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Cxiag MyJabTHANCHHUILVIIHAPHOI Po004Y0i TIpynu 3 ONPALIOBAHHA KJIHiYHOI

HACTAaHOBH
Kpsaok Ipuna
AwnaroJiiBHa
Kannikosa Tersua
BikTopiBHa

Kapnabena Okcana
AnppiiBHa

Kauapsau Apman
Bonogumuposuu

Kwmertiok SApocnas
Bonoaumuposuu

KyukoBa Onbra

IOpiiBHa

JIroGapens TersHa
denopiBHA

Martromeunko Inna
IOpiiBHa

OiiiHIYEHKO

Omnena ['ennaniiBHa

[IepexpecteHko
Tersna [lerpiBHa

Pynakosa Jlapuca
IBaniBHA

3aBiTyBay HAyKOBO-J0CI1THOTO BII1JI€HHS ximioTepanii
remo0Oacto3iB HalioHanpHOro 1HCTUTYTY paky, 3aCTYIHHUK T'OJIOBU
po0oU0i TpynH 3 KIIHIYHUX TUTaHb,

3aBiqyBay BIAJAUICHHS OHKOT€MAaTOJIOTIi 3 CEKTOPOM aj FOBAHTHHUX
METO/1IB JIIKyBaHHs HallloHabHOTO 1HCTUTYTY pakKy;

noneHT kadeapu BHYTpimHbOI MemaunuHu Ne 1 HarionansHOTO
MeauyHoro yHiBepcutety imeHi O.0O. boromosnbiis;

JepKaBHUN eKCIepT €KCIIEPTHOI rpynu 3 MUTaHb
BHUCOKOTEXHOJIOTTYHOT MEIUYHOL JIOIIOMOT'! Jupekropary
BUCOKOTEXHOJIOTIYHOI ~ MEIWYHOI  JOIMOMOTH Ta  1HHOBAI#

MiHicTepcTBa OXOpOHH 370pPOB’s YKpaiHu;

KepiBHUK BceyKkpalHChKOTo LIEHTPY paaioXipyprii KIIHIYHOT JiKapHi
«Deodanis» JlepxkapHoro Ynpariinusa CrpaBamu (3a 3roJ1010);

3aBigyBa4y reMaTOJIOTTYHOIO BIJIIIJIEHHSA KOMYHaJIbHOT'O
HEKOMEHIIIHOTO TianpuemMcTBa «OO0IacHUN LIEHTP OHKOJOTI» (3a
3r0JI010);

MPOBIJHUN HAyKOBHH CIIBPOOITHUK BUIAUICHHS paaiariiiHol
OHKOTeMAaToJIOTii Ta  TpaHCIUIAHTAIlli CTOBOYpPOBUX  KIITHH
Jep>kaBHOI ycTaHOBH «HallioHapHUN HAyKOBUN IEHTP pajialliifHol
MeauinHd HarioHanpHOT akagemii MeIMYHUX HayK YKpainm» (3a
3r0JI010);

YICH TMpaBIiHHSA TpoMaJachkoi cmiiku «Koaiiiss OHKoOMAIEHTIB
Ykpaian» (3a 3roj1010);

3aBigyBau [IET/KT Gmoky ILlentpy smepHoi
KOMYHQJIBHOTO  HEKOMCHIIIHHOTO  MiJIPUEMCTBA
MICBKUH KIIIHIYHHH OHKOJIOTTYHHM IIEHTP» (32 3r0J1010);

MeIULINHU
«KuiBCcbKUM

npodecop kadempu remartosorii i Tpancdysiosorii HamionaasHoro
yHIBEpCUTETY OXOpoHU 370poB’st Ykpainu imeni ILJI. Illynuka
(3a 3roj1010);

kepiBHUK lleHTpy crmemianbHuUX J1a0OPAaTOPHHUX  JTOCIIKECHb
KOMYHAJIbHOTO  HEKOMEHIIIHHOTO mianpueMctBa «Uepkachkuit
oOyacHUI OHKOJIOTIYHMN aucriancep Yepkachkoi OONACHOI pasn»
(3a 3roj1010);
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Cene3HboB MPOBIIHUN JIIKap-MaToJoroaHaToM Meau4Hoi saboparopii CSD
Omnexciit ToBapucTBa 3 oOMexeHoro BiamoBimanbHicTiIO «Ci Ec i Jlab»
OnexkcanipoBuy (3a 3roj1010);

MeToauuHuii cynposija Ta ingopmaniiiHe 3a0e3ne4eHHs

I'ynenko Oxkcana HayaJlbHUK  BIAAUTY  CTaHAAapTHU3allii  MEIUYHOI  JIOMOMOTH

IBaniBHa HepkaBHOro mignpueMcTBa «J/lepkaBHUI €KCHEPTHUM  LIEHTP
MiHicTepcTBa OXOPOHM 370pOB’Sl YKpaiHW», 3aCTyHHHUK TOJIOBU
po00oU0i TpynH 3 METOJOJIOTIYHOTO CYIIPOBOIY.

Jep:xxaBHuii excnepTHuil uHeHTp MiHicTepcTBa OXOpPOHHM 310pPOB’Sl YKpaiHM €
YJICHOM

Guidelines International Network es g
™ €
- ’f%
(Mi>xHapoHa Mepeka HaCTaHOB) ,‘f' =
. lf
Jﬂml}a‘?}'
Penensentu
Jarine [puna 3aBigyBad  BIAJAUICHHSIM  pajialiifHOi  OHKOreMaToJiorii  Ta
CepriiBHa TpaHCIIaHTaIlli CTOBOYpPOBUX KIITHH BIJIUTy TeMarojorii Ta
tpancmantosnorii  IKP  HHIIPM HAMH Vkpainu, na.M.H.,
npodecop;
Kimmmenko Cepriit kepiBHUK LleHTpy remarosorii, xiMmioTeparii remo01acTo3iB Ta
Biktopouu TpaHCIIaHTaIlli KicTkoBoro Mo3ky Kiiaiunoi mikapHi «DeodaHis»

AYC, n.m.H., mpodecop.

Ileperasia kJaiHiYHOI HACTaHOBM 3amiiaHoBaHo Ha 2027 pik



Cnmcok CKOpo4YeHb

anoTCK  anoreHHa TpaHCIJIaHTal(isl CTOBOYPOBUX KIIITHH
ayToTCK ayTonoriuna TpaHCIUIaHTaIlisi CTOBOYPOBUX KJIITHH

BBII BMKUBAHICTh 0€3 MporpecyBaHHs

BP BIJTHOIIIEHHS PU3UKIB

I'™MJI rOCTpHUI MI€JI00JIACTHUN JIEHKO3

JABBKJI  nudy3na B-penukokiaiTuHHA TiMpoma

Al JOBIPYMI IHTEPBAJ

JKJIJT JOp1OHOKIITUHHA JiMboIMTapHa JiMpoma

3B 3arajibHa BUKUBAHICTh

3T-TIIJIP  mosiMepa3Ha JaHIIOTOBA PeaKilisi 31 3BOPOTHOK TPAHCKPHIIIIIEIO
KKT KOMIUIEKCHUHN Kap10TUII

KT KOMIT I0TepHa ToMorpadis

JIB TiMbaTUIHUR BY301

JIM3 neiikeMiuHa opma J1iMpoMH MapriHaiabHOI 30HU
JIX aimpoma XoKKIHA

MBIJI MOHOKJIOHAIBHUHN B-1iMmdoruTos

MJIC MI€JTOIUCTUIACTUYHI CUHIPOMHU

M33 MIHIMaJIBHI 3QJIUIIIKOBI O3HAKW 3aXBOPIOBAHHS
MKIJI MaHTIMHOKJIITHHHA JIiMpoma

MPT MarHiTHO-pPe30HaHCHA ToMorpadis

ITET MO3UTPOHHO-EMICiifHa ToMorpadis

CJIII CHUHJIPOM JII3UCY MyXJIMHU

V31 yIIBTPa3BYKOBE JOCIIIKEHHS

XIT XiM10IMYHOTEpaItis

XJI XPOHIYHHM JTIMPOIUTAPHUN JICHKO3

XT ximioTeparnis

FISH MeTo GhIOPECIIEHTHOI Tropuan3altii in situ

Hb reMorJI0O0iH
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NEPEIMOBA MYJIbTUAACHUILIITHAPHOI POBOYOI T'PYIIU

HNana xminiyna ©actaHoBa (KH) pospobnena BinmoBimHO m0 Meroauku
PO3pOOKH Ta BIOPOBAHKEHHS MEAMYHUX CTAHAAPTIB MEIWYHOI JOMOMOTH Ha 3acajax
JI0Ka30BO1 MEAUIMHY, 3aTBepakeHoi HakazoM MO3 Ykpainu Bix 28.09.2012 Ne 751
«IIpo CcTBOpeHHS Ta BIPOBAKEHHS MEIUKO-TEXHOJOTTYHUX JOKYMEHTIB 31
CTaHJapTU3allll MEJAUYHOI JOMOMOTU B cHcTeMl MIHICTEpCTBA OXOPOHH 30pPOB’ S
VYkpainn», 3apeectpoBaHuM B MiHictepcTBl rocTuiii Ykpainu 29.11.2012 3a
Ne 2001/22313 (31 3minamu). JlaHa KiiHIYHA HACTAHOBA € aIAITOBAHOIO JIJII CHUCTEMU
OXOpOHHU 3710poB’st YKpainu Bepcieto kiiniuxoi wactanoBu Chronic lymphocytic
leukaemia: ESMO Clinical Practice Guidelines for diagnosis, treatment and
follow-up, 2020 (Xponiunuii nimpouumapnuii neiikoz: Hacmanosa ESMO ons
KAIHIYHOT NpaKkmuku w000 OiaZHOCMUKU, JIKYGAHHA mMa NOOAIbULIO20
cnocmepedcenna 2020), mo 6yna o6pana po6OUOI0 IPYIOIO K MPUKIA] HAalKpamoi
NPAKTUKUA HAJJAaHHS METMYHOI IOIOMOTH XBOPUM Ha XPOHIYHUM JTIM(OITHUN TeiKOo3 1
IPYHTYEThCS Ha JTaHUX JIOKA30BOi MEIUIIMHU CTOCOBHO €(PEKTUBHOCTI Ta Oe3MeKn
MEIUYHUX BTpY4YaHb, (apMakoTeparnii Ta OpraHi3allifHUX MPUHIUIIB ii HaJaHHS.
Kniniuna HactanoBa Oyna oOpaHa Ha OCHOBI 00 €KTHMBHUX KpPHUTEPIiB OI[IHKH 3
BUKOPUCTaHHSAM MDKHAPOJHOTO IHCTPYMEHTY - ONUTYyBajJbHUKA 3 CEKCIICPTH3H Ta
ouinku HactanoB AGREE II. Kpim Toro, poGouoro rpymnor BHKOPHCTaHI OKpeMi
nonoxennss HactanoBu NCCN Clinical Practice Guidelines in Oncology (NCCN
Guidelines®) Chronic Lymphocytic Leukemia/ Small Lymphocytic Lymphoma
Version 3.2022 — June 3, 2022 B yactuHi JiKyBaHHS pedparTepHUX/PELUIABHIX
dbopM XpoHIYHOTO JTIM(DOITHOTO JIEHKO3Y.

Ananraiiss KJIiHIYHOI HACTaHOBHW Tiependadaiia BHECEHHS B HE3MIHHHM TEKCT
OpUTIHAJILHOT HAaCTaHOBM KOMEHTapiB po0Oo4oi rpymu, y SKAX BiTOOpakeHO
MOJKJIUBICTh BUKOHAHHSI THUX YW IHIIUX TOJIOKEHb KJIIHIYHOI HACTAHOBU B PEAIbHUX
YMOBaX BITYM3HSIHOI CUCTEMH OXOPOHH 3/I0POB’S, JOCTYMHICTh MEIUYHUX BTPYUYaHb,
HasSBHICTh peecTpallii B YKpaiHi JIKapChKUX 3aco0iB, IO 3a3HAYCHI B KITHIYHIN
HACTaHOBI, BIAMOBIIHICT, HOPMATUBHIN 0a3l 100 OpraHizaiii HaJaHHS MEIUIHOT
JOTIOMOTH.

JlaHa KJIiHIYHA HAcTaHOBa — II€ PEKOMCHJAIIMHUNA JOKYMEHT 3 HalKpamoi
MEIUYHOI TPAKTUKH, HE TIOBMHHA PO3I[HIOBATHCS SK CTaHIAPT MEINUYHOTO
nmikyBaHHs. Jlorpumanus monoxkenb KH He rapaHTye yCHINIHOTO JIKyBaHHA B
KOHKPETHOMY BHIMAJKy; i1 HE MOXXHA PO3IIANATH SK MOCIOHWK, 10 BKIIOYA€E BCI
HEOOXIHI METOIU JIarHOCTUKHU Ta JIiKyBaHHS abo BuUKiIIOYae iHmi. HactaHoBu He
BIIMIHSIOTh 1HAWBIIYaJbHOI BIAMOBITAIBHOCTI (axiBIIB 3 OXOPOHH 370pOB’S 3a
OPUIHATTS HAJICKHUX PIllleHb BIAMOBITHO 10 OOCTaBUH Ta CTaHY KOHKPETHOTO
narieaTa. PaxiBenb 3 OXOPOHU 370POB’ S TAKOXK BINMOBIA€E 3a MEPEBIpKy MPaBUI Ta
MOJIOKEHB, 3aCTOCOBAHMX JI0 JIIKAPCHKUX 3aCO0IB Ta MEIUYHUX BUPOOIB, YHHHUX HA
MOMEHT MPU3HAYCHHS TAKUX MEIMYHUX TEXHOJIOTIH.

OcraTouHe pIMICHHS CTOCOBHO BHOOPY KOHKPETHOI KIIHIYHOI mporenypu abo
IJIaHy JIIKYBaHHS MOBUHEH MNPUUMATH JIKAp 3 ypaxXyBaHHSM KJIIHIYHOTO CTaHY



MalieHTa Ta MOXJIMBOCTEH JUIsi TPOBEACHHS JIarHOCTHMKMA Ta JIKYBaHHS Y
KOHKPETHOMY 3aKJIa/ll OXOPOHH 3740POB 1.
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Chronic lymphocytic leukaemia: ESMO Clinical Practice Guidelines for
diagnosis, treatment and follow-up, 2020

HOMMUPEHICTDH TA EHNIAEMIOJIOI'TA

Xponiynuit nimpouutapauit nerko3 (XJIJI) € HAWOUIBII MONIUPEHUM THUIIOM
JEeWKO3IB y 3axXIHUX KpaiHax, M0 3ycTpiuaeTbes 3 dvactoToro 4,2/100 000/pik.
YacroTa 1poro 3axBoproBaHHs 3poctae A0 ouibi Hix 30/100 000/pik y nroaeit Bikom
> 80 pokiB. MeniaHa BIKy Ha MOMEHT BCTAHOBJIEHHS J[1arHO3y CTAHOBUTH 72 POKH.
[HoBigomiserbes, mo npubdauzno 10% nauientis 3 XJIJI Bikom Monofmie 55 pokis.
[cHye reHeTHYHO OOYMOBIJIGHA CXHJIBHICTH J0 po3BUTKY XJIJI, mo mpu3BOIUTH 10
3pOCTaHHS PU3HMKY IIHOTO 3aXBOPIOBAHHS Yy 6-9 pa3iB mpu HasBHOCTI nmaiieHTiB 3 XJIJI
cepel WieHIB POJAUHHU.

