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Registries and 

research





Priority questions suitable for a 

registry

Associated co-morbidities

•What are the outcomes in children with multiple co-
morbidities?

•What are the common co-morbidities in children with 
a single ventricle heart condition?

Brain and neurodevelopment

•What factors influence neurodevelopmental outcomes 
in children with single ventricle heart conditions?

•What is the impact of a single ventricle heart 
condition on neurodevelopment?



Priority questions suitable for a 

registry

Fontan failure

•What are the best markers of deterioration in patients 
with a Fontan circulation?

Living with a single ventricle heart condition

•What are the frequencies of symptoms, limitations, 
physical and emotional quality of life with a Fontan 
circulation?

•What are the long-term social, psychosocial and other 
non-clinical outcomes of children with single ventricle 
heart conditions?



Priority questions suitable for a 

registry

Management of the well-functioning Fontan circulation

• What factors best determine a well-functioning Fontan 
circulation?

• What is the optimal interval for follow-up of patients with a 
Fontan circulation?

• What is the impact of pregnancy on patients with a Fontan 
circulation and how can outcomes be improved?

Surgery and perioperative care

• Which modifiable perioperative factors can reduce mortality for 
the Norwood operation?

• How can perinatal risk stratification be used to identify those 
in whom the Norwood operation is futile?



Several registries are in 

existence and others planned

Australia and New Zealand Fontan registry

International Fontan registry

NPC -QIC

Fontan Outcomes Network

Two European Fontan registries

UK Fontan  registry



Australia 

and New 

Zealand 

Registry

since 2014

~1500 Fontan patients

~60 publications



Risks of 

certain 

outcomes

Balance of good versus bad 



Death or transplantation

Hepatocellular carcinoma

Exercise outcomes

Arrhythmia

Brain structural changes

Lymphatic complications

Intellectual and cognition

Quality of life of whole family

Cause of death

Renal and liver outcomes

Growth trajectory

The Super Fontan

Pregnancy and fertility

Male sexual health

Warfarin or aspirin

ACE inhibition

Pacing

Outcomes of surgical approaches

Role of Fontan conversion

Effect of forward flow

Age at Fontan

Outcomes of underlying anatomy

Fenestration

Obesity

Health economics

Outcomes Intervention



What’s lacking in this and 

other registries

No mechanistic approach to research

We currently do not have any evidence based approach 

to care and clinical trials have focussed on PVR 

reduction

Fundamental problem is systemic venous hypertension 

but what does that lead to



Role of 

future 

registries

Prospective not

retrospective

Consent for 

research

Establish patient 

relevant outcomes

Interventional 

clinical studies





RUBATO 

a critical 

appraisal
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What does future clinical 

research look like

Collaborative

Multi-centre

Multi-national

Innovative trial design and appropriate endpoints

Interventions based on preliminary mechanistic studies

Involvement of patients and families throughout the process


