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W Il 28 M 2% & fiF ( hemophagocytic syndrome,
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T % (i R HLH-94 J5 58 ) a7 [ B 2 2140 i b 2=
HLH-2004 J7 % (fii#% HLH-2004 75 %) 1647 JL 3k
A ELR BT RUS ST .
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2002 4F 1 H % 2004 422 A [EMERBL IR YT 199
B HLH-94 75 % 3497 1 £1;2004 4E 3 A %
2004 4% 12 F B a4 Be ia 97 1499 A\ fi | HLH-2004
TrRIFHIAIT 2 Ho 97 1 4, BIL 10 4,5 6
B, % 4 F AR R 9 % /N1 %573 3.8 &
IRIT 2 i, AL 18 4], 55 12 i, £ 6 5 AR K
8.5 % F/N0.8 % 132 %,
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HLH-94 J7 &2 Wikr i (1991 4 E PRl 81 &
HEmislAR ) 1 HLH A2 W L AT S &h%
HE D& I QA ; B4 il 40y /b, B K =2 A4
%, ETEETT <90 o/ L, M/ <100 x 10°/L, it
i <1.0 x 10°/ L; @7 Hi = AR 5E ( =2.0 mmol/ L) F1/
SURAFEERINE (<15 g/L) ;@B 8 8 sl ik I 45
KA A W ARG , oM

HLH-2004 J7 Zi2Wibn e N 76 DL bR i) 5
1 gl or : O T A Y45 & HLH; QFF &
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IR 8 5 5 4%, 1I2WT AT« A ez Wibs o (i
A AT < 7] HLH-94 J5 % (5 &45ifE) o B. #r
ZWIARHERR L3k 5 455N : ©@NK 20 g 17 P4 Ul 41K
= s DEHEF =500 mg/mL; @n] % CD25 (B # 1T
7 IL-2 3244&) =2 400 U/mL,
1.3 BIFAR

HLH-94 77 % O & sk KM RIT %, 9]

BIRIT (8 J&) - ML ZE KM 10 mg/(m®. d), 2 J&;

5 mg/(m*.d),2 J&;2.5 mg/(m’.d) 2 J&;1.25 mg/
(mz. d),1 J&; %=1 fE; VP16 150 mg/(mz. w),
2 YR/JE,2 J&; VP16 150mg/ (m’*. %) ,1 /& ,6 J&;
AR R SN R MTX 5k e i —
BB NS, 56 3 BTG, &R 1k, 3 4 k. 4ESy
MBIT (9 ~52 JA) : L ZEKHS 10 mg/(m®. d),3 d/2
J&, VP16 150 mg/(m*. ¥K) ,1 /2 J& , HFHEZE A
6mg/ (kg. d) , FUHR , {5 1l 2459k B 4E 477 200 mg/L /2
£, HE 52 8,52 A Jadm AR A, @4k &k
G I 2 ML 25 5 EIR T 5 28, IIAE 8 JENA YT I AR A
A AEIRIT -

HLH-2004 J7% : O & P sl KGR YT 7 &,
WILRIRYT (8 Ji) : i ZEK A 5 VP16 7% W] HLH-94
T5ERER A B H 6 mg/ (kg d), HIR, {12}
W AEFFAE 200 mg/L 2245 o A Pl 2 R Bk A
W8 O MTX 5% Je e R g, 268 3 8
UG R 1R, 4 R dERRIRYT (9 ~40 )
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WEEIL(DIC) . FET-H(HFE 3 NFET) 1RYT 1 4
2 #g#HR 1 40% (4/10) 3697 2 4N 5.6% (1/18) , & #H
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W BILWFER. 225818 &k
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P2 AR E T 1 4H,x =3.99,P<0.05,
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ARG 3o AT, — 2K Ay A S P
IfiL 40 M9 2 & AiE ( familialhemophagocytic syndrome ,
FHL) , 75 — 2K 4k Ko 1, B o 9 Qe AH 4 HPS
( infection-associated  hemophagocytic  syndrome,
TAHS) 1 e i 8 51 362 25 B fib 8 AH G - HPS (malig-
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MAHS) " A7 DA PR L AP X 53 %09 L)
AR SEEN] T, (HZ BN N GBI 1 R G 5 W 7E i
SRR e W it 2 £ 5 Ak POl 32 B4R ] FHL
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R T AN M DR LR, 51 e 4 e 1k
TAHS AL nl BE7E T Tnl 5 T2 20l 64 2K 4
JEYPN AT Tl A0 BE T AL, W6 AL A4 Tl 2053
A PR A I A R R T T R S A
ST P U 200 R W 7 A ) v 40 i R
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T (C)  (em) (em) (g/L) x10°/1, x10°/1,  mmol/L o/l FEEE  mg/mL
WBIF 14 39.1 4.6 3.2 81 0.81 56 4.8 1.2 AW, ¥ >500
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*k2 REERE ()
S EB J5 5 CMV i &f SR R J T B AL UIN I B AN B
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IRIT 2 4l 10 3 1 1 3 3
*3 WARARHRBTERTHEER
IRYT 8 FT AL
Vil s N3 [SERUTInNEIEEAY —
52 BT IBITH
I 14 10 20.3 A 40 40 2
fIr2 4 18 9.1 14 1 3
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