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An 88-year-old Caucasian man presented to the dermato-
logy department for evaluation of an erythematous scaly 
plaque on the right forearm. He had a past medical history 
of arterial hypertension and heart failure. The patient report
ed that the lesion had developed 30 years previously and 
had been stable and asymptomatic since then. The plaque 
had been treated with various topical treatments without 
improvement. 

Physical examination revealed an erythematous scaly pla-
que on the right forearm and hand, atrophic in some places, 
with a well-defined border. There were no enlarged lymph 
nodes and no other lesions on the rest of the skin (Fig. 1).

What is your diagnosis? 
Differential diagnosis 1: Pagetoid reticulosis
Differential diagnosis 2: Discoid lupus erythematosus
Differential diagnosis 3: Psoriasis
Differential diagnosis 4: Dermatophytosis
See next page for answer.
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Fig. 1. Physical examination revealed an erythematous scaly plaque on the 
right forearm and hand, atrophic in some places, with a well-defined border.
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Diagnosis: Pagetoid reticulosis

Skin biopsy revealed the presence of an atypical, small-to-
medium sized strongly epidermotropic atypical lymphoid 
population, with some keratinocyte necrosis and hyperke-
ratotic changes on the surface. Atypical lymphocytes also 
showed focal folliculotropism. The dermis was the site of 
a moderately abundant perivascular lymphoid infiltrate 
with no atypia (Fig. 2). The immunohistochemical profile 
of the epidermotropic cells was CD2+, CD5+, weak CD8+, 
CD4–, CD3–, CD7–, PD1–, perforin–, CD56–, granzyme B–, 
TCRdelta–, CD30–. A search for a cutaneous T clone was 
unsuccessful. 

Based on these findings, we diagnosed pagetoid reti-
culosis. The patient was initially treated with 1 application 
of clobetasol propionate 0.05% cream daily for 1 month, 
then gradually tapered off over 2 months. After 1 month 
of treatment, the skin lesion had improved, becoming less 
scaly and less erosive (Fig. 3). The patient was also offered 
radiotherapy. He declined it because of the good response 
to topical corticosteroids and because he was debilitated by 
several hospitalizations for cardiac decompensation.

Pagetoid reticulosis, also known as Woringer–Kolopp 
disease, is a rare form of cutaneous T-cell lymphoma that 
presents as a single, slow-growing, hyperkeratotic or scaly 
plaque usually on the extremities (1). It is classified by 
the European Organisation for Research and Treatment of 
Cancer System as a variant of mycosis fungoides (2). No 
gender predilection has been demonstrated. The indolent 
course of the disease and its rarity make it difficult to di-
agnose. Clinical differential diagnoses include psoriasis, 
dermatophytosis, eczematous dermatitis, and Bowen’s 
disease. Histological examination reveals an epidermis in-
filtrated by atypical T lymphocytes demonstrating striking 
epidermotropism (3). The term pagetoid reticulosis was 
introduced by Braun-Falco et al. (4) in 1973 because of the 

similarity of the epidermotropic atypical lymphocytes to the 
intraepidermal adenocarcinomatous cells found in Paget’s 
disease of the breast. Other epidermal changes include 
spongiosis, acanthosis, and hyperkeratosis. The dermis 
contains an inflammatory infiltrate of mature lymphocytes, 
histiocytes, and plasma cells. 

While the clinical and histopathological results are re-
latively constant, the immunophenotypic profile is more 
heterogeneous: T cells are most often CD4–/CD8+, but cases 
with CD4+/CD8–, CD4–/CD8–, or CD4+/CD8+ phenotype 
have also been documented. The disease is inconsistently 
CD30+ (1). No additional imaging or testing is recommen-
ded, as no cases of distant or lymph node metastasis have 
been described in the localized form of pagetoid reticulosis 
(1). Radiotherapy or wide excision should be considered 
initially, as the cure rate is excellent and the recurrence rate 
is very low (1, 5). Combined therapies and other modalities 
such as topical corticosteroids (1), photodynamic therapy 
(6), local chemotherapy (topical alkylating agents, interfe-
ron alpha-2b (7), imiquimod (8)), or alitretinoin (9) may be 
used. In a systematic review that included 143 patients, 92 
patients had complete remission after treatment (most of 
them with radiotherapy, surgery, or topical corticosteroids) 
and 11 cases recurred with a median time to recurrence of 
38.5 months. Annual follow-up is recommended (1). In fact, 
the majority of patients with pagetoid reticulosis have an 
excellent prognosis (1). 
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Fig. 3. Under topical corticosteroids, the skin lesion improved, becoming 
less scaly and less erosive.

Fig. 2. Skin biopsy revealed the presence of an atypical, small to medium 
sized epidermotropic lymphocytic population, keratinocyte necrosis and 
hyperkeratotic changes on the surface.
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