W4
JLEE I I 40 L R S AR 27 AR TE

(2019p%)

—. g

Mg I ZE A M AR B4 4R 4 g B 4 JE  ( hemophagocytic
lymphohistiocytosis, HLH), X FrvfnmMisE&4E, & —
AmTHMETRET RN RE AN, E g & foiE
b, R A AR — KRR A, KR B XA R
% EHLH (primary HLH, pHLH ) fa4% & PEHLH ( secondary HLH,
sHLH) Py KA. pHLH % B AR XE 4 R, A
RIEE T, sHLHM 4 % TE MK & (WwEBV). @AW, F
A BT G| AR e R B ROIR S MR L R PR e RO S

. EHEE

i & 200445 [E] BF 21 27 28 Jig 1 2 50 2 B 95 W7 A B B HLH 2
L.

(—) & AREIN

L&A #: JEL, MBrSFELHL, KIREE >38.5C,
HATE, TERFURTEN, BT EATHAE.

2B MR OMBEMRA AHEREHFEHITHLE, B
FAREREREL, HorBHEaEHR.

3B S A8, MARSIEY. 3. K. KRB
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B5. BIEXR%.

A M EF T R % WTpHLH. EBV-HLHZE, A
73% K& MHLH (Familial HLH, FHL) ZE#% % B HCNSZ 2,
EREELRIAThE. ZHE. HE. k. FHER. M
ARG B N 1ERTE,

SO N A s ST 5 @ N = R A VS S
£i= N I ol 2w R <1 L = s /S & AP RS R
B B v 1t B 3

6. PR ARG FMEINZH. AR FREH, LA
(B BRI, TR AR LR AR

(=) 2REkhd

L& H: A —FEZ R i/ MR fadt
- SR

2.BREAR: FHIRmAMIFNE I, kKRS E
P2 FAT, AR R A S s &, T %40
RO, W i B RE R . B R Y ok R B 4 R T Ak
BEPRHLH, R %4145 &1 K.

3.RFThE: MERIAMEE A WE, ik a8 FREE
EAEmsBazite, SHREXEERE .

4. WM EE: ERREDH, WAL RE, K
%O R MEE, VEALES B E B ] (APTT) ZEK, %
Mg BBt la] (PT) ZEK.

5. B KR MARFHE T Sk 2 B e, kb
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] AR G A 3 e e B R A B R

6. 40 g, [l T K ﬁbﬁ"*/ﬂ'émﬂ’@[ﬁ%m%“fu%w%ﬁ&%
FERERIES G, T HEMCD25 (sCD25) BYF M IL-2
TR o H W R I B WHLHIY E EAngE 2 —, F)8 5| &5
o = [B] B9 UR Z A9, FT /- sCD25 > 3 40 + 2SDAL A A & L. H
f 20 g Al F 4n IFN-y . IL-108% IL-6%F 4, ¥ B B 7+ .

1% EH: Z2HEESREOARA S, ZIRES KK
By S A VIR K, AR A AR M JRIY 2K 89 38 1%

8. M H Ik FALE: I NK AT k. CD107a. F L
. FUREE. Muncl3-4 %5, FFEpE NK Z0fE3h 8690 B T %,
fo () mMALFHE NK/CTL ik E® & G kK
SER M, R9E A FHLH By #T g6 0% .

9. JEABAE: FEABAT. M. JEIEMB SR REN, FH
%m%‘ﬁ%wz%%%ﬁ:#%&ﬁﬂﬂﬁuﬁfﬁ'}t T B % HLH By 2

i — 2 5% & F 15T .

10. BEPCT: fid < 20 EILTRIAN B FER K, EF
WA AR RE AR ®F L AR KB ER R F &
..

11, L#MRI: AW E R AZNBULHTZE, FHE
FIAAMAEE R, BEERWEL RMLL, TEAKRE A
R B B v 4 e iR U BT B, AR T U R E 5K S A N 2 4
RO R B LB B R OR O S R

12. A& (CSF) #h2r: 4w A& A iF, HLHAE LR
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HATWERME, e PN R, CSFHapmiissznf
B, HUUKEAEAENE, THELER, DH2EIL
U v A . R R R HLHFUE S R E EE X,

13/ R g md: AT 57 R G A & - B HLE, & $5EBV.
CMV. HSV. HHV-6. HHV-8. %53 fofl/Nm =B19Z KRRk
DNAEy A, AR RAR. S, A RATH . BREEMEX
o/

14, HLHAE X R E R E: ERIAL20xMER GG L R
& PEHLHEY & 0 56 1A o, ¥ 3 8 38 A JF 0 7 7 7 DAKR #4
M E, BRI HASEPRFI, UNCI3D, STX11, STXBP2, RAB27A,
LYST, SH2DIA, BIRC4, ITK, AP3B1, MAGTI, (D27%. [
ELEAARL, MiZEENCEME. (D107ak A F I ik i
A bz A

20=!

