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Abstract: Primary mediastinal large B-cell lymphoma (PMBL) has unique clinical clinicopathological
and biological characteristics. Studies have found that certain molecular features are similar to nodular
sclerosis Hodgkin lymphoma(NSHL). Recent researches have focused not only on the common biological
characteristics of these two tumors, but also on the identification of new key pathways for lymphoma
formation, as well as their different mutant genes. Although the current standard of treatment for PMBL is
chemotherapy and radiation therapy, methods are also proposed to eliminate radiation and thereby eliminate
its long-term toxic effects. The role and impact of new targeted drug have been evaluated in PMBL, paving
the way for testing drugs such as small molecule inhibitors and immunological checkpoint inhibitors, and
indicating that future treatments should focus on combining effective new drugs with chemotherapy.

Key words: Primary mediastinal large B-cell lymphoma; JAK-STAT pathway; NF-kB pathway; Immune
privilege; PD-1; PD-L1
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( classical Hodgkin's lymphoma, cHL ) #5HJ4H5
PMBL# 5 (RIS i SR JAK-STATAE 555 3 1y 2%
I, IR RS A e (1A 9p24 b3 LTAK2

( Janus kinase 2, JAK2 ) B3 3%, 7E£50%~70%HY
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SIFEIMID2C ( jumonji domain containing protein
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W AIDIFESE Je Pl M 7EMedB- 141+,
TLIBR ) PR DX SR 2 it JRE JE BRI 1 (retino blastomal 1,
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JAK2IVE 2L E . Htk, SOCSIATRERH —
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JAK-STAT5E 555 3 1) o5 — A5 I 5848
Gunawardana 5 H:[m] {4 3 X 21 AN s 4l il )y
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AT A B F i BEPMBLAY &R ML P Rk, #
i fb. STAT6 L. 4 1A i X /3 PMBL 5 HAth KB
bk EEL 98 S Y ) T SR o T AR P AR L 1) A
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SRR A AR . JAK2H) ] | Ruxoli-
tinibflIFedratinib . ZEPMBLFITHD g 44 # 1 F1 B AR AU
WINPT 25 440 S N 2 i g ek D R 1
BB, A HIAK2 P BUIAK2A B K H R AR
BRI ; HEEMWE, FPD-L1FIPD-L2[Y)
FIk LA¥E DL v SRR, — I X A &

RAPESEIA PEHDAIPMBL ( NCT01965119 ) 3%
HIRIAA T IR T HA T FORER G PEPMBLE
# 7 Ruxolitinib 5 pembrolizumabik 51577 5 15 2|
TR A I AR S 22 A 2, i e W PD- 1 BT A
JAK2 50 Z (8] o] e AEAE PR RIVE T, A48 BT
BB NI EM .
32 fRpERR

TEPMBLHT, “HuyZeft 4 i I A s FE 22
MHC ( major histocompatibility complex, MHC ) |
FAN 200709 T AR P A0 T B AR 1 1 58
THE, BRI R VR AR T A0 T R N . B
Ur, XEERA AL IR B B, R T
AP EE LR RS AL, R TR T
YER— 5 B E A BGRTT e

CT TAZASMHC 1T 28 3k 1 F2 5% S0 5 [
Fo JEnrC AEPMBL A EELE]C 1T TAFIMHC 11 2%
FEIR B BA D, C I TATHESES & FhSL A
PER RS, Hoh—FRe Rk m S (CITTA-
FLIJ27352) LISty iy e, A/ MHC
1 AE g M iy kst Bt — o
Kty C 1l TAMRE RS 5748 S PMBLIT) HLIE A&t
il o ¥ DUECH LA 0 B F B s 9 b g S TR 3R 38
BARUESE, PD-L2 M HAR I (155 R Al JEPD-L1#f /&
Op244 H iy G EE Y, AT FE R 3 — W PMBL
g 9] FR R I 21 o e Ak, A AR JS A FISH

( fluorescence in situ hybridization, FISH ) 4347, 7£

20%[PMBLY (71| H A 30 1 #5 S Op24 1y 8 52 M JE [
HEHE, FHPD-LIFPD-L2IEH A", Twals
I R R PR R, iR T M PDLI i 5
PLFR G R G ). BlRRY], EAE AR A
HHEE S BAN I V8 rh SR SR S i kAl . X sk
RIRAUESE bR B PR 2 YL (0 R 9p24 | ™ o 2K ] 1) 5
, IFRRTEF L TR AR R IR DL S AT PD-L1
FIPD-L2BE itk A IR B E B o S . £
BRI, SYIGRREIM L, FEHBRF T PD-L1FI
PD-L2E AR, 4h, 7EDLBCLAHAZU2932
r, C Il TA-PD-L2JE R il 5 1 54 22 ik fiff 2 g5 57
FGtrh i Jurkat TAIMIRTE . X AR TE AT LU fH
WrPD-13Z Al P AR 3 4 o X SEEHRIE I T i 2
FEDR R AT DL R G A B, I 9k 21 R B RH
PD-1 A Wi e ¥ tn . JAK2 5 YL (A {kop24 | 4t
SET AL () A 1 R BHTAK -STATA5 5 5% S Fl
AN G FR H FEPMBLIM LR 8 A7 12 B IRV
o PIRN&ARZ Y B R AT LA 22 PD-L1JE 3
FWFSTIESCPD-L1 I STATIK ifitE 22361, Bk, %
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Tixse ki, BeaimbilJAK-STAT FIGRERG 2r i)
PIRA A,
3.3 PD-1fIPD-L1

