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What is a registry?

“an organised system that uses observational 
methods to collect uniform data on a 

population defined by a particular disease, 
condition, or exposure, and that is followed 

over time.”

European Medicines Agency, 2015



D’Alonzo GE, et al. Ann Intern Med 1991; 115:343-9



How can registries help above clinical trials?



Limits to conceptual understanding of
real-world data









Estimated global distribution of the most 
prevalent forms of PAH

Hoeper MM et al 2016



Epidemiology and outcomes of PAH reported 
from registries from various countries
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Haemodynamics at presentation in the Global TOPP 
Registry (tracking outcomes and practice in 

paediatric pulmonary hypertension) in 19 countries

Beghetti M et al 2016

Mean age 7 years, range 0 – 17 years
57% iPAH, 38% congenital heart disease, 10% chronic lung disease



Haemodynamics at presentation in the Global 
TOPP Registry (tracking outcomes and practice 

in paediatric pulmonary hypertension)

Beghetti M et al 2016



Natural history: hospitalization in PAH in REVEAL 
predicts worse survival

Burger CD et al 2014

Patients with a first-time hospitalization
from time of discharge

Patients with no hospitalization
in the first year of follow-up
from 1 year after enrolment



Survival in PAH associated with scleroderma 
with and without lung disease in the UK

Isolated          259      179        94         53       27         6 Respiratory      
56        38         18         10        3 

Condliffe R, et al. Am J Respir Crit Care Med 2009; 179:151–7

p = 0.02
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CTEPH Registries

Hurdman J 2012; Health & Social Care Information Centre 2012 and 2013; Escribano-Subias P 2012;
Baptista R 2013; Condliffe R 2008; Mueller-Mottet S 2015; Pepke-Zaba J 2011



Patient characteristics in the International 
CTEPH Registry

Pepke-Zaba J et al 2011





Growth of the UK Pulmonary Hypertension 
Service on 31st March for 12 years

All patients alive and not discharged

Patients prescribed PH drug therapy

Health & Social Care Information Centre 2016





Estimated global distribution of the most 
prevalent forms of pulmonary hypertension

Hoeper MM et al 2016



Pulmonary hypertension registries into 
the future

• Registry of registries

• Strengthening observations and 
generalisability

• Linking registries to biobanks

• Individualizing patient management through 
big data


