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Abstract: In children, idiopathic hypertrophic pyloric stenosis (IHPS) is a relatively
common disease (1). However, in adults it is a rare cause of gastric obstruction (2,3).
We report a case of a 55-year-old female patient who presented with chronic
postprandial vomiting associated to epigastric pain and fullness. She underwent upper
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- gastrointestinal endoscopy that showed residual food and a distended stomach with a
Article History constricted and impenetrable pylorus. The upper gastrointestinal barium study showed
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a distended stomach with delayed gastric emptying due to pyloric stenosis. The
abdominal CT scan revealed thickening of the distal stomach. The patient underwent a
gastrectomy with gastrojejunal anastomosis. The pathology revealed hypertrophy
DOI: 10.21276/sasjm.2019.5.1.1 ' and hyperplasia of the inner circular muscle of the pylorus without any malignancy,
E E which was compatible with IHPS. We reported this case to clarify this rare disease.
v Keywords: ldiopathic hypertrophic stenosis, adults, obstruction, distended stomach,
chronic vomiting.
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examination noted epigastric tenderness without any
masses. Lab  results  showed: hyponatremia,
hypocalcemia, acute kidney failure,
hypocholesterolemia and hypoalbuminemia.

INTRODUCTION

In children, congenital hypertrophic pyloric
stenosis is a relatively common disease [1]. However,
hypertrophic stenosis of the pylorus in adults is a rare
cause of gastric obstruction [2, 3]. There are only about
200 cases of primary hypertrophic pyloric stenosis in
adults reported in the literature [4]. Approximately 80%
of the cases reported to date were men and the age of
onset is extremely variable, ranging from 17 to 82 years
[2, 5, 6-8]. Untreated, the disease leads to several
complications, hence the interest of clarifying this
affection by this observation with review of the
literature.

An etiological evaluation is then performed
including an upper gastrointestinal endoscopy, which
has shown residual food and a distended stomach with a
constricted and impenetrable pylorus. There was no
evidence of an ulcer or other mucosal defect in the
pyloric channel. The abdominal CT scan noted a
thickening of the wall in distal stomach with a mega-
stomach arriving at the hypogastrium. An UGI barium
study showed delayed gastric emptying with a stomach

Observation reaching the pelvis and an elongated narrowing pyloric

This is the case of a 55-year-old woman with a
history of unexplored chronic epigastric pain and
intermittent chronic vomiting for more than 15 years. In
the past year, the vomiting worsened and became
persistent and mostly post-prandial, associated with
epigastric fullness and easy satiety with asthenia and
severe weight loss.

On admission, the patient was dehydrated and
malnourished with a BMI of 16 kg / m2. Her clinical

channel.

The management consisted in a nutritional
rehabilitation of the patient, a discussion of the case in a
multidisciplinary consultation meeting where a surgical
treatment was indicated. At exploratory laparotomy, a
massively dilated stomach was found, the pylorus was
thickened and no adhesion was noted. The patient
underwent a  gastrectomy  with  gastrojejunal
anastomosis. The surgery was uneventful.
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Image: UGI barium showed delayed gastric emptying with a stomach reaching the pelvis and an elongated
narrowing pyloric channel

The pathology revealed no malignancy but
showed prominent hypertrophy and hyperplasia of the
inner circular muscle layer of pylorus. Hypertrophy
of muscularis mucosae with muscle strands within
the lamina propria was also noted. The patient was then
diagnosed with AIHPS as any evidence of malignancy
had been ruled out. Postoperatively, the patient had a
gradual recovery with a satisfactory weight gain after 6
months.

DiscussioN

Adult idiopathic hypertrophic pyloric stenosis
is a rare condition; approximately 200 cases have been
reported in the literature [4]. This condition is most
often congenital, affecting approximately 6 children out
of 1000 newborns with a peak frequency between the
third and the twelfth week of life [9]. It could be
classified as primary and secondary. Secondary types
are more common and can be induced by many causes,
including scarring of anterior gastric or duodenal ulcers,
hypertrophic  gastritis, carcinomas, gastrointestinal
stromal tumors, bezoars, vagal hyperactivity and
postoperative extrinsic adhesions [10, 11].

The development of hypertrophic stenosis of
the pylorus without predisposing factor is defined as
primary or idiopathic, and is characterized by
hypertrophy and hyperplasia of the pyloric muscle. The
exact occurrence of this pathology in adults cannot be
accurately estimated because cases may remain
asymptomatic. For no known reason, hypertrophic
stenosis of the adult pylorus occurs more frequently in
middle-aged and male patients [12, 13].

The etiology of hypertrophic stenosis of the
pylorus is still uncertain. It seems that both genetic and
environmental factors are involved. Several hypotheses
suggest that this entity is due to the persistence of the
mild infantile form that persists in adult life [11, 14, 15,
4]. Hypertrophy of the pylorus may not become

L

symptomatic until certain factors are added such as
edema, spasm, or inflammation[15-17] Other possible
etiologies have been suggested such as prolonged
pylorospasm, vagal hyperactivity, and neuromuscular
incoordination due to changes in the plexus[18, 17].

The clinical manifestations are variable. These
are usually the same signs of high digestive obstruction,
mainly with abdominal pain, persistent vomiting, early
satiety, anorexia, and dyspepsia and weight loss [19,
20].

The radiological signs of AIHPS are not
pathognomonic. UGI barium study is indicated but
cannot differentiate AIHPS from tumors or
inflammatory disorders [11, 17]. The diagnosis should
be suspected if it shows elongation of 2-4 cm of the
pyloric channel with various degrees of obstruction. It
should be emphasized that the radiographic diagnosis
should be based on the presence of several findings
because no individual sign is pathognomic. Trans-
abdominal ultrasonography is successfully used for the
diagnosis of the infantile form of hypertrophic stenosis
of the pylorus. Its utility for the diagnosis of adult
hypertrophy is also described [2].

The endoscopic aspect is that of a stenosis of
the pyloric channel with gastric distension. Endoscopy
is often necessary to establish the diagnosis of the
disease and exclude other causes. Schuster has defined
a unique endoscopic sign called the "cervical sign" to
describe the narrowing of the pylorus [21].

Pathologically, microscopic examination notes
marked hypertrophy and hyperplasia of inner circular
muscle layer of pylorus, which may be associated with
reactive mucosal gastropathy. However, there should be
no process of inflammation or neoplasm seen in the
muscularis propria[4].
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The indicated treatment is surgery in
symptomatic or complicated forms. Partial gastrostomy,
gastroenterostomy, pyloromyotomy, and pyloroplasty
have been proposed as treatments by various
physicians. Endoscopic dilatation has also been
suggested but has a high rate of recurrence. Some
authors prefer partial gastrectomy because of a high risk
of malignant transformation [22, 19].

CONCLUSION

Adult idiopathic hypertrophic pyloric stenosis
is a rare and unrecognized condition of the gastric wall.
This is a difficult clinical and radiological diagnosis.
Therefore; it should be discussed whenever a pyloric
stenosis that has neither intrinsic cause nor malignant
proliferation is found on pathological examination.
Treatment is surgical, especially in symptomatic cases.
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