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Abstract
Introduction: Ectopia cordis is a rare congenital condition that is defined by the abnormal position of the

heart outside the thorax associated with defects in the parietal pericardium, diaphragm, sternum, and, in most
cases, cardiac malformations.

Case Report: A 28 year old primigravida delivered a female life baby with thoracic wall defect with
pericardium and heart lying outside the thoracic cavity, in the labour room of Obstretic & Gynaecology
Department in Regional Institute of Medical Sciences, Imphal. Mother did not come for ante natal checkup so
the condition was not diagnosed prenatally. We report this case because of its rarity.

Conclusion: Surgical closure of the thoracic wall defects and proper management of other associated
anomalies are the overall objectives in the management of ectopia cordis. Prenatal diagnosis can be done by

using ultrasound as early as 9 weeks of gestation.
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Introduction

Ectopia cordis is a rare congenital condition that is
defined by the abnormal position of the heart
outside the thorax associated with defects in the
parietal pericardium, diaphragm, sternum, and in
most cases, cardiac malformations. The reported
prevalence is 5 to 8 per million live births. The
cause of ectopia cordis is currently unknown and
most cases are sporadic. Byron classified ectopia
cordis into four types: cervical, thoracic,
thoracoabdominal and abdominal. The prognosis
is poor and most infants are still born or die within
the first few hours or days of life. 2 We present a
case report because of its rarity.

A Case Report

A 28 year old primigravida delivered a female life
baby with thoracic wall defect with heart lying
outside the thoracic cavity, in the labour room of
Obstretic & Gynaecology Department, Regional
Institute of Medical Sciences, Imphal. Baby also
shows an ectopic umbilicus in the epigastric
region. Mother did not come for antenatal
checkup so it was not diagnosed prenatally. Baby
was immediately shifted to Neonatal intensive
care unit for further management. Condition of the
baby was explained to the parents and relatives of
the baby. Unfortunately after 48 hours of delivery
parents leave the hospital along with the baby

Ambath D. Momin et al IMSCR Volume 03 Issue 06 June

Page 6132


http://www.scielo.br/scielo.php?pid=S1519-38292014000300287&script=sci_arttext&tlng=pt#B02

against medical advice. Baby expired at home
after 60 hours of postnatal period probably
because of respiratory distress and infection.

Sternal defect

Discussion

Because of its rarity and other associated
abnormalities ectopia cortis is a challenging
congenital anomaly. Ravitch,® classified ectopia
cordis into four types according to the location of
heart, as thoracic (60%), abdominal (30%),
thoracoabdominal (7%), and cervical (3%). We
have reported a case of thoracic type of ectopia
cordis with heart lying outside the thoracic cavity.
Thoracoabdominal type is regarded as a distinct
type as a Cantrell’s pentology, which includes five
associated anomalies i.e. distal sternal defect,
midline supraumbilical abdominal wall defect,
ventral diaphragmatic hernia, defect in the apical
pericardium with free communication with
peritoneal cavity, and congenital intracardiac
defect.* Ectopia cordis is frequently associated
with other congenital defects involving multiple
organ systems. Ventricular septal defects and
Fallot's tetralogy are the most common associated
intracardiac defects, while omphalocele is the
most common associated abdominal wall
defect.® The prenatal diagnosis of ectopia cordis is
carried out wusing ultrasound, which allows
visualization of the heart outside the thoracic
cavity. Diagnosis has been reported by Bick et

