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Fig. 1. Anterolateral view of the baby, showing a large
defect of the thorax and abdomen. The thoracic
wall is almost totally missing and the heart is
completely outside the thorax. Note the apex of
the heart directs the head portion. (Case 1)
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Fig. 3. Anterior view of the baby, showing widely split
sternum (marginated by arrows). The skin is
incised to show a heart in situ with thin pericar-
dial membrana that iz only defective in the
diaphragmatic aspect. L represents the liver.
(Case 3)
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Fig. 4. Anterior aspect of the baby shows a round
defect in lower sternum, through which a globu.

lar heart (H) is protruding. (Case 4)
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Fig. 5. The heart shows a large aorta and hypoplastic
pulmonary artery. There was a large ventricular
septal defect. (Case 4)
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Fig. 6. The heart is in normal position but iz not cov-
ered by pericardial sac. Besides, anterior dia-

phragm and upper abdominal wall are defective.
(Case 5)
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Table 1. Summary of cases

Abde,  Diaph,

Perlcard.

Sternal Heart

Case Age Sex wall defect defect defect  anomaly Others
14 5B F + + + + (W) Ectopia Amelia
without Brain anomaly
mal form. Skull defect
21 few i + + + + (L) Ectopia Lung nypoplasia
min no anomaly Gallbladder agenesis
Meconium peritonitis
3 SB M + + + + (W) V5D Cleft palate
no ectopia Horseshoe kidney
4 Shr M + + + + (L) TOF, TAPVR Encephalocele
Vb, ASD, Cantrell's syn.
ectopia Choanal atresia
5 13d F + + + + (L] V5D, ASD Cantrell's syn.
SB : Stillborn W : Whnole L: Lower TOF : Tetralogy of Fallot TAPVR : Total Annmatnﬁs Pulmonary Ven-
ous Return
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= Abstract =

Cantrell’s Syndrome; It's relationship
to ectopia cordis

Je G. Chi, MD.

Department of Pathology, Seoul National Universify
Children's Hospital and Seoul Nabtional
University College of Medicine

A syndrome featuring defects of the heart, sternum,
diaphragm, and anterior abdominal wall has been
designated as Cantrell's syndrome. Since Cantrell de-
seribed this syndrome as one type of ectopia cordis there
has heen debate and confusion in the literature on its
entity particularly in relationship to ectopia cordis.
Since ectopia cordis is defined as “the heart is complete-
Iy or incompletely located outside the mediastinum” and
every case of Cantrell’s syndrome is associated with
pericardial and diaphragmatic defects as well as low
sternal defect, these two seemingly different entities
should be closely related or may even be in the spectrum
of same anomaly complex.

With above speculation in mind we have reviewed
two cases of typical Cantrell's syndrome, two cases of
typical ectopia cordis and a case of bifid sternum from
autopsy file of Seoul National University Children’s
Hospital. Findings pertinent to the differential diagnosis
are tabulated.

Based on postmortem findings on these 5 cases it was
concluded that these three anomaly complexes are
essentially same, being only different in severity and
probably of time of occurrence during developmental
period. Therefore it was suggested that the definition of
Cantrell's syndrome should be extended to include all
cases of ectopia cordis. Or the whole syndrome could be
redesignated as midline defect syndrome because it
involves the midline of the body and is always multiple
and complex anomaly.

Key Words: Ectopia cordis, Cantrell syndrome,
Heart, Midline cleft, Diaphragm




