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F14) 96K CEL 200 A P A 2 R I 0 o S5 SR B
FN 53 WA TR B A M A M PR 5 | 1 5 88 0 I 25
BAE L DA A0 B | JEE I DR B DAL ik
L2 RN REZH 2 I i IR Sy 3 S R AL o

(Z)HLH 532

iz RO 5 77 A8 WA 10 HLH AH OGBS 57 3,
HLH 0] 430 “ JFA M R gk R R . fERE T
AL BT AN WIER A 93 J5t i M B 9 0 B
(primary immunodeficiency disorder, PID) LA K 5E K
PEAR G BB 9 2 20k HLH & 8%, [W] s Ji & M4 HLH
Bt e R B L i . HATE PR Lo 5
&AM HLH B 4040 7328 K fiv 24 EAE RS
BEAh, kRN E HLH WO N A —E R RE R T 5

L. R HILH - gt A 1 bk 0 240 i 2 D e =2
P B AR AE TG VAR OCHE i T 2. A% Oy U B
o PEGe R AN (B0 B e R % . [ RTHE
(¥ HLH A5G ] 100 43R, AHXF BT 9 HLH 20
SEAA 17 Bl o AR A Ak DRI A0 R R IR
HLH 3 26 W F : (1) & % £ HLH (familial
hemophagocytic lymphohistiocytosis, FHL) , 35 /4~
P A0 FE FHL-1~5, FHL-1 K ¢ % ke 4 25 B 2% Z
26 (1 & AP A 5, FHL-2 & FHL-5 %3 PRF1 |
UNCI3D ., STX11 K STXBP2 %t A K 4 % & 14 .
(2) G il B 255 AEAH DG HLH , 445 Griscelli 54
fE 2 (GS-2) . Chediak-Higashi £ 4 fiE (CHS) Al
Hermansky-Pudlak ZE51iF 2(HPS-2) , Bl & A 4351
S2 RAB27A LYST Fl AP3B 1, (3)X 7 43l bk [ 14 A= 7
P9 (X-linked lymphoproliferative disease, XLP) , f3,
5 XLP-1 XLP-2,, k ff 3 R 73331 2 SH2D 1A (XTAP,
VAL H B JEAE PEBIHAH DG NLRCA Rl CDCA2 24
(4)EB i 2 K 5l A HLH , it b Rk PR A0 15 86 B 7 iz
FE A (magnesium transporter 1, MAGT1) . F 4l fi 47
E 21530 T3 (11.-2-inducible T-cell kinase,
ITK) .CD27.CD70 ,CTPS1 #1 RASGRP1 3£ [H .

2. 4k & HLH : iy Brbid KU e e M i I
YL 22 Ty DR BT B0 7™ B AR SO £ B AIE 8 H G
C HIAY HLH 0 R i B S 55 s o B PR 5%
e 5 E SONTRY AN W it 2D, 4k M ILH s 1
HLH — %% Z i) i SRS A5 B8, B A 1R 2 4k
&M HLH AR A 7E— 7 B BE R 5%, 40 & ¥ HLH
FHSCEEN 1 2 5 8 M Z2 354, O HAETE 2 51 A fik
KPR Z (i 2 L 45 ) 1 R AT R R AL
HLH %205 o % ARSI AT E 19 HLH Z0 2%
, ELTC T 5 20k 5 TR ) SR I VA1 26 T i R A

