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CoBpeMeHHan knaccudukauma gnddysHon
B-kpynHOKNEeTOYHON NMMPOMbI B peanbHON
KTMHUYECKOW MpakTuke

JTyununH AnexcaHap Cepreesuny
K.M.H., remartosnor, ®bYH "KupoBckui HayYHO-MCCea0BaTeibCKi MHCTUTYT FeMaToiorm u nepesmBanina kpoau @eaqepasibHoro Meamko-
buosornyeckoro areHTcrea”

OnodysHan B-kpynHoknetouHas numdpoma (JBKKJT) - Hanbonee pacnpocTpaHeHHanA pasHOBUOHOCTb HEXOMXKMHCKMX uMdoM (HXJT), Ha
Lonto KoTopon npuxoamntca okono 30% BCeX KNMMHNYECKNX Ha6oaeHMi . Knaccugmkauma [BKKJT nOCTOAHHO COBEPLIEHCTBYETCA U
06HOBNAETCA, NCXOAA U3 HOBbIX MCCNELOBATENBCKMX JaHHbIX B OTHOLLEHWM B1ONOrUKM, MAaTOGU3MONOT UM U MPOrHO3a JAHHOIO reTepOreHHOro
3abonesaHuA. CambIM YaCTO BCTPEUAIOLLMMCA BapuaHTOM B-kpynHOKNeTouHbIx nuMdoM AsnAeTca Tak Hasbisaeman A BKKJ1, NOS (not
otherwise specified - HecneundnposaHHan), kKoTopan LOMONHUTENBHO UMEET PAJ MOATUMOB, ACCOLMUPOBAHHBIX C Pa3NNYHBLIM MPOrHO30M 1
KIMHUYECKUM TeYeHneM. Hrxe B popMaTe BONPOC-OTBET PACCMATPUBAIOTCA OCHOBHbBIE TE3UCHI, CBA3AHHbLIE C JAHHOW TEMOW.

Kakue kputepun nexart B ocHose cybknaccuukaumm [BKKJ1, NOS?

MoaTuner [ABKKJ1, NOS BblgenA0TCA Ha OCHOBaHMM MOPYONOrNMYECKMX, UIMMYHOMMCTOXMMUYECKMNX N MONIEKYNAPHO-TEHETUYECKMX KPUTEPUEB.

Kakune cywectsyior Mopponoruyeckue nogrunsl [BKKJ1, NOS?

Mo mopgonorumn OBKKJTNOS MoxHO pasnenvTsb Ha LEHTPOBAACTHBIN, MIMMYHOBNACTHBIN, aHANNaCTUYECKMI Hanbonee YacTble BapuaHThl.

Mpw 3TOM, LEHTPOBNACTHBIN MOATUMN, COCTaBnALLMIA okono 80% cryyaes, ABNAETCA CaMbIM paCI'IpOCTpaHeHHbIM1.

Kakue cywectsyiot nogrunel [BKKJT, NOS B 3aBUCUMOCTH OT KNETOYHOIO
npoucxoxaexus (cell-of-origin, COQ)?

CornacHo pekoMeHaaumnaM MexayHapoaHoro koHceHeyca (ICC 2022) u paboueit rpynnbl BO3-HAEM COO noatvnbl cnefyeT onpeaenatb
BceM naunenTam ¢ OBKKJT B pyTUHHOM KNMHNYECKOM NPaKTVKE, UCMOMNb3YA MMMyHOrMCTOXUMUYeckuin Metof (TX) nnm no npoduio
akcnpeccuu reHos (GEP) nytem cexkseHnpoanma (MLUP van NGS)23,

Ha ocHoBaHWK akcnpeccum 3-x UMMyHOrMCTOXMMUYeckux Mapkepos (CD10, BCL6 1 MUM1), ucnonbaysa anroputM XaHca, [ABKKJT MoxHo
pasaenuTb Ha fiBa nofaTnna - ¢ GeHOTUNOM KNeTok repMmnHanbHoro ueHTpa (GCB) n akTueBmpoBaHHbIX B-kneTok (non-GCB). Onyxonm ¢
akcnpeccuen CD10, a takxe CD10-, Ho BCL6+ 1 MUM1-, otHocATeA k inmpomam ¢ GCB deHotnom. Bece apyrue otHocaTca k non-GCB
noaTuny.
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AnroputM XaHca af1a UMMyHOTMCTOXMMUYECKOW knaccudukaumm noatrnos [BKK/

Mpw ncnonbzoBaHun Metopos GEP [1BKKJT nenutea Ha 2 nogtuna GCB 1 ABC, a B 10-15% cnyyaeB noatun octaeTca
Heknaccuduumpyembim*-. Mpu 3Tom yactota BeTpeyaemoctt GCB u ABC-NoATVNOB BapbypyeT B pasHbix NONyNALMAX C HEGOMbLIMM
npeo6nanaHem GCB (40-63% n 37-60% cooTBETCTBEHHO)® /.
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Kakue ewie Bctpeyvatotca sapuarTel ABKKJ/1, nomumo [BKKJ1, NOS?

