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Abstract

Background

The term ‘delayed infantile hypertrophic pyloric stenosis’ generally refers presentation of the disease beyond 6th weeks of infant life. Delayed
Infantile hypertrophic pyloric stenosis is very rare 1 in 100,000 as described in different literature. Classically infants presented with non-bilious
vomiting from 3rd to 5th weeks of age. Particularly presentation beyond five month is extremely rare clinical condition. Non the less, Infantile
hypertrophic pyloric stenosis caused by hyperplasia of pyloric smooth muscle result in gastric outlet obstruction. Which is the most common
cause of non-bilious vomiting in infants. Mainly first-born male predominance, approximately 1-4 per 1000 live births. However, there are a
few cases are reported in literature with median age of 08- month-old and as let as 17-years-old on delayed presentation of infantile hypertrophic
pyloric stenosis leads to diagnostic dilemmas and delay management.

Case presentations

This article reports on a case of delayed infantile hypertrophic pyloric stenosis in a first-born male who was 09 months old baby. Presented with
frequent non-bilious projectile vomiting of ingested matter together with a substantial amount of unquantifiable body waste, fluid and electrolyte
imbalance, later diagnosed with delayed infantile hypertrophic pyloric stenosis and managed surgically.

Results

At first, the baby was diagnosed with SAM, fluid and electrolyte imbalance, and delayed infantile hypertrophic pyloric stenosis. After achieving
the best possible preoperative care and stabilization, the patient underwent laparotomy a standard open Ramstedt's pyloromyotomy and post
operatively satisfactory outcome.

Conclusion

Hence, infantile hypertrophic pyloric stenosis doesn't always appear in a classic age of life, Pediatric patients exhibit persistent projectile, non-
bilious vomiting of ingested matter, severe associated body waste should be evaluated inline of infantile hypertrophic pyloric stenosis and early

correction of fluid and electrolyte derangement and surgical intervention is crucial.
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Introduction

Infantile hypertrophic pyloric stenosis caused by hyperplasia of
pyloric smooth muscle fiber of pylorus, leading to elongation and wall
thickening result in pyloric luminal narrowing by a redundant pyloric
mucosal tissue causing gastric outlet obstruction. Which is known to
be the most common cause of surgical vomiting in infants. Classically
infants presented with non-bilious projectile vomiting particularly the

child get hunger after vomiting & suck breast well. Dehydrated and

wasted. Usually from the period of 3rd to 5th weeks of age. Mainly
first-born male predominance, approximately 1-4 per 1000 live births.
However, delayed Infantile hypertrophic pyloric stenosis is very rare
1 in 100,000 as described in different literature. the term ‘delayed
infantile hypertrophic pyloric stenosis’ generally refers to the
presentation of the disease beyond 6th weeks of infant life, there are

a few cases are reported in the literature with a median age of eight
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months and as let as 17 years of age on delayed presentation of
infantile hypertrophic pyloric stenosis which result in diagnostic
dilemmas and delayed management.

Diagnosis is thorough clinical history and examination for atypical
presentation and definitive diagnosis can be made with abdominal
ultrasound which has high specificity and sensitivity and rarely
contrast meal and other modalities are needed.

Here in this case, we are reporting a 09-month-old male infant
diagnosed with SAM, electrolyte imbalance, delayed infantile
hypertrophic pyloric stenosis and successfully managed with open
standard Ramtsedt pyloromyotomy and satisfactory outcomes on
subsequent follow ups.

Case presentations

This is a nine-month-old male infant presented with persistent
projectile vomiting of ingested matter of 3 weeks. That the baby feeds
well after vomiting associated with significant but unquantified
weight loss. He was born from 25 years old leady after amenorrhoea
of 09 month. uneventful spontaneous vaginal delivery of active baby
with birth weight of 3.5kg. Whom was on exclusive breast feeding
for the first six month and started weaning with homemade mixed
gruel just two months back, for this compliant he was taken to
multiple health facilities had given unspecified per os syrup
medication and advice on gruel modification on local hospital but

finally referred for no improvement seen.

ERT 89 cim 1

On physical examination baby was severely wasted body, weighted
4.7kg and dehydrated, he was irritable, tachycardic, tachypnic but had
no fever record. He was able to maintain saturation without oxygen
support and no palpable mass appreciated on abdominal examination
but epigastric was full and fast capillary filling, sunken eyeball, slow
skin turgor and he is lethargic

The baby was investigated with serum electrolyte (Na+-132mE/L,
K+-2.7mE/L, Cl-- 87mE/L) blood count (wbc-11.83 thousand, Neu-
41.9, hgb-10.1g/dl, PLT-328 thousand) abdominal ultrasound was
done and pyloric wall thickening of 378mm and 189mm channel
length with high likely suggestion of infantile hypertrophic pyloric
stenosis (Figure 1) and contrast study was not available in our setup
to investigate further for clearing of diagnostic dilemma.

