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Double expressor numdoma 1 Double/triple hit numdpoma - B
YyeM oTInyme?

Jlyunnunx AnexkcaHap Cepreesny
K.M.H., remaronor, @ 6YH "Kuposckuii HayYHO-MCCNeA0BATENLCKMI UHCTUTYT reMatosnorim v nepemsaqna kposy GenepasibHoro Meanko-6uonornyeckoro areHrcraa”

Yto Takoe double-expressor numdpoma?

Double-expressor lymphoma (DEL) - uMMyHoructoxummuueckuin peHotun ABKKJ1, kotophiit xapakTepusyeTcs ogHOBpeMeHHol akcnpeccuein reHos MYC (>40%) u
BCL2(>50%). 3T0T peHOTUN NpW3HAH HEBNArONPUATHBIM MPOrHOCTUYECKM dpakTopoM. Jkcnpeccua reHos MYC v BCL 2 okasblBaET 3HAUNTENBHOE BNMAHME Ha
nosefneHue onyxonu. MYC - OHKOreH, KOTOPbIN CTUMYNMPYET KNETOYHYIO Nnponudepaumio, a BCL2 - reH, NofaBnaioLLmMil aNONTO3 U CNOCOBCTBYIOLWI BbIXMBAHMIO
kneTtok. CoBMECTHaA IKCNPECCHA 3TUX FEHOB NPUBOAMT K BONee arpecCuBHOMY TEYEHMIO 3a601eBaHNA U aCCOLMMPYETCA C XYAWMMU KNMHUYECKUMI UCXOAaMU Y
nauveHTos ¢ ABKKJ1. AHTuTENa, Mcnonb3yemble B NPOLLECCE UMMYHOMMCTOXMMUYECKOro aHanmaa, casbiBaioTcA ¢ benkamm MYC n BCL2, koTopble NpucyTCTBYIOT Ha
KneTkax onyxonu. TakMm 0bpa3oM, okpacka ykasblBaeT Ha HanM4ne 1 ypoBeHb 3KCMPECCHM 3TVX BENKOB, MO3BONAA AnarHocTuposats DEL ¢peHoTun 3a60neBaHNA .
YacTtorta BcTpevaemoctn DEL ¢peHotvna cpeav GCB n ABC noatvnos [1BKKJT BapbvpyeT no fAaHHbIM pasHbix MccnenosaHuin u npumepHo coctasnaeT 20-30% un 30-

50% COOTBETCTBEHHO 'S,

Ecnu BuiaBnAeTcA ko-akcnpeccuna BCL2 v BCL6 - asnaetca nu ato DEL?

Het. Onpenenenve DEL [1BKKJ1 BkiouaeT B ceba obasatensHyio akcnpeccwio reHa MYC, 6e3 kotopow ko-akcnpeccua reHoB BCL2 n BCL6 He ABNAETCA KNMHUYECKM
3HaYUMON.

Yto Takoe double-hit numpoma (DHL)?

Tak HasbiBaeTcA BapuaHT ABKKJ1 unu HGBL, npy koTOPOM KNeTk1 IMMGOMbI UMEIOT reHeTUYeckue aHoManum (MyTaumm nm nepectpoiikn) B reHe MYC v B reHax
BCL2wvnn BCLE(MYC+, BCL2/BCL6+). Takol BapuaHT TpaAMLMOHHO OTHOCKTCA K MPOrHOCTUYECKM HebnaronpuaTHbIM. MauueHTsl ¢ DHL [eMOHCTpUpYioT arpeccusHoe
TeyeHune 3a60oneBaHuA, BbICOKYIO BEPOATHOCTL PELMANBOB, CPaBHUTENBHO HU3KME NOKa3aTenu BbIXMBAEMOCTM LaxXe NPW MHTEHCKBHOM Tepanum v MMEeIoT Xy Wi
nporHos, Yem npu DEL ¢peHotvne. na puartoctukm DHL BapuaHTa ABKKJT ucnonsb3ytotca uutoreHeTnyeckme u MonekynapHo-reHeTnyeckme Metoasl, Takme kak FISH-
aHanmna un I'lLI,PA. YacToTa BcTpeyaemoctvt DHL coctaBnaeT MeHee 10% Bcex cnyyaes ,D,BKKﬂ3.

ABC

UC - HeknaccuduuMpoBaHHaA nuMpoma
ABC - Activated B-cell noatun

GCB - Germinal center B-cell nogtun
DEL

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

MpumepHo 1/3 cnyyaes [OBKKJ1 umetor DEL dpeHoTUN, 6ONLLIMHCTBO M3 KOTOPbIX 0THOCATCA K ABC-nogtmny. Cnyyan DHL o6bluHO, HO He Bceraa nonagaiot B rpynny DEL,
Ho nmetoT GCB deHotun. MpnénuautensHo 10-15% cryyaes MMMGOM OCTAIOTCA HEKNACCHPULMPOBaHHBIMIS 2.



