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Abstract 

Nevus comedonicus is considered a genodermatosis characterized by the presence of multiple groups of dilated pilosebaceous 

orifices filled with black keratin plugs, with sharply unilateral distribution mostly on the face, neck, trunk, upper arms. Lesions 

can appear at any age, frequently before the age of 10 years, but they are usually present at birth. 

We present a 2.7-year-old girl with a very severe form of nevus comedonicus. She exhibited lesions located initially at the left side 

of the body with a linear characteristic, following Blascko lines T1/T2, T5, T7, S1 /S2, but progressively developed lesions on the 

right side of the scalp and left gluteal area. 

Introduction 

Nevus comedonicus is considered to be a genodermatosis characterized by the presence of multiple groups of dilated 

pilosebaceous orifices filled with keratin plugs, with a sharply unilateral distribution located mostly on the face, neck, trunk, and 

upper arms. Lesions can appear at any age, frequently before the age of 10 years, but they are usually present to some extent at 

birth. 

Case synopsis 

A 2 year and 7 months old girl born of a non-consanguinous marriage was seen in the Dermatology Unit for mutiple nodulocystic 

swellings associated with intermittent pus discharge since birth, atrophic scars, fibrous tracts and grouped comedo-like pits 

scattered on the left side of the trunk, superior limb, retro-auricular area, left buttock and on the right side parietal part of the 

scalp.(Figure 1) 



 

 

Figure 1. A) Mutiple nodulocystic lesions, atrophic scars, fibrous tracts and grouped comedo-like pits scattered on the left side of the trunk, 

superior limb and the retro-auricular area, B) Close-up of the lesions on the left back 

The first lesions were noticed on the left periareolar area. These progressively enlarged during the recent years and multiple 

similar lesions developed on the left side of the neck, trunk, arm, forearm, left buttock, and retro-auricular left area as well as right 

parietal region. Family history was negative, no present or history of systemic involvement was noticed since birth. 

A 

B 



Examination revealed multiple groups of dilated pilo-sebaceous ostia filled with keratin plugs, which were very difficult to 

remove mechanically. In addition, infected cysts, scars, fibrotic masses, fistulae, and purulent discharge, and inflammatory 

papules were exhibited. Repeated routine laboratory investigations suggested a mild anemia.  

Skin biopsies were performed and the histological report revealed hyperkeratosis and acanthosis of the epidermis (Figure 2A), 

large grouped, dilated follicular ostia filled with keratin (Figure 2B), absent of sebaceous glands or minimalized/hypoplastic 

sebaceous gland (Figure 2C), small cysts, cystic invaginations, and occasionally large cysts (Figure 2D). A severe nevus 

comedonicus was diagnosed and genetic counselling was requested. Genetic analysis of the normal and abnormal tissue found no 

significant abnormalities. 

 
Figure 2. a) Hyperkeratosis and acanthosis of the epidermis (H & E, 100x), b) large grouped, dilated follicular ostia filled with keratin (H & E, 

40x), c) atrophic sebaceous gland (H & E, 100x), d) cyst formation (H & E, 100x) 

 
Since birth to present the child had received topical and systemic antibiotics and steroids with minimal impact on the progression 

of the disease or on the inflammatory component of skin lesions. Oral isotretinoin treatment has not been started yet owing to the 

young age of the patient. 

Discussion 

Nevus comedonicus is caused by a defect in the development of the hair follicle [1]. The follicular structure that results is not able 

to form matrix cells or hair but just soft keratin that plugs the adnexal orifices and induces the formation of comedones [2]. 

Lesions may be present at birth or develop later, usually before the age of 10 years [1,3]. 
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Based on the existence of inflammatory changes two types of nevus comedonicus have been described: non-pyogenic/comedonal 

type and inflammatory/pyogenic type with purulent discharge, atrophic scars, keloids, fistulae, and cysts [4]. Classically nevus 

comedonicus is described as unilateral, but reports of bilateral involvement are not rare [3-5]. The distribution of the lesions can 

be linear, interrupted, segmental, dermatomal, and along Blaschko lines, with controlateral involvement of the face and scalp [3]. 

Most commonly lesions are located on the face, neck, upper arms, trunk, and abdomen [1], but involvement of the scalp, female 

genital area, glans penis, and lower limbs, as well as of the pilosebaceous unit-free palms and soles have been reported [1,2,4,6,7]. 

Moreover, extensive nevus comedonicus affecting the whole half of the body has been documented [8]. 

Conclusion 

Interestingly, despite the severity and the extent of the lesions no molecular changes could be detected through means of clinical 

tests performed on the normal and abnormal tissue of the young patient. 
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