Pexomenoauin

* Pyrunnuii ckpuninr va XJIJI He pekoMeH0BaHUM aH1 y 3arajbHId MOMYJIAIIII,
ani cepex poauuiB mamieHTiB 3 XJIJI [piBeHr nmokazoBocti V, Kiac
pexoMenanii EJ.

Komenmap pooouoi epynu: 3axeoprosanicms Ha XpOHIUHY TIMGPOIOHY NetikeMito
(XJLJ1) 3a pisnumu oyinkamu cxaaoae 6io 2,5 0o 4,5 na 100 muc. nacenenns Ha piK y
ocio eixom 0o 60 pokis. Ilicna 60 poxie — 0o 20 na 100 muc. nacenenus Ha pik.
Yonosiku xeopiromo yacmiuie 3a HCiHOK y cniggionowenni 2:1.

3eiono 3 ymounenumu Oanmumu Hayionanvnozo kanyep-peecmpy Ykpainu y
2020 poyi 6 Vkpaini 3apeccmposano 1045 noeux niomeeposicenux eunaokie XJIJI
(582 y uonosikis, 463 y oucinok). Ilokaznux 3axeoproeanocmi na XJIJI cxnas 2,71
sunaokie na 100 muc. nacenenns. Ha nouamox 2020 poxy 3 odiacnozom XJIJI na
oHKoN02TYHOMY 00.1iKY nepebdysano 10169 nayicumis.

JIATHOCTUKA TA MATOJIOTTA/MOJIEKYJISIPHA BIOJIOT'TA
Jliarzo3 XJ1JI BCTAHOBIIFOETHCS HA OCHOBI HACTYIIHUX KpHTEpiiB: ™

« HasBricts > 5 x 10%/11 MoHOKIOHANBHEX B-mimMdonuTie y nepudepuuHiii Kposi.
KnonanpHicTh mupkymorounx B-miMdomuTie Mae OyTH TiATBEpIKEHA MUITXOM
neMoHcTpallii peHoOMeHy PECTPUKIIIT JITKUX JIAHITIOTIB 3a JOTIOMOTO IMPOTOYHOT
IIUTOMETPIi.

* JleiikeMiuHi KJIITHHH, 110 BUSBISIOTHCA B Ma3Ky KpPOBi, € XapaKTepHUMHU JIPIOHUMU
aiMboIHTaMHU 3pIIOr0 BUTJISAAY 3 BY3bKHM OOIKOM IHMTOILIA3MH Ta IIUTBHUM
AIpOM, B SIKOMY BIJICYTHI pPO3pI3HIOBaHI SAepUs Ta BiIMIYA€ThCA YaCTKOBO
arperoBaHuii XxpoMaTuH. MOXKyTh CIIOCTEpIraTucs 1 OUIBINI 32 PO3MIPOM, aTHUIIOBI
aimboruT abo mponiMponuTH, ane IXHiM BMICT HE TMOBHHEH NEPEBUIILYBATH
55%."

Knitnan XJIJI koekcnipecyroTs moBepxHeBi anturenn B-kiitun CD19 1 CD20,
paszom i3 CD5, CD23, CD43 i CD200. Pieai noepxuneBoro CD20, moBepXxHEBOTO

imyHornooyniny (Ig) 1 CD79b € xapakrepHO HHM3bKUMU Yy TIOpIBHSHHI 3
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Bi/IMOBIHIMHY PiBHSIMH, 110 BiAMIYaioThCs y HOpManbHuX B-kmitnHax.? KoxkeH KIoH
JMEeWKO3HUX KJIITUH OOMEXKEHMM ekcrpeciero abo kamma, abo nambaa Jerkux
naHoriB Ig, yu He Mae sIBHOT eKcIpecii Hl THX, Hl IHIIUX.

[HImIMMH TIMPOMHUMU 3aXBOPIOBAHHSAMU, SKI HEOOXIHO BiaaudepeHLiroBaTu
Bin XJUJI, € mantiitnoknitunHa niMmpoma (MKII), nelikemiuna dopma mimbpomu
MapriHaiapHoi  30HH  (JIM3)  (ocobmmBO 11  cene3HKOBUI  BapiaHT) Ta
mimdpomazmoruTapa JdiMpoma. KiliTHHM 1UX TyXJIUH MOXYTh €KCIpPECyBaTu
noBepxHeBl aHTureHu B-kmitua Ta CDS5, ane y OUIBIIOCTI BHUIAJKIB BOHU HE
excrpecytoTs CD23, ocobnuBo JIM3. Ins Bunaakis 3 excrpecieto CD23 kopucHUMU
st piarHoctyBanHs MKIJD € mosnimepa3Ha JaHIIOroBa peakilisi 31 3BOPOTHOIO
tpanckpuniieo (3T-IIJIP) nns Bu3zHaueHHs rinepekcnpecii uukiminy D1 ta FISH
(meTon daroopeciieHTHOT Tidpuau3altii in situ) as BusBieHHs Tpanciaokaiii (11;14),
ane Ttakox ekcnpecii CD200. Kpim Toro, mpu omiHii OionTaTiB MyXJIUH MOXeE
BUKOpUCTOBYBaTHCS  (dapOyBanHs aHTuTulamu 1o SOXI11. [iarno3 JIM3
HiATBEPIKYETHCST BIACYTHICTIO a00 HU3bKMM piBHeM ekcripecii CD43 Ta BHCOKUM
piBHeM ekcripecii CD180.*

VY xknacudikanii BcecBiTHpo1 opranizaiii oxoponu 31m0poB’s (BOO3) Bin
2017 poky, sk 1 B ii monepeaHix Bepcisix, APIOHOKIITHHHA JiMdoIUTapHa JiMdpoma
(AKJUT) Ta XJIJI posrmsmaroThesi K oaHa ¢opma 3axBoproBaHHs. Skmio B-
mimpouuTie 'y nepudepuyHid KpoBi < 5 X 10%1 Ta BimMidaerbcs niMdaaeHonaTis
Ta/abo cruieHoMeralnis (BU3HaueHI 3a pe3yibTaTaMH 3arajbHOr0 MEAUYHOTO OTJISIY
a00 Bi3yasizaIlifHoro MeTOy 0OCTeKEHHS ), BCTaHOBIIOEThCs AiarHo3 JIKJIJI zamicTh
XJUI. Knituaun JKJUJI marote Takuii ke imyHodeHotumn, mo 1 mpu XJIJI. Xoua
JNKJIJI mae mupkymrorounii kimoH, miarHo3 JIKJIJI HeoOXimHO MiATBEPAWTH 3a
pe3yibTaTaMH TiCTOMATOJIOTTYHOT OIlIHKM OionTaTy 3 JiMdarudHoro Bysna (JIB),
AKIIO 1€ MOKJIUBO.

3a BiAcyTHOCTI JsiMdaaeHomnarii, opraHoMeraiii, ITUTONEHII Ta KIIHIYHUX
CUMITOMIB HasBHIcTb < 5 X 10%/1 MOHOKIOHATLHIX B-nimMdonuTiB BUBHAYAETHCS K
«MOHOKIIOHATBHHI B-mimMdomutos» (MBJI),? sikmii MOXyTh MaTH 10 5% ocCi6 3
HOpMaJbHUMU MOKAa3HUKAMHU KIIITUH Y KPOBI, 1 4aCTOTa BUSBIECHHS [OTO MOPYIICHHS
spocrae 3 Bikom.” IIporpecyBanns mo XJIJI BimbyBaerbcst y npuHaiivui 1%-2%
punankis MBJI Ha pik.’ IIpy LbOMY MOXe OyTH BaKIMBHM HATOJOCHTH IS
MarienTiB Ta 310poBux ocid, mo MBJI me He € neitko3om uu aiMdomoro.

Pexomenoauii

» JliarHoCTyBaHHsS 3aXBOPIOBAaHHS, 3a3BUYail, € MOXIHMBHM 3a JIOIIOMOTOIO
iIMyHO(DEHOTUITYBaHHS ~ JIMIIE  KIITUH  mepudepudHoi  KpoBi  [piBEHb
nokaszoBocti III, kirac pekomenaanii Al.

* bioncis JIB Tta/abo Gioricist KiCTKOBOIO MO3KY MOXE OyTH KOPHCHOIO Y TOMY
pasi, gk iMyHO(GEHOTHUITYBaHHS HE JO3BOJWIO OTPUMATH OJHO3HAYHI
pe3yabTaTti I BeTtaHoBIIeHHs niarHo3y XJIJI [piBenb mokazoBocti IV, kiac
pexkoMmenaaii Aj.
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CTAJIFOBAHHS TA OIIIHKA PU3UKIB
Pannsa, acumnmomna cmaoin
3axBOpIOBaHHS Ha paHHIM, AaCUMIOTOMHIM cTajii 3TiAHO 3 CHCTEMOIO
cranitoBanas Rai (Pes) a6o Binnet (bine) (Tabauus 1) He motpedye mogaTkoBOi
OI[IHKM PU3UKIB (AUB. HUXKYE po3aLl «BefgeHHs paHHIX CTaJ1ii 3aXBOPIOBAHHS).
[Ticns mepmoro poxky CIOCTEPEKEHHSI, TPOTITOM SIKOTO BC1 MalllEHTH MOBUHHI
OIISAaTHCSA KOKHI 3 MiCAIl, 3a MaljicHTaM1 MOYKHA 31HCHIOBATH HArJIsgd KoxHi 3-12
MICSI[IB 3aJIe)KHO BIJ] TOLIUPEHOCTI Ta JMHAMIKM 3aXBOPIOBAHHS, BUKOHYIOUU
HACTYIHI peKoMeH10BaH1 oocTexxeHHs (Tabmuus 2):
*30ip naHMX aHAMHE3y Ta 3arajbHi MEIWYHI OTJISU, B TOMY YHCII peTeiabHa
najnbmailis ycix nuisHok JIB, cene3iHku Ta NediHKY,
e3arajpHUN aHai3 KPOBI 3 BU3HAYEHHSM BMICTY KJITUH KpPOBI, BKJIIOYHO 3
JEUKOIIMTapHOIO (hOPMYIIOLO.

Cranis Bu3znauennsa

Cranis A 3a bine Hb > 100 r/x (6,21 mMounb/n),

TpoMOoruTH > 100 X 10%/n

< 3 [iISHOK ypa)keHHs JiM(OITHOT TKAHHHI®

Cranis C 3a bine Hb < 100 r/n (6,21 MMoB/1),

tpoMmboruTH < 100 X 10%/n

Huspkuii pusuk Cramis Jlimdporuro3 > 5 x 10°/1
03a
Peem
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Bucoxkuii pusnk Cragin Jlimponurosz 1 Hb < 110 r/x (6,83 mmounb/n) 3
[II3a  mimdoaneHonaTiero/opranomMeraiiero abo 6e3 HUX
Peem

Cranis Jlimpouutos 1 tpomOorutu < 100 x 10%71 3
IV3a nmimdoaaeHonariero/opraHoMmeranieo abo 0e3 HUxX
Peem

OmnucaHi B OpUriHAJMIBHAX KIacu(ikamisx TEPMiHHU 3arajibHOI BUKUBAHOCTI Oyiy BHIaJIEHI, OCKIIBKY BOHU 3MIHHJIHCS
. . 81 - . . o . .
3a ocranni 30 pokis® i He BiOOPAKAIOTH BIUTHBY {HHOBALIMHIX 3aC00IB TiKyBaHHS.

XJUT — xpouiunuit niMmbonuTapuuii jeiiko3; Hb — reMmorio0iH.

# Cucrema bine BpaxoBye 5 NOTEHIIMHUX JIJISHOK YpaXkEHHs: IIKIHHA, aKCHIIsApHa (IIaXBOBa), TIAX0Ba JiM(aaeHonaTis
(omHOOIYHA a0 MBOOIYHA), Cee3iHKa 1 MEUiHKA. Y pasKeHHS BU3HAYAETHCS JIUIIIE HA OCHOBI 3arajibHOI'0 METUYHOIO
OISy Ta He Oepe 70 YBard pe3ysibTaTH Bi3yali3alliiHUX 00CTEeXKECHb JUIS IIeH CTa iFOBaHHS.

AnanToaHo 3i cTatTi Bine Ta criBaBT. [Binet et al.]* 3 1o3Bomy aBTOpiB Ta 3i crarri Pest Ta criBasT. [Rai et al.].™

Ili3na ado cumnmomna cmaois
PekoMeHyeETbCS BHKOHATH HACTYIHI OOCTEXCHHS TIEpea IMPU3HAYCHHSIM
niKyBaHHS [piBeHb goka3zoBocTi 11, kmac pekomennamnii B] (Tabmuis 2):2

*301p MaHUX aHAMHE3y Ta 3arajbHUN MEIUYHHUI OrJsiA, B TOMY YHCII peTeibHa
najbIalis ycix auissHok JIB, cene3iHku Ta MedviHKu;

e3arajpHUN aHaji3 KPOBI 3 BHU3HAYEHHSAM BMICTY KIITHH KpOBI, BKJIIOYHO 3
JEUKOIMTapHOIO0 POPMYIIOIO;

* bioxiMiuyHu{ aHali3 KPOBI 3 BH3HAUCHHSIM piBHIB Jaktataeriaporenasu (JIAI),
OuLTipyOiHY, CHPOBAaTKOBUX PiBHIB Ig, 3 BUKOHAHHSAM IMPSMOT0 aHTHUTII00YIIHOBOTO
tecty (ITAT) Ta Bu3HaUYeHHSAM TanToriao0iHy. MOXyTh BH3HAYaTHCS M 1HIII
MOKa3HUKH 3 METOI0 BUKIIFOUCHHS 1HIIMX MPUYKH IS ICHYt040i anemii. Kpim Toro,
HEOOX1THO OIIHUTH (HYHKI[IFO HUPOK 1 MEUIHKH, TIEPII HIK PO3MOYMHATH CUCTEMHY
Teparnito;

*HeoOXxigHO OIIIHUTH AaHI aHaMHE3y Ta IOTOYHHMM CTaTyC IOJ0 3HAYYIIHX
ek [takux sk iHekuii BipyciB remaruty B (BI'B) 1 C (BI'C),
mutomeraiosipycy (LUMB), Bipycy imyHomedinuty moguau (BUI)] ans
3armo0iraHHs peakTUBAIlli BIpyCiB;
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ITouaTkoBe Ouinku CraniloBanusa Iloganbiue
CTAAIIOBAHHA  Tepeq micast CIOCTEePe:KeHHS
HA MOMEHT NMOYATKOM 3aBeplIeHHS

BCTAHOBJIEHHS JIIKYBAHHSl Tepamil

AIarHO3y

3arajpHuM aHami3 + + + +
KpOBi 3

BHU3HAUYCHHSIM

BMICTY KJIITUH

KpOBI 1

MAPaxXyHKOM

JIEUKOLUTAPHOT

bopmynu

urorenernunuii  (+)° + _ _
(FISH) i

MOJICKYJISIPHO-

TeHCTUYHUH

aHai3 I

BHSIBJICHHS
myTarii TP53 a6o
del(17p)
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B3sarts acnipaty 1 —

OlonTaTy
KICTKOBOT'O MO3KY

Pamionoriuauii - +
Bi3yaizamiitHnui

METO/T

obcrexenns (KT-

CKaHYyBaHHS )

LIMB — nuromeranosipyc; [1P — nosHa pewmicist; KT — komm’totepna romorpadis; BI'B — Bipyc renaruty B; BI'C —
Bipyc renaruty C; BIJI — Bipyc imyHonediuuty moanau; IGHV — BapiaHT Ba)KOro JIaHIfora iMyHOTJ100yITiHY.

