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Summary

A 20-year-old male presented with multiple, generalized, asymptomatic discolored macules of
7 years duration. Examination showed bilateral, symmetrical sharply marginated macules with
raised borders and hyperpigmented atrophic centers. Histopathology revealed atypical
lymphocytes associated with epidermotropism.

Introduction

Cutaneous lymphomas represent the second most common group of extra-nodal lymphomas
[1]. Mycosis fungoides (MF) is the most common cutaneous lymphoma, which is a generally
indolent peripheral T-cell lymphoma initially, and preferentially presenting in the skin, and
showing distinct clinical, histological, immunophenotypical, and genotypical features [2]. A
considerable number of reports have documented MF mimicking other dermatoses [3].

Case Presentation

A 20-year-old male presented to our out-patient clinic suffering from multiple, generalized,
asymptomatic discolored macules of 7 years duration. The lesions started on his forearms with
subsequent spread to the rest of his body. The condition was resistant to treatment with topical
antifungals for 6 months as it was diagnosed as pityriasis versicolor as described by the patient.
Examination of the patient revealed numerous hyperpigmented to violaceous macules. Their
sizes varied from 3 to 5 mm in their diameters. Closer examination showed that the macules
were sharply marginated, having raised borders and hyperpigmented atrophic centers. The
lesions were distributed in a bilateral fashion on his cubital fossae (Fig 1), trunk (abdomen,
chest and back) (fig 2), face, neck and extremities (thighs and dorsa of hands). Our clinical
differential diagnoses included porokeratosis, atrophic lichen planus or epidermodysplasia
verruciformis.
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Fig 1: Multiple hyperpigmented macules, with slightly darker border, partially
coalescent affecting both cubital fossae

Fig 2: Multiple lesions present on the abdomen

Histopathological examination of the H&E stained biopsy revealed an upper dermal
lymphocytic infiltrate which was encroaching on the dermo-epidermal junction, many
lymphocytes were atypical and even escaped into the epidermis (epidermotropism) (Fig 3). On
immunohistochemical staining, the lymphocytes were shown to be positive for staining with
CD4 (Fig 4). From the previous clinical and histopathological, the diagnosis of "cutaneous T-
cell lymphoma with porokeratosis like lesions” was reached.

-2-
http://www.edoj.org.eg



Egyptian Dermatology Online Journal Vol. 10 No 2: 10, December 2014

Fig 3: H&E stained specimen form the cubital fossa lesions showing upper dermal
atypical lymphocytic infiltrate and epidermotropism

Fig 4: The atypical lymphocytes stained strongly positive with CD4

Discussion

Cutaneous T cell lymphomas (CTCLSs) have a wide variety of clinical and histopathological
manifestations but are all characterized as extranodal non-Hodgkin lymphomas of malignant,
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mature T lymphocytes that target and persist in the skin [4]. MF accounts for almost 50% of all
primary cutaneous lymphomas. It typically affects older adults (median age at diagnosis: 55-60
years; male-to-female ratio: 1.6-2.0:1), but may occur in children and adolescents [5].

Regarding clinical presentations of MF, in some cases, the disease starts with nonspecific scaly
lesions resembling chronic dermatitis, parapsoriasis, or other inflammatory dermatoses. In
other instances, patients present with more distinctive irregular, well-circumscribed, scaling
patches of variable sizes. The number of lesions is also variable. Pruritus is common and often
severe. It usually takes several years until the patches progress into plaques and tumors, which
may then ulcerate. Lymph nodes and internal organs may become involved in the later stages of
MF [6]. None of the previously mentioned symptoms and signs was consistent with our patient.

Zackheim and McCalmont, 2002 reported two cases suffering from CTCL with atypical
presentations, as one of them presented with psoriasis, plaque type, like lesions and the other
with erythema annulare centrifugum like lesions. They also comprehensively reviewed reports
of various dermatoses simulated by MF and a total of 23 reported cases of dermatoses
mimicked by MF were found and stated that the term "the great imitator™ is appropriate for MF
[3]. From these 23 cases, three cases were described to have presented with CTCL with
porokeratosis like lesions, the first two were reported by Hsu et al., 1992 who described two
black patients CTCL that clinically resembled disseminated superficial actinic porokeratosis
[7]. The third one was described in 1993 by Breneman and Breneman who reported a case of
CTCL mimicking porokeratosis of Mibelli [8], which is most consistent with the lesions
described in our patient.

Histopathologically, early patch lesions in MF show superficial band-like or lichenoid
infiltrates, mainly consisting of lymphocytes and histiocytes. Atypical cells are few, and mostly
confined to the epidermis (epidermotropism) [9]. In typical plaques, epidermotropism is
generally more pronounced. The presence of intraepidermal collections of atypical cells
(Pautrier microabscesses) is a highly characteristic feature [10]. With progression to tumor
stage, the dermal infiltrates become more diffuse and epidermotropism may be lost. The tumor
cells increase in number and size [11]. The histopathological findings in our patient were more
consistent with the characteristic features of the patch stage MF.

Immunophenotypically, the neoplastic cells in MF have a mature CD3, CD4, CD45R0, CD8
memory T-cell phenotype [12]. Clonal T-cell receptor gene rearrangements are detected in
most cases. Chromosomal loss at 10q and abnormalities in p15, p16, and p53 tumor suppressor
genes are commonly found in patients with MF [9].

Regarding the treatment modalities, as long as the disease is confined to the skin, skin-targeted
therapies are preferred. In patients with limited patch-stage disease topical steroids or
bexarotene gel can be used. Biologicals, traditional and new retinoids such as bexarotene are
increasingly used in the treatment of MF. Multiagent chemotherapy is generally used in case of
unequivocal lymph node or systemic involvement, or in cases with widespread tumor-stage

[13].
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