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M 1M1 240 AR M 9k 0 2H 21 48 B 1% £ 4 (Hemophagocytic
lymphohistiocytosis, HLH ) jt-—2H 2k CD8" T ik E 21 g 2 A%~
B WA R Gead BB AR IR A KB RIEH T B IR 2R E &
55 2 R M SR AE RN G R 25 6 AIE I IR 1 DA R 44 HF i
Jip R R IR AR o A2 R R T DX | R
YEAM R o E T HLH % B85 PR AT 43 Sk Ji & 4 HLH (pHLH)
K4k R AEHLH(sHLH) PR 2R, FATHE HLH 89 & HLH] |
W SIRYT RN o

— HLH [ &g bl it J

(—)pHLH

pHLH £ [# PRF1. Unc13D, STX11,STXBP2, UNC18B
LA S JE R S, B 4h, SH2D1A/SAP . BIRC4 .2 5 pHLH
PR 95 , 3K 0 5 AT 552 i) 381 4T L B 28 T O EXL 400 L B NKC 400 i 2
FLE M A ORL G L Fhis ek i, pHLH 2 & /E
LT L2 0 B4 LB 55 8t 42 55 IR B %% DI AE G, 1.
.45 #8 43 pHLH & A= 76 AU B B, Zhang 55 [l B2 43 #7
175 =18 % i) HLH f8 35 SE PR A il 25 5L, Horf 14%(25/175)
AR S8 /EE R H PRF1 . MUNC13-4 } STXBP2 [1 ).
AR IR 9 AR AE BN pHLH &9 TP A S 2 /E . Wang
D L) 7.1%(18/252) 4F-1i%=13 % 1) HLH 8 # A7 E

(—)sHLH

2 FRi AL o LR 5825 (1) HLH 4 sHLH , 3 JRO W 78
99 PR 3E— 25 4328 R 8L A 5 HLH (infection-associated HLH,
IHLH) . X% 9 %% #H ¢ HLH (autoimmune- associated HLH,
AHLH) . J# [ %% 48 ¢ HLH (lymphoma- associated HLH,
LHLH),

1. THLH : sHLH H 85 % ULJE Y275 K B R EBV , 3 5 VA
YT B UKL, SR8 S0 B T T 4 NK 41, 33K

3]

Tl
Tl
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PR/ T o A LI R B A S e R A

Chuang 5576 5256 M2 /UYL EBV I, Tk 40
Jitd ¢ 35 EB W AE AR 71 1 (LMP-1) , 1] 78 5% 55 7K S _E 310 46l
SAP/SH2D1A HEPH 335 , I 340 T i) ERK  IFN-y, ‘T3
Th1 B2 B 5430 J 2 0E 7 K . Sato 5l B AE A
JB¥ 1L CD34 " 335 1L T2 iAs e AR /INER, T B EBV R f
sHLH B!, 32 W s . DCDS T ik 40 il EBER1/TLR-3
AT RESEA & IFN-yIILAE R R 22— @43 T AU TFN (AT
SRTE IR IR0 T BE ) A AU MBS D, A — R AR EA
JEAb/NEUHLH (3R . 5340, EBV nli i miRNA 2 341 iy
PRI RE 1Y & 42, miR-BART3-3P Al i 1 #1 [fi] importin-7 2
FIEIL-6 KT, HoAth miRNA 7] G5 2 40 ) LMP (4 363k
P £ A e S R i 14

% EBV #h, HoAl o] S EHLH (105354 CMV . A2 0%
B 61 T HIV 45,

XFFANER T30 sHLH, H AR A A St A~ —,
9%Z- A ) SHLH 2 FH 41 P IR UL i 380, Frh 38% 5 45 4% e
PR O, 173X 26 FB 3 80% 778 ™ H 1Y H: e S i A4 , s
FEFN] IR 50% S . FRIE L2 01T 601 #] HLH B35 W K 4
BT, e 40 B 119 R LR SR 2Ol 3.4% , B E LI R A
FCAT I (1.7%) B R 354 1 (0.7%) , 20 UL Y S 3 2 BR T8
WA SRR LR AE DY AN AT B (1.2% ) (R 2 R
(0.8%)",

