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Abstract ; Primary mediastinal large B-cell lymphoma (PMBCL),a special subtype of diffuse large
B-cell lymphoma(DLBCL), is derived from thymic medullary B cells. Due to the low incidence and
lack of large-scale prospective clinical studies,there is no consensus onthe treatment protocol for
PMBCL. The main therapeutic methods of PMBCL include chemotherapy ,radiotherapy , autologous
stem cell transplantation and targeted therapy. PMBCL has special molecular biological features,
which provides an important reference for its characteristic treatment. This article briefly intro-
duces the current progress of PMBCL treatment.
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SR YRGB Ak EL R (primary mediastinal
large B-cell lymphoma, PMBCL) J& & 5 T i i &% i
20 L 1) 8 R PR R T R 8 R B A I I 9 (dLiffuse
large B cell lymphoma, DLBCL) ) 45 5 W %Y | H.A5 Jilt
R LE W) AR S AR A o BE 2S S il Ry
fIE . PMBCL £y % HE % #F 4 Wk E2 9% (non-Hodgkin’s
lymphoma ,NHL) 1 2%~3%"", & DLBCL ) 6%~
10%, LAEIRE D 5ehl (91677 7 58 & PMBCL fie
i IR IT 20T L AR 40 L2 4E (autologous
stem cell transplantation, ASCT) i 0] fifi 3§ 43 F 45 3%
it o U PMBCL & — Bl B nl i @ e B , (B A A
HEif (R/R)PMBCL i it = A7 2 B iR )T T B, /& 2
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RN S 822 o ITAER , — RYVBE IR YT M o iz
YT iR St S PMBCL #2485 T 3 B936 97 3R
W&, AN SCEFENXT PMBCL FIR T M RAE—25k B
FE4 = % PMBCL J8 97 B9 BEIE AR,

PMBCL #f & T HAE Lotk 2 L | v o & ik 4F
%k 38.9 4 B, Liu & “5E i 43 B SEER 45 &
PMBCL 19 & 5 1 0 , & 30 7E 3 B K rhizois i 4F &
N 0.04%0, TEIMAFEH, OCT PMBCL &%
FR M SRS 42/ WL PMBCL 3 22 1A Jay BR T i
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W AL AL S AR B AT R R A P AR 4 R
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PMBCL 4 4UE & £ #F , 3R b 2 K 15K 18 1
AR, BEEHAEE, REESIRLE
W, AL R-S A0 ARRLR Z RN A% . 2
50%11) PMBCL H o] UL g 1] 5 b 4k, 7 AF 5% & A
X A {EN PMBCL fyi2WibsifE . JLTF- B A 1 PM-
BCL ¥ 335 B 45 &% B 40 st 4 1, (H 55 &
ik CD30", fiff , A SCHRHiRE 1T PMBCL 7] 3R 35
Cyclin D1 %53t 4h PMBCL JLF- A 2 35 50 2 Bk i
F1.CD15 Hl EB % 8 AH AR &Y o 7E A LIS A5 2% I
Mt 509 5 E A7 AE Op24.1 TS o X ek AR il
PMBCL # #3% PD-L1/L.2, 3f 5 8 JAK/STAT 15 5 #Y
R,

3 RITHE

31 #ETr
3.1.1 HofF 5%

HY T 5k 2 R A i AEPE B I R 5T, % PMBCL
W i AERIIAIT 7% . R/R PMBCL A9I6 97 50UR R
£, Btk PMBCL i # B 0) R 16 97 % S 2O H 2,
IR W AT T %8 & PMBCL £ i HI 9 1k
P %, B AEE PRI 4R IE A9 MInT Ifs R 5T
UESE, M2 B0 aT 5 PMBCL &8 35 1y o5 4 4=
1R (EFS) FLE A A7 (0S) 1) Messmer 251X} B
F R-CHOP A J7 /Y 16 ] PMBCL £ & #1771 [] it
PEBESY, &3 R-CHOP /47 PMBCL 1 3 4EJC it i
A (PFS) F1 OS 43 5ilik 93%F1 100% ., 3 4F K | 5
fbALI7 7 % DA-EPOCH-R JF i % | 56 7F  Shah 2512
TE A W 78 FP 45, DA-EPOCH-R FIl R-CHOP #J 2
A0S 09 91% 1 89% , 2257 L4t ¢E X H
DA-EPOCH-R 1Y 5¢ 4 %% fi# ¢ (complete response,
CR) M &% F R-CHOP (84% vs 70% ) ; )R 4 DA-E-
POCH-R J7 % 3 8UR 97 A AR B R R Y & A R
IR EEI G S SN 17 N e P = R T TR et
DA-EPOCH-R 1Eh—ZIG 77 1 &1,
3.12 #HAHH

