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STATEMENT 

General Information 

● It is an expectation that all patients receive care/services from a licensed 
clinician. All appropriate supporting documentation, including recent pertinent 
office visit notes, laboratory data, and results of any special testing must be 
provided. If applicable: All prior relevant imaging results and the reason that 
alternative imaging cannot be performed must be included in the documentation 
submitted. 

● Where a specific clinical indication is not directly addressed in this guideline, 
medical necessity determination will be made based on widely accepted standard 
of care criteria. These criteria are supported by evidence-based or peer-reviewed 
sources such as medical literature, societal guidelines and state/national 
recommendations. 

● The guideline criteria in the following sections were developed utilizing evidence-
based and peer-reviewed resources from medical publications and societal 
organization guidelines as well as from widely accepted standard of care, best 
practice recommendations. 

Purpose 

Indications for determining medical necessity for percutaneous and surgical therapeutic 
interventions for adults with congenital heart disease. 

Special Note 

In order to review a request for medical necessity, the following items must be submitted 
for review: 

● Progress notes from the cardiologist and (if indicated) cardiovascular surgeon 

● Reports from trans-thoracic and/or trans-esophageal echocardiograms, 
coronary/cardiac CTA, invasive cardiac catheterization, and CMR as applicable 

Clinical Reasoning 

All criteria are substantiated by the latest evidence-based medical literature. To enhance 
transparency and reference, Appropriate Use (AUC) scores, when available, are diligently 
listed alongside the criteria. 

This guideline first defaults to AUC scores established by published, evidence-based 
guidance endorsed by professional medical organizations. In the absence of those 
scores, we adhere to a standardized practice of assigning an AUC score of 6. This score 
is determined by considering variables that ensure the delivery of patient-centered care 
in line with current guidelines, with a focus on achieving benefits that outweigh 
associated risks. This approach aims to maintain a robust foundation for decision-
making and underscores our commitment to upholding the highest standards of care. (1–

5) 
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INDICATIONS 

Shunt Lesions 

Atrial Septal Defects (ASD) (6,7) 

This section refers only to isolated ASD and not ASD associated with complex congenital 
heart disease (CHD). 

● Primum ASD, sinus venosus defect (SVD) or coronary sinus defect (note: due to 
increased association between SVD and anomalous pulmonary venous 
connection (APVC), imaging to exclude APVC is necessary prior to intervention) 
(8): 

○ Surgical repair for patients with defects causing all of the following:  

■ symptoms (i.e., impaired functional capacity) 

■ right atrial (RA) and/or right ventricle (RV) enlargement  

■ net left-to-right shunt 

■ hemodynamically significant shunt (pulmonary to systemic blood flow ratio 
(Qp:Qs) ≥1.5:1) 

■ no cyanosis at rest or during exercise 

■ systolic pulmonary artery pressure (SPAP) ≤ ⅔ systolic systemic pressure 
and pulmonary vascular resistance (PVR) ≤ ⅔ systemic vascular resistance 
(SVR)  

● Secundum ASD (6,7) 

○ Percutaneous or surgical repair for symptomatic or asymptomatic patients 
with defects causing all of the following: 

■ right atrial and/or RV enlargement 

■ net left-to-right shunt 

■ Qp:Qs ≥1.5:1 

■ no cyanosis at rest or during exercise 

■ SPAP ≤ ⅔ systolic systemic pressure and PVR ≤ ⅔ SVR  

● Suspected Paradoxical Embolism 

○ Surgical or percutaneous closure in patients with ASD (regardless of size) and 
no other identified source of embolism, in the absence of pulmonary artery 
hypertension and left ventricular (LV) dysfunction. (6) 

Ventricular Septal Defect (VSD) (6,7) 

● Surgical or percutaneous closure for patients with defects causing all of the 
following:  

○ LV volume overload 
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○ Qp:Qs ≥1.5:1 

○ net left-to-right shunt 

○ SPAP ≤ ⅔ systolic systemic pressure and PVR ≤ ⅔ SVR  

● Surgical closure with history of infective endocarditis caused by VSD 

● Surgical closure of perimembranous or supracristal VSD with worsening aortic 
regurgitation (AR) caused by VSD 

