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Clinical diagnosis and treatment of hemophagocytic syndrome
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1 &mOIER

B .22 % WYLk 28 d7F 2015 4F 10 H
22 HAPBE. B4 2015 4F 9 J1 25 H G 1% A
PG B AR R I 42, 0°C PR L IE FEER, LK, 1%
F, IFAEL, DIEK., e, SEEmiEe T
MBI R Y 3 REBE. 1 A WBC 5B BT
F. A BEIE WBC 2 1. 66 X 10°/L, Hb 4k #F 7
110 g/L,PLT 50X 10° /L 4. FFIBEAR Bk
fr ¥ fm &, TB M 76, 21 pmol/L E J+ =
126.1 pmol/L, L DB J+ @ R & A B BF ALT
127 U/L,AST 354 U/L; A& MK 29 g/L; ZLIR B
AW (LDH) F+ & 1839 U/L; H i = s 7 &
4.13 mmol/L;CRP T}, M INEELT 4k & 1 5
(FIB)HH 2. 04 g/L W FREZE 0. 77 g/L. K K&
CT.B#E¥/RF M B oK., ST E 2 E R F A
LB WM P4 . 1l EB % DNA 1. 88X 107 TU/
ml, 4T HBZE KW G R T MR L i i FIB &
PO PR G SRR R IT AR R L A A
JiE K o B R e, T 2015 4F 10 A 22 H Sk T B LA
“ORINRE A I A A LR A AR 2 IR

R R LSRRG B AR T 2% L B IR IR B 25, KA
T4, ME@E, (RETTHE TR, AL, /I
JH 98 485 % mH: Al A% e i sl . 4% B ST R i AT
Fiv, fINEGY S B Bl . HA TR IR . KK
T 37.1°C, P 96 ¥ /min, R 20 ¥ /min, BP 91/41
mmHg(1 mmHg=0. 133 kPa), #EFERE KRGS
FE o B2 R DL 8 %, R UL ol 55 . YR Rk L 4
KR, W2 T 5w . 188G T8 R Rk
. AT 6 cm Al fil K, J9E BT 0T fish 22, ¥
Mo A RO, ORI . BT B E K i, Rl
RGEMAEIME . ABEJE ILE B . WBC 1. 66 X107/
L,RBC 3.01x10"%/L,Hb 86 g/L.PLT 27 X10°/
L. IMiA4k:TB 202 pmol/L.DB 120 pmol/L,ALT
313 U/L, AST 1170 U/L, ALB 31 g/L, LDH
ik AR F RGBS R R PR B R i R AT T (K

X ,430022)
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2537 U/L, TG 6. 28 mmol/L,CRP 12 mg/L,Cr
246.9 pmol/L, M iE8HHE 1>40000 ng/ml, H#EIfl
Uifig FIB 0. 76 g/L., 5 8B H GER ARAE S AH Gk
A 45 AT G W A0 M 25 G AR 2 W 34T TS Sk A
g B B A A, S R A 45 R R . il iE EBV-DNA
1.88X 10" 1U/ml, If. ENA 2Z& ¥, i 5 5k
HHFAMA IgA 0. 68(0.82~4.53) . RIEHW ., B
Y e A | b e e N = o R I N 7
I O AR N T b N B S 4 o
NK 40 i 5 ok B 20 M b B O o, 6 L S, R A
CD56,CD2,CD7,CD94,CD161, A3 ik CD8,CD4,
CD16, CD57, CD3, CD5, TCR, IgH & A & HE
() KB Fish(—), CT #2753 i i A7 8 42 v
A K . B2 W R I AN B ZE A AE  NK 4H AR ik
ELE AT REME R EBV (4

