WRFRSEEAEAGE 2025 48 531 % 2

SR

179

BRI ERYY T RBURLI B 20 1 5 I os 3E V6 14 22 1

1 3 3CHk 52 >

Bt o' owy RaEg W

'RT P S B A F IR RS — E Rk WA, SR T 43710057 e b AHE K F R

E IR R B IR foik AL, #1965 430030

KR bR T ABEKL MG sk, ST, FHAHE

FESES R552 XERFRIRED A DOI

FHBURE Ik B 40 i 9 L5 (large granular lymphocyte leuke-
mia, LGLL) J2&— 7 2% UL 1) 40 75 P T 3k 2 40 2 ( cytotoxic T
lymphocyte , CTL) F1 H #X %447 ( natural killer, NK) 4 g (1 72 [
PR AP AR 5 TR 4 2016 4RI EL R 43
26, AR LGLL 432 3 28, Horn T IR BOAE bk B4 40 L 1 165 ( T-
LGLL) J2: R ULIY LOLL P , 5 AT (11 85% 121 W45
DY T 3o R G D) £ 0 R i I £ UK e AR
T H AT e —— 2120 RG], AR S £ A 2 M
EHRAUENE AT T67 B-Hu ST i 254, A< SOk
I 1 IR YENR ST T-LOLL XA PR 22 ML 87 , 2% 50 % B A
PR R S Z R 2SR T ROCR 22, 25 i 2
R VU IRTT 5 SRAR AN BT 20, BRARGE IR

BF,65 2 2012 4R [N O B w2 T P R O
[ I 2 5 B i [ 5 2 5, 2 o T RO bk L2 48 Bt 1 il
i, T R I H R AR I, T AR AR, A 25 T4 1
RIEAG 5 55 SCRPRPE IR T 5 1 e th e, Ve HOE IR DT . B
BETEA Mz 57 e 80 LAE ARET 48 25 1 IS s 52 5 W PR s
PR 20 AX 4R, 2016 AF [ JIH 4 45 41 47 IS UIBR AR ;2017 4 K
HRERATREYIBRA . 2023 4£3 7, 835 k%2 AR
YCkis , S KA - I 1 40 ML IT4 3. 85 X 107/, /i
195 x 10° /L, LT 40ME3 14 1. 11 x 10°/L, L 4T 8 4 39 /L,
BB BN R VR R, R R LR TR ER, 5 62% AL R Mg
EBR, 1 20. 5% , oo B I 25 R DL WY 8 e o5 it 2 440 i o
14% Ki/ZLHCBIIE (3. 02:1) 5 WLIAT 1o A& it 40 E 25 -
YA U 200 L L B9 A S 5, I L R MR A R BUE H . A0 i
TR AN A A CRASCE BE R T ) « 43T 70. 8% 1 LAtk
CLAHMIRFAA, UL 3. 8% (Y i s B T bk 2 200 M A, L 1]
2, P AT 46, XY[20] . BE AR MLIRENG 74 FEE A
GEABETARI Y B % T 2023 4F 3 1 45 T A0 R e 4
75 mg tid I {k Je e i 8 mg qd \FRBEMERE 600 mg 3 fi — Ik ILP
U RS2 80 mg bid | b ve 5 E B 1 mg bid b ) B fi
F150 mg qn % V) mI A B HE100mg B J] — L = VIR —

10. 11768/ nkjwzzzz20250217

R Fr 5 mg bid SE25WEYT , B B M — i M A IS 212
HFRT B, AR % 26 o/L, 3% T 2024 4F 5 7 HIK & & w5
% BB A BB AR TR IR R R LB R R B R,
PLrP MR AT AR R 32 JEAS R DB B 5 5 AR 40 MR 25
IR ESL 200 L 51000 75 L 58 % b B AT MY, Bt P A et ik, AL
3, EEBHE ARG Z AW M2, 22 A EHn=%
PESH A3 HT 8. 4% R PR ELAT A, I 2. 7% i sE et T
WRELAN MR, WLE 4, ZEEERAC LR EMHZ MG
PEMHIFI SR AR ANE, % T 2024 455 A 16 HZRA T L
S REPE R 50 mg BT AT 19,2024 26 A 12 HT LU
BRFPEE 75 mg B N EEST 1k, W0 H B N I 41 5
Wi L TE,2024 47 7 4 HE 2 IHE B T8 90 ¢/L,2024
AE7 H 26 HIH L : A AR5 2. 65 x 10°/L, i /N4
107 x 10° /L, 21 4 i34 3. 01 x 10"/L, 41/ 1 114 /L,
HIMLTE AACEAL LA S, BB AT R BV o

