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P10 A L8 00 L PP A2 LRI 4 L S 6 R L
I 8 R e 58 A A4 L DR 5 |2 % st AR T o 25
BAE DU AR (20 s 2D | JFF AL R R DL bk
EL A5 A BELH 2L I I B S R 32 B RARAE

(Z)HLH By 425

Fie FEOE: 75 £7 78 B8 ) HLH A DG S R S
HLH 0] 73 0 JgUR R " R dk e Ve 2t . PRl G T
AL S WF T AR W IR | F8 3 T P G 95 e B o
(primary immunodeficiency disorder, PID) DL M 6K
PEAR I i B 5 26 B4 HILH B 8%, [l e JU % ¢ HLH
Fi iR E . BT EPR LR
KM HLH 50 440 1 73 26 K i 45 IEAE VR S .
A, 4k HLH WA A7 7E — S i B TR 5t

LR Ve HLH - i 33t 4% 1R B2 40 i 2 D B =2
0 B AE I TR AH G B R BB 3 8, st U
PRGN (B8 g R B a7 . H RTHOE
(¥ HLH AR S HE A 100 42, A0S B8 69 HLH B0
FEDA 17 B R AR DAL IR B 0 R R D R
HLH 4 26 0 F . (1) % # #£ HLH (familial
hemophagocytic lymphohistiocytosis, FHL) , 3£ 5 />
WA AL FHL-1~5, FHL-1 156 1) i b3 5 X K% 4
8 1 & A A 2 , FHL-2 5 FHL-5 % i PRF1,
UNCI13D, STX11 K STXBP2 % X K %4 % & 1 .
(2) SRR IE 27 A AIE AT OC HLH, 4045 Griscelli 2347
fiE 2 (GS-2) . Chediak-Higashi %% & f#E (CHS) #0
Hermansky-Pudlak £5&1F 2(HPS-2) , SfREFE K 4 5
J& RAB27A \LYST HI AP3B 1. (3)X % 8 ik e 48 2 4
#9 (X-linked lymphoproliferative disease, XLP) ,fJ
5 XLP-1 ,XLP-2, ¢ 5 K 43 51 /& SH2D1A | XIAP,
LA 1 By 98 E #EH5 AH 5& NLRC4 A1 CDC42 £ 14
(4)EB ¥4 829K 2 8 HLH , B Pi SE R 45 86 5 155 iz
JEH (magnesium transporter 1, MAGT1) | [ 4 g 1
2250 T 4N B4 (11.-2-inducible T-cell kinase,
ITK) .CD27.CD70,.CTPS1 #1RASGRP1 %A .

2. 4k ME HLH - phy iR XU S BE PRI K
Y A 22 Tl DR BT B0 ™ ARE SN 55 AIE 8 H G
C M HLH S50 K& R Bl i Sz 5 o8 . Bl L TA 2%
AR e RO KR AN W i 25 4k M HLH A EU& 1
HLH 3% 2 ] (1 S FRAZ A3 AR, H ATA N IR £ 4k
At HLH A7 75— B 2L N7 5, AU P HLH
FHOGHE IR (0 2% 6 U M 22850, O BLAE# 52 0 5 i
J R (g 2 IR e 55 ) 1 kAT & " e R A
HLH %205 . % T A A2 M8 HLH B0k 4
, HLTC B 5 4 i PR 1 A6 A I 026 T R R A

