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[ Abstract] B-cell (B-PLL) and T-cell (T-PLL) prolymphocytic leukemias are rare, poor-prognosis lymphoid neoplasms with
similar presentation, characterized by symptomatic splenomegaly and lymphocytosis. They can be distinguished from each other and
from other T- and B-cell leukemias by careful evaluation of morphology, immunophenotyping, and molecular genetics. The clinical
behavior is typically aggressive, although a subset of patients may have an indolent phase of variable lengths. First-line therapy for
T-PLL is intravenously administration of alemtuzumab and for B-PLL is in combination purine analog-based chemo-immunotherapy.
New B-cell receptor inhibitors, such as ibrutinib and idelalisib, may play a role in the management of B-PLL, especially for the
patients harboring abnormalities of TP53. Allogenic stem cell transplantation should still be considered for eligible patients and
may be the only current therapy capable of delivering a cure. In the past few years, many molecular mechanisms underlying disease
pathogenesis and progression have been revealed and are likely to lead to the development of novel targeted approaches.

[ Keywords ] prolymphocytic leukemia; Alemtuzumab; Lbrutinib; Idelalisib
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