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454 NK/T 2 e ik B2 9% ( extranodal natural killer/T-cell
lymphoma , ENKTCL) J2 4 2E % 4 Wk B2 983 ( non-Hodgkin lympho-
ma, NHL) i) —FhIF 2, 2 I T i NK 40 M0 NK A T 40,
(EEZ N NN IR N RS BNEE N N N =T
it MR K LR AR A =2 —  AEL L HR A 7 % IR Y
ENKTCL e 520, i NHL 5 1% ~3% " Wi 20 25 &
fi. (hemophagocytic syndrome , HPS) S FR Wk ifil 2 g 4 ik £ 2H 21
400 484 22 iE ( hemophagocytic lymphohistiocytosis, HLH ) , J&—
LA PR XU R R A 9 SR A PR I R 25 B A, DA
[t NN (1211 R R 7 - S DA | R Ns e i Tl s
A HL ) B R B Z RS N B R i AN MR T 2 i A
NK 2 B 546 4k % 1k HPS o 0L v i i g |
B B e PR 5, bk L 2 S 34k R HPS [ E B R 2
—o LMIRFRA 1 & RN ENKTCL &9 HPS Il R2> WL, i e
ERR R8P, RO LAY 5192 BT RO, A
SCHRGE 1 B LABRFRE IR B 19 ENKTCL 53 HPS By 3%, JF
S5 A DG SCHIR AT 120 0 1 PR 3R B0 9 R 1 2 W S 25112
Wr JEITHEREIHATITIE

