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Y1o Takoe double-expressor iumpoma?

Double-expressor lymphoma (DEL) - uMMyHoructoxummdeckwmit peHorun ABKKJ1, kotopbiit
XapakTepuayeTca oaHOBPEMeHHO akcnpeccueit reHo MYC (>40%) n BCL2 (>50%). IToT deHOTMN Npu3HaH
HebnaronpuATHLEIM MPOrHOCTUYECKMM GakTOpoM. Skcnpeccua reHoB MYCn BCL 2 okasblBaeT 3HaUMTENbHOE
BNWAHWE Ha noseLieHne onyxonu. MYC - OHKOreH, KOTOPbIN CTUMYNMPYET KNETOUHYIO NponndepaLmio, a
BCL2~reH, nonasnAaoLLmii anonTtos 1 CNocoBCTBYIOLLMIA BbIXMBaHWIO kneTok. COBMECTHaA 9KCMPECCHA 3TUX
reHoB NPVBOAUT k Bonee arpeccrBHOMY TeYEHMIO 3aBONEeBaHVA M aCCOLMMPYETCA C XyLLUINMM
KNMHWUYeCckuMm ucxonamu y naumentos ¢ [ABKKJ1. Antutena, ncnonb3yemele B npouecce
MMMYHOTUCTOXMMIUYECKOrO aHanmaa, ceasbiBaioTcA ¢ 6enkamm MYC 1 BCL2, koTopble NpucyTCTBYIOT Ha
KneTkax onyxonu. TakvM 06pa3oM, Okpacka ykasblBAET Ha HaM4ME N YPOBEHb SKCNPECCHM 3THX GEeNKoB,
M03BONAA AMarHoCTMposat DEL deHoTun 3abonesanua’. Yactota sctpeyaemocty DEL deHotuna cpean
GCB 1 ABC noartunos [BKK/1 Bapb1pyeT no AaHHbIM pasHbix MCCNeAoBaHunil u npumMepHo coctasnaeT 20-

30% 11 30-50% COOTBETCTBEHHO .

Ecnu BeiaBnAeTcA ko-akcnpeccuna BCL2 v BCL6 - asnAeTcA
nn ato DEL?

Het. Onpenenenune DEL [IBKKJT BkiouaeT B ceba obazatensHyto akcnpeccuto reHa MYC, 6e3 koTopo Ko-
akcnpeccua reHoB BCL2 v BCL6 He ABNAETCA KNMHUYECKM 3HAYUMON.

Yrto Takoe double-hit numpoma (DHL)?

Tak HasbiBaeTcA BapuaHT ABKKJ1 unu HGBL, npu KOTOPOM KNneTku TMMOMEI MMeIoT reHeThveckme
aHomanuu (MyTaLmm unm nepectpoiiku) B ree MYC v B reHax BCL2 wnn BCL6 (MYC+, BCL2/BCL6+). Takoit
BapWaHT TPaAMLMOHHO OTHOCKTCA K MPOrHOCTUYECKN HebnaronpuATHbIM. MaumeHTsl ¢ DHL gemoHcTpupytot
arpeccuBHoe TeyeHve 3a60N1eBaHUA, BbICOKYIO BEPOATHOCTb PELMANBOB, CPABHUTENBHO HU3KME
nokasaTenu BbIXWBAEMOCTY laxe Mpu MHTEHCKBHOM Tepanum U UMEIOT XYALWWA NPorHo3, Yem npum DEL
deHotvne. [ina anardoctukm DHL Bapuanta [IBKKJ/T ncnonb3aytotea uutoreHeTmyeckme u MonekynapHo-
reHeTuYeckme MeTofibl, Takune kak FISH-aHanma n I'ILLP4. YacToTa BcTpeyaemoctn DHL coctaBnaet meHee
10% Bcex cnydaes OBKKJTS.

ABC

UC - HeknaccuduumposaHHan numdoma
ABC - Activated B-cell noartun

GCB - Germinal center B-cell nogtun
DEL

DEL - Double-expressor numdoma
DHL - Double-hit numdoma

MNpumepro 1/3 cnyvaes [1BKKIT nmetot DEL deHOTUN, BOMBLIMHCTBO U3 KOTOPLIX OTHOCATCA K ABC-noaTumy.

Cnyyan DHL 06b14HO, HO He Bceraa nonagatoT B rpynny DEL, Ho nMetor GCB deHotvn. MpunbnuautensHo 10-

15% Cy4aeB MMPOM OCTAIOTCA HEKNACCUPULIMPOBAHHBIMIS®,



Yro Takoe triple-hit numdpoma (THL)?

