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Abstract

Omphaolcele minor is a congenital midline umbilcal defect of less than 5 cm in diameter that results in herniation of the intra -abdominal contents covered by a lining
of peritonium and amnion. We report a rare case associated with ileal atresia having dual different types.

Case report

A 38 years old multiparous admitted and delivered by caeserian
section at 38 weeks of gestation, only on the 37" week prenatal
ultrasound showed suspicious presence of omphalocele. Baby was born
full term weighing 3.2 kgs with apgar scores of 9 to 10 at 1 to 5 minutes
respectively.

Physical examination showed a minor omphalocele with 3 cm
defect. Baby had no associated anomalies including congenital heart,
chromosomal, or renal genitourinary or facial or skeletal anomalies.

Operation performed following day, findings in the sac was only
part of small intestine but complete abdominal exploration showed
presence of type I ileal atresia 4 cm proximally from the terminal
ileum (Figure 1). Then after careful dissection of nearby adhesions
distally type Illa ileal atresia was found (Figure 2). End to side ileo-
colic anastomosis was done with resection of the most of the proximal
dilated part. Postoperative follow up was uneventful and baby was
discharged after 10 days.

Discussion

An omphalocele represents an embryological defect of the
umbilical ring and medial segments of the two lateral abdominal folds
during fetal growth and can be divided into two groups depending on
the size of the hernial defect [1]. Omphalocele defects vary in size, with
5 cm diameter in minor to >5 cm. The incidence is nearly 2.5 cases per
10,000 live births. Most ‘minor’ cases have diameters less than 5 cm and
contain mostly loops of small bowel. Isolated minor omphaloceles with
no associated structural and chromosomal anomalies are known to
have a favorable prognosis [2]. Immediate repair of omphalocele minor
is the recommended treatment, the contents are usually adherent to the
sac especially for patients who have irreducible contents, ruptured sac.

The rates of morbidity and mortality are related to the intestinal
anomalies and not to cardiac defects associated mainly with omphalocle
major [3]. The association of the intestinal atresia and omphalocele
minor israre (Figure 3). Although intestinal atresia maybe due to genetic
causes, Intrauterine mesenteric vascular accidents, and of unknown
origin recent several literatures supports that the development of
intestinal atresia in omphalocele requires a small abdominal wall defect
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Figure 1. Type I ileal atresia 4cm proximally from the terminal ileum
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Figure 3. Types of intestinal atresia

capable of intestinal and mesenteric compression by the interruption
of blood supply resulting in ischemia [4,5]. Pratap et al. [6] described
a case of ileum entrapped within the omphalic ring and that entrapped
segment of ileum was atretic. Patel et al. [6] reported an unusual
case of ileal atresia resulting from antenatal strangulation of Meckels
diverticulum in omphalocele minor. The first association of ileal
atresia with Omphalocele minor is the single isolated type. Salomon
[7] reported an ileal atresia in a case report and Wakhlu [8] reported
only one ileal atresia, in a serie of 45 cases with minor omphaloceles.
The second association is multiple atresia of same type being associated
with minor omphaloceles in which Cortese et al. [9] reported one case
of multiple intestinal atresia with omphalocele and recently Etensel [10]
report a new association of a minor omphalocele, type IV ileal atresia
and congenital ostomy. No report has been described in the literature
of association with different dual types lleal Atresia (Typel Type Illa) in
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the same patient. Our case emphasizes the occurrence of this very rare
combination of congenital malformation.

Conclusions

Although this is the first report of omphalocele minor described
in the literature to be associated with different types of ileal atresia in a
patient, much attention should be paid to early timing of operation not
only due to possible intestinal compression by a tight defect but also
the recognition of undetected intestinal anomalies during the surgical
correction.
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