B HLH, 76 J5 82 19 3R J7 Rl 12 1 B A 7 AN I =
P Uk Y o (1) A A i 8 A G HLHL: % UL T 1 9
FRGEAE M, R IR R S e A . R
SR AH DG HLH 508 0L, JE L A 98 25 07 (natural killer,
NKO) 40 70T 40 M bk (8 22 0L . HILH Wl 46 % T
BRI , T B R i R VR I R 4
(2) AR G P28 PR 95 9 FH DG HILHL, SRR L 5 240 Jfa 3% £k
ZE 4 1iE (macrophage activation syndrome , MAS) :
UL T4 B A AR AR M DG 42 (systemic juvenile
idiopathic arthritis, sJIA) | B A Still % (adult onset
still disease, AOSD) | & &t 1% 21 B JR #5 (systemic
lupus erythematosus, SLE) F1 35 5B 4 bk B 45 48 25 .
(3)BHL AR 5 HLH : 4k 2 M HLH i i3 WE L 40
TR BR LT 25 A UL A T DA R ik
() 15 T AREDREZ B ML PEE0R . T
S YL AH ¢ HLH fe s W75 [, JC LA EB i 7
(epstein-barr virus, EBV)JEYL 5 UL . (4) HoAlh - £5
(SRR R 0 I 2 e o /1 N N1
(chimeric antigen receptor T-cell, CAR-T) IR YT |
TR 25 S5 AT 5 & HLH, 354G A QI 5 s 1
PR R ERT TR &4 HLH,

— HLH iZKibrifE

(—)HLH-2004 2 Wits " : FHT 20K HLH
ZWbRE, FEPR AN 2T 2004 A2 1T 4545
PAR 1 25 A A A] — 25 i ] L2 W HLH: (1) 29
T2 W4T & HLH : 7715 H i 2 089 HLH AR SCEUR
%M, 40 PRF1,UNC13D,STX11,STXBP2 Rah27a.
LYST. SH2D1A. BIRC4. ITK. AP3B1. MAGT1,
CD27 5 PRV 2 7% () FF & LLF 8 R4 A b i
548U E %R >38.5 °CLF726>7 d; QI
R @) it 20 A /D (B2 B AP i R ek — 2R ) < 41
T 1<90 g/L (<4 2L, 121 2 F1<100 /L) , IfiL/]N
B <100x10°/1., HF PR 20 i <1.0x10°/1 H AR - i i
I 27 B8 WA T 25 @ H 9l = g (riglyceride, TG)
MRE AT ) AR ET 2 2 1 JRUMAE < HHb = H5>3 mmol/L
B TR AR 09 3 AR E 22, 2F 44 1 )5 <1.5 /L
SR T R AE W Y 3 AR IE 2 s OTE B RS JBLIE IR
SR T 45 v A B I B 52 5 @ NK 240 L A R
B s i I B TR & B =500 pg/L s
@sCD25(AIVETE NS -2 348 ) TH

(Z)HLH H X #f 28 & 52 %2 B (central nervous
system-HLH, CNS-HLH)"": 7] 2 HLH 1 % IIfi IR &
U, LT HLH B b & 2E - CLRERARAE : R B
R AN (B0 M2 RGUIEIR (U0 5 e B BUE
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o OB RS EAE R ARESE ) 5 (2) H X
M2 RGEFAGF T Sk P MRT 2 75 Jii 512 Jo e fi i
S0 5 (3) kB W [ cerebrospinal fluid, CSF) 5% (i
IR AN M 3G 2 A (SO B AT ] . HLH B
bR — I 22 3R B, T 75 2 M CNS-HLH
JIT A7 BB Bl CNS-HLH ) £ 35 0 IR A T Sk il (5
6y 2 I 2 ) YA

7 TR IR B LA CNS L Y L& P HLH, I
PREFCHLH AR Ry [5G vk HILH B L
Sk LA 00 i 1 e A2 S 2 BRI R R B 2 T
PR, MV FR Ge R A5 HoAth HLH I R 28 B0 B
B[R] W & A HLH AH 26 48 45 A W1 3, % 5w
"2,

= HLHIE K2 Wiz

(—) & IR AR 91— #4 | o 240 e o /> | L
KB Yy RE S = BAE

R B PR JC I B RS 2 3 2
P10, A T I K Bl oy fig S5 % B 87 >4 14 5E HLH
T BE

(DLW — P —— I E B

B =500 we/L WA HLH B2 Wibs ifE 2 —
FEIZ W HLH i R A 84%" . AT HF 98N L
JUEE P M 38 R4 1 >10 000 wg/L X HLH fi42 i 14
HIURE 35 90% , 5 Pk 96%' . H 2R 1<
500 we/L A AE 1 M2 M HLH (1 S PEPEA 5 bR,
UG BEALL HILH 99 91 7 S A 00 i 375 42k 2 11 7K
W H 3 T i HLH 2 B B AT 58 20 0 s 3 3
I B2 JF & HLH 812 AH G Ikl o e ok, % 4%
A PEE S T Y M S e = R b R AR A W] AT
FEAICR B o A T LT 8K 28 1 <500 pe/L Y (B, 22
PEAT % V)Y I R W Z2 , 2 P4l HLH 12 W7 A ¢

