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Bitylime Hormonu Duyarsizlig;;
Laron Sendromu

hort stature is one of the most common reasons of admissions to pe-
Sdiatric endocrinology departments. Laron syndrome is a very rare fa-

milial disorder with both autosomal recessive and autosomal dominant
forms of inheritance. After definition of this genetic form of dwarfism by
Zvi Laron and his colleagues in 1966, approximately 250 patients were iden-
tified worldwide.!? Laron syndrome is characterized by marked short sta-
ture that results from lack of responsiveness to growth hormone (GH). GH
levels are normal or increased. At the same time generation of insulin-like
growth factor I fails because of GH receptor defects, abnormalities of GH
signal transduction or primary defects of insulin-like growth factor I syn-

thesis or secretion.?

Cases of growth hormone insensitivity (GHI) and growth hormone
deficiency share a common phenotype. Birth weights of patients are usu-
ally normal or near normal but birth length may be slightly decreased. The
patients can present with hypoglycemia or prolonged jaundice in neona-
tal period. Postnatal growth is strikingly influenced and patients ordinarily
apply due to severe growth failure. Craniofacial features of patients are
prominent forehead, frontal bossing, craniofacial disproportion due to
small facies, hypoplastic nasal bridge, and blue sclera. High-pitched voice
is remarkable. Skeletal age is delayed but may be advanced relative to he-
ight age. Micropenis is another clinical finding of patients in childhood.
Even with normal gonadotropin production, puberty is generally delayed
for 3 to 7 years.?

The combination of decreased serum concentrations of IGF-1 and
IGFBP-3 plus increased serum concentrations of GH is highly suggestive of
growth hormone insensitivity. These findings must be combined with ina-
dequate response of increasing serum IGF-1 at least 15 ng/mL and IGFBP-
3 concentrations at least 400 ng/mL to exogenous growth hormone. A
scoring system was proposed for evaluation of short children for growth
hormone insensitivity.>*
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Patients could not benefit from GH therapy
because of IGF-1 generation failure. Production of
IGF peptides by recombinant DNA technology gi-
ves a chance to patients with growth hormone in-
sensitivity. Studies of IGF-1 treatment of GHI have
indicated a persistent effect on growth rate, altho-
ugh height velocity remained slightly below which

was achieved in the first and second years of treat-
ment, in the subsequent years.>

We reported a case of growth hormone insen-
sitivity (Laron syndrome) with characteristic clinic
features and laboratory findings. This rare disorder
must be considered especially if the patients have
severe short stature.
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