LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

XpoHuueckuim numepoumnTapHbi nenkos / nnumMpomMa 13 Masnbix
nmmooLumnToB

KnuHuyeckune pekomeHdaumn MuHsapasa Poccuu - B3pocnble - peaakums 2025 ., ctaTyc «[pumMeHsieTcs» Ha 04.11.2026 - MKB-10: C911 -
Accoupaumsa oHKonoros Poccuu, Poccunckoe obLwecTBO OHKOreMaTonoros, ACCoUmaums CoAencTBISA Pa3BUTUIO FeMaTonornm,
TpaHCPY3n1OIornm 1 TpaHcrnIaHTaLmMm KOCTHONO MO3ra “"HaumoHanbHoe remMaTonormyeckoe obLectso”

XPOHNYECKUA MMMPOLUTAPHBIN ENKO3 U NIMMGOMa 13 MasbiX TMMPOLMTOB — ofHa buonoruyeckas B-knetouHas
onyxonb; npu X/1/1 npeobnafnaeT KNoHabHbIM MMMAOLMTO3 B KPOBW, Mpu JIM/T — nopaxeHwne nuMdoy3nos nnm
OpraHoB Npu HEBONbBLLOM YMCNEe KTOHasbHbIX B-KNeTok B KpOBU. PEKOMEHAALMS OXBaTbIBAET MOATBEPXAEHME
[MarHo3a, ctaaMpoBaHue, BbIBOP MOMEHTa Havana neyeHnst, Tepanuio NepBovt NMHUK U PELIMAMBA, a Takxe
HabnaeHVE 1 TeYeHNEe OCNOXHEHUN.

naBHOe

« XNTycTanasnuBaloT nNpw Hanuymnm 6onee 5000 MOHOKNOHaNbHbLIX B-NMMOOLMTOB/MKN B NepUdEpUHECKom KPOBU,
coxpaHsaoLmxcs bonee 3 mecaues; npu JIMITuncno Takux kneTok He npesbiwaeT 5000/MKkN, a AnarHo3
NOATBEPXOAOT B1OMNCcHen NopaxkEHHOro oyara.

Craguio XJ1J1onpefenstoT no Binet Ha ocHoBaHWKM 0OCMOTpa W 0bLLero aHanuaa kposw; KT, peHTreHorpadus n Y3
LAns caMOoro cTagmpoBaHusa He TpebytoTca. CTagma C cooTBeTCTBYET remMornobuHy <100 r/n nnv TpoméounTtam
<100x10°/n.

MexxayHapOaHbIM MPOrHOCTMYECKMI MHaEKC yunTbiBaeT del (17p) ImyTaumio TP53, ctaTyc IGHV, B2-MUKpornobyniH,

CTagumio 1 Bo3pacT; 0-16ann 03HavaeT HU3KUK, 2-3 — NPOMEXYTOYHbBIN, 4-6 — BbICOKMI, 7-10 — OUEHb BbICOKMM
puck.

Mpn 6eccMMNTOMHOM MeANEHHO NporpeccupyioLlemM X1 npuMeHsIoT BbixmaaTenbHOe HabnoaeHve.
vnorammarnobynuHemMunsi 6e3 CMMNTOMOB, MOHOK/IOHaMNbHas cekpeuus U HebnaronpusTHble MPOrHOCTUYECKME
mapkepbl, Bkodas del (17p), camu no cebe He ABNAKTCS NOKa3aHMAMM K NIEYEHUIO.

Bbi6Op nepso NuHUm onpeaenseTcs del(17p), MyTaunamm TP53, KOMMNEKCHbIM KapUOTUMOM, CTaTycom IGHV,
COMyTCTBYIOLLMMN 3a60M1EBAHNAMMU U B MEHbLLEN CTEMEHN KaneHa4apHbIM BO3PacTOM.

