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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 — Mexaynaponnasi paboyasi rpyIia o u3y4eHuI0 XpOHUYECKOro JTUM(OIUTAPHOTO JIeHKo3a

RB — pexxuM UIMMYHOXUMHOTEPANHUH, BKIIOYAIOMINN pUTyKCUMa0™** n GeH1aMyCTHH (CXEMbI PEKUMOB

JICYECHUS CM. B MIPUIIOKEHUH A3.3)

R-CD — pexumM HMMYHOXMMHOTEpANMH, BKIIOUAIOMUNA PUTYKCUMaO™™, nukimopochamun™* u

JeKCaMeTa30H™* (CXeMbl PeKUMOB JICUEHHUS CM. B IpHiIokeHuu A3.3)

R-FCM — pexuM HMMYHOXUMHOTEPANUH, BKIIOUAOIMIUNA  pUTyKcuMaO™™*,  QmynapaOun™*,

uukiopochamMun™* u MUTOKCAaHTPOH™* (CXeMbl PEKUMOB JICUEHUS CM. B NPUIIOKeHUH A3.3)

R-HDMP — pexum UMMyHOXUMHOTEpANUH, BKIIOYAIONIUNA PUTYKCUMAO™* u MeTWINpeaHu30J0H**

(cxeMbl PeKMMOB JICUCHHS CM. B TIpuiIoxkeHun A3.3)
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TepMuHBI U onIpeaeICHUS

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

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

B-cumnTombl — HecnienupuuecKkue CUMITOMBI OITyXOJIEBON MHTOKCUKAIIMHU, BKITIOUAIOIINE JINXOPAIKY
(temmniepatypy Tena Bbimie 38°C) Oonee 2 Hen. mnoapsa Oe3 MNPU3HAKOB BOCHAJICHUS, HOYHBIE

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

Jlumdpoma u3 maabix JumMdouuToB — 3T0 B-KileTouHas onyxoib M3 Maibix B-numdouutoB c
MMMYHO(EHOTUIIOM XPOHUYECKOTO JIMM(OLUTAPHOTO JIEMKO3a, XapaKTEpHU3YIOIAscsl HaIU4YueM
nuMpaaeHONaTu W/ WK CIJICHOMETAINH ¢ cofepkanueM B-nmumdonutoB B nepudepudeckoid KpoBu

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

Cunapom Puxrepa — mnosBIeHHE KPYNMHOKIETOYHOM nuM(POMBI Ha (POHE XPOHUYECKOTO

TUMQOIMTAPHOTO JIEUKO3A.

XomxkuHcKasi Tpanchopmauuss — mnosiBieHue JIUMGoMbl XOIKKMHA Ha (OHE XPOHUYECKOTO

TuM(OIUTAPHOTO JIeiKo3a.

XpoHuveckuii JUM(ONUTAPHBIA JIeliKO3 — 93TO OMNyXojdb U3 Malblx B-muMmd@onuTos,
XapakTepusylolascs nponvdepanreidl 1 HaKOIIeHHEM abeppaHTHBIX TUM(POUIHBIX KJIETOK B KOCTHOM
MO3re, KpOBHU, JUMQOUIHBIX TKAHAX; KPUTEPHUEM IMOCTAHOBKH JHArHo3a SBISIETCS OOHapy>KeHUE
a6COMIOTHOrO B-KieTouHOro MuMQponuTo3a B KpoBH (>5 X 10°/1 MOHOK/IOHANBHBIX B-THM(pOLHTOB).
XpoHHUeCKUN JTUMQPOLMUTAPHBIN JIEUKO3 U JuMpoMa U3 MajbIX JUMQPOLMTOB MPEACTABIAIOT COOOM

PAa3JIMYHBIC IIPOABICHHA OAHOI'O KM TOT'O KC 3a00JICBaHNS.

Tpauncdopmanus — passutue nuddy3Hoit B-kaeTouHON KPYIMTHOKIECTOYHOW JIUM(POMBI WU JTUM(OMBI

XomKkKkrHa Ha OHE XPOHUYECKOTO TUM(OIUTAPHOTO JIeHKo3a I TUM(POMBI U3 MAJIBIX TUM(POIUTOB.
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1. Kparkast ungopmanus

1.1. Onpenesienne 3a00/1eBaHUS UM COCTOSTHUS (TPyNnbl 3a0071eBaHUN WJIH
COCTOSIHMH)

Xponnueckuit muMdonutapusiii geitko3 (XJIJI) u numpoma u3 maneix mumdonutos (JIMJI) — sto B-
KJIETOYHBIC OMmyXoyid u3 Maybix B-mumdorutos. XJUJI u JIMJI Guonorndecky mpeacTaBisiOT coOOM
OJTHY HO30J0THYeCKyr0 (GopMy. OTiandre MEXIy HHUMH COCTOMT B ToM, uto mpu XJIJI B kpoBu
HaOmogaeTCsl 3HaUUTENbHbIN TuM@onnuTo3 (=5000 MOHOKIOHATBHBIX

B-numdornutoB), Torna kak npu JIMJI BeisiBIIsSIeTCSl TopaxeHHe TUMQPaTHUECKUX Y3JI0B, CEJIE3eHKH, HO
collepIKaHNE KIOHANBHBIX B-KiIeToK B KpoBH <5 X 10%/1, 0TCYTCTBYIOT MOP(hONOrHUeCKHie MPU3HAKH

MMOopaKCHUsSI KOCTHOI'O MO3ra.

1.2. THONI0OTHSA U TATOTeHe3 3a001eBaHUS UJIM COCTOSIHUSA (TPyNIbI
3a200/1eBAHUI WJIA COCTOSTHHI)

Monexyisipaeiil narorene3 XJ1JI — KOMIIIIEKCHBIM MHOTOCTYIIEHYAThIN MPOLIECC, KOTOPBIA IPUBOAUT K
permmukanuu kioHa B-mumdornuroB [1-3]. Tloutn Bo BcexX ciydasx XpOHHUYECKOMY JIMMQOICHKO3Y
MPEIIIECTBYeT MOHOKJIOHAIBHBIM B-kierounsrit numdoruros (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 MYyTallUd psiia TEHOB, AHTUTCHHYIO CTUMYJALMIO, CHUTHAJIBI OT MHMKPOOKPYXEHUS,
SMUTeHETHYECKHEe MOAU(PUKAIMN U, HAKOHEel, IIMTOTeHEeTHYeCKHe HapylleHus. B pesynbrare
nosiisiercs:  kKJoH JuM@ouutoB ¢ (penorunom kinerok  XJIJI.  YuureiBas  MHOTrOKpaTHO
npeobnanaromyto gactory MBKIJI, x pazsurmio XJIJI mpwBOmAT AOMOTHUTEIBHBIE TEHETUYECKHE
Hapyuenust B 1 u3 100 cimywaes MBKIJIL. Knerku XJIJI cymiecTBeHHO BIMSIIOT HA MUKPOOKPYKEHUE,
UHULMUPYS TOSBICHUE 0COOOT0 MUKPOOKPYKEHHS M JIaKe CHEeLUaIN3upOBaHHbIX KJIeTOK (nurse-like
cells), xoToppie OMNPEACISIIOT WX KIOHAJBHYIO OJKCIIAHCHIO W JIal0T BO3MOXHOCTH IIEPEKHUBAThH
T€HOTOKCHUUYECKHUE CTpecChl. BpeMs W XuUMHUOTEepanusi NPUBOASIT K KIOHAIBHOM 3BOJIIOIUU C
HAKOIJICHUEM T€HETUYECKUX HapylLIeHWi, koTopble nenaroT kieTku XJIJI Bce Oonee aBTOHOMHBIMM,

OBICTPO JENSAIMUMUCS U pePpaKTOPHBIMU K TEpAIUU.

Krnerkn XJUJI/JIMJI skcmpeccupytoT B-kieTouHble aHTHTEHHBIE PEHENTOPhl C OTPaHUYCHHBIM
penepryapom creunduunoctu. [locrosiHHas nepepaya cUrHana 4epe3 3THU PELEnTOpbl U XapakTep
ATOU Mepeaun SBISIOTCS KIIOUEBBIM (PaKTOPOM, OMPEESIONIUM KU3HECTIOCOOHOCTh KieTok XJIJI u
TAKXKE XapakTep pa3BUTHUS 3TOW omyxonu. lIpeanomaraercs, 4yTo CUTrHaiIBHBIA MyTh B-KileTOYHOTO
peuenrtopa He 3aBUCUT OT AHTUIEHOB, HO OCYLIECTBIIIETCS ABTOHOMHO, BO3MOXHO IIpHU

B3aumoJierictBun kierok XJIJI apyr ¢ apyrom [5,6].
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1.3. Dnuaemuosorus 3a001eBaHus MJIH COCTOSIHUS (TPyNIbI 3a00/1eBAHUN WU
COCTOSTHU M)

XJUJI — camblil yacTeli BUA Jieliko3a y B3pociibiX. B eBponeiickux crTpaHax 3a0051eBa€MOCTb UM
coctaBisieT 5 ciaydaeB Ha 100 Teic. yenoBek B roj. 3a0071€Ba€MOCTh YBEIIMYUBAETCA C BO3pAacTOM. Y
murt ctapiie 70 et oHa coctaBiseT 6onee 20 cmydaeB Ha 100 Thic. YemoBek B rog. MeauaHna Bo3pacTa
HAa MOMEHT YCTAHOBJICHHMSI JMarHo3a B eBpomneiickux crtpaHax — 69 ner [7-10]. B Poccuiickoit
Oeneparuu XJIJI BeisiBnsercs pexe: B 2017 1. 3aboneBaemMocTh coctaBmia 2,95 ciydas Ha 100 ThIC.

YEeJI0BEK, Me/IMaHa BO3pacTa Ha MOMEHT YCTaHOBJICHUS AuarHo3a — 68 set [11].

1.4. Oco0eHHOCTH KOAUPOBAHNS 3200/IeBAHUS WJIH COCTOSAHUSA (TPyNIbI
3a00/1eBAaHUN WJIM COCTOSTHUI) M0 MeKAYHAPOAHON CTATUCTHYECKOMN
kiaaccupukanum 00J1e3Hed U MPodJIeM, CBSI3AHHBIX CO 310POBbEM

C91.1 — Xponuueckuii TMMQPOLUTAPHBIN JIEHKO3

1.5. Knaccudurkanus 3a0071eBaHUA WM COCTOSAHUA (TPynnbl 3200/ 1eBaHUNA WIH
COCTOSIHMH)

XJUI moxet knaccudummpoBaTrhesi mo cragusMm (cMm. pazmen 1.5.1 CragupoBaHHE), a Takxke IO

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

1.5.1. CtanupoBanue

Craguto XJIJI ycraHaBiuBarOT Ha OCHOBAHMM (DU3UKAJIBLHOTO HCCJIENOBAaHUSA U aHAIM3a KPOBU IO
kputepusim J.L. Binet (tabn. 1) [12]. Kommberorepnas tomorpadus (KT), peHTreHOBCKOE U
yapTpa3BykoBoe wucciaenoBanue (Y3UW) mna ycraHoBieHus crtaauu He TpeOyerca. Craaus
KOHCTaTUPYyETCS Ha TEKYyIIMH MOMEHT, YKa3blBa€TCSd B JUArHo3e W CIY>XUT OPUEHTHPOM IIpU

OIIpCACIICHUN MOKa3aHUM K TCpalinu.

CragupoBanue JIMJI ocymecTBisieTcst Mo pe3yibraraM 00CieIOBaHUS B COOTBETCTBUU C KPUTEPHUSIMHU

knaccugukanuu Ann Arbor (cM. pasaen 7.1 qanHbix pexkomenaanuil) [13].

Tabauua 1. Ctagnu XpoOHUYECKOro JuM@ouuTapHOoro Jeiiko3a no Binet

Cragus XapakTepucTtuka MegunaHa Aona naumeHToB
BbDKMBAE€MOCTH, B Ae6rote, %
Mec.

A Femorno6bun >100 r/n, >120 60

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

B Femorno6buH >100 r/n, 61 30
TpombouuTbl >100 x 10%/n,
nopaxeHo >3 nuMdaTtnyecknx obnacremn*

C Femorno6buH <100 r/n 32 . 10 .
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| ypoBeHb TpomMbounTos <100 x 107/n I I

*Jlumbarudeckue o0nacTu: MeiHbIe TUMQPATHUECKUE Y3IIbI, TOAMBIIICYHbIC TUM(pATHUECKUE Y3IIbI (C

1 unu 2 cTOpoH), MaxoBbie JUM$paTHuecKue y3ibl (¢ 1 wim 2 CTOpOH), TIeUeHb, CEJIe3CHKA.

1.5.2. OnpenejieHne rpynn puckKa

Mexnaynapoausiii mporaoctudyeckuit uaaexkc (MIIN) ans XJIJI pa3paboTran Ha OCHOBaHMM aHAJIU3a
BbDKUBAEMOCTHU 3472 MalMeHTOB, BKJIOYEHHBIX B 8 MCCIIEIOBAHUI, KOTOpbIE MPOBEAEcHBI B EBporne u

CIIA [14]. NHeKC yuyuThIBaET 5 mapamMeTpoB:

. Hamnuue del(17p) n/unu myrammit 7P353,
. MyTaIlMOHHBIN CTaTyC T€HOB BapuabelbHOro peruona uMmyHornooynuuos (IGHV),
. YpOBEHb P2-MUKPOTIO0YIIHNHA,

. CTaJIuIo,

[ T S O R O

. BO3PacCT IMaouCHTOB.

Kaxxmomy u3 3TuX mapaMeTpoB MPUCBOEH Oai, oTpaxarouuii otHomenue pucko (OP) mporpeccuun
i cMmeptu (1abm. 2). MIIN nnsa XJIJI no3BonsieT pacnpeaenuTh MalikueHToB 1Mo 4 rpyInam: ¢ HU3KUM
puckoM mnporpeccupoBanus (0—1 6amn), c MpoMeKyTOUYHBIM PUCKOM MporpeccupoBanus (2—3 6amna), ¢
BBICOKUM PHCKOM MporpeccupoBanus (4—6 0aniaoB) U ¢ 0O4EHb BHICOKUM PUCKOM MPOTPECCUPOBAHUS
(7-10 6amnoB). O6mas BeDKEBaecMoCTh (OB) B 3TuX rpynmax mpuBeneHa B pasueie 7.2 JaHHBIX
pexoMmenanuit. Mmerorcs gannsie o ToM, uro MIIM mo3Bonsier crpatuduuupoBarh MAlMEHTOB B
peuuanse XJIJL.

Tabauua 2. MexayHapOoIHbI NPOrHOCTHYECKHI MHACKC

MapameTtp OTpuuaTtesibHOe 3HaYeHue OTHOLWEeHue Bannbi
puckos

TP53 (17p) [Oeneuunsi/myTaums 4,2 4
Cratyc IGHV Bes myTauumi 2,6 2
YpoBeHb 2-MukpornobynuHa, mMr/n >3,5 2,0 2
Cragus B/C no Binet nnm I-IV no Rai 1,6 1
BospacTt >65 net 1,7 1
Bo3MO>KHble 3HaYEHMs LWKasbl 0-10

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

3abojieBaHUE MOXKET IMPOTCKATh 0OeCCUMNITOMHO HJIH MMPOABIIATHCS J'II/IM(l)aI[eHOHaTI/ICI\/JI, YBCIIMUCHUEM

MUWHJAJIVH, CILICHOMET AJIHEH rernaroMerajimei h _ HEC C%S}LDI/I‘ICCK MU CHUMIITOMAMHU
eKOMeHJOoBaHoO K M3y4YeHUIo pefakTopamu canta MedYHusep - https://meduniver.com/



00yCIIOBICHHBIMUA aHeMHeH (yTOMJISIEMOCTh, HEJIOMOTAaHUE), UMMYyHOCYIIpeccruel (IIpUcoeTunHEHNEM
MH(EKIIMOHHBIX 0CJIOKHEHUH), MHTOKCUKanuen (B-cumnromamu — temneparypoit tena >38°C Oosnee 2
Hel. moapsii 0e3 MPU3HAKOB BOCHAJICHHS, HOYHBIMHU MPOQy3HBIMU MOTaMu, moxygaHuem Ha 10 %

Macchl Teja 3a nociaeanue 6 mMec.).
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2. Jlmarnocruka

Kpumepuu ycmanoenenua ouaznosa/cocmoanus

[na nocmanoexku ouacnoza XJIJI mpebyiomcs oowuil amanuz Kposu u UMMYHOGeHOmunuieckoe
uccne0osanue ¢ - UCNONb30BAHUEM  MHO2OYGEMHOU  NPOMOYHOU  YUMOMEmpUY,  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 1e2Kux yeneu (kanna auoo iamooa);

>30 % aumgoyumos 8 KOCMHOM Mo32e;

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

CUMNIMOMO8 NPU KOTUYeCmee MOHOKIOHANbHbIX B-1umpoyumos <5 000/mk.

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

0024CHA ObIMb NOOMBEPAHCOEHA C NOMOUBIO UMMYHODEHOMUNUPOBAHUSL.

JIMJI ouaenocmupyemcs npu HAIuyuu 1umM@aoeHonamuu, u/ui cnieHome2aiuu, u/uiu yumoneHuu,
8bI36AHHOL NOPANCEHUEM KOCMHO20 MO32d, NPU YCI08UU, YUMO AOCOTIOMHOE YUCTIO0 MOHOKIOHAIbHLIX B-
aumgpoyumos 6 kposu He npesviwiaem 5 000 6 1 mxn. Hmmynoeucmoxumudeckuii ¢henomun
onyxonesvix B-numgpoyumos coomeemcmeyem XJIJ1. [{uacrnosz oondicen 6ims noomeepicoeHn buoncueti

]ZuMgdelM’i@CKOZO y3ia, KOCnHO20 M0o32a UJIU nNOPANCEHHO20 Op2aHA.

2.1. ’Kaj100bI 1 aHAMHE3

e Bcewm namuenTtam ¢ nogo3penrem Ha XJIJI, a Taxke BceM manueHtam ¢ BepuduimpoBanubiM XJ1JI
MIpU KaKJIOM MPHUEME y TeMaTojora peKoMeHayeTcsi cOop aHaMHe3a M JKao0 Mpu 3a00JICBaHUAX
OpPraHOB KPOBETBOPECHHS M KPOBHU JJIs OIICHKU COCTOSHHS TAIMEeHTa, a TaKXKe IS BBISIBICHUS

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

KommenTapuu: npu coope amammnesa HeoOX0OUMO YMOUHUMb HANUYUE 6 CEMEUHOM aHAMHe3e
3a601e8aHUll OP2aAHO8 KPOBEmMBOPeHUs U Kposu. Kanobbl Mocym omcymcmeosams, u mo2oa npusHaKu
3a001e8anus 8bIAGIAIOMCA NPU CyYauHom obcredosanuu. Moocem Ovimb 8bis8IEHO OECCUMNMOMHOE
yeenuueHue aumM@amuieckux 3106 aooou noxkamusayuu. Mozym npucymcemeosams nrodvle d#canooul,
C8A3aHHble C BoBleUeHueM opeanos u mkauel. Ilpu coope dcanob ocoboe eHuMaHue HeoOXOOUMO

yoenums Gula6leHU0 Hecneyuguueckux CUMNmMomMo8 uwmoxcukayuu (memnepamypsl meia >38°C
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bonee 2 Hed. noopso Oe3 Npu3HaKo8 80CNANIEHUS, HOYHLIX NPOQy3HbIX nomos, noxyoauus Ha 10 %

maccovl mena 3a nocieonue 6 mec.).

2.2. PusukajabHoe 00cIe10BaHHue

e Bcem manmentam ¢ mopo3penueMm Ha XJUJI/JIMJI wnm BeisBnenusiM XJIJI/JIMJI npu nepBudHOM
WIM TOBTOPHOM TMpHUEME, MPH KOHTPOJBHBIX OOCIENOBAHUAX M TMPHU TOAO3PEHUH HA PEIHIUB/
porpeccupoBanre 3a00JIeBaHUsI PEKOMEHAYeTCsl BBINOJIHEHHE BU3YyaJlbHOTO TEpPareBTUYECKOTO
OCMOTpa, TEPANEBTUYECKOM MANbIIAIMK W TEPANEBTUYECKOM AayCKYJNbTAallMM JJIsI yYTOYHEHUS
pacupoOCTPAaHEHHOCTH 3a00JIeBaHUSl U OLIEHKU COCTOSHMSI NMALMEHTa, B TOM YHCJE OTAEIbHBIX

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

KomMmenTapuii: npu ocmompe neobxooumo oyenumo odbwee cocmosinue nayuenma no wxaie ECOG
(cm. npunoxcenue I'l), a maxoce ocmompemsv MUHOANUHBL U NOLOCMb PMA;, NATLRAYUS OONHCHA
BKIIOUAMb 8 cebsi Nanbnayuio 6cex OOCMYNHBIX 2PYNn NepudeputecKux auUmM@amudeckux y3ioea,

nevyeHu, Ccele3eHKuU.

