Transitional Care in Duchenne
Muscular Dystrophy

Emily Ballard MCSP - The Lane Fox Respiratory Unit

Specialist Transitional Care Coordinator
Progressive Neuromuscular Disease
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Duchenne Muscular Dystrophy is no longer

just a childhood disease




Teenagers often see their healthcare

as a low priority




The teenage years are high risk for

respiratory deterioration and early
respiratory screening is essential




Respiratory specialist involvement

and care coordination reduces
unplanned admissions




Since January 2009:

* No unplanned first crisis admissions

* No admissions requiring tracheostomy or ITU
in our own patient cohort

We continue to see unplanned crisis
admissions requiring ITU and tracheostomy as
referrals from outside our cohort



Respiratory Care Lecture

Dr Nicholas Hart 2.30pm




What else happens in the teenage

years?




How do our patients feel about
transition?
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Growing up and transi



* |[n 2008 We hypothesised that the transitional
care needs were not currently being addressed



 We designed a questionnaire as a qualitative
assessment of our current neuromuscular
service



* The questionnaire was issued to 39 DMD
patients



* Age between 14 and 36 years (pre and post
transition)



e 24 questionnaires were returned and analysed



* 42% were extremely or moderately worried about
transition



* 63% were told little or nothing by the paediatric team and
58% were told little or nothing by the adult team of what to
expect on transferring to adult service



* 79% had not met the adult team prior to transferring into
adult services



* 38% had poor or very poor continuation of care and
overlap of services between adult and paediatrics



 79% were given little or no preparation for transfer from
paediatric to adult services and 42% had no prior
knowledge of the specialist respiratory unit



 100% reported it would be helpful to have an identified
person to link the services and 96% reported it would be
helpful to have a specific person to provide advice for
management of medical crises



 The data showed that DMD patients were
concerned about the period of transition into
adult services and did not receive adequate

information about the process or the teams
involved



* All the patients surveyed expressed a
specialist link between services would be
useful



* Thisisin line with the DOH’s guidance on
transition of care for chronic disease



We need to repeat this questionnaire



The GSST Model of Transition
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Patient & parent/carer
Database development

: Education
Demographics
Cardiac Introduction to devices
Respiratory
Functional
Yearly cardio-respiratory
assessment P .
atient
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ABG Hospital NM Team Community NM Team
MIP’ MEP, SNIP Neurology ‘TAC Keyworker
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ursing
. Therapies
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PEG Insertion

Function & mobility maintenance
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Outpatient reviews

Community support
Identify patients “At risk”
Admission/prevention
Facilitate early discharge
Provide family/ carer support

Liaison with school

End of life care

Liaison with palliative care
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Streamlining between
paediatric & adults services

Liaison between hospital &
community

Liaison between hospital
specialities

Liaise and support PICU

Liaise with other units



How do we plan for Transition?



Early planning

Team approach/ Joint clinics

Care plans

Flexible according to individual needs
Involving community teams is vital

Review care package (continuing healthcare
assessment?)

Consider: Independent living/ further
education/ access to work/ holidays

Equipment provision- Contracts?



Effective communication



SPECIALIST CENTRE
Paediatric Adult
team team




SPECIALIST CENTRE

The older they get the bigger the care team
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go to hospital
When do | get a
life?
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Our aim is to maximise quality of life



http://www.lifethrualens.org/gallery/index.html

* We have cut the number of appointments
reducing unnecessary travel



* We combine appointments whenever possible



* We now provide adult MDT clinics with
Cardiology (ECHO and ECG) on the same day



Adolescent environment?



* Higher staff to patient ratio than adult
wards



e Social stimulus



* Entertainment equipment



* Promotion of independence



* Appropriate communication facilities



* Access to carer/ family accommodation



Living with long term NIV



http://www.lifethrualens.org/gallery/index_4.html

How can we keep young people
out of hospital?



