MUHWUCTEPCTBO
30PABOOXPAHEHWA
POCCUMCKOU ®EOEPALWU

Knuanueckue pekomeHpanuu

Maxkporuno0yaunemusi Baabaencrpema

KonnpoBanne no MexxyHapoJHON CTaTUCTUYECKON

KJaccuduKkanuu 00ae3HeH 1 IpodIeM, CBA3aHHBIX co 310poBheM: C88.0
T'ox yrBepknenus (dactora nepecmorpa):2020
Bo3pacrtnas kareropus:B3pocasie,/leTn
[Tepecmotp He mo3aHee:2022
1D:140
Pa3paboTunk KIMHUYECKON PEeKOMEHAAINH
e HanmonajbHoe 00111eCTBO I€TCKUX reMAaT0JI0I0B, OHKO0JIOTOB
e Acconuauusi 0oHK0J10roB Poccun
e Poccuiickoe npogeccuoHaibHOE 001IECTBO OHKOTeMAaTOJIOTOB

° HeKOMMep‘leCKOG MapTHEPCTBO coaeiicTBUA PAa3BUTUI0 I'€eMATOJOTHA H TPAHCIJIAHTOJIOI'MHA

KOCTHOIr0 Mo3ra "HanuoHajJbHoe reMaToJiorn4eckoe oomecrso"

Ono6peno Hayuno-npakruueckum CoBetoM Munsnpasa PO



OrjiaBjieHue

KiroueBsle ciioBa

Cnucok cokpanieHuin

TepMuHBI U OonIpeAEIEHUs

1. Kpatkas nndopmanms

2. IlmarHoctuka

3. Jleuenue

4. PeaOnnuranus

5. [lpodunaktuxa

6. lononuurenbHas nH(poOpMalus, BIUMIONIAas Ha TEYCHUE U UCXO/1 3a001eBaHus
Kpurepun oLieHKM Ka4ecTBa MEIUIIMHCKON MOMOIIN

Cnucok nuTeparypbl

[Tpunoxenue Al. CoctaB paboueit rpymiibl

[Tpunoxenne A2. Merononorus pa3paboTKi KIMHUYECKUX PEKOMEH Il
[Tpunoxenue A3. CBsi3aHHBIE TOKYMEHTBI

[Tpunoxenue b. AnropuT™Mbl BeJeHUS TALIUEHTA

[Tpunoxenue B. Mnpopmanus 11 naiueHToB

[Tpunoxenne I.



KarodeBpble cj10Ba



CHucok coKpalneHuu

HSV-8 — Bupyc npocroro repneca tur 8

[gM — ummyHOrOOYIMHE M

ayToTI'CK - ayroTpaHcruianTanys reMoIno3THYECKUX CTBOJIOBBIX KIETOK
AJIT - amanmaaMuHOTpaHC(epa3a

ACT - acnapraramuHoTpaHcdepaza

AUYTB — akTUBHpPOBAHHOE YACTUYHOE TPOMOOIIJIACTUHOBOE BPEMS
BBII — BeIKHMBaeMOCTh 0€3 MpOTrpeccuu

B/III — BeKMBaEMOCTH 10 POrPECCUU

BJIXT — BpICOKOAO3HAsA XUMUOTEPATIUS

BUY — Bupyc nMmmyHOAEPUITUTA YETOBEKA

I'CK — reMonoaTH4ecKue KIeTKH

NOT — uMMyHOPEHOTUTTHPOBAHUE METOOM IIPOTOYHONU IUTOMETPUU
KT — xommnerorepHas ToMmorpadust

JIAI" — nakratneruaporenasa

MB - Makpomniobynunemust Banbnencrpema

HCV — Bupyc renarura C

HXJI — HexXoKIKMHCKHE TUM(POMBI

OB — o0m1ast BBDKMBa€MOCTb

OXYP — oueHb xopouiasi 4aCTUYHAsE PEMUCCUS

I13 — mporpeccus 3aboneBanms

[IP — nonuHas pemuccus

Ct — crabunu3zanus 3a001eBaHMs

VY3U — ynbTpa3ByKkoBOE UCCIICIOBAHUE

YP — yactnuHas pemuccus



OKT — anexrpoxapauorpadus

9x0-KI" — sxokapauorpadus



TepMuHBI U onIpeaeICHUS

Makporiooyiunemusi Bajabaencrpema (MB) - B-knetounas nmumdoriazMorutapHas auMdoma ¢
MPEUMYLIECTBEHHBIM  INOPAXKEHHUEM  KOCTHOIO  MO3ra M CEKpeuuMed  MOHOKJIOHAJIBHOIO

nMMmyHormooynuaa M (IgM).

Jlumponnazsmouurapuasa jgumdpoma — 310 B-kneroyHas omnyxonb, o00pa3oBaHHAs MEIKUMHU
TuM(pOno0OHBIMU KJIETKaMH, JTUMGOUAHBIMU KIETKAMH C IUIa3MOLUTAPHON IU(PEpeHIIPOBKOM,

IJ1a3MaTH4YC€CKNMU KIIECTKaMU.

NmmyHopeHoTHIMPOBaHME - METO/l, OCHOBAHHBII HAa PEaKLMU aHTUT€H-aHTUTEIO U UCIOJIb3YyEMbIi
JUISL  OTIpEACNICHHus] CHenu(UYecKuX THIOB KJIETOK B oOpas3lax KpOBH, KOCTHOTO MO3ra,
auMGpaTHYEeCKUX y3J0B W JpYyrux TkaHed. VMIMMyHO(pEHOTUNMHMpPOBAHUE BBHITIOJHSAIOT C TMOMOIIBIO
MYJIBTUIIAPAMETPUYECKOW MPOTOYHONW HUTO(IIOOpUMETPUN (OOBIYHO, KaK MHUHUMYM, 4- uinu 6-

IIBETHOM).

Pemuccus - nepuoa TCHCHUs 33.60.HCB3.HI/I}I, KOTOprﬁ XapaKTCPU3yCTCA 3HAYUTCIIbHBIM ocJiabjieHueM
HWJIN ITIOJJHBIM HCYC3HOBCHHCM CHMIITOMOB 3360H6BaHI/I$I, B TOM 4YHCJIC IIO0O AAaHHBIM BBIITOJHCHHBIX

71a00paTOPHBIX U MHCTPYMEHTAIBHBIX METOJIOB UCCICIOBAHUS.

Penuaus — BO3BpAaT KIIMHHUKHA 3&6OJ'IeBaHI/ISI, B TOM 4YHCJIIC U II0 HdaHHBIM na60paToprIX nu

HHCTPYMCHTAJIbHBIX MCTOIOB HCCHGI[OBaHI/II)'I.

CuHAPOM THIEPBA3KOCTH — BCTPEYAETCS B ClIydasX, KOIAAa YPOBEHb martojorumyeckoro IgM
npesbimiaeT 30 /1. B 1aHHOM ciiydae NMpoOMCXOAUT B3aWMOJAEUCTBHE MaparpoTedHa ¢ MUEIMHOBOU
000JIOUKOM, YTO MPUBOJAUT K TMOSBICHUIO HEBPOJIOTMUYECKOW CUMMTOMATHKHU: HEMpOMaTus, CHIKEHHE

3pC€HU, ITApC3bl, MOBLIIICHHAA YTOMIISACMOCTD, CJ'I3,6OCTB, COHJIMBOCTBb, CHUXKCHUC ITaMATH.

TpaHCl'[.J'laHTaHI/Iﬂ AYTOJOIrHYHbBIX TI€MOMOITHYCCKUX CTBOJJOBBIX KJI€TOK — TpaHC(I)yBI/IH
3aroTOBJICHHBLIX paHEC CTBOJIOBBIX KIJICTOK CaMOro MmnanueHTa, KOTOpasA BBIIOJIHACTCA II0CIIC

Hpe,HBapHTeJILHOﬁ BBICOKOIIOBHOﬁ XUMHOTCPAIInM.



1. Kparkast ungopmanus

1.1 Onpenesienne 3a00/1eBaHNS WJIN COCTOSHUSA (ITPyNNbI 3200/ 1eBAHUA WJIH
COCTOSIHMH)

Makpornobynunemuss Banbnencrpema (MB) - B-kierounas numdoruiasmonurtapHas aumdoma ¢
IPEeUMYIIECTBEHHbIM  MOpPaXEHHWEM  KOCTHOTO  MO3ra U CeKpeuued  MOHOKJIOHAJIBHOTO
ummyHoriooynuaa M (IgM). B penkux caywasx (menee 5%) MOryr BCTpedarbes

nuMdorurazmoruTapHbie TUMGOMBI ¢ cekpennert IgA, IgG wmm HecekpeTUpYIOMHi BapruaHT O0JIe3HHU.