2.3. JlaGopaTopHble THATHOCTHYECKHE UCCIET0BAHMS

2.3.1. JIaGopaTopHble UCCIETOBAHNS /1151 OLIEHKH 001IEero COCTOSHUS NAMEHTA

e Bcem nanuentam c¢ nopo3penueMm Ha XJUJI/JIMJI unu BoisgBnenubiM XJIJI/JIMJI npu nepBuyHOM
WM MOBTOPHOM IpUEME, MPU OLIEHKE PEMHUCCUU 4Yepe3 2 MecC. MOCJE 3aBEepILICHUs Tepaluu, Ipu
KOHTPOJIBHBIX O0OCTENOBaHUAX W TMPHU TOMO3PEHUHM Ha PEIUAUB 3a00JEBaHUS PeKOMeHyeTcsl
BBINIOJIHUTh PA3BEPHYTHIM KIMHUYECKUN aHajlu3 KPOBU C OINPEACIICHUEM YpPOBHSI IeMOIIOOMHA,
KOJTMYECTBA IPUTPOLIMUTOB, TPOMOOILIUTOB, JIEUKOIIUTOB, MOJCUYETOM JICUKOIUTApHOH (OPMYIBI U
KOJTMYECTBA PETUKYJIOIMTOB Il BepU(UKAIMK JUATHO3a, YTOYHCHHS aKTUBHOCTU 3a00JIeBaHUS,
OIpEENIEHNs BO3MOXHOCTH MPOBEACHUS TEPANUU U/ UK (B CiIy4yae paHee MPOBEACHHON TEeparuu) —

Pa3BUTHSI HEXKEIIATEIIbHBIX sIBJICHU euenus [12,16].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5).

KommenTapuu: 6 okpawennvix npenapamax nepugepuueckou Kposu kiemku XJ/IJI umerom
MOpEhONo2UI0 MANLIX TUMPOYUMOS C V3KUM 0O0OKOM YUMONIA3MbL, NIAOMHBIM SOPOM, 2IblOYAMbIM
xpomamunom, 6Oe3 omuemaueo2o sopviwka. Pesce ecmpeuaemcs mopghonoeus axkmusupo8anHvlx
aumgpoyumos — ¢ bonee WUpPOKUM 0O0OKOM YUMONIA3MbL CUHE20 Yeema Ulu Kpaegol bazoghunuell.
Cpeou numghoyumos oxono 5 % mocym cocmasisime amunuyHvle KIemKu (¢ pacujenjieHHulMU,
CKAA0uUamviMu A0pamu), a maxxce NpoaumM@oyumsl — 0OoOnee KpynHvle KIemKU C HEePABGHOMEPHO
pacnpeoeienHbiM XPOMamuHoM 8 aope, 1—2 Hykneonamu, umo He npomusopeuum ouacnosy XJIJI. /s
XJLJI xapakmepno @viaenenue 6 Kpogu paspyuleHHvlx Kiemoxk — meHel I ymnpexma. Ilpu eviaénenuu
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bonee 55 % nponumgpoyumos 8 Kposu OUACHOCMUPYIOM NPOIUMPOYUMAPHBIN TeUKO3, BAPUAHM

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

e Bcem mammentam ¢ XJUJI/JIMJI mepen mpoBeneHHEM MPOTUBOOIYXOJEBOM Teparvu sl OLICHKU
OOIIET0  COCTOSIHUSA, OMNpPEICIICHUsT HEOOXOIMMOCTH TPOBEACHUS  COIMYTCTBYIOIIEH WU
CONPOBOAUTENBHON TEpalMi WIM PEAYKUHUH 03 IPErnaparoB PEKOMEHAYeTCsl BBIIIOJIHEHUE

CJIEIYIONINX Ja0OPaTOPHBIX HCCIIEIOBAHUIM:

o OMOXMMHYECKOTO  OOIIETepaneBTUYECKOTO  aHalu3a  KpOoBH  (ONpPENEsSoT  ypOBEHb
JAKTaTAECTUAPOreHa3bl, MOYEBOI KHUCIIOTHI, MOYEBUHBI, KpeaTMHUHA, oOuiero Oenka, aabOymuHa,
owmpyouHa, acrapraraMmuaoTpancdepasbl (ACT), anannaamuHOoTpanchepassl (AJIT), menounoi
docdaraspl, kamus, HATPUs, XJI0pa, Kanblusd, B2-Mukporiooyimuna) [12,16];

o KoaryjJorpaMMmbl (ONpenessiioT ypoBeHb IMpoTpoMOuHa, ¢ubpuHoreHa, anturpomOuna III,
mIa3MuHOTreHa,  D-muMepa,  MEXIyHapomHOE  HopMaidu3oBaHHoe  oTtHomennme (MHO),
aKTUBUPOBAHHOE YaCTHYHOE TpoMOorutacTuHOBOE BpeMs (AUTB), TpomOuHOBOE BpeMs ), IPSIMOTO
aHTUDIOOYIMHOBOTO TecTa (mpsMoil mpoOsl KymOca) ajis yTOUYHEHUs HAJIWYUS TeMOJUTHYCCKHUX
ocnoxxknenut XJIJI [12,16];

o o0mIero (KTHHAYECKOT0) aHanu3a mouu [12,16].
YpoBeHb yoeanuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

2.3.2. J1aGopaTopHble UCCAEAOBAHUA /IJI BepU(UKANMN THATHO32 M OLIEHKH

IPOrHOCTHYEeCKHX (haKkTOpPOB

e [Ipu momo3pennn na XJIJI y marmenToB ¢ yuciom B-nmumdporuto >5000 B 1 M1 pekoMeHayeTCs
BBITIOJTHUTh MMMYHO(QEHOTUIMMPOBAHUE JTUMQPOIIMTOB KPOBH METOAOM MPOTOYHON IHUTODIYyO-

PUMETPHH C LIETbI0 Bepudukanuu auarsosa [17].
YpoBeHb yOeIuTEILHOCTH PpeKoMeHaannii — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 2).

KommenTapuu: ouaenos XJIJI ycmanasnuearom npu eviasienuu >5000 B-numgoyumos 6 1 mkn
nepughepuieckoll Kposu npu yCiosuu, umo aumpoyumos coxpausemcs oonee 3 mec. Knonanenocmo B-
aumM@poyumos  00NKHCHA — ObIMbL  NOOMBEPIHCOEHA € NOMOWDBIO  UMMYHODEHOMUNUPOBAHUSL.
Pexomenoyemas ons ouaenocmuxu XJIJI munumanvuas ouaeHocmu4eckas nameib OO0INCHA BKIIOUAMb
cnedyrouue mapkepvi: CD19, CD5, CD23, CD20, xanna, namboa. B xauecmee OdononnumenvHulx
OUACHOCMUYECKUX MapKepos8 pexomendyemcs ucnonvzosams CD43, CD200, CD79b, CDS81. Yacmo
peKomeroyemble, HO Heobs3amenvhvie 0/ OUACHOCMUKU U MOHUMOPUPOBAHUSL ONYXOEB0U NONYIAYUU
XJJI mapkepwi: CD22, FMC7, CD38. Knaccuueckuii ¢oenomun knemox XJIJI xapaxmepusyemcs
axcnpeccuel B-knemounvix anmueenos CDI19, CD20, CD22, CD79b 6 couemanuu ¢ «T-kniemounvimy
mapkepom CD35 u akmusayuonnvim mapkepom CDZ23. Onyxonesvie KiemKu d9KCnpeccupyom oOuH mun
NIe2KOU yenu UMMYHO2N00VIUH08 (kanna uiu aamooa). UumencusHocmov sKcnpeccuu B-Kiemoumvix
anmueenos (CD20, CD22, CD79b), a makoice no8epxXHOCMHbBIX UMMYHO2I00VIUHO8 Ha KiemKkax XJIJI
HUdCe, YeM Ha HOpMAalbHblX B-numgoyumax. Tem ne menee Mooicho ecmpemums HEMAno Clyyaes,

K020a henomun onyxonesvix K1emok He 6noaue coomseemcmayem XJIJI.
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e [Ipu momo3penun Ha JIMJI y manueHTOB 0€3 KIMHUYECKOTO JTUMQOINTO3a B KPOBH, a TAKXKE Y
NAlMEHTOB C TMOAO3PEHHEM Ha TpaHC(OPMALUI0 PEKOMEHAYeTCsl BBIIOJIHUTh OHOICHUIO
auM(paTUYecKkoro ysia (odara TOpPaXKeHUs) U  IaTOJOTr0-aHaTOMHUYECKOE HCCIIEIOBaHUE
OworncuitHOrO  (OmEparMoOHHOTO0)  Marepuana JUMGATHYECKOTOo y3l1a ¢ TIPUMEHCHHEM

UMMYHOTHCTOXUMUYECKUX METOJIOB JIJIsl Bepudukanuu quarsosa [12,16,18].
YpoBeHb yoeauteabHOCTH pekoMeHnaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 5).

KomMeHTapuu: 6 cucmonocuueckux npenapamax mopghoniocuyeckuti cyocmpam npeocmasiet
ougpgysHvim pocmom HeOONLUUX JUMGPDOUOHBIX KIEMOK C OKPYaablMU SA0PAMU, KOMKOBAMBIM
xpomamunom, 0Oe3 omuemausvlx sAopvlulex. B cpesax mkanu aumgamuueckoeo yzia Hepeoko
npucymcmeyrom @QoaiuKyi0n0000nsvie CMpyKmypvl — NCe800ONIUKYIbI, MAK HA3bleaemble 30Hbl
pocma, npeocmasiieHHvle Y8eiuuyeHHbIM KOIUYeCmeoM NapaumMmyHodIacmos, Kiemok ¢ mopgonozuetl
NPONUMPOYUMOE C PATUYUMBIMU AOPLIUKAMU. [lemalibHoe onucanue Mop@onocuyecKkol KapmuHsle
daemcsi 8 coomeemcmeyrowux pasoenax pexomenoayuu. Ilpu npoepeccuu XJIJI pasmep smux
ncego0oONTUKYI08 Yeenuuusaemcs, onu mocym causamvcs. 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 gone XJIJI nazvieaemcs x00ckunckol mpancghopmayuei. Bo 6cex ciyuasx 10KaibHO20
Ovicmpo2o yeenuuenus IUMPamudecKux Y3108 uiu CyuecmeeHH020 UMEeHeHUs KIUHUYECKOU KapmuHbl
oonesnu (nossneHus B-cumnmomos — eHezanHol nomepu 6eca, HOUHOU NOMAUBOCMU) HEOOXOOUMO
BLINONHUMb  OUONCUIO TUMPAMUYECKO20 Y31d, KOCMHO20 MO32d UIU IKCMPAHOOAIbHO20 04alq.

CuHaPOM Puxmepa KOHCmamupyemcs nojlbKo Ha OCHOBAHUU cUCNIONI02UYECKO20 UCCTIe00B8AHUSL.

o [lammuentam ¢ momo3penueM Ha XJUJI/JIMJI gnst oneHku oObeMa MOpa)KEHUsT KOCTHOTO MO3Ta H
COCTOSIHMSL OCTAJIbHBIX POCTKOB KpPOBETBOPEHHSI, WCKJIIOUEHHUS TMOPaKEHUS KOCTHOTO MO3Tra
JPYTUMH OIYyXOJIIMU U MH(PEKIUSAMH, a TAKXKe JJIs OJTyYEHUsI HCXOAHOTro 00pasiia KOCTHOTO MO3Ta,
HEOOXOIMMOT0 I CpaBHEHMsI € 0O0Opa3loM, I[OJYYEHHBIM TIOCJI€ TPOBEICHUS Teparuu
pexoMeHayeTcsi: 1) MoMydeHHe HUTOJOTHYECKOTO Mpernapara KOCTHOTO MO3ra MyTeM ITyHKIWU
(cTepHANIBHOM MYHKIUMHU), IUTOJIOTHYECKOE (MHUEIorpaMMa) 1 UMMYHO(PEHOTUITUYECKOE (METOIOM
MPOTOYHOM LUTOPIYyOPUMETPUH) HCCIEIOBAaHUE Ma3Kka KOCTHOTO Mo3ra Jub0 2) MoJdyueHue
TUCTOJIOTHYECKOTO TIperapara KOCTHOTO Mo3ra (TpPemaHOOMOTICHS), IaTOJOTO-aHATOMHUYECKOE
UCcclleZloBaHuEe OMONCHIHOTO (ONEepallMOHHOI0) MaTepuajga KOCTHOIO MoO3ra ¢ IpPUMEHEHUEM

MMMYHOTMCTOXMUMHYECKHX METOIOB B CIEAYIOIIUX ciaydasx [17]:

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

o MpH NOJO3PEHUH HA TPaHC(HOPMALIHIO.
YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).

KommenTapuu: cucmonocuueckuil ouaenos XJIJI ycmanagnugaemcs npu HAIu4uu 8 KOCMHOM MO32€
ougppysnoco numpouonoco nponugepama u3z MOHOMOPPHBIX KIEMOK HeDOIbUIO20 pazmepa C

OKpY2/lbIMU ﬂdpamu, KOMKoeamoviM XpomManmuHom, 6 3aesucumocmu om yCﬂOGMﬁ ¢MKCCII41/H/I —

C  HeomuemnuebLPEKEMERHOBANG! K WYLeAAto PBREAKTODAMMA EANTEMERY MBS L AMPE: /B Uivereom/



BEHYIAPHO20 MUNA, OObIYHO PA3POZHEHHO PACNONOJCEHbl KpPYNHble KIemKU ¢ Mopgonozuei
RaApauMMyHOONIACMO8, UH020a NPUCYMCMEBYIOM NCce800PONIUKYIbL (nporugepamuensvle yenmpol). Ilpu
UMMYHOUCTOXUMUYECKOM UCCLe008AHUU TUMPOUOHBLU NPOIUGDepam XapaKxmepusyemcs dKcnpeccuell
CD20 (cemepocennas no UHMEHCUBHOCU, NPEUMYUWECMBEHHO ClAOAs MeMOPAaHHAs peaxyus),
CD79a, IgM, soepnou skcnpeccueti PAX 5, LEFI1 (s0epnasa peaxyus), xosxcnpeccueii CDJ5
(membpannas peaxyus) u CD23 (membpannas peaxyus), CD43 npu omcymcemeuu sxcnpeccuu CDI0),
BCL-6, Cyclin D1. Sxcnpeccusi LEF1 (0epHas sxcnpeccust) 6oniee UHMEHCUBHO BbIPAJICEHA 8 KILeMKaX
NponUGepamueuvix YeHmpos, 6 Kiemkax ¢ Mmopgonoacuei npoaumgoyumos. Jlns - Kiemok
nponughepamusHvlx yeHmpos xapakxmepua oonee unmencusnas sxcnpeccus CD20, IgM, LEF1, uno2oa
yacmov Ka1emox ncegoo@oniuKkyios (nponugepamusnuvix yeumpos) sxcnpeccupyem cyclin D1 (crabas
sa0epHas peaxkyus). Unoexkc nponugepamusnou akmuenocmu Ki-67 Hesvlcokuil, 00bIYHO cocmagisiem
5-15 % no3umusHvlx KIemMoK 6 30HAX Ou@@y3Hoeo MenKokiemouno2o uHGuiempama. Ilpu
UMMYHOSUCTNOXUMUYECKOM UCCLe008AHUU HA NAPAPUHOBOM Mamepuaie Moxicem Omcymcmeosams
axcnpeccus CD35

(0o 20-25 % cnyuaes). dxcnpeccueu BCL-2 xapakmepu3ytomcs 6ce 8apuaHmsl MeIKOK1emounblx B-
K1emoynvix aumgom, kosxcnpeccus IgM u IgD xapaxkmepua Ona aumghoyumaprou aumg@omvl u
aumgomol u3 Kiemox manmuu. Ixcnpeccusi LEF1 xapaxmepua 0ns aumpoyumapHot aumpomst ¢
mpancghopmayueit 8 oughpyznyo B-kiemounyo kpynHoxkiemounyio aumgomy (cunopoma Puxmepa) u
nozeonsiem npogecmu oughgpepenyuanvryro ouacnocmuxy ¢ CD5+ ougpgpysnou

B-knemoynoti KpynHoK1emourou 1umgpomoll.

HOﬂyquue cucmoiiocuvecKkozo npenapama KOCmHOo20 Mo32d (mpenaH06u0ncuﬂ KOCmMHO2O MOS’ZCI) He

mpeoyemcs 01151 noomeepxcoenus u popmynuposanus ouazrnoza XJ1J1/JIMII.

Buoncus kocmnoeo mo3zea a6nsemcs Heo0A3ameibHOU, HO HCeNamelbHOL npoyedypoll nepeo Hadaiom
mepanuu. XJI/I nepeoxo couemaemcs ¢ Opyeumu onyxoasamu, Komopvie Mo2ym mMemacmazuposams 8
KOCMHbBIU MO32, BbIAGIAMbCA MOAbKO Npu  ouoncuu u oadxce OblMb NPUYUHOU YUMONEHUU.
HUmmynoxumuomepanus 6 ¢hnyoapabun-cooepicaujem pexicume HepeoKo OCLOHNCHAEMC YUumoneHuel.
Hanuyue ucxo0Hoeo obpasya KOCmMHO20 M032a N0360Jsem Ouggdepenyuposams npocpeccuposamiie,
aniaszuro,  paseumue  MUELOOUCNAACMUYECKO20 — CUHOPOMA/OCMPO20 — MUETIOUOHO020  JlelKo3d,

aymoumMMmyHHble UUMONEHUU.

e Bcem manmentam ¢ XJUJI/JIMJI mepen HadamoMm 1-if U BcexX MOCHEAYIOIMMX JIMHUA TEparyiu
PEKOMEHAYyeTCs TNPOBEACHUE MOJIEKYJIIPHO-LIUTOI€HETUYECKOTO HUCCIEIOBAaHUSl C MPUMEHEHUEM
Merona duyopectienTHor rubpuausanuu (FISH) na nenenmio 17p m onpeneneHue MyTtamnuii reHa
TP53, a Ttakxke (mpu Hamuuuu Bo3MmoxHocTH) Ha +12; del(11q), del(13q), del(17p) mnsa

OTIPECIICHUS MPOTHOCTUYECKOM TPYIITIBI M BBIPAOOTKH TaKTHKH JiedeHus [14].
YpoBeHb yOeAUTEILHOCTH PeKOMeHAauil — A (YPOBeHb I0CTOBEPHOCTH I0KA3aTeJbCTB — 2).

KommenTtapuu: oeneyus 17p sasnsemcs 2nagHblM yumo2eHemudecKkum MapKepom, HenocpeoCcmeeHHo
BIUAIOWUM HA Mepanesmuyeckyio makmuky. Pekomendyemces npoeooumse ckpunune Ha deneyuto 17p y

e6cex nayuenmoe, umerwux noxKasaHus K Hadalxzy mepanuu, u/unu npu Heaqbqbekmueﬂocmu
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CMAHOAPMHOU mepanuu, 0COOEeHHO Y NAYUEHMO8 MOaodce 55 Jiem, y KOMOpblX Modcem Ovlmb

npoge()eHa AJUIOCEHHAAL MPARCNIIAHMAYUAL.

B nacmoawee e6pems 0Onracodapsi memoodam 2nyOOKO20 CEKBEHUPOBAHUS YCMAHOBNIEHO, 4MO
bonvuuHcmeo cayyaes pegpaxmeprocmu odyciosieno ympamoti TP53 nubo 3a cuem Oeneyuu 6
couemanuu ¢ mymayusamu, aubo 3a cuem mymayuu 2ena. Iloosmomy cecoons evinonnenue FISH
Ha Oeneyuro 17p Hedocmamouno. [lna moco umobwvl udenmuuyuposams HaubodbUee YUCIO
NayueHmos ¢ yCmoudu8oCmoio K UMMYHOXUMUOMEPANUU, HEOOX0OUMO MAKH#Ce UCCIe008amb MyMayuu

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

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

MyTaruu renoB /GHV nnst yrouHeHus nporuosa 3aboneanws [14].
YpoBeHb yOeauTEeIHLHOCTH 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 oyenwku Ypo8Hs [2-MUKpoenobdyiuHa, MymayuoHHoO20 Cmamycd
IGHYV, a makace yumozenemuueckozo uccieoosanus. Onpeodenenue 2mux nokazamenel iHceiamenbHo.
Y nayuenmoe ¢ mymayusmu IGHV 6e3 ¢pakmopos nebnaconpuamnozo npoznosa, oocmueuiux MOB-
He2amueHOU pemMuccuu nocie 3 YuKios, 803MONCHO COKpaujeHue 003 npenapamos Uil Yyucia Yyukios
FCR. IIpu smom pemuccuu y OaHHOU epynnvl NAyueHmos cmoiw e oaumenvHul. C yuemom 8viCoKoll
UHGOpMamueHol — YyeHHOCMU 8  OMHOWEHUU  8peMeHu 00  mepanuu,  dppexmusHocmu
UMMYHOXUMUOMEPANUU, 8peMeHy 00 peyuouea mymayuonHol cmamyc cenos IGHV pexomendyemcs
N0 B03MOJNCHOCIU Oonpeodeisimb, 00OHAKO OAHHOe UCCIe008aHue He A611emcs 0053amelbHbIM 6He

KIUHUYECKUX UCCTe008AHUL.

e Bcem mammentam ¢ XJIJI/JIMJI depe3 6 mec. mocie 3aBepIICHHS JICUCHHS PEeKOMEHIYyeTCsl
UMMYHO(DEHOTHITMPOBAHUE OMOJIOTMYECKOTO MaTepHraga METOIOM MPOTOYHOW ITUTOPIYOPUMETPHHI

JUUIS1 BBISIBIICHUSI MApKEPOB MUHUMAJIbHOM ocTtarouHo 6one3nu (MOB) npu remo6nacrosax [19].
YpoBeHb yOeAUTEILHOCTH PeKOMEeHAaunil — A (YPOBeHb I0CTOBEPHOCTH I0KA3aTeJbCTB — 2).