BIT 2015 4E 10 A 22 HIFIR 4 T b 28k #
10 mg/m?, & Ik 6 1 qd; MK FE 1A H (VP-16) 150
mg/m’ , § K biw, FEE T HURYL YT i
W R UUTE B S FEXIE IR IT . BB R 4 5, AR
PR K E R AT R %, 10 30 HEEFE
TiRe T RE b iR A B B ArFL . I LDH, £k 8
FIRHTCHS PR, (HEET 11 0 1 HER e
POIERK . RS RSCORAME, 11 H 4 B RAT
P-GMOX J5 & (K5 T4 il . 35 74 fth 352 . 3810 R 40D 1k
Jr. 11 7 5 H Bl it P i gE T
2 LEANg %

I 111 40 B 2% 45 0F o R I L 40 P 9k L 4 44
M 3% £ 9F Chemophagoceytic lymphohistiocytosis,
HLH) . 238 177 76 W 7 Git A% PR 53k 15 M) 6o 98 Bk [
BT R THEMBERENERE S RERG T
FEVOE 51 55 1 = G ORE RN R A AR, KR
GAE PR F T 0, 005 AR 2 IR 41 D L I 4 B R 9k B
A0 CR7 9 NK 400 f1 CDS™ 4 il & T 240 i) »
LB R e KA E IR E .
e IR L B RO IRANS W , B 2
BN HLH B3 Wi DU 2, il o i 58 i 245,
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H Hri2 Wi W 412040 i P 25 2004 4 L2 HLH
I AR IR 56 (HLH-2004) B9 12 W5 o . 5 2R H g s p
VAR S5 M I Y A AR M 9 I PR AF 5 v UE 52, {EL X
e R R 5 HLH B dew A 1.

HLH-2004 i KX 56 5 HLH 0912 Wibs o . 77
A HLH B Fi2WitsifE (R DR 31 8 Tifg b
AFE 5 T . DR I(38. 3°C) s @ K @41 JE 1 41
Mk > (3 R ED R K 2 £): Hb<<90 g/L(f
<4 JFARYZL L. Hb<<100 g/L) ,PLT<C100 X 10°/L.,
PR <71 < 10° /L s @ &y H il = R 1 AE (25 18
=265 mg/dD) A CEO) IR £F 4 8 R E (<<1. 5 g/
L) s OFEBHE WA bk B 25 IR & — Ah ke B
I 20 M3 22 s © NK 20 Jf 3 1 1 1% sl sk 2K 5 O i
BRAE 1500 ng/ml(ZE 4 B i 58 k£ LR F
ML 2 & 1 >>2 000 ng/ml 7 % & HLH, If i 2k &
F1>>10 000 ng/ml N & & P55 HLH) ; ® n] % %
CD25 FF& [ AT 1L-2 24K o(sIL-2Ra) |, T+ & 45
A AT A I 1 L 110 S 56 2 OE (I (A 2SD)

*®1 BEEMHLH@GEREZRST

H e fhoE i 3
A H 9q21. 3-22 FHLH-1
PRF1 10q21-22 FHLH-2
UNCI13D 1725 FHLH-3
STX11 6q24 FHLH-4
STXBP2 19p13 FHLH-5
RAB27A 15q21 Griscelli Z¢ &1iF 2 #

LYST 1q42.1-42.2  Chediak-Higashi £ 4 1iF

AP3B1 5q14. 1 Hermansky-Pudlak
ZEAE 2 1

SH2D1A Xq24-26 XLP1

BIRC4 Xq25 XLP2

ITK 5q31-32 ITK b

CDh27 12p13 CD27 k=

MAGT1 Xq21. 1 XMEN &1

AR Rz Wi AR i O kI Bk R
TRIT SO s O Il H B = R AEATPE R R UL /MR
120 L R 325 O MR K @ v H Il = R i o AR
27 4 8 R AE 5 © B 8 b oe] DL i R 4 5 © I vE
B F1>>10 000 ng/ml, HAMFRTBR , A% NK 4
MOTEPEFD sCD25 J HLH AR N AW, %R #H
FSN S HoAh R ILIE B I REA K (LA A )5
K B A IRE R

