

e Lead the delivery of a nationally consistent approach to specialist care through
the national MDT.

e Provide a governance and assurance process/route for NHSE/l approved
policies which require outcome reporting. These reports will be reported to the
CRG quarterly basis with an annual summary report and will include as a
minimum access to high cost treatments and therapies/policies.

¢ Inform the CRG on suggested policy or guideline requirements that arise from
feedback from HCCs or from emerging themes from the MDT.

e Provide leadership, upon CRG request, to coordinate workforce expansion
through collaboration with HEE, Medical Royal Colleges and other professional
bodies.

e Coordinate educational provision between HCCs and provide learning where
the NHP role provides expertise.

e Maintain a national list of live clinical trials and research to enable access for
patients across the country and ensuring that the HCCs are provided with the
information.

e Support the development and review progress of Trans-Cranial Doppler (TCD)
screening Quality Assurance by working with HCC TCD leads.

1.2 Complex Patient MDTs

e Run monthly MDTs to support the management of complex cases and decision
making around access to novel treatments. The MDT will involve the following
people:
= The NHP Chair and/or Deputy
» Experts in specific disease/treatment areas such as Rare Inherited

Anaemias, Thalassaemia, Paediatric Sickle Cell Disease, Adult Sickle Cell
Disease, Blood Transfusion, Haematopoetic Stem Cell Transplant (HSCT),
and Gene Therapy
National Haemoglobinopathy Panel Governance and Responsibilities — Draft v Final draft v2.0 21/22
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= HCC Clinician(s) from each HCC

= Referring clinician

* Pharmacist

= Psychologist

» Nurse specialist

» Invited experts as needed depending on cases such as individuals from
Neurology, Cardiology, Chronic Pain, Nephrology, Hepatology,
Respiratory, Urology, Ophthalmology, Orthopaedics, Fertility, Endocrine
and Metabolic Disease

Quoracy is based on the minimum attendance of:
= NHP Chair or nominated deputy
= Specialistin the relevant area appropriate to the patient (i.e. Adult/paediatric;
SCD, Thalassemia, Rare Anaemias; HSCT/ Gene therapy)
= Nurse specialist
= HCC Clinician/s from the referring HCC

The NHP MDT will also;

Provide national expert opinion on the need for referral for novel and/or high cost
treatments such as Haematopoetic Stem Cell Transplant (HSCT) and Advanced
Therapy Medicinal Products (ATMPs).

Support the introduction of commissioned innovative therapies by acting as a national
panel to consider individual patient requests for these agents

Referrals will come via the relevant HCCs/HSCT to ensure they have oversight and
are providing the necessary support to the SHTs and LHTs within their network.

The NHP MDTs will use remote technologies to enable all HCCs to take part without
needing to travel to the NHP location. The NHP chair (or nominated deputy) will review
the referred cases to ensure their eligibility for either the monthly MDT or for urgent
MDT consideration.

Where urgent cases need consideration prior to the next monthly MDT, the NHP will
convene an MDT via email to gain consensus on the treatment pathway for the patient
(quoracy for this email MDT will be as above). Members will have up to seven days to
respond, after which the Chair (or nominated deputy) will compile the panel's
recommendations which will then be submitted to the referring clinician.

The NHP will maintain a list of clinical experts who may be co-opted for meetings or
for advice between MDT meetings as required.

The NHP will host an annual half day educational meeting to review outcomes and
learning from the decisions of the NHP. This will ensure transparency and learning
with the wider haemoglobinopathy community.
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1.3 Training

The NHP will co-ordinate/publicise education and training being delivered by the HCCs
and other national providers. If gaps are identified, they will work with others to identify
how the gap can be closed. This may include but is not limited to;

Best practice guidelines and pathways

Training materials

Research and clinical trials information

Education and Network ‘days’

Training events based on identified requirements, which may include training/
education on new therapies, bone marrow transplants, rare anaemias, etc.

2.0 Governance
2.1 Governing Body

The NHP governing body is accountable to the NHS England and NHS Improvement
via the CRG who will oversee the work of the NHP, supporting transparency in decision
making and contributing to the development of the NHP role and strategic direction of
haemoglobinopathy services.

The group will meet annually as a minimum. Its functions will include: review of the
performance of the NHP, including achievement of its Key Performance Indicators and
completion of work plan. It will also provide feedback on HCC functioning, equity of
access to new therapies, TCD Quality assurance to the CRG and the commissioner.
It may bring other issues raised to the notice of the CRG.

The Governing Body will have a wide representation to include the NHP Chair and
Deputy Chair, HCCs reps, a member of the CRG, the NHS England/Improvement
Lead Commissioner, the NHR and Patient societies.

2.2 NHP governance principles

e Al HCCs are contractually required to collaborate with the NHP and participate
in MDTs for their patients.

e Patient and public voice (PPV) representation must be involved in the non-
clinical components of the NHP.

e Paediatric and adult expertise is a requirement for the running of the NHP as
well as the full range of clinicians within the MDTs.

e Clinical responsibility for any patient referred to the NHP stays with the treating
clinician. Consideration will be given as to whether there needs to be shared
care arrangements where ongoing expert advice and oversight is required. The
NHP will ensure the necessary governance arrangements are in place between
the NHP and HCCs to ensure there are no breaches of patient data protection
and confidentiality (Information Governance).
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2.3 NHP deliverables

o Quarterly report to be provided to the CRG and National NHS
England/Improvement lead commissioner on all outputs and outcomes of
policies / ATMP audits that require NHP oversight and outcome scrutiny.

o Outcomes and outputs are required to have explicit MDT metrics which will
be reported through the annual and quarterly reporting.
o Annual report to be provided on the outputs and outcomes of the NHP will

be provided to the regional and national NHS E/I lead commissioner and to
the CRG (to be received by the end of Q1 (June) of each year for the
previous year).

. Minutes of MDT meetings and outcomes of clinical discussions will be
recorded and distributed in a timely manner to stakeholders.

. Summary of all cases referred to the NHP with the outcome of this referral
will be kept and summarised in the annual report and in an annual meeting.

. Minutes of the governance meetings (Patient identifiable information should
be redacted) will be recorded and shared with the CRG for review and
oversight.

. NHP documentation (which should be version controlled) and

communication of these should be shared with the CRG, HCCs and SHTs
in a timely manner.

3.0 NHP accountability arrangements
3.1 The CRG

The NHP is accountable to NHS England and NHS Improvement for governance and
accountability and reports in to the Haemoglobinopathies CRG. The CRG will support
the work of the NHP in the development of policies and communications and in turn
the NHP will support the work of the CRG through providing feedback on how the
wider haemoglobinopathy system is working.

The Chair of the NHP (or nominated deputy) will be a co-opted affiliate member of the
Haemoglobinopathies CRG. The member will be responsible for providing quarterly
and annual reports and raise any queries with the CRG for advice.

The NHP will provide leadership for HCCs in alignment with the requirements of the
CRG and will lead the delivery of a nationally consistent approach to specialist care.
The NHP will report to the CRG any emerging themes that may need review of policy
or commissioning arrangements.

3.2 Relationship with HCCs

The performance of HCCs will be monitored by the appropriate Regional specialised
team responsible for that HCCs contract. The Regional specialised team is expected
to monitor outcomes including outcomes from QSIS and peer review.

The NHP will not directly monitor the performance of HCCs but may be made aware
of issues regarding workforce, process and outcome issues either from the HCC
directly or via other sources. In this situation, issues or concerns pertaining to a
particular HCC should be raised with the appropriate Regional specialised
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commissioning team responsible for that HCCs contract. If these are generalised,
country-wide concerns, they should be collated and reported directly to the HCCs
contract holding Regional specialised commissioning teams and the CRG/ lead
commissioner for oversight.

The NHP can provide advise and support to HCCs and regional specialised
commissioning teams on the development of workplans and/or Service Development
Improvement Plans to address specific issues at HCC or SHT level.

The NHP will provide oversight on quality assurance (QA) for the Trans-Cranial
Doppler services by working with the HCC TCD leads.

3.3 Responsible commissioner

The NHP was selected from bidders who had been approved as an HCC. The NHP
will be commissioned for three years under an NHS standard contract with the
provider, after which time it will be reviewed and may be retendered. If the
commissioners feel the NHP is not delivering the core functions set out in this terms
of reference, the relevant clauses of the main contract will be enacted and could result
in transfer to an alternative provider prior to the end of the three-year period.

The NHP will formally report to the national CRG lead commissioner as part of NHS
England and NHS Improvement governance and assurance. The contract
governance for the NHP is currently held with the London region Specialised
Commissioning. Service concerns and issues should be be raised through the
national lead commissioner who will work with all regional commissioning leads.

4.0 Key Performance Indicators
Quarter one 21/22

e Annual report to be presented to the CRG for 20/21

e Quarterly report to be presented to the CRG for (21/22)

e Undertake survey of the HCCs to assess the success of the functions of the
NHP — this will be reported back to the CRG in Q2

e Review of referral criteria to be undertaken with version control

e Review of all documentation and version control (including Terms of Reference)

Quarter two — 21/22
e Q2 quarterly report to be presented to the CRG
e Ongoing assessment of training needs of the HCCs (and included in quarterly
reports)
e Feedback to CRG on HCC survey
Quarter three — 21/22

e Q3 quarterly report to be presented to the CRG

National Haemoglobinopathy Panel Governance and Responsibilities — Draft v Final draft v2.0 21/22
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e Report on progress in including any HCC & PPV engagement, the number of
cases considered routinely/ urgently and the outcomes. This report to be sent
to both the CRG and the national lead commissioner. The report will be shared
with the other seven regions for continuity.

Quarter four - 21/22

e Q4 quarterly report to be presented to the CRG
e Review and assurance of TCD Quality review project
e Begin preparation for Q1 22/23 annual report

5.0 Review

The governance and responsibilities document will be reviewed annually by NHSE/I
national lead commissioners and CRG to ensure it remains fit for purpose and to
enable the review and revision of the NHP KPIs.
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ABOUT THE SCTAPPG

The All-Party Parliamentary Group on Sickle Cell and
Thalassaemia (SCTAPPG) was formed in December 2008 with

the aim of keeping sickle cell and thalassaemia on the political
agenda and facilitating a two-way dialogue between policymakers
and those affected by sickle cell and thalassaemia.

The SCTAPPG holds regular meetings and has published a number of policy reports on
issues such as the institutional failures of Personal Independence Payment for those living
with sickle cell and thalassaemia, the lack of representation of sickle cell and thalassaemia in
the education of pre-registration nurses and midwives, the impact of prescription charges for
those living with sickle cell and thalassaemia and the effect of the Covid-19 pandemic on the
sickle cell community.






FOREWORD

The All-Party Parliamentary Group on Sickle Cell and Thalassaemia
(SCTAPPG) exists to argue the case for more understanding of sickle
cell and better treatment for those who live with the condition.

In the past we have produced reports on the
treatment of people living with sickle cell in the fields
of employment, NHS care and the benefits system.

This report was triggered by the Coroner’s report into
the death of Evan Nathan Smith in North Middlesex
hospital. Evan was a young man with his whole life

in front of him. The mistakes made in his treatment
leading to his early and avoidable death brought into
sharp focus the lack of understanding of sickle cell,
the battles patients have to go through to get proper
treatment and the terrible consequences which can
come about as a result.

Following the publication of the Coroner’s report
earlier this year, the APPG held three evidence
sessions, hearing from patients, clinicians and
politicians. We took evidence from a wide range
of witnesses and received over a hundred written
submissions. We are profoundly grateful to all who
contributed. This report is a result of that evidence.

The findings in this report reveal a pattern of many
years of sub-standard care, stigmatisation and lack

of prioritisation which have resulted in sickle cell
patients losing trust in the healthcare system that is
there to help them, feeling scared to access hospitals,
expecting poor treatment from some of those who
are supposed to care for them and fearing that it is
only a matter of time until they encounter serious
care failings.

Underneath the individual recommendations in the
report are two more fundamental points. The first

is a deep sense of anger and frustration that many
of these failings have been pointed out in different

ways before but have not been properly acted upon,
leaving people with sickle cell to go through the
same enormously distressing experiences over and
over again.

The second is the question of race. Sickle cell is a
condition that predominantly affects black people.
People of every race have a right to equality in health
treatment. Yet the experience of people living with
sickle cell is that the failings in treatment and the lack
of understanding outlined in this report show deep
inequality in the healthcare system. This is a serious
and longstanding issue which must be addressed.

The publication of this report must lead to major
change in the care sickle cell patients receive. We
have made a number of recommendations based on
the evidence we received and call on the Secretary of
State for Health and Social Care, NHS England & NHS
Improvement and the numerous other stakeholders
we have directed recommendations at to prioritise
taking action.

In the APPG we hope that the greater awareness of
health inequalities following the pandemic results

in urgent action to ensure sickle cell patients finally
receive care at a standard to which they are entitled,
and for which they have waited far too long.

Rt Hon Pat McFadden MP
Chair, All-Party Parliamentary Group
on Sickle Cell and Thalassaemia

Foreword





EXECUTIVE SUMMARY

Our inquiry sought to examine the level of care sickle cell patients receive
when accessing secondary care and to determine the action that is required

to improve care for sickle cell patients.

While many patients we heard from were keen

to highlight their gratitude to those healthcare
professionals who go above and beyond in the care
they provide, we heard that this level of care is sadly
not the norm.

Sickle cell patients too often receive sub-standard
care, with significant variations in care depending

on which staff happen to be on duty or which area

of the country a patient is in. While care in specialist
haemoglobinopathy services is generally felt to be of

a good standard, this is far from the case on general
wards or when accessing Accident & Emergency (A&E)
departments. Care failings have led to patient deaths
over decades and ‘near misses’ are not uncommon.
There is routine failure to comply with national care
standards or NICE standards around pain relief when
patients attend A&E. Shockingly, this sub-standard care
has led many patients to fear accessing secondary
care, or even outright avoid attending hospitals.

A significant factor in the sub-standard care sickle

cell patients often receive is a lack of effective joined-
up care. The evidence we received highlighted that
communication failings between different departments
within the same hospital often impact sickle cell

care. Patient care plans that have been specifically
developed to ensure routine care are often ignored.

Executive summary

Community care for sickle cell patients is generally
inadequate or non-existent which leads to
unnecessary admissions to hospitals.

We were told that awareness of sickle cell among
healthcare professionals is low, with sickle cell
patients regularly having to educate healthcare
professionals about the basics of their condition at
times of significant pain and distress. We heard from
patients and clinicians alike that this low awareness
arises from inadequate training in the condition for
trainee nurses and medics.

Partially as a result of the low levels of awareness
and insufficient training in sickle cell, patients are
regularly treated with disrespect, not believed

or listened to, and not treated as a priority by
healthcare professionals. Many of those we received
evidence from highlighted the role of racism in

the negative attitudes towards sickle cell patients,
which overwhelmingly affects people with African or
Caribbean heritage.

We also heard that there is inadequate investment

in sickle cell care. Services are under-resourced and
under-staffed and there has been a distinct lack of
investment in sickle cell research and treatments over
decades, right up to the present day.





Based on the evidence we received, the SCTAPPG makes the following
recommendations, separated below by the section of our report in which
they appear:

Sub-standard care on general wards and in A&E

The North London Integrated Care System to
develop a plan for improving sickle cell services, in
partnership with relevant stakeholders, and share
learnings with other ICSs across the country.

Department of Health and Social Care to
commission an evidence review by the Getting It
Right First Time programme examining the case
for and against implementing dedicated sickle cell
wards at all specialist centres.

North Middlesex University Hospital NHS Trust to
engage with Betty & Charles Smith regarding an
appropriate memorial tribute to their son Evan,
such as the naming of a ward after Evan, in line
with their wishes.

