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Abstract

Hemophagocytic syndrome (HLH) is a life-threatening disease characterized by a high immune
response. The clinical manifestations include persistent fever, splenomegaly, decreased blood cells,
hypertriglyceridemia, hypofibrinogenemia, and ferritinemia. The pathogenesis is a combination of
genetic mutations and external triggering factors. The main treatment method for adult HLH is the
combination or non combination of corticosteroids and etoposide.
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1. 518

W IfTL 40 B 2 & 1iF (Hemophagocytic lymphohistiocytosis, HLH) & —fauit: . bl 3 2 14x B 1 20 1k
W, W IIGRARRBUNER S R k. Mgk > mH v = ERAE . R 27 4 B A A RE A ek AR A i
. HLH 20 A JEUR MRk & PR 2. JRUR PR i 2 A AE 2 T )L, SRR AR 5] 42,
5 R AZEME HLH, DA BRI AR 842 2 1 BB R E O RFAE o 4k R T ik I 248 PR 5 A1 (SHIL H) R 8
PR R, BB, A, SREBHEERRLE, M9k HLH B A S %R 51N, SRR
N E WA FRIEOE 25 A TE(MAS) 5 G0t 21 BRI R A5 7R I A2 55 6 200 M A0S £ LA O () B s L )
IR ;s TE ARGV BEIRIE B8 BN 4%, TERTH /R IO B B RN 12% [1]. 51 sHLH &
B U P S bR R IV S P R, S T 4B, NK 20 A 1 IR bk B8 . 9Rig ok B 4 B vbk B2 R AN
AT AR, Ho R K — &R vl et EBV BRBH[2] [3]. AE 5552 2t BE I 1 7 s Ak A 7 i Feg b, sHLH
WA BEAELE T 175 10%0) B Th[4]. AR EBV J& sHLH AT fid K R &, {5 EBV &M B8 7] LLEE EBV
FHOGIR B8 A I O 2k Al A & SHLH, SX PRI AR b AT BEAR A I 21, 4R 75 & 75 7 998 [ B s EDRE IR 7D 175
W F[5] [6] [7]-

B4, Bk RS, BEE AR R A HLH 2 &R RA G141, HisWg k2%,
ARG g R S AR RR 255 . AR SOt N W LA B 2% A AR 0 £ ZE R AL 12, iR

FFHETER .
2. RimtLE
HLH & 1 NK IR0 e v T 400(CTL) IE 3 40 B R sh e B AR . ToHkis ke, B

YHAREL B & FeE A & R R R PR, 5 EURNE 2 0 S RO B FRAE S RO IRES , FON A
T X EE[8] [9] [10] FEPRRGINF A A FExT HLH R BE A B 245 H T B ok, PRF1. UNC13D. STX11.
RAB27A. LYST. AP3B1 #l SH2D1A 5#RA% & FHUF K MENE M40 M 2R SRR F EE R R, 1K S8 L PR 1) 2
FFEZ5 TR IS AMZLRBURR T, AR T 2 B bk T 40 M R T R
RN . B B S %%, 209, e BMESE R EMR 51z Tk 3 RInE
RGP SN o 1200 (1) ) LB B AP AE TR AR AL BB, VR IS0/ NI T N HLH A% 15 5
Zhang S [11]%} 175 44 B N R84 A0 G e ar I 25 SR AT 17 1Bl e 2347 - 25 15 (14%) & 1 PRF1.MUNC13-4
FI STXBP2 &[R4 SUABY A s 7 4178 57, Horh 12 151(48%) & L A91V-PRF1 £E[K %Y, Chen Z5[12]F 58 T
265 | [E HLH 511 6 AR, Hor 22 Bl4FE# > 18 ¥ 87 1(32.8%) B & A E /LA F, HomA 7
%1(8%). fEMAHF, 2/36 (6%)IAFT UNC13D &%, 2/18 (11%)MAF PRFL 4%, 1/16 (6%)FIANFA
SH2D1A/XIAP A8 5, 1/9 (11%) I N STXBP2 45 5%, 0/1 I NA STX1L 485, 1/7 (14%) M NA 2 H A 5
FASEA H RIAR S R Lo T (7R SR IR SR P R ATAE M o B IR T E HLH B R
i, o UNC13D & W RAS LR, B SO o i i WK o0 FokBed . o E HLH B E A R ik 57
Ji BEANE, BSEE S AL, EEE MR . PR 2 R U T A R AE HLH R /E R . Miao
ZE[13]4E 112 451 FH I BRI [N = 66] SR ULN = 23]5k H & Sy PERR [N = 4151 BRI REE HLH S35 A g,
X 18 AN HLH A OCKEER AT T L 2 R P . /R 18 MEFEF, H UABDRET —RRE. 5
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FAAEALG TRAT A G A R R HLH AE, Miao S NRIRZHUEFHEA 1 MEMERERE, JU
HORRT URAS . X —RIRW, fERAE HLH B3 R IR 280 7R 8 P E 5 mi  E K DhRE -
PRI, ATHEDI RN HLH 238 % PR R AR A fid i R 3R SR R P 28 s 2T 0k, i PR keI o 4
ERENER I3 I8 SCHASWTAT B ) UL AR H B -