Provide portable equipment




- Provide 24
, 5:: hour technical
SN support




Provide management plans






2"d line management
¢ Contact Lane Fox Respiratory Unit on 020 7188 3435 or 020 7188 3434 OR
e Contact Emily Ballard, Transitional Care Coordinator on 0207 188 8069 or bleep 2433
If urgent call the switchboard on 0207 188 7188 and ask for the
on bleep 1572 who is available 24 hours a day




Impaired Cough

The inability to cough out airway secretions is
the main cause of respiratory failure and
death in patients with neuromuscular

diseases




Home management



Teach Manual Physiotherapy
Techniques



Lung Volume Recruitment

Air stacking can be done
using

— An LVR bag

— Glossopharngeal
breathing

— Volume ventilator




Provision of home cough assist?






Practical respiratory workshop
at 3-3.30pm



Bowel Management Plan ¢35t Thomas Wil

LANE FOX RESPIRATORY UNIT

What If...... What to Take...
Not had bowels opened for 1-2 Movicol x 1 sachet twice a day.
days. Continue with Senna.
Increase Fluid intake
Going regularly Continue with Senna.
Not had bowels opened for over Continue with Senna.
3 days Movicol x 1 sachet 3-4 x per day.
Increase fluid intake.
Bowels opened too much!! Stop everything for 24 hrs then

re-start senna.

Diarrhoea Stop everything.
Consider specimen to GP.




End of life scenarios

Problem

What to do

Contact Day/Night

Contact if worsening/ Not
Resolving

NG Blocks Try flushing with 10-20mls of Community Dietician Lane Fox unit : 0207 188 3434
fizzy cola or grapefruit juice. Tel:
If not working try luke warm District Nurses:
water. Tel:
Try Clog -Zapper. Leave insitu for
5-10 mins then try flushing again.
Vomiting/ feeling nauseous Stop Feed. Flush with 10 mls GP Dr
water only. Tel:
Consider anti -sickness medicine.
Ensure NGT still in same place
Increased sputum production Use Cough assist machine. GP Dr Lane Fox unit : 0207 1883434
Saline Nebulisers as required. — Tel:
Helps loosen secretions
Consider Antibiotics
More breathless and on NIV Give 5 mls Oromorph via NGT - Call GP Dr Lane Fox unit : 0207 188 3434
after 10 mins if not resolving give Tel:

another 5 mls Oromorph
Add oxygen 2L/min

Call Palliative care team Tel :

Agitated Or Distressed

Give 5 mls Oromorph liquid via
NGT

Repeat if not resolved after 5-10
mins

Consider 1x Diazapam
suppositories if possible to
administer.

Call GP:
Call Lane-Fox unit
Tel: 02071883434

Call Palliative care team Tel :

Pain or discomfort

Paracetamol 1gram via NGT.
Ibrufen 400mg via NGT

If not resolving give 5 mls
Oromorph

Call GP Dr
Tel
or Lane-Fox Unit

Call Lane-Fox Unit
Tel: 0207 188 3434

Drowsy or Unresponsive

Call GP and Lane-Fox.

Call GP

Tel:

Or District Nurses
Tel:

Lane-Fox Unit 0207 188 3434




Provision of Community Outreach




Link with Community Services

e Health

— Nursing/AHP-training and support
— Consider Dentistry/ Opticians at home
— Palliative care

* Social
— Care Packages
— Respite and short breaks
— Holidays
— Education/ Work



* Joint working



* Building relationships



* Sharing skills and information



e Supportive education and open
communication channel



* Joint team planning for patients



* Improved use of services



* Improved quality of care and patient
experience






Maximise social opportunities





http://www.martinsymons.com/apps/photos/photo?photoid=65276810
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 Medical review prior to

travel
Air travel — * Comprehensive Medical
a guide for summary
Lane Fox Unit * Emergency Contacts
patients  Back up ventilator and
disposables

* Oxygen if required
* Appropriate insurance
* Inform airline

 Complete MEDIF/ INCAD
forms

e Antibiotics



Meeting complex care: Case Study 1

e 22 yr old with DMD

— 24 hour non invasive ventilation

— Frequent admissions to hospital

— Extensive investigations (Gastrointestinal)
— Increasing difficulties with travel

— No emergency support plan

— Poor social access

— Declining mood






Hospital
admissions

Quality of
Life




Meeting complex care: Case Study 2

e 17 year old DMD

— Recent decline now :24 hour non invasive
ventilation dependence

— Exclusion from school (unable to meet needs)
— No emergency support plan

— Poor social access and no peer group

— Declining mood






Social
Isolation

Self Worth

Happiness
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Access to Specialist
Neuromuscular Care:
The Walton Report

