
Initial Standard Workup:
- Clinical Assessment
- Echocardiogram (at diagnosis)
- ECG

Exclusion criteria:
- Pre-term infants <32 weeks
- Unbalanced AVSD or AVSD with 
other CHD
- Genetic conditions except 
trisomy 21
- Heterotaxy
- Pregnancy

Size of 
ventricular
component

Follow-up every 2-4 
weeks:  

• weight check

•  +/- ECG/echo

 > small 
ventricular shunt

 Small or no
 ventricular 
component

CHD Clinical Practice Algorithm: Unrepaired AVSD <18 years 1-8

* Right to left shunt after 2 
months of age should prompt 
further evaluation for PH; be 
aware of potential for PH in 
the post-op period in 
asymptomatic patients

>Small primum ASD only or 
primum ASD + cleft left AV-
valve with ≤ mild valvar 
insufficiency

Symptomatic
or Growth Failure

Referral for 
surgical repair at 
3-6 months of 
age and ~5kg 

Consider:

•  medications (diuretics, 

afterload reduction)

• feeding fortification 

• nasogastric tube feeds

Yes

No*

Abbreviations:
- AVSD: Atroiventricular Septal Defect
- ECG: Electrocardiogram
- FTT: Failure to Thrive
- PH: Pulmonary Hypertension

Complete/ 
Transitional

AVSD

Follow-up every 1-2 years: 

• ECHO +/- EKG 

• Consider cMRI if better 

evaluation of RV size and 

Qp:Qs is needed. 

Refer for surgery if right heart 
enlargement and/or Qp:Qs >1.5

Small primum 
ASD only

F/u every 3-6 months:

•  +/- ECG

•  +/- echo

 If valvar regurgitation 
progresses, transition to 
other arm

< 12 months

Primum ASD + 
cleft left AV-
valve with ≥ 
moderate 
valvar 
insufficiency 

Refer for surgical repair at 
~12-36 months of age
 per institutional 
preference

>12 months

>12 months

Size of 
Atrial component
 and left AV-valve 
characterization

F/u every 2-3 months:

•  +/- EKG 

• +/- echo 

If symptoms, LV dilation, 
FTT, PH, consider medical 
management or early 
surgical referral

< 12 months



Initial Standard Workup:
- Clinical Assessment
- Echocardiogram (at diagnosis)
- ECG

Exclusion criteria:
-Unbalanced AVSD or AVSD with 
other CHD
-Genetic conditions except 
Trisomy 21
-Heterotaxy
-Pregnancy

Type of AVSD

CHD Clinical Practice Algorithm: Unrepaired AVSD ≥18 years 4,9,10

Partial AVSD

Pressure 
restrictive VSD

Individual risk 
assessment and 
consideration for 
surgical repair

PA systolic pressure 
>2/3 systemic or PVRi 
> 5 WU*m2 Non-
responsive to 
pulmonary 
vasodilators

No

Yes

Abbreviations:
- AVSD: Atroiventricular Septal Defect
- ECG: Electrocardiogram
- FTT: Failure to Thrive
- PH: Pulmonary Hypertension

Transitional
AVSD

Complete
AVSD

Non-hemodynamically 
significant septal defects 
and at least moderate AVV 
regurgitation

Routine outpatient care 
q 24-36 months with 

echo & EKG

Routine outpatient 
follow up q 24-36 
months with echo & 
EKG

Follow ACC/AHA mitral 
valve regurgitation 
guidelines. Septal defect 
closure indicated at time of 
surgery

Assess Qp:Qs 
(Catheterization 

or cMRI)

Referral for 
surgical repair 

Qp:Qs >
 1.5

Qp:Qs< 1.5 AND 
no significant valve

 disease or LVOT
 obstruction

Direction of VSD 
Shunt

Left to right
 at the VSD 

Catheterization, 
ACHD/PAH expert 
consult and 
therapies

Predominant
 right to left

Catheterization to 
stratify

Qp:Qs >1.5
PVRi > 3 WU*m2 < 5 WU*m

Qp:Qs >1.5
PVRi > 5 WU*m2  
and falls <5 with 
PAH treatment  

Qp:Qs >1.5, PASP 
<50% systemic, PVRi 
<3 WU*m2 

Size of Atrial
 Level Shunt

At least moderate
 ASD and right 
heart dilation

Small ASD, < moderate
 AVV regurgitation



AVSD Repair

CHD Clinical Practice Algorithm: Repaired AVSD 4,5 ,10

Standard Surgical Follow up: 
• Post-op ECG, echo and CXR done prior to discharge 
• Clinic follow-up within 2 weeks to 3 months with echo +/- ECG and CXR

Residual lesion 
progression or LV 

dysfunction

Follow up every 3-6 
months with:

• +/- echo 

• +/- EKG

until 1 year post op

Follow up visit q2-3 months 
with:

• +/- echo 

• +/- EKG

• Optimization of 

medical therapy

Yes

Significant 
Residual 
Lesions*

Yes

**Surgical Reintervention Indications:

•Symptoms 

•Moderate or worse left AV valve disease with progressive left 

heart dilation and/or pulmonary hypertension

•Severe LV outflow tract obstruction (peak echo gradient of ≥50 

mmHg) or < 50 mmHg and LV dysfunction/symptoms.4 

•Decline in left ventricular systolic function secondary to a residual 

lesion

•Moderate or worse residual VSD  with progressive left heart 

dilation, Qp:Qs >1.54

* Significant Residual Lesions include any of the 
following:

• > mild left AV valve regurgitation or stenosis

• > small residual VSD shunting

• > mild LV outflow tract obstruction

• Left ventricular dysfunction

No

Follow up visits every 1-3 
years with:

• Echo

• EKG

• Holter as needed

• CPET as needed

If residual lesions progress and/
or meet criteria for re-
intervention ** then consider 
surgical intervention

If stable with no progression then 
follow up every 3-6 months with:

• +/- echo 

• +/- EKG

If improves to minimal/no residual 
lesions then follow up every 1-3 years 
with:

• Echo

• EKG

• Holter as needed

• CPET as needed

Meet criteria for 
re-intervention?
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