& JIume SIKII0 MALi€HT 3pOOUTh 3alUT Ha OLiHKY HOro MPOTrHO3Y 3a MPOrHOCTHYHOK MIKAJIOK.
® JTvre 3a HASBHOCTI KIIHIYHUX TIOKA3aHb.
¢ Jlumue aus migreepxenns [P y paMkax KIiHIYHUX JOCIIIKEHb.

4 Jumme Y paMKax KJIiHIYHUX AOCITIHKEHb, Y MAILIEHTIB 3 KIITHIYHUMHU CUMIITOMAaMH Ta JI0 OYaTKy Oy/b-SIKOro
JKYBaHHSI BEHETOKITAKCOM.

*FISH nna BusBnenns paenerii xpomocomu 17 [del(17p)], mo BmmBae Ha
eKcIpecito myxJauHHoro Oinka p53, Ta, skmo BincytHs del(17p), cexBeHyBaHHS
reHa TP53 nns BusiBieHHs MyTamii B reHl TP53 (Sx MiHIMyM peKOMEHIYEThCS
cekBeHyBaHHS ek30HIB 4-10, ex3oHiB 2-11) [piBeHs nokaszoBocti III, kmac
pexoMeHanii A].6 Y wmaitbytibomy sk anerepHatuBa FISH  moxyTh
BHKOPHCTOBYBATHCS METOIHMKH 3 BUKOPUCTAHHSIM MIKpOUIIiB (MaTpUdHi MeTOH),’
aye OUTBLIICTh JTAaHUX MIOJI0 MPOTHOCTHUYHOI Ta MPEIUKTOPHOI I[IHHOCTI Jenieril
TP53 r1pyntytotecss Ha Metonuii FISH. Ockinbkyn reHEeTWYH1 YIIKOIKEHHS
MOXXYTh €BOJIIOIIOHYBAaTH y XOJ1 3aXBOPIOBAaHHS, II€W aHali3 CIiJi BUKOHATH
sKoMora OJjkue (Hampukian, y Mexkax < 6 MICAIIB) 0 TOYaTKy JIIKyBaHHS
(TaGmums 3);

* MonekynsipHUl aHaji3 A BU3HAYCHHS MYTAllIHOTO CTaTycy TeHa BapiaHTy
BayKKoro Janiora imyHornoOyniny (IGHV) (Tabmums 3);8

* Bizyamizaniiine 0OOCTeXEHHS TpyaHOI KIITKU: JuB. po3ain «Bizyamizariiiai
00CTEKEHHS.
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Komenmap pooéouoi cpynu: Ha momenm po3pobku 0anoi KiiHiuHOI HACMaHo8u
6 Ykpaini memoo cexeenysanmsi 2ewmie6 He OocmynHuu. FISH (memoo
@aroopecyenmuoi 2iopuouzayii in situ) 6 Yrpaini docmynnuil 3a Kowmu nayicHma.

Biomapkep Meton Bukopucranus

IGHV CexBenyBaHHs Bucoka nmporaoctuuna 1, A
o Cenrepy 3HAYYIIICTh;
abo NGS MpPEAUKTOPHA IIHHICTh
s XIT

XIT — ximioimyHoteparisi; KP — kiac pekomennauii; IGHV — Bapiant Baxkkoro naniora imyHorno0ystiny; PJ1 — piBens
nokazoBocti; NGS — cekBeHyBaHHSI HOBOT'O ITOKOJIIHHSL.

baxxaHo BUKOHATHM HACTYMHI JOAATKOBI OOCTEXEHHS JO TMOYaTKy JIKyBaHHS
[piBes nokasosocri I1I, kiac pexomenpaii B]:®

* Xoya aHaii3 KICTKOBOTO MO3KY HE € 00OB’SI3KOBUM JUIsl BCTAHOBJICHHS J1arHO3Y,
BiH € PEKOMEHJOBAaHHWM [IJIsi JIarHOCTHUYHOI OI[IHKA y pa3l HEUYITKO BHPAKEHOT
uToneHii abo 3a HasIBHOCTI HeomgHo3HayHoro (enortury. Pesymprar Oiomcii
KICTKOBOTO MO3KY MOXE€ PO3TJISAATHCS SK OAWH 3 BUXIIHUX MNapaMmeTpiB IS
OIIIHKH BIJIIOBI/II HA JIIKYBaHHS,

* Posmupenuit ananiz meronmom FISH (abo anami3 Ha OCHOBI MIKPOYIIB) 10
MOYATKY JIIKYBaHHS MOKE€ JJO3BOJIMTH BUSBUTH JIOJATKOBI IIMTOTCHETUYHI aHOMATIT
[manmpuknan, del(11q) abo Tpucomiro 12];

*TectyBanHs Ha renmatuT E € HEoOOB’sI3KOBUM, ajie Oro BHKOHAHHS OCOOJIMBO
PEKOMEHYE€ThCSI PO3TIISHYTH, SIKIO Y MAI[lEHTAa OTPUMAHO TO3UTHBHI pe3yJIbTaTh
TECTYBaHHS Ha BI'B;"
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* CupoBaTkoBuii  [B2-mikporinoOynin (B2M) € BaxiIMBUM TPOTHOCTUYHUM

MapKepoM, SIKUM BXOJIUTH 10 MIKHapOJHOIO MPOTHOCTHUYHOTO 1HAeKCY aig XJIJI
11
(CLL-IPI).

Bizyaaizauniiini o0crte:kennsi. Paniorpadiuni BizyanizauiiiHi 00CTEXEHHS
[ckaHyBaHHS MeToJoM Kowmil toTepHoi Tomorpagii (KT), marHitHo-pe3oHaHCHOT
tomorpadii (MPT)], sik mpaBuio, HE PEKOMEHAYIOTHCS ISl ACUMIITOMHUX MAII€HTIB.
Paniorpadiune Bi3yautizalliitne 00CTEeKEHHS METOJI0M KT-ckanyBaHHs
PEKOMEHYEThCSI BHKOHYBATH y CHUMIITOMHHUX TIAIli€EHTIB 3 METOK BHUKIIOUCHHS
nereHeBoi 1HGUIBTpamii abo IUIeBpajdbHOro BHUIOTY, oOymoBienux XJIJI. Sk
aNbTepHATHBA MOXYTh po3risiaatucs MPT, peatrenorpadist opraHiB rpyIHOT KIIITKH
abo ynbTpa3BykoBe gociikeHHs (Y3J]) opraHiB 4epeBHOI MOPOXKHUHM, SKIIO €
POTUTIOKa3aHHS 10 BUKoHaHHS KT-ckaHyBaHHs a00 Take CKaHYBaHHS HEJIOCTYITHE.

3aranom KT-ckanyBaHHs 1ui, OpraHiB rpyJaHO1 KJIITKH, YEPEBHOI MOPOKHUHU
Ta Majoro tazy abo MPT MoxxyTh OyTH KOPUCHUMU JIJISl OIIHKHM ITyXJIMHHOTO TATaps
Ta pusuky cuHiapoMy Jisucy myxuuHu (CJIII), ocobmuBO 10 MOYATKy JIiKYBaHHS
iriditopom BCL2 Benerokiakcom. Kpim Toro, KT-ckanyBanHss Moxke OyTu
KOPUCHUM IS BHUKOHAHHS BHXIJHOI Ta 3aKJIIOYHOI OIIHKA Yy KJIIHIYHHUX
,ZIOCJIi}I)KCHHSIX,lZ a TaKOX JUIS OI[IHKKM KJIIHIYHOI BIAMOBIA1 y TAIIEHTIB B KITHIYHIH
npakTuil [piBeHb nokazoBocti III, kmac pexomenpanii C]. Y maifi€eHTIB MOXHIOTO
BIKY MOXe OyTH PO3TJITHYTa MOKJIMBICTh BUKOHaHHS ¥Y3/[ 1 peHTreHorpadii opranis
rpyaHoi kiitku 3aMmicte KT-ckanyBaHHS.

Ilpozno3s

I[Ipu XJIJI BUKOPUCTOBYIOTHCS JBI  KIIHIYHI CHCTEMH  CTaJllOBaHHS
(Tabuums 1)."** O6unsi cucremn cragirosanns (Bine i Pest) BUAUISIOTE TpH IpyIH
nauientis 3 pisanm mporsosom (Tabmums 1).*'* V pesynsrari 3acrocoBysanms
Ot eexkTuBHOI Teparmii 3aranbHa BIKHMBaHICTH (3B) mamieHTiB 3 MI3HIMHU
CTaJisIMH 3aXBOPIOBaHHS 36iJ’II>HII/IJIaCH,l5 1 3HAYYIIICTh ITUX CUCTEM CTaIIOBaHHS JJIs
OIIHKH MPOTHO3Y 3HU3UJIACH.

MoXXyTh BHKOPUCTOBYBATHCS JOJATKOBI MapKepH i OIIHKKA MPOTHO3Y Y
narieHTiB 3 XJIJI. TlamienTtn, y skux BusBiaserbes del(17p) a6o myrtamis TP53,
MaroTh HaWTIPIIMKA MPOTHO3 MPUHANMHI B epy ximioimyHoTtepamnii (XIT), 3 MemiaHoio
3B 2-5 pOKiB.lG’17 [IporHo3 I IUMX TAMEHTIB 3HAYHO TOKPAITUBCS ITICIsA
BIIPOBA/UKEHHs iHTIOITOpiB pementopis B-xmitna (BCRi)'® ta ixri6iropa BCL2
BEHETOKJAKCY. TWM HE MEHI, aHami3u B MIATPyNax y paMKax MTPOBEICHUX
JOCTIHDKeHBb TMOKa3aid, 10 HasBHICTH MmyTamii TP53 mpomoBxkye 00yMOBIIOBATH
HECTIPUATIMBUI MPOTHOCTUYHUHN 1 NPEIUKTOPHUN BIUIMB HABITh MPHU 3aCTOCYBaHHI
JeSKUX IHT10ITOPHUX TpemnapariB. PaHime HECPUSTIMBUN MPOTHO3 Y TAIIEHTIB 3
del(11g) (~20%) cyrreBo mokpammBcst 4yepe3 3actocyBanHs XIT daynapabinom,
mukiodochamimom 1 purykcumabom (cxema FCR) Ta iHHOBamidHuUX 3aco0iB
TapretHoi Teparmii, Takux sk BCRi i Benetokmakc.'®?! Myranii iHmmx renis, Taxnx
sk NOTCH1, SF3B1 a6o BIRC3, RP815,22’23 a Takox komruiekcHui kapiotun (KKT)
(110 BU3HAYAETHCSA MPU HASIBHOCTI > 3 a00 > 5 aHoMaiiil 3a pe3yibTaTaMH aHaji3y
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MeTOOM  aAudepeHiiiiHoro  (apOyBaHHS  XpOMOCOM) €  IPEAUKTOpaMu
HECTIPUSTIUBOrO MPOTHO3Y 3a BIACYTHOCTI Jenenii/myTariii TP53 1 MatoTh BUBUATHUCS
y KIHIYHAX TOCTiWKeHHAX [piBenb mokasosocti I, kmac pexomenmamii C].%*%
OckulbKH JIEHKEMIYH1 KJIOHU MOXKYTh €BOJIIOIIOHYBaTH, aHanizu metoaoM FISH nis
Bu3HaueHHs del(17p) 1 mytanii TP53 HE0OXiIHO MOBTOPHO BUKOHYBATH nepes 0y ib-
SIKOIO JIIHIEI0 Tepamii [piBeHb 1oka30oBocTi III, knac pexomenaarii A].

[Tpubnuzuno 60% nauientis 3 XJUJI, mo noTpeOytoTh Tepamnii, He MalOTh MyTallii
IGHV.?** Kmituan XJUI 3 Bimcyrmictio mytamiii IGVH MaioTh GilbII BHCOKY
F€HETUYHY HECTAaOUIbHICTh 3 BHUIIMM pPHU3UKOM HAsABHOCTI HECHPUSTIUBUX
reHeTHYHUX MyTarid. 3B 1 bac 10 HeOoOXIMHOCTI 3aCTOCYBaHHS JIIKYBaJbHOTO
BTpPYYaHHS B 1[I TPy Malli€eHTIB 3HAYHO KOpOTIIi [piBeHb nokazoBocti III, kmac
pexkomenaarii Aj.

3 METOI0 CTBOPEHHSI KOMIUIEKCHOTO THCTPYMEHTY ISl Tepe0adyeHHs KITHIYHUX
HACIiAKiB y mamientis 3 XJIJI mporonyBamucst pisHi mporHoctruni mxamm. 2t
kana CLL-IPI BpaxoBye crajito, BiK, CTaTyCc 3a HasgBHICTIO MyTauii TP53, craTyc
3a HasBHIcTIO MyTalli IGHV 1 cupoBatkoBuii pisenbs B2M Tta Buniisie 4oTHPHU Pi3HI
NPOrHOCTUYHI MIATPYINH, IO JTO3BOJSIOTH MPOTHO3YBaTH 3B." Illkama CLL-IPI ¢
mupoko BamigoBanor.>** Ils mporHocTMdHa Momens Oyma po3pobIeHa IS
i1eHTHdIKalii TpboX Tpyn maiieHTiB: (1) marieHTH, SIKUM He MOKa3aHe JIKyBaHHS
(HM3BKHUI PU3UK), OCKUIBKH Yy HUX BIIMIYAETHCS YK€ CHPUATIMBUM MPOTrHO3 0Oe€3
JNiKyBaHHA, (2) TaIli€eHTH, $Ki, SK TPaBWIO, JIEMOHCTPYIOTh JTOCUTH 3aJ0BUIbHI
KJIIHIYH1 Hacliaku npu 3actocyBanHl XIT (cepemHiil Ta cepeHii/BUCOKHI PU3HK),
0COOJIMBO SIKIO 1HHOBAIIKMHI 3aCO0M HE AOCTYIHI JJIs Teparii mepioi jiHii; ta (3)
MaIli€EHTH, SIK1 TOBUHHI OTPUMYBATH 3aCO0U TapreTHOI Teparii y paMKax Iepuroi JiHii
Teparii, ockineku Ximiorepamis (XT) € Hee(eKTHBHOW (IyXe BHCOKHH pH3HK).>
[Ipote, y 3B’53Ky 31 3pOCTaHHSAM YaCTOTH BUKOPUCTAHHA 3aCO0IB TapreTHOi Tepamii
SK TIEPIIOi JIHIT Teparii He3aJaeXHOo Bia npodiuio (GakTopiB pU3UKy Mali€eHTa POJIb
CLL-IPI HeoOXiTHO YTOYHUTH J0JIaTKOBO.