KommenTapuu: npu ¢unanvnoii oyenke sghghpekma nocne 3zagepuienusi ummynoxumuomepanuu MOB
no3eonsiem npocHo3uposams epems 00 peyuoueéa u OB. Bonvuwiuncmeo npocHoCmMuvyecKux cxem
nocmpoeno na oyerxke MOD 6 kposu, oOnako ucciredosanue KOCMHO20 MO32a NO3BOJISIen OOCHOBEPHO

noomeepoums MObB-necamusnyo noiHy0 pemuccuro.

Heoonoxpamuo nokasano, umo xonuuecmeenuas xapakmepucmuxka MOB 6 kpoeu no 3asepuienuu
mepanuu Koppeaupyem ¢ 8blHCUBAEMOCBIO U NOIMOMY MOHCEM UCNONb308AMbCS KAK PYKOBOOCMBO K
oeuicmeuro. Ocmamounas nonynayus kiemox XJIJI 6 kposu >1 % npedeewaem pannuil peyuous u
MOJICEM CILYHCUMb OCHOBaAHUEM OJisi cmeHbl mepanuu. Ocmamoynas nonynsayusa kiemoxk XJ1IJ1 é kposu
0,90-0,01 % xapaxmepu3zyem epynny nayueHmos ¢ MeOuaHoll 8blCUBAeMOCmu Oe3 npocpPeccupo8anis

(BEIl) okono 3 1nem;, y kamecopuu NAYUEHMOB MONCHO pPACCMAMPUBAMb  BO3MONCHOCD
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noooepxcusaoweti mepanuu. Ocmamounas nonynayus kiemoxk XJ/IJI 6 kposu <0,01 %

ceudemenbCmeyem 0 8blCOKOU 8epPOSMHOCMU ONUMENbHOU pemuccuu (>5 i1em).

llocne mpancniarmayuu Ajal102eHHbIX 2eMONOIMUUYECKUX CNl60J1068blX KJIIEMOK MOFB onpedeﬂ}zemaz

Kaxcovle 3 mec. 8 meyenue 200a iU 00 HACMYNIeHUsl peyuousa.

2.3.2. JIpyrue o6si3arejibHbIe JIA00PATOPHbIE MCCJIEI0BAHUS

e Bcem manmentam ¢ XJUJI/JIMJI mepen mpoBeneHueM 1-ii JTUHUM MPOTHBOOITYXOJIEBOM Tepanmuu
PeKOMeH/yeTcs OlpesielieHne OCHOBHBIX Ipynn KpoBH 1o cucteme ABO, onpenenenue anturena D
cucTeMbl pesyc (pe3yc-akropa), ompeacieHHe (EHOTHUIIAa AHTUTEHOB HPHUTPOIMTOB IS
BO3MOXXHOCTH BBITIOJIHEHUSI TEMOTpPaHC(Py3UU MPU HATUYMU TIOKAa3aHWM 10, BO BpeMs WIH MOCTe

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

e Bcem mnanumentam c¢ XJUIJJIMJI mepen mnpoBenenuem Tepanuu antutenamu k CD20 wnum
HOpyTHHHOOM™* ¢ Menpl0 yTOYHEHHWS pHUCKa M B CiIydae HEOOXOTUMOCTH MPO(HIAKTUKH
peakTuBauuM  BHpycHoro remaruta [20] pexkoMeHayeTCs  BBINOJHEHHE  Pa3BEPHYTOrO
BHUPYCOJIOTMYECKOTO UCCIEI0BAaHNUs JUIsl BBISBICHHUS MApKEPOB BUpyca remnaruta B, koropoe 10mKHO

BKJIXOYAaTb OIIPCACIICHUC!

o antureHa (HbsAg) Bupyca remaruta B B kpoBy;

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

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

o JIHK Bupyca rematuta B B KpOoBM METOIOM NOJMMEPA3HON LENHOM peakuuH (KaueCTBEHHOE

HCCIIeIOBaHue).
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4.

KommenTapuu: smomy eonpocy npu XJIJI yoensemcs ocoboe enumanue, nockonvky kiemru XJIJ1
AGNAIOMCS OONOTHUMENbHBIM pe3ep8yapom Oisl eupyca cenamuma B. 3nauenus maprkepoe 8upycHozo

eenamuma B npedcmasnenvt 6 npunodicenuu A3.1.

e Bcewm nepBuunbiM nanuentam ¢ XJIJI/JIMJI nepen npoBenenuem 1-il IMHUM MPOTHUBOOIYXOJIEBOM
TEparuy peKoMeHyeTcsl MOJIECKYJIIPHO-OMOIOrMUeCKOe UCCIIeJOBAaHNE KPOBU Ha HajJU4ue BUpyca
umMMmyHoneunmta denoBeka (Ompenenenue antuten kimaccoB 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 MPOTUBOOIYXO0JIEBOM U aHTUPETPOBUPYCHOM Tepanuu [16].
Yposenn yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e Bcem mammentam ¢ XJUI/JJIMJI Ha MOMEHT YCTAaHOBJICHMsI JHMarHo3a, TOCIe KaKIOu
MMMYHOCYTIPECCUBHOM ~Tepallud M TMOCJHEe KAKIOM TskKelnod OakrepuaibHOM HHOEKIUU
PeKOMeH/yeTCs Olpe/iesieHne YPOBHA UMMYHOIIOOYIMHOB [12,16].
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YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

2.4. UHcTpyMeHTAJIbHBbIE THATHOCTHYECKUE UCCICT0BAHUS

o Bcem marmentam nepen HaganoMm teparnuu XJIJI/JIMII, ipu onieHKe peMuccuu depes 2 Mec. Tocie
3aBepIIeHUs Tepanuu (€CId UMENOCh MopakeHne TMM(aTUIeCcKuX y3/10B 001acTH CpenocTeHus u/
WIHM JIETOYHOM TKaHW), a TakXKe IMPH MOJO3PEHUU Ha PElUANB/TIPOTPECCUPOBAHUE 3a00JIEBaAHMUS
pexoMenayetcs BoinosiHeHne KT rpyaHoil kieTku, opraHoB OpIOLIHOM MOJIOCTH U MaJIOTro Tasa (c
KOHTPACTUPOBAHHEM) /Ui YTOYHEHHUS HAJIWYUS M PACTIPOCTPAHEHHOCTH JUMQAJACHONATUU WU

OLIEHKH ITPOTHUBOOMYXO0JIEBOro 3(pdexTa, eciau ucciae1oBaHue BBINIOJIHEHO B fuHaMuke [12,16].
Yposenn yoenureabHoCcTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o [lamuentam mepen HavaaoM tepanuu XJIJI/JIMJI, ecnu BeisiBIeHBI npoTuBomnokazanus k KT, mpu
OLICHKE PEMHCCHM uepe3 2 MeC. IOoCJe 3aBeplieHMs] Tepanuud (€Cld HMEJIOCh MOpPaKEeHUe
TUM(paTUIECKUX Y3JI0B 00JIACTH CPEOCTEHUS W/WIIH JIETOYHON TKAaHM), a TAK)Ke MPHU MOJ03PEHUH Ha
peLMIUB/TIPOrpecCUpOBaHie 3a00JIeBaHUsl PeKOMeHAyeTcsl Il yTOYHEHUS Halu4us |

pacnpoCTPaHEHHOCTH JIUM(aJeHONIaTUH BBIMOIHUTD CleAyolue uccaenosanus [12,16]:

o peHTreHorpaduio OpraHoB rPYIHON KIETKU B 2 MPOEKIINIX;
o Y3U numdarnueckux y310B (mepudeprueckux, BHYTPHOPIOMIHBIX U 3a0pIOIIMHHBIX) U

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

e [lammentam c monospenueM Ha XJUI/JIMJI nubo c¢ ycranoBieHHsiM auarnozom XJUUI/JIMIL, y
KOTOPBIX UMEIOTCSl KIIMHUYECKHUE MPU3HAKU CUHIpoMa PuxTepa nim XOIKKUHCKON TpaHchopMauu
(mporpeccupyomuil pocT IMMdaTHUYEeCKUX y3JI0B, OTEPs Beca, NEPCUCTUPYIONIas Tuxopaaka 0e3
NPU3HAKOB ~ MH(EKIMH, BBICOKMH  YypPOBEHb  JIAKTATAECTUAPOr€HA3bl, T'MIEPKAIBLIUEMHUS),
PEKOMEHIYeTCs BBIMOJIHUTH TO3UTPOHHYI0 OSMHCCHOHHYIO TOMOTpaduio C MNpUMEHEHUEM
TYMOPOTPOMHBIX paanodapMIpenapaToB s UCKIIOYEHUsT TpaHChHOpMaluu JTU0O0 7Sl BBISBICHUS

30H ¢ BeposiTHOM TpaHchopmanueit [21].
YpoBeHb yOeauTEILHOCTH PpeKoMeHAannil — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 3).

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

aAKmueHoco ysia ujiu odaceda.

e Bcem mammentam ¢ BepudummpoBanabiM - XJIJI/JIMJI  mepem HadanmoM —Tepanmud IS
CBOEBPEMEHHOTO BBISIBIICHUS COIYTCTBYIOLIEW MATOJIOTHM CO CTOPOHBI CEPACYHO-COCYIUCTOU,
JIBIXaTeIbHON U MUIIEBAPUTEIHLHON CUCTEM M JIJIS ONPEeICHUsI HEOOXOIUMOCTH UX MTPOPUITAKTUKHU

WJIU JICYECHHS] PEKOMEHAYeTCsl BBINIOJHUTD CIIEAYIOIre ucciaenoBanus [16]:
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o 3JIEKTpOKapAuOTpadHuIo;
o aXoKapauorpaduio;

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

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

2.5. Uuble nuarnocTuuecKme UCCJae10BaHus

e Bcem mammentam ¢ XJUUI/JIMJI ¢ KOMOpPOMIHOCTBIO, KOTOpas MOXKET TIOBJIHATH Ha BBIOOD
MpOrpaMMbl  MPOTUBOOIYXOJEBOTO  JICUCHHs, TMepel HadajioM Tepanud PeKOMeHIyeTcsi
KOHCYJIbTAIlUsl COOTBETCTBYIOIIETO Bpaya-crenuanucra (Bpada-Kapauosiora, Bpada-HEBPOJIOTa,

Bpaua-oTOpHUHOIApUHOIIOTa U 1p.) [16].

YpoBennb yoequreabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).
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3. Jleuenne

HazHnauenue u npuMeHeHHEe JIEKapCTBEHHBIX MPENapaToB, yKa3aHHBIX B KIMHUYECKUX PEKOMEHIALNH,
HampaBJICHO Ha OOecCIieYeHHe MalUeHTa KIMHUYEeCKH 3()PeKTUBHON M Oe30MacHOM METUIUHCKOM
MOMOIIM, B CBSI3W C 4Y€M WX HA3HAYCHHE M NPUMEHEHHE B KOHKPETHOM KIMHUYECKOW CUTYyaIllH
OTIpe/IeNIIETCS] B COOTBETCTBHHM C HMHCTPYKIMSMH IO MPUMEHEHUIO KOHKPETHBIX JIEKapCTBEHHBIX
IpernapaToB € peaju3alieil MPEeACTABICHHBIX B HWHCTPYKIMM MEp MNPEJOCTOPOKHOCTH MPU HX

MNPUMCHCHHNH, TAKKC BO3BMOKHA KOPPCKIHUA 103 C YUYCTOM COCTOAHUS IMAlTUCHTA.

3.1. [loka3anus K Hayaay tepanuu B-kierounoro XJIJI

e Bcem mammentam ¢ BepudunmpoanabiM XJIJI/JIMJI pexomenayercsi Hauano crnenuduueckoit

TE€panvy TOJBKO NpPH HAIMYAM I[OKa3aHW B coorBeTcTBUM ¢ Kpurtepusmu [WCLL 2018
(cm. mpunoxenne A3.2) [12,16].

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

KommenTtapuu: oxono 30 % nayuenmos umerom meonenno npoepeccupyroujee mevenue XJ1JI, npuuem
NPOOOIHCUMETLHOCMb UX HCU3HU OIU3KA K 0Owenonyisayuonnou. Haruuue makoii epynnvl nayuenmos
oenaem 00OOCHOBAHHOU MAKMUK)Y BbIHCUOAMENbHO20 HAONOO0EHUs 00 NOAGNeHUs NOKA3AHUL K
mepanuu. Tepanus XJIJI oonoicna navunamocs npu Haauwuu nokazanuti no kpumepusim IWCLL 2018.
llayuenmovr 6 cmaduu A ¢ aymoOUMMYHHOU 2eMONUMUYECKOU aHemMuel Ui UOUONamuieckou
MPOMOOYUMONEHUHECKOU NYPNYPOLL OONINHCHLL NOYYAMb JleYeHUue NO N0800Y dMuUX 0CioxdcHeHutll. Ecau
AymMoUMMYHHOE OCIIONCHEeHUe NII0X0 omeedaem Ha mepanuio KOPMuKoCcmepouoamu s CUCIEMHO20
UCNONb3068AHUS,  BO3MOJCHO  NpUMeHeHue HanpaeieHHou Ha XJIJI  ummyHoxumuomepanuu.
Beccumnmomnasn eunocammacnodyiunemuss U HaIu4ue MOHOKIOHANbHOU CeKpeyuu camu no cebe He
AGNAIOMCS NOKA3AHUAMU K JedeHuto. BoisgieHue mapkepos ompuyameibHo20 Npo2HO3d, 8 MoM YUcie

deﬂeuuu 17p He A6JI:1emcs noKa3aHuem K Hadajly mepanuu.

3.2. llepBast iunus Jedenus XJILJI

Ueflu JleHeHusl 6 nepeyro ouepe()b onpe()eﬂﬂiomc;l e03pacmom, a makKoice UYUcCjiom u miasNcecmbvio

conymcmayrowux 3abonesanutl (maoi. 3).

Taonuua 3. Iloopasodenenue na zpynnvl NAUUEHMOE C XPOHUYECKUM JTUMPOUUMAPHHIM JICHKO30M

Komopb6ugHocTb, Her 3Ha4yumMori 3Hauyumas KoMmopbuAHOCTb Crapyeckuii BO3pacT,
BO3pacr KOMOpbuaHOCTU OopraHHble naToaorum
Llenb Tepanun HonrocpoyHas pemuccus, KoHTposib Haa 60/1e3Hb10, lMannnatnsBHas

apaankauyms MOb HU3Kasi TOKCUMYHOCTb

Cywecmgyem 00beKMUBHAS WKALA OYEHKU HYUCIA U MANCECU CONYMCMEYIOWUX 3a001e8aHull
(komopouonocmu) — CIRS (Cumulative Illness Rating Score) (cm. npuﬂoofceHue 12). B peaﬂbﬂoﬁ

KIUHUYECKOLL npgKMUKe  OUeHKA KYMPLAMUGHo20 UHOeKca _ Ko. rocmu He  np gﬁf
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Hacmosiuee 8pemMsi NOHAMUE «3HAYUMASL KOMOPOUOHOCMbY He Modcem Oblmb 00beKMUBHO U
B0CNPOU3600UMO onpedeleno. B ceszu ¢ smum pacnpedenenue NAYUEHMOS8 HA MepanesmuyecKue

2pynnuvl NPOBOOUMCSL NO PEULEHUIO 8PAYA.

Pesynomamur kpynuvix kaunuweckux ucciedoganuti 2000-x 2e. yoeoumenbHo c8UOemeibCmseyom o
HU3KOU 3¢hghekmusHocmu umMMyHoxumuomepanuu y nayuenmog c oeneyueu 17p. OOnaxko 5mo
yumozcenemuyeckoe HapyuwleHue euvlasnsemcs 00 Hauana mepanuu - aunuu monvko y 7 %
nayuenmos. Hucno nayueHmos ¢ KIUHUYECKOU pehpaxkmepHocmbvlo (npocpeccuposanuem Ha @ome
NleyeHusl uiu OblICmpbviM peyuoueom) npubauzumenvHo 6 2 pasza oOonvuie. dmu HAOTI0O0eHUs ey 8

ocnogy nouamus XJ1JI eévicokozo pucka.

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

epynnbi.

1. K I-ti epynne omuocames monoovie nayuenmol (Menee 65 nem) 6e3 oeneyuu 17p u/unu mymayuu
TP53 ¢ xopowium comamuyeckum cmamycom 6e3 conymcmesyrouwux 3abonesanutl. B smoi epynne
HeoOX00UMO CMPEMUMbC K OOCIUNCEHUIO NOHOU PEMUCCUL, NO B03MONCHOCIU C dpaduKrayueil
MOB, nockonvbky monbKO makas MaKmuka MOddCem NpUusecmu K pealbHOMY YEeludeHuio
npoooicumenvrocmu  dcusnu. OcHo8a JnedweHus NaAyueHmos IMou epynnvl — Kypcoeas
umMMyHoxumuomepanus. B nooepynne nayuenmos 6e3 mymayuti cenoe IGHV rombunayus
uopymunuba™** u pumyxcumaba™** oxazanace 3unayumenvHo 0onee 3PHekmusHoU U MeHee
mokcuuHou no cpasnenuio ¢ pexcumom FCR. V nayuenmos 6e3 mymayuii eenoe IGHV mooicem
paccmampusamsbcsi 603MONACHOCHb Mmepanuu uopymuHubom **,

2. Ko 2-ui epynne ommuocamcs nayueHmsl NpeKioOHHO20 6o3pacma (cmapwe 65 nem), a makoice
MON0Oble NAYUEHMbBL CO MHONCECEOM CONYMCMBYIWUX 3abonesanutl. B smoii epynne uyscho
CmMpemMumvcsi K 00CMUNCEHUIO dPEeKMUH020 KOHMpOos HA0 ONYXovio, usdezas HeonpasoarHHoll
mokcuuHocmu. Anano2u NypuHo8 6 Mol epynne Jydule He UCNONb308AMb UIU NPUMEHAMb 8
PeoyUUpoBaHHOM 8uUOe.

3. K 3-ii epynne omnocamcs nayuenmul ¢ Oeneyuei 17p u/unu mymayueti TP53 nezasucumo om
gozpacma u Komopouonocmu. Tepanueil vlOOpa y Smux NAYUEHMO8 AGIAEMCSA NPUMEHeHUe
uopymunuba™** 6 Mmouopedcume. Y Monoovix nayueHmos npu  BO3MONICHOCMU Mepanus
uopymunubom™* Oondxcna cuysdcumos noO20MOBKOU K MPAHCHIAHMAYUU ANTO02EHHBIX CMBON08bIX

KJ1EMOK.
Ynauuenmoe cmapvieckoeo eozpacma ¢ 0p2aHHOIZ He00Cmamo4HOCmbiO Yeib 1eHUeHUsA najiiuamueHasl.

3.2.1. llepBas aunus gedenns XJIJI/JIMJI y naniueHTOB M0J10Ke 65 JeT ¢ XOpoIuMm

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

o [Tammentam ¢ BepudunupoBanubiM XJIJI/JIMJI monoke 65 mer 6e3 3HAYUMON KOMOPOHMTHOCTH
(pu3uyeckn aKTUBHBIM, 0€3 TSDKEJBIX COMYTCTBYIOIIMX 3a00JIeBaHUM, ¢ HOPMaJbHOM (PyHKIMEH
nouek) 0e3 nenernuu 17p wiu mytanuu 7P53 B KadecTBe |-l TUHUM JICUCHHUS PeKOMEHAYeTC sl JTst
JOCTH)KCHHSI PEMUCCUU TpoBeAeHHe 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, I€Hb
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1; #Onynapadbun™** — 25 MI/M2 B/B Karr., 1au 1-3; #llukmodochammua™* — 250 Mr/M2 B/B Karl., JTHU

1-3). (cxembl peKUMOB JieueHHUs cM. B ipriiokeHuu A3.3) [23,24].
YpoBeHb yOeIUTEILHOCTH PeKOMeHAauil — A (YPOBEHb I0CTOBEPHOCTH I0KA3aTeJbCTB — 2).

