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Interferon treatment of porphyria cutanea

Porphyrias in Japan : Compilation of all cases reported through 2010

Masao Kondo, Yuzo Yano, Gumpei Urata
Faculty of Human Life Sciences, Tokyo City University, Tokyo

ABSTRACT

Porphyrias are a group of disorders caused by inherited deficiencies in the activities of the
enzymes of the heme biosynthetic pathway. Afflicted patients suffer either from neurological
disturbances, or cutaneous photosensitivity, or both. We have found 926 cases of reported
cases of porphyria patients 91 years of the end of December 2010 hereditary porphyria since it
was first reported in Japan in 1920. Therefore, for this 926 cases (528 males, 393 females, and
5 of unknown sex), we have to summarize and prognosis of age, sex, geographical distribution,
pathogenesis factors, clinical symptoms, initially diagnosed, treatment and disease types
separately. As a result, the actual onset of clinical symptoms by year and trends, such as
the induction of porphyria hereditary factors in Japan have been elucidated, it was possible to
obtain a very valuable data in the study porphyria. These patients consisted of 36 cases of
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CEP (15 males and 21 females), 203 cases of erythropoietic protoporphyria (EPP) (137 males
and 66 females), 6 cases of hepatoerythropoietic porphyria (HEP) (4 males, and 2 females), 198
cases of acute intermittent porphyria (AIP) (32 males, 166 females), 41 cases of hereditary
coproporphyria (HCP) (13 males, 27 females, and 1 of unknown sex), 56 cases of variegate
porphyria (VP) (10 males, and 46 females), 328 cases of chronic hepatic porphyria represented
by PCT (300 males, 25 females, and 3 of unknown sex), and 58 cases of acute hepatic
porphyria of undefined type (17 males, 40 females, and 1 of unknown sex). Essentially all
inherited porphyrias were found in Japan, with incidences and clinical symptoms generally
similar to those reported in other countries. This survey revealed that as high as 67% of
acute hepatic porphyrias were initially diagnosed as non-porphyria, and later revised or
corrected to porphyria, indicating the difficulty of the diagnosis of porphyria, in the absence of
specific laboratory testing for porphyrins, and their precursors in urine, stool, plasma and
erythrocytes.

Key Words : Porphyrias, Hepatic porphyria, Eryhtropoietic porphyria, Cutaneous porphyria,
Acute porphyria
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