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Abstract

Hemophagocytic lymphohistiocytosis (HLH) is a rare and potentially fatal syndrome. It is asso-
ciated with uncontrolled proliferation of activated lymphocytes and macrophages which secrete
great amounts of inflammatory cytokines. Despite progress in diagnosis and treatment, severe
HLH still has a high mortality rate. HLH is classified as two subgroups: primary HLH and secondary
HLH. Secondary HLH is involved in severe infections, malignancies and autoimmune diseases. This
review seeks to update readers on current status and research progress related to this uncommon
but life-threatening disease.

Keywords

Hemophagocytic Lymphohistiocytosis, Secondary, Pathogenesis, Diagnosis, Treatment

Spk % Tt I I 14 3k B2 2B 4R 4 B 3 A SE IS W
FMIaTT R R

BRAHE, FHA, B

JPHERIRZE S — B R, T
Email: 310516452@qg.com



http://www.hanspub.org/journal/md
http://dx.doi.org/10.12677/md.2014.41001
http://www.hanspub.org
mailto:310516452@qq.com
http://creativecommons.org/licenses/by/4.0/
mailto:310516452@qq.com

R G A R A L P 1 A R V2 T AT ¥ B i e

Weks . 20144F2H2H: BREIEM: 2014527250 FHEM: 20144E3H3H

R

Mg XL 2 9k 2L 2H 2R 4 o 3 A= i (Hemophagocytic Lymphohistiocytosis, HLH)& —Fh/b I gl A 6y 5
R B A B I B AR v Ab bk B 40 i D e i 7= AR K B i R s R PR O B JORE R B o I SR ZEHLH
MW AGT EIE T — iR, (HEEHLHMAE T REKRE®. HLH—BRMRNEREMSg M. 5
FRMEHLHA L, 2ERMEHLHEE N, WEESR, WEERBKR. 24 REHLHEE T 51677 7
BRIE—LRIR

XA
Wi PR A A A e, Akt RO, S W T

1. 53|

I 1L 4 4 B2 4 23 41 A 184 4 JiE (HemophagocyticLymphohistiocytosis, HLH) /& — i K] 9% 2 1 76 2% 1) )%
N I EU B A i )3 B R IR SL 0 [ 1] SE SR IO T 4B A0 Bk g i B vE AL AN 2, M2
3025 1 A R ML (R T DR IR [ 2]« HILH 385 AR T TR L DR S 1 B (RN B R P B 5 e
PE HLH), A DLERA CAnEER e i I NBE R4k TR gy g, ARIE B & ey i S5 (oM 4k R
PR RLPE HLH) o R ZI0 77 (19 HLH 52 B dn i), SR 10 RIE 2 B K787, HLH SE T2 3K AR AT 40%( 1] -

2. k&M HLH BB E R A ER

— KT RN R AR, AR5 B S B A0 1 G PH A S s L SR M HLH B SR VA R 4k Ok 1
HLH. HaTE =46kt HLH RRER5EE, (EHEN LR Z2E & F R M HLH[3] . A 8 240 iR A
R HLH B0 5 R4F 0.36/10 Ji AN [4]. HITTEIGIRRI L EIREEAEA M W ES, Relaelsis 7
MZ M) HLH, HAERA . U2k R HLH &5 T 1 9 2 5, SRR E iR R 5 R M HLH AN
Wr kB, B AT RS AR AP Hh X 3 JUk M B4k R PE HLH . Bh4h, HLH fsfE S ab 7 75 Zidt 47
FEMATH IR . gk R HLH FiS Wi 2+ i i,

IR R 0 8 T o bR R R T 20 bk R DA S L e — e L ) SRR S RT RE UM
HLH [ R KR [1]. th4h, 5 HLH AR — SR o, G2 MR = . WiERES
AN 5% . Wolman’s 95 LA K R BR AR BEAS S5[3] [5]. e . 2R B ARG LK B e M 6 1 %
PEANHE T AT BE 2215 K HLH[3] [6] [7]. G HISkl, k&M HLH i WSS A R R GLAR 1) HLH. %
P RN R AFHRE@ EBV. CMV. HHVS. HIV 25). 4 (5 ScAFE . SoEARSE) ., %4 s (dn A4t
B L R H ) DR B (U R A . FREK BRI 45)[8] [9]. FLHr, EBV FIFIAT 2 Ji 2 B i A J5 1
EAFER I, B R A AR AN BEHERA X 20 B R PE R4 R M HLH, FUNREPE HLH 5 S RIS
7R T S R AE[1][10]

