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EBV-DNA E& & BRISHRIR EH> D ¥R % mER A RAEFREF D IG R

WH7esrHE KE  IE—  JUNKRFLRZPREPIER RS EE T 2%
e 18 okt ES JUNKRFRbGe e BEMNTERE 2 — B3

Ha BE JUINRTFREE NER Bk

LA s [EIEEEEREIES

BEE 3 UK R B E P B R R 0 0 [ EaRfe

ARk BEEREIE Y o — & R GYE 2 W DR ATEIE RS
MREEE :

Epstein-Barr 7 /LA (EBV) ASRHEICZEE 592 MEKE RIEERE/ MEREBMEY
2R ERE (HLH) ORTE % 6 & LT, B35 D EBV-DNA & & JEYsHifn 2 [FE L., Frioig
PEISENE EB 7 A L AEYYE  (CAEBV) (2331 & iafiimis, Rifles X Ovhik
Zefgat L7z, CAEBV (CD4 ) o 1 B3R LRGSR\ MfxE A E R 217 -
7= A, Btk R —Hk CD4 B5PE T HIfarE U o SR PER B A FE L TR AR R
Td o7z, CAEBV (NK/T ) o> 1 Bzl B BERAE 2 51 L7225, Bl b7
EIC L DIREHIE 2 5H L < RN #ECd - 7=, CAEBV (CD8 AY) o 1 Bl FHHi) /2%
FERTALFIRIED B IELT ML M B B 21TV RAF 2R R A 4572, CAEBV (2§
B 1E MA AR R DL FZIRIEIIMEST L TR WD, 2~3 o — R TR 6O T af RS
MBI ZITVZ, £T2, R — OB TFHIEROBRFHISHZOMETH 5,

. BIEER B. BRIk
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B A TR A LUy, o gy WACS B XaE Ly o RO

BS54 2017 I/ EBV B T MR X
ONNK FRE U o REEFEE I 0B S v D, FEidE
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14 RREBFIC R FIBEEAN D CAEBV (CD4 #Y)
LR SN, KEERbEDE S, &
R CRaBEIR SN, ~T aEAME X14P
EAE T2 (c. 1045_1047delGAG) 4 L7,
23 1 CRAIBR ZEA I MR EBV-LPD  (Jiie
AHIE - CDA BGE T M) AFIEL. KEY)
BAMT 2 5 (J 7=, 4y EBV-DNA & (XL R
Yiti7= > 7~ Cyclosporin & Prednisolone %
BHAE L7 LT L7272, VP-16/THP-COP
LR 4 a— 2% [A U XIAP 258 % ¢ O
fa R =06 MM E ML T o7, %
R SERF A 7 MR L7ohs, Btk 2 7
H T FJ—Hi2k CD4 [ T Al EBV-LPD %
FAE L=, NF—VU o 3Ekigy: (DLI) &V
VR~ TGS TC LPD WA IREE L, &
iy EBV-DNA &P bR L7, Lol
OB kHE 7 (GVHD) 23 HilfE ¢ &
TRUMSTED &, BAliZ 7 2 HIZHT LTz,
2) CAEBV (NK/T #Y)

5 EEFIZ EBV-HLH Z%4E L 7= (EBV HUiR
fili : BERRGe & — ) B, EIsa 7Y v
BIERICEGE L, USRI ERRBIZ S Lz,
13 kRIS AR, ALBE & F2 PR 2589,
AERRC CAEBV (NK/T BY) L 2Wr&n7-, HLA
—ERfas HIE MM 21T 5 FEt e L
T VP-16/THP-COP JEIEZBtA LT-, 2 22—
ANKEATH% . FE TR IR L 7z 28 2 1 vk
EBV-DNA & (3J Lo 7=, IfERIEITE 1]
\CHREAE 0K L, VP-16/THP-COP 2 =1—
AT ESCAP #8151 o — A& MZ 208, JiREd
AR - 72 0 B LTz,

3) CAEBV (CD8 %)

