1420

accumulation of Zn-protoporphyrin was caused by a
non-enzymatic reaction can be ruled out by the fact
that Zn-protoporphyrin does not accumulate in FECH-
deficient conditions or diseases.*® These observations
strongly suggest that the insertion of zinc ions into
porphyrin rings is an enzymatic reaction. It would be
very interesting to clarify the mechanism of the
formation of red pigments in ham. Further experiments
are required for clarification of the way Zn-protopor-
phyrin in raw muscle tissues is produced enzymatically.
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SHERERIL 7 4 Y VI (acute intermittent
porphyria, AIP) Z~ALEH%R 3 BHOMETH 5
NA FaXs XA FNE T v EHEERE (hydroxymeth-
ylbilane synthase, HMBS ; Bl RV HAEY 2 7 v F
7 &5 —%, PBGD) [EC 4.3.1.8] DIEHEETIC L o
To0-73/ V7Y v (0 -aminolevulinic acid, 0 -
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A case of CEP the diagnosis confirmed by a marked increase of

urinary type | porphyrins
Masao Kondo", Ryoiti,Kamide?, Masahiro Ishizuka®

1) Department of Human Sciences, Tokyo City University, Tokyo
2) Department of Dermatology, Tokyo Jikei-kai Medical University, Tokyo
3) Department of ALA center, Cosmo Oil Co Ltd, Tokyo

The case is 33-year-old woman of whom the chief complaint who stiffening of the
state of the ray hypersensitivity and the hand finger, and is the transformations.‘The
patient has the previous history and the red urine of the hepatic toxicit. The skin type
porphyria was doubted from these symptoms. Then, the isomer of the urinary
porphyrins were analyzed. As a result, the congenital erythropoietic porphyria that
became the 36th example in Japan was found.

Key words: congenital erythropoietic porphyria, uroporphyrin type I isomer,

erythrodontia, photosensitivity
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