LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

ArpeccuBHble HedponnukynapHbie nMMpoMbl - AnpPy3Haa B-
KneTo4yHad KpynHokneTouyHaa numpoMa, B-knetouHaa numpoma
BbICOKOM CTErNeHU 310Ka4YeCTBEHHOCTU C NepeCcTPOMKON FreHOB C-
MYC n BCL2/BCL6, nepBnuHaa MeamacTtuHanbHas B-knetouHada
numdoma, MegmnacTuHanbHast nMMdpoMa cepom 30Hbl, TMMPOMa
BepkuTTa, nnasmMo6nactHaa nuM¢pomMa.

KnuHnyeckune pekoMmeHdaumn MuHsapasa Poccuu - B3pocnble, AeTu - pefakuma 2024 ., ctatyc «[puMenHsaeTca» Ha 04.11.2026 - MKB-10:

C

83.3,C83.7,C83.8,C83.9, C85.2, C85.7, C91.8 - AccoumaLmsa oHkonoros Poccum, HaumoHansHoe reMaTonornyeckoe obLwecTBo,

HaunoHanbHoe 06LWeCcTBO AETCKMX FeMaToNoroB, OHKO/IOroB

370 rpynna arpeccumBHbIX B-kneTouHbix numdom, Bknovatowasa ABKS1, HGBL/DHL, NMMBKJ1, MIC3, numpomy
BepkutTa, MNB/11 nepsuuHyto numdomy LIHC. PekomeHdaLmMs onnchiBaeT BeprduKaLmio n CTagmpoBaHme
3aboneBaHus, BbIOOP MEPBOV NIMHUK C YHETOM BapuaHTa IMMPOMbI 1 pUCKa, NMPOPUIaKTUKY OCNOXHEHWN, NeveHme
PEeLVANBOB 1 ANCNAaHCEPHOE HAabNAEHNE Y B3POCbIX U AiIeTEN.

FnaBHOe

+ [InarHo3 ycTaHaBN1BatoT MO NPUXM3HEHHOMY UCCNELOBaAHMIO OMYXO0NeBOM TKaHW: MpeanoYTUTeNbHa
3KCLIM3NOHHAaA 1N pacluMpeHHas broncusa ¢ Mophonorven u UMMYHOrMCTOXUMUEN; TOHKOUIObHasA 1oncus
ManoAnarHoOCTUYHa 1 AOMYCTUMa TOSbKO MPY TPYAHOOOCTYNHOM O4are 1M BbICOKOM XMpypruyeckom pucke. [nq
nmmdombl bepkuntTa n HGBL HyXHbI Takke MONeKynapHO-61onormyeckne 1 LMToreHeTnyeckmne TeCTbl.

KnnHunueckoe ctagunpoBaHie nposodsaT no Ann Arbor/J/lyraHo; ang numeomMbl bepknTTa NCnonb3ytoT CUCTEMY
Murphy (St. Jude), a ona MMLHC cTaguio He ykasbiBaloT.

M3T/KT ¢ 18F-pTOpPAE30KCUT IOKO30M — NPEANOYTUTENBHBIN METOL CTaAUPOBAHUS U OLLEHKM OTBETa Mpu Hanuyum
BO3MOXHOCTU 1 OTCYTCTBUM MPOTUBOMOKA3aHNI; METabONNYECKNN OTBET MHTEPMNPETMPYIOT Mo Wwkane Deauville
(YYPB,vOO2).

[0 Kax[oro Luukia NpoBepstoT NoKa3aTenu KPoBM: 0B6bIMHO MPaHYMOLMTbI JOMKHbI 6biTh Bbile 1x10%/n, TPOMEOLMTLI

— Bbiwe 100x10°/n. Mpn LMTONEHUN 13-38 MOPaXEHMUA KOCTHOMO MO3ra Ne4eHne BO3MOXHO NPW MEHbLLNX
3HaueHusIX, HO TpebyeTCa COOTBETCTBYIOLWAasA CONPOBOAUTENBHAs Tepanus.

