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Male, 54-year-old

Mycosis fungoides

Pain ¢ patch

Topical psoralen plus ultraviolet A (PUVA) photochemotherapy
Dermatology ¢ Oncology ¢ Pathology ¢ Podiatry

Rare disease

Mycosis fungoides palmaris et plantaris (MFPP) is a rare variant of the cutaneous T cell lymphoma mycosis fun-
goides (MF). Here we report the case of a middle-aged man with MF on the sole of his left foot.

A 54-year-old man had a diffuse, hard lesion in the middle of the arch on the sole of his left foot for 3 years.
Physical examination revealed a 3-cm scaly, keratotic patch with slight erythema on the left plantar central
arch. Histopathological evaluation of a punch biopsy specimen revealed infiltration of atypical lymphocytes in
the upper dermis. Immunostaining of the atypical lymphocytes showed strong expression of CD3, CD4, and
CD5; reduced expression of CD7 and CD8; and no expression of CD20. Periodic acid-Schiff staining was neg-
ative for fungi. The patient’s lesion was diagnosed as MFPP and he was treated with topical psoralen plus ul-
traviolet A (PUVA) photochemotherapy. At 5-year follow-up, his condition was in complete remission.

MFPP is a rare clinical variant of MF restricted to the palmoplantar area, and is histologically characterized by
upper dermal infiltration of atypical lymphocytes with preserved CD3, CD4, and CD5 expression but decreased
CD7 and CD8 expression. PUVA photochemotherapy is a treatment option associated with excellent prognosis.

Foot Diseases ¢ Lymphoma, T-Cell, Cutaneous ¢ Mycosis Fungoides ¢ PUVA Therapy
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Background

Mycosis fungoides (MF), first described as a mushroom-like
lesion by Alibert in 1806 [1], accounts for more than half the
cases of cutaneous T cell lymphoma (CTCL). Clinical presenta-
tions of MF include patches, plaques, tumors, erythroderma
and other variants [2]. MF palmaris et plantaris (MFPP) (ker-
atoderma-like), which manifests primarily on the palms and
soles, is rare [1]. Fewer than 30 cases have been reported in
the English-language literature [3-5]. Here, we describe the
clinical presentation and histopathology in a case of MFPP
with the goal of raising awareness of this rare variant of MF.

Case Report

A 54-year-old man presented with a diffuse, hard lesion in the
middle of the arch of his left foot, which had been there for
3 years. He described the onset of the lesion as insidious and
its nature as cracked, dry, scaly, and not painful. The patient
reported a history of severe eczema with dry patches in the
same area, which he had treated unsuccessfully with topical
cortisone cream and over-the-counter acid. Over the past sev-
eral months, the lesion had gradually thickened, hardened, and
becoming noticeably tender, progressing to the point where
it was painful to walk. The patient’s surgical and medical his-
tories included thyroidectomy (for thyroid cancer) at age 28
years, headaches/migraines, hypertension, and bipolar disor-
der. His family history was unremarkable. A review of systems
did not reveal any major abnormalities.

Dermatological examination revealed a 3.0-cm, scaly, keratotic
patch with slight erythema in the plantar central region of the
left arch, which was tender to palpation. Neither clear signs
of skin atrophy nor lymphadenopathy were found. Results of
laboratory testing were within normal limits.

Histological evaluation of a specimen from skin punch biopsy
revealed infiltration of atypical lymphocytes in the upper der-
mis (Figure 1A). Most of the atypical lymphocytes were round
or ovoid with a cerebriform nuclear contour but with no clear
nuclear membrane or nucleoli (Figure 1B). The atypical lym-
phocytes infiltrated up into the epithelial layers (epidermot-
ropism) in single units or small clusters (Figure 1C), and down
into the eccrine sweat glands (syringotropism) (Figure 1D)
and the walls of the blood vessels in the dermis (Figure 1E).
Immunostaining of the atypical lymphocytes showed almost
uniformly strong positive staining for CD3, CD4 (Figure 1F), and
CD5, and about 30% positivity for CD7 (Figure 1G) and CD8
(Figure 1H), but staining for CD20 was negative. The ratio of
CD4- to CD8-positive cells was about 3: 1. Periodic acid-Schiff
staining was negative for fungal elements (both spores and
hyphae). The histomorphology and immunostaining profiles
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were consistent with MFPP. Treatment options were discussed
with the patient in detail, and he was referred to a dermatol-
ogist for topical psoralen plus ultraviolet A (PUVA) photoche-
motherapy. Complete remission was achieved and the patient
had no recurrence at 5-year follow-up.

