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[ Abstract]
tems that is characterized by persistent fever, splenomegaly with cytopenia, hypertriglyceridemia and hypofibrinogene-

Hemophagocytic lymphohistiocytosis (HLH) is a clinical syndrome involved many organs and sys-

mia. It is a critical illness in pediatric diseases with a rapid progress and a high rate of mortality. Epstein — Barr virus
(EBV) —associated HLH (EBV — HLH) is the main type of HLH as well as a serious complication of EBV infection,

and both of the specialists in department of hematology and infection have deep studied on it. In this paper,the recent

Z30

2N

progress in diagnosis and treatment of EBV — HLH in children was reviewed.
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V% I 280 JHE 2 7k £ 2H 2R 448 0 354 A= iE ( hemophagocytic lymphohis-
tiocytosis, HLH) , t 8% K “hy I Ifil 2 Jifd 25 5 iE: ( hemophagocytic syn-
drome ,HPS) , J&— & i i it A Boam KU 9 20 % , LA B 88
At (NK) A A i a5 T bk I 40 M DD RESZ 40 i 28 PR 4 i
TR T 2R, HLH #5255 R 73 R Js & T Fnak 2 1 2 i,
JE e HLH AR ENE HLH K Se KA SRBapi ARG HLH, B
AR AL W R A TE R A )L s 4k A ME HLH I 50 [ B
GBEVEBR iR S5 XL A ) el e

EB J§7 (EBV) #H2¢ HLH(EBV-HLH) {3455 & P HLH g
EBV if5 & DL & EBV 3K 3 () 4k & ¥ HLH, EBV-HLH &4k & 1
HLH rhge i WWASZETY, 55 41, B A0 3 (CMV) UM EE B19
NGB R (HIV) S0 #4184 HLH' . EBV-HLH ]
BAFARTAERS B2 0 F Wi L2 R 5 4E, v R A F IR A
EBV J&RYLHHY s 1 EBV IR AR it 9 . LI BBV %
JEIAFAE— R AR IRFRITZ A (1) TCAERIEG 5 (2) 1L Jut 5
1% 4 fifu 3% 225 (infectiousmononucleosis , IM) ; (3 ) A 250 A XU B Ik
CLEH 2 A s (46 HLH 4%) o IM Jh— R B R, A
SR8 2 10 d, EBV-HLH 3t i 5E5 i , & B KU

(TR o I B I8 R S B A R 3T R S T
B, S R R WS R AT PR
1 ZmiLH

EBV J2—Fh7E A\ W il A7 76 1 B 1. EBV J5k i
I, — RSB B b AR T HEA T A2, T EBV 45 57 40 2
PE T WRELARAN = A SC A . fED B LR EBV BT REIEGE T
WRELAHMLA NK ZHi, 715 S HE A EBV &3 X 7T BE & 8018 1k
TEEIE EBV Y I AR IR M EBV-HLH 7

EBV-HLH {1t BB 224 i R 5 A Tl , A T8 A
EBV 8y T ik I 41 it 5 o] 2635 IR IR 19 1 (latent membrane
protein-1,LMP-1) , AT il i TNF AHC K T R 7B &2 5 |
AR 7 TS ) IZ S B . A Skl it b
TSI 5 5 7K 590 EL 40 M 6 1L 3 TSGR 3 (sig-
naling lymphocyte activation molecule associated protein, SAP) [ 3
%, LMP-1 AIfiE2 EBV-HLH ZomtlLil b i et i 7

EBV L5 5 [ Z PR, (U B & ik Jg o HLH, H.
EBV YA &, $ EBV-HLH S F fF1E—E st 75 5. IR
S HLH 19 A AL 5 Ay B R R s B g TR 3R UL AR ok
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B ARE S TR, T/NK 20 e B2 16 Ak AT 43006 A 2k 4 1 4 il P
F BIRHSN AR G . F TR B 5 5 R P HLH A G i 3 A
B 4 PRFI UNCI3D ., STX11 , STXBP2 . LYST . RAB27A . AP3BI
S UTFAE LN SR A LAY EBV I, iy 20 it 2 Uk AR5 )
NK/ st T k40 ( CTL) Thfgsfa, Bk T A R e g
W SERL, ANRET BR B EBV SEYL Y B ik EL 40, bU R RS A7 1,
T S35 HLH, 30 £ % 2 i i 40 O R 7 KU % 2B . EBV Jije
BUASE BT T iR E A0S RE B A1, 78 7T G20 T ke g fs
SR T Bk E AN BAE R S, B S B, JE
51 HLH A8PERG Pk EBV Yy Ik B8 S50 , R M98 th &
BT Y5 EBV-HLH & J #H 56 1 — S8 3L [H 5% %, U SH2DIA XIAP |
ITK .CD,, %1 | {HIG R |- 2%k EBV-HLH | yR % 457 5 B 1k, 2
TR B 2 1) R A T R k.

