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OnodysHan B-kpynHoknetoyHas numdpoma (JBKKJT) - Hanbonee pacnpocTpaHeHHan
Pa3HOBUOHOCTL HEXOMXKKUHCKUX uMdoM (HXJT), Ha LON0 KOTOPOM NPUXOAMTCA OKOMO
30% Bcex knunHudeckux Habnioperuin'. Knaccudukauma OBKKJ1 noctoaHHo
COBEPLUEHCTBYETCA 1 OBHOBNAETCA, UCXOAA U3 HOBLIX MCCNEA0BATENLCKMX AaHHbIX B
OTHOLWWEHMN B1UoNornK, NaToPU3MONOrM N NPOrHO3a AaHHOMO FETEPOreHHOro
3aboneBaHmA. CaMbiM YaCTO BCTPEYAIOWMMCA BapnaHTOM B-KpynHOKNETOUHbIX NIMMOOM
aBnAeTcA Tak HasbiBaeman JBKKJ1, NOS (not otherwise specified -
HecneunduUpoBaHHan), kKoTopan AOMOMNHUTENEHO UMEET PAf, NOATUMOB,
aCCOLMMPOBAHHBIX C Pa3NYHbIM MPOrHO30M U KIMHUYECKUM TeyeHneM. Huxe B popmarte
BOMPOC-OTBET pacCMaTpMBaIOTCA OCHOBHbIE TE3MChI, CBA3AHHbLIE C JaHHOW TEMOW.

Kakue kputepum nexar B OCHOBE
cybknaccudmkaumm [BKKJT, NOS?

Moatuner ABKKJT, NOS BblgenaoTcA Ha OCHOBaHMM MOPGONOrnYeckux,
VMMYHOMMCTOXUMUYECKUX U MONEKYNAPHO-TEHETUYECKMX KPUTEPHEB.

Kakue cyuiecTytoT Mopdonormieckme noatvno
OBKKJ1, NOS?

Mo mopdonorum [BKKJTNOS MOXHO pasgenuts Ha LeHTpobnacTHbIN, UMMYHOBNACTHBIN,
aHannacTM4yecKknin Hanbonee YacTtele BapuaHTbl. [1py 3TOM, LLeHTPOBAACTHBIM NOATUM,

cocTasnAoWmit okono 80% cryyaes, ABNAETCA CaMbIM PACPOCTPAHEHHbIM .

Kakue cywectsyiot nogtunel [BKKJT, NOS B
3aBMCUMOCTM OT KNETOYHOIO NMPOUCXOXAEHUA
(cell-of-origin, COQ)?

CornacHo pekoMeHaaLmnaM MexayHapoaHoro koHceHeyca (ICC 2022) u paboyei rpynmbi
BO3-HAEM COO noaTunel cnepyet onpeaenats BceM nauuertam ¢ [1BKK/1 B pyTuHHOM
KNMHMYECKON NpakTUKe, UCMIoNb3yA MMMyHOrcToXuMndeckuin meton, (MIFX) unm no
npodunio akcnpeccu reHos (GEP) nyTtem ceksermposarua (MUP unn NGS)23.

Ha ocHoBaHWM akCnpeccumn 3-x UMMyHorucToxMmndeckmx Mapkepos (CD10, BCL6 v
MUM1), ncnonsaya anroput™ XaHca, [BKK/1 MoxHO pa3aenuts Ha aga noatuna - ¢
dEHOTUMOM KNeTok repMnHansHoro LeHTpa (GCB) 1 akTuBMpoBaHHLIX B-knetok (non-
GCB). Onyxonu ¢ akcnpeccuen CD10, a Takxe CD10-, Ho BCL6+ 1 MUM1-, oTHocATCH K
nnmdomam ¢ GCB deHoTunom. Bee gpyrue otHocATca k non-GCB noaTtuny.
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AnroputM XaHca 418 UMMYHOrMCTOXMMKUYeCKon knaccudmkaumm noatmnos OBKK/JI

Mpwn ncnonssoaHum Metonos GEP OBKK/1 genuntca Ha 2 noatvna GCB n ABC, a B 10-
15% cnyyaes NoaTMN OCTaeTCA HeKnaccm¢mumpyeMb|M4‘é. [Npu 3TOM YacToTa
BcTpeyvaemocTn GCB 1 ABC-noatvnoB BapbMpyeT B pasHbix NOMYyAALMAX C HEGONbLUNM
npeobnagaHnem GCB (40-63% 1 37-60% cootsetcTerHO)® /.
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non-GCB

Kakue ewwe BcTpeyvatorca BapuaHThl [BKK/],
nomumo [IBKKJ1, NOS?