W HLH, 75 )5 22 BIRI7 FIBE 2 1o 72 o 475 75 AS -
FRIF A P o (1) 3 fie g A1 DG HLH : 3 WL F i ¥
ZR GG AL I LR R S e . R
T AHC HLH B % WL, JC LA H 2R &8 i (natural killer,
NKO) 40 i M1 T 40 b 129 22 UL . HLH thnf 4k %
D RCSCAATRE G R R ARV s 4 P g
(2) U S B A 0 AH 5 HILH, SCFR e 240 L 7 A
Zi A fiF (macrophage activation syndrome , MAS) : %7
LT 2 BRI R ( systemic juvenile
idiopathic arthritis, sJIA) | B A Still #% (adult onset
still disease, AOSD) | & 4t 4 41 B 1R 4 (systemic
lupus erythematosus, SLE) A1 YK FE 4 Ik B 45 & 45
(3) /YA HLH - 4% % HLH (9 e WL AL, 4L
TEANTE H A i RE S R A AT LR B i
R 1 F RIE TN REZ S HL 2 PEB0w .
72 U A OC HLH B WL IR, JE L EB i 7
(epstein-barr virus, EBV ) &Y i & UL - (4) HoAth . 2%
BN T A0 M R R i S PR S R T 4
(chimeric antigen receptor T-cell, CAR-T) S i5397 .
GEORFN W AT 5 & HLH . st (& A e 7
BRI R BVER T n] %4 HLH .

— HLH i2Wibrifi

(—)HLH-2004 2 Wi ™« H A2 A HLH
WIRAE , [ PRELZUARM P 23 T 2004 SRAE DT A &
VAR P28 b e F AT o] — 2% I8 T LA2 BT HLH : (1) 73
TLWAT & HLH : A7-7E H A 2 A9 HLH AR SC 0%
JLIN, 4 PRF1,UNCI3D ,STX11,STXBP2 ,Rab27a,
LYST. SH2D1A . BIRC4. ITK. AP3pB1. MAGTI,
CD27 R HME R . () FF A LU 8 Kdhhnh iy
SH&ELL L WEMRE>38.5 C 1 58>7 d; Q1
R @it 4 ek 2D (B SN M R sk — &R ) ¢ 4L
H <90 g/L(<4 J& %L, 1ML £1 8 (<100 ¢/L) , il /)N
P <100x10°/L, H KL 4H g <1.0x10°/L HLAFE B i 1
1L 2y B Ul A T 35 @5 H i — R (triglyceride, TG)
ILAE R (B0 IR EF 48 2 I i « Hil —75>3 mmol/L
o T RAE 8 0 3 e v 22, AF 4 11 <15 /L
SR T RIAE IR Y 3 A 22 ; ©FE & 86 IUNE T
bk L 45 v e I L B4 5 @ NK 20 L 3% P R IR
BN D i 3 B F T R BR R 2500 pg/L s
®sCD25 (AT FH A A -2 32 1) TH R

() HLH " AX #f 28 R 48 Z B (central nervous
system-HLH, CNS-HLH) " . 0] > HLH & % Iffii K %
B, AT FE HLH R RE Hh 2 Az« COSERRARAE - R B
KRR (B0 #h2 RGEAEAR (AN 5 s R I
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S BB T AR AE R G RRESE ) 5 (2) K
M2 R G AR S e MR 71 o 512 I i ik g
545 (3) kB W (cerebrospinal fluid, CSF) 54« i
AN MRS 2 R (80 B A TS . HLH B 8
R — T B 2 I S R, 5 % 1B 12 W CNS-HLH.
JIT A BEALL CNS-HLH [ H 5 AR WU AT Sk s 1R 2%
Gt B AFE 23 o0 A VARG

T B I LA CNS R A R & M HLH, I
IREIH H AHLAL " Ao I kM HLH B8 L
S L5 % i SR 7R R S I R R BN k2 T
P2 RL I FR GoRE IR A5 H A HLH I PR 3R B A 1]
i o (6] T & AR, HLH M OC 36 bR R B &, i 5
RiZ2,

= HLH I K2 Wr 4%

(— ) % BB AL (51— & 44 i 40 B o 20> | A
KA D RE S8 = BRAE

Y AR BN N ey (3 SN a1 |
FRLYE AL, fF BB b A R T BB S B Y M BE HLH
(] HE

(OIS — L —— G B A

R 112500 pg/L W HLH B2 Wibs ifE 2 —
LW HLH B R S 84%° . AN AT
JL 3 A v Bk F1>10 000 wg/L 4T HLH A2 Y
R I8 90%, FF SRR 96% . (HIEERE FI<
500 wg/L AT BE A2 W HLH /9 T MEF o 46 45
FEOGT BE L HLH 995 191 1 5 A 0 1 375 2% 2 1 7K
4 B TS 4 HLH 2 W BA7 s 20 B 7R 2 3,
7 B2 FF J HLH § 12 A8 G R . se ok, X5 T8k
B AEUE & T2 S 56 = R L BR A BE AR AT i 47
TEROR B . T I35 8K 4 11<500 pg/L i i 2
HEAT % V) s R W 5, 5 & P Al HLH 12 W7 4 56
250