NHS Trusts to share findings of all internal reviews
into incidents involving serious sickle cell care
failings with the National Haemoglobinopathy
Panel so that learnings can be communicated to
haemoglobinopathy teams across the country.

Health Education England to develop an
e-learning module based on the national
standards of care developed by the Sickle
Cell Society in partnership with clinical experts
and the UK Forum on Haemoglobin Disorders,
which should be mandatory for all healthcare
professionals providing sickle cell care in high-
prevalence areas.

All NHS Trusts to develop an action plan setting
out how they will ensure compliance with the NICE
clinical guideline around the delivery of pain relief
within 30 minutes for sickle cell patients, with

appropriate advice from the NHS England Clinical
Reference Group for Haemoglobinopathies pain
sub-group.

Care Quality Commission to adopt compliance
with the NICE clinical guideline for delivery of pain
relief within 30 minutes for sickle cell patients as
essential criteria when assessing NHS Trusts.

NICE to revise clinical guideline around pain relief
for sickle cell patients to set out standards relating
to pain management in the entirety of a sickle cell
crisis, not just delivery of the first dose.

Royal College of Emergency Medicine and Royal
College of Physicians to develop guidance for
staff working in A&E and on general wards making
clear that sickle cell patients should be prioritised
for treatment as a medical emergency due to

the high risk of fast medical deterioration, to be
distributed by NHS Trusts.

Care Quality Commission to undertake a thematic
review of sickle cell care in secondary care,
involving direct input from patients and the
Haemoglobin Disorders Peer Review Programme
Clinical Leads, providing guidance around what
good care should look like.

National Haemoglobinopathy Panel to work with
Haemoglobinopathy Coordinating Centres to plan
equitable access to psychological support services
for sickle cell patients who require such support.

Executive summary





Failings in providing

ined-up sickle cell care

All NHS Trusts to require that haematology
teams are informed whenever a sickle cell
patient accesses or is admitted to the hospital
to ensure the patient’s clinical history is known
and advice can be passed on regarding their
care, with compliance reported via the NHS
England and NHS Improvement Specialised
Services Quality Dashboards.

NHS Trusts to develop individualised care
plans for, and in partnership with, each sickle
cell patient, with the patient and any relevant
carers provided with a copy of the plan.

National Haemoglobinopathy Register to
develop capability to host sickle cell patient
care plans that are accessible across the NHS.

The Secretary of State for Health and Social
Care to instruct all Integrated Care Systems
to develop plans to provide community care
for sickle cell patients in their area, including
integration with third sector providers and
community care organisations.

Executive summary

Low awareness of sickle

cell among healthcare
professionals and inadequate
training

« All universities to include comprehensive training
in sickle cell as part of curriculums for trainee
healthcare professionals, covering diagnosis,
presentations, management, acute complications
(such as pain, acute chest syndrome, stroke) and
ongoing care and featuring direct contributions
from sickle cell patients.

+  The Nursing and Midwifery Council and the
General Medical Council to urgently commission
a review of their approach to sickle cell training,
in collaboration with the sickle cell community.

« The NMC and GMC to strengthen requirements
around the level of sickle cell training required for
university curriculums to be approved.

» Royal College of Pathologists to include as part
of haematology speciality training a compulsory
rotation to a large regional haemoglobinopathy
centre for trainees in low incidence regions who
would not otherwise have as much opportunity
to gain direct experience of managing sickle cell
patients.

- Health Education England to provide additional
funding for sickle cell training programmes for
healthcare professionals, including for training
in the delivery of blood transfusions for non-
specialist doctors.






Negative attitudes towards
sickle cell patients

«  Secretary of State for Health and Social Care
to implement charge-free prescriptions for
sickle cell patients.

« Health Education England, the Nursing and
Midwifery Council, the General Medical
Council, universities and other medical training
providers to ensure training programmes
address diversity and racial bias awareness.

« NHS Race and Health Observatory, working
closely with Haemoglobinopathy Coordinating
Centres, specialist haemoglobinopathy
teams, community sickle cell teams, other
professionals involved in care provision
and the sickle cell community, to undertake
a study into sickle cell care in relation to
race and ethnicity, examining the impact of
racist attitudes and the extent of inequalities
in funding and prioritisation for sickle cell
compared with other conditions.

« NHS England & NHS Improvement to require
NHS Trusts to conduct and report regular
audits of patient involvement in decisions
about their care, utilising patient feedback, in
line with NICE clinical guideline stating that
sickle cell patients (and their carers) should be
regarded as experts in their condition.

+ NHS England & NHS Improvement to establish
formal sickle cell patient advisory groups,
based on consultation with the Patient and
Public Voice Assurance Group, to work in
partnership with and conduct oversight of NHS
sickle cell services.

Inadequate investment
in sickle cell care

NHS England & NHS Improvement to provide
increased funding for sickle cell services in
recognition of the consistent underfunding

of sickle cell services when compared with
services for other conditions. This should include
dedicated funding for NHS Trusts to improve
apheresis capacity across the country.

Clinical Commissioning Groups and local
authorities to provide additional funding for

third sector providers and community care
organisations for social prescription in relation to
sickle cell to reduce pressure on NHS services.

Department of Health and Social Care to
convene organisations including Health
Education England, the General Medical Council,
the Nursing and Midwifery Council, the medical
royal colleges and medical and nursing schools
to come together with senior sickle cell service
representatives to engage in effective workforce
planning for sickle cell services, including the
allocation of specialist training opportunities.

All NHS Trusts to ensure that specialised service
funding is invested in meeting recommended
sickle cell service staffing numbers.

UK Research and Innovation and the National
Institute for Health Research to launch dedicated
sickle cell research opportunities, including
supporting and funding research into genetic
therapies to cure sickle cell disorder.

NHS England & NHS Improvement to report
results of Managed Access Programme for
Crizanlizumab to support roll-out following the
drug’s approval.

Executive summary
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SICKLE CELL IN
SECONDARY CARE:
NOT A PRIORITY?

In May 2021, the SCTAPPG launched an inquiry into the care sickle cell
patients receive when accessing secondary care services in the UK. The
inquiry followed a number of high-profile examples of failings in care for
people with sickle cell disorder which contributed to growing awareness
of the challenges sickle cell patients still often face in receiving

appropriate care.

Among the most notable of these was the tragic
death of sickle cell patient Evan Nathan Smith

in North Middlesex University Hospital in April

2019, which received renewed focus following the
publication of the coroner’s inquest into Evan’s death
in April 2021. The inquest found that Evan’s death
would not have happened were it not for failures in
the care he received. With healthcare professionals,
sickle cell patients and their families having
repeatedly highlighted similar incidents, including
avoidable deaths and ‘near misses’, over many years,
the SCTAPPG was determined to highlight the issues
sickle cell patients face when accessing secondary
care.

Sickle cell in secondary care: not a priority?

The inquiry, chaired by SCTAPPG Chair Rt Hon Pat
McFadden MP, featured three oral evidence sessions
held in June 2021, with SCTAPPG members receiving
testimony from expert witnesses including sickle

cell patients, patients’ carers and family members,
clinicians and representatives from relevant
healthcare bodies. In addition, the SCTAPPG issued a
call for written evidence which resulted in the receipt
of over 100 submissions from key stakeholders.

Below, we explore the main themes that emerged
from the evidence we received.





1

SUB-STANDARD CARE ON
GENERAL WARDS AND IN A&E

One of the most consistent themes of the evidence we received was
related to sickle cell patients receiving sub-standard care when admitted
to general wards or attending Accident & Emergency (A&E) departments.

Variations in care: “It really is like a lottery”

Many patients felt that the quality of care they
received was dependent upon factors such as
which staff happened to be on duty. One told
us that “if it is the staff who are familiar with
me then the care is great, if the staff do not
know me then it can be problematic”.! Another
stated that some staff “are exceptional —
dedicated, committed and loved by patients”,
but that “unfortunately, this is the exception
rather than the norm.”?

The latter also noted that care varies “from hospital to
hospital” and the geographical differences in sickle
cell care was another strong theme of the evidence
we received. Liz Blankson-Hemans, a sickle cell
patient, told us: “The standard of care for sickle cell
disease in the UK ranges from very good to extremely
patchy depending on where you live in

the UK.”®

Often, this was thought to be attributable to some
areas having less ethnically diverse populations, and
thus fewer sickle cell patients. One patient told us
that: “Hospitals in areas without a significant ethnic
minority population tend to know very little about
[sickle cell] and treat you like some alien life form”.*

A haematologist based in an area with few sickle

cell patients said that “in consequence staff do not
build up an experience base in management of sickle
cell disease, in particular with acute complications
requiring urgent review or admission.”®

However, others felt that geographical differences

in care standards were apparent regardless of

the patient population in the area. Liz Blankson-
Hemans wrote that “even in ‘good’ areas... it can
vary depending on which pockets you live in, such

as for example, London compared to Hertfordshire,
although they share boundaries and populations of
African, Caribbean or South Asian and Mediterranean
people”.®

Another patient told us: “I live just outside of the
M25 and considering the prevalence of the disease
in London ... | would have expected the care to be
equally as good in my area both in primary and
secondary care and it never fails to surprise me the
lack of knowledge and help that the local healthcare
staff have.”

Anonymous, written evidence
Anonymous, written evidence
Liz Blankson-Hemans, written evidence
Anonymous, written evidence
Anonymous, written evidence
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Liz Blankson-Hemans, written evidence
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The patient went on to state that he will soon be
going to university and worries about the standard
of care he will receive if he attends a university in
an area where sickle cell is less prevalent, noting
that it should be his right to receive “high quality
care regardless of where | am and where | access
the care”’

Reflecting on his experience of living in many
different areas of the country as a sickle cell patient,
Shubby Osoba concluded: “It really is like a lottery
with regards to the kind of care that you receive.
Sometimes the care can be really good, and that
normally is if you’re being seen by a team who
knows you, who have an understanding of what
sickle cell is, and in particular an understanding of
you. | think one of the issues is that whilst you can
get lucky and find someone that does know what
sickle cell is, if you're in the right part of the country,
if you go into hospital at the right time of day, on

a weekday, all of that can help, but if not, then the
chances of meeting someone who even knows what
sickle cell is can be slim.”®

Global Blood Therapeutics’ submission noted

that geographical variation in care “is particularly
important as the geography of [sickle cell] is starting
to change with patients increasingly moving out of
London — home to 25 out of 53 of the listed Sickle
Cell Centres in the UK — to the wider South East
and other urban areas ... All patients, regardless of
where they live, must have equal access to the most
effective care and support available.”

Cedi Frederick, Chair of North Middlesex University
Hospital NHS Trust, told us that the development of
Integrated Care Systems present an opportunity for
hospitals and other providers to work together to
improve services for sickle cell patients and ensure
a more consistent standard of service. While we
welcome Mr Frederick’s assurance that sickle cell
will be a focus of the North London Integrated Care
System, it was disappointing that our invitation for a
representative from the North London ICS to provide
evidence to our inquiry was turned down and that
there has been no subsequent contact from ICS
representatives with the SCTAPPG or the Sickle Cell
Society. Such lack of engagement does little to dispel
the perception that sickle cell is not a priority for
healthcare leaders.

The recent commissioning of Haemoglobinopathy
Coordinating Centres and designation of specialist
haemoglobinopathy services by NHS England & NHS
Improvement are welcome steps towards addressing
the levels of variation in sickle cell care but there
remains much work to be done to achieve uniformly
high-standard services. With all 42 Integrated Care
Systems expected to be fully operational in England
by April 2022, ICS leaders must ensure that progress
continues to be made in the effective commissioning
of sickle cell services.

Recommendation: The North London Integrated
Care System to develop a plan for improving
sickle cell services, in partnership with relevant
stakeholders, and share learnings with other ICSs
across the country.

7 Anonymous, written evidence
8 Shubby Osoba, oral evidence session, 9 June 2021
9 Global Blood Therapeutics, written evidence
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Specialist v non-specialist variation: “Clinicians had not
got a clue or the care was so poor it was negligent”

Patients and their relatives often emphasised
the contrast between their positive experiences
of care in haematology departments with the
care received on general wards or in A&E.
One relative of a sickle cell patient, for
example, told us that the care provided to
her husband on the haematology ward is
“consistently of a high standard”, with staff
who are “caring and are experts in their field.
They understand the physical and emotional
strains of the iliness and are highly skilled,
knowledgeable, and compassionate.” By
contrast, the submission described repeated
issues in A&E, including delays in receiving
treatment, lack of awareness of sickle cell
among staff and, “almost every time my
husband presents at A&E”, having to “battle”
for effective pain relief®

Richard Patching described the care his wife Carol
receives at her regular outpatient appointments at
the haematology unit as “very good” but noted that
the “problems arise” when she attends A&E or is
admitted to a general ward."

June Okochi told us her experience of specialist
services is “really positive”, noting that she has had
“great relationships” with the haematology teams at
every hospital she has been admitted to. However,
June added: “Where | have found the quality of care
to be very poor is Accident & Emergency. In those
specific situations, there’s been a couple of near
misses where my outcomes could have been more
dire than they were. | would say the general care on

the wards as well can be quite poor, depending on
what time of the day, what time of the week, your
relationship with the nurses, etc.”?

Similarly, Zainab Garba-Sani said that her care on
haematology wards tends to be “much better” than
on a general ward “because at least the nurses know
what they’re doing ... so you’re not having to educate
people whilst you’re already in quite a vulnerable
position”13 Kye Gbangbola told us: “Some of my
haematologists have said, ‘call me if you need me to
speak to the hospital doctors’; those calls, | have no
doubt, have saved my life several times over, both
when clinicians had not got a clue or the care was so
poor it was negligent.”

The general consensus among patients and their
carers that care is of a lower quality outside of
haematology departments was supported by
healthcare providers. One haematologist told us that
“many hospitals have insufficient beds for patients
with sickle disorders and as such they may be
placed in non-haematology wards where, at best,
their care needs are not fully met and, at worst, their
condition may deteriorate.”™ Another healthcare
professional noted that “patients have described
difficult experiences of care when they present at
hospital outside of the working hours of the [sickle
cell] specialist care team.”® Whittington Health NHS
Trust acknowledged inpatient care as an area in
need of improvement, following “significant feedback
from patients that care has deteriorated since being
transferred to a different ward””

10 Anonymous, written evidence

11 Richard Patching, written evidence

12 June Okochi, oral evidence session, 9 June 2021

13 Zainab Garba-Sani, oral evidence session, 30 June 2021
14 Kye Gbangbola, written evidence

15 Anonymous, written evidence

16 Anonymous, written evidence

17 Whittington Health NHS Trust, written evidence
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Some felt the solution to the often-sub-standard

care on general wards is to ensure sickle cell
patients are always placed on haematology wards. A
haematologist told us she felt she was “lucky to work
in an environment where my colleagues understand
and support the need for appropriate sickle cell
inpatient management.

This is especially in the case of inpatient care where
sickle cell patients are seen as haematology patients
and prioritised for care on the haematology wards. |
know that this does not always occur in other centres
but | feel this helps to maintain good knowledge of
the staff caring for patients when they are admitted.”®

Others argued that there should be dedicated

wards for sickle cell patients. The UK Forum on
Haemoglobin Disorders wrote: “Similar to other
specialist conditions e.g. cardiac, renal etc., care of
sickle patients in a dedicated ward where nursing
staff are specially trained and acquire the knowledge,
skills and competence to care for this patient group is
essential. Specialist teams can provide good effective
pain relief in a holistic, supportive setting allowing for
the rapid reduction of stress and pain ... Conversely,
being nursed on a general ward, without specialist
knowledge, with a low patient to nurse ratio,

often results in delayed pain relief, more pressure

on the nursing teams and a more antagonistic
environment.”®

Betty Smith, Evan Nathan Smith’s mother, told us that
“sickle cell patients, particularly those with underlying
conditions should not be moved around the hospital
or placed in unsuitable wards with no access to
oxygen or a nurse call bell. It would be ideal to have a
dedicated sickle cell ward in hospitals”.2°

Specialist wards were also advocated on the

basis that it would help to mitigate the risk of
immunocompromised sickle cell patients picking up
infections on general wards.?