25 1% CH — 1 HPER L 0 58I L OUKIE
PBIIAE U, B2 44T CAEBV (CD8 ) &
W STz, FERMATRIERITEE S 72V RAE TS
ST, ERITIE L, HLA — R 3 v
Tel-®, SRS EIT 5 it LT,
VP-16/THP-COP #i£% 2 22— AfEfr L. &t
LT i B R 21T - 7, BAERTOD
2 1f1y% EBV-DNA E(XEEOEETH -7,
BHHESIIBEFTHY ., BEXA T 2
7 L. GVHD 72 ERAABIHEADHE & 780 220>
7=, A% EBV-DNA B TBELI T & 720 |
RAt7efimz il > T s,

D. &%
CAEBV D ME— DR JEFR LT3 1Al A A
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EENDMN, BRORH & LIRS T
D, BRENSLELHELZSEAR
modified conditioning % preemptive {Z{T
VN, SR BERSAE A L7, B
BIELHIZ OV T EBV-DNA (2 [E a3,
WA L0 | B & A AR K
OFERRD % B & LB RHLSRE
IMELEZONDD, Bkl nwZ b
DFELEEZ 5,

CAEBV (2%} % ¥ i fAR A4 (S 72 A
OHETH D K —Hk CD4 Bk T fHfail
EBV-LPD % & 7= L7l &8 L7z, M4i%fl
TITEREB L OV (PR +) (2
— D XIAP A6 12T % 78 L7=h3, CAEBV

FIE~OBARIE O 5 0 R ST,
E.

CAEBV DR HABIE 2 i AR Fhl 2 1T
DG AEITIE, BRI EEEO B S
EELUIBEHB AL THZENEETH
5o Flo, BEOHRL BT R —0D&EEH
FR O L OV A v A O FEIERRYT &
S%TTOTEGIEMEZIT ) Z L DBNET
H5, RFFITBIETA RT74 v OffE%E
HMEICT D Z LN TE T,
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JEAE T BRI FE i B A

(HEra R &

GEBURA RS2 (jéﬁ%'y“ BB 7EE2E) )

Sy FRMT R

e rEEh M EBV JEYYiE (chronic active EBV infection, CAEBV) DJREEIC B4 5
9

WHgE o HE K4 REF—

P

IHKRRFZEZRE W %

MREEE

—IRELE~F Z 72 o T2,

Rk 81 4 4 AB WHELLERR RBPITE

A. £&®

BRI EBV JEYYE (chronic active
EBV infection, CAEBV) ®Ff#IZI\ T
b EERZ &1X, CAEBV [3EYYE TIX
72< . EB U A L ZADIEGL3 | T Al > NK H
JRICIR B % EBV B T/NK Mg U >/ <ER
i 5 JE (EBV-associated T/NK cell
Wb
DG, b LATRIESHIREETH D Z & T
D, TVTMHHLOWMEZ LI, AR, A
B, PENSOHDONREL FEARITITH
BRI T, AF T anrboRELH DN,
VHRR TIIfmed T 2R Th D, Fiz,
CAEBV | ikb&‘ﬁr%f‘%ﬁ}q (kg
LbDNLEEIZEITTHHDOETIES
i?%éoﬁﬂuiofixﬁﬁuiﬁﬁ
HZEHHY, FITITEm LI E B
bObdHDH, DI LD, HREGROIHMF
I DICEMELTWS, UL, —EW
IZPRZRIIARRT, ERE LTIEEY o
JE. AR, RVE MR 2%, MLBRE BREMERE,
ODARE, FARMREERESESETHD
LRy, REARRTHLENEETH
%, F7-. CAEBV [IH < £ TH izl
(XY 2l S A, WERRIET /O B TS
FNEETH L Z L BT L MLER DY |

lymphoproliferative disorders) .
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TBIROXIEME 2\ ZHR-2 % T & 2B 5
ZLEHLEETHD (1,2,3),