(=) B2 12 Wr—— 46 HLH-2004 12 Wiis ifi

5% 3% HLH B2 M QiR >« (1) 518 TG>
3.0 mmol/L J& HLH-2004 12 Wit fE 19 46 b5 2 — , H
PRUHL 2 i (R 30 & | it 2 0 10 A S e AR AR
R ANR<LS /LT A2 L (2) MM S
ANJE HLH 2 W i 5522 2544 (3) NK 41 76 4 < B AR
JEAE NK 4 A% 05 #0240 i 1) D e R B L ANBE LA NK
20 6 ) B A9 S B U D SR AR - (4)sCD25 KT Tt
e s [ B 2H 240 B B 22 89 58 Ll sCD25 K -2
2 400 U/ml. 5 [E N BME L FnAR B IS 2 o0 i i 9
28 BAHE T - sCD25 7K F-26 400 pg/ml 7] LA 414 W
FE bR 22— (5) 4B (K 7335 - HLH AH 5C 20 i R 3%

R Ay LA B B 12 W HLH S50 AR S

M5 A HLH-2004 12 Wit ifE 8 A AR 5 0 Je
P b it BR T2 W HLH, I 32— 25 52 3% HLH ¥ [F 1Y)
FHOCHAY . YR E TS 4 bR ERT | N % 1 g
AR L, 7 5 B TP AE HLH AH G354 MR ENS
33 K LA R AR ERT L W e 1 AR L, B H A
A

(P99 R 2 W ——F- 485 [ HLH /9% [

1. i) )3 o0 A0 A < 1A 4 [l 3D ; 85 7 5
A I EIERL) s W 50 (KR 2 5 A Sk
F R ) o B A TR BT R
N A TS s A TG Z5 h R A5 . TR T i
FEIR 24 S FRA T 5L

2. Y0 EE D REAG A7 A HLH AH C L R A 3 1
KA (1) ACD107a: FUAE A it 51 5 (FHL-3~5,
CHS 1 GS-2) #H O i) J PR ik B 5 350 NK 248 it A1 4
B T KL 4 (eytotoxic T lymphocyte , CTL ) % fiff
TRAR SRS 26 11 CD107a 545 52 2 40 M K 11 A D RE 2
. A0 B ARG T NK 28 B A CTL 40 MY 2 1
ACD107a AT D i A 55 i FURL & A2 A G 1Y 5 &
P HLH. (2) 5 & PE HLH A5G 5E K () 8 H 3R 38 « 2F
FLZ Muncl3-4 SAP XIAP 1 %7 il B %5 HLH Bk
B3 5 DR X 7 1) B F 238 1 RN D) 6 A I v 4 Ry
PR 4 59 D HILH (4 ] S

3 LR 2 W & M HLH B9 4 pRifE . 3
PR 3 F 4 8 E - (1) 200 B 2 D R4S A A HLH AH
oKk [N B 3RS R I AE TE I R R AR
(2) BAMEZ % s B R AR IR <12 5 By (3) AR
ARG R HLH BB 5 (4) R B R AERY HLH 2

4. R AT SR AN U R LA SR
R YL S IR ARG . EBV YR BE AT LAE i HLH
(0 ELEE R TR, ] DA R ids & TR R 5 A 28 AL Y
HLH & 27 (R R 1B I & & . JCie & MR
S8 A OC HLH XU S 28 P 52 05 AH ¢ HLH , 18 J2& 7 7E
EL 135 R Bk [ 09 IR & PE HLHL EBV R AT g 2 5 H
. PR EBV-DNA CEAN R 20 0 I ) A6 00 X6 £
B HLH A R ek N R B A EEE L. I
A, 52 NGS K 2 nf FH TP B2 W s e i 1