Mocne neyennd oteeT oueHmBaloT no IWCLL 2018: npu Tepanumn orpaHUyeHHOW ONUTENbHOCTU — HE paHee YeMm
yepes 2 MecsLa Nocne OKOHYaHWs, NPY HEMPepPbIBHOW UM MOAAEPXMBAIOLLEN TEpanMM — HE paHee YeM vepes 2
MecsiLLa Nocne MakCMMarnbHOro oTBeTa.

HabnioneHve y rematonora npoaomkakoT NOXWU3HEHHO: B MEPBbLIV FO4 NOCNE NEYEHNA — He pexe OAHOro pa3a B 3
Mecsaua, fanee — MHAMBMAOyanbHO, HO MUHUMYM Pa3 B rof; BbIMOMHAOT OCMOTP M OBLWMI aHanNn3 KPoBK, a npu
ncxopoHon numeaneHonatum — Y3U unun KT numMdoy3nos.

OunarHocTuka

1. CobpaTb xanobbl  aHaMHE3, BKITKOHasd CEMeNHbI aHaMHe3 3ab60neBaHnn KPOBKW, Hanvumne numdageHonaTuu,
NMHOeKLUMM 1 B-cuMNTOMOB: nnuxopanku >38 °C 6onee 2 Hefenb 6e3 Bocrnanerus, HOUYHbIX MPody3HbIX NOTOB,
CHMXeHNs Macchl Tena Ha 10% 3a 6 mecALes.

2. BbInonHUTL 0CMOTP € oueHkon ECOG, ocMOTpeTb MUHAAIMHBI M MOMNOCTL PTa, NPOMNansnupoBaTh AOCTYMNHbIE
rPynnbl NIMMPOY3OB, NEYEHb U CENE3EHKY.

3. HasHaunTb pa3BEpHYThI OBLLMIA aHaNM3 KPOBK C NenKodOPMYIon, reMornobMHOM, TPOMBOLIMTaMU K
peTuKynoumMTamm.

4. Mpu uncne B-numopoumTtos =5000/MKN NPOBECTU MHOMOLLBETHYIO MPOTOYUHYIO LIUTODTYOPUMETPUIO KPOBM.
MuHnMansbHas naHens BktodaeT CD19, CD5, CD23, CD20, kanna v nambaa; ana X1 xapakTepHbl KNOHaNbHOCTb
NErkunx Lenen n CooTBETCTBYIOLWMIN B-KNeTOUHbIN GeHoTHN.

5. Ana X1J1noarsepavTb NMMGOLMTO3 6oree 3 MeCHLLEB; AMArHOCTUYECKUM KPUTEPUEM TaKXKe ABNAETCS NopaxeHve
KOCTHOr0 MO3ra C cofepxaHnemM numooumnTos >30%. IMpu nogospeHnn Ha JTIM/T6e3 KNMHNYeCcKoro NMMeoLMTo3a
BbINOAHUTL B1oncuio NMmdoy3na nnv gpyroro ovara ¢ LLMTONornen, rcTonormei u UMMYHOrMCTOXMMUEN.

6. Mepen HayanoM NepBow 1 BCEX NMOCMENYIOLMX NIMHUM Tepanim no BOMOXHOCTY onpeaenuTsb del(17p) MeToaom
FISH, MyTauumn TP53 1 KOMMMEKCHbIV KaPUOTUM; HA MOMEHT YCTaHOBNEHUSA AMarHo3a No BO3MOXHOCTH OnpeaennTs
MyTauumio reHos IGHV.

LLikona CeyeHoBa - WkonaceyeHoBa.pd/cr/134 - yuebHas BbXMMKa, CBEPANTECH C OPULIMabHbIM TEKCTOM KP 113



7. N oueHKM 0BbLLEero COCTOSAHUS BbIMONMHUTL BUOXUMUYECKUI aHaNn3 KPOoBW, Koarynorpammy, npsmom
AHTUrNO6YIMHOBLIV TECT M OBLLUMIA aHaNM3 MOYK.

8. MNepen Tepanuen CD20-nHrnbuTtopammn nccnenoBaTb Mapkepbl BUpyca renatuTa B; Ha aTane onarHoCTUKM 1 npu
HanM4MKn NoKasaHun onpeaenuTb Mapkepbl BUY.