(=) HE 12 W——2 4 HLH-2004 12 Wids i

5% 3% HLH B2 A iy bz A (1) 25 i TG>
3.0 mmol/L J& HLH-2004 2 Wi b fE 1 8 b 2 — 2
PRH e PR R A 22, e = e 1 R S e R e
HUEE A R<1.S /LI B2 W S (2) B 5
AN HLH 2 W1 782451 o (3) NK 4 36 42 « B AR
JEFE NK 20 i 2% 475 8 40 i 1 T RE R B, AN RE L NK
2 L ) L A7) s B e D R AR (4)sCD25 7K F-F
s B PR 2 2 i B 25 8 SR sCD25 K OF- >
2 400 U/ml. 35 & P DM 2H A B8 B b (9 I
45 BAEAF + sCD25 7K 26 400 pg/ml 7] LIAE 12 Wr
febRZ— o (5) 4 B PR 3% : HLH AH 5C 20 i R 3%

I AT LA B3 2 12 Wt LAY AURSH: A Sk

MAF G HLH-2004 12 Brbr o 8 B4 5 5 700 )
DL LB EP AT W HLH, I 3F — 25 58 38 HLH 9% R 1
AT . Y E TR 4IRS R, B 2550 W
AR 4E, JF 2 PG HLH A G H6 AR . M E/ &
3300 K LA AR, R W I 1 AR Ak, A E A
A

(19) 95 RZ2 Wi——F- 48 5 i HLH A9 A

1. T[] 50 A A < N A7 2 T ) BROD 5 5 7 8
CREA T EUEEC) s Z0% 58 (F% L5 2 15 A ek
A BRSNS ) 5 B A TR IR ST AR
TR A TCE S s BUR ok L S5 I KA. TR T i
FEIR I 24 s FIRAT 52

2. Y i 7 Th AEAS A8 RN HILH AR DG HE A 1 26 1 3
IEEEI . (1) ACD107a: F0RL A i 45 3 (FHL-3~5,
CHS 1 GS-2) AH 5 1) 5k [A] fik o 5 35 NK 448 g 01 248 it
FEE T WK TV 40 Y (eytotoxic T lymphocyte , CTL) % il
PAH IR 5 11 CD107a 5585 21 41 i 22 11 A9 D E 2
4 9 20 40 B AR AS I NK 28 i A CTL 20 i ¢ i
ACD107a AT LU PR i A 5 1 BURE 388 728 A4 O 1) Dl 2
PEHLH (2) 5 & PE HLH A G H A 5 1 R0k - o
fLZE Muncl3-4 SAP  XIAP H1 k7 i B 25 HLH &k
8 55 DRURE XS 7 1) A 1 3R 38 et RN 8 A4S DU T 4 Sy
P 1) J % M HILHL A AT A ds

3. FEEM T 2 W M HLH 9 & brife . 3
DRI B4 4R A2 5 = (1) 40 B 55 D) REAG: 28 Al HLH AR
O TR ) R 3R A R I A7 8 P B 2 1 B
(2) FEMEZE L BRI AE IR <12 B B (3) K4k E
BRI R HLH 85 5 (4) RE KRB HLH &K .

