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Abstract

Case Report

Mohamed V Hospital, Tangier.

Congenital pyloric atresia (CPA) is a very rare surgical condition which occurs in about 1 in 100,000 newborns [1].
usually seen as an isolated anomaly or be associated with other anomalies like epidermolysis bullosa [2]. It affects
male and female patients equally. Therapeutic strategies are multiple. We emphasize the importance of a prompt
diagnosis to avoid potentially fatal complications and to warrant a good outcome even in the presence of a strange
form of PA in the neonatal period. We present an additional case managed at the department of pediatric surgery
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INTRODUCTION

The first case of a patient with congenital
pyloric atresia (CPA) was described by Calder in 1749.
Touroff and colleagues performed the first successful
operation in 1940 [3]. CPA is thought to result from
developmental arrest between the 5th and 12th weeks of
intrauterine life [4]. The estimated incidence of CPA is
1 of 100 000 live births, and it accounts for less than
1% of all upper-gastrointestinal- tract atresias [5].

Commonly, CPA occurs as an isolated lesion,
which has good prognosis, but it can also be seen in
association with other malformations, which can have a
bad impact on the ultimate outcome [5].

CAsE REPORT

It is about a newborn has 3 days of life,
resulting from a pregnancy followed carried out with
term, vaginal delivery, received at the unit of
neonatology of the hospital Mohamed V for non bilious
projectile vomiting, which goes back to his birth,
without free interval . Emission of meconium has h24
then a stop of the matters and gases, the whole evolving
in a context of apyrexia, the clinical examination
reveled a newborn tonic and reagent, Weight 3200g
with a flat abdomen without signs of denutrition or
dehydration.

An abdominal X-ray showed an image of
gastric dilation, without underlying aeration (Fig 1).
Abdominal ultrasound showed a hypertrophic pylorus

measuring 14mm in length and 9mm in thickness in
relation to hypertrophic pyloric stenosis.

Fig 1: Abdominal X-ray showing gastric dilation

The Opacification confirmed the cessation of
opaque product at the pylorus (Fig 2). The hypothesis of
an antropyloric atresia was evoked, thus posing the
operative indication, the surgical approach under
general anaesthesia was a transverse supra-umbilical
incision lateralized to the right.
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Fig 2: Abdominal opacification

The surgical exploration had shown an
antropyloric diaphragm (Fig 3). The attitude consisted
of a pyloroplasty according to Heineke-Mikulicz after

resection of the diaphragm; the postoperative course
was simple in the long term.

Fig 3: Intraoperative image showing antropyloric atresia

DiscussiON

An extremely rare malformation constitutes
about 1% of all intestinal atresias [1]. A definite
etiology of the PA has not been identified, however
literature suggests possibilities such as genetic
predisposition, familial inheritance and potential
intrauterine incidents such as failure of canalization or a
vascular event [7]. There is no sexual predilection but

most PA can be associated with low birth weight [8].
which was not seen in our case.

Distal obstruction of the stomach can occur at
two very close levels, pyloric or pre-pyloric antrum.
This obstruction presents itself in different forms [5]:

Type 1: Completely obstructive membranous
atresia.
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Type 2: Atresia of the pylorus without a solution of
continuity.

Type 3: Complete atresia with a solution of
continuity, possibly occupied by a fibrous cord.

A very particular association is that of
epidermolysis bullosa, in its most frequent junctional
form [6]. Antenatal ultrasound may  show
polyhydramnios and dilated stomach [9]. Postnatally
the patient presents with immediate onset of non-bilious
vomiting soon after birth without abdominal distention.

The diagnosis is made easily on plain
abdominal X-ray, which shows a single gas bubble
representing the distended stomach with no distal gas.

Double contrast examination allows a
membrane to be better seen. Ultrasound may show an
abnormally stretched pylorus.

Different operative procedures can be used,
depending on the anatomic type. Pyloric atresia types 1
and 2: are treated by excision of the membrane and a
Heineke-Mikulicz or Finney pyloroplasty [10], type 3 is
treated by a Gastroduodenostomy.

The prognosis of PA is variable. Isolated CPA
has good prognosis. The overall mortality is very high
exceeding 50% but it is due to the high incidence of
severe and often fatal associated anomalies [2].

Early diagnosis and surgery, together with
current neonatal supportive care, have significantly
improved the survival rate in these patients.

CONCLUSION

In  conclusion, CPA is a very rare
malformation that can be as an isolated lesion with an
excellent prognosis, or be associated with other
genetically determined conditions, such as EB. Its
occurrence in association with other intestinal atresias is
interesting and must be kept in mind. These atresias can
affect any part of the gastrointestinal tract, from the
oesophagus to the rectum. Whereas the managemnet of
CPA is simple, the managment of associated intestinal
atresias is more complex. Every case should be

managed individually. The overall prognosis of CPA,
however, is still poor, and this is due to the frequent —
and often fatal — associated anomalies.
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