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To the Editor: 

Primary cutaneous aggressive epidermotropic CD8+ cytotoxic T-cell lymphoma (PCAE-
TCL) is a rare disease that represents less than 1% of the primary skin lymphomas1. 

Due to its aggressive nature, it can spread rapidly to the lung, central nervous system and 
oral cavity, without affecting the lymph nodes, with an average survival of 32 months. 

Classified as a provisional entity by the World Health Organization - European 
Organization for Research and Treatment of Cancer (WHO-EORTC 2005), PCAE-TCL 
has a poor prognosis and blood dissemination to lungs, testis, central nervous system and 
oral cavity are the rule, although lymph nodes are often spared2-4. 

We report the case of a 73-year-old Caucasian male patient with type 2 diabetes mellitus, 
dyslipidemia and right carotid endarterectomy, who was referred to our hospital with a one-
year history of asymptomatic skin lesions. 

On clinical examination he showed multiple round pinkish and purple, targetoid-like and 
ulcerated, crusted plaques and nodules from 1 to 10 cm in limbs, trunk and face (Figure 1). 
In addition, he presented 8mm-erythematous macules around the urinary meatus and on the 
hard palate. 
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Figure 1: Multiple round pinkish and purple, targetoid-like, crusted plaques and nodules in limbs.

Blood test and whole-body CT scan were normal and HIV, HBV and HCV were negative. 
Reactive changes without atypia were found on bone marrow aspiration and its biopsy. The 
histopathology of an excisional biopsy of a lesion showed a cohesive sheet of large and 
pleomorphic lymphoid cells with a high mitotic index, infiltrating epidermis, dermis and 
subcutaneous tissue and angiocentricity. 

The immunohistochemistry of the skin revealed lymphoid cells CD3+, CD4-, CD8+, CD20-
, CD30-, CD56- and the monoclonal T-cell receptor beta-chain gene rearrangement of TCR 
by PCR was positive (Figure 2). The flow cytometry of the skin showed CD2+, CD4-, 

CD5+, CD7-, CD8+, TCR / + and TCR / . 
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Figure 2: (a) H&E 10x - Cohesive sheet of lymphoid cells infiltrating epidermis, dermis and subcutaneous tissue and 
angiocentricity. (b) H&E 40x - Large and pleomorphic lymphoid cells with a high mitotic index (red arrow). (c) Skin 

immunohistochemistry reveals CD3+ and (d) CD8+ lymphoid cells.

The diagnosis of PCAE-TCL was confirmed and he received cyclophosphamide, 
doxorubicin, vincristine and prednisone with partial remission of the skin lesions. After 
completing two cycles of chemotherapy, the patient died of cardiac causes three months 
after the diagnosis, without evidence of extracutaneous disease. 

PCAE-TCL is a rare and clinical heterogeneous lymphoma in adults with a predominance 
in male5.The clinical picture differs in each case, but eruptive papules, hyperkeratotic or 
ulcerated nodules and tumors with crust and necrosis are often the rule4,5. 

Unlike mycosis fungoides, skin lesions in PCAE-TCL affect sun-exposed skin and mucous 
membranes. 

We describe a patient with an atypical targetoid-like plaques and nodules due to the 
hemorrhagic component, along with red macules in mouth and penis without systemic 
disease. Despite the clinical picture or remission to chemotherapy, progressive disease with 
a median survival from 12 months to 36 months was described2-6. 
Recently, a patient with PCAE-TCL achieved complete remission with an allogenic stem 
cell transplantation and he was 36 month free of disease7. 

Conclusion: the inspection of skin lesions and their histopathological and 
immunohistochemical examination are crucial for primary cutaneous T-cell lymphoma 
diagnoses. 
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