Clinicians giving evidence to the inquiry also felt
that dedicated sickle cell wards could be useful,
albeit caveated with reservations about the potential
implications of their introduction. Dr Arne de Kreuk,
Consultant Haematologist at North Middlesex
Hospital, told us that “a dedicated ward is something
that all healthcare professionals have on their wish
list, where you have your own team of nurses and
doctors surrounding you. | think a dedicated ward
would make a difference. However, it could also
backfire, because sickle cell patients can have other
problems, for example post-surgical problems”.?

Similarly, Dr Emma Drasar, Consultant Haematologist
at The Whittington Hospital and University College
London Hospital, said: “We’d like to have, potentially,
our own unit staffed by haematology specialists. The
problem is that can lead to the level of knowledge
within the rest of the Trust falling even further down
and potentially prejudicial attitudes becoming

more entrenched. So it’s very difficult. | think it's a
balance. | think having our own unit where we can
give significant high-quality care, that’s the aim of all
haematologists and nursing staff, people involved in
looking after these people.”®

The general consensus of the evidence we received
is that sickle cell patients should either be treated

on dedicated sickle cell wards or on specialist
haematology wards. We believe it would be beneficial
for the Department of Health and Social Care to
commission an evidence review looking further into
the case for and against implementing dedicated
sickle cell wards.

18 Anonymous, written evidence

19 UK Forum on Haemoglobin Disorders, written evidence

20 Betty Smith, oral evidence session, 30 June 2021

21 Anonymous, written evidence; Anonymous, written evidence
22 Dr Arne de Kreuk, oral evidence session, 16 June 2021

23 Dr Emma Drasar, oral evidence session, 16 June 2021
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Recommendation: Department of Health and Social Care to
commission an evidence review by the Getting It Right First Time

programme examining the case for and against implementing dedicated
sickle cell wards at all specialist centres.
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Deaths and ‘near misses’: “How many other people
have ended up dying in the way that she did?”

We were told of a number of incidents in which
failures in care resulted in patient deaths. Bell
Ribeiro-Addy MP, a member of the SCTAPPG,
told the inquiry of the death of her close friend
Adjuah Annan, who died after being given an
overdose of a morphine-based painkiller during
a sickle cell crisis. Compounding the tragedy,
this followed the deaths of “a few of her cousins
[with] sickle cell [who] had all died before the
age of 25”. There was no inquest into Adjuah’s
death, leading Bell to ask: “how many other
people have been through what [she] went
through and ended up dying in the way that she
did and were not... investigated?” 24

Betty and Charles Smith outlined a catalogue of
failures that led to the avoidable death of their son
Evan. These failings began with Evan’s treatment
for gallstones, a condition more common among
sickle cell patients, which involved Evan having a
stent placed in his biliary duct and his gall bladder
removed. Evan faced repeated delays in receiving
appropriate treatment and there were numerous
errors by medical staff, including failing to develop
and share care plans and missing crucial medical
developments that should have been identified.

Evan contracted sepsis and klebsiella during the
procedure to have his stent removed and was
admitted to North Middlesex University Hospital

the following day. Here, there were again repeated
failings, with the haematology team initially not
being informed of Evan’s admission, despite the A&E
medical staff having been informed that he had an
underlying sickle cell condition.

Once informed of his admission, the haematology
team declined to take lead responsibility for Evan,

meaning his care was led by the gastroenterology
team, who were not specialists in his haematology
condition. There were further treatment delays and
oversights, which included the nurse responsible

for Evan’s care failing to recognise that he was
experiencing a sickle cell crisis, which “resulted in
Evan having to call the ambulance from his bed to
plead for oxygen, but it was refused because he was
already in a hospital bed”. Doctors failed to escalate
findings that confirmed low oxygen saturation levels
and possible onset of a crisis and opportunities were
missed to provide Evan with a blood transfusion that
the coroner’s inquest found would have saved his
life.2

“Sometimes it feels like
you’re living on borrowed
time because you’ve been
in those situations and
you’re just lucky that you're
still alive to be able to tell
the story”

— Zainab Garba-Sani, sickle cell patient

It is clear that what happened to Evan was an
example of experiences that are far too common
for sickle cell patients. In a stark illustration of the
scale of the problem, results of a Coroner’s inquest
into yet another avoidable death of a sickle cell
patient arrived shortly before publication of this
report. The inquest found that Tyrone Airey’s death
from a morphine overdose during a sickle cell
crisis in Northwick Park Hospital in March 2021

24 Bell Ribeiro-Addy MP, oral evidence session, 30 June 2021
25 Charles Smith, oral evidence session, 30 June 2021
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was avoidable, with nursing staff having insufficient
training to provide the care that would have
prevented Tyrone’s death.?®

Rather than the failings in Evan and Tyrone’s care
being isolated incidents, we were told of numerous
‘near misses’ experienced by sickle cell patients in
which they could have had a worse outcome. Sadeh
Graham told us that delayed treatment on a general
ward and the absence of a haematologist led to her
admission to an intensive care unit, remarking: “That
admission, and others have been similar in terms of
the neglect and inadequate care Evan Nathan Smith
received ... [the] difference is that | escaped with my
life.”?

As in Evan’s case, Alex Luke described an incident in
which the care he received on a general ward was
so poor that he felt compelled to call an ambulance
from his ward bed “because the doctors were very
delayed to come to my rescue — for a few days,
actually — and the pain was intensifying, and my
mental health was going down the hill at that point. |
was asking myself, what’s the whole point of staying
here, really?”?®

Most of the clinicians we heard from had experienced
‘near misses’ involving sickle cell patients, often
involving failures during blood transfusions. These
often arise due to poor communication or low
awareness of sickle cell, we were told. A Paediatric
Clinical Lead based in a haemoglobinopathy team
said she had encountered “several” near misses,
“usually relating to failure to identify potential
seriousness of the situation or propensity to
deteriorate rapidly”.2° Dr Emma Drasar told us she
had seen “a significant number of near misses with
my sickle cell patients during my career, the majority
of which have been caused by single point of failure
systems [where one failing part of a system causes
the entire system to collapse, such as having an
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overreliance on one consultant with a specialist
interest in red cell conditions, whose absence causes
problems] and poor education and understanding

of sickle cell disorders in combination with a lack of
resource”.3®

Professor Jo Howard, Consultant Haematologist at
Guy’s and St Thomas’ Hospital and Chair of the NHS
England Haemoglobinopathies Clinical Reference
Group, said that she has encountered “three or four”
such incidents and that they “have always been used
as a learning experience and led to review of services
and service improvements”. However, she added: “It
is important that the same happens with the tragic
case of Evan Nathan Smith. Unfortunately, the case
and the lessons learnt have not yet been shared with
the national haemoglobinopathy community and it is
vital this is done with some speed.”

While findings from North Middlesex University
Hospital NHS Trust’s review have since been

shared with the haemoglobinopathy community, it is
concerning that it took so long for this to occur. The
very least that should happen after serious incidents
of the type outlined above is that lessons are learned
and shared to avoid repetition.

Recommendation: North Middlesex University
Hospital NHS Trust to engage with Betty & Charles
Smith regarding an appropriate memorial tribute to
their son Evan, such as the naming of a ward after
Evan, in line with their wishes.

Recommendation: NHS Trusts to share findings
of all internal reviews into incidents involving
serious sickle cell care failings with the National
Haemoglobinopathy Panel so that learnings can be
communicated to haemoglobinopathy teams across
the country.

26 Mylondon, Sickle cell sufferer, 46, left screaming in agony died after hospital neglect, https://www.mylondon.news/news/sickle-cell-sufferer-singer-

songwriter-21730986. Accessed 8 October 2021.
27 Sadeh Graham, written evidence
28 Alex Luke, oral evidence session, 9 June 2021
29 Anonymous, written evidence
30 Dr Emma Drasar, written evidence
31 Professor Jo Howard, written evidence
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Lack of compliance with national care standards:

“It is life threatening!”

A significant factor in the sub-standard care
sickle cell patients often receive in secondary
care is the lack of adherence to national care
standards, a source of frustration to patients
and clinicians alike.

Sickle cell patient Liz Blankson-Heman asked: “Why
is the standard of care so abysmal in some pockets
despite [there being] a fully authoritative document
written by experts in the field and applicable to

the whole of the UK?” She added that, from her
experience, it seemed that national care standards
“may not be routinely used”.3?

Professor Jo Howard appeared at the same oral
evidence session as Betty and Charles Smith and
noted that a number of the failings in the care

their son Evan received would not have occurred
had national care standards been adhered to. For
example, she said: “One of the national standards of
care that we’ve produced in the document with the
Sickle Cell Society a few years ago was that each
specialist unit should have specialist guidance on
looking after patients with sickle cell disease and
having preoperative guidance is one of those things,
so either there was guidance in place at the hospital
and it wasn’t followed, or it wasn’t there.”3

Likewise, Professor Howard added, “the national
standards for sickle cell say that [for] any patient with
sickle cell admitted to hospital, the haematology team
should be informed, so the 48-hour delay initially in
them even being informed [in Evan’s case] is pretty
shocking and that’s something that would be outside
standards of care. [Informing the haematology team]
should have happened.”®*

“There are many examples
of excellent guidelines
about how to look after
people with sickle cell
disorders around the
country. However, these are
of no use if no one looks at
them.”

Dr Emma Drasar, Consultant Haematologist,

The Whittington Hospital and University
College London Hospital and Chair,

Haemoglobinopathy Coordinating Centres

Written evidence from NICE referred to its clinical
guidelines which state that “an acute painful sickle
cell episode should be treated as an acute medical
emergency ... and that analgesia should be offered
within 30 minutes of presentation at hospital”.3® In
practice, standards around delivering pain relief are
regularly not met.

Jaspreet Kaur told us that “overdue pain relief was
the norm” during her friend’s admissions as an
inpatient®® and Stephanie George wrote that “90%
of the time, | will receive pain relief between 45
minutes to over 60 minutes [after] attending A&E”.*’
Angela Thomas described waiting “in A&E for two to
three hours while my pain got steadily worse until |
was screaming out in pain”®*, while another patient
referred to an incident in which they were left in
“paralysing pain” for almost 24 hours, only to discover

32 Liz Blankson-Hemans, written evidence

33 Professor Jo Howard, oral evidence session, 30 June 2021
34 Ibid.

35 NICE, written evidence

36 Jaspreet Kaur, written evidence

37 Stephanie George, written evidence

38 Angela Thomas, written evidence
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when a new doctor came on shift that the medication
which was part of their care plan, and which they had
been informed was not available, had been available
all along.*®

Another patient wrote: “| have also seen some sickle
cell patients wait so long for nurses to come with their
pain relief, to the point where the patient was crying
so much they could not breath properly because of
the pain.”*® Kye Gbangbola told us: “Every time | have
been in hospital, | have constantly suffered more pain
than necessary due to ward staff not responding to
my medical needs”, including pain relief.#

Evidence from patients highlighted that lack of
compliance with pain relief standards has been

a persistent issue for years, rather than being a
development related to recent pressures on the
health service. The consensus of the evidence we
received was that the failure to deliver pain relief
within the time limits set out by NICE is often a result
of low awareness of sickle cell among healthcare
professionals and stigmatising attitudes that mean
patients are not listened to or taken seriously. Both of
these issues are explored further later in this report.

Clinicians also highlighted the lack of compliance with
standards around delivering pain relief. University
College London Hospital’s written evidence referred
to an audit conducted in 2021 of compliance with
NICE sickle cell pain management recommendations
in A&E, which showed “very suboptimal adherence
(30%)”.42 Dr Shivan Pancham, a Consultant
Haematologist in the West Midlands area, told us

that compliance with the NICE clinical guideline on
pain relief in A&E in her NHS Trust is around 20%,
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compared with over 90% in the haemoglobinopathy
unit.** We were referred to a 2016 survey looking at
experiences of pain relief among sickle cell patients,
which found that only 30% of adults, 48% of children
and 42% of parents felt that pain relief was provided
to them in a timely manner in their most recent
emergency healthcare episode”.*

Dr Emma Drasar noted the frequent failure to deliver
pain relief within 30 minutes and added that there
are also “often delays with subsequent doses which
again leads to poorly managed pain”. Dr Drasar
suggested that this might require a change to the
NICE clinical guidelines to focus not just on the
timing of the first dose but on “overall pain control
within the episode and requisite observations being
performed”.*®

Patients and clinicians told us that sickle cell

patients must be prioritised for treatment, in line

with national care standards. One patient said that
“once it is identified that the patient has sickle cell it
should be escalated as their medical condition can
deteriorate quickly into a life-threatening situation”.%®
Similarly, Betty Smith told us: “Patients with sickle

cell condition should be prioritised as a matter of
urgency particularly where deadlines and timescales
for procedures are specified in patients’ records.”¥” Dr
Shivan Pancham also noted that sickle cell patients in
A&E “should automatically move into our priority line.
The guidelines are there.”*®

Whittington Health NHS Trust told us that they
will be developing and implementing a plan to
increase compliance with the NICE guideline for
patients to receive pain relief within 30 minutes*®

39 Anonymous, written evidence

40  Anonymous, written evidence

41 Kye Ggbangbola, written evidence

42 University College London Hospital, written evidence
43 Dr Shivan Pancham, oral evidence session, 9 June 2021
44  Dr Subarna Chakravorty, written evidence

45  Dr Emma Drasar, written evidence

46  Elizabeth Aiyedofe, written evidence

47  Betty Smith, oral evidence session, 30 June 2021

48  Dr Shivan Pancham, oral evidence session, 9 June 2021
49  Whittington Health NHS Trust, written evidence
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and NHS England & NHS Improvement’s submission
stated: “Further work is underway to improve the
management of acute pain (percentage of patients
being given pain relief within half an hour of
presentation, usually in A&E settings). In February
the [NHS England Clinical Reference Group for
Haemoglobinopathies] formed a multi-stakeholder
pain subgroup to look at new ways of treating acute
and chronic pain in [sickle cell disorder] and to
improve education and research in this area.”*®

It is evident that such work needs to be an absolute
priority for the NHS, given the current widespread
failures to comply with NICE guidelines or to meet the
national standards of care developed by the Sickle
Cell Society, in partnership with clinical experts and
the UK Forum on Haemoglobin Disorders. As one
patient put it to us: “It is life threatening! Delays to
managing the pains leads to ... organ damage and
death ... We are presenting at a hospital because we
need help to make us better.”® Sickle cell patients are
currently being failed by the system that should be
providing them with this help and the consequences
of these failings can be extremely serious.

Recommendation: Health Education England to
develop an e-learning module based on the national
standards of care developed by the Sickle Cell
Society in partnership with clinical experts and the UK
Forum on Haemoglobin Disorders, which should be
mandatory for all healthcare professionals providing
sickle cell care in high-prevalence areas.

Recommendation: All NHS Trusts to develop

an action plan setting out how they will ensure
compliance with the NICE clinical guideline around
the delivery of pain relief within 30 minutes for
sickle cell patients, with appropriate advice from
the NHS England Clinical Reference Group for
Haemoglobinopathies pain sub-group.