15. Hqh: ZHEEHLDHA BRI 5, MINE AR 27 A M
. EEK, EHFIAASMAE; W5ERT 2w E AN
HHARERR.

(=) JUZHLH&G S B Ak

Bl A7 2 B8 [ B 2L 2 40 e b 4 2004 5612 B Wi Ao . ( L
fitk 1)

(19 ) %3035 1

HLHEY 5 B 8~ WA, B Fi87 A E, %75 5] AHLH
Wy R A A B &, pHLHE B 3@ a3 F R 2 A0 U 5 sHLHAR X 7.
sHLH F 40, #5 RS 44 X HLH.  XUIE 4 9% M ki A8 X HLH DL K Ji
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Je3 AH < HLH,

1R AR X HLH: DR RERE N, EENLTHEL R
FHHEBY R g, HitmE V. HE AP RE. RARK
HF%, HMRE, wEMAAE. ARAE. ER. HKA
2R EEHTHHIN L&, Bk U F EEREF
Y LA

2. 4k & T RIS % 7 M RO B HLH:  SURR E 8 40 j 78 1L 45
A4F (macrophage activation syndrome, MAS). & & W-TF
AGRYGFEREMRT R, % W AR 5% R,
PR IR 5 HAh HLH 8y £ B2 X 51 & A XUE %0 M B4 K
KA, WEAREESL. XTR. HEATRBE &%,

3. AR HLH: 24K THHALTHEMNE, ELE
WL R Tk EJE (4 EE R K 40 f Ak BB 2 NK/T 4
MR EE ). BiE (£ 0T T @A), BIKE M2 4 2
H3E A R )L F 3E K HLH. SR 2 K B iy

Pa. Jaf7

(—) FHE77

HLH SR X[, SR M. KB EIT H A& 77 i e R D
A2, RN, BAmAERNETETER. &)
HLH, TR M (24 ~48 /NEFN ) 52 BT A HLH ¥ 2 B A
KmAFmE, —EFEUBARE, NILETEIEN.

(=) 4 &%77

HLHZ — KA, " m £ MR E 5, 657 hAE XA
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WA, FFAR TR B T s 1% B HLH-1994 77 % 5T k23T
2, X— LB WHLHE 2 (&5 pHLH) 3 F B & T f35 %
E. BN AR NSNS E RN, AAENELA, o
L‘A"*/ﬂﬂé&lﬂ’@@%wa, fi R PR, ARGENE KRR, 40 T

ERFITFEERKIBEEGT T %, X THRIBEELRA
&/éﬁ LR AT T A R R KR

1. AR BT . ARYE S ARHLHA [ B KK 46T 48 L
BT

2. 4097 B R AE P4 A 4 g th& BV HLE-1994 77 % 4 4
a, TEEFERT LR, EETAEHTEE.

(1) #F3iesy (87)

W% B (MP): #AkiEiE, 10 mg/ (kg - d) x3d, 5
mg/ (kg -+ d) x3d, 2mg/(kg- d) x8d, 1 mg/(kg- d
x 2/, 0.5 mg/ (kg - d) x2J&, 0.25 mg/ (kg - d) x1)&,
T 1E NEfz, T8

VP-16: FEfkmE, 100 mg/ ' - k), 20K/E <14, 1
KIE < TH.

CSA: EfR, 5 mg/(kg- d), 92K, FBIVNE1K, H
T FISRA, mEGRE (RWRE) FAEF200 ng/L,

BE: TR (BEJLE B gk R BT ) fefhy
2R B (Y RICSFRE ) /TS, w25 H R w4 & GE
%ﬁﬂiﬁiCSF%ﬁﬁ: KE (BEafdcnEs ), Tkt
7, SRR, 4B, BRHE K.
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C BRIEN AR T FEL ~ 2E TR 1§ KHLHY W AE
KAGAT .