2 &GRSR RIS HT

EBV-HLH 8L I R 22 BB A RRAE 1, R 2 e R 1, 9]
HLH —#¢ B R Z RS 28T 2 RIGIREG AL, & #
A LIRS SZ 30 2 | = I H Y LE | 5k AR P IAE
BEM Y RERATEE . 2R, EBV-HLH LRSI
JIRR IR B SR A i T I PR R B, R0 A % A5 At R J9r 38
HLH UG, SCHk A AH 56 308 87, EBV-HLH B L B4R 8%
3~4% HAMRILZ Tatbg)L"™,

EBV-HLH 2 Wi [F i 454 HLH 2 Widn i, 3 24 EBV J&
bt , B ET HLH 259 F 2004 45 = bR 20 2040 i b 2 32
H AR BRI F) HILH AR 3G A 437 A 2 ke 28 s Je LA
T8 SARUEHY 5 45 (1) B (2) MK (3) AMANIM 2 & K U
HHMEIRAK [ Hb <90 /L, PLT < 100 x 10°/L, Fft 4 40 s 46 X {1
(ANC) <1 x10°/L] (HiEJL Hb <100 g/L) 5 (4) & =Bt H i A1/
AR 4R AR (FIB) ML [ =15 H 9l (TG) =3 mmol/L, FIB<
1.5 g/L];(5) B 8ok L a5 oM Hh ke B i 3042 , T o 4k
5 (6) NK IS MR sk B R 5 (7) PR =500 pg/L; (8) A
EPE CD, (ATPE 12 Z244) =2.4 x10° U/L,

EBV B i Wibrif 2 24046 2 A~ J7 1 : EBV A SCH IR A
TR JE e J% G Bl PR 18 J8% e P800 ; EBV-DNA Fh 37 gl 46 )
EBV %ifi/)» RNA (EBERs) , i 3¢ EBV-HLH 26 HF 5T K £ 4% 18
Imashuku' "' $2 11 ) EBV J& Y2 Wik (1) HT EBV &K 5EH0 5
(CA) 1y IgM 3= AP EBV 05 (NA) 1y 1gG BAME#ER EBV i
R T VCA-IgG 3= R WL (EA) 1) 1eG 3= 32 R EBV
TR 5 (2) A5 M35 2 R A A BRI , T ARG 1 o 1 s 21 22
EBV-DNA B 2 3 15 ; 740 2L sl il HR A H 2 EBERS Z1ffd

A I 2 2 LR A% 4 o3 s 2= A X EBV-HLH f& )L
EBV B UESEEAT 15835 : (1) MU0 2P I 4 70 Ji 1 2
P EBV J& G (3 2 LT 3 & AT 1 4 EBV-CA-IgM I
EBV-CA-IgG HifAFH: , H EBV-NA-IgG [ ; EBV-CA-IgM [,
{H EBV-CA-IgG i 1A B 4, H. o4 K 36 F0 7 F0 44 34 1M 3%
EBV-CA-IgM HLIRTEEE 4 £5 L4 T ) 3k sl B (i EBV
PTG B SR B A4S CA-1gG=1 : 640 5f EA-IgG=1 : 160,
CA-TgA F1/8 EA-TgA B 5 (2) 23 FA 4% 07 4 4% PCR AL
F4ACHI Southern 2458 M ER 35 MLV B 168 I EXL 485 5 7 BR AL UK
EBV FH M, U ifn v /5% 1Ml 2% EBV-DNA [H %, 2 S 4 4
EBV-EBERs J§ifii 24585, EBV-LMP1 Gufis 21 4k~ E Ye i BpE

