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Abstract Objective: To evaluate the clinical characteristics, survival and prognostic factors of primary sys-
temic anaplastic large cell lymphoma(ALCL). Methods: Between January 2013 and March 2021, the clinical data
of 48 patients with primary systemic ALCL who were treated in Peking Union Medical College Hospital were re-
viewed retrospectively. Results: There were 31 males and 17 females, and the median age at diagnosis was 37
(range, 18-79) years. 79.2% of patients were in Ann Arbor stage [l /IV and 68. 8% had B symptoms. Extranod-
al involvement was relatively common with 54. 2% of patients having more than 1 site of extranodal involvement.
Of the 48 patients. 46 received initial chemotherapy. The first-line regimens included GDP-ML regimen in 6 pa-
tients, CHOP/CHOEP regimen in 27 patients, chidamide combined with CHOP/CHOEP regimen in 10 patients,
and brentuximab vedotin(BV) combined with CHP regimen in 3 patients. The complete remission(CR) rate was
57. 8% and the overall remission rate was 71. 1%. The median follow-up time was 37 (range, 1-101) months. The
1-year and 3-year progression-free survival rates were both 41. 2% and the 1-year and 3-year overall survival(OS)
rates were 71.1% and 63. 2%, respectively. Despite younger onset age, patients with ALK ALCL had similar
clinical characteristics compared with patients with ALK~ ALCL. Patients with ALK™ ALCL showed significant
higher CR rate and superior OS compared with patients with ALK~ ALCL(the CR rates were 85. 7% vs 41.2%,
P =0.003, the 3-year OS rates were 92. 3% vs 51.8%, P=0.040). To eliminate the confounding of age, sub-
group analysis including only the ALCL patients under 40 years old showed that the OS of patients with ALK"
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ALCL was still significantly superior to that of ALK~ ALCL(P =0.002). Multivariate analysis showed that ALK

expression was an independent prognostic factor for ALCL. In addition, multivariate analysis showed that ECOG

score and lung involvement were independent adverse prognostic factors for OS. The CR rate of ALCL patients

with lung involvement was lower(36. 4% ) and the OS was poorer with a median OS 8 months and 3-year OS rate

31.1%. Conclusion: In general, ALCL has a better prognosis than other types of peripheral T-cell lymphoma. Pa-

tients with ALK™ ALCL showed a significant higher CR rate and superior OS compared with patients with ALK

ALCL. In addition to ALK expression which suggests good prognosis, ECOG score and lung involvement are in-

dependent adverse prognostic factors for OS in patients with ALCL. CHOP-like chemotherapies combined with

new drugs such as BV and HDAC inhibitors are the current trend of peripheral T-cell lymphoma treatment.
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