3. BHR

H AT AWK HLH 2 Wibs i & i E PR 23 i b2 T 2004 SFAEIT, FF6 LU B 26 br it AR AT — 2%
BFATLLZWT HLH. (1) 7 Fi2Wiff& HLH: HRro&1m/2&, PRFL. uncl3D. STX11. STXBP2. Rab27a.
LYST. SH2D1A. BIRC4. ITK. AP341. MAGT1. CD27 & kAR Fi I 5848, RIATAA®RIS Wi R &t HLH.
(2) AL 8 &3k 5 4. @O Kl Kl >385C, ¥4k >7d; @ B K, © M (R
FAMNEIMM R =R): MZEEA <90g/L, /MR <100 x 10%/L, F R4 < 1.0 x 1091, HAE4E
I M REIRARATEG @ R = vl e A/ B 4T 4 8 1 R oA . —BEH b > 3 mmol/L Bl T R AR 1
IR ZE, A4EEAR <159/L; OTEERE. M. FFEEOKEZ BRBIE M4, © miggkEast
i BEA >500 ug/Ls @D NK 403G PE R R BB ; ALV IL-2 24K (sCD25) T Ei[14]

ZARAE R — TR ) LE HLH ARG I bRitE, #RAm LR ET 2 s - TR, ABAIFAE— g ik
Fo %6, BN SENE HLH SRS, BRI R 2 5 R AR e B R O . A, EDRR I A v o
MR R, ARG Z GRG0 SR, Harda WK . 5 R BRI, &
Wibm ik p TS e R R ORI AR S5 R LT 2R, RRSR A . TEBOR R, e
FIREAN 2 WABIWE IR . 2 W1 00 S AR L8 Bk R /K= f sCD25 sy, P #5104 B 1 JE HR
P SCD25 A2 WG T itk 4R br &Y, B FRTE EVE4IHiE T CD163 32 i kR i 41 K I Ry P R
HFEHE S AR, O 2 FIME HLH fO55E T H .. 28 A > 500 mg/L /K7 1] LU ) 2% F& HLH (B 4R4
S, >10,000 mg/L K3 HLH BA & B AR = 12 [15]

CRF HLH 2 ) AR G m L0 R MURE R OR . & BT S (A T 4R 2 80 HLH B ).
FLIER W A M (LDH) ALK D-— 5 AR KT &, S 3880 16 B BRAr e AL L2 (INR) 35073 8 3 g i 18] (PTT)
A A R B2 T o X SR I Be A B T4 HLH 5IR GV AR 5w R B B oy PRI I P4 22 i 55
TRIX o TFsR, A BTV a7 I R B [16]

2019 4E, JbIELH MG £ 5E b2 (North American Consortium for Histiocytosis, NACHO) &k %% T
HLH 210 & i [17], @B : BEEXT HLH IRR 2 FEE VORI I, HLH “ BRI F1 « 4k k7
() o030 FShntEr= 2 1 18 2 58 UAHERI AR S 7. 55—, XFP 0 ad L 7 HLH 8% R 3%
RAIE R . BAEVIREIE HLH AHIC 138 A% 5 A2 Y0 PR R ER T,  JH rofe 7 E Y R PR R AR W] S 80 HLH
TE RN RIR (FRABAE N AIE), B I 5 DR 9 AR 15 o A4 A R RH ¢ 5k P A 553 ik A DR 2 A R (AR A Sy ARG
HR). FAFALEER A, Gl e HLH A OGBS HE 2, 5 0L T 5 KRR BT g AH DG HLH &
o BT, HTIEMI A R E] HLH BRI HLH B 2 M1 22 5, DAMURE I e e R R
B 1] BRI P RE M S e R 2 25 I AR, MR “HLH 7 oS30 HLH BB, (A5
POHETT IR B, B “HLH BORAERL” o BT Re S BURAE AT HLH BBt . sk, %
P AESO M HLH VAR 4k & M HLH Bk B A BRNG T AR, X2 a IRIE R, nTRE&iR Sih
J7o =, RN R AR AT 1, AR 0 ik R B O IERT  VF 2 BRI SRR HLH B3
SPRURGLT R AR IR A, 128 4 R 3 v R AR R B AR D73 181 1T 8 5 A [R] BRAN A 52 RSB AL 0 28 AT K
00, 5 HLH B A S AR, X R AR S HLH FIRIGERY BRI T I BE # 8. R4
BEAERIE X, #£ HLH-1994 F1 HLH-2004 #ff 58, S ARIG YT 45 AN CRNE AL IR AL IR 5200
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il