Mpy MacCUBHOM OMyXONeBON Harpy3ke 0COBEHHO BaxHa NpodunakT1ka CUHAPOMa I1M3nca Onyxonm: MHPY3noHHas
Tepanus, annonypuHoOs U KOHTPO/b ANype3a.

Ona OBK/T1-1l ctaguy cTanOapTHble BapyaHTbl MepBon NnHWUKM — 4 kypca R-CHOP-21 ¢ AByMSA AOMNONHUTENbHBIMU
BBeLeHNAMU puTyKCcumMaba nnbo 6 kypcos R-CHOP-21; npw llI-IV ctaguv npumensaoT 6 R-CHOP-21c¢
nocnenyoLwmmMy ABYMS BBEAEHNAMU PUTYKCUMaba v Apyrue yKasaHHbIe PEXUMbI.

OunarHocTuka

1.

CobpaTb KpaTK1 aHaMHE3 U YTOYHUTb CUMMTOMbI OMYyXO/1IEBON MHTOKCUKALLMX: TeMnepaTypa Bblwe 38 °C He MeHee
3 nHen 6e3 Np13HaKoB BOCMaNeHus, HoOUHbIe MPOdY3Hble NOTbl, CHYXKEHWe Macchl Tena Ha 10% 3a 6 Mecsaues; npu
M/TUHC BbIACHUTL OBLLEMO3rOBble 1 O4aroBble HeBpOoruyeckme xanobol. YYP C, YO 5.

2. BbINOMHUTL OCMOTP, ManbnaLuuio 1 ayckynbTaumio; obeHnTs ECOG, KoXy, MUHOANMHbI M NMOMOCTb PTa, BCE

LOCTYMHbIE FPYNMbl MMM@OY3M0oB, NeyeHb U ceneseHky. YYP C, YOO 5.

3. Mony4YnTb NOMHOLLEHHBIA MaTepyan U3 TMMdOoy3na Un Apyroro o4ara — SKCLM3MOHHYIO NGO pacLUMpPEeHHYIo

BMOMNCUI0 — 1 MPOBECTU MMCTONOMMYECKOE, LMTONOrNYECKOe 1 UMMYHOMMCTOXMMUYECKOEe nccrnenosaHve. MNpu
nopospeHun Ha MNILUHC HyxHa 6uoncusa ovara ronoBHOro UM CMMHHOMO MO3ra; UCCNeLoBaHue NUKBOPa MOXET
YCTaHOBWTb AMarHo3 nuLlb B peaKuX Crydaax npy Hanmyumm umTosa.

4. [Insa nono3peHus Ha DEL, DHL n nuMmdomy bepkuTTa BhiMonHUTL KapuoTunupoBaHue W FISH ana onpenenerHus

TpaHcnokaunn t(14;18), t(8;22), t(8;14), t(2;8) c uenbto yTouHeHusa avarHosa. YYP C, YOO 5.

5. BbINOMHWUTbL pa3BepHyThIN OBLLMI aHanmn3 KpoBK, OBLLMIM aHaNM3 Mo4n, Broxmmmio ¢ J1AI, neYeHoUHbIMM
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nokasaTtensiMu, MOUYEBUHOW, KPEATUHUHOM, 3N1EKTPONUTaMWU, KarnbLneMm, 6enkom, anbbyMmMHoOM 1 6eTa-2-
MWUKPOrMOBYNMHOM, a TakXe Koarynorpammy; Mpu TAXENOoM COCTOAHUM UM OCTPOW NOYEYHOM HeJOCTaTOUHOCTH —
KMCNOTHO-OCHOBHOE COCTOSIHWE U ra3bl KPOBW. [epen nepsom Tepanuven obcnenosats Ha HBV, HCV 1 BUM.
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6. [Ina cTagnpoBaHWA 1 NOCNEAYIOLWEN OLLEHKM OTBETa BbINOMHWUTL MN3T/KT; ecnn oHa He[oCTyMnHa 1nn
NPOTUBOMOKa3aHa — KOHTPacTHYO KT, a npy HeBO3MOXHOCTH nposefeHnd MNIT/KT n KT — peHTreHorpapuio
rpyaHon kneTku n Y3 nuM@oy3nos 1 BHYTPEHHWUX OpraHoB. ViccneaoBaHWe KOCTHOO MO3ra BKIOYaeT acnvpaT 1
TpenaHoBbWonCcuio; Mpy HEBPOMOrUYECKUX CUMMTOMAEX UM BbICOKOM pucke nopaxeHuns LIHC HyxHbl MPT ronoBHoro
MO3ra C KOHTPaCTMPOBaHMEM W MIOMBarnbHas MyHKLMA C UCCNen0oBaHNEM NTMKBOPA.

