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presenting features and these eventually developed in the overwhelm-
ing majority of the patients. Hypertrichosis and hyperpigmen-
tation were the next most common symptoms and these two devel-
oped eventually in most patients. There were occasional complaints
of itching at the onset and a few individuals reported friability of
the skin. Fever was also occasionally reported but this was almost
certainly due to intercurrent infection.

It is evident from table 6 that there was no set pattern for the
development of the signs and symptoms which characterized the
disease in these patients. Neither was the time factor predictable.
Because of the limitations noted, detailed information was not
sought, but interviews with reliable patients indicated that onset
was gradual, extending over a period of several weeks, and was
likely to be most rapid in those patients in which the illness first
appeared in the late spring or summer.

Because of the notable occurrence of neurological symptoms
and severe abdominal pain and/or colic in patients with acute in-
termittent porphyria (A.I. P.), these symptoms were given special
attention in the survey. Neurological symptoms of any kind simply
were not reported. Abdominal pain, on the other hand, was men-
tioned as a presenting symptom by 13.5 per cent of the males and
31.4 per cent of the females, and was present at some time during
the illness in over one half of the patients. In no case, however, had
there been pain of the degree of severity characteristic of A.I1. P
and not one of these patients had been subjected to an exploratory
laparotomy as so frequently happens to patients with A.I. P.

The disease had been present in the patients interviewed for an
average of approximately two years. All patients reported seasonal
variations in the course of the disease, the skin lesions being relati-
vely quiescent during the winter. Variations in hypertrichosis and
hyperpigmentation were not remarkable.

Physical Findings

General Condition. The general condition of the patients exam-
ined was good. Though «weakness» was a common complaint, the
disease is by no means totally debilitating and, in general, victims
were quite capable of pursuing their normal activities. Two signifi-
cant problems were prevalent, however, the first of them being the
degree of hypertrichosis present in many of the girls. The emotional
effect of this disfiguring phenomenon was perhaps lessened some-
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what by its prevalence in the region, but it constituted a serious prob-
lem for many girls. The other notable problem was due to complica-
tions arising out of secondary infection of the bullae which were, in
turn, the result of the cutaneous photosensitivity. The bullae, fre-
quently one centimeter or more in diameter and quite tense, inevi-
tably ruptured leaving an area exceedingly susceptible to local infec-
tion. Such infection delayed healing and increased the amount of scar-
ring, frequently producing regional lymphadenitis.

Vital Signs. Pulse and blood pressure were measured and were
within the normal range in all cases. Fever was not a feature of the
disease in the absence of secondary infection.

The outstanding physical findings in the disease are the changes
produced by the photosensitivity and their sequelae. These changes
were subject to considerable seasonal variation, but practically one
hundred per cent of the patients reported their presence at some
time during the course of their illness. They occurred only on areas
exposed to sunlight, primarily the face and distal extremities. In .
the field survey lesions were actually observed in 92 percent of
the males and 94 per cent of the females examined. The lesions
were graded as mild, moderate or severe depending on severity and
extent. Patients with lesions classified as mild had occasional or
scattered bullae or their scars. Those whose affliction was classi-
fied as moderate had numerous such lesions on exposed areas and
those with severe involvemyent had lesions, either recent or old,
almost completely covering the exposed areas. Ixcessive pigmen-
tation was not considered separately in the survey since it uniform-
ly occurred in the scars of the healed bullae and its incidence
parallels that of other skin changes. Hypertrichosis was evident in
a large majority of the patients examined (see fig. 1). As can be
seen from table 6, it eventually appeared in 450 out of 547 patients
(45 patients over 20 years of age were excluded from this tabula-
tion).

Liver enlargement was present in 33 per cent of the patients
and the liver was found to be tender in approximately one third of
porphyric patients. Enlargement tended to be more common in the
younger age groups but tenderness was more frequently found in
the older age groups. Liver condition in this disease has been
reported previously by Dogramaci and co - workers.??

«Rheumatoid» arthritic changes were observed in 214 out of
092 patients (36.1 per cent) in the present survey. A further inves-