9. BoinonHute KT rpyaHomn KneTku, 6prowHOM MOMOCTH 1 Manoro Ta3a nMbo NpeayCMOTPEHHbIE anbTepPHaTVBbI; MNPy
Npu3HaKax CMHOPOMa PrxTepa nnm XooXKUHCKOM TpaHchopMaLmmn nposectn MAT/KT ¢ @I 4nd BbIABNEHNSA 30H C
BEPOATHOM TpaHCHOPMaLIMEN 1 BbIBOpa ONTUMabHOMO ovara Ang buoncum.

INleueHue

+ HaumHaTb cneumduyeckyto Tepanmio ToNbKo Npu Hanuuum nokadaHuit IWCLL 2018. Tpu OTCYTCTBUM MOKa3aHUN —
HabnaaTh; a8y TOUMMYHHYO FEeMOMIUTUYECKYIO aHEMMIO UM MAMONATUYECKYIO TPOMBOLMTONEHNYECKYIO MYPrypy
nieyaT OTAENbHO, a MPY NNOXOM OTBETE Ha MTHOKOKOPTUKOW bl BO3MOXHO feveHue, HanpasneHHoe Ha XI11. YYP C,
yons.

Mpu del(17p), MyTaumm TP53 1nm KOMMIEKCHOM KapuoTwne NPeanoyuTUTEeNbHbI MHMMEUTOPBI BTK 1 X KOMGMHALLMM:
akanabpyTmHmo 100 Mr 2 pa3a B CYTKH, 3aHY6PYTUHWMG 160 MIr 2 pasa B CyTKU Unu népyTnHmMG 420 Mr/cyT 0o
nporpeccuposaHng Moo HenepeHOCUMOM TOKCUYHOCTH; BO3MOXHa KOMBUHALMA BEHETOKIaKca C UHTMBUTOPOM
BTK.YYPB, 04 2.

[p¥ BbICOKOM PUCKE BO3MOXHa CXeMa BEHETOKNAKC + MBPYTUHNG: MOPYTUHMO 420 Mr/cyT nepsble 3 LMKNa, 3aTeMm
BEHETOK/1aKC C nosbiweHveM fo3bl 20, 50, 100, 200 1 400 mMr/cyT no Hepenam; 400 Mr/cyT NPUMEHSIOT COBMECTHO C
nepyTUHMOOM 12 Lmknos. YYP B, YOO 2.

Mpw BapuaHTe 6e3 MyTauum IGHV 6e3 TP53-abeppaLliin 1 KOMNIEKCHOrO KapuoTuna NCnonb3ykoT akanadpyTUHNG,
BEHETOK/1aKC + 06UHYTY3yMab, 3aHYOPYTUHWUG MU MBPYTUHWG; NPW OTCYTCTBUM TapreTHbIX MpenapaToB
ponyctumbl FCR, RB, FCR-Lite nnun xnopambyuumn ¢ putykcumabom nnbo obunHyTy3ymabom. YYP A, YOO 2 anqa
nepeyvncneHHblx TapreTHblx BapunadTos; YYP C, YOO 5 Anga uMMyHOXUMUOTEPanuu npu HEAOCTYNHOCTU TapreTHOM
Tepanuu.

Y MOMOAbIX NaLMEHTOB <65 neT 6e3 3Ha4YMMOon KOMOPBUOHOCTH, C MyTUPOBaHHLIM IGHV 1 6e3 TP53-abeppauui nnv
KOMMMIEKCHOro KapnoTtuna Bo3mMoxHbl FCR: putykcnmab 375 Mr/m?2 B mepsom Lmkne 1 500 Mr/m? B nocneayowmx,
dnynapabuH 25 Mr/m?2 n umknodocdamug 250 Mr/m2 BHYTPUBEHHO B AHM 1-3; anbTepHaTBom ABngeTca RB. YYP B,
yono2.