INleueHue

« [p1 MacCUBHOW OMyXONEeBOW Harpy3ke Ao Hayana neyYeHus UCnonb3yoT Npeadasy U nHQY3uu: HanpuMmep,
umknogpochammg 200 Mr/mM2 BHYyTPUBEHHO B 1-3-11 AHM C AlekcaMeTa3oHOM 10 Mr/M2 BHYTPUBEHHO B 1-3-1 OHW 1nn
npeaHn3onoHom 100 Mr BHYTPb 5-7 aHen; npv OBK/T Takxe npuMeHsoT nH®y3umn 2-3 n/cyT v annonypurHon 600 mr/
cyT.YYPC,vAOs.

BonbwmHcTBO pexmmos npw ABK/, DEL, DHL, NMMBKJ1 1 MJ1C3 HaumHatoT ¢ puTykcumMaba; nepsoe BBeaeHne — 375
Mr /M2 BHYTPUBEHHO, B MOCNEOYIOWMX LIMKITaX BO3MOXHA NogkoxHas opma 1400 mr. NcktoueHne B obLuen
pekomMeHaaumn — M6/

Mpwv OBKIN npuMersioT R-CHOP-21: putykcrumab 375 Mr/m2, fokcopybuumH 50 Mr/m2, unknodocdamma 750 Mr/im2 n
BUHKPWUCTWH 1,4 Mr/M2, HO He 6onee 2 Mr, B 1-# AeHb; npeaHn30m10H 100 Mr BHYTPb B 1-5-11 AHW.

Mpw NMMBKIJ BbibupatoT DA-EPOCH-R, R-MACOP-B, R-CHOP, R-mNHL-BFM-90/R-EPOCH mnn R2-mNHL-BFM-90/
R2-EPOCH (YYP B, YO 3). Mpwv nonHoM MeTabonunyeckom oTeeTe nocne R-DA-EPOCH v nporpamm MMM-16/
MMI1-19 HabntofatloT; nocne R-CHOP nnn R-MACOP-B npy MCX0AHOM MaCCUBHOM NOPaXeHUn CPefloCTEHUSA
NpPoBOAAT nyyeByto Tepanuio 30-36 p 3a 15-18 dpakumit.

Mpw DHL ¢ nepecTpowkon c-MYC/BCL2 B pekoMeHa0BaHHOM NporpamMme ncnonb3ytoT R-mNHL-BFM-90 ¢
BeHeTok1akcoM 200 Mr BHYTpb B 1-10-1 OHK Kypca 1 nonaTy3ymMabom BegotuHom 1,8 mr/kr; npu DHL ¢ c-MYC/BCL6
— R-mNHL-BFM-90 ¢ M6pyTUHMOOM 420 Mr 1 NeHannaoMnaom 25 Mr BHyTpb B 1-10-11 AHW. OTK Nporpammbl
npefHa3HaveHbl 4na naumeHToB 18-65 net 6e3 Taxenon conyTcTBytoLen natonorum u npn ECOG <3.

