What is McCune -Albright syndrome,
and how to take care of your child
with MAS
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How to take care of your child with
McCune -Albright syndrome

A What causes MAS

A What can go wrong in MAS i spectrum
of involvement

A How to figure out what your child does
and doeshwitl|l lhaasred wo

A Treatment
A Monitoring treatment
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SYNDROME CHARACTERIZED BY OSTEITIS FIBROSA
DISSEMINATA, AREAS OF PIGMENTATION AND ENDOCRINE
DYSFUNCTION, WITH PRECOCIOUS PUBERTY IN FEMALES*

Report of Five Cases
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McCune -Albright Syndrome - Definition

Café-au-lait Gigantism/
Acromegaly

Precocious |

puberty Hyperthyroid

Fibrous Cushings

dysplasia

P Rickets/

Osteomalacia

Any combination of two or more of these typical findings = MAS



How MAS Happens

Inner Cell Embryonic
Mass Stem Cell

£

Mutation occurs by chance
Mutation in the gene GNAS
GNAS codes for the protein, Gs U

GsUi s a sort of master

non/ of f o

switch



How MAS Happens

Embryonic
Stem Cell
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Mutation occurs by chance

Mutated cell proliferates

AMutation is now in cells
that will later give rise to different
tissues: skin, bone, ovaries, etc.



How MAS Happens

Embryonic
Stem Cell

Mutation occurs by chance

Mutated cell proliferates

Mutated cells migrate
& expands as embryo
Is formed



How MAS Happens

Embryonic
Stem Cell

Mutation occurs by chance

Mutated cell proliferates

Mutated cells migrate
& expands as embryo
Is formed

Where and when the mutation
occurs determines what your
child will and



The GNAS gene is prone to the
particular type of mistake (mutation)
that leads to the MAS mutations.

There are no known environmental,
ethnic or geographic risk factors for
the development of MAS.

So far, all cases of MAS are sporadic.
The disease did not come from the
parents and patients will not transmit it
to their children.



GUI s the non and of f

Skin Ovary Bone Thyroid Pituitary
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Café-au-lait fibrous dysplasia growth hormone excess
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precocious puberty hyperthyroidism



Prevalence of findings in MAS
In the patients at NIH

Findings Prevalence (%)
Fibrous dysplasia 99
Cafe-au-lait 89
Gonads

male 77
female (PP) /8
Thyroid 69
Phosphate wasting 48

requiring treatment 17
Growth hormone excess 18
Cushings 7



When endocrine problems begin (and end)

Fibrous dysplasia |
Café-au-lait -
Precocious Pub. | I
Thyroid R
Phosphate
SN NOMEE N
Cushings I
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Age

For the most pat, past the age of 5, there are no
new problems. Phosphate problems may resolve
after around 20 y.o.



What bones
are Iinvolved
with FD?



