Clinicopathological and immunophenotypic characteristics of T-prolymphocytic leukemia: experience from a tertiary care centre 
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Background: T-prolymphocytic leukemia (T-PLL) is a rare and aggressive mature T-cell neoplasm of post-thymic origin. There is sparse clinico-pathological and immunophenotypic data of this entity from India.
Methodology: All cases diagnosed as T-PLL at our centre over the past 10 years were included, and their demographic characteristics, clinical features, hematological parameters and immunophenotypic findings were analysed. 
Results: Thirteen cases of T-PLL were identified, out of which 7 (53.8%) were males and 6 (46.2%) were females. The median age of presentation was 58 years (range:40-85 years). Clinical details were available in 9/13 patients; four patients (44.4%) had hepatosplenomegaly, 2 (22.2%) had generalised lymphadenopathy, while one (11.1%) had skin involvement (infiltrative plaque on face). The mean TLC was 154.8 x109/L (range11.0-433.6 x109/L), mean hemoglobin was 110 g/L (range 75-141 g/L) and mean platelet count was 153.7 x109/L (range12-384 x109/L); leucocytosis, anemia and thrombocytopenia were present in 92.3%, 50% and 37.5% respectively. On flow cytometry, 40% cases showed downregulation of CD3, CD7 and CD2 were downregulated in only 1 case (7.6%) each, and all cases expressed CD5. 6 cases (46.1%) had a CD4 positive/CD8 negative profile, 6 cases (46.1%) were dual positive for CD4 & CD8, while 1 case (7.6%) was CD8 positive/CD4 negative. CD56 expression was seen in one case. Surprisingly, CD45 was almost completely negative in one case, and showed dim expression in a subset of leukemic cells in two cases (downregulation in 23% cases). Clonality was determined by TRBC1 assay and TCR gamma rearrangement assay in 4 cases each. 
Conclusion: CD3 downregulation was the most common immunophenotypic aberrancy, and equal proportion of cases (46.1% each) were CD4 positive/CD8 negative and CD4/CD8 dual positive. A remarkable finding was CD45 downregulation in 23% cases, which may cause potential diagnostic confusion with T-ALL, underscoring the importance of careful clinical, morphological and immunophenotypic evaluation of this rare neoplasm.