Anomalous Pulmonary Venous Connections (6) 

● Partial APVC surgical repair for patients with all of the following: 

○ Evidence of RV volume overload 

○ Qp:Qs ≥1.5:1 

○ SPAP <50% systolic systemic pressure and PVR < ⅓ systemic vascular 
resistance SVR 

● Scimitar vein (connection of right pulmonary vein(s) to the inferior vena cava) 
surgical repair for patients with both 

○ Evidence of RV volume overload 

○ Qp:Qs ≥1.5:1 

● Repair of partial APVC is recommended at the time of closure of an SVD or ASD 

Atrioventricular Septal Defect (AVSD) (6,7,9–11) 

● Primary surgical repair of AVSD or repair of residual shunts after AVSD repair with 
all of the following: 

○ net left-to-right shunt 

○ Qp:Qs ≥1.5:1 

○ SPAP ≤ ⅔ systolic systemic pressure and PVR ≤ ⅔ SVR 

● Surgical repair for ASVD with discrete LV outflow tract (LVOT) obstruction and 
one or more of the following: 

○ maximum gradient of ≥50 mmHg 

○ gradient < 50 mmHg in presence of heart failure (HF) symptoms  

○ concomitant moderate-to-severe mitral valve (MV) or aortic valve (AV) 
regurgitation 

● Surgical repair for severe left atrioventricular (AV) valve regurgitation per 
guideline directed indications for mitral regurgitation (MR):  

○  Acute severe MR 

○ Symptomatic chronic severe MR regardless of LV systolic function 

○ Asymptomatic Patients: 



         

Page 6 of 22 

Evolent Clinical Guideline 7303 for Interventions for Adults with Congenital Heart Defects 

■ Severe MR with LV dysfunction (LV ejection fraction (LVEF) ≤ 60% and/or 
LV end-systolic dimension (LVESD) ≥ 40 mm) 

■ Severe MR with preserved LV function (LVEF >60%, LVESD <40 mm) and 
□ Atrial fibrillation (AF) secondary to MR or 
□ Pulmonary hypertension (SPAP at rest >50 mmHg) 

■ Surgical MV repair can be considered in severe MR with preserved LV 
function (LVEF >60%, LVESD <40 mm) and: 
□ 95% likelihood of successful and durable repair without residual 

regurgitation  

□ mortality < 1% 
■ Severe MR with preserved LV function (LVEF >60 %, LVESD <40%) but with 

progressive increase in LV size or decrease in LVEF on at least 3 serial 
imaging studies, irrespective of likelihood of successful repair 

Patent Ductus Arteriosus (PDA) (6,7) 

● Surgical or percutaneous closure for patients with PDA when: 

○ left atrial or LV enlargement present and attributable to PDA AND 

○ net left-to-right shunt  

○ SPAP ≤ ⅔ systolic systemic pressure and PVR ≤ ⅔ SVR 

Left-Sided Obstructive Lesions 

Cor Triatriatum Sinister (membrane dividing left atrium) (6) 

● Surgical repair for patients with: 

○ symptoms attributable to the obstruction OR 

○ significant gradient (e.g., mean gradient ≥8 mmHg) across the membrane 

Congenital Mitral Stenosis (MS) (9) 

● Surgical valve replacement for patients with symptomatic severe MS (mitral valve 
area (MVA) ≤ 1.5 cm2) 

Subaortic Stenosis (6,7) 

● Surgical repair for patients with one or more of the following: 

○ symptoms attributable to the obstruction and maximum gradient ≥50mmHg 

○ symptoms/signs of heart failure (HF) or ischemia with maximum gradient 
<50mmHg 

○ asymptomatic with a maximum gradient ≥50 mmHg and at least mild aortic 
regurgitation (AR) (to prevent progression of AR)  

Valvular Aortic Stenosis (AS) (6,9) 
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Note: Includes bicuspid aortic valve (BAV), unicuspid aortic valve and hypoplastic aortic 
annulus. Intervention may require annular enlargement and other surgical techniques not 
typically used in valvular aortic stenosis.  

See Definitions section for information on AS severity based on valve hemodynamics.  

