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A1 JE T 41 bk B 988 (PTCL ) 2 —2H A I T i 2
T 90 0 200 %) PR B B PR e , o IR A ok L g
1 10% ~15% o HEW2FAT R Al R 28 30 2 20 s B
SRR 2B, = SR R IR B TR
AR, HRE 2016 4508 Y WHO 438, PTCL A2 7%
F/0 29 B 5 LI A1 E T 40 bk e e -y
& A4 (PTCL-NOS) . Ifil 4 0 %€ £F T 48 M bk L 94
(AITL) | [A] 25 20 A itk 12498 (ALCL) (NKJ/T 4 g ik
B 9 (NKTCL) F1 e A T 40 Jfd ok & 98/ 1 s
(ATLL) . A PTCL MW EAG AR I REFAE |5t
B2 AR T AT RO, BB I PR 22 I X% PTCL (32
Wr AT T E R R ME . 2B @ L 3 S B ALE 1],
AN B H W PTCL .4 (ALCL . PTCL-NOS
FIAITL) Bi2ia &5 IR TR 2 .

— AL

1, 5,22 % 0 PR Ta] B K R ot | R
1A H 72, I e i 98 25 0 355 4G BIR “ALKS
ALCL”, %y 44k . CD30(+) , ALK (+),CD43(+),
EMA (+),CD79a( — ),CD20( - ),CD3( - ),CD2
(—=),CDA4( - /+) ,EBH i 4mfidI1%)/N RNA(EBER) i
PiZEsE (=) ,Ki67(80%+) ., PET-CT: Bk )5
RN 22 e A A 20 5 A6, B2 g (el i OBUR L B L
S A2 RIS 7 (SUVmax = 35.2) , ¥ % JE il 12
1 o B 8 A UL 40 B . ECOG 0 43, LDH 155
U/L,IPI 143, CHOPE J5&IA%7 6 M7, il Sk
WIPET-CT ¥ 42 /R X 52 2 22 i (CR) (Deauville
143) , i 2 45F54E CR,

12,5 ,45 % , I I B [ Wi E IR 14 R
SAAVERZ . /NHMIE IR AR PTCL-NOS,
gtk . CD3(+),GB(+),TIA-1(+),CD7(+),
CD56(+),CD4( - ),CD5( - ),CD8( — ),CD23
(-),ALK(-),CD30( - ). EBERJEfZ¥3c( - ),
Ki67(95%+). PET-CT: FLAKi2 M ipRER S | Lk
W Jry s W Bt R AU 8, T o R A N A
Wb 22 % bk EL 235 i R A AR I 1S = (SUVmax = 12.1) .
BB UL i 98 40 ML . ECOG 1 43, LDH 204 U/L,
IPI 3 43 AR ¥ ) EP300., TET2. STATSB .,
TP53 } SETD2 & [ 5 74F . LI CHOP/GDP #¢ % J7
ZNRIT 3T R . I PET-CT . 59094 i AH Lk
Kb TEB46/)N, SUVmax = 5.0, Deauville 4 43, %
SR G (PR) o 55 4 97 F2 FF 4 i FH 4 34 A i
20 mg £ JH 2 =<2 J& , KW PET-CT 42 /- 18 % CR
(Deauville 2 53) , 17440 G AH G b3 S 5 R 1 1fn T
YRS A , BT 4542 CR,

Bi13,%,70 %8 . HHGMMPoMNH , & KA
3AHARTES o WES Ik B 25 A T 2 ) B 4R R
AITL, g4l fk . CD3(+),CD4(+),CD5(+),CD10
(+),CD30(+),PD-1(+) ,BCL-6 (F#B43+) , B I 58
M CD21(+), EBER Jfifi 2432 (+) ,Ki67 (50%+) o
PET-CT: 4= & £ & itk [ 25 I K £ FDG AR ) 14 =
(SUVmax =10.5) . & i 6 A 7 i 988 40 i 5 6% -
ECOG 14%,LDH 223 U/L,IPI 34y, AR JF4
RHOAGI17V. TET2 W564X. TET2 P499fs. IDH2
R172T %45, LA CHOP J5 WA VU IR AMHGIT 6 4~
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JPFE, KK PET-CT /- Ui 2% CR (Deauville 143),
HBEALA A WL IR AN . B P IR A i L2 S R
(30 mg & 21K , BT 2 5 HF2E CR,

