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Abstract

Angioimmunoblastic T-cell lymphoma (AITL) is an aggressive peripheral T-cell lymphoma originating
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from follicular helper T (TFH) cells with a complex pathology and genetic profile. Developments in
next-generation sequencing have led to the discovery of more genetic markers, including mutations
in epigenetic factors (TET2, DNMT3A, IDH2) and TCR-associated genes, etc., and the development of
many novel drugs targeting their biological features. This article provides further details on the mo-
lecular genetic features and therapeutic advances of AITL.
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1. 3|8

2022 4 WHO 28 5 FRis i 5k 210 2ol ATTL 58 44 itk 4 81 i Bh e T 40tk e, i
G B A (nTFHL-AD . AITL 8K TN, HILERRION A RELEI R 2 K 283
FLAE, SIRITRURAE, U2, X5 HE AL B SR B AW 4y o O EARFAE 64 TFH
A5 B 20 A K At S B8 AT MR ELAE FH O AT 12 9 BB K (HE V) AT SR AR R (FDC) YR 28 5 LB A%~y
iR R 2PN RA2, UM T 40K S MR A S5(TME),  BEMTEZN AITL IR AR . ASCRET
AITL F8A% AR E SR T Bofr it AT 4308, IREARIAZ IR AT 7T H AR AT 577 7 o

2. TRIBIFHHIE

WAESR, BEAE PR A G T TR MR N, 020008 IR A L B BEARAE A T B IR 2 IR ATTL
e RS b e 2 A2 SRV T S S KG A TR TFH A0, 308 I 4 1) 400 B e 5 5 e R 5 o ) 7 S A i 2
SEHRAR, fRHE TFH QUM o3k, A EA MR A P R 3R 0E TFH A SAR EA, Hilin CXC #afb A
TR 13 (CXCL13) FEFHIETZAR(PD-1). 75 LM F(1COS). B etk 25 -6 (BCL-6) itk
B4 % A 2 T AH < I (SLAM-SAP). CD10. CXCR5 %%, H:h CXCL13. CD10. ICOS 2% NE: 71
YIMLIE P17 [2]. 45, EB 93U M IS A2 BAE AITL KRAE R JE P9 T BB A6, JLFEMR AITL 1)
STRMALS, RSN ik R AR YT SRS [3] [4].

3. BRI SRUHE

AITL BRI R S50 3 5q 21 Yotk 6 LA 6q FIERIS, BRItz 4b, AN 7 2 sk
R 9RAE, 445 TET2. IDH2. DNMT3A. RHOA. TCR AHICHE () 5RAF . X e RE P 9845 i 3 it f] Ffr 4y
THURIAARRF25, WA R TFH R0EE. T8, o, SEmiEdmmmgE LR, &
BERRATTHE— BT

3.1. TET2

7E AITL 1 TET2 RABRR 5, £ 80%M EERA KM E] TET2 MEMI (5] [6]. TET2 Fufit i
TG, AR R VESZ AR, M 2 RGBS I EUE DNA = Ak, S0 TFH 40 IEH Thag.
JEH TET2 5 A 3 R AR S [7) S BURE R 1 & 2E , 4 RHOA G17V F1 TET2 Zhfg 0 [F 4k FOXO1
IHAERR IEH CDA'T diffazs, S50 TFH 400 Treg A 18] 545, MIMiES TFH 405 1L 3K 5h
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AITL #%4L[7].
3.2. RHOA

RHOA RAHIZ i AITL [ 50%~70%, H Ko 24 XA RHOAG17V. RHOA RAZfR@E T
VN AN AE R RHOA Ihik, T2 GTP 45 &8 /138 [ NS 518 Bk ( SRF 3. 4 s
PR M) FH, ARER RHOA KRG ThRE, (e TFH it 1b[8]. shat, IEF KK TCR. ICOS-
PI3K LA J NF-xB 15 5@ 8% 5 % 7155 TFH #0463 AITL & 491

