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Abstract
We describe a Congolese case of OEIS complex: Omphalocele-Exstrophy of the Bladder-anal imperforation-spina bifida, rare congenital
malformation complex. Its genetic and environmental factors are not well known. In our case, the fetus has been exposed to alcohol throughout

the all pregnancy and the mother contracted a gonococcal infection during the two first trimesters of her pregnancy.
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Introduction

The OEIS Complex describes a rare grouping of more commonly
occurring component malformations first describe by Carey et al. in
1978 [1,2]. The etiology is unknown, but likely heterogeneous. Its
incidence is estimated at 1 for 200000 live births in Europe [3] and
1 for 400000 in Australia [4]. Some authors suggested that it is the
most severe form of the "Exstrophy of the bladder-Epispadias
complex" which has a large clinical spectrum from isolated
epispadias to the OEIS complex [3,5]. If, on one hand, many
authors present evidences of the existence of genetic factors in the
OEIS complex, the environmental factors that can contribute to the
development of this congenital complex of malformations on the
other hand, are still unknown. We describe, in this article, a case of
OEIS complex in a Congolese new born baby who was exposed to

alcohol in utero.

Patient and observation

column revealed a spina bifida occulta (Figure 3). The cardiac and
abdominal ultra sounds (performed to search for possible heart or
kidney malformation) were normal. The HIV and VDRL serology

were negative.

Discussion

We report on a male, full term new born of normal delivery born at
a maternity clinic of the Katanga province, southern Democratic
Republic of Congo. The father is a 40 year old business man and the
mother a 31 year old house wife. Her past obstetric history revealed
a previous spontaneous miscarriage at 12 week during the second
pregnancy (Figure 1). The new born reported about in this article
is the seventh child of the couple and nothing specific was noted on
the other siblings. Their marriage is not consanguineous. The
mother only had only two antenatal consultations where a
gonococcal infection was diagnosed. None obstetrical ultrasound
was performed during the pregnancy neither did the mother receive
the folic acid supplementation normally require during any
pregnancy. The mother mentioned a regular intake of at least one
glass of beer (4% of alcohol) daily before and during the pregnancy
but no notion of tobacco consumption. In the labor ward a
hydramnios was noted. The clinical examination revealed a
hypotrophy with a low birth weight of 2380g (-2SD -3SD) , a length
of 44cm (-3SD), a thorax circumference of 31 cm and a
microcephaly with a head circumference of 32 cm (-2SD -3SD). A
medial sub-umbilical closure defect of the anterior abdominal wall
was observed with omphalocele, vesical exstrophy (Figure 2) and
imperforate anus. Was also noted an emission of the meconium
through the urethral meatus which is the sign of a recto-vesical

fistula. There was no epispadias. The examination of the spinal

The OEIS complex is a rare congenital malformation whose
etiological factors are not well known up to now. The sporadic
nature of most of the reported cases, however may suggest multiple
etiologic factors as well as a genetic and environmental interaction
[6]. Authors of some descriptive studies suggested that the age of
the parents, the higher parity and the race might be predisposing
factors [3]. In another large study on 186 patients chosen from
congenital malformation registers of 24 different countries though,
the incidence did not vary with the maternal age [7]. A vesical
exstrophy was found in association with congenital rubella. This
malformation was also found in fetus that had been exposed to

teratogenic substances like Diazepam and alcohol [3, 8].

The mother contracted a gonococcal infection at the beginning of
the pregnancy. It is the first case of OEIS complex appearing in this
context. The possibility of a gonococcal infection being an etiological
factor of OEIS complex has to be study further. We note moreover,
a fetal alcohol exposure throughout the all pregnancy. Even though
the newborn did not present the craniofacial abnormalities that
characterize the fetal alcohol syndrome, the harmonious hypotrophy
and the microcephaly observed can be due to alcohol exposure of
the fetus [9]. We have to acknowledge though, that the link
between alcohol exposure in utero and the occurrence of the OEIS

complex cannot be established at this point.

Regarding the genetic aspects, the newborn was the first case of
OEIS Complex observed in the family. However, it is interesting to
note that the mother is the only one alive in a family of five
children; early neonatal death, of cause unknown by the mother,

occurred for the other siblings.

A case report of OEIS complex has been associated with a 3q 12.2-
13.2 deletion and more recently, another case was associated with a
monosomy 1p36 deletion [10, 11]. However, further research need

to be done in order to determine whether or not, these structural
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chromosome abnormalities could be etiological factors of the OEIS

complex.

In some studies reporting cases of recurrence in families, at least
two different members of the same family were affected at different
degree [7]. In two families for instance, it was two members of
different sex but in a Moroccan family, three different cases of OEIS
complex were observed on male, suggesting an X-linked
transmission [7]. Literature also mentioned the possibility of an
association between a new dominant mutation which might occur in
one of the two parental gonads and the expression of an OEIS

complex [12].

The surgical treatment is difficult due to the complexity of this
grouping of malformations; it often offers pour results and does not
spare the patient from the psychological consequences of any major
urogenital surgery. In developing countries like ours, this complex is

still of very poor prognosis.

Conclusion

Numbi Kabange: Correction of the manuscript. All the authors have

read and approved the final version of the manuscrit

Figures

Figure 1: The past obstetric history of the patient revealed a
previous spontaneous miscarriage at 12 week during the second

pregnancy
Figure 2: A medial sub-umbilical closure defect of the anterior
abdominal wall was observed with omphalocele, vesical exstrophy

and imperforate anus

Figure 3: The examination of the spinal column revealed a spina
bifida occulta
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Figure 1: The past obstetric history of the patient revealed a previous spontaneous miscarriage at 12 week during the second

pregnancy
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Figure 2: A medial sub-umbilical closure defect of the anterior abdominal wall was observed with
omphalocele, vesical exstrophy and imperforate anus

Figure 23: The examination of the spinal column revealed a spina bifida occulta
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