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Dear Editors: Pityriasis lichenoides-like mycosis fungoides (MF) is a rare variant of MF, presenting clinical findings of pityriasis lichenoides (PL) but histological features of MF [1,2,3,4,5,6]. This is a case report, in the form of a letter to the editor, presenting an elderly patient with pityriasis lichenoides-like CD8+ mycosis fungoides, which is an uncommon variant of MF. It is stressed that the PL clinical characteristics resembled in the case of a PL-like MF, are of diagnostic and prognostic relevance.



A 67-year-old female presented to our department with a 2-month history of multiple slightly itchy scaly pinkish maculopapular lesions on the extremities (Figure 1).



Clinically, we suspected PL chronica. However, histopathology revealed hyperparakeratosis and prominent epidermotropism of atypical lymphocytes forming Pautrier’s microabscesses (Figure 2). Immunohistochemically, the infiltrating lymphocytes were mainly positive for CD8 (Figure 3) with the coexpression of CD3 and CD5 and an almost complete loss of CD7 expression. CD20 and CD30 were not expressed.



T-cell receptor gene rearrangement analysis (multiplex-PCR, BIOMED-2) demonstrated the rearrangement of the gamma chain (tube A: 219 bp; tube B: 177 bp, 176 bp). Complete work-up including lymph node ultrasound, abdominal and thoracic computed tomography, cranial magnetic resonance imaging, blood smear, and bone marrow biopsy did not reveal evidence for the spread of lymphoma spread. Flow cytometry of peripheral blood revealed a decreased CD4/CD8 ratio with an increase in CD8+ CD7-cells and decrease in CD4+ cells. PL-like CD8+ MF was diagnosed. For staging purposes, we adopted the ISCL/EORTC classification for MF and Sezary syndrome (T2aN0M0B1b stage IB) [7]. The patient was started on tapered systemic prednisolone (starting dose: 150 mg) and narrowband ultraviolet B (NBUVB) phototherapy thrice weekly using a Waldmann UV7002-K cabin (Waldmann GmbH & Co. KG, Villingen-Schwenningen, Germany). The initial NBUVB of 0.1 J/cm2 was increased every second procedure by 0.1 J/cm2. Complete clearance of skin lesions was observed after 12 weeks of treatment (cumulative NBUVB dose: 6.8 J/cm2). Due to the the involvement of peripheral blood, we planned extracorporeal photopheresis (ECP), starting with two procedures every other week [8].



The scope of PL presentations is delineated along a continuum of several variants, including PL et varioliformis acuta, PL chronica, and febrile ulceronecrotic Mucha-Habermann disease [1]. Patients previously reporting with PL-like MF exhibited some features distinct from classic MF, including a higher incidence in male children and predominantly CD8+ T cell infiltration. However, in most previous reports, it was not mentioned which PL variant was clinically observed, although this may be of diagnostic as well as prognostic relevance [2,3]. A good response to phototherapy and a favourable prognosis may be expected. Based on previous cases, most patients received NBUVB phototherapy or psoralen combined with ultraviolet A, and demonstrated either a complete or partial response with late recurrences in only two cases [6]. The early involvement of blood in the present case may indicate a more unfavourable prognosis requiring systemic directed therapies such as ECP [8]. Indeed, the most important differential diagnosis of PL-like CD8+ MF is primary cutaneous aggressive epidermotropic CD8+ cytotoxic T cell lymphoma (CTCL) which has a much more rapid and aggressive clinical course with early ulcerating and necrotising papules, plaques, and tumours [9]. PL-like CD8+ MF and primary cutaneous aggressive epidermotropic CD8+ CTCL share common histological features, the distinction between both conditions must be made predominantly based on clinical features; therefore, disease history, and complete work-up results. In the present case, the PL chronica-like appearance of skin lesions did not suggest a diagnosis of epidermotropic CD8+ CTCL. Importantly however, PL et varioliformis acuta-like or febrile ulceronecrotic Mucha-Habermann disease-like appearance would have been a clinical challenge in this setting since epidermotropic CD8+ CTCL may present in a similar clinical picture [1,2,3,4,5,6]. Another differential diagnosis represents type D lymphomatoid papulosis which is typically composed of CD8+ lymphocytes. However, CD30 expression is often reserved, and the clinical picture differs from PL [10].



In conclusion, PL-like CD8+ MF is usually associated with an indolent course and, in most patients, skin-directed therapies were found to be efficient in controlling the disease. Clinicians should be aware of this rare presentation of MF that may be misdiagnosed as some other skin conditions.
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Figure 1. A female patient with scaly reddish-pinkish maculopapules on the right thigh. 
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Figure 2. Hematoxylin-eosin stain revealed hyperparakeratosis and prominent epidermotropism of atypical lymphocytes also forming Pautrier’s microabscesses (×200). 
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Figure 3. The infiltrating lymphocytes of the epidermis were mainly positive for CD8 on immunohistochemistry (×200). 
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