Hini mepanii

Ockinbku 'y OumemocTi  Bumaakie  XJIJI  3anummaeTbcs  HEBUIIKOBHUM
3aXBOPIOBAHHSAM, ILUIAMH Tepamii € TMOKpPAIIeHHS SKOCTI XUTTSA Ta TMOJOBXKEHHS
TEPMIHY OKUTTS. Y TOBCAKIACHHOMY JKHTTI BaXJIWBI KIHIIEBI TOYKH, fKI
BUKOPUCTOBYIOTHCS IS OIIHKK JIIKYBaHHS B KIIHIYHHUX JOCTIIPKEHHSAX, TaKl SK
JacTOTa BIAMOBIAI HA JIKYBaHHS, CTaTyC 1100 HASBHOCTI MiHIMAJIbHUX 3aJTUIITKOBHX
o3Hak 3axBoproBaHHsA (M33) abo BmwxkuBaHicTh 0e3 mporpecyBanHs (BBII), MoxyTh
OyTu OUTBII 3HAYYIIUMH JUIS MOJIOAWX TIAIIEHTIB Ta/a00 TAaIi€HTIB 3 J00puUM
3arajJbHUM CTaHOM 3JI0POB’Sl, HDK JUISl TAIIEHTIB OUIBII CTapIIoro BIKy Ta/abo
MAIli€HTIB 31 3HAYYIIUMH CYIMYyTHIMH 3aXBOPIOBAHHSIMH. 3PEIITOI, Yy OUIBIIIOCTI
MAIlEHTIB BUKUBAHICTh 3aJICKHUTh BiJ €(PEKTUBHOCTI Ta BHOOPY IOCIiTOBHOCTEH
CXEeM JIIKYBaHHS, K1 IPU3HAYAIOTHCS MPOTATOM 3aXBOPIOBAHHS.
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Pexomenoauii

* Cucremu ctajgitoBanHs bine Ta Pes 3 KIIHIYHUMU CUMOITOMaMHU € 3HAYYIIUMHU JJIs
MpU3HAYEHHS JIIKyBaHHs [piBeHb qoka3oBocTi I, kinac pekomenaanii A].

* Hassuicts del(17p), cratyc 3a HasBHICTIO MyTanii TP53 1 cTaTyc 3a HasBHICTIO
mytauii IGHV € 3nauymmmu nns BuOopy Teparii Ta MalOTh OLIHIOBATUCS 0
NOYaTKY JIIKyBaHHS [piBeHb qoka3zoBocTi I, kimac pexkomenaaii A].

* Pytunna ouinka jis BuzHaueHHs del(17p), crarycy 3a HasBHICTIO MyTaiii TP53 1
cratycy 3a HasBHicTio MyTtanii IGHV Ha panHIX Ta acUMOTOMHUX CTaIisx
3aXBOPIOBAaHHS  HE  PEKOMEHAYEThCA  [piBEHb  JIOKa30BOCTI  V,  Kiac
pekomenartii D],

* PyruHHe BUKOHAHHS Bi3yalli3alliiHUX OOCTEXKEHb MiJ] Yac Mepiogy CIOCTEPEIKECH Hsl
Ta OYIKYBaHHS HE PEKOMEHIYETHCS, SKIIO BIACYTHI KJIIHIYHI CUMITOMH [pIBEHb
JoKa30BocTi V, kiac pekomenaarlii EJ.

BEJEHHSI PAHHIX CTAJINA 3AXBOPIOBAHHSI

Cmaoii A i B 3a bine 6e3 akmuenozo 3axeoprosanns; cmaoii 0, Ii Il 3a Peem
0e3 aKmueHo20 3axX60pPOBAHHA

Panimie  mpoBeneHi  MOCHIKEHHS — MMOKas3alid, 110 paHHE  JIIKYBaHHS
XiMiOTepalleBTHYHUMH 3aco0amMu  He 3a0e3mnedye TIepeBar I BW)KHBAHHS Y
MaIli€HTIB 3 PaHHIMU CTaI1sIMU XJ1J1. %38 Pe3ynbraTi KIHIYHUX TOCHIIKEHB, B IKUX
OI[IHIOBAJIOCSI pPAaHHE JIIKyBaHHs 1HHOBAI[IWHUMH 3aco0aMu, BCE 1€ OYIKYIOTHCS.
CranmapTHUM TIAX00M J0 JIIKyBaHHSI MAI[I€EHTIB 3 PAHHIMH CTaJ1IMH 3aXBOPIOBAHHS
€ CTpaTerisi CHOCTEpPEKEHHS Ta OYIKyBaHHS [piBeHb J0Ka30BocTi [, Kiac
pexkomenaanii A]. HeoOXimTHO BHKOHYBAaTH 3arajbHI aHaji3W KPOBI 3 BHU3HAYCHHSIM
BMICTY KJIITHH KPOBI Ta KJIIHIYHI OOCTEKEHHS KOHI1 3 MICSAIll MPOTATOM IEPIIOTO
POKY CIIOCTEPE)KEHHS B YCIX MAIIEHTIB 1 MICJISI ITLOTO — KOXH1 3-12 MiCSITIB.

Uepe3 aediuuT BIAMOBIAHUX KIIHIYHUX JOCHIKEHb HE MOXKHA JAaTH HISKHX
JIOKAa30BUX PEKOMEHAIM 1mo/0 JiKyBaHHs jokanizoBaHoi JIKJIJI Ha panHii cTaxii,
aje iCHye KOHCeHcyc 1mojo Ttoro, mo BeaeHHs JKJIJI mae Oyru momiOHUM 10
BenenHs XJIJI. JlokoperionapHa pajioTeparis mMae OyTH PO3TJSHYTa JIMIIE Yy pasi
CUMIITOMHOI1 JiMpazeHonaTii y OKpeMHUX TaIieHTiB 3 JIokanizoBanoro JIKJIJI.

Pexomenoauin

e CTaHZApTHUM TIIXOJOM JIO JIIKYBaHHSA TAIlIEHTIB 3 PpaHHIMH CTadisIMH
ACUMIITOMHOTO 3aXBOPIOBAHHS € CTPATETisl CIIOCTEPEIKECHHS Ta OYIKyBaHHS [pIBEHb
noKa3oBocTi I, kiac pekoMmenmamii A].

BEJIEHHSI ITI3HIX CTAJINA 3AXBOPIOBAHHSI

Cmaoii A i B 3a bine 3 akmuenum 3axeoproeannuam aoo cmaoia C 3a bine;
cmaoii 0-11 3a Peem 3 akmuenum 3axeoprosanuam aoo cmaoii I11-1V 3a Peem

3arajgomM, SIKIIO € MOXKJIMBO, TMAIIEHTH TOBWHHI OTPUMYBATH JIIKyBaHHS Y
pamMKax KJIIHIYHOTO JOCIIIKEHHS sl Oy Ib-SIKUX JIHIN Teparrii.

IMoka3zanns 10 JikyBaHHs. Y pa3i 3aXBOPIOBAHHS CEPEIHBOTO PU3HKY (cTamii |
1 IT) ta Bucokoro pusuky (craxaii III 1 IV) (3a mogudikoBanow kinacudikaiiero Pes,
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mo Bignosigae crafiiM B abo C 3a bine) mamientu 3a3Buyail OyayTh OTpUMYyBaTU
KOPHUCTh BIJ MOYATKy JIIKYBaHHsS, XO04a 3a JEAKUMHU 3 LHMX MalieHTiB (0COOIMBO
MAIIEHTIB 3 cepeqHIM pu3uKoM 3a Peem abo 31 ctamiero B 3a Bine) MoxHa Bectu
CHIOCTEpeXKEHHSI 0e3 TMpU3HAYCHHSA JIIKYBaHHS, TOKA HE 3 SABISATHCS O3HAKU
MPOTrPECyIYOro a0 CHMIITOMHOTO 3aXBOPIOBaHHS (CYKYITHO BH3HAYEHI SIK «aKTHBHE
3axBoproBaHmHs»).” HeoOXiZHO dYiTKO 3aJOKyMEHTYBATH HASBHICTh «AKTHBHOIO
3aXBOPIOBAHHS» IS ToyaTKy Teparii. [Ipu boMy Mae BUKOHYBaTHCS Xoua O OJMH 3
HACTYIMHUX KPUTEPIiB:

*O3HaKd TPOrpecyrouoi HEIOCTAaTHOCTI  (PyHKIT KICTKOBOIO MO3KY, IO
NPOSIBIIIETHCS PO3BUTKOM a0O0 TMOTIPIICHHSIM aHemii Ta/abo TPOMOOIMTOIEHI].
3a3Buyail, TOPOrOBUMHM JJII HEOOXIIHOCTI MOYATKy Teparii BBa)KalOThCS PIBHI
remoro6iny (Hb) < 100 /1 (< 6,21 mMmons/1) a6o TpomGouutie < 100 x 10%/1.
TIpoTe ciix BiAMITHTH, 0 y AESKUX MAmieHTiB BMicT TpomGomuTi < 100 x 10%/
MOJKE 3aJTUIIATUCS CTAOUTBHUM MPOTATOM TPUBAJIOTO MEPIOy Yacy; Taka CUTYaIlis
HE BUMAarae aBTOMaTHYHO MOYATKY JiKyBaHHS;

* MacuBHa (To0TO > 6 CcM HIK4Ye JiBOi pebepHoi ayru), abo mporpecyroua, ado
CUMIITOMHA CTJICHOMETATis;

*MacuBHa (To0T0 > 10 cM 3a HalOUIBIIUM JiaMeTpoM), abo mporpecyroda, adbo
CUMIITOMHA JIIM(aeHOMaTi;

s [Iporpecyrounii mimMmdonuTo3 31 30UIbIIeHHSIM Ha > 50% MOpOTATOM 2-MiCSIYHOTO
nepioay, abo yac moaBoeHHS KuibkocTi JiMmdonutie (UIJI) < 6 wmicamis. UITJI
MOke OyTH BH3HAYCHUW IIUISIXOM EKCTPamoJiAIii METOJOM JIHIHHOI perpecii
3Ha4YeHb abcotoTHOro uncia JiMporutis (AYJI), oTpumyBaHuX Yepe3 2-TH)KHEBI
IHTEpBaJIX MPOTITOM MEPIOAY CIOCTEPEKEHHS TPUBAIICTIO 2-3 MICSIIl; MAIIEHTH 3
OYATKOBHMH 3HAYCHHSAMH BMicTy mniMdomuriB v kpoi < 30 x 10%1 MoxyTh
notpedyBaTH OUIBII TPUBAIOTO MEPIOAy criocTepekeHHs aisi BusHaueHHs YUIJI.
HeoOximHo BukmrountH iHII (okpiMm XJIJI) dakTopu, sSKi MOXYTh CHPHATH
BUHUKHCHHIO JIMGONUTO3Y (Hampukiam, iHQEKIii, 3acToCyBaHHS CTEpOimiB),
oco0uBo skio Yl € enuanM KpuTepieM s TOYaTKy JIIKYBaHHS;

* AYyTOIMYHH1 YCKJIQJHEHHS, B TOMY YHCJII aHeMis abo TpOMOOIIMTOIEHIs, IO
MIOTaHO BIATIOBIAAIOTH Ha TEPaIit0 KOPTHKOCTEPOINaMHu;

* CumntoMHe a00 (PyHKI[IOHAJIBHE €KCTPAaHOJANbHE YPAKEHHS (HANPHUKIAM], IKIPH,
HUPOK, JIET€Hb, XpeOTa);

* OOyMOBJICH] 3aXBOPIOBAHHSM CHMIITOMH, 1110 BU3HAYAIOTHCS HASIBHICTIO OY/b-SKO1
3 HACTYITHUX O3HAK:

o Henasmuche 3umkenHs Macu Ti1a Ha > 10% 3a octaHHI 6 MICSLIB;

o 3HayHa MiJBHINCHA BTOMJIIOBAHICTH [Ha piBHI 2 OamiB abo Tripiie 3a IIKajolo
omiaku (QyHKIioHANIBHOTO cTatycy CximHoi 006’emnanoi rpynu (ECOG PS);
HalieHT He MOKE MpaloBaTH ab0 HE 3/aTHUI BUKOHYBAaTH CBOi MOBCAKICHHI
BUJIU JISUTBHOCTI];

o Emizomu migBumenHs temmepatypu tina > 38,0°C mpoTsrom > 2 THXKHIB 0e3
03HaK iH}eKIiT;

o Hiuna mitnuBicTh npoTsirom > 1 micils 6€3 03HaK 1H(eKIii.



19

HeoOxigno Buxmrountu iHm (okpim XJIJI) dakropu, siKki MOXYTh CHpUSATH
BUHUKHEHHIO [MX CHMITOMIB (HampuKiIaa, BTOPUHHI HOBOYTBOPEHHS, 1H(QEKIIIi,
po37agu CHy, TPHUBOXHICTb, MEHOIMAay3a), OCOOJUBO SAKIIO OyIb-SIKMM 3 LHUX
CUMIITOMIB € €IMHUM KPHUTEPIEM JI MOYATKY JIIKyBaHHS.

Tepaniss mepmoi ainii. /{ns Tepamii meprioi diHIi AOCTYNHI pi3HI CTpaTerii
nikyBanHs (PucyHok 1); Oe3mepepBHE JIKyBaHHSI 1HTI0ITOpaMH THPO3WHKIHA3ZH
bpyrona (BTKi), Takumu sk 10pyTuHiO, [0 BHSBJICHHS MpPOTrPECyBaHHs
3aXBOPIOBaHHs 200 OOMEKEHa y yaci Teparisi OCHOBHUMU cxeMaMH XT 3 aHTUTLIaMU
no CD20. Kpim toro, YmpaBiaiHHS 3 KOHTPOJIO 33 NMPOAYKTAMH XapyyBaHHS Ta
nikapcekumu 3acobamu CIIA (FDA) 1 €Bpomneiicbke areHTCTBO J1KapChKUX 3ac001B
(EMA) mHemomaBHO CXBallMWJM 3aCTOCYBaHHsS KOMOIHAIli BEHETOKJIAKCY 1
001HyTYy3yMaly sIK Teparii nepuioi JiHii mpu XJUL# Takum unHOM, 15 0GMEXKEHA y
qaci cxema JikyBaHHs 0e3 3actocyBaHHS XIT € anbTepHaTHBHUM TPETIM BapiaHTOM.
Pimenns 1moao JiKyBaHHS Mae MPUAMATHCS 3 BpaxyBaHHSIM CTAaTyCy 3a HasSBHICTIO
myTtanii IGHV 1 TP33, a Takox mNoB’s3aHMX 13 MAllEHTOM (aKTOpiB, TAKUX SIK
3aCTOCOBYBaH1 CYMYTHI JIIKapChKi 3aCO0M, ICHYIOY1 CYMYTHI 3aXBOPIOBAHHS, OUIBII
NPUAHATHI JIJIs1 TIALIEHTA MMIXO0AH, TOCTYITHICTh JIIKAPCHKUX 3aC001B Ta BIpOT1AHICTD
JOTPUMAaHHS MPU3HAYCHOT CXEMHU Teparlii.