BEE 52 % 3 R ER RS Z RS R
10 R ERIZ THMGE, 4770 B Wk L 45 0 4 2% 18y 2H SUM 0
WO TR G AL R B 8 T ROR " UM HLE RR YT
SO TR] R 8 25 AL A TR G i Bk 7 98 2 LA 3R B, A1 B ]
2RIl 458 R A5 454% , T LA SeARF + A7 + gk
MR + ZEEURID B RYUEEZIBIT 5 A1 IRIRE Wik &
IEH R Z5 BT 40/ S5 F 8 IR b ik L A
WIAEAR A Wk, T 2020 4F 6 H 52 T 22 M K% & b
MR 112, R A 7S S ETT S | IR U L 485 T R (R
HY 3.3 emx 1.3 em) |, [R]RATAE R T MRS S5 T A6, 45 3R 4208
BRI AR ML IR , A L o, 40T L R M A S A, DL IR 1
BHEPAN N BB, R R BAE Bk — 22127, 2020 4R
11 JH ERRER AL R AE TR 2 T A0, A BE A H 4
AR 37. 2°C, 0> 2R 100 ¥&/min, FEIE 19 ¥%/min, Il JE 100/
82 mmHg, /A F+5%4 (body mass index, BMI)16 kg/m* , £+ 5%
b VR FRIR L 45 (STES MRES %) T fk B iR, SR G 20 i, | G
SE4 T, IR G B JB 15t 97 , 9 T Ik it 14 0 I, IR B2 1l T
IF2 e, FHBHRGAE : i F B : AT 4.5 x 10°/L, 1L 4T
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HHT5¢/L, M/ AR %L 104 x 10°/L;5 A Ak H ol = g
8.7 mmol/L, FLER I SN 464 U/L, LI 14 1 368.9 ng/mL;
BEIMAERR  ZFHEFE ) 0. 89 o/ L ML AT E AN 3R 2 2
444 940 pg/mL( Z%{H <6 400 pg/mL) ;NK 4ijfii51E14. 9%
(2% MH=16% ) . BHEILEF b AlMg A4, WaE AN,
BRSNS YRSk SR R D R A i
M2 AR TR R AT B R BOE &, W] UL B A 40, & L B
Jebsgg A A . 70 BN R R OB, O AR B O
TR BR TR Rl DA R 8 s L R A i, R B A
JEAIN ., 28 PET/CT R B2 R% 2504, B A
75 % (flurodeoxyglucose , FDG ) {5 3 2 , XU &8 43 HR LI 4k
HEHIPIE U LU B, A5 2 3, FDG 55 MU 55 , SUVmax
5.4 MBI FDG RIS 5K i MR 14 =, SUVmax 2. 7, L] 2A,
B PEOR R IR e (IR ELIRE ) T REPER , B IR ARBRAT , 45
BRI T, @ PG KR k. 54T A
TR ey 2 S R B A s AP ML PR ST 2 P T DL S Rk
EUREAN AR i P 1 A MR . e 24 R Anffd CD3 ™ .CD2 ™ |
CD4* .CD8™ .CD36™ .CD5™ \TIA-1 + . Desmin-, PAX5- . CD99 %
Ay + Ki-67 #4 5 [X 4 30% EBER + .NK 3 ¥ + , EB ¥ #-
DNA 4.96 x 10* copy/mL &5 & E K I RAFFAE , R 2 W7 A
ENKTCL(IVB ) . H:Beitiim) s sh a2 34, Kege 1 J L L,
R AR 41°C 2B 2 Ik B B B2 92, B IlE = R AT
PERAR, S 4E R 5 <0.74 o/ L, G ERER 1 3 244. 6 ng/mL, HYH
=g 15 mmol/ L, FF DN REAR /R TN 2 R S L FE LG R ] X A R
AR XN 2 AT R &, FLRR A B R T & B
RENE R AT DLW I AN S . 5 a2 W ENKTCL - & HPS, ¥
DIHLZEARA + ABIHTHIRYT  IEBUR 457 KA APk i
PR p gl N SR o (1WA Ty e 1 R N o i AR s
LR B AR SFRTIE SCRIRYT G, A I R AE IR T e, IF T
2021 4E1 A 1 HFFUETLL GEPD F & (HVEMhiEL. 6 g dl, &
FEITHF 0.1 g d2 ~ 4, 3517142 500 TU d4, ML ZE K4 15 mg
2 ~4)fbI7 s RER AR T4 N, T 2021 AR 1 A 13 H
WAMEFRE ARG 5 T LLEE 2 97 F2 GEPD A RiBJ7, 5
WITFFREHNAAT 5 A7 F GEPD J RI8YTF , I8I7 /5 B E i
TR L 4 /0, BCHR BG: b ik L TR B B2 ok 5t 9 T AR, WL 3,
20214FE6 7 B # FIR ABCIRTT B2, 3k /% 2k PR 48 7 sl
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IR HIE Ji] Rl 2L 200 R AL K 98 o 5 U0 R A1 JIL B2 35K g 17
[V BET8 H , SU A 22 B R B . S5 s 1R R A 5 )R
PRI I e XU A , WO B IR 7 7 38 W RE I RSB T 32 -1 (pro-
grammed , PD-1) BAHLIEA P ik AR 1 (PD-1 B4y 200 mg d1, 74
KA 30 mg B SR 1 IR2 U, WML E R 3 d) L6974 TR
J& S A4 B PET/CT I 7 i 8 Bl MAGET TG, WL 2B,
ok 2021 4 12 H L BEWAD AR 25 R ER, HHTe ik
FIRIT R VIo

Wig  ENKTCL 2 —fhE I T i NK 40 i sl 40 i 7
T 20 A s BEAR R R R, 15 BB i 7 L B DI AR G, 75
VPN R 36 0 R 9 5845 5 , 17 ENKTCL AR /20 82 % B F8 ml BR 88
WHPFALEY  BUR 22,5 4RAAF 3 0 30.9% . HLH j&—Fh
P DLAE TR Eh A 14 2 2o BE VO 25 G AR, P 022 R AE
ik 50% o AR 43 S5 A A 4k A HE TS NK/T 4
LUK B B8 A S I Il 48 U 255 4E (natural killer/T-cell lymphoma
associated hemophagocytic syndrome, NK/T-LAHS ) J& 4% & 14
HPS {75 UL s