Patient was stabilized and optimized with normalized electrolyte and
out of dehydration. Informed written consent was taken from family
and under general anaesthesia, through right upper quadrant
transverse incision, thickened pylorus delivered to wound, with
longitudinal serosal incision and blunt splitting of thickened pylorus
smooth muscle, pylorus mucosa bulged completely without
intraoperative incident and abdomen closed in layers (figure
2&3). Post operatively patient was discharged on second post
operative day as vomiting subsided and infant tolerated breast feeding
well. On subsequent follow up after two weeks baby’s weight

increased to 7.3kg and well looking alert baby.

Figure 1: abdominal ultrasound illustrating pyloric smooth muscle thickinned378mm and elongated 189mm and collapsed lumen
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Figure 3: intaoperative photograph of divided thickened pylorus muscle and bulged mucosa indicated between fingers of surgeon and scalpel

Discussion

Infantile hypertrophic pyloric stenosis has been known since
Hirschsprung's time causing most common surgical vomiting in
children from obstruction of gastric outlet. There are several
worldwide studies and literature done on the disease etiology
implicating genetic, hormonal and environmental as risk factors in all
age groups. But no exactly known cause identified yet [1, 2, 3, 4, 5].
The disease pathology is progressive. However, it is not well
established how long it will take for symptoms to appear. But the
average duration described in different literature is (1-10) weeks
usually begins at 4 weeks. The thickness and elongation of the pyloric
wall is crucial for diagnosis. The primary pathology is hypertrophy
and typical hyperplasia of the pyloric smooth muscle fiber, lead to
redundant pyloric mucosa causes further luminal narrowing.
Eventually result in pyloric obstruction that hinders emptying of
gastric content antegrade and further retention of content with
continuous peristalsis of stomach against obstructed pylorus induce

vomiting of ingested matter together with electrolyte result in
significant emaciation & electrolyte imbalance [2, 6, 7].

The classic presentation of infantile hypertrophic pyloric stenosis is
classically observed between the third and fifth week of life. During
this time, the infant may experience progressive non-bilious projectile
vomiting of ingested matter, which is accompanied by hunger feed
and severe wasting and dehydration. This was reported from different
case report and research article that this classic presentation is noticed
almost more than 90% of patients [8, 9].

According to a few case reports in the literature, the majority of cases
involve people who are older than five months or who are as old as
seventeen years [3, 6]. In our case, we are reporting the diagnosis of
IHPS in a 09-month-old. Delayed IHPS is a rare clinical entity with
similar clinical features that is overlooked primarily due to atypical
age of presentation.

The primary clinical and non-invasive imaging methods for

diagnosing infantile hypertrophic pyloric stenosis is ultrasound.
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These methods have become standard in patients with classic
presentations at typical ages with high diagnostic accuracy and
sensitivities, even though some presentations are atypical or even
recurrent. Thus, we must further investigate with upper
gastrointestinal contrast meals, endoscopies, or CT scans to have a
clear differentiation from possibly existing differential diagnosis.
When a patient presents with the classic presentation, the most
important diagnostic evidence is the clinical evidence of progressive
non-bilious vomiting of ingested matter. Usually associated with
body waste, dehydration, even shock, severe acute malnutrition. often
a palpable olive mass on the epigastric area under calm conditions.
This is supported by laboratory findings of hypokalaemic
hypochloremic metabolic alkalosis and ultrasound confirmation of
pyloric thickness of >=3-4mm and elongation of >=14-16mm in term
infants. Abdominal ultrasonography in this case demonstrated a 189
mm long and 378 mm thick pyloric wall, and clinical data
corroborated our conclusion that final surgical intervention was
necessary [10, 11, 12].

Surgery is the mainstay of treatment even though there is a place of
medical treatment options. Since the disease known there are different
surgical techniques applied for IHPS management in different
literatures. However, Ramstedt's pyloromyotomy is the standard
procedure with excellent outcome for a century. Here in our case, we
applied the same standard technique, and it was successful with
satisfactory outcome patient relieved symptom on subsequent follow
up [8, 13, 14, 15].
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