CornacHo coBpemMeHHbIM knaccupukaumam ICC 2022 v paboyen rpynnsl BO3-HAEM
nomumo OBKKJT, NOS cyuiecTBytoT MHOXECTBO Lpyrvx 6onee peaKMX Bap1aHTOB
[BKKJ1, onpeaenaowmmMm anarHoCTM4eCKMMmn KpUTEPUAMM KOTOPBIX ABAAIOTCA
aHaToMMyeckan nokanmsauud, CBA3b CO CneunduyeckrMmn Brpycamm nm
BocnaneHnem®?. B HacToAlLee BpEMA Mbl BbIHYX/1eHbl OPUEHTUPOBATLCA Ha 3
CYLLECTBYIOLLME KNTAacCHdUKaLIMM, KOTOPbIE UMEIOT HEKOTOPLIE pa3nnuma (CM. TabnuLy
Huxe). Knaccudukaummn BO3-HAEM 1 ICC paspabaTtbiBanicb He3aBUCUMBIMIA FPYNNaMm
3KCcnepToB, B To xe Bpema BO3-HAEM 5-ro nepecmotpa ot 2022 rofa noka He nonyunna
OKOHYaTENBHOMO YTBEPXAEHMA.



CooTBeTCTBME BapMaHTOB B-KNneTouHbIX KPYNMHOKNETOUHbIX nuM$om B BO3-
HAEM4, 5 n MexxpyHapofaHoi koHceHcycHol knaccudukauum (ICC 2022);

apanTtuposaHo®

BO3-HAEM4

LBKKN NOS
* MNogmn GCB
* Moatvn ABC

BO3-HAEMS

LOBKKNNOS
* MNogrwn GCB
* Noptwn ABC

ICC 2022

OBKKMNOS
* MNogrvn GCB
* Moatun ABC

Numdoma, nogobHan nuMpome
Beprutra, c abeppauuen 11q

B-kneTouHan NUMGOMa BLICOKDH
CTENEHM 3N0KAYECTEEHHOCTH €
abeppauyuen 11q

B-kneTouHan KpYNHOKNETOHHARA
numdpoma c abeppayuen 11q
(npensapurensHan kareropna)

B-kneTouHan KpyNHOKNETOHHAR
numpoma c nepectponkoi IRF4

B-kneTouHan KpynHOKNETOMHAR
nuMgomMa c nepectponkoi IRF4

B-kneTouHan KPYNHOKNETOHHARA
nuMdoma c nepectpoikoi IRF4

HopansHan numpoma XogxkuHa

C npecbnagaHueM NUMHPOLUUTOB
(He BKNIOYEHA B 3Ty KATEMOPHID; CM.
nuMpoma XogxkuHa)

Hopanwhan numdoma XogkkuHa c
npeoGnafaHueM NUMPOLUTOB (He
BKMIDHEHA B 3Ty KATETOPHIO; CM.
numdoma XogxkuHa)

HopaneHan B-knetounan nuMdoma c
npeocbnafaHueM NMMPOLWNTOB

B-kneTouYHaR KpYNHOKNETOHHARA
numpoma, Boraran T-kneTkamm/
FHCTHOLUTaMK
* MNepenynan ABKKN LHC
* He paccMaTpUBancA Kak oTAeNsHbIA
BapHaHT
* OtHocunack Kk nepevyHon JBKKN
LIHC
+ MMepeuynan koxHaa OBKKN, leg
type

B-kneTouHan KpyNHOKNETOHHAA
numdoma, Goraran T-kneTkamm/
FUCTHOLUTAMU

* MNepewuyHan B-knetoyHan
KPYNHOKNETOYHAA NUM$OMa
MMMYHHO-TPUBUNErMPOBaHHLIX 30H
MNepeuynan B-knetouHan
KpynHOKneTouHan numpoma LIHC
MNepeuyHan B-knetouHas
KPYNHOKNETOMHAR NUM$OMA AMUKA
MNepeuyHan BUTpEOpETHHANBHARA B-
KNeTouHaA KpYNHOKNEeTo4HanA
nuMdomMa
MNepeuynan koxnan JBKKN, leg
type

B-kneTo4HaR KpPYNHOKNETOHHARA
numdoma, Goratan T-knetkamm/
FUCTUOLMTAMK
* Mepewnynan ABKKN LIHC
* MNMepenynan ABKKJ anuxa
* BrknioyeHa B nepeuyHyio ABKKN
LHC
* MNepeunyHan koxHan BKKI, leg
type

BuyTpucocynucras B-kneto4Han
KPYNHOKNETOUHAA NUMdoMa

BryTpucocynucTaa B-kneto4Han
KPYMHOKNETOUHAA NUMdOMa

BHyTpucocyaucTan B-kneTouHan
KpyNHOKNeToYHan NMMdoMa

He paccMatpuBanca kak oTAenbHbIR
BapWaHT

KpynHoknetouHaa numpoma,
CBA3aHHAA C Neperpyakoi XUAKOCTbIO

HHVE8 u EBV-HeraTueHan nepen4Han
BLINOTHAR NUMpOMA

M)"KDKYTEHHEH A3Ba, acCcoUWWpoBaHHan
¢ BupycoM InwtedHa-bapp

M)"KDK)‘TEHHBH A3Ba, acCoUuWMpoBaHHan
¢ BupycomM AnwreiHa-bapp (He
BKMIOHEHA B 3TY KATETOPHIO; CM.
ﬂhM@OH,ﬂHb\e ONyXond, CBA3AHHLIE C
MMMYHOAEPULUTOM M HapyleHeM
perynaumm)