Recommendation: Care Quality Commission to
adopt compliance with the NICE clinical guideline for
delivery of pain relief within 30 minutes for sickle cell
patients as essential criteria when assessing NHS
Trusts.

Recommendation: NICE to revise clinical guideline
around pain relief for sickle cell patients to set out
standards relating to pain management in the entirety
of a sickle cell crisis, not just delivery of the first dose.

Recommendation: Royal College of Emergency
Medicine and Royal College of Physicians to develop
guidance for staff working in A&E and on general
wards making clear that sickle cell patients should be
prioritised for treatment as a medical emergency due
to the high risk of fast medical deterioration, to be
distributed by NHS Trusts.

Fear and avoidance of hospitals: ‘l do not trust the people who
have sworn to protect us, because many times they have failed’

A large number of patients told us that their experiences of sub-standard care meant that
they feared accessing secondary care, while others told us that they feel compelled to avoid

attending hospital altogether.

50 NHS England & NHS Improvement, written evidence
51 Anonymous, written evidence
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Patients described a “real reluctance” to attend
hospital®?, “apprehension and avoidance of
hospital”®® and feeling “traumatised and afraid to go
into hospital”®*.

“Why should any one of us
have to prepare ourselves
mentally before we go into
hospital?”

— Ifunanya Obi, sickle cell patient

Kye Gbangbola said that his experiences have left
him with a sense that “it’s better to suffer at home, at
least | will have some level of pain relief”.5® Stephanie
George wrote: “| have anxiety when | have to attend
the hospital because I'm scared of the care | am
about to receive. | do not trust the people who have
sworn to protect us, because many times they have
failed.”®

Jaspreet Kaur told us her friend who has sickle

cell “does everything she can to avoid a hospital
admission, to avoid the mental strain of another
battle with the doctors and nurses when she does
not have the energy to advocate for herself” and that
“delaying admission to hospital sometimes means
that her clinical condition deteriorates rapidly as a
consequence.”?’

Shubby Osoba said that his experiences of secondary
care have been so poor that he saved up £3,000 for
an oxygen machine and “would much rather try and
care for myself ... as opposed to taking the gamble

of going into hospital, potentially being sat in A&E

for hours whilst someone tells you, ‘Have some
paracetamol, have some ibuprofen.”s®
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Dr Emma Drasar noted that the difference between
sickle cell and many other conditions is that sickle cell
patients will continually have to access healthcare
throughout their lives. Therefore, when patients

have poor experiences: “They’re going to be afraid

of going into a healthcare environment then, and
they might stay at home longer when, perhaps, from
a health perspective, that’s not what they should

do, and not what I'd advise them to do as their
consultant.”®®

The fact that so many sickle cell patients have

had such poor experiences of secondary care that
they avoid hospital altogether is an outrage. Such
evidence demonstrates a deep failing in the care
sickle cell patients receive.

Recommendation: Care Quality Commission to
undertake a thematic review of sickle cell care in
secondary care, involving direct input from patients
and the Haemoglobin Disorders Peer Review
Programme Clinical Leads, providing guidance
around what good care should look like.

Recommendation: National Haemoglobinopathy
Panel to work with Haemoglobinopathy Coordinating
Centres to plan equitable access to psychological
support services for sickle cell patients who require
such support.

52 Claire T, written evidence

53 Anonymous, written evidence

54  Anonymous, written evidence
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FAILINGS IN PROVIDING
JOINED-UP SICKLE CELL CARE

A significant factor in the sub-standard care sickle cell patients often
receive is a lack of effective joined-up care. Such failings include poor
communication between healthcare professionals within the same hospital,
non-adherence to patient care plans and the lack of an appropriate level of

community care for sickle cell patients.

Poor coordination within hospitals: “They blamed each other
for what had happened to me when it was an obvious lack of

communication”

The coordination of sickle cell care within
hospitals was highlighted as a particular issue,
with a consistent theme being the failure

to alert haematology teams to the arrival of

a sickle cell patient to another part of the
hospital.

Araba Mensah noted that there is often no
coordination with the haematology team when

her daughter accesses other departments such as
orthopaedics.®® Others highlighted failures to alert the
haematology team when accessing A&E, with a patient
referring to “a lack of willingness to make contact with
the relevant specialists to seek advice which resulted
in severe prolonged pain and trauma”.®'

Sickle Cell Suffolk wrote: “Once we are admitted to
a ward we have to ask the ward [whether they] have
advised the haematology department we have been
admitted. The response is always ‘not yet’. It is our
experience that the haematologist visits the patient
on day three. This is not adequate [and] is purely
because they have not been made aware.”®?

“Our haematologist should
be informed immediately
of our admissions. Not
hours or days after but
immediately!”

— Sickle cell patient

As referred to above, failures to coordinate care

had a particularly tragic outcome for Evan Nathan
Smith. Betty Smith told us there was no evidence
from Evan's records that advice was sought from the
sickle cell team prior to his stent removal procedure,
despite the procedure placing Evan at an increased
risk of sepsis.®®

Furthermore, Evan’s father Charles set out the
failure of A&E medical staff to alert the haematology
team to Evan’s presentation the following day,

60 Araba Mensah, written evidence

61 Claire T, written evidence

62  Sickle Cell Suffolk, written evidence

63 Betty Smith, oral evidence session, 30 June 2021
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despite Evan having informed them that he had an
underlying sickle cell condition: “It was later revealed
that the haematology team were not informed until
two days later of Evan’s admission and a series of
missed opportunities and delays transpired over the
following five days before his rapid deterioration

and death”. Even once the haematology team had
been made aware of Evan’s presence in the hospital,
a failure to coordinate resulted in there being a

lack of clarity as to which department had overall
responsibility for Evan’s care, leading, Charles told us,
to “substandard care” that led to Evan’s death.®*

As Betty Smith told us, Evan’s death was the result of
“a lack of integrated and joined-up working within the
medical teams caring for Evan. Medical teams should
not work in silos when caring for sickle cell patients,
rather in collaboration ... to optimise outcomes for
patients.”®s

Another patient described experiencing severe
pain while under the care of the rheumatology
department and being refused a request to be
seen by a haematologist “because | was under the
rheumatologist’s care”. A CT scan revealed that

the patient had had a stroke, at which point the
haematologist took responsibility for their care. The
patient concluded: “In my opinion this could have
been prevented if they had just communicated with
the rheumatologists about my sickle cell. By this
time, it was far too late for the haematologists to act
... When both consultants came to talk to me, they
blamed each other for what had happened to me
when it was an obvious lack of communication.”®®

The transition from paediatric care to care as an adult
for sickle cell was also highlighted repeatedly as an
area of concern. One patient carer told us that the
transition for her niece took place “without adequate
preparation of what to expect or how different adult
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care is. One minute the family is involved and can talk
to doctors and the next minute [it’s], ‘Sorry, we can
only talk to your niece and, whatever your concerns,
we are sorry, but she is now an adult’, which is very
unhelpful in an already complex situation.”®’

Araba Mensah described her and her daughter’s
carers being halfway through singing happy birthday
on her daughter’s 17*" birthday when a porter arrived
to take her to the adult ward: “We were not given any
warning that she was going to be transferred to the
adult ward and there was no preparation whatsoever.
It was so abrupt and totally brutal.” Once on the adult
ward, her daughter was regularly moved around and
received very little interaction other than to be given
her medicine: “To go directly, without any preparation,
from the children’s ward where there are teachers,
play specialists and one’s parent, to complete
isolation on the adult ward was devastating. The
situation was so horrendous that she felt abandoned,
unwanted and uncared for to such an extent that she
became severely depressed.”®®

“Better communication is
needed between staff. You
communicate with one
staff member and they do
not tell others or write it
down, therefore we are
always explaining things to
different staff”

— Sickle Cell Suffolk patient group

64 Charles Smith, oral evidence session, 30 June 2021
65 Betty Smith, oral evidence session, 30 June 2021
66  Anonymous, written evidence

67 Anonymous, written evidence
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The transition from paediatric to adult care is a known
problem. University College London Hospital noted
that progress has been made in recent years but that
a 2020 peer review of sickle cell services found that
“many services still lack the robust processes needed
to ensure a safe transfer of care to adult services”.®®
Dr Fatima Kagalwala, a Paediatric Haematology

Lead, called for better national guidance on making
the transition from paediatric to adult care, which
suggests those working on the ground feel that they
lack appropriate support to improve the situation.”®

Professor Jo Howard told us of concerted efforts
within her Trust to improve the coordination of care,
including providing joint clinics with renal physicians,
orthopaedic doctors, neurologists, respiratory
physicians, urologists, the pain-management

team, obstetricians and cardiologists. A policy for

peri-operative management was developed with
the anaesthetic team and the haematology team is
informed of every patient with sickle disease who
is having surgery, which results in a daily visit by
the haematology team.” The development of such
multidisciplinary teams and procedures should be
adopted by all NHS Trusts, with guidance from NHS
England & NHS Improvement

Recommendation: All NHS Trusts to require that
haematology teams are informed whenever a sickle
cell patient accesses or is admitted to the hospital
to ensure the patient’s clinical history is known

and advice can be passed on regarding their care,
with compliance reported via the NHS England and
NHS Improvement Specialised Services Quality
Dashboards.

69 University College London Hospital, written evidence
70 Dr Fatima Kagalwala, written evidence
71 Professor Jo Howard, written evidence
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Failure to comply with patient care plans:
“They said, ‘That care plan is not for this hospital.’

| was very shocked”

In theory, patient care plans exist to prevent
the type of failings in joined-up care outlined
above. However, we were told that sickle cell
patients often have their care plans ignored or
disregarded when accessing secondary care.

One patient told us that they had worked with
consultants to agree a care plan but that other
healthcare professionals, such as junior doctors,
“decide to do something else”’? Another wrote: “|
have seen far too many human errors and mistakes
that could have been well avoided if the nurses or
doctors just took the time to read their patient’s notes
or even talk to the patient and listen to them in order
to get an understanding of the patient’s care plan.”’?

Following repeated incidents of poor care in A&E,
one woman told us, she and her husband made a
complaint to the hospital which led to the agreement
of a protocol between the Consultant Haematologist
and A&E Consultant. However, she told us, “itis rarely
followed correctly and consistently ... One of the
medical staff actually told my husband if he wouldn’t
accept the alternative pain relief offered ... then he
could not have anything — all in spite of his having an
agreed protocol written by Consultants at the very
same hospital.””*

Richard Patching wrote of his wife Carol’s
experiences: “From A&E, Carol is always transferred
to the acute medical unit (AMU). Pre-Covid times,

| would be with her for this transfer and | would
have to tell the staff on AMU all about Carol’s care
requirements. The hope then is that the staff will
consult Carol’s care plan and that they will in any
case have the basic knowledge of how to care for a
sickle cell patient. In practice, Carol is always moved

onto another general medical ward and always in the
middle of the night. Her care plan and all the advice |
gave never go with her.””®

Similar experiences of care plans being ignored were
recounted in the oral evidence we heard. Alex Luke
told us about being refused the pain relief medication
he requested and asking the doctors to look at his
care plan which outlined that he should be given it if
in severe pain: “They said, ‘That care plan is not for
this hospital.’ | was very shocked.””®

Kye Gbangbola referred to having been given a letter
by a doctor, “very much like [a] care plan”, to give to
healthcare professionals if refused appropriate care.
Nevertheless, “I've had healthcare workers ignore
that letter. When they do this, the reason for it is, “You
have to wait your turn.””’

It seems perverse that patient care plans specifically
designed to ensure patients receive appropriate
and consistent care are then ignored by healthcare
professionals, often working in the same NHS Trust
that developed the care plan. It is clear that a crucial
part of improving care for sickle cell patients is
greater adherence to patient care plans.

Recommendation: NHS Trusts to develop
individualised care plans for, and in partnership with,
each sickle cell patient, with the patient and any
relevant carers provided with a copy of the plan.

Recommendation: National Haemoglobinopathy
Register to develop capability to host sickle cell
patient care plans that are accessible across the NHS.
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Lack of community care: “Community care is deficient”

The lack of an appropriate level of community
care for sickle cell patients is another example
of failing to provide joined-up care, which adds
to pressure on hospitals and fails sickle cell
patients.

One haematologist told us that “community care is
deficient”, with the lack of integration across health
and social care systems contributing to the sub-
standard care sickle cell patients receive. Where
there are successful projects, they struggle to
secure funding, they added, citing as an example
“an excellent Sickle Cell Society pilot scheme
providing practical domestic support to patients
suffering pain and wishing to remain at home ...
despite demonstrating the clear benefits of such an
approach, no further funding was made available,
with the project falling somewhere between health
and social care.”’®

Professor Jo Howard described community nursing
support for sickle cell as “very patchy”, with some
areas having “excellent” support and others having
none available.”® Liz Blankson-Hemans wrote

that community care for sickle cell is “completely
randomised and not comprehensive”, even in areas
of high-prevalence.®

As noted by the Royal College of Pathologists’
Transfusion Medicine Specialty Advisory Committee,
by assisting with social needs, community services
can “keep patients well and out of hospital”.®
Whittington Health NHS Trust told us it has been
“very successful at reducing hospital admissions
through our community offering” and plans to look
into how this can be expanded “to help patients
better manage their condition at home and therefore
reduce A&E attendances and hospital admissions”.?

This clearly also benefits patients, as noted by Dr
Rachel Kesse-Adu: “Sickle patients do not want to
have their lives interrupted by hospital admission so
bolstering our community services and listening to
patient and clinician groups to focus on what keeps
our patients well at school, home and work, and
what supports in the community will allow this, is
fundamental.”s3

NHS Blood and Transplant suggested that the
development of Integrated Care Systems “should
help NHS providers and other key stakeholders to
work across organisational boundaries and deliver
improved access to treatment. The ICSs should

focus on reducing the existing bureaucracy around
contracting and funding between organisations that
currently acts as a major barrier to access for patients
across the NHS.”#

Given ICSs have been explicitly designed to bring
services together and ensure better joined-up care,
we agree that the development of ICSs offers an
excellent opportunity for a renewed approach to the
delivery of community care for sickle cell patients
which will ensure joined-up care, reduce pressure on
hospitals and improve patient experience.

Recommendation: The Secretary of State for
Health and Social Care to instruct all Integrated Care
Systems to develop plans to provide community care
for sickle cell patients in their area.
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LOW AWARENESS OF SICKLE CELL
AMONG HEALTHCARE PROFESSIONALS
AND INADEQUATE TRAINING

Low levels of awareness of sickle cell among healthcare professionals is
another significant factor in the sub-standard care sickle cell patients receive
in secondary care. These low levels of awareness are a result of inadequate
training around sickle cell for healthcare professionals and trainee nurses

and medics.

Lack of awareness of sickle cell: “I am teaching
them more than they are doing the job at hand”

Almost all of the evidence we received during
the inquiry referred to low levels of awareness
of sickle cell among healthcare workers on
general wards and in A&E.

A representative assessment of the situation came
from Denise Owusu-Ansah, who wrote: “In my
experience, the poorer quality care | have received
has primarily been due to a lack of knowledge and/
or experience of my condition on the part of the
healthcare professional. There appears to be a very
superficial level of knowledge of the condition and
little if any understanding of the degree of pain that
can be caused by a sickle cell crisis, the range of
symptoms a sickle cell patient can experience and
the very basic first steps that should be taken in the
event of a sickle cell crisis.”®® Patients contrasted

the low awareness of sickle cell among healthcare
professionals with other similar conditions such as
cystic fibrosis.&®

One patient told us: “I have been hospitalised in
wards where the doctors have asked me, “what

do we do for you, | have no idea at all?”.8” Another
referred to experiences of presenting to A&E and
lack of awareness of sickle cell among the healthcare
workers leading to “a lot of delay and Googling/
discussing with [a] colleague”®, an understandable
cause for alarm.

