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CASE REPORT

A fatal case of Degos’ disease which presented with
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Mona Ahmadi, Sevil Agabalaey Rafi, Zhale Faham, Ramin Azhough, Samad Beheshty Rooy, Omid Rahmani

Mona Ahmadi, Sevil Agabalaey Rafi, Zhale Faham, Ramin
Azhough, Samad Beheshty Rooy, Omid Rahmani, Depart-
ment of General Surgery and Pathology, Imam Reza Hospital,
Azadi Street, Tabriz 5156975389, Iran

Author contributions: All authors write this case report.
Correspondence to: Samad Beheshty Rooy, MD, Assistant
Professor, Department of Surgery, Imam Reza Hospital, Azadi
Street, Tabriz 5156975389, Iran. azhough@yahoo.com
Telephone: +98-411-3341317 Fax: +98-411-3341317
Received: April 2, 2011 Revised: September 21, 2011
Accepted: September 26, 2011

Published online: October 27, 2011

Abstract

Degos’ disease, otherwise known as “malignant atro-
phic papulosis” is a rare vasculopathy with an unknown
etiology characterized by typical cutaneous lesions. In-
volvement of the gastrointestinal (GI) tract is observed
in approximately half of patients and small infarctions
in the mucosa can cause perforation and resulting peri-
tonitis, the leading cause of death. We present a fatal
case of Degos’ disease with skin and GI involvement,
manifesting as recurrent intestinal perforations and
peritonitis, in a 15-year-old Iranian boy.
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INTRODUCTION

Degos’ disease, otherwise known as “malignant atrophic
papulosis” is a rare vasculopathy with an unknown etiolo-
gy characterized by typical cutaneous lesions. Its involve-
ment of the gastrointestinal (GI) tract is usually associat-
ed with a poor prognosism. It is a rare, progressive, small
and medium size arterial occluding disease, leading to
tissue infarction and involving the skin, GI tract and cen-
tral nervous system, related to a thrombotic vasculopathy
of unknown origin. Involvement of the latter two sites is
often the cause of death™”. Here, we present the case of
Degos’ disease with skin and GI involvement, manifest-
ing as recurrent intestinal perforation, in a 15-year-old
Iranian boy.

CASE REPORT

A 15-year-old Caucasian boy (Iranian) without any per-
sonal medical history, presented with more than 50 remit-
tent eruptions of small papules with white centers sur-
rounded by erythematous telangiectatic borders, 5-10 mm
in diameter, nonpruritic and painless, which were wide-
spread but located principally on the lower extremities
and trunk that started 2 years ago without the complete
disappearance of older ones. The soles, mucosae and face
were not affected. After this period, he presented with
acute abdominal signs, suggesting generalized peritonitis.
Explorative laparotomy revealed two small bowel perfora-
tions in the ileum, 25 and 30 cm, proximal to the ileocecal
valve. The perforated bowel segments were resected and
an end-to-end anastomosis was performed, followed by
irrigation and closure of abdominal wall. Broad spectrum
antibiotics were started empirically. Microscopic exami-
nation showed acute severe serositis with intact mucosa
and congestion and edema in all layers of the resected
part. A second laparotomy was necessary on the 11th
postoperative day because of acute abdominal signs due
to new lenticular perforation which was detected 10cm
proximal to the ileocecal valve which was resected and a
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Figure 1 Histological examination with HE staining showed hyperkerato-
sis, atrophic epidermis, basal layer hydropic degeneration in epidermis,
on dermis collagen deposition and subendothelial sclerosis in arterial
wall in segmental foci that caused ischemic infarct leading to atrophy of
adnexal structures.

