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Abstract:

Two most common anterior abdominal wall defectsare
gastroschisis and omphalocoele or exomphalos.
Gastroschisis means 'stomach cleft' which is a
congenital defect of the abdominal wall, usually to the
right of the umbilical cord insertion and abdominal
contents herniate into the amniotic sac. Exomphalosis
literally trand ated from the Greek, means 'outside the
navel'. It is aso called an Omphaocele. It is a
congenital abnormality in which the contents of the
abdomen herniate into the umbilical cord through the
umbilical ring. Textbooks grouped them together but
these are different entities. These congenital
malformations have a high mortality rate. Only about
60 % of children with such type of maformations
survive until the end of first year of age. A malefoetus
of 32 weeks gestational age was sent from Dr. Ulhas
Patil Medical Collegeand Hospital, Jalgaon (Khurd) to
the Department of Anatomy to examine the fetus for
congenital anomalies. A case report of an
Omphal ocel e was presented. Occurrence of such cases
isvery rareabout 2.17 per 10000 live birthsasreported
inliterature.
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I ntroduction:

Anterior abdominal wall defectslike omphalocele
and gastroschisis remain source of significant
morbidity and mortality in developing countries
like India. These conditions still pose achallenge
of diagnosis and management among health care
givers.

In India today also most deliveries occur in

remote, peripheral health centers, mostly by
semiskilled and unskilled workers. If they come
across such congenital anomalies, it should be
immediately referred to concerned specialist for
diagnosis and according management. Otherwise
undue mortality can occur. So we are presenting a
rare case of Omphalocele from Dr Ulhas Patil
Medical Collegeand Hospital, Jalgaon (Khurd).

CaseReport:

A 31 year old third gravida mother delivered a
premature, stillborn male baby at Dr Ulhas Patil
Medical College and Hospital, Jalgaon (Khurd).
This was sent to the Department of Anatomy for
examination of congenital anomalies. On
complete evaluation it was noted that baby had
midline anterior abdominal wall defect with
evisceration of developing bowel loops and liver
covered with membranes, with overlying
insertion of umbilical cordonit.

No other associated anomaly was present. Finally
it was concluded that this was a rare case of
omphalocele.

Discussion:

Gastroschisis and omphalocele are commonly
described anterior abdominal wall defects.
Gastroschisis is characterized by an intact
umbilical cord and evisceration of bowel through
adefect in abdominal wall, generally to the right
of cord with no membrane covering. Omphalocele
is characterized by herniation of bowel, liver,
other organsinto intact umbilical cord, the tissues
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Fig. 1. Large Omphalocele Showing Attachment of Umbilical Cord over Membranes
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Fig. 2: Large Omphalocele Showing Bowel Loopsand Liver

being covered by membranes unless later are
ruptured [1]. Line of demarcation between these
two entitiesisvery fade.

Anterior abdominal wall develops from fusion of
four ectomesodermic folds that is cranial, caudal
and two lateral folds. Failure of fusion of them
results in omphalocele [2]. If omphalocele is
associated with caudal fold failure; it results in
extrophy of bladder or cloaca. If it is associated
with cranial fold failure, it resultsin Pentalogy of

Cantrell [3]. Perturbation of retinoic acid levels
during development secondary to micro-
duplication of ALDH1A2 genepresent at 15021.3
could underliethe pathological basisof Pentalogy
of Cantrell [4]. Gastroschisis is probably caused
by disruption of right omphalomesentric artery.
Thisresultsin full thickness defect in abdominal
wall located just lateral and usually to the right of
intact umbilical cord resulting in evisceration of
abdominal contentsinto amniotic space[5].
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Overal incidence of anterior abdomina wall
defectsis 2.63 per 10000 live births, while that of
gastroschisis is 0.46 per 10000 live births.
Incidence of omphalocele is 2.17 per 10000 live
birthswhich islowest amongst Indian population.
Younger mothers below age of 25 years carry 2.8
fold higher risk of having a baby with
gastroschisis[6-9]. Older mothersabove age of 35
years carry 1.8 fold higher risk of having a baby
with omphalocele [6, 10]. Higher incidence of
gastroschisisis noted with cigarette smokers[11,
12], use of recreationa drug like cocaine,
amphetamine, marijuana and alcohol [13, 14], in
undernourished [15], who use over counter
medication like ephedrine, pseudoephedrine etc
[12, 15]. Onethird of omphal ocele casesand more
than half of gastroschisis cases are premature
births[7, 16]. Both mainly affect male children of
first parafirst gesta mothers. Both are associated
with prematurity andlow birthweight [17].
Omphalocele is associated with significantly
higher incidence of other structural and
chromosomal anomalies[18] like Trisomy [18, 13
and 21], Turner, Klinefelter and Triploidy
syndromes [19, 21]. Roughly it is 54 %.
Omphal oceleisassociated with cardiac anomalies
[21-25], gastrointestinal, genitourinary [22],
neural tube [24, 26] and muscul oskeletal defects.
Omphalocele is a part of Beckwith—Widemann
syndrome [27], Pentalogy of Cantrell [28]
Meckel-Gruber syndrome [29], and lethal cleft
pal ate Omphlocele syndrome [30]. Gastroschisis
isassociated withintestinal atresiain 25% of cases
and cryptorchidism in 31% otherwise association
with other anomaliesisrare.

Prenatal diagnosis of such anterior abdominal
wall defects is important and they are often
diagnosed during routine prenatal ultra
sonography. In norma embryogenesis, extra
abdominal intestinal loops return to abdominal

cavity by 11 weeksof gestation so confirmation of
diagnosis of anterior abdominal wall defects
should be preferably delayed till 14" week of
gestation[5].

Abdominal wall defects are also diagnosed
prenataly by serum markers like Maternal Serum
AlfaFeto Protein (MSAFP). The median value of
MSAFP in gastroschisis is 9.42 multiples of
median (MOM). Whilein omphalocele, it isonly
4.18 MOM making it littlebit difficult to diagnose
[5].

Mainstay of treatment of such anterior abdominal
wall defectsisto reduce herniated viscerainto the
abdomen and to close with fascia and skin to
create a solid abdominal wall with relatively
normal umbilicus while minimizing risk to the
baby. But in comparison with gastroschisis,
omphalocele doesn't require urgency in surgical
management so long as the viscera are covered
with membranes. A complete evaluation for
associ ated defects can be doneand other problems
can betreated.

Prognosis of infant with omphaloceleisusually is
fatal as it is commonly associated with chromo-
somal and structural anomalies like cardiac
defects. Prognosis of infant with gastroschisis is
determined primarily by condition of exteriorized
bowel, contemporary mortality being around 8%
[31]. Patients with gastroschisis have good
survival rate of 90 to 95 % provided they do not
have catastrophic bowel loss, sepsisand long term
complicationsof short bowel syndrome.

Such anterior abdominal wall defect can be
prevented. Taking multivitamins during
pregnancy seems to influence occurrence of
anterior abdominal wall defects. Use of
multivitaminsduring pregnancy isassociated with
60% reduction in risk of symptomatic
Omphalocele[17].
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