Letters to the Editor

Blaschkoid hypermelanosis probably fit somewhere in the
clinical spectrum of zosteriform and naevoid whorled
hypermelanoses, and cannot be exactly designated
using the available terminology. Older terms like linear
and whorled nevoid hypermelanosis and progressive
cribriform and zosteriform hyperpigmentation do
not sufficiently encompass the entire range of clinical
manifestations and lead to a lot of misunderstanding
regarding these mosaic pigmentary disorders. These
confusing terms should be discarded; a revised
nomenclature and classification of these pigmentary
anomalies is the need of the hour.
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Erosive adenomatosis of the
nipple in a man
Sir,
A 49‑year‑old Chinese man presented to our department
with a 4‑year history of erosions over the right nipple.
The lesion had started as an area of erythema which
gradually extended to the entire nipple. There was
superficial ulceration on the nipple with crusting
and serous discharge. There was aggravation with
appearance of burning sensation on topical application
of compound dexamethasone acetate. There was no
family history of breast disease. Physical examination
revealed an irregular ulcer on right nipple with slight
serous exudate [Figure 1]. On examination, no breast
lump or enlarged lymph nodes were detected. Reports
of ultrasound scanning and bilateral mammography
were negative.
Histopathological examination revealed a tubular
mass in the dermis. The tube was lined with cuboidal
myoepithelial cells on the outside and several layers
of columnar epithelium within. Inner papillary
proliferation and decapitation secretion into the
lumen was seen. The stroma was proliferative
and infiltrated with lymphocytes and plasma cells.
There were no mitotic figures seen [Figure 2].
On immunohistochemistry [Figure 3], the inner cells
were positive to cytokeratin 7 (CK7) and S‑100, but
negative to epithelial membrane antigen (EMA) and
estrogen receptor (ER). The outer myoepithelial layer
was positive to p63 and negative to p53. Ki67 staining
showed positivity in 10% of cells. A diagnosis of
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Figure 1: Swelling over right nipple, with an irregular ulcer and
slight serous exudate
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Figure 2: A non-encapsulated tubular mass lined with basal
cuboidal myoepithelial cells, and inner columnar epithelium with
papillary proliferation and decapitation secretion into the lumen.
The stroma was infiltrated with lymphocytes and plasma cells.
(H and E, ×40)

erosive adenomatosis of the nipple (EAN) was made.
The nipple was totally excised, and no relapse was
noted after 1 year of follow up.
This uncommon, benign neoplasm of the breast
lactiferous ducts usually affects middle‑aged women.
A few male cases of erosive adenomatosis of the
nipple have been reported in English and Chinese
literature.[1‑3]
The neoplasm often displays a unilateral eczematous
lesion with polymorphic presentation, which is
easily confused with Paget’s disease. However, at the
later stages, erosive adenomatosis of the nipple is
characterized by palpable nodules and induration,
whereas Paget’s disease displays more ulceration
and destruction of nipple‑areola complex. Itching,
irritation or burning pains are common symptoms.
Histopathological examination reveals a non‑enveloped,
but bordered tubular and/or papillary mass, which
usually extends from the epidermis into the deeper
dermis. Rosen and Caicco found four histological
growth patterns of the proliferation: Adenosis,
papillomatosis, sclerosing papillomatosis, and the
mixture.[4] Our case showed a gland‑like proliferation
with papillary epithelial hyperplasia, which conforms
to the mixed pattern. Immunohistochemically, the
inner columnar apocrine cells of the duct are often
CK7 and S‑100 positive, and the outer myoepithelial
cells p63, muscle‑specific actin (MSA) and calponin
positive. Markers of malignancy such as p53, CEA,
Ki67, and C‑erB‑2, aid in the differential diagnosis of

Figure 3: The inner cells of the tubular mass were positive to CK7
(Figure 3a, 100×) and S-100, 10% positive to Ki67 (Figure 3b, 100×),
but negative to epithelial membrane antigen (EMA) and estrogen
receptor (ER). The outer myoepithelial cells were positive to p63
(Figure 3c, 100×) and negative to p53

breast carcinoma. Our case showed 10% positivity with
Ki67, while ER and EMA were negative, indicating a
low degree of proliferation of the apocrine epithelium,
which conforms to previous reports.[2,5] Malignant
features such as cytologic atypia and invasive growth
pattern were not seen in our patient.
Nonetheless, coexistent carcinoma and malignant
changes have been reported,[4,5] so complete excision
and long‑term follow‑up are warranted.
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Acrodermatitis enteropathica in
an infant with normal zinc levels
Sir,
Acrodermatitis enteropathica is a rare, autosomal
recessive disorder classically characterized by zinc
deficiency due to defective absorption. It is associated
with ocular, gastrointestinal, and mucocutaneous
symptoms with variable frequency, and can be
fatal without zinc therapy.[1] We report a case of
acrodermatitis enteropathica in a full-term, breastfed
infant with normal zinc levels, who showed marked
improvement on initiation of zinc therapy.
An exclusively breastfed 4-month-old male infant
presented with multiple well-defined erythematous,
oozy, crusted plaques around the mouth and eyes, the
perineal and perianal regions, scalp, and extremities
[Figure 1a-c]. The baby, born by full term normal delivery
to non-consanguineous parents, had developed these
lesions a month earlier. He had normal anthropometric
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measurements, but was irritable and febrile. There was
no history of diarrhea or photophobia in the infant or
of similar complaints among the parents. Based on the
characteristic distribution of the rash, we arrived at a
working diagnosis of acrodermatitis enteropathica.
Hemogram, liver and renal function tests were
normal. Serum zinc estimation was performed at the
Metropolis Laboratory, Bangalore using inductively
coupled plasma mass spectrometry and was found to
be 107 μg/dl (normal: 70-110 μg/dl). Serum alkaline
phosphatase level was low (45 U/l; normal: 115360 IU/l). The mother’s serum zinc level was also
found to be within normal limits. While testing for
zinc levels, collection of fasting blood samples in trace
element–free collection tubes, preventing hemolysis of
samples, usage of disposable polyethylene gloves free
of talc or other coatings while handling the samples,
and processing of samples in a clean, dust- and
smoke-free laboratory were the important measures
taken to avoid zinc contamination. Biopsy of the
skin lesions revealed parakeratosis with neutrophilic
microabscesses in the stratum corneum [Figure 2a].
The remainder of the epidermis and dermis were
unremarkable [Figure 2b].
The patient was started on 5 mg/kg of oral zinc therapy,
parenteral antibiotics based on pus culture and
sensitivity report, and supportive measures. Within
48 h of initiation of treatment, there was subsidence
of erythema and scaling of the skin lesions, with
complete clearance of lesions after 10 days of treatment
[Figure 3a and b]. Serum zinc level was re-measured
after starting zinc supplementation and the zinc level
was found to be elevated (190 μg/dl). At discharge,
lifelong continuation of oral zinc supplementation
was advised.
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Figure 1: Multiple erythematous oozy, crusted plaques distributed periorificially: (a) face; (b) posterior scalp; (c) perineal and perianal
regions
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