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Degos disease in a 24-year-old

Jordanian male
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introduction

Degos disease (malignant atrophic papulo-
sis) is a rare disease that affects skin and
the gastrointestinal, ocular and central ner-
vous systems. The disease is characterized
by papules that develop porcelain-white
centres and telangiectatic borders.

The etiology cof the disease is unknown,
however, the immediate cause may lie in
impaired endothelial function or abnormal
coagulation (fibrinclytic activity). Viral
causes have been implicated. Histopatho-
logical findings are wedge-shaped areas of
dermal necrosis covered by markedly atro-
phic malpighian layers and collagen with a
smudged appearance,

Complications of the disease include
peritonitis, intestinai perforation and, less
frequently, cerebral infarction. There is no
effective treatment; however, antiplatelet
therapy may be beneficial for patients in
whom platelet aggregation is impaired.

Prognosis is poor when systemic in-
volvement is found, but seems to be good
in benign forms.

Case history

A DA-year-old Jordanian male presented
with papular skin lesions distributed over
his trunk and proximal parts of extremities,

while his face, scalp and palms were not
affected. The lesions had been present for
4 years with no other symptoms of the dis-
ease and no family history of similar iliness.
No other systems were found to be in-
volved. Physical examination revealed
erythematous papular lesions with atrophic
porcelain-white centres distributed over the
trunk and extremities (Figures | and 2).

Figure 1 Erythematous papular lesions on the
trunk of the patient
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Figure 2 Closer view of erythematous

papular lesion showing atrophic porcelain-
white centre

Skin biopsy showed wedge-shaped ar-
eas of necrosis of the dermis and atrophic
malpighian layers (Figure 3). In laboratory
investigations, stool for occult blood was
negative, and endoscopy and coloscopy
showed no vascular lesions.

Discussion and conclusion

Degos discase was first described by
Kohlmeier in 1941 [/] and was recognized
as a specific entity by Degos and his asso-
ciates in 1942 [2]. Only 114 cases of this
rare disorder have been reported up to 1993
[1]. The disease affects the skin, gas-
trointestinal tract and, less commonly, the
ocular and central nervous system. Local
ischaemia may involve organs other than
skin, such as the lungs, heart and kidneys.
Intestinal lesions occur in 64% of cases
and may manifest themselves from 3

Figure 3 Histopathology of skin blopsy showing wedge-shaped areas of necrosis of the
dermis and atrophic malpighlan layers
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weeks to 3 years after skin manifestation. A
reported occurrence of Degos disease with
non-systemic manifestation in three gener-
ations of one family argues for a genetic
cause [3]. There are also reports of two
cases involving impairment of blood fibrin-
olytic activity and alterations in platelet
function that have responded to antiplatelet
therapy [4]. Recently there has been a re-
ported case of Degos disease with no vis-
ceral involvement in an AIDS patient [5].

Although our patient had had a history
of skin lesions for 4 years, he had not yet
developed systemic complications. He has
been advised to report if any complications
develop.

Degos disease is usually found to have
systemic manifestation and a fatal out-
come. However, there have been rare cases
with isolated skin manifestation and good
prognosis (benign form). Further studies
are necessary to investigate triggering fac-
tors or genetic causes of this disease.
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