PMBCL ELA R85k 14 43 T A= W) FRAE |, S AF 68T
(R0 A 2 W BRI T SRR e PR T S A A A R R
I #21K PD-L1/L.2 Pl Ak PD-1 32 44 B e 28 55007
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20 L %) AL, DT S 3 928 36 3%, JAK-STAT 38 ¥ Hy
JAK ZE M STAT A5 Z i A A4l lk, retsiA
T I H A0 SR R AR AT A K EVIE (hodgkin lym-

phoma, HL) &2 PMBCL 45 2 itk LL 08 vh S i 3k L —
71 L JAK2 5 JMJD2c F& R A B AR, M 4 oF
MYC FEF B3k, 55 HL F1 PMBCL #3454 ; % —
J7 1 ,PMBCL " JAK-STAT i % 55 & #4% 7] £ PD-
L1 Al PD-L2 33k 1o, D b ik fele Rt o e
Sh JAK2 B A fE S PDL-1/2 dege ikt b [F] 42 gk ik
LR 38 A . IR O — LA 9Y & BLAE PMBCL H A7 7E
TLAR K& BH] i) i 28 4K 4 B 4 L2722, ml DAAfE JAKY
STAT 3 A AR G HE PR 238 R, 55 4k 7E HoAh B 4
L 1 b 9 v R L3R 1 NFKBIE JE IR 29 7E 27%1)
PMBCL W74 5 % %5 , NFKBIE 3 X 7] 3 33 417 1l
IkBe B9 75 PE T 340G NF-wB 3 % B, bt PD-1/
PD-L1 Hitfk JAK2 #4157 . HT CD30 41 4 25 Py il
Yy 5 IE AR SEAT I R B 5E

3.1.2.1  JAK2 #p ) 7]

PMBCL H 9p24.1 1 &5 14 22 fk 2 3 2 JAK/
STAT 55 /%38, L, JAK2 #Ik k& PMBCL #
FEIRYT O S . JAK2 #4600 A A2 i A A oW T, 0
PD-L1 Wik . 4ifEss s . RAERF . Bk HE T
BCI-2 & i, % T 5 % WG 0 JAK/STAT 38 #% 7E
PMBCL % %5 BIL il v i SR, JAK2 #1461 551 ruxo-
litinib 1 fedratinib 7£ R I R 52 56 o 347 9% & B0 0] 410 4]
ANMIRG A, SESEANMLIE T . JAK2 a5 Bl JAK2
ST Ui B8 R W R A K P B A [R] B4 PD-L1 1 PD-
L2 (323K 5 48 DUECHORE iy 7 XK, HAT, Ruxo-
litinib 1 F F R/R HL 1 R/R PMBCL ¥ Iifi K B 5%
(NCTO1965119) iEFE#EATH . FEI M5 A T
20 il E, G 14 B4 HL (classical Hodgkin
lymphoma ,cHL) 1 6 fi] PMBCL, A 4] ¥ £ /b2 JJj
WIS 2 s 36 97 2 W W98 45 3 O WERE o | BT A
i) PMBCL (& & Wi A6 1 Ja sk 2 J )5 il F J& | i
13 1] cHL B # A 7 G155 246, Hrp 1 4
CR,5 34> & (partial response,PR) il 1 i fa 7€
(stable disease,SD), I ruxolitinib {21F%F ¢cHL &)
JYRCHE B SR, M AT B AR DN A T B K
Fary 1/ I WA 58— 2P R & ruxolitinib X} PMB-
CL I 5L,
3.1.2.2 PD-1/PD-L1 #741 #l