i EBV ta] {4 5Kkt HLH 9 fil & R &, K02 Wi EBV-

HLH 22 J5 47575 4 1A 75 745 J50 % 1 HLH A 56 32 R 2 A8 5 00 5 [
EBV @Yy 5RL s ( 20 B 41tk %) 4 25 DIE 2R, 766
J& EBV-HLH 12 Wi b5 e 09 15 00, A7 1 20 HE R M98 40 5C 19
HLH, FRritbz b, #8535 EBV-HLH &)L, JEHOR MR A alipei
FARUL, "TRBFEAT A UKL 2 IS 0 S BE T 2 2 Wi 1T S 2R 12 .
O AW, RIS A (I & EBV JRYLAH G IM #E @ 5 HLH
(7 R 26, AT/ EBV-HLH SIS R 1  dioh w3
R W £ EBV-HLH HISEHFR RS AR LA T 92 549G AR w2k
TERIGE o
3 BT

HLH 457 4048 3 7T : (1) 0 WERS DI e 240 S &
B0 2 FF IR T 5 (2) W BRF & DR 25 (3) ik 3 3 6 1 R
7 X F EBV-HLH 8L, BT 9% 5 25 5 2 1007 AR AR
B BT S A e TR 3 S RS T B 2 R
e SCRRAYT -

i ¥ L3 EBV-HLH £k T 2 4 L, 55 15 i J i 3, 97 B %
0, TR ALY S8 T A I v A PR IR , Y B
TEALIY T/NK 201 K% v 20, 400 6 5 B 25 i 19 98 A w5 B B2 AR
Ao UHAT 2 H LT i EBV-HLH (UL, AN H5 76 5045 6 i
RV TR . Darteyre %" 4738 T 4 5] EBV-HLH LAY
WU, 4 0] LB S0 1306 T Sl B B 2677,
252 GIAELNBILCAEIR 22 31 12 4 H A 20 D H ) BB Z &
GeCEIE AR, SR BET 5 540 2 Bl UL (SRR 4y 3l 6 % A 7
%) WITERETT A RIS M fse , RILE Ko

B AT, ol LT 77 58 o [ R 41 240 it 9 B 25 i % 79 HLH-
2004 77 % FEIEMAEA T (VP-16) HIZERAFIFFAE, 573
HRHEIRST RILERAYY 2 BB . VP-16 ] Bk IS 4 1 1L
FOEORE T 6 EL 400, TS S0 B 5 2N B R S A0
MR NS [ D@ T v ol WY Nl 1 U= AL gy i Naws i) UM il
HAHL EBV (R, ki VP-16 J& EBV-HLH 3457 (Y & 1601 3¢ Sk
VRYT Y AEIRTT RN AR 2 W R T LA A e
PRI AR

PIRhEREE 4 EBV-HLH A7 — € 57 %0, 7] fig 5 AR Bl T
TR E 20 AR 3 1 AR T 9k B AR R RPN B
WA X ML AT RERIZH AR A Fe 52052 BT 3k — A5 08055 T L it
Tk JESRA NI @ EBV-HLH f& L4 ] {f FH K 55 & 75 F
BREE AL/ SO R B ERTRYT (BN R, st LA 24
i P2 R AT O

EBV-HLH 20 X Ay ™ 8 1 % LA v — 28800, HL
Al BEAFAE L2 0, O H AT SR AR IR S R,
¥ i T2 RS A (HSCT) {752 M — A AT Bt Qin 27" %J 1990
4F 28 2010 AESCHRHRIE 9 342 ) EBV-HLH [ JLIAYT 5 HUS 2EAT
TR G AT, 45 R 54 9] H2 52 HSCT 1y B L 78 %
(20. 4% )T A BEZ B A 5L (32.3% ) ,fH Meta 53 Hr4% 5ok
RIVGH FALYT A1 HSCT 18y B LW AL R ST #2557, %
FEN BB SR AR AL AL B MBI R IE SRR A X, B
G KR AL 3 (reduced — intensity conditioning, RIC) J5 %
AT 7 SR D HSCT 9 HLH (3% W5 , 4 i AR A7 R
H ATt Fc 14 ) EBV-HLH L3 HSCT J5 , A7
ik 85.7% ,Hih A7 27.2% LRI T RIC 748, IR G £V 4
RIC J5 %5 1Y JC AR I 1 B8 4 ( UCBT ) & i B 34 i B A Jr
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AL AN, % UCBT AR S AR R B , e 24

