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Abstract Epstein-Barr virus (EBV) is the major triggering factor producing virus-associated hemophagocytic
syndrome (VAHS). The clinical manifestations were various and it's diagnosis should meet HLH-2004 criteria as well
as EBV-positive, and familial hemophagocytic lymphohistiocytosis and lymphoma-associated hemophagocytic syndrome
must be ruled out, too. In terms of treatment, combination of dexamethasone, VP-16 and cyclosporin A is the first
choice, if they do not work, hematopoietic stem cell transplantation can be done. In this review, the recent advance on
pathogenesis, clinical features, diagnostic problems, treatment strategies and prognosis of EBV-HLH have been

described.
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W 1fn 4 Jfd % & 4iE ( bemophagocytic syndrome,
HPS ) S HRmg M 46 A 4 ok B 41 25 40 i 3 & 4 (hemo-
phagocytic lymphohistiocytosis, HLH) , & —ff /> &,
HEEERARARLER NN AEERR, TSEE
AMASBREPRRAS RS EMREY,

HLH 437 J5 /& 4 W [ 48 i &% 5 4E ( FHLH ) 1
4k & VW I 40 B £% 5 4 (sHLH) B k3, sHLH 7
BMMERBEHTER, IREFEQEME . B 5%
R, S TREBRRERNFEMRL
1 1055 1 498 Y & 1iE ( virus-associated hemophagocytic
syndrom, VAHS) ,5|#& VAHS % W5 #EH EB /&
# (Epstein-Barr virus, EBV) | E 41 it % 5% . 3L iR
& FRFEE KE-HRAEZRES, P EBV
AHSS M 1fft 40 i 2554 {iE ( Epstein-Barr virus-associated
lymp-hohistiocytosis hemo- phagocytic, EBV-HLH )
FEM KRB H R . K#4%F EBV-HLH K# 8
WREKL. HAERDAERXTF EBV-HLH B &7
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EBV-HLH A AHLHZES M KX T LHAH. B
BE9EiAh EBV B3 NK/T 40/ /5 Ky ¥4, it &4
#o_b 8 TNF-o ,IFN-y R HAb—240 B T B %k,
X R RS ASR A RAE ™, 8k
BEAN T ARMASARESEEKERE, &
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HEHEANRGET 6 fil &4 TRAKEN T ENER
BER EBV-HLH, i1 ¥ RN T MRS KR
WREEEL, H AR UL, FUS AR,

ABFFKRY, EBV ERE T ARSI £k
EBV ¥ 7E 82 H 1 (Epstein-Barr virus latent memb-
rane protein-1, LMP-1) , K5 EBV #8644 B 5%
MEEXRRZREY, LMP-1 7[5@ it TNF HXHEF R
BHF-«B&R2SFBCKE Th A T4, 51&
A FXRFEMIEHRHRE . LMP-1 3R 0]
W FRELRERE T 5 KEMEIH EARELE
SaFHAEANRE, X R EBV-HLH &%
MEENHS,

BREKXRZEHHFEBY T ERTF T 418,18
ABRRH,CDS6 " CD3 ™ NK 41 th 7] /& 40 A 1L
i) EBV EZMY M), Beutel % 1738 T E—
SAETE JLES Y B 4000 N bR I B AR S 5 2
) EBV #£ 1, RE X S0 B 400 AF B e s = A
EBV [ 5ERE 4 K FTH

EARER LB ERE

i35

EBV-HLH 5§ R EA —, HAT R AREEH
EBV-HLH §ii K £ I 5 sHLH RAHF, Xt FK 4
BAH BRSBTS S8 M4
W B 9% B, 15 % J& HLH, Imashuku %0 & 4%
EBV-HLH KIf K ERES KB h E=F, T
R g wt R 72 HIHEEL HLH 8%
HITLIT W, R BREE KB, HAKK N
RERE AP K (83.3% ) IR IR R GEAEAR (63. 9% ) | JIFJE
MK (54.2%) EEMKEL M K(48.6% ) . HH
(38.9% ) 295 (34.8% ) KRR (33.3% ) &
FRIRBE 2 M & (33.3% ) . P WL R G ER
(5.6% ) \ENBEIE(4.2% ) %,

XRERE

WX EBV B EHE AR R &3t HLH &2 8iH %
RPRE R

HLH Ao £ #s 42 S EFEWREA, K10 /MR i
ERH W, RHEFRN 93% , AWK K il 15 7L A
K FF 5 (80%) I (67% ) . 1 40 B 3 /b
(60% )", HinS# EENMERBAFE
FHE NK 40 R0 14 w15 2R Bk | 7T 3 4 CD25 K
T AEZELERER M= BLEX VS
F AP RGER N B E NS AR ET RIS
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WA L, AR AT DU BImE I 40 M, B RN A
RS 45 B o 50 BT L i BE R, 1B if AR
HARLH