JInmdomy BepkntTa neyat CpoOYHO MHTEHCUBHOM NONUXUMWOTEpPanuen, Hanpumep no J16-M-22, R-Hyper-CVAD,
J16-M-04, LMB 35 nnn CODOX-M/IVAC; R-CHOP He ncnonb3sytoT 13-3a HeaddeKTUBHOCTH. [TpodunakTmka
HenponenkeMmm BKIKoYaeT MHTpaTekanbHO uMTapabuH 30 Mr, MeToTpekcaT 15 Mr 1 ekcaMeTa3oH 4 Mr 0uH pa3
3a KypC; Mpy OCTPOW NOYEYHOW HEeJOCTaTOYHOCTU XMMNOTEPANuIo NPOBOAAT Ha GOHe exXeHEBHOIro reMoananunaa.

Mpu By nauneHToB 18-65 neT 6e3 MyTauun TP53 1 Taxenon koMopbuaHocTu npuMmeHatoT mMNHL-BFM-90 ¢
4YeTblpbM$A 610KaMu A 1 neHanMaoMnaoM; Npu MyTaumm TP53 1 Hann4mMm CoBMeCTUMOro JoHOpa nocne AByX
610KOB A C NeHanuooM1MaoM pekoMmeHaytoT anno-TI CK. AnbTepHaTnBOM MOXET 6bITb EPOCH ¢ 60pTe3omMnéom.

Mpu MJIUHC y B3pocnbix 18-65 neT 6e3 Taxenon KOMOPOUAHOCTM OCHOBOW NEYEHWS CIYXUT BbICOKOAO3HbIN
MeToTpekcaTt He MeHee 3000 Mr/m2, MpeanoyTUTenbHO B nporpammax R-MPV unn RL-MPV, ¢ nocnepytoLen ayto-
TICK. Ecnv BbICOKOLO3HbIN MeToTpeKcaT 1 ayTo-TI CK HEBO3MOXHbI, MCMOMNb3YIOT BbICOKME [03bl LMTapabuHa ¢/
6e3 MeToTpeKkcaTa Unn obyyYeHne BCero roNioBHOro Mo3ra 23,4-24 p 3a 12 ppakumn.

Korpa HanpaBuTb U Kak HabnogaTb

« [p1 NIOOO3PEHUM UNW BbISIBNEHWW arpecCUBHON NMMMGOMbI NaLLMeHTa HanpaBnsaoT K reMaTonory/oHKonory; npu
HEeBO3MOXHOCTW BbIMOMTHUTL AMArHOCTUKY Ha MECTe — B OPraHn3aLLMio, OKa3blBaIOLLLYIO CMELManM3MpoBaHHY!O,
BK/TOYAS BbICOKOTEXHOMOMMYHYIO, MOMOLLb.

« [TnaHoBasa rocnuTann3aumnsa Hy>XXHa Ana neyveHus, TpebyoLlwero KpyrinocyTOYHOro Habno4eHNs U3-3a TAXECTH
OMYXONW, PUCKa OCNOXHEHUIN Tepanum U ConyTCTBYIOLLMX 3a60N1eBaHN, a Takxe A15 6G1oncum n opyrux
MHBa3WBHbIX MPOLLEAYP, KOTOPbIE HEMB3S BbINOMHUTL aMBynaTOPHO.

+ OKCTPEHHO roCNUTaNM3NPYIOT NPU YT POXAIOLUMX XU3HU LIUTOMEHUSAX, TAXENON NHPEKLLIMK, HEMPONENKeMmM,
crneumdUHecKoM NnespuTe, XMnoTopakce, CUHAPOME BEPXHEN NOSON BEHbI C AblXaTeNbHOM HEAOCTAaTOUHOCTbLIO,
CUHOPOME N3KMCca ONYyXONH, TAXENON MHDY3MOHHOW PeakLmm NN MUeNoTOKCUYECKOM arpaHynoLmMTo3e ¢
NIXOPaaKou.

