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1. Rk HLH, —Fh i Yo o Ak v e 6 0 Bt
BER., BME M S HLH Mx i HEE
12 Fofr | AR 7 Bk 2 B O R 50K IR R 7 HLH 3 R
Wtk HLH(FHL) | fRE ik fa 255 fEAH X HLH f1 EB
## (EBV) IR zh HLH, O FHL: 3t4 5 A, fu
#% FHL-1,FHL-2  FHL-3 . FHL4 #1 FHL-5, FHL-1
ARM B RE ZEB R B E A E AR E, T
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Hermansky-Pudlak ZZ-51E [T (HPS-TT ) , BRFE R EEH
4381/ RAB27A , CHS1/LYST #1 AP3p1, & EBV
IRz HLH . X 8K E A S A G A 1E(XLP) , 8
& XLP-1 i1 XLP-2 (XIAP) , 2 5 £ #1 5 EBV 4K 3}
HLH, 43 5%F 57 SH2D1A J%2 BIRC4 FiFp 3L K =48,
HAt EBV 3kl HLH iA 4% TL-2 35209 T 4 s
#Z (IL-2-inducible T-cell kinase deficiency, [TK)
CD27 Bk = DA K8 B F & iz # H ( magnesium
transporter gene, MAGT1) 24,

2. gk&ME HLH: 5 & MBTERRA X, 2 i
e BhE  XUBAE BN S 2 e R S A R G TE
AEAL T 5| R A — T S L P B 9, 38 B TC R e S
B BV A AR AL SR BRpG . T oRAG I B RTE ARY
BomERE, BEAREASHKYRERETHENE
HLH, @ B4eAe HLH, 248 % ¥ HLH &% WL
B, GRS B EEU R dRR % AT LR
PR A g ok A2 A (B 78 A L2 BUR .
TS SETE BRI 2 7E Sy T ) AR 00 B0
REREERE LWERE. BEHRE, UHE EBV
B RRFENFERH, @ BRI HLH B4
Mg EASESR HLH, T EE OB AREMIE, 7T
BT HEE 200w, 2 KB HE . EHENAe
SHEEGEIES%, HLH WiE DR A A f &
ARG A B IR M AR L BB SR, HP e
JEAH S HLH S & W, UL T 4 F B SR R 15
(NK) ik B 2 0L, @ E W4 MliE g &1
(MAS) & HLH #9575 — MR X, BETA B8t
30 MAGHB R ERREA SRR S5 HLH
MR, B, 2505 DEFEHEXT R (SJIA) 2
MAS F £ ILASHE , REELLBEREE (SLE) FIA
i /K (AOSD) 2% TRl . @ HABZSHY i
MAMZREAE . #2002 B I i T 4 i R Af
A%k HLH, F LAY HLH 35 R i S 55 iR
9, I ERIKEE T AR SRR
AR R RUR S

— HLH 2z

1. HLH-2004 2 ibraE" : BRTA AR HLH 2
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WA 1B PR AR Y4 T 2004 4RAETT, FF A 1L
T & o AT (T — £ AT LS W HLH, (1) 41
TFWifs 4 HLH: 7F HRT 2 5/ HLH A XBUR £
B, 4 PRF1. UNCI3D, STX11, STXBP2, Rab27a.
LYST,SH2D1A  BIRC4 . ITK , AP381 , MAGTI1 , CD27
ERMFBHERDT, (2) FHELUT 8 &iEind Y
5% K#GAKIE >38.5 C,#7F4e>7 d;@ K
@ manfmE > (R ESNAMPHRB =F) : MK
H <90 g/L, il /MR < 100 x 10°/L, b7 40 g <
1.0 x 10°/L HAR B 3 m DI BE RT3 @ = =Bt
i E A () A B AR MUE : =B H >
3 mmol/LEkf TR K 3 Ml AR EHR
<1.5 g/L BAKFRIFIE 3 MrE2;© 7888,
MEARE AT SOk 25 BL AR B 4 A © VS BE
FHE BRE T =500 pg/L; (D NK 407 MR R Bt
;@ sCD25 (AT H AN -2 ZR) FHE,