= T MICM 73 A% PTCL 2 87

PTCL H 412 KW 2 A+ 4R 12 Wil ke PR R
IR B I Vil F 28 56 D R 8 D) 45 45 JR 3 1 e PR A
ST PTCL MERfIZ W fl oy B AR w ke, T3
1G4 KA (PET-CT . CT) B R 25 il 15 A5 ] ff 11fs PR
FYRIA PTCL B HR1F6H12 . 2016 4F 1) WHO
Ay 2 R AR L JE O T 4 b B8 (FTCL) Fif
UEVE R B T 40 A (TFH) 2 A145 4 PTCL, 55 AITL
ZAHEWAZE T CAITL FHA TFH R IR A 45 4 T 44
Lok Cogg "2 IRl B R AW R B R
I B 988 19412 W 5 AN PR 955 B JE 45 2% (Morphology )
14 9% 2 1 (Immunophenotype) 77 15 , 4 it 15 1%
(Cytogenetics) #1434 ¥ 7 (Molecular) £ Il 7512
W A3 43 AU T e PR ok R VE T O
THREIE R MICM 738 (R 1) . MICM 43 BURAA
B TR AF b IX 73 PTCL 45, R B T F 2 5
WA AT B T R

PTCL- NOS J& PTCL "1 i & UL i 3 B (
30% ~50%) " FEIE A L R EyRiE A H L
2P A, S R FREZ T AR, - —
A2 AR T s R (5 W CDS 8. CD7)"™, fit
= HAl PTCL 3V 7 b e SR A NE A, 2 5 0T PR A 3 7Y
— 2PN . B R IR 73 AT & L PTCL-NOS £ &

WA 5 0 BB 21, TBX 21 33 ik 4 A 70
A, GATA3 o F 3k W 5 A R 15 W35 AH C
PTCL-NOS # Ul 5 4 Jfd A= 9 =% o0 28 A 45 ¢(559)
(933; q22)ITK-SYK Fil & 3K, CTLA4-CD28 fil &
FLH 7RI VAV A SRR A2 PTCL-NOS Hg I
By 5 AL HE AL §5 TET2 (20% ) . VAV (15% ) |
DNMT3A (12% ) .RHOA VAV 25 A Trhus %)
125 f5] PTCL-NOS & & 47 AR P A 4, &34l
T AL D 28 A8 1 H 91 3 1 36 % , A4 - 4L EE
FH 3L Ak 35 K 28 48 KMT2D (20% ) . SETD2(4.8% ) |
KMT2A(2.4% ) .KDM6A (0.8% ) , 4 3 12 L. tfk
F[K %75 EP300(8% ) .CREBBP(4% ) ,DNA H 34k,
LR TET2(12% ) .TET4(3.2% ) DNMT3A(3.2% ),
Yt KT IHIEN ARID4B(4% ) ARID2(1.6%) . fF
2HER B AH CSE R 28 A8 1 f B 5 R AR AL T 24
Jo it e A A7 (PFS) FLEVA A7 (OS) i . 35 4 4, 2 4F
PFS % 0S H AU K 26.4% .56.6 % ( AL 8
54EPFS %N 49.6% ,08 % }63.3% )",

AITL 255 % W PTCL WA, ZHZUB A B W
IR EL 25 ZE R IR, Ik L 25 M2 T (H S B SR bk 52
i 2 R 22 1 A T SR R R O
P /IR B AT P TR A0 R A G B i
A 2R G (FDC) 45 . FDC F1 4 R RE &1 N B2 /N
Erbk (HEV ) 36 4= J& AITL i =245 5 . gl fen]
UL CD4'T 4fififd, I 1B 22 20> 2 351 TFH 4 i b s B -
CD10.BCL6.PD1.CXCL13,CXCR5.ICOS. SAP,