B. WHO #Ei28iF % CAEBV OHLES
o

WHO 5T 2017 Tid, /N EBV Btk T Al
ok KO8 NK Ml i U o 2~ 4 5 1 7K
(EBV-positive  T-cell NK-cell
lymphoproliferative diseases of
childhood)>H11Z, 1) “HHEDO LD L, 2)
BREEED S DIZ5rT b, DO, 1-1)
NREEZYE EBV Bt T MgV o N E
(Systemic EBV+ T-wcell lymphoma of
childhood), 1-2) T 35X O NK fifafl 2
PEIEEIE EBV &4 - 2578 (Chronic
active EBV infection of T-and NK-cell
2-1) Fly
BROKRE AR U o /X 5 S 5 fiE (Hydroa

vacciniforme-like

and

type, systemic form), 2)DH|Z

lymphoproliferative
2-2) WA i BAE (Severe
mosquito bite allergy) & L CRE# ST\
D05, MEREFRICIE. 20D & ORI X
TAHZEIE, WEETHY . Zh b ZRie
(2 CAEBV Z &23%0 (R 1) (1,2,3),

disorders) .
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Table 1 Proposed nomendature of EBV-positive T/NK LPD of childhood
from consensus meeting of the 4th Asian Hematopathology Workshop (modified)

EBV-positive T/INK
LPD of childhood type

1. Systemic form
Systemic EBV-positive T/NK
cell LPD of childhood type®
Chronic active EBV disease-type
T/NK cell LPD
Polymorphic/polydonal
Polymorphic/monodonal
Monomorphic/monodanal
2. Cutaneous form
HV-like T cell LPD
HV
Classic type
Severe type
HV-like T call lymphoma
Mosquito bite hypersensitivity

#Includes aggressive NK cell leukemia in children. The proliferating
cells are polydonal, oligodonal, or monoclonal T/NK cells

1-1) /hR4E P EBV Btk T #ifa U o /S
(Systemic EBV+ T-wcell lymphoma of
childhood)

/NEAE M Epstein-Barr virus (EBV) 54
THIEY >~ fEX EBV JEY U7 T i (R
Rl & U CiEMEA e U7 i fa S EE RS % £r
D) BT U m—F VT D B AR
BTH5(1,2), EBV PIUEL%ZIZE /R LT
FHIET DA S S, BIESEE EBV
YIEDORBFIIRIET 256 bH D, AW
B Jaffe 503> THEME L7- fulminant
EBV+T-cell lymphoproliferative disorder
of childhood &IZIXFFETH D, FHiFIRA
ELT, W7 U7 LITLIEMRE SRS
BN DAR Y EAZE | BIERY EBV BEE i,
EREAMEY o HHRRERE, BEEEMETEEIME
EBV BEYYED T M3z Hivd, Zih
BB EARTEE L OXFNILT LM T
(X723 EBV BPE T fila o€/ 7 m—F
JVIRYETE 2 5RO 2 B MG ENE EBV EYYE
%, /NERS M EBV B T flifa ) o Nl
LT A RIS TWD (), TV
ThLO®EZ LT, A, B PE
EDOHDNREN, £ OHRE, BRI TH
AVLEEN2RIE CHRICE S, LIXUIE,
MEKERIEGREZ SO 5, QI THEEITHE
Offam i, SEE T NK AR E s (2 2
%, BEHERTREIIMN. LT 6T, #@FE o
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{LERERICIIRISETH D (1),

1-2) T 3 LU NK e @5 EiE EBV
Y - 285 A (Chronic active EBV
infection of T-and NK-cell type, systemic
form)

JEAE G BE R IEEEC L 0 ED b B MENE
it EB U A /L A EYYEZ W AREICE S &
P o, LLFD 4 JHA &4 Z & HK
HHiLD, 1) (RGP FEZSEARIEIR Y 3
A LA EREgE GEerY & 7o 13 ) . 2)K
R I 72 1R BRI BT D EB WA LA
77 AEOHN, 3) T #ildd 5 ik NK
MfEIC EB U A VAR ZRED 5, 4) BEA
DB EITRRD Z LERSALTNSB),
IOERICEDEL L, 1D NEEgMHE
EBV [5G T MV > < JE (Systemic
EBV+ T-cell lymphoma of childhood).
1-2) T 3 LU NK el (& HiEEE EBV
Y - & F M (Chronic active EBV
infection of T-and NK-cell type, systemic
form), 2-1) FREARKIEIERR U >/ HEHH 52
wOE (Hydroa
lymphoproliferative disorders), 2-2) Wi