5. i gRe P g 0 T A o AR A L AU B L 25 A
PET-CT S BAAR A A A BTG 4G |18 e % o AL AN
Yo {0 (A S5 G A 12 W7 S8 1052 T IR A OC HLH .
KA Ik 45 b K B R B A ST RIS B (R 2
FATIRE ST AR . >1 3 BREYN AT BEE AL

6. I G T4 1 92 9 O 4 ' 5 g S R A L it
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RUREAR SARAE S e BREE (1 AMARI [ B PR 25 46
A KU A 92 M 0 A O HLH X 51 Ho A 2 Y
HLH £ T905 57 10 22 3 0 R s e R 2% %) 11 40 i
B/ INBR T e, -5 07 28 FA T e, I 390348 HR 0 £ 4
HEET . BEE BRI RAEFE bR 0 S8 A
I AR ) A 71 T R DR B2 T HLH A 8 4647
7. Hofh 26 R HLH . 75 45 & 0% 8 M4k &
HLH 7341755 [ 1 4 46 F DGRk G 4 D

)2

R BN T R A R AR A 1t 40
B /L P T A R 8 T T B S st 1 MR BE HILHL B ]
% BERIHLH (B3 #BUE LA F B g1 7i2 W, I

o ¥4 HLH 2 Wi ks o 58 4, B2 52 1 1795 [R s
§ ‘THVE:‘ %mﬁ

VY HLH 93677 1%

HLH B)i697 E 20 A A EL. Bk i 52
FRIRYT FE BT XA B A9 2 S IR A LAFE I HLH 1% £k
HERE SR 9 PRIR I 5 B 20 0F W 7 1 S 92 BB
FEi A AR IE HLH R % o T HLH & — b i
JR U 1) B BOPE M | BB i S A S IR YT R
JE U T )

(—)—&RIRJT

1. V& J7T 77 & # # —HLH-1994 J7 £ .

HLH-1994 75 %&3d& Fi T 45 #h 5 8 HLH () — £ 1% 5
09T (A GUHERE, T bS0IEHR) 8 A R IRIT
FEKFCIA T Cetoposide, VP-16) FlIHE FEKA | LK
PN T S Y 20U 04 R M JE K K . HILH-1994 75 %
VP-16: 150 mg/m®, 1 J& 2K, 55 1~2 J& ; 150 mg/m’,
DRI 1,55 3~8 8. M FEKH : 10 mgem™-d 55 1~
20 S5mgem”ed” 5 3~4 ;2.5 mgem-d 7, &S~
6Ji;1.25 mg-m™-d", S 7~8 5. W TAEREER
VP-16 i FI R EZE L EA 15 S I F R HF
75~150 mg/m*; 15~39 % [ # 75~100 mg/m*;40 % J%
DI LB 50~75 mg/m*. HLH-2004 )7 EHE#E AT
P4 5] o PSR 4608 A (ceyclosporine, CsA)
HLH-1994 757 &t M2 7 8 J& i SR 47 5 A I A
CsA. AR AT R P IR PR BIF 50 45 S5 11 1 B 2 48 400 i
W%ﬁﬁﬁmJﬂwaﬁﬁﬁﬁL%%ﬁi;
07 A HLH F1XUE G2 959 HH 56 HLH AT L 3
Al B B BOROR Mk iR YT . — SRR A (o
ﬁ&ﬂﬁgﬁﬁiﬁ&ﬁﬁﬁﬁW& FH % HLH &
T LAGH S B X SR 35T 5 AR A 2R, T T
T SR8 81 24540 K A 7 24 )

2RI R B RIRIT RN BB LA T
BRI HYIAYT . RER 434k & M HLH i 3% 10 M 48 58 %
B BARNE BSUIE AR 1 L 738 51 5 42 19 e R 1 245 /5 ik

