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| LESCH-NYHAN SYNDROWNE

« This is an X-linked., recessive,
inherited disorder associated

- with a virtually compiete
deficiency of hypoxanthine-
guanine phosphoribosy!-
transferase and, therefore,
the 1nability to salvage
hypoxanthinz or guanine.

® The enzyme deficiency vesuits
in increased levels of PRPP
and decreased IMP and GMP,
causing increased de novo
purine synthesis.
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¢ This results in the excessive
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ACTIVITY SITES

ATP activates the enzyme. <
dATP inhibits the enzyme.
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SUBSTRATE
SPECIFICITY SITES
| ATP, dATP, dTTP, or

| dGTP regulate the reduction [
of specific ribonucleotides.
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Regulation of nibonucleotide
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