vacciniforme-like

BEJE (Severe mosquito bite allergy)®
%  ODIEFINIEREZ T3 Z L% (3),
AA, wE, PEILEZ EOWT V7 D/h
R BERERNIRIET 222 L0, 60
DBARHITE B DFIERFEDIL TN D2,
725 Iz Ly, /NRICIRE LS O
T2 A mlE I bR o5 (1,2),
PRI 3 kk 2 THLRAMEIZ K A 2 DB OR%
WE LR b HDH, AOHEL LT, MmEk
BRERE, B IEE ., JHALETRYS - L -
ZEAL, BN, O 2e. AR RIRE

FIEMENGZ . BUEZ: &3 5, VLA H
i« BALOLAEIHEXTEARK T TH D
),

2-1) o B KEERR U o /S 4 Bl S



(Hydroa
lymphoproliferative disorders)
FGARAKIEAE & 13X, B OYCRIERHALORE I
ML, KEHEEENHELT 20T, &
£ EBV & OFENRH LN -T2 10, K
JERERICHA £V . BRI DR H O
Tl MR ERARE . ERER 2 R K
VESED S D& B FERAKER S L <
FESEFEARRAEIE L FRENTE 7o, WET
WHO 7B TlE, Zh b X TEEEAK
JRERR U o SHEFE SR HE & Hifee L 7o AR
KT LENESITTND(L,9), ABEBRC
= S O = O = . 11 B O 3/ A 5 B R RNy
b5, F - FERRKRAERRIE IR | TSP TE B
P EBV JEYYEDT/MERE L THRD S
NOZENRHDLILITHETRETH D,
TIOTRRRT AV ~ T AV« A%
(ZfETe T A U BFUER O/ - FHERL
NITZ2HT D, BrEZTRL, %
CAEBV 72 LR TH 2 (1),

vacciniforme-like

AT R

2-2) ORI i
allergy)
EBV &Y% NK fifjas, 7e—FV7 1%
Ff o THAGE L, WORBIREKIZ L 0 B I i=E,
KIETERL - 1855 - fRbAx - 4Q,2), H
A HEE, PEALE R EORT T O/
HOAFERNIZRIET D, MOTHTH D
1,2),

B HE (Severe mosquito bite
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JEAE T BRI FE i B A
(HERPER B EBORIT R R % (MR MR BEBORIFZEF3))

SyRMT R

EBV [GME T & L < 13 NK S o0 o3 REAR IR (2 B9~ 2 k58
WHgE K4 #dF X7
g HOERSERNRT: Jolm iR A Ta W=

HEREE

Epstein-Barr 7 1 /L' A (Epstein-Barr virus; EBV) [51E T, NK AIE AR X IR
PFECTTHROARRRY VXREE CTh D, T &b ISR M PEE B E 5
#f (disseminated intravascular coagulation; DIC)Z%84iE L, BEAIRRIE A & D23,
DIC DIFEIE A 1 = A LT S22 > TR, DIC 1L, B A A 7 E ol
T & 2 BRI AE N EGHIREIZ 361T 5 BRE SUG A 5| & il Z /A% 1 (Tissue
Factor; TF) ORBINRK & 725, ZiVE TORT-H OFEMTIZ LV | EBV Btk T,
NK RS RS O RFE I CTlE TNF-o ZFEORIEMET A RO A COPREN EH L
TWDLHEIRINTWD, £7o. EBV B NK MlatkoRzE i & 5875
LR T MREERD RIS BLERCRAMARAK S K OV PN B AR AR oD U [ T 4
DILET D Z EDRH LN o7, £ 2T, AWFECTIRES a4 s A
VHEIZ TNF-0., IL-6, IFN-y OFEA %I L CREBTEME(LIZBI G- LT D BRI
NLCHREE L7, EBV Bt TONK fiffkk D EIETF DY A M A o Zifi~% & EBV
BoE T MR L A~ [R] NKCHERERR 38 11X TNF-a, IL-6, IFN-y 25 S T
&7z, TNF-a, IL-6, IFN-y ZEZESEEEICEINT 5 & THP-1 Tl
DY A S IA BT HEEEMEN B L7z, EAhy926 TlE TNF-a O ZrEE[H
IEVEDS EA- L, IL-6, IFN-y TR AT 4 72y b — )L EGEEITR T,
Fro, 7a—%A FA MY —THA MU A VHIKIZ LD TF OREBLO |57 % iR
T 5 &L BEEIETED B E RS B Uz, BLEX Y | HERRHINE CIX TNF-o,
IL-6, IFN-y 23, I/ N EZAAE Cld TNF-a 23S EERETE M, 812 TF O38HLIC7R < B
BRLTWD Z EnboTz, EBV B T, NK AIBRIER CId, fEEHIES FEAE
DA NI A L OIERIC X 2 HERCR M K OV AE PN B el o i i 2 i e [ 5 14
O L5723 DIC BIEHEDO—> LB 2 bivd,

