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A Case of 2-Month-Old Infant with Persistent Hyperinsulinemic
Hypoglycemia Presenting as Atonic Seizure

JiWon Kim, Do Hyun Kim, Seung Soo Kim

Department of Pediatrics, Soonchunhyang University Cheonan Hospital, Soonchunhyang University College of Medicine, Cheonan, Korea

Congenital hyperinsulinism is the most frequent cause of severe, persistent hypoglycemia in infancy and childhood. It is caused by
an inappropriate insulin secretion from the pancreatic 3-cells secondary to various genetic disorders. Recognition of this entity be-
comes important due to the fact that hypoglycemia is very severe and frequent and that it may lead to severe neurological damage
in the infant manifesting as mental or psychomotor retardation or even a life-threatening events if not recognized and treated ef-
fectively in time. Hypoglycemias can be detected by seizures, fainting, or any other neurological symptoms in the neonatal period
or later, usually within the first two years of life. Hypoglycemias must be rapidly and intensively treated to prevent severe and irre-
versible brain damages. Next, a treatment to prevent the recurrence of hypoglycemia must be set, which may include frequent and
glucose-enriched feeding, diazoxide and octreotide. We report a case of congenital hyperinsulinemia in a 2 months old infant pre-
senting as atonic seizure which has been treated with diazoxide.
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&% 6.63 WU/mL (range, 7 to 24 pU/mL), C-peptide 1.59 ng/mL
(range, 0.4 to 2.2 ng/mL), insulin/glucose ratio 0.08 2 =A%} 0
G AT AEHA UL, FeAAR] 0.47 mmol/L (range,
0.15 to 0.6 mmol/L) & Z7}=|A] k8 AL HTHTable 1). 71 2]
lactate 27.3 mg/dL (range, 4.5 to 19.8 mg/dL), pyurvate 1.34 mg/dL
(range, 0.3 to 0.9 mg/dL), glucagon 84.56 pg/mL (range, 59 to 177
pg/mL), cortisol 21.85 ug/dL (range, 5 to 23 ug/dL), insulin-like
growth factor-1 63.70 ng/mL (range, 56 to 144 ng/mL), {4175
HALolA] free thyroxine 1.22 ng/dL (range, 0.7 to 2.0 ng/dL), thy-
roid stimulating hormone 3.99 pIU/mL (range, 0.5 to 6.0 uIU/mL)
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Table 1. Patient laboratory blood test results

Variable 1.St _ Z_nd_ Reference
admission  admission range
White blood cell count (/uL) 7530 7,100 6,000-14,000
Hemoglobin (g/dL) 10.8 98 10.5-14.0
Platelet count /uL) 371,000 401,000  150,000-450,000
Sodium (mEgy/L) 141 143 139-146
Chloride (mEq/L) 107 108 98-106
Potassium (mEg/L) oI5 5.2 3556
Glucose (mgy/dL) 44 42 60-100
Calcium (mgy/dL) 99 99 8.8-10.8
lonized calcium (mg/dL) 50 50 48-492
Phosphorus (mg/dL) 6.0 6.0 386.5
Urea nitrogen (mg/dL) 8.4 838 518
Creatinine (mg/dL) 0.1 02 0.03-05
Aspartate aminotransferase (IU/L) 70 54 2263
Alanine aminotransferase (IU/L) 73 48 12-45
Ammonia (pg/dL) 56 54 18-74
C-reactive pretein (mg/L) 022 0.3 0.01-30
Insulin (uU/mL) 6.63 37.14 7-24
C-peptide (ng/mL) 1.59 42 0422
Insulin/glucose ratio 0.08 0.88
Blood ketone Negative ~ Negative Negative
Free fatty acid (mmol/L) 047 0.19 0.15-0.60
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