4. IR JREETR AN SE AN TR B R R LA R
YL A5 A AG I . EBV YL B AT LIAE 4 HLH
) B2 R, R DA i ke TR R 5 i 2 i
HLH &I R VER I 1 & R . Jeie & B b
A OC HLH R S PR s A OC HLH , 18 J& 77
B3 PR B [ Y JR & P HLH, EBV &R Al fE S 5 H
. [EH EBV-DNA (BN 240 B R 1 2% ) 62 100 56t 1
B F-H8 HLH i R sl 2 R R A 2R . b
Ab I JEAE NGS KA v F U2 W g 14

5. i JRE 1 5 O A AR B LR s L 25
PET-CT S5 SRR 0 BRIG A B B Ty 43 B
YR SER AT 2 WA S 2 T R A OC HLH .
FIA IR L 285 I KRR 3 IS R AR AR T TS & e AR 2 2
FATIREESERAR . >1 % BE IR T a6

6. A G e MM I 5 1O 2 S8 380 S SR A L
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RUE IR SARAE S 3R 1 AMA T A B iR S5
Ao AU G P 0 A DG HILHL DX J31) T He At 2 A
HLH 78 T B30 22 2 B AR B YL R R (1 1 40
T it/ NAR T 15, C- 2 I A P I DTS DR 4F 4
BT o BEE BRI HE R RAEFE AR 55
AR A PEA T BB L2 I HLH () 5 Z 8 br

7. HoAb ZS B ) HLH . 75 45 A 0w s A gk % 1k
HLH 43 2H 52 R s 2 55 AH DG RE IR A A T o

(F) iz Wi

24 f A BN B D B A R e A, A Il 4
YR AP B R B T RE S R R R P BE HILHL (%) 1]
Ao BERIHLH B3E @il LT w12 W, W
Bl 1. £F4 HLH 2 Wibr i 8 SR 25179 X
LI R ERIT .

MY HLH 3657 A%

HLH [IRYT EZ 0 WA BB B 58, 5 S 5%
fifE AT R BT Xl B Y SRS DA ] HLH 15 1k
PERE s BRJE R RUVAY T T2 B 40 1E TR AE A o % B e A
R A LA Ik HLH &2 % o BT HLH & —Fp i
o T (1) 2 BRI , B S S AT %
R T 1) R

(—)—Z3RI7

L3R 97 7 & ——HLH-1994 7 & .

HLH-1994 J; 2235 H] T4 Fh 25 8 HLH i — 415 7
BT (AR, T bYGESE) "™, 8 JHiE IR U
FEHATIA T (etoposide, VP-16) FIHLFERHS , UK #H
PR S P OO A R s JE K B . HLH-1994 J7 %
VP-16:150 mg/m*, 1 i 2K, 5 1~2 JA ; 150 mg/m’,
LR LR 3~8 il o HBZEKHA : 10 mgem™-d™, 55 1~
2 Smgem”-d, 5 3~4 JH ;2.5 mgem?-d”, 55~
6Ji;1.25 mg-m™-d™, 55 7~8 Ji . FETHIE LR
VP-16 ffi F 7 i O 3% LA BN T 15 2 DU
75~150 mg/m’; 15~39 % fE # 75~100 mg/m’; 40 % J
DL 3# 50~75 mg/m®, HLH-2004 J7 ZHEFENIETT
WL L TR B i #7960 85 25 A (eyclosporine,, CsA)™,
HLH-1994 J5 Z& W& 78 8 J8 1% T30 97 Ja A A
CsAo AR AT RE M I PR AF 73 25 5 R ] B 4 2 40
et I, HLH-1994 T & N E BT %,
F 5345 7 HLH F1RUE G g2 R 9505 A DG HLH 7] DL PR
ali o FHBE R SR ol iR . — SRR TR (n
FE IR & e A AT e 45 ) L AHOC HLH A&
0T DLIE S X R IR YT S IR G2 A, 1T T
T S E I 254 S AR 258

2RIV R S IR PR RCE WA 4 T
8 I BYIRTT o KA S- 4k & M HLH £8 35 N AR 4% £8 5
A ELRE DL PPk G |, 328 31 58 4 (R I R I 20 I A

| LR MR AN = A 5 |

MEREA
<500 pg/L Z0uel
Hih =Ba/ 4 4eE A
BT
HLHAT AR AR, I | =500 po/L L%éﬁ@-m;
585 R IEE TE RA YT (IFNY. IL-6.