JlikyBaHHA 1O BHSBJICHHS TPOTPECYBaHHS 3aXBOPIOBaHHA 10pyTHHIOOM Y
BUTJIAAI MOHOTepamnii abo y komOiHamii 3 antuTiiamu 1o CD20 3abesneuyBano
tpuBanimy BBIl y mnopiBusani 3 XIT dikcoBanoi TpuBaigocti [cxema FCR,
OeHgaMycTHH TuTIOC puTykcuMab (cxema BR), xmopamOymun mmtoc 061HyTy3ymMal] y
pangomizoBanux  gociimkenHsx Il ¢a3m  [piBeHr nmokazoBocti [, Kiac
pexomenrnanii A].>*° Tlpore, omrumanbha TpuBaNicTs JKYBaHHSA iOpPYTHHIGOM
Hapasi He Bu3HaueHa. [lani omgHoro mocnimkenHs I ¢dasu, B sskoMy mopiBHIOBaIU
JiKyBaHHA 10pyTHHIOOM TUTIOC pUTyKcuMal 31 cxemoro FCR y Momonux mamieHTiB 3
I00pUM 3arajlbHUM CTaHOM 370pOB’S, BKa3ylOTb Ha T€, IO MOXYTh ICHYBaTu
mepeBard JIiKyBaHHS iOpytuHiGoM mis 3B mamientiB.’’ J[Ba omyGumikoBami
JOCIIIJDKEHHSI, B SIKMX JIO3BOJISIIOCS TEPEBEACHHS IMAIlEHTIB Ha 10pyTHHIO, SKIIO y
HUX Oyso BusBIeHe mporpecyBaHHs micias XIT, Ha maHuii MOMEHT HE BHSBHIN
HISIKMX BIIMIHHOCTEH 3a 3B.%:% Hocmimkenas Alliance mopiBHioBanmo cxemy BR 3
10pyTHHIOOM y BUTIIAAI MOHOTepamii Ta 3 10pyTMHIOOM IUIIOC pUTYKCHMab y
MaIieHTiB BIKOM > 65 PpOKIB 1 IMOKa3aJio BiICYTHICTh BIAMIHHOCTEH MDK JBOMa
rpynamMu 13 3acTOCyBaHHSIM 10pyTHHIOy, ajie BUSBHIO CTATUCTUYHO 3HAUYIIY
BimMiHHICTh 32 BBII B 000X rpymax i3 3acTocyBaHHSAM 10pyTHHIOY y MOPIBHAHHI 31
cxeMmoto BR (74% y nopiBusiaHi 3 87% i 88% depes 2 poku BiamosixHo).”® ¥V pamkax
nocmmkenass ILLUMINATE mamierTn Bikom > 65 pokiB abo marieHTd 31
3HAYYIIMMH CYMYTHIMH 3aXBOPIOBAHHSAMHU OyJIW paHIOMI30BaHi MJis OTpPUMaHHS
XJIOpaMOyImiTy Tiroc 00iHyTy3ymMad (mpotsrom 6 micsiiB) abo i0pyTHHIOY TITHOC
00inyTy3ymab. Uepes 30 micsIliB JiKyBaHHS OyJI0 BU3HAYEHO CTATUCTUYHO 3HAYYIILY
BinminHIcTh 3a BBII, sixka cranoBuna 79% [95% noBipumii inTepsan (1) 70-85] B
rpyni i0pyTuHIOY TUTFOC 001HYTY3yMa0 y mopiBHsHHI 3 31% (95% /I 23-40) B rpymi
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XJIOpaMOyIMITy IUTI0C 001HYTY3yMa0; TPEThOi IPYIH 13 3aCTOCYBAHHIM 10pyTHHIOY K
MOHOTEpanii y HboMY AOCIIIKEHH1 He OyJI10.

Hocnimxkennss ELEVATE  omintoBaio  BTKi  akamaOpyrtuni®é y Burisni
MOHOTepanii Ta y KoMmOiHamii 3 o00iHyTy3ymabom y mnopiBHaHHI 3 XIT
XTOpaMOYIIHIOM IITIOC 00iHYTY3yMab y mamientiB moxmimoro Biky 3 XJIJL* Ile
JOCJIIJDKEHHSI TPOJAEMOHCTPYBAJIO UITKY TIepeBary 3acTOCyBaHHS 000X cXeM
JikyBaHHA 3 akanaOpyTtuHiObom 3a BBII [BimHomenus pusukis (BP) 0,10 (95% /I
0,06-0,17) B rpymi akanabpyTtuHiOy 1witoc o0inyty3zymad; BP 0,20 (95% I 0,13-
0,30) B rpymi akanabpyTuHiOy sik MoHOTeparii]. Ha skxanb, 11e JOCIII)KeHHSI HE MaJio
JOCTaTHbOI CTATUCTUYHOI MOTY>KHOCTI JIJIsl TOTO, 1100 MPOJAEMOHCTPYBATH NEpeBary
70/1aBaHHs 001HYyTY3yMaly A0 akanaOpyTuHiOy. Takum 4MHOM, MOTEHIIIHI IepeBaru
nonaBaHHsa 001HyTy3yMaly g0 BTKi 3anummarorbest He3 sCOBaHMMU, Xo4ya BxKe OYII0
POJIEMOHCTPOBAHO BIJICYTHICTh ME€pEBar 0AaBaHHs pUTyKcuMaly 10 10pyTuHiOy 3a
MOKa3HUKAMU KOHTPOJIIO0 3aXBOPIOBAHHS y TAIIEHTIB MOXWJIOTO BIKY  Ta Y MAI[i€HTIB
3 KpAIIMM 3araibHAM CTAHOM 3/[0POB’S 3 HECIPHUATIMBAM TeHeTHYHIM mpodimem.
AHanizu B MArpynax, BUKOHaHI y TPhOX 3 YOTHPHOX JOCHIIKEHb, HE 3MOTJIHU
NPOJEMOHCTPYBAaTH CTAaTUCTUYHO 3HAUYLIl TMepeBaru JJjsi HEOOMEKEHOi y yacl
Tepanii 1I0pyTHHIOOM ab0 akanabpyTHHIOOM Yy MOPIBHSIHHI 3 0OMexeHoro y yaci XIT
y maii€eHTiB 3 HasBHiCTIO MyTarii IGHV. 3404
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Cumnromumii XJIJI Ha panHiii cragii a6o

XJIJI Ha mi3Hii craaii

| l l

BiacyTHicTb NMyTauii IGHV HasgHicTb MyTawii IGHV anBHiCcTb MyTaLii TP53 abo
del(17p)
. ! . ! . ! . i
MNauieHTn 3 f06pUM MNauieHT 3 noraHnm NauieHTn 3 fo6pum MNauieHTn 3 noraHum Yci nauientn
3araibHUM CTaHOM 3araibHUM CTaHOM 3ara/ibHUM CTaHOM 3aralbHUM CTaHOM
340poB'a ) '

3p0poB'a l

16pyTHHI6 abo |

< od
aKanabpyTuHi6
BeHeToknakc +

BeHetoknakc + i
06iHYyTy3yma6°
XIT: CLBO 16pyT1Hi6 a6o

~ BeHeTORJaKC +
06iHyTYy3yma6*

4 _
16pyThHI6 |
XIT*: FCR®

[piBeHb

16pyTUHI6
[piBeHb
_oxaaoBocri I, Knac )

16pyTHHI6 abo
.‘:\KanaﬁpywmiGd

aKanaprmuiGd
[piBeHb AoKka3osoCTi |, Knag

06iHyTy3yma6"
BeHeToknaKkc

Pucynok 1. Tepanis nepuioi JiiHii.

IMopsiIoK PEeKOMEHIOBAaHMX CXEM JIKYBaHHS Il KOXKHOI MiATPYNH IPYHTYEThCS HA CKCIIEPTHHX BHCHOBKax, SIKi
posrisiianu oOMeXeHy B Yaci Tepariio sk OUTbII LiHHY, SIKIIO ICHYIOTh PIBHOIIHHI JO0Ka30Bi AaHi Ui ABOX PI3HMX
BapiaHTIB JIIKyBaHHS.

BR — 6ennamyctun miroc purykcumad; XIT — ximioimyHoTepamis; CLBO — xiopamOyrmn mitoc 00inyry3yma6; XJIJ1
— XpoHiuHu# JimdonuTapHui jgeiko3; FCR — dnynapadin, nuknodpocdamin i purykcumad; IGHV — BapiaHT Bakkoro
JIQHIIOTa IMYHOTJIO0YITiHY .

® XIT sx anpTepHATUBHUN BapiaHT JIiKyBaHHs, ajle JHMINE HA TOM BMIANOK, KOJU ICHYKOTh apPryMEHTH NPOTH
3aCTOCYBaHHSI JIIKyBaHHSI 3aC00aMU TapreTHOI Teparlii Y1 KoM TakKi 3aCO0M HEJIOCTYITHI.

® Cxema BR Moxe po3IIsSIaTHCS SK abTEPHATHBA Yy MAIICHTIB BIKOM CTapiie 65 poKiB.
¢ SIKI0 JOCTYIHO.

d SIKII0 CXBaJICHO 1 JOCTYITHO.

Beneroknakc miroc o0iHyTy3yMa0, IO 3aCTOCOBYBAIHCS SIK OOMEXKEHa B yaci
cxema Tepamii mpoTsAroM 12 MicsIliB, MOPIBHIOBAIA 3 XJIOPaMOYIUJIOM IUTIOC
06iHyTy3yMa6 (IIpoTsiroM 12 MicsIiB) y MALI€HTIB i3 CYMyTHIMH 3aXBOPIOBAHHAMH. >
Hani pocmimkennss CLL14 mnoxkazanmm, mo depe3d 28 wMicaliB (MemiaHa dacy
cnoctepexensi) BBII cranoBuna 88% wuepe3 24 wicsii B rpymi KoMOiHamii 3
BEHETOKIIAKCOM Y MopiBHsHHI 3 64% B rpymi XIT.” Amamisu B miarpymax Takox
MPOJIEMOHCTPYBAIM CTATUCTUYHO 3HAYYIIl MEpEeBard 3aCTOCYBaHHS BEHETOKJIAKCY
IIoC 00iHYyTy3ymMald y MOPIBHSHHI 3 XJIOPaMOYIMJIOM IUTIOC OOIHYTYy3ymMald st
3axXBOpIOBaHHA 13 HasBHICTIO MyTamii IGHV, sk 1 ayis 3aXxBoproBaHHS 3 BiJICYTHICTIO
mytanii IGHV [mpm wasBHOCTI Mytamii IGHV BP 0,33 (I 0,16-0,70); mpwm
BincyrHocti myranii IGHV BP 0,23 (1I 0,15-0,35)]." Ha nauuit MOMEHT »0IHHX
BimMmiHHOCTeH 3a 3B BusaBineHo He Oyno. KomOiHamii BEHETOKIIAKC ILTIOC
00iHyTy3ymMab, SKIIO BOHA JOCTYMHA, CJIig Hamatu mnepesary mnepen XIT mms
JKyBaHHS TAIIEHTIB 13 CYMyTHIMH 3aXBOPIOBAaHHSAMH [piBeHB JOKa30BOCTi I, kmac
pexomenmanii A].
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OckulbKM JaHl MIOJ0 JIKYBaHHS BEHETOKJIAKCOM IUTIOC OOIHYTy3ymMal st
MAIIEHTIB 13 JOOpUM 3arajlbHUM CTaHOM 3J0pOB’S Hapasi 1€ HEIOCTYIHI, YITKHX
pEeKOMEHaIlIi ISl 11€l TPYIU MAIIEHTIB JIaTH MOKHU 110 HE MOKHA, alleé OYIKY€EThCH,
110 L KOMOIHallig TaKOK MPOJIEMOHCTPY€E NIEPEeBaru y Takiid KJIHIUHIA CUTYaIlli.

[Ipu 3a1ficHeHH] BUOOPY MIXK JIKYBaHHSM BEHETOKJIAKCOM ILIIOC O0IHYTy3ymad
y OpiBHSHHI 3 10pyTHHIOOM a60 iHmMMu BTKi nepeBaru matrme ooMmexxeHa y yaci
cXeMa JIIKyBaHHS, aje NpH IbOMY HEOOXIIHO BpaxoByBaTH Npodiib MOOIYHHUX
edekTiB (pu3uK nopymeHHs QyHkuii Hupok Ta puzuk CJII y mopiBHSHHI 3 pU3HMKOM
¢G106punsuii nepeacepb Ta KPOBOTEY), CHOCIO BBEJEHHS [BHYTpPIIIHbOBEHHE (B/B)
BBEJICHHS NpPHU 3aCTOCYBaHHI KOMOIHOBaHO1 Tepamii y 3B’SI3Ky 3 HEOOXIAHICTIO
1H(Y31MHOTO BBEACHHS AHTUTLI y MOPIBHSHHI 13 JUIIE NEPOPAIbHUM MNPUIOMOM
npenapariB], IHTEHCHBHICTh KOHTPOJIO 3a mHalieHTamMu (5-THXKHEBUH mepion
NOCTYNOBOTO MIABUIIECHHS 7103 MPHU 3aCTOCYBaHHI KOMOIiHaIlil) Ta KOPOTIIMIA Mepiof
MOIAJIBIIIOTO CTIOCTEPEKEHHsI [piBEHb IOKa30BOCTI V, Kilac pekomeHaaiii B].

XIT Bce onHO MOXe pO3rNANaTUCA K NPUUHATHUN BapiaHT Tepamii Mmeprioi
JHIT ISl TMAaIiedTiB 13 J00pUM 3arajdbHUM cTaHoM 370poB’st 3 XJUJI 1 HasBHICTIO
mytarii IGHV [piBenp mokasoBocti II, kmac pekomenmauii BJ.*** TIpu
KOHCYJIbTYBaHHI TMAIll€EHTIB HEOOXIIHO BpaxoByBaTH BimjaneHi pusuku XIT —
3MaTHICTh CHPUYMUHITH BTOPUHHI HOBOYTBOPEHHS, JIEHKO3W/MIEIOAUCIIIIACTUYHI
cugapomu (MZIC) Ta indexuii. IlogiOHUM ymHOM, HEOOXIAHO BpPaxOBYBaTH Ta
0oOroBOpIOBaTH 3 TMAI[IEHTOM HAsABHICTH B aHaMHE31 CYMyTHBOI GiOpuisIii
nepencepab, UUTYHOUYKOBUX apuTMiil a0 IHIIMX CEpPUEBO-CYAMHHUX PO3JIAJIiB,
CYNyTHBO1 aHTUTpOMOOIMTApHOI ab0 AaHTUKOAryJIsSHTHOI Teparii, 3aCTOCYBAaHHS
IHITUX CYNYTHIX JIKapChKUX 3ac0o0iB abo mpoOjeM 13 JOTPUMAaHHIM I1HCTPYKITIN
miKaps MALieHTOM, mepm HiK posmoumHatH Tepamio BTKi*®*" 3 ormsmy Ha
HEOOXITHICTh MOCTYIIOBOTO MiABUILECHHS 03 BEHETOKIIAKCY HEOOXITHO OOTOBOPUTH
NUTaHHS JTOCTYIMHOCTI MEAUYHOTO HEHTPY JUISl MAali€HTIB, IS SAKUX PO3TISIAETHCS
MOXJIMBICTh 3aCTOCYBAaHHS JIIKYBaHHS BEHETOKJIAKCOM-OOIHYTYy3yMaOOM, a TaKOX
MUTAHHS BIZICYTHOCTI JAaHUX JIOBFTOCTPOKOBOT'O CIIOCTEPEKEHHS ICIIs TaKOi Tepartii.

