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step two.”
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Impact of ACHD Referral on Mortality

71,467 patients in Quebec

Referral patterns and mortality before and after GL
publication
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Life’s hard. It’s harder when
you’re stupid.

~ John Wayne
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Anatomic complexity in ACHD

Table 3. Types of Adult Congenital Heart Disease of Great
Complexity*

Table 4. Diagnoses in Adult Patients With Congenital Heart
Disease of Moderate Complexity*

Conduits, valved or nonvalved

Cyanotic congenital heart (all forms)
Double-outlet ventricle

Eisenmenger syndrome

Fontan procedure

Mitral atresia

Single ventricle (also called double inlet or outlet, comman, or primitive)
Pulmonary atresia (all forms)
Pulmonary vascular obstructive disease
Transposition of the great arteries
Tricuspid atresia

Truncus arteriosus/hemitruncus

Other abnormalities of atrioventricular or ventriculoarterial connection not
included above (ie, crisscross heart, isomerism, heterotaxy syndromes,
ventricular inversion)

Aorto—left ventricular fistulas
Anomalous pulmonary venous drainage, partial or total
Atrioventricular septal defects (partial or complete)
Coarctation of the acrta
Ebstein's anomaly
Infundibular right ventricular outflow obstruction of significance
Ostium primum atrial septal defect
Patent ductus arteriosus (not closed)
Pulmonary valve regurgitation (moderate to severe)
Pulmonary valve stenosis (moderate to severe)
Sinus of Valsalva fistula‘aneurysm
Sinus venosus atrial septal defect
Subvalvular AS or SupraAS (except HOCM)
Tetralogy of Fallot
Ventricular septal defect with:
Absent valve or valves
Aprtic regurgitation
Coarctation of the aorta
Mitral disease
Right ventricular outflow tract obstruction
Straddling tricuspid/mitral valve
Subaortic stenosis




Spectrum of severity

22 year old 40 year old with objective 20 year old NYHA class
asymptomatic, normal exercise intolerance, I1I with pulmonary
rlgfht ventricular significant PR, PS, RVE atresia and branch
unction, no and RV dysfunction pulmonary stenosis

significant PR
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Subjectively normal exercise capacity

Rode his bike from home to his annual ACHD clinic
evaluations
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Exercise capacity predicts morbidity and mortality

Diminished
exercise
capacity

despite lack of
symptoms

Mean = 5D
Aortic coarctation —] | —— 287 +104
Tetralogy of Fallot 1 — 25.5+9.1
VSD - — [ 234489
Mustard-operation — | — 23374
Valvular disease | | | e 227+76
Ebsteins anomaly — T 208+4.2
Pulmonary atresia — F— 20.1+6.5
Fontan-operation — I 19.8+5.8
ASD (late closure) - ——— 192+6.2
ccTGA | | — 18.6 + 6.9
Complex Anatomy —{ T} 14647
Eisenmenger - T 5436
ANOVA P<0.0001
5 10 15 20 25 30 29 40
peak VO, (ml/kg/min)




BNP as a prognostic marker in ACHD

49 consecutive ACHD

pa“ents from C||n|C -0 Logrank pﬁﬂ.m]l‘.lll_ _______ P
>1/2 were NYHA class |l | BNP > TSpgnl

e
=

Median f/u ~8 years

36% TOF, 30% single
ventricle, 15% systemic
RV
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Cumulative mortality (%)
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] 24 48 72 06
time (months)

BNP = T8pg/ml 24 15 14 12 1 i g g 3
BMNP< T8pg/ml 29 29 29 29 i 29 29 29 19

Giannakoulas Amer J Cardiol 2010




PVR after operative repair of TOF
Meta-analysis of 3118 patients from 48 studies

Study name Statistics for each study Weight (Random) Difference in means and 95% Cl

Difference Standard Relative

in means eror  P-Value weight (%) Indexed RV-EDV (mL/m?)