. T B O ST Y ST P~
N / ¢ ’
S e :‘.,’,-'R.-:ﬁ-. ] [}
y K3t Yoy
WA RN | @
-, Y e o
B
. )

b A
2 Sy

BAEEE . B 4= 3%, E-mail ;437106063 @ qq. com, #7136 K &, T T 24254 228 5



180

FeMfiLFL: TRBC1/CO7/CD3/C02/CDS6/CDB/COST/CO45
7 bR 128084
JLEHRET:

RRHN:

(07:1C03+C02+C056-C08+C0S7+C045+: 80.1% ( CO8+HM L)
C03+C08+TRBC1+:0.5%
U N

ZUTT0ONI M AT, M3, 0N A R I KT MBI, A SR RO
HXRRERAGE AN,

C045/88C2 ()

H2 4R

=
e ® a
- .
\ . e
B - \ .‘$
» 9
-
E L] S 4
Yo @ ow
¢ wes
3
-9 «.
A A
A3 FHAMPAF
HMHUSL: TRBC1/CDT/CD3/CD2/CD56/CD8/CDST/CIA5/CD5/CIM
KA TR 259891 CDA5/SSCIRI)
R%EHR
RIS A L 8.4%
127] 32.6%
KU A
s % CD3ICDBICDI-CD56
i CD7dimCD2+CD5d imCD57 +CD45+ TRBC1 -
D57+ o5 R 2 0 4 85. 1%
TRBC1+ o7 AR L2 e L 2.6%
Py

SYHT8. AN RS ALY 4K, 2. T AR AN SRR M SRR THE LAY U, N A R L A
IR LR A 10 -

=M

H4 FHEA

=

I8 LGLL J&—Fh 4% UL bk B 388 £ PRSI , B Lough-
ran %5 A 1985 4F 3 Y, %0 R T CD3 T 4 i

120

100

FR%

MmaEA (g/L)

“ )
0 39
+—meH, vRES,
%0 PHERE, BHEM,
RRRE
]
%' N o A2 & o> & o> o°
3 % a3 3 3 3 a3 > g
& ¥ & §F ¥ &

WRLASEEEAGE 2025 4F 531 E G2 M

CD3"NK 4 g, LI T 4 i o NK 40 {1 5 B P~ 38 b FR A
T-LCLLEZ & F 45 % UL L ABE, 25 X LI M B ER DL, R
[RS8 T0 I B 25 5% . T-LGLL A5 % LR BRI, 2
PEMEIREE , (U SUREE MLV 20 BT AN T A 2 A 2 D R I IR 3%
IR G2 Wro v P s 4t s 0 5 30009 S 57 TRk e A AR
LGLL 38 M B AR, B0 S A 1 L Bz R N I i
) A ARG R % S 1 AR S, 53
KA B A2 WF T-LGLL, 457 XHAE VR Y7 J5 I3 v B, B
AR IR 10 AE Wi U RS , SHGEE A —3L,

PR H T-LGLL 38 2 80 A 7% 1ML Ho PR 40 R vs 2> | ik B
A 22 REM IR B 2 B B G E MR , R Al — A
H LG REIN,25% ~50% 1) LGLL f 3% A KN [A] F2 B2 1 21
I, 3X — G AT A6 S A HE rh B8 DL i v [ 58 86% 1Y
B B MAER' o AR E IS 10 455 T 45 AT I
FECHER