=1 HMET AR (PTCL) 3 2 E 1 MICM i2 Wt

b1} JRFIE S (M) TR (1) YA P2 (C) AR (M)
PTCL-NOS TRiE AR KA, CD4>CDS, H W41 JR & (CD7. TBX21 Ml GATA3 25 [1453k . % WL 8 1% 2% 3 Al (KMT2D,
WO ZIEPE4 il CD5.CD4/CD8.CD52) , 41 il 4 Wik  ITK-SYK fill &5 #E[H , CTLA4- SETD2. KMT2A. KDMO6A .
A (=/+),CD30(-/+),CD56(—/+) %/ CD28 fil f+ 3£ A , VAVI fl /4 EP300, CREBBP. TET2.
EBV(+) FEH DNMT3A .RHOA ) , TCR i %
(VAV1)
ALCL W 4545 R 58 4 CD30(+) ,EMA(+),CD25(+), 408 ALK~ ALCL:DUSP22 Hflf. TCR i# % (PTPN6. VAV1) ,

MR A~ R 5B Wk (+/-), CD4 (+/-),CD3 TP63THE. TYK2 FHE

RN SEE (-/4),CD43(+)
KIrst

JAK-STAT i % (TYK2 .JAK1
ALK * ALCL: NPM1-ALK fill STAT3)
HHREA

AITL/PTCL-TFH R EL45 5 FIRE, CD4(+), LA R Z= /0270 TFH 41 fihr  ITK-SYK fil & 3£ K, CTLA4- 3£ W i 14 2% 3 K (TET2.

fih9gs 2 PE 40 e RS PAME:CD10.BCL6 .PD1.CXCLI13, CD28 filt & A
JEZ 1, FDC I CXCR5.1ICOS.SAP,FDC(CD21°) Al
HEV(MECA79")#44: (PTCL-TFH J&

A5, EBV ' CD20 B JELHH 40 i
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DNMT3A .IDH2 . RHOA), TCR
i# #% (VAVI, CD28. PLCyl,
CTNNBI1 ,GTF2I . PI3K)

12 :PTCL-NOS : 7 T 4 bk R AR 9 5 ALCL : [B1 28 KA IR VIR 5 ATTL I S e F T 4RI LR 5+ LT R B s+ — - K4y
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FDC (CD21°) filHEV (MECA79") ##4 4z (PTCL-TFH
JCAR ), AT W EBV'CD20'B B A 40, ITK-SYK
fillA 3L [ 5 CTLA4-CD28 fill A & K 34 1] UL F AITL
FfE TFH 40 0 2 B /) PTCL-NOS?' . AITL Fp 3 L
) T B I R 28 45 40 46 TET2(66% ) .RHOAG17V
(45%) .DNMT3A(33% ) IDH2(25% ) .CD28(15% )
PLCy1(14% ) .PI3K(7% ) .CTNNBI1(6% ) .GTF21
(6% )% , Horfr TCRi# P& AH G HE R 5848 15 L 1 g
HEJRAROCS

ALCL ZH 215 3L I ] D obk B2 45 25 44 52 R
e 240 BT A5 2 AR AR % 5 Eh B (ALCL 4
TEPEMCAS ) R dn i S 32 A K . CD30 FHYEFE
ALCL T B B L2 L, ALK FiA 2 B2
I Ty AT s g el = 7 N i B 1) e -2
M, ALK 'ALCL /& # #il J5 fL T ALK ~ ALCL £ &
(54E0S B350 70% ~85% .30% ~49% )2,
ALK'ALCL VA t(2;5) (p23;q35) 5 o0 A HRAE , 77
NPM-ALK fili5 3 . ALK-ALCL g UL i) & B
FE N 28 748 41,55 PTPNG6 (50% ) . DUSP22 (30% ) .
JAK1(21% ) FI STAT3 (10% ) 528 4515 43 F-HF5E
20 B 4 2 AT R (B |, 4n DUSP22
BHEW T2 30% ) ALK-ALCL [ &, it 2 /B 3 %)
CHOP J5 28U, iUn 5 ALK ALCL #3IF, 5 4F OS
FA[1590% . TP63 gt p63 il &5 & H Al WL T
8% ) ALK ALCL & 3R TS AR, 54 0S %
17%"

