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CHucok coKpalneHuu

AJIT — ananmHamuHOTpaHchepasa

ACT — acnmapratamMmuHOTpaHcdepasza

AUTB — akTUBUPOBAHHOE YACTUYHOE TPOMOOILIIACTUHOBOE BPEMSI
BBII — BeKMBaeMOCTh 63 MPOrpecCUpOBaHUS

JIN — noBepUTENIbHBIN HHTEPBAI

KT — xommerotepHas Tomorpadust

JIMJI — numdoma u3 Mabix TUMEPOIUTOB

MBKIJI — MoHOKJIOHATTBHBIN B-K1eTOUHBIN TUMQPOIUTO3
MHO — Mex1yHapoIHO€ HOPMAJIM30BaHHOE OTHOIIICHUE
MOB — MuHHUMabHAs OCTAaTOYHAs! O0JIe3Hb

MIIN — mex1yHapOaHBIN TPOrHOCTUYECKUI NHJIEKC
OB — o0uiast BBLKMBa€MOCTb

OP — oTHOI1IIEHHE PUCKOB

VY3U — ynbTpa3ByKkoBOE UCCIIEIOBAHUE

XJJI —xpoHudeckuii TuMEGOIUTAPHBIN JTEHKO3

-G — peXUM MMMYHOXMMHOTEPAINH, BKIIOUAIONINN 00MHYTYy3yMao** u xmopamOymmin** (cxemsl
Chl-G y , OuHyTYy3ymMa0™* %1170

PEKUMOB JICUCHHUS CM. B TpuiIoskeHnH A3.3)

Chl-R — pexumM MMMYHOXMMMOTEPANHUH, BKIIIOYAIOIIUN PUTYKCUMAO™** u xsmopamOyrmn™** (cxembl

PEKUMOB JICYCHUS CM. B TpuiioskeHnn A3.3)
CTC — obmiue KpuTepun TOKCHYHOCTH

FCR — pexumM HUMMYyHOXHMHOTEpANHWH, BKIIOUAIOIMNANA PUTYKCUMaO™*,  dumymapabun™** u

ukIopochaMua™* (CxeMbl peKUMOB JICUCHHUS CM. B TIpUIIOKeHUH A3.3)

FCR-Lite — pexuM HMMYyHOXMMHUOTEpAIWU, BKIIOYAIOMINK puTykcumad™**, dumynapadbun™** u
nukinopochamun™* ¢ peaykiueit 103 IUTOCTATHIECKUX MPENapaToB (CXeMbI PEKUMOB JICUCHHUS CM. B

npuioxeHun A3.3)
FISH — dnyopecuentnas rubpuauzaanus in situ

IGHV — BapuabenbHble YYaCTKHU TSAKEIbIX LETed NMMYHOIIIOOYIMHOB



IWCLL — MexayHnaponnasi paboyasi rpyIma o u3y4eHuI0 XpOHUYECKOro JIUM(OIUTAPHOTO JIeHKo3a

RB — pexxuM UIMMYHOXUMHOTEPANHUH, BKIIOYAIOMINN pUTyKCUMa0™** u 6eH1aMyCTHH (CXEMbI PEKUMOB

JICYCHUS CM. B puiioskeHuu A3.3)

R-CD — pexumM HMMYHOXMMHOTEpANMH, BKIIOUAIOIUNA PUTYKCUMaO™™, mukimopochamun™* u

JeKCaMeTa30H™* (CXeMbl PeKUMOB JICUCHHUS CM. B TIpHiIokeHuu A3.3)

R-FCM — pexuM HMMYHOXUMHOTEPANUH, BKIIOUAOIMIUNA pUTyKcUMaO™™*,  QumynapaOun™*,

uukiopochamun™* u MUTOKCAaHTPOH™* (CXeMbl PEKUMOB JICUEHUS CM. B PUIIoKeHUH A3.3)

R-HDMP — pexum UMMyHOXUMHOTEpAINUH, BKIIOYAIONUKA PUTYKCUMAaO™* W MeTWINpeaHu30J0H**

(cxeMbl PeKMMOB JICUCHHS CM. B TIpujioxkeHun A3.3)



TepMuHBI U onIpeaeICHUS

ECOG - orieHka 00I11eT0 COCTOSHUS TAIllMEHTa T10 IIKaie, pa3padoranHoi BocTouHoit 00benMHEHHON

onkonorudeckoi rpynnoit (Eastern Cooperative Oncology Group) (cm. npunoxenue I'1).

B-cumnTombl — HecnienupuuecKkue CUMITOMBI OITyXOJIEBON MHTOKCUKAIIMHY, BKITIOUAIOIINE JINXOPAIKY
(temmniepatypy Tena Bbimie 38°C) Oonee 2 Hen. moapsa 0Oe3 MNpPU3HAKOB BOCHAJICHUS, HOYHBIE

npody3Hbie ToThl, moxyaanue Ha 10 % maccsl Tena 3a nocneanue 6 mec.

Jlumdpoma u3 maabix JumMdouuToB — 3T0 B-KieTouHas omyxoib M3 Maibix B-numdouurtoB c
MMMYHO(EHOTUIIOM XPOHUYECKOTO JIMM(OLUTAPHOTO JIEMKO3a, XapaKTEpHU3YIOIAscsl HaJIUdueM
nuMpaaeHONaTul W/ WK CIJICHOMETAINH ¢ cofepkanueM B-mumdonuToB B nepudepudeckoid KpoBu

<5 x 10°/1 6e3 MOP(HOTOrHIECKHX MPH3HAKOB TOPAIKEHUSI KOCTHOTO MO3Ta.

Cunapom Puxrepa — mnosBIeHHE KPYMHOKIETOYHOM JuMPOMBI Ha (POHE XPOHUYECKOTO

TUMQOIUTAPHOTO JIEUKO3A.

XomxkuHcKkasi Tpanchopmauuss — mnosiBieHue JAUMGOMbl XOIKKMHA Ha (OHE XPOHUYECKOTO

TUM(OIUTAPHOTO JIeiKo3a.

XpoHuveckuii JUM(ONUTAPHBIA JIeliKO3 — 93TO ONyXoJdb U3 Maiblx B-muM@onuTos,
XapakTepusylolascs npoivdepanveid 1 HaKOIIEHHEM abeppaHTHBIX TUM(POUIHBIX KJIETOK B KOCTHOM
MO3Tre, KpOBHU, JUM(POUIHBIX TKAHAX; KPUTEPUEM IMOCTAHOBKH JHArHO3a SBISIETCS OOHapy>KeHUE
a6COMIOTHOrO B-KieTouHOro uMQOnKUTo3a B KpoBH (>5 X 10°/1 MOHOK/IOHANBHBIX B-THM(pOLHTOB).
XpoHHUueCcKU JTUMQPOLMTAPHBIN JIEUKO3 U JuM(pOoMa U3 MajbIX JUMQPOLMTOB MPEACTABIAIOT COOOM

Pa3JIMYHBIC IIPOABICHHA OAHOI'O KM TOI'O KC 3a00JIcBaHMS.

Tpaunchopmanus — passutue nuddy3Hoit B-kneTouHON KPYIMTHOKIECTOYHOW JIUM(POMBI WU JTUMEGOMBI

XomkkruHa Ha OHE XPOHUYECKOTO TUM(OIUTAPHOTO JIeHK03a I TUM(POMBI U3 MAJIBIX TUM(POIUTOB.



1. Kparkast ungopmanus

1.1. Onpenesienne 3a00/1eBaHUs UM COCTOSTHUS (TPyNnbl 3a00/1eBaHUNA WJIH
COCTOSIHMH)

Xponnueckuit muMdonutapusiii geitko3 (XJIJI) u numpoma u3 maneix mumdonutos (JIMJI) — sto B-
KJIETOYHBIC OMmyXoyin u3 Maibix B-mumdorutos. XJUJI u JIMJI Guonorndecky mpeiacTaBiIsOT coOOM
OJTHY HO30JO0THYECKyr0 (GopMy. OTianure MEXKIy HHUMH COCTOMT B ToM, uTo mpu XJIJI B KkpoBu
HaOmogaeTcst 3HaYUTENbHbIN TuM@onnuTo3 (=5000 MOHOKIOHATBHBIX

B-nmumdornuton), Torna kak npu JIMJI BeisiBIIsSIeTCsl IOpaxeHue TUMQPaTHUECKUX Y3JI0B, CETIE3eHKH, HO
coliepIKaHNe KIOHANBHBIX B-KiIeToK B KpoBH <5 X 10%/1, 0TCYTCTBYIOT MOP(hONOrHUeCKHie MPU3HAKH

MMOopaKCHUsSI KOCTHOI'O MO3ra.

1.2. OTHOSI0THSA U ATOTeHe3 3a001eBaHUS UJIM COCTOSIHUSA (IPYyNIbI
3a200/1eBAHUI WJIA COCTOSTHHI)

Monexyisipaeiil narorene3 XJ1JI — KOMIIIIEKCHBIM MHOTOCTYIIEHYAThIN MPOLIECC, KOTOPBIA IPUBOAUT K
permukanuu kioHa B-mumdonuroB [1-3]. Tloutn Bo BcexX ciydasx XpOHHUYECKOMY JIMMQOICHKO3Y
MPEIIIECTBYeT MOHOKJIOHAIBHBIM B-kierounsiii mumdoruros (MBKJI), kotopsiii oOHapyx)uBaeTcs
BBICOKOTOYHBIMU METOAAMH UMMYyHO(eHoTunupoBanus y 5—15 % nun crapuie 40 e, puck pa3BuTus
MBKIJI yBenuuuBaercst ¢ Bo3pactom [4]. MBKJI ununmupyercsi komruiekcom (pakTopoB, KOTOPBIN
BKJIIOYAET MYTallUM psiia TEHOB, AHTUTECHHYIO CTUMYJALMIO, CHUTHAIBI OT MHMKPOOKPYXEHUS,
SMUTeHETHYECKHEe MOAU(PUKAIMN U, HAKOHEel, IIMTOTeHEeTHYeCKHe HapylleHus. B pesynbrare
nosiBisiercss  kKJoH JuM@ouutoB ¢ (penorunom kinetok XJIJI.  YuureiBas  MHOTrOKpaTHO
npeobnanaromyto gactory MBKIJI, x pazsurnio XJIJI mpwBOmAT AOMOTHUTEIBHBIE TEHETHUYECKHE
Hapyuenust B 1 u3 100 cimywaes MBKIJIL. Knerku XJIJI cymiecTBeHHO BIMSIIOT HA MUKPOOKPYKEHHE,
UHULMUPYS TOSBIEHUE 0COOOT0 MUKPOOKPYKEHMS M JIaKe CHEelUaIu3upOBaHHbIX KJIeToK (nurse-like
cells), xoToppie OMPEACISIIOT WX KIOHAJBHYIO OJKCIIAHCHIO W JIal0T BO3MOXHOCTH IEPEKHUBATH
T€HOTOKCHUYECKHUE CTpecChl. BpeMs W XumMuoTepanusi NPUBOAAT K KIOHAIBHOM 3BOJIIOIUU C
HAKOIJICHUEM T€HETUYECKUX HapylLIeHHi, koTopble nenatoT kieTku XJIJI Bce Oosnee aBTOHOMHBIMM,

OBICTPO JENSAIMMUCS U pePpaKTOPHBIMU K TEpAIUU.

Knerkn XJUUI/JIMJI skcmpeccupytoT B-kiieTouHble aHTHTEHHBIE PEHENTOPhl C OTPaHUYCHHBIM
penepryapom creunduunoctu. [locrosiHHas nepepaya curHanza 4epe3 3TH PEUEnTOpbl U XapakTep
ATOU Mepeaun SBISIOTCS KIIOUEBbIM (DAaKTOPOM, OIMPENESIONUM KU3HECIIOCOOHOCTh KieTok XJIJI u
TAKXKE XapakTep pa3BUTHUS 3TOW omyxonu. lIpeanomaraercsd, 4yTo CUTrHaJIBHBIA MyTh B-KiIeTOYHOTO
peuenropa HE 3aBUCUT OT AHTUIEHOB, HO OCYLIECTBIIIETCS ABTOHOMHO, BO3MOXHO IIpU

B3aumoJierictBun kierok XJIJI apyr ¢ apyrom [5,6].



1.3. Dnugemuosiorus 3a001eBaHus MU COCTOSIHUS (TPyNIIbI 3200/1eBAHUN HJIH
COCTOSTHU M)

XJUJI — camblil yacTeli BUA Jieliko3a y B3pociibiX. B eBponeiickux crpaHax 3a0051eBa€MOCTb UM
coctaBisieT 5 ciaydaeB Ha 100 Teic. yenoBek B roj. 3a0071€Ba€MOCTh YBEIIMYUBAETCA C BO3pAacTOM. Y
murt ctapiie 70 et oHa cocTtaBiseT 6onee 20 cmydaeB Ha 100 ThIC. YemoBek B roga. MeauaHa Bo3pacTa
HAa MOMEHT YCTAHOBJICHHMSI JMarHo3a B eBporneiickux crtpaHax — 69 ner [7-10]. B Poccuiickoit
Oeneparuu XJIJI BeisiBnsiercs pexxe: B 2017 1. 3ab6oneBaemMocTh coctaBmia 2,95 ciydas Ha 100 ThIC.

YEeJI0BEK, Me/IMaHa BO3pAacTa HA MOMEHT YCTaHOBJIECHUS AuarHo3a — 68 set [11].

1.4. Oco0eHHOCTH KOAUPOBAHNS 3200/ IeBAHUS WJIH COCTOSAHUSA (TPyNIbI
3a00/1eBAHUN WJIH COCTOSTHUI) M0 MeKAYHAPOAHON CTATUCTHYECKOM
kiaaccupurkanum 00J1e3Hed U MPodJIeM, CBSI3AHHBIX CO 310POBbEM

C91.1 — Xponunueckuii TMMQPOLUTAPHBIN JIEHKO3

1.5. Knaccudurkanus 3a0071eBaHUA WM COCTOAHUSA (TPyNnbl 3200/ 1eBaHUUA WIH
COCTOSIHMH)

XJUJI moxet knaccudumupoBaTrhesi mo cragusMm (cMm. pazmen 1.5.1 CramupoBaHHe), a Takxke IO

rpynnam pucka (cM. paszaen 1.5.2 Onpenenenue rpynn pucka) [12].

1.5.1. CtanupoBanue

Craguto XJIJI ycraHaBiuBarOT Ha OCHOBAHMM (DU3UKAJIBLHOTO HCCJIENOBAaHUS U aHAIM3a KPOBU IO
kputrepusim J.L. Binet (tabn. 1) [12]. Kommberorepnas tomorpadus (KT), peHTreHOBCcKOe U
yabTpa3BykoBoe wucciuenoBanue (Y3UW) mana ycraHoBieHus crtaauu He TpeOyerca. Craaus
KOHCTAaTUPYETCS Ha TEKYyIIMH MOMEHT, YKa3bIBae€TCSd B JUArHo3e¢ W CIYXUT OPUEHTHPOM IIpU

OIIpCACIICHUN MOKa3aHuM K TCpalinu.

CragupoBanue JIMJI ocymiecTBisieTcst Mo pe3yjbraraM 00CieIOBaHUS B COOTBETCTBUU C KPUTEPHUSIMHU

knaccugukanuu Ann Arbor (cm. pasaen 7.1 qanHbix pexkomenaanuii) [13].

Tabauua 1. Ctagnu XpoOHUYECKOro JuMEpouuTapHoro Jeiiko3a no Binet

Cragus XapakTepucTtuka MeagunaHa Aonsa naumeHToB
BbDKMBAE€MOCTH, B Ae6iote, %
Mec.

A emorno6bun >100 r/n, >120 60

TpoM6ouuThl >100 x 10%/n,
nopaxeHo <3 nuMdaTnyecknx obnacremn*

B Femorno6buH >100 r/n, 61 30
Tpom6ouuTbl >100 x 109/n,
nopaxeHo >3 nuMdaTtnyecknx obnacremn*

C Femorno6bun <100 r/n 32 10
unm




| ypoBeHb TpomMbounTos <100 x 107/n I I

*Jlumbarudeckre o0nacTu: MeHbIe TUM(PATHUECKUE Y3IIbI, TOIMBIIICYHbIC JTUMpATHUECKUE Y3IIbI (C

1 unu 2 cTOpoH), MaxoBbie JUMQpaTHuecKue y3ibl (¢ 1 wim 2 CTOpOH), TIeUeHb, CEJIe3CHKA.

1.5.2. OnpenejieHne rpynn puckKa

Mexnaynapoausiii nmporaoctudyeckuit uaaexkc (MIIN) ans XJIJI pa3paboTraH Ha OCHOBaHMM aHAJIU3a
BbDKUBAEMOCTH 3472 MalMeHTOB, BKJIOYEHHBIX B 8 MCCIIEIOBAHUMN, KOTOpbIE MPOBeAcHBI B EBporne u

CIIA [14]. NHeKC yuyuThIBaeT 5 mapameTpoB:

. Hammuue del(17p) n/unu myranmit 7P353,
. MyTaIllMOHHBIN CTaTyC T€HOB BapuabelbHOro peruona uMmyHornooynuaos (IGHV),
. YpOBEHb P2-MUKPOTIO0YINHA,

. CTaJIHIo,

whm RN W N =

. BO3PAacCT IMaluCHTOB.

Kaxxmomy u3 3TuX mapaMeTpoB MPUCBOCH Oai, oTpaxaronuii otHomenue pucko (OP) mporpeccun
i cMmeptu (1abm. 2). MIIN nna XJIJI no3BonsieT pacnpeaeuTh MalikueHToB 1Mo 4 rpyInam: ¢ HU3KUM
puckoM mnporpeccupoBanus (0—1 6amt), c MpoOMeKyTOUYHBIM PUCKOM MporpeccupoBanus (2—3 6ama), ¢
BBICOKUM PHCKOM MporpeccupoBanus (4—6 0anioB) U ¢ 0O4EHb BHICOKUM PUCKOM MPOTPECCUPOBAHUS
(7-10 6amnoB). O6mas BepKHBacMoCTh (OB) B 3THX Tpynmax mpuBeneHa B pasueie 7.2 JaHHBIX
pexoMenganuil. Mmerorcs gannsie o ToM, uro MIIM mo3Bonsier crpatuduuupoBarh MAlMEHTOB B
peumanse XJIJL.

Tabauua 2. MexxayHapoaAHbI NPOrHOCTHYECKH MHICKC

MapameTtp OTpuuaTtesibHOe 3HaYeHue OTHOLWEeHue Bannbi
puckos

TP53 (17p) [Oeneuunsi/MmyTaums 4,2 4
Cratyc IGHV Bes myTauui 2,6 2
YpoBeHb 2-MuKkpornobynuHa, mMr/n >3,5 2,0 2
Cragus B/C no Binet nnu I-1V no Rai 1,6 1
BospacTt >65 net 1,7 1
Bo3MO>KHble 3HaYEHMS LWKasbl 0-10

1.6. Knuauveckasi kapTuHa 3a00/1eBAHUS UM COCTOSIHUS (TPYIIIbI
3200J1eBAHUN WM COCTOSTHUI)

3a0ojieBaHUE MOXKET IMPOTCKATh 0OeCCMMNITOMHO HJIH MMPOABIIATHCS J'II/IM(l)aI[eHOHaTI/ICI\/JI, YBCIIMUCHUECM

MUHAAJINH, CHHGHOMGF&HHCﬁ, rermaroMerajaueu u HCCHeI_II/I(I)I/I‘ICCKI/IMI/I CUMIITOMAaMH,



00yCIIOBICHHBIMUA aHeMHeH (yTOMJISIEMOCTh, HEJIOMOTAaHUE), UMMYyHOCYIIpeccuen (IpUcoeTnHEHNEM
MH(EKIIMOHHBIX 0CJI0KHEHUH ), MHTOKCUKaluen (B-cumnromamu — temneparypoit tena >38°C Oosnee 2
Hel. moapsii 0e3 MPU3HAKOB BOCHAJICHMS, HOYHBIMHU MPOQy3HBIMU MOTaMHu, moxygaHuem Ha 10 %

Macchl Teja 3a nociaeaHue 6 mMec.).



2. Jlmarnocruka

Kpumepuu ycmanoenenusa ouaznosa/cocmoanus

[na nocmanoexku ouacnoza XJIJI mpebyiomcs oOwuil amanuz Kpoeu U UMMYHOGeHOmunuieckoe
uccneoosanue ¢ - UCNONb30BAHUEM  MHO2OYGEMHOU  NPOMOYHOU  YUMOMEmpUl,  KOmopoe

npednoqmumeﬂbﬁee 6bINOJIHAMb NO KPOBU.

Juaenocmuuecxue kpumepuu XJIJI (BO3, 2016) [15]:

MBKJI >5 000 6 I mxn kposu,
¢denomun CDI19+, CD5+, CD23+, CD79b+dim, CD20+dim, CD22+dim, slg dim, CDS8Ildim,
CD160dim;

pecmpuKyus 1eeKux yeneu (kanna auoo aamooa);

>30 % aumgoyumos 8 KOCMHOM MO32e;

ouaernosz XJIJI ne ycmaraeaueaemcsa npu HA1uduu yumoneHuu uiu CeA3aHHblX C 3abonesanuem

CUMNMOMO8 NpU KONU4ecmsee MOHOKIOHANbHbIX B-1umpoyumos <5 000/mxa.

uaenos ycmanasnusarom npu eviseienuu 6 kposu >5 000 B-numgpoyumos 6 1 mxn nepugepuueckoii
KpOBU Npu Yclosuu, umo aumgoyumos coxpansemcs donee 3 mec. Knonanonocms B-numgpoyumos

00124CHA ObIMb NOOMBEPAHCOEHA C NOMOUBIO UMMYHODEHOMUNUPOBAHUSL.

JIMJI ouaenocmupyemcs npu HAIuyuu 1umM@aoeHonamuu, u/ui CnieHome2aiuu, u/uiu yumoneHuu,
8bI36AHHOL NOPANCEHUEM KOCMHO20 MO32d, NPU YCI08UU, YMO AOCOTIOMHOE YUCIO MOHOKIOHAIbHLIX B-
aumgpoyumos 6 kposu He npesviwwaem 5 000 6 1 mxn. Hmmynoeucmoxumudeckuii ¢henomun
onyxonesvix B-numgpoyumos coomseemcmeyem XJIJI. [{uacrnosz oondxicen 6ims noomeepicoeHn buoncueti

JzuMgbamuquKoeo y3ia, KOCnHO20 Mo32a UIU nOpaAsNCEHHO20 Op2aHA.

2.1. ’Kaja00bI 1 aHAMHE3

e Bcewm namuentam ¢ nogospenrem Ha XJIJI, a Taxke BceM manuentam ¢ BepuduimpoBanubiM XJ1JI
MIpU KaKJIOM MPHUEME y TeMaTojora peKoMeHayeTcsi cOop aHaMHe3a M JKaio0 Mpu 3a00JIeBaHUAX
OpPraHOB KPOBETBOPECHHS M KPOBHU JJIs OIICHKU COCTOSHHS TAIMEeHTa, a TaKXKe IS BBISIBICHUS

(bakTopoB, KOTOPHIE MOTYT OKa3aTh BIMSHUE HA BHIOOD JiedeOHOM TakTUKH manuenTa [12,16].
YpoBenn yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: npu coope amammnesa HeoOX0O0UMO YMOUHUMb HANUYUE 6 CEMEUHOM aHAMHe3e
3a601e8aHUll OP2aHO8 KPOBemMBOPeHUs U Kposu. Kanobbl Mocym omcymcmeosams, u mo2oa npusHaKu
3a601e8aHUS BbIAGIAIOMCA NPU CAYYAHOM 00caiedosanuu. Mooicem Obimb 8bi671€HO OeCCUMNIMOMHOE
yeenuueHue aumM@amuieckux 3106 aooou noxkamusayuu. Mozym npucymcemeosams nrodvle d#anooul,
CB8A3aHHble C BoBleUeHueM opeanos u mkaueli. Ilpu coope dxncanob ocoboe eHumaHue HeoOXOOUMO

yoenums Gula8IeHU0 HeCneyuguueckux CUMNmMomMo8 uwmoxcukayuu (memnepamypsl meia >38°C



bonee 2 Hed. noopsao 6e3 Npu3HAKO8 80CHANEHUsl, HOUHBIX NPOQY3HbIX nomos, noxyoanus Ha 10 %

maccovl mena 3a nocieonue 6 mec.).

