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iricaemia in whlch ther'e will be dn ul
~ decr ease salvage of hypoxanthine and guamne" with
_...‘éubsequenf increased availability of PRPP and thus
~ purines De Novo synthesis. ‘

3. myeloproliferative disorders or who are undergoing ‘&
chemotherapy and so have a high rate of cell turnover.
4. Some unrelated metabolic diseases;
Fructose intolerance

Von Gierke disease

Adenosine deaminase (ADA) deficiency
This is an autosomal recessive disorder causes a type of
severe combined immunodeficiency disease (SCID),
involving a decrease in both T cells and B cells.
Deficiency of ADA results in an accumulation of
adenosine, which is converfted to its ribonucleotide or
deoxyribonucleotide forms by cellular kinases. As dATP
levels rise, ribonucleotide reductase is inhibited, thus
~ preventing the production of all deoxyribose-containing
g nucleotides and thus DNA leading to decrease cellular
-, xollferahon mainly the lymphocytes (which normally.,
am the highest ADA activity).
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