
207A boy with McCune-Albright syndrome

and a half years previously the height was 118 cm
(height SDS=0.38, 65th percentile). The mother�s
height was 165cm and the father�s height 172cm,
while the target height was 175cm (target height
SDS=0.04). The blood pressure was 100/80mmHg.
The volume of the right testis was 5ml and that of
the left was 7ml. Genitalia, pubic and axillary hair
were Tanner stage II. The rest of the physical ex-
amination was unremarkable as were the family and
perinatal history. The birth weight was 3150gr.

The basal laboratory findings are shown in Ta-
ble 1 and the results of the dynamic testing are shown
in Table 2.

Skeletal radiography disclosed numerous cystic
areas in the iliac and femoral bones, thickening and
expansion of the base of the skull, lesions of the fa-
cial skull causing dysfigurement and scoliosis of the
lumbar and thoracic spine. A Tc-99m HDP bone
scintigraphy revealed abnormal concentration of the
radionuclide in the iliac and femoral bones and in
the facial skull (Figure 2). A thyroid ultrasonogra-
phy (u/s) revealed a micronodular appearance of the
gland. A testes u/s revealed microlithiasis of both

Figure 2. Tc-99m HDP bone scintigraphy. Abnormal concen-
tration of the radionuclide in the facial skull. Fibrous dysplasia.

Table 2. Dynamic tests: Glucagon, Oral glucose tolerance test
(OGTT) and gonadotropin stimulating hormone (GnRH)

Glucagon test GH (ìg/L)

Time(min) Before therapy On therapy (8 months)

0 17.38 3.3

30 30.66 4.7

60 13.74 3.3

OGTT GH (ìg/L)

Time(min) Before therapy On therapy (8 months)

0 14.02 (0.06-5.0) 3.4

30 12.6 2.5

60 13.7 2.1

90 14.4 1.8

120 12.5 2.1

GnRH test Before therapy On therapy (8 months)

Time (min) LH (IU/L) FSH LH (IU/L) FSH

0 0.27 (1.6-10) 1.09 (<6) 0.29 0.74

30 2.6 2.7 5.26 1.61

60 2.68 3.5 5.54 2.54

Expected normal values in parenthesis

testes. An abdominal u/s showed no abnormalities.
Pituitary Magnetic Resonance Imaging (MRI) re-
vealed a microadenoma with a diameter of 9mm.
An adrenal MRI was normal.

The diagnosis of MAS was made and treatment
with somatostatin long-acting analogues (one intra-
muscular injection of 10mg every month) and testo-
lactone (30mg/Kgr/day per os) was initiated. A pi-
tuitary MRI 3 years after diagnosis revealed no ab-
normalities. Testolactone was discontinued at the
age of 13 and central puberty was initiated shortly
thereafter. During a 4-year follow-up the fibrous
dysplasia has not affected vision or hearing, and the
GH values have been within normal range. The boy
has until now presented normal physical and men-
tal development with no other medical problem. His
current height is 169cm (height SDS=1.99, 90th per-
centile), his weight is 71.5 Kgr, the volume of the
right testis is 11.4ml and that of the left is 14ml. Pu-
bic and axillary hair is Tanner stage III and bone
age is 15.4 yrs.

DISCUSSION

MAS is the result of a postzygotic mutation in
the gene encoding for the alpha subunit of the stim-
ulatory G protein (Gsa). The mutations lead to the
substitution of Histidine (His) or Cysteine (Cys) for
Arginine (Arg) at aminoacid 201 of the alpha sub-