● AV replacement (or balloon valvuloplasty for noncalcified BAV stenosis with ≤ 
mild aortic regurgitation) for patients with: 

○ Symptomatic severe high-gradient AS 

○ Symptomatic low-flow, low gradient severe AS with reduced LVEF (<50%) 

○ Symptomatic low-flow, low-gradient severe AS with normal LVEF (≥50%) if AS 
is most likely cause of symptoms 

○ Asymptomatic severe AS with LVEF <50% 

○ Apparently asymptomatic severe AS and low surgical risk when exercise 
treadmill test demonstrates decreased exercise capacity or a ≥ 10 mm Hg fall 
in systolic blood pressure from baseline to peak exercise 

○ Apparently asymptomatic severe AS with low surgical risk (see Definitions 
sections) and B-type naturetic protein (BNP) > 3 times normal 

○ Asymptomatic high-gradient severe AS with low surgical risk when serial 
testing shows an increase in aortic velocity ≥ 0.3 m/s per year 

○ Asymptomatic high-gradient severe AS and progressive decrease in LVEF to 
<60% on at least 3 serial imaging studies 

● Asymptomatic with very severe AS and low surgical risk 

○ Asymptomatic moderate or severe AS undergoing cardiac surgery for other 
indications 

Supravalvular Aortic Stenosis (6,7) 

● Surgical repair for patients with:  

○ symptoms or decreased LV systolic function secondary to aortic obstruction 

● Coronary artery revascularization for patients with: 

○ symptoms and coronary ostial stenosis 

Turner Syndrome (6,12) 

● Prophylactic replacement of the aortic root or ascending aorta in patients who 
are: 

○ asymptomatic with aortic size index (ASI) is ≥2.5 cm/m2  

● in pregnancy, a rapid increase in diameter (>3 mm) justifies intervention prior to 
delivery 

Coarctation of the Aorta (6,7) 
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● Surgical or percutaneous repair for patients with hypertension and significant 
native or recurring coarctation as defined by: 

○ ≥ 20 mmHg peak-peak gradient between upper and lower extremities by 
invasive measurement OR 

○ ≥ 50% stenosis relative to the aortic diameter at the diaphragm 

Right-Sided Lesions 

Valvular Pulmonary Stenosis (PS) (6,7) 

(see Definitions section) 

● Balloon valvuloplasty (with surgical repair if balloon valvuloplasty has failed or is 
not feasible) for: 

○ ≥ Moderate PS and one or more of the following: 

■ otherwise unexplained symptoms of HF 

■ cyanosis from interatrial right-to-left communication 

■ exercise intolerance 

● Percutaneous or surgical repair 

○ Asymptomatic severe PS 

Pulmonary Regurgitation (PR) After Repair of PS (6) 

● Symptomatic patients with both:  

○ ≥ moderate PR 

○  RV dilation/dysfunction 

● Asymptomatic patients with both: 

○ ≥ moderate PR 

○ progressive RV dilatation/dysfunction 

Branch and Peripheral Pulmonary Artery Stenosis (6,7) 

● Percutaneous dilatation and stenting for patients with ANY of the following:  

○ symptoms of reduced pulmonary blood flow (i.e., dyspnea, reduced functional 
capacity) 

○ >50% stenosis 

○ reduced lung perfusion 

○ right ventricular systolic pressure (RVSP) > 50 mm Hg 

Double-Chamber Right Ventricle (6) 



         

Page 9 of 22 

Evolent Clinical Guideline 7303 for Interventions for Adults with Congenital Heart Defects 

● Surgical repair for patients with:  

○ ≥ moderate outflow obstruction (see Definitions section) AND otherwise 
unexplained symptoms of HF, cyanosis, or exercise limitation 

○ severe outflow obstruction (including asymptomatic patients) 

Ebstein Anomaly (6,7) 

● Surgical repair of tricuspid valve (TV) for patients with severe tricuspid 
regurgitation (TR) and one or more of the following: 

○ HF symptoms 

○ objective evidence of worsening exercise capacity 

○ progressive RV dilatation or reduction of systolic function 

○ systemic desaturation from right-to-left atrial shunt 

○ paradoxical embolism 

○ atrial tachyarrhythmias 

● Electrophysiological (EP) study with catheter ablation (as needed) for patients 
with: 