18-19

|| Rt S L SRR £ A S 20 59 |

L7 8 A
=500 pg/L
<500 pg/L b £
Hil =R/ F4EAR:
R
HLH Ot £ i | >500p0/L | SO0
%1 ﬁﬁﬁ@ﬁigﬁﬁ gmmﬁ? (IFNY. IL-6.
IL-10FIIL-18%)
3/8 lJ’/B >5/8
L e AL, TV >518 N e | PR <12
W T A Ak Wb B T =
T
AR A (AN L. EE. JRt
AU F A% . JLH EBV-DNA) ﬁ}ﬁf - -
fi# (PET-CT. [&{A4I4U%IRAELS) = H AR o
s e 4—@107& HLH % EHXEA HLHTE;‘(%EJ@'N?
%) . SRTEHLHA TASRERE: K _—
i 2> DL 375 4 £ 0 <
e e Pt
" S J5 B ABHHLH Y
Lasrammna s eHLH Jo A B T L A A 0 2 R AAEHLH

T : ANAHHURZAL A s ANCA L i PR 40O 0 S s EN A S AT SR ERMEAZ B 5 HLH s i 40MI 255 41 s PNy 0 T4 2 v 1L W E1 404
K NK AR ARSI PET-CT J 1E W 1% 5002 1% 3/8 . 4/8 .S/8 42 M 74 4 HLH-2004 2765k 8 ik h 1y 3 4 5 0
B A A S T 1 1
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W A 4 1 HLH IR 97 B 2R3, R D 2 s W )i
I 55 A ARG TT

() HIRIT

WIURE IR YT 5 2 SN A 197 RO AL AR B IA
flj'f{{ﬂﬁj\@%(partlal response, PR) ) B LA L7 S M
I E HLH B @ SUS R 2 i BOR I . &
HLH 481697 )5 15 3] PR K LA Y7280 s ARk i
HLH i 2, o] LR Iy 48 o & olCR T 5 00 06 5
SREL AN GRS Sy IR

1. DEP J5 % . — Ml IR A 2 2 L B2 AKAEIN
TR eI A6 T T 2 (BYERE, TTh &)
WEHR ) A METGYE HLH 303 25 %8 5 76.2%, Hoh
SE4 N % (complete response, CR) % 27% ™ . 45 )
MR IAZ AL 25 mgem ed PR, HKICIH
11100 mgem?-d™, 55 1 K CAF & 71 i 8 2 gt ) 25 i
HLH-1994 5% %) . WikJe £ 2 mg-kg'+d™", 5
1~3 K ;02 mg-kg'+d", 55 4~14 K ( xti@'ﬁarmﬁ
I FH DG HLH A 7 58 3 5] 4k 1 ik e R 4B R IR 97
%y A2 A EE k. B ERYE EBV-HLH, T
1 DEP J5 36 Rl 1 I56A3 B0 11 44 Bl ol A e ] 4% Tt i
P‘ii:% L-DEP J7 %) K 1A il (R 4 47 700 4y 1 800 U -

L3R, LT@lFH YT A i 1] 2% Tt g it
(Bé&fﬁii. I b Gk ) ° 5014 it ) (o FH s (1]
li] B A 28 d, BVAT 5285 R HI DEP I L-DEP 5% .

2. Pl £ JE (ruxolitinib) « —Ffr JAK 1/2 411 41 1)
(Aé&ffﬂf, I b ukEds) = qig]fﬁffﬁiﬁmlj;
M ()14 % UUF f 4R T (<10 kg, <20 kg 5>
20 kg , 70 3 5 O 2.5 mg .5 mg 1% 10 mg, 2 /.

()14 % UL b FIE R 10 mg, 2 /d. BEAh, ]
FrIC B A i B & M B Je ik HLH-1994 7

R e RS DEP Iy T RESE D B TR

3. KA A& B P (emapalumab) © — Ff 1 4 %
(IFN) -y B SE BEHTAAR (B 9afE ¢ . T b Sakde) | fiE
AT RN IEN -y HL il 3o T3 A SN I & P HLH
28R B AR 63% ™ L M A TR th )
I mg-kg'-3d" ,*E%E"lﬁ”\*”?ﬂ&ﬂ]h%ﬂ%ﬁ“ R
i, B RS A AT B B 3 mg/ke, 6 mg/kg, Hr K
10 mg/kg. IHI7IFEIMIAE BTy 8 J& | n] AR 4G 2B
0 RE A (A5 32 38 10T AN RS A ) sl ot CAN R
T4 ). ] 55 H ZE KA IR, L FE KA 7R o
5~10 mg-m”+d™", MO APTLE 25 /5 1 RIF4R, o]
ARG 00 DO AL Do et