AR FRAEIR S 2 Hi e Iy ENKTCL L3814 W TR 3,
RZE VLR, 1 T F WA HR G £, 45 P 70 it 7K e, HIE X9
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RS T IR AR 22 0 DR 91 /0 W, | 8 U 28 0 it
KAEATINEL 2R G b A 25 11 AE 1R800 LA S B 3 1 B IR, %
PRI AL SRS . R, FE I PR T A 24 B R
PRREARGE L, FEBUAR KL T, ELH0AE 2545 107 P TG0, 107 1 7%
5 A R 3 48 9 242 33, 455 1 R 00 Tk L9 S A i T
B, X TE &2 9 ENKTCL, £ B 0 il 2 i B 5 4 L 4 i
240 60 /0 | T ) B S 5 i R 2 B, IS S IR Ak R
HPS' | BRI A BOa YT W T il B i BUS B E
B, LW NK/T-LAHS 45 [ i i /. ENKTCL #9522 W bk
EF HLH (i Wibnife™ . F T, 76 HLH 25 @, = i 4
]2 R R B 2H 440 B2 05T 9 HLH-2004 15/ . &
NEHE T, A ] 0 5 A SR F) 1 e A 2 4 2 1 R AU L B
T =8 LEE W NK 203 P AR sCD25 K TH s BB
WIS S, BE A AT DI REIRE , 4k & vk HPS 12 W7 0T
G XA TR 5T S PSR B W S (Y B2 2 AR TE
HLH SIS W7 A B R, 5T A48 Ho ke
P T 45

NK/T-LAHS J&—Fif 5 5 57 5 1 L 36 R 468 186 130
LT 4 95 A HfE 72 B U IR T 7 8. NK/T-LAHS 3697 60 4%
HPS (7477 , inF2 il 46 9 B2 HLH 3k J 45 ; Hyk i ENKTCL Y
BT, AR 7 e . B AT HLH 3497 £E LU
HLH-94 J7% (RFTIATF + Mo 96K 4A ) # 3, DEP J7 % (i8R
KL F IR MRFTIATF T3 ) /b Raasr " o W E
I 2L P A0 2 1 5 7 75 LR HLH-94 HLH-2004 Y457 77 %
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TSR IG PR 78 45 5 , 76k LR AR OC HLH 1) 8B 3 P oK HE
T HLH-2004 J7 %63 S8 97 ' 0 BF9c %M, /4§ DEP
FLEPE T Z AL, BAE 30% ~50% (1 B &% kN2
20 0  BFSY & B, ENKTCL 2 [ 85 /0 WL i 18 22 1k
NHL, I/11 ] g8 % 2R BRI 745 & 7 9097 , B 0% nT
ik 90% LA I-,5 SEAAE 23K 80% 2247 TI/IV 1 B 3 ) £ 58
FRBEAALST , BB ST 1A 70% 2247 ,5 SE/ LR 3R 3k 30 ~
509 ¢,

AR B EIG R & ENKTCL (/Y7 22k FH & 15 1 14 B
FRI7 % ARRT 52 % MEA Sk e 1 B % R H PD-1 AR YT
AR T WIS AT R A B B2 W ENKTCL 4 Jf
HPS o it J i, o F HAIR Y7 2, 7 R B 3 i ENKTCL
K HPS 397 8— AT, Rk, A6 i35 T GEPD J5 %iR97
—ANYTFREJE TR S, e kRS HT 4 /), ENKTCL A1 HPS A 56
FOREAR I A, 2 G s R A LR 7 4 IR ,5 1k
1bJ7 5 E 4 PET/CT {HiZ 34 2 IV 8 ENKTCL 4 Jf HPS (1
B EEIRE R &, FIRIEIT T E, A PD-1 BBLIRIT .
Tt b, A (B 32 56T HLH-2004 5, DEP 7%
Bt HLH 3657 F1F BtHL ENKTCL {by7 B A4 PD-1 HLikIAYT,
S5 B R IMABL PD-1 S5, B RN R T = (73.3%
vs. 45.5% ), L iR P K B v 2 B gi b
Bk, it PD-1 FUARER G )5 BE 4t ENKTCL fb 7 Jr 98 W) 4E K
NK/T-LAHS B 1 EAF
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