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Abstract

Nevoid hyperkeratosis of  the nipple and areola (NHNA), is a rare benign condition characterized by papular warty excres-
cences on the nipple, the areola or both. We report a female patient with this rare condition appeared in postpartum and 
treated successfully by carbon dioxide laser. 
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Introduction

Nevoid hyperkeratosis of  the nipple and areola (NHNA), first de-
scribed by Tauber [1] in 1923, is a rare benign condition with few-
er than 70 cases reported in the literature. Nevoid hyperkeratosis 
presents as asymptomatic and hyperpigmented filiform or papular 
warty excrescences on the nipple, the areola or both. NHNA is 
commonly bilateral, and appear in women in their second or third 
decade, at puberty or during pregnancy [2], suggesting the role of  
hormone in its pathogenesis [1].

We report a female patient with this rare condition appeared in 
postpartum and treated Successfully by carbon dioxide laser.

Case Report

A 30-year-old woman presented with a 10 year history (just after 
her first child's birth) of  hyperkeratotic and hyperpigmented le-
sions over her left nipple. She denied associated pain, pruritus, 
and discharge. The woman had not problems breast-feeding her 
child. There was no personal or family history of  any dermato-
logic diseases. The evolution was marked for 1 year by the appear-
ance of  same lesions on the left areola, concomitant with taking 
oral contraception. 

Physical examination revealed brown irregular verrucous papules 
and plaques confined on the areola extending to nipple of  the 
left breast (Figure 1). On palpation, the involved skin was not 
indurated, it was nontender and not adherent to the underlying 
structures. Breast examination was normal. The right nipple was 
normal. There was no other cutaneous lesions. There was no 
discharge from the nipple and no significant lymphadenopathy.
Other systems were clinically normal. Dermoscopy's examination 
has not shown signs in favor of  Bowen's disease, squamous cell 
carcinoma or warts (Figure 2).

Histopathologic examination showed hyperkeratosis, papilloma-
tosis, acanthosis, and marked filiform interconnecting elongation 
of  the rete ridges with hyperpigmentation, and keratin-filled spac-
es and ostia. The dermis revealed the perivascular infiltration of  
mononuclear inflammatory cells. There was a dense lymphocytic 
infiltrate in the dermis (Figure 3).

Treatment was performed with carbon dioxide laser. There was 
a total disappearance of  the cutaneous lesions, including those 
from the nipple and areola (Figure 4). The patient was satisfied 
with the cosmetic outcome of  the therapy. Hormonal contracep-
tion has been substituted with another method. 
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Figure 1. Papular Warty Excrescences on the Nipple, The Areola.

Figures 2. Dermoscopic Appearance: Filiform Excrescences without Signs in Favor Bowen's Disease, Squamous Cell 
Carcinoma or Warts.

Figure 3. Coloration HES G x 50: Hyperacanthose + Papillomatose Irrégulière De L'épiderme + Hyperkératose.

Figure 4. Total Disappearance of  the Cutaneous Lesions with Carbon Dioxide Laser.
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Discussion

NHNA was first described by Tauber in 1923 [1]. Then, Levy-
Frankel classified hyperkeratosis of  the nipples and areolae into 
three categories [3]. Type 1 is an extension of  epidermal nevus, 
this usually occurs unilaterally in both sexes. Type 2 is associated 
with other dermatoses, such as acanthosis nigricans, atopic der-
matitis, ichthyosis, Darier disease, or lymphoma. This type may be 
bilateral. The third type is idiopathic hyperkeratosis of  the nipple 
and areola, this rare condition is also called naevoid hyperkerato-
sis and it appears predominantly in women in the second or third 
decade of  life, and is usually bilateral [4, 5]. But there are reports 
of  unilateral lesions also [6, 7] like our patient.

The etiology of  NHNA is still unknown. A change in estrogen 
milieu has been proposed as a possible mechanism [8]. Among 
the cases reported in the litttérature, one has been reported as 
having appeared during pregnancy [9]. In another case, nevoid 
hyperkeratosis appeared in a 60-year-old man with associated gy-
necomastia, who developed these lesions after orchidectomy and 
diethylstilbestrol therapy for cancer of  the prostate [10].

In our case, lesions appeared in postpartum and are extended 
after taking oral contraception, which supports once again hor-
monal theory in this condition. Typically, NHNA presents as hy-
perkeratotic, hyperpigmented plaques of  the nipple and/or areola
[4, 5]. Desquamation [11] or Yellowish discoloration [12, 13] or 
of  the areas may also be present. Occasionally, the lesions appear 
verrucous [14]. Generally, erythema, induration and discharge do 
not occur. The lesions may involve the nipple, the areola, or both.
Kubota et al., [15] reviewed 45 cases of  nevoid hyperkeratosis in 
which 17% of  cases involved the nipple, 25% of  cases involved 
the areola, and the remaining 58% of  cases involved both the nip-
ple and the areola. 

NHNA is a diagnosis of  exclusion [16]. NHNA needs to be dif-
ferentiated from epidermal naevus, acanthosis nigricans, chronic 
eczema, atopic eczema, seborrhoic keratosis, Darier’s disease, 
Paget’s disease, basal cell carcinoma, dermatophytosis, mycosis 
fungoide and Bowen’s disease [14, 17, 18]. These diagnoses were 
ruled out after dermoscopic examination in our patient.

These disorders can be distinguished from NHNA by correlat-
ing clinical and histological features. There are several histological 
features which characterize NHNA [6, 17, 18].

The epidermis shows orthokeratotic hyperkeratosis and occasion-
al keratotic plugging. There is marked elongation of  the epider-
mal rete ridges with variable papillomatosis.

The basal layer of  the epidermis is hyperpigmented without asso-
ciated melanocytic proliferation. There may be a mild perivascular 
lymphocytic infiltrate within the dermis.

The main cause for concern in patients of  NHNA is cosmetic 
appearance of  nipple and areola. and rarely may interfere with 
breast-feeding [7, 11].

Various treatment modalities have been reported including topi-
cal corticosteroids, topical calcitriol [19], topical and oral retinoids 
[20], topical keratolytics, surgical techniques including cryother-

apy excision [14, 15, 21, 22], radiofrequency ablation [23], and 
laser [24]. A case of  NHNA was successfully treated with carbon 
dioxide laser [21] and no recurrence was seen. The current case 
too was effectively treated with ablative carbon dioxide laser with 
a good cosmetic outcome. No recurrence has occurred so far, 8 
months post-treatment.

Conclusion

NHNA is a rare benign condition. It is a diagnosis of  exclusion. 
Dermoscopy helps to eliminate some differential diagnosis. Bi-
opsy is essential to establish the diagnosis. Various therapies have 
been used for treatment of  HNA with varying extent of  efficacy. 
Our patient will be treated with the ablative carbon dioxide laser, 
which provides good cosmetic results with a minimum of  scar-
ring. 
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