○ symptomatic arrhythmias 

○ ventricular preexcitation without supraventricular tachycardia (SVT) 

○ high-risk pathway conduction  

○ multiple accessory pathways 

○ prior to planned TV surgical repair (even in the absence of preexcitation or 
SVT)    

Tetralogy of Fallot (TOF) (6,7,13) 

● Surgical or percutaneous pulmonary valve replacement for repaired TOF and any 
of the following: 

○ ≥ moderate PR with cardiovascular symptoms (i.e. dyspnea, chest discomfort, 
and/or exercise intolerance) not otherwise explained 

○ asymptomatic patients with ≥ moderate PR and ventricular tachyarrhythmias 

○ asymptomatic patients with ≥ moderate PR with other lesions requiring 
surgical intervention 

○ asymptomatic patients with ≥ moderate PR and ≥2 of the following: 

■ mild or moderate LV or RV systolic dysfunction 

□ LVEF <55% and/or RV ejection fraction (RVEF) <47% 

■ severe RV enlargement 

□ Right ventricular end diastolic volume index (RVEDVi) >150 ml/m2   OR   
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□ Right ventricular end systolic volume index (RVESVi) >80 ml/m2  

○ QRS duration on electrocardiogram (ECG) >160 ms 

○ SPAP ≥⅔ systemic pressure due to right ventricular outflow tract (RVOT) 
obstruction 

○ severe AR 

○ ≥ moderate TR 

○ severe branch pulmonary artery stenosis 

○ large RVOT aneurysm 

Right Ventricle (RV) to Pulmonary Artery (PA) Conduit Intervention (6) 

Includes percutaneous conduit stenting or surgical replacement, and/or transcatheter 
valve replacement (TPVR) for failing RV to PA conduit in patients with: 

● ≥ moderate conduit regurgitation and/or stenosis (see Definitions section) and 
either: 

○ reduced exercise capacity 

○ arrhythmias 

● Asymptomatic patients with severe conduit stenosis and/or regurgitation and 
either: 

○ Reduced RV function 

○ RV dilatation 

Complex Lesions 

Transposition of the Great Arteries (TGA or d-TGA) (7) 

● Following atrial switch procedure, percutaneous intervention for: 

○ Asymptomatic or symptomatic patients with baffle stenosis 

○ patients with baffle leaks and one or more of the following:  

■ cyanosis at rest or with exercise 

■ strong suspicion of paradoxical emboli 

■ left to right shunt associated with symptoms or signs (e.g., ventricular 
volume overload) 

■ prior to placement of pacemaker (PM) or implantable cardioverter 
defibrillator (ICD)  

● Following atrial switch procedure, surgical intervention for one or more of the 
following: 

○ symptomatic patients with pulmonary venous atrial obstruction (catheter 
intervention rarely possible) 
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○ symptomatic patients with baffle stenosis not amenable to catheter 
intervention (surgical intervention not indicated for asymptomatic patients 
with baffle stenosis) 

○ symptomatic patients with baffle leaks not amenable to percutaneous 
intervention 

○ tricuspid valve repair or replacement for severe TR without ventricular systolic 
dysfunction (EF >40%), regardless of symptoms  

Congenitally Corrected Transposition of the Great Arteries (ccTGA)(6,7) 

● TV replacement for patients with ccTGA and either:  

○ Symptomatic with severe TR and preserved or mildly depressed systemic 
ventricular function (EF ≤ 40%) 

○ Asymptomatic severe TR and dilatation or mild dysfunction of the systemic 
ventricle 

Intervention Following Fontan Surgery  

● Catheter ablation for intra-atrial reentrant tachycardia or focal atrial tachycardia 

○ Fontan revision surgery, and arrhythmia surgery as indicated, in patients with 
atrio-pulmonary connections and recurrent atrial tachyarrhythmias refractory 
to pharmacological and catheter ablation in patients with: 

■ normal ventricular function OR 

■ severe atrial dilatation 

● Reoperation or intervention for repair of structural or anatomic abnormalities in 
patients with: 

