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4D AR L2 200 P 00 R W T L S RO G
A3 DA TRk 2 W A0 L PR 5 S 1) 3 8 9 0 s I 5%
BAE o DA i 4 /b | JHF R R S B ik
L 445 1B R 2H 2 R B I I 5 Sy 32 i PRARRAE o

(Z)HLH 42

Fie HE O 75 A7 76 BB 09 HLH AH 5 19 JE R S
HLH 7] 23k JE AR Fn gk v w3 . fERE S T
AL 2 BT AN TR A, 38 53 It R e B 92 Gl g i
(primary immunodeficiency disorder, PID) DA fZ 56K
PEAR Bk [ 976 26 B0 A HLH 55 5, [A] i R % v HLH
Bt i AW AE B DA . HETEIPR EXF T 5
KA HLH B 20409 73 28 Ko 44 IEAE BT 24 .
RSN, Ak A4k HLH gl 77— RO BN i 45

LUk Ve HLH : ph st A 1R bk 40 M 25 S e =2
B S AE TG AR OCHE R P T 2. Ay AU
St g AR (B30 Y AR R L . B A E
1 HLH AH 53 4 100 A3 Fh , AR B8 9 HLH 200
FEDUA 17 Bl o AR 4f 5 P B 1) 4 R it e 1
HLH 3 28 40 F « (1) K & #£ HLH (familial
hemophagocytic lymphohistiocytosis, FHL) , £ 5 /4~
WA 4945 FHL-1~5, FHL-1AH 3G ) 5l b 556 B R
2R [ 2= A AT, FHL-2 % FHL-5 X} )i PRF1
UNCI3D ., STX11 K STXBP2 3t [H J& 4 i 2 1 .
(2) S RE B LE B MEAHOC HLH , (245 Griscelli 25 &
fE 2 (GS-2) . Chediak-Higashi % 4 fiE (CHS) Al
Hermansky-Pudlak ££#& 1 2(HPS-2) , B3 H 435
JE RAB27A LYST I AP3B1. (3) X 24 Ak 10 8 A=
$99 (X-linked lymphoproliferative disease, XLP) , {3
5 XLP-1,XLP-2, [ 5 [H 73 3] & SH2D 1A [ XIAP,
AR 1 B AT LS FH & NLRC4A Fll CDC42 FE A
(4)EBJRTE 4K S B HLH , i 2 N A 15 B 25 15
FE K (magnesium transporter 1, MAGT1) . H 41 g 4
22 T AU R (1L.-2-inducible T-cell kinase ,
ITK) .CD27.CD70.CTPS1 #1 RASGRP1 Z&[H .

2. 4 Sk HLH . piy R L R R 78 1 e | T
YL S Z2 s R I B0 7 T JE SN £ A AR, T8 TG
C A HLH B0 5k 5 i e S 505 s o Bl Bk PR 58
S E KON B AN Wik 25, 4k & P HILH F st & 7
HLH & Z 8] i AR AZ A RO, H AT A 1R 2 4k
e HLH A7 7E — & i 3 5, sk M HLH
AHOCHE R 1 2 5 28 S 22 2854, O HAETE 32 51 5 fioh
KR FR (s B gL 55 ) 19 AT 7 Jm R I
HLH 205 o % TR H F i E %0AY HLH 20 &
, ELTCHERA & 4k % s PR %) F8 8 I I 2 T I RS