Yro Takoe triple-hit numpoma (THL)?

Tak HasbiBaetcA reHotun ABKKJ1 uan HGBL, npu KoTOPOM KNETKM NMMMAOMBI MMEIOT reHeTUYeckie aHoManmm (MyTaLmm unmu NnepecTporki) OHOBPEMEHHO B reHax
MYC, BCL2w BCL6 (MYC+, BCL2+, BCL6+). Takoi BapuaHT OTHOCUTCA K MPOrHOCTUYECKN Hambonee HebnaronpuATHLIM. A auarHocTvkn THL BapuaHTa ucnonbayiotca
LIMTOreHeTUYEeCKME 1 MONEKYNAPHO-TEHeTNYeCKMe MeToabl, Takme kak FISH-aHanus n MUP. Yactota Bctpeyaemoct THL cocTtaBnaet okono 2% Bcex clyvaes
[BKKJ®7.

Uto Takoe KpynHokneTouHaA nnMpoma BbICOKOM cTeneHm 3nokadectseHHocTH (high-grade,
HGBL)?

3710 c60OpHaA rpynna BLICOKO arpeCcCUBHbIX M MPOrHOCTUYECKM HEBNAroNPUATHEIX MOLTUNOB B-KNETOUHBIX NIMMOOM, OTINYAIOLMXCA MO CBOMM MOPGONOTrNYECKUM,
MMMYHODEHOTUMUECKIM U FeHETUYECKIM XapakTepucTukam®. Clofia BKMIOUYEHbI OMyXonu C NoA0BHOIN nuMdoMe bepkuTTa v 6nacTougHO MOPGONOruel, KoTophie He
MOTYT BbITb OTHECEHBI K APYTUM YETKO OnpeaeneHHbIM BapuaHTam numpoM, a Takxe DHL/THL numdombl. CornacHo nocnennnm knaccupukaumam BO3-HAEMS n ICC
BbloenaioT HGBL ¢ nepectpoiikamu B reHax MYCw BCL2 (HGBL-DH-BCL2), HGBL ¢ a6eppaunaMm B ANMHHOM Nnede 171 XpoMoCcOMbI 6€3 peaHXUpoBok B reHe MYC
(HGBL-11q) n HGBL, NOS (reteporeHHas kaTeropus arpeCCmBHbIX 3pebix B-kNeTouHbIX MMMGOM C KNeTkami CpeHero pasmepa unm 6nacTonaHbIMU Knetkamiu,
KOTOpble HeMb3A OTHECTU K Kako-nM60o ApYroi onpefeneHHon kKaTeropum nnMeom). K nocneaHen rpynne Takxe MOXHO OTHECTW BapUaHT C NePECTPONKaMm B reHax
MYCn BCLE? .

Mopdonorua: Numgpoma beprurta bepkurTa- B-kpynHoknetoyHan
nogobHaA MK
BnactonaHan

FISH-aHanmks:

Knaccupurauwa: Jlumdpoma HGEL-11g* HGEL, NOS HGEL-DH-BCL2Z HGBL-DH-BCLé [OBKKN, NOS
BeprurTa

* HaseaHve npeacTtasneHo cornacHo knaccupukaumnn BO3 5-ro nepecMotpa, no knaccudukaumm BO3 4-ro nepecmotpa - «Jlumpoma, nofobHaa numdome bepkutra ¢ abeppauyen
11g», no knaccudmkaumm ICC2022 - «B-kneToyHan kpynHoknetouHaa numdoma ¢ abeppaupeit 11g». CornacHo BCeM TpeM KNnacCuPnKaLumaM aHHbIN BapUaHT MMMGOMbI OTHOCKUTCA K
KaTeropumn arpeccuBHbIX 1 BLICOKO 3110Ka4ECTBEHHbIX.

MoueMy Heobxoaumo pasnuyatb DEL n DHL/THL?

[BKK/ ¢ peHoTnnom DEL vmeeT apyroit 6onee 6naronpuATHbIN NPorHo3 no cpasHeHutio ¢ DHL/THL, koTopsle B HacToAllee BpeMA o6beanHeHsl B rpynny HGBL,
OT/IMYAIOLLMXCA BBICOKO arpeCcCHBHbBIM TEYEHWEM 1 TPEByYIOLLEe PACCMOTPEHNA Bonee UHTEHCHBHBLIX METOLOB Tepanuy.

JKCnpeccuA reHos AHomanuu reHoB

Tun nuMdomel

DEL + + +/- +/- +[-

DHL +/- +/- + +/+

THL +/- +/[- + + +

HGBL-DH-BCL2 +/- +/- + + -

HGBL-DH-BCL6 +,I’— +}'— + - +
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