2.2. PusukajabHoOe 00cIe10BaHHue

e Bcem manumentam ¢ mopo3penueMm Ha XJUJI/JIMJI wnm BeisBnenusiM XJIJI/JIMJI npu nepBuyHOM
WIN TOBTOPHOM NpHEME, NMPU KOHTPOJIbHBIX OOCJIENOBAaHUSAX M TPU IOAO3PEHUU HA PEelUaAuB/
porpeccupoBanre 3a00JIeBaHUSI PEKOMEHAYeTCsl BBINOJIHEHHE BU3YyaJlbHOTO TEpPareBTUYECKOTO
OCMOTpa, TEPANEBTUYECKOM MANbIIAIMK W TEPANEBTUYECKOM AayCKYJNbTallUM JJISI yTOYHEHUS
pacupoOCTPAaHEHHOCTH 3a00JIeBaHUSl U OLIEHKH COCTOSHMSI NMALMEHTa, B TOM YHCIE OTAEIbHBIX

opraHoB u cucteMm [12,16].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KomMmenTapuii: npu ocmompe neobxooumo oyenumo odbwee cocmosinue nayuenma no wxaie ECOG
(cm. npunoxcenue I'l), a maxoice ocmompemsv MUHOAIUHBL U NOLOCMb PMA;, NATLRAYUS OOAHCHA
BKIIOUAMb 8 cebsi Nanibnayuio 6cex OOCMYNHBIX 2PYNNn Nepudeputeckux auUmM@amudeckux y3ioe,

nevyeHu, Ccele3eHKuU.

2.3. JlaGopaTopHble TUATHOCTHYECKHE UCCIET0BAHMS

2.3.1. JIaGopaTopHble UCCIETOBAHNS /1JI51 OLIEHKH 00IIEro COCTOSIHUS NAMEHTA

e Bcem nanuentam c¢ nopo3penueMm Ha XJUJI/JIMII unu BoissBnenusiM XJIJI/JIMJI npu nepBuyHOM
WJIM MOBTOPHOM IpUEME, MPU OLIEHKE PEMHUCCUU 4Yepe3 2 MecC. MOCJEe 3aBEepILICHUs Tepaluu, Ipu
KOHTPOJIBHBIX O0OCIENOBaHUSAX W TMPHU TOMO3PEHHHM Ha PEIUAUB 3a00JICBaHUS PeKOMeHyeTcsl
BBINIOJIHUTh PA3BEPHYTHIM KIMHUYECKUN aHajlu3 KPOBU C OINPEACIICHUEM YpPOBHS IeMOIIOOMHA,
KOJTMYECTBA DPUTPOILIMUTOB, TPOMOOILIUTOB, JIEUKOIIUTOB, MOJCUYETOM JICHKOIUTApHOH (OPMYIBI U
KOJTMYECTBA PETUKYJIOIMTOB Il BepU(UKAIMK JUATHO3a, YTOYHEHHS aKTUBHOCTU 3a00JIeBaHUS,
OIpEENIEHNs BO3MOXHOCTH MPOBEACHUS TEPANUU W/ UK (B Cilyyae paHee MPOBEACHHON Teparuu) —

Pa3BUTHUS HEKEATEIbHBIX SABICHUN JieueHus [12,16].
YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: 6 okpawennvix npenapamax nepugepuueckoi kposu kiemku XJ/IJI umerom
MOpEhoNo2UI0 MANLIX TUMPOYUMOE C V3KUM 0O0OKOM YUMONIAA3MbL, NIAOMHBIM SOPOM, 21blOYAMbIM
xpomamunom, 6Oe3 omuemaueozo sopviwka. Pesce ecmpeuaemcs mopghonoeus akmusupo8anHvlx
aumgpoyumos — ¢ bonee WUPOKUM 0D0OKOM YUMONIA3MbL CUHE20 Yeema Ulu Kpaegol bazoghunuell.
Cpeou numghoyumos oxono 5 % mocym cocmasisime amunuyHvle KIemKu (¢ pacujenjieHHulMU,
cKIa0uUamviMu A0pamu), a maxdice NpoaumM@poyumsl — 0OOnee KpynHvle KIemKU C HEePABHOMEPHO
pacnpeoeienHbiM XpOMamuHom 8 aope, 1—2 Hykneonamu, umo He npomusopeuum ouacnosy XJIJI. /s

XJIJI xapakmepno evlsaenenue 6 Kpogu paspyuleHnsvlx Kiemok — meneu I ymnpexma. Ilpu evisagnenuu



bonee 55 % nponumgpoyumos 6 Kposu OUACHOCMUPYIOM NPOAUMPOYUMAPHBIN NeUKO3, B8APUAHM

Komopozo (B- unu T-knemounwiii) ycmanagnusaemcs npu ummyHnogenomunuposaruu [16].

e Bcem mammentam ¢ XJUJI/JIMJI mepen mpoBeneHHEM MPOTUBOOIYXOJEBOM Teparuu sl OLICHKU
OOIIET0  COCTOSIHUSA, OMNpPEICNICHUsT HEOOXOIMMOCTH TPOBEACHUS  COIMYTCTBYIOIIEH  WIH
CONPOBOAUTENBHON TEpalMi WIM PEAYKUHUH 103 IPEnaparoB PEKOMEHAYeTCsl BBIIIOJIHEHUE

CJIEIYIONINX Ja0OPaTOPHBIX HCCIIEIOBAHMI:

o OMOXMMHUYECKOTO  OOIIETepaneBTUYECKOTO  aHalu3a  KpOBH  (ONpPENEsSoT  ypOBEHb
JAKTaTAECTUAPOreHa3bl, MOYEBOI KHUCIIOTHI, MOYEBUHBI, KpeaTMHUHA, oOuero Oenka, ajabOymMuHa,
OowmpyouHa, acrapraramuaoTpancdepasbl (ACT), anannaamuHOoTpanchepassl (AJIT), menounoi
docdaraspl, kKamus, HATPUs, XJI0pa, Kanblusd, B2-Mukporiooyimuna) [12,16];

o KoaryjJorpaMMmbl (ONpenessiioT ypoBeHb MpoTpoMOuHa, ¢ubpuHoreHa, anturpomOuna III,
mIa3sMuHOTeHa,  D-muMepa,  MEXIyHapomHOe  HopMaiau3oBaHHoe  oTtHomienme  (MHO),
aKTUBUPOBAHHOE YaCTUYHOE TpoMOorutacTuHOBOE BpeMs (AUTB), TpomOuHOBOE BpeMs), IPSIMOTO
aHTUDIOOYIMHOBOTO TecTa (mpsMoil mpoOsl KymOca) ayis yTOUYHEHUs HAJIWYUs TeMOJUTHYCCKHUX
ocnoxxknenuit XJUJI [12,16];

o o0mIero (KTHHAYECKOro) aHann3a mouu [12,16].
YpoBeHb yoeanuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

2.3.2. JIaGopaTopHble UCCAEAOBAHUA IJi BepUGUKANMNA THATHO32 M OLIEHKH

IPOrHOCTHYEeCKHX (haKkTOpPOB

o [Ipu nomo3pennn Ha XJIJI y marmenToB ¢ yuciom B-numdorutor >5000 B 1 M1 pekoMeHayeTCs
BBIMOJIHUTh MMMYHO(EHOTUIIMPOBAHUE JIUM(OIUTOB KPOBHM METOIOM MPOTOYHOM IUTOQIIYO-

PUMETPHHU C LIETbI0 Bepudukanuu auarsosa [17].
YpoBeHb yOeauTEILHOCTH peKoMeHaaunii — B (YpoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB — 2).

KommenTapuu: ouaenos XJIJI ycmanasnuearom npu eviagienuu >5000 B-numgoyumos 6 1 mkn
nepugepuieckoll Kposu npu yCiosuu, umo aumpoyumos coxpausemcs 6onee 3 mec. Knonanenocmo B-
aum@poyumos  00NKHCHA — ObIMb  NOOMBEPIHCOEHA €  NOMOWDBIO  UMMYHODEHOMUNUPOBAHUSL.
Pexomenoyemas ona ouaenocmuxu XJIJI munumanvuas ouaeHocmu4eckas namenb OO0INCHA BKIIOUANb
cnedyrouue mapkepvi: CD19, CD5, CD23, CD20, xanna, namboa. B xauecmee OdononnumenvHulx
OUACHOCMUYECKUX MapKepos8 pexomendyemcs ucnonvzosams CD43, CD200, CD79b, CDS81. Yacmo
peKomeHdyemble, HO Heobs3amenvHvle 0/ OUACHOCMUKU U MOHUMOPUPOBAHUSL ONYXOLeB0U NONYIAYUU
XJJI mapkepwi: CD22, FMC7, CD38. Knaccuueckuii ¢oenomun rknemox XJIJI xapaxmepuzyemcs
axcnpeccuel B-knemounvix anmueenos CD19, CD20, CD22, CD79b 6 couemanuu ¢ «T-kaiemourvim»
mapkepom CD35 u akmusayuonnvim mapkepom CDZ23. Onyxonesvie KiemKu d9KCnpeccupyom oOuH mun
NIe2KoU yenu UMMYHO2N00VIUH08 (kanna uiu aamooa). Uumencusnocmv sKcnpeccuu B-Kiemoumvix
anmueenos (CD20, CD22, CD79b), a makoice n08epxXHOCMHbBIX UMMYHO2I00VIUHO8 Ha KiemKax XJIJI
HUdCe, YeM Ha HOpMAalbHblX B-numgoyumax. Tem ne menee ModcHO 6cmpemums HEMAno Clyydes,

K020a henomun onyxonesvix K1emokx He enoame coomseemcmayem XJIJI.



o [lpu momo3penun Ha JIMJI y manueHTOB 0€3 KIMHUYECKOTO JTUMQOINUTO3a B KPOBH, a TAKXKE Y
NAlMEHTOB C TMOAO3PEHHEM Ha TpaHC(OPMALUI0 PEKOMEHAYeTCsl BBIIOJIHUTH OHOICHUIO
auMpaTudeckoro ysna (ouara TOpPaXKEHUs) U IaTOJOr0-aHaTOMHUYECKOE HCCIIEIOBaHUE
OworncuitHOrO  (OmEparMoOHHOTO0)  Marepuana JUMGATHYECKOTO y31a ¢ TIPUMEHCHHEM

UMMYHOTHCTOXUMUYECKUX METOJIOB JiJIsl Bepudukanuu quarsosa [12,16,18].
YpoBeHb yoeauteabHoCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 5).

KomMeHTapuu: 6 cucmonocuueckux npenapamax mopghoniocuyeckuti cyocmpam npeocmasiet
ougpgysHvim pocmom HeOONLUUX TUMGPDOUOHBIX KIEMOK C OKPYaablMU SA0PAMU, KOMKOBAMBIM
xpomamuHnom, 0Oe3 omuemausvlx sAopviulex. B cpesax mkanu aumgamuueckoeo y3ia Hepeoko
NPUCYMCMBYIOM  (QONTUKYIONO00OHbIe CIMPYKMYPbl — NCe800ONLTUKYIbI, MAK HA3bleaeMble 30Hbl
pocma, npeocmasiieHHvle Y8eiuuyeHHbIM KOIUYeCmeoM NapaumMmyHodIacmos, Kiemok ¢ mopgonozuetl
NPONUMPOYUMOE C PAZTUYUMBIMU AOPLIUKAMU. [lemalibHoe onucanue Mop@onocuyecKol KapmuHvle
daemcsi 8 coomeemcmeyrowux pasoenax pexomenoayuu. Ilpu npoepeccuu XJIJI pasmep smux
nceg0ooNTUKYI08 Yeenuuusaemcs, onu mocym ciausamvcs. Y 3—5 % nayuenmoe ¢ XJIJI u JIMJI
pazeusaemcs oughgysunas B-kpynnoxnemounas aumgpoma unu aumgpoma Xooxcxuua. Illosenenue
KPYNHOKIemounou aumgpomst Ha gone XJI/I nazvieaemes cunopomom Puxmepa. Ilossnenue numgpomol
Xooowckuna na gpone XJIJI nazvieaemcs x002ckunckol mpancghopmayuei. Bo 6cex ciyuasx 10KaibHO20
Ovicmpo2o yeenuuenus IUMPamudecKux Y3108 uiu CyuecmeeHH020 UMEeHEeHUs KIUHUYECKOU KapmuHbl
oonesnu (nossnenus B-cumnmomos — eHezanHoU nomepu 6eca, HOUHOU NOMAUBOCMU) HEOOXOOUMO
BLINONIHUMb  OUONCUIO TUMPAMUYECKO20 Y31d, KOCMHO20 MO32d UMU IKCMPAHOOAIbHO20 04alq.

CMHOPOM Puxmepa KOHCcmamupyemcs niojlbKo Ha OCHOBAHUU cUCNTOTI02UYECKO20 UCCIe00B8AHUS.

o [lammuentam ¢ momo3penueM Ha XJIJI/JIMJI mnst oneHku oObeMa MOpa)KEHUsT KOCTHOTO MO3Ta H
COCTOSIHMSL OCTAJIbHBIX POCTKOB KpPOBETBOPEHHSI, HWCKJIIOUEHHUS TOPaKEHUS KOCTHOTO MO3Tra
JPYTUMU OITyXOJISIMU M MH(DEKIMSIME, a TaKkKe JUIS MTOJTy4eHHUs] HICXOAHOTO 00pasiia KOCTHOTO MO3Ta,
HEOOXOAMMOTO Ui CpPaBHEGHUS C OOpa3loM, IMIONyYEeHHBIM TIOCIE IPOBEIACHHS TEparuu
PeKOMeH/IyeTcsi: 1) IMolydeHHe IHMTOJOTHYECKOTO IMperapara KOCTHOTO MO3ra IyTeM ITyHKITHH
(cTepHAJIbHOM MYHKIIMH), HUTOJOTHYECKOe (MHUeIorpaMmMa) U UMMYHO(GEHOTUIIMYECKOe (METOIOM
MPOTOYHOM LUTOPIYyOPUMETPUH) HCCIIEIOBAaHME Ma3Kka KOCTHOTO Mo3ra Jub0 2) ToJdyueHue
TUCTOJIOTHYECKOTO TIperapara KOCTHOTO Mo3ra (TpPemaHOOMOTICHS), IaTOJOTO-aHATOMHUYECKOE
UCClleZloBaHuEe OMONCHIHOTO (ONMEpallMOHHOI0) MaTepuajga KOCTHOIO MoO3ra ¢ HNpPUMEHEHUEM

MMMYHOTMCTOXMMHYECKUX METOOB B CIEAYIOIIUX ciaydasx [17]:

o Mepel HavYaJoM Tepanmuyd y TAIWCHTOB, paHee HE MPOXOAMBIIMX e¢ (HeoOs3aTellbHO, HO
KeJIaTEIbHO);

o MpU NOJO3PEHUH HA TPaHC(HOPMALIHIO.
YpoBeHb yoenuTeJIbHOCTH pekoMeHaanuii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).

Kommenrtapuu: cucmonocuuecxuil ouaenos XJIJI ycmanagnugaemces npu HAIu4uu 8 KOCMHOM MO32€
ougppysnoco numpouonoco nponugepama u3z MOHOMOPPHBLIX KIEMOK HeDOIbUIO20 pazmepa C
OKpYnbiMU  OPAMU, KOMKOSBAMbBIM XPOMAMUHOM, 6 3A6UCUMOCMU OM YCI08Ull (QuKkcayuu —

C Heom4demjiusobiMu ﬂ@pbluﬂ(‘aﬁ/lu unu Oe3 HUX, C MOHKOCMEHHbIMU cocydaMu Kdl’lquJlﬂpHOZO/



BEHYIAPHO20 MUNA, O0ObIYHO PA3PO3HEHHO PACNONOJCEHbl KpPYNHble KIemKU ¢ Mopgonozuel
NApauMMyHOONIACMO8, UH020a NPUCYMCMEBYIOM NCe800PONIUKYIbL (nporugepamuenbvle yenmpol). Ilpu
UMMYHOUCTOXUMUYECKOM UCCLe008AHUU TUMPOUOHBIU NPOIUGDepam XapaKxmepusyemcs dKcnpeccuell
CD20 (ecemepocennas no UHMEHCUBHOCMU, NPEUMYUWECMBEHHO ClAOAs MeMOPAHHAs peaxKyus),
CD79a, IgM, saoepnou skcnpeccueti PAX 5, LEFI1 (s0epnaa peaxyus), xosxcnpeccueii CDJ5
(membpannas peaxyus) u CD23 (membpanuas peaxyus), CD43 npu omcymcemeuu sxcnpeccuu CDI0),
BCL-6, Cyclin D1. Sxcnpeccus LEF1 (0epHas sxcnpeccust) 6oniee UHMEHCUBHO BbIPAJICEHA 8 KILeMKaX
nponUGepamueuvix YeHmpos, 6 Kiemkax ¢ Mmopgonoacuei npoaumgoyumos. s Kiemok
nponughepamusHvlx yeHmpos xapakmepua oonee unmencusnas sxcnpeccus CD20, IgM, LEF1, unozoa
yacmov Ka1emox ncegoo@oniuKkyios (nponugepamusnuvix yenmpos) sxkcnpeccupyem cyclin D1 (crabas
sa0epHas peaxyus). Unoexkc nponugepamusnou akmuenocmu Ki-67 Hesvlcokuil, 00bl4HO cocmagisiem
5-15 % no3umusHvlx KIeMOK 6 30HAX OUuP@Y3H020 MeNKOKIemouHo2o uHGuiempama. Ilpu
UMMYHOUCTOXUMUYECKOM UCCNe008aHUU HA NAPAQUHOBOM Mamepuaie Moxcem Omcymcmeosanms
axcnpeccus CDS5

(0o 20-25 % cnyuaes). dxcnpeccueu BCL-2 xapakmepu3ytomcs 6ce 8apuaHmsl MeIKOKIemounblx B-
KJ1emoynvlx aumgom, koaxcnpeccus IgM u IgD xapaxmepua ona aumghoyumaprou aumg@omvl u
aumgomol us Kiemox manmuu. Ixcnpeccusi LEF1 xapaxmepua 0ns aumpoyumapHou aumpomst ¢
mpancghopmayueis 8 oughpyznyo B-Kiemounyo KpynHokiemounyio aumgomy (cunopoma Puxmepa) u
nozeonsiem npogecmu oughgpepenyuanvryro ouacnocmuxy ¢ CD5+ ougpgpysnou

B-knemounoii KpynHoxkaiemouHo IumM@pomotl.

HOﬂyquue cucmoJiocuvecKkozo npenapama KOCmHOo20 Mo32d (mpenaH06uoncuﬂ KOCmMHO2O MOS’ZCI) He

mpeoyemcs 0151 noomeepxcoenus u popmynuposanus ouazrnoza XJ1J1/JIMII.

Buoncus kocmnoeo mo3zea agnsemcs Heo0A3amelbHOU, HO HCeNamelbHOL npoyedypoll nepeo Hadaiom
mepanuu. XJI/I nepeoxo couemaemcs ¢ Opyeumu Onyxoasamu, Komopvie Mo2ym mMemacmazuposams 8
KOCMHbBIU MO32, BbIAGIAMbCA MOAbKO Npu  oOuoncuu u oadxce OblMb NPUYUHOU YUMONEHUU.
HUmmyHnoxumuomepanus 6 ¢hnyoapabun-cooepicaujem pexicume HepeoKo OCLOHNCHAEMC S YUmoneHueu.
Hanuyue ucxooHoeo obpasya KOCmMHO20 M032a N0360Jsem Ouddepenyuposams npocpeccuposauiie,
aniaszuro,  paseumue  MUELOOUCNAACMUYECKO20 — CUHOPOMA/OCMPO20  MUETIOUOHO020  JleliKo3d,

aymoumMMmyHHble UUMONEHUU.

e Bcem manmentam ¢ XJUJI/JIMJI mepen HadamoMm 1-if U BcexX MOCHEAYIOMMX JIMHUA TEparmuu
PEKOMEHIYeTCs TIPOBEJICHUE MOJICKYJIIPHO-IIMTOICHETUYECKOTO HMCCIICIOBAaHUSI C NMPUMEHEHHUEM
Merona duyopectienTHor rudpuausanuu (FISH) na nenenmio 17p m onpeneneHue MyTtamuii reHa
TP53, a Ttakxke (mpu Hamuuuu Bo3MmoxHOcTH) Ha +12; del(11q), del(13q), del(17p) musa

OTIpEICIICHUS MPOTHOCTUYCCKOM TPYIIIBI M BBIPAOOTKH TAKTHKH JieueHus [14].
YpoBeHb yOeIUTEILHOCTH PeKOMeHAauuil — A (YPOBeHb I0CTOBEPHOCTH /10KA3aTeJbCTB — 2).

KommenTtapuu: oeneyus 17p sasnsemcs 2nagHblM yumo2eHemudecKkum MapKepom, HenocpeoCcmeeHHO
BIUAIOWUM HA Mepanesmuyeckyto makmuky. Pekomendyemces nposooumse ckpunune Ha deneyuto 17p y

6cex nayuenmoe, umerwux noxKasaHus K Hadauxzy mepanuu, u/unu npu Heaqbqbekmueﬂocmu



CMAHOAPMHOU mepanuu, 0COOEeHHO y NAYUEHMO8 MOaodce 55 Jiem, y KOMOpbIX Modcem Oblmb

npoge()eHa AJUIOCEHHAAL MPARCNIAHMAYUAL.

B nacmoawee e6pems 0Onracodapsi memoodam 2nyOOKO20 CEKBEHUPOBAHUS YCMAHOBIEHO, UMO
bonvuuHcmeo cayyaes pegpaxmeprocmu odyciosieno ympamou TP53 nubo 3a cuem Oeneyuu 6
couemanuu ¢ mymayusamu, aubo 3a cuem mymayuu 2ena. Iloosmomy cecoons evinonnenue FISH
Ha Oeneyuto 17p Hedocmamouno. [lna moco umobwvl udenmuuyuposams Haubodbuiee YUCio
NayueHmos ¢ yCmoudu8oCmoio K UMMYHOXUMUOMEPANUU, HEOOX0OUMO MAaKdH#ce UCCIe008amb MymMayuu

TP53. Hanuuue mymayuu KOHCmMamupyemcsl, eciu Yyucio Kiemoxk ¢ mymayueu npesviuwiaem 10 %.

o Bcem marmuentam ¢ XJIJI/JIMJI Ha MOMEHT yCTaHOBJICHHUS AHArHO3a PeKOMEHIAYeTCsl OTIPEICIICHHE

MyTaiuu renoB /GHV nns yrouHeHus nporuosa 3aboneanws [14].
YpoBeHb yOeaUTEIHLHOCTH PeKOMeHAaIUil — A (YPOBEHb JOCTOBEPHOCTH /10KA3aTEJIbCTB — 2).

