
Paediatric High Dependency Network Day 

Congenital Heart Disease Network for South Wales 
and South West 

June 22nd  2017 

Sheena Vernon  

RGN MSc 



 

• Background 

• Standards 

• Overview of the network 

 

 

6

/

2

2

/

2

0

1

7 

•Aims for the Day 



• Safe and sustainable, 2008 

• Review of the provision of paediatric cardiac surgery services, 
consolidate practice 

• Criteria for centres 

• No ACHD 

• Congenital heart Disease Standards and specifications  NHS 
England 2015 
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• Background 
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The Standards 

• Section A: The network approach 

• Section B: Staffing and skills 

• Section C: Facilities 

• Section D: Interdependencies 

• Section E: Training and education 

• Section F: Organisation, governance and audit 

• Section G: Research 

• Section H: Communication with patients 

• Section I: Transition 

• Section J: Pregnancy and contraception 

• Section K: Foetal diagnosis 

• Section L: Palliative care and bereavement 
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•The Network   
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Team & Geography of the Network  

 

 

South Wales 

included with 

most northerly 

point being 

Aberystwyth   

Referrals from Yeovil 

predominantly go to 

Southampton  

Isles of Scilly included within 

Network 

Referrals from Plymouth have 

increased over last 5 years; 

some flow out of Network to 

Southampton 

Sheena Vernon, Lead 
Nurse 

James Dunn, Network 
Manager 

Dr Andrew Tometzki, 
Clinical Director 
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Network Vision 

Our vision is to be a Network whereby: 

• Patients have equitable access to services regardless of geography 

• Care is provided seamlessly across the Network and its various stages of transition (between locations, services 

and where there are co-morbidities) 

• High quality care is delivered and participating centres meet national standards of CHD care 

• The provision of high quality information for patients, families, staff and commissioners is supported 

• There is a strong and collective voice for Network stakeholders 

• There is a strong culture of collaboration and action to continually improve services 
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Funding and Accountability 

• EOI submitted  for 16/17 to commissioners to fund core Network team – 

rejected  

• UHB therefore funding as well as hosting– but essential we operate as an 

independent body despite financial arrangement 

• Longer term – this funding is not sustainable, other models will be explored  

• Accountability will be to the Network Board (to be established) and ultimately 

NHS England’s Operational Delivery Network Oversight Board  
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Network Work Plan Timings 



The Network Approach 

 

• Challenge : communication between local, cardiology and surgical 
centres 

 

• CHD/CNS from SSC or SCS provide support, education and a link to 
network opd and ward staff 

 

• Local link nurse in local centre/cardiac CNS +CHD 

•sets out: how networks will work  

•new/changing: clear leadership (clinical and professional); cardiology (non-surgical) centres’ 

participation in networks; second opinions and referrals 
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•Congenital heart disease    



POPULATION 

• Incidence: 8 per 1000 live births. 

• 40 yrs. ago mortality from untreated CHD was 60%- 70% over 
the age of 18 years. 

• Success of cardiac surgery and cardiology in infancy improved 
life expectancy. 

• 85% of CHD patients, including complex, rare and severe 
conditions will reach adulthood.  

• More adults than children with CHD.     

BCS 2002 



CURRENT POPULATION 

• S.W England + parts of Wales 5 million. 

• 7,000 BHI. 

• 15,000 in South West.  

• UK 160,000 

•  In 2000 equal numbers of those alive with severe CHD 
were adults. 

 

Marelli A. J. et al 2007 





With advances in pediatric cardiology and cardiac surgery, over 85% of children with congenital heart disease (CHD) now survive to adulthood. Studies estimate that there are approximately one million adults with CHD in the US and that this rapidly growing adult population probably outnumbers the children with CHD (Fig. 260.1). Early mortality and multiple morbidities, however, continue to affect these adults as they age. Figure 260.1 

Numbers and proportion of adults and children with all CHD (a) and severe CHD (b) in 1985, 1990, and 2000 (From Marelli et al. (2007) J Am Coll Card) 

                                                                                                   

Numbers and proportion of adults and children with all CHD (a) and severe CHD (b) 

in 1985, 1990, and 2000 (From Marelli et al. (2007) J Am Coll Card) 



LATE RESULTS OF PEDIATRIC CARDIAC 
SURGEY IN FINLAND 

• Nieminen et al, Circulation 2001 

http://circ.ahajournals.org/content/vol104/issue5/images/large/G5717F2.jpeg


Normal adolescence 

 

• Time of physical and emotional development changes young people into adults, capable of 
self-care and independent decision  

• Early (11-14yrs), middle (15-18years) and late (19-21)  
• Early adolescence is identified by physical change and sexual maturation 
• Middle adolescence there is a rapid growth of cognitive skills and understanding of abstract 

concepts. Peer groups play an increasing part in identity and separateness from parents 
• During late adolescence a sense of self, sexual identity and an increased need for closeness, 

affection and intimacy forms 
•  Family life also undergoes a series of changes at this time 
• These normal individual and family developmental processes are greatly influenced by the 

context of chronic illness 

Tong and Kools 2004 

Foster and Graham 2001  



Role of CNS 

• In-patient and out patient issues. 

• Pre-assessment 

• Surgery, cardiology, medical admissions, arrhythmias, endocarditis, heart failure. 