Cepen marieHTiB, ki maroTh otpumyBatu XIT, momoni mamientu 3 XJIJI 13
100pUM 3arajJbHUM CTAaHOM 37I0pOB’sl TOBUHHI OTpUMYBaTu Tepamito 3a cxemoro FCR
[piBeHb MOKa30BOCTI I, Kiac pexomeHarii A].lg Cxema BR mae posrmsigatucs ais
MAIE€HTIB 13 JOOpUM 3arajbHUM CTaHOM 3J0pOB’S BIKOM > 65 POKIB 3 OIVISAy Ha
MIABUIICHUN pPU3UK 1HQEKI Ta BTOPUHHUX MIENOITHUX HOBOYTBOPEHb MpHU
3actrocyBanHl cxemu FCR (Pucynok 1) [piBenp mgokaszoBocti [, Kiac
pexomenzanii A].***° V nauientis i3 sHaqymuMe cynyTHIME 3aXBOPIOBAHHIMHU MOYXKE
OyTH pO3IIISIHYTa MOJKJIHMBICTH 3aCTOCYBAHHS XJIOPaMOYIMIY ILUTIOC O0IHYTy3ymao,
SAKII0O HEMOJXJIMBE JIIKYBaHHS 3aco0aMHM TapreTHO1 Teparii, sSKe TaKoX MOXe
3aCTOCOBYBATHCS y TAIIEHTIB MOXWUJIOTO BIKY 13 J0OpUM 3arajdbHUM CTaHOM
3JI0POB’sI, XO4a BiIMOBIAHI JOKA30B1 AaH1 IS 1€l TPyK Hapas3i Bi,[[CYTHi.49’50

[MTamientn 3 myrtamissmu TP53 abo del(17p) moBuMHHI OTpUMYBAaTH TEpariro
nepmioi Jinii npenaparamu BTKi [piBenb mokazosocti I, kirac pekomenpaarii A];
XIT y Takux MaIfi€HTIB € HENPUUHATHOIO 3 OTJIAy Ha HECHPUSTIMBUNA MPOTHO3 MPU
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3aCTOCYBaHHI Ii€i Teparii He3aNeKHO BiJ cTaTycy 1moxo HasBHOCTI MyTanii IGHV. ™
Tepamnis 10pyTUHIOOM MOXe OyTH MPUBOJAOM AJid TypOyBaHHA Yy pa3i HasBHOCTI B
aHaMHe31 CYNyTHIX apuTMii, 3HAaUyLIUX CYNMYyTHIX CEpLEBO-CYIMHHUX 3aXBOPIOBaHb,
CYIyTHbOI AHTUTPOMOOIMTAPHOI a00 AaHTUKOAryJIsIHTHOI Tepamii 4d CYMyTHBOI
Tepamnii noTyxHuMu iHridiropamu CYP3A4, B ToMy uucil NPOTHAPUTMIYHUMHU abO
AHTUTINEPTEH3UBHUMH 3aco0aMM (SKIIO 1X HE MOXKHA 3aMIHUTH ajlbTepPHATUBHUMU
npenaparamu). Y pasi goctynHocti iHmi BTKi moxyTe MaTu iHmME npodiab
noGiunHnx edeKTiB, MpHHAMMHI OO YAaCTOTH BHHHMKHEHHS apHTMii. > Sk
anbTepHATHMBAa BapIaHTOM, IO MAa€ IepeBary, € 3acTocyBaHHs iHridiropa BCL2
BEHETOKJIAKCY y BUIJIANI Oe3mnepepBHOI MOHOTeparnii ado TakoX OOMeXeHa y yaci
Tepamisi BEHETOKJIAKCOM IUIIOC OOIHYyTy3ymMad (SKII0 BOHa € CXBaJCHOIO 1
JI0CcTynHO0) [piBeHb aoka3zoBocTi III, kmac pexkomennamii A]. AHani3 B migrpynax,
BUKOHAaHUW Yy pamkax pociijpkeHHss CLL14, TakoX NpoOAeMOHCTPYBaB HIKUY
e(eKTUBHICTh Tepallii BEeHETOKJIAKCOM IUTIOC O00IHYyTy3ymMald MpH HasBHOCTI MyTallii
TP53 a6o del(17p), xo4a ust pisHuus Gyna Habarato MeHmow, Hik B rpym XIT.?
Tepamis i#riditopom  ¢ocdoinozutua-3-kiHazu (PI3K) igemamicubom rmuttoc
pUTYKCMMa0 MO>KE€ BUKOPUCTOBYBATHCS Y MAIIE€HTIB, Y SKUX HENPUHHATHI ycCl 1HII
BapiaHTH JIIKyBaHHS [piBeHb q0Ka30BocTi I11, kimac pexomenaarii Al.

Komenmap pooéouoi epynu: Cmanom na 01.07.2022 nixapcokuii 3acio 3
MIJHCHAPOOHOI HENaAMeHMOBAHOI0 HA36010 i0enanicud 8 YKpaini He 3apeccmposano.

JlikyBaHHSI peliiIMBHOIO Ta pedpakTepHOro 3aXBOpIOBaHHA. Sk 1 Teparis
NEPIIOi JiHIT, JIIKyBaHHS Y pa3l pELUIUBY MA€ PO3MOYMHATHUCS JIUIIE Y CUMIITOMHUX
NaIi€eHTiB, a HE MPOCTO HA MOMEHT TOBTOPHOI TOSIBU O3HAK 3aXBOPIOBAHHSA
(Pucynox 2).° 3a 6GaratbMa mamieHtamu, y sxux XJUI penmamByBaB, ane
3aJIMIIAETHCSI ACUMIITOMHUM, MOXXHA JIMIIE 3AIMCHIOBATH CIIOCTEPEXEHHS 0e3
IMPU3HAYCHHS Teparii MpOTIroM TPHBAJIOro mepioay dvacy. HapiTe npunuHeHHS
oesnepepBHoi Tepamii npemaparoM BCRi (i6pyruHiOoM yum inmmmu BTKi abo
imenmamicuboM) 4YHM BEHETOKJIAKCOM (HAINpUKIAM, uepe3 IMoO0IYHI edeKTH) He
00OB’SI3KOBO BHMMAara€ HETaWHOTO TMPU3HAYCHHSA AaJbTEPHATUBHOTO JIIKYBaHHS,
ocobmmBo sikio XJUJI 3HaxoauThes y dasi pemicii. Y pasi MIBUAKOTO MPOTrpecyBaHHS
3axXBOpIOBaHHA Ha ()OHI 3aCTOCYBaHHS 3ac00iB TapreTHOI Teparii peKOMEHIYEThCS
HeraifHa 3MiHa CXEMHU JIIKyBaHHS.

VY pa3i cCMMIITOMHOTO PEIUAUBY B MEKax 3 POKIB MICTs MPOBEACHHS 00MEKEHOT
y 4aci Teparii abo BifCYTHOCTI BiIOBixi Ha Tepamito’> HEOOXITHO 3MIHHTH CXeMy
JKyBaHHS HE3aJeKHO Bif Tumy teparnii nepmroi aiHii (XIT abo iHHOBaIiHI 3aco0u
JKyBaHHS).

[Tpu boMy HEOOXiTHO 0OpaTH OJIMH 3 HACTYITHUX BapiaHTIB JIKyBaHHS [piBEHb
noka3oBocTi I, kimac pexkomenarii Al:

« BeHETOKIAKC [UTIOC PUTYKCHMAG mpoTsirom 24 micsiis; ™
* [6pyTHHIO6 abo axanabpyTtuni6 abo inmi BTKi (skmo moctymHi) sk Ge3mepepBHa
Tepais.”
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AJNbTEpHATUBHUMH BapiaHTaMU MOXKYTb OYTHU:

* [uridirop PI3K igenanicu0 y xkomOiHalii 3 puTykcumMaboM [piBeHb J0Ka30BOCTI 11,
KJIac peKoMeHaaIli B];>®

« XIT, kpiM BuUMaJKiB, KOJU BUsABIEeHa MmyTauia P53 abo del(17p) 1 HemocTymHi
IHII1 BaplaHTW JIIKYBaHHsS 1HriOiTOpaMu abo 3aco0aMM KIITHHHOI Teparii;
BIANOBIAb HAa paHillle MpPOBEJAeHY Tepamito 3a cxemoio BR mnoBunHa Oyia
yTPUMYBAaTUCA TMPOTATOM TMpUHAWMHI 3 poOKiB, 100 Oynu MiACTaBU IS
NOBTOPHOIO MpU3HAYEeHHS Takoi Tepamii [piBeHb agokazoBocti II, kmac
pekomenpaanii B]. IloBropue mnpusHaueHHs Ttepanii 3a cxemoro FCR He
PEKOMEHYETbCSI uYepe3 IMIJBUIIEHY YacTOTYy TOKCHYHUX peaklii Ta pu3uk
PO3BUTKY BTOPHUHHOTO MIEJIOIAHOTO HOBOYTBOPEHHS [pIBEHb JI0Ka30BOCT1 V, Kiac
pexkomenpaiii B].

[Ipu 3piificHeHHl BuUOOpY MDK LHMMH BaplaHTaMHM JIIKYBaHHS HEOOXIJIHO
OOTrOBOPHUTH 3 MAIIEHTOM HACTYITHI aCTICKTH:

* TpuBamicTh JiKyBaHHS (HE OOMEXeHE y Yacl y MOPIBHSAHHI 3 0OMEXEHUM Y 4aci);

* Cnioci0 BBesieHHs [repopaibHuil (11/0) y MOPIBHAHHI 3 B/B];

* loTpuMaHHs NPU3HAYEHOT CXEMH JIIKYBaHHS (B/B y MOPIBHSHHI 3 B/0);

* Jloka3zoBi gmaHi (Ha CBOTOJHINIHIM JCHb OTpPUMAHO OUIbIIE JAHWX II0J0
3aCTOCYBaHHS 10pyTHHIOY JJis Teparlii Mmepioi JiHii 3 HaCTyITHUM 3aCTOCYBaHHAM
BEHETOKJIAKCY ISl Teparii Apyroi JiHii, HIXK 11010 3BOPOTHOT MOCTIIOBHOCTI);

*Puzuku  yckiagHeHb (0COONMBO 3a HAsABHOCTI  CHENM(IYHUX  CYIMYTHIX
3aXBOPIOBaHb: KPOBOTEY Ta CEPIIEBUX CYMYTHIX 3aXBOPIOBAHb MPHU 3aCTOCYBaHHI
10pyTuniOy ab6o iHmmMXx BTKi y mopiBHSHHI 3 MOpymIeHHSIM (YHKII HUPOK 1
HEUTPONEHI€I0 MPHU 3aCTOCYBaHHI BEHETOKIIAKCY);

* BianoBizap Ha mornepeiHi CXeMH JIIKyBaHHs Ta 0OyMOBJIEHI HUMH TIOO14HI e(peKTH;

« KibKicTh Ta CKJIQJHICTh OOCTEXKEHb IS KIIHIYHOTO MOHITOpYBaHHS (2-4 TXKHI
U1 1I0pyTHHIOY y TIOpIBHSAHHI 3 TIOCTYIIOBUM TIJBHMINCHHSIM JI03M 3 TphOoMa
KOHTPOJIbHUMHU OOCTEKEHHSIMHU IIOTHXKHS MPOTATOM 5 THOKHIB JUIS 3armoOiraHHs
CJIIT Ta moTeHmiiiHa Trocmitamizamiss y pas3i Bucokoro pusuky CJII npwu
3aCTOCYBaHHI BEHETOKIIAKCY).
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CumnToMHUI peungus X/1/1

[ i |

WV N
[ Myrauia TP53 a6o del(17p) ] { KopoTka TpuBanictb pemicii J [ [osra TpuBanicTb pemicii J

WNHIb a60 aKanabpyTUHIGTPIBEHb AOKa30BOCTI 16pyTUHI6 60 aKana v e

Knac pekomeHaauii A] ’
eTOKNaKC + PUTYKCMMab” [piBeHb AoKasosocri |, AokasosocTi |, knac pe"o"'e':ﬂa"-" A]
Knac pekomeHaauji A BeHeToknaKc + pUTyKcumab [piseHb

eToknaKe AK MoHoTepania’ [piseHb AokasoBocTi AOKa30BoOCTi |, Knac pekomeHaauii A]

HBTOpHE NPU3HaYeHHs Tepanii nepuwoi AiHii
BeHb A0Ka308B0CTi Il, Knac pekomeHaauii B]
abo
3miHa Ha HactynHe: 16pyTUHI6 abo

o DY
11l knac pexomenAaii B] BeHeTOKNaKC K MOHOTepania® [piseHb
enanicnb + putykcumab [piseHb gokasosocri ll, Aokasosocri Ill, knac pekomeHAaLii B]

aKanabpyTuHi6
BeHeTOKNaKC + pUTyKCcMMab®
laenanicn6 + putykcumab
vire

Knac pekomeHaawi B] " a
o . laenanicnb + putykcumab [piseHb
ALIEHTIB 3 A05PMM 3araZibHUM CTAaHOM 340pOB A

‘ 0 a J ._AoKasosocTi Il, knac pekomeHgauii B] )

Pucynoxk 2. Tepaniss peunauBy.

anoTCK — anoreHHa TtpaHcmaHraiis croBOypoBux kiitiH; BCRi — iHribitop peuenropie B-kmitun; XIT —
ximioimyHorepanist; XJIJI — xponiunuii nimporurapumii neiiko3; FCR — ¢aynapabdin, nukinodocdamin i purykcumao;
R — purykcumao.

® Tlicnsa paHile 3aCTOCOBYBaHOTro iOpyTHHIOY; Teparis, 10 Mae repesary.
® Micns panimme 3acrocoBysamux XIT i BCRi.

¢ TloTopHe npusHaueHHs cxemu FCR He peKOMeHyeThCs.