KommenTtapun: vymayuu cenose IGHV umerom npoenocmuueckoe 3Hauenue. B nacmoswee epems
npoeHo3 y nayuenmos ¢ XJIJI oyenusarom no medxncoyHapooHomy npocnocmuyeckomy unoexcy ons XJ1J1
(cm. pazoen 5.1). Hnoexc mpebyem oyeuwku Ypo8Hs [2-MUKpoeioOyIuHa, MymayuoHHO20 Cmamycd
IGHYV, a makace yumozenemuueckozo uccieoosanus. Onpeodenenue 2mux nokazameneu iHceiamenbHo.
Y nayuenmoe ¢ mymayusamu IGHV 6e3 ¢pakmopos nebnaconpuamnozo npoznosa, oocmueuiux MOB-
He2amueHoOU pemMuccuu nocie 3 YuKios, 603MONCHO COKpaujeHue 003 npenapamos Uil Yyucia yuxkios
FCR. IIpu smom pemuccuu y 0aHHOU epynnvl NAYueHmos cmoiw xce oaumenvHul. C yuemom 8viCoKoll
UHGOpMamueHol — YyeHHOCMU 8  OMHOWEHUU  8peMeHu 00  mepanuu,  dppexmusHocmu
UMMYHOXUMUOMEPANUU, 8pemeny 00 peyuouea mymayuonHoli cmamyc cenos IGHV pexomendyemcs
1O B03MOXNCHOCIU Oonpeodeisimb, 00OHAKO OAHHOe UCCIe008aHue He A61aemcs 0053amelbHbIM 6He

KIUHUYECKUX UCCTe008AHUL.

e Bcem mammentam ¢ XJIJI/JIMJI dwepe3 6 mec. mocie 3aBEepIICHHS JICUCHHS PEKOMEHIYyeTCsl
UMMYHO(DEHOTHITMPOBAHUE OMOJIOTMYECKOTO MaTepHraga METOIOM MPOTOYHOW ITUTOPIYOPUMETPHH

JUISL BBISIBIICHUSI MApKEPOB MUHUMAJIbHOM ocTarouHo 6one3nu (MOB) npu remo6acro3ax [19].
YpoBeHb yOeIUTEILHOCTH PeKOMeHAauuil — A (YPOBeHb I0CTOBEPHOCTH I0KA3aTeJbCTB — 2).

KommenTapuu: npu ¢unanvnoii oyenke sghghekma nocne 3agepuienusi ummynoxumuomepanuu MObB
no3eonsem npocHo3upoeams epems 00 peyuousea u OB. Borvwiuncmeo npocHocmuyeckux cxem
nocmpoeno na oyenxke MOD 6 kposu, oOnako ucciedosanue KOCMHO20 M0O32a NO3B0JISIen OOCHOBEPHO

noomeepoums MObB-necamusHyo noaHy0 pemuccuro.

Heoonoxpamuo nokasano, umo xonuvecmeeHnuas xapaxkmepucmuka MOB 6 kpoeu no 3asepuieHuu
mepanuu Koppeaupyem ¢ 8blHCUBAEMOCMbIO U NOIMOMY MOHCEM UCNONIb308AMbCI KAK PYKOBOOCMBO K
oeuicmeuro. Ocmamounas nonynsayus kiemox XJIJI 6 kposu >1 % npedeewaem pannuil peyuous u
MOJICEM CILYHCUMb OCHOBaHUEM OJisi cmeHbl mepanuu. Ocmamoynas nonynayusa kiemox XJ1J1 é kposu
0,90-0,01 % xapaxmepuszyem epynny nayueHmos ¢ MeouaHoll 8blHCUBAEeMOCmU Oe3 NPocPecCupo8anus

(BEIl) okono 3 nem; y kamecopuu HNAYUEHMOB MONCHO pPACCMAMPUBAMb  BO3MONCHOCD



noooepxcusaoweti  mepanuu. Ocmamounas nonyrayus kiemoxk XJ/IJI 6 kposu <0,01 %

ceudemenbCmeyem 0 8blCOKOU 8epPOSMHOCMU ONUMENbHOU pemuccuu (>5 1em).

llocne mpancniarmayuu Ajal02eHHblX 2eMONOIMUUECKUX CNnl60J106blX KIIEMOK MOFB onpedeﬂ}zemaz

Kadxcovle 3 mec. 8 meyenue 200a iU 00 HACMYNieHUsi peyuousda.

2.3.2. JIpyrue o6si3arejibHble JIA00PATOPHbIE MCCJIe/I0BAHUS

e Bcem manmentam ¢ XJUJI/JIMJI mepen mpoBeneHueM 1-ii JTUHUM MPOTHBOOITYXOJIEBOM Tepamuu
peKoMeH/yeTcs OlpesielieHne OCHOBHBIX Ipynn KpoBH 1o cucteme ABO, onpenenenue anturena D
cucTeMbl pesyc (pe3yc-akropa), ompeacieHue (EHOTUINIA AHTUTECHOB JPUTPOIMTOB IS
BO3MOXXHOCTH BBINIOJIHEHUSI TEMOTpPAHC(Py3Un MPU HATUYMU TOKAa3aHWM 10, BO BpeMs WM MOCTe

tepanuu [16].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e« Bcem mnanumentam c¢ XJUIJJIMJI mepen mnpoBemenuem Tepanuu antutenamu k CD20 wunum
HOpyTHHHOOM™* ¢ Menpl0 yTOYHEHHWS pHUCKa M B CiIydae HEOOXOTUMOCTH MPO(HUIAKTUKH
peakTuBauuM  BHpycHoro remaruta [20] pexkoMeHayeTCs  BBINOJHEHHE  Pa3BEPHYTOIrO
BHUPYCOJIOTMYECKOTO UCCIIEI0BAaHuUs JUIsl BBISIBIICHUS. MAPKEPOB BUpYyca remnaruta B, koropoe q0mKHO

BKJIXOYAaTb OIIPCACIICHUC!

o antureHa (HbsAg) Bupyca remarura B B kpoBH;

o aHTUTeN K noBepxHocTHOMY aHTUreny (HBsAg) Bupyca renarura B B kpoBy;

o antuten K sigaepHomy antureny (HBcAg) Bupyca renarura B B kpoBu;

o JIHK Bupyca rematuta B B KpOoBM METOIOM NOJMMEPAa3HON LEMNHOM peakuuM (KaueCTBEHHOE

HCCIIEIOBAHUE).
YpoBenb yoenuTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4.

Kommentapuu: smomy eonpocy npu XJ/IJI yoensemcsa ocoboe énumanue, nockonvky kiemxu XJIJI
AGNAIOMCA OONOTHUMENbHBIM pe3epeyapom 0 eupyca enamuma B. 3nauenus mapkepos supycrHoco

eenamuma B npedcmasnenvt 6 npunodcenuu A3.1.

e Bcem nepBuunbiM nanuentam ¢ XJIJI/JIMJI nepen npoBenenuem 1-il TMHUM MPOTHUBOOMYXOJIEBOM
TEparuy peKoMeHyeTcsl MOJICKYJIIPHO-OMOIOrMYeCKOe UCCIIEJOBaHNE KPOBU Ha HaJU4ue BUpyca
umMMmyHoneunmta 4venoeka (Ompenenenue antuten kmaccoB M, G (IgM, IgG) k Bupycam
umMmyHogedunura yenoseka BUY-1 u BUY-2 (Human immunodeficiency virus HIV 1 u Human
immunodeficiency virus HIV 2) B kpoBu mjis yTouyHEHHS HEOOXOAMMOCTH OJHOBPEMEHHOTO

MPOBEACHUS MPOTUBOOITYXO0JEBOM U aHTUPETPOBUPYCHOM Tepanuu [16].
Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e Bcem mammentam ¢ XJUI/JJIMJI Ha MOMEHT YCTAaHOBJICHMsI JHMarHo3a, TOCIe KaKIOu
MMMYHOCYTIPECCUBHOM ~Tepaliud M TMOCJHEe KKIOM TskKenod OakrepuaibHOM HMHOEKIUU

PeKOMeH/IyeTCs OIpe/iesieHne YPOBHA UMMYHOIIIOOYIMHOB [12,16].



YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 5).

2.4. UucTpyMeHTAJIbHBbIE TUATHOCTHYECKUE UCCICT0OBAHUS

o Bcem mammenTtam nepen HaganoMm teparnuu XJIJI/JIMJI, ipu onieHKe peMuccuu depes 2 Mec. Tocie
3aBepIIeHUs Tepanuu (€CId UMENOCh MopakeHne TUM(aTUIeCKuX y3/10B 001acTH cpenocTeHus u/
WIM JIETOYHOM TKaHM), a TaKKe IPH IMOJO03PEHUM HA PELUAMB/IPOrpecCUpOBaHUE 3a00J€BaHUs
pexoMenayetcs BoinosiHeHne KT rpyaHoii kieTku, opraHoB OpIOLIHOM MOJIOCTH U MaJIOTro Tasa (c
KOHTPACTUPOBAHHEM) /I YTOYHEHHUS HAJIWYUS U PACTIPOCTPAHCHHOCTH JUMQAJACHONATUU WU

OLIEHKH MTPOTHUBOOMYXO0JIEBOro 3(pdexTa, eciau nucciae1oBaHue BBITIOIHEHO B fuHaMuke [12,16].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /10KA3aTEJNbCTB — 5).

o [laruentam mepen HauaiaoM tepanuu XJIJI/JIMJI, ecau BeisiBaeHBI npoTtuBonokazanus k KT, mpu
OLICHKE PEMHCCHM uepe3 2 MeC. IOCJe 3aBeplICHMs] Tepanuu (€cld HMEJIOCh MOpPaKeHUe
TUM(paTUIECKUX Y3JI0B 00JIACTH CPEOCTEHUS W/WIIH JIETOYHOM TKaHM), a TAK)Ke MPHU MOJ03PEHUH Ha
peLMIUB/IPOTpecCCUpOBaHiEe 3a00JIeBaHUsI PeKOMeHAyeTcsl Il YTOYHEHHUS Halu4us U

pacupoCTPaHEHHOCTH JIUM(aJeHONAaTUH BBIMOIHUTH CleAyolue uccaenosanus [12,16]:

o peHTreHorpaduio OpraHoB rPYIHOMN KIETKH B 2 MPOEKIINIX;
o Y3U numparnueckux y310B (mepudeprueckux, BHYTPHOPIOMIHBIX U 3a0pIOIIUHHBIX) U

BHYTPEHHHUX OPraHOB (OPraHOB OPIOIIHOM MOJIOCTH U MAJIOro Tasa).
YpoBenn yoeaureabHOCcTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

e [lammentam c monmospenueM Ha XJUI/JIMJI nubo c¢ ycranoBiaeHHsiM auaraozom XJUUI/JIMIL, y
KOTOPBIX UMEIOTCS KIIMHUYECKHUE MPU3HAKU CUHIpoMa PuxTepa uimm XOIKKUHCKON TpaHchopMaluu
(mporpeccupyomuii poct IMMGaTHUYECKUX y3JI0B, OTEPs Beca, NEPCUCTUPYIONIas TuXopaaka 0e3
NPU3HAKOB ~ MH(EKIHMHU, BBICOKMH  YpPOBEHb  JAKTAaTAECTUAPOreHA3bl, T'MIEPKAIbLIUEMHUS),
PEeKOMEHAYeTCs BBIMOJIHUTH TO3UTPOHHYI0 OSMHCCHOHHYIO TOMOTpaduio C NpUMEHEHUEM
TYMOPOTPOMHBIX paanodapMIpenapaToB s UCKIIOYEHUsT TpaHChHOpMaluK JTUOO0 NSl BBISBICHUS

30H C BEpOSATHOU TpaHchopmarmeit [21].
YpoBeHb yoeauTeIbHOCTH PpeKoMeHaannii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3).

KommenTapuu: npu snauenusx SUV <5 seposmuocms cunopoma Puxmepa cocmasnsiem oxono 3 %
[22]. [na cunopoma Puxmepa munuunsl 3uauenuss SUV >15 %. Eciu unmencusnocms HAKONJIEHUS
npenapama omuyemiuugo paziuiaemcs 8 pa3HblX 30HAX, He0OX0OUMO 8bINONHeHUe buoncuu Haubonee

aAKmueHoco y3ia uiu odacea.

e Bcem mammentam ¢ BepudummpoBanabiM  XJIJI/JIMJI  mepenm HawaimoM —Tepanmud IS
CBOEBPEMEHHOTO BBISIBIICHUS COIYTCTBYIOIIEW MATOJIOTHM CO CTOPOHBI CEPACYHO-COCYAUCTOU,
JIbIXaTeIbHON U MUIIEBAPUTEIHLHON CUCTEM M JIJI ONPEEICHUsT HEOOXOIUMOCTH UX TPOPUITAKTUKU

WJIU JICYECHHSI PEKOMEHAYeTCsl BBINIOJHUTD CIIEAYIOIMe ucciaenoBanus [16]:



o 3JIEKTpOKapAuOrpaduio;
o aXoKapauorpaduio;

o YABTPa3BYKOBYIO JOMNIUIeporpaduio cocy1oB (apTepuil U BeH) HUKHUX KOHEUHOCTEH.

YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

2.5. Uuble nuarHocTuyecKme UCCJae10BaHus

e Bcem mammentam ¢ XJUUI/JIMJI ¢ KOMOpPOMIHOCTBIO, KOTOpas MOXKET TIOBJIHATH Ha BBIOOD
MpOrpaMMbl  MPOTUBOOIYXOJEBOTO  JICUCHHs, TMepe] HadajioM Tepanmuu PeKOMeHIyeTcsi
KOHCYJIbTAIIUs COOTBETCTBYIOIIETO Bpaya-crenuanucra (Bpada-Kapauosiora, Bpada-HEBPOJIOTa,

Bpava-oTOpUHOIApUHOJIOTA U 11p.) [16].

YpoBeHnsb yoeauteabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).



3. Jleuenne

Haznauenue u npuMeHeHHEe JIEKapCTBEHHBIX MPENapaTroB, yKa3aHHBIX B KIMHUYECKUX PEKOMEHIALNH,
HalpaBJICHO Ha OO0ecCIleYeHHe MalUeHTa KIMHUYEeCKH 3()PEeKTUBHON M Oe30MacHOM METUIMHCKOM
MOMOIIM, B CBSI3W C 4Y€M HX HA3HAYCHHE M NPUMEHEHHE B KOHKPETHOM KIMHUYECKOW CUTYyaIllH
OTIpeIeNIIeTCS] B COOTBETCTBHHM C HMHCTPYKUIMSMH IO MPUMEHEHUIO KOHKPETHBIX JIEKapCTBEHHBIX
IpernapaToB € peaju3alieil MPEeACTABICHHBIX B HWHCTPYKIUM MEp MNPEJOCTOPONKHOCTH MPU HX

MNPUMCHCHHNH, TAKIKC BO3BMOKHA KOPPCKIHUA 103 C YUYCTOM COCTOAHUS IMAlTUCHTA.

3.1. [loka3anus K Hayaay Tepanuu B-kierounoro XJIJI

e Bcem mammentam ¢ BepudunmpoanbiM XJIJI/JIMJI pexomenayercsi Hauano crnenuduieckoit

TE€panvy TOJBKO NPH HAIMYAM I[OKa3aHWW B coorBeTcTBUM ¢ Kpurtepusmu [WCLL 2018
(cm. mpunoxenne A3.2) [12,16].

Yposennb yoeaureabHoCcTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTtapuu: oxono 30 % nayuenmos umerom meonenno npoepeccupyroujee mevenue XJ1JI, npuuem
NPOOOIHCUMETLHOCb UX HCU3HU OIU3Ka K 0Owenonyisayuonnou. Haruuue makoii epynnvl nayuenmos
oenaem 00OOCHOBAHHOU MAKMUK)Y BbIHCUOAMENbHO20 HAONO0EHUs 00 NOAGNeHUs NOKA3AHUL K
mepanuu. Tepanus XJIJI oonoicna navunamocs npu Haauwuu nokazanuti no kpumepusim IWCLL 2018.
llayuenmovr 6 cmaduu A ¢ aymoOUMMYHHOU 2eMONUMUYECKOU aHemMuel uiu UOUONamuieckou
MPOMOOYUMONEHUHECKOU NYPIYPOL OONINHCHLL NOIYYAMb JleYeHUue No N0800Y dMux 0ciodcheHull. Eciu
AymMouMMYHHOE OCIONCHEeHUe NII0X0 omeedaem Ha mepanuio KOPMuKoCcmepouoamu s CUCEMHO20
UCNONb3068AHUS,  BO3MOJCHO  NpUMeHeHue HanpaeieHHou Ha XJIJI  ummyHoxumuomepanuu.
Beccumnmomnasn eunocammaenodyiunemuss U HaIudue MOHOKIOHANbHOU CeKpeyuu camu no cebe He
AGNAIOMCS NOKA3AHUAMU K JedeHuro. BoisgieHue mapkepos ompuyameibHo20 Npo2HO3d, 8 MOoM YUcCe

deﬂeuuu 17p He A6JI51emci nOKaA3aHuem K Hadajly nmepanuu.

3.2. llepBast iunus Jedenus XJILJI

Ueflu Jle4eHusl 6 nepeyro ouepe()b onpe()eﬂﬂiomc;l e0o3pacmom, a makKoce UYUCjiom u miasiNcecmbvio

conymcmayrowux 3abonesanutl (maoi. 3).

Taonuua 3. Iloopasodenenue na 2pynnvl NAUUEHMOE C XPOHUYECKUM JTUMPOUUMAPHHIM JICHUKO30M

Komop6uagHoCTs, Hert 3Haymmor | 3Hauyumas KOMOPO6UAHOCTb Crapyeckuii BO3pacT,
BO3pacr KomMopbuaHocTu opraHHbie narosa0rum
Lenb tepanun LonrocpouHas pemuccus, KoHTposnb Han 6051e3Hbio, lMannnatuBHas

apaankaymss MOb HU3Kasi TOKCUMYHOCTb

Cywecmgyem 00beKMUBHAS WKANA OYEHKU HYUCIA U MANCeCU CORYMCMEYIOWUX 3a001e8aHull
(komopouonocmu) — CIRS (Cumulative Illness Rating Score) (cm. npunoscenue I'2). B peanvHoti

KIUHUYECKOU NpaKmuke OYeHKA KYMYIAMUBHO20 UHOeKca KoMopouonocmu He mpebyemcs. B



Hacmosiuee 8pemsi NOHAMUE «3HAYUMASL KOMOPOUOHOCMbY He Modcem Oblmb 00beKMUBHO U
B0CNPOU3600UMO onpedeleno. B ceszu ¢ smum pacnpedeienue NAYUeHmMos8 HA MepanesmuyecKue

2pynnuvl NPOBOOUMCSL NO PEULEHUIO 8PAYA.

Peszynemamul kpynuoix kaunuyeckux uccieoosanuti 2000-x ee. yoeoumenbHo c8udemenibCmeyonm o
HU3KOU 3¢hghekmusHocmu umMMyHoxumuomepanuu y nayuenmog c oeneyueu 17p. OOnaxko 5mo
yumozenemuyeckoe HapyuwleHue euvlasnsemcs 00 Hauana mepanuu 1-u aunuu monvko y 7 %
nayuenmos. Hucno nayueHmos ¢ KIUHUYECKOU pehpakmepHOcmbvlo (npocpeccuposanuem Ha @ome
NleYeHusl uiu OblICMpbiM peyuoueom) npubauzumenvHo 6 2 pasza oOonvuie. dmu HAONI0O0eHUs 1e2lu 8

ocnogy nouamus XJ1JI eévicokozo pucka.

Taxum obpaszom, npu nposedenuu mepanuu I-i IuHUU nayueHmvl Mo2ym Oblmb pacnpeoenenvl Ha 3

epynnai.

1. K I-ti epynne omuocames monoovie nayuenmol (Menee 65 nem) 6e3 oeneyuu 17p u/unu mymayuu
TP53 ¢ xopowum comamuyeckum cmamycom 6e3 conymcmeyrouwux 3abonesanutl. B smoi epynne
HeoOX00UMO CMPEMUMbCA K OOCIUNCEHUIO NOJHOU PEMUCCUL, NO B03MONCHOCIU C dpaduKrayuell
MOB, nockonvbky monbKo makas MaKmuka MOddCem NPUBecmu K pealbHOMY YEeludeHuio
npoooicumenvrHocmu  cusnu. OcHo8a JnedweHus NayueHmos IMou cpynnvl — Kypcoeas
umMmMyHoxumuomepanus. B nooepynne nayuenmos 6e3 mymayuti cenoe IGHV rombunayus
uopymunuba™** u pumyxcumaba™** oxazanace 3unayumenvHo 0Oonee PHekmusHolu U MeHee
MoKcuuHou no cpaswenuio ¢ pexcumom FCR. V nayuenmos b6e3 mymayuii eenoe IGHV mooicem
paccmMampusamsbcsi 603MOACHOCHb Mepanuy uopymuHubom **,

2. Ko 2-u epynne ommuocamcs nayueHmsl nNpeKiOHHO20 6o3pacma (cmapwe 65 nem), a makoice
MON0Oble NAYUEHMbL CO MHONCECNEOM CONYMCMBYIWUX 3abonesanutl. B smoii epynne HysicHo
CmMpemMumvbcsi K 00CMUNCEHUIO dPEeKMUH020 KOHMpOs HAO ONYXobio, U3be2as HeonpasoarHHoll
moxkcuuHocmu. Anano2u Nypumog 6 3moll epynne Jydule He UCHONb308AMmb UIU NPUMEHAMb 8
PeoyUUpoBaHHOM 8UOe.

3. K 3-ii epynne omnocamcs nayuenmoul ¢ Oeneyuei 17p u/unu mymayueti TP53 nezasucumo om
gozpacma u Komopouonocmu. Tepanueil vlOOpa y SmMux NAYUEHMO8 AGIAEMCSA NPUMEHeHUe
uopymunuba™** 6 MmoHopedcume. Y Monoovix nayueHmos npu  BO3MONICHOCMU Mepanus
uoOpymunubom™* O0ondxcHa cuysicumos noO20MOBKOU K MPAHCHIAHMAYUU ANTO02EHHBIX CMBON08bIX

KJ1EMOK.
Ynauuenmoe cmapvieckoeo eozpacma ¢ OLDZCZHHOIZ He00Cmamo4HOCmMbio Yeib 1eHUeHUsA najiiuamueHdasl.

3.2.1. llepBas aunus gedennss XJIJI/JIMJI y nanueHTOB M0J10Ke 65 JeT ¢ XOpoIum

COMATHYECKHM CTATYCOM 0e3 BbiiBJIeHHOM Aejenun 17p nan myranuun 7P53

o [lamuentam ¢ BepudunupoanapiM XJIJI/JIMJI monoxe 65 ner 6e3 3HAYMMOM KOMOPOUTHOCTH
(pu3nueckn aKkTUBHBIM, 0€3 TSAKENBIX COMYTCTBYIOMIMX 3a00JI€BaHUI, C HOpMAJIbHOW (PyHKIMEH
nouek) 0e3 neneruu 17p wiu mytanuu 7P53 B KadecTBe |-l TUHUM JICUCHHS PEeKOMEHAYeTC sl JTst
JOCTH)KEHHSI PEMUCCUU TpoBeaeHre nMMyHoxumuotepanuu no cxeme FCR: (Purykcumao** — 1

K 375 mr/m2 B/B Kall., IeHb 1, mocneayromue nukibt: 500 Mr/m?2 B/B Karl. uma 1600 mr /K, IeHb



1; #Onynapadbun™** — 25 Mr/M2 B/B karr., 1an 1-3; #lluknodochamua™* — 250 Mr/M2 B/B Karl., JTHU

1-3). (cxembl peKUMOB JieueHus cM. B ipriiokeHuu A3.3) [23,24].
YpoBeHb yOeIUTEILHOCTH PeKOMeHAauil — A (YPOBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — 2).

