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|. Porphyrin Metabolism
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LEAD POISONING

® Ferrochelarase and ALA dehydrase are
particularly sensitive to inhibition by lead.

® Copraporphyrin Ill and ALA accumulate
in urine.

-
PROTOPORPHYRIA

® The disease is due to a deficiency
in ferrochelatase.

® Protoporphyrin accumulates in
erythrocytes, bone marrow,
and plasma.

o Patients are photosensitive.
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VARIGATE PORPHYRIA

ACUTE INTERMITTENT :
PORPHYRIA E ® An a disease caused by a deficiency in
.mm‘ﬁ Itl:,a;’used by a deficiency H oporphyrinogen oxidase.
ydroxyme lane synthase. - ® Protoporphyrinogen IX and other
° mmmmmgg& :nmi ?;?:“n e : Protoporphyrin IX 1ntermec|i£ée_s Ft’r?:L :?ntehe block p
- accumu in 3
in the urine. : ® Patients are photosensitive.
L] gr‘n'goh darkens on exposure -
ight and air. - T T T T
® Patients are NOT photosensitive. g - HEREDITARY
i q , 3 COPROPORPHYRIA
- . .
Succinyl CoA + Glycine Protoporphyrinogen IX ® w‘disease caused by a deficiency i
(.uuu-u" coproporphyrinogen oxidase.
l Q ® Coproporphyrinogen lll and other 1
intermediates prior to the bloc
§-Aminolevulinic acid accumulate in the urine.
e Patients are photosensitive.
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PORPHYRIA CUTANEA TARDA

ag ® Aghionic disease,caused by a
ThY deficiency in uroporphyrinogen
ta decarboxylase.

® Uroporphyrin accumulates in the _
urine.

® It is the most common porphyria.
® Patients are photosensitive.
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® This disease is caused by a deficiency
in uroporphyrinogen M synthase.

® Uroporphyrinogen | and
coproporphyrinogen |
accumulate in the urine.

Epc‘le!‘i’c- ® Patients are photogensitive. |
porphyria | =% QLA SS S€~y

Figure 21.7
Summary of heme synthesis.
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