!
<

Heart lying outside the thoracic
cavity

Ectopic umbilicus in epigastrium

al®and Tongsonget al.’at 11 and 9 weeks of
gestation, respectively. The overall objectives of
ectopia cordis management are: closure of the
chest wall defect, including the sternal defect,
repair of the associated omphalocele, placement of
the heart into the thorax, and repair of the
intracardiac defects. ®° Unfortunately in most of
the cases the thoracic cavity is small and
mediastenum offer too little space for the heart.
Attempts to close the chest wall after replacing the
heart into the thoracic cavity often results in
intolerable haemodynamic embarrassment
secondary to kinking of the great vessels on
compression of the heart muscles.>® If the
diagnosis of ectopia cordis is confirmed during
pregnancy an early plan should be made for
elective  atraumatic  caesarian  delivery.™
Immediately after birth the newborn should be
stabilized and the lesion should be covered with
saline-soaked gauze pads and wrapped to prevent
desiccation and heat loss of the exposed visceras.
>The prognosis of the ectopia cordis depends on
its classification and associated anomalies.
10Reports of successful repair of ectopia cordis are
rare, cervical type is universally fatal, and the
thoracoabdominal type has a higher rate of
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successful repair but also has high mortality rate.
BEtiology remains unknown but failure of closure
of the ventral wall in the developing embryo is the
leading explanatory hypothesis. **

Conclusion

We report this case for its rarity and 100% fatality
without surgical intervention. Surgical closure of
the thoracic wall defects and proper management
of other associated anomalies are the overall
objectives in the management of ectopia cordis.
Prenatal diagnosis can be done by using
ultrasound as early as 9 weeks of gestation.

References

1. Pamidi N, VollalaVR, Nayak S, Bhat S.
Ectopia cordis and amniotic band
syndrome. Arch Med Sci 2008;4:208-11.

2. Cabrera A, Rodrigo D, Luis MT, Pastor E,
Galdeano JM, Esteban S. Ectopia cordis
and cardiac anomalies. Rev Esp Cardiol.
2002;55:1209-12.

3. Ravitch MM. Congenital deformities of
the chest wall and their operative
correction: Ectopia cordis. 1977; 11-
23.(Philadelphia: Saunders)

4. Chandran S, Ari D. Pentalogy of Cantrell:
An extremely rare congenital anomaly. J
Clin Neonatol. 2013; 2:95-7.

5. Grethel EJ, Hornberger LK, Farmer DL.
Prenatal and postnatal management of a
patient with pentalogy of Cantrell and left
ventricular aneurysm. A case report and
literature review. Fetal Diagn Ther.
2007;22:269-73.

6. Bick D, Markowitz RI, Horwich A.
Trisomy 18 associated with ectopia cordis
and occipital meningocele. Am J Med
Genet. 1988;30:805-10.

7. Tongsong T, Wanapirak C, Sirivatanapa P,
Wongtrangan S. Prenatal sonographic
diagnosis of ectopia cordis. J Clin
Ultrasound. 1999;27:440-5.

8.

10.

11.

12.

13.

14.

Dobell AR, William HB, Long RW.
Staged repair of Ectopia cordis. J Ped Surg
1982; 17: 353-8.

Leca F, Thibert N, Khoury W, Fermount
L, Laborde F, Dumez Y. Extracardiac
heart (Ectopia Cordis): reports of two
cases with review of literature. Int J
Cardiol 1989; 22: 221-8.

HonbergerLk, Colan SD, Lock JE, Wessal
DL, Mayeer JE. Outcome of patients with
Ectopia cordis and significant intracardiac
defects. Circulation 1996; 94: 32-7.

Diaz JH. Perioperative management of
neonatal Ectopia cordis. Reports of three
cases. Anest Analg 1992; 75: 833-7.
Hockberg J, Ardenghy MF, Gustason RA,
Murray GF. Repair of the
Thoracoabdominal Ectopia Cordis with
mucocutaneous flaps and intraoperative
tissue expandsion. Plas Reconstr Surg
1995; 95: 148-51.

Samberger RC, Welch KJ. Pediatric
Sternal defects. Pediatr Surg Int 1990; 5:
156-164.

Brew S, William T. Finally a scene of
closure? Animal models of human ventral
body wall defects. Bioessays 2004; 26:
1307-1321.

Ambath D. Momin et al IMSCR Volume 03 Issue 06 June

Page 6134




	B02