A,

BT HLH B VE. SRR, SWFEAE S, P B PEEiRG T, LR, AT
HLH ARSI =1, X HLH 9 B A B 27 (K AN B o 1A B LE T 46 AR R (10367 7 ik RIS
BRI, FFAEFTA I HLH 2R SR AT AT REA7 A8, DRIt S RER BRI AR R B . AR1E . ASgis s der
DB FR LU RE PR R S S 2 IR E 2

4. &7

FHARA 2WORIETT HLH [5C8E . 67 HLH 19 B 02 SR AT (B (6 i 2 5005 TR 2% 5 1l ik B 4
BRI E R Gt R R Bk S, WAL RIS X R @ B a7 . TR HLH 15 midE, H
RIIGER _E IR 5 R T4 AH BRHE . HLH-1994 J7 R[18IM A T L HLH JUF 8t Eian s
R, AFHAKIAEAFREBIE T 50%. RRONGEF1Z 7 ZABA FTkat, HLH-1994 J7 26045 5 5 28 [ B (e B i
FERIY). MR A (CSA). BENIRITAVKFRIATY . 76 HLH-1994 H, 87 2 i JE phERe bR it 7 o I
WAL 2 JJEReE, WIEENIETT . RN E2 5w E PR EHIE R 2004 F90I7 RS
HLH-1994 Lk, CSA 21t 8 /5T, 8 ARIAHRTIET 2 M 27%4 % 19% (LFH AR5 P =
0.064). HTXMIEEEIFALE, MHBHT CSA SEIWVEHMEERIEA K, FrUAERERI, HLH-1994 1)
SIRHEAEIIIR T bRt JLrbobi B TR T4 s 4 i ) B4 3R AE, PR ER A IIANWIGRTRI T I B AR T
HRTEAL, VP-16 BE— DAl 4H /> RN BIGTE . (H 255 30% B0 —Z4IRYT TN [19]. CSA AT IR
b e B R B AR, AR R 2 WA T BT AR 25K T M RN B VPG [20] 0 RGP 093 175 i ) e 4 L i
WLFEAE(MAS)ITRTT H BT KB B RO R T 4E SCRE, RIIRYT bR BB 0 fI A B A& S
X HIE R HLH BE AR, ANRERYE HLH-94 77 £ 40l f i 25k — 23697, HAT2 8
RFFIEE R Jo S T B 5 R 7 [ B S8 PR (A DI YT o X B o RS [ Ml 1 o 9] T S At FH B9
FARYT, A UHRE WA T 00T . A A2 AR AEMER PEERSE T RIOE AR I
AP P, ARASTE . SRR EER ST, R HIRTT MAS A HE[21].

2019 FRRAA HLH 297 @WERH[22], BAFARYE HLH B8N R 25 i e ik DR i 40 B # A
(allogenic hematopoietic stem cell transplantation, allo-HSCT), iX7£)LE #llE R 70 L4 B35 0% 1 s
[23]. Allo-HSCT 477 HLH FIRAINLEI A B, 25 allo-HSCT BT B e 0 254 (1 4 F A
allo-HSCT J& i) S H AN J7 THI[24] [25] [26]. 4k K ME HLH B3 (1) ) 3-18 /KF1E allo-HSCT J& 2.3
BEAIG[27], RENFSARRONE T 40 {56 5 B SRIE B JEUAR R RE J1[27]. BN HLH REARFETE AR R . 9%
Joi 7 R R g A el e MR T R, G EBRE N HLH &5 3RFIER, Hl, A WRIBETR
MEAAE R &M HLH, B R AEVETE HLH. B8 A DS HLH. FiX a2 211 HLH.

Xof T H A B I DR A T Ll R s B 1 TE (Y AR N, I 05 HLH . HLH [ 77 R 2
g ilE R E R 3R AR, A HLH B E AL OS R IR 22, RE L2 s #H DG HLH &35 (£
BT T AR R ) o ASRIT 70 R T4 s R R AR R, K NIRBX —5, HlEg—%
Wb e, HESCiE ERR R, AR AET R, PASGE B TR IS IR 45 R -

5. B4

HLH J& —FhAS 242 (1 S ug 45 Ak, AT ERARIZH £ E . el aeie il T4 srE oaen)
TEESRBE BAE A TR R 3R, 3 oA G el s A% 20 Bk . BN, HLH JE S S8 e
PEBCE S VBRI A % . IR DR R B, WRA KA, HLH A2 . J6)7 BiEs
XV FE B A% ] S e SR o ARFETAEF . U ZEKFAFN HSCT J2 K2 HLH B I E 2RI 7k, T
BE— 2B BB TERIE R BA DA RN HLH SR 7 75 V5 K BE A«
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