BT HLH , 16 J5 2L 936 97 F Bl 2 1 R v AT 5 A W =
I AL o (1) 3 1 988 AH OC HLHL: % DL T 1L
FRGUGNENNIE A4S R LR R M e A
Jed A ¢ HLH B 7 UL, JC L A 2R 2 405 (natural killer,
NKO) i i A0 T 41k B2 22 UL . HLH L m 4k % T
ARSI, e M R RV e 4 R S
(2) AR A 28 PR 95 AH OC HLH, SRR B0 40 i 3% 1
2% 4 fiF (macrophage activation syndrome, MAS) :
UL T4 BT A AR RE B M G T1T 48 (systemic juvenile
idiopathic arthritis, sJIA) | % A Still 7% (adult onset
still disease, AOSD) . & 4t P 21 B IR J& (systemic
lupus erythematosus , SLE) F1 I8 76 V£ Ik B2 45 R 55
(3) YL AH 5 HLH - 4k % Mk HLH A9 e 3 WE I, 40
TRANTR EL A 2 S BURG AR ] DR SR fi
(O i T RPE I REZ I R AL S PEEOR . N EE
JE R A G HLH S5 % UL Y355 AL, JE L EB i 2
(epstein-barr virus, EBV ) JBYL i 5 UL o (4) Hift - 2%
FERR L I R 2 (e & o 71 =i N M
(chimeric antigen receptor T-cell, CAR-T) 5 V5T .
ULURFNZ5 W) S5 T & HLH . 3 A8 1
BRI R AT 42 2L HLH,

— HLH 2 Witz

(—)HLH-2004 2 Witr it . HHTZ2 A9 HLH
bR, [ PRIV b 25 T 2004 4RE1T 45 5
DA W 25 fE AT An] — 25 ) 0] U2 B HLH : (1) 43
T2WiAT G HLH A7 45 H T2 809 HLH AH S E0
A, W PRF1,UNC13D,STX11,STXBP2Rab27a.
LYST. SH2D1A. BIRC4. ITK. AP3B1. MAGTI1,
CD27 55 FEME 2848 L () R & LA F 8 S48 45 0 1)
5800 F D& IAIR>38.5 C, F72E>T7 d; QI
K @ i 28 o /D (8B RN A P Rl = &)« M4l
<90 g/L(<4 J{ 2L, ML 218 F1<100 /L) , 1L/
B <100x10°/L, F P67 40 g <1.0x10°/L H.AR - i 1
1L ) f5 9 AR 9T 30 ; @ Hih =K (wiglyceride, TG)
ILAE I () ARET 4 £ 1 I5ELE < HW =75H>3 mmol/L
o TR AR R 9 3 AR 22 |, 2R 4E 4R 1 <15 g/L
a1 TRV 1 3 Ao 22 s OFE B L
YR I 46 BRI I PR 4R s @NK 4 i 1% 44 AR B
B s @I IE Bk A TE s R A =500 g/
@)sCD25 (Al P AL 2R -2 5244 T o

(—)HLH "X #f 28 & 58 57 2 (central nervous
system-HLH, CNS-HLH)"* : 7] 2y HLH & % Ilfi IR %
B, LA FE HLH s AR rh A2k« (D RERARAE : KRB
R A (B0 # 22 R G IR (U0 2 P RO I
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o BB IS S TR IRESE) 5 (2) FPAK
RGNS 2E TR S MRT AR 7 I3 52 J5 s i
SH 5 (3) B (cerebrospinal fluid, CSF) 5% : i
TR A L 2 A (8 B B e . HLH AR
iR — T sk 2 0 5w B 7 % &2 K CNS-HLH,
A BEALL CNS-HLH (14 i 3 #0473k ol AR 27
R e R A 2 o P 5 AR

e BRI 1 A LA CNS R 9 B & M HILH, 1ifs
PRFEBLH & AN HA S AE 0I5 PE HLH B
S LA 1 04 i SR A2 o R BRI R R B B2
PZERE, I AR GeAE IR A5 LA HLH I PR 28 3 B
5 A Wi & AE, HLH A OG5 A5 AS B 2, W 5 ok
w2

= HLH I R Wi 42

(—) R IS LA 51— J 4 L If 240 e i 2> L
KDy RE S5 —BRAE

4 2 I PR b TV i R ) 4 A I 20
JRL A, A G B K B8 ) i S B 4 P B HLH
T BE .