M)‘KDK)!TEHHBFI A3Ba, accouvWpoBaHHan
¢ BMpycomM 3nwreiHa-bapp

EBV-noautueHan guddyaHan
KpyNHoKneTouHana numdoma, NOS

EBV-noautueHan guddyaHan
KPYNHOKNETO4YHAA NUMPOMa

EBV-noautueHan guddyaHan
KpynHokneTo4yHaa nuMgpoma, NOS

NBKKI, ceAzaHHAA C XpPOHUHECKMM
BOCnNaneHueMm

NBKKN, ceAzaHHAA C XpPOHHHMECKUM
BoCnaneHueMm

[BKKJ, ceAzaHHaA C XpOHUHECKUM
BOCNANEHHUEM

Mopgrvn ABKK/, cer3aHHoOm C
XPOHWYECKHM BOCNANEHHEM

GubpHH-accouMMpoBaHHan
KpynHokneTouHan B-knetouHan
nuMgomMa

PubpuH-accouMnpoBaHHan B-
KNeTouHaA KPYNHOKNETOHHAR NUM$OMa
(noatun OBKKN, ceA3aHHbIl ©
XPOHMHECKHMM BOCTIANEHHEM)

NumboMaToMpHelA rpaHyneMaTos

NumboMaToMoHeIA rpaHyneMaTos

NuMdoMaTongHeIA rpaHyneMaTos

He paccMaTpHeanachk Kak OTﬂEﬂthlﬁ
BAPHAHT

He paccMaTpHeEanach Kak OTﬂ,Eﬂthlﬁ
BApPHAHT

EBV+ nonumopdHoe B-knetouHoe
numonponndepatueHoe
sabonesanue, NOS (npensaputensHan
kareropua)

ALK+ kpynHokneto4uHan B-kneto4Han
nuMpoma

ALK+ kpynHoknetounan B-kneto4nan
nuMdomMa

ALK+ kpynHokneTo4Han B-kneTouHan
numpomMa

MnasmobnacTHas numdoma

MnaszmobnacTHas nuMdoma

MnasmobnacThas nuMpoma

HGBL ¢ peapanxupoekamu MYC u
BCL2 wfwnu BCL&

LBKKN/HGBL c peapaHx1poBkamMu
MYCwBCL2

HGBL ¢ peapanxupoekamu MYC u
BCL2

He paccmatpuBanack Kak oTAeNbHbIA
BapWaHT

He paccmatpuBanach Kak oTAeNbHbIiA
BapWaHT

HGBL c peapanxupoekamu MYC u
BCL6 (npepneapuTensHan KaTeropna)

HGEL, NOS

HGEBL, NOS

HGBL, NOS

NMBKN

NMBKN

MMBKN

B-knetouHan numdoma
HeknaccuuuMpyeman c
XapakTepucTUKaMM, MPOMEXKYTOYHEIMK
mexny JBKKN u knaccuyeckoi
NUMGOMOI XoARKMHA

MepuacTMHaNEHAA NMMHOMA Cepoit
30HBI

MeguacTHansHaA NUM$oMa cepoit
30HBI




ABCONIOTHO HOBLIM BapuaHToM [1BKKJ1, cornacHo nocneaHUM M3MEHEHNAM B
Kknaccuvkaumm, ABNAETCA KPYNHOKNETOYHAA MMMdOMA BbICOKON CTENEHM
anokavectseHHocTn (high-grade, HGBL), B koTOpY10, B YaCTHOCTH, BK/IOYEHbI MOATUMbI
[BKKJ1 ¢ nepectpoitkam 8 renax MYC, BCL2v BCLES.

Uto Takoe MonekynAapHana knaccuukauma
OBKKJT?

[BKKJ1 - reHetnyeckn reteporeHHoe 3abonesaHne. Heckonbko He3aBUCHUMbIX
nccnenosaHnit nokasanu, Yto OBKKJ/T MoxHO pa3nennts Ha pa3nnyHble KnacTepsl Ha
OCHOBE MONEKYNAPHO-TEHETUYECKMNX CUrHATYP. TakaA knaccupukauma no3sonaet
NPOBOAMTL BOMee TOHKYO CTpaTUdMKALMIO pucka BOMbHBIX M MOXET NPeACTaBMATb
MHTEepecC AnA pa3paboTku NepCOoHaNM3NPOBAHHEIX METOAOB NeYeHUd B ByayLieM.
Han6onee nssecTHol 13 MonekynapHbIx knaccudukaumit ABKKT asnaetca LymphGen'©.
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