We heard from a patient who referred to seeing
approximately five different members of staff in A&E
and “it became obvious none of them knew what |
was talking about and didn’t know what to do, which
they admitted”®®. A number of different patients
testified to having been asked how long they had

85 Denise Owusu-Ansah, written evidence
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87 Anonymous, written evidence
88 Anonymous, written evidence
89 Anonymous, written evidence

Sickle cell in secondary care: not a priority?





had sickle cell or when they ‘caught it’ by healthcare
professionals who evidently did not understand that
the condition is present from birth.*°

Araba Mensah highlighted the consequences for

her daughter’s care of the low levels of awareness

of sickle cell among healthcare professionals, which
included not being administered oxygen or blood
transfusions at the correct time, failure to deliver pain
relief and missing associated conditions because of a
lack of understanding that they could be linked to her
sickle cell disorder.”

“It should be as shocking
for a senior trained medical
staff [member] to say they
have never heard of sickle
cell disorder as it would

be for them to say they
had never heard of cystic
fibrosis or diabetes.”

— Liz Bankson-Hemans, sickle cell patient

Patients reported that, due to the low levels of
awareness among the healthcare workers they
encounter, they feel that they have to educate staff
themselves. The mother of a sickle cell patient told us
that “sickle cell patients and relatives are forced to be
their health advocates as knowledge of the condition
is sparse”®?, while one patient wrote that due to the
lack of specialist nurses on the ward he accesses,

“l find that | am teaching them more than they are
doing the job at hand”®3. While many patients value
being able to advocate on their own behalf and
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rightly consider themselves to be the expert on their
own condition, there is a world of difference between
a patient having the opportunity to contribute to
decisions around their care with an informed expert
and feeling forced to explain basic information about
their condition during a time of significant pain and
distress.

Again, some felt that geographical differences
were apparent in the levels of awareness of sickle
cell. One patient told us that “... outside of London,
in my experience medical staff do not have an
understanding of what sickle cell is or how to
manage it”. Their submission went on to explain
that they had been admitted to hospital while away
at university but the seriousness of their condition
was only understood when they switched their care
to a hospital in London, where they were admitted
to intensive care and informed by their doctor that
if they had stayed at the original hospital, “I would
have died, as my crisis was very life threatening
and was not being taken seriously”.®* NHS Blood
and Transplant’s submission noted that, among
those providing care, there is “less expertise where
hospitals see fewer patients”.%®

Another patient told us that staff turnover was a
factor: “We are only seen by our main consultants
occasionally and treated by junior doctors with
minimal knowledge about sickle cell. The high
turnover rate of these junior doctors has an impact on
our care.”%®

Evidence from the Haemoglobin Disorders Peer
Review Programme Clinical Leads also highlighted
their findings around low levels of awareness of
sickle cell, leading to poor care: “Urgent care of
patients in non-specialised settings were fraught with
poor experience of care. Most patients pointed to the
knowledge deficit among emergency department
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(ED) and general practice staff in management of
[sickle cell] and frequently expressed stigmatisation
and allegations of drug-seeking behaviour.”?’

Referring to the same peer review, University College
London Hospital’s submission noted: “There was
suboptimal awareness and expertise amongst nursing
staff in relation to this disease especially in the non-
specialist centres ... This was indeed reflected in the
feedback from some patients during the recent peer
review, emphasising the lack of knowledge of some
ward staff about sickle cell disease when they were
admitted in an emergency to the ED and to general
wards.”%8

The Royal College of Pathologists’ Transfusion
Medicine Specialty Advisory Committee cited low
staff awareness as a factor behind adverse events
related to inappropriate transfusion: “Due to lack
of staff awareness, patients with sickle cell may
be transfused inappropriately or with blood not

meeting specific requirements.” Their submission
referred us to data reported to the Serious Hazards
of Transfusion (SHOT) UK haemovigilance scheme
between 2010 and 2019, which showed that 2.8% of
all Specific Requirement Not Met errors occurred in
patients with sickle cell disorder.®®

Generally, in contrast to on general wards and in
A&E, patients felt satisfied that sickle cell is well
understood by haematology teams. However,

this was not uniform. Sickle Cell Suffolk told us

that in their experience of a local hospital, “the
haematology staff do not have enough knowledge
on sickle cell and are not able to advise the medical
staff adequately”, citing an incident where one of
their members was on a general ward and “the
haematologist asked the nursing staff why she was
on a fluid drip ... Given this is a basic need for a sickle
cell patient, it did not fill the patient with confidence
about her care.”°

Inadequate training: “The negative impact
of this on patients’ care cannot be overstated”

The clear consensus from those who provided
evidence to our inquiry was that the low levels
of awareness of sickle cell among healthcare
professionals is a result of inadequate training in
the condition.

Carol Burt told us that during her training as a nurse
in the 1980s, she recalled receiving training material
with “less than six lines” on sickle cell “compared
with pages and reams of literature for cystic fibrosis.
In reality, | have nursed three people with cystic

fibrosis in the whole of my career and can’t mention
how many individuals with sickle cell disease”!
Similarly, Stephanie George said that she had a single
one-hour session on sickle cell during her midwifery
training, and concluded: “how are staff going to

know about [sickle cell] when the teaching itself is
substandard?”1°2
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“We are concerned why
patients with sickle cell
conditions should be
nursed on wards where
nurses are not fully
trained to understand
the complexities of this
condition and respond
appropriately. This, to us,
is evidence of substandard
care.”

— Betty Smith, mother of Evan Nathan Smith

One Consultant Haematologist felt that medical
undergraduate and postgraduate training does a
good job of including training around sickle cell
alongside other aspects of haematology but that “[t]
his is not the case across all areas of the medical
profession ... there is a lack of training within nursing
studies, especially [on] recognising the long-term
health implications of the condition”103

However, other haematologists felt even this was
too positive an assessment of the level of sickle cell
training. One told us that most A&E departments
“are staffed by clinicians (doctors and nurses) who
have little training or awareness of [sickle cell]’104
Dr Emma Drasar wrote: “.. education about sickle
cell disorders is extremely patchy ... Even when it is
included it is given comparatively little time on the
curriculum ... Outside of haematology e.g. in general
or speciality medicine the situation is significantly
worse and people can become consultants having
never been taught about sickle cell disorder or
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having had very limited education and clinical
experience. Similar issues occur in other allied
healthcare professional groups including nursing.”105

Professor Jo Howard told us: “In the nursing training,
there is no set educational information about sickle
cell disease so you can complete your nursing
training with very little information about sickle cell
disease, and every nurse should have that. Likewise,
the training for medics on sickle cell disease is very,
very poor so both those things should be improved.
Anyone who's likely to look after patients with sickle
cell disease, so any general medical staff, should all
have additional education. My personal thought is
that should be mandatory and it’s not ... It wouldn’t be
that difficult, it would need some money and some
time to develop some national training that everyone
had to undergo so at least they had some kind of
basic understanding of sickle cell and when it was
important.”10¢

University College London Hospital said

that the “welcome” recent restructuring of
haemoglobinopathy provision needs to be
accompanied by “major investment in staff

and training ... healthcare providers in other
interconnecting specialties such as A&E and intensive
care need targeted and funded retraining, so that
prejudicial assumptions that often exist about the
genuine needs of patients and therapeutic options
available to sickle patients do not harm patients
either physically or psychologically.”™®”

Responding to the widespread concern around the
level of training around sickle cell for nurses, Dr
Geraldine Walters from the Nursing and Midwifery
Council (NMC) explained to us that the NMC
assesses nurses against “high-level, outcome-
focused standards” rather than listing specific
conditions in the regulatory standards. The NMC is
responsible for assessing and approving university
curriculums, however, and Dr Walters told us that “the
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curriculum-level can focus on specific diseases within
[those high-level standards]”, with NMC'’s “visitors
check[ing] with the university whether the right
components have been included.©®

It is clear to us from the evidence we received,
including from the NMC, that change is needed

in the way nurses are trained to ensure sickle cell
patients receive the care they deserve. While we
understand that the NMC’s approach to regulatory
standards is based on high-level standards, rather
than requirements around specific conditions, it is
apparent from the evidence that too often these high-
level standards are not being met.

Dr Walters told us the high-level standards include
“things like patient assessment, cultural competence,
understanding of tests and investigations, person-
centred care, diversity”, as well as pain management
and that “you need to listen to the patient. You need
to have respect for them. You need to be aware of
any issues which might impact the way you treat
them, and you need to know the boundaries of your
own competence.”!°® However, as will be outlined
further in the next section of the report, sickle

cell patients often do not feel they receive care

in a “person-centred” manner, nor with respect to
diversity or appreciation of cultural differences. Sickle
cell patients often do not receive assessments in an
appropriate manner when, for example, attending
A&E and, as explored above, far too frequently do not
receive appropriate pain management.

“Every single person in
healthcare knows that

if your face droops, you
have to call an ambulance
because of a stroke.
Everyone knows that if
you’ve got pain on your
chest that radiates into
the left arm, every second
matters. | think we need
to get out there that sickle
cell presents with X, Y and
Z; it’s a similar medical
emergency.”

— Dr Arne de Kreuk — Consultant
Haematologist, North Middlesex
Hospital and Deputy Lead, North London

Haemoglobinopathy Centre

Furthermore, even if accepting that the appropriate
level for ensuring nurse training focuses on specific
conditions is at university curriculum-level, it seems
apparent that the current curriculums are not
sufficient to ensure nurses have an appropriate level
of knowledge of sickle cell, given the overwhelming
consensus of the evidence we received was that
nurses still too often have low awareness of sickle
cell. It was welcome that Dr Walters acknowledged
that “there might be other ways that we can
strengthen our quality assurance around what goes
into the curriculum”®, and we recommend that the
NMC prioritises reassessing its requirements around
the level of training in sickle cell required to ensure
university curriculums are passed as meeting the
NMC'’s standards.

108 Dr Geraldine Walters, oral evidence, 16 June 2021
109 Ibid.
110  Ibid.
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This is particularly important given the concerns we
heard about the regional variations in ‘on the job’
training nurses and other healthcare professionals
are exposed to around sickle cell. Dr Walters told

us that: “Half of the hours of training are spent in
clinical practice; half are in the university. So we know
that there are some people who qualify who might
have had quite a lot of exposure to sickle cell and
thalassaemia. Others will have had relatively little.”™

Haematologists also expressed concern at the
regional variations in gaining experience around
sickle cell during training. Professor Jo Howard told
us: “It is very easy for nurses and doctors (particularly
in low prevalence areas) to complete their training
without learning about [sickle cell] and without ever
seeing a patient with [sickle cell disorder]”. Noting
that haematology trainees outside London “may

not receive adequate hands-on training”, Professor
Howard advocated “a short period in a sickle centre”
as part of training activity."

A second haematologist agreed, writing: “I trained

in Haematology in the East of England, which has
historically always had only a small number of
patients with sickle cell disease. No formal training
opportunity existed to go on secondment to a larger
city centre (e.g. in London) to gain experience in
management in a regional centre. Most of the training
offered is via courses ... rather than with actual patient
care. Training is not adequate in the low frequency
regions, and specialist training for haematology
speciality training should include a compulsory
rotation to a large regional haemoglobinopathy
centre for trainees in low incidence regions who
would not otherwise gain much experience.”™

Another haematologist felt that there is good training
in haemoglobinopathy in London and the south-east

but that “for trainees outside large urban centres with
smaller population this can be a bit patchy”, adding:
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“For nursing and medical student training, very little
time is spent in haematology as a whole, and even
less so in haemoglobinopathy, and hence sickle
patient management ... The negative impact of this on
patients’ care cannot be overstated”

A number of healthcare professionals and providers
referred us to existing or planned training around
sickle cell. Dr Arne de Kreuk told us that he would
like to see more use of “drills and simulations of what
can happen”, which he uses in his own teaching,
telling us: “I always start with two or three cases that
start similarly and end very differently. | challenge

the students and doctors and nurses, 'Okay, what
would you do? What would your management plan be
here?' | think a very practical, hands-on, maybe with
modern technology, simulation module where you
can actually see what happens, would be very vital.”"®
University Hospitals of Leicester NHS Trust also
highlighted the use of simulation training for junior
doctors in its hospitals."®

The National Haemoglobinopathy Panel (NHP)’s
submission referred to its monthly multidisciplinary
team (MDT) meeting for clinical specialists as a

key educational opportunity for those involved in
patient care, including hon-members such as senior
consultants, nurses, psychologists and trainee
doctors attending as observers. In addition to holding
webinars and seminars on specific areas of sickle cell
care, the NHP’s future plans include establishing a
repository of complex cases that could be accessed
by clinicians for learning, as well as analysing and
sharing lessons from the first twelve months of NHP
MDTs."

We also received examples of good practice in the
delivery of training around sickle cell from individual
hospitals. This included regular training in sickle cell
for non-specialist staff at Evelina London Children’s
Hospital and Guy’s and St. Thomas’ NHS Foundation
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Trust."® The West London Haemoglobinopathy
Coordinating Centre noted that a pilot initiative
embedding appropriate learning on sickle cell in the
nursing and medical curriculum at Imperial College
London “has received positive feedback from
students”™

The UK Forum on Haemoglobin Disorders and the
Royal College of Pathologists’ Transfusion Medicine
Specialty Advisory Committee referred us to
educational opportunities they provide and efforts
they have made to expand such training to non-
specialist healthcare professionals.?° However, the
latter told us “we could do more with more targeted
training days for specific groups of healthcare
professionals.”™

Similarly, NHS Blood and Transplant informed

us that it could, “if so commissioned and funded
appropriately, provide nationwide teaching on
transfusion in haemoglobin disorders to all staff
groups ... We want to increase the audience of our
courses to healthcare professionals in training,

not just haematology trainees to transfusion
requirements and haemoglobinopathies, as it

is usually not specialist doctors that initially see
haemoglobinopathy patients when they are acutely
unwell, and they may have little awareness of
appropriate management.”'??

We welcome the examples cited to us of existing
training around sickle cell and planned or potential
future training. We hope to see continued
development and sharing of best practice in training
provision around sickle cell from individual hospitals
and healthcare bodies. Nevertheless, despite these
specific examples of good practice, it is clear from
our inquiry that nothing less than a fundamental step
change is needed in relation to training for healthcare
professionals around sickle cell. Much existing
training, while certainly useful and welcome, does

not reach those who are most in need of it because
it relies on healthcare professionals choosing to
undertake it or having the time in which to do so.
Comprehensive pre-qualification training in sickle cell
for all healthcare professionals, alongside retraining
for existing healthcare professionals is, therefore,
essential.

Recommendation: All universities to include
comprehensive training in sickle cell as part of
curriculums for trainee healthcare professionals,
covering diagnosis, presentations, management,
acute complications (such as pain, acute chest
syndrome, stroke) and ongoing care and featuring
direct contributions from sickle cell patients.

Recommendation: The Nursing and Midwifery
Council and the General Medical Council to urgently
commission a review of their approach to sickle

cell training, in collaboration with the sickle cell
community.

Recommendation: The NMC and GMC to
strengthen requirements around the level of sickle
cell training required for university curriculums to be
approved.

Recommendation: Royal College of Pathologists
to include as part of haematology speciality
training a compulsory rotation to a large regional
haemoglobinopathy centre for trainees in low
incidence regions who would not otherwise have
as much opportunity to gain direct experience of
managing sickle cell patients.