A. HIEEEH

Epstein-Barr 7 1 /L 2 ( Epstein-Barr
virus; EBV) (Xt h LA A )L R 47
(CEE L, AIZ 2D E TITIEE T~
TOANDPERT D, —HRETDH L. 18
FOREN LN, —ERR L THFES

25

%o EIT B MIRRICERYE L, ERYL L7 Mk
AT D05, IR GLIRRE Tldam
XISERTH D, Lol SeEimifiE o
B G0l B 72 & T AIRRRRE MK T
L7 IRRETIE B MR IEE D RIKIC 72 5 Z
ENR®H D, Fi=. EBV IZHIZME NKIT #



fao U o Nl &R (Extranodal Nasal
NK/T- cell lymphoma; ENKL), {8475 &4
EBV J&Y4JiE (Chronic Active EBV infection;
CAEBV), 7 7' L v > 7 NK flifid A s 72
E. —Eo T MM, NK FIIREL © b IE5
Ml IS, 2o OEEIIes
WRIEEPEZ R L, #1795 & DIC 26
L. Bt a7z &5,

WEAEDOBFFE T, EBV Btk NK ARk
Bidg HIF & ORI KL o T, HERRM
ik ds & O A& PN B HE Ik oD B [ T 144
NICHET 225, [/ T Mk & oLk T
IFTLHE L 72 W EBRHA LN o7z, &
Z T, EBV [GMEMIRER D RIEF kR
T BV A MM ICEBR L, O
BR R AR AK F5 X OV A& PN Rz Al B ek oD B [
EME~ORBELZF D120, FIHFER %
17,

B. W5k
LR A N A R

EBV Btk T AKX ENKTL B sk
® SNT8, CAEBV EF HI2k?d SNT15,
SNT16. [7] NK ffafkiE ENKTL B3k
® SNK1, SNK6, CAEBV HEF#H H KD
SNK10 % H Vv, IL-2 % & T B % K
Artemis-2 (HART 7 /7 —E R, HAK)
TH;E L7z, b MHERKET VL L THIER
P MR RIRR THP-1 (B =2 —~ 3 A
T ARIEEWE AN 7 BAR) R L.
10% 7 LRI I (FCS) %N RPMI-1640

(Foeflisk, BA) THELE, MEN
FERifET v E LT MR ERIRIN R A
Atk EAhY926 Z#fEf L, K7 La—AD
10%FCS #s/ii Dulbecco's Modified Eagle
Medium (FoytfiZk) 5% L 7=, TNF-a,
IL-6. IFN-y (R&D systems, Abington,
UK)IZZ 412 VB CRER IR IR L |
IAT 4T Ay ba— VIREEIROH T
TIER 24 FRfEEFE L7z,

26

YA ML T LA

A NI A T LA fENIE Human
cytokine/Chemokine Panel 38Plex (EMD
Millipore) Z FH N TATV Y, the Luminex 200
System (Luminex Corp., Austin, TX, UA) T
HE LT,
Enzyme-Linked