VY pa3si nporpecyBanHsi 3axBoproBaHHA Ha (oH1 npuitomy BCRIi micns panime
nposeneHoi XIT Tepariero, sika Mae IepeBary, € cxeMa Ha OCHOBI BEHETOKIIAKCY, "
OCKUIbKM 3MiHa JiKyBaHHA Ha iHmy cxemy XIT a6o inmmuii mpenapar BCRi ne
3abesIedye TPHBAIHX peMiciii [piBeHs qokasosocri I1I, kiac pexomenmarii B].%"

VY pasi sKIo micis paHiiie mpoBeIeHOT 00MexeHo1 y yacl Teparnii peMicis Oyina
TpUBAIOI (> 3 POKIB), Mali€eHTaM MOXe OyTH MOBTOPHO MpPHU3HAYEHA Ta X CXeMa
JIKyBaHHS, XOdYa BIIMOBIAHI IOKa30B1 JaHI Hapa3l OOMEXKEHi, 1 pe3yJbTaTh
JIOBrOCTPOKOBOT'O CIIOCTEPEIKEHHS Y TaKiid CUTYyallii BIACYTHI [piBeHb noka3oBocTi I,
KJIac peKoMeHaaIli B].62

Komenmap poéouoi zpynu: Ilpu nikysaunui pedpaxmepnux/peyuousnux gopm
XPOHIUH020 NIM@POIOH020 JeliK03y MOXMCIUBe 3ACMOCYBAHHS JIeHANI0oMIOY 8
kombinayii 3 pumyxcumabom (NCCN Clinical Practice Guidelines in Oncology
(NCCN Guidelines®) Chronic Lymphocytic Leukemia/ Small Lymphocytic
Lymphoma Version 3.2022 — June 3, 2022). Boorouac cio 3aysasxcumu, wjo cmanom
Ha 01.07.2022 ons aikapcoko2o 3acoby neHanioomio 8 IHCMpYKYiax Osi MeOUUHO20
3acmocysants, sameepodxcenux MO3 Vkpainu, 6i0cymHi NOKA3GAHHA XPOHIYHULL
JMGDOIOHUIL NetiKo3.
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Posbp TpaHcmiiaHTanii reMoOmOeTHYHHMX CTOBOYPOBHX KJITHH Ta 3ac00iB
KJITHHHOI Tepamii. AyTojoriyHa TpaHciuiantauis ctoBOypoBux kiituH (aytoTCK)
He € kopucHoro mpu XJIJI [piBenb mokasosocti I, kmac pexomenmamii D].%
MoXuBICTh aJIOT€HHOI TpaHcIuiaHTamii croBOypoBux KiiTHH (anoTCK) cig
PO3TIHYTH " Y TAKUX AI[iEHTIB:

e[lamienTt 3 HasBHICTIO MyTanii TP53 a6o del(17p), ski BusBUIUCS
pedpakrepaumu 10 XIT, ane MOBHICTIO BIANOBIIAIOTH HA TEPaIil0 IHHOBALIIHTHUMHU
irioiTopamu. MoxnuBicth anoTCK ciin oOroBoputd 3 TakUM TAIlIEHTOM SIK
BapiaHT paJUKaJIbHOIO JIIKYBaHHS, SIKIIO0 PU3UKHU, MTOB’sI3aH1 3 TPAHCIUIAHTALII€I0, €
HU3BKHMH;

e [Tauientu, siki BusBuiucs pedpakrepuumu 10 XIT ta no Tepanii iHHOBalIHHUMU
IHri0iTOpamMu, HaBITh NAIIEHTH 3 MIABUUICHUM PHU3UKOM CMEPTHOCTI, HE
NnoB’si3aHOT 3 penuauBoM [>3 OamiB 3a [HIekcoM KOMOPOITHOCTI ISt
TpaHCIUIaHTalii reMonoeTuyHux ctoBOypoBux kiitun (HCT-CI)] [piBenb
nokazoBocTi 1, kmac pekomennanii B];%®

e [Tatientu 3 Tpancopmarniero Pixrepa y daszi pemicii micisi mpoBeIEHOI Teparii,
110 € KJIOHaJbHO criopimHeHuM 3 XJIJI.

JlikyBanus T-kiIiTHHAMH 3 XUMEepHUMHU aHTHreHHUMH perientopamu (CAR-T)
ab6o anTuTiiamu 1o OicneuudiuyHoro pekpyrepa T-kmitua (BiTE) y pamkax
KIIHIYHUX JOCTIKeHh Moke OyTh anmbrepHatnBoio anoTCK mis ycix Tphox rpym
[piBeHb mokaszoBocTi V, kiac pekoMmenaarii B]. Xoda Hapasi MeHIe TOCBiAY MO0
nikyBanHsa CAR-T wrmitunamu nipu XJIJI, BoHO myxke BiapizHseThcs Bim anoTCK
IpUHANMHI 32 JBOMA aCleKTaMu:

* Hwxya cMepTHICTh, HE TOB’S3aHAa 3 PEIMAMBOM, Ta IHIII, MEPEBAXKHO TOCTPI
TOKCUYHI peakiii (CHHIPOM BHUBLILHEHHSI IMTOKIHIB, CHHIPOM eHIledaonarii,
noB’si3aHoi 3 CAR-T xiiTiHaMM), 110 poOUTH 1€ BapiaHT JIKYBaHHS JTOCTYITHUM
JUTS TIAIIEHTIB 3 JEIKUMU CYITyTHIMU 3aXBOPIOBAHHSIMH;

* He3’sicoBaHMit mOTEeHITIa BHJIIKOBYBAHHS y JJOBTOCTPOKOBIH IMEPCIICKTHRI.

JlikyBanusi yckiaaaHenb XJIJI. JlikyBaHHS maImi€eHTIB 3 ayTOIMYHHOIO
IUTOTICHIEID Mae 3MIMCHIOBATUCA BIANOBIAHO 70 moJoxkeHb «HactanoBu
KoHCeHCycHOI koH(pepeniii ESMO 3 BeaeHHA 370sKiCHOT niM(bOMH»GG Ta
«MIXHApOXHOTO CceMiHapy CTOCOBHO HacTaHoB 3 BemeHHs XJII».® Bimpmiicts
MAIli€EHTIB 3 AayTOIMyHHOIO ITUTOINEHIEI0, 30KpemMa Ti, IO MaloTh TEIJIOBI
ayTOAQHTUTLIA, BIANOBIAAIOTH HA BHUCOKI JO3M KOPTHUKOCTEPOimiB [piBeHb
nokaszopocti III, kmac pekomenmarii B]. J[ns mamieHTiB, sKi HE BIiONOBiIAIOTH Ha
KOPTHKOCTEPOiou, pUTYKCMMad sK MoOHOTepamiss abo y komOiHamii 3
nmukiodochaMiqoMm 1 JEKCaMETa30HOM MOXKE OyTH palliOHAIBHUM BapiaHTOM
mikyBanus,’ sk i Tepamis 3a cxemoro BR® [piBenp mokasosocti III, kmac
pexomenpanii B]. HemogaBuo Takoxx Oynm oTpuMaHi OaraTooOirsfroui gaHi MO0
ebextuBHOCTI i mpemapariB BCRi  [piBens  mokaszoBocti III, kimac
peKoMeHaaIlli B].69 VYV nauieHTIB 3 PE3UCTEHTHOIO ayTOIMYHHOIO IHUTOIEHIEIO
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pPEKOMEHI0BaHe JIIKyBaHHS OCHOBHOI'O 3axBoproBaHHs, XJIJI, mepm HiX po3risaatu
MUTaHHS BUKOHAHHSI CIJIEHEKTOMII.

VY manientiB 3 XJIJI yactumu € 1HQEKIiiiHI 3aXBOPIOBaHHA. Y 3B 53Ky 3 LM
HEOOX1JTHO 0OMEXUTHU BUKOPUCTAHHSA IMYHOCYTIPECOPIB, HaMpUKJIIa]l
KOPTUKOCTEPOi/iB. 3aCTOCYBaHHS MPO(]UIAKTUYHOI CUCTEMHOT 3aMiCHOI Tepamii Ig He
BmmBae  Ha 3B’° i peKOMEHIyeThCS JIMIIE y TALIEHTIB 3  BAKKOIO
rinoraMMarjio0yJiHeMI€I0 Ta MOBTOPIOBAHMMHU YU BaXXKUMH 1HQEKUIAMH [piBEHb
noka3oBocTi I, knmac pekomengauii A]. IlpodinakTuune 3acTocyBaHHS aHTHOIOTHUKIB
Ta NPOTUBIPYCHUX IMpenapariB Mae 3A1MCHIOBATHCS MEPEeBaXHO Yy TMAIIEHTIB 3
peLUANBYIOUMMH 1H(MEKIIIMUA Ta/ab0 AyX e BHCOKMM PHU3MKOM PO3BUTKY 1H(EKIIH
(Hanpukian, mnpoQuUIAKTUKA MHEBMOIMCTHOI THEBMOHII 3a JOMNOMOIOI0 KO-
TpUMOKca30.y miJ yac JikyBaHHs XIT Ha ocHOBI aHasoriB MypuHy abo inenanicuoy)
[piBenb gokazoBocTi IV, knac pexomenpamii B]. V mnaiieHTiB, ki OTpUMYIOTH
10pyTuHiO, y pa3l CYNYTHBOT'O 3aCTOCYBaHHS KOPTHUKOCTEPOIMIB 3POCTAE PHUBHK
rpuGKkoBux iHdekiit.”" 3 oraAgy Ha TMOTCHIiHI JIKApChKi B3A€MOJii Ta HH3BKY
4acTOTy TpUOKOBUX 1HQEKLIA pyTUHHA MNOpPOQPUIAKTUKA MPOTUTPUOKOBUMU
npernapaTaMy y TaKUX BUMJKax Hapa3l He peKOMEH IyEThCA.

Komenmap pooouoi cpynu: Ko-mupmokcazon — mopeogeibHa HA364
KOMOIHOBAHO020 NIIKAPCLKO20 3AC00Y CYIbhHamemorcaszon+mpumemonpum.

Xoya y mamieHTiB 3 XJIJI Ta iH(pEKIIAMH KPOBOTOKY MO IOYATKY Teparii
MiBUILIEHA CMEPTHICTh, Hapa3l BIACYTHI JaHI Ha KOPUCTb MPOQLIAKTHIHOTO
BHKOPHCTAHHS OYIb-SIKNX aHTHOIOTHKIB Ha paHHiX cragisx XJUL ™ IIpote, Ha paHHIX
cramisx XJIJI pexomMeHIyeThCs BaKIMHAIS IMPOTH ITHEBMOKOKOBOI 1H(]eKiii Ta
BaKIIMHAIIIS TPOTU CE30HHOTO TPUITY [piBeHb oKa3oBocTi IV, kinac pekomenaaiii B].

Ouinka BignoBiai Ha JgikyBanns. OIliHKa BIANOBiAI Ha JIIKyBaHHS
3MIACHIOETHCS 32 PE3yJIbTaTaMU PETENBHOTO 3arajlbHOTO MEIUYHOTO OTJisiay Ta
3arajibHOT0 aHaji3y KpOBi 3 MiAPaXyHKOM BMICTY KJIITHH KpoOBi. J{Jis miATBEpKEHHS
MOBHOI peMmicii Ta BU3HAYEHHs cTaTycy 11010 M33 y paMKax KJIiHIYHUX TOCHIJKEHb
HEOOX1JJTHO BHMKOHYBAaTH OIONCII0 KICTKOBOIO MO3Ky Ta oIiHKy M33 [piBeHb
nokazoBocti III, kmac pexomenmamii B], a Ttakoxx KT-ckanyBaHHs [piBeHb
nokaszoBocti IV, kmac pexomeHpmarii C].2 s ouiHKM Bimmosini Ha JIKyBaHHS 32
MeXXaMU KIIIHIYHUX JTOCTIIKEeHb 010TICisA KICTKOBOTO MO3KY 1 KT-ckaHyBaHHS MOXYTh
OyTH KOPUCHUMH, ajie He € 000B’I3KOBUMH. J{J1s1 OIIHKM €()eKTUBHOCTI 1IHHOBAIIMHUX
3aco0iB JIIKYBaHHA, SKI BUKOPHCTOBYIOTHCS i Oe3mepepBHOI Tepamii, y pamkax
KIIHIYHUX JOCIIDKeHh MOXKe OyTH HEoOXigHMM BHKOHYyBath TmoBTOpHI KT-
CKaHyBaHHSI.

Bussnenns M33 3a 1omomMororw 6aratokoJipHoOi MpoTodHoi muToMeTpii ado 3T-
I[IJIP Mae 3HaYHUN NOPOTHOCTUYHUNA BIUIMB TMICTS XIT,®™ a Ttakox micis
3aCTOCYBaHHS KOMOIHAIii BEHETOKIIAKCY TUTFOC aHTHUTLIO 0 CD20.7 [Namientu 3
BIJICYTHICTIO BU3HadyBaHUX O3HaK M33 micnst Teparii MalTh OUTBIIY TPUBAJICThH
BIAMOBIZI Ta BHUIY BWXKHUBAHICTh. JlOJAaTKOB1 KIIHIYHI HACIIAKH OTpUMAaHHS
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MO3UTUBHUX pe3ynbTaTiB BU3HaueHHs M33 micnsg Tepamii ajid 1HTEeHCUQIKalii
JIKyBaHHS Hapas3l 3aJMILAalOThCS HE3 SICOBAHUMH, OKpIM MAIl€HTIB, Yy SKUX
BUKOHYeThCs anoTCK, xonu oTpuMaHHS MO3UTUBHUX pe3yJbTaTiB BU3HaueHHs M33
MOXE€ CTaTH MNPUBOJOM JUIsi 3MEHUIEHHS 1HTEHCHBHOCTI 3aCTOCOBYBAHOI1
IMyHOCYIIPECUBHOT Teparlii, 1y Ipu3HadeHHs 1H(Y31i TOHOPCHKUX JIEUKOLUHUTIB abo
IUTSL TIOYATKy aHTHJIEHKEMIYHOI MIATPUMYBAIbHOI Teparii. Y 3B 43Ky 3 LIUM OIlIHKa
M33 3aranoM He pPEeKOMEHAYEThCS AJII MOHITOPYBaHHS MICHs Tepamii 3a MexaMu
KIIHIYHUX AOCHimKeHb. el miaxia Moke 3MIHUTHCS HAHOIMKYUM 4acOM, OCKUTBKH
Hapasl Bce OuIblle 3yCHJIb JIOKJIAAa€ThCsl JO TOTO, 100 BU3HAYUTH, YH MOXKHA
BiIMIHSITH IpenapaTy TapreTHoi Teparii Ha OCHOBI cTaTycy 3a HasBHicTIO M33.™"

Pexomenoauii

* PitieHHs mioo Tumy Tepanii mepuioi JiHii NpUAMaEThCS 3 OISy HAa HAsBHICTh
mytauii TP53 abo del(17p), nasBuicts mytanii IGHV, Bik, HasBHICTh CYMyTHIX
3aXBOPIOBaHb Ta 3aCTOCOBYBaH1 CyIyTHI JIIKAPChKi 3ac00u [piBeHb q0Ka30BOCTI I,
KJ1ac pekoMeHaarii Aj.

