674

I IR I 9 27 4% 7
J Clin Hematol (China)

A BURL K B 28 J A

L4 RLE
[RSRIRT  JAUORE Ik UL 40 1 P 0o s T 4 s NK 20 5 11 B8 588 15 5 1% 3 5 e e o
DOI:10. 13201/j. issn. 1004-2806. 2021. 09. 016
[(FESHEXS] R733.7 [XEIRERE] A

Large granular lymphocyte leukemia
Summary Large granular lymphocytic leukemia(LLGLL) is a rare clonal proliferative disease of cytotoxic T
lymphocyte and natural killer(NK) cells, WHO classified them into three categories: T cell large granular lym-
phocytic leukemia(T-LGLL), NK cell chronic lymphocytic proliferative disease(CLPD-NK) and invasive NK cell
leukemia(ANKL). The main clinical manifestations of these diseases are similar, in which the course of T-LGLL
and CLPD-NK is inert, while that of ANKL is invasive. It is generally believed that LGLL is caused by chronic
antigen stimulation caused by a viral infection, which enables leukemic cells to survive for a long time and expand
clonality by activating survival pathways and inducing cells to escape apoptosis. The traditional treatment of T-
LGLL and CLPD-NK is mainly immunosuppressant therapy, while ANKL is mainly treated with combined chem-
otherapy. Due to the rarity of the disease, there are few clinical trials to guide the treatment. With the in-depth
understanding of the pathogenesis of LGLL, emerging therapies, including targeted therapy and immunotherapy,

are in different stages of experiments. This article reviews the epidemiology, diagnosis, pathogenesis and progno-
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sis of the disease.
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