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Diabetes mellitus and Degos disease
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Abstract: We present the case of a 75-year-old man who was diagnosed with Degos disease (DD) in the
context of type 2 diabetes mellitus. The cutaneous lesions of DD were located at the trunk as well as in the
proximal parts of the arms. He presented with positive laboratory test for lupic anticoagulant, but other
rheumatologic parameters of interest were within normal limits. The skin biopsy corroborated the diagnosis of
DD, and also showed morphologic features traditionally associated to hyaline diabetic microangiopathy. Since
the latter has recently been atributted to C5b-9 deposit in the vessel wall, we discuss if both conditions are
pathogentically connected or just coincidental (Fig. 3, Ref. 32). Full Text (Free, PDF) www.bmyj.sk.
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Case report

A 75-year-old man came to the consultancy of dermatology
clinic complaining of multiple cutaneous lesions that had ap-
peared two years ago. They were temporarily pruriginous, evolv-
ing into spontaneously resolving lesions. These disappeared with-
out any scars while new lesions appeared. They were located at
the trunk as well as on the proximal parts of the arms (Fig. 1,
top). There was no neurological or gastrointestinal sympto-
mathology, and the rest of the examination was anodyne. The
patient had been diabetic (type 2; adult type) since three years
ago. He also had high blood pressure, but had refused to have
any medical treatment until one year ago, when he accepted to
receive oral antidiabetics (Repaglinide) and Amlodipine. Addi-
tionally, the patient was receiving acetylsalicylic acid (100 mg/
/day).

Laboratory tests were within normal limits, and serum anti-
nuclear antibodies as well as lupus anticoagulant and anticar-
diolipin antibodies (both IgG and IgM), were negative in the
first analysis.

The cutaneous lesions were 6 to 12 mm in diameter, and had
a reddish telangiectatic border with a whitish atrophic center
(Fig. 1, bottom). Many of them had a thick squamous center that
could easily be removed. Mucous membranes were not involved.

Biopsy of one of the lesions from the trunk was performed,
and showed a wedge-like zone of dermal acellular necrosis, with
bullous change underneath an atrophic epidermis (Fig. 2, top).
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Fig. 1. Top: Lateral view of the patient with multiple papules on
trunk and arms. Bottom: Closer view of the lesions, showing an
erythematous border, and a central whitish necrotic area.
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Fig. 2. Top: Panoramic histopathologic view of one of the lesions,
showing a V-shaped necrotic dermal area, with bullous change un-
derneath the atrophic epidermis. Bottom: Perivascular inflamma-
tory infiltrate, with fibrinoid material in the wall of the vessel.

There was hyperkeratosis over the atrophic area. The immediate
adjacent epidermis showed prominent interface vacuolar change.
A superficial and deep perivascular and periadnexal lymphocytic
infiltrate was seen with focal reduction of the lumen and deposit
of fibrin in the vessel wall (Fig. 2, bottom). An additional find-
ing was the evidence of hyaline thickening in superficial and
deep arterioles (Fig. 3, top), with positivity for histochemical
stain of Schiff-Peryodic-Acid (Fig. 3, bottom). Congo-Red and
immunostaining for Collagen-IV were both negative. Mild
perineural lymphocytic infiltrate could also be seen. There was
no dermal mucin deposit, even after staining with Alcian-blue.

Lupus anticoagulant determination was repeated four months
later and a positive result was obtained this time.

Discussion
The present case raises the question if both conditions (Degos

disease plus diabetes) were coincidental or the contrary, patho-
genically related.
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For Degos disease (DD), three main pathogenic mechanisms
have been proposed in the literature: a coagulopathy (1-4), a
vasculitis (5—7), or an endothelial-cell disorder (1). All of them
have the occlusion of the vessel in common (8). So much so, that
some voices have proposed DD as nothing more than a pattern,
rather than a specific disease (9).

On the other hand, circulating anti-phospholipid antibodies
(APA) have been related to DD in recent literature, and some
have claimed that if patients with DD had been tested for anti-
phospholipid antibodies (which was not practically possible un-
til the 1980°s), many of them would have had high titters (9).
Although, this has been true in some reported cases (10—13), it
has been far from being a rule (14—18). Even some cases of DD,
with morphologic findings which were very suggestive of lupus,
did not show antiphospolipid antibodies (18). Nevertheless, the
revised criteria for the antiphospholipid syndrome (APS), which
were published in 2006, include as a main criterion the presence
of antibodies to beta -glycoprotein I (9), that should be tested in
all cases in which APS has to be excluded (20). This new criteria
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Fig. 3. Top: Hyaline arteriolosclerosis in the dermal vessels from the
bioptic sample, which was highly remarked after staining for PAS
(Bottom).
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will probably help us in the future to clarify if the relation be-
tween APS and DD is as close as expected.

On the other hand, in association with diabetes mellitus (DM),
cutaneous vascular deposition of C5b-9 has recently been described
(21). Although it is alleged that the basis of C5b-9 deposits is not
immune in DM, and the authors admit that they have no evi-
dence about C5b-9 as a causal factor in the diabetic microangio-
pathy, they also mention some studies which suggest a patho-
genic role for C5b-9 in the setting of dermatomyositis (22—24).

In the recent literature, some findings seem to indicate that
there is a link between APA-mediated thrombosis and comple-
ment activation (25), specifically C3 and CS5. For instance, some
evidence that APA-dependent platelet destruction is mediated
by C5b-9 has been found (26). Also, murine models with a defi-
ciency in C5a receptor are protected from thrombophilia induced
by APA (27). It seems that in these examples, C5b-9 is the prod-
uct from the action of the APA rather than a triggering factor of
those antibodies, but it does not contradict the fact that in a set-
ting of abundant tissue C5b-9, a high response to low levels of
APA could be the outcome. One wonders then, why cases of DD
secondary to diabetes are not more often in literature. It can be
argued that other hyaline cutaneous vasculopaties, such as some
variants of livedo vasculitis (LV), are defined as secondary to
diabetes (28), and in fact, some consider DD as nothing more
than a type of LV (16). There is also a case in the literature of
DD associated with DM (29) in which the most relevant fact
was that DD coincided with a spontaneous cure of diabetes.
Nevertheless, there are some astonishing points in that report,
such as the fact that DD dramatically improved with corticoids
(a non-usual event in the behaviour of DD). It was also surprising
that there was no diabetic impact on the renal biopsy of their pa-
tient, in spite of a 13 year history of diabetes, which needed insu-
lin to be controlled. No vascular widening of the vessels is com-
mented by the authors either, when describing the skin biopsies.

On top of that, there are several reports in which DM is coin-
cidental to APA (30—32), and thrombosis already occurred in
these examples when the diagnosis of APS was established.

Again, we wonder if the setting of the complement deposit
in the vessel walls could be an exacerbating factor in the action
of the APA.
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