○ symptoms (i.e., exercise limitation) or with failure of Fontan circulation 

Coronary Artery Anomalies (6,7) 

● Surgical intervention for patients with: 

○ left coronary artery originating from the right sinus 

■ with or without symptoms or signs of ischemia  

○ right coronary artery originating from the left sinus with either 

■ symptoms of ischemia 

■ ventricular arrhythmias 

○ left coronary artery originating from the pulmonary artery 

■ with or without symptoms or signs of ischemia 

○ right coronary artery originating from the pulmonary artery with either 

■ symptoms attributed to the anomalous artery 
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■ ventricular dysfunction or myocardial ischemia attributed to the anomalous 
artery 

○ coronary artery fistula 

■ surgical repair or embolization 

CODING AND STANDARDS 

Codes 

33414, 33415, 33416, 33417, 33470, 33471, 33474, 33475, 33476, 33477, 33478, 33500, 
33501, 33502, 33503, 33504, 33505, 33506, 33507, 33641, 33645, 33647, 33660, 33665, 
33670, 33675, 33676, 33677, 33681, 33684, 33724, 33726, 33730, 33732, 33820, 33822, 
33824, 33840, 33845, 33881, 33917, 33920, 33922, 33924, 33925, 33926, 37236, 37237, 
92986, 92990, 93580, 93581, 93582 

Applicable Lines of Business 

☒  CHIP (Children’s Health Insurance Program) 

☒  Commercial 

☒  Exchange/Marketplace 

☒  Medicaid 

☒  Medicare Advantage 

BACKGROUND 

Definitions 

Aortic Stenosis (AS) (9) 

● Severity 

○ Severe AS: aortic peak velocity (Vmax) ≥4 meters/second or mean gradient ≥40 
mm Hg.  Aortic valve area (AVA) typically is ≤1.0 cm2 (or valve index (AVAi) 0.6 
cm2/m2) but not required to define severe AS (7) 

○ Very severe AS: aortic Vmax ≥5 m/s or mean gradient ≥60 mm Hg (7) 

○ Low flow/low gradient severe AS: defined by a mismatch between reduced 
aortic valve area (AVA, <1 cm2) and a non-severe increase mean valve 
pressure gradient (i.e., <40 mmHg) with an impaired left ventricular stroke 
volume (volume of blood pumped by the heart with each beat, similar to LVEF) 
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at rest. This creates a diagnostic and therapeutic dilemma: choosing between 
aortic valve replacement (AVR) and medical therapy vs optimal medical 
therapy alone. Low dose dobutamine stress echo (DSE) is recommended a 
means of increasing stroke volume with a simultaneous reassessment of 
aortic valve indices.  Flow reserve is defined as a 20% increase in stroke 
volume demonstrated by DSE.  DSE can yield three possible results in this 
situation: 

■ Truly severe AS: significant increase in stroke volume (i.e. flow reserve is 
demonstrated) and mean valve gradient (>40 mmHg).  Aortic valve is 
severely stenotic, and the low gradient measured at rest is a consequence 
of the LV contractile dysfunction. 

■ Pseudo-severe AS: significant increase in stroke volume and persistent 
low mean valve gradient (<40 mmHg) and AS does not meet the 
hemodynamic criteria to be defined as severe. 

■ Undetermined AS severity: Absence of significant increase in stoke volume 
and mean valve gradient (<40 mmHg): In this case, DSE fails to 
demonstrate an increase in stoke volume (lack of flow reserve) and the AS 
severity grade remains undetermined.  In his situation clinicians have to 
rely on the morphologic features of the valve on imaging (such as cardiac 
CT). (13) 

● Moderate AS: aortic Vmax   3.0-3.9 m/s or mean gradient 20-39 mm Hg 

STS-PROM (Society of Thoracic Surgeons predicted risk of surgical mortality) (9,14) 

● Low risk:  STS score <3%  

● Intermediate: 3 to 8% 

● High: STS score >8% to <15% 

● Extreme: ≥ 15%  

STS Risk Calculator STS ACSD Operative Risk Calculator 

Severity of Right Ventricular Outflow Obstruction (including pulmonary valve stenosis) (6) 