Mpw peumanee BLIGOP 3aBUCUT OT NPEWECTBYIOLLEN Tepanum, Cpoka peumanea, TP53-ctaTyca, del (17p),
KOMMIEKCHOrr o KapuoTuna 1 KoMopbuaHocTu. Mpu nporpeccun Ha BTK npeanoytuTeneH BeHeToKnake-
COEPXaLLMN PEXMM; MPU NPOrPEeCCUn Ha BEHETOKIaKCe U PaHHEM peLuavBe NOC/e Hero — nepexos Ha
nHrnéutop BTK.

MNpu peumanse Bo Bpems Tepanum BTK pekoMeHOyeTcs BEHETOKIaKC B MOHOPEXUME UM B KOMBUHALLUK C
pUTYKCMMabOoM. [Ing MOHOTEpanumM BEHETOKITaKC NPUMEHAIOT B fo3e 400 Mr/cyT nocne ackanawmu; npu
KOMBUWHaLMK C pUTYKCMMaBOM BEHETOKITaKC noBbiwatoT ¢ 20 Ao 400 Mr/cyT No HeAenaM v NPUHUMAIOT 24 MecsLa,
pUTyKC1Mab BBOAAT 375 MIr/M2 Yepes Hefento Nocne AOCTUXEHUA [03bl BeHeToknakca 400 mr/cyT, 3atem 500 mr/
M2 eXeMeCcsauHo, Bcero 6 sBeaeHun. YYP B, YOI 2 ong kKomM6uHaLmm ¢ putykcumatdom; YYP C, YOO 4 anqa
MOHOTEepanun BEHETOKTaKCOM.

Mpu IgG <5 r/n v peunanBnpyoLLIMX BakTepuanbHbIX MHQEKLMAX Ha3HaAYaoT 3aMECTUTENbHbIN BHY TPUBEHHbIN
nMMyHornobynuH 200-400 Mr/kr 1 pas B MecaL,; Lenb — nogaepxuvsatb IgG > 5 r/n. Tepanuio npekpaLLaoT npu
OTCYTCTBUM TAXENbIX baKkTepuanbHbIX MHPeKkUMn B TedeHve roga. YYP A, YOO 1.

Korpa HanpaBUTb U KakK Ha6bnoaatb

« [py nopo3perHuv Ha XJ1/1/1IMIT HanpasuTb NaLmMeHTa K remMatonory Ans crneunanv3mpoBaHHOM AMarHOCTUKM U
onpeneneHns TakTUKK; NpyY HEBO3MOXHOCTU BbINOMHUTbL UCCNeaOoBaHWA Ha MeCTe — B MEANLMHCKYIO
OpraHn3aL/mio, OKa3blBatoLLLYO MOMOLLb NaLMeHTaM C reMaTonormyecknmm 3ab6oneBaHnAMM.

« OKCTpEeHHas rocnuTanmn3aLmns Hy>KHa Npu TAXENON NHPEKLLUM, YT POXKAIOLLMX XNU3HWU LUTONEHUAX, CUHAPOME
PuxTepa, cuMmnToMaTuyeckom nuMmdaneHonaTum nim opraHoMeranum C pUCKoM OCNOXHEHWI, HEMPONENKeMuH,
OblXaTenbHOW HeJOCTaTOYHOCTU NP CNeLdUUecKOM NNeBPUTE UMM XMIOTOPaKCe, a Takxe npu
XM3HEYPOXaoLWMX 8y TOUMMYHHbIX 1 NapaHeonnacTU4eCcKnx CUHOPOMaX.
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+ OKCTPEHHO rOCNUTaNMU3NPYIOT TakXe NPU OCNOXHEHWUSX NeYeHUs: CUHOPOME N3Kca ONyxXonwu, TAXENON
NHDY3MOHHOM peaKkLLMm1, MMENOTOKCUYECKOM arpaHyoLmMTO3€ C NMMXOPAaAKON 1 APYrnX YrPOXaIOLLMX XN3HW
COCTOSAHUSAX.