Discussion

MFPP manifests primarily on the palms and soles and is a rare
variant of MF. Fewer than 30 cases have been reported since
the condition was first described by Resnik in 1995 [1,3-5].
Clinically, the age of patients with MFPP (on the soles) has
ranged from 11 to 83 years, with the mean and median being
51.8 and 52 years, respectively. Male patients are predominant,
with the ratio of men to women being 2.3: 1. The duration of
the lesions varies from 3 months to 25 years, with the mean
and median being 4.2 and 3 years, respectively [3]. Clinical pre-
sentations include psoriasiform [6], erythematous hyperkera-
totic patches, plaques, blisters, ulceration, and tumor [3-5,7].
The lesions need to be differentiated from other those of oth-
er dermatoses, including palmoplantar psoriasis vulgaris, der-
matophytosis, secondary syphilis, eczema, hyperkeratotic li-
chen planus, contact dermatitis, and warts [8]. The accuracy
of diagnosis can be improved with histological evaluation of
biopsies that includes immunostaining profiling and genetic
analysis of polymerase chain reaction (PCR)-based monoclo-
nal rearrangements of T cell receptors (TCRs). No TCR clonal
analysis was conducted in our case because the morphologi-
cal evaluation with immunostaining profiling was diagnostic.

Treatment options for MFPP include monotherapy with
PUVA [1,9] or PUVA combined with topical or systemic ad-
ministration of corticosteroids [1], vitamin A [1], vitamin D [9],
nitrogen mustard [10], or doxorubicin, gemcitabine and metho-
trexate [9-11]; carbon dioxide laser [12]; excimer laser [13]; or
radiation therapy [3,14]. Patient response (complete or partial)
to any type of treatment reportedly is excellent, with a response
rate of 95% [3]. The progression of MFPP can be controlled with
further treatment, even when the tumor has relapsed or re-
curred [1,9,10]. Results from a recent study showed that treat-
ment with brentuximab vedotin, an antibody that selectively
targets tumor cells expressing CD30 antigen, led to complete
remission of a tumor-stage MFPP with large cell transforma-
tion and partial expression of CD30 [5].

The patient in the present study was treated with topical
PUVA photochemotherapy, which resulted in complete remis-
sion at 5-year follow-up. The efficacy of PUVA as a monother-
apy for MF has been demonstrated in multiple studies, as re-
viewed by Olsen [15]. Complete remission of MFPP treated with
PUVA has been reported previously [1]. Selection of treatment
should be based on the location, size, and stage of the MFPP;
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Figure 1. Histopathology and immunostaining profiles of mycosis fungoides palmaris et plantaris. (A) An infiltrate of the atypical
lymphocytes in the upper dermis (hematoxylin and eosin [H&E], 40x1). (B) Round or ovoid atypical lymphocytes with
cerebriform nuclear contour and no clear nuclear membrane or nucleoli (HE, 400x1). (C) Atypical lymphocytes infiltrating into
the epidermis (epidermotropism) (HE, 100x1). (D) Atypical lymphocytes infiltrating into eccrine sweat glands (syringotropism)
(HE, 100x1). (E) Perivascular infiltration of the atypical lymphocytes in the dermis (HE, 100x1). (F) Strong CD4 expression
in atypical lymphocytes (3, 3 -diaminobenzidine [DAB], 100x1). (G) Reduced CD7 expression in atypical lymphocytes (DAB,
100x1). (H) Reduced CD8 expression in atypical lymphocytes (DAB, 100x1).

the patient’s general health; and available medical resourc-
es. Therapy should be adjusted according to patient response
and any adverse effects of the chosen treatment.

Conclusions

MFPP is a rare variant of MF with an indolent course. It is his-
tologically characterized by epidermotropism of atypical con-
voluted lymphocytes and infiltration of atypical lymphocytes
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in the upper dermis. Treatment options include topical or sys-
temic chemotherapy, PUVA photochemotherapy, radiation ther-
apy, and immunotherapy, which result in complete or partial
remission in most patients. Periodic follow-up visits are need-
ed because of the potential for recurrence or spread of MFPP
to other areas of the body.
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