2. %F HLH-2004 i2BiimE A FE U B - TTig
76 LR B A B  HLH-2004 12 W45 R %82 B AT
s A2 W HLH R 22 A5 i SR U)o 387 A9 R 00 B e
7E HLH 2 Wi vh R VE IS o il 4, NK 40 g #0140
Mzt T W E4E A (CTL) M DI Re2EAR A, Rl 2 Bt
YBURL T BE R TN ( ACD107a ) K i K2 W HLH B E 2
FEB2Z—; FILE PR B,SAP XIAP 4 5 HLH
B o 5 DR AR XoF 7 P B P 0 ARSI T 1A LA
Y HE A HLH MRl K38 . BT HLH IR 2k
R 3% BRI S 56 8 & BT T LA A Ik B 440 P 4 2 40 i
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5K IR 00 L SR AE | B R AR AL AR A
25) .CNS ARERE (L5 MRI 4277 i 55 FR sl i s 55
WHUUE) R (CSF) 58 [ I H A > 5 4~/ pl
M(FT)EHERF R >35 ¢/L1%., HHLH B A
AR L TAE SR, 7 % 1§ CNS-HLH,

= HLH 2 EF

HLH f&—Fhat e ok i & BOL R , Bk &
& B HLH e B IEM2 i B EE, JHH,
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FrA BB e 12 HLH & [R5 25 0 Ak - I 7E /Y
W . 2W HLH (53 R giGEE L T EN,

1. RATEBLEE( HLH gl 2, M m gy

PR A B | I 20 My | PTG v R BSOAS A TR R
AT BEAR A T I 25 M6 5 HLH 7] 88 ; R i, 76 1
Hi EAIIFREAMNEET HEEARINERE
S XHEELRE I K it 5235 HLH 2B A 10
GA

2. R4 HLH-2004 i2Wibritt, 568 512 WA ¢
kG2 P NK RIS PR TS NK 403 8
RIS RERE I, A5 BE 135 2 i L NK 41 A 1 450 & o
H B4R, 6T NK Z0M7E 1 B0 iy v , @ 4h
BB G —HLE , A RSO 5
BRGSO FBAR NK R sk, 2T
sCD2S K, BElrdl A Mpihad e L A=
2 400 IU/ml (AR ZEAFFTLA pg/ml VBRI AT X5
Rl AR % REENIMEABI TSGR AE
BAPE 2R A R HESE, sCD25 7K - =6 400 pg/ml
WA UVE RS W2 — . FEE MR, W B
FZAZEW HLH 1 78 LB &, NK 40 CTL
MR THREFAG AT, DL S HLH 20 0 R 73 46t 2
a2k HLH gy E % FEL .,

3. fiAS B HLH MRS, e HLH g2k
Y4 O S AR AR A PR S LR A, DA A S S
ERAE, B E FE HLH WAl ge R, (1) w8l
) : R AF ARV R B 5D VKRS R, A B
WRELEE IR, B R B RS TR TR0 T i
PREG Y E B OL ; VEAR M IRI BRI 5B, 4R B o
WX GRS, (2) BRPEEE . TEME EE R .
A RS E, FERBE, EBV BYErE
RS SR MR HLH BE Z2mpsmd 2, it
2 EBV-HLH 7% 2 4 (i F1 (20) I % 5 4% 0 H
EBV-DNA, fl (8) i R H 4R I 2 EBV 4RH5 1K
/N RNA(EBER) [H: , 3 HERR H AL 7T 68 % 3 HLH /9
JFEH, 07 EBV Bk AR EBV RS
%, (3) MERE CEHMESE HLH MRERA £
b, 7 ST AR 2 W 2 A R A, T FE R 0 YR
Frid iR B, e R 280 MR RSB RR SR
WRYE B AR, 45F PET-CT S 40 8 e fk 9%
HIER SR FBA K MRAAX HLH P EEE
BEHHRE L, (4) XIBHREREE. X5 FHAm
KA HLH MEBERAETHERECERASZ
FEA AR F R 1 H 40 /MR TR, C- IR b 2R
B, AAETRERES, AR EAEAR. HR
Wl R B R R, A1 R I 40 MR B Ay #EAT M T R A
RAETEFF S8 R B2 Wi E B85, (5) EH
BB : oo LER A BAFFE IR & M HLH § 7]
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AE. EFIMFFHIE HLH AH5C B IGE H 22 MR &
Pt HLH W &b, B TREMF HAHK, 7K,
XTF HLH B EHE R A M HLH ] 8EAYIG BRI2 W18
BEAT G LUT R AT © BrA 2 HLH (1
BEENLHEAT AR A A, 6146 NK 20 B 15 v A
SOk S RE RN (NK 28 f0F0 CTL 46 A& ACD107a) ,
ZEFLE PUkiES B SAP XIAP % 5 HLH g HHAH
XN B 2 R A BRI . KT AN 45 SR AR AE AR
SEMBEN RN EEREENTY., @ ZRFER<
2 BHEE R ERNT, @ KK AFHRKEHE
WEE, NEREENTY, @ REREHEE, N
TR HE PRI

