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Occurring mainly
in the liver.

| ® l~ ﬁ Methionine S-adenosylmethionine

Betaine-homocysteine

5-Methyltetrahydrofolate methyitransferase

(folic acid cycle)
Methionine synthase Betaine

B12 (methylcobalamin)
S-adenosylhomocysteine

Homocysteine

A

HCU Cystathionine B- synthase (CBS)

B6 (pyridoxine)

Cystathionine

Cystathionine y- lyase (CTH)

B6 (pyridoxine)

- &

Cysteine
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Niacin
Cyclosporine A,2-Deoxycoformycin
Nitrous Oxide anesthesia
Tamoxifen
Methotrexate v
Fibric acid derivatives v/
Metformin v/
Cholestyramine v/
Oral contraceptive pills (OCPs) v/

S5 YU G eV
Trimethoprim v/

Sulphasalazine v’
v
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Table 1 Management of a pregonant patient with homocysinuria

Stage of pregnancy  Investigations Management
st and 2nd trimester  Weekly: Dhaily:
Plasma free and total Low-protein diet 10 g
Homocysteine Methionine-free amino acid supplement 180 ¢ (XMET Maxamum)
Cysteine supplement 1.5-2 g
Monthly: Aspirin 735 mg
Full blond count Vitamin Bz | mg (intramuscuolar)
Clotting stedies Betame 10 g
Electrolytes, liver function tests Pyridoxine [0 mg
Plasma quantitative amino acids
Ird wrimester and Plasma zinc. selenium PLUS
postpartum period  Plasma Bz, folate, ferritin Low-molecular-weight heparin (daily injections)
{6 weeks) Urine and plasma methylmalonate  Selenium and zine supplements (low levels on monitoring)
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