3.3. IDH2

AITL feME—HA IDH2 RAZ[ PTCL WA, HARpRAE R AAE R172 GLK0[10]. £ 20%0) AITL Sl
JF) IDH2R172 %42, IDH2 il RATae iR 2, H R DNA MALER A T HEEORES, HAEbE
VEGF id %%k, &gt AITL & J€. IDH2 RAH 5 RHOA. TET2 3447, 1 Leca ¥ @07 IDH2
I TET2 WUSAR/N AT, XUAL /N BRI - TFH 0 d 349+ 54 K 0 B 4R A4 s, {2
Bt B 4N seEY 1Y, [RINR/> Fas-FasL AHEAEH], Jb B AT, BB T AITL & 5F B 40 53 7 4 5
RX—7r 7L, 90T TME B 8677 SR (I S 2R AR 1]

3.4. DNMT3A

AITL 41 DNMT3A RAZH LA 20%~40% [8]. DNMT3A R882H i it & M 7 3N B8 DNA F3EAL,,
IR AFER AR EAL, ST JEVE5H B2 M FOU 8 % R AL ABMEG G 12]. R 5 Al B0E NF-«B.
PI3K/AKT Bk, FEREIN IL-6 55 40E K1, A4t sy ik ik . 1h4, DNMT3A 5 RHOA 35 0]
PrAERE TFH 40tk dk . AEAR LRI, /£ DNMT3A R882H HLHER/N AR, %5845 i@ i 50
ICOS/ICOSL Al PD-1/PD-L1 2&{5 5@, {2t 7 TFH 415 B UM 5 M EAFEH .. X S50 B 40fhn
AT R IUERORIRAS, AT E MR, L ERHE ATTL iR A2 I Imd H S it 2 [13]

3.5. TCR X EFERT

ZEH01 AITL B A7 TCR £ K548, fudE CD28. PLCGl. FYN. CTNNBI. GTF2I. PI3K.
VAV %, HENTTRES T 400 EAE oG, ks T 40 is . T/ . P T2 0 MuyE ok 1 o8 TCR
{55, {Edt TFH 430fb. H4b kI CD28-CTLA4 fill & 5 AF W BRAN T 2 o 4757 65 vl A0 384 5 338 177 o 3k s 3k g
[14].

I ]
4. t5 3=y N

AITL [—2RI697 T Z AR SR —haifEAl, H i USRS IR 1) — 265 407 7 & o 32 S H Az . AR
5 2025 iR NCCN #8579, AITL f—2RI697 77 £ nl ik CHOP Al + 2R/ WE + KEHM + ke
FA). CHOEP (CHOP 5% + KFLTF) FmiA% EPOCH (KIGiHTF + IREWN + KEFEHI + FEEE
fie + Z R LU AR CD307 1) 4k 4 % £ i (Brentux-imab Vedotin, BV)EEA CHP (FEIG. £ 3tk
SEFRJERR). BRI CHOP J7 S 1% W EE i (objective response rate, ORR)IE 90%, 5 fFEAfFHR
(overall survival, OS){X A 36%, TG A RM[15]. AHET CHOP, CHEOP. EPOCH /& CD30"H4ilkG
CHP 77 RN MR e m, SRMTEAAFFITE 771, SRS AR [16].

4.1. HERETEERHPHIF
H 1 A 2 O BAL B 1 (histone deacetylase inhibitor, HDAC) FEIA A% . B Kb DUR) =] th © 3k 4L

DOI: 10.12677/acm.2026.1662276 773 Il PR 2 2 3t


https://doi.org/10.12677/acm.2026.1662276

TIH97 5 R AT 1 (Relapsed/Refractory, R/R) PTCL, o Hp it ik A fig & B 1= w5 AN A A 11 iRE #6PE HDAC .
— IO BB R A RN, PRIAARZERS CHOP Y8I7 HrizWr AITL )58 4222 /%% (Complete Response
Rate, CRR)H 2L T CHOP 4(72.7%Lt 42.4%), 47 Joidk i A= 47 (Progression-Free Survival, PFS)F1H1 {7
OS B3k, 1% B BEEVE AITL BEKMTE[17]. BRECAWIT Z4b, THIEARREA
VTS ATT BT BT 2(CPET 7 %: PHIAARNK. TRJEFa IKFCIIE . VDRI FE )AL H A P ORI PR e
HHR R AL 5 7 2505 2 Ak, 52 R 8 JA VAT 1) 238 ORR fR1ik 90.2%, HH v itk Jié A= 47 Wl(Progression-
Free Survival, PFS) K% 42.6 AN H[18]. ILFK, X AITL & 24 (R WEE 22 1E (W TET2/DNMT3A %
AZ), MERMEKA 77 Z(HDACI+ 2 AL 259 R I H SR BN RE 77 /7, LSt S A 78 3% B P I AR il
HFTFLIE 77 ZAMY ORR IA 100%, CRR 7RENE 78% [19], AT BEAEHF 70 4L M 5 vH A ARt A 14 4t
16I7 %) ORR F1 OS [17] [20]. ¥ Z WAL IE R, POIEARRAE —LI697 H R (A EE AL