THE R, T HLH AEEURE H 5T
AR BTG & b, 3 TR B8 7 B il B2 4049 HLH 48
REGRFA L RIS FE R, B R A R
SHE B EE  RRERRSMNE &2 HLH WAT 5,

4 HLH B3877

HLH B3&97 5y AR F 0, — F 2B S 2%
IBIT, ATl B R AR A &, i Bl HLH 1&
LR E K 5 — SRR BEEYT , A 7R
e SR iE A R AR 0 A IR Ik HLH B & 1Y
B

L. BRET: BRI R ARSI TR 2
HLH-1994"") 8 HLH-2004 75&" | th E PR S 400
a4 3T 1994 4| 52,2004 F421T, HLH-1994
B8 AERHRIIT S EXRMB KTLHEF
(Etoposide, VP-16) , L K 55 P i 53 B &0 W04 1 i 58
Kt , HLH-2004 2T HLH-94 By & HBIT, ¥
H1E & (cyclosporine A, CsA) IR EFH RIS VP-16
[EHH{#E . AR4E HLH-1994 #1 HLH-2004 597 7 5= 1Y
HIRE MG PR 23 45 S F0 B PR R A Bt 2 B e bt 8
UL $EFE 7E HLH 5 3 98 J7 B {d1 ] HLH-1994 J7 2.
VP-16.%5 1 ~2 E150 mg/m’ .1 B2 K, %3 ~8 F
150 mg/m* 1 A 1 W; e EARM: B 1 ~2 F
I0mg -m?-d"' 3~4F5mg-m?-d"' 55~
6JF25mg-m” - d BT E LS mg-m? -4,
%8 FmE BN,

ZIES T R VP-16 K& 81K 150 mg/m’,
HEEKE <10 kg, VP-16 F| B 0] 5 mg/kg 3k
HE, hTHDE/ BASTRITIHT %R B
ZHEYHRTEAR, X F VP-16 M B UGHTT T 48
FSARE R 1S S LIT B E 75 ~ 150 mg/m’®,
15~39 &8 E 75 ~100 mg/m’ ,40 % L) b & &
50 ~75 mg/m’, FEEK BHZ WAL VP-16 HEfF

BETEVRTT 1R B B AT BT 32 T I H T A e
AK o HZEHKAL (Dex) 45T 1 AR BFR B 3 5 577,
JaE IRIRITE . 2 HLH-94 #iGIr T &
(VAR E F 250 1a]) & & v DA R R A TR
FRAEMEE., TEEHOE, B0 XEREwmH
5% HLH Fi2 80 HLH 835 7] L AE B At R0 K2 JoT
WRWEEIT G IR AR, — SeRERR R TR A (an AL 1R A
2 R A AT B 5 ) B iy HLH & 3% o] LUE
AR R IE T RS R, TR AR
Y R AR50

2. CNS-HLH 34977 AR ML R 52 B
BB E RIS a4 TN ES P&
S04 b ZE K HA (MTX/Dex ), B WTT : S #¢ <
12,6 mg/2 mg(MTX/Dex) ;1 ~2 %/,8 mg/2 mg;
2~3% 10 mg /4 mg; >3 % ,12 mg/5 mg, HJAE
WIESHATF T2 P iR 2 R 50 (IR R FN CSF 45
BOMEEEZED 1 G,

