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Cholic acid

Capsule » 50mg »

250mg

Sterol-27-hydroxylase deficiency -
2-methylacyl-CoA racemase
(AMACR) deficiency ~ cholesterol 7

« -hydroxylase (CYP7A1)
deficiency ~ 3 8 -hydroxy-A
5-C27-steroid dehydrogenase
deficiency (3 8 -HSD) & A
4-3-oxosteroid 5 S -reductase
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Human plasma
coagulation
factor XIII

Injection °
250IU/vial
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Imiglucerase

Injection + 200
units/vial
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Sodium
Phenylbutyrate

Powder » 3gm/
teaspoonful ;

Tablet » 500mg ; &
Hef) - 483mg/ g

£ % Carbamyl phosphate
synthetase (CPS), Ornithine
transcarbamylase (OTC) 2,
Argininosuccinic synthetase (AS)2
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