CornacHo coBpeMeHHbIM knaccudukaumnam ICC 2022 v paboyen rpynnsl BO3-HAEM nomumo OBKKJT, NOS cyLiecTBytoT MHOXECTBO ApYrux
6onee peakux saprantos [1BKKJ1, onpeaenaowymm anarHoCTMYECKUMM KPUTEPUAMI KOTOPbIX ABMIAIOTCA aHaTOMMYeCckanA fokanmsauma,
CBA3b CO CneumduYecknmMi Bupycamm unn socnaneHnem®?. B HacToAllee BPeMA Mbl BbiHYXAEHbI OPUEHTUPOBATLCA Ha 3 CYLLECTBYIOLINE
Knaccuukaumum, KOTopble MMeIOT HekoTopble pasnuuua (M. Tabnuuy Huke). Knaccudukaummn BO3-HAEM 1 ICC paspabatsiBanuch
HEe3aBWCUMbIMK FPyNNamMu 3KCNepToB, B T0 xe Bpema BO3-HAEM 5-ro nepecmotpa ot 2022 roga noka He nonyymna okoH4aTensHOro
YTBEPXEHUA. (TABMLIA COOTBETCTBUA HO CAEAYIOLLEN CTPAHULE)

ABconoTHO HoBbIM BapuaHToM [1BKKJ1, cornacHo nocnefHnM M3MEHEHMAM B KnacCudukaLmm, ABAAETCA KPYNMHOKNETOUYHaA TMMbOMa
BbICOKOW cTeneHu anokadvectseHHocTu (high-grade, HGBL), B koTopyio, B YacTHOCTH, BkloueHbl noatvnbl [BKKJ1 ¢ nepecTpoiikamm B
rerax MYC, BCL2 v BCL6%3.

Uto Takoe MonekynapHasa knaccuounkauma IBKKJT?

[BKKJT - reHeTnyecku reteporeHHoe 3aboneBaHne. Heckonbko He3aBUCUMBIX MCCnenoBaHnit nokasanu, 4to [BKKJT MoxHO paszgenuts Ha
PasnnyHbIe KNacTepbl HA OCHOBE MONEKYNIAPHO-TEHETUYECKMX CUrHATYpP. Takada knaccudmkalma No3BOAAET NPOBOANTL DONEE TOHKYIO
cTpatMdmKaLmio prcka 6oMbHBIX MU MOXET NPeLCTaBNATb MHTEPEC ANA Pa3paboTkn NEPCOHANN3NPOBaHHbLIX METOIOB NeYeHNA B ByayLieM.
Han6onee nssecTHol 13 monekynapHbIx knaccudukaumin IBKKJ1 asnaetca LymphGen 1.



CooTBeTcTBME BapuaHTOB B-KneTo4HbIX KpynHokneTo4YHbix nuMméom B BO3-HAEM4, 5 nu MexxayHapoaHOM KOHCEHCYCHOM
knaccupukauum (ICC 2022); apantuposaHo?

BO3-HAEM4

BO3-HAEM5

ICC 2022

OBKKJTNOS
* MNoptun GCB
¢ Moatun ABC

OBKKJTNOS
* Moptun GCB
e Moatnun ABC

OBKK/TNOS
* MNopgtun GCB
¢ Moatun ABC

Numpoma, nopobHas numpome bepkutra,
c abeppauuen 11q

B-knetouHana nuMdoma BbICOKOI CTENEHM
350Ka4YecTBeHHOCTU c abeppauven 11q

B-knetouHas KpynHoknetouHaa numMmpoma
c abeppauueit 11q (npeasaputensHas kateropua)

B-kneToyHan KpynHokneToyHaa nuMpoma
c nepectpowkon IRF4

B-knetoyHan KpynHokneToyHana nuMmpoma
c nepectponkon IRF4

B-knetouyHas KpynHoknetoyHasa numMmpoma
c nepectponkon IRF4

HopanbHasa nuMmpoma XomxknHa c npeobnagaHuem
NMMPOLUNTOB (He BKIIOYEHA B 3Ty KaTeropuio; CM. nMdoma
XomxknHa)

HopanbHaa nuMpoma XomxkuHa c npeobnagaHmemM
JIMMOLIUTOB (He BK/lOYEHA B 3Ty KATErOpHIo; CM. iMpomMa
XoaxkuHa)

HopanbHasa B-knetoyHaa numMpoma c npeobnagaHmem
numéounTos

B-knetoyHan kpynHokneToyHasa n uMpoma, 6orartas
T-kneTkamu/rucTmounTamm

¢ Nepsuunaa OBKKT LUHC
¢ He paccmarpuBarnca kak oTAeNbHbl BApUaHT
e OtHocunach k nepsuyHon OBKKJT LIHC

