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Connective tissue naevi are circumscribed skin lesions 
characterised by an increase or structural alteration of 
either collagen or elastin fibres (1). Collagen naevi oc-
cur in a patchy form as a feature of tuberous sclerosis, 
whereas elastin-rich naevi are noted in Buschke-Ollen-
dorff syndrome. In both of these autosomal dominant 
traits, rather large lesions probably represent a type 2 
segmental manifestation, being superimposed on the 
nonsegmental phenotype (2). By contrast, the linear 
collagen naevus tends to occur as a sporadic and iso-
lated disorder (3, 4). Here we describe a further case 
of this unusual naevus.

CASE REPORT

A 20-year-old woman presented with a linear skin le-
sion involving her right leg. At the age of 7 years she 
had first noted some ivory-coloured papules in her right 
popliteal area. Within one  year these lesions increased 
and formed plaques arranged in a band starting from 
the dorsal surface of her thigh and running down to the 
calf. During the past few years, the originally whitish 
lesions took a somewhat pale-pink hue. The patient 
reported that none of her family members had ever 
shown similar skin lesions.

On physical examination, multiple firm, pale-pink 
papules and plaques were noted in a Blaschko-linear ar-
rangement extending from beneath the right buttock to 
the calf (Fig. 1). Microscopic examination of a lesional 
biopsy obtained from the right thigh showed dermal 
accumulation of dense, coarse collagen fibres, whereas 
the elastic fibres appeared to be rarified and fragmented 
(Fig. 2). No signs of inflammation were noted.

DISCUSSION

This patient had a typical collagen naevus of the linear 
type. Similar cases have previously been reported under 
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Fig. 2. The rather broad dermis shows abundance of coarse collagen fibres, whereas the elastic tissue fibres are diminished and partly fragmented. (a) 
Elastica-van Gieson, × 20. (b) Elastica-van Gieson, × 40).

Fig. 1. Linear collagen naevus involving 
the right leg of a 20-year-old woman. 
(a) General view showing arrangement 
along Blaschko’s lines. (b) Close-up of 
the popliteal area.
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the term “zosteriform connective tissue naevus” (5–7), 
but for obvious reasons the arrangement of this disorder 
is not “zosteriform” (8). Other authors preferred the 
name “papulolinear collagenoma” and thought that the 
disorder followed Blaschko’s lines but they were not 
quite sure about this assumption (4, 9, 10). The present 
case lends further underpinning to their view. Remarka-
bly, a linear collagen naevus that was noted in a patient 
with phacomatosis pigmentokeratotica showed likewise 
an arrangement along Blaschko’s lines (11).

Several other authors have documented a Blaschko-
linear arrangement of connective tissue naevi (12–15). 
It seems difficult, however, to determine whether these 
naevi were of a collagen or elastin type. 

In conclusion, the present case lends additional sup-
port to the notion that the linear collagen naevus tends 
to occur in a nonsyndromic form and is arranged along 
Blaschko’s lines. 
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