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ren. Qualitative and quantitative analyses of porphyria excretion in
the urine demonstrate markedly increased excretion of uro-and cop-
roporphyrins, but practically no porphobilinogen. Although fecal
coproporphyrin is definitely increased in these cases, it is far from
the magnitude experienced by Dr. Dean in his South African
patients. 2

Dr. Sezer’s survey of 300 patients revealed that go 9} of the pa-
tients were under the age of 20, while 709, were between the ages of
6 and 15. In this series there were 19go males and 110 females. All of
them showed porphyrinuria and all or most of the findings described
above. 809, of the children were below the third percentile for
their age in height and weight.

How can we relate this picture to known forms of porphyria?
In the congenital or erythropoietic form symptoms appear very
early in life and the most important features are photosensitivity,
porphyrinuria and a hemolytic anemia. Here there secems clearly
to be an hereditary basis for the disease, in spite of its rarity, and this
is true of the next group, the so-called acute intermittent porphyria.
A large series of patients with this form of the disease has been report-
ed from Sweden, where accurate family records leave little doubt
of the genetic factors. The distinguishing features of this form are
its onset in older age groups—at puberty or later-abdominal colic,
neurologic symptoms and the excretion in abnormal quantities
of the porphyrin precursors delta-aminolevulinic acid and porpho-
‘bilinogen.

The so-called mixed porphyria seen in South Africa has also a
hereditary basis. Over 600 people with a somewhat different form
of the disease may be traced back to one Boer couple who were married
in South Africa in 1688. Another significant group of cases, usually
reported in small numbers, present with symptomatic porphyria
which seems to have been precipitated by a toxic insult to an already
diseased liver. Frequently, the pre-existing liver disease is alcoholic
cirrhosis and the insulting toxin a member of the barbiturate family.
In all of these latter forms of the disease the metabolic disturbance
seems to be in the liver, rather than in the marrow asin the congenital
form, and a genetic basis is either present or cannot be ruled out.
In the present disease the hereditary factor does not exist. The disease
was unknown five years ago. While the basic population of the region
is stable and has been there for centuries, there are several commu-
nities made up of Turkish Moslem individuals who, as refugees from