(2) #F3697 (9~40/): FRIMpHLHAMAS, 55 8)F i
BOREAFERDLEFFIRY, BFETWENEANTFES
MR A S FED TaRBAE, D BMASH R A W 3% B AR i
By R AT B IR T

Dex: HHR, 10mg/ (m’-d) x3d, ﬁZ}E‘]lJ}( =9 A,

VP-16: FfkiE, 100 mg/ ' - %K), HF2E 1K, F10
.

CSA: #& R, mZhiRE (B RE) AAEH200 ne/L,

D EFIET PR B4R EHLHS Wi K R A, T
4k ZHLH (BRAPMAS ), 15 T % M ¥ 47 I HLIAE < fhfy. 8
dote 25 5 W BHLHAE &, U N B ¥ 16 5 R 7T R
TH M IETY .

3. X FFIAT: REAER M., BREMZ RN GERESE
HEERERATENEEZRNE.

4.3 i F A o Folll, REE K S # % — %A
ST R B G LA L R R T T A
HAE.

. ERREHEX

(—) /B (Clinical response)

RN SNGRE, ATHRENH, AR EZZT
ERGHATH.



1. R #;

2. FRLE4E /)N

3. /MR >100 % 10°/L;

4 A%EARIEE;

5. %k B 5 T E>25%.

(=) ZRRALEDHRTALLM (Non—active disease or
resolution)

J T A8 T8 5 2L RELFFIET.

1. TR #;

2. TR B R (B AT S0 A5 A o B );

3. R A MmARAL (I | >90 g/L, M/MR>100
x10°/L, # M afe>1x10"/L);

4. H i = B IE

5.4 H <500 ug/L;

6. BiHMIEH (MTRWMERTEEHEIL);

7. W B MECD2SIEF .

(=) %mE3h (Active disease)

I8V Ja AT B BRI T E s AR A

(W) &mAEF (Reactivation of disease)

CxEEAaZME, XHIUT8EFHNIZEU LM

1. &
2. FEBR K



3. /N <100 % 10°/L;

4, Hih =B >3 mmol/L;

S. %A AR <1.5 g/L;

6. B A I m IR

7. 8% H >500ng/L;

8. [ ¥XMECD25 > 2400 U/L

A R BT ONSTE R (BRAbE IR ) 7 ur
HE.

7~ BEIA

(—) %35 14A

BT IMNALAAT L RIMEH. £40. B, sCD25. $&
B . EBV 4l (#F-F EBV-HLH). @&tk (RWREEE

FHAEMBERE, AFYBXEABILFONALEE
Sk MR,

FAAT 1R A% AL A AL A 20 Fn BBV AR (%4 -F EBV-HLH ),
FHATEALEREEE, WAELEREREZD.

+. #HisEH

(—) MERERESEH FTARAREEER

1. HLH Wy B 4, HLHJE & 9% WA #4;

2. HLH 1 A8 A AR, W PR IR 7 30 1 i m 2% 20 b 3%

5 2% A5



3. IB 97 7 S A ELJE SR IT F DUE S M B B 5T K.
(=) NEEERESS LAER

1. $AH HLHAE T % BA 78 4 Wy 80 LA~ B

2. Y HIHLE, % M B B I8 9T A1

3. MIGHLHR A, — %7 £I67T LR H;

4. M 16 B KB R KLU A % T 3 i F 20 #4841

fif: 1. HLHEY 5 Wi pm o
R BENEX
3. )LE v 40 L 4R AAE Y A (2019 SRR 4
5 EE A
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Btz

HLH &9 W7 A7

AT EMF VW I PR 7 -

DA — 2 I AT 8 4 5 & KA b
M R

PRF1 % #h>38.5C

UNC1 3D N

STX11 it 2R (HNE M E D 2 F 4R

STXBP2 A, Hb< 90 g/L, F 4 )L Hb< 100 g/L,

Rab27a P1t<100x10"/L, sMkrmp <1 x

SH2D14 10°/L)

BIRC4 Bl =B AE (= HE>265 mg/dl

B 3 mmol/L) fo/s k4454 FE
JE (<1.5 g/L)

el AR CE#. A, kB S ST
fE)

NK' 4 i, v 14 8K

%A >500ug/L

SCD25( ¥ M IL-2R B o 4 )& ( >
2400 U/L 3> %k +2SD)
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Ff==2

BEA 'K
FH () MTX (mg) Dex (mg)
<1 6 2
1~ 8 2
2~ 10 4
23 12 4
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W3
JLEM MRS 2T MTE (2019 SFRRO
S HEERA

(K EDHT)
HK: TXH

BR: TRA. ARE. T A EE . XHEE.
K& AR, A4 R
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