1.2 ITrosorus u narorexHes 3a00/1eBaHUs UJIM COCTOSIHUSA (TPYyNIIbI
3a200/1eBAHUI WA COCTOSTHHI)

[Ipuunnsl pazsutust MB, kak u apyrux iuMm@om, HescHbl. O0cyxnaercs psaa (akTOpoB: TeHETUYECKas
MIPEePaCONOKEHHOCTh, nedekT T-kiIeTouyHol cympeccopHO (YHKIMH; BIUSHUE pPaAHAlMOHHBIX
BO3/CICTBUM, XUMUUECKUX MyTareHoB U BupycoB (Hanpumep, HCV, HSV-8, BIY). CyecTBeHHbIM
¢dakropom pucka passutus MB sBnsercsa nanuuue B aHamHe3e [gM-MOHOKIOHaIbHOM ramMmmanaruu

HeonpeaeneHHoro (HeyrouneHHoro) redesa (IgM-MGUS).

1.3 dnuaeMuo0rus 3200J1eBaHN WJIH COCTOAHUA (TPyNIbl 3200/1€eBAHUN WU
COCTOSIHMH)

MB cocraBnsier okono 2% OT Bcex remMo0s1acTo30B ¢ 3a001€BaeMOCThIO OT 2 10 5 ciiy4aeB Ha | MIIH
HacelsieHus B rojl. MakcumyM 3a00J1€Ba€MOCTH MPUXOAUTCS HA IIECTOE - CEAbMOE ACCATHIICTHS )KU3HU
C MeAMaHOW BO3pacTa MalMeHTOB 63 roja, U PEAKO BCTpEYaeTcs y MauueHToB Moiyoxke 40 nert.

CootHomienue M: x paBusercs 2,3: 1.

1.4 Oco0eHHOCTH KOAMPOBAHUS 3200JI€BAHUA WIH COCTOSAHUA (TPYIIIbI
3a00/1eBAaHUN WJIH COCTOSTHUI) M0 MeKAYHAPOAHON CTaATUCTUYECKOMN
kiaaccupurkanum 00J1e3Hed U MPodJIeM, CBSI3AHHBIX CO 310POBbEM

C88.0 — makpornmodynuaemus: BanpaeHacTpema

1.5 Kunaccudurkanus 3a00/1eBaHNs WJIN COCTOSTHHS (IPyNnbl 3a00/1eBaHU WJIH
COCTOSIHMH)

Her



1.6 Kiimaunveckasi kKapTuHa 3a00/1eBAHUA WM COCTOSHUSA (TPYyIIbI
3200J1eBAHUM WJIM COCTOSTHUIN)

Knunnueckas kaptuna MB onpenensiercss cneurduueckoid TuM@PpouHoN HHPUIBTpaLel KOCTHOTO
MO3ra, MEeYeHH, CENE3CHKH, TUM(ATUIECKUX Y3JI0B (MHOTNA M JIPYTUX OPraHOB M TKaHEW), a Takxke
HaJU4MeM B ChIBOpOTKe KpoBH PIgM. HacThl Heciennduueckrne acTeHHUECKUE Kajao0bl Ha cl1adO0CTh,
HOBBILIEHHYIO YTOMIISIEMOCTb, APTPAJITMU, YMEHBIIEHHWE MAacChl TeNd, KPOBOTOYMBOCTBH CIM3UCTBIX
000JI04eK HOCa, JIECEH, MPSAMON KHUIIKU; HEBPOJIOTMUYECKHUE paccTpoiicTBa. [enaro-crijieHoMeranus u

nuMdaaeHonaTHsI — YacThle, HO HeoOs3aTeIbHbIe Mpru3Haku MB.



2. Jlmarnocruka

Kpumepuu ycmanoenenusa ouaznoza/cocmoanusn:
IIpu ycmanoenenuu ouaenosza MB oonoichbl npucymemeosams ciedyioujue Kpumepuu.

1. svis671€HUE MOHOKIOHATLHOZ0 IgM 6 KpOBU (He3asucuMO om YPo8HS napanpomeuna);
2. ungunompayus KOCmMHO20 MO032a MATLIMU JUMPOYUMaAMy, NAASMOYUMOUOHLIMU KIEmKamMu U

NAAMAMU4ecKumMu Kiemxamu (Ouggysunas, uHmepcmuyuaibHas uiu HoOYIsApHAsL).

Pewarowee 3nauenue 6 oughgepenyuanrvnou oOuazHocmuxKe umerOom KIUHUYECKAS. KAPMUuHa (8
YACMHOCU, HE3HAYUMENbHAs TUMPAOeHOnamus npu 8epupQuyupoOBanHOM NOPAICEHUU KOCMHO20

Mo32a), Hanuyue u yposerv M-npomeuna.

B cnyuae cexpeyuu I1gA u IgG 3abonesanue ouaznocmupyemcs Kaxk IUMQOnIazMoyumapHas ium@boma.

2.1 7/Ka100b1 1 aHAMHE3

o Bcem nmanmenTam ¢ nopo3penreM Ha MB, a Takke BceM nanueHTam ¢ BepuduimpoBannoit MB npu
KaXXJIOM MpHEeME peKOMeHayeTcsi cOOp aHaMHe3a M KajaoO JJid OIEHKHM COCTOSHHUS IallleHTa, a
TaKKe ISl YCTAHOBJICHUS (DAKTOPOB, KOTOPBhIE MOTYT OKa3aTh BIMSHHUE HA OMPEACIICHHUE JeueOHOM
TAKTUKU MaryenTa [1-3].

YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YpoBeHb JO0CTOBEPHOCTH J0KA3aTeJbCTB S).

KoMMeHTapum: Jicanobwl Hocsim Hecheyuguueckuil xapakmep, 006yCciosienbl IUM@PONIasmMayumaphoil
uH@uUILBMpayuell opeanos u mKanel U YUpKyIiayuell MaKkpociooyiuna, npugooaue2o K 2unepesiskocmi,
aAMUIOUO03Y:

o [onognvle 601U, HeuemKoCmsb UIU YMpama 3peHus, INU300bl HAPYULeHUsL COSHAHUSL

o [lopadicenue Kodcu U CIUBUCTBIX — KPOBOMOUUBOCMb, KPANUBHUYA, NANYIbL, OePMAMUm

e [lpocpeccupyrowee cuudxicenue uy8CMeUMeENbHOCMU, NOKANbIBAHUE, JHCHCEeHUe, OO0Ne3HeHHOCb 8
cmonax u kucmsax. Heycmotiuugas noxooka, CHUdCeHue Mblule4HOU CUIbL

e CuHnopom Peiino, akpoyuanos, A36bl Ha HO2AX

e Jluapes, bonu 6 sxcusome

e Mooiwcem onpedenamucs beccumnmomuoe ygenudenue iumMpoy3noes aooou 10Karu3ayuu.

o Heobxooum coop anamuesa (6 m. 4. ceMelinozo).

2.2 Ou3ukaJabHoe 00cIe10BaHue

e Bcem manuentam ¢ nomo3penuneM Ha MB wim BeisABiIeHHOW MB 1nipu nepBHYHOM WIJIM TOBTOPHOM
pueMe, MpU KOHTPOJIBHBIX OOCIIEOBaHUSAX, U MPHU MOAO3PEHUHM Ha PELUAMB/IIPOrPECCUPOBAHUE

3a00JICBaHUS PEKOMECHAYECTCH BBIIIOJHCHHNEC BHU3YyaJIbHOI'0O OCMOTpa TCPArlCBTHUYCCKOI'O, IaJbIIallliK



TepaHCBTquCKOﬁ U ayCKYyJIbTalluU TCp&HCBTH‘-IGCKOﬁ IJI4 YTOUHCHUA PACHpPOCTPAHCHHOCTH

3a00JIeBaHMsI M OIIEHKH COCTOSIHHS TIAIleHTa 10 opraHaM u cuctemam [1-3].
YpoBeHb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH 10KA3aTeJIbCTB 5).
Komenrapum: npu ocmompe nayuenma

- usmeperHue pocma u mMaccovl meia, memnepamypvl meid, OUEHKY COCMOAHUA KOJICHbIX NOKPOBOE,
KOCWIHO-CyCWlCZGHOMV Cucmemsl, 6blia6lleHUe NPU3HAKO8 cemoppazsudeckozco CZ/lHapOMCl,' Hajiuvyue
ecenaniocnjiernomezaiuud, lewqboa()eHonamuu; Haiuvue npusHaxkos Oucd)yHKL;uu cep()ua, JIECKUX,

ne4yenu, opeanoes 3H()OKpMHHOT/7 cucmemal.
- onpedeﬂeHue Haauqus B-cumnmomos.

- onpedenernue cmamyca no ECOG (0-4)

2.3 JlabopaTopHble IMATHOCTHYECKHUE UCCJIEI0OBAHMS

e Bcem mnanmentam ¢ MB mepex mpoBeneHUMEM IEPBOM JIMHUM IIPOTHMBOOITYXOJEBOW Tepanuu
PEKOMEHTyeTCsl BBIMIOJIHUTH OMPEACIICHUE COOTHOIICHHS OENKOBBIX (pakimii B KPOBH U B MOUE
METO/IOM 3JIeKTpodopesa U UCCIeJOBaHNE MOHOKJIOHAJILHOCTH MMMYHOIIIOOYJIHHOB B KPOBU U B

MOY€ METOJJOM UMMYHO(pUKCALIUU JIsl BBISIBICHHUSI MOHOKJIOHAJIBHOTO UMMYyHOTToOyuHa [1-3].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB 5).