● Mild: peak gradient (PG) < 36 mmHg 

● Moderate: PG 36-64 mmHg 

● Severe PG >64 mmHg or mean gradient (MG) >35 mmHg  

AUC Score 

A reasonable diagnostic or therapeutic procedure can be defined as that for which the 
expected clinical benefits outweigh the associated risks, enhancing patient care and 
health outcomes in a cost-effective manner. (2) 

● Appropriate Care- Median Score 7-9 

● May be Appropriate Care- Median Score 4-6  

https://acsdriskcalc.research.sts.org/
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● Rarely Appropriate Care- Median Score 1-3 

Acronyms/Abbreviations 

APVC: anomalous pulmonary venous connections 

AR: aortic regurgitation 

AS: aortic stenosis 

ASD: atrial septal defect 

AVSD: atrioventricular septal defect 

BAV: bicuspid aortic valve 

BNP: B-type naturetic protein 

ccTGA: congenitally corrected transposition of the great arteries 

CHD: congenital heart disease 

ECG: electrocardiogram 

HF: heart failure 

ICD: implantable cardioverter defribrillator 

LV: left ventricle 

LVEF: left ventricular ejection fraction  

MG: mean gradient 

MS: mitral stenosis 

PA: pulmonary artery 

PG: peak gradient  

PDA: patent ductus arteriosus 

PM: pacemaker 

PR: pulmonic regurgitation 

PS: pulmonic stenosis 

PVR: pulmonary vascular resistance 

RV: right ventricle 

RVEDVi: right ventricular end diastolic volume index  

RVESVi: right ventricular end systolic volume index 

RVOT: right ventricular outflow tract 

RVSP: right ventricular systolic pressure 

SPAP: systolic pulmonary artery pressure 

SVD: sinus venosus defect 
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SVR: systemic vascular resistance 

SVT: supraventricular tachycardia 

TGA: transposition of the great arteries 

TOF: Tetralogy of Fallot 

TPVR: transcatheter pulmonary valve replacement  

TR: Tricuspid regurgitation 

TV: tricuspid valve 

VSD: ventricular septal defect 

SUMMARY OF EVIDENCE 
2020 ESC Guidelines For The Management of Adult Congenital Heart Disease (7) 

Study Design: The study involved the development of guidelines for the management of 
adult congenital heart disease (ACHD) by the European Society of Cardiology (ESC). The 
process included a comprehensive review of published evidence, diagnostic and 
therapeutic procedures, and assessment of the risk-benefit ratio. The guidelines were 
developed by a task force of selected experts in the field, representing various ESC sub-
specialty groups.  

Target Population: The guidelines focus on patients with adult congenital heart disease 
(ACHD), including those with mild, moderate, and severe congenital heart defects. The 
target population encompasses a wide range of congenital heart conditions, such as 
atrial septal defect (ASD), ventricular septal defect (VSD), atrioventricular septal defect 
(AVSD), patent ductus arteriosus (PDA), left ventricular outflow tract obstruction 
(LVOTO), coarctation of the aorta (CoA), and aortopathies.  

Key Factors:  

Recommendations: The guidelines provide evidence-based recommendations for the 
diagnosis, management, and treatment of ACHD, including surgical and catheter 
interventions, medical therapy, and follow-up care.  

Diagnostic Testing: The guidelines emphasize the importance of accurate diagnosis, risk 
assessment, and selection of the most suitable type of intervention. Diagnostic testing 
includes echocardiography, cardiovascular magnetic resonance imaging (CMR), 
cardiovascular computed tomography (CCT), and cardiac catheterization.  

Medical Therapy: The guidelines recommend medical therapy for heart failure, 
arrhythmias, pulmonary hypertension, and other related conditions. Specific therapies 
include beta blockers, angiotensin-converting enzyme (ACE) inhibitors, angiotensin II 
receptor blockers (ARBs), and pulmonary vasodilators.  

Surgical and Catheter Interventions: The guidelines provide detailed recommendations 
for surgical and catheter interventions for various congenital heart defects, including 
ASD, VSD, AVSD, PDA, LVOTO, CoA, and aortopathies.  
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Follow-up Care: The guidelines emphasize the importance of lifelong follow-up care for 
ACHD patients, including regular imaging, exercise testing, and monitoring for 
complications. 

