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The Korean Society of Hematology (KSH) Lymphoma Working Party (KLWP) has conducted many 

prospective and retrospective studies since KLWP was started in 2006. The KLWP has the research 

consortium for clinical and translational studies for lymphoma that was named as CISL (Consortium 

for Improving Survival of Lymphoma). The KLWP/CISL produced outstanding research outcomes 

through various subtypes of lymphomas. Among them, extranodal natural killer (NK)/T-cell 

lymphoma (ENKTL) is the main study topic of the KLWP because ENKTL is relatively more 

common in East Asian countries than Western countries. ENKTL is a rare but fatal subtype of non-

Hodgkin lymphoma. The treatment outcomes for ENKTL was improved by the development of non-

anthracycline-based chemotherapy regimens incorporating etoposide and L-asparaginase. However, a 

substantial number of patients, especially those with advanced disease, experience disease relapse or 

progression, and these patients have extremely poor survival outcomes. Thus, effective treatment 

strategies to prevent relapse are required. Currently recommended treatments for localized ENKTL are 

based mainly on the results of phase II studies and retrospective analyses. Because the previous 

outcomes of anthracycline-containing chemotherapy were poor, nonanthracycline-based chemotherapy 

regimens, including etoposide and L-asparaginase, have been used mainly for patients with localized 

nasal ENKTL. Radiotherapy also has been used as a main component of treatment because it can 

produce a rapid response. Accordingly, the combined approach of nonanthracycline-based 

chemotherapy with radiotherapy is currently recommended as a first-line treatment for localized nasal 

ENKTL. However, there is no consensus regarding the optimal therapy for advanced disease of 

ENKTL because there are little data about randomized studies. Intensified nonanthracycline-based 

chemotherapy regimens, including etoposide and L-asparaginase such as SMILE are recommended as 

primary treatment for patients with advanced disease of ENKTL. Autologous or allogeneic stem cell 

transplantation (SCT) could be done as frontline consolidation for disseminated NK/T-cell lymphoma 

and as salvage consolidation for relapsed–sensitive disease. However, the outcome of autologous and 

allogeneic SCT is still not satisfactory. The novel agents with different mode of action such as immune 

checkpoint inhibitors could be used for relapsed or refractory patients, but the efficacy of those drugs 

is still limited. This lecture summarizes the use of nonanthracycline-based chemotherapy with 

radiotherapy, which have been proposed as a first-line treatment for newly diagnosed patients with 

localized nasal ENKTL, as well as the management of advanced disease of ENKTL including relapsed 

or refractory disease.  
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