= FETRIFHLEHE) PTCL MAILIRYT

1E ALK ALCL 1, 5% NHL ifF 58 41%F 74~ Rij b
P lhm R AF 58 898 3 4T 20 B, & B8 CHOPE J5
(CHOP Jr ZHEARFCIA T ) CHOP J5 gt i 3
WU AR R I AG R 1Y G2 il 28RN 3 AR o R LR A R
(91.2% %} 57.1% ) ARBEME AT B KRG, Ak
JmEEpE B 1 RAER PR ) ALK ALCL, — 26
FH CHOPE J7 £ HUf5 CR, il KL 4f-. X T &4
(=75 %), Al 3% F miniCHOP J5 B & L 1A 1 5L
ALK J IR se e JE 397 T 42

k% ALK ALCL 4k, PTCL H Bij 14 Johr #E G 7
Jr %, CHOP Jr £ 2& H i i i 1 —ZRIR77 , CRE N
17% ~70% ,54E0S F H32% ~45%"5', GDP 5%
(75 PY AV + A+ b ZE KA ) VR R 52 e TG RS
RORIT W AL RO . A E N
GDP 5 CHOP j&J7 PTCL-NOS 57 5L , 2% % W w
GDP % CHOP 1] 3k 15 7 15 19 % W 2% i % (ORR)
(78.6% %F 60% ) . ¥ K 1) PFS 1 (9.79 4~ H X} 4.2 4

H) K oS (17364 HAXF 11.2740H)" Kk, 3
I1—&k fifi FH CHOP/GDP %8 %t 5 2236 J7 #1136 PTCL
BE . ZIEE|PTCL B I PET-CT B A% 2 3
WG A KM AAE FRATE ] PET-CT 3P4k &
5% CR 49 PTCL (445 PTCL-NOS . ALK~ ALCL }%
HAlAZZ8 % PTCL) o kil B 41 & 1 & 2 ik
it 00 441 39 AU ) 43 AR 5 ) EP300 fR 5 K P
ARG 4697, UBISGEHUS , B Rz R
B 5% 1F 76 #E 17 1 (NCT02753543) . 1 2 g % v i)
PET-CT 7 kA B St 9P AELATS g T P ot b B8 H
55 AYT R IR IR Z PR A I A L) T

BT PTCL [ & il S R 3 X T4k
I BCRAT- (2 /03K 5 PR) Y H8 25 W S 1 A 1
T 40 i A4 (auto-HSCT)VE M L IE AT o SR1M0,
i B 0 B 25 A e, BRI 25, /A S5 R
£ OS.PFS WL}y 5.5 3.1 M H ™, XK FH 2
PTCL 397 11 I B e KXERL, SIEAF R B B HE )36
7 25 AW BR, A5 < 20 2K 1 25 £ WAk B o 5
P 3K AR B . B K M 9 (Romidepsin) | D1 Ak 7] Ath
(Belinostat) , 71 & i 571 3-H it 7 (pralatrexate) , 47T
CD30 $L 14 25 9 {11 BX ) Brentuximab vedotin (BV) ,
B P8 R 92 5770 A AR 8 e (Lenalidomide ) , PI3K 411 ] 51
Duvelisib, W[4 %I 13 MICM 43 Fl 8 S50 0] 24
P, BRG AT 4 R I RN R il 2 1R
HH VST E M AT SRR 5 TA
TR B, AR AT An A B T =
T] 245 ) 1) SURR M, DT S SR A A XA
RMEIR B RS T I % 5 B Ak AR, an
DHAP . ICE 4 & 3 PO A5 B4k 7 77 58, v P4
IRAR T RIS B e SR ) 250 , G A e R LA T I
T4 fE A

PEIAAR i 23R [ 0 & s — 1R B S A
AL ORI IR, 257097 2 R MEIR PTCL
HIA 3R 30% , CR % 14% , {3 PFS ., OS #i43
BIA 2.1 21440 A2 TE—T PR AR iR 7 & K uE
TG PE PTCL WIMFFE H, PH IR AR e B 24 S I B iR T 4
F) S i 543 M 39.06% .51.18% , Hi{3i PES 13
BIA43 51N H, BREMERLG™, 2018 4¢Pk
AREIETT AN T 40 Lk B v [ R AL L IPI
I fe 52 & MR BB N PSR AR B B 253697 o=
fi FE N PE IR AR B AR T T ™ s BOKHE |
DUMREI 4535 E % FDA it L 1 T PTCL, —J0
PR T R S0 DAl T WK M B2y Bk
MEIA AITL B9JT 2, ORR 4 33% ', DL Ak &) fih #
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253897 B & METR PTCL By ¢ £ 1 11 1 BELIEF
(CLN-19)WF5¢45 5 R, 22 4] AITL % v 10 15145
5 CR™, 13 Jy#) & AITL, F A 1% 1 P4 35 4% JHe ¢
4 CHOP Jr %3697