* XJIJI 3 BigcytHicTio myTanii IGHV 1 3 BiacytHicTio myTartiii TP53 abdo del(17p) (y
pa3i oJHaKOBOi €(PEKTUBHOCTI €KCIEPTH HAJAIOTh MEpeBary OOMEKEHUM Yy daci
CXeMaM JIIKyBaHHS):

o INamienTn 3 [g00puUM 3arajdbHUM CTAHOM 370pOB’s: 10pyTHHIO [pIBEHb
nokaszoBocTi I, kimac pekomenaanii A] (mani mozo iHmmX npenapatis BTKi mms
NaIie€HTIB 13 J0OpUM 3arajJilbHUM CTaHOM 370poB’s mie He orpumani); XIT
HEOOX1THO YHUKAaTH 4epe3 TIpIIMH BIUIUB HA BIDKMBAHICTH, ajié BOHA MOXKE
BUKOPHUCTOBYBATHUCS, SKIINO I1HINI BapiaHTH JIKyBaHHS HEIOCTYIIHI [piBeHb
nokaszoBocTi I, kimac pexkomenaanii A]. AnprepHatuBoro g npenapartie BTKi
MOke OyTH Teparnis BEHETOKJIAKCOM IUIIOC O0IHYTy3yMa0, aje JaHi MO0 TaKoi
Tepanii 11l MaIieHTIB 13 T0OpUM 3arajlbHUM CTAaHOM 37I0POB’S IIIe HE OTPUMaHIi
[piBens mokazoBocti 11, kmac pexkomenmamii A,

o IlamienTn 3 mOraHMM 3arajdbHUM CTAHOM 3JIOPOB’Sl: BEHETOKJIAKC ILIIOC
00iHyTY3yMab abo i0pyTuHIO abo akamaOpyTuHiO [piBeHB MO0Ka30BOCTI I, Kiac
pekomenaanii A] abo xaopamMOyLIHII IUIOC 00IHYTY3yMao.

* XJIJI 3 masBuicTio myTanii IGHV 1 3 BimcyrtHicTio myramii TP53 a6o del(17p) (y
pa3i 0JHaKOBOi €(PEeKTUBHOCTI €KCIEPTH HAAAIOTh MepeBary OOMEKEHUM Y dYaci
cXeMaM JIIKyBaHHS):

o Iamientn 3 goOpum 3araabHUM cTaHoM 3710poB’sa: XIT B 3a1eKHOCTI Bia BiKYy
(cxema FCR a6o BR) ab6o i06pyrtuniO [piBeHb moka3zoBocTi [, kiac
pexomenpanii A]. AnprepHatuBoto mia npenaparie BTKi moxke O6ytu Teparris
BEHETOKJIAKCOM IIIIOC OOiIHyTy3ymabd, ajie maHi IOoJA0 Takoi Tepamii s
MAIli€HTIB 13 JOOpHM 3araJbHUM CTAaHOM 3J0pOB’s Iie HE OTPHUMaHi [piBEHB
nokaszoBocrti 111, kimac pekomenmarii A],

o IlamienTn 3 TOTraHWM 3arajdbHUM CTAHOM 3JI0POB’Sl: BEHETOKJIAKC ILITIOC
00iHyTY3yMab [piBeHb JOKa30BOCTI I, kiac pekoMenmarii A] abo XiaopamMOyImI
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II0C 001HyTy3yMal abo 10pyTuHiO abo akanabpyTuHIO [piBeHb JOKa30BOCTI I,
KJIac pekoMeHaIii Al.

* HasgBuicts mytanii TP53 a6o del(17p): 16pyrtuni6 abo axanaOpyTunHid abdo
BEHETOKJIAKC IUIIOC O0IHYyTy3ymMa0 a0o0 BEHETOKJIAKC SK MoOHoTepamis alo
i1enanicu6 mioc putykcumad [piBeHs goka3zoBocTi 111, kinac pekomennarii AJ.

* Panniii peuuanB: 3MiHa Teparnii Ha BEHETOKJIAKC TUIIOC pUTyKcuMad abo i0pyTuHio
ab6o axanaOpytuni0 abo iHmui npenapatr BTKi, skmo BiH cxBaneHud Ta
JOCTYIIHUH [piBeHb A0Ka30BOCTI I, kitac pexomenaarii A].

[li3niii peunauB 1 BigcyTHicTh del(17p) abo wmyrtamii TP53: i0pyTuHiO a6o
BEHETOKJIAKC IUIIOC PUTYKCMMald abo MOBTOpHE MNpPU3HAYEHHS IMpernapartis, sKi
BUKOPUCTOBYBAJIMCS JJiA Tepamii mepuoi JiHii [piBeHb nokazoBocti II, kiac
pexomeHnpanii B].

* AyTOIMYHHY LMTONEHIIO CIIiJ] JIIKYBaTH KOPTHUKOCTEpOigaMu. Y MAIIEHTIB, Kl HE
BIJIMOBIAAIOTh HA KOPTHUKOCTEPOIqH, CIIJ 3BAKUTH MOXIUBICTH JIiKyBaHHS XJIJI
antutiiamu 10 CD20 abo takox npenapatamu BCRi [piBenb nokaszoBocti 1V,
KJ1ac pekoMeHaarii Aj.

* OkpiM maiieHTiB, y akux Oyna Bukonana anoTCK, ominka M33 Hapasi moku 110 He
PEKOMEH/Ye€TbCS SIK PYTMHHUN KIIHIYHUN TecT [piBeHb jaoka3oBocTi IV, kiac
pexkomenpaitii C].

MHOJAJIBIIE CHOCTEPEXEHHSA, JOBIOCTPOKOBI HACJIIAKUA
TA BUKUBAHICTb

Ha choromnimHii AeHP TOYHO HEBIAOMO, YW TI TpHBaji peMicii, fKi
CIIOCTEPIraroThes y MeHIol yacTuHu mnamiedTiB micist XIT a6o anoTCK, a Takox
miCJIs 3aCTOCYBaHHS KOMOIHAIIi Ha OCHOBI BEHETOKJIAKCY, € €KBIBAJIGHTHHUMH JIO
(YHKITIOHAJIBHOTO BWJIIKOBYBAaHHS, 110 BIAMIYAETHCA y TIEBHOI YaCTKU MAIIEHTIB. Y
3B’SI3KY 3 IIUM JUIS YCIX MAIIEHTIB PEKOMEHIYEThCS TTOKUTTEBUM HATJIA 1 TI01AJIbIIIE
CIIOCTEPE)KEHHS. Y TMOBHICTIO aCHMITOMHHUX TMAIIEHTIB MOJAIBIIE CIIOCTEPEKEHHS
Ma€e BKJIFOYATH BHKOHAHHS 3arajbHUX aHaJi31B KpOBi1 3 BU3HAYCHHSIM BMICTY KJIITHH
KpoBi Ta manbnaiiro JIB, medinku 1 cene3iHku KoxHi 3-12 MiCsIIiB B 3aJIEKHOCTI Bij
nepebiry 3axBoptoBaHHs. (OcoOiMBY yBary Clij NpUAUISITA BUHUKHEHHIO
aytoimyHHO1 mutonienii. Kpim toro, y mamientis 3 XJIJI y 2-7 pa3iB migBuiieHuit
PU3UK PO3BUTKY BTOPHMHHHUX 3JIOSKICHUX 3aXBOPIOBaHb [MEPEBAKHO CONITHHUX
3MOSIKICHUX MYXJIMH, aje Takox 1 BropuHHoro MJIC a6o roctporo Mieno61acTHOTO
nerikozy (I'MJD)].

Tpancghopmauia Pixmepa

Tpanchopmarntis g0 audysnoi B-enmuxoxmituaHOi dimbomu  (JIBBKII)
BimMivaeTecst 'y 2%-15% mamientis 3 XJIJI mpoTsrom iXHBOTO 3aXBOPIOBAHHSA,
ocobmuBo micias  kKimbkox miHIA  XIT. JliarHo3 HEOOXimHO MiATBEPIUTH
MaTOTICTONIOTIYHUM JnociipkeHHsM JIB (Mmarepiamy, B3sitoro nuisixom Oiomcii abo
xipypriunoro BumaneHHs). Jns koHTpomto mpu Oiorcii Moxe OyTH KOPUCHUM
BUKOHaHHS MO3UTpoHHO-eMiciitHOi ToMorpadii (ITET)/KT-ckanyBanHs [piBEeHb
nokazoBocti IV, kimac pekomenaanii C]. Tpanchopmauis Pixrepa no JABBKIJIL, sk
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MIPaBUJIO, CYITPOBOIKYETHCS HECTIPUATIMBUM MPOTHO30M, 0c001uBo skio JIBBKII €
KJIOHaJIbHO crnopinHeHoro 3 XJUJI Ta/abo KO MalieHT paHille OTPUMYBaB SIKY-
HeOyab Tepanito 3 npuBony XJIJI. 3 11i€el mpuYMHU HAMOJETIIMBO PEKOMEHYETHCS
BU3HAUYUTH HAABHICTh KJIOHANBHOI ciopinHeHocTi Mixk JIBBKJI 1 XJIJI 3a nonomoroto
nopiBHsHHA nocainoBHocTted IGHV. Cxemu nikyBaHHsS y pasl TpaHchopmarii
PixTepa BKJIIOYAIOTH MpenapaT, WO BUKOpUCTOBYroThcs mnpu JABBKIJL, Taki sk
puTyKcumab, uukiopochamill, BIHKPUCTUH, NOKCOPYOIIMH Ta Jekcamera3oH (R-
CHOP). 3actocyBaHHs1 OUTBIII IHTEHCUBHUX CXEM JIIKYBaHHS, TaKUX SIK PUTYKCUMAO,
nukiopochamis, BIHKPUCTHH, JOKCOPYOILMH Ta JEKCAMETa30H 3 YepryBaHHSAM 3
meroTpekcatoM 1 nutapadbinom (R-rinepCVAD) a6o oxkcanimatud, ¢iayaapabi,
muTtapabin 1 purykcuma®d (OFAR), He mnokpanrye KIiHIYHI HaCcHiAKM 1 MOXKe
NPU3BOJMTH 0 BUHUKHCHHSI 3HAYHUX TOKCHYHHMX pEaKIiil [piBeHb q0Kka3oBocTi [V,
kjac pekomenaaiii D]. Skio e MoJIMBO, TaKi MAI[i€HTH MOBUHHI OyTH BKJIIOUYEHI Y
KJI1HIYHI JOCIIKEHHS.

TpuBaicTh BIANOBIAI Ha JIIKyBaHHs Npu TpaHchopmarlii Pixtepa, sik npaBuso, €
KOPOTKOIO, 1 BCIM MaIli€eHTaM 3 KJIOHAJIBHO CIOpigHEHOI0 TpaHcdopmalliero Pixtepa
HEO0OXiTHO pexkoMeHnyBaTH BHKOHaHHS anoTCK y pa3i HasBHOCTI BIAMOBITHOTO
JIOHOpa Ta JIOCTaTHHO JOOpOT0o 3arajdbHOrO CTaHy 3/I0pPOB’S TAaIlleHTa [pIBEHb
nokazoBocti IV, kmac pexomeHmarrii B].78 V maimieHTiB, SIKI HE MIAXOAATH IS
BukoHaHHs anoTCK, MOXHa pO3MIISIHYTH MOKJIUBICTh BUKOHAHHS ayToTCK.79 Skmo
XJUUI 1 ABBKIJI € kjIoHAIbHO HECTOPITHEHUMHU Yepe3 pi3Hi MeperpynyBaHHs B I'eHi
Ig, 3axBoproBannHs ciig JgikyBatu sk JBBKJI de novo, ockineku JIBBKIJI €
BTOPUHHUM 3JIOSIKICHUM 3axBopioBaHHsM (To0TO cxema R-CHOP sk Teparmisa nepmioi
JHII, 3 pe3epBHUM BapiaHTOM BHUKOHAHHS TPaHCIUIAHTaIlli CTOBOYpPOBHX KJIITHH Yy
MaIli€HTIB, K1 HE BIAMOBLIM Ha Teparito 3a cxemoro R-CHOP a6o y sikux BUHUK
PELHIKB TTiciIs Takoi Teparrii).

Tpanrchopmartis XJIJI no nimpomu Xomxkkina (JIX) € okpeMum BUITaIKOM, X04a
BOHA TaKOXX OXOIUTIOETHCA TEepMIHOM «TpaHcdopmarliis Pixtepay. ¥V mii cutyartii
craggaptHa XT, mo npu3Hayaerbca npu JIX, 4acTo M03BOJISIE IOCATTA TPUBAIUX
peMiciii.

Pexomenoauii

* Tpancdopmaris qo JABBKJI Biamivaerscs y 2%-15% mamientis 3 XJIJI npoTsirom
iXHBOTO 3axXBOpPIOBaHHA, ocoOnuBO micas kutbkox JiHIA XIT. JliarHo3
TpaHchopMalii HEOOXITHO IMATBEPAUTH MATOTICTOJOTIYHMM HociimkeHHsIM JIB
(Marepiany, B3ATOro MUIAXOM Oiomcii abo XipypriyHoro BumajeHHs). s
KOHTpOJIO mpu Oiomcii Moxe Oytu xopucHuM BukoHaHHs [IET/KT-ckanyBaHHs
[piBeHb mokazoBocTi IV, kirac pekomenpartii C].

* TpuBamicTh BIAMOBII Ha JIKyBaHHA Tpu Tpancopmaiii Pixtepa, sik mpaBuiio, €
KOPOTKOI0, 1 BCIM MaIlieHTaM 3 KJIIOHAIBHO CIIOPi1IHEHOI0 TpaHchopmairiero PixTepa
HeoOXiTHO pekoMeHayBaTH BHKOHaHHA aoTCK y pa3i HasgBHOCTI BiJITOBITHOTO
JIOHOpa Ta JOCTAaTHbO JOOPOro 3arajbHOTO CTaHy 3J0pPOB’sl MallieHTa [pIBEHb
noka3oBocti IV, kirac pekomenaarii B].
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*V pa3i kiIoHanbHO HecmnopigHeHoro 3axBoproBaHHs JBBKIJI cmig nmikyBatu sk
JIBBKJI de novo.

* Tpanchopmanis XJIJI o Bapianty JIX Mae mikyBaTuCid 3a JIOIOMOTOIO
crannaptHoi XT, mo npusHavyaetses npu JIX.

METOJOJIOI'TA

s HactanoBa juisi KJIIHIYHOT MPaKTUKKU OyJia po3po0sieHa y BIAMOBIIHOCTI A0
cTaHJapTHUX onepariiinux npoueayp ESMO nns po3po6ku HactaHoB aiis KiiHIYHOT
MPAKTHKH (http://www.esmo.org/Guidelines/ESMO-Guidelines-Methodology).
BinnosinHa mitepatypa Oyna BigiOpaHa aBTopaMu-ekcriepramu. PiBHI JI0Ka30BOCTI i
KJIaCU peKOMEHJIalliid Oynu 3a3Ha4yeHl 3 BUKOPUCTAHHSIM CUCTEMHU, 1110 HABOJUTHCS Y
JloaTkoBiit TabnuIIi S1, JNOCTYIHIN 3a NOCUJIaHHAM
https://doi.org/10.1016/j.annonc.2020.09.019.%°  Teepmxenns,  HaBemeni  6e3
3a3HAYCHHs PIBHIB JJOKA30BOCTI 1 KJIACIB pEKOMEH Iallii, Oyl pO3I[iHEH] SK TaKi, 110
BiI0OpaxaroTh OOIPYHTOBaHY CTaHAAPTHY KIIHIYHY MpPaKTUKYy, EKCHepTaMH 1
kepiBHULITBOM ESMO. lle#t noKkyMeHT NpOWIIOB MpOLEAypy AHOHIMHOI OILIIHKH
30BHIIIHIMU €KCIIEPTaMHU.
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