KommenTapuu: cmanoapmom mepanuu 1-1i 1unuu y MOI00bIX NAYUEHMOS C XOPOWUM COMAMUYECKUM
cmamycom (kpome nayuenmos c del(17p) uw/unu mymayuei TP53) sensemcsa pexcum FCR
(nyoapabun™*, yuxiogocghamuo™**, pumyxcumadb**). Obnoenennvie 6 2016 2. pezyrvmamol
uccneoosanus CLLS nokasanu, umo 6 epynne FCR uucno ewiocusuux npu meouane HabIooeHus,
pasHoti 5,9 2o0a, cocmasuno 78,7 % no cpaeunenuro c¢ 66,9 % 6 epynne FC (OP 0,68, 95 %
dosepumenvhwiil unmepsan (A1) 0,535—0,858, p = 0,001). Meouana BBII y nayuenmos ¢ mymayusimu
eenos IGHV, nonyuaewiux neuenue no cxeme FCR, ne oocmuenyma [24]. Ilpu smom pexcum FCR
accoyuupyemcst ¢ 8bICOKOU YACMOMOU PA36UMUST HEHCeTAMENbHbIX A61eHUl, 0COOeHHO YUMONneHuu u
UHGeKYUOHHBIX OCN0dicHeHUll. Jlelikonenus u Helmponenus 3—4-iti cmeneHu msdHcecmu CO2NACHO
obwum kpumepusam mokcuunocmu (CTC) nabniooanuce y 24 u 34 % nayuenmos, nonyuasuwiux FCR, y

25 % 3agukcuposano pazeumue ungexyuii 3—4-i cmenenu mssxrcecmu.

e [lamuentam c BepudunupoBanasiM XJIUJI/JIMJII monoxe 65—70 net 6e3 3HaYMMON KOMOPOUTHOCTH
(pusmuecku aKkTUBHBIM, 0€3 TSDKEJIBIX COIMYTCTBYIOMIMX 3a00J€BaHH, ¢ HOpMaNbHON (GyHKIMEH
nouek) 6e3 penenuu 17p win mytauuu 7P53, y KOTOPbIX HE MOXET ObITh MpoBeneH pexum FCR
(cxembl pPeXXMMOB JieueHHs CM. B mpuioxkeHuu A3.3), B kaduecTBe 1-il JTMHUU PeKOMEHAyeTCs
TIPOBEICHIE UMMYHOXHMHOTEpANHH 110 cxeMe RB (purykcuma6** — 1 mukor: 375 Mr/m® B/B Karl.,
nenb 1, nocnenyromue nukisi: 500 mr/m? B/B Kam. win 1600 mr /K, 1eHb 1; #oermamyctuua** — 90

MI/M” B/B KaIl., THHE 1, 2) [UIS TOCTIDKEHHS PEMUCCHH (CXEMBbI PEXKIMOB JICUCHHS CM. B IPHIIOKCHAN
A3.3) [25,26].

YpoBeHb yOeAUTEILHOCTH PeKOMEeHAAuNi — A (YPOBEHb I0CTOBEPHOCTH I0KA3aTeJbCTB — 2).

KommenTapuu: npu negosmooicnocmu nposedenus pexcuma FCR anomepuamuenviv eapuanmom 1-i
TUHUU — mepanuu Moxcem Oblmb KoMOuHayusi Oenoamycmuna™* u  pumyxcumaba™* (BR).
B uccneoosanuu CLLI0 nokazarno, umo pedxcum BR menee moxcuuen no cpasnenuto ¢ pexcumom FCR,
xoms u menee 3ppexmugen. Yacmoma obwjeco omeema 6 obeux epynnax cocmaguid

95-96 %. Meouana BFII maxoice okazanace bonvute 6 epynne FCR (55,2 mec. npomus 41,7 mec., OP
1,643, 95 % /I 1,308-2,064, p = 0,0003). HeiimponeHnus u uH@exyuorHvle 0Cl10HCHEHUS

3—4-1i cmenenu msasxcecmu no CTC suauumenvro uawe pecucmpuposanuce 6 cpynne FCR

(87,7 % npomus 67,8 %, p < 0,001 u 39,8 % npomus 25,4 %, p = 0,001), ocobenno y nayuenmos
cmapuwe 65 nem (48,4 % npomus 26,8 %, p = 0,001). Ilo yacmome pazeumus aHemuu u
MpoMOOYyUmMoneHuy, a makxdxice Ciyiaes CMepmu, CEA3AHHOU C JleYeHuem, 2pynnvl CmamucmudecKu
3Hauumo He paziuyanucy (3,9 % npomus 2,1 %). B uccredosanuu CLLI0 noxazamo, umo
sppexmusnocme  pexcumoe BR u FCR y nayuenmos cmapwe 65 nem conocmasuma [26].
B mHo20yeHmposomM poccutickom ucciedosanuu NOKasamo, 4mo pedxcum BR pasymno 6ezonacen u
8bicok0appexmuser 6 mepanuu 1-ii aunuu y nayuenmos ¢ XJ1/1 npu nasznauenuu #oenoamycmuna™* 6
do3e 90 me/m’ 6 Kombunayuu ¢ pumykcumabom™* & doze 375 me/m’ 6 1-m yurie u 500 me/m’ 60 2—6-m

YUKLAX.



o [lamuentam ¢ BepudunupoBanabiM XJIJI/JIMJI monoxe 65—70 net 6e3 3HaYMMONM KOMOPOUTHOCTH
0e3 mytanuii reHoB /GHV npu HalIuuMu BO3MOXKHOCTH B KaueCTBE OJHOW W3 Oomuui 1-il JIMHUU
Teparnuy MOXKET ObITh PeKOMEHI0BAaHA ISl JOCTIKEHUS PEMUCCUU Tepanus UOpyTUHHOOM™* B
MoHOpexume B ao03e 420 mr/cyt (3 kamcynbsl) BHYTph | pa3 B JIeHb O MPOTPECCUPOBAHMS HIIU
pa3BUTHs HEMIEPEHOCUMON TOKCMYHOCTH WM B KOMOMHAIIMM ¢ PUTYKCUMaOboM™* (MOpyTHHUO™** —
420 mr/cyt (3 kamcymbl) BHYTpb | pa3 B JeHb, GKEIHEBHO; #pUTYKcHMa6** — 50 mr/m> B/B Karl.,
nens 1 nukna 2; 375 MI/M2 B/B Kall., JIcHb 2 1mkaa 2; 500 mr/M? B/B Karl. win 1600 mr /K, 1eHb 1
IUKJIOB 3—7, IedeHUEe BO30OHOBIAETCS Ha 29-11 IeHb, BCEro 7 ITUKIIOB) (CXEMBI PEKUMOB JICUCHHS

cM. B nipuiioxkenuu A3.3) [27,28].
YpoBeHb yOeIUTEILHOCTH PeKOMEHAalNi — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 2).

KommenTapuu: 6 uccrneoosanuu EI1912 nayuenmor monoxce 70 nem 6e3 Oeneyuu 17p
PAHOOMUBUPOBATUCL HA 2 2pYynnbl: noaydasuiue uopymunuod** ¢ xombunayuu c pumyxcumadom™* u
npoxoousuiue mepanuto 6 pexcume FCR. B uccredosanue 6vinio exmoueno 529 nayuenmos.
Kombunayus ubpymunuba™* u pumykcumaba™* snauumenvno npeezouina FCR no sghghexkmusnocmu u
besonacnocmu. Habnrooanocsy 3nauumenvuoe ynyuwenue xax BBII (OP 0,352; 95 % JIH 0,223—0,558;
p < 0,0001), max u OB (OP 0,168, 95 % /[1 0,053-0,538;

p = 0,0003). Peoxtcum FCR uawe gvi3vi6an neumponenuio 3—4-ui cmenenu (44 %o npomue 23 %;

p < 0,0001), a makoce ungexyuonnvle ocnoxcuenus (17,7 % npomus 7,1 %; p < 0,0001) [27].
Haubonee cywecmeennoe npesocxoocmeso 6 yposue BBII u OB nonyueno y nayuenmos 6e3 mymayuii
eenos IGHV (OP 0,262; 95 % JIHU 0,137-0,498; p < 0,0001). Ha ocnosaHuu noayueHHviX OAHHbIX
ubpymunuo** ¢ nacmoswee epems pexomenoyemcs National Comprehensive Cancer Network kax
mepanus 1-ii aunuu y nepeuunvix nayuenmos X/ 6e3 mymayuu cenose IGHV [29]. V nayuenmos c
mymayuamu 2enoe IGHV FCR evizvieaem oOnumenvhvie pemuccuu. B smoiul epynne nayuenmos

ubpymuHud ** ne umeem 3HAYUMENLHO20 NPEUMYULECTEA.

o [lammenTtam, mosy4aromuM putykcumad™** B 1-i1 nmuamm neuenus XJUJI/JIMJL, npu crnoxHOCTH
OCYIIECTBICHUSI BEHO3HOTO [OCTyMa HadyuHAas €O 2-i 1036l MOXKET OBITh PEKOMEH/I0BAHO
MPUMEHEHUE TOAKOKHON (QopmMbl pHuTykcMaba** B QukcupoBanHoi mo3e 1600 mr (cxemsl

PEXHUMOB JieueHust cM. B npuioxenun A3.3) [30].

YpoBeHb yOequTeJIbHOCTH peKOMeHAauii — A (YPOBEHb JJ0CTOBEPHOCTH J0KA3aTEJNbCTB — 2).

3.2.2. llepBas Junus jJedeHus XJIJI y moKuiabIX NanMeHTOB U NANUEHTOB

¢ KOMOPOM/THOCTBIO 0€3 BhIsIBJACHHOM neaennu 17p nau myrauuu 7P53

e [lanmentam c BepuduumpoBanubiM XJIJI/JIMJI crapuie 65—70 5eT ¥ manMeHTaMm € TSHKEIBIMHU
COIyTCTBYIOUIMMH 3a00JIEBaHUSMU WIM YIHETEHUEM No4yeyHoW (yHKuuu 6e3 aeneuuu 17p wiau
MyTauuu 7P53 pekoMeHayeTcst Uisl JOCTUKEHUSI PEMUCCUU MPOBENCHUE |- IMHUM Tepanuu 1o
OJHOM M3 CIEAYIOLIUX CXEM B 3aBUCHUMOCTH OT HMPEAIIOYTEHHUM U OIbITa MEIULUHCKOIO LIEHTPA U

JIeYalero Bpaya (CXeMbl PeKUMOB JICUCHUS CM. B MpuiiokeHun A3.3):

1. #XnopamOymr** 0,5 mr/kr BHyTpb, A0H 1, 15 + o6unyTy3ymMad** 1000 mr B/B, AeHs 1 (100 mr B
teueHnue 4 gacon), 2 (900 mr), 8, 15 (muki 1), neds 1 (uukiasl 2—6). Jledenne BO30OHOBISIETCS HA



29-i1 newp [31].

2. #Bennamyctua** 90 Mr/m? B/B KarL., gun 1, 2 + purykcuMa6** 1 muxm: 375 Mr/m? B/B Karl., AeHb
1, mocnemyromue uuKIb: 500 mr/m? B/B Kar. win 1600 mr 1/k, nenpb 1. JleueHne Bo306GHOBISETCS
Ha 29-i1 nenp [25,26,32].

3. U6pyTunn6** 420 mr/cyT (3 karcynsl) BHYTph | pa3 B A€Hb, ©KeAHEBHO + #puTykcumad™* 50 mr/
M2 B/B Karl., aeHb | mukia 2; 375 mr/m? B/B KaiL, neHb 2 uukia 2; 500 mr/m? B/B xar. win 1600 mr

/K, IeHb 1 mUKII0B 3—7, IedeHne Bo300HOBIsAeTCS HaA 29-i1 aeHb [33-35].

4. Pexxum FCR-Lite (#purykcumad™** — 1 nuxi: 375 Mr/mM2 B/B Kail., IeHb |, MoCHeayonue MUKIIbL:
500 mr/m’ B/B Kam. mwix 1600 Mr mwk, mesb 1; ¢mymapabun** — 20 mr/mM> BHYTpb, aHH 1-3;
#umkmobochamun** — 150 mr/m> BHyTpb, auu 1-3. JleueHne BO30OHOBIsiCTCS Ha 29-if [CHB)
[36].

5. #XnopamOymm** 10 mr/m? BHYTpb, aHM 1—7 + puTykcuma6** 1 mukr: 375 Mr/M> B/B Karl., IeHb
1, mocnemyromue wHKIbE: 500 Mr/m> B/B Karn. it 1600 mr 1/k, neub 1. Jledenue BO30GHOBISETCS
Ha 29-i nenb [37,38].

6. #Beneroxnakc 20 mr/cyt, nuu 22-28 mukina 1; 50 mr/cyt nuu 1-7 nukna 2; 100 mr/cyT agau 8—14
nukma 2; 200 mr/cyt nam 15-21 mukna 2; 400 mr/cyt gam 22-28 mukma 2, mamee 400 Mr/cyT B
teueHune 12 mec + oOunyTy3ymao** 100 mr, nens 1 mukna 1; 900 mr genp 2 nukma 1; 1000 mr
nenb 8 nukiaa 1; 1000 mr genp 15 nmukaa 1; 1000 mr gens 1 nukaa 2; 1000 mr gens 1 nmkiaoB 3—6
[39].

7. Benerokinakc B pexxume MmoHoTepanuu 20 mr/cyT (Hea. 1), 50 mr/cyt (aen. 2), 100 mr/cyt (uen. 3),
200 wmr/cyt (wem. 4), 400 mr/cyt (Hem. 5 W pganee), IO MPOTPECCUPOBAHMS WA PA3BUTHS
HEMEePeHOCUMOM TOKCUYHOCTU — MAllMeHTaM, KOTOPBIM JieueHne MOPYTUHHOOM™®* He MOXET ObITh

Ha3HaueHo [40].
YpoBeHb yOeAuTEIbHOCTH PeKoMeHAannil — B (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 3).

KOMMeHTapI/lI/I: Y NOJUCUJIBIX NAUUEHNMOE6 Mo2cynlt NPUMEHAMbCA MeEHee UHRMEHCUBHblE pPEeIHCUMDbL

UMMYHOXUMUOmepanuu, mepanusid mapeentHbiMu npenapantamu.

B uccneoosanuu MABLE conocmaenenvt pexcumsvt BR u CIb-R y nooscunvix nayuenmos u nokazana
bonee 8blcoKas wacmoma NoaHulX pemuccuil 8 epynne BR, a maxoce yeenuuenue BBII (39,6 wmec.
npomus 29,9 mec. coomeemcmeenno, p = 0,003) [32]. Ilo oannvim poccutickoeo pan0oMu3upoB8anHo2o
uccneoosanus, npumenenue pedxcuma FCR-Lite noszeonuno ysemuuums meouary BBII noowcunvix

nayuenmos ¢ XJIJI 0o 37,1 mec. (no cpasnenuto ¢ 26 mec. npu npumernenuu pexcuma Clb-R) [36].

B uccnedosanuu mnemeyxoii epynnvi no uszyuenuro XJIJI CLLII cpasnusanuce monomepanus
xnopamoyyurom™** (CIb), mepanus rxombunayueu xiopamoyyuna** c pumyxcumabom™* (R-CIb) u
Kombunayuetl xiopamoyyuna** ¢ oounymyzymadbom** (G-CIb) [31]. Hauborvwas uwacmoma obujezo
omeema (77,3 %) u noameix pemuccuii (22,3 %) nabniooanace 6 epynne G-Clb. Peowcum G-CIlb
noseonsem dooumucs spaouxkayuu MOB 6 nepugepuueckoii kposu u kocmuom mozee y 37,6 u 19,5 %
nayuenmos coomeemcmeenno. QoOunymysymab 6 cowemanuu ¢ Xxiopamoyyurom** noszeonsiem
veenuuums BBII 0o 26,7 mec. (p < 0,0001 6 cpasnenuu ¢ mepanueti R-Clb u xnopamoyyuiom™*).

Unghyzuu obunymyszymaba™* cnedyem nposooumsv npu Haiuyuu 00Cmyna K cpeocmeam dKCMpeHHOU



MEeOUYUHCKOU NOMOWU C AOEKBAMHbIM MOHUMOPUHEOM. Y nayuenmos ¢ 001bWol MAccol Onyxoau
onpasoarnHa npedghaza 6 eude [—-2 Kypcoe monomepanuu Xiopamoyyurom™**, unanpasieHHolu Ha
yMeHnbulenue maccol onyxonu. Aoekeamuas npoguiakmuka uH@Y3UOHHLIX pearkyull (npemeouxayus
AHMUSUCMAMUHHLIMU Npenapamamu U 6/8 esederuem oexcamemaszona™*, eeedenue I1-ti 0o3zvl 6 2
smana, npoPUIAKMUYECKULl OMKA3 OM AHMUSUNEPMEHIUBHBIX NPEnapamos) no360Jisien Cnpasisimoscs
¢ UHQY3UOHHBIMU peaKyusmu. B OonvuiuHcmee ciyuaes OHU GO3HUKAIOM MONLKO npu 1-ti ungysuu

oounymysymaba™*, max kax sunepaumgoyumos oobIYHO NOIHOCMbIO paspewiaemcs 3a 1 neo.

B 2018 2. 6viiu npeocmasnenvt pezyiomamvl 4-nemueco HAONOOEHUS 68 PAMKAX UCCIe008AHUS
Resonate-2, 6 komopom cpasHusanucy MmoHomepanus uopymunubom ** u xnopamoyyuiom™*

6 1-ti aunuu mepanuu XJIJ1 y noscunvix nayuenmos [33,34]. B ucciredosanuu npooemoHcmpuposamo
3HAUUMeNbHOEe NPEBOCX00Ccmeo ubpymunudba™* nao xnopamoyyuiom**,

6 mom uucne no yposuto OB. Meouana BFII ¢ epynne ubpymunuba™* ne docmuenyma npu meouane
npooonxcumenviocmu Habniooenus 6 48 mec. BBII 6vina 3nauumenvHo vluie npu npumMeHeHuu
ubpymuHuba™** 6o ecex epynnax nayueHmos, 6 mMom yucie y NaAyueHmos ¢ HeONa2oNnpusmHbIMU
eenemudeckumu gpaxmopamu. OB ovina snauumenvro eviuie ¢ epynne ubpymunuba™*, uem 6 epynne
xnopamobyyura**. Oowuti omeem cocmasun 86 % 6 epynne nayuenmos, noay4asuux uopymunuo **, u
35 % — 6 epynne nayuenmos, HOIY4UAGUIUX XAOPAMOYYUL™*™*, co cmamucmuyecku 3HAUUMOU pa3nHuyetl
(p< 0,0001). Tepanus ubpymunubom™* ¢ I-u jauHUU HE CONPOBONCOANACH ZHAYUMETbHBIM
NOBbIUEHUEM YACTOMbl HEHCeNAMeNbHbIX SA6IeHUll U He mpebogana npebdvbieaHus. NAyueHmos 8

cmayuorape.

B uccneoosanuu Alliance nepsuunvie nayuenmol cmapuie 65 1em paHoOMUUPOBAIUCH HA

3 epynnvi: nonyyasuiue mepanuto 8 pexcume BR, xombunayuro uopymunuoba™* u pumykcumadba™* u
monomepanuto uopymunubom™* [35]. Heyxnemnss BBII 6 epynne b6enoamycmun™* + pumykcumao**
cocmasuna 74 %, 6 epynne ubpymunuba** — 87 %, 6 epynne rxombOunayuu ubpymunHuda** u
pumykcumaoa™** — 88 %. Hacmoma ecemamonocuueckux Hedceramenvuvlx seneHuti 3, 4 umu 5-iu
cmenenu oOvlia evlule 8 epynne KomoOunHayuu oenoamycmuna™* ¢ pumyxcumabom™** (61 %), uem 6
epynne uopymunuba** ¢ pescume monomepanuu (41 %) u 6 epynne uopymunuba™** ¢ komournayuu c

pumykcumabom** (39 %).

Iobasnenue x xnopamobyyuny** monoxknounanvnozo amumumena k CD20 ymyuwaem pe3ynomamoi
JleyeHusl Npu npuemaemoln mokcuyHocmu. B 2 nepamoomuszuposamnvix ucciedosanusix [37,38],
8bIO0PKU NAYUEHMOB 8 KOMOPbLIX PAIUYAIUCL NO KOMOPOUOHOCMU, NOKA3AHO, YmoO 000asiieHue
pumykcumaoa** x xnopamobyyuny** yeenruuusaem meouarny BBII ¢ 18 0o 24 mec., kpome nayuenmos c
delllg, vy xomopvix BBII cocmasuna 12 mec. Kombunayus xiopamoyyuna™** c pumyxcumabom™*
3HAUUMENbHO Yycmynaem no 3¢gdekmusHocmu 6cem OCMANbHbIM BAPUAHMAM JeHeHUS NONCULLIX

nayuenmos. Ilpeonoumumenvuel opyaue 6apuaHmyl j1e4eHus..

B uccneoosanue CLL 14 6v110 exatoueno 432 nayuenma (cpeonuii o3pacm 72 200a, CIRS

8 bannos, xkaupenc kpeamununa 66,4 ma/mun). Ilayuenmor ObLIU PAHOOMUBUPOBAHBI HA 2PYNNbL,
nonyyasuiue KOMOUHAYUIO  BEHEMOKIAKca U  obumymysymaba u nonyuaguiue KOMOUHAYUIO
xaopamobyyura** u oounymysymadba (216 nayuenmos 6 kadicoou epynne). Tepanus npogoounacw

Quxcuposanuvim Kypcom oaumenvHocmoio 12 mec. Yepez 24 mec. BBII dvina docmosepro 8viuie 6



epynne 8eHemoKiaKkca u oouHymysymaoa, yem 6 epynne xiopamoyyuna®* u oounymysymaba (88,2 u
64,1 % coomeemcmeenno). Jlannoe npeumyujecmeo ommedanrocv y HAYUEHMO8 C HAIUduem Uu
omcymcmeuem oeneyuu 17p u mymayuu TP53, ¢ namuuuem u omcymcemeuem mymayuu eeno IGHV.
Yacmoma obweco omeema cocmasuna 84,7 % 6 epynne eenemoxiaxca

(6 49,5 % cnyuaes — nonnas pemuccus, 6 35,2 % — uacmuunasn) u 71,2 % 6 epynne xnopamoyyuna u

oounymysymaboa (6 23,1 % — nonnas pemuccus, 6 48,1 % — wacmuunas) (p < 0,001) [39].

o [lamuentam crapme 75-80 nmer ¢ BepuduimpoBanHbiM XJIJI/JIMJI u HEBBICOKOUW OXKUIaEMOM
MPONOJDKUTENILHOCTBIO  JKM3HHM, OOYCIIOBIIEHHOM BO3pacToOM, OpPraHHOW HEJIO0CTAaTOYHOCTHIO,
TSKEJIBIMU COITYTCTBYIOIIMMU 3a00JI€BaHUSIMU, PEKOMEH/I0BAHbl HAIMEHEE TOKCUYHbIE BapUAHThI

Tepanuu:

1. Monorepanus #xnopamOyumiom™* 0,07-0,20 Mr/Kr BHYTpb €KEIHEBHO B TeueHue 2—4 Hel. C
MO CTEAYIOITUM TTOI00pOM 10361. [41].

2. MoHoTepanus MOHOKJIOHaJIbHBIMU aHTUTeNaMu Kk CD20 - putykcumad™* win oOMHyTy3ymad™* B
COOTBETCTBYIOIIEH 3apEeTUCTPUPOBAHHON HHCTPYKIIMH JT03UPOBKE [42].

3. MoHoTepanus uOpyTUHHOOM™* B  MasIbIX J03aX, COOTBETCTBEHHO 3aperuCTPUPOBAHHOMN
MHCTpYKIMH [43].

YpoBeHnb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4).

3.2.3. llepBas aunus Jeyenuss XJIJI y manueHToB ¢ aejaenueii 17p uau myranueii TPS3

e [lanmentam c¢ BepuduuupoanubiM XJIJI/JIM u3 rpymnmel Beicokoro pucka (¢ del(17p) w/mnm
myTanen 7P53) nns [OCTHKEHHS PEMUCCHUU TPU HAIWYUU BO3MOXXHOCTH PEeKOMEHJI0BaHA
Tepanus MOPyTUHHOOM™™ 10 mporpeccupoBaHus WIM Pa3BUTUS HEMEPEHOCHUMOW TOKCHYHOCTH.
N6pyTuHNO** MOXET NpPUMEHAThCA KAk B MOHOpPEXKMME, TaKk M B KOMOMHaUUU C

UMMYyHOXUMHUONpenaparamMu (0eHIaMyCTUH**, pUTYyKcUMa0™*) (cxeMbl PEXHMOB JICUECHUSI CM. B
npunoxenuu A3.3) [33,44].

Yposennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 3).

e [lanmentam ¢ BepuduuupoanubiM XJIJI/JIMJI u3 rpynnsl Beicokoro pucka (c del(17p) w/mnm
myTtanuenn 7P53) mnpu HaIMYMKM BO3MOXHOCTHM PEKOMEHJA0BaHAa Tepanus KoMOuHauuen
#Benetokiakca 20 mr/cyt, nau 22-28 uukna 1; 50 mr/cyt auu 1-7 nuxna 2; 100 mr/cyt nuu 8—14
nukma 2; 200 mr/cyt gam 15-21 mukna 2; 400 mr/cyt qam 22-28 mukma 2, ganee 400 mr/cyt B
teueHune 12 mec. u obunytysymada** 100 mr, aens 1 mukmna 1; 900 mr aens 2 nukma 1; 1000 mr
nenb 8 nmukiaa 1; 1000 mr nens 15 nmukaa 1; 1000 mr nens 1 nukiaa 2; 1000 mr nens 1 nukiaoB 3—6.

(UKCUPOBAaHHOW TPOAOKUTEIBLHOCTRIO 12 Mec. (CXeMbl PEeKMMOB JICUCHHS] CM. B IPHUIOKEHUU

A3.3) [39].
YpoBeHb YOequTEILHOCTH PeKoMeHAannil — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 2).

e MonoasiM mamuentam ¢ BepuduiupoBanabiM XJIJI/JIMJI 6e3 3HauuMOil KOMOPOWUIHOCTH U3
rpynnsl Beicokoro pucka (¢ del(17p) w/unu myranueit 7P53) nocne tepanuu UOpyTUHUOOM™™* un

npu JOCTHXKCHHUN O0OBEKTUBHOIO OTBETA B 1-i TUHUU PEKOMEHI0BAHO PpaCCMOTPCTh BO3MOKHOCTD



ONPOBCACHUA TpaHCIUIAHTAIIMK AJIJIOTCHHBIX TEMOIIOOTHUYCCKHX CTBOJOBBIX KIIETOK B Ka4CCTBE

KoHcoJmaanuu [45,46].
YpoBeHb yoenuTeJIbHOCTH pekoMeHAanuii — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTENbCTB — 3).

KOMMeHTapI/II/I: onmumailbHblM CPOKOM npoeedeﬂuﬂ mpancnjiarmayuu Cﬂeayem cdumamao

2-1l 200 mepanuu uopymuHubom**,

o [lanmentam c BepudunmrpoanubiM XJIJI/JIMJI u3 rpynnel Beicokoro pucka (¢ del(17p) wu/mnm
myTanueit 7P53), KOTOPBIM JieueHue MOPpYyTUHUOOM™* He MOoXKeT ObITh Ha3HAUEHO, NMPU HAIUYUU
BO3MOKHOCTH PEeKOMEHJYyeTcsl Ha3HaueHHWE BEHETOKJIAKCa B PEXKUME MOHOTEpanmuu (CXEeMbI

PEXKUMOB JIeUeHUs1 CM. B npuiioskennu A3.3) [47].

YpoBeHb yoeauTeIbHOCTH pekoMeHaaluil — B (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeIbCTB — 3).

3.3. Boioop Tepanuu XJIJI 2-it u nmocsaenyrommx JUHAK

Buvibop mepanuu npu peyuousax XJ1/1 3asucum om credyrowux ¢paxmopos:

o mepanus 1-u runuu,
o 8pems HACMYNieHus: peyuousd,

o KJIUHUYecKa:x kapmuHa peuu()uea.

B mepanuu peyuousa, kax u ¢ mepanuu 1-ii 1uHUU, NPUHYUNUATILHOE 3HAYEHUE UMeen OnpeoeleHue
oeneyuu 17p u mymayuu TP53. Ympama ¢@ynkyuu TP53 6 peyuouse mabnwooaemca y 20 %
nayuenmos. Ilpu evisignenuu ympamor TP53, xax u 6 1-u nunuu mepanuu, Haubonee onpagoaHHbIM

A6IsIeMCsl Ha3HayeHue ubpymunuba™*, eciu on He npumensiics pawee.

o [lammentam ¢ mo3guuMm penuauBoM XJUI/JIMJI mocime mmmyHoxumuorepanuu (>24 Mec. mocie
MOCJeIHEN Tepanuu) MpU OTCYTCTBUM Aenenuu 17p u mytauuu 7P53 pekoMeHAyeTcsl OIUH U3

CJIEIYIOIIMX BAPUAHTOB JICUEHUS (CXEMbI PEKUMOB JICUCHUS CM. B MpUIIoKkeHun A3.3):

1. TToBrOop mMMyHOXHMHOTEpanuu 1-it muaum [48].

2. AbTepHaTUBHBINA PEXKUM UMMYHOXUMUOTepanuu [48,49].

3. U6pyTunn6** 420 mr/cyt (3 karcynbl) BHYTpb 1 pa3 B JIeHb €KEIHEBHO B TEUECHUE BCETO Kypca H
nanee (mocie 3aBeplieHus HUKI0OB BR) — 1o mporpeccupoBanusi Wiau pa3BUTHs HENIPUEMIIEMOU
tokcuuHocTh + BR (#6engamyctun®* — 90 mr/m? B/B KaI., JHHA 2-3 nukia 1; gam 1, 2 nuknoB 2—
6; putykcumab™* — 375 Mr/M2 B/B Kar., f1eHb 1 mukia 1; 500 Mr/mM? B/B Karl. mia 1600 mr /K, I€Hb
1 ukiioB 2—6. JIleuenue Bo300HOBIsIETCS HAa 29-1 JieHb., Bcero 6 mukioB) [50-53].

4. Kombunanus Beneroksakca 20 mr/cyt (uen. 1), 50 mr/cyt (uen. 2), 100 mr/cyt (uen. 3), 200 mr/
cyt (aen. 4), 400 mr/cyT (Hen. 5 u manee), mpueM B TedeHue 24 mMec. HaumHas ¢ 1-ro gHsA 1-TO
MKJIA JICUCHHs] PUTyKCUMaboM** U puTykcuMaba** 375 Mr/m’ B/B Kam. uepe3 | Hem. mocie
JOCTHKEHMs 703b BeHeToKnakca 400 mr/cyt, mamee — 500 mr/m? B/B Kam. wim 1600 mr m/k

€XKeMeCsYHO, BCcero 6 BBeJeHul [54].



YpoBeHb yOoequTeJIbHOCTH peKOMeHAalHui — A (YPOBEHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB — 2).

KomMeHnTapuu: y nayuenmog ¢ no30HuM peyuousom 6vl00p mepanuu 3asucum om 8uod,
pe3ynbmamos U NepeHoCUMOCmU NOClieOHell mepanuy, 00ue20 COCMosAHUs U KOMOPOUOHOCMU
nayuenma, a makodce nNPeonoumeHul U 603ModxcHocmel Kaunuxu. Iloemopuvie @rayoapabun-
cooepoicawyue Kypcbl 603MOJMCHbL NPU YCI08UL, YMO NpU NPOBeOeHUU 3Motl mepanuu 6 kavecmee 1-il
JMUHUU He HAONI00ANUCH AGNEHUsl 3HAYUMENbHOU MOKCUYHOCTU — MAdICeNble 3aMANCHbIe YUMONeHUU,
nosiekuiue 3a cooou MHO2OMecsUHble Nepepblébl 6 JIeUCHUU, PA3GUMUE MANCENbIX UHDEKYUOHHBIX
ocnodcHenull. B kauecmee mepanuu 2-i TUHUU MOJMCHO UCHONIb308AMb MY Jice cxemy. Y nayuenmos c
yumonenusamu moxcem oOvimov 3pgdexmusen pexcum R-HDMP (pumykcumab** 6 couemanuu c
8bICOKUMU 003AMU KOPMUKOCMEPOUOO8 OJisl CUCMEMHO20 Uchonv3osanus) [55]. B uccredosanusx 11
Gaszel nonyuenvt yboeoumenvHvlie OanHvle 00 3ppexmuenocmu pesxcuma BR (6enoamycmun™* +
pumykcumao®*). 'V nayuenmos, panee nonyuaswiux xaopamoyyun, moodcem Ovimv dppexkmusna
mepanus  oenoamycmunom™**,  pexcumvr BR u FCR-Lite. Pe3yromamer 3  ucciedoganui
c8UOemenbCmaeyom 0 8blCOKOU 3 pexmuenocmu ubpymunuoba™* ¢ mepanuu peyuousos XJ1JI [50-53].
Appexmusnocmv monomepanuu ubpymurubom** y nayuenmoe c peyuousamu cocmasisem oonee 90
%. [pyeoii s¢hpexmusnou cxemoli neueHus peyuousos ABNAEMcs KOMOUHAYUS BEHEeMOKIAKcd C
pumykcumaoom™**: 6 uccieoosanuu MURANQO BBII nocne newenus xombuHnayuel 6eHemoKIAKca ¢
pumykcumabom™* cocmasuna 84,9 % (6 cpasnwenuu c 36,3 % npu Jneuenuu KombOuHayueu
benoamycmuna™** u pumykcumadba®*) [54]. BBIIl Ovina 3uauumenvbHo 6vluie 80 8CeX KIUHUUECKUX U

OuonO02UYECKUX nodepynnax nayuermaoe.

o [laruentam ¢ panHuM (<24 Mec. mocie mocienHer tepanuu) peruauBoM XJIJI/JIMIL, panee
HE MOJIy4YaBIINX UOPYTUHUO®*, BHE 3aBUCUMOCTHU OT Hanuuud aeneuuu 17p wiam mytauu 7P53 no
BO3MOXKHOCTH  PEKOMEH/0BaHA  MOHOTepamus  HUOpyTHHHOOM™* B COOTBETCTBHH  C

3aperucTpupoOBaHHON MHCTpYyKIMel [50,51].
YpoBeHb yOeauTEILHOCTH PeKoMeHAannil — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 2).

o [lamuentam c panHuM (<24 mec. mocne nociuenHeit tepanuun) peruauom XJIJI/JIMJL, panee He
MOJIyYaBIIUX HMOPYTUHUO™**, BHE 3aBUCUMOCTH OT Hajmuuus jaeneuuu 17p wiam myrtauuu TP53 B
Ka4eCTBE aJIBTEPHATUBBI HOPYTHHHOY** MOXKET ObITh peKOMeHI0BaHA KOMOWHAIINS BEHETOKIIAKCa
20 mr/cyt (ven. 1), 50 mr/cyt (wen. 2), 100 mr/cyT (aen. 3), 200 mr/cyT (aen. 4), 400 mr/cyt (Hen. 5
U jajee), mpueM B TeueHue 24 Mec. HauuHas ¢ 1-ro gHs 1-ro mukia jJedeHus puTykcumaooMm™* u
puTykcumMaba** 375 mr/m® B/B Kam. uepe3 | Hea. mocie TOCTHKEHHS 1036l BeHeToknakca 400 mr/
cyr, manee — 500 Mr/m? B/B Kar. win 1600 MT /K €KeMeCSHHO, BCEro 6 BBEACHMI IS IPHMEHEHHUS
(UKCUPOBAaHHBIM KypCOM JUTUTEITHHOCTHIO

24 mec. (cXeMbl pexXUMOB JiIedeHUs cM. B npuiioxkeHuu A3.3) [54].
YpoBeHb yoenuTeJJbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 2).

e [lanmentam ¢ panHuM (<24 Mec. nocine nocieaneu tepanuun) peruansoM XJIJI/JIMJL, nmerommx
MPOTUBOINOKA3aHUS K HA3HAYCHHUIO HOPYTUHNOA™*, BHE 3aBUCUMOCTH OT HaIW4uA Jeieruu 17p uiun
MyTaruu 7P53 1Mo BO3MOKHOCTH PeKOMEHI0BaHAa KoMOWHAIMs BeHeTokiIakca 20 mr/cyT (Hend. 1),

50 mr/cyt (uen. 2), 100 mr/cyt (aen. 3), 200 mr/cyt (Hen. 4), 400 mr/cyT (Hea. 5 u ganee), mpueM B



TeueHune 24 Mec. HauuHas ¢ 1-ro qHs 1-To 1MKIIa JedeHust puTykcuMmadom™* u putykcumaba*™* 375
MI/M2 B/B Kall. yepe3 1 Hel. mocie JoCTHKEHUs 103bl BeHeTokakca 400 mr/cyT, ganee — 500 MI/M2
B/B Kan. uiu 1600 Mr m/k exeMecsuHO, BCero 6 BBEACHMM (CXEMbl PEKHUMOB JICUEHHS CM. B

npunioxxenuu A3.3) [54].
YpoBeHb yOequTEeIbHOCTH PeKoMeHAannil — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJAbCTB — 2).

o [lamuentam ¢ XJUUI/JJIMJI monoxe 65 et 6e3 3HAUMMON KOMOPOMJIHOCTH, KOTOPHIE B CBS3H C
PaHHUM PEIUIMBOM WJIU B CBSA3U C BBISIBJICHUEM IPH peruauBe aeneuuu 17p u/vim mytanuu 1TP53
noJjiyqanu uOpyTUHUO™* M KOMOMHALIMIO BEHETOKJIAKCa ¢ PUTYKCUMaOOM™*, mpu AOCTHKEHUU
OOBEKTUBHOTO OTBETa HA TEPANHUIO pPEIUANBA PEKOMEHIYeTCH PACCMOTPETh BO3MOXKHOCTH

AJLIOTEHHON TPaHCIUIAHTAKU TEMOIIOTHUYCCKUX CTBOJIOBBIX KJICTOK B Ka4CCTBC KOHCOJIHAALINU
[45,46].

YpoBeHb yoenuTeJIbHOCTH pekoMeHAanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).

e [lanuentam ¢ XJIJI/JIMJL, y koTopbIx HaOII0AaICA pELUIUB BO BpeMsl ipruemMa nopytTuHubda™ ™, npu
HAJMYUA BO3MOXKHOCTH PEKOMEHAyeTcsl KOMOMHAIMS BEHETOKJIaKca M pUTyKcuMmaba™** (cxembl

PEXKUMOB JICUEHUS CM. B nipuiiokenun A3.3) [47,54].
YpoBeHb yoenuTeJIbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH A0KA3ATENbCTB — 3).

e [lanmeHnTtaMm, MomyyaroUMM PUTYKCUMaO*™* 1o moBomy penuanBa Ju60 pedpakTepHOro TEUECHHUS
XJUI/JIMJL, npu CIIO)KHOCTU OCYILIECTBJICHUSI BEHO3HOIO JOCTYIa HauMHAasl cO 2-Ml J03bl MOXKET
OBITh PEKOMEHI0BAHO MMPUMEHEHNE MOAKOKHOU (OpMBbI pUTYyKcuMaba™* B (UKCHPOBAHHOU J103€
1600 mr (cxembl peKUMOB JiedeHus: cM. B npuiioskennu A3.3) [30].

YpoBeHb YOeIUTEILHOCTH PEKOMEHAANNI — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 2).

o JleueHue MAalMEHTOB C PaHHUM PEeLUANBOM (<24 Mec. mociie MocieIHel Tepanuu JIn0o BO BpeMs
npuema nopyTuHn6a™**) mubo pedpaxrepusim Teuennem XJIJI/JIMJII BHE 3aBUCUMOCTH OT HAJIMYUS
neneuuu 17p wam myrtauuu 7P53, peKoOMeHAyeTcsl NPOBOAUTh B MEIUIMHCKUX OpraHU3alusX,
oOMaaloImux HEOOXOMUMBIMU pecypcamMH i OOECIeYeHHs] JaHHOW TPYMIbl TalUueHTOB
CBOEBpPEMEHHOM 3(P(EeKTUBHON M O€30IaCHON Teparueld B JOCTATOUHbIX 00BbEME U IITUTEIBHOCTU B
COOTBECTBHHM C TMPEJICTABICHHBIMHU BBIIIE PEKOMEHAALMAMU (C MPUMEHEHUEM HOPyTHHUOA™**,

BCHCTOKJIAKCa U I[p) NN BO3MOXKHOCTBKO BK/JIKOUYCHUA MNAIIMCHTOB B KIIMHHUYCCKHEC HCCIICAOBAHUA

[16,29].

YpoBeHnb yoenuteabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

3.4. ConyTcTBYIOIIAS U CONPOBOAUTEIbHAS TePaNus

e [lauentam c¢ XJUI/JJIMJI Ha nro0oM »JTame Jie4eHHs, y KOTOPBIX BBISIBIEH YPOBEHb

uMMyHoriooynuHa G <5 /1 M OTMevaroTcs peuuAuBUpYIONIUe OaKTepHalbHble WH(EKIINH,



PEKOMEHI0BAHO IIPHU HAJIUYHMHU BO3MOXHOCTH ITPOBECIACHUC MMOCTOSIHHOM 3aMECTUTEIILHOMN TCparnnu

BHYTPHUBEHHBIM UMMYHOTJIOOYJTMHOM JIJIs CHHDKEHHS pUCKa MH(PEKIIMOHHBIX OCIOXKHEHUM [S56].
YpoBeHb yOeIUTEILHOCTH PeKOMEHAAlNi — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 1).

KommenTapuu: ungexyuu aenaiomces enasnou npuuunou cmepmu y 10—15 % nayuenmos ¢ XJIJL
B neckonvkux panoomMusupo8aHHvlX UCCLE008AHUAX NOKA3AHO, YMO NOCMOSHHASL 3aMeCmUumenbHas
mepanus GHYMPUBEHHLIM UMMYHO2IO00VIUHOM 2¢hhekmueno cHudcaem uyacmomy OAKMEPUATbHBIX
unghexyuii. Ighexm naubonee 3mauum 6 noozpynne NAYUEHMOE C UNO2AMMAN00yIuHeMuel u
PeYUOUBUPYIOWUMY  UHDEKYUAMY, NOIMOMY 3AMEeCmUmenvHas mepanus 6 HACmosuiee 6pems

peKOMedeemc;z MOJIbKO 2Moul Kamezopuu nayueHnaoe.

Brympusennuiii ummyHno2n006y1un Hasnauaemcs 6 suoe paszosvix uHvekyuil 6 0oze 200—400 me/ke 1 pa3z
6 mecay 6 meuenue 200a. Lleno mepanuu cocmoum 6 noodepxcanuu yposHs 1gG na yposne >5 2/a. Ilpu
noo0bope 003bl U KPAMHOCMU 88€0EeHULL OPUEHMUPYIOMCSL HA NUKOBYIO U MUHUMAILHYIO KOHYEHMPAYUIo
IgG. Konmponv nuxoeoti konyenmpayuu I1gG ocywecmensiom ne panee uem uepez cymku nocie 1-2o
BHYMPUBEHHO20 — 88EOCHUSL  UMMYHO2100YIuHa.  MuHumanouylo  KOHYEeHmpayuro  Onpeoensiom
HenocpeoCcCmeeHHo nepeo Cre0yioujum 66eoenuem UMMYHOo2100ynuna. Munumanvhas KoHyenmpayus
1gG oonocna cocmasnamo >5 2/n. [losmopHhvie onpedenenus MUHUMATbHOU KOHYEHMPAayuu nposoosim
1 pas 6 3—6 mec. Ilocmosanuyo 3aMecCmumenbHylo mepanuio UMMYHO2L00YIUHOM 3a8epuiarom npu

omcymcmeuu midsiHcelblx 661Km€pua]lbl-lblx qu)eKZ/;MIZ 6 meuenue 200d.

e Bcewm marmmmentam ¢ XJIJI/JIMJI nocie ycraHOBIeHUsT TUarHo3a PeKOMEHAYeTCsl TIPH OTCYTCTBUU

MIPOTUBONOKA3aHUI IPOBENCHUE BaKIMHAUuHU [S57-59]:

o CEe30HHas BaKLMHAIUS BaKIMHON A MpO(UIAKTUKU Tpulllia (TOIBKO MOC]IE BOCCTAHOBIEHUS
ypoBHs B-nmumdouuTtos, T. €. yepe3 9 mec. mocie Tepanud MOHOKJIOHAJIBHBIMU aHTUTENAMU K
CD20);

o JBYXKpaTHas BaKIMHAIMS BAKIMHOW i TPO(PHIAKTUKYA TTHEBMOKOKKOBOM WH(EKIMH TpHU

OTCYTCTBHHU ITPOTHUBOIIOKA3aHUH.
YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH /I0KA3ATEIbCTB — 5).

KommenTapuu: nnesmoxokkogas ummyHnuszayus ocyujecmensiemcsi ogykpamuo. CHayana 6800umcs
gakyumna Ol NPOPUIAKMUKU NHEBMOKOKKOGOU uHGekyuu, cooepicawjas 13 nHeeMOKOKKOBLIX
anmuecenos. Yepez 2 mec. ocywecmensiom 6seoenue NHe6MOKOKKOBOU HONUCAXAPUOHOU BAKYUHDI,
codeporcaujell 23 NHe8MOKOKKO8bIX anmueena. IInesmorkokkosas pesakyunayus npogooumcs 1 paz 6 5

jaem.

IIpumenenue eaxyun nNpomue UHKANCYIUPOBAHHBIX OpP2AHU3IMO8, makux Kkak Streptococcus
pneumoniae, Haemophilus influenzae u Neisseria meningitidis, pekomeHO008aH0 80 MHO2UX CMPAHAX
nayuenmam ¢ XJIJI 0o xumuomepanuu (He menee uem 3a 2 Hed.) unu NOcie B0CCMAHOGIEHUS.
UMMYHHOU cucmembsl nocie mepanuu (He pauee uyem uepe3 3 mec). Dmo 0COOEHHO 6AXHCHO OJisl
nayuenmos ¢ (QYHKYUOHANbHOU acnieHuel uau Oisl mex, y K020 NIAHUPYemcs CHIeHIKMOMUSL.

Memoouka nocredosamenvHolti O0BYKPAMHOU BAKYUHAYUU CHOPMUPOBANACL IMAUPUYECKU HA



OCHOBAHUU MO20, YUMo omeem Ha 23-8anieHmHyI0 6aKYuHy ciabee, yem Ha
13-6anenmnyro. C Opyeoii cmopoHvl, 23-6aleHMHAsl 6AKYUHA NO360JAem pPACUUPUMb UMMYHHbLLU

omeem u yCuiumo e2o.

3.5. Onenka oTrBeTa Ha JICUEHHUE

e Bcewm nauuenram ¢ XJUI/JIMJI pekomenayerest ouenka tepanuu no kpurepusm IWCLL 2018 (cwm.
paszen 7.3 JaHHBIX pPEKOMEHAIMil) MpU Teparuyd OTPAHUYEHHOW JUIMTENbHOCTU (HE MEeHee ueM
yepe3 2 Mec. MOoCe €€ OKOHYaHUs), IPU HEMPEPBHIBHON WU MOAACPKUBAIOLIEH Tepanuu (HE MeHee

4yeM yepes3 2 Mec. Mocie JOCTUKEHUS MaKCUMaJIbHOTO OTBeTa) [12].
YpoBenb yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH J1I0KA3aTeJIbCTB — 5).

KoMMeHTapum: MakcuManvbhslll omeem onpeoensiencs Kak omeem, KOmopulil He CIAHOBUNCSL IyHule
6 meuenue nocieoHux 2 mec. mepanuu. MHeubumopul cueHanviozo nymu B-kiemounozo peyenmopa
8bI3bI6AIOM Nepepacnpederumenvruli aumgpoyumos. Ilepcucmupyrowuii aumgoyumos npu mepanuu
ubpymunuboom™* ue sensiemcsa NpusHakom pepaxmepHocmu. Mo cOCMOsiHUe 0003HAYAemcs KaK
yacmuunslti omeem ¢ aumpoyumoszom. Cpox Hopmanuzayuu YpoeHs IUMPOYumos eapvupyem 8
pasublx ucciedosanusx om 4 0o 12 mec., 00OHako npu npumenenuu udpymunudba™* numgoyumos
MOdHcem nepcucmuposams 6 meuenue 12 mec. u b6onee, umo He eiusem Ha NpocHo3. Y psaoa nayueHmos

YPOBEHb JZMM¢014MI’I’ZO6 HUK020a He eo3epauaenicsl K Hopme.

