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Abstract
We report images of the 7th case worldwide of a twin fetus with a complete isolated ectopia cordis in a dichorionic diamniotic 
twin gestation. There is no consanguinity, family history of abnormalities, IVF, or first trimester medication. The diagnosis 
of this isolated anomaly was done at 23 weeks in one fetus, while the other had normal morphology; the pregnancy was 
complicated by preterm labor and a cesarean delivery followed at 34 weeks. The affected baby weighed 1800 g and had an 
outcome complicated by episodes of desaturation and deceased at day 8. Parents did not wish either in utero termination of 
pregnancy or postnatal surgery for reintegration in the thorax and chose instead palliative care.
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A patient with a spontaneous dichorionic diamniotic twin 
pregnancy with no history of consanguinity, abnormali-
ties or medication was referred at 23 weeks’ gestation for 
in utero fetal death in one fetus. The ultrasound examina-
tion confirmed a twin pregnancy but with both twins alive. 
Twin A had an isolated ectopia cordis which seemed com-
plete with no other morphological malformation as shown 
in Fig. 1; the ectopic heart seemed morphologically nor-
mal with no intracardiac defects or abnormalities. Twin B 
had no abnormalities. The parents did not wish to undergo 
a selective feticide and decided to perform only postnatal 
palliative care. Repeat sonographic evaluations were per-
formed showing adequate biometry and amniotic fluid and 
they were both males. At 34 weeks, a cesarean delivery 
was performed for premature onset of labor. The affected 
twin weighed 1800 g at birth with Apgar scores of 6 and 
2 at 1 and 5 min, respectively. The baby had an opening 

of the lower sternum with the whole heart protruding out-
wards with no pericardium covering it; a wet sterile dress-
ing was used to cover the beating heart. Postnatal cardiac 
ultrasound suspected a small associated ventricular septal 
defect. He suffered severe bradycardia at birth, depended 
on oxygen ventilation and recovered during the following 
days from multiple episodes of cyanosis and desaturation. 
At day eight, he had a bradycardia, cyanosis and diffuse 
hemorrhage and died from cardio-respiratory arrest; no 
resuscitation was performed according to the parents’ deci-
sion. This report has been approved and registered by our 
institution’s review board under the number CEHDF-1038. 
Parents’ consent is obtained for the scientific use of the data 
and images. According to our Pubmed search, it represents 
the seventh case worldwide of ectopia cordis occurring in a 
twin pregnancy.
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Fig. 1  Thoracic transverse image showing the ectopia cordis (arrow-left) and postnatal image of the affected fetus showing 
the ectopic heart (right)
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