(ELISA)

The Quantikine ELISA Kit (R&D Systems,
T A Y )& HWT EBV BatEREIaRE G
D TNF-a, IL-6, IFN-y D2 ZH]E L
72
Procoagulant activity (PCA) assay

M2 T OO BE[EEE 22 1 v 2 7 SN
FEERFE N O FE Lz, #ifd% PBS T 2
[F1YE¥ L, PBS 50 uL CHllfu 2 % L, [\
EORFEMEZNZ, 3 43 37°C T
B L, [FAEO 25 mM LD AEIR
ZNA . B Bk EE ) E 3 E CA-50

(Sysmex, HA) CHeEIREE 2 HE L7,
GEENEME T A V7 LA NEREREAE & b
NMEHED TF %2 xhiis S W7o vEdh R (87%f
Yoo 7) hoEM LR,
Zu—¥%A b A MY —fRAT

Mifakimo TF filiz 7 o —H A kA
—Z —CHIE L7z, —&kHuiklE 0.5 pg/mL
PL TF B 1K (Monoclonal antibodies
anti-human Tissue Factor(CD142) No.4509,
American Diagnostics, 7 A U 1) Z FHu>,
TRPUAIT 10 pg/mL FITC fEikHi~ 7 %
IgG ¥ ¥ Hiik (Goat anti Mouse IgG-FITC ,
Human adsorbed, Southern Biotech, 77 £ U
1) MW, JEEZ 7 e —% A FA—
% — (FACScan; X7 h> T 4 vF oV
> (BD) fk, 7 AU A) TITW, fETIE
Cell Quest (BD £f:) & Flowjo ver.10 (BD
) W,

W AT
7 — X OfEHTIL Graph Pad Prism 5
(GraphPad Software, 7 A U #1) # T

ImmunoSorbent Assay



J T A KU w7 @ Mann-Whitney @
UREEITo7, p<0.05 (N2 HEE LT,
(fim BRM ~ D ALE)

LA V3R R ik oD 2 2 45 1 U R IR B 0RH T
VWTURY N,
C. MIERR

EBV Bt NK Mifaik & [F T MR DR5#E
EEFOVA UL VBEDE

EBV [atEfiatko LiEHicE En s
A NIA T A NAA T LA T
IR LT & 2 A, 3T NK Al
Bk EiEH T GM-CSF, MDC, TNF-a,
—# D NK ML T TNF-a.  IFN-y,
MCP-3, sCD40L. IL-6, TGF-B Difs
2N T MR ETEICEERTEN -T2, &
7o, RIEMYA M BA 2 THD TNF-a,

IL-6. IFN-y DR JE % ELISA JE TS &

EBV 5% NK ARAERE D EIEH1IZ TNF-o 1X
0.3~1.0 ng/mL, IL-6 I% 2~35ng/mL, IFN-y
IZ 1.5~40 ng/mL THIL L T\,
YA b IA R X DR R EE
PE~DRE

WIZH A T A T & DI 1 0O %
BEEME~DREZ PCA V£ THRFT LT,

ELISA THIE L72IRE 2252 L TNF-a,

IL-6, IFN-y THifaz 24 FRREIHL L7,

THP-1 TiX, TNF-a. IL-6, IFN-y Z¥00
L7clE, W oH A h A T §RfHE
IEHEN EFH L=, £72. TNF-a (Z2WT
1% 1.0 ng/mL A EEEIEMEDO E—27 L7200 |
T EoOEEEOTHEIT R ST, IL-6
& IFN-y TIREEETE M D 523 R EAR AT
T -7=, EAhy926 Tix, TNF-a &R
U 7o 0f D e ENE DS AL, IL-6.

