LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

NTnmdpoMa u3 KneToKk MaHTUmn

KnuHndeckue pekoMeHaaumn MuHaapasa Poccun - B3pocrble - peaakums 2024 1, ctaTyc «MpumMeHaeTca» Ha 04.11.2026 - MKB-10: C8311,
C85.1 - AccoupaLmsa oHkonoros Poccuu, Poccumnckoe npodeccroHanbHoe 06LWeCTBO OHKOreMaTonoros, HekoMmMepyeckoe napTHeEPCTBO
COJENCTBUS PA3BUTUIO FeMaTONOMMN 1 TPAHCMNAaHTOMOM MW KOCTHOMO MO3ra "HaunoHanbHoe remMatonormyeckoe obLecTso”

JInMdomMa 13 KNeTok MaHTUK — 3penokieToyuHas B-knetouHaa nuMpoma, 06bl4HO C arpeCcCUBHbBIM TEYEHUEM U
TpaHcnokaumen t(11;14) . PekoMeHaaLms onMcbiBaeT NOATBEPXASHNE AnarHo3a, CTaamMpoBaHne 1 BbIGOP NievueHms
C YYeTOM BO3pacTa, COMaTUYEeCKOro CTaTyca, MOMeKynAapHbIX GakTOPOB pUCKa M OTBETa Ha Tepanuio.

FnaBHOe

- Bbornee ueM B 95% cnyyaes BbiIIBNAETCA TpaHcnokaums ¢ ydactem CCND1, OCHOBHOE AMarHOCTUYECKOe 3HaYeHne
MMeloT runepakcnpeccus uyknuHa D1 u BoiseneHve t(11;14) (913;932).

B 90% cny4daeB 3a6oneBaHue anarHoCTUpYIOT Ha lll-IV cTagum; TURUYHLI reHepanM3oBaHHaa NMpaneHonaTms,
renaTocnneHoMeranusi u nopaxeHue KOCTHOrO Mo3ra. B-CMMNTOMbI BKAKOYAIOT NMXOPaLKY, HOUYHbIE MOTbI U
CHWXEeHWe Maccbl Tena 6ornee Yem Ha 10% 3a 6 MecsLEB.

ArpeccuBHbIN BapUaHT 06bIYHO MMeeT 6/1acTONAHYIO UK NNeoMopdHYo Mopdonormio n Ki-67 >30%;
WHOONEHTHbIN BapnaHT — oTcyTcTBre SOX11, MyTupoBaHHbIN IGHV nKi-67 <10%. MyTauumn TP53, KOMMMIEKCHbI
KaproTun 1 BbICOKas NponudepaLms OTHOCATCS K Hebn1aronpusTHLIM NprU3Hakam.

[narHo3 Henb3s yCTaHaBNMBaTb TOMbKO MO LIUTONOrMM: Heo6XoanMa 6uoncus numdoy3ana nnm Apyroro ovara ¢
FMCTONOMrNYECKUM M UMMYHOTUCTOXMMUYECKUM UCCNEeAOBaHMEM, AOMNOMHEHHAs LMTOreHETUYECKMMMU,
MONEKYNSIPHO-61MONOrNYECKUMU U FEHETUYECKUMU TECTaMM.

TakTuky onpenensaT BO3PacT, COMaTUYECKMI CTaTyC, BO3MOXHOCTb BbICOKOAO3HOW Tepanun 1 ayTo-TICK, a
Takke TP53, neneums 17p13, KOMMMEKCHbIV KapnoTur, brnactomnaHas mopdonorus n Ki-67.

[nga oueHku nporHosa ncrnonbaytoT MIPI/SMIPI n MIPI-b; no sMIPI 0-3 6anna COOTBETCTBYIOT HU3KOMY PUCKY, 4-5 —
NPOMEXYTOYHOMY, 6-11 — BLICOKOMY.

OunarHocTuka

1. CobpaTb xanobbl, aHaMHe3 3ab60neBaHNA U CEMENHbIN aHaMHES; YTOYHUTb MHPEKLIMKW, CTPECC, COMYTCTBYIOLWME
60ne3HM 1 TpaHcnnaHTaumo opraqos (YYP C, YOO 5).

2. Mpv OCMOTPE OLLEHUTbL TMMPOY3/Tbl, NeYeHb, CENE3EHKY, KOHCTUTYLMOHAbHbLIE CUMMTOMBI, MONOCTL PTa 1 obLuee
cocTtosdHme no ECOG (YYPC, YOO 5).