2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart Disease (6) 

Study Design: The study involved the development of the 2018 AHA/ACC Guideline for 
the Management of Adults with Congenital Heart Disease (ACHD). The guidelines were 
developed by the American College of Cardiology (ACC) and the American Heart 
Association (AHA) Task Force on Clinical Practice Guidelines. The process included a 
comprehensive review of published evidence, diagnostic and therapeutic procedures, 
and assessment of the risk-benefit ratio. The guidelines were developed by a task force 
of selected experts in the field, representing various ACC sub-specialty groups.  

Target Population: The guidelines focus on adults with congenital heart disease (ACHD), 
including those with simple, moderate, and complex congenital heart defects. The target 
population encompasses a wide range of congenital heart conditions, such as atrial 
septal defect (ASD), ventricular septal defect (VSD), atrioventricular septal defect (AVSD), 
patent ductus arteriosus (PDA), left ventricular outflow tract obstruction (LVOTO), 
coarctation of the aorta (CoA), and aortopathies.  

Key Factors:  

Recommendations: The guidelines provide evidence-based recommendations for the 
diagnosis, management, and treatment of ACHD, including surgical and catheter 
interventions, medical therapy, and follow-up care.  

Diagnostic Testing: The guidelines emphasize the importance of accurate diagnosis, risk 
assessment, and selection of the most suitable type of intervention. Diagnostic testing 
includes echocardiography, cardiovascular magnetic resonance imaging (CMR), 
cardiovascular computed tomography (CCT), and cardiac catheterization.  

Medical Therapy: The guidelines recommend medical therapy for heart failure, 
arrhythmias, pulmonary hypertension, and other related conditions. Specific therapies 
include beta blockers, angiotensin-converting enzyme (ACE) inhibitors, angiotensin II 
receptor blockers (ARBs), and pulmonary vasodilators.  

Surgical and Catheter Interventions: The guidelines provide detailed recommendations 
for surgical and catheter interventions for various congenital heart defects, including 
ASD, VSD, AVSD, PDA, LVOTO, CoA, and aortopathies.  

Follow-up Care: The guidelines emphasize the importance of lifelong follow-up care for 
ACHD patients, including regular imaging, exercise testing, and monitoring for 
complications. 

2020 ACC/AHA Guideline for the Management of Patients with Valvular Heart Disease (9) 

Study Design: The guidelines were developed by the American College of Cardiology 
(ACC) and the American Heart Association (AHA) Joint Committee on Clinical Practice 
Guidelines. The document is based on systematic methods to evaluate and classify 
evidence, including literature reviews, randomized controlled trials (RCTs), registries, 
nonrandomized comparative and descriptive studies, case series, cohort studies, 
systematic reviews, and expert opinion.  
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Target Population: The guidelines focus on the diagnosis and management of adult 
patients with valvular heart disease (VHD). The recommendations are applicable to 
patients with or at risk of developing cardiovascular disease, with a particular emphasis 
on those in the United States but relevant to patients worldwide.  

Key Factors:  

Evaluation and Management: The guidelines provide detailed recommendations for the 
evaluation and management of various types of VHD, including aortic stenosis (AS), 
aortic regurgitation (AR), bicuspid aortic valve (BAV), mitral stenosis (MS), mitral 
regurgitation (MR), tricuspid valve disease, and mixed valve disease.  

Diagnostic Testing: The guidelines emphasize the importance of diagnostic testing, 
including transthoracic echocardiography (TTE), transesophageal echocardiography 
(TEE), cardiac magnetic resonance (CMR) imaging, computed tomography (CT) 
angiography, and cardiac catheterization.  

Medical Therapy: Recommendations for medical therapy include the use of 
anticoagulants, antiplatelet agents, and other medications for managing symptoms and 
preventing complications.  

Intervention: The guidelines provide criteria for surgical and transcatheter interventions, 
including valve repair and replacement, based on the severity of the disease and patient-
specific factors.  

Follow-Up and Monitoring: The document outlines the importance of regular follow-up 
and monitoring of patients with VHD, including periodic imaging and assessment of 
ventricular function.  

