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Severe disease diagnosed by skin lesions
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Enfermedad grave diagnosticada por lesiones cutaneas
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An 11-year-old male, under study with a 2-month history
of constitutional syndrome, presented with vomiting, epi-
gastric pain and constipation. The most salient features of
the history were ocular (conjunctival hyperemia), articular
(joint pain and nonspecific limp) and cutaneous (Fig. 1).

These lesions were also found on the trunk, upper
extremities, hands and feet with a 2 month evolution
prior, with recent appearance of erythematous papules. The
histological examination of the cutaneous lesions evinced
deposition of hyaline material (periodic acid Schiff positive
and diastase resistant [PAS-D]) in the vascular walls with
mild perivascular inflammatory lymphohistiocytic infiltra-
tion and signs of red blood cell extravasation. The epidermal
crests exhibited marked atrophy. In the dermis, there was a
triangular area in the centre, with the base in the superior
dermis, characterised by homogeneous collagen necrosis.
Some deep blood vessels appeared to have thickened walls
and occluded lumina.

Initially, a bezoar was suspected and studied. How-
ever, after 48 hours of evolution, the patient deteriorated
abruptly, developing fever, vomiting, acute abdominal pain
and general malaise. An emergency abdominal-pelvic com-
puted tomography was performed, which showed intestinal
perforation. He required surgical resection and the creation
of a discharge ileostomy and parenteral nutrition.
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Figure 1 Image of the dorsum of the foot showing papules
0.5-1 cm in size with a pearly atrophic centre and an erythe-
matous telangiectatic rim.

Comment

Kohlmeier-Degos disease is a rare disease of unknown
aetiology, with less than 200 cases reported worldwide.'
It is characterized by a multisystemic small-vessel lym-
phocytic vasculitis of the small-calibre vessels that can
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Figure 2 Intraoperative macroscopic image of the small
intestine showing whitish atrophic plaques with necrotic lesions
throughout the ileum, peritoneum and appendix. There is also
a visible perforation in the distal ileum (marked with clamps,
top of the image).

affect the skin, gastrointestinal tract, central nervous sys-
tem, eyes, lungs, cardiovascular system and the renal
system.? Gastrointestinal manifestations usually appears to
develop months or years after cutaneous manifestations and

they are associated with a poor prognosis. Gastrointestinal
involvement may be asymptomatic or cause dysphagia, vom-
iting, haematemesis, melena and intestinal perforation with
peritonitis. Neurologic involvement manifests with multiple
strokes. The diagnosis is based on the cutaneous manifesta-
tions and histological features. The papules measuring 0.5-1
cm with a porcelain-white atrophic centre and an erythema-
tous telangiectatic rim, are characteristic of the disease.
They appear in the trunk and upper and lower extremities,
and usually sparing the face, scalp, palms and soles.” No
effective treatment has been found to date. Some of the
treatments used in its management include anticoagulants,
antiplatelets, fibrinolytics, immunosuppressants, steroids,
eculizumab and Janus kinase inhibitors, with little success
once the systemic disease appears.?

Knowledge of the cutaneous lesions can facilitate suspi-
cion of this devastating disease.
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