Tak HasbiBaeTcA reHoTun ABKKJ1 unu HGBL, npyv kOTOPOM kneTku NMMGOMbI UMEIOT reHeTuYeckme
aHoManuu (MyTaLmum Unm NepecTpoitku) ogHoBpeMeHHo B reqax MYC, BCL2w BCL6 (MYC+, BCL2+ BCL6+).
Takow BapnaHT OTHOCUTCA K MPOrHOCTUYECKU Hanbonee HebnaronpuaTHbIM. [ina anarHoctukn THL
BapWaHTa 1CNOoMb3YIOTCA LIUTOreHETUYECKME U MONEKYNAPHO-TeHeTUYeCKkue MeToab, Takue Kak FISH-aHanu3

4

MLP. YacToTa BcTpeyaemocTy THL coctasnaeT okono 2% scex cnyyaes [OBKKMS7.

Y10 Takoe KpynHok/ieToyHan NMMoMa BbICOKOM CTEMEHM
anokavectseHHocTu (high-grade, HGBL)?

370 COOPHAA rpynna BbICOKO arpeCCUBHbIX U MPOrHOCTUYECKM HEBNAroNPUATHLIX NOATUNOB B-KNEeTOYHbIX
NIMMOOM, OTAIMYAIOLLMXCA MO CBOMM MOPGONOrNYECKUM, UMMYHODEHOTUNUYECKMM N FEHETUYECKIM
xapaktepucTukam®. Ciona BktoYeHs! onyxon ¢ noaoGHoM iMMpome bepkntTa am 6nactonaHom
Mopdonorven, KOTopble He MOryT BbITb OTHECEHbI K APYTUM YETKO ONpefeneHHbIM BapuaHTam MuMooM, a
Takxe DHL/THL numpomel. CornacHo nocnenHum knaccupukaumnam BO3-HAEMS n ICC seigensaor HGBL ¢
nepectpoitkamu B reHax MYC v BCL2 (HGBL-DH-BCL2), HGBL ¢ abeppauuamm B LanHHOM neve 11
XPOMOCOMbI 683 peaHxumpoBok B reHe MYC (HGBL-11q) n HGBL, NOS (reteporexHan kateropus
arpeccuBHbIX 3pefbix B-kneTouHbIx IMMGOM C kneTkamn cpeaHero pasmepa unm 6nacTonaHbIM1 knetkamu,
KOTOPbIE HEMb3A OTHECTU K KaKOM-NMBO0 Apyron onpeaeneHHon kateropum numoom). K nocneaHen rpynne
TaKke MOXHO OTHECTV BapuaHT C NepecTpolikamm B reHax MYCn BCL6% 0.

Mopdonorua: TNumpoma Beprutra BepkutTa- B-kpynHokneToyHaa

NofoGHAA MAK
GnactonaHan

FISH-aHanma:

\ N

Knaccudpurayma:  fumpoma HGBL-11g* HGEL, NOS HGBL-DH-BCL2 HGBL-DH-BCL& [ABKKN NOS

Bepkurra

* HassaHue npeacraBneHo cornacHo knaccudukaumv BO3 5-ro nepecmortpa, no knaccuukaumm BO3 4-ro
nepecmotpa - «/lumdpoma, nogobHaa nuMpome bepkutra ¢ abeppaunein 11g», no knaccudukaumm ICC2022 - «B-

KNneTouyHanA KpynHokneTouHana nuMpoma c abeppaumeir 11g». CornacHo BceM TpeM knaccudukaumam LaHHbI

BapuaHT J'Il/lMd)OMbI OTHOCUTCA K KaTeropmhm arpeCcCuBHbIX 1 BbICOKO 3/10Ka4E€CTBEHHbIX.

[MoyeMy Heobxoaumo pasnunyate DEL n DHL/THL?

[BKKJ1 ¢ deHoTvnom DEL nmeeT apyron 6onee 6naronpuaTHbIi NPOrHo3 no cpaBHerwto ¢ DHL/THL,
KOTOpbIE B HacToALLEE BpeMA 0bbeayHeHb! B rpynny HGBL, oTnnyatowmxca BbICOKO arpeCcCrBHbLIM TeYeHVEM
1 TpebytoLen paccMOTPEHUA Boee MHTEHCKBHLIX METOLOB Tepanuu.

JKcnpeccua reHos AHoManum reHos

Tun nuMpombl

MYC>40% BCL2>50%
DEL + + +/- +[- +/-
DHL +[- +/- + +/+
THL +/- +[- + + +
HGBL-DH-BCL2 +/- +[- + + -
HGBL-DH-BCL6 +/- +[- + - +
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