JER YL I S sHLH 1) ELAA RS 1L i AS B, (E 3 30 f ok
5% 26 B Bt T AR 45 5 19 Toll £ 3% 1 52 % (toll like receptors,
TLR) A figZ 5,

TLR 25 2250 52 PO ATLAAR P AR S50 i 1) 10 BE PR ST 7
A1) -3 SR 5 43T AR, DT I8 A e 3 T ol o M B 2 g
%o I TLR-9 Al 7 F 2 R /N B, /N B BT A B
PEF G0 IR 200 TPN-y K381 19 16 400 A 0% Ak 28 & 1
(macrophage activation syndrome, MAS ) ¥£ 4 R K 41 Jifd < -+
W T TLR-9 W ECAAR 9% 75 L 4 8 DNA K [ B NI
£ DNA (K H 364k KA B 01 CpG 791 i B, 7T 38 5
FE L IR T 88 i 45 77 4 Thl BUAN I K T, S EUMAS itk
EBV i 3% A 41 DNA s 7] 3l 1 TLR-9 3 % 5 20 0 A 7 K
FU BB T 2D RS AT

2. AHLH: AHLH X % & MAS, DL % A Still 3% (adult
onset Still's disease, AOSD) ;¢ 4> B RV &I 47 K5 J 4 5747 906
(systemic onset juvenile idiopathic arthritis, SoJIA) &2, thA]
PIIE R TR TELSE R GEVE LT PR A S5 b RGN S 3
Wio BRTHAGHLE M ARG . T REHLH 04 : DI Z) &
Pk : Vastert %1%t 56 4] SoJTA £ 1) PRE1J: KN HEATIN T , %
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PR 12.5% 1) 535 4716 Ala91Val 15 (1 28 45 5 X 5878, SoTIA Jf:
K MAS B35 WA 5 58283 (20% ) B IR 5 TR I & MAS
#(9.8%) ; Munc13-4" T2 815 B 7 S(IRFS5) /48 5L A
LA et 25 SoTIA & MAS [ &4 . @FERIEEIR Y
T 30 TL-6 0] 38 e vl 2 FL 2 R Ok B 22 38, 5 NIK 4T
(AN EE TS 1, 76 SoTTA /8 i MAS Hr & 4 E ZAE Y, &
B PELT B B [ B i DNA/RNA ] 1 5 TLR-9 i % 5
FAAE TR QR M G IR R T g
{23 MAS 19 &2

3. LHLH: LHLH W & A= #8998 e g sk 5 s a0 J 5 At
b SR LAY A A AU E R, S LA NKYT 40 it b EL R
T 2k 4958 22 D0, 17 B 2R Ik EL R 450, 50 T/NK 4l s Ak ATS
SR A A, E T2 IR T IR 20 A3 A R R R
N7 S EAAE N T XE , (L8 HLH AR EAR L ; B AL, il
A B EAE BRI , ) R A e B, T R Tk L 4
AL, Bl E AN F XGRS ZE LR LA RS
WRELIRE & AR AR5 HR JC LHLH A9 sh 448 LHLH f)
RARAILHIT e 25 B

— HLH Wiz Wit ke

HLH P R I B BB 45 5, 3 20 473K, g WibnifiAy
R, BRI AR i FH IR 2 HLH-2004"  {HI R 00
SLH HLH #1478 Pk S RE R RE L1 AR R IR Y 4> B AT
W Z¢ 4 1E (systemic inflammatory response syndrome,
SIRS) 1, Castillo % " IA Nz e F S = FEF 1, Tk S 248
B I BE = W £8 & {iF (multiorgan dysfunction syndrome,
MODS) . SIRS S5 A 450 , 45 I ARSI , 2009 4F- 15
26 [ IV 2F AR 2 52 OB A2 W L, /Y ASH-2009, {H &
sCD25 . NK 4t i 14 1 RS 7 1/ 22 SR AT e A T, e 44
W B BRI, HX— 2 Wibr i i AR5 2 2N, AR
S MERR Y HLH 2 Wids s s it — e