KomMmeHnTapuu: svisi61eHue MOHOKIOHAILHO20 UMMYHOI00YIUHA (Mak Hazvieaemo2o M-epaduenma,
HEe3a8UCUMO OM €20 BeIUYUHBL) AGIAEMCs OOHUM U3 OCHOBHLIX OuacHOCmuYeckux Kpumepues MB.

Kpome moeo, neobxooumo onpeoenenue ypoeus nopmanbuvix Ig cieopomru kposu [1-3].

o Bcem mnanmentam ¢ MB mepen mpoBeneHMEM IEPBOM JIMHUM IIPOTHUBOOITYXOJEBOW Tepanuu
PEKOMEHYETCSl BBINOJIHUTh MOJEKYJISIPHO-TEHETUYECKOE HCCIEOBAHUE TOYEUHOM MYyTAalluu
P.L625P B rene MYD8&8 metogom I[P B numdormiazmMonuTapHbiX KieTKaX KOCTHOTO MoO3ra

MOJIEKYJIIPHBIM METO0M Ha Hanuuue myTtaruu MYDS88 (L265P) [1,2.4,5].
YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB 3).

KomMmenTapuu: npumensemcs ons ouggepenyuanvbHol ouacHocmuku ¢ B-kiemounotl aumgomou us
KJ1emoK MAapeUuHaibHOU 30Hbl C cekpeyueli M-napanpomeuna, umeioweli CX0OHblll GerHomun.

Omcymcemesue Mymayuu uckirouaem ouazHos tumgoniazmoyumapnou iumgomst/MB.

e Bcem mnammentam ¢ MB mnepen mnpoBeneHMEM INPOTHBOOIYXOJIEBOM TEpANMM PEKOMEHAYETCS
BBIMIOJIHUTH Pa3BEPHYTHIA OOUIMI (KIMHUYECKUI) aHaJU3 KPOBH C OMNpEesIeHHEM TeMorioOuHa,
SPUTPOLUTOB, TPOMOOILIMTOB, JIEUKOLUTOB, MOACYETOM JIEUKOIUTAPHONW (HOPMYJIbI U KOJIUYECTBA
PETUKYJIOLMTOB /JIi YTOUHEHUS COCTOSHUS TMAIlMEHTa, aKTUBHOCTHU 3a00J€BaHUS U BO3MOXHOCTH

MPOBEAECHUS MPOTUBOOITYXOJIEBOIO JieueHus [3,6].



YpoBennb yoeaureabHOCcTH pekoMeHaanuil C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 4).

e Bcem mnanmenram ¢ MB mnepen mnpoBeneHMEM NPOTUBOONMYXOJEBOM TEpPANUUA PEKOMEHIYETCA
BBITIOJTHUTh OMOXMMHUYECKUN aHAIU3 KPOBU OOIIETEPArneBTUUECKUI, BKIIOUAIOIMINNA 00s3aTeIbHOE
onpezaenenue JI/II, MoueBOW KHUCIOThI, MOYEBHHBI, KpeaTMHHHA, oOuiero Oeika, ajibOyMHHA,
ounupyouna, ACT, AJIT, menounoit ¢ocdaraspl, Kanblusl, KadblUs JUIsl YTOUHEHUS COCTOSHUS
MaIlMeHTa, aKTUBHOCTH 3a00JIEBaHUS M BO3MOXKHOCTU MPOBEACHHS MPOTHUBOOMYXOJIEBOTO JICUCHUS

[3,6-8].
YpoBeHnnb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB S).

e Bcem mnanmentam ¢ MB nepex mpoBeneHHEM NPOTHMBOOITYXOJIEBOW TEpPANUU PEKOMEHAYETCS
BBIIIOJIHUTh OOLMM (KIMHUYECKUN) aHalu3 MOYM Ui YTOYHEHHsS] COCTOSHUSI NalMEeHTa,

AKTUBHOCTH 3a00JI€BaHUS ¥ BO3MOXKHOCTH TIPOBEICHHS TIPOTUBOOITYXOJICBOTO JIedeHHUs [9].
YpoBensb yoeaureabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB 5).

e Bcem mnammentam ¢ MB mnepen mnpoBeneHMEM NPOTHBOOINYXOJIEBOM TEpANMM PEKOMEHAYETCS
BBIIIOJIHUTh ~ KOAaryjJorpaMMy (OpHEHTUPOBOYHOE HCCIEAOBAHME CHCTEMBI TEeMOCTa3a) ¢
omnpezeneHueM ciuenyroumx napamerpoB: AUTB, nporpomOuHOBBIM uHAeKC 10 KBuHKY,
TPpOMOMHOBOE BpeMsi, GUOPUHOTEH Il YTOUHEHHUSI COCTOSIHUS CBEPTHIBAIOIIEH CUCTEMBI MallUEeHTa

Y PUCKa reMopparnyeckux ocioxHeHuu [10].
YpoBeHb yOeAUTEJIbHOCTH pekoMeHAanuil B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 3).

o Bcem manmenram ¢ MB mepen npoBeneHMEM NEPBOM JIMHUM IPOTHUBOOIYXOJIEBOM TEpaluu
PEKOMEHIyeTCsl BBIIIOJIHUTh ONPEEICHUE TPYIINbI KPOBU U pe3yc-(paKkTopa, OnpeejeHue aHTUTeHa
(HbeAg) Bupyca remaruta B (Hepatitis B virus) B kpoBu, onpeneieHre aHTUTEN K BUPYCY TermaTuTa
C (Hepatitis C virus) B kpoBu, ompeneneHue antuten kiaccoB M, G (IgM, IgG) k Bupycy
umMmyHoneurmra denoBeka BUY-1 (Human immunodeficiency virus HIV 1) B kpoBum mius
YTOYHEHHS] HaJIM4Yus COMYTCTBYIOLIEH NATOJIOTMU Yy MalKWeHTa U BO3MOXKHOW HEOOXOIMMOCTHU

MOJU(UKAITIN TPOTUBOOITYXOJIEBOM TEPANUU WU TPOBEJCHUS COIMYCTBYIOIIETO JIeueHus [7].
Yposennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB S).

e Bcem mnanmentam ¢ MB mepen mpoBeleHMEM IMEPBOM JIMHUM IPOTHMBOOITYXOJEBOW Tepanuu
PEKOMEH/IyeTCsI BBIMOJIHUTh HCCIEI0BAaHUE YPOBHSI OeTa-2-MHKPOIIOOYINHA, KPHOITIOOYJIWHOB B
KpoBH [3].

YpoBennb yoenureabHOCcTH pekoMeHaanuil C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJIbCTB 5).

e Bcem mnanmentam ¢ MB mepex mpoBeIeHMEM IIEPBOM JIMHUM IIPOTHUBOOITYXOJEBOW Tepanuu

PEKOMEHAYETCS BBIIOJIHUTH UCCIIEI0BAHKUE BA3ZKOCTH KPOBH [3].

YpoBenb yoeaurteabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB 5).



2.4 UHCTpYMeHTAJIbHbIE THATHOCTHYECKHE UCCIIe0BAHUSA

e Bcem mnanmentam ¢ MB mepen mpoBeleHHMEM IMEPBOM JIMHUM IPOTHUBOOITYXOJEBOW Tepanuu
PEKOMEHTyeTCsI BBIIIOJHUTh PEHTI€HOJIOTMYECKOE UCCIIEIOBAaHUE KOCTEHN cKeeTa (peHTreHorpadust

W/WJIU KOMIIBIOTEpHAsi ToMOrpadust) yisl yTOUHEHUsI pacipocTpaHeHHOCTH 3a0oneBanus [1,3,11].
YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 4).

e Bcem mnanmentam ¢ MB mepen mpoBeIeHMEM IMEPBOM JIMHUM IPOTHUBOOITYXOJEBOW Tepanuu
pexoMeHayeTcst BeIMoMHUTE KT opraHoB rpymaHol KJIETKH, OPIONIHOW TOJOCTH W 3a0pIOIIMHHOTO

npocrtpanctsa [1,3,7].
YpoBenb yoeauTeabHOCTH pekoMeHaauuili C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB 5).

e Bcem manmenram ¢ MB mepen npoBeneHHMEM NEPBOM JIMHUM IMPOTHUBOOIYXOJEBOW TEpAUU
PEKOMEHIyeTCsl BBIMIOJIHUTh PEHTTEHOTpadri0 OPraHOB TPYAHOM KIETKH B JBYX MPOCKIUAX IJIS

BBISIBIICHUS] U3BMEHEHUH JIETOYHOM TKaHU U OpraHoB cpefgoctenus [1,3,12].
YpoBeHnnb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB 4).

e Bcem nanmentam ¢ MB mnepen mpoBeleHMEM IMEPBOM JIMHUU IPOTHUBOOIIYXOJEBOM Tepanuu
PEKOMEHTyeTCsl BBIIOJIHEHHE YIIBTpa3ByKoBoro uccienoanue (Y3U) Bcex rpynn nepudepuyeckux,
BHYTPHUOPIOIIHBIX U 3a0pIOMIMHHBIX JTUM(ATUYECKUX Y3JI0B, OpPraHOB OpPIOUIHOM TMOJIOCTH U
3a0pIOIIMHHOTO MPOCTPAHCTBA JJIsl OTIPEICIICHHSI pa3MEePOB MEUCHH, CETIC3CHKH U BHYTPUOPIONTHBIX

TUM(paTUUYECKUX Y3JI0B, @ TAKXKE OLIEHKU COCTOSIHUSL OpraHoB OproiHoil nonocru [ 1,3,7].