LGLL (/) &R ML A T 4, B AT SR B ik £ 18 o
SRS | S ISR b T2 41 i (large granular lymphocyte, LGL) K
TG A LS AR P S SO {3 T R T RS A T 4
FR4NM 77 1%, $ 3 LGL—LGLs —LGLL f % 4, Hirh JAK-
STAT (% 2 iR & - 155 e 2 NI SR Ak ) 38 B AR A
BT AR, PERAE , 29 40% 1Y LGLL (35 77 7% STAT3 2845,
HoH B AE LGLL (W4 F2#b5 5, {H STAT3 28745 N 58 4 fift
B A LGLL b JAK-STAT3 5 % (9 i 167", [/ £
(interleukin, IL) -6 2 —Fh A% JAK-STAT3 18 B 119 4 P 4
MaBEF, 7€ LGLL BB AN Il R kKT 8. 24 TL-6 (W 4E
FHBEBA TS , P-STAT3 /K- EREAR, LOL (I8 Tk &, B
IL-6 il i JAK-STAT3 i 2 5 LOLL iy & R &t . it
A, LGLL Wi 47 75 HoAth 2 B 5 5 B40E 1915 53 [, 4N Fas-
FasL NF-kB 55154538 #% DL K A4 4 I+, 40 TL-2 IL-15
TL-9 Bt /A A AR B 45, A 3 10 12 1 5% i R 33 7
LGLL % A vtk 25 1 B 0

Hl, T-LGLL i AR A AREIR T 7 SR AA T SR,
FFELAGBENENIE Ty FEi, v BG4 SR B R I LA T2
WA ZEJEH FHFIRYT LGLL 1 3 Fh 4 ge i il 254y , (A 3% fk3h
SRR R AE, BB A1

PR E—FEARAGE N, B AR I B B4 fush45

DR IFRYBL IR
600mgHh &

Z,TS
RS EEsomg
AP Ng N Phg < 2 PN N
a g
P A

ASs BEma®akPRuRAGER



ARAfeEAEZ S 2025 4 31 4% H2 W
PR S 3R 1 GL 1 Fe Z5ABE0E TR, 7T AE g —Fh
FCAABE B 31 TCF-B Z I BCA , BELIBTIC 1A 5 A 1 32 A4 22 1] £
AREAEF, R0 SMAD2/3 45548 BT , TOF-B 15538
T RBRAR AL , £ E B0 20 40 i ™ R
2 5 25 W B LR E A R T T O T R
KGR LT 20 A ORI GRS 0 o L A0 T
G 2 0 fG B B3 A2 52 25 B 4F ( myelodysplastic syndrome,
MDS) i A B3 A2 s QBE A 21 40 M A ORI BERITR YT TERL,
HFZEAE 8 IR 2 A~ S LA b 21 40 i s for s A1 MR 2k
RLL) £ 20 M FA 1L AR S 229 1Y) MIDS /583G T8 M AR i A
BFABL, I PR LA 2 IF AR Ul 2 45 P4 536 7 Ho A 1
TR , LUANE RELF Ak , 25 SO 5 M ol 248 B ek D, 58
KA &I 40 L 2% 1M, 15 1T 40 L A A 2 )5 40 R A AR
BT, COMMANDS U S0 PR 6 BF 5 2 308 5 9 3%
PR ICHAE R 7 (A5 = 3 B, 4100 2 45 75 35 AT BE XS T LGLL
BITARL

A A 2023 4F 3 ] JF G LE B AL, AR R 2
JHER, AHFFERM, R E R T-LGLL B 3F A 10% ~30%
R A ) AR , DR A3 £ G Ol 1 4 A
R 2 A ) (E A 051 o 20 Z2 VR A A R 2 BT A L
PR et fAc PR S5 ARG AT RN 4T R M AR TR R, UGB B AT 4
A FRB B 8 25 1 00, T HE B 20 2T 40 N P A AP AT I R
MDS 4k & ERE L i fb %, T-LGLL 697 I — 4 Jr 2 L
2R PRBEIERE TZES S R S e I AT, H AR S 4
GLfRRA R 50% o A B E LIRSS AR K
2 R BTHOR VR BE e | BRI I | #b T R M 4 R
BI2 SE24MNATT — AR A I RO A i A, H— B
S S S A T 0 A PR S A AR, 1 TR R B R IR XETR R Y
i, H R AL AT R85 T-LOLL S DR 553 A ¢ (0 HAAHL
AT . BT 2 U (R 21 20 I 2 LA B G R AE 1Y
TTEAEH A T AR 25 iR 7 O WA 28, 2521
RIALT LA 2 BRI B T ESHAYT, 83 AR m Wl b
ThMIELIK- 260/ 1L 1TV 2 1dg/LL, it 8 i AR A5, AR B (.
WS, HIBTF AR b B R R AR RSO RS

Z TGRS IR 55 2 R V4 3 A6 b g 3 I L K2 MDS 1R
SPYTROR B T 2 R4, (H B ETE N SNR P T
T TRIT T-LGLL RYRF IR IRE , A ] 8 35 1E 2 26 iz 30 ol
BT RN BT , 20 P FF VP R 7 3R 1 B 7 %0,
U8 g e AR L TC AN RSy & A, B T AR 4 4R B A A
B0 20 R A SR, T AR LU I PR AR AN BB
R K —EHR .