3.6 O0e300.1uBanNE

o [Tammmentam ¢ XJIJI/JIMJI nipu BOZHMKHOBEHHH OCTPOTO MM XPOHHUYECKOTO OOJIEBOTO CHHIpPOMA
PEKOMEHIyeTcsl TPOBECTH JTUATHOCTHKY TNPUYHMHBI OOJEBOTO CHHAPOMA W TMOCIEAYIOIIYIO
MaTOTEHETUYECKYI0 WM CHUIIMTOMAaTHYECKYIO Tepamuio OO0JIEBOTO CHHIPOMAa B COOTBETCTBUU C

CYIIECTBYIOIIMMU NPOGUIbLHBIMU pekoMeHaanusmu [60,61].

Yposenn yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)



4. PeaOuauranus

o Bcewm narmmenTam ¢ XJIJI/JIMJI Ha Bcex aTamax Tepamnuu 3a00JeBaHus, a TAKXKE TIOCIIC 3aBEPIICHHUSI
JICKapCTBEHHOTO JICUCHHUS] PEKOMEHJYyeTCsl KOMIUIEKCHas peaOuwiuTamnus, a Takke MpH
HEOOXOIMMOCTH TOJICPKUBAIOIIAS TEpanus I YIy4IICHUsS PEe3yJIbTaToB JICUCHUS M KauyecTBa

’KW3HU TMaruenTa [62].
YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: cneyuanvuvix memooos peabunumayuu npu XJJI/JIMII  ne cywecmeyem.
Peabunumayusa nayuenmos ¢ XJIJI oonxcna Hocums KOMNIEKCHBIN Xapakmep, 0X6amvledsi He MOJIbKO
MeOUYUuHcKue, HO U COYUATbHO-NCUXONOSUYECKUe ACNeKmbl a0anmayuy nayueHma K HOPMANbHOU
ocuznu. Taxas peadbunumayus mpebdyem, Kpome MeOUYUHCKOLU NOMOWU, 00A3AMENbHO20 VUACTUS]
COYUAaNbHBLIX  pabOMHUKO8 U  NCUxono2o8. Ilpoepammul  peabunumayuu  paspabamviéaromcs
UHOUBUOYANLHO 6  3AGUCUMOCMU  OM  GbIABLEHHbIX  OCIONCHEHUL  JeKAPCMBEHHO20  J1eYeHusl,

conymcmey;ow;eu” namoJijiocuu, COyUuaiIbHblX U NCUXOTI02UHECKUX I’lpO6]Z€]Vl.

Pea6uflumaz4uﬂ npu 603HUKHOBEHUU OCJIOJICHEHUN 3a001e8aHUsl U JleYeHUs npoeodumc;l 6 pamkKax

coomeemcmeyroumux HO30/102Ul.

Iloooepoicusarowaa mepanus npu HeoOXOOUMOCMU NPOBOOUMCA NO MECH)Y HCUMENbCMBAd Noo
Hab00eHuemM 8paia-2emamono2a Uiy 8pada-oHKono2a. Bpau-ecemamonoe unu epay-onkonoe no mecmy
JHCUMENLCIBA PYKOBOOCBYEMC S PEKOMEHOAYUAMU, KOMOpble OaHbl CNeYUATUCTAMU VUPENCOeHUs,

npoeo@u@mezo Jlevyenrue.



S. IIpopunakTuka

Memooos npogunaxmuxu XJIJI/JIMJI 6 nacmoswee épems ne cyupecmsyem, NOCKOIbKY HeU38eCmeH

9MUONI02UYECKUL hakmop uiu axmopul, sedyuue K pazeumuio 3a001e6aHusl.

o Bcem manmentam ¢ XJUJI/JIMJI Ha npoTsbkeHUN BCEH JKU3HU TAIlMeHTa (Kak B MEPUOJ JICUCHHUS, TaK

Y BHE €r0) peKOMEeH/1yeTCcsl JUuclaHCcepHoe HaOmoaeHue y remarosora [12,16].
YpoBenb yoeauTeabHOCTH pekoMeHaauunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

Kommentapuu: uacmoma wabnwooenus nayuenmos c XJ/IJI/JIMJI nocne 3asepuwienus neuenus:
3aKOHOO0AMeNbHO He pe2lamMeHmuposana. B meuenue 1-20 200a nocne sagepuienus neuenus nayueHm
dondicen Habmooamvcs vy eemamonoza He pedce I pasza 6 3 mec. [anee uacmoma Haboo0enus
VCMAHABIUBAECMCS  2eMAMONI020M  UHOUBUOYAILHO 8 3A8UCUMOCMU OM  00we20 COCMOoAHUA U
CaMouyy6cmeuss NAyueHma, OCJIONCHEHUL NPOBEOEHHOU mepanuu, OO0CMUSHYMO20 Omeema Ha

mepanuio, Ho He ooJicHa cocmasisims mernee 1 pasa e 200.

IIpu Oucnancepnom HabMOOEHUU Kpome OcMompa nayuenma u coopa auamHe3a HeobX0O0UMo
8bINONHAMb O0WUILL AHANU3 KPOBU C UCCIe008aHUeM TeUKoyumapHou ¢Gopmynsl, a makdice, eciu
3abonesanue  CONPOBONCOANOCH  auMghadenonamuetl, UHCMPYMEHMAlbHOe  UCCLe008aHUe
nepugepuveckux aumpamuuecxkux y3106 (Y3U unu KT). Ocmanvuvie memoost 006Cc1e008anus Mocym

NPUMEHAMbCA NO YCMONMPEHUIO cemamaolioca.

o [lammentaM, y KOTOPBIX MPOBOAWIOCH/TIPOBOAUTCS JiedeHue mo moBoay XJIJI/JIMIIL,
PEKOMEHAYyeTCs TPOBEJCHUE PETYISPHBIX IUIAHOBBIX CKPUHUHIOBBIX OOCIEAOBaHMM H3-3a

MOBBIIEHHOTO PUCKA Pa3BUTHUS BTOPBIX omyxoJiei [63,64].

YpoBeHb yoequTEJIbHOCTH pekoMeHAanui — B (YpoBeHb 10CTOBEPHOCTH A0KA3ATENbCTB — 3).

Opranusanusi OKa3aHusi MeIUIIMHCKOM ITOMOIIHA

MenunuHcKas MOMOIIb, 32 HCKIIOYEHUEM MEIUIIMHCKON MTOMOIIM B paMKax KIMHUYECKOHN ampooariu,
B cooTBeTcTBHHM ¢ DenepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pem. ot 25.05.2019) «O6

OCHOBaX OXpaHbl 3I0pOBbs rpakjiaH B Poccuiickoit denepannmy opraHu3yeTcsi U OKa3bIBaeTCs:

1. B COOTBETCTBUM C TOJOKEHHEM 00 OpraHW3alMM OKA3aHWUs MEIUIIMHCKOW TMOMOIIU IO BHUAAM
MEIUIIMHCKOW TIOMOIIU, KOTOPOE YTBEPKIAETCS YIIOJIHOMOYEHHBIM (penepalibHbIM OpraHoOM
HCIIOJIHUTEILHON BIIACTH;

2. B COOTBETCTBHH C MOPSIKOM OKa3aHHUS MOMOIIN 10 TPO(HUITIO «TeMaTOJIOTHS», 00sS3aTeIIbHBIM JIJIS
WCMOJIHEHUS Ha TeppuTopun Poccuiickon denepanni BCEMU MEIUIMHCKUMU OPTaHU3alUsIMU;

3. Ha OCHOBE HACTOSIIIMX KIMHUYECKUX PEKOMEHAAINT;

4. c yd4eToM CTaHAapTOB MEAMIIMHCKON IMOMOIIH, YTBEPKACHHBIX YIIOJTHOMOYEHHBIM (eaepabHbIM

OopraHom HCIIOJIHUTEIILHON BJIACTH.



[lepBuuHas cneruaaIu3upoBaHHAs MEIUKO-CAaHUTApHAs ITOMOIIb OKA3bIBACTCS BPAauYOM-TeMaToJIOroM U
WHBIMU BpayaMU-CIICIIMATUCTAMU B IIEHTPE aMOYJIaTOpPHOM TIeMaToJIOrudeCKONH/OHKOJIOTHYEeCKOM
MOMOIIMM  JUOO B TEPBHYHOM TE€MATOJIOTHYECKOM/OHKOJIOTMYECKOM KaOWHETEe, TEePBUYHOM

reMaToJOrt4€CKOM OTACICHNH, IMMOJIUKINHUYCCKOM OTACIICHUHY OHKOJIOTHUYCCKOIO JUCITaHCEPa.

[Ipu BbisiBneHun y mnanuenta XJUUI/JIMJI unu nomo3peHuM Ha HEro BpadyU-TEpPaANeBThI, BpaAvH-
TEpaneBThl YYaCTKOBBIC, Bpayu OOIIEH MpaKkTUKHU (CEeMEWHbIE BpauM), BpauyU-CHEIHAINCTHI, CPEIHHE
MEIHUIIMHCKHAE PaOOTHUKU B YCTAHOBJICHHOM MOPSIAKE HAMPABJISIOT MAIlMEHTa Ha KOHCYJBTAIMIO B
LHEHTp amOyJaTOpHOW  IreMaToJIOrMYeCKON/OHKOJIOTUYECKOM  moMomM  JIubo B NEPBUYHBIN
reMaroIOTUYECKUl KaOMHET, NEPBUYHOE IeMaTOJIOTMYECKOe OTIEJICHUE MEAMIIMHCKOW OpraHu3aluu

JUT OKa3aHUsI €My TIEPBUYHOM CIIEIAATU3UPOBAHHON MEIUKO-CAHUTAPHOMN TTOMOIIIH.

Bpau-remaronior amOynaTropHOro WM CTallMOHAPHOTO 3BEHA reMaToJIOrMYeCKOM MOMOIIM OpraHUu3yeT
BBITIOJIHEHNE IMarHOCTUYECKUX MCCIIEI0BAHUN, HEOOXOAUMBIX ISl YCTAHOBIICHUS JAMArHO3a, BKIIIOYAs

pacpoCTPaHEHHOCTh U CTAIUIO 3200JIeBaHUSI.

B ClIydyac HCBO3MOXHOCTHU IIPOBCACHUA OUAIHOCTUUCCKHUX I/ICCJ'IG,Z[OBaHI/Iﬁ MaOguCHT HAIIPaBJISACTCS
JeéJamyM BpadyOM B MCIHUIIMHCKYIO OpraHU3alnIO, OKa3bIBAIOITYI0O MCIUIIMHCKYTIO ITIOMOIIb ITallMCHTaM
C TeMaToJIOTHYCCKUMHU 3a00JICBaHUSIMHA JUIIsL YCTaHOBJICHHA Jruargo3a n OKa3aHHus

CIELIMATIM3UPOBAHHOM, B TOM YHUCJIE BBICOKOTEXHOJIOTUYHOW, MEAUIIMHCKON TTOMOIIIH.

[Ipu BeigBnennn XJIJI/JIMJI wim momgo3peHMr Ha HETO B XOAE OKa3aHWUsSI CKOPOM METUITMHCKOU
IIOMOIA TAallMEHTa NEPEBOMAT WJIM HAIpPaBIAIOT B MEIUIMHCKHE OPraHU3alMH, OKAa3bIBAIOIIME
MEIUIMHCKYIO TOMOIIb MalMeHTaM C TeMaTOJOTMYECKUMH 3a00JIEBaHUSIMHU, JI OIpEAesICHUs
TaKTUKH  BEJICHUS U  HEOOXOJUMOCTH  TMPUMEHEHUS  JOTIOJHUTENBHO  JIPYTUX  METOOB

CIICHHUAJIM3UPOBAHHOT'O ITIPOTHUBOOITYXOJICBOT'O JICUCHM .

Cnenuanu3upoBaHHasi, B TOM YHUCJIE BBICOKOTEXHOJOTMYHAs, MEOULMHCKAs MOMOIIb OKa3bIBAECTCS
BpauaMHU-T€MAaToJIoraMd B MEAUIMHCKUX OpraHU3alUAX, OKa3bIBAIOIIMX MEIULHMHCKYIO IOMONIb
naruenTaM ¢ XJUUI/JIMJI, umeronux JUIEH3UI0, HEOOXOMUMYI0 MaTepHUallbHO-TEXHUYECKYIO0 0a3y,
CepPTUPUIIMPOBAHHBIX CIIELUATMCTOB, B CTAIIMOHAPHBIX YCIOBUAX U YCIOBUSAX IHEBHOIO CTAallMOHApa U
BKJIIOUAET MPOPUIAKTUKY, TUATHOCTHUKY, JICYCHHE TeMaTOJIOTMUECKUX 3a00JieBaHMM, TpPeOyrOMMX
UCIIOJIb30BaHUSI CIICIIMATIBHBIX METOJIOB M CIOKHBIX YHUKAJIBHBIX MEIUIIMHCKUX TEXHOJIOTUM, a TaKxkKe

MCIUIIMHCKYTIO pea6I/IJII/ITaI_[I/IIO.

B menunmHCKON opraHu3alyM, OKa3bIBAIOMIEH MEIMIIMHCKYIO ToMoIls marueHtam ¢ XJIJI/JIMIIL,
TAaKTUKa MEIUIIMHCKOTO OO0CIIEOBaHUsl U JIEUEHHUS YCTAHABIMBAETCS BpayaMHU-TeMaTojoTaMu C
MPUBJICYEHUEM TPU HEOOXOAMMOCTH JAPYTHX Bpayeil-CIEIMAINCTOB, MPU HEOOXOAUMOCTH — C
MpOBEICHHEM  KOHCWiuyMa. PemieHue  koHcwimyma  Bpaded  OoQOpMIISIETCS — MPOTOKOJIOM,
NOJIMHUCHIBACTCS YYACTHUKAMU KOHCHJIMYMa Bpauye€id M BHOCUTCS B MEAMIIMHCKYIO JOKYMEHTALIMIO

manucHra.

[Tokazanua K rocnuTanu3aldd B KPYDIOCYTOYHBIM WJIA JTHEBHOW CTallMOHAP MEIWUIIMHCKOU

OpraHu3anuu, OKa3bIBaroNIeH CIICHUAJIM3UPOBAHHYIO, B TOM HYHCJIC BBICOKOTCXHOJIOTMYHYIO,



MCAUIMHCKYIO IOMOLOIb I10 HpO(l)I/IJ'IIO «reMartoJIorusa», OIpeaACIArOTCA Bpa‘{OM-FeMaTOJIOFOM/

KOHCHJIMYMOM Bpaueil ¢ IPHUBJICICHUEM MPU HEOOXOIUMOCTH JAPYTHX Bpaueh-CIeITUaTNCTOB.
IMoka3zaHusi K IKCTPEHHOI rOCIUTAIU3AIMH:
1. PazButHe TspKen0N MHPEKIMHU (HeoOs3aTelIbHA TOCIIUTAIN3AIINS B T€MATOJIOTHYECKUIN CTalluOHap).

2. PazButhe yrpoxaroumx XU3HUA ITUTONEHUN (TTyOOKOM aHEMHH, TEMOPParnueckoro CHUHIPOMA,

HEUTPOTNICHUN ).

3. PasButue ocnoxuenuit XJIJI, Bkimtogas cunapom Puxrepa, cumMmnToMaTHUecKyro TuMpaaeHONaTHIo
U OPraHOMETalII0 C PUCKOM Pa3BUTHUS TSDKEJBIX OCIOKHEHUH, HEWpOJeHKeMHIO, CHeru(pUuuecKuil
IUIEBPUT U XWJIOTOPAKC C IMPU3HAKAMM JbIXaTEIbHOM HEIOCTAaTOYHOCTH, MApPAHEOIUIACTHYECKHE U

AYTOUMMYHHBIC CHHAPOMBI, APYTUC OCIOKHCHUA, YTPOKAOIINUC ) KU3HHA.

4. Pa3BuTHE OCIIO)KHEHHUH Tepamuu, BKIIOYAs CUHIPOM JIM3UCA OIMYXOJH, TsDKENble MH(Y3MOHHbIE
peaKlMK, MHUEJIOTOKCUYECKUI arpaHyloUTO3 C JUXOPAIKOM M APYTHUE OCIOKHEHHUS, YIpOKarollue

JKU3HU.
Iloka3zaHus K NJIAHOBOU rOCIIUTAJIU3ANNHA:

1. TlpoBenmenme Tepanmuu B CiIydasx, TPEOYIOIIUX KPYIJIOCYTOYHOTO HAONFOICHHS 3a IMAIlMEHTOM IT0
NPUYUHE TSHKECTU COCTOSHMS, OOYCIOBICHHOTO OIYyXOJbIO, WM MO MPUYMHE PUCKA OCIOKHEHUH,

CBSI3aHHBIX C MPOTPAMMOM JICYEHUS WIH COMYyTCTBYIOIUMHU 3a00JI€BaHUSIMHU.

2. OOcrnenoBaHue MalMeHTa, BKIIOYAIONIee OMOTICHMI0 M WHBA3MBHBIC BMEIIATENLCTBA, B CIy4asx,

KOTZa OHO HC MOXCT OBITH IMPOBCIACHO aM6YJ'IaTOpH0.
Iloxka3zaHus K BbINIMCKE nanmueHTa u3 MGIII/I].[I/IHCKOﬁ opranu3anum:

1. 3aBepiieHue Kypca JISUeHHs] WM OJHOTO M3 ATANOB OKa3aHUs CHEUATIN3UPOBAHHON, B TOM YHUCIIE
BBICOKOTEXHOJIOTHYHOM, MEIUIIMHCKONW TOMOIIM, B YCJOBHUSX KPYITIOCYTOYHOTO WJIM JHEBHOTO
CTaIl[MOHApa TPHU YCIOBUU OTCYTCTBHSI OCIIO)KHEHHMH JICUCHHsI, TPEOYIOIUX MEIUKAMEHTO3HOM
KOPPEKLNU U/UITU MEAUIIMHCKUX BMEIIATENbCTB B CTAIMOHAPHBIX YCIOBUSIX.

2. OTKa3 MalMeHTa WU €ro 3aKOHHOTO MPEICTaBUTENS OT CIEHHAIM3UPOBAHHON, B TOM YHUCIE
BBICOKOTEXHOJIOTHYHON, MEIUIIMHCKOW TOMOIIM B YCJIOBHSX KPYIJIOCYTOUYHOTO WM JHEBHOTO
CTallMOHAapa, YCTAHOBJIIEHHOW KOHCUJIMYMOM MEAMIIMHCKOM OpraHu3ali, OKa3bIBaroOIIeH
OHKOJIOTMYECKYIO TIOMOIIIb, IPU YCIIOBUU OTCYTCTBHUS OCJIOXKHEHUN OCHOBHOTO 3a00JIEBaHMS U/WIIN
JedeHus, TPeOyIOmUX MEIUKAMEHTO3HOM KOPPEKIMH W/WIU MEIUIMHCKUX BMEIIATEIbCTB B
CTAI[MOHAPHBIX YCIOBHSIX.

3. HeoOxomuMocTh  mepeBofia  MAIlMeHTa B JIPYTYI0  MEAMIMHCKYI0  OpraHu3aluio 10
COOTBETCTBYIOIIEMY MPOQPIIIIO OKa3aHUS MEIUIIMHCKON MTOMOIIH.

4. Pemmenne BpaueOHONW KOMHCCHM 00 OTCYTCTBHMM TIOKa3aHMW K TIPEOBIBAHMIO TMAIMEHTa B
CTallMOHape B CBSI3U C OECIEePCHEeKTHUBHOCTHIO JIEYEHHUS] U HEOOXOIMMOCTBIO OKa3aHUS TOJIBKO

NaJJIMAaTUBHOU TOMOIIIH.



3aKIroueHre O IEIeCO00Pa3HOCTH TMEpeBoAa MalMeHTa B MPO(PMIbHYI0 MEIUIMHCKYIO OPTaHU3AIUIO
COCTaBIIICTCSl TIOCTE TPEABAPUTEIHLHON KOHCYJIBTAIMM 1O TPEJOCTABICHHBIM MEAUIIUHCKUM
JOKyMEHTaM W/WJIN TPEABAPUTEIHHOTO OCMOTpA TAIlMEHTa BpavyaMH CHECIUATUCTaMH MEIUITMHCKON

OpraHU3aIlid, B KOTOPYIO INIAHUPYETCS TIEPEBOI.



6. JlonostHuTeIbHAA HHGOPMALIMSA, BJUSIONIAS HA

TeUeHHe U UCX0I 3200/ IeBaHUSA

7.1. CragupoBanue JuM@pomMbl U3 MAJIBIX JUM(OIUTOB

CramupoBanne JIMJI ocymiecTBaseTcs 1Mo pe3yinbraraMm 00CIIeIOBaHHUS B COOTBETCTBUH C KPUTCPHUIMU

kiaccudukanu Ann Arbor (ta6n. I'1.1) [13].

Ta6auua 7.1. CragupoBanue sumdom no Ann Arbor, monupuxanus Cotswold

Cragusa 1 . o
e [opaxxeHne ofHOM NMMdaTUYECKOM 30Hbl NN CTPYKTYpPbI[1]
Craaunsa 11
e [opaxeHune 2 unun 6onee NnMMdaTUYECKNX 30H MO OAHY CTOPOHY Anadparmbl;
e JIOKaNM30BaHHOE B Npefenax 1 cerMeHTa nopaxeHue
1 skcTpanuMdaTUYEeCcKoro opraHa Man TKaHW U ero perMoHapHbIX NMM@aTUYEeCKMX Y3/10B C NOpPaxXeHneMm uam
6e3 nopaxeHus Apyrmx numdaTtmyeckmx obnacrei no Ty e CTOPOHy Anadparmbl
Craansa II1
e [lopaxxeHne nuMdaTnYecKnx y3noB nUnamn CTpyKTyp no obe CTopoHbl Anadparmbi;
e JIOKanM30BaHHOE B Npefenax 1 cerMeHTa nopaxeHue
1 skcTpanuM@aTMyeckoro opraHa WauM TKaHW U ero permoHapHbIX NMM@aTUYecKMX Y3/10B C MOpaXKeHUeMm
ApYyrux numdaTtmnyecknx obnacrtert no obe cTtopoHbl Anadparmol
Cragusa IV

e [lnccemmHmpoBaHHoe (MHOrOOKYCHOe) nopaxeHue 1 WM HeCKONbKUX 3KCTpanuMdaTUyecKux OpraHoB C
nopaxeHuem unu 6e3 nopaxeHus nuMmdaTnIecKux y3nos;

e UN30/IMPOBaHHOE MOpaxeHWne 3KCTpanMM@aTnyYecKoro opraHa
C NopaxeHueM oTAaneHHbIX (He permoHapHbIX) NMM@aTUYeCcKmnX y3nos;

e [lOpaXeHune nevyeHun MU/VUNN KOCTHOro Mo3ra

Onsa Bcex ctagui

A
e OTCyTCTBME NMpU3HaKkos B-ctaaum
B OavH nnn 6onee M3 cneayoWmMX CUMMATOMOB:
e TeMnepaTypa Tena Bblwe 38°C He MeHee 3 gHen noapsa 6e3 NpM3HaKoB BOCNaneHus;
e HOYHble Npody3Hble NOTbl;
e noxypaHue Ha 10 % macchl Tena 3a nocneaHue 6 mec.
E JlokannsoBaHHOe aKCTpaHohanbHoe nopaxeHune (npu I-1I ctaguax):

e JIOKANIM30BaAHHOE MopaxeHue 1 3KCTpanuMdaTMyecKkoro opraHa WM TKaHW B npedenax 1 cerMeHTa 6es
nopaxeHusa nuMaTUYeCcKnx y3nos;

e ctagna Imnnlilc OrpaHM4YeHHbIM 3KCTpaHOAA/IbHbIM BOB/1EYEHUEM MpUeXallero opraHa nan TKaHu




7.2. O01masi BBI)KUBAEMOCTH MAaLMEeHTOB B rpynmnax no MIIN

Tabauua 7.2. O0mas BbIKUBAEeMOCTh NANMEHTOB B rpynnax no MIIN

M'pynna pucka Bbann Yucno naumeHToB, abc. (%) 5-netHsasa OB, %
Hu3skas 0-1 340 (29) 93,2
MpomexyTouHas 2-3 464 (39) 79,4
Bbicokas 4-6 326 (27) 63,6
OuyeHb BblCOKas 7-10 62 (5) 23,3

7.3. Ouenka orera Ha Jjieuenue npu XJLJI

OI.[CHKa OTBCTa Ha JICHCHHUC IIPOBOAUTCA B COOTBCTCTBHH C 0OHOBJIEHHBIMU KpUTCpPUAMU,

npeuiokeHHBIMU MesxayHapoanoit padoueii rpynmoi mo XJUJI (IWCLL) B 2018 1. (tabn. I'4.1) [12].