KommenTapuu: cmanoapmom mepanuu 1-1i 1unuu y MOoI00bIX NAYUEHMOS C XOPOWUM COMAMUYECKUM
cmamycom (kpome nayuenmos c del(17p) uw/unu mymayuei TP53) sensemcs pexcum FCR
(nyoapabun™*, yuxiogocghamuo™®*, pumyxcumadb**). Obnoenennvie 6 2016 2. pesyrvmamol
uccneoosanus CLLS nokasanu, umo 6 epynne FCR uucno ewicusuux npu meouane HabIoO0eHus,
pasHoti 5,9 2o0a, cocmasuno 78,7 % no cpaeunenuro c¢ 66,9 % 6 epynne FC (OP 0,68, 95 %
dosepumenvhwiil unmepsan (M) 0,535—0,858, p = 0,001). Meouana BFII y nayuenmos ¢ mymayusimu
eenos IGHV, nonyuaswiux neuenue no cxeme FCR, ne oocmuenyma [24]. Ilpu smom pexcum FCR
accoyuupyemcsi ¢ 8bICOKOU YACMOMOU PA3GUMUST HEHCeNAMENbHbIX A6NeHUl, 0COOeHHO YUMONneHuu u
UHGeKYUOHHBIX OCN0diCHeHUll. Jlelikonenus u Heumponenus 3—4-iti cmeneHu msdHcecmu CO2NACHO
oowum kpumepusam moxcuunocmu (CTC) nabnrooanuce y 24 u 34 % nayuenmos, nonyuasuwiux FCR, y

25 % 3agpuxcuposano pazsumue uHpexyuil 3—4-ii cmenenu maxHcecmu.

o [lammuentam c BepudunupoBanasiM XJIJI/JIMII monoxe 65—70 net 6e3 3HaYMMON KOMOPOUTHOCTH
(pusmuecku aKkTUBHBIM, 0€3 TSDKEJIBIX COIMYTCTBYIOIIMX 3a00JeBaHMi, ¢ HOpMaNbHON (GyHKIMEH
nouek) 6e3 penenuu 17p win mytauuu 7P53, y KOTOPbIX HE MOXET ObITh MpoBeneH pexum FCR
(cxembl pPeXMMOB JieueHUs CM. B mpuioxkeHuu A3.3), B kauecTBe 1-ii JTMHUU PeKOMEHAyeTcs
TIPOBEICHIE UMMYHOXHMHOTEpANHH 110 cxeMe RB (purykcuma6** — 1 muxor: 375 Mr/m® B/B Karl.,
neHb 1, nocnenyromue nukisl: 500 mr/m? B/B Kam. win 1600 mr /K, 1eHb 1; #oermamyctuua** — 90

MI/M” B/B KaIl., THH 1, 2) JUIs TOCTIDKEHHS PEMUCCHH (CXEMbI PEXKIMOB JTCUCHHS CM. B IPHIIOKCHAN
A3.3) [25,26].

YpoBeHb YOeAUTEILHOCTH PEKOMEHAANNi — A (YPOBEHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 2).

KommenTapuu: npu negosmooicnocmu nposedenus pexcuma FCR anemepnamuenvim eapuarnmom 1-u
TUHUU — mepanuu Moxcem Oblmb KoMOuHayusi Oenoamycmuna™* u  pumyxcumaba™* (BR).
B uccneoosanuu CLLI0 nokazarno, umo pedxcum BR menee moxcuuen no cpasnenutro ¢ pexcumom FCR,
xoms u menee 3ppexmugen. Yacmoma obweco 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 0CI0HCHEHUS

3—4-11 cmenenu msascecmu no CTC suauumenvro uawie 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 pa3zeumus aHemuu u
MpoMOoOyUmMoneHuy, a makxdice Ciyiaes cCMepmu, CEA3AHHOU C JeueHuem, 2pynnbvl CmamucmuidecKu
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 mHo20yenmposom poccutickom ucciedosanuu NoKasamo, 4mo pedxcum BR pasymno 6ezonacen u
8bicok0appexmusen 6 mepanuu 1-ii aunuu y nayuenmos ¢ XJ1/I 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.
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o [lamuentam ¢ BepudunupoBanasiM XJIJI/JIMJI monoxe 65—70 net 6e3 3HaYMMON KOMOPOUTHOCTH
06e3 mytanuii reHoB /GHV npu HalIuuMu BO3MOXKHOCTH B KaueCTBE OJHOM W3 Onuui 1-ii JTMHUU
Tepanuy MOXKET ObITh PeKOMEHI0BaHA ISl JOCTIKEHUS PEMUCCUU Tepanus UOpyTUHHUOOM™* B
MoHopexume B ao03e 420 mr/cyt (3 kamcynbl) BHYTph | pa3 B JIeHb O MPOTPECCUPOBAHMS HIIU
pPa3BUTHs HEMIEPEHOCUMON TOKCMYHOCTH WM B KOMOMHAIIMM ¢ PUTYKCUMaObOM™* (MOpyTHHUO™** —
420 mr/cyt (3 Kamcymbl) BHYTpb | pa3 B JeHb, GKEIHEBHO; #pUTYKcHMa6** — 50 mr/m> B/B Kail.,
nens 1 mukna 2; 375 MI/M2 B/B Kall., JIeHb 2 1mkiaa 2; 500 mr/M? B/B Karl. win 1600 mr /K, 1eHb 1
IUKJIOB 3—7, IeUeHUEe BO30OHOBIAETCS Ha 29-i1 IeHb, BCEro 7 ITUKIIOB) (CXEMBI PEKUMOB JICUCHHS

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

KommenTapuu: 6 uccrneoosanuu EI1912 nayuenmor monoxce 70 nem 6e3 Oeneyuu 17p
PAHOOMUBUPOBAIUCL HA 2 2pYynnbl: noaydasuiue uopymunuod** ¢ xombunayuu c pumyxcumabom™* u
npoxoousuiue mepanuto 6 pexcume FCR. B uccredosanue 6vino exmoueno 529 nayuenmos.
Kombunayus ubpymunuba™* u pumykcumaba™* snauumenvro npeszouinia 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). Peotcum FCR uawe gvi3viean neumponenuio 3—4-ui cmenenu (44 %o npomue 23 %;

p < 0,0001), a makoxce 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 % JIU 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 cenoe IGHV [29]. V nayuenmos c
mymayusmu 2enoé IGHV FCR evizvieaem oOnumenvhvie pemuccuu. B smoiui epynne nayuenmos

ubpymuHud ** ne umeem 3HAYUMENbHO20 NPEUMYULECTEA.

e [lammenTtam, momyyaromuM putykcumad** B 1-if nmunum nedenuss XJUI/JIMIL, npu cnoxxnoctu
OCYIIECTBIICHUS BEHO3HOTO [OCTyNa HadyWHas €O 2-i 10361 MOXKET OBITh PEeKOMEH/I0BAHO
MPUMEHEHUE TOAKOKHONH (Qopmbl pHuTykcnMaba** B QukcupoBanHoi mo3e 1600 mr (cxemsl

PEXHUMOB JieueHusl cM. B nipuioxenun A3.3) [30].

YpoBeHb yOoequTeJIbHOCTH peKOMeHAalMil — A (YPOBEHb JJ0CTOBEPHOCTH J0KA3aTEJIbCTB — 2).

3.2.2. llepBas Junus jJedeHus XJIJI y moKuabIX NalMeHTOB U NANHEHTOB

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

e [lanuentam c BepuduumpoBanubiM XJIJI/JIMJI crapuie 65—70 5eT M mauMeHTaMm € TSHKEIBIMU
COIyTCTBYIOIIMMH 3a00JIEBAaHUSMU WIM YTHETEHHEM INo4yeyHol (yHKuuu 6e3 aenenuu 17p niau
MyTauuu TP53 pekoMeHayeTcst Uisl JOCTUKEHUSI PEMUCCUU MPOBENCHUE |- IMHUM Tepanuu 1o
OJHOW M3 CIEAYIOLIUX CXEM B 3aBUCHUMOCTH OT HPEAIIOYTEHHUN W OIbITa MEIULUHCKOIO LIEHTPA U

JIeyalero Bpaya (CXeMbl PeKUMOB JICUEHUS CM. B MIpHiiokeHuu A3.3):

1. #XnopamOymr** 0,5 mr/kr BHyTpb, AHH 1, 15 + 06unyTy3ymMad** 1000 mr B/B, Aews 1 (100 mr B

teuenue 4 yacos), 2 (900 mr), 8, 15 (ukn 1), gens 1 (uukibl 2—6). Jleuenue Bo300OHOBIISIETCS HA
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29-i1 newp [31].

2. #bengamyctun** 90 Mr/M% B/B Karl., 1a4 1, 2 + putykcumad** 1 muxm: 375 Mr/M% B/B Karl., JICHb
1, mocnenyromue mukibs: 500 Mr/M? B/B Karl. mwid 1600 mr /K, neupb 1. Jleuenne BO30OHOBISETCS
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 Kar., 1eHb 1 nukna 2; 375 Mr/M2 B/B Karl., ieHb 2 nukiaa 2; 500 Mr/m2 B/B Kar. win 1600 mr

/K, IeHb 1 mUKII0B 3—7, IedeHue Bo300HOBIsAeTCS Ha 29-i1 neHb [33-35].

4. Pexxum FCR-Lite (#purykcumad™** — 1 nuxi: 375 Mr/M2 B/B Karl., IeHb |, Mochneayronme UKIIbL:
500 mr/m’ B/B Kam. mix 1600 Mr 1wk, meHb 1; ¢mymapabun** — 20 mr/mM> BHYTpb, aHH 1-3;
#umkmobochamun** — 150 mr/m> BHyTpb, auH 1-3. JleueHne BO30OHOBIsiCTCS Ha 29-if [CHB)
[36].

5. #XnopamOymr** 10 mr/m? BHYTpb, 1HM 1-7 + puTykcuma6** 1 mukor: 375 Mr/m? B/B Karl., IeHb
1, mocnemyromue wHKIbr: 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 qgau 8—14
nukma 2; 200 mr/cyt nam 15-21 mukna 2; 400 mr/cyt gam 22-28 nukma 2, mamee 400 Mr/cyT B
teueHune 12 mec + oOuHyTy3ymMao** 100 mr, nens 1 mukna 1; 900 mr gens 2 nuxma 1; 1000 mr
nenb 8 nukiaa 1; 1000 mr genp 15 nukia 1; 1000 mr gens 1 nukaa 2; 1000 mr gens 1 npkiaoB 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 u pganee), IO MPOTPECCUPOBAHMS WA PA3BUTHS
HEMEepPeHOCUMOM TOKCUYHOCTU — MAlMEeHTaM, KOTOPBIM JieueHue MOPYTUHHOOM™®* He MOXKET ObITh

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

KOMMeHTapI/lI/I! Y NOJAUCUJIBIX NAUUEHMOoE6 Mo2cynt NPUMEHAMbCA MeEHee UHMEHCUBHblE DEIHCUMDbL

UMMYHOXUMUOmMepanuu, mepanusil mapeentHbliMu npenapantamu.

B uccneoosanuu MABLE conocmaénenvt pexcumovt BR u CIb-R y nodscunvix nayuenmos u nokazana
bonee 8blcoKas wacmoma NOaHuIX pemuccuil 8 epynne BR, a maxoce yeenuuenue BBII (39,6 wmec.
npomus 29,9 mec. coomeemcmeenno, p = 0,003) [32]. Ilo oannwvim poccutickoeo pandomMu3upo8anHo2o
uccneoosanus, npumenenue pedxcuma FCR-Lite noszeonuno ysemuuums meouary BBII noowcunvix

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

B uccnedosanuu mnemeyxoii epynnvi no uzyuenuro XJIJI CLLII cpasnusanuce monomepanus
xnopamoyyurom™** (CIb), mepanus xombunayuei xiopamoyyuna** c¢ pumyxcumabom™* (R-CIb) u
Kombunayuetl xiopamoyyuna** ¢ oounymyzymadbom** (G-CIb) [31]. Hauborvwas wacmoma obujezo
omeema (77,3 %) u noamvix pemuccui (22,3 %) nabniooanace 6 epynne G-Clb. Peowcum G-CIlb
noseonsem dooumucs spaouxayuu MOB 6 nepugepuueckoii kposu u kocmuom mozee y 37,6 u 19,5 %
nayuenmos coomeemcmeenno. QOunymysymab 6 cowemanuu ¢ Xiopamoyyurom** noszeonsiem

yveenuuums BBII 0o 26,7 mec. (p < 0,0001 6 cpasnenuu ¢ mepanueti R-Clb u xnopamoyyuiom™*).
Unghysuu obunymporeMeribsae0enByYeia0 16 hakPopEM/GaHT 8 MERYIMBeQPC RS A SGITVEH oM/



MEeOUYUHCKOU NOMOWU C AOEKBAMHbIM MOHUMOPUHESOM. Y nayuenmos ¢ 601bwol MAccol Onyxoau
onpasoarnHa npedghaza 6 eude [—-2 Kypcoe monomepanuu Xnopamoyyurom™**, uanpasieHHolu Ha
yMeHnbulenue maccol onyxonu. Aoekeamuas npoguiakmuxa uH@Y3UOHHLIX pearkyull (npemeouxayus
AHMUSUCMAMUHHBIMU Npenapamamu U 6/8 esederuem oexcamemaszona™*, eeedenue I1-1i 0o3zvl 6 2
smana, npoPUIAKMUYECKULl OMKA3 OM AHMUSUNEPMEH3UBHBIX NPEnapamos) no360jisen Cnpasisimoscs
¢ UH@Y3UOHHBIMU peaKyusmu. B OonvuiuHcmee ciyuaes OHU GO3HUKAIOM MONLKO npu -1l ungysuu

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

B 2018 2. 6viu npeocmasnenvt pe3yiomamvl 4-nemueco HAONOOEHUS 68 PAMKAX UCCIe008AHUS
Resonate-2, 6 komopom cpasHusanucy monomepanus uopymunubom ** u xnopamoyyuiom™*

6 1-ti aunuu mepanuu XJIJ1 y noocunvix nayuenmos [33,34]. B ucciredosanuu npooemoHcmpuposamno
3HAUUMeNbHOEe NPEBOCXx00Ccmeo ubpymunudba™* nao xnopamoyyuiom**,

6 mom uucne no yposuto OB. Meouana BFII ¢ epynne ubpymunuba™* ne oocmuenyma npu meouane
npooonxcumenviocmu Habniooenus 6 48 mec. BBII 6vina 3nauumenvHo vluie npu npumeHeHuu
ubpymuHuba™** 6o ecex epynnax nayueHmos, 6 mMom yucie y NaAyueHmos ¢ HeONa2onpusmHuIMU
eenemuydeckumu gpaxmopamu. OB 6vina snauumenvro eviuie 6 epynne ubpymunuba™*, uem 6 epynne
xnopamobyyura**. Oowuti omeem cocmasun 86 % 6 epynne nayuenmos, noay4asuux uopymuruo **, u
35 % — 6 epynne nayuenmos, HOIY4UAGUIUX XAOPAMOYYUL™*™*, co cmamucmuyecku 3HAUUMOU pa3nuyetl
(p< 0,0001). Tepanus ubpymunubom™* ¢ I-u jauHUU HE CONPOBONCOANACH ZHAYUMETbHBIM
NOBbIUEHUEM YACTOMbl HEeHCelAMeNbHbIX SA6IeHUll U He mpebogana npebdvieanusi NAyueHmos 8

cmayuorape.

B uccneoosanuu Alliance nepsuunvie nayuenmol cmapuie 65 1em paHoOMU3UpPOBAIUCH HA

3 epynnvi: nonyyasuiue mepanuto 8 pexcume BR, xombunayuro uopymunuoba™* u pumykcumadba™* u
monomepanutro uopymunuobom™* [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 evlue 8 epynne KomoOunayuu oenoamycmuna™* ¢ pumykcumabom™** (61 %), uem 6
epynne uopymunuba** ¢ pescume monomepanuu (41 %) u 6 epynne uopymunuba™** ¢ komournayuu c

pumykcumabom** (39 %).

lobasnenue x xnopamobyyuny** monoxknounanvnozo ammumena k CD20 ymyuwaem pe3ynrbmamoi
JleyeHusl Npu Hnpuemaemoln mokcuynocmu. B 2 nepamoomuszuposamnvix ucciredosanusix [37,38],
8bIO0PKU NAYUEHMOB 8 KOMOPbLIX PAIUYAIUCL NO KOMOPOUOHOCMU, NOKA3AHO, Ymo 000asiieHue
pumykcumaoa** k xnopamoyyuny** yeeruuusaem meouarny BBII ¢ 18 0o 24 mec., kpome nayuenmos c
delllg, vy xomopvix BBII cocmasuna 12 mec. Kombunayus xiopamoyyuna™** c¢ pumyxcumabom™*
3HAUUMENbHO Yycmynaem no 3¢dekmusHocmu 6cem OCMANbHbIM BAPUAHMAM JeHeHUS NONCUIbIX

nayuenmos. llpeonoumumenvusl opyaue 6apuaHmyl j1e4eHus.

B uccneoosanue CLL 14 6vi10 exntoueno 432 nayuenma (cpeonuii 6o3pacm 72 200a, CIRS

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

Quxcuposanmvim éypcww onumenvrHocmoio 12 mec. Yepes 24 mec. BRIl Ovina docmoeegﬂo gviuie 8
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epynne 8eHemoKIaKkca u oounymysymaoa, yem 6 epynne xiopamoyyuna** u oounymysymaba (88,2 u
64,1 % coomeemcmeenno). [annoe npeumyuecmeo Ommedaiocb y NAYUEHMO8 C HAIuvyuem u
omcymcmeuem oeneyuu 17p u mymayuu TP53, ¢ nanuuuem u omcymcemeuem mymayuu eenoé IGHV.
Yacmoma obweco omeema cocmasuna 84,7 % 6 epynne eenemoxiaxca

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

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

o [laruentam crapme 75-80 mer ¢ BepuduimpoBanHbiM XJIJI/JIMJI u HEBBICOKOW OXKUIaEMOM
MPOIOJDKUTENILHOCTRIO  JKM3HHM, OOYCIIOBIIEHHOM BO3pacToOM, OpPraHHOW HEJIO0CTAaTOYHOCTHIO,
TSKEJIBIMU COITYTCTBYIOIIMMH 3a00JI€BaHUSIMU, PEKOMEH/I0BAHbl HAIMEHEE TOKCUYHbIE BapUaHThI

Tepanuu:

1. Monorepanust #xnopamOyuminom™* 0,07-0,20 Mr/Kr BHYTpb €KEIHEBHO B TeueHue 2—4 Hel. C
MO CTEAYIOITUM TTOI00pOM 110361. [41].

2. MonoTepanusi MOHOKJIOHaIbHBIMHU aHTUTenamMu kK CD20 - putykcumad™** unm oOuHyTy3ymad™* B
COOTBETCTBYIOIIEH 3apEeTUCTPUPOBAHHON HHCTPYKIIMH JT03UPOBKE [42].

3. MoHoTepanus uOpyTHHHOOM™* B MallbIX J03aX, COOTBETCTBEHHO 3aperUCTPUPOBAHHOM

MHCTpYKIMH [43].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4).

3.2.3. llepBas aunus Jevenus XJIJI y manueHToB ¢ aejenueii 17p uau myranueii TPS3

e [lamentam c¢ BepuduuupoBanubiM XJIJI/JIM u3 rpymnmel Bbicokoro pucka (¢ del(17p) w/mnu
myTanuen 7P53) nns [OCTUKEHHS PEMUCCHUU TPU HAIWYUU BO3MOXXHOCTH PEeKOMEH/JI0BaHA
Tepanus UOPyTHHHOOM™®* 1O MPOTPECcCHpPOBAHUS WIM PA3BUTHS HEMEPEHOCHMMOW TOKCUYHOCTH.
N6pyTuHNO** MOXET NpPUMEHAThCA KAk B MOHOpPEXKMME, TaKk M B KOMOWMHaUWU C
MMMYyHOXUMHUONpenaparamu (0eHIaMyCTUH**, pUTYKcUMa0™*) (cXxeMbl PEKHMOB JICUECHUSI CM. B
npunoxenuu A3.3) [33,44].

Yposennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3).

o [lamuentam c BepudunupoBanabiM XJUJI/JIMJI u3 rpynmel Beicokoro pucka (¢ del(17p) w/unm
MyTauuert 7TP53) Tpu HaJWYuKd BO3MOXKHOCTH PEKOMEHJA0BAHA Tepamnusi KoMOWHAaIMen
#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 qau 22-28 mukma 2, ganee 400 mr/cyt B
teueHune 12 mec. u obunytysymada** 100 mr, aens 1 mukma 1; 900 mr aens 2 nukma 1; 1000 mr
nenb 8 nmukiaa 1; 1000 mr nens 15 nmukmaa 1; 1000 mr nens 1 nukiaa 2; 1000 mr gens 1 nukiaoB 3—6.
(UKCUPOBAaHHONW MPOAOIKUTEILHOCTRIO 12 Mec. (CXeMbl PEeKMMOB JICUCHHS] CM. B TPHUIOKEHUU

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

e MonoasiM mamuentam ¢ BepuduimpoBanubiM XJIJI/JIMJI 6e3 3HauuMOil KOMOPOWUIHOCTH U3

rpynnsl Beicokoro pucka (¢ del(17p) w/unu myrtanueit 7P53) nocie tepanuu UOpyTHHUOOM™* n

HpH IOCTIAEHL OQREKTUBIOLQ OTBETA B | L AHHuL DEKOMEHNOBAYO DACCMRTRETH BOIMOMHOCTE,



ONPOBCACHUA TpaHCIUIAHTAIIMK AJIJIOTCHHBIX TEMOIIOOTHUYCCKHX CTBOJOBBIX KIICTOK B Ka4C€CTBE

KoHcosmaanuu [45,46].
YpoBeHb yOoenuTeJIbHOCTH pekoMeHAauuii — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTENbCTB — 3).

