Pancreatic involvement in Patients with Inborn Errors of Metabolism
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BACKGROUND: Repeated inflammation of the pancreas can cause digestive problems or diabetes. Various metabolic disorders that accompany pancreatitis have been reported. During a long-term follow-up, patients with various metabolic disorders have had episodes of pancreatitis and/or diabetes separately or concomitantly. 

METHODS / CASE REPORT: Two patients with methylmalonic aciduria, two patients with propionic acidemia, one patient with fatty acid oxidation disorder, and one patient with hyperornithinemia, gyrate atrophy, and juvenile-onset DM were clinically followed up for 10–20 years at the Chungnam National University Hospital and/or KSZ Children’s Hospital.

RESULTS: Two patients with methylmalonic aciduria (MMA), two with propionic acidemia (PPA), one with fatty acid oxidation disorder (FAOD), one with hyperornithinemia, gyrate atrophy, and juvenile onset diabetes mellitus (DM) were clinically followed up for 10- 21 years. Two MMA siblings showed recurrent pancreatitis from the age of 15 and 19, respectively. The frequency of admission for pancreatitis was up to 11 times. One MMA patient developed diabetes mellitus at the age of 20. A PPA patient was presented with diabetic ketoacidosis. The other MMA patient suffered from recurrent pancreatitis since he was 4 years of age and developed diabetes at 8 years of age. A FAOD patient was presented with pancreatitis at 10 years of age and died at the age of 15 due to cardiac arrest. A 35-year-old woman with hyperornithinemia/gyrate atrophy was diagnosed with juvenile onset diabetes at age 7. No pancreatitis occurred during the follow-up period.

DISCUSSION: Various metabolic disorders can bring about acute or chronic pancreatitis. Proper and prompt multidisciplinary management of metabolic derangement is crucial to prevent pancreatic damage. Further clinical and investigational studies are necessary to elucidate the pathogenesis of pancreatitis and diabetes mellitus in patients with inborn errors of metabolism.
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