DUREMh . KBS CHOP 77 24FA PTCL — 2377 i 70 R B AR B i 3% PFS A OS, R
& DURE e & CHOP 5 R BB TR LS ORR i5 85%, (HAE KIMEFEHLN BBt d “HDACI + 1448
377 BRI AR BE SR YT B[ 21] 0 AR SKe 8L B I 2 A A 4 VG IA AR AR P IR VLI A% S BR A TR T

4.2. SEIRTIHI

WHRIEENE . RIS FE RS o — ARG 77, BAPR . PriE A AR fFAIER, A —EdH
JIR 1 o SRR B BBk & CHOP J5 23R 97 AITL (1) 11 Il R BB 72 [22], 45 7R 2 4E OS F N 59.2%,
2 4F PFS N 42.1%, M TAESAIT 32%~36%111 5 FFAEAE A, SRIBEE RGN TT BE A BUE K T B 2%
FEIAFIAEAF ), B R R R B —EIRITE ), HEMA ZHT 8697, HIMEA 1T s diReG
ST — 805, FA D) B3R 28 R B 5 B8 UASE ) I PR X 6 56 11

4.3. FIEHUERERY

AITL il ik CD30 # 15 50%~90%, i BV s — M L[] CD30 [ HiR 245 18K4) . ECHELON-
2 RIGHF 7T [23145 BB IR BV + CHP J7 RAEIRIT Hriz ity CD30 FEE: 452 1l PTCL &5, 5 CHOP H%
b, BXE 5 EAE CRR. PFS. OS ¥ W% s He rEn 5, RGP AR K40 itk L8 (sALCL)IE 7Y
FI T4 OS BT AITL A (60%LE 42%), XKL E AITL My A ERIAR CD30, {HILE 41
PRI TARRFAE 50 B e O 14 ) IR TR B8 T BR PR 1 S — R M 1) R A% 70, BRI A 5
f&F sALCL WAL,

PL CD20 3R ZE . Bt CD52 Zikiie it i y7 AITL, 205 H/R7E CHO(E)P
BINFI 235 B PUER R 4G PR 38 S SR FR T RV R, (AN R A 238, BT DA ok o i3 1 A
fEH, BRI AITL 97 808 FAWHRE[24] [25].

5. ®RFGARIT

MM A 2 M TG T RN T Y06 8, WANFER AR TIN5, Haj okl
ZHEZY, HT AITL (RBGRTT, SIRTHIAARE . FTFLITH . MG AIZE. RIBEIE . SR TE R
FEBIRSE, MR AL A KL 2GR 1.

5.1. HEB X CEACERHHIH

PEIE A e [ R/R PTCL 88 B S S 5t R W[26], AHACT PTCL % 44(n = 256), PHIAZAJE 5
Z4¥R9T AITL WA B 5 51 ORR (39.06% L 49.23%). H4h, PHikARIAIT R/R PTCL B (I1Ib IR 7
[27]8%7, AITL 1 MR FEFEE T PTCL B4k = 26), 8 ZLEEHFHE 7 LEEFE TEM, ORR N
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WEH, B