KOMMeHTapI/II/I: OonmumailbHblM CPOKOM npoee@eﬂuﬂ mpancnjiarmayuu Cﬂeayem cdumamao

2-1l 200 mepanuu uopymuHubom**,

o [lanmentam c BepudunupoanubiM XJIJI/JIMJI u3 rpynnel Beicokoro pucka (¢ del(17p) u/mnm
myTaueit 7P53), KOTOPBIM JieueHne MOpyTUHUOOM™* He MoXKeT ObITh Ha3HAUEHO, NMPU HAIUYUU
BO3MOJKHOCTH PEKOMEHAYyeTcsl Ha3HaueHHWE BEHETOKJIAKCa B PEXKUME MOHOTEpAnuu (CXEMBbI

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

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

3.3. Boioop Tepanuu XJIJI 2-it u nocseayommx JUHAK

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

o mepanus 1-u tunuu,;
o 8pems HACMYNieHus peyuousd,

o KIUHUYECKAs KapmMUHa peyuousda.

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

A6ISIeMCS HA3HAYeHUue ubpymunuba™*, eciu on He npumensiics pamee.

o [lammentam ¢ mo3guuM penuauBoM XJUI/JIMJI mocne mmmyHoxumuoTrepanuu (>24 Mec. mocie
MOCJeHEN Tepanuu) Ipu OTCYTCTBUM Aenenuu 17p u myrauuu 7P53 pekoMeHAyeTcsl OIUH U3

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

1. TToBrOop mMmMyHOXHMHOTEpanuu 1-it muauM [48].

2. AbTepHaTUBHBINA PEXKUM UMMYHOXUMUOTepanuu [48,49].

3. U6pyTunu6** 420 mr/cyT (3 karcynbl) BHYTpb 1 pa3 B IeHb €KEIHEBHO B TEUCHUE BCETO Kypca U
nanee (mocie 3aBeplieHus HUKIOB BR) — 1o mporpeccupoBanusi Wiau pa3BUTHs HEMPUEMIIEMOU
tokcnuHocth £ BR (#6engamyctun®* — 90 mr/m2 B/B Kar., THHA 2-3 nukia 1; gam 1, 2 nuknoB 2—
6; putykcumabd™* — 375 Mr/M2 B/B Kar., f1eHb 1 mukia 1; 500 Mr/M? B/B Karl. mia 1600 mr /K, I€Hb
1 ukiioB 2—6. Jleuenne Bo300HOBIsIETCS HA 29-1 JIeHb., Bcero 6 mukioB) [50-53].

4. Kombunanus Beneroksakca 20 mr/cyt (uen. 1), 50 mr/cyt (aen. 2), 100 mr/cyt (uen. 3), 200 mr/
cyt (aen. 4), 400 mr/cyT (Hen. 5 m manee), mpueM B TedeHue 24 Mec. HaumHasA ¢ 1-ro gHsA 1-TO
MKIA JICUCHHs] PUTyKCUMaboM** U puTykcumaba** 375 Mr/m’ B/B Kam. uepe3 | Hem. mocie
JOCTHKEHUs 103b1 BeHeToknakca 400 mr/cyt, mamee — 500 mr/m? B/B Kam. mim 1600 mr m/k

€KeMeCsYHO, BCcero 6 BBeJeHul [54].
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YpoBeHb yOeauTEJIbHOCTH peKOMeH Al — A (YPOBEHb I0CTOBEPHOCTH I0KA3aTeJIbCTB — 2).

KomMmenTapuu: y nayuenmog ¢ no3onum peyuousom 6vi00p mepanuu 3asucum om 8uod,
pe3ynomamos U NepeHoCUMOCmU NOCleOHell mepanuy, o00ue20 COCMOAHUL U KOMOPOUOHOCMU
nayuenma, a makdce npeonoumeHull U 603ModxicHocmel KiuHuxu. Iloemopmuvie @rayoapabun-
cooepoicawyue Kypcbl 603MOJMCHbL NPU YCA08UL, YMO NpU NPOSeOeHUuy 3Motl mepanuu 6 kaiecmee 1-ii
JMUHUU He HAOII00ANUCH AGNEHUSl 3HAYUMENbHOU MOKCUYHOCTU — MAdICeNble 3aMANACHbIe YUMONeHUlU,
nosnekuiue 3a cooou MHO2OMecsUHble Nepepblebl 6 JIeUCHUU, PA3GUMUEe MANCENbIX UHDEKYUOHHBIX
ocnodcHenutl. 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 yboeoumenvHvie OanHvle 00 3ppexmuenocmu pesxcuma BR (6enoamycmun™* +
pumykcumao**). 'V nayuenmos, pamnee nonyuaswiux xiopamoyyun, moorcem Ovimb dppexmusna
mepanus  oenoamycmunom™**,  pexcumvr BR u FCR-Lite. Pe3yromamer 3  ucciedogarnui
CeUemeNbCMBYIoN 0 8blCOKOU d¢hghexmusrocmu uopymunudba™* 6 mepanuu peyuousos XJIJI [50-53].
Appexmusnocmv monomepanuu ubpymurHubom** y nayuenmoe c peyuousamu cocmasusem oonee 90
%. pyeoii s¢hpexmusnou cxemoti neueHus peyuousos ABNAEMcs KOMOUHAYUS BEHEeMOKIAKca C
pumykcumaoom™**: 6 uccieoosanuu MURANQO BBII nocne neuwenus xombunayuel 6eHemoKIaAKca ¢
pumykcumabom™* cocmasuna 84,9 % (6 cpasnwenuu c 36,3 % npu Jneuenuu KombOuHayueu
benoamycmuna™** u pumykcumada®*) [54]. BBIIl Ovina 3uauumenvHo 8blule 80 8CeX KIUHUUECKUX U

Ouono2UYeCcKUx nodepynnax nayuermaoe.

o [laruentam ¢ panHuM (<24 mec. mocie mocienHer tepanuu) peruauBoM XJIJI/JIMIL, panee
HE MOJIyYaBIINX UOPYTUHUO®*, BHE 3aBUCUMOCTHU OT Hanuuud aeneuuu 17p wiam mytanuu 7P53 no
BO3MOXKHOCTH  PEKOMEH/I0BaHA  MOHOTepamus  UOpyTHHHOOM™* B COOTBETCTBHH  C

3aperucTpupoOBaHHON MHCTpYyKIMen [50,51].
YpoBeHb yoeauTeIbHOCTH pekoMeHaalnuil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 2).

o [lamuentam c panHuM (<24 mec. mocne nociuenHeit tepanuun) peruauom XJIJI/JIMIJL, panee He
MOJIyYaBIIUX HMOPYTUHUO™**, BHE 3aBUCUMOCTH OT Hajmuuus jaeneuuu 17p wiam myrtauuu TP53 B
Ka4eCTBE aJIETEPHATUBBI HOPYTHHUOY** MOXKET ObITh peKOMeHI0BaHA KOMOWHAIINS BEHETOKIIAKCa
20 mr/cyt (ven. 1), 50 mr/cyt (wen. 2), 100 mr/cyT (wen. 3), 200 mr/cyT (aen. 4), 400 mr/cyt (Hen. 5
U jJanee), npueM B TeueHue 24 mec. HauuHas ¢ 1-ro AHs 1-ro HuKia JIeYeHUs] puTyKcuMaboM™* u
puTykcumMaba** 375 mr/m? B/B Kam. uepe3 | Hea. mocie TOCTHKEHHS 036l BeHeToknakca 400 mr/
cyT, manee — 500 Mr/m? B/B Kar. win 1600 MT /K eKeMeCsHHO, BCEro 6 BBEACHMI ISl IPHMEHEHHUS
(UKCUPOBAaHHBIM KypCOM JUTUTEIHHOCTHIO

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

e [lanuentam ¢ panHuM (<24 Mec. nocine nocieaneu tepanuun) peruansoM XJIJI/JIMJL, nmerommx
MPOTUBOMOKA3aHUS K HA3HAYCHHUIO HOPYTUHNOA™*, BHE 3aBUCUMOCTH OT HaIW4UA Jeieuu 17p uin

MyTaruu 7P53 1Mo BO3MOKHOCTH PeKOMEHI0BaHAa KoMOWHaIMs BeHeTokiIakca 20 mr/cyT (Hend. 1),

50 mr/cyT (HenPEkoM¥haGEEYD U833y DHURbEEARTDhERL daifd MEE Y aIEEIEA hitps e d Lo m/



TeueHune 24 Mec. HauuHas ¢ 1-ro qHs 1-To 1uKIIa JedeHus: putykcuMadom™* u putykcumaba*™* 375
MI/M2 B/B Karl. yepe3 1 Hem. mocie qoCTHKeHus 103bl BeHeTokakca 400 mr/cyT, ganee — 500 MI/M2
B/B Kam. wuiu 1600 Mr m/k eXemMecsdHO, BCero 6 BBEIAEHUU (CXEMbI PEKHUMOB JICUCHUS CM. B

npunioxxenuu A3.3) [54].
YpoBeHb yOeauTEeILHOCTH PeKoMeHAannil — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 2).

o [lamuentam ¢ XJUI/JIMJI monoxe 65 ner 6e3 3HAUMMON KOMOPOMJIHOCTH, KOTOPBHIE B CBS3H C
PaHHUM PEIUIMBOM WJIU B CBSA3M C BBISIBJICHUEM NPH peruause aeneuuu 17p u/vim mytanuu 1TP53
nojilydanu uOpyTUHUO™* M KOMOMHALIMIO BEHETOKJIAKca ¢ PUTYKCUMaOOM™*, mpu AOCTHKEHUU
OOBEKTUBHOTO OTBETAa HA TEPANHUIO pPEIUANBA PEKOMEHIYeTCH PACCMOTPETh BO3MOXKHOCTH

AJIOTEHHOU TPaHCIUIAHTAUKU TEMOIIOTUYCCKUX CTBOJIOBBIX KIJICTOK B Ka4C€CTBC KOHCOJIHMAALINU
[45,46].

YpoBeHb yOeauTEILHOCTH peKoMeHaaunii — B (YpoBeHb 10CTOBEPHOCTH A0KA3aTeJIbCTB — 3).

e [lanuentam ¢ XJIJI/JIMJL, y koTopbIx HaOIIOAANICA pEUUIUB BO BpeMsl ipruemMa HopytTuHubda™ ™, npu
HAJMYUA BO3MOXKHOCTH PEKOMEHAyeTcsl KOMOMHAIMS BEHETOKJIaKca M pUTyKcuMaba™** (cxembl

PEXKUMOB JICUEHUS CM. B nipuiiokenun A3.3) [47,54].
YpoBeHb yoequTeJIbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — 3).

e [lanmenTtaMm, MmomyyaroUM PUTYKCUMaO™* 1o moBomy penuanBa JuO0 pedpakTepHOro TEUEHHUS
XJUI/JIMJL, pu CIIO)KHOCTH OCYILECTBIICHUSI BEHO3HOIO JOCTYIa HauMHAasl CO 2-M J03bl MOXKET
OBITh PEKOMEHI0BAHO MMPUMEHEHNE MOAKOKHOU (OpMBbI pUTYyKcuMalda™* B (PUKCHPOBAHHOW J103€
1600 mr (cxembl peXUMOB JiedeHus: cM. B nmpuiioskennu A3.3) [30].

YpoBeHb YOeIUTEILHOCTH PEKOMEHAANN — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 2).

o JleueHue MAalMEHTOB C PaHHUM PEeLUAUBOM (<24 Mec. mociie MoCieIHel Tepanuu JIn0o BO BpeMs
npuema nopyTuHn6a™**) mubo pedpaxrepusim teuennem XJUJI/JIMJII BHe 3aBUCUMOCTH OT HAJIMYUS
neneuuu 17p wam myrtauuu 7P53, peKOMeHAyeTcsl NPOBOAUTh B MEIUIMHCKUX OpraHU3alUsX,
oONafaloImux HEOOXOMUMBIMU pecypcamMH i OOECIeYeHHs] JaHHOW TPYMIbl MAalueHTOB
CBOEBpPEMEHHOM A(P(EeKTUBHON M O€30IaCHON Teparueld B JOCTATOUYHbIX 00BEME U JITTUTEIBHOCTH B
COOTBECTBHHM C TMPEICTABICHHBIMHU BBIIIE PEKOMEHAAUMAMU (C MPUMEHEHUEM HOPyTHHUOA™®*,

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

[16,29].

YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB — 5)

3.4. ConyTcTBYIOIIASA U CONPOBOAUTEIbHAS TepaNus

e [lamentam c¢ XJUI/JJIMJI Ha nro0oM »JTame Jie4eHHs, y KOTOPBIX BBISIBIEH YPOBEHb
uMMyHOTToOynmmHa G <5 T/ W OTMEUaroTCAd PEIUIMBHUPYIOMHKE OaKTepHanbHble HHOEKINH,
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PEKOMEHI0BAHO IIPHU HAJIUYHMHU BO3MOXHOCTH IMPOBECACHUC MMOCTOSIHHOM 3aMECTUTEIILHOMN TCparnnu

BHYTPUBEHHBIM HMMYHOTJIOOYJIMHOM JIJIsi CHUKCHHS prCcKa MHPEKIIMOHHBIX OCIOKHEHHH [56].
YpoBeHb yOeIUTEILHOCTH PeKOMEHAalNil — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJabCTB — 1).

KommenTapuu: ungexyuu aensiomces enasnou npuuunou cmepmu y 10—15 % nayuenmos ¢ XJIJL
B neckonvkux panoomMusupo8aHHvlX UCCLE008AHUAX NOKA3AHO, 4YMO NOCMOSHHASL 3aMeCmUumenbHas
mepanus GHYMPUBEHHLIM UMMYHO2IO00VIUHOM d¢hhekmueno cHudcaem uyacmomy OAKMEPUATbHBIX
unghexyuii. Ihghexm naubonee 3mauum 6 noozpynne NAYUEHMOE C UNO2AMMANo0yIuHemMuel u
PeYUOUBUPYIOWUMY  UHDEKYUAMY, NOIMOMY 3AMEeCmUmenvHas mepanus 6 HACmosujee 6pems

peKOMedeemc;z MOIbKO 2Moul Kamezopuu nayuennaoe.

Brympusennulii ummyHno2n1006y1un HasHauaemcs 6 suoe pazosvix unvekyuil 6 0oze 200—400 me/ke 1 pa3z
6 mecay 6 meuenue 200a. Llenv mepanuu cocmoum 6 nooodepxcanuu yposHs 1gG na yposne >5 2/a. Ilpu
noobope 003bl U KPAMHOCMU 86€0E€HULL OPUEHMUPYIOMCSL HA NUKOBYIO U MUHUMAILHYIO KOHYEHMPAYUIo
IgG. Konmponv nuxoeoti konyenmpayuu IgG ocywecmensiom ne panee uem uepez cymku nocie 1-eo
BHYMPUBEHHO20 — B8EOCHUSL  UMMYHO2100yIuHa.  Munumanohuylo  KOHYEeHmpayuro  Onpeoensiom
HEenocpeoCmeeHHo nepeo Cre0yioujum 66eoenuem UMMYHo2100ynuna. Munumanohas KoHyenmpayus
1gG oonocna cocmasnamo >5 2/1. [losmopHnvie onpedenenuus MUHUMATbHOU KOHYEHMPayuu nposoosim
1 pas 6 3—6 mec. IlocmosaHuylo 3amMecmumenbHylo mepanuio UMMYHO2L00YIUHOM 3a8epuiarom npu

omcymcmeuu midiHcelblx 661Km€pua]leblx MHd)eKZ/;MIZ 6 meuenue 200d.

e Bcewm marmmentam ¢ XJIJI/JIMJI nocie ycraHOBIeHUs TUarHo3a PeKOMeHAYyeTcsl TIPH OTCYTCTBUHU

IIPOTUBONOKA3aHUI IPOBENCHUE BaKMHauuu [57-59]:

o CE30HHAsl BaKIMHAIMS BaKIMHOW i MPOPUIAKTUKA TpUMMa (TOJBKO TOCIEe BOCCTAaHOBICHUS
ypoBHs B-nmumdonuToB, T. €. yepe3 9 mec. mocie Tepanuud MOHOKJIOHAJIBHBIMU aHTUTENAMU K
CD20);

o JBYXKpaTHas BaKIMHAIMS BAKUWHOW MJii TPO(HUIAKTUKY TTHEBMOKOKKOBOM WH(EKIMH TpHU

OTCYTCTBHHU ITPOTHUBOITOKA3aHUH.
YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH /I0KA3ATeIbCTB — 5).

KoMmeHTapuu: nHeemMokokkoeas ummynusayus ocyujecmensemcs ogykpamuo. Cuauana 6800umcsi
8aKyuHa Onsl NPOPUIAKMUKU HNHEBMOKOKKOB0U uH@pexyuu, cooepocawias 13 nHeBMOKOKKOBbIX
anmueenos. Yepes 2 mec. ocywecmensaom e6eedeHue NHEeBMOKOKKOBOU NONUCAXAPUOHOU BAKYUHDL,
codepacauyell 23 nHeBMOKOKKOGbIXx anmueeHa. [Ineemoxokkoeas pesakyunayus nposooumcs 1 pas ¢ 5

jaem.

[Ipumenenue eaxyun nNpomu8 UHKANCYIUPOBAHHBIX OpP2AHU3IMO8, makux Kak Streptococcus
pneumoniae, Haemophilus influenzae u Neisseria meningitidis, pekomeH008ano 60 MHO2UX CMPAHAX
nayuenmam ¢ XJIJI 0o xumuomepanuu (e menee uem 3a 2 Hed.) unu NOcie B0CCMAHOGIEHUS.
UMMYHHOU cucmembvl nocie mepanuu (He pamee uyem uepe3 3 mec). Dmo 0COOEHHO BAXHCHO OJis
nayueHmos ¢ (QYHKYUOHANbHOU acnieHuel uiu Oisi mex, y K020 NIAHUPYemcs CHIeHIKIMOMUSL.

Memoouka nocredosamenvHolti O08YKPAMHOU BAKYUHAYUU CHOPMUPOBANLACL IMNUPUYECKU HA
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OCHOBAHUU MO20, YUMo omeem Ha 23-8anieHmHYI0 6aKYuHy ciabee, yem Ha
13-6anenmnyio. C Opyeoii cmoponvl, 23-6aieHmuas 6aKYuHa NO3607em pacCuupums UMMYHHbLU

omeem u yCuiumo e2co.

3.5. Onenka oTrBeTa Ha JICYEHHUE

e Bcewm nammentam ¢ XJUJI/JIMJI pexkomenayetcs onieHka Tepanuu o kpurepusim IWCLL 2018 (cm.
paszen 7.3 JaHHBIX PEKOMEHAIMil) MpU Teparud OTPAHUYCHHOW JUIMTENbHOCTU (HE MEHee ueM
yepe3 2 Mec. MOoCe €€ OKOHYaHUs), IPU HEMPEPBHIBHOW MU MOAAECPKUBAIOLIEH Tepanuu (HEe MeHee

4yeM yepes3 2 Mec. Mocie JOCTUKEHUS MaKCUMaIbHOTO OTBeTa) [12].
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KoMMeHTapum: Makcumanvhslll omeem onpeoensiencs Kak omeem, KOmopulil He CIAHO8UNCSL Iydule
6 meuenue nociedHux 2 mec. mepanuu. MHeubumopul cueHanviozo nymu B-kiemounozo peyenmopa
8bI3bI6AIOM Nepepacnpeoerumenvhulil aumgpoyumos. Ilepcucmupyrowui aumgoyumos npu mepanuu
ubpymunuoom™* ne sensiemcs NpusHakom pegpaxmepHocmu. Mo cOCMOsiHUe 0003HAYAemcs Kak
yacmuunslti omeem ¢ aumpoyumoszom. Cpox Hopmanuzayuu YpoeHs IUMPOYumos eapvupyem 8
pasublx ucciedosanusx om 4 0o 12 mec., 0OHako npu npumeHnenuu ubpymunudba™* numgoyumos
MOdHcem nepcucmuposams 6 meuenue 12 mec. u b6onee, umo He eiusem Ha NpocHo3. Y psaoa nayueHmos

YPOBEHb JZMM¢014MI’I’ZO6 HUK020a He eo3epauaenics K Hopme.

3.6 O0e300.1uBaHMNE

o [Tammmentam ¢ XJIJI/JIMJI nipu BO3ZHMKHOBEHHH OCTPOTO MM XPOHHUYECKOTO OOJIEBOTO CHHIpPOMA
PEKOMEHIyeTCsl TPOBECTH JTUATHOCTHKY TPUYMHBI OOJEBOTO CHHAPOMA W TMOCIEAYIOIIYIO
MaTOTEHETUYECKYIO0 WJIM CHUIIMTOMAaTHYECKYIO Teparuio OO0JIEBOTO CHHIPOMAa B COOTBETCTBUU C

CYIIECTBYIOIIMMU NPOUIBLHBEIME pekoMeHaanusmu [60,61].

