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PROGRESS
FROM A CLINICIANS PERSPECTIVE



What’s changed?

How we train and are organized

The data and guidelines



When I started

You are what 
you say you are

I am an ACHD 
cardiologist





vs.



Impact of ACHD Referral on Mortality

71,467 patients in Quebec

Referral patterns and mortality before and after GL 

publication

Mylotte Circulation 2014 





Life’s hard.  It’s harder when 

you’re stupid.

~ John Wayne



1982-1999



2000-2017









Anatomic complexity in ACHD



The adult with repaired tetralogy of fallot
Spectrum of severity

22 year old 
asymptomatic, normal 

right ventricular 
function, no 

significant PR

40 year old with objective 
exercise intolerance, 

significant PR, PS, RVE 
and RV dysfunction

20 year old NYHA class 
III with pulmonary 
atresia and branch 
pulmonary stenosis

PRETTY
GREAT

NOT AS 
GREAT

FINE



An ACHD patient

Subjectively normal exercise capacity

Rode his bike from home to his annual ACHD clinic 

evaluations





335 consecutive ACHD patients
mean age 33

Exercise capacity predicts morbidity and mortality

Diller, et al  Circulation 2005

Diminished 

exercise 

capacity 

despite lack of 

symptoms



BNP as a prognostic marker in ACHD

49 consecutive ACHD 

patients from clinic

>1/2 were NYHA class II

Median f/u ~8 years

36% TOF, 30% single 

ventricle, 15% systemic 

RV 

Giannakoulas Amer J Cardiol 2010



PVR after operative repair of TOF

Meta-analysis of 3118 patients from 48 studies

PVR improves

PR

RVEDV

RVESV

NYHA class

Less impressive

LVEDV

LVESV

LVEF

Ferraz J Am Coll Card  2014



High quality data Limited data/expert opinion







What our field has learned from our patients

A pessimist is one who makes difficulties of his 

opportunities and an optimist is one who makes 

opportunities of his difficulties.

~Harry Truman




