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ACUTE PANCREATITIS IN A PATIENT WITH
GLUTARIC ACIDEMIA TYPE I
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SUMMARY: Coskun T, Gogiis S, Akgdren Z, Tokath A, Ozalp i. (Nutrition-Metabolism
and Pathology Units, Department of Pediatrics, Hacettepe University Faculty of
Medicine, Hacettepe-Ankara, Turkey). Acute pancreatitis In a patient with glutaric
acidemia type Il. Turk J Pediatr 1997; 39: 379-385.

- We describe a two-year-old girl who presented with coma following an upper
respiratory tract infection. Nonketotic hypoglycemia, metabolic acidosis and mild
hyperammonemia were detected. The urinary organic acid profile was consistent with
glutaric aciduria type Ill. Pancreatitis was diagnosed at autopsy. Although pancreatitis
has been described in a number of inborn errors of metabolism including organic
acidemias, to the best of our knowledge this is the first report of acute pancreatitis
occurring in glutaric acidemia type Il It was stressed, therefore, that this complication
should be searched for in organic aciduria patients, and the measurement of plasma
amylase and lipase levels should be added to the battery of laboratory Investigations /
in such cases. Key words: glutaric acidemia type Il, pancrealitis.

The number of reports on the occurrence of acute and chronic pancreatitis in
patients with inborn errors of metabolism has been increasing in recent years.
Among the metabolic diseases reported with accompanying pancreatitis are
maple syrup urine disease’, isovaleric acidemia', methylmalonic acidemia’,
propionic acidemia?, 3-OH-3-methy! glutaric aciduria®, homocystinuria®, Pearson
syndromeS, cytochrome c oxidase deficiency®, glycogen storage disease
type 1”8 and carnitine palmitoyltransferase Il deficiency®. Glutaric acidemia type
| was added to the list most recently'®. To our knowledge, acute pancreatitis
in glutaric acidemia type |l or multiple acyl CoA dehydrogenation deficiency
has not previously been described. In this report we describe acute pancreatitis
occurring in a two-year-old girl with glutaric aciduria type Il.

Case Report

The patient, a two-year-old female, was admitted to Hacettepe University Ihsan
Dogramaci Children's Hospital in a coma following a brief period of seizure. She
had an upper respiratory tract infection characterized by fever, nasal discharge
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and cough that started two days prior to her admission, and was hospitalized
with the presumptive diagnosis of Reye's syndrome or encephalitis. Her parents
were first cousins, and two siblings were healthy. She had reportedly been
hospitalized at a local hospital for approximately one week with a suspected
diagnosis of "aseptic meningitis" when she was six months old.

On physical examination, the patient's general condition was poor and she was
unconscious. She had grunting respirations. The body temperature was 36.5 °C,
pulse 120, and respirations 28/minute. The liver was palpable four centimeters
below the right costal margin. Deep tendon reflexes were found to be slightly
increased, and the Babinski sign was positive bilaterally. Her body weight was
15 kg (> 90" percentile), length 85 cm (< 50lh percentile), and head
circumference 46 cm (< 10" percentile).

Laboratory values included Hb: 10.4 g/dl, Hct: 30.7%, WBC: -8.700/mm?3 with
90% polymorphonuclear leukocytes, 8% lymphocytes and 2% band forms.
Urinalysis was normal. Serum electrolytes were sodium: 135 mEq/L, potassium:
6.2 mEqg/L, chloride: 87 mEqg/L, and HCOj;: 11 mEg/L. Serum glucose was
11 mg/dl, BUN: 24 mg/dl, calcium: 9.5 mg/d!, phosphorus: 7 mg/dl, SGOT:
702 U/L, SGPT: 401 U/L, alkaline phosphatase: 202 U/L, total bilirubin: 0.6 mg/dl
(conjugated fraction: 0.4 mg/dl), total protein: 7.1 g/dl, albumin 4.7 g/dl, creatine
phosphokinase: 3,829 U/L, and arterial pH: 7.41. The blood ammonia level was
180 pg/dl (normal: 20-120 pg/dl), lactate: 27.3 mg/dl (normal: 10-14 mg/dl), and
pyruvate: 2.8 mg/dl (normal: 0.5-1.0 mg/dl). The prothrombin and partial
thromboplastin times were 15.5 and 30 seconds, respectively. EEG revealed
a widespread suppression of the cerebral bioelectric activity. Cranial computed
tomography demonstrated brain edema. A fatty liver was found on abdominal
ultrasonography. Gas chromatographic-mass spectrometric analysis of urine was
consistent with glutaric aciduria type Il.

Despite mechanical ventilation and parenteral administration of dextrose, fluids,
fresh frozen plasma, bicarbonate, vitamin K, antibiotics and acyclovir, the patient
died on the sixth day of admission.

Autopsy revealed a pale liver weighing 540 g (normal: 430 g). The brain was
edematous with a weight of 1125 g (normal: 1012 g). The pancreas
(weight: 48 g, normal: 19.9 g) was also edematous and had hemorrhagic areas.
No congenital anomaly was detected.

Fatty infiltration of the liver with both small- and large-sized lipid vacuoles was found
on microscopic examination (Fig. 1). Frozen sections of the liver showed diffuse
staining with oil red O. Microscopic examination of the pancreas disclosed an acute,
diffuse and hemorrhagic pancreatitis and necrosis of the peripancreatic fat tissue
(Fig. 2). Sections of the brain revealed edema and anoxic changes. There was
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