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TABLE 1. [Clinical Characteristics|of Systemic EBV+T/NK-LPDs-

C(N=36)

Clinical Features n/N (%)
(Age (y) b
Median (range) 19 (1-46)

<18 15/36 (42)
\ > 18 21/36 (58) )
( Sex )
Male 25/36 (69)
. Female 11/36 (30)
( Course of disease (mo) A
Median (range) 3 (0.3-84)
<1 7136 (19)
\_ > 1 29/36 (81)
Manifestation
Fever 33/35 (94)
Lymphadenopathy 35/36 (97)
Splenomegaly 27/31 (87)
Hepatomegaly 18/31 (58)
/Eabnratnry findings
Anemia 19/33 (58)
Leukopenia 22133 (67)
Elevated LDH 20/25 (80)
Liver dysfunction 18/29 (62)
EBV antibody (+) 13/15 (87)
EBV-DNA load > lﬂljcﬂpies.i’mL 18/20 (90)
BM involvement 6/23 {16))
HLH 14/32 (44)
Treatment
Interferon-y 6/33 (18)
Chemotherapy 14/33 (42)
Steroid 14/33 (42)
Antivirus therapy 4/33 (12)
Other therapies 12/33 (36)

BM indicates bone marrow; other therapies: including symptomatic treatment

and traditional Chinese medicine.




TABLE 2. Morphology of Systemic EBV+T/NK-LPDs-C |(Lymph|

Node, N=35)
. Items n (%)
. Obliterated architecture 12 (34)
Capsular infiltration 15(43)
Interfollicular hyperplasia 29 (83)
Cell size
Small 1 (3)
{ Medium 22 (63)
Large 12 (34)
Nucleus
Regular 1(3)
Irregular 34 (97)
Mitotic figures (/HPF)
0-2 24 (69)
> 3 11 (31)
(Vascular proliferation 16 (46) A
Vascular infiltration 3(9)
Necrosis 16 (46)
_Apoptotic bodies 28 (80)
Uther cells
Plasma cell 16 (46)
Histiocyte 28 (80)
Eosinophil 8 (23)
Erythrophagocytosis 7 (20)

Morphologic pattern

Polymorphic 31 (89)
Monomorphic ENaRy
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TABLE 3. Results of IHC, EBER-ISH, and TRG/PCR (N =43)
Phenotype/Probe/Primer n/N (%)

CD20 0/43 (0

CD2 23727 (85)
CD5 18/28 (64)
CD4 14/42 (33)
CD8 33/42 (79)
CD47/CD8™ 7142 (17)
CD4/ICDE <1 27/42 (64)
CD4/ICDE > 1 8/42 (19)
CD30 26/41 (63)
CD56 4/43 (9)
Ki-67, median (range) (%) 50 (10-80)
LMP-1 1/28 i-’-li
TRGIPCR

M 19/43 (44)

P 24/43 (56)

*Cytotoxic molecules including granzyme B and/or TIA-1.
M indicates monoclonal; P, polyclonal.
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FIGURE 6. Comparison of the Ohshima Grading System and the 2017 WHO classification. A, Difference of case distribution
between the Ohshima Grading System and the 2017 WHQO classification. B, Kaplan-Meier survival plots (with 95% confidence
intervals [Cls]) for the Ohshima Grading System. C, Kaplan-Meier survival plots (with 95% Cls) for the 2017 WHO classification;
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