88%, IXLEHFFTHE—HIESL T PHIA AR 2% T R/R PTCL 83 BA 1 5 0097 RO AT i 52 i 22 4tk

5T HDACI RT3k, MR ER B2 AT I RIEmEMEME KA, I RRAITL WK T
BEIT AR .. 2 ORI TR R P OK L + SRIBEEFIATT R/R AITL &3 ORR N 78.6%F1
CR N 35.7% [28]. HEAMIF 5t B K + FIHLHFIAIT B4 TFH £ AITL 1 PTCL (n = 17) &% Ak
ST R, ORR Hl CRR 4371124 80%F1 67% [29] AL H Al PR B — T Bt AR O g BEVERT 75 3R B, PHIAARHZ
+ FTFLMIEF e A 7 SRAE 7 41 R/R AITL 2% 1) ORR N 71.4%, CR F K 28.6% [30]. FlZE Hfi. HAE
A PRIA A (RLC)YAIT R/R AITL A mZM#H2, ORR ik 71.4%, CR 4 35.7%, HIAARLR
JYM Vel FEEnTis. RMETILRTT + FEEAK)BEE GemOx (FPifliE + b FIEN) 0T I RIE
R/R AITL B = 17) IS T A 7 2R (ORR 91.7%; CR 66.7%)MALFLE Ri(H AL PFS 17.2 4
H: d67 08 38.8 MH)[31].

PL_EWF SeSE £ W) HDAC JEHGZ PHIAARAE R/R AITL B i B, it Mgt 2ms, H
T RSARTI, RS R MR BE TR T RT3 RRTT 7 e RRAITREZ s KB HTIE M BEA LA ]
WEFE, PHIAAS I L 4L M B A VD R FE i (CAT) IR YT AITL BBEVEDT 78 IEAE IR AR 56 (ChiCTR2500101934),
AR TR 2 3R A .

5.2. RERE SHIHIF

TFH 40ffi 253 PD1, PD-1 %407 vl GE /2 AITL V&AL HI69T T B . 2t O IR 7T 102 5] R/R
PTCL B3 A% i (geptanolimab, GB226)(1)J7 %4[32], #%¢T ALCL, AITL [ 2R FK(36.6%Lt
38.9%), TERECAJRIR, Fidt—PIREBETTE. MR Bk (pembrolizumab)ify7 PTCL &35 LA
PRAFFLZRBA[33], % ZWAE B RS LT 40 BB AR 5 (M 4ERRIG YT o R AR T R BT M8 v 1 e 7 a3
TiJE, 18 AN HI PFS A 83.6%, SAETFRN 94.4%, 1XFKHH PD-1 #HIFITE B AE G B RE — 2 W4T
fH o SR A s B R MR AT St RE R, E AT RE I A KR, HEHREZ W
e PR AR UE A I o 22 4k

5.3. ZREHLTEY

2 TR TR 3 W) 25 R b 25 bl FL AR AF . Mo G A S BE A AT e P Ik ARG AE ¥R 9T T TET2.
DNMT3A R RMENR AITL &3 ik 2R R . TR RS 8 28 — EE BeE R LR BX & PI3K
I AR R ZE)I0T7 R/R AITL I7 30 22 Ve B 78 o [34], 5 R YIRS 220k, 2 #9138 CR, [HIBE
Yy (A AR AR R/, 5 B2 2 (I PRI ) S0 LT Ak . e R ZEBR A AL . B R AR huiaIr &
RIMEVEANE T 40 Ik B8 A9 R0 2 A M 98 (ChiCTR2500110756) IEAE I IR AR, U5 58 22 B i 2
i o

5.4. (S EEEHDHIH

5.4.1. PI3K P57

JE£ 45 1] ZE (Duvelisib) 2 —Fl RS 55 PI3K-6 AT PI3K-y 3075, 7T BELIr 40 i A KA Sl Jsk)
JEAN A . BAE 2 I PRIREG T 7T P B 4E R ZE7E R/R AITL L4111 ORR K 62.2%, CRR A 51.4%,
£7 PFS N 83 M H, Hf7 OS K 18.1 I H, PTCL HJLH AITL W41 B A B35 (3G PEA 2 P, 3K a0 31 B
W[35]0 BEYERIZERLA B K167 R R AR TE T 40k B8 (1) 1b/Ma AR RIS [36]45 5 7R ORR £
50%, HAL OS £ 9 MH, WIURPNIGS: HDACE BES PI3K VAITIRMEL T 51, ARG ITERKAEG
AITL KR ReZ 2 —
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MR %1 Z€(Linperlisib) 2 E B E#F K1 PI3K-6 #fil55], 7 R/R PTCL E3& H[#) ORR 4 48%, CRR
N 30%, PRI RIE A, T4z PFS A1 OS 43518 5.5 N HA 142 A, 24 tn$##[37]. PI3K
PR E AT EZE ST R/R PTCL &, AR TR HE 2 In RIS EFLAE AITL HR 197 &% 2 4k

