Adult idiopathic hypertrophic pyloric stenosis- A diagnostic challenge for surgeons
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ABSTRACT :

Background and Objectives: AIHPS (adult idiopathic hypertrophic pyloric stenosis) is an
uncommon but clear cut condition in adults, with only 200-300 case reports are recorded in the
articlesso far, now A case report of AIHPS treated in our hospital is discussed, as well as a review of
the literature.

Methods and Results: The patient had upper abdominal discomfort that started suddenly and was
accompanied by nausea, vomiting, and anorexia. The pylorus showed a distinct "cervix sign" during
an esophagogastroduodenoscopy (EGD). He next had a partial distal gastrectomy with a Billroth Il
gastrojejunostomy, which resulted in significant alleviation in his symptoms.

Conclusion: Adult idiopathic hypertrophic pyloric stenosis (AIHPS) is an uncommon condition as it
were underreported owing to diagnostic difficulties. After food nausea, vomiting, early satiety, and
epigastric discomfort are the most prevalent symptoms of AIHPS, as shown in our case.Endoscopy
impression reveals a distinct sign characterised by a fixed , constricted pylorus with a smooth border
also known as cervix sign which is in diagnostic favour for AIHPS. Endoscopic dilatation,
pyloromyotomy with forethought pyloroplasty, and gastrectomy with a Billrothll gastrojejunostomy
have all been recommended as therapies for AIHPS. There is currently no proof that one surgical
method is better than another. Before one approach can be established as the standard of care, more
study on AIHPS is required.
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1.INTRODUCTION

AIHPS (adult idiopathic hypertrophic pyloric stenosis) is an uncommon but clear cut condition in
adults, within 200-300 instances recorded in the literature to date[1-4]. The pathological anatomy of
AIHPS was originally reported in 1842, and in 1885, Maier et al. validated it as a distinct illness[5]. We
provide a case to illustrate this condition that is challenging to diagnose but likely treatable[6].

2.CASE REPORT :

A 65-year-old male came to the surgery department with the main grievance of abdominal pain since
two months, he had symptoms of sudden onset, continuous upper stomach ache, sharp, burning, and
stabbing type pain that has steadily intensified, is scored a 10/10 in pain intensity, is non-radiating.
His symptoms werenot related to food habits. Physical per abdomen examination unremarkable
except for mild distention. CECT abdomen showed dilated stomach with antropyloric
stricture(Figure2 and Figure 3).

OnEsophagogastroduodenoscopy (EGD), antrum in the prepyloric region showed tight luminal
narrowing and not able to pass the scope beyond( Figure 1). Our major differential diagnoses at the
time were AIHPS, acid peptic disease, cancer, and gastrointestinal stromal tumours (GISTs).Only the
final pathology report may provide a conclusive diagnosis. Following consultation with
gastroenterology more over patient's desire for a more permanent therapy for his underlying issue, a
laparotomy was scheduled and performed. He subsequently had a truncal vagotomy and a patrtial
distal gastrectomy with a Billroth 2 gastrojejunostomy( Figure 4, Figure 5 ). After surgery, HPE
revealed ( Figure 6 )hypertrophy of the circular muscles of the muscularis propria, as well as fibrosis,
which was indicative with AIHPS, GISTs or cancer had been ruled out. The patient's recovery was
sluggish and delayed after surgery, and he reported significant improvement in his symptoms at his 3-
month follow-up appointment.

Figure 1. Upper Gl endoscopy : Narrowed pyloric antrum , Scope couldn’t be passed beyond , Cervix
sign visualized



Figure 3. CECT coronal view thickening noted in Antropyloric region with gastric stasis, Gastric Outlet
Obstruction — Antropyloric Stricture

Figure 4. BILLROTH — Il GASTROJEJUNOSTOMY
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Figure 6. H/P EXAMINATION : Muscularis propria shows hypertrophy and hyperplasia prominently in
circular muscle layer

DISCUSSION & CONCLUSION

Adult idiopathic hypertrophic pyloric stenosis (AIHPS) is an uncommon condition with a challenging
diagnosis. Our patient, who had seen numerous doctors over the years before being diagnosed with
AIHPS, exemplifies this difficulty in diagnosis. Middle-aged men are more likely to develop AIHPS,
and our case was one of them [7,8].