Bk % I HLH-2004 2 Wi br #E 7] L1 2% 5
HLH.{H)L# M A HLH 81l K2 Wk 28 A~
A, Bl L B b 2 B 28 R G0 AR , I B
AR = B iR @ = (S NG AR Sl N S i
BN HLH (198 5% o A0 78 4555 45 B 48 5 19 12 7
a2 X, Rk i E IS A N HLH /912 Wi b5 i

— L FF 543 %5t Delphi 43 B & 76 ) A HLH
A 9 AR AR A EE EE Y . D — FAME I 40 A
R N N (11 08 R ) R 5 1 e
D s @ W 2 2 © IEBRE A TR © Kk
PO E MK @ ; OLDH e, i H
fl s A & BN TE B 14 O % QO T hg
SR QML A A S E s ONK 40 M3 M55
@sIL-2RT & © 7] 3 P CD163 (macrophage-spe-
cific scavenger receptor) W It & . ARIE UL Hr i
H T “Hscore” (B M A2 S IER) RS, H 3 4
I R AR5 I B 9 300 ) oo 4, 6 B RO R 5 AN SE B
FE AR AR CHOl =g, 8k 8 1L IE SGOT/ALT,
FIB AL 20 M s 2> ) A 1 A 4000 2448 br CH B8 I A
S B I 40 D 2 % I B8 E T AE 2 W N HLH
PR X, IR Hscores<90, M2 W HLH 1) n] &
PE<<1% ;U5 Hscore=250, M2 W HLH 7] G4
=>99% C(H & Fr #E 7] = B http.//saintantoine.
aphp. fr/score/) ,

HLH 7 8 i & P CER% M) f gk & % R 15
). &AM HLH 48 B3 A A% 1 sl 58 R0 4
PEIE  RZEHE 2 B N EW . DEUBRE T ER K
AR A A R . T LA T B 5 A0 B R R
R e d R I A A DG 3 TR A 58 A, P 8 B
FEPE HLH 4324 5 Fp LA (3% 1), HLH-94 it
U B E AR N 2 % (0~15 %), Hirh 25 % i
HUE S ZE S R I B R S A R S AR

gk kM HLH A] fyJ@ e W PE o . [ 5 55
P 95 95 BOAS BH it [R5 A A o] A 0% 38 AT e . fH R
LR R AE AR Bl O DO Y B R
DRG0 7 ARl 35 DR ) 1) 9 4, 40 %6 ~ 80 %5 12 W
HLH M85 ARG UE S 3L R 55 . r DLAR 8 AN 1
X IR & PR AR & v HLH B9 48 % bR v, [N
—IZ O E B LEA (<14 %) & H LR
PR Ry % e (36. 82600, Jit & Mk HLH Hk (20. 5%0) 5
HAFH (14~<745 %) g 5 IR 2% A, 43 51
i 34, 7% 30. 5% s AR (45~<CT60 %) K # AR
(=60 %) d5e i WL 2 0 e L 43l i 46. 2%
S 57.8% . LA Hofh SCEk R iE L 7 N HLH
JRAEME HLH &5 7% ~14% ., 2k & PER R @y 5
23% ~50% MR s 29% ~52%, H B %% TR
di 8% ~20%. 5l HLH BEYL e W WL 1% 2% 2
EBV, HK&E HIV fil CMV 5 41 5 S8 e fie 3 0L K 25
WAL e R AR 5 25 A HUR L Sy A A 2 it s T R
YeONAL M HE . JF & HLH Ml £ 22k e
Jei R R NK/T 4 otk B9 . B 48 Jf jbk B4 8
AR . 20,9 %0 Y I TR AR G kR R R O R
HLH, Hr 20% 0 B 4 fd itk 298, 87 NK/T 4
90 L 98 R S R A T 200 Lk LR