3. BEROBIT - WA RIRIT R A 2 ~ 3 RNyt
TR 0TE , 3 T L0655 SIRIT R sE ik B8 4 b
ERUEFRNEERUREEZRIGET Y,
*F HLH W R0E97, BN M LS — RIS
£, 8BRS IRKREN RS R ERE
B BRI WERE T PR LRI TR, (1) DEP 5
L-DEP B & 1ky7 77 £ . DEP R E—F g
RLEE VP-16 FIH K R A BB AIT T %
EIEFIE ISR Z L E2S mg - m™* - 47 dl, VP-
16 100 mg - m~? - d~" dl (EEEAFF B IR BN "] 2 M8
BREITHE), HIRE IS mg - kg™ - d7'd1~3,
0.75 mg - kg™ - d' ¥4 ~7,025 mg - kg™ - d”
d8 ~10,0.1 mg - kg'1 AT HREE T IR, Zh
2R AEE K, E2REUEEEN, FiLER
BT B2 mg - kg™ - d7' WTEEMEH
W PR R AR T BE I TR A . XTI
£ EBV-HLH, r] 7£ DEP J5 2 04 2Ll H i A5 114
M TAB . BINABUNEENZEN
1800 U-m™-d™'  fEy7BMEE 3 KIFH, il
FARE RN A TE T A TR B . B T & B0 T4
Pk o e A A () PR s (1 4 1 S B BDAT AR A L-
DEP #1 DEP Ze & BIMLIT T . (2) IREHIEIRIT
(HIT-HLH) : % % 5 M % 48 B 3k 58 & (ATG)
5mg-kg +d'dl ~5;VP-16100 mg -+ m > - d~",
EHE—FATC FEHEM (7 +2)d /25, L BAE
TR, EE T WG HERM20 mg - m P - d 7 x
7d,10mg - m™> -d'x7d,5mg - m?-d" x
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14d,2.5mg-m2-d"
x 14 d,

4. B¥ERIT T B BEEE SR RS
BAELEAERR, I HAEhEEREIER, BIRED
ey HLH AHOCEFE B, 7T 7E 8 B8 yT R =10
#Ext HLH MI697 . £54 allo-HSCT 81 59 # & [ R
By, X FHE RRESEFT allo-HSCT By &8 &
HLH #3548 HLH-94 7 R, 51677 M HLZE KM
AN VP-16(VP-16 150 mg - m ™ - d™',2 J& 1 ¥k ; Hb ZE
AFO mg - m™? - d7' x3d,2 1K, TEMA),
I RS E HUHF ¥ 4% & T BE R AF 19 B3 7T i F CsA
6 mg + kg - d', i 2 W AT BRI 200 we/L A
fio WLIRAE AR, X F 4k % M HLH & 2% 5 78
HLH #3697 5 5 15 19 278 R 35 41 I8 B9 157 BUR 41
Xt R R IRIGTT o

5. 5 kNI i+ 40 M kE (allo-HSCT) Y,
Allo-HSCT HJFRAE 45 : DFF4E NK 40 M Th e BE RS ;
QBIESL ARG/ SRR EE,OF it/
MEVEYE HLH; @ i 1 2 R 4% B0 HLH B 3%,
RISt 5 25 8 U0 R SR BB, 24812 HLH Bt
TR B R EB R E R — W
HLH S RAZET- R K, B4 R AT RETE 82 35 24
YRy R B IR B M G R T, A8 LR
B A A BRI e S R S A
ABWRIEAT . TEEBE R G AL B 4 1 PP A4 3% 0
NK 2 60375 14 R B 004 Ty BE A U | 5 HLH SRpg 3L A
A N B R, DL R HLH BRfg iR 2, 46
M EBV-DNA, —&15 5T, HH52 Wr MAS B9 5%
HAHEFE allo-HSCT, iMEis/ & % 89 EBV-HLH #155
{2 Ze Pk B R A5 HLH 82 W AT BE M allo-HSCT
HKiko

6. ZHAIT HLH BE ¥ H A BN E
AESRTHBE I 32 B . SCHFIBIT RO ME I B 5 TE 7 44T
HSCT F835 A5 A8 0L, 61 5 7 97 - £G i 70 7 L Jidi
RJELR G, FIKAD 7T SRR BR 2 3 R B YT AR ks
I . ARfTE B R, B2 T8 HLH B %
DL R L& BT RE  FE UG M T 18 AR BIAYT .