3. BbIMONHWUTL pasBepHyTbI OBLLMI aHaNN3 KPOBK, BUOXMMUYECKUIN aHann3 ¢ J1OIN, ne4eHOUYHbIMM 1 MOYEUHbIMU
nokasaTensiMu, ObLLUMI aHanNn3 MOYM 1 KoarynorpamMmy; 06crnefoBaHus NPOBOASAT TakXe nepen neyeHmeMm, npu
OLIeHKE peMmnccum Yepes 1 MecsL, Npu HabnoaeH!M 1 nogo3peHn Ha peumamne (YYP C, YOO 5).

4. MoaTBepaunTb HO3010MMK Bruoncuen NMMeoy3na unu gpyroro ovara. B UIMX-naxens Bxoast CD3, CD5, CD10, CD20,
CD21, CD23, BCL2, BCL6, Cyclin D1, SOX11 1 Ki-67; np1 BO3MOXHOCTM onpedenaoT TP53 n LEF1 (YYP C, YOO 5).

5. Mpv NepBrYHOM 06CMNEe0BaHNU U MOAO3PEHNN Ha PELLUANB BbINOMHWUTL KapUOTUIMpPOBaHue 1 FISH Ha t(11;14)
(913;932) (YYP B, YOO 2); npu NepBuyYHOM 06CNe0BaHUM U PeLANBE Takxe onpeaen1Tb Aeneumto 17p MeToaoM
FISH 1 MyTaumnoHHbIN cTaTyc TP53 (YYPC, YOO 5).

6. OLEeHUTb PacnpPOCTPaHEHHOCTb 3a60neBaHNA: BbINOMHUTL KT WwWeu, FpyAHOM KNEeTKK, OPIOLLHOM NOOCTY,
3abpIOLWMHHOI O MPOCTPaHCTBa 1 Manoro Tasa, NPeAnoYTUTENBHO C BHYTPUBEHHbBIM KOHTPACTUPOBaHWEM; MPK
npoTuBomnokasaHusax kK KT vcrnonb3osaTb komrnekcHoe Y3W (YYP C, YO4 5).

7. ccnenoBaTb KOCTHbIV MO3T: MUEeIorpamMmy 1 TpernaHobuoncuio ¢ MX npu nepsrnyHOM 06CnefoBaHnm, OLEeHKe
pemmnccum, nepea Mobunmsaumen FCK v npm nogospeHumn Ha peunams (YYP C, YOO 5).

8. Mpu NMMGOLMTO3E B KPOBM UMM MUENOTPaMME BbIMOMHUTL MPOTOYUHYIO LMTodnyopumMeTpuio (YYP C, YOO 5).

9. MNpu bnacTonaHOM BapuaHTe 1/1nmn runeprenkoLmnTose, a Takxe npu 0bLLEMO3roBON CUMITOMAaTUKE BbIMOMHATb
MYHKLMIO C LIUTONOMMYECKUM MCCre[oOBaHNEM NUKBOPA U/ MPOTOYHON LIUTOPIYOPUMETPUEN NS UCKTIOHEHUSA
Hemponenkemun (YYP C, YOO 5).

10. Mpwn KNIMHUYECKUX NPU3HaKax OrMyxoneBoro NopaxeHus roNnoBHOrO Mo3ra nepes CNMHHOMO3rOBOW MyHKLIMEN
BbIMNONMHUTL MPT ronoBHOro Mo3ra ¢ KoHTpacTupoBaHueM nnm KT ronoBHOro Mo3ra € BHYTPUBEHHbLIM
KOHTpacTupoBaHveM (YYP C, YOO 5).
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INeueHue

« Mpy 6eCCUMNTOMHOM MHOONEHTHOM TeueHun [IKM |-1l cTagum fonycTiuMa TakTvka «Habnogan vxams (YYP C, vOa
5). Mpw |-l cTagum 6e3 MacCUMBHOMO NMopaxeHus 1 GakTOPOB PUCKa BO3MOXHbI 4-6 Kypcos R-CHOP ¢ nokarnbHom
nyyeson Tepanueit: 30 I'p npy NONHOM peMmnccum nnmn 36-40 Mp npur YacTuuHoM oTeeTe (YYP C, YOO 5).

MauneHTaM MONoxe 65 neT 6e3 3HaYMMON KOMOPOUAOHOCTH, KaHAMAATaM Ha BbICOKOAO3HYIO Tepanuio, NpoBoaaT
VHYKLMIO C BbICOKMMM [j03amm LunTapabuHa (YYP A, YOI 2). NMpeanoyTutensHbl pOTaUMoHHbIE NporpamMmsl R-BAC/
R-HD-Ara-C, no3sonsioLme CoOKpaTUTb neveHne 0o 4 Kypcos.