55 240 L 3% A4 25545 1iF (Macrophage Activation Syndrome, MAS) & % A4 T+ [ & AORE AN [ B A i M3 1
AR AE A () — PO RORE, R ME HLH B —/MERZEE . MAS IRRERILS HLH JLFHERLX 730 48
i, MAS BE A S5 HLH ANFERDL, FLnde HLH R/ 205 5 3T B v PR 2 ff Bl /N b 1
ZAE[10]. MAS F3AE% W, HIEMT, A EiA 7%~30% 135 3P 4 5 B 44 4 52 5615 28 (system Juvenile
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Idiopathic Arthritis, sJIA) &2 it HEAIER M MAS, % 52 5 VI PR B0 B BUIE RO AL, JET
ik 22%[10]. MAS & &4 T SIA, HA] WL T )110% % (Kawasaki Disease, KD). £ i 40 B IR
(Systemic Lupus Erythematosus, SLE) LA K H & KB P70 [10] . 845 148 P TNF-a JUARTE 7 KR 1505 1
B R MAS KIHRIE11].

3. HEM HLH XHEHE

H A48 R P HLH SR RALSIT AR 58 A8 28 . Sk I 0 R 4k Rk 1 HLH AR S HPE. K
2Rk M HILH S5 491 20 i 55 Ik 2 40 B it RORE B 2 0 75 Dl e IR I [12] . SRIMAE — L8 SJIA Jf K MAS [
BRI T NK 4UThREZ B 7 FL R T BB, UNCL3D JER B, $ERfEED—35 MAS B4,
Y1 0 FF T RE BRI 2 B N R AR SR I [13]. A BT IR R RIR B E T4k R e HLH 57 m 1k.
Maruyama SR T A5 AN [F) R 1 2 075 55 o R s A M IR 7 1R 5 o ) R B I s 0 i 8 v R TR
(M-CSF) } IL-18 ZEfITAS MAS Hh¥9 s, {H 2 7E SLE H3% M-CSF 14 e BE 8 s i Still’s Jp 53 1L-18 4
RN [14]. Shimizu 25 A 7E sJIA. KD il EBV A2 MAS 35 Hhill 2 40 f R 1 i 45 R it — 2D 56
WE 7 48R HLH 2 — M5 BB [15] o AT IAN IR 2 5 b T TS, sIIA-MAS &35 1L-18 58
ETEE, MHTERS (neopterin) A 7E EBV-HLH E# 7t &, £ KD-HLH E2 IL-6 JHEe i B, XL
BT 45 R EORBERL HLH AL B DI B B, (R0 RoR T R R W AT 3 N A4k R PE HLH 12
Bt

AR AATIZHA IR B toll ££5Z244K(Toll Like Receptor, TLR){E 54% Sl % Al At/ HLH ) — AN B AL
il Krebs %5 Nt i) — Dt e R B, @il TLR X85 1% 31015 5 T BerE 40 B s MR B/ B HLH k2B
rld T EEAEH[16]. ZWT R EM B MyD88(TLRs. IL-1 Z4& FiFHI— 345520 7)) Muncl3-4
Tl g4 /N B 52 3] R £ 200 e Jk &% MG I 4 975 7% (Lymphocytic Chorio-Meningitis Virus, LCMV)&3s 5 )L T 584
A RAE HLH . X288/ R 1S PR B L B B, 10 AN 2 AR AN 4t i 25 R B 104 /)y BRI R IB0E bt Ji adt 52 4
AT 40 St 7k R I TLRO SRR T A2 21 /s Bl A2 LA LR AE MAS FEZEAAE[17]. T skbr BAE
2 MAS B35 R %A R DA 25 BB o DR HE I BT B8 A7 75 35 — S AN T 200 Ff 2 Bk s 50 753 B e i
RAEHLH BIALH] o 1 0 — TAE sILA 38 T FE 4.2 94 759 5 5(Interferon Regulatory Factor 5, IRF5)
FR Z AW FEARIESE T TLR {5 58 /E HLH RRALH] H 194E - IRF5 J& TLR RV NI —4 K
BES0F, MRRIEENAE T IRFS JERZ BN sIA A HLH RS2 AR ZIE R AL sJIA
(11 5 f&5[18].

