Figure 1. Porphyrias Caused by Enzyme Deficiencies in the Heme Biosynthetic Pathway

Uroporphyrinogen |

Heme synthesis

Glycine + succinyl coenzyme A

Delta-aminolevulinic acid synthase

Delta-aminolevulinic acid

Delta-aminolevulinic acid dehydratase

Porphobilinogen

Hydroxymethylbilane synthase
(porphobilinogen deaminase)

Hydroxymethylbilane

Uroporphyrinogen lll cosynthase

Uroporphyrinogen |l

Uroporphyrinogen decarboxylase

Uroporphyrinogen decarboxylase

Coproporphyrinogen |

ALA, delta-aminolevulinic acid.

Coproporphyrinogen I

Coproporphyrinogen oxidase

Protoporphyrinogen IX

Protoporphyrinogen oxidase

Protoporphyrin IX

Ferrochelatase + Fe2*

Heme

Associated porphyria

X-linked protoporphyria (XLP)

ALA dehydratase deficiency
porphyria (ADP)

Acute intermittent porphyria (AIP)

Congenital erythropoietic
porphyria (CEP)

Porphyria cutanea tarda (PCT)

Hereditary coproporphyria (HCP)

Variegate porphyria (VP)

Erythropoietic porphyria (EPP)

Heptacarboxyl porphyrin, hexacarboxyl porphyrin, and pentacarboxyl porphyrin are intermediates between uroporphyrin and

coproporphyrin.
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