4. HAth £ R A 1R ) BT R TR
J7 B CDS2 BB (B FAHT) (B GdfEds, b2k

MEAE ) TL-1 2 AR50 (B IR 1 %) (B A
b ks ) 55 . AT AL B i 22 56 M 28 IR Bl kA 7
/l\ffiiﬂii’_'f%
ORI
’ffxf HLH M 257 H T OUHE ¢ T8 i AN
PE AT S5 5 i i b a0 L 8 A (allogeneic
hematopoietic stem cell transplantation, allo-HSCT)
B & M HLH i % fﬁfEHLH-1994ﬁ%.fﬂm
I7 7 % N MR IR 1 IR A M ZE K R (IRFE IR
150 mgem~+d™, 2 Ji] 1K b ZE KA 10 mgem ™+ d ™,
HEEE3 A, 28 100 AERHIR YT I %8 0l LLRY S 0 8
hdie/ NG T AR B 1 HLH & % . 48 & PEHLH i
HAE HLH G2t 5 B e AR ARG T -
(P)allo-HSCT ™
allo-HSCT AY 48 fIE AL 45 « (1) Bk 5 4 J5 & 1
HLH 195877 5 ()BTRS K PE HLH ; (3) /™ HE K
Mot Rg 2 B HLH B F . R U i (A it
# allo-HSCT W o] AR E A7 Eoh BB RIS n]
REAE 245 V03697 38 3 i K2 Mt J B iy AT o — FBENS
BUT KGR e PRSI A OG HILH B 585 DR AN 17
allo-HSCT, 1M METR PE/ & AP it 28 PR Ik L 93 A1 G
HLH #1 EBV-HLH 4 W AT 2 M\ allo-HSCT H 34 -
BV PR AR W, A6 & — LIS HLH i
TR B R A L R Ay i 2 RS L A o ] ] o i
SR BT A R . HLH A 0 k7 0 e Bk 1 7 32
B IEAFIE HLA QLTS JE AR HEARDL R | by 20T
M BRI AR5 528 RO AU, &t i
»UJ““(@??NKQHHE‘???TE I R ) 6 HLH il 5 3
PKXE ;1) #3845 ) I EBV-DNA %5 . 5t 1
HLH 4% 5’%*%?%&%’“%/ % T HLH ﬁkﬁﬂ%[_l
iy
( 1L)CNS-HLH fyiRy7
112 CNS-HLH B i i i/ s 7
5 N TE S H 2 % (methotrexate, MlX)*ﬂﬂi’,%?KM
(dexamethasone, Dex) . R AT 075 I B (1) 751 5t 41 1
<1 %, MTX 6 mg/Dex 2 mg; 1~2 % MTX 8 mg/
Dex 2 mg;2~3 % ,MTX 10 mg/Dex 4 mg;>3 2/ ,MTX
12 mg/Dex 5 mg. A N GHA T RS S A pf
28 Z ALK CSF PR )M E w20 1 S
(7)) FHRIT
1. J&3e  HLH (8 SRR T Y RN 5 HSCT #Y
BRAEARAEL , Fu 47 L T JRe g B i 46 5 H s 4% 114 19
Bis A 20 B sl 2 11 BT FRD 78 G2 BR A 114
W B A AREAR o7 %0 HLH 2 58 R Jddje T iR
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ZRE) LA R IRTT

2. il s HLH 2835 DAL afi /0 A o 21 A1EE it 2
SEH AR FR R A RS . S EERIT H AR
A1 1L/ BT BO>50x 1071 LA Bz B il 46 A AH T 1F
W ORI i R N A R I R R A
FIOB i vk VR 3%, 6 BB b FE T AL VI F - 2 1fi /)
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