YpoBeHb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH 10KA3aTeJIbCTB 5).

2.5 Unble AUATHOCTHYECCKHUE UCCJICA0BAHUA

o Bcem mnanmentam ¢ MB mepex mpoBeneHUMEM IIEPBOM JIMHUM IIPOTHUBOOITYXOJEBOW Tepanuu
PEKOMEHYETCSI BBINIOJIHUTH IOJYYEHUE LHUTOJOTMYECKOrO Ipenapara KOCTHOTO MO3ra IyTeEM
IYHKLUWW, LIUTOJOTMYECKOE MCCIEAOBAHME Ma3Ka KOCTHOIO Mo3ra (Muernorpamma) s

oOHapyxeHus IUMPoruiazmMounTapHo uHuisTpauu [13].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB 5).

e Bcem manmenram ¢ MB mepen npoBeneHHMEM NEPBOM JIMHUM IMPOTHUBOOIYXOJEBOW TEpAUU
PEKOMEHAYETCSI  BBIIIOJIHUTH  IOJIyYEHHWE TUCTOJIOTMYECKOT0 Ipenapara KOCTHOTO — MoO3ra
(TpemaHoOuOIICHs), TATOJOT0-aHATOMUYECKOE HCCIEA0BaHUE OHOTICHIHOTO (OmeparnoHHOTO)
MaTepuaja KOCTHOIO MoO3ra C [PUMEHEHHMEM MMMYHOTMCTOXHUMHMUYECKUX METONOB W/WUIU
UMMYHO(EHOTUITUPOBAHUE KIIETOK-MPEIIecTBEHHUI] B KocTHOM Mmo3re (MDT) knetok acnupara

KOCTHOTO Mo3ra [6,13,14].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB S).



Kommenrapuu: Maxpoenobynunemus Banvoencmpema xapaxmepusyemcs IumM@OoniazmoyumapHoll
unguibmpayuell - KOCmHo20 — Mo32d, AUMPOUOHOU  MKAHU €  MOHOKIOHAIbHOU  CeKpeyuell.
lucmonocuueckas — KapmuHa  KOCMHO20 — MO32a  NPeOCMABIeHd  UH@UIbmMpayuer  MAalblMu
aumgoyumams, NAAIMOYUMOUOHBIMU KIeMKaAMU U NAA3Mamudeckumu xiemxamu (ouggpysnas,
UHMEPCMUYUATbHAsL Ul HOOYVIspHas). Mopgonocuuecku numeponnazmoyumapuas aumgpoma u MB
umerom UOeHMUYHbIL ONYXONIEeBblll Cyocmpam, 00pPA308AHHbLIL MEIKUMU  TUMPOYUMONOOOOHIMU
KJIemKamu, TUMPOUOHBIMU KAEMKAMU C NAAZMOYUMAPHOU OuG@epeHyuposKotl, niasmamuiecKkumu
Kkniemkamu. Pewarowee 3nauenue 6 oughgepenyuanvroll ouaznocmurke umerom KiuHU4ecKas KapmuHa
(6 wacmnocmu, OMCymcmeue SblPANCeHHOU TUMPAOEHORAMUU NPU BEPUDUYUPOBAHHOM NOPANCEHUU

KOCMHO020 M0o32a), Hanudue M-napanpomeuna.

Knemxu onyxonegozo cyocmpama npu MB sxcnpecccupyrom PIgM kax na ceoeu nosepxnocmu (sigM),
mak u enympu yumonaasmel (cIgM). dxcnpeccus sIgM cywecmeenno npeeanupyem. Hmeem mecmo
8bIPAdICEHHAs IKcnpeccusi makux B-kniemounwvix aumueenos: CD 19, CD 20, CD 22, CD 79a. Knemxku
cnabo-nonoxcumenvusl Ha Haauvue CD 10 (moocem omcymcemeosams), CD 21, CD 25, CD 38, CDc.
Oxenpeccuss CD 5, CD23 ne xapakmepHa, XOmsi MOMCem 8CmMpedamvCsl U He sA67sAemcs hakmopom,

ucxkmouarowum MB.

e Bcem mnanmentam ¢ MB mnepen mpoBelleHMEM IMEPBOM JIMHUM IPOTHMBOOITYXOJEBOW Tepanuu
PEKOMEHYETCSl BBIIOJHUTH IIPU IOAO3PEHUM HA AMWIOHIO3 KEIYIOYHO-KHUIIEYHOIO TPAKTa,
MOYEK, KOCTHOIO MO3ra — I1aTOJOr0-aHaTOMUYECKOE MCCIeI0BaHue OMOICMHHOrO Marepuasa

(buomnTaToOB) B C UCMONIb30BaHUEM OKpacku Konro-kpacHsrii [ 1-3].
Yposennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB S).

e Bcem manmentam ¢ MB mnpu monmo3peHuu Ha aMWIIOMAO3 Cepila Iepel MpPOBEIEHUEM IepBO
JIMHUU TPOTHUBOOIYXOJEBOM Teparuyu PEKOMEHYETCSl BBIIIOJIHUTh — MCCIEAOBAHMSI YypOBHS N-
TEPMHUHAIBHOTO (pparMeHTa HaTpuilyperudeckoro npomnentuaa Mo3roporo (NT-proBNP) B kpoBu u

OXO-KT" ayig vckiroueHus aMUAION 103a CEeP/ILia U ONpeeeHus cepaeaHon pyHkiuu [15].
YpoBeHb YOeAUTEILHOCTH PeKOMEHAANNi A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJbCTB 2).

o Bcem manmenram ¢ MB mepen mpoBeneHuMEM NEPBOM JIMHUM IPOTHUBOOIYXOJIEBOM TEpaluu
PEKOMEHIYETCSl BBIIOJIHUTH OCMOTP BpauyoM-O(TAIbMOJIOTOM JJIsl JHAarHOCTUKH OCJIOKHEHUI

cUHJpoMa rurepaskoctu [ 1-3,16].
YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 5).

KommenTapmii: npu nooospenuu na nanuuue cuHoOpoma 2unepsesiskocmu Heooxo0um 0CMOMp 21A3HO20

ona. Takorce ocmomp 2na3H020 OHA HYIHCHO BbINONIHAMb NPU YPOBHE MOHOKIOHANbHO20 1gM > 30 2/x.



3. Jleuenne

3.1 Iloka3aHus K HAYaJLy JIeHCHUS

Crparerust jedeHus ONPEACISICTCS Ha dTale yCTAaHOBJICHHUS AuarHo3a. BeIOop mporpaMmbl JCUCHHS
3aBHCHAT OT BO3pacTa MamWeHTa, 0COOCHHOCTeH TedeHWs MB, a MMEHHO - HalIW4YWs ITUTOTICHUH,

HEoO0XoAUMOCTH OoJiee OBICTPOIl peAyKIINU OIyXOJH, COIMYTCTBYIOIINX 3a00JIeBaHU.

o PexomeHayercsi HauMHATH TEpPANUIO MPU OBICTPOM HapacTaHUM ypoBHsA IgM B kpoBu wiu mpu

TOSIBJICHUY KIIMHUYECKUX CUMIITOMOB:[6].
- PeunnuBupytomas tuxopajaka, HO4Hasi HOTJIMBOCTb, IOTEPS BECa, Cl1ab0CTh.
- CHHIIpOM TUNEPBI3KOCTH.
- JlIumbanenonaTus UM MaCCUBHOE yYBEIMYCHUE pazMepoB TUM(Oy3i10B (> 5 cM B Auamerpe).
- ['emaTomMeranust u/viin CIIJICHOMETAJTHS.
- [lepudepuueckas neiiponarus, cesazanHas ¢ MB.
- CuUMIITOMHAsI KpUOTTIOOYTMHEMUS
- Aaemus ¢ yposHem HB < 10 r/az.
- Tpombonuronenust ¢ yposaem tTpomoonutoB 100 x 109 /i u menee.
- 'emonutruueckast anemusi (0OyCIOBIEHHAS HATUIMEM XOJIOJOBBIX aHTHUTEI).
- [loueunast HEJOCTAaTOYHOCTBD, CBsI3aHHas ¢ MB.
- AMmuiionio3, cBsi3aHHbIl ¢ MB.
- YpoBeHb MOHOKIIOHATBHOTO IgM > 50 1/11, 1a’ke mpHu OTCYTCTBUU CUMIITOMOB.
YpoBeHnsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH A0KAa3aTeIbCTB 4).

e He pexomenayercsi HauymHaTh CHEOU(PUUYSCKYI0 TEpamuio  MallieHTaM ¢  TJICIOIICH
(6eccumnromuoit) MB [17].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuil B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB 3).

