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Sézary syndrome is the leukemic variant of a cutaneous mature T-cell lymphoma, characterized by achronic course, and 
by the triad of diffuse erythroderma, lymphadenopathy, and neoplastic T-lymphocytes in the blood without significant 
involvement of the bone marrow. Sézary cells show typically striking nuclear convolutions which may give the nucleus 

a cerebriform appearance, condensed chromatin and sometimes evident nucleoli; in some cells the agranular cytoplasm con-
tains a ring of vacuoles (Figure A-D). The cytoplasmic vacuoles are strongly positive for periodic acid Schiff stain (Figure E, 
F). Sézary cells show focal reactivity for acid hydrolases, a mature T-cell, CD4+, often aberrant phenotype and monoclonal 
rearrangement of TCR genes. In addition to the above reported triad, one or more of the following criteria are required for 
diagnosis: an absolute Sézary cell count ≥1,000/mL, an expanded CD4+ T-cell population with a CD4:CD8 ratio of ≥10, and 
loss of one or more T-cell antigens.1 
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