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An unusual case of multiple 
angiokeratomas arising on 
a medium‑sized congenital 
melanocytic nevus

Sir,
We report the case of a 52‑year‑old woman, who 
presented with a light brown plaque (2.2 × 1.5 cm 
in size) containing multiple, black‑violaceous, 
asymptomatic, keratotic papules on the right thigh 
[Figure 1]. The plaque was already present at birth 
and since then it slowly increased in size until the 
woman was about 18‑year‑old, while the first papules 
appeared when the patient was about 42‑year‑old. 
Since then they have gradually increased in number. 

Dermoscopically, the papules revealed a typical 
lacunar pattern with sharply demarcated, black 
lacunas associated with whitish keratotic areas 
[Figure 2]. Whereas the light brown plaque revealed a 
cobblestone pattern [Figure 2]. Excision of one of the 
black‑violaceous papules on the light‑brown plaque 
was made for histological examination, which showed 
hyperkeratotic epidermis associated with dilated 
capillary containing red blood cells in the superficial 
dermis above nevus cells in the mid‑dermis which 
were distribuited around the dermal blood vessels 
and between the collagen bundles [Figure 3]. On the 
basis of the clinical, anamnestical, dermoscopical and 
histological data, we made a diagnosis of multiple 
angiokeratomas arising on a medium‑sized congenital 
melanocytic nevus. The plaque containing papules was 
completely excised after a patient’s cosmetic request. 
Congenital melanocytic nevi (CMN) are defined as 
pigmented skin lesions composed of nevus cells in 
the epidermis or dermis that are present at birth.[1] 
They arise from abnormalities of neural crest or its 
derivatives.[2] The most common classification divides 
CMN into small (<1.5 cm), medium (1.5‑19.9 cm), and 
large	 (≥20	cm)	 based	 on	 maximum	 diameter.	 Small	
and medium‑sized CMN are primarily a cosmetic 
concern. In fact, the risk of malignant degeneration of 
these nevi is low.[1] While malignant neuroectodermal 
tumors and malignant melanoma may develop more 
frequently in the lesion of a large‑sized CMN.[1,3] 
Generally, CMN are infrequently associated with other 
pathological findings. However, large‑sized CMN have 
been described in association with several conditions 
such as neurocutaneous melanosis, neurofibromas, 
lipomas, von‑Recklinghausens disease, vitiligo, 
structural brain malformations, hypertrophy of skull 

Figure 1: Light brown plaque (2.2 × 1.5 cm in size) containing 
multiple, black-violaceous, keratotic papules on the right thigh
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Figure 2: Dermoscopic image (magnification ×10): The plaque 
exhibits a cobblestone pattern, while the papules show black 
lacunas and whitish keratotic areas

Figure 3: Hyperkeratotic epidermis associated with dilated 
capillary containing red blood cells in the superficial dermis 
(angiokeratoma component) above nevus cells in the mid-dermis 
which are distributed around the dermal blood vessels and 
between the collagen bundles (congenital nevus component) 
(H and E, ×100)bones and skeletal asymmetry.[3] Anyhow, we are 

not aware of any previous report of an association 
between medium‑sized congenital melanocytic nevus 
or other type of congenital melanocytic nevus and 
multiple angiokeratomas. Furthermore, to the best of 
our knowledge, there have been no reports of multiple 
angiokeratomas on a noncongenital melanocytic 
nevus. Angiokeratomas are benign vascular lesions 
characterized by ectasia of the superficial dermal 
vessels and hyperkeratosis of the overlying epidermis. 
The epidermal changes are secondary to the capillary 
ectasia.[4] The etiopathogenesis of angiokeratomas 
remains unknown, but several factors have been 
involved like increased venous blood pressure or 
primary degeneration of vascular elastic tissue.[5] In 
our case, the underlying causes of the association 
between medium‑sized congenital melanocytic nevus 
and multiple angiokeratomas are unknown. In a 
report, some authors have explained the co‑existence 
of congenital giant congenital melanocytic nevus, 
multiple satellite lesions, vitiligo and lipoma in a 
17‑year‑old girl on the basis of a defect in the neural 
crest, which is considered to be a common origin of 
melanoblasts, Schwann cells, sensory ganglia, bone, 
fat, muscle and blood vessels. In particular, it has been 
suggested that such a defect could lead to abnormal 
development of any of its derivatives.[2] However, 
this explicative model is hardly applicable in our 
case because the angiokeratomas occurred only in 
adulthood. Anyhow, although the underlying causes 
of above‑mentioned association are unclear, this case 
is particularly interesting due to its rarity and novelty.
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