3.2 JleyeHue MalMEHTOB ¢ BIepBble JUATHOCTUPOBaHHOM MB



B Oanmuwix pexomenoayusix mepanesmuyeckue nooxoobl, NeKapCmeeHHble Npenapamvl U 003UPOGKU,
UBYYEHHbIE U 3apPecUCmMPUPOBAHHbLE ) 83POCIbIX NAYUCHMOE ¢ MAKpo2ioOyiunemuell Bamvoencmpema.
Yyumuieas, umo dannas namonozusi 8 0emcKou NONyIayuU 6Cmpeyaemcs Kpatite peoko, 00 Cux nop
Hem 00CMamouHou yoeoumenvbHou 6a3vl N0 NPUMEHEHUIO TeKAPCMBEHHbIX NPenapamos OJisl JedeHus
MB y Oemetl u mHO2Ue npenapamvl He UMEIOM 3apPecUCmMPUPOBAHHBIX NOKA3AHUL K NPUMEHEHUIO
nayuenmos monodxce 18 nem. Ilosmomy mepanus y Oemeu ¢ 6epupuyuposaHHvIM OUACHO30M
maxpoenooyniunemuss Banvoencmpema O00n1dCHA HA3HAYAMBCA HA OCHOBAHUU DPEeKOMeHOayull Ojis

JI€YEHUA 63POCTbIX NAYUEHMOE6 KOHCUIUYMOM 6paqeﬁ no HCU3HEHHbIM NOKA3AHUAM.

Tax kax onyxonesvie kiemxu MB skcnpeccupyrom CD20, naubonee wupoko UCHONb3YEMbIM
npenapamom 01s nevenus MB aensemcsa pumykcuma6d**, kax 6 moHomepanuu, max u 6 KOMOUHAYUSIX.
Obwas 3¢hghexkmusHocms nevenus nayueHmos ¢ nepgvle ouaznocmuposanuou MB cocmasnsiem om 20
00 50%, meduana npooondxcumenvhocmu omeema Ha neyerue om 8 0o 27 mec. Ilpomugoonyxonegulii
agpghexm npu neuenuu pumykcumadbom** nacmynaem 6 cpeowem cnycms 3 Mec. NoOcle HA4anid
mepanuu. Ilocne navana mepanuu pumykcumadbom™* y 40-50% nayuenmoe ommeuaemcs 6He3anHoe
MPAH3UMOpPHOE NOBbLULEHUE VPOBHS MOHOKIOHANLHO20 IgM, xomopoe modxcem conposoicoamuvcs
CUHOPOMOM ~ 2UNEPBA3KOCMU, HAPACMAHUeM NONUHEUponamuu, Ccea3aHHol ¢ cekpeyuet IgM,
KpuoenobynuHemuu. J{nsa CcHudceHus yYpoGHs MOHOKIOHANbHOo20 IgM ucnonv3yrom niazmaghepes.
Ceancovl nnazmaghepesa 0 NpoQPUIAKMUKU  PA3BUMUSL CUHOPOMA 2UNEPBAZKOCMU  He0OX0OUMO
npoeooums 'y HAYUueHmo8 ¢ YPOBHeM MOHOKIOHANbHo20 IgM > 50 2/n nepeod eedenuem

pumykcumaoa **,

B uccneoosanuu Il ¢azvl Ovina oyenena sppexmusnocms Oopmeszomudba** 6 mouopedcume y
nayueHmos Kak ¢ enepsvie ouacHocmuposannot MB, mak u y panee nomyyasuiux cneyugpuueckyro
mepanuio. Jleuenue bopmezomubom™** npoeoounoco 6 cmanoapmuom pevxicume 00 NpPocpeccuposaHus
OONe3HU U OOCMUIICEHUS. HAULYYUe20 Omeema ¢ Nnociedyiouum npogederuem 2 Kypcos JleueHus.
Obwasn s¢ppexmuenocms nevenus cocmasuna 26%, HO NPU SMOM OMMEUEHO pPA3BUMUe CEHCOPHOU
nonunetiponamuu 8 74% cayuaes. Cnedyem obpamums HUMAHUE HA 00A3AMENbHYI0 NPOPUIAKIMUKY

eepnec-eupycHoll UHpeKyuu npu UCNoIb308aAHUU OOPMEZOMUO-COOEPAHCAUJUX CXEM.

Kombunayus pumykcumaba™** ¢ xopmuxocmepouoamu™* u oopmezomubom™* uccnedosana y
nayuenmos ¢ akmusroti MB (cxema BDR). [Ipomusoonyxonesuviii 3gpghexm Owvin nonyuern 96% ciyuaes,
npu smom 22 % nayuenmos oocmuenu IIP. Ilpu meouane nabnooenus 2 2ooa, y 80% nayuenmos
ocmaiomcest 8 pemuccuu. Cpedu Hedcelamenbhblx A61eHUll Haubonee Yacmvim ObLIA NOAUHEUPONamusl,
y 30% - 3 cmenenu. Tpauzumopnoe nog@viuienue MOHOKIOHANIbHO20 IgM ommeueno monvko y 2
nayuenmos (9%). Taxum obpasom, npumeHnenue cxemvl BDR moocem crHuzums puck nosviuieHus

YPOBHA MOHOKJIOHAIbHO2O ]gM 6 npoyecce j1e4erusl.

Couemanue pumyxcumaba** c obopmezomudbom™** (cxema BR) y nayuenmos ¢ enepevie
ouasnocmuposannou MB maxoce evicoko 3gpgpexmusno. Ilpomusoonyxoneguiti 3¢ppexm, xax 0vi10
nokasano 6 ucciedosanuu Il ¢azvi, cocmasun 88%, y 65% nayuenmos nonyuenwt IIP unu YP. Ilpu
meouare Haonooenus 14 mec. meouanvt BRI u B/l ne oocmuenymui. [onunetiponamuu 3-4 cmenenu

He OMMeYeHO, BepOsIMHO, U3-3a Ha3HadyeHusi Oopmesomuba™* [ paz 6 wnedeno. Tpanzumophoe



nogvluieHue MOHOKIoHanbHo2o IgM ommeueno y 31% nayuenmos nocne 1 u 4 kypcos neuenus (nocie

pumykcumaoa **).

Takum obpazom, 0Ona JeyeHusi NAYUeHmog ¢ 6enepsvie OuacHocmuposannon MB mocym Ovimb
PEKOMEHO08AHbL  NPOSPAMMbL  C  GKItOYeHuem oOopmesomudba™**: BDR, BR, a y nayuenmos c

HenepeHoCUMOCmbio pumykcumaoba** — couemanue bopmezomuba™** ¢ dexcamemazonom**,

B nocneonue 200wt 015 n1eyeHus nayuenmosg ¢ nepevie ouasrocmuposannou MB cmanu wupoko
UCNONBL306AMb  NPOMUBOONYXONEBbIll  npenapam  bendamycmun™**, — couemarowuili  ceoticmea
AIKUIUpYIOwWe20 CoeOuHeHuss U MNYyPUHo8o20 auanoea. B pamoomusuposanHom ucciedo8anuu
npoBeoeHo CcpasHeHue 3QdeKkmusHocmuy nedeHus NAyueHmos ¢ 6nepevie OUAeHOCMUPOBAHHbIMU
unoonenmuvimu HXJI no cxemam R-B (pumyxcuma6o™*, denoamycmun™**) u R-CHOP**. Cpeou Hux
ovin 41 nayuenm ¢ MB unu numgponnazmoyumapnoti numegomoti. Ilpu meouane nabrooenus 45 mec.
Meouana ewlicusaemMocmu 60e3 npozpeccuu Ovlia 3HAYUMENbHO 6vluie Ha pedcume R-B (69, 5mec)
npomus 28,5mec na R-CHOP. Ilpu neuenuu no cxeme R-B ommeuena HU3Kas yacmoma HeumponeHuu
3 u 4 cmenenu, UHGDEKYUOHHBIX OCTIONCHEHUL U aloneyuu. Imu OaHHble NO380MAIONM PEKOMEHO08AMb
pedcum R-B k ucnonvzosanuio 6 nepsoti aunuu nevenus MB. Ilpu nposedenuu mepanuu no cxeme R-B

00s13amenbHo HA3HayeHue npoqbwzalcmuku nne@mouucmnoﬁ NHEe6MOHUU.

