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The typical intense red fluorescence which was observed in the
liver biopsy specimens® was not seen in the cartilaginous tissue of
these patients under fluorescent microscopy. The green fluorescence
seen in the cartilage biopsy material was not significant since it was
also seen in fluorescent microscopy of cartilage tissue taken from
normal controls.

Eighteen of these porphyria patients with joint changes were
examined roentgenographically at the Hacettepe Children’s Hospital
and the findings are summarized in table 1. The significant roentgeno-
logic finding in the early stages is osteoporosis, which is notably
restricted to the phalanges, the metacarpal and carpal bones, and the
distal metaphysis and epiphysis of both the ulna and the radius, and
to the corresponding bones of the lower extremities. This rarefaction
is especially pronounced at both ends of the short bones.

Interphalangeal arthritis, leading to the narrowing of the joint
spaces, is another significant feature of the disease. There is no
irregularity of the joint surfaces. Occasionally erosion of the terminal
digital phalanges may be encountered. This was found in two of the
present series of 18 cases. The osseous structure of the long bones and
vertebrae shows no remarkable change. The larger joints remain
intact. (Figures 2-4).

The roentgenologic appearance of the soft tissues in many instan-
ces shows fusiform swelling arourd the affccted joint. At times bulla2
could also be seen in the x - ray films. (Figure 4 a.)

On re - examination of some of the patients with marked bone
and joint involvement at a period one to two years after they
had ceased to excrete unusual! amounts of porphyrins, it was found
that the joint spaces remained narrow and there was no change in
the periarticular swelling of the affected joints, although in some
cases the bones had returned to normal density.

Discussion

Although peripheral neuritis and pains in the joints are not
uncommon occurrences in some cases of porphyria, to our knowledge
there have been no previous descriptions of clinical or roentgenological
changes of the type observed by us in this group. It is difficult to
refrain from describing these joint manifestations as «rheumatoid:
but in several respects they do, in fact, differ from rheumatoid joints.
First, the only joints clinically involved have been those of the hands,
although we have seen some osteoporosis in the metatarsals. Second,
this appears to be a painless process.















156 THE TURKISH JOURNAL OF PEDIATRICS

In another condition known to be due to an enzymatic error of
metabolism, alkaptonuria, a black polymer of homogentisic acid
accumulates in the cartilaginous surfaces of joints producing destruc-
tion of the surface and subsequent arthritic changes. However, since
fluorescent microscopy failed to demonstrate typical red fluorescence
in cartilage biopsy specimens from our affected patients, it cannot
conclusively be said that the arthritic changes observed in these pa-
tients are the result of porphyrin deposits in the joints.

Summary

In over half of three hundred and seventy -.six patients with
porphyria turcica, secondary to consumption of hexachlorobenzene
trecated wheat, joint involvemcnt was observed.

The striking feature was swelling and spindling of the fingers,
usually in a symmetrical fashion. Roentgenologic examination of
eighteen patients showed osteoporosis which was notably restricted
to the phalanges, the metacarpal and carpal bones, and the distal
metaphysis and epiphysis of both the ulna and the radius and to the
corresponding bones of the lower extremities.

Interphalangeal arthritis leading to the narrowing of the joint
spaces was striking and resembled in a way the changes of rheu-
matoid arthritis.

In two cases erosion of the terminal phalanges was seen.

Despite the lapse of one to two years after the termination
of other porphyria symptoms, including cessation of abnormal excre-
tion of porphyrins, the joint lesions were found to be still present.
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