IL-1011L-18% )

3/8 l /8 >5/8
B A AL WA, WAL >5/8 AP— FPER R 5<12 &
B B R RBLWHRIER S Rl
I
PRl (IR A R Rl
ﬂ{?ﬁﬁs%\ JH %V-DI;I_M : g}f i . s v
fiids (PET-CT. {E(FHLVREKRAS) N —
BB ko (ANA. ENA. ANCA ¢ CD107a, HLH ZENAIREH HLFUR 32 A
%) 3 ARREHLHS TAERRTE: 1 Bt ’
Al L35 P 7 i A <
[ i P
ey le S J& U ABHLH h 4
[etrmmanttin je aF B A S AEHLH

TE - ANA RHURZHUAR s ANCA T v ok 4 A I BT A s ENA Syl SRS s HLH g i A0 f L% A AT s IENy 9 TR v IL A (I 40AE A
2 NK 4k A SRR 05400 ; PET-CT A 1F FL T % ST 2 58445 3/8 . 4/8 . 5/8 43 | 456 HLH-2004 2 Wik 1M 8 WidG hRt1 14 3 .4 .50
B 1w AieLE G AEis Wi e
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RS IR HLH AT PSR, B ks B )i
I A SRR RIRYT o

(ZOHEaRIT

WIRE SR YT )G 2 B N HEA T 7 04, R AgiS
FIFB 43 0 25 (partial response, PR) S UL _F 97 2% B9 Xk
B M HLH B IS R 2 sy . B R
HLH$86Y7 58 3 PR B DALY 0 R AR i B
HLH & 3, o] LR R 28 3 2 3R 5 00 0605
IR RERIT T

1. DEP 7 %8 : — R BRI 2 2 L B ARFEIA
TR R e AR R AR T R (BYREAE, TTh K
HEHE) , BAMEIG P HLH B &R A5 76.2% , Ho
5E4 N (complete response, CR)Z27%™ , {7
IR RIARZ L A 25 mg-m™-d7 55 1 K. IKFEIA
100 mg-m™-d™, 55 1 K (AP 4 751 12 980 4 i U = 1R
HLH-1994 155377 %) . WikJe e 2 mg-kg'-d™, 5
1~3 K502 mg-kg™-d™, 55 4~14 K (R fe 22 1 %
g AH & HLH nf 7 58 35 570 &2 ik e R 4E 73R 97 ) o
BT RB2RAEE K, FAYEGYE EBV-HLH, 7]
F£ DEP J7 ZE JL Ak 366 35 1T A Big B8 A e 1 4% Tk e
fiti (L-DEP J5 58 ) : 55 T4 B A9 47 7 224 1 800 U -
med™, 55 3 K, T SRR A i T A Tk
(BRHERE, Wb Gbds ) > K511 A< {5 F st 1)
[ F A 28 d, BV A] 528>k FH DEP #l L-DEP J5 % .

2. 7] 2 JE (ruxolitinib) : —F JAK 172 411461 571]
(AAERE, ThSAEHE) ™ . R2Ryr it =
H (D145 LIF R PEARE (<10 kg, <20 kg 55>
20 kg) , 443 9N 2.5 mg. 5 mg B 10 mg, 2 ¥K/d.
(2)14 % R L) b F 5 10 mg, 2 R/d. M4k, 25 a]
B JeH AR A A T B e Bk & HLH-1994 J7
SR JC A DEP 5 R T BEdE— AR S TR

3. ARIAFR AT (emapalumab ) : —Fi IFN-y Y HL77
BEPLIR (B9, bk ), feA &+
2 (IFN) -y H ¥ 5 BE A0 ), Bt & Pk HLH 2836
AR 63% , KM APTE G FIE N 1 me-
kg3 d7 AR I R AN A8 Bl 07 25 DEAG 98 8 55 o
Bifi J5 7)1 A1) 3 14 2 3 mg/kg, 6 mg/kg, B K 10 mg/
kgo TRITHSIEIRIAE TR 8 JA, AR 498 S Brofds b 4E
K fr b m T 40 A 4E ) s 46 08 (A 38 F
4J8) . AT HSE KPR R, Hh FE R A R = o 5~
10 mg-m™-d™, KM HLL 25 HT 1 RIF 4G, ATAR
I H I OIS I8 =

