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Introduction: Congenital hyperinsulinism (CHI) is the most common cause for recurrent hypoglycemia in neonates and infants(1,2,3,4).
There are two main types of CHI. The first type is transient CHI, which usually develops soon after birth and resolves spontaneously within
the first 3-4 weeks of life and the second type is persistent CHI, developing usually in the later life as well as in the neonatal period, which
duration is longer. The differenciation between transient and persistent CHI is not possible on the basis of laboratory test results(8).
Transient CHI is believed to be caused mainly by nongenetic factors, e.g., small size for the infant's gestational age or stressful perinatal
conditions such as cardiopulmonary disorders. In contrast, persistent CHI has genetic etiologies. However, even with the most
comprehensive analysis, the responsible genes can be identified in only 53% of diazoxide-responsive CHI patients (9)although in the case of
unresponsible patient, K,., channel mutations could be identified in most (87.6%-88%) cases (9,10). Uncontrolled hypoglycemia leads to
seizures and long-term cerebral damage. The incidence of persistent CHI is generally estimated as 1 in 50,000 live births (5) . Herein, we
report a case of congenital hyperinsulinism (persistent hyperinsulinemic hypoglycemia of infancy, nesidioblastosis) and review of the
relevant literature regarding on the etiology, pathogenesis, clinical and pathological features, diagnosis and treatment of this disorder. Such

a treatment is made possible only by a multidisciplinary team composed of pediatric endocrinologists, surgeons and pathologists who are
well experienced in the treatment of CHI (6,7).

Case report: The male infant had been born at 39 weeks’ gestation to a 25-year-old mother after an uneventful pregnancy. The birth weight
was 2900 g. The Apgar score was 4 at one minute and 7 at five minutes. There was no maternal history of gestational or insulin-dependent

diabetes mellitus. The infant was delivered vaginally without complications, presented with tonic-clonic seizures and hypoglycemia of 0.5
mmol/L (normal range 1.7-2.8mmol/L) on the second day of life. Intravenous infusion of 12.5% glucose solutions at a rate of 10-17 mg/kg
and dexamethazone 0.8 mg/kg were given to maintain a stable blood sugar level. The plasma insulin level was 32.3 pU/ml (normal values
2.6-24.9 pU/ml) and blood sugar level was between 0.5 and 7.2mmol/L on day 30 of his life. Deficiency of counterinsular hormones
(cortisol, thyroxin, IGF-1) was excluded. These results suggest nesidioblastosis, or persistent hyperinsulinemic hypoglycemia of infancy
(PHHI). Taking into consideration that diazoxide as well as genetic examinations are unavailable in Armenia and patient cannot be weaned
off treatment with intravenous glucose infusions it was decided to performe diagnostic laporotomy, which was performed at the age of 30
days (not enough experience of surgeons made impossible intervention earlier). During the operation visual hyperplasia of islands of
Langerhans was detected in the area of tail and body of pancreas. Cut tissue was sent to cito-histologic examination and the cito-answer of
<<insulinoma>> was received on the basis of that was performed the resection of body and tail (50%) of pancreas with splenectomia (the

tail of pancreas and spleen were spliced). According to further pathologic-hystologic examination congenital hyperplasia and displasia of
island cells of pancreas: adenomatous nodule- was diagnosed.

CONCLUSIONS and FOLLOW UP: Congenital hyperplasia and dysplasia of pancreatic islet cells and a focal adenomatous hyperplasia was
diagnhosed by pathological analysis of surgical material, as well as clinical presentation. At present time, the patient is three years old,

maintains euglycemia with fractionated feeding and has a normal psychomotor development. This is the first case of diagnosis and successful
treatment of congenital hyperinsulinism in Armenia.
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