All Party Parliamentary Group
for Muscular Dystrophy




Section4

Evidence Summary

Transition into aduithood

Cral evidence was provided by:
David Abbott - Senior Research Fellow ot the Norah Fry Research Centre, University of Bristol

Emily Ballard - Specialist Transitional Care Therapist at the Lane Fox Unit, Guy’s and
St Thomas® NHS Foundation Trust, London

Dr Nicholas Hart - Clinicol Research Consultant and Honorary Senior Lecturer in Respiratory
and Critical Core Medicine at the Lane Fox Unit, Guy’s and St Thomaos'
NHS Foundation Trust, London

Stuart Reid - Solihull, living with Duchenne muscular dystrophy

48. We were extremely alarmed to hear about the severe lack of essential long-term
assistance in transition planning. David Abbott, who has been conducting research
looking in detailattransition into adulthocd for young menwith Duchenne muscular
dystrophy, reported to us:

It seemed shocking that 20 years on from [national pglicies setting out]
basic duty and frameworks around transition that should kickin at around
14, more than half of families couldn’t recall any structured transition
planning, looking back or currently.

49. We heard first-hand evidence that adult services lack the organised structure that
exists in paediatric services. Stuart Reid explained his perspective on the service that
he has personzlly experienced and the problems at transition to adult services:

Paediatric services aremore structured and peop‘e seemtcknowwhat they're
doing more. | had a particularly good social worker when | was younger.

Further, a recurrent problem about which we heard from several expert witnesses
relates to the paucity and weakness of adult neuromuscular services in many parts of
the country. Even where there are reasonable or good paediatric services in place, the
provision of adult services is generally much weaker and this is unacceptable. Where
good multi-disdplinary services are well co-ordinated, they involve specdialities such as
genetics, a muscle pathology service, cardiology, respiratory and cardiac support and
specialist physiotherapy. The successful development and management of specialist
careleadstoagrowing population ofadultswhoin earlier timeswould nothave survived,
and these people have a right to continuing, high quality support to ensure they enjoy
the best possible quality of life, as in some other European countries. We call on health
service commissioners, local authorities and the local government assodations to
ensure they develop effective plans to guarantee they meet the comprehensive health
and social care needs of this growing number of adults. (Recommendation 11}

Access ro Speclaiist Newromuscuwar Core:
The Walkron Reporr



Section4

Evidence Summary

Transition into aduithood

Cral evidence was provided by:
David Abbott - Senior Research Fellow ot the Norah Fry Research Centre, University of Bristol

Emily Ballard - Specialist Transitional Care Therapist at the Lane Fox Unit, Guy’s and
St Thomas® NHS Foundation Trust, London

Dr Nicholas Hart - Clinicol Research Consultant and Honorary Senior Lecturer in Respiratory
and Critical Core Medicine at the Lane Fox Unit, Guy’s and St Thomas'

NHS Foundation Trust, Lonidon
Stuart Reid - Salibull, living with Duchenne muscular dystrophy

48. We were extremely alarmed to hear about the severe lack of essential long-term
assistance in transition planning. David Abbott, who has been conducting research
looking in detailattransition into adulthocd for young menwith Duchenne muscular
dystrophy, reported to us:

It seemed shocking that 20 years on from [national pglicies setting out]
basic duty and frameworks around transition that should kickin at around
14, more than half of families couldn’t recall any structured transition
planning, looking back or currently.

49. We heard first-hand evidence that adult services lack the organised structure that
exists in paediatric services. Stuart Reid explained his perspective on the service that
he has personzlly experienced and the problems at transition to adult services:

Paediatric services aremore structuredand peop‘eseemtecknowwhat they're

Further, a recurrent problem about which we heard from several expert witnesses
relates to the paucity and weakness of adult neuromuscular services in many parts of
the country. Even where there are reasonable or good paediatric services in place, the
provision of adult services is generally much weaker and this is unacceptable. Where
good multi-disdplinary services are well co-ordinated, they involve specdialities such as
genetics, a muscle pathology service, cardiology, respiratory and cardiac support and
specialist physiotherapy. The successful development and management of specialist

careleadstoagrowing population ofadultswhoin earlier times would nothave survived,
and these people have a right to continuing, high quality support to ensure they enjoy
the best possible quality of life, as in some other European countries. We call on health
service commissioners, local authorities and the local government assodations to
ensure they develop effective plans to guarantee they meet the comprehensive health
and social care needs of this growing number of adults. (Recommendation 11}

Access ro Speclaiist Newromuscuwar Core:
The Wakon Reporr




50.

