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Abstract Objective: To explore the clinical and pathologic features as well as prognosis of systemic EBV-positive
T-cell lymphoma in children. Methods: The clinical data including clinical manifestation, pathologic changes and
treatment in 16 patients with children’s systemic EBV-positive T-cell lymphoma were analyzed retrospectively, and
follow-up of patients were carried out. Results: The 16 cases included 12 males and 4 females with median age of
3.3 years old. It was demonstrated that the clinical and pathological features of the children’s systemic EBV-positive
T-cell lymphoma were as followed fever, hepatosplenomegaly, cytopenia, lymphadenopathy, and hemophagocytosis in
bone marrow or organ. Histologically, the structures of lymph node was normal, partially or completely destoryed. The
paracortical zone was expanded with prominent infiltration of small to medium-sized atypical lymphocytes. The major
immunophenotypic characteristics were as follows: (1) Almost all biopsies exhibited prominent T cell proliferation. (2)
CD3 was expressed in 16 patients (100%, 16/16), CD4 in 5 patients (31.3%, 5/16), CDS5 in 13 patients (81.3%, 13/16),
CD7 was expressed in 11 patients (68.8%, 11/16), CD8 in 15 patients (93.8%, 15/16), CD4 and CD8 were expressed
in 5 patients (31.3%, 5/16), CD4 and CD8 double-negative in patients (6.3%, 1/16), 16 patients were CD56 negative
(100%, 16/16). (3) TCR gene cloning rearrangement in 16 patients (93.8%, 15/16). (4) EBV-EBER was expressed in 16
patients (100%, 16/16). 11 out of 16 cases died, 1 cese failed to be followed up, 1 case relapsed, and 3 cases survived,
reseptively. The media survival time was 4 months. Conclusion: Systemic EBV-positive T-cell lymphoma predominantly
occurred in childhood and early teen-age, and lacks specific clinic features, usually combined with hemophagocytic
syndrome. The confirmed diagnosis requires comprehensive analysis of clinical manifestation, pathomorphology,
immunohistochemical detection, EBV-EBER insite hybridization, and TCR gene test. The overall prognosis of the disease
is poor and the fatality rate is high.
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Figure 1. Lymphnode biopsy of case 15. A: No lymph node structure was seen. It was surrounded by fatty tissue. The certral
zone was coagulative necrosis (HE, X400). B: Partially residual cells were medium size,significant atypia and less cytoplasm (HE,
X400). C: Partially residual cells were immunostained for CD3" (IHC, X200). D: Partially residual cells were immunostained for
CD4" (IHC, 200). E: Partially residual cells were immunostained for CD8" (IHC, X200). F: Partially residual cells were positive

for EBER (hybridization, X200).
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Table 1. Clinicopathological features of 16 patients with children’ s systemic EBV-positive T-cell lymphoma

Journal of Experimental Hematology 2019; 27 (4)

Case Age Course
1\?:‘ Sex ( y;; ) Biopsy site ( :;1]:)1:[; ) Clinical presentation Hemophagocytosis Therapy Outcome
1 F 7 LN.,BM 5 Fever, lymphadenopathy VHR Dead
2 M 2 LN 3 Fever, hepatosplenomegaly, Dexamethasone Lost
lymphadenopathy
3 M 10 LN 5 Fever, hepatosplenomegaly, Dexamethasone, etoposide ~ Dead
lymphadenopathy
4 M 14 LN 3 Fever hepatosplenomegaly. lymphadenopa HLH-94, interferon Alive
thy, anemia, sensitivity to insect bites
5 M 9 IN 5 Fever, hepatosplenomegaly, ‘ HIH-2004 Dead
lymphadenopathy, pancytopenia
Fever, hepatosple sgaly, jaundice
6 M 17 LN 2 ever, hepatosplenomegaly, jaundice, Vincristine, prednisolone  Dead
pancytopenia
7 M 27months LN 2weeks Fever, hepatosplennmeg-a ly, skin rash, Antibiotic, etoposide Dead
pancytopenia
8 M 13 LN 4 Fever, hepatosplenomegaly, jaundice COP, CHOP Dead
9 F 1 BM 15 Fever, hepatnsplen.omegaly, Antibiotic, a.(‘,yclovn", Relapse
pancytopenia etoposide
Fever, anorexia, vomiting, diarrhea T
’ ’ ? ’ Antibiotic, de sthasone
10 M 1 LN, liver 1 bleeding tendency, hepatosplenomegaly, ntiblotic, exa.tmet AN Dead
etoposide
lymphadenopathy,
LN, . .
11 F 20months . 1 Fever, hepatosplenomegaly, skin rash Supportive therapy Dead
spleen
12 F 3 LN 15days Fever, anemia, hepatosplenomegaly Antibiotic Dead
13 M 2 Liver, SOdays IM.followed by hepa.n(‘, Ganciclovir, interferon, Dead
BM failure, pancytopenia dexamethasone
14 M 4 LN 1 IMfollowed by hepatosplenomegaly. Ganciclovir, HLH-2004 ~ Dead
pancytopenia
15 M 26months IN 3 Fever, hepatosplen'omegaly, Antibiotic, HLH-2004, Alive
pancytopenia L-DEP, DVL
16 M Admonths IN 3 Fever, lymphadenopathy, Ganciclovir, HLH-2004, Alive

pancytopenia

Transplantation

Course: from onset to the last follow-up or death. F: female, M: male. LN: lymph node, BM: bone marrow. IM :infectious
mononucleosis. HLH-1994/HLH-2004: dexamethasone, etoposide, cyclosporin A, intrathecal methotrexate and dexamethasone.
VHR: prednisolone, cyclophosphamide, daunorubicin, vincristine, L-asparaginase, intrathecal methotrexate. CHOP:
cyclophosphamide, vincristine, doxorubicin, prednisolone; COP: cyclophosphamide, vincristine, prednisolone. L-DEP:
methylprednisolone, vincristine, pegaspargase, liposomal doxorubicin, etoposide. DVL: dexamethasone, vincristine, L-asparaginase.
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Table 2. Data of EBV serology, EBV-DNA, immunophenotype, EBER and TCR gene of 16 patients with children’s systemic

EBV-positive T-cell lymphoma of childhood

EBYV serology EBV-DNA

Immunophenotype

Case - (copies/ml ) EBER  TCR gene
VCA-IgG VCA-IgM  EA-IgG NA-IgG Cbh3 CDh4 CD5 CD7 CD8 CD56
1 + - + - 3.01x 107 +++ + + - ++ - +++ +
2 + + + - 2.18 x 10° ++ + + + ++ - +++ +
3 + - + - 6.34 x 10* +++ - - - - - ++ -
4 + - + - 130 x 10° +++ - + + ++ - +++ +
5 + + - - 450 % 10° ++ + + ++ +++ - +++ +
6 + + - - 221x10° +++ - + + + - +++ +
7 + + - - 2.65x 10° +++ - ++ - ++ - +++ +
8 + - + - 1.17 x 10° +++ - - + +++ - +++ +
9 + + . . 3.08x 10° +++ + ++ + ++ - +++ +
10 + - - - 226%10° +++ - + ++ +++ - ++ +
11 + - + - 3.20 x 10° ++ - + ++ +++ - +++ +
12 - + - - 257 % 10° i - - - + - i +
13 + + + - 7.61 x 10* +++ - + + ++ - +++ +
14 + + + - 4.05x 10° +++ - + - ++ - +++ +
15 + - + - 1.61x10° +++ + + + ++ - +++ +
16 - + - - 1.51x 10° +++ - + + ++ - +++ +
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