()W R — P —— I B

BREE =500 we/L A A HLH (2 BibRifE 2 —
TEIZ W HLH 9 R A 849%™ . A B 58IA MTE
JLEE i 3 2R A 1 >10 000 /L% HLH 912 87 1
BB 35 90% , 5 S 1 ik 969 (H R Bk HE 1 <
500 we/L Al E i N2 W HLH (1) S PEPEAN $5 b5
AT BE DL HILH 93 491 14 S G 0 it ¥ 4% 2 11K
T H: 5 3 T st HLH 12 B 2o s 20 00 R 5 3
N7 B[ 2] FF g HLH 032 AH C R . Be ok, i 4k
B VB R T2 H S5 S A BR A R AR ] AT
FEHOR B o 0T I3 R B 11 <500 pg/L 1 SR, 2
HEAT % U1 I PR W 2%, 8 &2 174 HLH 2 Wi A ¢
S8

(=) L Wi——8 45 HLH-2004 12 Wibs ifE

563 HLH 2 HHC R A 0 (1) 25 1 TG>
3.0 mmol/L f& HLH-2004 i2 Wi br fE (35 45 2 — , (H
PRI RZ i R R A 22, il 2 30 0 1 e S e AR ek
LR A K<LS o/ LI HA W o (2) G
ANJE HLH 12 B 1 78 22 55 o (3) NK 40 i 6 7 - B AIG
JEF8 NK 40 A% 475 40 20 i 19 T 8 R %, R fiE LA NK
21 6 19 L A9 s B30 9 R AR (4)sCD25 K F-Tt
fer s [ PR 2 240 B P 25 B9 LR sCD25 K K->
2 400 U/ml, 4 [ N BIMEZH FIAE B8 I 2 bt RIS
45 FAHEFE + sCD25 /K 26 400 pg/ml 7 LUAE K12 Wi
FE bRz — o (5) 4 X -3 - HLH AH OG0 i IR 715

R m LA B 12 W7 HILH A A8 A vk

45 A HLH-2004 12 Wrbr i 8 T 48 45 rfr 5 701 )
DAL B BD AT 2 W HLH , I #F — 25 5¢ 3% HLH %5 K 9
MR . YHRE LT A 4 TbR AR, 0 2550 W
§A AL, I B E VA HLH A G 8 hr . M EFE
3T K LT A s, I W 15 AR Ak, b B A
WAl

(1) 9 R2 Wi——F-485 [ HLH A9 A

1. T [R] 95 B0 e A < Rz A 4 36 T BRI 5 1S 75 50
CRAA I RUSEC) 5 5305 s (5% i 01 2 75 A 5Bk
AR B ) s b Bl A Te R A R LA R
TR A TS s A kA RS . TEAN TR
FEIR I 24 s FRA T8

2. 0 FE T BEAS A R HLH AH G JE R A 2 1 36
AT . (1) ACD107a: J50RL it 61 5 (FHL-3~5,
CHS 1 GS-2) FH 5 118 K PR dik i S 20 NK 20 1 01 200 i
FEPE T IR 2 4 B (cytotoxic T lymphocyte , CTL) 35 it
AR 6 OB 25 11 CD107a 5% 4% 2 41 i 2 i 19 Th BE <2
4o U 2 40 A R K I NK 20 LR CTL 48 i 5% 1
ACD107a ] AR i A 5 i JORL 8 42 4 O 1 [ &
P HLH (2) J5 & P4 HLH AH G FE R i 85 Rk« %
fLZE Muncl3-4 SAP  XIAP F1 50k il B 25 HLH
I 2k DRAF X 07 14) 28 11 3 306 1 RN D B A Rl vl A A
Pk S 1 T 1 HILH ) ] SEAK S

3. L H P 2 W & Pk HLH A 4 brife . 2
PRI > o A A7 8 < (1) 40 i B D) g A2 AT HLH AH
o FE R B P % R R DU AT AE B A 5 R
(2) FEPE R s 8RR A IR <12 2 R 5 (3) A4k 3
BB PR A HLH B (4) OE ZAERY HLH R4

4. IR SR AN P BT R LA SR
R YL SR IR AE ARG . EBV SR BE AT LAE i HLH
B B R A mT DI 75 ke R 5 H A 2 A ()
HLH A A7 AR E 1 0 & R o et & Bt i
JeFH 5& HLH XU S 2 PR B A 56 HLHL, 38 S A7 7E
L 00 5 DR f5le g 1) i & 1 HLH, EBV #7] fig 2 5 H:
. PR EBV-DNA (CFRA A% 20 R L) A6 0% B
B 3-8 HLH i R sl & R AT 2 . ik
Ah IR 2E NGS K2 n] HF U B2 Wi g e A .