bR A 8 0, 2 BB B2 A o
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BT DR S 00 2 G A i T B HLH 2 7.
Ui R A ARSI R A RS L P EED Ll LDH.,
BEMIIEE (APTT . PT.FIB) , & 1. 7005
A AV S SRlIN N Y N NS NN S I L 2
RGESH S O, e ST B ) 3 R L b
T g ZE AL AR BEMRNA YT R e 1 e R K
MRS, JEEYE HLH Y 3 K 58 48 46 0 py 1 R JL 2
BH AT H BN B F A A SO R B B
WAy . BT A AR N ek G O A A B R
PREGFF RN B 1ML 2R R R X 4k sk CT, PPD
¢ T-spot; i @ DNA #{ RNA K Ifil & 2% K
(EBV.,CMV, Jii B 7% . HCV, HBV, ¥ 40 5 2 J5
B 1 R IB I B 5 parvovirus, 9K B . K92 0N B
NRIEREEE 8. HIV) . 8 S BB 3 o7 A5 988 4 o1l o2
Ik EL 98 i A, an bR A A 4, i LDH, I B2-f0sk 2
1, B 40 M 2+ i B 05 R, S 4 AL, TCR/1gH
FHE Qe fK ,FISH M PET-CT. H ij bk B2 98 #H ¢
(9 HLH PR 155 2 e 10l 0 o, 8% 5 X DL OB
B WIS MG L T 092 W ol T E— 2B R gE . BT
A HRE TR S s M B AL LR ANAL
M5 P BR R R AMA C3/C4 & 8 LU K& A B Sy vk
PR R SR A

R ) AR OC Y T A L 2 B EBV-DNA
P ULEOAR &, B RS TR o R R NK 20 fif 5 AL 5
# . TCR/TgH = HEBH M, /& B 48 7 bk BV 983, 1L K G
s B T B PEAK B M S BERG 2. EBV & JLE KK
% HLH W EZiFE LR K. EBV BRYL A9 #0840 g v]
B 4ui NK 40 ek T 400, mi NK/T 40 i ik 2
REAIELE B A0 ik 9% EBV L B EE L BT A X
EBV BHM:H HLH %2 % B R M HLH . EBV J&
Yo S0 HLH CI 1 v PR e B A 2 1 B ) &
WO, T LLR ) Flow-Fish, PCR 45 # A& #
EBV g4 iy 50 41 M, I 48010 0kE ) B Al 3R 38 i 0
K skt HLH Y 55 PR 0 A R0kt 98 0 A& . Fir DA
A2 K EBV A6 HLH . NK 41 Jifd bk E 9%
AR R, 75 HEBR 12 MG St EBV YL I R R M
HLH(EBV &Y 75 & KW) .
3 RITREMTE

FErE HLH 70 % ~80 % 78 1 2 N K 7. 90%
TE 2 % N B A A B0nT S8 SR 5 95 /0 A7 ) sl A
W% . HLH B &9 RARMESE 1, 5 BE AR X %%
MR O, Hi B0 & 1 BBl gE i, )Rk HLH
IR RLA N 1.5/100 TN H AL, EEH
Texas JLEBEPRE, N 1/3000 [Pt . WABH
HATZ) 5 B HLH B0 40 %, FH4ERR R 40~50
2 WELHREEFRBEL 70 8, EEEAER
LW HLH 254 1/2 000 1B B % .

HLH K ZHGER 2 RRE TR,
JLE B E T HLH-94 16 R 5 R H e s 7 7 %8

ZHT.HLH B EAFR<10%, F M HLH 8%
HEIERE 2 A~ H . HLH-94 IR %, <16 %
B 5 AE MR RN 54 %,29 Y H A i 1T 40 i
BAH (HSCTOHIZET, o 94 % iy i F T kB 1
FERG 8 N, T HSCT B # 3 A& fFE RN
64% . HORNRTUEHE A ML R T+ w12 W ik
VAN M B R L /AT B 92 I B £ 1 R R
F1>>2000 ng/ml,J@ 97 J5 & EELL 2 JA, B8 A i) 3
A AL F 16 SRS A A A .