JE H pHLH 22 4)1 LB A & 9%, 5 % 5 pHLH 1Y & i 2
5%, H Wil FH2 2 Wi 9 o KA IS by 62 280 1Y HEF AT 45101
BRI AN B ARG NI 21 A A0 B 27 T bk B 40 B 1)
ZEfL 2% .CD107a,SAP K XIAP %75 11 235 K-, % Bh 2 W
pHLH. X F B 0] 58 IHLH, 3 5 0] fig 58 26 4% 2800 I 2 4G
25 MOBE M AR DG HLH R F 1 T 23 i 3 4 . PET/CT B
LR = W 1 L N s o R TICR 1 7  =4
11 10 S IFN-yi75 5 A R - 1]+ R 12 W LHLH 22 Wi
o,

— HLH WiAy7 itk

H i PR 13 3k 1 FH HLH-2004 J5 287697 pHLH 5(<18
S R HLH-2004 J7 EZA0455 1~8 A4
7 (b FERAS ARFTIH B IR A) FIEE 9~40 R AERHAYT
AHES T HLH-1994 75 %8, % 5 BAF R T INASHEER A
Bl 5 G MR , AEFREVA T B R 5 9~52 Jl BT R 5
9~40 J& , DA 45 JE 4t 15 36 77 B 1] R R AT 3 1 40 i RS A
(HSCT) . %77 2R I E WA 5 UG8 FR 35 U

1. pHLH: pHLH — FLff§12 , i S 4% I8 HLH-2004 J5 5

HEATIRTT , B 2 M HSCT, DR IR AAAE i e B i . —
FE A 2 VAR B8R 85 T AR B 5 58 (RIC) , RS ML 3 4F BB R
N TR BENE T 2 (MAC) (92%%F 43%) 1, A AN Tk L
20 S BREE I TE pHLH Py — €T AL

2. sHLH: i F sHLH 5 52 2% , IR 2% 2 45 5, 56 /00
B A2 422 B HLH-2004 J5 23397 . 415 THLH, 3597 &
ST ORI RTAYT - AT 2 5 O O sHLH, T FH 86
F 6 TR B 2 B2 BRI A T AR B A 1Y
sHLH, @ JEitlE i) EBV AH2E sHLH, ] i I HLH-2004 J7
SIRIT . ONERXE SRR, e B — BRI

FE THLH H & 95 3R 42 =5 19 /& EBV #1156 sHLH, §Ui 5 7
ZEVEE IS ARCREAE, HRTHEFEAE R R Ly
FARFEIAH (Vp16) o Arca % 5T 26 -1 (4 J& P ) 1
JH Vpl6 5 oK i FH Vple B 1Y 4 48 B AR 17 01 B A A
(90.2%%} 56.5%) . Vpl6 EZAEFHT DNAHFFNFHERG T , 3%
PEPETE B TR L AMAR , 30 5808 PR 7= A 2 T 20 M 9 336
AT SHLH BSEIR >

i T EBV 28 Ye B ik L4, Bt CD20 5 v ik
1£ EBV #HC 1Y sHLH 44 2| — %€ Wi JH| . Chellapandian 55 **' fIf
TERIRFFE /NN 42 51 EBV AH & sSHLH [l 8 437 H I A7
AL, M HT CD20 BT PR 5L 5 0 HLH 48 507 8 (AU
Rz T IR A L Vpl6) Bk JH B, 75 S 2 B 7 5 i)
(1120 d) N, 26 il & 473 , Horb 24 1 5 2 b T asa Ik
Ao ALZEPHRIE 144 EBV A5G sHLH, $FHHT CD20 H15%
BT , 43 8 375 mg/m?, TEFAVTY 34 H N, %8 %
{HAR I TE R AR A . R A | 3R R Bt CD20 B 5w B it
P AR AT 7 48 BB I 28 A L2 e % A ) 1] R
Mo o ARXE 00 b VAR 3, 4k 4 I FH HLH-2004 J5 %,
R iR I, HAWHE T HSCT'™™ . EBV 3¢ sHLH B 3%
HSCT J& i il J5 A< 1A= A7 R ZE AL F pHLH, Ohga 557/ %
43 5l pHLH &% 14 5] EBV #H5¢ sHLH #E 47 HSCT )5 A Ilfs R ¢
BHGE T, 25 R WK 10 4F B A A7 %43 51 (65.0+£7.9)% Fil
(85.749.4)%.