4. AR M HLH BIGPR R IR IS HT

HLH BRI 3 5 2 4 b, AT R R W R R s 1 5 5 s o 1 5 A
B [1]. 253K, JCTM RIS PR AU HE S R A, M A DA S A . 85t 3096 s
A LB RN RGN, AR TS o R R IR o 539 JULTK 70 e R £ L % S 2k 519
B WIS R Ak, Hess . /Kb LA B B2

Sy R A RN, R H =R R R e, FRE AR, HEAS TR
(1], 4l SR B AT R BT VM 1L-2 S0k o W25 (SCD25) 5. NK AT HE R . s 0T AT R AR thy
B ARG 2 [20], {EBA LR T T AT A 2006 T AR O B REAO 2 HLH IS RO B8 32 0 93
S A AT TS AT

FRTTE 6 R SR MR B 4R M HLH (i85, Y7528 T 1 5LV B 204 1 £ HLH-2004 J7 i)
8 S ILWHEFRI21] [22]. HLH IGPRISHFRE GR R4, Bk, MZNMRA> . R BUME AN 5 H =g
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REAN/EARET 4 R MAE . NK ABEPE N B B8k . sCD25 T LA MLiE 8k a0 . 8 Tidi it
A& 5 WA A2 T

5. #EM HLH B8 RFE

EI BT M85 = 7070 FROIEAE SR 0B 4k R M HLH 2 15 75 B4 T 52 B 04k 7 7 52, DL SN AE MR 7 131 o fif
AWIT TR REMERBMERAIABER A WVILEIEIT SR EEE 200, ERE %2 4T E A
WG TT CASCE TS « X5 T K24 MAS W], RRBREUR U + AR A R ifiliay7 ml
15 75 J5 30 P SR I S0l 1 e (23] 0 %o it Al sk e 7 P 927 1) B 3 PTE 24 VPL6[10]. X & R M HLH
DA HRII AT TG 280 09 8 3 R kA7 1 40 B B 4L (HSCT) [24]

TBIT R RO IR L R 4k M HLH BEANEYT SRS I OCEERTTE . X Still’s Sl B E AT HRA T IL-1 Z216%H
FURIFIHT IL-6 PUid, Fifth— 28 XGRS B000 B8 2  AT IS T TNF Bifd[25]. AN idix s B AR 2 5
SF R MAS AEAE S A RIS, JEURTE HLH BRI X Sl 700 0 o 35 ) et T J5 A 1k B
kRN HLH #RIFEE B, fEAE SR YT IALAE F At CD20 Hitknl luia T EBV 5 K 1 HLH[24] [26]
[27]. HEEREE A th O TG IS H) HLH, e HAT 0w R R sk 40 i 81 78 F (1] [24] .

JRAERITEUE T — R, BE Bk 40%~60%I1 )L E VI TATT M, FET HLH. JRPaiayr
IR R ) RCIE[24] [28]. AW FU R REESZ HLH-94 J7 2917697 10 HLH 3% 5 2B A7 5 & 54%(30]. %
HRIBE AT HSCT [¥) EBV A2 HLH 735 24 86%([31] - MR AH I 1 HLH 2 288 HLH TF 15 S 2100
K B H A — TR 500 B A 6 B HLH i B AT IR A, RIUMIRE A DG HLH o 5 AR AR
15%[32].

H AR HLH FHASE T Rk N R A : 1) MIEMHLL G & 2) /MR 3) ME Sk 1 s
4) ARG £ ; 5) 89T G ML R AT 6) 1BIT IR LF4EE RN T 7) J877 5 M /MR T3 RF S
8) 16T IR R A[33]. AW RIREIATT 2~3 J& 5 /MR K E S LA R FEIA T 1 KRG RIEIKE
THOLE N HLH TS PN R 2R [34] . MEAME R IAE EBV IRGUAH KM HLH, @i KF I B ffer 1 54
R 5 A 2K[9].

6. FIRSRE

HLH /& B RO SR IR IRER S AL, HARIMZFE, FHERSZ Rk, 8. HWEE
2 B AL AR Se 4] 1, JCHLAERE DR AR L IR 107 T AT FE T3 SR A7 AE A AT o S I A2 W R I Af
IR 5O BB TR A AR B o P A e RN TE G (42, A BT B4 TARE B Xk
ST REEINA RIS . Bk, SR HEURER, ] HLH AR K0 YA B U R A 2 0 2 —
W TAE

mBEEE
2014 4T PR FUAE SO QR % BT H (YCBZ2014024).
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