ANALYSIS OF EVIDENCE 
Shared Findings (6,7,9) 

All three articles emphasize the importance of specialized care and multidisciplinary 
approaches for managing adults with CHD. They agree on several key points: 

1. Multidisciplinary Care: 

o All articles recommend that adults with CHD should be managed by a 
multidisciplinary team, including cardiologists, surgeons, 
anesthesiologists, and other specialists with expertise in CHD. 

2. Regular Follow-Up: 

o Regular follow-up and monitoring are essential for adults with CHD to 
detect and manage complications early. 

3. Interventional and Surgical Procedures: 

o Interventional and surgical procedures should be performed by operators 
with expertise in CHD. 

4. Risk Assessment: 
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o Risk assessment is crucial for determining the timing and type of 
intervention. 

Conclusions (6,7,9) 

In summary, all three articles highlight the critical role of specialized care and 
multidisciplinary approaches in managing adults with CHD. They share conclusions on 
the importance of regular follow-up, risk assessment, and expertise in interventional and 
surgical procedures.  

POLICY HISTORY 

Date Summary 

May 2025 ● Edited background 

● Updated citations 

● Edited text for clarity 

● Checked Medicare Advantage Line of Business 

● Added Summary of Evidence and Analysis of Evidence 

● Added third General Information bullet 

January 2025 ● This guideline replaces UM 1418 Interventions for Adults 
with Congenital Heart Defects 

● Added suspected paradoxical embolism as indication for 
ASD repair 

● Added indication for VSD repair related to endocarditis, 
worsening aortic regurgitation related to the VSD 

● Added indication for repair of subaortic stenosis to 
prevent worsening of aortic regurgitation 

● Added indication for coronary revascularization in 
symptomatic patients with supravalvular aortic stenosis 
and ostial coronary artery stenosis 

● Added indications for intervention in patients with Turner 
syndrome 

● Added indication for intervention in coarctation of aorta 
for stenosis ≥50% at diaphragm 

● Added indications for intervention in asymptomatic 
patients with severe pulmonary valve stenosis 

● Added indications for intervention for Ebstein anomaly 
related to the presence of shunting, paradoxical 
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Date Summary 

embolism and arrhythmia  

● Added indications for pulmonary valve replacement in 
tetralogy of Fallot related to the presence of ventricular 
arrhythmia, ECG abnormalities, significant disease 
involving other cardiac valves, branch pulmonary 
stenosis and RVOT aneurysm 

● Added indications for intervention for RV to PA conduit 
dysfunction 

● Added section on intervention for sequelae related to 
prior surgical procedures (TGA repair and Fontan 
palliation)  

● Added indication for intervention for coronary fistulae 

● Added definitions and abbreviations 

LEGAL AND COMPLIANCE 

Guideline Approval 

Committee 

Reviewed / Approved by Evolent Specialty Services Clinical Guideline Review Committee 

Disclaimer 

Evolent Clinical Guidelines do not constitute medical advice. Treating health care 
professionals are solely responsible for diagnosis, treatment, and medical advice. 
Evolent uses Clinical Guidelines in accordance with its contractual obligations to provide 
utilization management. Coverage for services varies for individual members according 
to the terms of their health care coverage or government program. Individual members’ 
health care coverage may not utilize some Evolent Clinical Guidelines. Evolent clinical 
guidelines contain guidance that requires prior authorization and service limitations. A 
list of procedure codes, services or drugs may not be all inclusive and does not imply 
that a service or drug is a covered or non-covered service or drug.  Evolent reserves the 
right to review and update this Clinical Guideline in its sole discretion. Notice of any 
changes shall be provided as required by applicable provider agreements and laws or 
regulations. Members should contact their Plan customer service representative for 
specific coverage information.  

 

Evolent Clinical Guidelines are comprehensive and inclusive of various procedural 
applications for each service type. Our guidelines may be used to supplement Medicare 
criteria when such criteria is not fully established. When Medicare criteria is determined 
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to not be fully established, we only reference the relevant portion of the corresponding 
Evolent Clinical Guideline that is applicable to the specific service or item requested in 
order to determine medical necessity. 
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