Mpy BOCTUXEHNM HACTUYHOW UITN MOMHON PEMUCCUN Y MOAXOAALMX MALMEHTOB MOMOXE 65 NET BbIMONHAIOT ayTO-
TrCK; 3arotoBky ayTo-I'CK npoBoaaT nocne noarsepxaeHna MOB-HeratuBHOCTHW. [peanouTUTeNbHbIN PEXUM
KOHOMLMOHNPOBaHWA — BEAM; npu OTCYTCTBMM KAPMYCTUHE BO3MOXHbI TOMYCTUH U 6eHaaMyCTuH 140 mMr/m?
oaHokpatHo (YYP B, YO42).

Mocne ayto-TI CK HasHayatoT NOAASPXMBAIOLMI PUTYKCUMAEO 375 Mr/M2 BHYTPUBEHHO 1 pa3 B 2 MecsLa B TeueHne
3netun6onee (YYPB, YO 2). Mocne nHaykumm ¢ ayTo-TFCK unm 63 Hee BO3MOXHO CoueTaHune pUTykCMaba B TOM
Xe [03€e 1 yacToTe C uHrnbutopom BTK Ao nporpeccrpoBaHns nnm HenepeHoCUMOCT!.

Y nauneHToB cTaplue 60-65 neT, He SBMALWMXCS KaHOMAATaMW Ha MHTEHCUBHYIO Tepanuio, BO3MOXHbI R-BAC,
RiBVD nnu R-B no 6 unknos, VR-CAP no 6-8 unknos nn6o R-CHOP no 8 umknos; ana R-BAC B TekcTe npvBefeHsl
A03bl pUTYKCMMaba 375 Mr/mM2, 6eHaamycTuHa 70 Mr/m2 v umTapabuHa 500 mr/m2 (YYP B, YOO 2).

[Mpwu TaXenon conyTCTayloLen NaTonorum Bo3amMoxHsl R-CVP, neHanmoomug 25 Mr B 1-21-¢ AHM 28-AHEBHOMO LIMKNa
B COMETaHUM C PUTYKCUMaBOM N0 MHrneutop BTK: nbpyTnHMG 560 Mr, akanabpyTrHWo 200 Mr nnm 3aHy6pyTUHMO
320 Mr o nporpeccupoBaHus (ans 3aHy6pyTuHmba YYP B, YOO 2; ans akanabpytuHmnéa YYP C, YOO 4).

Y nauneHToB MOSOXe 65 net ¢ MyTaumen TP53 paumoHansHa nonutapreTHas Tepanusa MHrMbutopom BTK ¢
BEHETOK/1aKCOM U aHTU-CD20-aHT1UTENoM; B NepBOn peMnccum paccMmatpusatoT CAR-T-KNeTouHyto Tepanuio, a
TakXe KOHCYMbTaLuMio TpaHCnIaHTonora no nosoay anno-Tr CK.

MNpuv peumanBe BbIOOP 3aBUCUT OT NPEALLECTBYIOLWEN Tepanim U ANUTENbHOCTY peMuccum. BoamoxHbl BTK-
nHrnéutopsl, BR/R-BAC, R-Hyper-CVAD/R-HMA, neHanuaooMm + putykcrmab, BEHETOKITAKC; NPy arpecCuBHOM
peumvamBe BEHETOKNAKC MPUMEHAIOT A0 NPOorpeccupoBaHnd B o3e 400 Mr/cyT, a npu BbICOKOWM OMyX01E€BON
Harpyske HaunHaloT ¢ 20 Mr/cyT 1 noBblwatoT 4o 400 Mr/cyT 3a 5 Helenb.

Korpa HanpaBuTb ¥ KaKk HabnoaaTb

« [py nopo3perHun unu BeigeneHnn JIKM naumeHTa HanpaBnsioT K reMaTonory/oHKonory ans sepudukaLmm
[OnarHo3sa, CTaanpoBaHVs 1 BbIbopa nedeHus; Mpy HEBO3MOXHOCTW BbIMOMHUTL UCCNEeA0BaHNS Ha MecTe — B
MeOMLIMHCKYIO OpraHM3aLmMio, OKa3biBaKOLLYO CMeLan3npoBaHHyo NOMOLLbL NaLMeHTaM C reMaTonornyeckumm
3abonesaHUAMM.

lMnaHoBas rocnuTanuaaLumsa HyxXHa 4na nedYeHus, TpedyloLwero Kpyrnocy TOYHOrO HabnoAeHUs U3-3a TSXECTU
OMYXONW, PUCKa OCNOXHEHWIN Tepanum U ConyTCTBYIOLWMX BONE3HeN, a Takke AnA 6UONCUN U MHBA3MBHbIX
ncecnenoBaHmn, HEBO3MOXHbIX aMbynaTopHO.

OKCTpeHHas rocnuTanM3auys nokasaHa npu TAXeNon MHOEKLLUM, XN3HEYrPOXatoLLMX LIUTONEHWUSIX, CUHAPOME
NM3KMCa OMyXOIK, TAXENOW UHDYINOHHOM peakLLMn, GebprnbHOM MUENOTOKCUYECKOM arpaHynoLMTO3e 1 ApYrux
YIPOXAIOLLMX XXN3HN OCNOXKHEHUSIX.