PD-L1 il PD-1.2 7 Jif 2 20 il o % 2o 5 58 3k w7 it
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i 922 200 52 0 G i 3k, NI S B R I A2 L FE
PMBCL ' 9p24.1 HE PR A 2028 + 535 W, 3k — A8
A3 PD-L1/2 ik 1A, It PD-1/PD-L1 ik 24
P i A AR AL T B A . N URAEHT PD-1 B SR
LK (Pembrolizumab ) BE 4% BH Wr PD-1 55 B2 410 it I
AR B4R PD-L1 Al PD-L2 22 [a] 940 H.7E % 2 e
92 4N A LT g WS . T b 8 KEYNOTE-013
Il A 52 o, 17 B 4% 5% Pembrolizumab [ R/R PM-
BCL 4 ORR N 41%(7/17), H:vh 2 #5] CR,5 #
PR, H: 4% 35%1W . 35 SD, I IR A 850 % ik 81%1%,
BT, % — 5 KEYNOTE-170 WF5E %5 53 i 1 T
Pembrolizumab B9 R/R PMBCL i & JE4T T ¥EAY |, &
G B3 EEZ 1R 200mg FEIAYY, TPAZEET 7.9
A H s R ,ORR 4 45% ,CR 4 11% ,PR K
34%; FATESFEA AR Ry 2.8 N (2.8~8.5 4>
A s WA AS B R R LA B 95 | DR G
Y A NZIK IR 5 R IE I BRI XECOY ) 2018 4E 6 A
18 H ,Pembrolizumab #{ FDA it #E A T R/R PMB-
CL, ffi H: it 3497 PMBCL 1 & ¥t PD-1/PD-L1 24
Wl gk A A IR EE Y FE 42 AY Pembrolizumab il
ruxolitinib B¢ 547 AT 4 73 R/R PMBCL £ # ik 5|
CR, W PD-1 i 70 A1 JAK2 410 i1 70 ] B8 1778 By
FfER, B3 R85 A W AT A R F ik — 25 I R
GG S Ee
3.1.2.3 Brentuximab vedotin

Brentuximab vedotin & 5§ — B 3% & 30 1 7 A0
CD30 Pt M4 23 3 f 5 AH 3 1 37 R BT IR R BX 25 9
e By BT 1) 8 1) A P 58 150 245 0 A ek 8 L 2 S s R
JHC, SEIBUAR S PR 2 45 G, B ETE ek
FFDA it H T A IV CD30+ HL 1 —43697 .
— I [ G R AP 924535 T brentuximab vedotin JH T
1AJ7 CD30+R/R DLBCL 1¥7 54, Hrb 6 5] R/R PM-
BCL H# 19 CR R K 17%, H. brentuximab vedotin A%
S CD30 Rk TooC, PR b 2 24 mT Be X ik 9o
TOREE A T — 52, B R A I8 AR5/
HWARTT T brentuximab vedotin X CD30+R/R PM-
BCL & B & =, ot [ Wil PR a8 A 15
% ¥t 7 CD30+R/R PMBCL ## # , H ORR U W
13.2%,2 & R4 T PR, 1 41 SD, 12 ] J& (pro-
gressive disease,PD), JFHE 4 A4 25)5 ,2 Hil4k
% PR B E A 1] PD, X TAF 5T 45 5 1 5 3
fis CD30 + #k 2 % #H Lt ,brentuximab vedotin 7E
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CD30+ PMBCL Ay 1% PEARAR . B T 25903097 3L
A I RS O R AT ZE 1k . XF CD30 #i i3
ik B 2 AT 4 B 2 B brentuximab vedotin 1R 2% X}
CD30+PMBCL J7 2L SRT, 76 32 151 4H g 5 +
CD30 FH M HL 4747 %0 BEOBF 52 3 oK R
WP RORHE ) Ik CD30 [ 335 2 75 BEVE N PM-
BCL &7 B R W T EAT IH R e, 875 Bk
— 5,
32 W 7

BT B b EEVE BRI RAAAE R, AR
NN AR ST 5 B L BT R0 B 4y BROE 1 T
Lisenko %5 2858 & 8L 45 135 T R-CHOP ik f&
B 10 4F PFS 2 95%, Horb 41 Bl #1552 T
J7 . 93— ,PMBCL 3% 28N AR &tk o7 51
AL A DA B BN, Ak & P B vk e (UnZL g ) LA
B SEEAR Bl ok g 5, 7 2 R T 0T I R L FH 2428
Melani %5 '8 — 3K 35 7 4F 49 117 BE PR 0F 52 o UE 5
$%52 DA-EPOCH-R W&, HA 5% B EH#EZ
T, I PFS 5 0S 435l 5 90.1%F1 94.1% .,
1 —WUEAE AT U BEHL TELSG-37 Fi s 5%
JCH M RUE I AZ 0T 5 ROT BAE ML, JEAR
AR RO H R, R T R R 2 i o7 B
i e Jey B T N ) B P TS AN KR 3R ) R TS
A LT AR ALY A R AT YL T
33 BfTHmBE

