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Blastic plasmacytoid dendritic cell neoplasm (BPDCN) is a rare tumor that affects elderly individuals and presents a poor prognosis. Skin is the most common site of involvement, accounting for 89% of the cases. Extracutaneous organs, especially bone marrow, lymph nodes, and peripheral blood, can be involved at the time of diagnosis. We report a case of BPDCN in a child, presenting with a cutaneous lesion mimicking lymphoma or leukemia cutis. The histologic findings revealed a dense diffuse infiltration by monomorphic agranular medium-sized blast cells with sparing of the grenz zone, whose first immunophenotypic profile raised the possibility of diagnosing B lymphoblastic lymphoma or leukemia. However, the absence of CD10 expression and strongly positive expression for CD4, CD56, CD45RA, and the plasmacytoid dendritic cell-associated antigens, including CD123, supported the definite diagnosis of BPDCN. Although the standard treatment for BPDCN is not established, however, chemotherapy including ALL, AML, and NHL regimens were proposed with combining HSCT and anti-CD123 with chemotherapy was suggested to prevent relapse. Our patient responded well to a systemic combination chemotherapy regimen, modified from the Associazione Italiana Ematologia Oncologia Pediatrica (AIEOP) protocol for anaplastic large cell lymphoma (ALCL), that differed from the established recommendation. Due to the patient's excellent treatment outcome, this regimen could represent an effective alternative regimen for BPDCN in children. 

References

1. Facchetti, F.; Petrella, T.; Pileri, S.A. Blastic Plasmacytoid Dendritic Cell Neoplasm. In WHO Classification of Tumours of Haematopoietic and Lymphoid Tissues. revised 4th ed, Swerdlow, S.H., Campo, E., Harris, N.L., Jaffe, E.S., Pileri, S.A., Stein, H., Thiele, J., Eds.; IARC: Lyon, France, 2017; pp. 173–177.
2. 	Laribi, K.; Baugier de Materre, A.; Sobh, M.; Cerroni, L.; Valentini, C.G.; Aoki, T.; Suzuki, R.; Takeuchi, K.; Frankel, A.E.; Cota, C.; et al. Blastic Plasmacytoid Dendritic Cell Neoplasms: Results of an International Survey on 398 Adult Patients. Blood Adv. 2020, 4, 4838–4848. DOI:10.1182/bloodadvances.2020002474.
3. 	Jegalian, A.G.; Buxbaum, N.P.; Facchetti, F.; Raffeld, M.; Pittaluga, S.; Wayne, A.S.; Jaffe, E.S. Blastic Plasmacytoid Dendritic Cell Neoplasm in Children: Diagnostic Features and Clinical Implications. Haematologica. 2010, 95, 1873–1879. DOI:10.3324/haematol.2010.026179.
4. 	Suzuki, Y.; Kato, S.; Kohno, K.; Satou, A.; Eladl, A.E.; Asano, N.; Kono, M.; Kato, Y.; Taniwaki, M.; Akiyama, M.; et al. Clinicopathological Analysis of 46 Cases With CD4+ and/or CD56+ Immature Haematolymphoid Malignancy: Reappraisal of Blastic Plasmacytoid Dendritic Cell and Related Neoplasms. Histopathology. 2017, 71, 972–984. DOI:10.1111/his.13340.
5. 	Pillon, M.; Gregucci, F.; Lombardi, A.; Santoro, N.; Piglione, M.; Sala, A.; D’Amore, E.S.; De Santis, R.; Casale, F.; Zecca, M.; et al. Results of AIEOP LNH-97 Protocol for the Treatment of Anaplastic Large Cell Lymphoma of Childhood. Pediatr. Blood Cancer. 2012, 59, 828–833. DOI:10.1002/pbc.24125.
6. 	Borowitz, M.J.; Chan, J.K.C.; Downing, J.R.; Le Beau M.M.; Arber D.A. B-Lymphoblastic Leukaemia/Lymphoma, Not Otherwise Specified (NOS). In Swerdlow, S.H., Campo, E., Harris, N.L., Jaffe, E.S., Pileri, S.A., Stein, H., Thiele, J., (ed.) WHO Classification of Tumours of Haematopoietic and Lymphoid Tissues. revised 4th ed. Lyon, France: IARC; 2017:200–202.
7. 	Chu, C.; Rudnick, E.W.; Motaparthi, K. Blastic Plasmacytoid Dendritic Cell Neoplasm With Centrocyte-Like Morphology Clinically Simulating a Melanocytic Nevus. J. Cutan. Pathol. 2018, 45, 249–253. DOI:10.1111/cup.13099.
8. 	Sukswai, N.; Aung, P.P.; Yin, C.C.; Li, S.; Wang, W.; Wang, S.A.; Ortega, V.; Lyapichev, K.; Nagarajan, P.; Alfattal, R.; et al. Dual Expression of TCF4 and CD123 Is Highly Sensitive and Specific for Blastic Plasmacytoid Dendritic Cell Neoplasm. Am. J. Surg. Pathol. 2019, 43, 1429–1437. DOI:10.1097/PAS.0000000000001316.
9. 	Fujii, K.; Hamada, T.; Shimauchi, T.; Asai, J.; Fujisawa, Y.; Ihn, H.; Katoh, N. Cutaneous Lymphoma in Japan, 2012–2017: A Nationwide Study. J. Dermatol. Sci. 2020, 97, 187–193. DOI:10.1016/j.jdermsci.2020.01.010.
10.	Liao, C.; Hu, N. X.; Song, H.; Zhang, J. Y.; Shen, D. Y.; Xu, X. J.; Tang, Y.M. Pediatric blastic plasmacytoid dendritic cell neoplasm: report of four cases and review of literature. International Journal of Hematology,2021, 113, 751-759. DOI:10.1007/s12185-020-03070-x
11. 	Li, Y.; Sun, V.; Sun, W.; Pawlowska, A. Blastic Plasmacytoid Dendritic Cell Neoplasm in Children. Hematol. Oncol. Clin. North Am. 2020, 34, 601–612. DOI:10.1016/j.hoc.2020.01.008.


Biography

Dr. Phanitchanat Phusuphitchayanan graduated doctor of medicine program with second-class honors at the Faculty of Medicine Chulalongkorn University, Thailand, in the class of 2014. She completed the Research Fellow in Dermatology program at Ramathibodi Hospital, Thailand. After that she finished clinical fellowship in the dermatology program and is currently attending the fourth residency in the Dermatology program at the Institute of Dermatology, Thailand. Her principal research interests include clinical dermatology, dermatopathology, photodermatology, and skin cancers. She has many publications and oral presenting experience.