51.

52.

53.

We received very helpful evidence regarding an explanation of transition services
in the context of specialist health care. Dr Nicholas Hart gave us an insight into the
overiap of different services within specialist multi-disciplinary care:

Transition is difficult to pinpoint as a dlinician in terms of start and end -
14, 182 There is only one transition service - in neurology. In respiratory,
| only come in from about the age of 12. A cardiologist may be seen but
the cardiac complications are later on. People are slottingin. We arein a
co-ordinating rofe and pull in the specialist services as needed. We are
allowed to have this set-up because we have the support.

We gathered further evidence of the iong distances that patients travel to access
specialised neuromuscular services at specialist centres. Dr Nicholas Hart gave an
overview of how far pecple come to the Lane Fox Unit:

We have referrals from Birmingham and Southampton. Aithough the service
stretches down to the south coast, we take patients from many different
parts of the country, partly driven by patient choice through GP referral.

We had clear evidence that young people are frequently frustrated by over-reliance
on family support and care. Stuart Reid told us how he is often forced to rety on his
paren:s for his care:

I need to get extra funding from the local health authorities. Mum or Dad
sometimes has to care for me during the night once or twice a week. |
don't want to have to rely on them. | want them to be able to get on with
their lives. My care assistant was meant to come with me. Dad had to
cancel business meetings to come with me teday to help me.

After hearing about the specialist multi-disciplinary team that is in place at the Lane
Fox Unit, this further highlights that young people greatly benefit when all aspects
of specialist care and support are put in place. Good practice must be shared and
replicated across the country.

We call on the Government and commissioners to take urgent action to make
sure that a named transition co-ordinator is in place for each young person with a
neuromuscular condition who is moving from paediatric to adult services. We heard
evidence that transition services to provide support to young people when they
move from paediatric to adult services are very weak in many parts of the country.
(Recommendation 10}

54.

We recognise the need for good links to be established and maintained between
a specialist centre and the community, as exemplified by Emily Ballard during her
evidence submission:

| have been doing a lot of education with community teams and sharing
my skills so that hospice staff, community nurses and community physios

Access to Specialist Newomuscowor Care:
The Walton Reporr

feel confident with the new eguipment for these patients and they
understand the disease needs.

A community nurse with adults wiho has not dealt with the disease and
doesn't knowr winat to do - if we can support and educate them then they
will be able to deal with them in the future rather than saying that the
patient showld just go to the specialist service and do everything there.
There is a huge role for joint work with the community teams and that
has been really successful so far.

55, The joint working described here should be developed and implemented across
the country. Patients prefer to access integrated services as close to their home as
paossible — provided they are comprehensive and good quality. This clearly results in
financial savings compared with referrals to attend specialist centres some distance
aWaY.
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52. We had clear evidence that young people are frequently frustrated by over-reliance
on family support and care. Stuart Reid told us how he is often forced to rety on his
parents for his care:
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We call on the Government and commissioners to take urgent action to make
sure that a named transition co-ordinator is in place for each young person with a
neuromuscular condition who is moving from paediatric to adult services. We heard
evidence that transition services to provide support to young people when they
move from paediatric to adult services are very weak in many parts of the country.
(Recommendation 10}

a specialist centre and the community, as exemplified by Emily Ballard during her
evidence submission:

| have been doing a lot of education with community teams and sharing
my skills so that hospice staff, community nurses and community physios
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Muscular
Dystrophy

Campaign

Building on the Foundations: The Need for a
Specialist Neuromuscular Service for all

Patients in the NHS London Region
October 2009
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A report by the Muscular Dystrophy Campaign with contributions
from and endorsed by the leading neuromuscular clinicians in the
London region:

Bart's and ndon

= Dr Aleksandar Radunovic, Consullant Neurologist

o~ Professor Francesco Muntoni, Oireclor and Consultant Paediatric
Neuroicgist
o DrColin Wallls. Consmtanl Respxratory Paediatrician