Recommendation: Health Education England to
provide additional funding for sickle cell training
programmes for healthcare professionals, including
for training in the delivery of blood transfusions for
non-specialist doctors.
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NEGATIVE ATTITUDES TOWARDS
SICKLE CELL PATIENTS

Partially as a result of the low levels of awareness and insufficient training

in sickle cell, patients are frequently subject to prejudicial attitudes, treated
with a lack of respect or prioritisation and undermined or disbelieved when
accessing secondary care. The weight of the evidence suggests that such
negative attitudes towards sickle cell patients are also often underpinned by
racism.
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Racial inequality as a factor in sickle cell care: “Care is clouded by
stereotypical perceptions of black people”

With sickle cell disorder primarily affecting
people with African or Caribbean heritage,
racism was regarded by many to be a key
factor in the sub-standard care sickle cell
patients often receive.

Some patients shared with us examples of particularly
overt racism. Calvin Campbell told us he has “had

to deal with doctors and nurses openly being racist
towards me and others ... I've been called the ‘n’
word to my face and much worse”23

Another patient told us she had experienced “nurses
who would witness you being racially abused and
still treat you as the instigator or just assume before
even getting the facts. | have witnessed patients
being racially harassed by other patients and then
the nurses would be rushing to placate the instigator
rather than the victim”24

We were told of an occasion when a consultant told a
patient that “the care | was receiving was much better
than the care | would have received if it was in my
parents’ country (in West Africa). She cannot compare
the UK to Africa. | was born here so | should surely
get the right treatment.”?®

“Don’t look at the colour
of our skin first, look in our
face and see the pain and
help us.”

— Diane Crawford, sickle cell patient

Alex Luke described an incident in which he
experienced a sickle cell crisis on the motorway
and had to call an ambulance. When the ambulance
arrived, he was asked to provide identification, an
experience he ascribed to racist prejudice.”?®

Patients told us that racist attitudes often affect
healthcare professionals’ perceptions of sickle cell
patients, for example in the frequent assumption
that they are ‘drug-seekers’. Diane Crawford said
that: “As sickle is mainly a black illness, they jump

to the conclusion that we’re all junkies’ and not in
pain at all ... If we were cancer patients it would be
totally different, they have high doses of morphine,
no questions asked and extra if they need it because
they are mainly white people.”?’

Similarly, June Okochi told us: “I definitely feel that
race does play a significant role in how patients

are treated, especially in A&E. | think there is the
misconception that the drug-seeking patients are
back here again”?® Dr Arne de Kreuk echoed this,
telling us: “l do strongly feel that [racism] is a problem
on the wards, in A&E and even among doctors. There
are publications about this, that illustrate that the
perception is that sickle cell patients are difficult, are
after painkillers. That perception is still out there and
is, | think, deeply rooted, possibly even in training
programmes. That perception is something we come
across a lot.”™?°

Bell Ribeiro-Addy was among many to point to
research “that [shows] people believed that black
people experience less pain, and because they
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believe they experience less pain, a lot of the time
they’re having to beg for pain killers and that creates
a massive issue.”™°

Kye Gbangbola referred to evidence from a study

in the USA showing that doctors denied pain relief

to black sickle cell patients based on their belief

that black people have higher pain thresholds or

are opioid addicts, yet research in the same journal
showed people with sickle cell disorder display lower
levels of addiction than the general population.™

Many cited the lack of prioritisation of sickle cell
compared to other conditions, as outlined above,
as being the result of racial inequalities. Stephanie
George stated: “I do believe that if sickle cell
predominately affected people who are not from
African or Caribbean origins, then the care would be
completely different ... If you compare [sickle cell] to
cystic fibrosis, the difference of care and awareness
is staggering. Cystic fibrosis affects fewer people in
the UK than [sickle cell] but research has shown the
level of awareness and funding for [cystic fibrosis] is
much higher.”™32

Araba Mensah told us that “care is clouded by
stereotypical perceptions of black people”, noting
that, while it is sometimes said that sickle cell is not
prioritised because it is an ‘invisible condition’, “
are other “non-visible” conditions that are treated
positively. For example, there is a huge disparity
between care for patients with sickle cell and care for
other blood disorders like leukaemia. Unlike sickle
cell, leukaemia patients are treated with dignity,
empathy, compassion and sympathy.”™3

there

Zainab Garba-Sani referred to the fact that
hydroxyurea, until recently the only licensed
treatment for sickle cell in the UK, is “free for cancer
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patients and it’s not free for sickle cell patients”,
which is “probably a chief indication of institutional
racism”4

A number of submissions argued that the very fact
that there are few treatments and low levels of
research into sickle cell is an example of racism.
Araba Mensah wrote: “The iliness has been
marginalised and kept out of the mainstream and
not seen as deserving or warranting research into
treatments because it affects blacks and there is no
money to be made in it.”"3®

Clinicians contrasted the level of funding and
resourcing for sickle cell services with that

available to conditions that primarily affect those

of a Caucasian background. A haemoglobinopathy
clinician wrote: “Compared to other inherited
conditions, many of which tend to affect Caucasian
populations e.g. cystic fibrosis and haemophilia,
[sickle cell] is woefully under resourced in the UK.”13¢
Dr Emma Drasar made the same point: “.. despite
the recent changes by NHS England there is massive
and chronic funding disparity and under-resourcing
compared to similar genetic disorders e.g. cystic
fibrosis and haemophilia which predominately impact
Caucasians.”™’

Professor Jo Howard told us that the UK Forum on
Haemoglobin Disorders has run “very effective”
anti-racism teaching.®® We agree with the suggestion
that this type of training needs to be expanded and
incorporated as an essential element of training for all
healthcare professionals.

Recommendation: Secretary of State for
Health and Social Care to implement charge-free
prescriptions for sickle cell patients.
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Recommendation: Health Education England, the
Nursing and Midwifery Council, the General Medical
Council, universities and other medical training
providers to ensure training programmes address
diversity and racial bias awareness.

Recommendation: NHS Race and
Health Observatory, working closely with

Haemoglobinopathy Coordinating Centres, specialist
haemoglobinopathy teams, community sickle cell
teams, other professionals involved in care provision
and the sickle cell community, to undertake a study
into sickle cell care in relation to race and ethnicity,
examining the impact of racist attitudes and the
extent of inequalities in funding and prioritisation for
sickle cell compared with other conditions.

Disrespectful treatment: “No sympathy, no compassion,

no empathy”

Patients and carers reported frequent
disrespectful treatment from healthcare
professionals. Araba Mensah, whose daughter
has sickle cell disorder, provided a stark
summary of her experience of the local
hospital: “Staff are unfriendly, judgemental,
prejudiced and have preconceived ideas about
the patients. There is a definite air of hostility,
suspicion and a “them and us” culture between
the staff and patients which is really, really sad
and distressing to see. Staff do not respect the
patients. There is no sympathy, no compassion,
no empathy and no appreciation of what the
patients are going through.”"*®

“Being ill with sickle cell
vaso-occlusive crisis can
feel tantamount to being
invisible for the amount you
feel heard or respected.”

— Kye Gbangbola, Chair of Trustees, Sickle Cell
Society and patient representative

We were provided with countless examples of this
disrespectful treatment. One patient told us: “l have
experienced sneers and laughter with comments like
‘this is a movie in here’, commenting on my sickle cell
pain crisis.”™°

A patient outlined an incident in which they were
administered the wrong blood, resulting in severe
side-effects. However, they told us: “The consultants
blamed me and made me feel like | had done
something wrong.”

Another patient described being admitted to a
general ward, and “upon arrival, staff felt it was
appropriate to say ‘oh no, this one is going to be
hard work’. When | questioned why this was said
about me as they did not know me, the response was
‘well, sickle patients require a lot of work and can
be difficult’”*? This was echoed by a patient carer,
who told us that healthcare professionals “label the
patients as ‘demanding’ [or] ‘difficult’ just because
the patients have to press and literally beg for pain
medication or help” 3

Patients reported feeling they had to consciously be
aware of their tone during agonising pain to avoid
being seen as too aggressive or demanding. One
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wrote: “l am a patient and understanding person, so
most healthcare professionals, do not view me as
‘demanding’; silence leads to better treatment.”**
Another said: “I have had to take on certain roles
so that the healthcare professional in charge will
treat me well when | am brought into the A&E. For
example, | will compliment them, be overly nice to
them and explain | am a good person. | will explain
the scenario that led to my crisis and beg them to
help me.”®

Angela Thomas told us: “... having a crisis is a scary
thing when it happens, not just what physical pain
your body goes through, but what treatment are you
going to have ... although | am the one in excruciating
pain, | still have to be aware of my tone speaking to
staff as they have in the past ignored me or taken my
pain for aggressive behaviour.”"*¢ Shubby Osoba said
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that he feels he has to adopt his “professional voice”
and even go to the lengths of changing into smarter
clothes while experiencing a pain crisis before going
to hospital so that he will be taken seriously.*’

It is unacceptable that sickle cell patients going
through a highly distressing experience feel that
they have to be act in a certain manner out of fear
of receiving disrespectful treatment from healthcare
professionals due to prejudicial attitudes.
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Failure to believe or listen to patients:
“The first response is always one of disbelief”

As NICE highlighted in their written evidence
submission, their clinical guideline around
managing acute painful episodes in hospital
for sickle cell disease states that “patients (and
their carers) should be regarded as experts in
their condition”4®

This is evidently far too often not the case. While
patients noted that there are many diligent,
dedicated, kind healthcare professionals, sickle cell
patients frequently encounter secondary care staff
who do not believe them or fail to have regard for
their expertise in their condition.

Patients often face scepticism that they are in as
much pain as they say they are. Charlotte Mensah
wrote: “Our pain is often downplayed, overlooked
or straight up ignored. The doctors and nurses
sometimes imply that we’re exaggerating, faking, or
lying about our symptoms ... the NHS Constitution
makes a point about how every patient should be
treated with compassion and empathy, but in my
experience, only 15-20% of doctors and nurses do
this.”*® Angela Thomas told us that “hospital staff
can be unsympathetic and believe it is a cry for
attention”s°

Zainab Garba-Sani described being “not believed
and undermined as a patient with sickle cell”, such

as being told, “You could at least look a little bit more
unwell, you look absolutely fine, what's wrong with
you, should you be here?”s' Araba Mensah told us:
“... each time [my daughter] presents at the hospital
with a crisis as well as any of these complications, the
first response is always one of disbelief at the extent
of her pain and suffering”'®? Likewise, another patient

felt that sickle cell patients often develop a high
threshold for pain and so when they attend hospital
in pain “we are looked upon as if we are lying about
our pain, as most health professionals except us to be
rolling and crying out loud before they believe we are
actually in pain”®3

“Going into hospital as a
sickle cell patient requires
you to put on an armour
because from the moment
you reach A&E it becomes
your job to convince
everyone you are really

in that much pain and

are not simply there for
medication”

— Sickle cell patient

This failure to believe how much pain patients are
experiencing often leads to accusations of illicit
drug-seeking behaviour by healthcare professionals
who do not believe that they actually require the pain
relief to which they are entitled. Among the many
examples we heard of such incidents, Angela Thomas
wrote that “because morphine is the medication that
eases my pain”, she faces questioning while trying

to deal with the pain “to fathom whether | am in pain
or just want the pain medication because | am an
addict”®*
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Another patient recounted an occasion in which a
doctor reduced the level of pain relief medication
they had been administered by another doctor:
“When | corrected them, they called me a liar and
made comments with the nurse about me lying to get
more pain medication. Later that night, when they
checked my record, they realised they were wrong
and mis-practised.”’®®

Mikell Allison provided us with another example

of such stigmatising attitudes leading to a serious
outcome, after encountering nurses who have
“preconceived ideas (prejudice) that sickle cell
patients are ‘drug addicts’ only there for the
morphine. On one such occasion [when] | was
admitted in 2009 with a particularly bad crisis, a
nurse refused to administer pain relief. Being at the
peak of crisis | could only say, ‘You can’t do that. |
have been prescribed the pain medicine’. He then
gave me the medication but | ended up in intensive
care as my condition worsened.”"®

Sadeh Graham, a sickle cell patient who works in
the healthcare system, told us that she only received
appropriate treatment when her professional status
was known: “The handful of admissions that have
been okay or the times | received the appropriate
dose of opioids was only due to [healthcare
professionals] knowing | was a clinical pharmacist.
This is something | used to find heartbreaking
because as a sickle cell patient alone | will never be
believed”™

A number of patients felt that making formal
complaints about poor care did not lead to
improvements because they were not believed or
ignored. One patient outlined a time in which a nurse,
while trying to cannulate her vein “repeatedly hit

my hand hard because the line didn’t go in, blaming
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me. | tried to make a formal complaint but wasn’t
taken seriously, and | had no witness, so | had to
concede.”"®

Others reported making complaints that did not

even receive a response or, worse, resulted in them
receiving worse treatment. Charlotte Mensah said
that, at her local hospital, “patients are often scared
to stand up for themselves, call doctors out on their
behaviour, or make a complaint, because it's common
knowledge amongst sickle patients ... that if you
offend, upset or anger the doctors, the quality of your
care (and by extension your health) will worsen.”'s®
Likewise, another patient told us: “Patients feel afraid
at times to make complaints ... or escalate a problem
because of fear of being bullied or having their
treatment impeded. | have personally experienced
this myself in the past”e°

Dr Emma Drasar told us there needed to be a change
in behaviour among some healthcare professionals
based on her experience of supporting sickle

cell patients: “Patients often report that they feel
stigmatised against, that people don’t listen to what
they say. I've had patients contact me and other
haematology colleagues directly to try and advocate
on their behalf ... We’re all doing a lot of teaching,

but if people don’t internalise that knowledge and
change their behaviour based on it, then however
good your teaching is, however good your guidelines
are, people have to act on what they’re being
taught.”®

A repeated theme of patients’ evidence was

the importance of healthcare professionals
understanding that patients are experts in their own
condition and should be listened to and respected.
One patient told us that too often “doctors and nurses
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have their ‘plan for me’ but fail to listen to what I'm
saying about my history or what I've already used/

tried at home before presenting to hospital.”’62

“The lack of collaborative
work between health
professionals/healthcare
workers and patient leads
to poor and sometimes
tragic outcomes”

— Daniel Gunn, sickle cell patient

Ifunanya Obi wrote: “I've heard too many times while
being in hospital, ‘I didn’t know that, are you sure?’
Like they are implying | don’t know anything because
I’'m a patient ... | feel a lot of people giving care to us

think they know it all and can’t learn anymore which is
really bad because it puts a bad name on those that
really want to learn and help”'63

Failing to listen to patients can have serious
implications for the care they receive. A patient

told us of an experience they had had where they
requested the insertion of a femoral line into their
groin to provide a blood transfusion, knowing that
their veins were too damaged to be used: “l could
see that he did not like being told and felt he knew
better, | could feel his body language saying ‘I know
what | am doing, | don’t need to be told, it will be
fine! The pain that | felt from that needle trying to
penetrate through hard scar tissue became evident
by those screams echoing throughout the hospital
theatre and corridors. | was quickly sedated before
receiving an apology and a look of regret from a
flustered anesthetist. He should have listened, |
wasn’t telling him how to do his job | was just letting
him know what my body needed because of my
knowledge through my past experiences.”®*
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Such experiences highlight the importance of treating
patients as experts in their condition, in line with NICE
guidelines. As Bell Ribeiro-Addy put it: “Who is going

to know better about their care and what needs to

be done than the individual and their family members
and the people that care for them?”'®®

Recommendation: NHS England & NHS
Improvement to require NHS Trusts to conduct

and report regular audits of patient involvement in
decisions about their care, utilising patient feedback,
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in line with NICE clinical guideline stating that sickle
cell patients (and their carers) should be regarded as
experts in their condition.