& % 3wk

1 Lamy T,Moignet A. Loughran TP Jr. LGL leukemia:from pathogenesis
to treatment[ J ] . Blood ,2017,129(9) :1082-1094.
2 Swerdlow SH, Campo E, Pileri SA, et al. The 2016 revision of the

world health organization classification of lymphoid neoplasms [ J].

10

11

12

13

14

15

16

17

18

181

Blood,2016,127(20) : 2375-2390.

Loughran TJ,Kadin ME, Starkebaum G, etal. Leukemia of large granu-
lar lymphocytes : association with clonal chromosomal abnormalities and
autoimmune neutropenia thrombocytopenia, and hemolytic anemia[ J].
Ann Intern Med,1985,102(2) :169-175.

Moignet A, Lamy T. Latest advances in the diagnosis and treatment of
large granular lymphocytic leukemia [ J]. Am Soc Clin Oncol Educ
Book ,2018,38 :616-625.

ATHRBLE RBEKC@RORB[]]. RSP EE,
2021,34(9) :674-679.

Hu Y,Gao Q,Hu J,et al. Clinical features and treatment outcomes in
patients with T-cell large granular lymphocytic leukemia: A single-in-
stitution experience[ J]. Leuk Res,2020,90:106299.

Baril G, Calabretto G, Teramo A, et al. T cell large granular lympho-
cyte leukemia and chronic NK lymphocytosis[ J ]. Best Pract Res Clin
Haematol ,2019,32(3) :207-216.

Oshimi K. Clinical features pathogenesis and treatment of large granular
lymphocyte leukemias [J]. Intern Med ,2017,56 (14) :1759-1769.
Khoskela L, Eldfors S, Ellonen P, et al. Somatic STAT3 mutations in
large granular lymphocytic leukemia[ J]. N Engl J Med, 2012, 366
(20) :1905-1913.

RHajala L,Olson T, Clemente MJ, et al. The analysis of clonal diversity
and therapy responses using STAT3 mutations as a molecular marker in
large granular lymphocytic leukemia [ J ]. Haematologica, 2015, 100
(1) :91-99.

Cheon H, Dziewulska KH, Moosic KB, et al. Advances in the diagnosis
and treatment of large granular lymphocytic leukemia [ J]. Curr He-
matol Malig Rep,2020,15(2) :103-112.

Sun H,Wei S, Yang L. Dysfunction of immune system in the develop-
ment of large granular lymphocyte leukemia[ J ] . Hematology ,2019 ,24
(1):139-147.

Wang TT, Yang J,Zhang Y, et al. IL-2 and IL-15 blockade by BNZ-
1b -1 an inhibitor of selective y-chain cytokines decreases leukemic
T-cell viability[ J]. Leukemia,2019,33(5) ;1243-1255.

Fenaux P, Platzbecker U, Mufti GJ. Luspatercept in patients with low-
er-risk myelodysplastic syndromes [ J]. N Engl J Med, 2020, 382
(2): 140-151.

Wang L,Fang L, Shi H, et al. Treatment of myelofibrosis with refracto-
ry anemia with luspatercept;: a multicenter Chinese study[ J]. Ann
Hematol ,2024,103(9) :3605-3613.

Shao Y,He L, Ding S, et al. Luspatercept for the treatment of congeni-
tal sideroblastic anemia; Two case reports[ J ]. Curr Res Transl Med,
2024,72(1) :103438.

Li Z,Wang X, Wen X, et al. Analysis of safety and efficacy of lus-
patercept after ALLO-HSCT in patients with hematological malignan-
cies[ J].2024EHA , poster 1356.

Taher AT, Cappellini MD. Luspatercept for 3-thalassemia: beyond red
blood cell transfusions [ J]. Expert Opin Biol Ther,2021,21 (11):
1363-1371.

(2024-08-19 A% 2024-09-19 #5-=)



