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Abstract (300 word limit)
Usually a patient’s water metabolism and hemodynamics tend to change dynamically after the completion of the Fontan circulation procedure due to a hormonal imbalance in addition to remarkably increased central venous pressure. In addition, craniopharyngioma is a type of brain tumor which originates from pituitary gland embryonic tissue. There is high incidence of patients needing hormone replacement therapy after undergoing pituitary tumor surgery, especially the dosage of hydrocortisone and levothyroxine needs to be tailored to each individual patient, ideally based on their body surface area- and/or a body weight-adjusted regimen. We herein present the case of a boy who underwent the Fontan procedure for a single ventricular physiology (double outlet right ventricle, pulmonary atresia and hypoplastic left ventricle) who was associated with panhypopituitarism including central diabetes insipidus (CDI). This 5-year-old boy underwent a three-stage Fontan procedure, a left- modified Blalock-Taussig shunt at 1 month of age, bilateral bidirectional Glenn shunt at 2 years and 1 month of age, and finally an extracardiac total cavopulmonary connection at 5 years of age. While waiting to undergo Fontan surgery, he suffered from panhypopituitarism after undergoing surgical resection of a craniopharyngioma at 3 years and 8 months of age. He was prescribled desmopressin intranasally at a dose of 30μg prior to undergoing the Fontan procedure, while desmopressin was intravenously administered after undergoing the Fontan procedure in the intensive care unit. After postoperative CDI had been controlled by intravenous desmopressin, he was then switched from intravenous to the intranasal administration of desmopressin. He has been successfully treated for CDI with desmopressin administered by either continuous infusion or intranasal instillation from both before and after undergoing the Fontan procedure. There are few reports of patients in whom transient CDI developed after cardiac surgery, while there is no report of a patient who had CDI before undergoing complex congenital heart surgery
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