IFN-y ([ZOWTITAERZILR L0
72, TNF-a OHIFHIC K 5 EAhy926 Dk
EE MO _EFE, THP-1 &[R4, 1.0 ng/mL
FCIHRERFAC EA L,

YA b IA VREIC LD HERED TF
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THP-1 TiX, TNF-o, IL-6, IFN-y Z#30
THE WFRY TF ORANGEIC EA
L7-. TF ® EF1%, PCAassay & [AEEIZ
TNF-a, IFN-y TH< ., IL-6 TiIA7e02o
72. EAhY926 TiL, TNF-0 DA TF OFEHL
23 EH LU, IL-6 1 TAEEN 2, IFN-y I%
TF ORBLNBAD LT,
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LEIOfFHTFER L V. EBV Btk TNK
MR OB FIE & o dhisa% CHER R,
178 PN R AR D ek [ A 723 TOE 9~ 2 D1
EBV [ TNK fifa CrEA, S S
A NIA L DOEHEDERICE D Z &R
B 5 MZ7e o7, Fio, BETEMEOTLE
X TERBOTLEIZ LS B2 b,
THP-1 TiZ TNF-q, IL-6, IFN-y 23EH L
T TF OFBN LA U, BEEIEMEN, T
THZENBbroTlz, FRZIL-6 & IFN-y
(DWW TIRIR EARAF A B [EVE ME A B 5
THZEbbnolt, ZTOI LML HEEK
FARIIZ T 5 EBV Bt NK HfagE o1
# & T Mtk o BT 2 2 En e
L7-FREOBEIEHEOZ I I NSO A K
A VPEESBEBRL TN EE BN,
—J7. EAhy926 DUEEETEMEICIX TNF-a
DHPER LTe, A EIOfENT TlE, TNF-a
3 _TD NK HIRRD E3EHIC @R
THRILTEY ., BEFEOTEMEIE TNF-a
IZEDEZEXBND, SHIT, IFNy & H
@T%MLtﬁ AT 4T3y bo—
JAZ LA BEETEME L DN TF OFRBIBME T
Lk;kﬁ%\FNwiﬂfiTF%ﬁ;
m%%&#m%f#&%zgméo@%
RN BT, e B RAE Tl IFN-y B
@ﬂ@f TF ORBIBE T T 2553,
TNF-0 DFFAE F CIX TF O3B 2 fH I



TLESELZ EnEIR TS, [FLT
RGN T & 2 i E N B T 6 L TNF-a
B 72107 TlidZe < IFN-y 72 £ EBV [5:5H
fatk D EEFR oMYA N A v EFHA
ERNC & » THRERETEME L LA STV D
AIREMED D D | SBBET L2V,

A8l D EEBFE R T, EBV B NK
fakk Big & T Mifark B3E o 58Iz B 0n
CTHEETEMEICZEAE U223, BeE | EBV
Bt NK MifafEEs & A T HifafEE c o
DIC DRIEMEED AT BTV, 4
[EIH 2 SNT8 5 L O SNT15 (3 vaT i
Tholm, BHEENT &1 ydT B D
CAEBV 1L, & Dt D Hija -~ @ geHl
LB L, T3 vy (Okuno et al. Nature
microbiology) & % V&, DIC ZF&JE L 720
(Araietal. RFEERT—#) EWVWHT—X
N D, LAEDNEIZ voT MY o
MThirNEN, I OITHREAESL
TOMFPVLETH D,
ABEIOHFEIC LD . EBV Btk NK #ifia
WEEET DA M AA 2, BT TNF-a,
IL-6. IFN-y DERIC & - THERSCMLE N
B Rfe O ETEPE S TUEE L, DIC % FAE
SHDLFNDO—2>THDZ ENEZLN
oo T Z L1 EBV Bt NK flafERIC
KDY A NI A L O R A
TS5, TNF-a. IL-6 OFLEKIIAITT
TCICHEEHRA SN TWD, 5%ITZh
O OWISIER PR E N5,
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Fludarabine+Cyclophoshamide+Low—dose B N Y b = VW .Y N S ) DA