Taoauna 7.3. OueHka oTBeTa Ha JieueHue MPH XPOHUYECKOM JTUM(OIUTAPHOM JIeiKo3e

Moka3saTtenb

MonHasa pemuccuna

YacTtuuHaa pemuccusa

Mporpeccus

A. MNapaMeTpbl, XapaKTepusyLine Maccy onyxonu

NCXOAHOMO YPOBHS

NumdaneHonatmsa oTcyTcTBuMe y3noB >1,5 cm YMeHbweHne =250 % YBenuyernue =50 %
[enaTomeranus Het YMeHbweHne =250 % YBenuyenue =50 %
CnneHomMeranus KpaHuno-kayaanbHbIi  pa3mep YMmeHbwenne =50 % ot YBenuyernue =50 %
cene3eHKu BEeJINYMNHbI, Ha KOTOpYIO
<13 cm yBenmMyeHa UcxoaHo
JInmMdbounTbl KpoBU <4 x 10%n YMeHbweHne =50 % ot YBennyenne =50 % ot

WNCXOAHOMO YPOBHS

KOCTHbIN MO3r

HopMokneTouHbIN,
<30 % nummdpoumnToB, HeT
HOAYNAPHOIO MOPaXXeHus

KOCTHOro Mo3ra
Ha 50 %

YMeHblleHne UHbUbTPauum

KoHCTUTYyUMOHanbHble
CUMNOTOMBI

Het

Jtobble

JMobble

A. MNapameTpbl, xapakTepusytowme hyHKLMI KOCTHOro Mo3ra

MCXOo4HOro

nopbileHne >50 % ot

TpoM6oLUTHI >100 x 10%n > 100 x 10%n wam | CHwxeHue =50 %
nosblweHne =50 % OT WCXOAHOro no npuynHe
OT UCXOAHOIo Xn
[emMmornobuH >110 r/n >110 r/n w1 noBblWEHUE CHuxeHne =20 r/n ot
(6e3 TpaHchy3umn " >50 % MCXOAHOro no npuymHe XJ1J1
3PUTPONO3TUHOB) OT UCXOAHOro
HeTpodunsbl >1,5 x 109/n >1,5 x 10%/n nan -

Crabunuzanus 3a001eBaHUsl yCTAHABIMBACTCS B CUTyaIUsX, HE YIOBJICTBOPSAIOIMIMX KPUTEPUSIM HU

YaCTUYHON PEMHCCHH, HU TTPOTPECCUHU.




[1] K numdarnyeckum cTpyKTypaM OTHOCAT JUM(BATHIECKUE y3JIbl, CEIE3EHKY, BUIOYKOBYIO KeIe3y,

koJibllo Banbaeiiepa, uepBeoOpa3Hblii OTPOCTOK, MEHEPOBBI OJISIIKH.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepuu kauecrBa OueHka
BbIMNOJIHEHUA

1 MaumeHTy ¢ nogospeHunem Ha XJU1/JIM nan BbigseneHHbIM XJ1J1/JIMJT npyu NepBUYHOM MAN MOBTOPHOM Oa/Het
rnpueMe, MNpu OLEHKe peMUCCUM 4Yyepe3 2 MeC. MNOC/e 3aBeplleHUs Tepanuu, MNpUu KOHTPOJSIbHbIX
obcnepoBaHMAX M Npy NOAO3PEHUM Ha peunamB 3ab0neBaHUS BbIMOSIHEH Pa3BEPHYTbIA KAMHUYECKUI
aHanmM3 KpoBM C oOnpefesieHneM YpPOBHS remMornobuHa, 3puTpouUMTOB, TPOMOOLMTOB, NENKOLUMUTOB,
NOACYETOM JIENKOLMTAPHOM (POPMYJibl M KONMYECTBA PETUKYTOLNTOB

2 MaumeHTy c nogo3peHnem Ha XJ1J1 ¢ KonimyecTsoM [Oa/Het
B-nenkountoB =5000 B 1 MKA BbIMNOSIHEHO WMMMYHOMEHOTUMNMYECKOE WCCnefoBaHMe NMMAOOLNTOB
KPOBM METOAOM MPOTOYHOM LMUTODIYOPUMETPUM

3 MaumeHTy c nopo3speHueMm Ha JIMJ1 6e3 knuMHu4yeckoro numdoumtTosa B KpoBu nmMbo naumeHTty c | [a/Het
nonospeHnem
Ha TpaHcdopMauuio BbiMoHEHA bruoncusa nuMmdaTnyeckoro y3na (oyara nopaxeHus)

4 Y nepBuYHOro naumeHTta c XJ1J1/JIMJ1 c noao3peHnem Na/Het
Ha TpaHcdopMauuto  MOMyYeH TUCTONIOMMYECKUI  MpernapaTt KOCTHOro Mo3ra  (BbiMoJIHEHA
TpenaHobnoncmns KOCTHOro Mo3ra)

5 MepBMYHOMY NaUMEHTYy Mpu ycTaHoBKe auarHosa XJU1/JIM/1 nubo naumeHTy C BepudULMPOBAHHBLIM Oa/Het
XNN/NMIT nepea Havyanom Tepanuu, NpyM OLEHKE PpeMUCCUM Yyepes 2 Mec. NocCae 3aBeplleHns Tepanuu,
a Takxke npu noao3peHuM Ha peumams 3aboneBaHus BbinonHeHa KT rpyAHOW KNETKW, OpraHos
OpIOWHON MONIOCTM M Manoro Tasa (C KOHTPACTUPOBAHWEM) WUNU peHTreHorpadus opraHoB rpyAHOM
KNeTKun

B 2 npoekumsax u Y3 numdaTtnyecknx ysnos U BHyYTPEHHUX OpraHoB

6 Y nauueHTa ¢ XJU1/IMJ1, nony4arowero Tepanuio orpaHUYEeHHON ANUTENbHOCTM, BbINOSIHEHA OLEHKa Na/Het
Tepanuun no kputepuam IWCLL 2018 He MeHee 4yeM yepe3 2 MeC. MoCne OKOHYaHUs Tepanuu

7 Y naumenTa ¢ XJU1/JIMJ1, nony4yatowero HenpepbiBHYO Oa/Het
VAW NOALEPXUBAIOLWLYIO Tepanuio, BbINOJIHEHA oueHKa Tepanun no kputepmam IWCLL 2018 He MeHee
yeM yepes

2 Mec. nocsne AOCTUXEHUS MaKkCMMasbHOro OTBETa
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IIpunoxxenne A2. MeronoJiorusi pa3padoTku
KJIMHUYECKHUX PeKOMEeHIAIUH

[{eneBast aynuTopHs JAHHBIX KIMHUYECKUX PEKOMEHAALUN:

e BpPA4YU-TEMATOJIOIH,
e Bpa4YM-OHKOJIOTH,

e CTYICHTHI METUITUHCKUX BY30B.
MeTtonoJiorusi c6opa 10Ka3aTeabCTB

Mertonpl, HCHONb30BaHHBIE s cOopa / CeNeKUMd [OKa3aTeNbCTB: IOMCK MyOnMKauuid B

CIICIIMATM3UPOBAHHBIX MEPUOANYCCKHUX IMEUATHBIX U3IaHUAX ¢ UMIaKT-pakTopoMm >0,3.
IMouck B 3J1eKTPOHHBIX 0a3aX JaHHBIX.

JlokazaTenbHON 0a30il Il peKOMEHJAIM SBJISIOTCA IMyOauKanuu, Bomreamure B KoKpelHOBCKYIO

oubnmnoreky, 0a3nl qaHHbIx PubMed u MEDLINE. I'myOuna noucka coctasisiia 30 ner.
MerTonbl, HCTIOIB30BaHHbBIE JJISl aHAJIN3A JJOKA3aTeIbCTB!

e 0030pbI ONYyOIMKOBAaHHBIX METAaHAIN30B;

e CHCTEMAaTHYECKHE 0030PHI C TAOMHUIITAMHU JOKA3aTEIIbCTR.
MeTo/1bl, KCITOIB30BaHHbIE IS KaYe€CTBA U CHJIBI JJOKA3aTEIbCTB:

e KOHCEHCYC IKCIIEPTOB;

e OICHKA 3HAYMMOCTH O0Ka3aTCJIbCTB B COOTBCTCTBUU C peﬁTHHFOBOfI cXeMon JA0Ka3aTrcJIbCTB (T36J'I.
A1-A3).

B HACTOAIINX KIMHHUYCCKHUX PCKOMCHIAANUAX MPUBCACHBI YPOBHU AOCTOBCPHOCTU JOKA3aTCIILCTB U
YPOBHHA Y6GI[I/IT6J'IBHOCTI/I peKOMCHI[aI_[I/Iﬁ B COOTBCTCTBHU PCKOMCHIAINAMU I10 pa3pa60TKe )51

aKTyaJlu3aluy KIMHUYECKUX pekoMeHaauui (mpuka3z Munsapasa Poccun ot 28.02.2019 1. Ne 103n).

Tadauuma Al. Illkana oumeHkM YpoBHe#l J0CTOBepHOCTH aokazareabcTB (YI) mias meronos

JAUATHOCTUKH (JMATHOCTHYECKHX BMEIIATEIbCTB)

yan PacwudpoBka

1 CucremaTtuyeckme O630pb| nccneaoBaHnin ¢ KOHTpPONEM pecbepeHCHblM MEeTOAOM WAW  CUCTEMaTUYECKUI o63op
PaHAOMU3NPOBAHHbIX KIIMHUYECKNUX UCCNeAoBaHUN C MPpUMEHEHMEM MeTa-aHan3a

2 OTaenbHble UCCNefoBaHUa C KOHTPONeM pedepeHCHbIM METOLOM UKW OTAENbHble PaHAOMU3UPOBAHHbIE KIMHUYECKME
WCCNefoBaHUs U cucTeMaTUyeckme o0630pbl MccreAoBaHWii no6oro AmsaiiHa, 3@ WCK/IHYEHUEM PaHAOMU3UMPOBAHHbLIX
KITMHUYECKUX UCCNefoBaHuWi, C MPUMEHEHMEM MeTa-aHannsa

3 NccnepoBaHua 6e3 MocnefoBaTe/ibHOrO KOHTPOAs pedepeHCHbIM METOAOM WM UCCNefoBaHus C pedepeHCHbIM
METOA0M, He ABMAKLMMCA HE3aBUCUMMbIM OT WCCMEQyeMOro MeToAad, WM HepaHAOMU3UPOBAHHbIE CPaBHUTENbHbIE
WUCCneaoBaHus, B TOM YUC/Ee KOFOPTHbIE UCCeA0BaHNs

4 HecpaBHUTeNbHbIE NCCIeA0BaHUS, ONUCaHUe KIIMHUYECKOro cry4das




5 | MmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AEeNCTBUSA N MHEHUE 3KCNepToB

Tadauma A2. IlIkajga oumeHKH YpOBHell 10CTOBepHOCTH aoka3arejbeTB (Y//I)mas metomos
NpopUIAKTHKH, JIe4eHUs 7| peadmiMTANNH (mpopuiiakTHYECKUX, Jie4eOHBbIX,

peadMJINTAIMOHHBIX BMEIIATEIbCTB)

yaa PacwudpoBka

1 CucrtemaTtnyeckumin 063op PKW ¢ npumeHeHnem meTaaHanmsa

2 OTpenbHble PKU 1 cuctematmuyeckme 0630pbl nccnenoBaHmini noboro amsanHa, 3a uckitodeHnem PKW, ¢ npumeHeHnem
MeTa-aHanusa

3 HepaHAOMU3MPOBaHHbIE CPAaBHUTENbHbIE UCCMIEA0BaHUS, B TOM YMC/E KOrOPTHbIE UCCeaoBaHus

4 HecpaBHUTENbHbIE WCCNEAOBaHUSA, OMUCAHME KIMHUYECKOro Cc/lyyYyasl WM Cepuu Cciy4vaeB, WCCNedoBaHusa <«cydai-
KOHTPO/b>»

5 MNMeeTca nvwb 060CHOBaHWE MexaHu3Ma [AEeNCTBMA BMeLATeNbCTBa (AOK/IMHUYECKME WCCNEA0BaHUSA) WM MHEHUue
3KCnepToB

Tabomuuma A3. Ilkana oueHkW ypoBHe#l yOeauTeabHOCTH pexkoMeHaanmuii(YYP) mias meronos
NpoPWJIAKTHKN, [JIUATHOCTHKHM, JiedeHHs HW  peadwiauranuu  (MPpoPUIAKTHYECKHUX,

AMATHOCTHYECKHUX, JIeHeOHbIX, Pea0UINTAIIMOHHBIX BMEIIATEIbCTB)

YYP PacwundpoBka

A CunbHaa pekoMeHaaumsa (Bce paccMaTpuBaeMble Kputepmn 3@PeKTUBHOCTN (MCXOAbl) ABASIOTCS BaXXHbIMKU, BCE
nccneaoBaHMs MMEKT BbICOKOE WAW YAOBNETBOPUTENIbHOE MEeTOAOSI0MMYECKOe KayecTBO, WX BbiBOAbI MO
WHTEPECYIOLLMM UCXOAaM SABASIOTCS COracoBaHHbIMMN)

B YcnoBHasa pekoMeHaaumsa (He BCce paccMaTpuBaeMble Kputepumn 3ddeKTUBHOCTM (MCXOAbl) ABASIOTCA BaXHbIMU,
He BCe MCCefOBaHWs WMMEKT BbICOKOE WAW YAOBNETBOPUTENbHOE METOAOSIOrMYeckoe KayecTBO U/Min ux
BbIBOAbI MO UHTEPECYOLWNM NCXOAaM HE ABNAKOTCA COFJ’]aCOBaHHbIMVI)

(e Cnabas pekoMeHzaums (OTCyTCTBME A0OKa3aTeNbCTB Haj/exallero Kadectsa (Bce paccMaTpuBaeMble KpUTepum
3 deKTUBHOCTM (UCXOAbI) SIBASAIOTCS HEBaXKHbIMWM, BCE WCCNELOBaHUS WMEKT HM3KOoe MeTOAO0SorMyeckoe
KauecTBO M UX BbIBOAbI MO MHTEPECYIOLWUM UCXOAAM HE SBSIOTCS COrlacOBaHHbIMMU)

MeTomosorust BaJIuan3aluu peKoOMeH anumn
MeToabl BaJauIu3aluu:

. BHEIIHSS DKCIIEPTHAS OLICHKA;

. BHYTPEHHSS SKCIIEPTHAs OIICHKA.

Onucanue MeTOAUKH BAJIUIN3ANNU PEKOMEHIANNMI

Hacrosimue pexomMeHAanMu B TMPEABAPUTEIBLHON BEpCHHM OBUIM PEICH3UPOBAHBI HE3aBUCHUMBIMU
AKCIIEPTaMH, KOTOPBIX MOMPOCHIN MPOKOMMEHTHPOBATh, HACKOJIBKO Kau€CTBEHHO MHTEPIPETUPOBAHBI
Jl0Ka3aTeNbcTBA W pa3paboTaHbl pekoMmeHjaanuu. Takke ObUla MpOBEIEHA HSKCIEepTHAas OLICHKa

HN3J10KCHHUA peKOMeHI[aLII/Iﬁ " UX JOCTYIMHOCTH JJIsd TIOHUMAaHUA.



Pexomennanmuu oOCYyXXIeHBI M OJOOPEHBI BEAYIIMMH CIEIUATUCTAMU MPOPWIbHBIX (eaepanbHbIX
ueHTpoB P® u npakrtnueckumu Bpayamu. [IpOeKT KIMHUYECKUX PEKOMEHAALMKA ObUI pacCMOTPEH Ha
coBelanusx padoueit rpynmnsl B 2017-2018 rr., Ha popyMe sKCnepToB MO BOMPOCAaM AUATHOCTUKH U
JICYCHUS 3JIOKAYECTBCHHBIX JMMbonpoaudepaTuBHBIX 3a0oneBannii  «JIumdopym», eXKeromHOU
poccuiickoil KOH(EPEHIIMU C MEXAYHAPOIHBIM YUaCTHEM «3JI0KAYECTBEHHBIE JIUM(POMBD», a TAKXKE B

pamkax [V Konrpecca remaronoros Poccun.
IMopsiiok 00HOBJIEHNSI KIMHUYECKUX PeKOMeHIanuii

AKTyanuzaius MpoBOAUTCS HE peke ueM | pa3 B 3 roja Wiau Ipu MOSIBJICHUW HOBOM MH(OpManuu o
JTUATHOCTHKE W TAaKTHUKE BeIeHMs marueHToB, cTpamaronmx XJIJI/JIMJI, Ho He dame 1 paza B 6
MmecsaieB. Pemenne 00 oOHOBIeHMHM mnpuHMMaeT MuH3npaB Poccuum Ha OCHOBE MPEIOKECHHMA
MEIUIMHCKUX MPO(ECCHOHATBLHBIX HEKOMMepUYeCcKuX opranuzanuii. ChopMUpOBaHHBIEC TTPEIJIOKEHUS
JOJDKHBI YYHUTBIBATh PE3yIbTaThl KOMILJIEKCHOW OIIEHKH JIEKAPCTBEHHBIX MPEMapaTroB, MEIUIIMHCKHUX

U3JIENINH, a TaK)Ke Pe3yJIbTaThl KIIMHUYECKON anpoOanuu.



Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI
Het

Hpunoxenue A3.1. 3nauenne mapkepos Bupyca renarura B mpu XJIJ1

Knerkun XJIJI moryT OBITH JOMONHUTEIBHBIM pe3epByapoM s Bupyca rematuta B. JlarentHas
uHpexuusi, Boi3BaHHass HBYV, BoisBisiercs y nmanuentoB ¢ XJIJI wame. 3nauenue mapkepoB HBV-

nH(}EKIMYU U npenoaaraeMble AeicTBUs mpeacTaBieHsl B Ta0m. 3.1.

Tabmuna A3.1. 3HaueHue MapKepoB BUPYCHOI0 renarura B

PacwuundpoBka HBs- AHTH- AHTH- AHK OencTBua
Ag HBc HBs HBV
He koHTakTuposan c HBV - - - - [MfpoBecTn BakUMHaLUNIO.
MpoTuBOMNoOKasaHni

K aHTn-CD20 HeT

BakumHaumna npoBeaeHa - - + - MpoTBoOnoKasaHui
K aHTM-CD20 HeT

PekoHBanecueHT - + + - MpoTrBONOKa3aHUi
K aHTn-CD20 HeT

BoO3MOXHOEe naTeHTHOEe HOCUTENbCTBO - + - +/- KoHTpons OHK HBV kaxable 2 Mec.

HBV BO Bpems Tepanum aHTn-CD20,
Ha3HayeHune NpOTUBOBUPYCHOWN
Tepanuu npu nossneHnn HBsAg wnm
OHK HBV

HeakTnBHOe HocuTenbcTBOo HBSAgQ + + - + HasHaueHue MPOTUBOBUPYCHbIX

rnpenapaTtoB BO BpeMs Tepanuu aHTUu-
CD20+ + rop nocne oKoH4YaHuUs

XpoHuyeckun renatnt B + * * + OTkazatbCca OT aHTM-CD20 wam
NpoOTMBOBMpPYCHas Tepanus o
Tepanuu, BeCb nepuos nevexHus + 1
roz nocfie OKOH4YaHusa*

* IIpu HeoOxonuMocTu HazHaueHus: aHTU-CD20 nmoka3aH MoOCTOSIHHBIN MpueM sHTekaBupa™* 0,5 mr/
CYT. DHTEKaBUP** Ha3HA4YaIOT HA BECh NMEPHOJ JICUCHUSI/TIOJACPKUBAIOIIEH Tepanuu U He MeHee |
roja TMOCJE 3aBEPIICHUS WMMYHOCYNPECCUBHOW TEpamuu MPH HEOAHOKPATHBIX OTPHUIATEIBHBIX
pesynbrarax tectupoBanus Ha JIHK Bupyca renmarura B B kpoBu. OntumManbHas Mpo0JIKUTENbHOCTD
TEepanuu HSHTEKABUPOM™* TMocie 3aBeplleHUs] Tepanuu pUTykcuMaOom™* He ompezgenena. Ecmu
manmueHTy ¢ XJIJI cmenmuduueckas Tepamms HE TOKa3aHa, B MPOQPUIAKTHYECKOM Ha3HAYCHUU
SHTEKaBUpa™™® HeT HeoOXoAMMOCTH. JlaMUBYIMH He JOIKEH NpUMEHSThCs y mnanueHToB ¢ XJLJI,
MOCKOJIBKY pe€uYb BCErJa UJET O JUIMTENIbHOM NpUeMe MPOTUBOBUPYCHBIX mpemnaparoB. K koHiy 2-ro
rojia mpuema JIaMUBYJIMHA K 3TOMY Ipenapary ycroiunBo 6onee 40 % mrammoB HBV, k xoniy 4-ro
roaa npuema — 70 % mrammoB HBV. Tlpu pa3BuTun yCTOWYMBOCTH K SHTEKaBUPY ™™ MOKa3aH MEpexos

Ha TeHO(hOBUP™*.

Hpunoxenue A3.2. [Tokazanus K Hayasy Jedyenus XJIJI/JIMJI



Tepanusa XJUUI/JIMJI nomkHa HauWHATHCS MPU HAIMYUU KaK MUHUMYM | U3 CleIyrOIIMX MOKa3aHHM
no kpurepusim IWCLL 2018 [12]:

1. Cragus C o J.L. Binet.

2. OI[I/IH nii 00Jjiee CUMIITOMOB MHTOKCHKAIINU:

e moteps >10 % maccol Tena 3a 6 Mec. (eciy MaueHT He TPUHUMAN MEPHBI JJIsl TOXyJaHus );
» cinabocts (obmiee cocrostare mo ECOG >2, HeTpya10cnocoOHOCTS);
e cyOdeOpusibHas TMXOpaJika B TEUCHHUE >2 Hell. 0e3 MPU3HAKOB MH(EKIINY;

e HOYHBIC TTOTHI, COXpaHsronecs o6osee 1 mec., 6€3 Mpu3HaKoB HHPEKITUH.

3. Hapacratomass aHeMuss /Wil TPOMOOITMTONICHMsI, OOYCJIOBICHHAs WHQPWIBTpAIMEl KOCTHOTO
Mo3ra.

. AyTOMMMYHHAas1 aHeMHsI /WU TPOMOOITUTOTIEHUS, PE3UCTEHTHASI K TIPETHU30JIOHY.

. bonbime pazmepsl ceneseHku (>6 cM HIKE peOepHO IyTH), SIBHOE YBETUYCHHE OpPTaHa.

. MaccuBHas (>10 cM B MaKCUMaJIBHOM JHAMETPE) W/UIU HapacTarolias JTuMdaaeHonaTus.

. Bpems ynBoenus uncia 1um¢poIuToB Menee 6 Mec.

00 3 N L A~

. 9KCTpaHOI[aJ'IBHOG NopaXCHUe, CUMIITOMHOC HUJIM BJIUAIOIICC HA (1)YHKLII/IIO MMOpPaAKCHHOT'O OpraHa.

IHpuioxkenune A3.3. PexxnMbl JiekapcTBEeHHOT0 Jedyenus: XJ1JI

Monomepanus

MoHoTepanusi XJ10paMmOynuJIoM** — KypcoBoii popmar

o XnopamGymum** — 10 mr/m? BHYTpb B 1-7-if 1HN.
Jleuenne Bo300HOBIIETCS HA 29-11 IE€Hb.