Recommendation: NHS England & NHS
Improvement to establish formal sickle cell patient
advisory groups, based on consultation with the
Patient and Public Voice Assurance Group, to work in
partnership with and conduct oversight of NHS sickle
cell services.

Lack of prioritisation: “People are treated as an added-on”

Sickle cell patients told us that they are often
made to feel like they are not a priority for
healthcare professionals. One patient told

us that “we feel that the hospital here and
nationwide actually puts sickle cell patients’
needs at the very bottom of healthcare. We feel
and see we’re being undermined, undervalued,
and not being listened to when we are trying
to gain some semblance of peace and dignity
while in hospital at our worst and weakest time
in our already tumultuous lives.”'®®

Calvin Campbell referred to experiences of having
to wait too long for pain relief and then being told
“‘you’re not the only sick person on the ward’ or
‘there are sick people | have to deal with’, as if
someone with sickle cell in the middle of a crisis and
in excruciating pain is not considered sick”®’

Kye Gbangbola told us: “I have been taken to A&E
and sat for many hours, waiting for doctors to attend
and see me. | would repeatedly ask for pain relief, I'd
repeatedly ask for doctors, including their resident
sickle cell specialist, only to be told, “You have to
wait.” So you wait, and there is no one to tell that
things are not going well ... Annoyed and angry
healthcare workers, they make patients feel like a
pest just for asking for pain relief.”®®

“Generally, it has been

a constant battle to get
adequate care for my
child. I have to push for
further investigation in

all elements of my child’s
healthcare and, speaking
to other parents, they are
experiencing the same.”

— Sickle cell patient carer

Another patient described being in hospital with an
extremely high temperature and asking a nurse for
some ice cubes and assistance with tepid sponging
as “from personal experience | was concerned in
case | started fitting”. After being refused the ice, “he
continued to inform me that he has more important
things to do than to stand beside me sponging me
down”6°

A member of the parent and child support group
for Darent Valley Hospital, Kent highlighted a lack
of prioritisation when taking her daughter for blood
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transfusions: “We are asked to come over by 10am
and we will be sitting and waiting up till 1om before
the blood comes. We often leave around 6pm or 7pm
and, at times, after the night staff have started their
shift.”170

Professor Jo Howard referred to similar findings of
a national peer review, where “there was a lot of
repeated examples about where people felt like
second-class citizens, where they’re treated as an
‘added-on’, where they’re treated in cancer centres,
because a lot of haematology is cancer so the sickle
patients can just go along to the same centre.”™

There was a disturbing theme in the evidence we
received of patients having their ability to call for aid
while in hospital taken away or ignored. A friend of
a patient recounted visiting her friend on a number
of occasions and finding that the sound from her
friend’s buzzer had been turned off, which she felt
made it “easier for the staff to ignore the patients”.
On another occasion, she witnessed a healthcare
professional throw her friend’s buzzer out of
reach.”? Another patient told us: “Some nurses will
deliberately come and silence the call bell and walk
off without notifying the appropriate staff members of
the requests being made by the patient.”"”®

Zainab Garba-Sani described being admitted onto

a hospital ward “in quite a lot of pain and my pain
medication was wearing off ... | buzzed the buzzer
literally about every 30 minutes for about four hours,
before then getting up myself and trying to find
someone. | then found a nurse and the nurse said,
‘can you go and sit back down, we'll come to you,
just press the buzzer’. | was like, ‘well, that's what I've
been doing for the last how many hours’ ... It’s that

feeling of being completely ignored, not given the
pain medications that you needed and that you’re
requesting.”"*

Similarly, another patient told us: “I have met nurses
who, in order nullify my cries of agony, pulled the bed
curtains around me and ignored my cries for help ...
At times | was in fear for my life. No one was listening
to me but actively ignoring my cries for help, while
attending other patients as they tiptoed around my
bed.”"s

Patients and clinicians told us that sickle cell is

often treated as less of a priority than other health
conditions. According to Dr Arne de Kreuk: “If an A&E
member of staff has to prioritise between a sickle

cell patient in pain and someone who’s broken a leg,
unfortunately, they’re not treated equally.

Often, sickle cell is regarded as something that can
wait, despite the fact that the first line of the NICE
guidance very clearly says, ‘Treat a sickle cell crisis as
a medical emergency.”"®

Madeleine Glover, a haematology nurse, told us

that, in her experience, sickle cell patients often

have their appointments for apheresis (automated
exchange blood transfusion) procedures moved at
short notice “to accommodate other patient groups”.
She further outlined a number of ways in which
access to specialist haematology services for sickle
cell patients “is secondary to access allowed to other
patients, principally those with cancer”, including
capping the number of sickle cell patients who may
attend day unit services, failing to consider current or
likely demand for haemoglobinopathy patients when
planning space in day care settings that also host
cancer patients and giving priority for the use of side
rooms and bed spaces to cancer patients.”’
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Patients also highlighted feeling that other conditions
are prioritised more in secondary care. One said that,
as their care was often provided alongside cancer
patients, “we unconsciously are pitted against each
other and cancer will almost always win...

For example, if a [sickle cell] patient requests pain
relief before a cancer patient, though the medication
is due to be given, the cancer patient will receive
their medications before a sickle patient. We
frequently hear the words, ‘I will be with you soon; |
have other patients who need me’. In that moment,
you are not one of their patients””®

Another felt that “there also seems to be some
strange sort of competition or bias towards
preferential treatment to those with white cell
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conditions. This is unspoken, yet whenever [there are]
any changes to ward structure or patient treatment,

it is the sickle patients who always have to give
ground.”"”®

These examples all demonstrate the shocking extent
to which sickle cell patients are treated as though
they are not a priority when accessing secondary
care and the frequency with which they are made to
feel their condition is not as serious as others.
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INADEQUATE INVESTMENT

IN SICKLE CELL CARE

Sickle cell patients, carers and clinicians all noted the low levels of
investment in sickle cell services and research into the condition, particularly
when compared with other similar medical conditions. The recent move by
NHS England & NHS Improvement to commission sickle cell as a specialised
service, including the formation of Haemoglobinopathy Coordinating
Centres, is welcome but was felt by many to have still not adequately
addressed the problem of inadequate funding for sickle cell services.

Under-resourcing of sickle cell services:
“It has the feeling of an underfunded and
underinvested ‘Cinderella’ area of medicine”

We were told that under-resourcing of sickle
cell services is a significant contributor to
sub-standard care. One patient who attends

a London hospital told us that there are only
between four and eight beds allocated to sickle
cell patients on the haematology ward they
access and asked “how sickle cell patients are
meant to feel safe when we can’t even get a
bed on our own specialist ward”.’s°

Sadeh Graham said that the haematology ward at
the hospital in the West Midlands she attends has
no access for sickle cell patients, with only nine
beds in the haematology ward, which are reserved
for patients with other conditions. The lack of
available beds for sickle cell patients requiring pain
management means patients are often “turned away
to go home or sit in A&E for hours and be subject to
poor care”, Sadeh told us.®

The under-resourcing of sickle cell services was also
raised by many of the clinicians we received evidence
from. Professor Jo Howard noted that “the majority

of hospitals” are unable to provide apheresis out of
hours, which results in “patients travelling halfway
across the country”. Professor Howard described

this as a “funding issue ... there hasn’t been enough
investment in that”.'2

Evidence from the Haemoglobin Disorders Peer
Review Programme Clinical Leads highlighted the
lack of support sickle cell services receive from

NHS Trust leaders to address areas of clinical care
considered to be of ‘immediate risk’ or ‘concern’
during reviews. Whereas in a national renal care
review in 2016, 63% of services stated that their
Trusts had supported them to address such concerns
in a post-hoc survey, “this was the case in a fraction of
services in the [sickle cell] reviews. Specifically, 25%
(in 2010-2011); 35% (in 2012-2013); 39% (in 2014-2016)
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and 54% (in 2018-2020) of haemoglobinopathy
services received Trust support to address areas
considered ‘immediate risk’ or ‘concern’ to patient
care.” The Clinical Leads of the Haemoglobin
Disorders Peer Review Programme concluded

that “this reflects the lack of Trust executive-level
interest in providing material and human resources
required to improve care of people with haemoglobin
disorders”. 83

Many clinicians contrasted the level of resource
provided to sickle cell services with that provided to
other similar conditions. One haematologist said that,
in their opinion, sickle cell patients do not receive
“anything like the level of care that other patient
groups with chronic disease do, and it has the feeling
of an underfunded and underinvested ‘Cinderella’
area of medicine”®

“While the recent
restructuring of
haemoglobinopathy
provision is a welcome
recognition of the existence
of a problem, structural
reorganisation without
major investment in staff
and training (especially of
staff in other specialties)
will not be enough.”

— National Haemoglobinopathy Panel

Dr Rachel Kesse-Adu told us that, despite feeling her
NHS Trust has one of the best-resourced sickle cell
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services in the country, “we do not even marginally
compare when you hold us up to the resource and
support both in the hospital and community that
exists for other chronic conditions (such as cystic
fibrosis) or other ailments such as cancer”®®

Another haematologist told us that services for
haemophilia and cystic fibrosis “provide a benchmark
for holistic comprehensive care and sickle services
generally fall below this standard” and that sickle

cell is often the “poor relation” compared to cancer
care in haematology departments. While this clinician
welcomed the recent additional funding from NHS
England, they told us that “the monies available

did not match the requirements of the Specialised
Haemoglobinopathy [Coordinating] Centre service
specification, such that my employing Trust has
accepted that it has to overspend on this budget”&®
Similarly, Professor Jo Howard told us the funding of
red cell exchange transfusion “is not adequate and
the tariff received by centres is less than it costs”®’

We also heard that the level of resource varies hugely
across the country. Dr Thomas Lofaro, a Consultant
Haematologist who previously trained and worked

in London and is now based in Hertfordshire, told us
that “it is very difficult to provide the same level of
service because of the great difficulties in accessing
funding and support for this condition outside of
major centres ... patients may be fewer, but their
needs are the same (or even more for lack of support)
and the care we can provide is not the same”®®

The under-resourcing of sickle cell services can
have serious outcomes. For example, one patient
told us that, aged seven, they required an exchange
blood transfusion which could not be offered at
their local hospital and were instead referred to a
specialist paediatric intensive care unit in central
London after ten days. This delay led to the patient
being hospitalised for almost two months and in a
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wheelchair for at least six months after that, followed
by intensive physiotherapy, all of which impacted
their education.’®®

Recommendation: NHS England & NHS
Improvement to provide increased funding for

sickle cell services in recognition of the consistent
underfunding of sickle cell services when compared
with services for other conditions. This should
include dedicated funding for NHS Trusts to improve
apheresis capacity across the country.

Recommendation: Clinical Commissioning Groups
and local authorities to provide additional funding
for third sector providers and community care
organisations for social prescription in relation to
sickle cell to reduce pressure on NHS services.
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Under-staffing of sickle cell services:
“We are constantly facing a staffing crisis”

The lack of investment in sickle cell services
is also apparent in the significant shortfall
in appropriate numbers of healthcare
professionals working in sickle cell care.

The British Society for Haematology told us that
haemoglobinopathy “has a longstanding recruitment
problem and an ageing staff demographic suggesting
that shortages are likely to continue to be an issue”.
They referred us to three recent workforce surveys,
run by the Royal College of Physicians, the Royal
College of Pathologists and the British Society

for Haematology, which they said “demonstrate a
marked shortfall in consultant numbers over the next
few years across all areas of haematology”. In line
with the evidence set out in the section above, the
British Society for Haematology welcomed the recent
changes to sickle cell service provision by NHS
England but added, “the funding allocated to this
service redesign was minimal, and for many centres
did not cover the costs of establishing appropriately
staffed core services”!°

Haematologists we heard from echoed this concern
around levels of staffing. Dr Emma Drasar told us
that it is a struggle to attract enough staff to red cell
haematology “which means we are constantly facing
a staffing crisis ... | exist in a state of anxiety around
sustaining my service, worried that my patients

will not receive good care unless | am there and

in fear that I am not doing the best for my patients
due to external forces”"' Professor Jo Howard
noted that national recommendations for staffing
levels per patient numbers “are universally not
met” for sickle cell services, adding: “The workload

of [haemoglobinopathy] clinicians is huge and
consistently exceeds contracted hours and ‘burnout
is @ major concern”®?

]

“Chronic under-staffing,
under-training and under-
funding of clinical positions
(doctors, nurses and
psychologists) is likely

to have contributed to

the lack of appropriate
standard of care for
patients”

— Consultant Haematologist

Even more concerningly, the situation is getting
worse, according to the Haemoglobin Disorders Peer
Review Programme. In the 2016 review, 35% of sickle
cell services stated that they had problems with time
available for senior clinicians to provide leadership of
the service or availability of consultant medical staff.
By the 2020 review, this had risen to an astonishing
84% of services.®3

The under-funding of services and inadequate levels
of staffing can be a mutually reinforcing problem. The
Royal College of Pathologists’ Transfusion Medicine
Specialty Advisory Committee told us that, as a result
of the significant underfunding of sickle cell services,
“there are significantly fewer numbers of specialised
nurses, doctors, psychologists and support staff that
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have chosen to work within this service. They mainly
move into oncology (white cells) and clotting with
research and opportunities.”"®

Similarly, the UK Forum on Haemoglobin Disorders
noted that “this under-resourced area has become
increasingly challenging to recruit to ... Junior doctors
struggle to find academic or research opportunities in
haemoglobinopathies and will often take up research
programmes in malignant or coagulation and hence
will fall into that career path as Consultants”®®
Professor Jo Howard said that “even when posts are
funded it is difficult to fill specialist posts and many
are vacant”®®

In addition to concerns around the number of
haematology doctors and nurses, many submissions
also mentioned shortfalls in specialist psychologist
staff and community nurses to support sickle cell
patients. Professor Jo Howard cited the difficulties
many services have faced in obtaining funding for
psychologists and other specialist staff as evidence
that “the funding of [sickle cell] care does not seem to
be a priority”®’

Under-staffing is a significant problem in sickle cell
care and, with the consensus being that the problem
is currently on course to get worse, it is imperative
that NHS England & NHS Improvement take action
to address the issue to improve the care sickle cell
patients receive.

Recommendation: Department of Health and
Social Care to convene organisations including
Health Education England, the General Medical
Council, the Nursing and Midwifery Council, the
medical royal colleges and medical and nursing
schools to come together with senior sickle cell
service representatives to engage in effective
workforce planning for sickle cell services, including
the allocation of specialist training opportunities.

Recommendation: All NHS Trusts to ensure that
specialised service funding is invested in meeting
recommended sickle cell service staffing numbers.

Underinvestment in sickle cell research and treatment: “Research

has been woefully inadequate”

The long-standing lack of investment in

sickle cell research and new treatments was
repeatedly highlighted in the evidence we
received. There are currently a very limited
range of treatments available for sickle

cell patients in the UK, with the two most
significant being the use of blood transfusions
and the medicine hydroxyurea, which can
reduce the frequency of sickle cell crises.