Yposennb yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)
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4. PeaOuauranus

o Bcewm nammmentam ¢ XJIJI/JIMJI Ha Bcex aTamax Tepamnuu 3a00JeBaHus, a TAKKE TIOCIIC 3aBEPIICHHUSI
JICKapCTBEHHOTO JICUEHHUS] PEKOMEHJyeTCsl KOMIUIEKCHas pealduwiuTainus, a Takke MpH
HEOOXOIMMOCTH TOJICPKUBAIOIIAS TEpanus I YIYyUIICHUsS PE3yJAbTaToOB JICUCHUS M KauyecTBa

JKW3HU TMaruenTa [62].
Yposennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: cneyuanvuvix memooos peabunumayuu npu XJJI/JIMII  ne cywecmeyem.
Peabunumayusa nayuenmos ¢ XJIJI oonxcna Hocums KOMNIEKCHBIN XapaKmep, 0X6amvleds He MOJbKO
MeOUYUuHcKUe, HO U COYUATbHO-NCUXONOSUYECKUe ACNeKmbl a0anmayuy nayueHma K HOPMANbHOU
orcuznu. Taxas peadbunumayus mpebdyem, Kpome MeOUYUHCKOU NOMOWU, 00A3aMeNbHO20 VUACTUSL
COYUanbHblX  paboOmMHUKO8 U  NCuxono208. Ilpoepammul  peabunumayuu  paspabamviéaromcs
UHOUBUOYANLHO 6  3AGUCUMOCMU  ONM  GbIABLEHHbIX — OCIONCHEHUL  J1eKAPCMBEHHO20  JleYeHusl,

conymcm@yiow;eu” namoJijiocuu, COyuaiIbHblX U NCUXOI02UHECKUX npo@zezw.

Pea6wlumaz4uﬂ npu 603HUKHOBEHUU OCJIOJICHEHUN 3a001e6aHUsL U JleYeHUs] npoeodumc;l 6 pamkKax

coomeemcmeyroumux HO30/102Ul.

Iloooepoicusarowaa mepanus npu HeoOXOOUMOCMU HNPOBOOUMCA NO MECH)Y HCUMENbCMBAd Noo
Habo0eHuemM epaia-2emamono2a Uiy 8pada-oHKono2a. Bpau-ecemamonoe unu epau-onkonoe no mecmy
JHCUMENLCIBA PYKOBOOCBYEMC S PEKOMEHOAYUAMU, KOMOpble OaHbl CNeYUATUCTAMU YUPENCOEHUS,

npoeoduemezo Jevyenrue.
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S. IIpopunakTuka

Memooos npoguraxmuxu XJIJI/JIMJI 6 nacmosiuwee 8pems He cyuwyecmeyem, NOCKOAbK)Y Heuz8ecnet

9MUONI02UYECKUL (hakmop uiu axmopul, sedyujue K pazeumuio 3a001e8aHusl.

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

Y BHE €r0) peKOMEeH/1yeTcsl JucraHcepHoe HaOmoaeHue y remarosora [12,16].
YpoBeHb yoeauTeabHOCTH pekoMeHAanuil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KommenTapuu: uacmoma nabnioodenus nayuenmoe c XJII/JIMJI nocne 3asepuienus nevenus
3aKOHOOAMENbHO He pe2iamMeHmuposanda. B mevenue 1-20 2o0a nocne 3asepuienus neuenuss nayuenm
oondicen Habnodamvca y cemamonoza He pexce 1 paza 6 3 mec. [anee uacmoma HaON0OeHUs.
YCMAaHagIueaemcs 2emMamono2o0mM UHOUBUOYATbHO 8 3A8UCUMOCMU Om 00uje20 COCMoAHUs U
Camouy8Cmeus nayueHma, OCIONCHEHUL NPOGeOeHHOU mepanuy, OOCMUSHYMO020 Omeema Ha

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

Ilpu Oucnancepnom HabMOOEHUU KpOMe OCMOMpaA nayueHma u coopa amamue’a HeobXooUMo
8bINONHAMb O0WULL AHANU3 KPOBU C UCCIe008aAHUEeM TIeUKOYUmapHou Gopmynsl, a makdice, eciu
3aboneganue  CONpoBONCOANOCy  aumpadeHonamuetl, UHCMPYMEHMANIbHOE — UCCIe008aHUe
nepughepuuecxkux aumpamuueckux yznos (Y3U uiu KT). Ocmanvhblie memoovt 06C1e008aHUuss MO2ym

NPUMEHAMbCA NO YCMONMPEHUIO cemamaolioca.

o [lammentaM, y KOTOPBIX MPOBOAWIOCH/TIPOBOAUTCS JiedeHue 1o moBoay XJIJI/JIMIIL,
PEKOMEHAYeTC TPOBEJACHUE PETYISPHBIX IUIAHOBBIX CKPUHUHIOBBIX OOCIEAOBaHMMA H3-3a

MOBBIIEHHOTO PUCKA Pa3BUTHUS BTOPBIX omyxoJien [63,64].

YpoBeHb yOeAuTEeIbHOCTH PeKoMeHAannil — B (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 3).

Opranusanusi OKa3aHusi MeIUIIMHCKOM ITOMOIIHA

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

OCHOBaX OXpaHbl 3I0pOBbs rpakjiaH B Poccuiickoit denepannmy opraHu3yeTcsl U OKa3bIBaeTCs:

1. B COOTBETCTBUM C TMOJOKEHHEM 00 OpraHW3alMH OKa3aHWs MEIUIIMHCKOW TMOMOIIU IO BHUAAM
MEIUIMHCKOW TMOMOIIM, KOTOPOE YTBEPKIACTCS YIOJHOMOYEHHBIM (erepaibHbIM OpraHOM
VCTIOJIHUTEIIbHOM BIIACTH;

2. B COOTBETCTBUHU C TIOPSAIKOM OKa3aHHUs MOMOIIHM O MPOPUITIO «T€MaTOIOTH», 00SI3aTeIbHBIM IS
UCIIONHEHU Ha TeppuTopun Poccuiickoit denepannv BCEMH MEIUIIMHCKUMU OpTraHU3aLAsMU;

3. Ha OCHOBE HACTOAIINUX KIIMHUYECKUX PEKOMEHIAUI;

4. c y4eToM CTaHJApPTOB MEIUIIMHCKON MOMOIIM, YTBEP>KACHHBIX YIOJIHOMOYCHHBIM (peepaIbHbIM

OpraHoM HCIIOJIHUTEIILHON BJIACTH.
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[lepBuuHas cnenuaau3upoOBaHHAs MEIUKO-CAaHUTApHAS TTOMOIIh OKA3bIBACTCS BPAYOM-TeMaToJIOrOM U
WHBIMH BpadaMU-CICIHAIMCTAMH B IIEHTPE aMOyJaTOPHOM TIeMaToJIOTrH4eCKOi/OHKOIOTHIECKON
MOMOIIM JUOO B TEPBHUYHOM TE€MAaTOJIOTHYECKOM/OHKOJIOTMYECKOM KaOWHETEe, TEePBUYHOM

reMaToJOrt4€CKOM OTACICHNH, IMMOJUKINHUYCCKOM OTACIICHUHY OHKOJIOTHUYCCKOIO JUCITaHCEPa.

[Ipu BbisiBneHun y mnanuenta XJUJI/JIMJI unum mono3peHuM Ha HEro BpayU-TEpaNeBThI, BpavM-
TEpaneBThl YYaCTKOBBIC, Bpayu OOIIEH MpakTUKHU (CeMEWHbIe BpauM), BpauyU-CHEIHAINCTHI, CPEAHHE
MEIWIIMHCKHAE PaOOTHUKU B YCTAHOBJICHHOM MOPSAKE HAMPABIAIOT MAIlMEHTa Ha KOHCYJBTAIMIO B
LHEHTp amOyJaTOpHOW  IreMaToJIOrMYeCKON/OHKOJIOTMYECKOM  moMomM  JIMO0 B NEPBUYHBIN
reMaroIOTMYeCKUil KaOMHET, IEPBUYHOE IeMaTOJIONMYEeCKOe OT/EJICHUE MEAMIIMHCKONW OpraHu3aliu

JUT OKa3aHUsI €My TIEPBUYHOM CIIEIAATU3UPOBAHHON MEIUKO-CAHUTAPHOMN TTOMOIIIH.

Bpau-remaronior amOynaTropHOro WM CTallMOHAPHOTO 3BEHA reMaToJIOrMYeCcKOM MOMOIIM OpraHUu3yeT
BBITIOJIHEHUE IMarHOCTUYECKUX MCCIIEIOBAHUN, HEOOXOAUMBIX ISl YCTAHOBIICHUS JAUArHO3a, BKIIIOYAs

pacpoCTPaHEHHOCTh U CTaIUIO 32a00JIeBaHUSI.

B ClIydyac HCBO3MOXHOCTU IIPOBCACHUA OUAIHOCTUUYCCKHUX HCCJIG,Z[OBaHHI;'I MMaOguCHT HAIIPaBJISICTCS
JeéJamyM BpadyOM B MCIHUIIMHCKYIO OpraHU3alunIO, OKa3bIBAIOITYI0O MCINIIMHCKYTIO ITIOMOIIb ITAallMCHTaM
C TeMaToJIOTHYCCKUMU 3a00JICBaHUSIMHA JUIsL YCTaHOBJICHHA Jruarso3a n OKa3aHHus

CIEIMATIM3UPOBAHHOM, B TOM YHUCJIE BBICOKOTEXHOJIOTUYHOW, MEAUIIMHCKON TTOMOIIIH.

[Tpu BeigBnennn XJIJI/JIMJI wim momgo3peHMr Ha HETO B XOA€ OKa3aHWUsSI CKOPOM METUITMHCKOU
IIOMOIA TallMEHTa NEPEBOMAT WJIM HAIpPaBIAIOT B MEIUIMHCKHE OPraHU3alMH, OKAa3bIBAOIIME
MEIUIMHCKYIO0 TOMOIIb NalMeHTaM C TeMaTOJOTMYECKUMH 3a00JIEBaHUSIMHU, JI OIpEACIICHUs
TaKTUKH  BEJICHUS U  HEOOXOJUMOCTH  MPUMEHEHUS  JOTIOJHUTENBHO  JIPYTUX  METOIOB

CIICHHUAJIM3UPOBAHHOT'O ITIPOTHUBOOITYXOJICBOT'O JICUHCHM .

Cnenuanu3upoBaHHasi, B TOM YHUCJE BBICOKOTEXHOJOTMYHAs, MEOULMHCKAs MOMOILIb OKa3bIBAECTCS
BpauaMHU-I€MaroJIoraMd B MEAUIMHCKUX OpPraHU3alUAX, OKa3bIBAIOIIMX MEIULMHCKYIO IOMOIIb
naruenTaM ¢ XJUJI/JIMJI, umeronux JUIEeH3UI0, HEOOXOMUMYI0 MaTepHUallbHO-TEXHUYECKYIO 0a3y,
CEepPTU(PUIIMPOBAHHBIX CIIEUATMCTOB, B CTAIIMOHAPHBIX YCIOBUAX U YCIOBUSAX THEBHOIO CTAallMOHApa U
BKJIIOUAET MPOPUIAKTUKY, TUATHOCTHUKY, JICYCHHE TeMaTOJIOTMYECKUX 3a00JieBaHMM, TpeOyrOmMX
UCIIOJIb30BaHUSI CIIEIIMATIBHBIX METOJIOB M CIOKHBIX YHUKAJIBHBIX MEIUIIMHCKUX TEXHOJIOTUM, a TaKxkKe

MCIUIIMHCKYTIO pea6I/IJII/ITaI_lI/IIO.

B memunmHCKON oOpraHu3aluM, OKa3bIBAIOMIEH MEIMIIMHCKYIO ToMoIls marueHtam ¢ XJIJI/JIMJIL,
TAKTUKAa MEIUIIMHCKOTO OO0CII€IOBaHUSI M JIEUEHHUS YCTAHABIMBAETCS BpayaMHU-TeMarojioraMu C
MPUBJIEYEHUEM TIPU HEOOXOAMMOCTH JAPYTHX Bpayei-CIEIMAIMCTOB, MPU HEOOXOAUMOCTH — C
MpOBE/ICHHEM  KOHCWiMyMa. PemieHue  koHcwimyma  Bpaded  oQOpMIISiETCS  MPOTOKOJIOM,
MOJIMHUCHIBACTCS YYACTHUKAMU KOHCHJIMYMa Bpaueid M BHOCUTCA B MEAMIIMHCKYIO JOKYMEHTAILIMIO

manucHra.

[Tokazanua K rocnuTanu3aldd B KPYDIOCYTOYHBIM WJIA JHEBHOW CTallMOHAP MEIWIMHCKOU

OpraHu3anuu, OKa3bIBaroONIeH CIICHUAJIM3UPOBAHHYIO, B TOM HYHCJIC BbBICOKOTCXHOJIOTMYHYIO,
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MCOAUIMHCKYIKO TIOMOLIb I10 HpO(l)I/IJHO «reMartoJIorus», OIpeaACIArOTCA Bpa‘{OM-FeMaTOJIOFOM/

KOHCHJINYMOM Bpaueil ¢ IPUBJICICHUEM MPU HEOOXOIUMOCTH JAPYTHX Bpaueh-CIeITUaTNCTOB.
IMoka3zaHusi K IKCTPEHHOI rOCIUTAIU3AIMH:
1. PazButue TspKenon nHekuu (HeoOs3aTesibHa TOCIUTAIN3AIMS B TeMATOJIOTHYECKUI CTalluoHap).

2. PazButue yrpoxaroumx XU3HUA ITUTONEHUN (TTyOOKOM aHEMHH, TeMOpPParnueckoro CHHIPOMA,

HEUTPOTNICHUN).

3. PasButue ocnoxuenuit XJIJI, Bkimtogas cunapom Puxrtepa, cumntToMaTHaecKyro TuMpaaeHONnaTuio
U OPraHOMETAJIMI0 C PUCKOM Pa3BUTHUS TSDKEJIBIX OCIOKHEHUH, HeWpoJerkeMHio, crerupuuecKuii
IUIEBPUT U XHWJIOTOPAKC C MPU3HAKAMM JbIXaTEIbHOM HEIOCTAaTOYHOCTH, MApAHEOIUIACTHYECKHE U

AYTOUMMYHHBIC CUHAPOMBI, APYTUC OCIIOKHCHUA, YTPOKAOIINC ) KU3HH.

4. Pa3BuTHE OCIIO)KHEHHMI Tepamuu, BKIIOYAs CUHIPOM JIM3UCA OIMyXOJH, TsDKENble MH(Y3MOHHbBIE
peaKlMK, MHUEJIOTOKCUYECKUI arpaHylolUTO3 C JUXOPAIKOW M APYTHE OCIOKHEHHUS, YIpOKaroIlue

JKU3HUA.
Iloka3zaHus K IJIAHOBOU rOCIIUTAJIU3AINNHA:

1. TlpoBenmenme Tepanmuu B CiIydasx, TPEOYIOIIUX KPYIJIOCYTOYHOTO HAOFOICHHS 3a MAIlUEHTOM IT0
NPUYUHE TSHKECTH COCTOSHMS, OOYCIOBICHHOTO OIyXOJIbIO, WM MO MPUYUHE PUCKA OCIIOKHEHUH,

CBSI3aHHBIX C MPOTPAMMOM JICYEHUS WIH COMTyTCTBYIOIUMHU 3a00JI€BaHUSMU.

2. OOcrnenoBaHue MalMEeHTa, BKIIOYAIONIEe OMOTICHI0 M WHBA3MBHBIC BMEIIATENLCTBA, B CIy4asx,

KOTZa OHO HC MOXCT OBITH IMPOBCACHO aM6YJ'IaTOpH0.
Iloka3zanusl K BHINKMCKE NAIMEHTA U3 MeAUIMHCKOH opranu3anum:

1. 3aBepiieHue Kypca JISUeHHs WM OJHOTO M3 ATAIlOB OKa3aHUs CIEUATIN3UPOBAHHON, B TOM YHUCIIE
BBICOKOTEXHOJIOTMYHOM, MEIMUIIMHCKOM TOMOIIHM, B YCJOBHUSIX KPYITIOCYTOYHOTO WJIM JHEBHOTO
CTaIMOHApa TMPHU YCIOBUU OTCYTCTBHSI OCIIO)KHEHHMH JICUCHHsI, TPEOYIOIUX MEAUKAMEHTO3HOM
KOPPEKINH W/WUIN MEJUIIMHCKIX BMEIIATEIbCTB B CTAIMOHAPHBIX YCIOBUSX.

2. OTKa3 MalMeHTa WU €ro 3aKOHHOTO MPEJCTaBUTENS OT CIEHHAIM3UPOBAHHON, B TOM YHUCIE
BBICOKOTEXHOJIOTHYHON, MEIUIIMHCKOW TOMOIIM B YCJIOBHSX KPYITIOCYTOUYHOTO WM JHEBHOTO
CTallMOHAapa, YCTAHOBJIIEHHOW KOHCUJIMYMOM MEAMIIMHCKOM OpraHu3alii, OKa3bIBaloOIIeH
OHKOJIOTMYECKYIO TIOMOIIIb, IPU YCIIOBUU OTCYTCTBHUS OCJIOXKHEHUN OCHOBHOTO 3a00JIEBaHMSI U/WIIN
JeueHus, TpeOyIomUX MEIUKAMEHTO3HONW KOPPEKIMH W/WIU METUIMHCKUX BMEIIATEIbCTB B
CTAI[MOHAPHBIX YCIOBHSIX.

3. HeoOxomuMocTh  mepeBofia  MAlMeHTa B JPYTYI0  MEAMIMHCKYI0  OpraHu3aluio 1o
COOTBETCTBYIOIIEMY MPOQPIIIIO OKa3aHUsI MEAUIIMHCKON MTOMOIIH.

4. Pemmenne BpaueOHONW KOMHCCHH 00 OTCYTCTBHMM TIOKAa3aHMW K TPEOBIBAHUIO TMAIMEHTAa B
CTallMOHape B CBSI3U C OECIEepPCHEKTHUBHOCTHIO JIEYCHHUS] U HEOOXOIMMOCTBIO OKa3aHUS TOJIBKO

MaJJIMAaTUBHOU ITOMOIIIH.
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3aKIroueHHe O IEIeCO00Pa3HOCTH TMEpeBoAa MaleHTa B MPO(PUIbHYI0 MEIUIMHCKYIO OPTaHU3AIUIO
COCTaBIIICTCSl TIOCJTE TPEABAPUTEIHLHON KOHCYJIBTAIMM 10 TPEJOCTABICHHBIM MEAUIIUHCKUM
JOKyMEHTaM W/WIN TPEABAPUTEIHHOTO OCMOTpA MAIlMEHTa BpadyaMH CHEIUATUCTAMH MEIUITMHCKON

OpraHU3aIlid, B KOTOPYIO INIAHUPYETCS TIEPEBOI.
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6. JlonostHuTEAbHAA MHpOPMALIMSA, BJIUSIONIASA HA

TeUeHHe U UCX0I 3200/ IeBaHUSA

7.1. CragupoBanue JuM@oMbl U3 MAJIBIX JUM(OUTOB

CramupoBanne JIMJI ocymecTBaseTcs 1Mo pe3ynbraraM 00CIIeIOBaHHUS B COOTBETCTBUH C KPUTCPHUIMU

kinaccudukaruu Ann Arbor (tabn. I'1.1) [13].

Tabmuua 7.1. CragupoBanue sumdom no Ann Arbor, monupurkanusa Cotswold

Cragusa 1 o o
e [opaxxeHne ofHOM NMMdaTUUYECKOM 30Hbl NN CTPYKTYpPbI[1]
Craaunsa 11
e [MopaxeHune 2 unn 6onee NnMMdaTUYECKNX 30H MO OAHY CTOPOHY Anadparmbl;
e JIOKanM30BaHHOE B npefenax 1 cerMeHTa nopaxeHve
1 skcTpanuMdaTUYEeCcKoro opraHa Man TKaHW U ero perMoHapHbIX NMM@aTUYEeCKMX Y3/10B C NOpPaxXeHneMm uam
6e3 nopaxeHusa apyrux nuMmdaTuyeckmux obnacteir no Ty e CTOPOHY Anadparmbl
Craansa III
e [lopaxxeHne nuMdaTnYecKnx y3noB Unmn CTpyKTyp no obe cTopoHbl Anadparmbl;
e JIOKaNM30BaHHOE B Npefenax 1 cerMeHTa nopaxeHue
1 sKkcTpanuM@aTMyeckoro opraHa WaM TKaHW U ero permoHapHbIX NMM@aTUYeCcKMX Y3/10B C MOpaxKeHueMm
Apyrnx numdartmyecknx obnacrtert no obe cTopoHbl Anadparmol
Cragusa IV

e [lnccemmHnpoBaHHoe (MHOrOOKYCHOe) nopaxeHue 1 WM HeCKONbKUX 3KCTpanuMmdaTUyeckux OpraHoB C
nopaxeHuem unu 6e3 nopaxeHunsa numdaTnIecKnx y3nos;

e UN30/IMPOBaHHOE MOpaxeHue 3KCTpanMM@aTnUecKoro opraHa
C NopaxeHueM oTAaneHHbIX (He permoHapHbIX) NMM@aTU4eCcKmnX y3nos;

e [lOpaXeHune nevyeHun M/VUNN KOCTHOro Mo3ra

Onsa Bcex ctaguii

A
e OTCyTCTBME NpuU3HaKkos B-ctagum
B OavH nnn 6onee M3 cneayoWmMX CUMMATOMOB:
e TeMnepaTypa Tena Bblwe 38°C He MeHee 3 gHen noapsa 6e3 NpM3HaKoB BOCNaneHus;
e HOYHble NpPOdy3Hble NOTbl;
e noxypaHue Ha 10 % macchl Tena 3a nocneaHue 6 mec.
E JlokannsoBaHHOe aKCTpaHoAanbHoe nopaxeHue (npu I-1I ctaguax):

e JIOKaNIM30BaHHOE rMopaxeHue 1 3KCTpanuMdaTMYeckoro opraHa WM TKaHW B npedenax 1 cerMeHTa 6e3
nopaxeHusa nuMbaTUYecKnx y3nos;

e ctaausa I nnm Il ¢ orpaHNYEHHbIM 3KCTPaHOAAs/IbHbIM BOBJSIEYEHMEM MpUIexXallero opraHa unm TKaHu
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7.2. O0masi BBIXKHBAEMOCTH MaliueHTOB B rpynnax mo MIIU

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 BbiCcOKas 7-10 62 (5) 23,3

7.3. Ouenka orBera Ha Jjieuenue npu XJLJI

OI.[GHKa OTBC€Ta Ha JICHCHHUC TIPOBOAUTCA B COOTBETCTBHH C 0OHOBJIEHHBIMU KpUTCPUAMU,

npenokeHHIMI MexayHapoaHoi padoueit rpynmoi mo XJIJI (IWCLL) B 2018 . (Ta6n. I'4.1) [12].