5. i gRE v 9 g O AT . AR i LR b, 25
PET-CT &5 S AR 2K Ay s BRIE A L S 28 43 A A
Yo A (RS AT 12 W ALEE 2 W g A OC HLH . 9
IR ER NSRS N R PR RN R AL o
AT ISR . >1 8 A NATHBEIGKE

6. AT e 28 1 0 s A« o e s R4 (i
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RURER B ARAE e3R8 11 AMACRT B B b iR S5 46
Ao WU P M e A OC HLH X 51) 1 LA 25 7Y
HLH 78 % R4 2 R B AR B R 1) H 40 i
VSAIRANY T =IO A VA & B = 1 RIT 2RV I Eo i
BARTE . BEE B IYIERE , SAEFE AR Y 5
I AR HEA TR T B2 R B2 W HLH A H 2485 .

7. HA S R HLH: 75 45 & 0 50 Fde & v
HLH 4320 279 PR 25 25 RH DGR i B

()2 Wit

24 B H IR B DD 8 R e A, A1 i 440 i
VD R B K B ) B S S IO PR BE HILHL A9 7T
fig. BEIHLH B @il LR it 12 W, I
Bl 1. f54 HLH 2 Wibs e B, SR 1E 470 DR i
L fE R ERIT .

VY HLH 3697 B4

HLH [IGIT EZ 0 A B 58, 15 S 5%
FA YT 32 BEET XA Y AR SE RS AR i HLH 16 4k
HERE ORI, IR RIG YT 32 B 4 10 9 A 1) S P38 e A
BRI AR LLGT 1 HLH 2 % . | F HLH J&—Fh ik
JrE T ) B , SR s MR T T R
SR U 1R R

(—)—&iRy7

L. 3G 97 7 & #E ¥F ——HLH-1994 7 % .

HLH-1994 J7 %35 ] T & Fh 25 A HLH 1Y) — 45
IHIT (AHERE, T bZAEdE) ™", 8 JAA FIRITH
FEHFLIAT (etoposide,, VP-16) FIHLZEKAL , A M HH
DA S Y M 0 R b ZE K Fy . HLH-1994 J7 % .
VP-16: 150 mg/m*, 1 J2 0,5 1~2 85 150 mg/m®,
LJE 1R 55 3~8 i o ML ZEKHA : 10 mgem™-d™', 5 1~
20,5 mg-m’z-d’l,% 3~4 JH 2.5 mg-m’-d’, 55~
6Ji;1.25 mg-m~-d™", 7~8JH . HTAER Y
VP-16 fff F & C B 13 BN AT 15 %5 LU F B3
75~150 mg/m’; 15~39 % fE# 75~100 mg/m’; 40 % J
PL_b B 50~75 mg/m?, HLH-2004 77 EHEFENIGTT
W) E wt [F) B FH PR 5 A (eyclosporine, CsA)"',
HLH-1994 J7 2 v 2 7E 8 J& 15 IR Y7 Ja A A
CsAo AR HI A P I PR 5% 45 SR A B 20 2240 i
oA B 0L, HLH-1994 T RN E kB ST E .
BB 5% 4 HLH XU S0 28 PR 9505 AH OC HLH 7] DL
Sl FH W e B 3 IR YT . — SRR AR (a0
b FQR A2 i He A7 FQAT TR 45 ) Sk 4 A ¢ HLH &
] LA S B X AR 6T 5 AR AR R, o
T G2 45 25 B A AR e 2590

2RI R B RTINS T
SFEIMIRYT o REB -4k &M HLH B W AR U f
() LA L PTAR 0 155 , 7 25 31 56 4 () I R 10 250 I A

| R S LR + IR ST S R 5% |

R
=500 png/L
<500 pg/L v~ he
= P
HREA:
HLHWTAERE AR, sl | 2500ma/L | XOORE )
5o IR TR e L.