M HLH ## W5 b JL#E 2, 24 SCk i
LA HLH SET=3R R 40 %, Hov b 98 A7 56 19
HLH Wi e 25, HOP ¥ R fEnt mg o 1.5 A
WiAE M A0 ¢ HLH fy 2 ~4 4E, ek O 5 I
HLH &#& &4 4 DM NFE T NK/T 4i
JHL Ik B8 (62. 5 %) iz i 1 B A AR bk B8 (10. 590D
H A (W78 $27% EB 9 8 o H At 8 g 12 1 B o A
% HLH,5 4E S fEHR >80% , M HLH 5 B
20 JL Itk B RS AH O HILH B 50 %0 247 . 1 NK/T 4 if
WA HLH 4 12% . E N 4GE 192 #A
HLH B H TRk 60%. ABt)a 2 FANSET:
iR 15.6% .1 A~ H NIET ol 32. 1% . 5%
I8 10E R TR RN B R B i R AT S e AR T AT Ok
WA /D EMRGERT TR HLH M B H £, 4
WK, PLT<C40 X 10° /L, £ 1 >50 000 ng/ml
530 dWET- UMK, HAMRERASRTUG
RN B KRGS EBV YL, 2 Wi 5 3 K
PR TG B S SR B O PN S i AT P AR O L R
I VP-16 3697 . X AN HLH KI5 IT 7 5 1
AR Z REWF5E .

4 BYFF

T HLH J& — 1 4 Fos R 5 1R 9 ™ 5 19
GBE N 30T T IR A R R — S A s
2, T LA LR HLH , 5% W7 s i SR B 5
TOHIE ST PO 55 A A0 M T 40 MR B v 40 A
T 10 90 R KU B Lk 9 s 2 8 o AN mT 3 i) 2%
EYIReMER OV EE ., [FR R SR L 7
HILH # il 82 iR R BUEF X PR 3 97 DA% il
Yo I Bt R KB @ E . A R R
HLH 2 i B & gk & P HLH s b
23 % ~50 %0 » I F1 1A B G s M 0% AH OC HLH 7%
G BE I HIE T L B O &Y, B AE HLH JR97
W LR EALPURIR T . MR BRI R
() SRR T AR B0 2% B DR Qi /N AR L Bl PR b
LIRS . R RE TR IE R e g LT
AR BRCEAE 1A, B 208 NK 20 M ik e
T REPE R BUG 22, It LA AF A 1 A~ H Ay, 18
AEATE WAL B AR F X T HLH B FH W HE A
HEEM.
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4.1 #H4l HLH

Ht HLH 093R97 ik 22 B LE HLH-94
1 HLH-2004 I PRI 5 77 % (www. histiocytesoci-
ety. org) . HLH-94 J7 % 32 Bl K5 & b ZE K f
VP-16 41, K & 8252 7 HSCT., i fE8)
YRR I SE VP-16 0] 36 £8P 19 7 BR IS 19 T 40
Ji RN 58 i R 09 A T EL AR — T2 ol iR
HLH #5281 B VP-16 J& B8 T i) T %
faf &, HLH-94 35 h X AE iy <<16 % &
PIRATT 6.2 45,5 FRAGFFER 54% . Hi 290K
FAE HSCT [y R g o @ st r-. By LA HLH-2004
T ZAE HLH-94 Jy Z3Ehl b R AFF s m A R £ .
I & P B R B N R SR YT AR R 22 R SR
HE s W R k. HEr Ll ZE KR (s g
Je) +VP-16 820 07 FAE N HLH 94 3%
PR A IE AR AT IR IR S . fe s B
B RFT RN HLH %55 — A 5 BE M I IR 1 55 45
W AR AMEYA M HLH SR B DEP 7 & (I§ G {4
B %5 K + VP-16 -+ H a8 b)) B 7 854 yr sk, 72 JF
RIRIT Y 2 JELA 4 JEPEY BE R R 76. 2% . R
HANKE T AT IR ERYT AL S TG R N AR E AR T
RIAYT 4 JAINBET:. WA L RIEFEAEH 7 HLH
2 W (HL A BR B 5 DR R o] 25 8 Tk o T8 B R R B TN
FHERHEE A R 1.0~1.6 g/kg.4> 2~3 KA
B A e BRI R GREYFA 1~3 mg/kg) . B K&
e IbK A S T R R AR 1 L R A A N E & s ML AT AT A
W % KU B 5 PR 2 o AN HE A I VIP-16 , 4
B 5 i 2R ARG Al B 75 0 )
4.2 PHRIT