MoHoTepanusi XJIOpaMOyHujiIoM™** — oCTOAHHBINA opmMart

o XnopamOyuin** — 0,07-0,20 Mr/Kr BHYTpb €XEIHEBHO B TeueHHE 2—4 HEN. C MOCJIEIYIOIIUM
oJI00POM JI03bI.

MonoTepanusi #0eHIAMYCTHHOM * *

o #benmamyctua** — 90 Mr/M2 B/B B 1-1, 2-1 qHMU.
Jleuenne B0300HOBIIETCS HA 29-11 IE€HE.
MonoTtepanusi HOPyTHHHOOM * *

e NOpyTnHN6** — 420 Mr/cyt (3 xancynsl) BHyTpb 1 pa3 B I€Hb O NPOTPECCUPOBAHUS WIIH PA3BUTHS

HENIEPEHOCUMON TOKCUYHOCTH.

MOHOTepﬂl'II/Iﬂ BCHETOKJIAKCOM



o Beneroknakc — 20 mr/cyt (aen. 1), 50 mr/cyt (wen. 2), 100 mr/cyt (ven. 3), 200 mr/cyT (uen. 4),

400 mr/cyT (Hen. S u ganee), 10 IPOrpPECCUPOBAHNUS WU Pa3BUTHUS HEIEPEHOCUMOW TOKCUYHOCTH.
Honuxumuomepanusn
FCR BHyTpUBEHHBIN

e Purtyxcuma®** — 1 mux: 375 mr/m? B/B Kar., jeHb |, mocueayroume muKkias: 500 Mr/mM? B/B Kar.
min 1600 mr /K, aeHs 1.

o #Onynapabun** — 25 Mr/M? B/B Karl., A 1-3.

o #l{ukmodochamun** — 250 mr/m> B/B Karr., auu 1-3.

Jleuenne B0300HOBIsIETCS HA 29-11 1E€Hb.
FCR nepopauabHblii

e Purykcuma®** — 1 muki: 375 Mr/m% B/B Karl., J1eHb 1, noclienyomme nukib: S00 Mr/M% B/B Kall.
wii 1600 mr 1/k, neus 1.

o #Dnynapabun** — 40 mr/mM> BHYTpb, AHE 1-3.

o #llukmopochammua** — 250 mr/m> BHYTpS, JHH 1-3.

Jleuenne B0300HOBIIETCSA HA 29-11 IEHb.
FCR-Lite

o Purtyxcuma®** — 1 mux: 375 mMr/m? B/B Kar., jeHb 1, mocieayroume ukias: 500 Mr/m> B/B Kar.
wm 1600 mr n/k, naum 1, 5.

o #Onynapabun** — 20 Mr/M> BHYTpb, JHH 1-3.

o #lluxnodochamum** — 150 mr/m? BHYTpS, AHK 1-3.

Jleuenne B0300HOBIsIETCS HA 29-11 1E€Hb.

RB

e Purykcuma®** — 1 mukm: 375 Mr/m% B/B Karl., 1eHb 1, noclienyonme nukib: 500 Mr/mM> B/B Kall.
wii 1600 mr 1/k, neus 1.

o #bengamyctun** — 90 Mr/m? B/B KarL., juu 1, 2.
Jleuenne Bo300OHOBIIsIETCA HA 29-11 JICHD.
Chl-R

e Purykcuma6** — 1 mukim: 375 Mr/M? B/B KarL., AeHb |, mocienyromue ukias: 500 Mr/m? B/B Karl.
min 1600 mr /K, aeHs 1.

o Xopambymmr** — 10 Mr/m? BHYTpb, AHH 1—7.

Jleuenne B0300HOBIgETCSA HA 29-11 IEHB.



Chl-G

e O6unyty3zymad** — 1000 mr B/B, nenb 1 (100 mr B Teuenue 4 gyacos), 2 (900 mr), 8, 15 (uuki 1),
neHb 1 (MuKIb 2-6).
o XnopamOymmr** — 0,5 mr/kr BHYTpb, 1HU 1, 15.

Jleuenne B0300HOBIIETCSA HA 29-11 IE€HD.

R-HDMP

o #Puryxkcumab** — 375 mr/m? B/B KarL., mau 1, 8, 15, 22.

o MeTmnnpeaau3onoH™** — 1 /M2 B/B Kar., J1au 1-3.
Jleuenue B0300HOBIsACTCSA HA 29-1i ICHD.

[IpoBoasr 3 kypca.

R-CD

e Purykcuma®** — 1 muki: 375 Mr/M2 B/B Kamn., AeHb |, nocneayromue nukisl: 500 MI/M2 B/B Karl.
i 1600 mr /K, neHs 1.
o Iuknopochamum** — 750 mr/m> B/B Kart., JeHb 1.

o Jlexcamerazon®* — 12 mr B/B wiu BHYTpb, THH 1-7.

Jleuenue B0300HOBMsIETCS HA 29-11 ICHbD.

NopyTunn6** + purykcumado**

o UNOpyTnHNO** — 420 Mr/cyT (3 Kamncymasl) BHYTPh 1 pa3 B ICHb, €KESTHEBHO.

o #Putykcumad** — 50 Mr/M% B/B Karl., ness | uukia 2; 375 mMr/m? B/B KaiL, geHpb 2 mukia 2; 500 mr/

M? B/B Karl. win 1600 mr /K, AeHb 1 mukiaoB 3—7.
Jleuenne Bo300OHOBIIsIETCS HA 29-11 JIeHb, BCEro 7 IMKIIOB.
Nopyruand6** + BR

o NOpyTnHN6** — 420 Mr/cyt (3 xamncynsl) BHyTpb | pa3 B I€Hb €KE€JHEBHO B TEUEHHUE BCETO Kypca U
nanee (mocine 3aBepuieHus UkI0B BR) — mo mporpeccupoBanusi uiam pa3BUTHS HEMIPUEMIIEMON

TOKCHUYHOCTH.

o #benmamyctua** — 90 Mr/m2 B/B Karl., 7Hu 2—3 nmkna 1; gau 1, 2 nukiaoB 2—6.
o Purykcmmab** — 375 Mr/m? B/B Kail., nenb | mukia 1; 500 mr/m? B/B Kam. win 1600 mr /k, geHpb 1

IIUKJIOB 2—6.
Jleuenue Bo300HOBIIsIETCS HA 29-11 IeHb., BCEro 6 IMKIIOB.

Benerokiake + putykcumao* *



» Beneroknakc — 20 mr/cyt (aen. 1), 50 mr/cyt (wen. 2), 100 mr/cyt (aen. 3), 200 mr/cyT (Hen. 4),
400 mr/cyT (Hen. 5 u nanee), mpueM B TeueHue 24 Mec. HauuHas ¢ 1-ro AHs 1-ro HMUKIA JeYeHUS
pUTYKCUMaOOM**,

o Purykcuma6** — 375 mr/m® B/B Kar. uepe3 1 Hej. mocie HOCTIIKEHHS 103bI BeHeToKIakca 400 mr/

cyT, nanee — 500 Mr/M? B/B Kart. wim 1600 Mr /K e3KeMeCsIaHO, BCEro 6 BBEICHUIA.
BenerokJakc + o0uHyTYy3yMao* *

e OOunyty3yma0** — 100 mr, aens 1 nmukia 1; 900 mr aens 2 nukia 1; 1000 mr nens 8 nukia 1; 1000
mr geub 15 nukia 1; 1000 mr gens 1 mukia 2; 1000 mr gens 1 mukios 3—6.

o #Benetoxmakc — 20 mr/cyT, mam 22—-28 nukia 1; 50 mr/cyT gau 1-7 mukna 2; 100 mr/cyt nam 8—14
nukia 2; 200 mr/cyt aam 15-21 mukna 2; 400 mr/cyt aam 22-28 mukia 2, ganee 400 mr/cyT B

Teyenue 12 mec.



Ipusoxxkenue b. AJroputMbl BeJleHUS NAIUEHTA

IIpuioxkenue b1. Anropur™M BbI0Opa NepBOM JMHUM TEPANUH NMALMEHTA C
XJIJI/JIMJIL

* MOHOTepaHI/IH BCHCTOKJIAKCOM IIOKa3aHa IIallMCHTaM, KOTOPBIM HC MOXKCT OBITH Ha3HA4YCH

uOpyTHHHO.
MNoateepwaerHsaf guarnsad XNAAKMA
Hanssite NOKAIasMA ¥ Nea U
o EpaTepeAn wCLL 2048
-
BersmparensHoe
HAGNOOEMHNE
Aonogof naumesT
KaHZAaaT Ha annoTICK 583 IHEML0R
KOO0 S MO TH
Oa
- MBpyTHHIG FCR NnopamByan + ebuHymyzymal
il BeHetowaanc® +/f- Bk BEHOAMYCTHH +/- pUTYKCHMaG
afunyTyaymab MBpyTHRG +/- puTyscumat MBgyTHHME /- puTyscmal
BemgtoKaanc +/ = obumyTyaymab FCR-Lite
KnopamByuma +/- puTyrcumalb
A - MomoTepanma anTu-COZ0 anTwTenamn
_ JRPETHENYT ST MBpYTHHHE B MansD o33
fa Her Bexeronnarc® =/- obuHyTyaymat
Anne-TNCK npw Tepana BTOpoR
BOIRCONHOCTH fpli ]

Ipunoxenue b2. Auropur™m BbI0OOpa Tepanuu peuuausa XJIJ1/JIMJL



MogreepxgesH=A peuraue XM C NOKE3aHMAMM K HBVAMY NeYaHHR

Peuraue Ha HOpYTHHMDE
Oa

BLICORMA pHUCIC
= penewn 17p / myTauua TP53
- peuMane < 24 Mec. nocne
MMMy HOXMMBEOTE DA

MonoTepanua BeHETORAKEOM
Benetornanc +~ obuHyTyaymad

- MbpyTuHub +/- BR - MoeTop MXT 1 nusuw
- BeHeToRNaxK: + pUTyKCHMaG - EBHOAMYCTHH + puTyRCcamal
- FCR-Lite

MEpyTHHMG +/- MXT
BedaTokNaN: + pUTYECHMAD

kA

B chy4ae QoCTvoeeHMA
PEMHUCCHN PACCMOTRETL
BOIMONHOCTE NpOSBSeHWA
annoTrCy

AJIropuT™ BbIOOPA NepBOH JMHMHU Tepanuy nanuenta ¢ XJLJI/JIMJI



Kangmpat Ha annoTICK

MOpyTUHIE

Anno-TrCK npwu
BO3MOXHOCTH

AJaroput™m BbIOOpa Tepanuu peunausa XJLJI/JIMJI

[locTurHyT oTBET

Het

®

MoaTeepXaeHHbIi
Avardos XIU/NMI

[Oeneuuws 17p/myTauma TP53

Hannuune nokasaHui
K NeYeHno
10 KpUTEPUAM
IwCLL 2018

Het

M6pyTUHNG
BeHeToknakc

Tepanusa BTOPON NUHUN

KOMOpPBMAHOCT

Her

BbpkupoarensHoe

Monopoit naumeHT

6e3 3Haunmon

NBpYTUHNG+/-
pUTYKCUMat

Y

HabnwgeHne

A\ 4

XnopamGyuun+o6Hutyaymab
BeHgaMycTuH+/- putykcnumat
MBPYTUHUG+/- puTyKCumatb
FCR-Lite
Xnopambyuun+putykcumatd
MoHoTtepanus anTu- CD20
aHTUTeNnamMu
NBpYyTUHME B Manbix fo3ax




MoaTBepXaeHHbIN
peunave XIIMIT ¢
roKasaHusMU K Ha4any
neyeHus

Peunaus Ha nBpyTUHUGE

MoHoTepanus
BEHETOKINAKCOM

WBpyTrHuG +/-BR
Bewnertoknakc+purtykcnmat

B cnyyae ocTuxeHna
PeMUCCHU paceMOTPETb
BO3MOXHOCTb
nposeaexusa annoTrCK

Bbicokuin puck:
Aeneuus 17p/myTtauma TP53
peunans <24 mec. nocne
VIMMYHOXMMUOTEpanm

MosTop UXT 1 nuxun
BeHaamycTuH+putykcumat
FCR-Lite
W6pyTuHnG+/-NXT
BexeTtonakc+putykcrmat




IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

Xponnueckuit mumdoruTapubiii Jeiiko3 (XJIJI) npeacrarmser co0oil OHKOIOTHYECKOE 3a00JIeBaHue,
Mopaxkaromee KIETKM KpOBH M KOCTHOro wosra. Ilpm xponmueckom XJIJI KOCTHBIM MO3T
BbIpa0aThIBACT MATOJOTUYECKU W3MEHEHHBIC, HE CIIOCOOHBIC BBITOIHATH CBOM (DYHKIIMH JTUM(OIUTHIL.
OHU HakarIMBalOTCS B KPOBU WU PA3JIMYHBIX OpraHaX M BBITECHSIOT HOPMAaJbHbBIE KIJIETKH KPOBH.

CrnoBo «XpOHPI‘-IGCKHfI» B HA3BAHWHU YKA3BIBACT, YTO 3TO 3a00JIcBaHUE IMPOTCKACT I[O6pOKa'-I€CTBeHHO.

Jlumdomoii u3 mansix guMmdonutoB (JIMJI) HazwiBaeTcst ocoboe mposiBaeHue xpoHudeckoro XJIJI,
OpU KOTOPOM TaTOJOTHYECKUE JTUMQOIUTHl HAKAIUIMBAIOTCS HE B KPOBH WJIM KOCTHOM MO3re, a B

TuM(paTUIECKUX y3ax.

Eme 10 ner Hazan cuuranock, uro XJIJI/JIMJI 3a00eBaloT B OCHOBHOM ITOKUJIBIE JIFOIM. OHAKO 1O
Mepe YIy4IIeHHs] JUArHOCTUKH OKa3ajoCh, YTO ATO 3a00JeBaHUE MOKET BO3HHMKATh My MOJIOIBIX

moaeit (40—-50 set), mpuueM B 3TOM BO3pacTe OHO IMPOTEKAET MEHEee OIaronpusITHO.

Bpau moxet 3anono3puts XJIJI/JIMJI, onupasice Ha Bamm xano6sl 1 00Hapy>KHB COOTBETCTBYIOIIINE
CUMIITOMBI MpU ocMoTpe. B 3ToM ciydae OyaeT HEOOXOAMMO MPOWTH Psii 00CIEAOBAHMM, BKIIIOYas
aHanau3 KpoBU U KocTHOro Mosra. [lpu XJIJI camblii BasKHBIN aHAIU3 — 3TO aHAJINU3 KPOBHU, O€3 HETrO
JMarHO3 HE CTaBUTCA. B aHamm3e KpOBW BBIABISAETCS yBelMMUeHHUE yucia JuMmdonutoB. Jlmarnos
00s13aTeIbHO  IMOATBEPKAAETCS  CIEUUAIBHBIM  HCCIEAOBAHMEM — HWMMYHO(EHOTHUIIHMPOBAHUEM
auM@onuToB. MoryT MOHamOOMTHCA W JAPYrue YTOUHSIONIME auarHo3 ucciaepoBaHus. [lpu JIMII
JIMAarHO3 CTAaBUTCS MO PE3yJbTaTaM THCTOJIOTMYECKOIO0 U MMMYHOTHMCTOXMMHUYECKOTO HCCIIEIOBAHMS

IMOPaKCHHOTO J'II/IM(l)aTI/I‘—IeCKOFO y3Ja.

K coxanenuto, Ha ceropuamuuii aes XJIJI/JIMJI wemsneunm. OgHaKko y HEKOTOPHIX MAIlMEHTOB
HEO0OXOIUMOCTh B JieueHWH He Bo3HWKaeT Hukorma — XJIJI/JIMJI moxeT ocraBaThbes B CTaOMIHLHOM
COCTOSIHUM B T€YEHWE MHOTHX JIET U JaXKe NECATUIIETUN. BbUIO MPOBEIEHO MHOIO HUCCIECJOBAaHUMN, B
KOTOPBIX CpPAaBHMBAJIOCh BbDKHUAATEIbHOE HAONIONIEHWE W paHHEE Hadallo Tepanmuu (cpasy Imocie
yCTaHOBJICHHs AuarHo3a). Oka3ajaoch, YTO JICUCHHE HA PAHHHUX ATalax HUKAKOTO MPEMMYIIECTBA HE
JIaeT, HO BbI3bIBaeT Tokcuueckue 3pdektol. [ToaTomy Taktuka Benenus XJIJI/JIMJI BeicTpanBaercs ¢
y4eTOM TE€UEHUs 3TOU O0JIE3HU — JIEUEHHE MPUMEHSIIOT 10 MEpe HEOOXOAUMOCTH, MOCKOJIbKY OHO Camo
no cebe HeOEe30MacHoO, U TaKTUKa BBDKUIATEILHOTO HAONIOECHUSI OCTAETCS CTaHAAPTOM JJIsi MHOTHX

MaIlMEHTOB.

Ecnu umeroTcst yeTkue npu3Haku MporpeccupoBaHmsl 3a00€BaHUsl — YCTOMUMBBIN pOCT IUM(POIUTO3A,
yBEIMYCHHE JUM(DATUUCCKUX Y3JIOB, CEJIE3EHKH, TMOSBICHHE aHEMHH WU TPOMOOIMTOINEHUH, Bpad

IPEJIOKUT ONPENEIECHHBIN KypC JIEUEHUS.

BriOupas nedenue, TOKTOp YIUTHIBACT:
. COCTOsIHUE 00Je3HM (KIIMHUYECKYIO0 KApTUHY U POTHOCTUYECKHUE (PAKTOPHI);

° COCTOAHUC ITalIUCHTA (B03paCT, COIIYTCTBYIOIIUC 3360H6B3HI/I§I);



° KaKO€ JICHCHHEC IMPOBOANIIOCH PAHBIIC U KOI'ZIa HACTYIINJI pCLIUINB.

B pesynprare y OonbLIMHCTBA MalMEeHTOB 3a0osieBaHue yaaeTcss 3(PQPEKTUBHO KOHTPOJIHUPOBATH

COBPEMCHHBIMM JICKAPpCTBAMM.



Hpuiaoxenue I.

IIpuioxkenue I'l. lkana ouenku o061mero cocrosnus nanuenta ECOG

Knuandeckast omnenka oOmiero coctosHusi manuenta ¢ XJUJI/JIMJI mpoBoawTcss 1o  1mikase,
paspaboranHoii BocTounoit o0bequHeHHON oHKOorudeckon rpymmoi (Eastern Cooperative Oncology
Group) [65].

Opurunansnoe HazBanue: The ECOG Scale of Performance Status

Hcrounuk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative Oncology
Group // Am. J. Clin. Oncol. 1982. Vol. 5, Ne 6. P. 649—65 [65]

Tum: mkana OLICHKU
Ha3znauenue: KiIMHA4YECKas OILICHKAa O6H_[CFO COCTOsAHHMA IMallUCHTA

CopnepxaHue 1 UHTEpIIpETALU:

Crartyc (6annbi) OnucaHue ob6Lero CoCToAsHUA NaLueHTa
0 MauMeHT NONTHOCTbIO aKTUBEH, CMNOCO6€eH BbINOJIHATb BCe, Kak U A0 3abosieBaHusA
1 MaumeHT Hecrnoco6eH BbINOJIHATb TAXKENYH0, HO MOXKET BbIMOJIHATb JIErKyl0 WU CUAAYYIO

pa6oTty (HanpuMmep, Nerkyr AOMaLIHIOW WU KaHUeNsspCcKyo paboTy)

2 MauneHT neuntca ambynatopHo, crnocobeH kK camMoo6cny)xMBaHUIO, HO He MOXeT
BbINOJIHATbL Ppaboty. Bbonee 50% BpeMeHM MNPOBOAUT aKTUBHO — B BEpPTUKAJ/IbHOM
MOJIOXKEHUMN.

3 MaumeHT cnocobeH ullb K OrpaHNMYEHHOMY CaMOO6CNy)KMBaHUIO, MPOBOAUT B Kpecse uimn

nocrenu 6onee 50% BpemeHu 6oapcTBOBaHUA

4 UHuBanupg, coBepLuieHHO He cnocobeH k camochnymuBaHmo, NMPUKOBAH K Kpecny wiun
nocrenn

5 CMmepTb

Hpunoxenue 2. lllkana ouenku komopouanoctu CIRS

Knunnueckass omnenka xomopOumHoctd mamuenta ¢ XJUI/JIMJI moxkeT mpoBOIUTHCA — TIO

KymynsunonHo# mikane koMopOugHocTH [66].
OpurunansHoe HazBanue: Cumulative Illness Rating Scale

Hcrounuk: Linn, B. et al. Cumulative Illness Rating Scale. Journal of the American Geriatrics Society
[66].

Tun: mkana oleHKH



Ha3znauenue: KIMHUYECKast OIEHKa KOMOPOUTHOCTH

CoaepikaHue U nHTeprnpeTaums: Bannbl

BbonesHn cepaua

BonesHn cocynosB (KpOBEHOCHbIX U NMMQaTUUYECKNX)

BonesHn KpoBM (KOCTHOrO MO3ra, Cesie3eHKM U nepudepmnyeckon Kposm

BonesHn opraHoB AbIXaTeNbHOM CUCTEMbI (Tpaxen, BPOHXOB U Nerkmnx)

BonesHn opraHoB 4yBCTB (r/1@a3, Hoca, yLWel, MOTKN U ropTaHu)

BonesHn opraHoB BEPXHWX OTAENOB MULLEBAPUTENbHOW CUCTEMbI (NULLEBOAA,
Xenyaka, ABEHaALATUNEPCTHOW KULLKW, MOAXeNyAOYHOW Xene3dbl (He BK/OYas
CA) v xen4yHoro nysbips)

BonesHn opraHoB HWXHUX OTAENOB NULLEBApUTENbHOW CUCTEMbI (TOHKOrO U
TONICTOrO KULIEYHMNKA)

BonesHun neveHun

BonesHn novek

BonesHn opraHos MOYErnosIoBOM CUCTEMBI (MO‘-leTO‘-IHVIKOB, MQO4yeBOro ny3bips,
MO4YenCnyCcKkaTeNbHOro KaHasa, npeacrtaTte/ibHOU Xene3bl N MOJI0BbIX OpFaHOB)

BonesHn opraHoB OMOPHO-ABUraTeNbHONW CUCTEMbl (MblWL, CyCTaBOB, KOCTEMR) K
KOXHbIX NMOKPOBOB

BonesHn opraHoB LeHTpanbHON K nepudepnyeckon HepBHOM cUcTeMbl (FOIOBHOMO
MO3ra, ClMHHOIro Mo3ra U HepBOB)

BonesHn opraHoB 3HAOKPWUHHOW CUCTEMbI M HapyleHuss MeTabonusama (BKto4dasi
caxapHbI Anabet)

Mcuxmyeckme HapyLleHus

CyMmma 6annos

@IGHKB OpraHoB U CUCTCM.

0 OamioB: oTcyTcTBUE 3a00JI€BaHUI B 3TOW cHCTEME OpraHOB WJIM HaJU4YME IaTOJOTMH, KOTOpas He

MeIIaeT HOPMATbHOM KU3HEACITSILHOCTH, HE BIUSACT HA MMPOTHO3 U HE TPEOYET JICUCHHUSL.

1 Gay: €rkue OTKIOHEHHUSI OT HOPMBI WIIH TIEPEHECEHHBIE B MPOILIOM 3a00JICBAHHUS.

2 Gaina: 3a0o0eBaHue, IPU KOTOPOM HEOOXOIUMO HAa3HAYCHHE METUKAaMEHTO3HOH Teparuu.
3 Gayuta: 3aboeBaHue, CTABIIEE MPUUMHON WHBATUIHOCTH.

4 Oanna: )XU3HEyrpoXKarollee 3adoeBaHue, TpeOyrollee MPOBEICHNS HEOTI0KHOM Tepanuu.