Tepanus nepsuunvix nayuenmoé MB makoice mooicem Oblmb HaAyama ¢ NPOSPAMM, COYEMArOUUX
yuxknogochamuo**,  pumykcuma6** u  xopmuxocmepouowr** (RDC, R-CHOP, R-CP).
IIpomusoonyxonesuviti 3¢pgpexm y navuenmos, noayuarowux pexcum RDC, oocmuecaemcs y 83%
nayuenmos, y 7% nayuenmos modxcem ovimv noayuena IIP. /leyxnemnssn BBII cocmaeénsem 67%.
llepenocumocms nevenus yooenemeopumenvras: y 9% nayuenmos paszeusaemcs neumponeuus 3-4
cmenenu, npubnuzumenvro 8 20% cayuasx ouacHOCmMupyomcs HedxcelameibHble A6/1eHUsl, C6A3aHHbLe

¢ pumykcumaoom**,

Brarouenue sunkpucmuna®* 6 npoepammvl, cooepxcawue yukiopocghamuo™**, conposoxcoaemcs
yeenuueHueM pucka noaunetponamuu npu MB. B pempocnekmusnom ucciedogaruu nposeoena
oyenka 3ggexmuenocmu neuenus axmusHot MB no mpex cxemam: R-CHOP, R-CVP u R-CP.
Cywecmegennoti  pazHuyvl mexcoy 2pynnamu no obweu 3@P@heKkmusHocmu He  BblABGIEHO!
npomugoonyxonesuiil 3ppexm ovin nonyuen y 96% nayuenmos npu neuenuu no cxeme R-CHOP, no
cxeme R-CVP —y 88% nayuenmoé u no cxeme R-CP —y 95% nayuenmos. Hedxcenamenvhule s6nenus,
CBA3AHHbIE C JleUeHUeM, BKIIUds CEA3AHHYI0 C BGUHKPUCMUHOM HeUuponamuio, GeopuibHyio
HeUmponenuio, a maxice HeodX00UMOCmb 20CRUMANU3AYULU ObLIU 3HAYUMENbHO blule NPU Te4eHUU No

cxemam R-CHOP, R-CVP, uem npu ucnonvzosaruu npocpammsi R-CP.

B 2015 2. onybnuxosanwvl pezynomamvl ucciedosanuu Il ¢azet no oyeuke 3¢pexmusnocmu
uopymunuba™** (uneubumop muposunkunazvl bpymoua) y nayuenmos, noayuusuiux He metnee 00H020
sapuanma nevenus. Mopymunu6™** naznauanu 6 cymounou 0oze 420 me. Odbwasn >3¢pgpexmusnocms
neuenusi cocmasuna 90,5%, donvuwion omeem noayuen y 73% nayuenmos. Ilokazamenu 2-x nemmetl
BFIl u OB cocmasunu 69,1 u 95,2% coomeemcmeenno [32]. Haunyuwiux pezynrsmamos y0anocs
0obumucs y nayuenmos ¢ mymayueii MYDSS. B nacmoswee epems uopymunub 6 0oze 420me/cymxu

makokce peKOMeHOOQ%ZH K UCNOJIb306AHUIO 6 nepeoii JUHUU mepanuu y nayuerHmoes ¢ MB, KOmopuoim



HeB803MOJICHO nposedenue xumuomepanuu. Ileped Haznauenuem ubpymuHuba pexkomeHoyemcs
onpedenenue cmamyca CXC-4, npu eviaenenuu mymayuu 0anHo2o 2ena (okono 40% ecex nayuenmos c

MB) s¢ghghexm om nasznauenus UOPYMUHUOA MOHCEM HUBETUPOBATNBCAL.

Ananoeu Hykneosudos (kiadpubun** u  gayoapabun™*) 6 mouopedcume uau 6 couemaHuu c
pumykcumaoom™* uw/unu yuxiogocghamuoom™* makce s3¢ppexmusnvl y nayueHmos c enepewvie
ouaenocmuposannot MB. Obwasn s¢hghexmusenocmo xnaopubuna™** u ¢guyoapadbuna™* cocmasnsiem
om 40 oo 100%. Hcnonvsosanue smux npenapamoe npu MB yayuwaem u svlocusaemocms. OOHAKO
OUMenbHas mepanus AHAl02aMU HYKIe03U008 O00bIYHO CONPOBONCOAeMCs MUelocynpeccuetl,
UMMYHOCYnpeccueli ¢ pazeumuem uH@pekyuonnvix ocrodchenui. Kpome mozo, umeromes coobwenus,
yKaswigarowue Ha ysenudenue pucka mpauncgopmayuu MB 6 acpeccusnvle numgpomvl, u ysenuuenue
pazeumusi  8MOPUUHO2O OCMPO20  MUEN0ONACmHO20 Jeliko3a U muerooucniazuu. Ilosmomy

UCnojilb306dHUE AHATIO2086 HyK]l€031/l606 Cﬂedyem ocpaHudums.

Ankunupyrowue npenapamsl 6 kasecmee mepanuu I JuHuUU 8 MOHOpeddCUME ULU 8 COUemAaHUuu ¢
KOPMUKOCMEPOUOaMU NPUMEHAEMCS 8 OCHOBHOM YV NOJNCUILIX nayuenmos. B uccredosanuu no
CpasHeHuto OaumenbHo2o npuema xaopamoyyura™** no 0,1 me/ke u Kypcosoeo nevenus no 0,3 me/ke 6
meuenue 7 OHell Kaxicovle 6 Hedelb CYUleCmB8eHHOU PA3HUYbL 8 9(hheKmusHoCmu JleueHus He BblA8IIeHO.
IIpu onumenvrom nevenuu xaopamoyyuiom™** oowasn s¢hghekmusnocmo nevenus cocmasuna 79%, npu
Kkypcosom — 68%, meouana OB — 5,4 2o0a. Jleuenue xnopamoyyunom™** nposoosm ne menee 6
mecayes, maxk Kaxk npomueoonyxonesulil 3gpgexm nacmynaem meonento. Ilocie docmudicenuss niamo

mepanuro Cﬂedyem ocmdaHoeUNls.

o Ilaumenram c¢ Buepsbie BepupuuupoBannoii MB pexkoMeHAYIOTCS POrpamMMBbl, BKIFOYAOIIUE
putykcumad** [18-23].

YpoBeHb yOeauTEeIbHOCTH PeKoMeHaannil B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbLCTB 2).

KommenTapuu: nauano neuenus c npocpamm mepanuu, 6KIOUAOWUX Npenapam pumykcumao**,
omHocumcs Kk pekomeHoayuam 1V-2o Medcoynapoonozo paboueco cosewjanusi no MB ona neuenus

nayuermoes c enepesvle ()udZHOCWlupOGClHHOZZ Oone31bI0 8 OONILUUHCGE ciyuaes.

o Ilaumenram ¢ Bhoepsble BepudguuupoBanHoi MB ¢ cHHAPOMOM THIEPBA3ZKOCTH

pexkoMeHayroTcs boprezoMud™*-conepskaniue Kypesl [19,20,24].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB 4).

KommenTapuu: npu cunopome eunepeésaskocmu 6 Kauecmee HNpOSPAMMbL 6bl100pa Npeonazarom

bopmezomud **-cooeporcawuti pescum BDR (bopmeszomub, oekcamemasom, pumykcumao).

o Ilaumentam ¢ BmepBble BepupuuupoBanHo MB c cunopomom eunepsazxocmu, 6onvuumu
pasmepamu /Yy UIU Cele3eHKU, KpUuoerodyiunemuel, Ko20a Heooxoouma oOvicmpas peoyKyus
onyxonu PeKOMEHAYIOTCS TporpaMMmbl ¢ BKimrodueHHeM mukiIopochamuaa** (R-CHOP, RCD)
[21,22,25].

YpoBeHb yoeauTeJIbHOCTH pekoMeHaalnuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 2).



e Ilaumentam ¢ BnepBble BepupuuupoBanHoi MB ¢ upuTonmenusiMmu (0C0OOEHHO ¢
TPpOoMOOLMTONEHUeil) pexomMeHnayercsi JiedueHune 1o nporpamme RCD  (putykcumald™*,
nexkcaMmetason™*, nuknopochan™*) [21,25].

YpoBeHb yoenuTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB 3).

o ITanuentam ¢ Brnepsbie Bepuuunposannoit MB pexkomenayercs yieuenue no nporpamme R-B
(putykcumab**, Gengamyctun**) [21,25].

YpoBeHb yOeAUTEJIbHOCTH peKkoMeHAaui B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 3).

e ITammentam ¢ BHepBble BepupuuupoBanHoii MB ¢ renepaausoBaHHbIMH (opMamMu
3a00/ieBaHNsl PEKOMEHAYeTCA COYeTaHUe pUTyKcuMada™* ¢ aHamoraMu HYKJIEO3UIOB
(xmagpubua™** 1 daygapadbua™**) c muknodochammumom™* umm 6e3 Hero [26-29].

YpoBeHnsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH A0KAa3aTeIbCTB 4).

e IlanuenTam c BnepBble BepuuuupoBanHoii MB ¢ nuskum ypoenem monoknonanonozo benka,
MeONeHHO — npocpeccupyrowell  O0Ne3Hblo, a makdce ¢ - conymcmeyioujeu — namonocuetl

peKoMeHayeTcsl puTykcumMad™* B MmoHopexume [18,23]
YpoBeHb yOeauTEILHOCTH pekoMeHaanunii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENLCTB 3).

o Ilanmentam c BnepBble BepuduuupoBannoi MB ¢ nuskum ypoenem monoknonanvnozo benxa,
MeOneHHO npozpeccupyloujeli 06one3nvlo, a makdce ¢ CONYMCmeywel namono2uei npu

HeB803MOXCHOCMU HA3HAYEHUsT pumykcumadoa** pexkoMeHayeTcsl XJI0opaMOymnr** B MOHOpeXUME
[30].

