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Definitions
Double outlet right ventricle - a type of vantriculoarterial connection in which both great vessels arise either predominantly or entirely from the right ventricle [1]. There are two distinct ventricular chambers and concordant atrioventricular connections [2].
"200%  double outlet right ventricle" - also known as complete double outlet right ventricle - both great vessels arise entirely from the right ventricle; the VSD is non-committed (remote) - is not located near the aorta or pulmonary artery  [3].
"50% rule"- more than 50% of aorta and pulmonary artery arise from the morphologic right ventricle.
Epidemiology
The incidence of double outlet right ventricle is estimated at 0.03-0.14 per 1000 live births. It accounts for 1% of all congenital heart diseases. 
Classification

Classification of double outlet right ventricle is based on the position of ventricular septal defect in relation to the great vessels. 
The following types of double outlet right ventricle have been distinguished [4]
-  Double outlet right ventricle with a subaortic ventricular septal defect located just below the aorta. 
- Double outlet right ventricle with a subpulmonary ventricular septal defect located below the pulmonary artery (Taussig-Bing anomaly). 

- Double outlet right ventricle with a doubly committed ventricular septal defect one below the aorta and one below the pulmonary artery.

- Double outlet right ventricle with a non-committed (remote) ventricular septal defect  not located near the aorta or the pulmonary artery.
Pathophysiology
Double outlet right ventricle with subaortic ventricular septal defect accounts for most (~50%) cases of double outlet right ventricle.  Blood flows from the left ventricle, through the VSD into the aorta and  from the right ventricle to the pulmonary artery. Depending on the severity of anterior deviation of the infundibular septum toward the pulmonary artery the pathophysiology is similar to tetralogy of Fallot (significant obstructionof the right ventricular outflow tract) or large ventricular septal defect (absence of anterior deviation)
Double outlet right ventricle with subpulmonary ventricular septal defect - saturated blood is streamed to the pulmonary artery and the cyanotic blood to the aorta.
Taussig-Bing anomaly is the type of Double outlet right ventricle with subpulmonary ventricular septal in which aorta arises completely from the right ventricle, a nonrestrictive ventricular septal defect is subpulmonary and pulmonary trunk is supplied from both the left and right ventricle.
Doubly committed ventricular septal defect - there is no infundibular septum seperating the aortic and pulmonary valves. It resembles ventricular septal defect.
Remote ventricular septal defect - the ventricular septal defect is unrelated to the great vessels.
References

1. Lev M, Bharati S, Meng CC, Liberthson RR, Paul MH, Idriss F. A concept of double-outlet right ventricle. J Thorac Cardiovasc Surg. 1972 Aug;64(2):271-81.
2. Anderson RH, McCarthy K, Cook AC. Continuing medical education. Double outlet  right ventricle. Cardiol Young. 2001 May;11(3):329-44.

3 Lacour-Gayet F. Intracardiac repair of double outlet right ventricle. Semin Thorac Cardiovasc Surg Pediatr Card Surg Annu. 2008:39-43.
4. Lev M, Bharati S, Meng CC, Liberthson RR, Paul MH, Idriss F. A concept of double-outlet right ventricle. J Thorac Cardiovasc Surg. 1972 Aug;64(2):271-81.

[** Signing the Expertise will mean an agreement for its publication]
[image: image1.png][image: image2.wmf] 



