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Case Report

A verrucous presentation of mycosis fungoides.
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Abstract

Mycosis Fungoides (MF) is the most common cutaneous T-cell lymphoma and can have a variety of clinical and histological
manifestations, including erythrodermic, pustular, bullous, hypo/hyperpigmented, and verrucous forms. We describe a case of a
59-year-old woman who presented with verrucous hyperkeratotic plaques on her distal fingertips, dorsal feet, and areolae that
were subsequently biopsied and shown to be mycosis fungoides. This case highlights one of the many atypical manifestations of
MF and underscores the need to have a high clinical suspicion for the disease.
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Abbreviation / Acronym List:

MF: Mycosis Fungoides

PVA:. Poikiloderma vasculare atrophicans

ENV: Elephantiasis nostras verrucosa

TCR:  T-cell receptor

Introduction



Mycosis Fungoides (MF) is the most common cutaneous T-cell lymphoma and can have many different manifestations [1]. The
classic histology is characterized by atypical lymphocytes lining up along the dermal-epidermal junction, entering the epidermis
with minimal spongiosis, and forming collections of atypical cells called “Pautrier’s microabscesses”. Clinically, lesions are
grouped into three different stages including patches, plaques, and tumors. However, MF can be difficult to diagnose as it may
masquerade as other conditions. We present a case of MF with a verrucous appearance initially diagnosed as psoriasis.

Case synopsis

A 59-year-old woman presented with a three-year history of pruritic lichenified plaques on her hands, arms, areola, and scalp. A
biopsy done of the hand plaques had been interpreted as psoriasis but the plagues continued to worsen despite treatment with high
potency topical steroids and a two-month trial of acitretin. Her past medical history was significant for hypertension and bipolar
disorder and her medications included metoprolol and aripiprazole. A review of systems was significant for a one-year history of
severe pruritus concentrated on her lesions. Physical exam revealed patchy alopecia throughout her scalp with prominent tumors
as well as large crusted hyperpigmented plaques on her arms and legs. Her distal fingertips, dorsal feet, and areolae had verrucous
hyperkeratotic plaques (Figures 1-4). There was non-pitting edema of hands/feet and bilateral inguinal lymphadenopathy.

Figure 1. Tumors and alopecia of the scalp Figure 2. Verrucous plaques on distal fingertips

Figure 3. Thickened verrucous areolar plaque Figure 4. Confluent verruciform plaques on bilateral dorsal feet with onycholysis



Biopsies of the verrucous plagues from the areola and right hand demonstrated psoriasiform epidermal hyperplasia, a confluent
parakeratotic stratum corneum, suprapapillary thinning, spongiosis, and a dense lymphocytic infiltrate along the dermal-epidermal
junction (especially in the papillary dermis) and in the superficial perivascular plexus (Figure 5-6). Atypical lymphocytes were
concentrated in the epidermal microabscesses (Figure 7). Immunohistochemical studies showed the lymphocytic infiltrate to be
predominantly CD3+ and CD4+ with scattered benign appearing epidermal lymphocytes staining for CD8. There was dramatic
loss of CD7 in the epidermal microabscesses and in the suprapapillary dermal infiltrate. The dermal CD4:CD8 ratio was
approximately 5:1 (Figures 8-11) Alpha-beta T-cell receptor gene rearrangement was positive for a clonal population.

Figures 5-7. Hematoxylin and eosin staining from left areola punch biopsy showing atypical dermal lymphocytic infiltrate with involvement of
overlying epidermis; The epidermis demonstrates psoriasiform hyperplasia with spongiosis and scattered epidermotropic atypical lymphocytes,
most of which are forming epidermal aggregates (20x, 100x, 200x).

Figure 8. CD3 immunohistochemistry shows abundant T-cells. Figure 9. CD4 immunohistochemistry staining the majority of the atypical
epidermal and dermal lymphocytic infiltrate




Figure 10. CD8 immunohistochemistry highlights scattered reactive epidermal and dermal T-cells. Figure 11. CD7 shows dramatic loss in the
Pautrier’s microabscesses and atypical dermal lymphocytes.

A PET-CT scan was significant for bilateral cervical, axillary, and inguinal lymphadenopathy. Peripheral blood flow cytometry
was normal except for a low CD8 count of 52/uL. (nl 78-746/uL). Bone marrow biopsy showed trilinear hematopoiesis with
lymphocytosis and a subset of lymphocytes with atypical morphological features. Cultures were negative for all organisms other
than Staphylococcus aureus. The patient was diagnosed with stage 11B mycosis fungoides and was started on oral bexarotene
300mg/m2/day. Her disease eventually progressed through bexarotene and, although other systemic therapies were attempted, she
ultimately succumbed to her disease.

Discussion

In 1896, Hallopeau and Bureau first recognized the presence of verrucous lesions in MF and noted that although hyperkeratosis of
palmo-plantar surfaces was a common finding in MF, similar lesions elsewhere were quite unusual [2]. Likewise, Jeanselme and
Burnier described three patients with hyperkeratotic verrucous lesions predominantly on distal extremities [3] and Asel et al.
reported a presentation of MF consisting of verrucous plaques and nodules on bilateral lower extremities [4]. The lesions may be
quiescent for long periods as demonstrated by Price et al. who described a patient with verrucous lesions entirely confined to one
foot for a period of 24 years [5]. Tyring et al. reported a patient with a widespread verrucous presentation of MF and concurrent
poikiloderma vasculare atrophicans (PVA), in which several of the verrucous lesions originated where PVA had previously been
observed [6].

The widespread distribution of the verrucous lesions in our patient is unique in that it occurred in the absence of PVA. In
particular, involvement of bilateral areolae is particularly unusual given that distal extremities are often the sole location of
verrucous lesions. A portion of the verrucous appearance may be secondary to edema causing a cutaneous reaction similar to
incipient elephantiasis nostras verrucosa in the setting of lymphedema. In this form of elephantiasis, prolonged lymphostasis
results in the accumulation of protein-rich fluid, which is thought to promote fibroblast proliferation leading to fibrosis of the
dermis and subcutaneous tissue. Lymphangitis may then cause further fibrosis of the dermis, and the lymphedema worsens.
Hence, a cycle of lymphedema and fibrosis is begun and the condition continues to progress [7].

A multitude of histological patterns have been reported in MF, including the psoriasiform reaction pattern seen in our case [8].
Clues that help distinguish the MF from psoriasis are the presence of atypical lymphocytes, the loss of CD7, and the clonality of
the TCR. In addition to psoriasis, the clinical differential includes elephantiasis nostras verrucosa, chronic cutaneous candidiasis,
tuberculosis verrucosa cutis, and deep fungal infections or mycetomas. These can be excluded on the basis of histology and
culture. In our patient, none of her cultures were positive for any organism other than Staphylococcus aureus.

This case illustrates the importance of maintaining a high index of suspicion for MF, especially when conditions do not respond as
expected to treatment as has been documented previously [9]. In our case, the patient presented with scalp tumors after failing
treatment for psoriasis. Increasing awareness about atypical presentations such as this case can help improve early recognition and
treatment of the disease.
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