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INTRODUCTION 

CPA is very uncommon etiology of upper 

gastrointestinal obstruction in neonates. This condition 

was first described by Calder way back in 1749.
[1]

 it 

accounts for less than 1% of all upper gastrointestinal 

atresias with an estimated incidence of 1:100,000 live 

births
[1,2]

, with an equal occurrence between males and 

females. This is associated with low birth weight and 

polyhydramnios. This can occur in isolation or may be 

associated with other anomalies like epidermolysis 

bullosa (EB), aplasia congenital cutis (ACC) or 

hereditary multiple intestinal atresias (HMIA)\.
[3,4]

 The 

association of pyloric atresia with epidermolysis bullosa 

is more than just coincidental. The pathogenesis of this 

syndrome was first described by Carmi, so this is also 

called as the ‘Carmi Syndrome’. The outcome is very 

good in cases of isolated pyloric atresias, but the 

mortality increases with the presence of other associated 

abnormalities.
[5,6]

  

 

CASE REPORT 

We are reporting a case of congenital pyloric atresia in a 

2 months old female child. The child was a product of 

non-consanguinous marriage, born full term with birth 

weight of 3.2 kg by normal vaginal delivery, cried 

immediately after birth. The mother was 28 years old, 

booked and immunized with three antenatal scans, all of 

which were normal. The antenatal period was uneventful. 

The child was fed within 1 hour of birth and was 

exclusively breast fed thereafter. There was history of on 

and off non bilious vomiting for 1 month, for which the 

child was shown to some private practitioner, but since 

the child was not relieved, she was referred to tertiary 

care centre. At presentation, there was failure to thrive 

with presenting weight of 2.9 kg and visible gastric 

peristalsis. So, a provisional diagnosis of hypertrophic 

pyloric stenosis was kept. Ultrasound abdomen showed 

dilated stomach with no hypertrophic pylorus visible. 

Barium study was done which showed hugely dilated 

stomach (Fig 1). The child was admitted and started on 

parenteral antibiotics and intravenous fluids. After 

correction of hemodynamics and electrolyte 

abnormalities, the child was taken up for surgery. The 

abdomen was opened by right supraumbilical transverse 

incision, the stomach was massively dilated and 

hypertrophied, and pylorus was normal with no evidence 

of hypertrophic pyloric stenosis. Duodenum was not 

dilated. A longitudinal incision was made at pylorus and 

pyloric web was identified and excised, Heineke-

Mikulicz pyloroplasty was done. The abdomen was 

closed in layers. The child was kept nil per oral for 72 

hours and started orally once she had passed stools. The 

child was discharged after 7 days and stitch removal was 

done on tenth day. The child is doing well on follow up. 

 

 

 

 

 

 

 

SJIF Impact Factor 4.161 

Case Report  

ISSN 2394-3211 

EJPMR 

 

 

EUROPEAN JOURNAL OF PHARMACEUTICAL 

AND MEDICAL RESEARCH 
www.ejpmr.com 

 

ejpmr, 2018,5(1), 265-267 

*Corresponding Author: Dr. Rashmi Hooda 

Senior Resident, Department of Pediatrics, Pt. B.D. Sharma Postgraduate Institute of Medical Sciences, Rohtak, India. 

 

 

ABSTRACT 

Congenital pyloric atresia(CPA) is an uncommon cause of upper gastrointestinal tract obstruction. Type 1 is the 

most common out of the three types. This often results in incomplete obstruction leading to misdiagnosis and late 

presentation. The outcome is good if there is isolated CPA. We are reporting a case of CPA in a 2 month old child 

presenting with on and off non-bilious vomiting. The case was managed successfully by surgical exploration and 

Heineke-Mikulicz pyloroplasty. Because of rarity, we are prompted to report this case with a wide review of 

literature.  
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Fig 1: Barium meal follow through showing distended stomach and pylorus suggestive of pyloric atresia. 

 

Discussion: This condition is inherited as an autosomal 

recessive condition.
[7]

 The exact etiology of this 

condition is not very clear. It has been postulated to 

result due to developmental arrest between 5
th

 -12
th

 week 

of gestation.
[8]

 The most widely accepted theory is that it 

results due to failure of canalization of pyloric canal.
[9]

 

 

Anatomically, it is divided into 3 types: type A consists 

of pyloric web or diaphragm, type B is associated with a 

solid cord between the pylorus nd the duodenum whereas 

in type C, there is gap between the pylorus and 

duodenum. Type A is most common with an estimated 

incidence of 54%, 34% and 9% respectively of types A,B 

and C.
[10]

 

 

The association with epidermolysis bullosa is more than 

just coincidental. The epidermolysis bullosa can be of 

three types: epidermolysis bullosa simplex, junctional 

epidermolysis bullosa and dystrophic epidermolysis 

bullosa. CPA is most frequently reported with junctional 

epidermolysis bullosa. This condition is known by a 

distinct clinical syndrome known by the name of CPA-

EB syndrome. Alpha 6 integrin and its ligands have been 

postulated to be responsible for this distinct clinical 

syndrome.
[11,12]

 CPA is also reported to be associated 

with aplasia cutis congenital.
[13]

 Another very interesting 

association of CPA is with hereditary multiple intestinal 

atresias (HMIA).
[2,5]

 The x-ray abdomen in these patients 

shows the presence of multiple calcifications. These can 

be identified by the instillation of saline distally into the 

bowel. 

 

The antenatal diagnosis can be made in the second 

trimester by ultrasonographic findings of low birth 

weight and polyhydramnios. The clinical features are 

non-bilious vomiting and abdominal distension. The 

diagnosis is made by the presence of single bubble on 

abdominal x-ray.  

 

In the index case, the prognosis was good, as it was an 

isolated CPA. However, the outcome of cases associated 

with epidermolysis bullosa is poor due to sepsis and 

electrolyte abnormalities. But the surgery for CPA can 

still be done as the prognosis of EB is improving in view 

of recent advancements in the management. The surgery 

can be done after correction of electrolyte abnormalities 

and gastric decompression by feeding tube. The type 1 

and 2 atresias can be managed by excision of the 

membrane and Heineke-Mikulicz or Finney 

pyloroplasty. Pyloroduodenostomy can be done for those 

with a gap between the pylorus and duodenum. 

Gastrojejunostomy should be avoided as there are high 

chances of ulcer formation. It is important to explore the 

whole intestine to look for additional strictures.  

 

CONCLUSION 

In an infant presenting with on and off non bilious 

vomiting, the diagnosis of congenital pyloric atresia, 

although rare, should be kept in mind, and should be 

managed early so as to prevent morbidity and mortality.  
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