X T2 T R B B0 sHLH, 75 25 ) fURGR 36 25 51 1 ke
FTZRYGAE R T TSR 2, AT N R ER AR (B S
H ATASHEFE R HLH-2004, 55 4, SR i 15790 (L8 M 1 ot
R IFIERER 1) T4 ) A0 P XU (ER R R R
Ak P 4T3 R B 2 A JE I B BT EAY SHLH i [ PR
PR , B LIRHIE SCRRAYT N £,

X MAS, FERYT 7 R R TR IR R
AR COP 5 58 (B Ik e+ 1 B B i+ 1K JE A ) TR YT
154 % A sHLH 2 3% (2 7 LHLH .2 ] AHLH .7 7 IHLH .
AR ) AR SV fE 20 66.7% , % T AHLH/IHLH
B AEAED . TNF A2 K5 50507 (IL-6 ) IL- 1 B s p i
AR ST 28 200 i R 4 B R A R LR MAS P RS — BT
B KIS IG RIXIA FRf FR

A6 LHLH v, X35 3987 U8 75 %8 5 HLH A8
K, NPT & B . A S HLH & iR
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I7 I B RPUMIR BOM s XHE S RFAYT 4 HLH R AEAE b
TG A5 AT DR 3 £ 3 e P 2 4, W o 29
D AR 28 L I S s T PR T 5 [ s Jon FE W B R
Vpl6 Z:F il 4 A 75 . CHOP (COP+BA %5 K ) J5 Z %t
F>18 % W HLH 44 (17 7)) 5 5 1 2R3k 58.8% , 2 4F i A= 77
BN 43.9% , %7 A R/, FERHF LHLH ™ . X
Tk S R A LHLH, R £ 20 i 7 KU A7 3697, 4
HLH-2004 75 % , Rppifec Ja Bab A 74Tt R R i Ay 7 . A
FAFE T AT HSCT, SRS 1] ZA0 1 & A A X FET %
KB RAH S HE S N . A& N T2 &R H K
LHLH % #3047 AR HSCT ", BN REMIEARIA HLH, {2
SRR I M e B, # HLH & R 5, il ARS8
4 DX i EL L7 80 U, B A G T AR T 5 3
HSCT.

3. HAhyA YT J7 % : Wang %52 63 1l [ 445 29 ] LHLH
22 5| EBV A 3¢ sHLH 4 51| ¢ 75 P sk ifn 4 Ff P4 vk L4 2H 2 40
14 Z iE (familial hemo phagocytic lymphohistiocytosis, FHL)
K 8491l J5 DA S B HLH 13252 HLH-94 YA 97 77 %8 2 Jil 5 97 34Uk
THBIT AR B E1T DEP 5 %8 (FREE HK JE Ji . Vpl6 1
J VAR B 8 22 ) e RIRTT B RE N 76.2% . T3 ANKR BT
CD52 Fgi " ) Bk AR X ¥R/ & /) HLH Al BEA — &
JERE O X T B Sk S 1 HLH 3 n % JE 47 iF
ot

AN

HLH /2 — 2410055 P A2 2% | JR a0t 1) 240 e R 7 RO 2565
fiE, HIR R R Z 5 7, A 5 w2 G212, Iw bR
WA, JCIR sHLH 19 &R LRI SR A i Fiff— 205, H
HI#F X pHLH, & B35 97 7 48 02 5 3 [ HSCT, (H X} T
sHLH, HA8Y7 Ir BAAAE B 25 . ARER AR HLH AH
RIY RIFHLH ISR, $ s 1 R B X 200 AT I R
R ERIEISW AT A S TAERE ST,

2 % Xk
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