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Preface

Large granular lymphocytic and other rare lymphoid leukemias

This issue is dedicated to five rare lymphoid malignancies characterized by either B or T cell lineage clonal expansion including
LGL leukemia, B and T cell prolymphocytic leukemia (PRL), monoclonal B-cell lymphocytosis (MBL), leukemic variants of cutaneous
T-cell lymphoma (L- CTCL), and NK cell lymphoma. While chronic lymphocytic leukemia, follicular or diffuse large B cell lymphoma
account for more than 70% of cases of lymphoproliferative disorders, LGL leukemia, PRL, L-CTCL, and NK cell lymphoma together
represent less than 10% of cases. This special issue is an opportunity for the readers to have an overview of relatively unknown
diseases having indolent or aggressive behaviour and presenting most often with abnormal lymphocytosis. In fact, LGL leukemia, B
and T cell prolymphocytic leukemia, monoclonal B-cell lymphocytosis, and Sezary syndrome present systematically with abnormal
lymphocytosis while NK cell lymphoma in its aggressive leukemic phase may display high levels of circulating cells. Conversely, in
Mycosis Fungoides (MF), malignant cells are skin resident T cells. (see Table 1)

This review is focusing on clinico-biological features of these diseases, including phenotypic, cytogenetic and molecular features
which have contributed over the recent years to a better understanding of physiopathology. A major emphasis is the importance of
careful blood smear examination in patients presenting with lymphocytosis or cytopenia associated or not with skin lesions, lym-
phadenopathy and/or organomegaly. Phenotypic analysis routinely allows for rapid diagnosis. Important complementary tests in the
diagnostic workup include karyotypic analysis, B or T cell clonality assessment using VH/JH or TRCR PCR rearrangement, and finally
molecular analysis now routinely made using next generation sequencing (NGS). Specific biomarkers or mutated genes have been
shown to be good surrogate markers of these diseases and should lead to innovative and targeted therapy in the next few years.
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