YpoBeHb yoeauTEILHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3ATENbLCTB 2).

o Ilaumentam ¢ BmnepBblie BepuguuupoBanHoii MB, KOTOpbIM He MOXKeT ObITH Ha3HaAYeHA
XUMHUOTepanus, peKkoMeHayercs uOpyTuHuo**B monopexxume [31].

Yposenn yoenureabHOCTH pekoMeHaanui C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB 4).

« He pexomeHayercsi Hayajno Tepanvu MOJIOABIX IanueHToB ¢ MB anamoramMmm HyKJ€o3WII0B

(pmymapabun™*, knagpubun™*), a Taxke xmopamOymumom™** [32].
YpoBenb yoeauteabHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB 5).

KommeHnTapum: dannvie npenapamsi He ciedyem UCNOIb3068amb 8 Kauecmee mepanuu nepeot IuHul,
maKk Kak 2mo modcem nomeuwiams aoekeamuomy coopy I'CK 6 cnyuae npumamus peuienus o
npogedenuu 8vicokoooznou xumuomepanuu ¢ TI'CK npu peyuouge 3aboneeanusi 6 epynne monooblx

comamudecKu-COXpaHHblx nayueHnoes.

3.3 llogaep;kuBawias Tepanus



o Pexomenyercsi putykcumab ** 1o 375 Mr/m? kaxsle 3 Mecsna B Teuenue 2 et [23].
YpoBeHnnb yoenureJbHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB 3).

KommenTapuu: Bonpoc o noodepocusaroweti mepanuu pumyxkcumaoom™* npu MB obcyscoaemces. B
OMOENbHBIX YeHmpax HazHauaiom pumykcumad** nayuenmam MB nocne ycnewHozo neyeHusi no
npocpammax ¢ KIoueHuemM smo2o npenapama no 375 me/m2 kadxicovie 3 mecaya 6 meuenue 2 nem. B
OOHOM  UCCIe00B8aAHUU  ObLIO  NOKA3AHO, YMO  HA3HA4YeHue pumykcumaba** 6 kauecmee
noooepoicusaioweri mepanuu yuyyuiaem oowyio s¢pgpexmusnocmo nevenus, BEII u OB. Oouako npu
ONUMENbHOM JIeYeHUU pumykcumaobom™* ommeuveno yeenuuenue uH@GEKYUOHHBIX OCLONCHEHUU, NO
CPABHEHUIO C 2PYNNOU NAYUeHmos, He NOAYyHasuiux noooepoicusarowell mepanuu. llpocnekmugnoe
uccireoosanue, NPosoOUMoe 8 HACMosUee 8peMs, B03MONCHO, NO3BONUM OMEemums HA BONPOC O
yenecoobpaznocmu noooeposcusaroujell mepanuu pumyxkcumabom ** npu MB [26]. I[loooeparcusarowas
mepanus pumyKcumabom modxcem Ovlmb pPeKOMeHO08aHA NAYUEHMAM, y KOMOPLIX NOJYYeH NOTHbL

UU OYeHb XOPOULULL YACTNUYHBLLI OMEem HA UHOVKYUOHHOU PUMYKCUMab-cooepaicaujeli mepanuu

3.4 Jleuenue peuuausos MB

Ilayuenmot ¢ peyuousom MB OondxcHbl Obimb 00C1€008aHbL 8 MOM dce obvbeme, YUMo U NepeuyHbvle

nayuernmol.

Buvibop npoepammul neuenus peyuousos MB 3asucum om s¢hghexmuenocmu npedwecmsyoweli
mepanuu, OIUMENIbHOCHU PEMUCCUL, COCIOSIHUS U 803DACA NAYUEHMA, CONYMCMBYIoW el NAmoL02ul
U OCNOJCHEHUL, CONPOBONCOABUIUX NePBOHaYaIbhyl0o mepanuto. Ilpu no3onux peyuousax,
Pazeusuuxcs uepe3 200 u Ooiee nocie OOCMUNCEHUS NPOMUBOONYXONe8020 OMBEMA, B03MONCHO
UCNONB308AHUE NPUMEHABUIUXCS paHee Memo0os nedenus. s nevenus paHuux peyuousos MB (npu
onumenvHocmu pemuccuu menee 1 2ooa), a maxice npu pegppaxmepHom meueruu 601e3HU cledyem
UCNONB308AMb ANLMEPHAMUBHYIO NPOSPAMMY. DM NPOSPAMMbL OONHCHBL BKIAIOUAMb JIeKAPCMEEHHbLE
npenapamvl Opyeux 2pynn, mozym 0bimb UCNONb308AHbL KAK 6 MOHOpedjcuMe, mak u 8 6uoe

KOM6MHCZI/;MM npenapamoe.

e Ilanmentam ¢ penuauBamu MB pexomeHayroTesl IporpaMmbl ¢ BKIIOUEHHEM OopTezomuoOa™*
[19-21,24].

YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 4).

KomMeHnTapuu: ucnonvzosanue npocpamm ¢ 6xkaoueHuem 6Oopmesomuba™* npu peyuousax MB
no360Jislem  NOAyYums npomugoonyxonesuviil sppexm y 60% nayuenmos, npu couemaHuu ¢

oexcamema3zonom™* unu pumykcumabom** 6 60-70% cayuaes.

e IManmentam c¢ peumauBamu MB pexkomeHaylOTCs TporpaMMbl Ha OCHOBE OeHIaMycTHHa™**
[33,34].

YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB 4).



KommenTapuu: naubonee sgpghexmueen npu peyuousax u pegppaxmeprnoii MB oenoamycmun™** 6
couemanuu ¢ pumykcumadbom**. Kax ovi10 noxkazano 6 uccieoosanuu Il ¢hazvl, npomusoonyxonegwiii

agpgpexm nonyuen y 83,3% nayuenmos, meouana BBII cocmasuna 13,2 mec.

o IManmentam crapuie 18 jer ¢ penuauBamu MB pexkomeHnayeTcss MoHOTEpamnus HOpyTHHHOOM **
[35].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 4).

Kommentapuu: ¢ 2015 2. onyoauxoeawwt pesynvmamsl ucciedosanuu Il ¢gazvl no oyenke
agphexmusnocmu uopymunuba™** y nayuenmos, noayuueuux He meHee 00OHO20 BAPUAHMA JIeUEeHUS.
Hopymunuo** nasnauanu no 420 me 6 denv. Oowasn sppexmusnocms neuenus cocmasuna 90,5%,
oonvuwiou omeem noayuen y 73% nayuenmos. Iloxazamenu 2-x nemneu BBl u OB cocmasunu 69,1 u

95,2% coomeemcmeerHo.

o Ilammentam ¢ peunuauBamu MB pexomenaywrtess mnporpammbl  FR - (dbiymapabun™*,
putykcuma0**) mnu FCR (pnynapabun™*, nuknopochamun™*, purykcumad**) [26,29] [27].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJIbCTB 4).

KomMeHnTapuu: oOawumnvie cxemvl mepanuu 3apekoMeH008anu cebsi Kak 6blCOKO 3¢hghexmusHble
npozpammel. Pezynomamul uccnedosanus nevenus no cxeme FR, ucnonv3yemoul kak y nayueHmos c
gnepsvie OuasHocmuposannou MB, max u panee nonyyagwux mepanuio, NOKA3AIU OOWYIO
agppexmuenocmo nevenus y 95% nayuenmos. B 86% cayuaee nonyuenvr IIP u YP. Ilpu
onumenvnocmu Haonooenus 40,1 mec. meouana BIHII cocmaeuna 51,2 mec., meduana OB ne
oocmueHyma. Yuumleas 4acmomy pazeumus u OIUmeIbHOCMb YUMONEHUl, A8mopsl UCCIe008aHUs

npeonazarm ucnoib308amov 4-oHegHoe 8sedeHue uyoapadbuna™* u oepanuyumse 4ucio Kypcos 0o 4.

e ITanumenrtam ¢ peuuauBamu MB pexoMeHayercsi pacCMOTpPEHME BapHaHTa OCYLIECTBICHHUS

BbICOKO/I03HOM xumMuoTepanuu (BJIXT) ¢ nocnenyromeit ayroTT'CK [36].
YpoBenb yoeaureabHocTH pexoMenaanuii C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB ).

KommeHnTapumu: ¢ nacmosiwee epemsi npo8oOAmcs uUcciedo8aHus Nno oyenke d¢hgekmusHocmu
gbicoko0o3nou  xumuomepanuu ¢ aymoll CK npu MB. Ob6cyxcoaemcs yenecoobpasHocms
UCNONb308AHUS IMO20 MEMOOA JIeUeHUsl ) MOLOObIX NAYUEHMO8 C MHOMCECMEEHHbIMU PEYUOUBAMU UTU
nepsuyro pegpakmeproti bonesuvto. BAXT npu peyuousax y monoovix nayuenmos MB mooicem Ovimo

UCNONBL30BAHA 6 OMOETbHBIX CJYUaAx no coeiacoearuio ¢ mpaHcnilanmayuOrRHbIM YEeHmpOoM.