5.4.2. JAK #pI3)

JAK/STAT & B 1) 53 3 WG =& PTCL RAE K R I ZLHI, B a5 5 AITL ZEN ) PTCL &AL,
L) H & JE (golidocitinib) (AZD4205)& 4Bk i 4> HME—41% PTCL HIm&#E JAKL i #], 75 1 H#
JACKPOTS A it 5t B it fiy7 S e 4, 76 111 JACKPOTS B i 50 ELMS Tt — B HIBGIE, 104
% PTCL &+, ORR N 44.3%, CRR N 24%, ZAMEn#[38]. 2 WA Tt &G R s JAK #)
HFITE PD-1 #HIFIEIT A BRI N, g5 PD-1 MR B — e R AL, Wit 25
FIRR[39]. HULEH, XKAIEBRE AITL S5 3R HE, B4 BRI R I697 738

5.4.3. SRC ZRE#EGHHIF

AITL B JEHH TCR 1554 S, SRC K2 TCR {5 5@ EE )58 Lig AT, #F 7 ER SRC
GO I8 VD B JEAE ATTL /) BRUSERY H S 25 ) i e AR K 1 AR A7 B[ 40], BEJS BT 72N X% R/R
AITL BFHFATUARR R, SRER 5 HIEF KRR 70 2E, HARBI 2R E. &5
FEIRIAVPE e 2 B AT SR TCR JEEE 2590, BV AOB BT VAT B e i 5 e 1% 2, JFdk—BR
FALA YT BRI PR IE P

5.4.4. EZH1/2 P57

AITL BEHEAE BZH2 % fmRik, EZH1/2 XA FI 0 #4] EZH1 f1 EZH2 i5 1, WE IR R
EOPE, ST R3EFE A fh(Valemetostat) /& —FERALAIHI T EZH1/2 XUEAMEIF], E¥GT R/R
PTCL IR AR IREE 4179 S22~ ORR A 44%, CRR A 14%, A7 CR FrEemtalh 11.2 M H . EER, HE
JRAF ) BEZH1/2 SCE 55 HH2853 7£ R/R PTCL (1) Ib BRI R iREE[42]4 £k ORR A 67.6%, CRR ~
29.4%, WALGZMERFEENE] 14.8 AN H, A m AR B A B BB S, B 5I AEE 2, AITL
WAL EE TR, ORR A 86.7%, A AITL JRIT#e4t TRSHERIRTT BT M, AR e et
A A7 3R AN AR AL E S T 1)

5.4.5. KRIEERAERFE

KITRERAR AR O IRAEYT R/R PTCL, A S 2 JOIDHIG PRI (NCT03776279) 4, KITRFE
HERARLEIRTT 108 514 A s v P st T 40 i AN NK 4 i 2 vh Bofg S 2 7 SR T i 22 4k, Hovp
035 26 4] AITL, WFFEE PG %4k ORR N 46.3%, CRR A 13.9%, Hfi7 OS N 23.3 H[43]. —TiZ%
HUL S ABE T, OKFERIBRAR BUAATE R/R PTCL 4 1(n = 188) I RIT TR, AITL (n = 60)E &
HLZ52H ORR 4 69.2%, BEEGVAYTTZH ORR N 66%, FEILH R UF 197 RO 2 4xPE[44]. BEAk, KITERR NG R
R E VEIE A BT R/RPTCL 1 1T HHBAFIH 5T SR 45 2R i 7R ORR ik 70.8%, CRR IA 45.8%, MHE TP
PR ZG I I SRR R E R, RO EE TG T RNERE ), Wfrt— PR MG RS, A
5838 ALK FE BB AR AR I A VBT 7 E[45]