TBI @RI 47z, b IERFI & & A D35 BRI L 72D Z LR STz,

., RUITEMERBAGFZHETWD, ZOHFO 1 FINTBNT, BhE% R T—T

Regimen-related toxicity IZ472< | & MpEICE ) 7 a—F VYR LTV 5

FRbEE G B AT AR AR Ei TR T 5 2 & ZEDHIBL., [REDIIERET & & 52

MTE, BEFRIBFEMRRZSE TV D, T % BT HReD THUBRIR VR SR 21572,
ZON1FNZIBNT, BitE RF—D T RO, AT T DTS

AR PR LT SEB 2 R k L 7z, R @itk EB U A L RAEGUEIC X DR

—IX HLA —EAfa () Thokehn, & VIR N 2WET 5 LT, RIBEE

BEIEMEERIRTALEZ L0 . BHER A5 D NN T AVAL RW R SY DR EAVANTHZN

NEFIZAS B iz, ATALEBEERME TR FRERIE T, 5B OMFERITICE

THY ., BB UANAT ) MMIHESPIH  BONK LT,

K UT-, Btk GVHD OIRIED T2 DIZ AT

nA FRIZFH L &, —HIER LT F. RFEARER

EB U ARG ) AidEEERA LTz, TCR L B/ L,

NN TR CIERFED R —T HifadE

NHEFE L, EB 7 A L ANEFED KF—T G. HEHRRK

ARERICERE L TWD Z 2R LT, 1 imsU3ER
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vivo T-cell depletion on hematopoietic

E. #& stem cell transplantation for
1S METEEIE EB W A L R JERYYE DR non—malignant diseases using
B EIEE LT, BREIER R R ALE fludarabine-based reduced-intensity
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1EVEIREIVEER ¥ A /L A EGUE L HRIRBDTRB L VA b U &8 F/8 7 DG

1BMEEENE EBV RYYIE & 9)Ge EBV B i BR & Rk
U > SHERRERIE DIGHR B CHED B LT R o FVE M

WP HE K4
17 - FEIE Y

I PNSS SR IS S ey

FRHIBA

Fed  ElER

MAEEE

EB AL A (EBV) AT 72X NK U 3Bk (T/NK fifw) 1SS d 52 & TAL
HIRBTHD &V D T, BMIEEME BBV JKYLE (CAEBY) & W)Y BBV B i BR &
BMEY o SHHHRERE (Primary EBV-HLH) (Zi3db@m23d 5. LY ¥ —Tih
P L7 R B OOTRIESUGE Y, R A BRRICHAT L= 2 A2 Biro Q. 1RIFEIT
step 1 (A7 HA R7ed), step 2 ({LFHIE), step 3 (BAH) 7 bHed. HIFIX
9% TR A LB L LT2AY, 281 65% TR Al 70 L ICTRME L 7=, Wi 3L 2 23,
BRT 2 ECHERNITEE CHD LEX L.

A. BIZEERY

M PETEENME EBV YYWE (chronic active
EBV infection; CAEBV) & #Jif¥x EBV BHH
MEREBYEY 7 SHHARERSE (primary EBV
infection—associated hemophagocytic
lymphohistiocytosis; Primary EBV-HLH)
FLIXLIRERIShDREETHD. WH L
b EBV 23 T F72IENK U > /38K (T/NK Hllfia)
WY T 5 Z L CAELDEERTHS. L
UVBIRBUSHEDN R 572 5, BERIR2 W i3
HTHEIILD.

B. W5k

RFG T 2 — Tl L 72 CAEBV 77 {3
&, Primary EBV-HLH 23 ] T 5. MiEH
Eb AT uA REdul& 3 5 G Pk
(step 1), ZHIPDFALFIE (step 2),
[ f S Ll Al (HSCT ; step 3) TR
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CAEBV (X step 1 TIFERITHEHEL bR
BERIE 0% (0/77), step 2 Tlx 2~3 #|T
EBV &5 U 2 b I RIT 2. 6% (2/77) T,
FEAENFEMHSCT Z0%E L (88
HSCT 23l 0 1T 72 o 72).

WolX 9 Primary EBV-HLH T, step 1
T 39%(9/23) 23EH L, step 2 T 26% (6/23)
2MERE L, [RIFE HSCT 2 43 L L7z D% 35%
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