F AL e T B IR AT (=120 mg/m” ) 7t i g 4 it 3K 2 1

(ATG) B HI it 4 B 7 IR A R i & 1A
WFFEUEN] EBV-HLH %78 HLH-2004 J7 583657 914 i HIF

T G BRI IE R I — A RO IR ™ . T EBV 1

FefRAL B R EL AN, A 2 E BT AT LA/ b EBV LY B ik 2

YA, SRR LR, (HCX T 98k 2 4 B 0 JE W A A, 4t

TFN-oc /I 18 A BT , RO T 20607 S PR 1) v 97 A RE A

HATRE
AN ERALA 2656 T EBV-HLH LTS A G R A F

5. Kogawa %" % B, 15 15 W7 iF 77 76 5 JIH 21 3 1Ak ( > 18

mg/L) Ml B E H MAE ( >20.3 mg/L) # EBV-HLH L, ML

TR GAAR LA BAR R L, 15 B 425, Trottestam

A5 s 2 TR P2 T 75 AP 1 3% L0 725 2 B 1 ML DL 3

I7 2 JA S AL/ IR K B 1 IAE 5 AR LI TS B R OG

Xue %™ %f 74 {5 EBV-HLH LIS RV 53745 500 2 941

JEIM AL <3 x 10°/L FIRK >4 em 5 ILA ETﬁ}:%%

FERISE . LA ERTFEES R, BB LN ARG 2 I S50 3 46 A

T EN AR TR
i I ,EBV-HLH %JLE’J?EE BWHEbRA TR — D IRR 0T

TR FAERT 835 Z AL , T 2EX KIm ML AT EER AR 58 LA K

Z RO TETEXT BEOREAS A PRI, LS B B2 W A 806

ISP E I, e LA

SE
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(FZ] EB Ji#E (EBV) JFURRAE L H W, H 2 TOAE R el R I A 1% YL ME A A i g 20 o JRUA I
Ja KRR HE AR IR GRS W0 73 J A ARG 2tk EBV JRULIRZS . 4R BT A B EBV L 15— L8 7
JRBAR G , AN 50BN £ A AL AR R ARG (HV) (B850 1 2R 0 20 /T 240 S oA 080 (5 ) 250 TAIR
EBV B BRI, A B T SR HEA T 2 W 51
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[ Abstract] Primary Epstein — Barr virus (EBV) infection generally occurs in childhood. It may be asymmetric
or causes infectious mononucleosis. After primary infection, EBV establishes a latent infection. However, some
individuals may progress to chronic active EBV infection. EBV has been found to be associated with a number of skin
diseases,such as drug reaction with eosinophilia with systemic symptoms, hydroa vacciniforme and extranodal — nature

killer/T — cell lymphoma, and so on. It is useful to make diagnosis and differential diagnosis by understanding the
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EBV - related skin manifestations.
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EBJiEE (EBV) & TARB R IV 1L, 5k B kL4
FXUEE DNA 8, 75 H AR A i A7 . A0 HoME— /78 5
Y K 2% KBV o H2 il W R T A ) A e , /0 50 A 3 o 1,
&4 L EBV JF e H T I PRAEAR , R R B B 5
EBV #AR I R . TEDECOMA, th T 2R AR ABEEATE
RIEGWIRES , KB &G s EBV &8 (chronic active EBV in-
fection, CAEBV) , i 7S YL A 2 if 522 s e R A= o AR S0 ] i v
EBV JRJL 4025, CAEBV 2530 T ik B 4 M B A B AR 5%
45 (NK) a7 (08 B R EL AL 0 e T bk £ 4 7
SR R I N S RN R EBY ARG HTJE (CA) -1gG it
A TGRS 22 5 7 NK 200 i 2 e = S 0y B AU T W s g
PR TeE ik, A SCERIGE S ), CAEBY i85 41 ML i) ve btk
T AR R R WA B R I PR T, BAAANTRYT AT LI TR —
B IR AR, A {7 ol FLAE g — el S e 98 A B B
iR B A S PR TR R i B A e R 2 TR Y S S
IR A C L BBV g ] 3 2 A g s Ak I g, 5
EBV 2R I 1% Je M B A0 IS 22 0E (IM) 259 5 9 75
FAEAE BTS2 WD U N 23 B AIE AR AR K (HV ) (205
RETR SR IR L2 200 A PP (HV-like LPD) (£55) NK/T ik
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