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DESCRIPTION
A 71-year-old man with long-standing type 2 dia-
betes mellitus was admitted for optimisation of
glucose control. His antihyperglycemic medication
comprised metformin, glimepiride and insulin glar-
gine at bedtime. He also reported mildly impaired
cognitive function and short-term memory. On
physical examination, numerous well-defined ery-
thematous spots, telangiectasis and striae distensae,
spread over the abdomen, were detected (figures 1
and 2). Differential diagnosis included skin changes
due to a glucagonoma, hypercortisolism or another
acquired vascular lesion of the skin. Laboratory
evaluation yielded glycated haemoglobin (HbA1c)
of 8.6%, a physiological dexamethasone suppres-
sion test and a normal urinary cortisol excretion;
plasma glucagon concentration was within the ref-
erence range.
Thorough medical history taking revealed a car

accident 4 years earlier and that the skin changes
appeared thereafter. Skin biopsy showed ectatic
dilated capillaries in the superficial dermis (figure 3)
and in the context of the car accident a diagnosis of

acquired Port-wine stain (PWS) (nevus flammeus,
Fegeler syndrome) was made.
PWS are vascular malformations with normal

endothelial cell cycles and are most often congeni-
tal. Acquired forms of PWS are morphologically
indistinguishable from congenital PWS.1 It is sug-
gested that the histopathological features consisting
of dilated, ectatic capillaries arise from malformed
sympathetic innervation. A preceding trauma is
among the most frequent causes of acquired
PWS.1–3 Pathogenetically, it is assumed that trau-
matic injury of the skin induces perivascular
atrophy leading to vessel dilation or that impaired
reparative processes in vessels result in dilated
vessel walls. Cases of non-trauma-related PWS have
been described in conjunction with the intake of
isotretinon,4 oral contraceptives, simvastatin and
metformin.

Figure 1 Skin changes over the abdomen clearly
constrained to the surface of the seat belt (dotted lines).

Figure 2 Higher magnification of figure 1 showing
numerous well-defined erythematous spots and
telangiectasis.

Figure 3 Skin biopsy showing dilated and ectatic
capillaries of the superficial dermis (arrow). Original
magnification: ×20.
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Learning points

▸ Port-wine stains (PWS) are vascular malformations usually
present at birth. Acquired PWS are infrequently reported in
the literature and have mostly been attributed to mechanical
trauma. Trauma-related PWS are also called Fegeler
syndrome, named so after Fegeler, who first described a
case of a trauma-related PWS.

▸ Dermatological examination reveals well-defined
erythematous macules. Histologically, these changes refer to
dilated, ectatic vessels.

▸ Laser (especially pulsed dye laser) is the treatment of choice.
Acquired PWS tend to better respond to treatment than
congenital PWS.
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