Taoauna 7.3. OueHka oTBeTa Ha JieueHUe MPH XPOHUIECKOM JTUM(OIUTAPHOM JIeliKo3e

Moka3saTtenb

MonHasa pemuccusna

YacTtuuHaa pemuccusa

Mporpeccus

A. MNapaMeTpbl, XapaKTepusyLiMe Maccy onyxonu

NCXOAHOMO YPOBHS

NumdpaneHonatms OTCyTCTBMe y3/710B >1,5 cM YMeHblweHne =50 % YBenunyeHune =50 %
[enaTomeranus Het YMeHbweHne =250 % YBenuyenue =50 %
CnneHomMeranus KpaHuno-kayaanbHbIi  pa3mep YMeHbwenne =50 % ot YBenuyenue =50 %
Cenie3eHKu BEeJINYMNHbI, Ha KOTOpYIO
<13 cm yBenmMyeHa UCcxoaHo
JInMmdounTbl KpoBU <4 x 10%n YMeHbwenne =50 % ot yBennyeHne =50 % ot

NCXOAHOro YPOBHS

KOCTHbIN MO3r

HopMokneTouHbIN,
<30 % nummdpoumnToB, HeT
HOAYNAPHOIO MOpPaXXeHus

KOCTHOro Mo3ra
Ha 50 %

YMeHblleHne UHbUIbTPauum

KoHCTUTYyUMOHanbHble
CUMNTOMBI

Het

Jtobble

Jobble

A. MNapameTpbl, xapakTepusytwme dyHKLMIO KOCTHOro Mo3ra

MCXo4HOro

nopbileHne >50 % ot

TpoM6oLUTSI >100 x 10%n > 100 x 10%n wam | CHwxeHue =50 %
nosblweHne =50 % OT WCXOAHOro0 Mo nMpuynHe
OT UCXOAHOIo Xn
[emMmornobuH >110 r/n >110 r/n w1 noBblWEHNE CHuxeHne =20 r/n ot
(6e3 TpaHchy3umn " >50 % NCXoAHOro no npuuunHe XJJ1
3PUTPONO3TMHOB) OT UCXOAHOro
HeiTpodunsi >1,5 x 109/n >1,5 x 10%/n nan -

Crabunuszanus 3a00J1€BaHUsl YCTAHABIMBACTCS B CUTYalUsX, HE YIOBJICTBOPSAIOIIMX KPUTEPHUSIM HU

YaCTUYHON PEMHCCHH, HU TTPOTPECCUHU.
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[1] K numparnyeckum cTpyKTypaM OTHOCAT JUM(pATHIECKUE y3JIbl, CEIE3€HKY, BUIOYKOBYIO Kele3y,

koJib1l0 Banbaeiiepa, uepBeoOpa3Hblii OTPOCTOK, MEHEPOBBI OJISIIKH.
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Kpurepun oieHKH KayecTBa MeUIIUHCKOU MOMOLIH

Ne Kputepuu kauecrBa OueHka
BbIMNOJIHEHUA

1 MaumeHTy ¢ nogospeHunem Ha XJU1/JIM nnn BbigeneHHbIM XJ1J1/JIMJT npyu NepBUYHOM MAN MOBTOPHOM Oa/Het
rnpueMe, Mpu OLEHKe peMUCCUM 4Yepe3 2 MeC. MNOC/e 3aBeplleHUs Tepanuu, MNpUu KOHTPOJIbHbIX
obcnenoBaHMAX M Npy NOAO3PEHUM Ha peunamB 3ab60neBaHUS BbIMNOSIHEH Pa3BEPHYTbIA KIAMHUYECKUI
aHanuM3 KpoBM C oOnpefesnieHneM YpOBHS remMornobuHa, 3puTpouMTOB, TPOMOOLWMTOB, NENKOLUMUTOB,
NOACYETOM JIENKOLMTAPHOM POPMYJibl N KONMYECTBA PETUKYTOLNTOB

2 MaumeHTy c nogo3peHneM Ha XJ1J1 ¢ KonimyecTsoM [Oa/Het
B-nenkountoB =5000 B 1 MKA BbIMNOSIHEHO WMMMYHOMEHOTUNMMYECKOE WCCnefoBaHMe NMMAOOLNTOB
KPOBM METOAOM MPOTOYHOM LMUTODIYyOpUMETPUM

3 MaumeHTy c nopo3speHueMm Ha JIMJ1 6e3 knMHu4yeckoro numdoumtTosa B KpoBu nmMbo naumeHTy c | [a/Het
noAo3peHnem
Ha TpaHcdopMauuio BbiMoaHEHaA buoncusa nuMmdaTnyeckoro y3na (oyara nopaxeHus)

4 Y nepBuYHOro naumeHTta ¢ XJ1J1/JIMJ1 c nogo3peHnem HNa/Het
Ha TpaHchopMauumto  MOSyYeH TUCTONIOMMYECKUIM  MpernapaTt KOCTHOro Mo3sra  (BbiMoJSIHEHA
TpenaHobnoncmns KOCTHOro Mo3ra)

5 MepBMYHOMY NaUMeHTy Mpu ycTaHoBKe auarHosa XJU1/JIM/1 nubo naumeHTy C BepudULMPOBAHHBLIM Oa/Het
XNJ1/NMN nepen HayanoMm Tepanuun, Npu OLEHKE PeMUCCUM Yyepe3 2 MeC. NoC/e 3aBepLUeHns 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 BHYTPEHHUX OpraHoB

6 Y nauuneHta ¢ XJU1/IMJ1, nony4arowero Tepanuio orpaHUYEeHHON ANUTENbHOCTM, BbIMOSIHEHA 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
VAN NOALEPXMUBAIOLLYIO Tepanuio, BbINOSIHEHA oueHKa Tepanun no kputepmam IWCLL 2018 He MeHee
yeM yepes

2 Mec. nocsnie AOCTUXEHUS MaKkCMMaabHOro OTBETa
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IIpunoxxenne A2. MeronoJiorusi paspadoTku
KJINHUYECKHUX PeKOMEHIAIMHT

[{eneBast aynuTopHs JAHHBIX KIMHUYECKUX PEKOMEHIALUN:

e BpauM-IreMaroJioru;
e BpPaA4YM-OHKOJIOTH,

e CTYICHTHI METUITUHCKUX BY30B.
MeTtonoJiorusi c6opa 10Ka3aTeabCTB

Mertonpl, ucmonb30BaHHbIE s cOopa / CeNeKUMH [OKa3aTeNbCTB: IOMCK MyOnuKauuid B

CIICIIMATM3UPOBAHHBIX MIEPHOANYCCKHUX IMEUaTHBIX U3IaHUAX ¢ UMIaKT-pakTopoM >0,3.
ITouck B 2J1eKTPOHHBIX 0a3aX JaAHHBIX.

JlokazaTenbHON 0a30il mJisi peKOMEHIAIMi SBJISIOTCA IMyOauKanuy, Bomreamue B KokpelHOBCKYIO
oubnunoreky, 0a3nl qaHHbIx PubMed u MEDLINE. I'myOuna noucka coctasisiia 30 ner.

MGTO,Z[BI, HCITOJIB30BAHHBIC I aHAJIM3a JOKAa3aTCIIbCTB.

e 0030pbl ONyOIMKOBAaHHBIX METAaHAIN30B;

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

e KOHCEHCYC IKCIIEPTOB;

e OICHKA 3HAYMMOCTH O0Ka3aTCJIbCTB B COOTBCTCTBUU C peﬁTHHFOBOfI cXeMon JA0Ka3aTrcJIbCTB (T8.6J'I.
A1-A3).

B HACTOAINNX KIMHHUYCCKHUX PEKOMCHIAANUAX MPUBCACHBI YPOBHU AOCTOBCPHOCTU JOKA3aTCIILCTB U
YPOBHHA Y6GI[I/IT6J'IBHOCTI/I peKOMCHI[aL[I/Iﬁ B COOTBCTCTBHU PCKOMCHIAINAMU I10 pa3pa60TKe 151

aKTyaJlu3aly KIMHUYEeCKUX pekoMeHauui (mpuka3 Munsnapasa Poccun ot 28.02.2019 1. Ne 103n).

Tadauuma Al. Illkana oumeHkM YpoBHe#l J0CTOBepHOCTH aoka3zareabcTB (YI) mias meronos

AMATHOCTUKHU (IMATHOCTHYECKHX BMEIIATEIbCTB)

yaan PacwudpoBka

1 CucremaTtuyeckme O630pb| nccneaoBaHnin ¢ KOHTpONEM pecbepeHCHblM MEeTOAOM WAW  CUCTEMaTUYECKUI 063op
PaHAOMU3NPOBAHHbIX KIIMHUYECKNUX UCCNeAOBaHUN C MPUMEHEHMEM MEeTa-aHan3a

2 OTaenbHble UCCNefoBaHUa C KOHTPONEM pedepeHCHbIM METOLOM WKW OTAENbHble PaHAOMU3UPOBAHHbIE KIMHUYECKME
WCCNefoBaHUs U cucTeMaTuyeckme o0630pbl MccreAoBaHWii no6oro AmsaiiHa, 3a WCKIHYEHUEM PaHAOMU3MPOBAHHbLIX
KJIMHMYECKUX UCCNEefoBaHUIA, C MPUMEHEHWEM MeTa-aHanmsa

3 NccnepoBaHua 6e3 MocnefoBaTefibHOrO KOHTPOAs pedepeHCHbIM MEeTOAOM WM UCCNefoBaHus C  pedepeHCHbIM
METOAOM, He ABMAKLWMMCA HE3aBUCUMMbIM OT WCCAEQYyeMOro MeToAad, WM HepaHAOMU3UPOBAHHbIE CPaBHUTESNbHbIE
NccneaoBaHus, B TOM YUC/Ee KOFOPTHbIE UCCeA0BaHns

4 HecpaBHuUTENbHbIE UCCIEA0BAHUSA, ONMUCAHNE KIIMHUYECKOro c/y4vas
PokoMeHaAo0RAHO K M3VUSHIAO - DeaakToODaAMIA-CAl
—C Ao oY 1S Aok ropatviri—oct
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| NmeeTcsa nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUA N MHEHUe 3KCNepToB

Tadauma A2. Illkajna oumeHKH YpOBHe#l 10CTOBepPHOCTH aoka3arejbeTB (Y//I)nas metromos

NPoPUIAKTHKH, JIe4eHUus U peadmiIMTANNH (mpopuiiakTHYECKUX, Jie4eOHBbIX,

peadMJINTAIMOHHBIX BMEIIATEIbCTB)

yaa PacwudpoBka

1 CucremaTtnyeckuin 063op PKU ¢ npumeHeHneM MeTaaHann3a

2 OTpenbHble PKU 1 cuctematmuyeckme 0630pbl nccnenoBaHuini noboro amsanHa, 3a ucknodveHnem PKW, ¢ npumeHeHnem
MeTa-aHanmsa

3 HepaHAOMU3MpPOBaHHbIE CPaBHUTENbHbIE UCCNEA0BaHUS], B TOM YMC/IE KOFOPTHblE UCCNef0BaHus

4 HecpaBHWUTeNbHbIE WCCNEAOBaHUS, OMUCAHUE KJIMHUYECKOro Cflyyasl WM Cepuun Cy4vyaeB, WCCNefoBaHusa «ciydan-
KOHTPOJIb>»

5 NmeeTcs nuwb 0o60CHOBaHWe MexaHu3Ma [eNCTBUMA BMellaTenbCTBa (AOKIMHUYECKUE WCCNefoBaHus) WM MHeHue
3KCnepToB

Tadaunma A3. Illkana ouneHku ypoBHel yOeauTeabHOCTH pexkomeHaauuii(YYP) nas meronos

NpoPWJIAKTHKN, [JAUATHOCTHKHM, JedyeHuss ¢  peadwauranuu  (MPoPUIAKTHYECKHUX,

AMATHOCTHYECKHUX, JIeYeOHbIX, Pea0UINTAIIMOHHBIX BMENIATEIbCTB)

YYP PacwundpoBka

A CunbHaa pekoMmeHgaumsa (Bce paccMaTpuBaeMble Kputepmn 3@PeKTUBHOCTU (MCXOAbl) ABASIOTCS BaXXHbIMKU, BCE
nccnenoBaHMs MMET BbICOKOE WAW  YAOBNETBOPUTENIbHOE METOAOJSIOrMYeckoe KayecTBo, WX BbIBOAbI MO
WHTEPECYIOLLMM UCXoAaM SABASIOTCS COracoBaHHbIMMN)

B YcnoBHasa pekoMeHaaumsa (He BCce paccMaTpuBaeMble Kputepumn 3ddeKTUBHOCTM (MCXOAbl) ABASIOTCA BaXHbIMU,
He BCe MWCCefOBaHWS WMMEKT BbICOKOE WAW YAOBNETBOPUTENbHOE METOAOSIOrMYeckoe KayecTBO U/uin ux
BbIBOAbI MO MHTEPECYOLUM UCXOAAM He SIBASITCS COrlaCoBaHHbIMM)

C Cnabasa pekomeHaaums (OTCYyTCTBME AOKa3aTeNbCTB Haafexalero kavyecrsa (Bce paccMaTpuvBaeMble KpUTepum
3 deKTUBHOCTN (MUCXOAbl) SBMAAITCA HEBaXHbIMU, BCE WCCNEAOBaHUS WMEKT HU3KOoe MeToAoJsiormyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXOAAM HE ABMSIKOTCS COrNacoBaHHbIMMN)

MeTomosiorusi BAJIUAM3ALMUA PEKOMEHAANUN

MeToabl BaJIuIU3alUN:

BHCHIHSASA SKCIICPTHAA OLICHKA,

BHYTPEHHSS DKCIIEPTHAS OLICHKA.

Onucanue MeTOAUKM BAJTUIN3ANNU PEKOMEHIANNI

Hacrosimue pexomMeHAanMu B MpPEABAPUTEIBHON BEpCHHM OBUTM PEICH3UPOBAHBI HE3aBUCHUMBIMU

OKCIICpTaMHU, KOTOPBIX IMOIIPOCUIIN ITPOKOMMCHTHUPOBATL, HACKOJIBKO KAYCCTBCHHO MHTCPIIPETUPOBAHDLI

JOKa3aTelbcTBA M pa3padoTaHbl peKOMEeHAaInuu. Takke Oblla MPOBEICHA OHKCIEPTHAs OIleHKA

HN3J10KCHUA peKOMeHI[aLII/Iﬁ " UX JOCTYIMHOCTH JJIsd TIOHUMAaHUA.
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Pexomennanuu oOCYXKI€HBI M OJOOPEHBI BEAYIIMMH CIEIUATUCTAMU MPOPMIBHBIX (eaepanbHbIX
ueHTpoB P® u npakrtuueckumu Bpayamu. [IpoeKT KIMHUUECKUX PEKOMEHAALMKA ObUI pacCMOTPEH Ha
coBelanusix padoueit rpynmnel B 2017-2018 rr., Ha popyMe sKCHepToB MO BOMPOCaM AUATHOCTUKH U
JICUCHUS 3JI0KAaYeCTBEHHBIX nuMponpoiaudepatuBHbIX 3a0oneBanuil  «Jlumdopym», exKerogHoM
pPOCCUICKOM KOH(EPEHIIUU C MEKIYHAPOAHBIM YyYaCTHEM «3JI0Ka4eCTBEHHbIE JIUM(OMBI», a TaKKe B

pamkax [V Konrpecca remaronoros Poccun.
IMopsiiok 0OHOBJIEHNSI KIMHUYECKUX PeKOMeH1auii

AKTyanu3aius MpoBOAUTCS HE peke ueM | pa3 B 3 roja Wiau IpHu MOSIBJICHUW HOBOM MH(OpMauu o
JTUArHOCTAKE W TaKTHUKE BeJeHMs marueHToB, cTpamaronmx XJIJI/JIMJI, o He dame 1 paza B 6
MmecsaieB. Pemenne 00 oOHOBIeHMHM mnpuHMMaeT MuH3npaB Poccuum Ha OCHOBE MpEIOKEHHMA
MEUIIMHCKUX MPO(ECCHOHATBLHBIX HEKOMMepUYeCcKuX opranuzanuii. ChopMUpOBaHHBIEC MTPEIJIOKECHUS
JOJDKHBI YYHUTBIBATh PE3YJIbTaThl KOMILJIEKCHOW OIICHKH JIEKAPCTBEHHBIX MPEMapaTroB, MEIUIIMHCKUAX

W3JIEIH, a TaK)Ke Pe3yabTaThl KIMHUYECKON anmpoOaIuu.
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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
uHbekus, Bei3BaHHas HBYV, BeiBisercs y mamumentoB ¢ XJIJI game. 3nauenne mapkepoB HBV-

UH(EKINH U NpeArnoIaraeMble AeMCTBUS IpecTaBIeHbl B Ta0m. 3.1.

Tabmuua A3.1. 3HaueHue MapKepoB BUPYCHOIO renarura B

PacwuundpoBka HBs- AHTH- AHTH- AOHK OevnicTBua
Ag HBc HBs HBV
He koHTakTuposan c HBV - - - - [fpoBecTn BakUMHaLUNIO.
MpoTuBONoKasaHni

K aHTn-CD20 HeT

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

PekoHBanecueHT - + + - lMpoTrBONOKa3aHUi
K aHTn-CD20 HeT

Bo3MOXHOe naTeHTHOEe HOCUTENbCTBO - + - +/- KoHTpone OHK HBV kaxable 2 Mec.

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

HeakTnBHOe HocuTenbcTBOo HBSAQ + + - + HasHaueHue MPOTUBOBUPYCHbIX

rnpenapaTtoB BO BpeMs Tepanuu aHTUu-
CD20+ + rop nocne oKoH4YaHus

XpoHu4yecknii renatmt B + * * + OTkazatbcd OT aHTM-CD20 wam
NpoOTMBOBMpPYCHas Tepanus o
Tepanuu, BeCb nepuos nevexHus + 1
roj nocsie OKOH4YaHusa*

* IIpu HeoOxonuMocTu HasHayeHus: aHTU-CD20 nmoka3aH MoCTOSIHHBIN MpueM sHTekaBupa™* 0,5 mr/
CYT. DHTEKaBUP** Ha3HA4YaIOT HA BECh NMEPHOJ JICUCHMSI/TIOJICPKUBAIOIIECH Tepanuu U He MeHee |
rofia TOCJE 3aBEPIICHUS WMMYHOCYNPECCUBHOW TEpamuu MPH HEOAHOKPATHBIX OTPHUIATEIBHBIX
pesynprarax tectupoBanusi Ha JIHK Bupyca renarura B B kpoBu. OntumManbHast Mpo0JIKUTENbHOCTD
TEepanuu HSHTEKABUPOM™** TMocne 3aBeplIeHHs] Tepanuu pUTykcumaOom™** He omnpenenena. Eciu
manueHTy ¢ XJIJI cmemuduueckas Tepamms HE TOKa3aHa, B MPOQPUIAKTHYECKOM Ha3HAYCHUU
SHTEKaBUpa™™* HeT HeoOXoAMMOCTH. JIaMUBYIMH He JOIKEH NpUMEHSThCS y mnanueHToB ¢ XJLJI,
MOCKOJIBKY pe€uYb BCErJa UJET O JUIMTENIIbHOM NpUeMe MPOTUBOBUPYCHBIX mpemnaparoB. K koHiy 2-ro
rojia rpuema 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(hOoBUP™*.

Hpuaoxenue A3.2. [Tokazanus K Hayasy Jedyenus XJIJI/JIMJI
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Tepanusa XJUUI/JIMJI nomkHa HauWHATHCS MPU HAIMYUU KaK MUHUMYM | U3 CleIyrOMMX MOKa3aHHM
no kpurepusim IWCLL 2018 [12]:

1. Cragus C o J.L. Binet.

2. OI[I/IH i 00Jiee CUMIITOMOB MHTOKCHUKAIINU:

e moteps >10 % maccol Tena 3a 6 Mec. (eciu MalueHT He TPUHUMAN MEPHI JIJIs TOXyJaHus );
 cinabocTts (obmiee cocrostare mo ECOG >2, HeTpya10cnocoOHOCTS);
e CcyOdeOpuibHas TUXOpaka B TCUCHHE >2 Hel. 0e3 MPU3HAKOB WH(DEKITNH;

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

3. Hapacratomass aHeMuss W/wid TPOMOOIIMTONICHMsI, OOYyCJIOBI€HHAs HWHQPWIBTpAIUEll KOCTHOTO
Mo3ra.

. AyTOMMMYHHAas1 aHeMHsI /WU TPOMOOITUTOTIEHHUSI, PE3UCTEHTHASI K TIPETHU30JIOHY.