TL-10711L-18%)

3/8 l4/8 =>5/8
WS AR WIS A, I >5/8 < BHMEZ g s<12 %
LI TS VA RIELTHRER 5 8 = W2 HLH |
[
TR (B JUH. i e
Jiifs (PET-CT. {RAHLURNMALS) e ; " N o
B R A (ANA. EN:\ ANCA 4—' CD107a. HLH 3 RAHXEH HLH?FFJ;E%[E;}HIJH?
%) 5 RRPEHLHS TAPRREGRE: 3 Witk |
fle 2 W R 2 1 &
o E Pt
» ST 1. S JE P ASHIHLH Y
BT B LSS I i 2 JARAEHLH

1 ANA BT ; ANCA BT s PR AN AR ST 4 s ENA Ry rT 4R ICHEAZ BT s HLH AW M ANAELE A 5 IFNy A3 v 1L M L ANiE A
2% NK 400 19 S8R A48 ; PET-CT 4 1E HL T~ & 572 4% 5 3/8 .4/8 .5/8 43 W 446 HLH-2004 12 Wik 8 WiHE bR 4 3 .4 533
B mgim Al LE A2 Wi E
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e 45 IR HLH VAT I DR, B I s W i
G A SRR YIT

() ¥Ransr

IR SIRIT T 2 A #7804l R BB Ik
FI)HR 43 0 2 (partial response , PR) S DL 7 50 1 M
G P HLH B8 BSOS R 2 M Ran Ty . 2 k1
HLH$87AY7 558 PR X DL BY7 a0y £ B 31
HLH % 2y, W] LR 57 28 8 4 s0CR T 5 0006 5
SRV I NELNE/ESSEEIIE 3

1. DEP 7 %8 . —Fh IR iR 2 2 LU B ARFEIN
TR T IR GIRYT 7 5 (BYUHERE, T b 2%
TEGE) A METAME HLH S0 24 363551 76.2% , Ho
%é@%(complete response, CR)ZE 279%™, Hth7
IR AL R 25 mgem™-d, 55 1 K. K4EIA
1 100 mg-m™-d™", 25 1 K (AF #4551 5 18 8% J 0] 2 B
HLH-1994 5377 %) . HiKJEE 2 mg-kg'-d', 56
1~3 K ;0.2 mg-kg '~ d™, 5 4~14 K (R e 92 Pk 9
9 AH ¢ HLH 7] 7 T g 55 o H Ok @ e 4ERRiR 9T ) o
LR 2 R K FEXPERE EBV-HLH, 7
FE DEP J7 E5EhtE FHEA KT 1T AW Bk 22 HE 1 4 Bk e
fitt (L-DEP J57 %) « 551 4 g i) #E 4 77 54 1 800 U -
med™, 55 3 K, AL AT AT A5 S A e ) A Tk g T
(BYAERE , b Gubds ) 2 K511 A< W% fff FHT e 1]
[A1F A 28 d, BRI AT 528k HI DEP MTL-DEP J5 %€ .

2. 7 ] % JE (ruxolitinib) : —Fp JAK 172 4101 1 751
(APHERE, 1 bGAES)>" , B2iRy7 e A &
N ()14 2 LUF R AR T (<10 kg, <20 kg 50>
20 kg) , 7 & 4391 A 2.5 mg . 5 mg 5§ 10 mg, 2 ¥K/d,
(2)14% KL E 554 10 mg, 2 K/ WAk, 7]
BB A B BORR R il B JE Bk G HLH-1994 J7
Lo BB DEP 7 Al g it — 2 =Tl

3. K A £X B BT (emapalumab) : — Fl + L &
(IFN) -y [ A sE BEUAR (B Zedfe e, T gurEds) , 6e
A RO AT TN -y ELAR il B A e R by, it & P HLH
ZR B FE A RBOF 63% ™ MK EAHTR 1 7 o
1 mg-kg™+3 d™, AR Im R AN LG40 S 127 3P Ak I R 5]
i, B 5 R G A 3 3 2 3 mg/kg, 6 mg/kg, fix K
10 mgrkg. 1RIT IRV 8 Jil , AT AR R 52 B
T AT (B R4 52 38 1l T A0 M A ) 54 Jod O J
T 4) . 75 H FERANEE T, Hb FE K AR ] i R
5~10 mg-m~=-d"", MRS 25 H1 1 RIF4h, AT
AR B I DUl