BV Jj&—F#ll[1] CD30 AT 25 PR , Hidt
CD30 i A Bt 1A 4 2 0 0 70 Y O 3 3 fh T E
(MMAE) 4. CD30J {Z#*ik T R4 ALCL, 7E
PTCL-NOS H1 ) 35 N 58% ~ 64% , #£ AITL 1
(IZRIRR R 43% ~ 63% . FE—TIAE BV iATT & K ME
1AM ALCL By &8 M TR PRiLE0  , CR & ik
66% , #15 CR ) & 5 4F OS R | PFS K435l hy
79% .57% , ¥/~ BV H25 1] GE B ALCL G B HEIR
JYPEFE® . ECHELON-2 & —Ii £ di.ey WU bl
PL. IMIIAESE 8K A+CHP (BV+K B Hrb+ 2 3% 1
BE+iIREW) TR 5 CHOP J7 £ — 41477 CD30°
PTCL W73 Mk 453 o , A+CHP J7 55 hE8
I 2 3R 5 ORR (83% X 72% ) S« CR % (68% X
56% ), 3% PFS(48.2 4~ H Xt 20.8 1 H ), JLT-fE
FEAIK34% (P =0.024) , HAZz e #2Y, 9 FDA L
T8 2480 ALCL F149134 CD30° PTCL 78 N
) PTCLIGYT

DY 3 i A A S I AE PTCL i s

e 7 AR R0 o o 0 R A L 3R T
RENS 0 3 S IR BB RS R DA O R T s R
MG > — AT REYE AEREL . 2 O g SN
A 499 4] % PTCL, —£k 315 CR (1) 213 il &
64 151|425 37 & 1Ml T 241 Hd #% 48 (auto-HSCT 49 f4i , allo-
HSCT 15 i) , B IAFEAE AE 1 K CR B 9]37 PTCL &
H A LRI o T AR — IR T
Wi o 53— AT RE M 2 PO BE g gl A 83 R
ALK ALCL 3%, CHOP J7 K897 4 ~ 6 DT 2,
32 5] | 55 3K 45 CR, 33 9l 3145 PR; 55 Bl 35 4% 5%
auto-HSCT, 48 43545 CR, 7 14 PR, 3 4F OS % . PFS
A5 R 48% .36% ", Nordic Lymphoma Group
W9 A 160 14j9E ALK ALCL 3% , CHOPE )5 5814
J7 AR 115 191 582 17 BE auto-HSCT, Fh 37 Bifiis i [a]
60.5 1 H , 54 0S K PFS K418 51% .44% "',

{4825 SFe Y G 8 A0 L (%) 470 P98 4 FH 88 allo-HSCT
FE PTCL H iy i HBOR BRAZ 21 6 . 30% ~ 50% 1Y
MEIE H AT 325 T allo-HSCT, B4 U RS A (i 08 22
BEANSHEZBAIRIT™ . Smith 55X} 241 i
152 3% 1 T 248 ML A4 A Y ALCL . AITL #1 PTCL-NOS
BE TN, LIS 1 IR 58 2% % (CR,) XFbIT
UK ALCL W7 R 37 BE AR <2 £R3A T RO BB 8

447 auto-HSCT; CR, | ¥ auto-HSCT Ji5 3 4F PFS
KOS KWK 42% .53% ; %F B MEVA (445 auto-
HSCT 2 M) H %, allo-HSCT 8% I\ Jy 2 o 3 7 i
BIRAERIRIT T 3PS Rk 31% . YT
A5 PR 28 AL 38 XA T BUBR DA B RS A T <2 23R YT o
A B A A T8 0 A58 1 e R IV A 9
S i R EF T allo-HSCT

25 LTk, PTCL J& — 28 A W) 447 R Fnil IR 2
IR v B S R R, B AR A A, TS
AR HET—Zby7 7 IR, X FE A A
M, BB R ) %6 (%% CHOP) J¥ B
auto-HSCT & H EFRITIERE . X TAIE G AT
B IRAT Rt — i 4y P AL A e AR 5T
R LT MICM 435U 1] W7 £ 35 15 AR PRI T 2459
I 250 B PTCL M 28 56 1 3145 25 46 19 3R 7 3R g
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