• Learning disability work. 

• Pregnancy/contraception. 

• Teenage and young adult clinic. 

• End of life care. 

• Pulmonary hypertension. 

• Telephone Advice >2000 calls pa. 

• Patient information 

• Education 

 



COMMON CONGENITAL HEART DEFECTS 

• Atrial Septal Defect        10% 

• Ventricular Septal Defect       30%  

• Tetralogy of Fallots        6% 

• Transposition of the Great Arteries     4% 

• Coarctation of the Aorta       7%             

• Patent Ductus Arteriosus              10% 

• Aortic Stenosis         6% 

• Pulmonary Stenosis        7% 

• Other         20%   
  



Complex Lesions 

• Cyanotic lesions 

• Eisemnmengers Syndrome 

• Ebsteins 

• Hypoplastic left heart HLHS 

• Hypoplastic right heart 
syndrome HRHS 

• Tricuspid atresia 

• TAPVD 

• Cardiomyopathy 

• Syndromes 

 

 

• Causes of death 

 

• Duct dependant 

• Failure transplant 

25 
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                Palliative Care and bereavment 



• UK children's heart surgery 
deaths have halved in 10yrs 

• Utley 2015 
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Palliative Care and Bereavement 

 

• Challenge : difficult conversations, patient, parents spouse, family and 
children 

• Intense telephone advice 

• End of life pathway  

• Palliative care teams 

• GP support 

sets out: how to provide support at end of life and how to manage communication with families around the end 

of life  

new/changing: all new 



Add Paed Standards    

29 



Increasing Numbers 

• Increasing age of death into adulthood 

• Khairy P et al 2010 J Am Coll Cardiol 

 

• ACHD growing epidemic  

• Avila et al  2014 Canadian J Cardiol 

 
• Lifetime Prevalence of Congenital Heart Disease in the General 

Population From 2000 to 2010.  
• Ariane J. Marelli   2014;130:749-756; June 18, Circulation 

 



Life Expectancy 

• Reduced in severe CHD 

 

• Improving - ICDs CRT 

 

• 1/3 deaths sudden, others gradual 

 

• EOL life, resus, pts wishes need to be discussed 

 

• Avoids distress re: treatment decisions at EOL 

 

Gatzoulis, Swan, Therrien, Pantely 2005 



Care delayed/denied 

• 48 patients, mean age 37yrs 

• minority had EOL discussions prior to terminal admission  

• most received aggressive treatment 

• advanced palliative/EOL to 

• reduce hospital therapies  

• improve death and dying 

Tobler D et al 2012  Pallliat Med 



Call for early communication 

• 200 pts + 48 CHD providers about EOL communication 

• 2 patients + 50% providers discussed EOL 

• 78% of patients wanted early discussion 

• Drs discussions increase with complexity 

• Early EOL discussion was favoured by 62% pts and 38% 
providers 

• Earlier in disease course 

Tobler D,  2012  Int J Cardiol 



Knowledge and preference for ACP 

• 200 pts 

• 5% had completed, 56% never heard of them 

• Infrequently completed in OPD 

• HCP educate patients about advanced care directives  

• Assist in preparing formal end of life planning 

• Peoples wishes should be known and respected 

 

Tobler et al 2012 www.ajconline.org 



Now is the time to Act 

• Balancing life prolonging intervention and EOL  

• Parallel approach 

• Learning from other specialities in managing young patients EOL 

• Increasing numbers of severe ACHD , failing Fontans, decline 
inevitable 

• Unique needs of young patients should be recognised. 

Bowater S.E, SpeakmanJ.K. Thorne S.A (2013) Current Opinion in 
Supportive and Palliative Care. 



Symptoms in EOL Cardiac disease 

• Breathlessness, home O2 

• Anxiety, benzodiazepines, opiates, treat depression 

• Anorexia, cachexia 

• Profound lethargy 

• Syncope (treatable rhythm disturbances) 

• Refractory oedema (IV medication) 

• Abdominal distention 

• Early symptom control  

Tobler D., De Stoutz N., Greutmann M(2011) 
Current opinion in Supportive and Palliative Care 



Avoid disaster 

Discuss 

Training  



Resources 





Help 

Written in with the National 

Council of Palliative Care 

 

Aims to support those caring for 

people affected by heart failure 

 

To open up conversations about 

end of life wishes and preferences 



Help 



 

• The GSF Prognostic Indicator Guidance 

• For clinicians to support earlier recognition of 
patients nearing the end of life 

• The surprise question 

• Next few months, weeks or days? 



Cases 

• K.A. 44 yrs post artificial heart 

• M.B. 32yr old OOH 

• R.B. 39yrs Welsh ICD 

• A.L. 22yrs plus family 

• A.D. 44yrs mild L/D 

• S.H. 21yrs, PH palliative care  

 

 



• Letter 

• Family sometimes return 

• No annual reminder 

• Flowers to well known 

patients 



Books 

http://www.amazon.co.uk/gp/reader/0727916688/ref=sib_dp_pt
http://www.amazon.co.uk/Congenital-Disease-Specialist-Handbooks-Cardiology/dp/0199228183/ref=sr_1_fkmr0_1?s=books&ie=UTF8&qid=1318869474&sr=1-1-fkmr0
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