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A case of leprechaunism treated by rh IGF-I
(recombinant human insulin-like growth factor)

Tatsuo Satomi'’, Yosuke Kaneshi?’, Ayumu Noro", Masaya Uchida', Masato Mizushima'’,
Takeo Nakajima'’, Satoshi Hattori", Yuichiro Fukasawa®’

1) Department of Neonatology, Sapporo City General Hospital
2) Department of Pathology, Sapporo City General Hospital

Summary

Leprechaunism is an extremely miserable prognosis with characteristic findings
(IUGR, lean body, hypertrichosis) and an insulin-receptor disorder (hyperglyce-
mia, hyper-insulinemia). Our case showed no particular comments in the family
history. Her mother was 26 years old, and G2P1 at admission because of IUGR,
so emergency cesarian-section was done for fetus failure. The infant was female,
her birth weight was 1052g and her height was 36.0cm. On day 8, hyperglycemia
(310mg/dl) was noticed at the previous NICU. Her hyperglycemia did not react to
normal medication, so she was carried to our hospital. We diagnosed the illness
as leprechaunism (insulin-receptor disorder) by physical findings, hyperglycemia
and hyper-insulinemia (IRI 1863 1 U/dl). Hyperglycemia was not controlled in
spite of a large dose of insulin medication (max 8.9U/kg/day), and she did not
gain weight. We started mecacermin therapy on day 69. Blood sugar level was
controlled by using both continuous subcutaneous injection and bolus injection
just before feeding. However, she still did not gain weight, and her lern body
was continuous. Cholestasis was noticed in the early stage, and it was
progressive (max d-Bil 23.1mg/dl). On day 99, we started B -blocker medication
because of hypertention and hypertrophy of myocardium. Severe anal prolapse
appeared. We treated symptoms as anemia, hypoproteinemia and electrolyte
imbalance, but the efficacy was temporary. On day 168, she needed mechanical
ventilation because of respiratory failure for serious ascites, and she ultiurately
died on day 181.

In conclusion: mecacermin was useful for control of hyperglycemia of leprechau-
nism, but we had difficulty in controlling her general physical condition.
Leprechaunism is an extremely rare disease.

Keywords : leprechaunism, hyperglycemia, mecasermin
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