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CASE SUMMARY 

 This is a case of 46 year-old woman with double inlet left ventricle with the most 

frequent settings of atrio-ventricular and ventriculo-arterial connection, rudimentary right 

ventricle and rare physiology of well-balanced pulmonary and systemic circulation (1).  The 

morphologically left systemic ventricle  and transposition of the great arteries with 

subvalvular and valvular stenosis of the pulmonary outflow tract cause relatively good 

function of circulatory system and balance of the systemic and pulmonary blood flow (2). 

Although the complex defect was diagnosed in early infancy no surgical treatment was 

applied. With the mild pharmacologic support there are no symptoms of circulatory 

decompensation (NYHA II) assuring good quality of life (the woman gave a birth to three 

healthy children). 

DISCUSSION 

The natural history of the double inlet left ventricle with well-balanced systemic and 

pulmonary circulations and obstruction of the blood flow to the pulmonary circulation is 

favorable (3,1). Some patients survive without treatment for many years. Hager et al. (4) 

collected 10 patients over 50 years old from the literature; the oldest was 66 years old, 

reported by Ammash and Warnes (5). Seven of those 10 were alive at the time when they were 

reported. Since that publication, one patient who died aged 59 (6) and two survivors aged 57 

years (7) and 71 years (8) have been reported. These patients are almost always those with 

enough pulmonary stenosis to give balanced circulations. Death is usually due to severe 

hypoxemia, congestive heart failure, infective endocarditis or brain abscess.  Staged treatment 

of the defect is complex and for obtaining the best possible results must be initiated in early 

infancy and finished in early childhood. Unfortunately there are no studies comparing strategy 

of staged construction of Fontan circulation in the group of selected patients with DILV and 

discussed above favorable physiology versus strategy of doing nothing. There is also no 
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sufficient scientific evidence of successful late surgical procedures versus natural history of 

the defect. Taking into account both early and late complications after the Fontan surgery in 

this patient strict follow-up and pharmacological treatment will be the best option. 

EXPERT’S OPINION 
 

This is very rare case of single ventricle defect by means of double inlet left ventricle (DILV) 

with well-balanced pulmonary and systemic circulations with long-term survival without any 

surgical intervention. The natural history of this particular variant is favorable and there is no 

theoretical advantage of converting circulation into Fontan physiology at this stage. The strict 

follow-up and pharmacological treatment will be the best option for the patient. The elective 

cardiac catheterization and assessment of the pulmonary circulation should be taken into 

consideration. The prevention of infective endocarditis and antiplatelet or anti-coagulation 

therapy is indicated.    

 

CONCLUSION 

 
There is no recomendation for surgical treatment at this stage. Patient should be folowwed-up 

very strickly and treated pharmacologically. The elective cardiac catheterization and assessment of the 

pulmonary circulation should be taken into consideration. The prevention of infective endocarditis and 

antiplatelet or anti-coagulation therapy is indicated.    

 

REFERENCES 
                                                 
1   Franklin  RC,  Spiegelhalter  DJ,  Anderson  RH,  Macartney  FJ,  Rossi Filho  RI,  Douglas  JM,  et  al.  

ouble-inlet  ventricle  presenting  in infancy.  I.  Survival  without  definitive  repair.  J  Thorac  Cardiovasc Surg. 

1991;101:767–76. 

2  O’Leary  P.  Prevalence,  clinical  presentation  and  natural  history of  patients  with  a  single  ventricle.  

Prog  Pediatr  Cardiol.  2002; 16:31–8. 

3 Fontana  RS,  Edwards  JE.  Congenital  Cardiac  Disease: A  Review  of  357 Cases Studied Pathologically. 

Philadelphia: Saunders; 1962. 
4  Hager A,  Kaemmerer  H,  Eicken A,  Fratz  S,  Hess  J.  Long-term  survival  of  patients  with  univentricular 

heart  not  treated  surgically.  J Thorac Cardiovasc Surg. 2002;123:1214–17. 
5 Ammash NM, Warnes CA. Survival into adulthood of patients with  unoperated single ventricle. Am J Cardiol. 

1996;77:542–4. 
6  Habeck J, Reinhardt G, Findeisen V. A case of double inlet left ventricle in a 59-year-old man. Int J Cardiol. 

1991;30:119–20. 
7  Restaino  G,  Dirksen  M,  de  Roos  A.  Long-term  survival  in  a case  of  unoperated  single  ventricle.  Int  J  

Cardiovasc  Imaging. 2004;20:221–5. 
8  Book WM, Vaccari C, McConnell ME. Exceptional survival: double inlet  left  ventricle  presenting  with 

aortic  dissection.  Int  J  Cardiol. 2007;116:e65–7. 


