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ABSTRACT

Lipomatous pseudohypertrophy (LPH) of the pancreas is an uncommon affection of exocrine pancreatic insufficiency. It is defined as
substitution of the pancreatic exocrine gland by a large fat component. We report the case of a young patient with malabsorption syndrome
(chronic diarrhoea and steatorrhoea), abnormal laboratory results and normal fibroscopy. Computed tomography revealed characteristic
diffuse pancreatic abnormalities.

LEARNING POINTS

e Computed tomography is key for identifying lipomatous pseudohypertrophy.

e Malabsorption syndrome is usually associated with lipomatous pseudohypertrophy.
e Asyndromic aetiology should be considered.
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INTRODUCTION

Lipomatous pseudohypertrophy (LPH) of the pancreas is a rare disorder defined by enlargement of the pancreas due to replacement of the
exocrine parenchyma by adipose tissue. This disorder is very rare, with less than 100 cases reported in the literature. An association with
cystic fibrosis, Shwachman-Diamond syndrome or Johanson-Blizzard syndrome has been reported.

CASE DESCRIPTION

We report the case of an 18-year-old female patient who was admitted for investigation of malabsorption syndrome because of significant
weight loss, chronic diarrhoea (more than five greasy stools per day) and oedema of the lower limbs on clinical examination. Initial biological
assessment found normochromic normocytic anaemia (8 g Hb/dl) and steatorrhoea at 26g/24h. Gastrointestinal fibroscopy and abdominal
ultrasound did not detect any abnormalities. However, an abdominal CT scan showed a lipomatous pancreas with a granular parenchyma,
without ductal dilatation or abnormality of the peripancreatic fat (Fig. 1).

The diagnosis of LPH of the pancreas was confirmed and the patient was started on pancreatic enzyme replacement therapy with a
favourable clinical and biological evolution.
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Figure 1. Contrast-enhanced computed tomography shows the fatty appearance of (a) the right side and (b) the left side of the pancreas with the parenchyma having a granular

appearance (arrowheads). No ductal dilatation or abnormality of the peripancreatic fat was present

DISCUSSION

Lipomatous pseudohypertrophy of the pancreas, also called diffuse fatty infiltration of the pancreas, is a rare cause of exocrine pancreatic
deficiency in adults . It consists of accumulated adipocytes in the pancreatic parenchyma that replace the acini and islets of Langerhans!?.
The affected pancreas can vary greatly in size®l. Lipomatous pseudohypertrophy has no effect on the endocrine function of the pancreas ¥
but, when it is massive, it can be associated with exocrine pancreatic insufficiency with steatorrhoea and malabsorption of the fat-soluble
vitamins A, D, E and K 31,

The most common cause of LPH is advanced cystic fibrosis [? but other diseases are also implicated, including Shwachman-Diamond
syndrome, which is also associated with neutropenia, digestive disorders and metaphyseal bone chondrodysplasia (with failure to thrive) [5,
6], and with Johanson-Blizzard syndrome (autosomal recessive transmission), which is characterized by aplasia of the scalp and nasal alae,
dental malformations, bilateral deafness and exocrine pancreatic failure ). A primitive form of LPH of the pancreas was hypothesized in
patients who successfully regained weight with a reduction in steatorrhoea after treatment with pancreatic extracts [,

Imaging provides the diagnosis. Ultrasound shows anormal or enlarged pancreas. The echostructure depends on the degree of fat infiltration.
This may be normal, more echogenic than the liver but less echogenic than the surrounding retroperitoneal fat, or even isoechoic to the
latter ®-8. On computed tomography, the pancreas appears increased in size and empty, with tissue replaced with a fat density component,
which is similar to retroperitoneal fat with a granular-like appearance . MRI shows a diffuse and homogeneous T1 and T2 hypersignal
replacing the pancreatic parenchyma with signal suppression on fat saturation sequences !,

The most important differential diagnoses are pancreatic lipoma and retroperitoneal liposarcoma. Pancreatic lipomas are multilobed
tumours that are sharply delineated from surrounding pancreatic tissue by a thin fibrous capsuleY, while liposarcoma has a more infiltrative
and voluminous appearance.

There is no established disease-specific therapy for LPH, but if symptoms of exocrine function insufficiency are present, digestive enzymes,
such as pancreatic enzymes, are administered (12

CONCLUSION
This diagnosis is easily established by computed tomography imaging which shows a characteristic fatty infiltration of the pancreas. The
most frequent cause is advanced cystic fibrosis with generally favourable evolution after pancreatic enzyme replacement therapy.
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