4. FLA 322k A0 PR 1) YR Y I S iR
Y B CD52 Bt (B B ) (B, Thek

HEE) TL-1 Z AR5 BT CBAR s R ) (B 47,
I b a4 ) 55 . 7T AR BRI 22 36 K J8 IR DL A7
MRS

(=) 4EHpRyT

BEXF HLH A 4ERER Y7 H AU T2 AN g
AT & A T 46 M 2 A (allogeneic
hematopoietic stem cell transplantation, allo-HSCT)
M JE P HLH B8 3% . A4S HLH-1994 75 % 4 f5iR
7 07 28 W AR FE I 1 K B M ZE R AN (AR HE IR 1
150 mg-m™+d™, 2 J& 1K ; ML ZEKHS 10 mg-m™-d™,
BELE3 A, 2 100, iR T R T AR S IR
Dl /N IR YT SR BB 1IE HLH & % . 44 % PE HLH &
HAE HLH G2t 5 Bt AR mIRYT

(19)allo-HSCT ™"

allo-HSCT HY F8 AIE A2 4% + (1) Ik 52 O JRUA ik
HLH ) 838 5 (2)METATE/SZ & M HLH 5 (3) 7™ 5 X
MR Y Z 20 HLH &5 . BV A s At
# ,allo-HSCT L i ABUR #E4T o LA, BB LIS S m]
RETE 25 W67 15 B Im IR it I Sy b Ay . — et
BUT U B 2 P < 9 A5G HILHL 1 S8 38 T A 77
allo-HSCT, 1M X /52 e 1k g 1R 22 P Tk CLJR AT 5%
HLH F1 EBV-HLH £ W n] 52 )\ allo-HSCT P34

BRIV PR R B A, A % — B 12 HLH g
TR B T Fe 2, R DR S 22 A% A A s (1) ] o 2
MR AR 2R . HLH B A e B 175 2
FIBARRE HLA G2 S A0S B ERIR DA | i 5 23T
Wi & A AAAE S 52 B A OGP KU , A4 Jifd 27
Tae CELAE NK 4 S M B URL D B HLH i
PR % L F) R 08 55 ) A EBV-DNA 55 o U 1
HLH B E B R G5 i N 32 64T HLH S5 2[4
i

(1i)CNS-HLH 3477

B2 CNS-HLH B s e iR R 45 7
A PN TR B S (methotrexate , MTX) FTHE ZE K AR
(dexamethasone, Dex) . HR4f AF I 1B A 50 & 40T -
E<1 #,MTX 6 mg/Dex 2 mg; 1~2 % ,MTX 8 mg/
Dex 2 mg;2~3 % ,MTX 10 mg/Dex 4 mg; >3 % ,MTX
12 mg/Dex 5 mg. 4k &I N VRS A 7 RR22 21 P AK
2 Z258 (Im R CSF AR IEH 2=/ 1R .

(N) SCHRAIT

1. s HLH 85 SCRHAYT RYJ50 5 HSCT 1Y
BREARARL , F 455 L T B s R A - Ha il 4 114 93
B T L £ i 2 1) 5 R RS FE S R AR 4
B LY e IR, R 4500 HLH i J Sy IH iR
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SR IEBUERIBIT

2. s HLH A8 DAL /I ok /0 st it D) g
S AR A RV L) KU o SCRRAYT H AR
A I /N B> 50X L0/ DL B E Ifi K6 A AR X 1
(0 I i 1107 2 e ol (1WA Y= 1IN R 7]
FUHTEE VKR 3R , B AN FEE AL VLR 7 2 1l /)N
B A G295 W, 4G AN I A R
(recombinant human thrombopoietin, rthTPO) 13 il
THMASE AT F T4 8 i ROk

3. EASTURE : i T 25 W 55 1 B SAE SO, HLH
SECE AT BB T I RO U S5 22 R D RE
Ao BT HIIE] T DU SRR DI BE , RRE SCRHATT .
IR A N B AT IR T G R E I RE P
HAE HLH () B R AR

(L) ARRIZEA HLH (953 2697
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