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Rennin and renin are different. Renin is secreted by

kidney and is involved in regulation of water and

electrolyte balance and blood pressure.
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Metabolic fate of carbon skeleton of

amino acids.

 Yellow shade: Glucogenic amino acids;

 Red shade: Ketogenic amino acid.

 Several amino acids are both glucogenic and ketogenic.

 Only two amino acids, leucine and lysine, are

exclusively ketogenic.
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2. Transport of ammonia.
Disposal Of Ammonia Or Metabolic Fate Of Ammonia
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 It forms semi-essential amino acid, arginine. Arginine

also serves as the precursor of the potent muscle

relaxants nitric oxide (NO).

 Ornithine, which is formed in urea cycle, is a precursor

for the formation of polyamines like putrescine,

spermidine, and spermine and can also be involved in

formation of nonessential amino acid proline
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Metabolic Disorder of Branched Chain Amino Acids

Maple syrup urine disease (MSUD) or branched chain

keto aciduria

77 of 151



 Proteins that have a low content of phenylalanine, such

as casein from milk are hydrolyzed and phenylalanine is

removed by adsorption.

 A low phenylalanine diet must be started very soon after

birth to prevent irreversible brain damage.
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Clinical features

The urine of alkaptonuric patients becomes dark after

being exposed to air

Formation of alkapton bodies
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Unabsorbed tryptophan remaining in the intestine is

metabolized by intestinal bacteria to indolacetic acid and

indolpyruvic acid which are subsequently excreted in

urine.
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Metabolic Disorders of Sulphur Containing Amino Acids

Cystinuria (Cystin-lysinuria)

Cystinuria is the most common inborn error of amino

acid transport.

Cystinuria is an inherited disorder in which kidney

tubules fail to reabsorb the amino acids cystine,

ornithine, arginine and lysine (the mnemonic is COAL).

This is characterized by massive urinary excretion of

cystine, ornithine, arginine and lysine.
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 One carbon groups formed during metabolism are:

– Methyl (CH3)

– Methylene (CH2)

– Methenyl (CH)

– Formyl (CHO)

– Formimino (CH=NH)

 These one carbon groups are transferred by way of

tetrahydrofolate (THF).
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