MepeBon B OPUT TpebyeTcs nNpu cencuce nnm CenTUYECKOM LLOKE, OCTPOW AblXaTeNbHOW U1 MOYeYHOM
HeOOCTaTOUYHOCTU, MHCYNbTE, CUHAPOME MaCCUBHOIO NTU3K1Ca OMYXOIW, XMU3HEYpOXatoLwen apuTMUmn 1im
MaCCUBHOM XeNyooYHO-KMLWEYHOM KPOBOTEUEHUM.

MaureHTam Monoxe 60 NeT C peunamMBoM CneyeT HanpaBiAaTh Ha KOHCYNbTaLMIo B TPAHCMNNaHTONOMMYECKUIA
LLeHTp 4ns oueHku anno-TICK.

[Mpn TP53-MyTaLmMM Y MOMOAbIX MALMEHTOB NOCME MHOYKUMW HY>XHa KOHCY/bTaLMA TPaHCMNIaHToNora ang peweHuna
Bornpoca 06 anno-TIrCK B nepsov pemmuccum.

YacTble BOnpochl

Kak okoHuYaTenbHO NoATBEPAUTDL NTMMPOMY U3 KNETOK MaHTUN?

Hy>xHa 6uoncus numdoyana unm Apyroro oyara c ructonoruven n KX, Ansg noaresepXxaeHusa 1 yTOUHeHUA BapraHTa
3aboneBaHua BbiNonHaoT FISH Ha t(11;14), a Takke LMTOreHeTUYecKmne U MoNeKynsapHbIe UCCneaoBaHus.
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Kakue nccnenoaHusi o613aTenbHbl Ang ctaguposaHns JTIKM?

BbinonHaoT KT weu, rpy4Hon KNeTku, BPIOLLHON NONOCTH, 3abPIOLLUMHHOMO MPOCTPaHCTBa M Maroro Tasa,
nccnenoBaHne KOCTHORO MO3ra 1 06LWmr nabopaTopHbI KoMMnekce. [Mpu npoTueonokadaHnax K KT ncrnonbayoT Y3W;
MN3T/KT npyMeHsIoT B MpefyCMOTPEHHbIX peKOMeHOaLMEN CUTYaLLMSAX, BKIOYasA OLLEHKY OCTaTOUHbIX 0Bpa3oBaHum
nocre BbICOKOAO3HOM Tepanun n ayto-TI CK.

Korpa MoHO BblibpaTb HabntoaeHne 6e3 HemeaneHHOro nevyeHns?

TakTuka «Habnoaar 1 xam» fonycTrMa npu sepueunumposarHHorn JIKM I-1l ctaamm ¢ 6eCCUMITOMHbBIM UHOONEHTHbLIM
TEYEHNEM.

Kakas nogaepxusatowas Tepanus npuMmeHseTcs nocne ayto-TICK?

Putykcmumab HasHauatoT no 375 Mr/m?2 BHYTpMBEHHO 1 pa3 B 2 MecdLa B TeueHue 3 neT u bonee. [ocne nHayKumm ¢
ayTo-TICK unu 6e3 Hee BO3MOXHO flobaBneHve nHrbutopa BTK 4o nporpeccupoBaHns v HenepeHOCUMOCTH.
Kak npeaynpeavTb CUHAPOM NM3nca onyxonu n GebpunbHYyo HENTPONeHUIo?

[py MacC1BHOM OMyX0NeBOM MopaxeHun NpuMeHsoT annonypuHon 100-900 Mr/cyT, uHby3umn 3 n/M2/cyT C
3allenaymBaHeM U KOHTPoneM anypesa v nabopaTopHbIX MokasaTtenewn. [Npu BbICOKOM pucke GebpunbHOM

HenTponeHnn ncnonb3ytoT M-KCP: punrpactuM 5 MKI/Kr NOOKOXHO Yepes 24-72 yaca nocne xmmmoTtepanum néo
NarGunrpacT1M 6 Mr unn aMNareunrpacTnM 7,5 Mr oAHOKPaTHO He paHee YeM vepes 24 Yyaca.

BbIXMMKa caenaHa no TeKCTy pekoMeHaaLmnm U He 3aMeHseT ero. MNonHbIN opuLIManbHbIN TEKCT, KanbKynaTopk! 1 COKpaLLéHHas Bepcus:
https://iukonaceyeHosa.pd/cr/136-limfoma-iz-kletok-mantii. OpurumanbHbI ICTOUHKK: https://cr.minzdrav.gov.ru/preview-cr/136_2
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