HLH 8% B F 7™ 5 /9 1 /> AR 8 20 70 58 1M 2 i
S, B A XU AR . SR T IR 89 B AR 2
W /MR AEREE 50 x 10°/L KA B, X F&adkh
I 78 R /MR BT EE VKR I BRI B E A
W, LER T EATEEAIE T, BEHA MM
B (¢hTPO) AT HLH 457 7 18] A T 48 & 1 /)
IR T

"x14d,1.25mg -m™* - d”’

1T AE ;2 B B AT RE R 25 W R PR IR, R T
BETESO IS A2 o D B s R JR A O RE AT ZhRE . E o
RESZNEA A2, Hk, RIS WiEt B 7o S R &
AR SRR A T RE , IF 45 T RHIE SCRAA T, 5 W i e
AR IEE,

7. FERMOPH T ARSI, L 2 P
fE—UIT R TTROT M EE AR AR AL E sCD25 4k
HE MM =B B R | Rk E
(F CNS-HIH %), (1) 5 & W % ( complete
response) : FIAFTHIEARIREEHTLE, (2) ¥
531 % (partial response) : =2 WiAE R/ SZ I 2= L 47
R 25% LL b, A B AR TS U T ARE: O
sCD25 A TR 1/3 L ;@ SERM =B H M T
P 25% L b ;@ RNl AF SR T : AR <0. 5 x
10°/L &, %% 7+ 100% 3 > 500 x 10°/L; o ki 2
M10.5~2.0x10°/L &, 5514 100% 3% & IF % ;
@ ALT >400 U/L %, % 50% [ 8
Bl LT E RS R A AL IR 1 E 51 W : Jan-Inge Henter
( Karolinska Institute, Sweden); Gritta Janka ( University of Hamburg,
Germany) ; Milen Minkov ( Medical University of Vienna, Austria ) ;
Itziar Astigarraga ( Hospital Universitario Cruces Barakaldo, Spain) ;
Angelo Ravelli ( University of Genoa, Giannina Gaslini Institute, Italy) ;
Paul La Rosee (Jena University Hospital, Germany)

MEE: £ 83 (158 ER K FEMHE 0 &8 E b iR
B XA (EEERKCEM B UL EER)

SEXALEBITHIENER (R REEATS).
IRA(EHERRERBIZILEER) ; 20 (FEHER
KREMBI R RKIEERORE) ; 27 % (LR AREE—E
BB G BORARL) 5 E 4% 45 (7 A0 B R A2 B IR b B v
MERH) 5 F ok (B KB R K MR L 3 B B o v R i g
B a mE(BRERKEMEILEREMRE) ; 5 &4
(R RAMIBEE —BEBE LR 5 30 5 ()1 k24 7 B B 1
BB ;30 2R (FRREMBEL/NLMBE) ; 2 5 (5%
ERMREMBEICT Iz ER) s F4E(FILREHBE —E
B ML) 5 o K R (VT K % B 2 B R L 22 65 Bx 1 W
B R E (AR E R K M8 Ak 57 JL 2 B B 1 i g o
) WA (BINEER¥V R ERME AR ; 54 ( L
ILEEZEDOMEEER) ; 4 5 ((PRE2%ZEK) 58
) 5 & 7E (WL RZEE ¥ GRS —E R MBFR ; 37 4 %
(RN R2E MR LB BE B MR A ) 5 #A 3 (AP R R Rl o
B= 2 e B U A IS BE ML TR PO R ) 5 3% 4 A (B R BL R 2£
RALF A B AT S .0) s & % (P H K IFE BRI 5 g
FAEBEZAL) s &0k & (b et K2 A R B B R o 52 B ) 5
HE(ERERREMBIEHIZERFR PO &%
(PEEFFERAC IR B XS RE R ) B S & (B H#
BBl R MR AL 5 R E B AR AL
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