4. HA - F2 20 A ML PR 7B 1 yR 9T M iR
J7 B CDS2 Bt (BT 5 ) (B A, 1T b2k

WEHE ) JIL-1 SZ AR5 5050 CBTIR 1 3= ) (B ZHE77
I b G ) 55, AT AR B2 I 28 30 SR8 3 AR 164 7
MR

(=) 4Ry

BEXF HLH M 4ERp0 97 B 0O T8 I A BE
AT B A oM T 48 B 2 A (allogeneic
hematopoietic stem cell transplantation, allo-HSCT)
(s P HLH B4 . R4S HLH-1994 75 %8, 4 F5 iR
I7 J7 58 O MR FEIH T RS M ZEOR AL (A HE TR I
150 mg-m~+d™, 2 J& 1 7K ; B ZE KA 10 mg-m-d ™,
HEZE3 A, 28 1) HERHA YT 7 50T DL S 8 %
DUsse/NIRTT AR B 1k HLH &2 % o 4k &P HLH i
HE HLH Z2 0 Je BBt i AR R IR T -

(P4)allo-HSCT™"

allo-HSCT HY #5 fil A2 45 - (1) T 31k 55 Oy Ji 2 ik
HLH (883 5 () MR M/ & M HLH ; (3) /™ B X
MR G % R HLH B o B HO F s iR it
# ,allo-HSCT L i LABRMR BEAT o A, R AL R AT
RETE 25 Y67 318 B I R 2t Je S mf AT o — et
DL, RSP R 5 A OC HLH /Y (8 5 F AN A2
allo-HSCT, T Ml P4/ 52 2 1 i 4 2R P bk L0 AH G
HLH #1 EBV-HLH & W AT §E M allo-HSCT H1 3k £if o

BV P9 R B Af S8 — L2 HLH gt
TEUR R AR AL, PR A i 2R A AL 1) I ] ] o 2
S UG B 2R . HLH S8 35 P L3 i e B 1 75 22
B IRAEME HLA (7 5 B ERRAR DL AT B T 2T
M T A AFTE S 52 AR DGR B KUK, , 4 41 0 25
Tt (L4 NK 436 v B BURL D B8  HLH B
DA S I 11 2 11 36 35 58 ) R EBV-DNA % . J5U% 1
HLH B & BE R A 1 R % 64T HLH Sefe
iy

(Fi)CNS-HLH 93677

12 CNS-HLH fY 85 s Feivrim i a5 77
A N VE B 2% (methotrexate , MTX) Fl1Hb ZE K #24
(dexamethasone, Dex) o M4 A A2 A 7 S 40 °F -
<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. 85 N T FHAIT RS2 A pf
2 AL R CSFAE bR )KL IEH 20 15

(75) 3ZHHRIT

1. e HLH 3% SCRFIRYT YU 5 HSCT /Y
PRAEARLL , A 455 B B R NS TR i 7 s fii 4% 114 15
B . e P 240 B o /D 1) T BT A RS ST S R AR A
BB A IR, T %00 HLH BE R R e, JT
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SETE PR RIAIT .

2. Hh i HLH AR B /) Al sk 20 FBE 1L 2
SRR HORPE I A S KU . SCRRRYY B bR
2 15 1M /AR T BO>50x10°/L LA K E 1 A A5 AH X 1E
o R T AR R R B I A S
B UK UR I, A0 EE b SETR A VA 70 i i)y
oA B 25 W, A4S A N I/ AR R R
(recombinant human thrombopoietin, thTPO) F1 3L
(LSRR WA i 7= R NY TR 2 0

3. MESRIEE T 25 W35 1k S JAE SV, HLH
AL AT RE AT U A S 22 U AR D RE S
4o YAYT I E] A I T E , XA SRR YT
ML A N R R AT IR T AR IR B
HUAE HLH () S A7
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