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Abstract 

Introduction Hypoplastic left heart syndrome (HLHS) is a severe cardiac 
malformation, fatal in the neonatal period in the absence of immediate care. 
Palliative surgery for HLHS has been available in Sweden since 1993. The 
outcome has improved over time, but there is still significant mortality. It has 
been suggested that fetal valvuloplasty in fetal aortic stenosis may prevent 
progression to HLHS. Home monitoring of oxygen saturation has been 
suggested as a method to improve survival after the initial surgery. 
Aims The aims were to investigate the survival rate of patients born with HLHS 
in Sweden from1990 to 2010, and to evaluate fetal valvuloplasty of the aortic 
valve as a method of preventing HLHS. A third aim was to evaluate the 
importance of home monitoring as a method to improve survival after the initial 
surgery.  
Methods The complete national cohort of patients with HLHS was identified 
through national databases. Changes in incidence and transplantation-free 
survival were calculated and analyzed in relation to risk factors for death. The 
natural history of fetal aortic stenosis and the efficacy of a fetal intervention 
were investigated in two retrospective multi-center studies. Home monitoring 
was evaluated in an experimental study and survival was compared with a 
historical cohort.  
Results and conclusions The overall 10-year transplantation-free survival of 
patients with HLHS increased from 40 % 1993–2000 to 63 % 2001–2010. 
Female gender and was identified as a risk factor. The incidence at birth 
decreased from 15.4 to 8.4 per 100,000. The proportion of liveborn neonates 
with HLHS undergoing surgery increased from 50 % to 70 %. Fetal intervention 
with balloon dilatation of the aortic valve improved postnatal survival but did 
not prevent progression to HLHS. Home monitoring of oxygen saturation was 
considered lifesaving in a number of individuals but there was no statistical 
difference in survival compared to a historical cohort.  
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