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CASE REPORT

A pediatric non-protein losing Menetrier's disease
successfully treated with octreotide long acting release
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Abstract

Pediatric Menetrier’s disease (MD) is an uncommon,
acute, self-limited hypertrophic gastropathy character-
ized by enlarged gastric folds associated with epithelial
hyperplasia and usually accompanied by protein losing
gastropathy. Gastric cytomegalovirus infection is found
in one third of MD children and its treatment is often
associated with remission. Diagnosis often requires full-
thickness biopsy due to inability to detect typical histo-
logical findings with conventional endoscopic biopsy. We
report an uncommon case of non self-limited pediatric
MD needing endoscopic mucosal resection for diagno-
sis which was then successfully treated with octreotide
long-acting release (LAR). To the best of our knowledge,
this is the first pediatric MD case successfully treated
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with octreotide LAR. Our experience suggests octreotide
LAR as treatment for refractory MD before gastrectomy.
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INTRODUCTION

Menetriet’s disease (MD) is a rare hypertrophic gastropa-
thy characterized by enlarged gastric rugal folds and
epithelial hyperplasia, accompanied by protein losing
gastropathy'". Primarily seen in adults, MD can have a
long clinical course and is associated with considerable
morbidity and even mortality, which are related to sur-
gical resection and potential risk for malignant trans-
formation” . Pediatric MD often presents as oedema
and hypoalbuminemia due to protein loss through the
abnormal gastric mucosa and usually has a benign self-
limited course with symptoms resolving within 5 wk*”.
Diagnosis often requires full-thickness biopsy in conjunc-
tion with endoscopic view of enlarged gastric folds'"
while histology includes foveolar hyperplasia with cystic
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dilation of pits, accompanied by glandular atrophy of the
gastric body“’z]. Gastric cytomegalovirus (CMV) infection
is found in one third of MD children and its treatment is
often associated with remission'™. We describe the first
case of non self-limited and non protein losing MD, di-
agnosed with endoscopic mucosal resection (EMR) and
successfully treated with octreotide long-acting release

(LAR).

CASE REPORT

A 4-year-old boy was referred to our Unit for severe iron
deficiency anemia (haemoglobin level: 4.7 g/dL and iron
studies consistent with iron-deficiency anemia) already
treated with blood transfusion in a territorial hospital.
The child had a normal physical development with regu-
lar growth curve. Liver and spleen diseases were excluded
on a clinical and biochemical basis. A grandfather under-
went total gastrectomy due to MD. At upper gastroin-
testinal endoscopy there were marked thickened gastric
folds with overlying erosions and exudate involving the
corpus and fundus, whereas the antrum and pylorus were
normal (Figure 1). Mucosal biopsies showed mild foveo-
lar hyperplasia, dilation of some glands and were negative
for Helicobacter pylori and CMV. The latter was also nega-
tive in the gastric juice, serum and urine. There was no
clinical and laboratory evidence of protein-losing enter-
opathy and serum gastrin level was normal.

After 2 mo of unsuccessful treatment with omepra-
zole at 2 mg/kg per day, an EMR was done in the area of
greatest gastric folds thickening to obtain a wider sample
for a histological diagnosis. Thus, a diagnosis of MD was
made. based on the presence of marked epithelial hyper-
plasia with tortuous and cystically dilated foveolar glands,
discontinuous atrophy of stomach glands and significant
reduction of parietal cells; a strong small vessel conges-
tion with a diffuse edema was also observed within the
lamina propria (Figure 2).

Following a lack of response to conventional thera-
pies and due to preliminary reports on successful use
of octreotide in adult MD"", the patient was given ten
doses of octreotide (50 pg subcutaneously two times a
day), which was well tolerated. He then began octreotide
LAR (5 mg intramusculatly every 28 d). Two months later
haemoglobin and iron levels were normal. Six months
later therapy was stopped and a rapid reduction of the
haemoglobin level ensued. Thus, we continued octreotide
with long-term normalization of the haemoglobin levels.
Fifteen months later gastric folds were less prominent
and no erosions at endoscopic follow-up were seen; how-
ever the histology was unchanged.

DISCUSSION

MD is characterized by hypertrophic folds in the body of
the stomach, foveolar hyperplasia and hypoproteinemia'™.
While spontaneous remission is rare in adults and gast-
rectomy is not uncommonly required in refractory dis-

case™, pediatric MD is commonly an acute, self-limited,
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Figure 1 Endoscopic view of markedly thickened gastric folds, with over-
lying erosions and exudates involving fundus (A) and corpus (B).

Figure 2 Histopathology from endoscopic mucosal resection (HE stain-
ing; A: 40%, B: 20x) shows elongated, tortuous and cystically dilated
foveolar glands, discontinuous atrophy of gastric glands and significant
reduction of parietal cells.

protein-losing gastropathy'”. However, a hyperplastic
hypersecretory variant of MD with normal or increased
acid secretion and no protein loss is reported: it often
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requires full-thickness biopsy due to an inability to detect
typical histological findings with conventional endoscopic
biopsy'.

Therapy in children is supportive and includes adequate
hydration, antisecretory agents (histamine 2 receptor an-
tagonists and proton pump inhibitors) and albumin re-
placementpﬂ. Treatment of CMV, when detected, is usually
associated with remission”.

Interestingly, transforming growth factor a, one of
the ligands for the epidermal growth factor receptor
(EGF-R), has been implicated in the mechanisms under-
lying MD": it causes dose-dependent iz vitro prolifera-
tion of gastric epithelial cells and reduction of acid secre-
tion, which are hallmarks of the disease™'".

Treatment with an experimental monoclonal antibody
against EGF-R has been successful in 3 severe MD cas-
s There is also evidence that somatostatin decreases
the number of EGF binding sites at the cell surface!'”;
thus, octreotide may modulate EGF-R signalling at several
levels™?". These mechanisms and preliminary reports on
successful use of octreotide in adults with MD"™"” prom-
pted us to use this agent in our patient.

In conclusion, we describe an uncommon case of pe-
diatric MD with atypical presentation (only anemia) and
chronic unremitting course. MD should be considered
in all children with thickened gastric folds at endoscopy,
even in the absence of typical clinical and laboratory
manifestations. EMR is a good alternative to full thick-
ness biopsy for diagnosing disorders associated with gas-
tric wall thickening such as MD.

To the best of our knowledge, this is the first pedi-
atric MD case successfully treated with octreotide LAR.
Our experience suggests octreotide LAR as treatment for
refractory MD before gastrectomy.
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