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Survival to 18 years of age with CHD
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Increasing burden of disease
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Annual Number of ACHD Admissions in
the U.S Categorized by Level of Defect Complexity

Opotowsky AR, JACC 2009




The Severity of ACHD

AP Classification

I: Simple
Native: small ASD or VSD, mild PS
Repaired: PDAecundumASD, sinus venosus defect, VSD

Il: Moderate Complexity

Ao-LV fistula, PAPVD, TAPVD, anomalous coronaries, PAVSD, CAVSD,
congenital AV or MV disease, coarctati&stein RVOTO, primum ASD,
>moderate PR/PS, branch PS, sinugatéavdistula/aneurysm, sub or supfa
valvular AS, straddling AV valve

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

Repaired: tetralogy of Fallot
l1I: Complex

Doubleoutlet ventricle, interrupted aortic arch, pulmonary atresia,
transposition of great arteries, truncus arteriosus

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

Cyanotic congenital heart defect (unrepaired or palliated)

Other abnormalities of atrioventricular and ventriculoarterial connection
(crisscross heart, isomerisineterotaxysyndromes, ventricular inversion)

Stout K et al. AHA/ACC ACHD Guidelines 2Ci&ulation. 2019

PHYSIOLOGY
A

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

B

NYHA I, 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 lllI, 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), enebrgan dysfunction responsive to therapy

D

NYHA FC IV symptoms, severe aortic enlargement, Arrhythmias
refractory to treatment, Severe hypoxemia (almost always associ
with cyanosis) , Severe pulmonary hypertension, Eisenmenger
syndrome, Refractory enrdrgan dysfunction



Survival Prospects and Circumstances of De

Simple complexity CHD Moderate complexity CHD Great complexity CHD Patient's age (years)
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ooty — ASD 25 26 32 38 42 47 52 57 61
o o b Valvar disease 29 31 36 40 45 49 54 59 63
VSD 28 30 36 40 44 49 53 59 63
gos . N Aortic Coarctation 32 33 38 43 47 52 56 62 66
g AVSD 33 34 39 44 48 52 57 62 66
£ Marfan syndrome 37 38 42 46 50 54 59 64 68
5 o @ Tetralogy of Fallot 37 38 42 47 50 54 60 65 69
Ebstein anomaly 42 43 47 51 54 59 63 68 72
Systemic RV 48 51 55 59 63 67 72 76
” ” & Eisenmenger syndrome 65 69 73 77 81 84
Complex CHD 70 74 78 82 85
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Extracardiac complications in ACHD
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Pregnancy in women
with congenital heart
disease

A Majority tolerate pregnancy well

A Specialist care best provided by
MDT

A ACHD/heart failure cardiology,
obstetrics

A Haematologyneonatology,
anaesthesiand genetics

A Timely counselling essential
A Team should be involved early in
pregnancy in order to plan antenatal

care, including delivery and pest
partum followup

Roos Hesslink J et al. EHJ 2019