Guy's and St Thomas' Mospital

Evelina Children's Hospital
o Dr Heinz Jungbluth, Consuilant Paediatric Neurologist
o Dr Elizabeth Wraige, Consultant Paediatric Neurohgist

Lane Fox Respiratory Unit

o Dr Craig Davidson, Consultant in Respiratory Medicne

o Dr Nick Hart, Direclor of Research and¢ Consultant in Respiratory
Medicine

o Emily Ballard, Progressive Neuromuscular Disease Transiton
Coordinator

King's College Hospial

o Dr Fiona Norwood, Lead Clinician and Consultant Neurologist
o Dr Michael Rose, Consullant Neurslogist

o Professor Michael G Hanna, Consultant Neurologist
= Dr Robin Howard, Censultant Neurologist

Royal Bremplon Hospital
o Dr Anita Simonds, Censullant in Respiratery Medicine




In the London region there are two transitional services available to try to rectify this
situation. The services occur at Evelina and are jeintly run with King's and at Guy's and
St. Thomas' with the appointment of a transition coordinator.

Transitional services in KCH are quartery clinics are hadd jointly at Evelina Chidren's
Hospital by Heinz Jungbluth and Ficna Norwood or Elzabeth Wraige and Michael Rese.
Strong links with Guy's Hospital are extended through Fiona Norwood and 3 monthly
Neurogenetics clinic. In additicn a weekly muscie bicpsy review meeting is hela by
Neuropathologists in rotation. This is lead by Neurcpathologist Dr S Al-Sarraj with Dr
Michael Rose and Dr Fiona Norweod attending.

In November 2008 Emily Ballara was appointed to the new role of progressive
nauromuscular disease and transition co-ordinator based at Lane Fox Respiratory Unit
and funded through the Trust's charity. The role is designed to provide early respiratory
intervention and assessment of patients and as a point of kaisco with the adult
respiratery unit to detect acute medical changes as patients come through to adult
services.

The new positicn makes communication much easier batween physicians and families,
supparts patients f they nead an admission, suppoaris the local hospitals, and provides
further support through early symptom management of chest infections etc. The role is
also able to address the sccial needs of patients with neuromuscular diseases and find
mnformation on available services ana assist young pesople with career opperiunities,
sccial activities and respite care,

However, this rele is currently unique and is limited in its geographical scope to the
South East region. Other key servicas still suffer from a piece meal appreach, and
additional transition co-ordinator positions need to be established and entrenched
tc meat the needs of these vulnerabls young pecple.




When days cannot be added to life

Joint working

is key




Specialist centres can not and
should not work in isolation



We are building links with local hospitals and
identifying ‘link” consultants

We share our skills and plan patient care
together

We provide specialist education and support
to up skill less experienced staff

Outreach specialist care effects patient
outcome



Health coordination at the age of

transition is essential for patients
with DMD




Our Comprehensive Team

Dr Nicholas Hart- Clinical Research Consultant in Respiratory and
Neuromuscular Transition service Lead

Dr Craig Davidson- Consultant Physician in Respiratory and Director LFU

Dr Adrian Williams- Consultant Physician in Respiratory and Sleep Medicine
Dr Robin Howard- Consultant Neurologist

Dr Gerry Carr-white and Dr Stam Kapatenakis- Consultant Cardiologists
Natalie Grey- Ward manager (LFU)

Lucy McGee- Lane Fox Outreach Sister

%El{lnl\i/hsl)?)allard— Specialist Physiotherapist and Transitional Care coordinator

Mr Jonathon Lucas- Consultant Spinal Surgeon

Mr Kai Lam- Consultant Spinal Surgeon

Mr Tom Ember- Consultant Spinal Surgeon

Mr Martin Gough- Consultant Orthopaedic Surgeon

Mr Fabian Norman Taylor- Consultant Orthopaedic Surgeon
Dr Heinz Jungbluth- Consultant Paediatric Neurologist

Dr Elizabeth Wraige- Consultant Paediatric Neurologist
Jennie Sheehan- Clinical Specialist Physiotherapist

Rachael Spahr- Specialist Neuromuscular Physiotherapist
Debbie Clarke- Neurology Outreach Sister
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