* NleyeHre NMMOOMbI BEpKMTTa HAUMHAIOT B PEXMME HEOTNOXHOM MEANLIMHCKOW MOMOLLM.

YacTble BOMNPOChHI

Kakol 61oncum ocTaTouHo Ans NoaTBEPXKAEHUS arpecCUBHOM B-kneTouHoM TMMbOMbI?
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MpeanoyTUTENbHa 3KCUM3NOHHAA Broncus NMOOy3na nnm paclumpeHHas b1uoncust onyxonu ¢ Mopponornem u
UMMYHOIMCTOXMMUEN. TOHKOUIONbHbINM MaTepuan 0bbl4YHO HeJOCTaTOYEH; COr-61uoncus 4onycTUMa ToMNbKO Nnpu
HEBO3MOXXHOCTM MOMHOLLEHHOM BUONCUM.

Korpa npu arpeccrBHOn NUMbOME HyxHa npodunakTuka nopaxeHus LIHC?

OHa nokasaHa npu 4-6 paxkTopax CNS-IPI, BUY-accoumnmnposaHHon numepome, numpome auuka, HGBL c
nepectporkamm MYC/BCL2/BCLG, nopaxeHn1 noyeK unm HaanoyYeyHMKoB, a Takxe npu IE ABKJ1 ¢ nopaxeHnem
MOJIOUHOW Xenes3bl. B 6a30B0 CXeMe yKa3aHbl YeTbipe MHTpaTeKasbHbIX BBEAEHNS MeToTpeKkcaTa 12 Mr, uuTtapabuHa
30 Mr 1 lekcamMeTasoHa 4 Mr niocC ABa CUCTEMHbIX BBeleHWA MeToTpekcaTa 1,5-3 r/m2.

Kak neuntb nuMpoMy Bepkuntta: R-CHOP nnun nHTeHcuBHas nporpaMma?
R-CHOP He pekoMeHayeTca n3-3a HeadPeKTUBHOCTU. HyXXHa MHTEHCHMBHASA NONMXMMMOTEPAnns No O4HON 13

nporpammM, ykasaHHbIX B peKOMeHAaLLmMK1, C 0643aTeNbHOM MPOpUNaKTUKON HEMPOIENKEMUN; MPU OCITOXHEHUAX
NeyYeHve HauMHaKoT 1 NPOBOAAT B YCMOBUAX HEOTNOXHOW MOMOLLM.

Kak oL.eHMBaTb OCTaTOUHYIO OMYXOsb Nocne nevyeHns?

Mpw HanMuMM BO3MOXHOCTU ncnonbaytoT MN3T/KT ¢ 18F-® A1 u wkany Deauville.

Kak HabniogaTb B3pOCnoro nawuueHTa nocne nonHom peMmccumn?

B nepBbIi rof ocMaTpmBatoT Kaxable 3 MecsiLa, BO BTOPOW — Kaxable 6 MecsLeB, fanee exerogHo, a nocrne 5 net —
Kaxable 2 roga. HabnoaeHve Bko4vaeT Xanobbl, KIMHUYECKUA OCMOTP, KOHTPO/b OPraHoB rpyaHoOu kneTku, Y3W
BPIOLWHON NONOCTH U NepUdEepPUUECKmX MMMEOOKONIEKTOPOB; NPW NeYEHUN aHTPaLMKITMHAMU N POACTBEHHbBIMU
COeVHEHNAMN 1 BNEOMULIMHOM B COYETaHUM C 06/1yHEHNEM CPELOCTEHNA KOHTPONMMPYIOT PYHKLMIO CepaLia v Nerkmx.

BbIXu1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbI TEKCT, KabKyNATOPbI 1 COKpaLLEéHHaa BepCusa:
https://wkonaceyeHoBa.pd/cr/129-agressivnye-nefollikulyarnye-limfomy-diffuznaya-v-kletochnaya. OpuvumnanbHbIn UICTOUHKK: https://
cr.minzdrav.gov.ru/preview-cr/129_3
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