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Endoscopic Findings in Pseudoxanthoma
Elasticum

Pseudoxanthoma elasticum is a rare, hereditary disorder of the con-
nective tissue. characterized by degeneration of elastic fibers, and
it is associated with numerous systemic complications. Clinically,
it affects mainly the skin, retina, blood vessels, and myocardium.
Other congenital cardiovascular, gastrointestinal, and genitourinary
defects may also occur with the syndrome. In the female patient
presented here. the diagnosis of pseudoxanthoma elasticum of the
skin (Figure 1) was confirmed histopathologically at the age of 15
(Figure 2). Two years later, recurrent gastrointestinal bleeding oc-
curred. At the time of admission due to bleeding, fiber-optic endos-
copy revealed typical vascular changes associated with the under-
lying disease, such as dilated and tortuous veins in the esophagus,
fundus. and duodenal bulb. An area of fresh bleeding was found
just below the esophagogastric junction (Figure 3). After endo-
scopic injection of adrenalin (1: 10 000) into the bleeding areas,
hemorrhage stopped. During the following months, the patient was
frequently admitted to the hospital with bleeding episodes from
csophageal varices, which were successtully treated by endoscopic
sclerotherapy. Subsequently she recovered and remained asympto-
matic for a further eight months.

Gastrointestinal hemorrhage ranks as one of the most frequent and
troublesome complications of pseudoxanthoma elasticum, occur-
ring in 14 % of patients in one series (1). Endoscopic findings
include a distinctive yellow cobblestone appearance of the mucosa,
which correlates histologically to dilated mucosal and submucosal

veins and capillaries, along with fragmentation and calcification of

the internal elastic lamina and intimal sclerosis of the small and
medium-sized arteries (2). These vascular alterations may lead to
persistent bleeding due to a failure of vascular constriction. In view
of the underlying connective-tissue disease, endoscopic hemostasis
should be regarded as preferable to surgery.
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Figure 2: Histology of the skin arteries, showing degenera-

tive changes and high-grade calcification, especially in the
internal elastic lamella and in the media (arrow) (HE x 60).

Figure 3:
Esophagogastros-
copy showing
highly dilated sub-
mucosal veins
protruding into the
lumen of the
esophagus, with
a fresh bleeding
area,

This document was downloaded for personal use only. Unauthorized distribution is strictly prohibited.