PMBCL &35 A AH4FE 32 B g dsz 25 W, 2906
ZEfR AT ASCT JLENR YT M SEml  VEHE T bkt 98 T
VEA R T 71 ) PMBCL & # % F 4L J7 45 R 17
ASCT JRIF TG . 7RIS SHRYT 45 R 5 ,49% 1) %
ikE| CR, HH 75% 0 835 bl J5 #2521 ASCT -4k 15
T CR™I, #Rifii ,Memorial Sloan-Ketter-ing %z JiE A/ 5%
bR B, H] ASCT /R A#0i6 CR 5 LA YT 1)
BRI A TAUE FH R-CHOP/MACOP-B 5{ DA-E-
POCH-R fby7 iy 55 50, Bz 48 H F X 9136 5 2
CR Ay H A J& 75 R 1 ASCT #E47 I [ 36 J7 A1 A7 16
4, {HEXTT R/R PMBCL % 78 35 2 fft 67
J&i , AR SRAT X G AT BBURK VT HE A AR IS SR T
5 ASCT 369713,
34 HAWEZETEMEE (CAR-T)T X

AR B CAR-T R4k, H AT #IA
S TR I MR YT 2 — . ZUMA-1 9 1 A
WG RO h IR 119 B RS ) Hoh 24 4]
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PMBCL/#; 46 UE 9 #k B 9,108 I | & 2 2 7T
Yescarta(CAR-T ¥7 %) BT, # 1k 2018 4 8 J] 11
H, XF 101 6 0955856 T P4k B8 2047 b 47 B 1] Sy
27.1 > A Y BET ,ORR Al CRR 43 %N 83%H1 58%,
T 40% B HCE FE AL BE T 2 4F 5 AR SR A T 2% ik
AR B R K X — 25 5 R iR 1) 15.4
MW AT 45 R E L (CRR & ORR 43 Ky
82% % 58% )P, TEZLMF T B it 2 v, 48% 1) F
KT Z3HMAREN, Hrh 1% EBFHLET
i B R 7 B 25 3 iE (cytokine release syndrome,
CRS),32% M B & KL T4, 55— JULIE
WF 5% " ,93 il R/RDLBCL ## % # % T Kymriah
(CAR-T J7 %) M i6 97, 7 S00FAl ORR 2l 52% , 3L
1 CRR & 40% ,PR %k 12% ,3 1 /& # 7 [0l Hi J5
30 RBE T4 5 J& | d5c i WL IS R RO AT3 88 2 CRS
Fopp 28 1 PR RSB R A & PMBCL, {H %}
HAH —ENZ% & L X PR 258 C AE 2018 4F
#% FDA #tL#E ] T R/RDLBCL Ay =£k 5 UL FIRI7 )
8 R/ARPMBCL A T 5 Z IR 7 8, L4
CAR-T 7 1€ R/RDLBCL "R BUAS T % b 09 97 58, (1
TE PRS2 i A RN 2 M TS SR8 A AR K Y
i et 12 R = s 11 7Y 7 N R S S IV B s/ K a1 D7
ek il CRS Fidp s dide . et , A WF 58 &k B A%
A0 AN E WEAR 2 5 CAR-T JAJ7 5 1 CRS Fish 22
BEPERY RS Sterner S5 TR I A 1 SR I L 40 i
F 1L 57 F% A TR A A i % B lenzilumab H FIURE 41 i -
0 441 it 4 7% R0 98 R F (GM-CSF) ATk 5% CAR-T 4
ARG A3 E , JF H AT BE 2335 CAR-T 40 MLy D,

4 INEERE

JX48 PMBCL 7E I PR LI AN UL, fH H & —Ff
EE IR AR . HETX T PMBCL WA 5 —11)
RIT S, IR 28 BT A R i AT O &
AU ER 43 8 3R 45 . PLIECT 78 PMBCL &35
AR ABTER R, (HIETER)IRIAE] CR By 835
NS AT R RE G A, R R/R PMBCL il 5 A% {H
PMBCL B A MR A W) 248k, HIRE R/R PMB-
CL B HIRTT KGRt T 2% | Bl %5 O Bk 22 (19 58 0]
25N TG IR, FEBRAL T 2087 e B 14 W) i Bl =2
2R 1 15 22 (0] R AL R o A o, 456 08 ) 245 49 M35
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ABERIERE IRITRCR Rt 25 iR e AR
Al SR e 1) 25 25 7 SR RN 25 2 I I B R SR I G B2
T 22 (AT IS P I PR B 58 98 % PMBCL & A 093697 J7
2, DA — 2B P m YT AL
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