FEAT 2 0 A 25 S S R . HLH 2, JF
FEiG G BE D HIVE T LU 6 HLH & R, fr i A 45
ok B X AT R S21R YT .

JEEYE HLH 7% H HLH-2004 J7 &, 5w &
il s B I AT ek AIG R B T AR R HSCT, X J& H
HIME—RR @ k. WHEEMA HLH A e
&M HLH,

XYL AN B 40 A9 EBV BHME HLH,
A 2 R AE R R GRAUMS 1~3 mg/keg) + X ¢
5 R-CHOP Jr 3677 . BRGS0 40 il NK/T 21 fd
140 A TG S EBV YL (CAEBV-NK/T) , %
RECRH SR NK/T 405k B 2R a0 & B &
WHERS N 17T A% TR B Bl R AR TT O R I R E R AT

HSCT.,

Fr EBV Ab, HAh R YL A0 ¢ HLH & R )1 34k
I3 JE TR IE AT R YL IR YT . R B M RLIA U R [R) B
U HLH, 85 & A AT ) 28 B DI e & .
Hodr ) - 8 J5 AU YL 5 ) HLH J 25 A4 kg
rp o LR R, T LA RIS .

Jib I A OGRS HLH BiJ5 fe 2%, Horboibk 98 o8
UL R . A B AN T A B R R VR T R
JURLIF U B i K + VP-16 (50~ 150 mg/m”) [
IRIT LA HLH R J5 $e A0 R 04 ik B4 98 5 B3R 97 .
i F A0t HLH B9k B3 B2 15 5825, T LKA
AT+ AR HSCT "R Rifs 5 92 1 5 W 427 7
%L BN R S L HSCT. #i 2 )5 I 5 81 47
HLA fe &, T E & HLH A 56 5 K % 728 i If
J2 ThR ECL IR A SRS 388 5, BT LA 24 90 B 0% A 56 HLH AR
N EIpeetoE oS i e HIP R Ol AV SR N i

% B HSCT,

FI B A8 05 A ¢ HILH DU 44 4% b w2 0 19 4%
SEIRIT T,

A R HLH . A B A 0 56 =2 % DL
B A ) HLH A 520 2 i A2 i W A7 5 2
HSCT,

4.3 HiEIT

H A 2 508 19 sl AN HLH Y877 7 % 1F 16
AT RIS - a0k ATG,IL-6 Hidt,CD52 HHrin A
HZEK AN/ VP-16 J7 & o LU 35 40 i 48 5 IR KL
5 8O JAKL/2 ) 5) Ruxolitinib 17 1 48 g 4 1
PG SRR, RENTF TR v WRx
I e A A I R R 6
5 BE

Mz B BUEXT HLH #9IAH FIBIESE J7 2%
o EAURILE B, £ ] kA,
HLH & &, o G, 15 545 22, r A4 o B
A% HLH S 510E B HLH #93A 3R, UL R 7
HLH Wi fIFiayy Lo E2 ., Har HLH i A&
R AL LK S HLH B2 Wi 48 4r , 55 B R ik
I7 7 IR I I . R Dy /D D3 o 21 240 i
ST 58 L B HLH-94 K& HLH-2004 1ifs K iz
K. HLH#ESZ RS AN HLH T4
4, B ST [ B PR L i sE s AN HLH /)% id
FNI RAFF 5T TAE , DA H s .
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