. boneime pasMepsl ceneseHkn (>6 ¢cM HIDKE peOSpHOM IyTH), SBHOE YBEINUCHUE OpraHa.

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

. Bpems ynBoenus uncia 1um¢poiuToB Menee 6 mec.

00 3 N L A

. 9KCTpaHOHaHBHOG NopaXCHUC, CUMIITOMHOC HUJIM BJIUAIOIICC HA (I)YHKLII/IIO MMOPaAKCHHOI'O OpraHa.

Ipuiaoxkenune A3.3. Pexxnmbl JiekapcTBEeHHOT0 Jedyenus: XJ1JI

Monomepanus

MonoTepanusi XJiopamOynmwiomMm** — kypcoBoi ¢gopmar

o XnopamGymmr** — 10 mr/m? BHYTpb B 1-7-if 1HN.
Jleuenune B0300HOBIIsIETCS HA 29-11 JIEHD.

MoHoTepanusi XJIOpaMOyHujiIoM™** — MoCTOAHHBINA opmMat

o XnopamOymmr** — 0,07-0,20 Mr/kr BHYTpb €XEIHEBHO B TeueHHE 2—4 He. ¢ TOCICTYHOIINM
oJI00POM J103bI.

Monorepanusi #0eHIAMYCTHHOM * *

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

o NOpyTnHN6** — 420 Mr/cyr (3 xancynsl) BHyTpb 1 pa3 B I€Hb O MPOTrPECCUPOBAHUS WIIH PA3BUTHS

HETIEPEHOCUMOU TOKCUYHOCTH.

MoHoTepanus BEHETOKJIAKCOM . _
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o Beneroknakc — 20 mr/cyt (aen. 1), 50 mr/cyt (wen. 2), 100 mr/cyt (Hen. 3), 200 mr/cyT (Hen. 4),

400 mr/cyT (Hen. 5 u nanee), 10 MPOTPECCUPOBAHUSI UITU PA3BUTHUS HENIEPEHOCUMOM TOKCUYHOCTH.
Honuxumuomepanusn
FCR BHyTpUBEHHBIH

o Purykcuma6** — 1 mukm: 375 Mr/M? B/B KarL., IeHb |, mocienyromue wukias: 500 Mr/m? B/B Karl.
min 1600 mr /K, aeHs 1.

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

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

JleueHnue Bo300HOBIIIETCS HA 29-11 I€HD.
FCR nepopajabHblii

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

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

o #llukmopochamma** — 250 mr/m> BHYTpS, JHK 1-3.

Jleuenne B0300HOBIIETCSA HA 29-11 ICHB.
FCR-Lite

o Puryxcuma®** — 1 mux: 375 mr/m? B/B Kar., jeHb 1, mocueayroume mukias: 500 Mr/m? B/B Kar.
wm 1600 mr n/k, naum 1, 5.

o #Onynapabua** — 20 Mr/mM> BHYTpb, THH 1-3.

o #lluxnodochamua** — 150 mr/m? BHYTpS, AHH 1-3.

Jleuenne B0300HOBIsIETCS HA 29-11 1€Hb.

RB

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

o #Benmamyctun** — 90 mMr/m” B/B Karl., 1uH 1, 2.
Jleuenue B0300HOBIsIETCS HA 29-11 I€HbD.
Chl-R

o Purykcuma6** — 1 mukim: 375 Mr/M? B/B KarL., AeHb |, mocienyromue wukiasi: 500 Mr/m? B/B Karl.
wii 1600 mr /K, neus 1.

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

Jleuenne B0300HOBIsIETCSA HA 29-11 ICHb.
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Chl-G

e O6unyty3zymad** — 1000 mr B/B, nenb 1 (100 mr B Teuenue 4 gacos), 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€HB.

R-HDMP

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

 Merunnpenuusonon** — 1 r/m? B/B Kart., quu 1-3.
Jleuenue B0300HOBIsIETCS HA 29-11 I€HbD.

[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 Huknopochamum** — 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 UopyTnHNO** — 420 Mr/cyT (3 Kamncymasl) BHYTPh 1 pa3 B IeHb, €KESTHEBHO.

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

M? B/B Karl. win 1600 mr /K, AeHb 1 mukioB 3—7.
Jleuenne Bo300HOBIIsIETCS HA 29-11 JIeHb, BCEro 7 IMKIIOB.
Nopyruan6** + BR

o NOpyTHN6** — 420 Mr/cyt (3 xamncynsl) BHyTpb | pa3 B 1I€Hb €KE€JHEBHO B TEUEHHUE BCETO Kypca U
nanee (mocine 3aBepuieHus nukI0oB BR) — mo mporpeccupoBanusi uiam pa3BUTHSL HEMIPUEMIIEMOU

TOKCHUYHOCTH.

o #benmamyctua** — 90 Mr/M2 B/B Karl., 1Hu 2—3 nukna 1; qau 1, 2 nukiaoB 2—6.
o Purykcmmab** — 375 mr/mM? B/B Kail., nenb | mukia 1; 500 mr/m? B/B Kar. win 1600 mr r/k, geHpb |

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

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

o Purykcuma6** — 375 mr/m® B/B Kar. uepe3 1 Hejl. mocie HOCTIDKEHHS 103bI BeHeToKIakca 400 Mr/

cyT, nanee — 500 Mr/M? B/B Karr. win 1600 Mr /K e)KeMeCsIaHO, BCEro 6 BBEICHUIA.
Benerokiakc + 00uHyTYy3ymMao* *

e OOunyTY3yMa0** — 100 mr, nenp 1 mukia 1; 900 mr nens 2 nmukna 1; 1000 mr aens 8 rukia 1; 1000
mr genb 15 nukima 1; 1000 mr gens 1 mukia 2; 1000 mr gens 1 mukiios 3—6.

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

Teyenue 12 mec.
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Ipusoxxkenue b. AJropurMbl BeJleHUS NAIUEHTA

IIpuioxkenue b1. Anropur™M BbI0Opa NepBOM JMHUM TEPANUM NMAIMEHTA C
XJIJI/JIMJIL

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

uOpyTHHHO.

NeareepsuaeHHan guarsod XM

Hansssse NoLalasini « NedgHusg
o EpaTepeAn wCLL 2048

-

BoirMganenuHoe
HAGNOOEMHNE

AonoQ0d NauMesT
o I TN ]
KOas0Di S MO TH

Kannar wa annoTHCE

g

- MBpyTHHIG FCR NnopamByan + ebuHymyzymal
il BeHetowaanc® +/f- Bk BEHOAMYCTHH +/- pUTYKCHMaG
afunyTyaymab MBpyTHRG +/- puTyscumat MBgyTHHME /- puTyscmal
Bewetownanc +/- oburymyaymal FCR-Lite

XnopamByumn +/- puryicumalb
MomoTepanma anTu-COZ0 anTwTenamn
HEpyTHHHG B Mansx gosax
Bexeronnarc® =/- obuHyTyaymat

OocTuriyT oTeer

Oa Hart

Anne-TICK npw Tepanss BTopoa
BOIMCONHOCTH T

Ipunoxenue b2. Auaropur™m BbI00Opa Tepanuu peuuausa XJ1IJ1/JIMJL
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MogreepxgesH=A peuraue XM C NOKa3aHMAMM K HBVAMY NeYaHrR

Peuraue Ha HOpYTHHMDE
Oa

BLicomi prcx
= penewn 17p / myTauua TP53
- peuMane < 24 Mec. nocne
MMM Y HOX MM QTS DN MM

MaHaTepanua BeHeTORAIKEOM
Benetornanc +/- oBuHyTyaymab

- MbBpyTimuG +/- BR - MoeTop MXT 1 nusuw
- BeHaToRnNaxc + puTyKcamal - BEHOAMYCTHH + PUTYKCHMad
- FCR-Lite

MEpyTHHMG +/- MXT
BedaTokNaN: + pUTYECHMAD

k J

B chy4ae QoCTvoeeHMA
PEMHUCCHN PACCMOTRETL
BOIMOHOCTE NpOSEgEHNA
annoTrcK

AJropuT™ BbIOOpa NepBoii JMHMHU Tepanuy nanuenta ¢ XJIJI/JIMJI

PekomeHaoBaHO K n3y4yeHuto pegakropamu canta MeaYHumeep - https://meduniver.com/



®

MoaTeepXaeHHbIi
Avardos XIU/NMI

O

Hannuune nokasaHui
K NeYeHno
10 KpUTEPUAM
IwCLL 2018

Her

BbbkupaTensHoe
HabnwgeHne

[Oeneuuws 17p/myTauma TP53

Monopoit naumeHT
Kangmpat Ha annoTICK 6e3 3Ha4nMon

KOMOpPBMAHOCT

XnopamGyuun+o6Hutyaymab
BeHgaMycTuH+/- putykcnumat

MBPYTUHUG+/- puTyKCumatb

ECR . 6FCR-Lite q

nopambyuLun+puTtyKcumal
M6pYyTUHNG VBpyTUHIG BR MoHoTtepanus anTu- CD20
BeHeToknakc MNGpyTUHNG+/- T
puTyKeuMab MBpyTUHME B ManbIx 4o3ax

Het
[locTurHyT oTBET

Anno-TrCK npwu
BO3MOXHOCTH

Tepanusa BTOPON NUHUN

AJroput™m BbIOOpa Tepanuu peunausa XJIJI/JIMJI
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MoaTBepXaeHHkLIN
peunaus XII/NMI ¢
noKasaHVsiMK K Hadany
neyeHus

.

Het

Peunaus Ha nbpyTnHuGe

BrICOKWIA pUck:
peneuwa 17p/myTtauvsa TP53
peunans <24 mec. nocne
VIMMYHOXMMUOTEpanmm

MoHoTtepanus
BEHETOKIaKCOM <

Mosrop MXT 1 nuxun

WBpyrimG +-BR EeHuaMyo@arL;i)tvgchmMaﬁ
BeHertoknakc+putykcnmab WBpyTHNG+/-VUXT

BeHeTonakc+putykcrmat

B cryyae ocTixeHns
PEMUCCAM PAcCCMOTPETD
BO3MOXHOCTb
nposeaexusa annoTrCK
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Hpuiaoxenue B. Unpopmanusa 1/ NalMEeHTOB

Xpounueckuit mumdoruTapusiii neiko3 (XJIJI) npeacrarnser co00il OHKOIOTHYECKOE 3a00JeBaHue,
opaxkaromee KIETKM KpOBH U KOCTHOro wosra. Ilpum xponmueckom XJIJI KOCTHBIM MO3T
BbIpa0aThIBACT MATOJOTUYECKU M3MEHEHHBIC, HE CIIOCOOHBIC BBITIOIHATH CBOM (PYHKIIMH JTUM(OIUTHIL.
OHU HakarIMBalOTCS B KPOBU MU PA3JIMYHBIX OpraHaX M BBITECHSIOT HOPMAaJbHbIE KIJIETKH KPOBH.

CnoBo «XpOHI/I‘-IeCKI/II;'I» B HA3BAHWHU YKA3bIBACT, YTO 3TO 3a0ojieBaHue IMPOTCKACT I[O6pOKa'-IeCTBCHHO.

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

TuM(paTHIECKUX y3ax.

Eme 10 mer Hazan cuuranock, uro XJIJI/JIMJI 3a0oeBaloT B OCHOBHOM ITOKUJIBIE JIFOIH. OHAKO 1O
Mepe YIy4IIeHHs] JUarHOCTUKH OKa3ajoCh, YTO ATO 3a00JeBaHUE MOKET BO3HHMKATh My MOJIOIBIX

mozeit (40—-50 ser), mprueM B 3TOM BO3paCTe OHO IIPOTEKAET MEHEee OJaronpusTHO.

Bpau moxet 3anono3puts XJIJI/JIMJI, onupasice Ha Bamm xano6s1 1 00Hapy>KHB COOTBETCTBYIOIINE
CUMIITOMBI MpU ocMoTpe. B 3ToM ciydae OyaeT HEOOXOAMMO MPOWTH Psii 00CIEAOBAHMM, BKIIIOYas
aHajau3 KpoBU U KocTHOro mosra. [Tpu XJIJI camblii BasKHBIN aHAIU3 — 3TO aHAJIU3 KPOBH, O€3 HETro
JIMarHO3 HE CTaBUTCA. B aHamm3e KpOBW BBIABISAETCS yBelMHUeHUE yucia JuM@ouutoB. Jlmarnos
00s13aTeIbHO  MOJATBEPKAAECTCS  CIEUUAIBHBIM ~ HCCIEAOBAHMEM — HWMMYHO(EHOTHUIIHMPOBAHUEM
auM@oruToB. MoryT MOHamoOMTHCA W JAPYrue YTOUHSIOUIME auarHo3 ucciaepoaHus. [lpu JIMII
JIMAarHO3 CTaBUTCS MO PE3yJbTaTaM T'HCTOJIOTMYECKOIO0 U MMMYHOTHMCTOXMMHUYECKOIO HCCIIEIOBAHMS

IMOPAKCHHOI'O J'II/IM(i)aTI/I‘—IGCKOFO y3Ja.

K coxanenuto, Ha ceropuamuuii aeb XJIJI/JIMJI weusneunm. OgHako y HEKOTOPHIX MAIlMEHTOB
HEO0OXOIMMOCTh B JieueHWU He Bo3HUKaeT Hukorma — XJIJI/JIMJI moxeT ocraBarhes B CTaOMIBHOM
COCTOSIHUM B T€YEHUE MHOTHX JIET U AK€ NECATUIIETUN. BbUIO MPOBEIEHO MHOIO HCCIIECIOBAaHUMN, B
KOTOPBIX CpPaBHMBAJIOCh BbDKHUAATEIbHOE HAONIOIEHWE W pPaHHEE Hadallo Tepanuu (cpasy Imocie
yCTaHOBJICHHs AuarHo3a). Oka3ajaoch, YTO JICYCHHE HA PAHHHUX JTalax HUKAKOTO MPEUMYIIECTBA HE
JIaeT, HO BbI3bIBaeT Tokcuueckue 3pdektrl. [ToaTomy Taktuka Benenus XJIJI/JIMJI BeicTpanBaercs ¢
y4€TOM TE€UEHUs 3TOU O0JIE3HU — JIEUEHHE MPUMEHSIIOT IO MEpe HEOOXOAUMOCTHU, MOCKOJIbKY OHO Camo
no cebe HeOEe30MacHO, U TaKTUKa BBDKUIATEILHOTO HAONIOEHUSI OCTAETCS CTaHAAPTOM JJIsSi MHOTHX

MAIMEHTOB.

Ecnu umeroTcst yeTkue npu3Haku MporpeccupoBaHmst 3a00€BaHusl — YCTOMUMBBIN pOCT IUM(POIUTO3A,
YBEIMYCHHE JUM(ATUUECKUX Y3JIOB, CEJIE3CHKH, MOSBICHHE aHEMHH WU TPOMOOIMTOINEHUH, Bpady

MPEIJIOKUT ONPENICITICHHBIN KypPC JIEUEHUS.

Bri6upast ieuenue, JOKTOp YUUTHIBAET:

. COCTOsIHUE 00JIe3HM (KIIMHUYECKYIO KAPTUHY M POTHOCTUYECKHUE (PAKTOPHI);
. COCTOSIHUE [JallMCHTA Bo3]8aCT, CONYTCTBYIOIIUE 3&60H613,&HI/16I); _
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° KaKO€ JICUCHHUC ITPOBOAMNIOCH paHbIIC U KOTAa HACTYIINJI PCUUANB.

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

COBPECMCHHBIMM JICKAPCTBAMM.
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Hpuiaoxenue I.

IIpuioxkenue I'l. llIkana ouenkun o061mero cocrosnus nanuenta ECOG

Knuandeckast omnenka oOmiero coctosHusi manuenta ¢ XJUJI/JIMJI mpoBoauTcss 1o  1mikase,
paspabortanHoii BocTounoit o0beaquHeHHON oHKOorndeckoi rpymmoi (Eastern Cooperative Oncology
Group) [65].

Opurunansnoe HazBanue: The ECOG Scale of Performance Status

Ucrounnk: 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. 64965 [65]

Turm: mikana oneHku
Hasnauenue: xkmnHn4uecKkas OneHKa OOIEro COCTOSHUS TTalMenTa

CopnepxaHue 1 MHTEpIIpETalus:

Crartyc (6annbi) OnucaHue ob6Lero CoOCTosHUA NaLueHTa
1] MauyMeHT NOJIHOCTbIO aKTUBEH, CMNOCO6eH BbIMNOJIHATL BCe, KakK U o0 3a6osieBaHUA
1 MaumMeHT Hecnoco6eH BbINOJIHATb TAXKENYH0, HO MOXKET BbIMOJIHATb JIErKyl0 WU CUAAYYIO

pa6oTty (HanpuMep, Nerkyr AOMaLIHIO WU KaHUeNspCcKyo paboTy)

2 MauneHT neuntca ambynatopHo, crnocobeH kK camMoo6cny)XMBaHUIO, HO He MOXeT
BbINOJIHATbL paboty. Bbonee 50% BpeMeHU MNPOBOAUT aAKTUBHO — B BEpPTUKAJ/IbHOM
MOJIOXKEHUN.

3 MaumeHT cnocobeH nlb K OrpaHUMYEHHOMY CaMOO6CNy)>KMBaHUIO, MPOBOAUT B Kpecsie uimn

nocrenu 6onee 50% BpemeHu 6oapcTBOBaHUA

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

5 CMmepTb

Hpunoxenue 2. lllkana ouenku komopouanoctu CIRS

Knunnueckass omenka komopOugHoctd mamuenta ¢ XJUI/JIMJI moxkeT mnpoBOIUTHCA —TIO

KymynsiiionHoi 1ikane KoMopOUuaHOCTH [66].
OpurunansHoe HazBanue: Cumulative [llness Rating Scale

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

Tumn: mkana oueHKH . .
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Hasznauenue: kITMHUYECKast OIEHKa KOMOPOUTHOCTH

CoaepikaHue U UHTeprnpeTaums: Bannbl

BbonesHn cepaua

BonesHn cocynosB (KpOBEHOCHbIX U NMMQaTUUYECKNX)

BonesHn KpoBm (KOCTHOrO MO3ra, Cesie3eHKM 1 nepudepmnyeckon Kposm

BonesHn opraHoB AbIXaTeNbHOM CUCTEMbI (Tpaxen, GPOHXOB U Nerkmnx)

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

BonesHn opraHoB BEpXHWX OTAENOB MNULLEBAPUTENbHOW CUCTEMbI (NULLEBOAA,
Xenyaka, ABEHaALATUNEpPCTHOW KULLKW, MOAXeNyAOYHOW ene3dbl (He BK/OYas
CA) v Xen4yHoro nysbips)

BonesHn opraHoB HMXKHUX OTAENOB MNULLEBAPUTENBHON CUCTEMbl (TOHKOIMO MU
TOJICTOrO KULLIEYHMKA)

BbonesHu neveHun

BonesHn nouek

BonesHn opraHos MOYErnosIoBOM CUCTEMBI (MOLleTO‘-IHVIKOB, MO4YeBOro nysblp4,
MO4YenCnyCcKaTeNbHOro KaHasla, NnpeacrtaTte/ibHOU Xene3bl N MoJI0BbIX OpFaHOB)

BonesHn opraHoB OMOPHO-ABUraTeNbHONW CUCTEMbI (MbilWL, CyCTaBOB, KOCTEMR) K
KOXHbIX NMOKPOBOB

BonesHn opraHoB LeHTpanbHON K nepudepnyeckon HepBHOM cncTeMbl (FrOIOBHOMO
MO3ra, ClMHHOIro Mo3ra U HepPBOB)

BonesHn opraHoB 3HAOKPWUHHOW CUCTEMbI M HapyleHuss MeTabonusaMma (BKto4dasi
caxapHbI Anaber)

Mcuxumyeckme HapyLeHus

CyMmma 6annos

@IeHKa OpraHoB U CUCTCM:

0 GaynnoB: OTCyTCTBHE 3a00JIEBaHUI B 3TOM CHCTEME OPraHOB WM HAJIWYUE MATOJOTHHU, KOTOpas He

MeIIaeT HOPMAIbHOM KU3HEACITSILHOCTH, HE BIUSACT HA MTPOTHO3 U HE TPEOYET JICUCHHUSL.

1 Gamn: €rkue OTKIOHEHHUSI OT HOPMBI WIIH TIEPEHECEHHBIE B MPOILIOM 3a00ICBAHHUS.

2 Gaina: 3aboeBaHue, MPU KOTOPOM HEOOXOAUMO Ha3HAYCHHE METUKaMEHTO3HOH Teparuu.
3 Gauia: 3aboeBaHue, CTABIIEE MPUUMHON WHBATUIHOCTH.

4 Oanna: )xU3HEyrpoXKaroliee 3adoeBaHue, Tpedyrollee MPOBEIEHUS HEOTI0KHOM Tepanuu.
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