[
Chalard 2012 -93.000 17.178  <0.001 1.74 i —
Lee 2012 -63.000 5867 <0.001 5.37 ——
Quiail 2012 (Matched) -46.400 3619 <0.001 6.47 -
Quail 2012 (Unmatched) -64.400 4511 <0001 6.05 ——
Jang 2012 (Matched) -70.900 12.056 =<0.001 284 s
Jang 2012 (Unmatched) -77.300 9500 <0.001 3.7 ——
Tobler 2012 -79.000 7418 <0.001 4.61 ——
Frigiola 2012 -54.000 6220 <0.001 519 ——
Chen 2012 -45.000 9742 <0.001 3.82 e
Ovcina 2011 (arm 1) -54.900 11.437  <0.001 3.03 ——
Ovcina 2011 (arm 2) -42.800 11136 <0.001 313 ——
Geva 2010 (arm 1) -73.000 7485 <0001 458 ——
Geva 2010 (arm 2) -83.000 8.995 <0.001 391 ——
Lindsey 2010 -46.000 13752 0.001 240 ——
Tsang 2010 -70.000 11.882 <0.001 287 ——
Harrild 2009 -63.000 14.209 <0001 2.30 e —
Knirsch 2008 -62.000 12.334  <0.001 277 --—
Frigiola 2008 -54.000 12,771 <0.001 265 ——
Henkens 2007 (arm 1) -62.000 6552 <0001 503 ——
Henkens 2007 (arm 2) -72.000 14739 <0.001 2.18 e —
Qosterhof 2007 -52.000 6.646 <0.001 4.98 ——
Ghez 2007 -55.000 14.321  <0.001 2.27 ——
Kleinveld 2008 -58 300 5613 <0001 550 —
Therrien 2005 -56.000 10.381  <0.001 3.38 ———
Buechel 2005 -81.100 9437 <0.001 3.74 —
Straten 2005 -57.100 13.850 <0.001 2.35 e —
Viiegen 2002 -52.500 10.468 <0.001 335 —_—

-

Overall effect 62.734 2581 <0.001
C a S S Total (95% CI): 782 (Pre-PVR); 725 (Post-PVR) -100.00 -50.00 0.00 50.00 100.00
Test for heterogeneity: Chi? = 81.96; df = 26 (P < 0.001); I = 58.3%

Test for overall random effect: Z = -24.20 (P < 0.001) Change after PVR

L - - Study name Statistics for each study Weight (Random) Difference in means and 95% CI
I I I Difference Standard Relative
e S S I p r e S S I V e in means error  P-Value weight (%) LV-EF (%)
Chalard 2012 6.000 2325 0.010 449 —_—
Lee 2012 2.000 1.126  0.076 7.86 T——
Quail 2012 (Matched) 2.000 0816 0.014 8.83 ——
Quail 2012 (Unmatched) 3.100 0.891 0.001 8.61 —_—
Tobler 2012 4.000 1826 0.028 5.72 ——
— Frigiola 2012 2.000 1324 0131 7.23 —_-——
Shiokawa 2012 6.700 3.309 0.043 2.85 ———— il
Ovcina 2011 (arm 1) 3.900 2902 0179 3.42 e e
Ovcina 2011 (arm 2) 8.600 4633 0.063 1.68 —_-—
Kane 2011 7.000 3.340 0.036 2.81 ———
Geva 2010 (arm 1) -1.000 1855 0.590 5.64 —_—
L Geva 2010 (arm 2) 0000 1839 1000 568 —_—.
Harrild 2009 -3.000 2.065 0.146 5.09 ——t—
Knirsch 2008 2.000 3.010 0.506 3.25
Frigiola 2008 5.000 2664 0.061 3.82 —
Henkens 2007 -1.000 2.887 0729 3.44
Qosterhof 2007 1.000 1439 0487 6.86 —_—
Kleinveld 2006 -4.900 1476 0.001 6.75 —_—
— Buechel 2005 3200 1998 0109 526 —_.—
Doughan 2005 -1.000 7.545 0.895 071
Overall effect 1.821 0658 0.008 i
Total (95% C): 595 (Pre-PVR); 581 (Post-PVR) -8.00 -4.00 0.00 4.00 8.00

Ferraz J Am Coll Card 2014  Eeisem Soeeio raw













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