double-barrel ileostomy was performed because of the
abdominal cavity spillage. Despite 18 d of supportive
care, the general condition of patient deteriorated. Ab-
dominal CT scan showed multifocal fluid collections with
a thickened wall, suggestive of multiple abscesses and
prolonged peritonitis. On postoperative day 18, he under-
went a third laparotomy because of two new perforations
in the ascending colon and a right hemicolectomy was
performed. In the three previous operations, we found a
very abnormal texture of the intestine, probably due to
an unknown underlying disease causing spontaneous pet-
forations. Following an open discussion in an academic
setting, the diagnosis of Degos’disease was proffered. So,
we reviewed the literature and Degos’ disease was sug-
gested as a probable diagnosis. To confirm this diagnosis,
we took a biopsy from his chest skin lesion, which was
reported as fat necrosis and hemorrhage in fatty lobules
(panniculitis). Two weeks later, the histological examina-
tion of another skin biopsy from his leg lesion showed
hyperkeratosis, atrophic epidermis, basal layer hydropic
degeneration in the epidermis, on dermis collagen depo-
sition and subendothelial sclerosis in the arterial wall in
segmental foci is seen that caused ischemic infarct lead-
ing to atrophy of adnexal structures; which is compatible
with Degos’ disease (Figure 1). We started Aspirin 325
mg and Dipyridamol 75 mg tablets daily based on recom-
mendations in the literature but there were no consider-
able effects apart from mild improvement in his appetite.
The complete blood count, serum biochemistry analysis,
renal, hepatic and thyroid function tests were normal.
The erythrocyte sedimentation rate, C-reactive protein,
Wright and Coombs” Wright tests were unremarkable. A
brain CT scan was done because of a transient headache
during his admission and this showed mild brain atrophy.
Chest X-ray reported a mild right pleural effusion. After
the third operation, his general condition continued to
decline. He suffered an open abdomen, due to wound de-
hiscence and recurrent intestinal perforation, and severe
malnutrition and died within 3 mo after admission.
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DISCUSSION

Degos’ disease, also known as malignant atrophic papu-
losis (MAP), is a rare condition with reportedly stereo-
typical skin lesions on the trunk and proximal portion of
the extremities, but the palms, soles and face tend to be
spared, as in our case, consisting of largely asymptom-
atic, porcelain-white, atrophic papules, with surrounding
erythema and telangiectasias. It has been alternatively re-
garded as an obliterating arteriolitis, necrotizing vasculitis,
endovasculitis with secondary thrombosis, intravascular
coagulation disorder or a disorder of fibrinolysis'. The
exact nature of the disease remains controversial. Viral
infection, autoimmune disease and coagulation defects
have been proposed as underlying pathogenic mecha-
nisms but none have been confirmed. Some believe that
Degos’ disease is a thrombotic rather than an utoimmune
disease. The disease is characterized by endothelial prolif-
eration and swelling of small and medium-sized vessels.
This progresses to luminal occlusion and eventual isch-
emia and infarction of the involved organ system. The
internal organs most commonly involved in the order
of decreasing frequency are the GI tract, CNS, thoracic
organs and kidney. The eyes, cardiopulmonary system
and hepatorenal system can also be involved in systemic
MAP. Pulmonary features include pleuritis and bilateral
effusion”, Intestinal perforation is the most severe com-
plication and the bowel lesion may appear years after
the cutaneous manifestation (similar to our case). Some
published cases had a digestive manifestation before the
onset of cutaneous involvement but the usual course is
the opposite. The course of the disease may be as long as
20 years but once intestinal lesions have appeared, death
usually occurs within a few months'”. Although any por-
tion of the intestinal system may be involved, the small
bowel is predominantly affected”. In our case, we found
two perforations in the ileum in the first and second
operation and one in the ascending colon in the third
operation. Generally when the CNS lesions are present,
the intestinal lesions are absent or mild®. Our patient had
no CNS findings, so based on our patient and literature
review, we think that simultaneous severe involvement of
the CNS and GI tract is very rate. Medical treatment for
MAP, whether cutaneous or systemic, remains to be de-
fined. Antiplatelet drugs (Aspirin, Dipyridamol) may have
a role in the treatment of all variants of MAP, according
to dramatic improvement in their general condition and
disease symptoms shortly after treatment in some cases,
suggesting that increased platelet aggregation may play a
role in the pathogenesis of MAP". Our patient was treat-
ed medically with Aspirin and Dipyridamol, improving
his general condition mildly, confirming previous recom-
mendations.

In conclusion, we reported a fatal case of Degos’
disease afflicting a 15-year-old Iranian boy. The onset of
the disease was relatively earlier than those in previous
reports but the disease progressed rapidly to systemic
involvement, resulting in a poor prognosis. In our pa-
tient, the mild improvement in his general condition and
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disease symptoms shortly after treatment with antiplatelet
drugs suggests that increased platelet aggregation may
play a role in the pathogenesis of MAP but we think that
it is ineffective or at most mildly effective after the pre-
sentation of GI involvement.
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