Multiple researchers have characterised Hypertrophic Pyloric Stenosis (HPS) in different ways.
Danikas et al. and Zarineh et al. have the most widely recognised categories. Danikas and colleagues
classified HPS into various categories:

Type 1 is a infantile HPS; Type 2 is the most common kind, and it arises throughout adulthood and
probably due to elemental Gl diseases likeacid peptic disease, cancer, and convincedprovocative
illnesses; and Type 3 is prime adult-onset HPS [9].



Zarineh et al. classified HPS into two types: AIHPS is an example of a primary condition that has no
underlying aetiology, Secondary pylorus hypertrophy is caused by an underlying condition such as
excessive gastric or duodenal ulcer healing, cancer, GISTs, surgical intraabdominal adhesiveness,
bezoars, and marked up vagal activity leading in pylorus hypertrophy. When compared to the primary
kind of HPS, the secondary variety has little or minor pylorus muscle hypertrophy [10].

The specific cause of AIHPS is unknown, however genetic and environmental factors are likely to
have a role. The majority of scientists believe it's because of the moderate juvenile form of HPS's
persistence which latter present as adult form [11-13], which is supported by histological and
anatomical variations abnormalitiesexhibited similarly in both adult and juvenile forms . However, the
cause of the protracted asymptomatic phase till the age of 30-60 years remains unknown. In a
susceptible person, oedema, spasm, or inflammation, according to some studies, causes pyloric
blockage. Long-term pylorospasm, vagal hyperactivity, and Auerbach's plexus changes are all
possible reasons..[14].

After having food nausea, vomiting, early satiety, and epigastric discomfort are the most prevalent
symptoms of AIHPS, as shown in our case. When related to the juvenile type of HPS, an abdominal
lump is rarely felt [15].

Malignancy and diabetic gastroparesis are two conditions that might seem similar to AIHPS,and are
among the differential diagnoses. GISTs and AIHPS might be difficult to distinguish on pathology [10].

It's challenging to diagnose AIHPS on imaging since some instances have perfectly regular studies
with no pathognomonic symptoms. The mushroom sign is the expansion of the pyloric muscle in the
direction of duodenal cap on the upper Gl series on barium examination , this sign is detected in 50%
of juvenile HPS patients , however its incidence in AIHPS has not been determined.

Manual pressure on the stomach might also elicit the symptom. In certain circumstances, such as in
our patient, an abdominal CT scan reveals comprehensive distal stomach wall thickening. It is,
however, largely used to screen out secondary causes of HPS, such as cancer. The 'Cervix sign,’
which is a stable, confined pylorus with a smooth border that endure even after anticholinergic
treatment, is usually seen during endoscopy [16]. When pressure is administered through the
endoscope, it can be distinguished from pylorospasm. Our patient had the cervical sign, which was
the key factor that led us to diagnosis AIHPS.Based on a intensity of clinical uncertainty and with
suggestive radiological findings and endoscopic evidence, the pathologist provides the actual
diagnosis of AIHPS i.e. The pylorus is significantly enlarged and thickened on pathology. On
microscopy, the stomach muscularis propria shows considerable hypertrophy and hyperplasia, but no
inflammatory cells or cancer [17].

Endoscopic dilatation, pyloromyotomy, and partial distal gastrectomy with a Billrothll
gastrojejunostomy have all been recommended as therapies for AIHPS. A less invasive procedure is
laparoscopic pyloroplasty. Endoscopic dilation bear a high likelihood of reappearance and only
provide a temporary symptom relief. It is a probable option for high-danger surgical patients. There is
presently no information that only a single surgical procedure is superior to another. More research on
AIHPS is needed ahead a procedure can be accepted as the basic of treatment [18-20].
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