BEWr 3 & B, 7€ EBV-HLH @ &4 CD5 £k
FRER CD8 ™ T 40 8.3 1% fin , HLA-DR 1.5 B .19
ik, ML RV R AU 0 B & SR X R P
BIRHHR . Wi EHX e i TR, 54E
HA—2, X 74824 EBV-HLH 2 Wit X —1F
BRI F B, A, % TNF-o IFN-y 40 0
HFKFH#TRI, FTRRE B FRE N ER R . EH
FHEREIER, B HLH K20,
EBV A &£tk DFAEYERMME. &H.
WM EE%3% AL P EBV-DNA Ky# DU F & Al B8R
Wi EBV RILiSHT, IAh, K MIEHT EBV Hifk(Hi
EBV &K= HLJE (CA) IgG Hifk 3 EBV-CA-IgM i
& .51 EBV BLIAHUIR 1gG Hilk 41 EBV ZHi R IgG
Pk FIHT EBV-CA-IgG FEM7 ) Rll trf thi2,

I

EBV-HLH XA LMHEH, BIELZRRK, ME P —
LG A BRI 5 AT E R T [0 77 75 5 K] ik o 2%
PEBEM IR, BT LA, BT 1A EBV-HLH M2 Wi T &
WRUT 3 MR,

& HLH B2 s g
R4% HLH-2004 2R , 0 FAYSBHH S
HLH AT 8 £S5 K- ORAFFLE>T
KB >38. 5T ; @ R Ak b K5 O It 40 i 088 20 ( 4b
FAM=ZR8%ZVERABL) MO EH <90 g/L
(<4 )L <100 g/L), /MR <100 x 10°/L,
YR AIM < 1.0 x 10°/L, B pi3E B 8845 1 S B Wk
AT B0 @R H i =85 i A (3R R 46 3 S JE
fE: S HM=E=3.0 mmoV/L, FEFHE<1.5
YL;OEH BERKEEFEARMALE, LT
YL EDE ; ©ONK 40015 R s ok ; Q% B/
K =500 pg/L; @RI #: IL2 524k (sCD25) =
2400 U/ml, B ]2t HLH,
PRI, Mg S5 EBKF >500 ng/L £
sHLH (I RE N 77.3% , 5 FtE 0 42.9% |, Tl
BFMLSEA T 2 <38.6% 28 HLH i R 8%
1 86.4% AERE N 71.4% % BR M IEHILEE
HAZ WX 2K HLH WEX K FOLESSEH,

EBV & Bhi% & A0 48
EBV 7% 3l v 4t 5 UE 7 4295 I 35 2 50 AR I 42 7R



EB % %48 % M do fm f. 5% A=A ikt B

Mk EBV RS 18 shtE R YL PCR R A1 422
5%, Southern Z432 %5 FA Y% R A BE MF .
BB KB S5 % RELF EBV DNA 4 DL
Imashuku''®) [H]Jii T 94 {42 EBV DNA %l #2 #
EBV-HLH %, 5 h RA 34 #8 5 i M #5268 1E
SCiE A EBV s EBV H¥TE, X UL E 2T
EBV-HLH B [f & 230 R 0 0 B XA R BRENK
R B4R %8 EBV-HLH {H [fi 7§ % JC EBV YL if &
BB R BT TAE YR, RS S T,

HB FHLH R EHEXHOAMSSEER
EBV &

FHLH 5 sHLH Wi RBIEM, —HF ML FI i
HxE, FAEREEE(PRFI) REREFHEERER
FHLH {9 EZEF A, UNCI3D STXIl .SAP . XIAP % 3
EREEELEFRIH PR EINEZEMEA, Marsh
27145 5H 60% SAP X:[H B i B &1 30% XIAP
F R 0E 0% B AT & B 8 EBV-HLH, X ik, %t
*|8 EBV-HLH M m BIRIT B RAE, HWERE
KEMBE , RERYILEE DERH, M T 2EHE
T4z LAHERR FHLH,