5.5. EMF4pafEtE

WFFRRIFIA CR MIALIT BUBE AT KFIEATBCA B ARG TR A A K, 4 45 OS Fik
78%, WERTIREETT G HAR TN IRFEAE] 18], —IUEFXTAME T 41 bk R B3 O 9T 45 B 2R [46],
POk ARG e A R G dERR G YT H BA LU IR 3, W PR R AR, 0974 2 SE R FEN 39.1%,

DOI: 10.12677/acm.2026.1662276 776 Il PR 2 2 3t


https://doi.org/10.12677/acm.2026.1662276

WEH, B

XA 69.2%, [FINF 1 4R 2 48 PFS SRR 38, PUIAAREAE DU 20O HE A A A7 5 T P e PR A
B, EAFRIE . Kyriakou 4% 5B R I ML VA5 B 4% M AL 4008 R B 191, 368020 3 AV A A0 B 44120
MR RN AITL (835 R UG, AT 57 25 D T4 R 1 50 A HL = SRAS I IR A -

5.6. CAR-T JT3%

% & P15 Z A& (chimeric anti-gen receptor, CAR) T ZHM0y7 %A1 NK 4HASTIEAE T 4 Mok 2087 o &2 ok
W, — I TSR E AR N B SR PT CD4 CAR B:MFr 7 fEidiX 22 CDS'T 40, St 1B T 4 i 2
i, [RIENF R THERSE AT ) CAR DUR/D BT R R R -3 30150 R XK [47]. CAR-NK JTHETE AITL 185
/0, X CD19 B NKG2D BifA R CAR-NK 407t B 4 itk CLR IS — e 7 &L, $7nHAE AITL
ATAEA RUMER . HATEH% CD3. CD5. CD7. CD30. CD70. CCR4. TRBCI ] CAR-T JAJ7 IR AR
A IEEAT R, ROk — BV IZ T VETE T 40 Atk B8 Hh (1 e A RN mT 474

Table 1. Genetic characteristics and precision treatment

*® 1. BEFEHESHEERTT

T DR 92 A5/ 8 ML Jib R AR 55 AL 254
e TR ve PR L, 3G N4k & e KUK ;
TET DNA %L 53 W PHUBEE. i
DNMT3A DNA Eﬁ%{%*ﬁfﬁﬁﬁ, 5 iﬁﬁ%ﬁﬁﬂ%ﬂﬁjiﬁ; 123 B i PH ik A iz
TET2 thIA{EH g
P4 2-HG B R §:3 .
IDH2 (R172) DNA/#H A & SR A BE 7 TAMs mw@?@ H/CD163), IDH2 mﬂ,ﬁu(@ﬁﬁ
VEGF 1353 TG s k% )
T RIE

RHOA (G17V)  #% PIBK/AKT/mTOR Jliit MR RBERAIIGE: HTF TAMME  pag A5 70
%5 CDS'T 4UfEsE(mr ik PD-1. % MRIFRIE). JAK

TCR {5 B4 RERGT, R il
o s : Aty TIM-3); %ﬂ]?ﬁ'J?flJ(*zﬂaé}Té)\
TORMFEIME  mIENE B MAPK S0 e BN Trogs, M2 %1 SRC HASHIBIAIGD
’ LIt P 152 #ie)
6. B4

S AITL {E7> T8 %2 RALFR YT WU IS 1525 it e, (E K v P2 S o ) R TR A S5 75 3 3
I PRI ST THI I PR B, 7R 7E LA R 7 SRR — = 50/l TME A St KRR FRR s
RANEIFI(PD-1 HT8) 5 JAK/STAT JEBNHIFI U FETT, EBEHURR RS, R RSHER 7T
TR, NG EERIFE . %% B N TME RHAE, HESIERMEAE 5 R L . = RME ik
S 2, RRARRICERTT A AR CAR-T AR5 DATO IR M 2, I 20 25 M il N B s ek DL RRAIR
HRH. B2, RRFABIRAAIR G Hms, LISl AITL &35 M MA R HERTT .

E&H
IR A8 R 2 PARHL I H (202203041118).
SE ik
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