MepsuuHan koxHana ABKKJI, leg type

B-knetouHan kpynHokneTouyHaa nuMpoma, 6oraran
T-knetkamu/ructmouuTamm

nepBI/I"IHaﬂ B-knetoyHan KpynHoOKneTo4Hasa J'IMM¢0Ma
UMMYHHO-NPUBUNETNPOBAHHbIX 30H

* Mepsuynaa ABKKI LUHC
* Mepsuynaa OBKKJT anuka
* [epsuynan sutpeopetnHansHaa JBKK/T LIHC

MepsuyHana koxHaa ABKK/I, leg type

B-knetouyHas kpynHokneTo4yHaa nuMpoma, 6oraran
T-kneTkamu/rucTuounuTamm

* Mepsuunaa ABKKTLUHC
* [Mepsuynan OBKKJT anyka
* Bkniovena B nepsuunyto IBKKJTLIHC

MepsuuHas koxHaa ABKKJI, leg type

BHyTpucocyaucTan B-knetouHana KpynHokneToyHaa
numdoma

BHyTpucocyaucTasa B-knetouHasa KpynHokneTouHasa
numépoma

BHyTpucocyaucTasa B-knetouHas kpynHoknetouHas
numédoma

He paccmatpusanca kak oTAeNbHbIN BapuaHT

KpynHokneTto4yHaa numpoma, ceAsaHHan
C neperpysKkoi XUAKoCTbIo

HHV8 1 EBV-HeratusHaa nepBuyHan BbINOTHAA
numdoma

MykokyTaHHan A3Ba, aCCOLMUPOBAHHAA C BUPYCOM
AnuwrenHa-bapp

MykokyTaHHaA A3Ba, aCCOLMMPOBAHHAA C BUPYCOM
AnuwTenHa-bapp (He BkntoYEHa B 3Ty KaTErOpMIo; CM.
MMGONAHBIE OMYXONM, CBA3AHHBIE C MMMYHOAEDULNTOM N
HapyLeH1eM perynaumm)

MykokyTaHHaA A3Ba, aCCOLMMPOBAHHAA C BUPYCOM
AnuwrenHa-bapp

EBV-no3nTtusHasa pudpdysHan KpynHokneTouHas
numdoma, NOS

EBV-no3suTtueHasa andpysHaa KpynHokneTouHas
numpoma

EBV-nosutneHana an¢ysHana KpynHokneToyHas
numdpoma, NOS

[BKKJ1, cBA3aHHaA ¢ XpOHUYECKUM BOCNANEHNEM

[BKKJ1, cBA3aHHaA C XpOHUYECKUM BOCNASIEHNEM

[BKK/J1, cBA3aHHaA ¢ XxpOHWYECKUM BOCNaneHmeM

MNoartun OBKKJ1, cBA3aHHOW C XpOHUYECKUM
BOCNaneHueMm

PubpuH-accounMpoBaHHan KPyNHOKNEToYHanA
B-knetouHana numdpoma

PubpuH-accounmpoBarHan B-knetoynan
KpynHokneTouHaa nuMdoma (nogtvn [BKKJ1, ceAzaHHbIN ¢
XPOHNYECKMM BOCFIaJ'IeHI/IeM)

JlnmdomatomaHbIN rpaHynemaros

JNlumpomatonpaHbIN rpaHynemaTos

JlnmbomatomaHbii rpaHynemaros

He paccmatpusanach kak OTaeNbHbIN BapUaHT

He paccMatpusanach kak OTAeNbHbIN BapuaHT

EBV+nonumopdHoe B-knetouHoe
numdonponudepartmsHoe 3abonesaHue, NOS
(NpenBapuTenbHan kKateropus)

ALK+ kpynHokneTtoyHasa B-knetoyHnaa numpoma

ALK+ kpynHokneTtoyHada B-knetoyHaa numpoma

ALK+ kpynHokneTtoyHasa B-knetoyHaa numpoma

Mnasmo6nactHaa nuMpoma

MnasmobnacTtHaa nuMpoma

Mnasmo6nacTtHaa nuMpoma

HGBL ¢ peapaHnxuposkamu MYC n BCL2 n/unun BCL6

[BKKJ1/HGBL c peapaHxuposkamu MYC u BCL2

HGBL ¢ peapaHnxuposkamMu MYC n BCL2

He paccMaTpueanachb Kak oTAeNbHbIN BapuaHT

He paccMaTpuBanach Kak OTAENbHbIN BapuaHT

HGBL ¢ peapaHxuposkamMu MYC n BCL6
(NpeaBapuTensHan kateropus)

HGBL, NOS

HGBL, NOS

HGBL, NOS

MMBKJ

MMBKN

MMBKI

B-knetoyHan numdpoma Heknaccuduunpyemasn
C XapaKTepuCTUKaMu, MPOMEXYTOYHbIMU MEXAY

MepgunactuHanbHaa nuMdoMa cepoit 30HbI

MepwnacTtuHanbHana nMMpoMa cepoii 30HbI
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