©
2018 2020

Immune microenvironment and prognostic factors
lymphomas

Nakazawa, Atsuko

in pediatric peripheral T-cell

3,400,000
EBER T (PTCL) 9/1875
(0.5 ) CD8 6 CD4, CD8 1 7
CCR3 TNS1, ZFHX3,TET2, NCOA2
p53, VAV1 JAK-STAT pathway
EBER PTCL
EBER T (PTCL)

Nine cases of 1875 pediatric lymphoma cases were EBER-negative
T-cell lymphomas (PTCL). Six cases were CD4-negative and CD8-positive, one case was dou

geriphera!
le positive,

and two cases were double negative. Seven cases were positive for cytotoxic molecules. All cases
tested were included in a CCR3 pattern, which showed better prognosis compared to CXCR3 or CCR4
pattern. TNS1, ZFHX3,TET2, and NCOA2 mutation were detected, but no case had p53 or VAVl gene
alteration. JAK-STAT pathway related gene abnormality was not observed. It is suggested that
pediatric EBER-negative PTCLs have much better prognosis than adult PTCL due to different genetic

background.




T (PTCL) T (AITL)

(ALCL) T (ATLL) NK/T
(ENKTL) 30 50% PTCL-NOS ALK
ALCL EBV T ENKTL
2014 PTCL 1) AITL ALCL ATLL ENKTL
PTCL-NOS 4
2) PTCL, NOS
TBX21(Th1) GATA3(Th2) 2

D

PTCL, NOS  CCR3
CXCR3 CCR4 ALCL AITL ATLL

2

PTCL, NOS  ALCL AITL ATLL

PTCL ALK ALCL JAK/

STAT3 ALK ALCL
® PTCL, NOS
ALCL JAK/ STAT3
PTCL, NOS 5
85%
:5) AYA PTCL 5
56% ®)
AYA PTCL, NOS

central review

central review



central review T
cytotoxic molecule in situ hybridization EBV
CCR4, CXCR3, CCR3
Targeted DNA captured sequencing
1875 central review
T 1875 1.9 EBER
T (PTCL,EB-) 9/1875 (0.5 ) CD8
PTCL  2/3 cytotoxic molecules
EBER T CD45R0 Ch3 B CD20 EBER
2 B 1
3 T B PTCL, EB- 9 14
11 6 7
CCR4, CXCR3
CCR3 ALCL ALCL
activated cytotoxic T-cell EBER PTCL
CD8 cytotoxic molecules
ALCL
EBER PTCL Targeted DNA captured sequencing
TNS1, ZFHX3,TET2, NCOA2 p53, VAV1
JAK-STAT pathway TET2 MDS, AML, diffuse
large B-cell lymphoma, PTCL TNS1, ZFHX3, NCOAZ2
PTCL EBER PTCL PTCL
1) Igbal J, Wright G, Wang C, et.al. Gene expression signatures delineate



biological and prognostic subgroups in peripheral T-cell lymphoma. Blood
123(19)2915-2923,2014

2) Ohshima K, Karube K, Kawano R, et.al. Classification of distinct subtypes of
peripheral T-cell Ilymphoma unspecified, identified by chemokine and chemokine
receptor expression: Analysis of prognosis. Int J Oncol. 25(3):605-13,2004

3) Crescenzo R, Abate F, Lasorsa E, et.al. Convergent mutations and kinase fusions
lead to oncogenic STAT3 activation in anaplastic large cell lymphoma. Cancer Cell
27(4)516-532,2015

4) Kobayashi R, Suzuki D, Hori D, et.al. Spontaneous improvement in a pediatric
patient with peripheral T-cell lymphoma. Pediatr Int.57(5):1035-1037, 2015

5) Kobayashi R, Yamato K, Tanaka F, et. al. Retrospective analysis of non-
anaplastic peripheral T-cell lymphoma in pediatric patients in Japan. Pediatr Blood
Cancer. 54(2):212-5, 2010

6) Mellgren K, Attarbaschi A, Abla 0, et.al. Non-anaplastic peripheral T cell
lymphoma in children and adolescents-an international review of 143 cases. Ann
Hematol . 95:1295-305, 2016



3 3 0 0

Yoshida M, Osumi T, Imadome KI, Tomizawa D, Kato M, Miyazawa N, Ito R, Nakazawa A, Matsumoto K. 35

Successful treatment of systemic EBV positive T-cell lymphoma of childhood using the SMILE 2018

regimen.

Pediatr Hematol Oncol 121-124
DOl

10.1080/08880018

Kuwahara K, Kudo K, Yashima-Abo A, Katayama K, Kojima K, Tone K, Ito E, Nakazawa A, lwafuchi H, 77

Kurose A.

Hodgkin lymphoma with osseous involvement mimicking Langerhans cell histiocytosis in a child. 2018

Hum Pathol. 147-151
DOl

10.1016/j .humpath.2017.12.016.

Ohki K, Kiyokawa N, Watanabe S, Iwafuchi H, Nakazawa A, Ishiwatari K, et al. in press

Characteristics of genetic alteration of peripheral T-cell lymphoma in childhood including 2021

identification of novel fusion genes: Japan Children Cancer Group (JCCG)

Br J Haematol in press

DOl

2019




EB

35

2018

2018

464

(Ohshima Koichi)

(50203766)

(37104)

(Ohki Kentaro)