B\ EBV-HLH ¥HMEEE L, REKER
£ sHLH fi5 2z —, {85 F EBV DNA (i i #
FRPERIIR B B A FHAHE I, 7 EBV B7EH
BERRPEMNEEIEM, HLH £ 5 7] fE [F Bl £ 7
B Y A Mg, W E A M 4 8% S 1E
( lymphoma-associated hemophagocytic syndrome,
LAHS) ¥ RLURAE S B Ak K W IR 72 GE5E AR | A A
K IRBWEG IR (LABEFIE R HE LMK
BHRHER) EZ VR KEBERR R KRR
& P M 2 R G iER%E™ , 5 EBV-HLH £ 5
X4, B it $F 8¢ EBV-HLH i i K & i R B , EBV
DNA R PRt B E B T AT 2 WAL RIREE B 8
PET/CT LABR Ah itk 298 8 v i f£ & HLH, %
W ES T I 4% B 4 , W R 12 7 LAHS,

kG

AR, BEEIGTT IR B I B R K BB A 3 B LR
&5 HH WEFEA TRAHE T, HE HLH
HI6T EEAKHE HLH-2004 1657 7 R, KA A FER
BIT(1 -8 ) MAERRRIT (9 -40 /&) . HLH-2004
TER R WU & 2K KIEIA T (VP-16) FFF#a
MR AERERIGIT . WAl7E AR b o A KR
BB ek & B M ENEIT
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HLH-2004 7 %;& FiF FHLH F sHLH, {8 45 K
A PEUE W I6 7 A AR R # X+ FHLH £ 1 19,
WFFT 2 B B 448 Bl HLH-2004 k57 77 22 0] i 425
BN FIAE , JEER SRR A NK/T 40 He F0vE
frE MR . HLH &R ALF S M mRE 7
KR ABALST LI S e i3 ) X AT 8% EBV A
#l, X {48 EBV-HLH 857 + 0 B,

VP-16 A {45 R RSB T AR RS, 1
# EBV BLOHUR IR EEHNM SR, BB 5L EBV 1
YER BT R R A VP-16 #1345 ZE KA T 0
/> EBV-HLH & $Arm st R | KR VP-16 5
LW 4 S ERF VP-16, B HFET- R Fe A,
B LAREE 245 5% EBV-HLH B %46 fl VP-16 #58E R
iE, Belyea &) #2i8 T 2 ) EBV-HLH & # 7 {8
FRALTEALTFRIRD e BR AR 1 B R T AL, XA
SR, G F #— SBT3, HLH-2004 3457
HREE—ERK, BRE,2 -20 FA%KT VP-
16 QTR R YE AML R4E% K 1% -5% " i
F EBV-HPS #1852, BB E R BN E K8,
S FHENRERT S LERAERAE ML, BT
O (56 o R R 4 700 B T o P S B 5 Sl BE
B HATIE LT A AR BRI,

HANRHBERTERNZAE3 MRS
— XA R B ), A B M B A N 28 5F
558 R SR B = B AT AR ER
TR EBV Ry NK/T 400, 5 04735 1M
Tl Baamm . Bl THREEEE 884
£ FHLH {775, X T4 164 EBV-HLH, 2%
REMAIT R, iR e R 1T m T4
BHEGOEDTRESETS. FFEnFamueg
ML 6% EBV-HLH #3857 £z — 2, &4
AR 2 & 8 51 & W ¢ #5347 EBV-HLH 3
P %, fim#E7E EBV-HLH 457 5 01 8 B #f
ke L Rt i

KEBBFFRHE EBV-HLH B FE AR, X 1T
BRENEFRM S FERILERG VERY, MK
s EBV 5% % 4% M & A1 FHLH #9 B 61 8 K.
Imashuku 2" 3258, HAJLE 50% L F HLH 5
EBV HX RILR G 41%, 18T 47 f2
f13% VP-16 %52 4LsF EBV-HLH B&# 4 4 4
FREREBAEAGREERTH(78.3 «
6.7) % Mifi 1t A Hb ZEHKAL TN VP-16 Ky SRl %
M6YTH 78 %) EBV-HLH B (73 FISER <15 %) i#
FTA3ANAMBED, REkERRENTS. 6%,
B —Mi%t % 163 4| EBV-HLH () [8] BB 3515
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WBUS B &M, 35S FREHFEN82.7%,
BIRERA, MEHRENHRAROEREE(p
<0.0001) R &EFE (p <0.0001) FEE BB
A45T (p =0.002) MURERE (p =0.0298)",
Ohga %1\ 34 47 7 R £ itk il T 4R M A 4 49 14
# EBV-HLH 8% #4177 BT, 3 10 SE B AR Y
(85.7£9.4) % , A1 4R B B #E 18 k B M
Ja B RHRB| ol RER B KA, EBV-HLH i
B RBUE B AR — BT AT

& LPriR ,EBV-HLH W2 & A& HLH L

PE FFE EBV BRGHEYE B BRSh FHLH & LAHS %
IR HITE TR VP-16 MIFHER A
B byT BT R XA, AT i T AR
RYHACH MG T RE D TR ERERS.
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