- MNnaHoBasa rocnuTann3aLmns nokasaHa ang Tepanuu, TpebyloLen KpyrnocyTOHYHOro HabMoAeHNSA U3-3a TAXECTH
3a6011eBaHUSA N PUCKa OCIOXHEHWI, a Takke AN 6UONCUN U MHBA3MBHbIX MPOLLEAYP, KOTOPbIE HENb3S BbIMOMHUTD
amMbynaTopHo.

« [Npy OTCYTCTBMM NOKa3aHUI K crneumdryecKon Tepanim naumMeHTa oCTaBNaoT NOA4 BbXXMAaTENbHbIM HabNoAeHEM
y FeMaTorora, a He HauMHaloT NieYeHue TONMbKO 13-3a HeBMaronPUATHOrO MPOrHOCTUYECKOro MapKepa Um
6ecCUMMNTOMHOW rMnoraMmariodynmHemMum.

YacTtbie BOMNPOChHI

Kak nogreepxpaatot agnarHos X/1/1?

Hy>XHbl 06LLMIM aHanM3 KpOoBM M MPOTOYHas LIMTOdGyopuMETpUs KooBK. [IMarHo3 NoATBEPXAat0T Npu Hanuyumn 6onee
5000 MOHOKITOHaNbHbIX B-NMM®OLIMTOB/MKI1, COXPaHAOLLMXCH 6onee 3 MeCALLEB, C XapaKTepHbIM GEHOTUMOM U
pecTpukumMen Nérkmx LLenew.

Korpaa npw XJ1/1 HaunHaTb neyeHune?

Tonbko npuv Hanuunm kputepues IWCLL 2018. BecCMMNTOMHOE TedeHue, rmnorammarnodbynmHeMms 6e3 CUMNTOMOB,
MOHOK/IOHanbHas cekpeums v del (17p) 6e3 KNMHMYECKMX NoKasaHUin Camu Mo cebe NedeHms He TpebyioT.

Hy>xHo nu BbinonHATbL KT ans onpeaenerHunsa ctaguu XN1?

HeT. Ctaguto XJ1/1 1o Binet ycTaHaBnmBaloT No puankanbHOMY MCCnenoBaHWIo M aHanu3y kposu; KT, peHTreHorpadua

1 Y3W ans ctaampoBaHust He TpebytoTcs. IHCTpyMeHTanbHbIe MeTOAbl MPUMEHSIKOT ANS OLLEHKM PacnpOCTPaHEHHOCTH
¥ OTBETa Ha NleyeHue.

CuuntaeTcs N1 CTOMKUA TMMPOLMTO3 Ha UBPYTUHUGE NporpeccupoBaHUemM?
HeT. Hrnéutopbl BTK Bbi3biBaOT NepepacnpenenuTensHbin IMMOOLMTO3, NO3TOMY ANMUTENbHbIN NIMMOOLUTO3 Ha

MBPYTUHMOE MOXET COOTBETCTBOBATH YaCTUUYHOMY OTBETY C NIMMGMOLIMTO30M 1 COXpaHsTbCs 12 mecsLes 1 6onee 6e3
YXYALWEHNA NPOrHo3a.

Korpa nokasaH BHYTPUBEHHbIN UMMYHOI106YNnH npu X117

Mpu TAXENON BTOPUYHOW r1noraMMarnobynmHeMum ¢ yposHeMm IgG <5 r/n v peunamBmpyowmmMm 6akTepuanbHbIMu
nHPekumnamn. icnonbaytot 200-400 Mr/kr 1 pas B Mecau, nogaepxmsan |gG sbille 5 /.

BbIXu1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbIM TEKCT, KabKyNATOPbI 1 COKPaLLEHHaa BepCusa:
https://lwukonacedeHosa.pd/cr/134-hronicheskij-limfocitarnyj-lejkoz-limfoma-iz-malyh-limfocitov. OpuumanbHbIn UICTOUHKUK: https://
cr.minzdrav.gov.ru/preview-cr/134_2
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