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Survival to 18 years of age with CHD 

Warnes CA et al. JACC 2001 
Moons P et al. Circulation 2010 
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Increasing burden of disease 

Opotowsky AR, JACC 2009 



The Severity of ACHD 
AP Classification  

ANATOMY 

I: Simple  
Native: small ASD or VSD, mild PS 

Repaired: PDA, secundum ASD, sinus venosus defect, VSD 

II: Moderate Complexity 
Ao-LV fistula, PAPVD, TAPVD, anomalous coronaries, PAVSD, CAVSD, 
congenital AV or MV disease, coarctation, Ebstein, RVOTO, primum ASD, 
>moderate PR/PS, branch PS, sinus of Valsava fistula/aneurysm, sub or supra-
valvular AS, straddling AV valve 

Unrepaired: sinus venosus defect, moderate/large secundum ASD/PDA, VSD 
with associated anomaly and/or >moderate shunt  

Repaired: tetralogy of Fallot 

III: Complex 
Double-outlet ventricle, interrupted aortic arch, pulmonary atresia, 
transposition of great arteries, truncus arteriosus  

Single ventricle (including double inlet left ventricle, tricuspid or mitral atresia, 
hypoplastic left heart), unrepaired or palliated (Fontan) 

Cyanotic congenital heart defect (unrepaired or palliated)  

Other abnormalities of atrioventricular and ventriculoarterial connection 
(crisscross heart, isomerism, heterotaxy syndromes, ventricular inversion)  

PHYSIOLOGY 

A  
NYHA I, No hemodynamic, anatomic or arrhythmic sequelae, Normal 
exercise capacity, renal/hepatic and pulmonary function  

B  
NYHA II , Mild hemodynamic sequelae (aortic or ventricular 
enlargement/dysfunction), Mild valvular disease, Trivial or small 
shunt, arrhythmia not requiring treatment, Objective cardiac 
limitation to exercise  

C  
NYHA III, Significant valvular disease or ventricular dysfunction, 
moderate aortic enlargement, venous or arterial stenosis, mild/ 
moderate hypoxemia/cyanosis, significant shunt, arrhythmias 
controlled with treatment, pulmonary hypertension (less than 
severe), end-organ dysfunction responsive to therapy  

D  
NYHA FC IV symptoms, severe aortic enlargement, Arrhythmias 
refractory to treatment, Severe hypoxemia (almost always associated 
with cyanosis) , Severe pulmonary hypertension, Eisenmenger 
syndrome, Refractory end-organ dysfunction  

Stout K et al. AHA/ACC ACHD Guidelines 2018, Circulation. 2019 



ÅLow complexity ACHD have a higher 

burden of CV risk factors and cardiac 

events 2 

Å11-21% SCD <35 years due to ACHD 3 

 

Survival Prospects and Circumstances of Death  

1 Diller et al. Circulation. 2015 
2 Saha et al. Circulation 2019 
3 Lynge et al. Circulation AE 2018 



Extra-cardiac complications in ACHD 



Pregnancy in women 
with congenital heart 
disease  

Å Majority tolerate pregnancy well 

Å Specialist care best provided by 
MDT  

Å ACHD/heart failure cardiology, 
obstetrics  

Å Haematology, neonatology, 
anaesthesia and genetics 

Å Timely counselling essential  

Å Team should be involved early in 
pregnancy in order to plan antenatal 
care, including delivery and post-
partum follow-up 

 

 

 

Roos  Hesslink  J et al. EHJ 2019  