Shortly before publication of this report, NHS England
& NHS Improvement approved Crizanlizumab, the
first new treatment for sickle cell in over 20 years, a
welcome development but one that is well overdue.
The evidence we received suggested the lack of
new treatments for over two decades is a reflection
of the health inequalities associated with sickle cell
disorder.
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This lack of treatment availability is a result of low
levels of research, we were told. Professor Jo
Howard noted that there are very small numbers of
sickle cell research-active clinicians in the UK and
that it has been historically difficult to obtain funding,
adding: “A lack of research into health outcomes
hampers the introduction of new therapies as there
is little data about the economic impact of sickle cell
disorder.”®®

Araba Mensah was among those who highlighted
the lack of research into sickle cell. She told us:
“Considering the magnitude of the effect it has

on sufferers’ lives, research has been woefully
inadequate over the decades ... The majority of
patients are left with no option but to take painkillers
for their condition while they live in hope that one
day a medical breakthrough will provide them some
much-needed relief.”"°

Again, many noted the contrast between levels of
research and treatment-availability for sickle cell
with those for other, similar conditions. A Consultant
Haematologist told us that, unlike for cystic fibrosis,
no specific funding streams are available for sickle
cell research, meaning sickle cell researchers have
to apply to generic funding calls.?°® Another said:
“The lack of access to research is especially apparent
when you compare the opportunities to patients
with a cancer diagnosis to those in the sickle cell
community, which is evident every day to those of
us who work in environments where colleagues are
involved in treating patients with cancer.”?"

While this lack of investment in research means that
there are limited treatments available, frustration
was also expressed that treatments available in
other countries have not been approved in the UK.
Professor Jo Howard told us there are “several new
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drugs and therapies” available in other countries
which have not been approved in the UK “and are
unlikely to be available for many years”.202

University College London Hospital noted that

NHS England has published clinical commissioning
guidance for sibling Allogeneic Haematopoietic Stem
Cell Transplantation for adults with sickle cell disease,
which is potentially curative for those people with
severe disease in whom other treatments have failed
or have not been tolerated. Their submission called
for additional funding from NHS England to ensure
adequate investment in new clinical pathways to treat
this cohort of patients.?%®

It is clear that decades of underinvestment in sickle
cell research has led to a dearth of treatment
options for sickle cell patients. Increasing the level of
research and the availability of treatment options is
key to improving sickle cell care outcomes.

Recommendation: UK Research and Innovation
and the National Institute for Health Research to
launch dedicated sickle cell research opportunities,
including supporting and funding research into
genetic therapies to cure sickle cell disorder.

Recommendation: NHS England & NHS
Improvement to report results of Managed Access
Programme for Crizanlizumab to support roll-out
following the drug’s approval.

198 Ibid.

199 Araba Mensah, written evidence

200 Dr Subarna Chakravorty, written evidence

201 Anonymous, written evidence

202 Professor Jo Howard, written evidence

203 University College London Hospital, written evidence

Sickle cell in secondary care: not a priority?





52

CONCLUSION

In addition to the issues explored over the course of this report, a further
common theme of the evidence we received from patients and specialist
sickle cell clinicians was anger and frustration that the same issues have
been highlighted time and again over many years without any action.

It is a damning indictment of the way sickle cell
patients have been treated that so many told us they
fear, or actively avoid, accessing secondary care
services. The feeling that many sickle cell patients
have been left with is that that they are not a priority,
that their suffering is not considered important and
that treatment that would not be accepted for other

patient groups is ignored when it relates to sickle cell.

The only way this can be changed is by taking urgent
steps to address the factors behind sub-standard
care for sickle cell patients.

The shocking, tragic and avoidable death of Evan
Nathan Smith was just the latest in a long line of
deaths and near misses among sickle cell patients.
Further avoidable deaths among sickle cell patients
will be inevitable unless action is taken.

Conclusion

We urge all of those we have addressed
recommendations to in this report to set out the
steps they will be taking in response. More generally,
we are calling for healthcare leaders, including the
Secretary of State for Health and Social Care, the
Chief Executive of NHS England & NHS Improvement
and leaders of the new Integrated Care Systems to
adopt improving sickle cell care as a key priority.

Itis long past time that action is taken to improve
sickle cell patients’ experience of secondary care.
The SCTAPPG looks forward to working with all
relevant stakeholders to deliver the changes that are
required.





ANNEX

EVIDENCE
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The SCTAPPG would like to thank all those who provided

evidence to the inquiry.

Oral evidence

The SCTAPPG conducted three oral evidence sessions with the following witnesses:

Wednesday 9" June 2021
« June Okochi (patient representative)
« Alex Luke (patient representative)

. Kye Gbangbola (Chair of Trustees, Sickle Cell
Society and patient representative)

Wednesday 16" June 2021

«  Cedi Frederick (Chair, North Middlesex University
Hospital NHS Trust)

« Dr Geraldine Walters CBE (Executive Director
for Professional Practice, Nursing and Midwifery
Council)

- Professor Baba Inusa (Consultant Paediatric
Haematologist, Guy’s and St Thomas’
NHS Foundation Trust and Chair, National
Haemoglobinopathy Panel)

Shubby Osoba (patient representative)

Dr Shivan Pancham (Consultant Haematologist,
Sandwell and West Birmingham NHS Trust)

Dr Arne de Kreuk (Consultant Haematologist,
North Middlesex Hospital and Deputy Lead, North
London Haemoglobinopathy Centre)

Dr Emma Drasar (Consultant Haematologist,
The Whittington Hospital and University College
London Hospital and Chair, Haemoglobinopathy
Coordinating Centres)

Annex
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Wednesday 30" June 2021

Betty & Charles Smith (parents of Evan Nathan
Smith)

Professor Jo Howard (Consultant Haematologist,
Guy’s and St Thomas’ NHS Foundation Trust
and Chair, NHS England Haemoglobinopathies
Clinical Reference Group)

Written evidence

Bell Ribeiro-Addy MP (member, APPG on Sickle
Cell and Thalassaemia and former care provider
to sickle cell patient)

Zainab Garba-Sani (patient representative)

The following individuals provided written evidence to the inquiry:

Joana AllisonMikell Allison
Liz Blankson-Hemans
Carol Burt

Calvin Campbell

Dr Subarna Chakravorty
Diane Crawford

Dr Emma Drasar

Kye Gbangbola
Stephanie George
Madeleine Glover
Sadeh Graham

Daniel Gunn

Professor Jo Howard

Dr Fatima Kagalwala
Jaspreet Kaur

Dr Rachel Kesse-Adu

Dr Thomas Lofaro
Araba Mensah
Charlotte Mensah

Ifunanya Obi

Annex

Denise Owusu-Ansah

Richard Patching

Charles Phillip

Mamme Prempeh

Angela Thomas

Dammy Shittu

Dr Tullie Yeghen

Amanda [surname withheld by request]
Claire T [full surname withheld by request]

We received a further 54 anonymous
submissions.

The following organisations provided written
evidence to the inquiry:

British Society for Haematology
Crescent Kids

Darent Valley Hospital Paediatric Centre
Evelina London Children’s Hospital
Global Blood Therapeutics

Guy’s and St Thomas’ NHS Foundation Trust adult
haematology service





- Haemoglobin Disorders Peer Review Programme
Clinical Leads

- National Haemoglobinopathy Panel

- National Institute for Health and Care Excellence
«  NHS Blood and Transplant

« NHS England & NHS Improvement

« Royal College of Pathologists Transfusion
Medicine Specialty Advisory Committee

« Serious Hazards of Transfusion

«  Sickle Cell Suffolk

Parliamentarians who
participated in the inquiry

Rt Hon Pat McFadden MP (Chair)
Janet Daby MP
Bell Ribeiro-Addy MP

Acknowledgement

This report was produced by Aidan Rylatt of Principle
Consulting, working with the Sickle Cell Society as
the SCTAPPG’s secretariat.
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Sickle Plus
Sickle Cell Winning Ways

South East Haemoglobinopathy Co-ordinating
Centre

UK Forum on Haemoglobin Disorders
University College London Hospital

West London Haemoglobinopathy Coordinating
Centre

Whittington Health NHS Trust

Stella Creasy MP

Baroness Benjamin

Annex
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NHR - TCD Scans.

Showing data entered up to 01-Apr-2022.

TCD scans by centre.

Centre TCD scans
North Middlesex 458
Barts Health NHS Trust 400
University Hospitals Bristol & Weston NHS Foundation Trust 208
Birmingham Women's and Children's NHS Trust 181
Guy's and St Thomas' 180
St Georges Healthcare NHS Trust, London 152
University Hospitals of Leicester 150
University College London Hospitals 132
Lewisham Healthcare NHS Trust 118
Queen Elizabeth Hospital, Woolwich 105
Leeds Teaching Hospitals NHS Trust 105
Oxford Children's Hospital 93
Manchester University NHS Foundation Trust 91
Alder Hey Children's Liverpool 89
University Hospital Nottingham 53
Royal Victoria Infirmary, Newcastle upon Tyne 53
Croydon Health Services NHS Trust 49
London Northwest University Healthcare NHS Trust 34
Sheffield Children's Hospital 23
Queens Hospital (BHR) 18
Southampton University Hospital Trust 8
Royal London 7
King's College Hospital 1
University Hospital Coventry and Warwickshire 1
Bradford 1
Taunton and Somerset NHS FT 1
Total 2711
TCD scans by centre and stop category.
Centre Stop category TCD scans
North Middlesex Normal 327
Conditional 93
Abnormal 12
Non Diagnostic 25
Not entered 1
Centre total 458
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NHR - TCD Scans.

Showing data entered up to 01-Apr-2022.

TCD scans by centre and stop category.

Centre Stop category TCD scans
Barts Health NHS Trust Normal 302
Conditional 61
Abnormal 4
Non Diagnostic 15
Not entered 18
Centre total 400
University Hospitals Bristol & Weston NHS Foundation Trust Normal 182
Conditional 3
Abnormal 6
Non Diagnostic 17
Centre total 208
Birmingham Women's and Children's NHS Trust Normal 162
Conditional 10
Abnormal 4
Non Diagnostic 5
Centre total 181
Guy's and St Thomas' Normal 152
Conditional 18
Abnormal 4
Non Diagnostic 6
Centre total 180
St Georges Healthcare NHS Trust, London Normal 86
Conditional 9
Abnormal
Non Diagnostic
Not entered 45
Centre total 152
University Hospitals of Leicester Normal 135
Conditional 8
Abnormal 1
Non Diagnostic 5
Not entered 1
Centre total 150
University College London Hospitals Normal 107
Conditional 2
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NHR - TCD Scans.

Showing data entered up to 01-Apr-2022.

TCD scans by centre and stop category.

Centre Stop category TCD scans
University College London Hospitals Not entered 21
Centre total 132
Lewisham Healthcare NHS Trust Normal 104
Conditional 3
Abnormal 7
Non Diagnostic 4
Centre total 118
Leeds Teaching Hospitals NHS Trust Normal 93
Conditional 5
Abnormal 3
Non Diagnostic 3
Not entered 1
Centre total 105
Queen Elizabeth Hospital, Woolwich Normal 97
Conditional 2
Abnormal 2
Non Diagnostic 1
Not entered 3
Centre total 105
Oxford Children's Hospital Normal 88
Conditional 3
Non Diagnostic 2
Centre total 93
Manchester University NHS Foundation Trust Normal 73
Abnormal 3
Non Diagnostic 4
Not entered 11
Centre total 91
Alder Hey Children's Liverpool Normal 81
Conditional
Non Diagnostic
Centre total 89
Royal Victoria Infirmary, Newcastle upon Tyne Normal 47
Conditional 1
Abnormal 2
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NHR - TCD Scans.

Showing data entered up to 01-Apr-2022.

TCD scans by centre and stop category.

Centre Stop category TCD scans
Royal Victoria Infirmary, Newcastle upon Tyne Non Diagnostic 1
Not entered 2
Centre total 53
University Hospital Nottingham Normal 50
Conditional 3
Centre total 53
Croydon Health Services NHS Trust Normal 38
Conditional 8
Abnormal
Centre total 49
London Northwest University Healthcare NHS Trust Normal 26
Conditional 1
Abnormal 1
Non Diagnostic 6
Centre total 34
Sheffield Children's Hospital Normal 19
Conditional 3
Non Diagnostic 1
Centre total 23
Queens Hospital (BHR) Normal 15
Abnormal 1
Non Diagnostic 2
Centre total 18
Southampton University Hospital Trust Normal 6
Conditional 1
Non Diagnostic 1
Centre total 8
Royal London Normal 6
Conditional 1
Centre total 7
Bradford Normal 1
Centre total 1
King's College Hospital Conditional 1
Centre total 1
Taunton and Somerset NHS FT Normal 1
Centre total 1
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NHR - TCD Scans.

Showing data entered up to 01-Apr-2022.

TCD scans by centre and stop category.

Centre Stop category TCD scans
University Hospital Coventry and Warwickshire Normal 1
Centre total 1
Total 2711
TCD scans by centre and scan quality.
Centre Scan quality TCD scans
North Middlesex Good 373
Average 40
Poor 40
Non Diagnostic 3
Not entered 2
Centre total 458
Barts Health NHS Trust Good 198
Average 77
Poor 15
Non Diagnostic 4
Not entered 106
Centre total 400
University Hospitals Bristol & Weston NHS Foundation Trust Good 48
Average 3
Poor 6
Non Diagnostic 15
Not entered 136
Centre total 208
Birmingham Women's and Children's NHS Trust Good 158
Average 10
Poor 4
Non Diagnostic 2
Not entered 7
Centre total 181
Guy's and St Thomas' Good 140
Average 18
Poor 15
Non Diagnostic 3
Not entered 4
Centre total 180
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NHR - TCD Scans.

Showing data entered up to 01-Apr-2022.

TCD scans by centre and scan quality.

Centre Scan quality TCD scans
St Georges Healthcare NHS Trust, London Good 74
Average 12
Poor 2
Non Diagnostic g
Not entered 59
Centre total 152
University Hospitals of Leicester Good 32
Average 56
Poor 19
Non Diagnostic 4
Not entered 39
Centre total 150
University College London Hospitals Good 60
Average 9
Poor 1
Non Diagnostic 1
Not entered 61
Centre total 132
Lewisham Healthcare NHS Trust Good 107
Poor 7
Non Diagnostic 3
Not entered 1
Centre total 118
Leeds Teaching Hospitals NHS Trust Good 6
Poor
Non Diagnostic 1
Not entered 926
Centre total 105
Queen Elizabeth Hospital, Woolwich Good 79
Poor 1
Not entered 25
Centre total 105
Oxford Children's Hospital Good 80
Average 6
Poor

Non Diagnostic
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NHR - TCD Scans.

Showing data entered up to 01-Apr-2022.

TCD scans by centre and scan quality.

Centre Scan quality TCD scans
Oxford Children's Hospital Not entered 4
Centre total 93
Manchester University NHS Foundation Trust Good 65
Average 10
Poor 2
Non Diagnostic 3
Not entered 11
Centre total 91
Alder Hey Children's Liverpool Good 83
Average 1
Poor 4
Not entered 1
Centre total 89
Royal Victoria Infirmary, Newcastle upon Tyne Good 22
Not entered 31
Centre total 53
University Hospital Nottingham Good 29
Average 6
Poor 2
Not entered 16
Centre total 53
Croydon Health Services NHS Trust Good 36
Average 2
Poor 9
Not entered
Centre total 49
London Northwest University Healthcare NHS Trust Good 23
Average 2
Poor 7
Non Diagnostic 1
Not entered 1
Centre total 34

Sheffield Children's Hospital
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NHR - TCD Scans.

Showing data entered up to 01-Apr-2022.

TCD scans by centre and scan quality.

Centre Scan quality TCD scans
Sheffield Children's Hospital Not entered 11
Centre total 23
Queens Hospital (BHR) Good 16
Non Diagnostic )
Centre total 18
Southampton University Hospital Trust Good 5
Average 1
Poor 1
Non Diagnostic 1
Centre total 8
Royal London Good 5
Average 1
Not entered 1
Centre total 7
Bradford Good 1
Centre total 1
King's College Hospital Good 1
Centre total 1
Taunton and Somerset NHS FT Good 1
Centre total 1
University Hospital Coventry and Warwickshire Good 1
Centre total 1
Total 2711
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