AR, TEEIRYT P BT 5 6 A i 2 Al
R —RAEE A RS AT . SRR A RO
Sy F-5-PD-1FIPD-L1

JAK-STATi& A2 15 K i 2 PMBLFIcHL I b5
&%, JF HIEHSTPD-LIMIPD-L2y ik, PD-L1AI
PD-L2:3:8 #3547 B T PMBLTE g SR R 55 rh A7
JAKANHIFISEHIPDLE A T JHIAK-STAT(% 51,
i, BT SEARSE P PD LR A2 W I AR 56 B I8
A AENER, BAERVIPDL K& H & k)
PD- V&AL 2540 1 B0 X SRR 25 48R T
PMBLFRAETE TPDLAE A S8 o Seieh A s il
A Z2 P e a0 R 66 0 i R B U TS A
PUPD- 136 M vl e J& th F45 A PD-18(PD-L 1 /) B $2
PO A R DA R 20 38 58 T 240 JfL FONK 241 if 1) Rk
B AIEYUMIE OV . 81 #F &k 29 (non-
Hodgkin lymphoma, NHL ) % fi)nivolumab [
W5 1 1IDLBCLA F Y, X 1141
t, 4 (36% ) A, RmEARRMEZD A
BAPMBLIIMEE . 76 [ biAE (Keynote trial
013) 1, #;176|PMBLE# Hpembrolizumab, 7
Bl (41% ) AR BT LA B R s Y
HE, MAMAREIESL3RIRIT R R L1 G
T, AR . SREEM B RO
LG, AR — NFERETIGR YT o ™, 7R
FRIEBLT, 41%0 SN 205 [ ™ ok,
HALRET 1130, 3 AR B A S g 4 25 s ]
AT L TH S A S BB R, 441 5E
T2, 20083 I8 B e K 2R WG I7 W T IR R E 22 1
. PMBLEE BT VEE REA TR, IX
20 B ARV e O 2R A, T SO i R
HUEIHE % . TJa, A WX pembrolizumab
B4 R I - 2 B (] #54 F X— 23R B RO, X
— AN FE IR . X TNHLW %, nivolumablft
4 brentuximab vedotin ( CheckMate 436 ) Il Rz
BETESA T, BRI, I PR T I CD30R e
i, Hrh4a$EPMBL, L4k, B FEN T brentux-
imab, SZKANZ:r7 A4 5% TnivolumabXfPMBLEALZY
EYEREE .

HUPDLAH IS 1AL T-WT DA S 25 ol s bk L FR 3
BTG . ks b, A BSER XS PD- 1143k EL R I R
RO A ER THABNEER . E—Tih 66 H
VRFEAE IS & AE AR 28R R 2 A 4k B B A A A

WHgErh, SR BRSO 3 R 51%, SR W R i)
AITASEIET - 5 — I g, 32414
R T~ 1T Gl R bk VR A s vy 7 U st FLIH]
2 M2 PR, BREINE R N66%, o™
FIHITAHSEA R,

JAK-STAT{5 5 7EPMBLHIEE 77 42 bk L9 Hh &R
TREE L, ZIEAR W 58 LE A S A o RT LA o]
PMBLAEE 77 4 bk LR I AR 4G . SRie s 2 sl il 511
A5 JAK-STATH ] 1) 7T B A2 3 L5k I A7 Hij 5
A IR SIS
3.4 Hith

80%MPMBL#ACD30, #&/5# [ CD30MW)F
B B EIER 25 4L . Brentuximab vedotin ( BV )
S PRI PRI Y, 1 HTCD30 5 v BEHT A
FHAE M HIFIMMAE ( monomethyl auristatin E,
MMAE ) #4417, & &SR EPMBL ( Re-
lapsed or Refractory Primary Mediastinal Large B-Cell
Lymphoma, rrPMBL ) H & FHBVAY 1T #A1lfH AR
7k B dh 25528 T PR ( partial response, PR )
15SD, HA4v124 (80% ) HIPD ( progressive
disease, PD ) ., HFiXFPIKOR#%K (overall response,
OR) , ZMFFEHE AL LR,

A PRS2 AT %2712 ( Chimeric An-
tigen Receptor T-Cell Immunotherapy, CAR-T ) 1E
R I IR YT R, TR R G
HARRIRET, RIS E B 5T A0 0 40 0 75 it
REJ), FHAFNARER XS AL LG YT Ir v A SO i i
JREANML ., Axicabtagene ciloleucel ( axi-cel ) J&—Ff
JLCDI19RCAR-THIML %, TAMIp TR ISR
IKCAR, HHIFIKCDIVAANNE ., 7ENCT02348216
W, 1014152 K& s xR EDLBCL . PMBLAI
B AL PRI EURE R 45 Traxi-cel, 82% 15 141

(CRA54% ) K13 7M™ . 7E/NiBsrPMBL (8
BEE ) R T AR, PROHAE X R O
T FHICAR-TAH I g it —E W90 2 B 3R o

4 AIRERE

PMBLYEI R . 3 K F143 7 b5 HoAth s i)
B bk EL R BH B ANTR), 5 cHL LA 17 2 L[] 4
fE, 5B — W5 A ST % . PMBLAY S %
S 5cHLMM,, £ B GExt cHLIME ST kA
HAF RN . PMBLRER AW, (H—Z N F %
BRI 7 58, 2 —Fh e B mTIA A .
RTAIA &L g, HAEE 5 5 37 BRER15 CRIY
BFE AR FIRT ., PETHIH Al RS 1R AL &
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