4. PeaOuauranus

Cneyuanvnuvix memooos peaburumayuu npu MB ne cywecmgyem. Peabunumayus npu 603HUKHOGEHUU
OCNOJICHEeHUll 8 meueHue 3a001e6anus U JeYyeHUusi NPoGOOUMCS 6 PAMKAX COOMEEMCMEYIOUWUX

Ho3onoeull. Pexomendyemcs eecmu 300po8ulil 06pa3 HCU3HU, UCKIIOUUMb U30bIMOUHYIO UHCONAYUIO U

meniosvie QuzUoOnpoyedypul.



S. IIpopunakTuka

Memooos npogurakmuxku MB 6 nacmosiwee 6pems He cyujecmeyem, HNOCKOIbKY HeUu38ecmeH
smuonocuyeckutl gaxmop(vl), 6edywue K pazeumuro 3abonesanus. Jucnanceprnoe HabMOOEHUE
2eMamosno2omM Uil OHKON020M OCYWeCmeaaemcs 8 nepuoo JeyeHus u nocie 00CMUNCEHUS PeMUCCUl

auUMgomul.

o Bcem nmanmentam ¢ JIKM Ha npoTskeHUH BCEH KM3HM MAlMEHTA — KaK B MEPUOJ JICUCHUS, TaK U
BHE JICUCHUS — peKOMeH/1yeTcsl COOJI0AATh MPENICaHNs Bpauya-reMaToliora o JIeueHuIo, n30erarhb
NPOBOIMPYIOIMIKX 3a0osieBaHue (PAKTOPOB, U3MEHUTHh BHUJBI W YCJIOBHUS TpyJda Ha HEBpEIHBIE U

o0JIerYeHHbIe, OTPAHUYUTH MHCOJAINHN U (HU3UOTEPANIEBTUUECKUE METObI JieueHus [37].
YpoBennb yoeaureabHocTH pekomeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: 6 npoyecce nabniooenuss uUMMyHOXUMUYECKOE UCCIe008aHUE CblGOPOMKU KPOBU U
MOYU HeoOXOOUMO BbINOAHAMb Kadcovle 3 mecaya. Ilpu ucnonvzosanuu pumyxcumada 60 pems
nepevixX KypCo8 JedeHus Heooxooumo 8blnoiiHeHue 1ekmpogopesa benxkos cvigopomku kposu 1 paz 6
Heoento. Hccnedosanue KoCmMHO20 MO32a, 6KIOUAS MPENAHOOUONCUIO NOOB300WHOU KOCMU,
pexkomeHoyemcs. monvko 051 noomeepxcoenuss IIP. Y3U ecex epynn nepugpepuueckux JIY, JIV
OprOWHOU NOIOCMU, 3AOPIOWUHHO20 NPOCMPAHCMBA, NEeYeHU, Celle3eHKU Cledyent GbINOIHAMb KaXCOble
3 mecaya. Penmeenocpaguio epyonoiul kiemku nposooam 1 pas 6 200. Pemmeenocpagusa xocmeii
gvinonnsemcs no Kaunuveckum noxazanusam. KT oprownoti nonocmu npu ucxooHom ysenudenuu J1y

Uuiu nopasiceruu opecanos - ons OY€eHKU 3qbqbei<mu6H0cmu JaedeHusl U no KIUHUYECKUM NOKA3AHUAM.

Opranmaunﬂ OKa3aHUA MQI[PIIII/IHCKOﬁ IHOMOIII M

MenunuHCKas TOMOIIb, 32 HCKITFOYCHHEM MEIUIIMHCKON MTOMOIIY B paMKax KIIMHUYECKOU armpoOariu,
B cooTBeTcTBUU ¢ DenepanbHbiM 3akoHOM OT 21.11.2011 No 323-®3 (pex. ot 25.05.2019) «O6

OCHOBAX OXpPaHbI 3JO0POBLS I'PAKIAH B Poccuiickoi CDGI[epaHHI/I» OpPTraHu3yCTCs U OKa3bIBACTCAA:

1. B COOTBETCTBUHU C IOJOKEHHEM 00 OpTaHW3alMH OKAa3aHWUS MEIUIIMHCKOW IMOMOIIM IO BUIAM
MEIUIIMHCKOW IIOMOIIH, KOTOPOE YTBEPKIACTCS YIIOJMHOMOYCHHBIM (PenepalbHBIM OpraHOM
WCTIOJIHUTENBHOM BIIACTH;

2. B COOTBETCTBHH C MOPSIKOM OKa3aHHUs MOMOIIU 0 TPOPUITIO0 «reMaTOJIOTUS», 00sS3aTeIbHBIM JIJIS
HWCTIONTHEHUs Ha Tepputopun Poccuiickon denepanuy BCEMU MEAUIIMHCKUMHA OPTaHU3AUSIMU;

3. Ha OCHOBE HACTOAIIMUX KIMHUYECKUX PEKOMEHAAINMT;

4. Cc y4eToM CTaHAapTOB MEAMIIMHCKON MOMOIIM, YTBEPKJACHHBIX YIIOJIHOMOYEHHBIM (eaepaibHbIM

OpraHoMm HWCIOJIHUTEIbHOMN BJIACTH.

IlepeuuHas cnenuanu3upoBaHHAs MEIUKO-CAaHUTApHAs MTOMOIb OKa3bIBA€TCsl BPAYOM-I€MAaTOJIOrOM U
WHBIMH BpayaMU-CIEUAIUCTaMU B LEHTpe aMOyJIaTOpHON TIeMaToJOorHYeCKO/OHKOIOrMYeCKOn
nmoMoi Jub0 B  TMEPBUYHOM T€MaTOJOTHYECKOM/OHKOJIIOTMYECKOM KaOWHEeTe, MepPBUYHOM

réMaToJIOrn4C€CKOM OTACICHUH, MMOJIUMKIMHUYCCKOM OTACIICHUHN OHKOJIOTUYCCKOI'0 AUCIIaHCEpa.



[Ipu BbIsABIIeHMM y manveHTa MB wnm nmomo3peHnn Ha HEro BpauM-TEPANEBTHI, BPAYU-TEPAIICBTHI
y4aCTKOBBIE, Bpauu 0OI1Iel MPAaKTUKU (CeMEIHbIE Bpauu), Bpaun-CIEeIIUATUCThI, CPEIHUE METUIIUHCKHE
pabOTHUKM B YCTAHOBJIEHHOM TIOPSJIKE HAMPABISIOT TAaIllMeHTa Ha KOHCYJIBTAIlMI0O B IEHTP
aMOyJTaTOPHOM TeMaTOJIOTHYECKONH/OHKOJIOTHISCKON TTOMOIIM MO0 B MEPBUYHBIA TeMaTOJIOTMYECKHI
KaOWHET, MEPBUYHOE T'eMaTOJIOTUYECKOE OTACIICHUE MEIUIMHCKOW OpPraHu3alMK JJIsi OKa3aHUs eMy

NEPBUYHOM CIIEHHAIU3UPOBAHHON MEIUKO-CAHUTAPHON ITOMOILH.

Bpaq-reMaTonor aM6y.]'IaTOpHOFO HJIM CTAallMOHApPHOI'0 3B€HA reMaToJIOTUYECKOM MOMOIIU OpraHms3ycT
BBIITOJIHCHUEC NHAIr'HOCTHYCCKUX HCCHGHOB&HHﬁ, H606XOIII/IMBIX JJIA YCTAHOBJICHUA AWAIrHO34, BKIIKOYaAsa

PacrpoCTPaHEHHOCTh U CTAIUI0 3a00JICBaHMS.

B ClIydyac HCBO3MOXHOCTU IIPOBCACHUA OUAIHOCTUYCCKHUX I/ICCJ'IeI[OBaHI/Iﬁ MaguCHT HAIPaBJIAACTCS
JieqamyuM BpadyoOM B MCIHUIIMHCKYIO OPTraHU3alnIO, OKA3bIBAIOITYI0O MCIUIIMHCKYTIO ITOMOIIbL IMAllMCHTaAM
C TreMaToJI0Trn4CCKUMHU 3a00JICBAaHUSIMH JUJIsL YCTAHOBJICHUA Juardo3a u OKa3aHHuA

CHCHH&HHBHPOB&HHOﬁ, B TOM 4HUCJIC BBICOKOTCXHOHOFHQHOﬁ, MCHHHHHCKOﬁ IIOMOIIIN.

[Ipn BeIIBIeHMM MB WM 1mogo3peHuM Ha HEro B XOJ€ OKa3aHWs CKOPOW MEIMIMHCKOW ITOMOILIH
MAIMEHTa MEPEBOIAT WA HAIPABILIIOT B MEAULIMHCKUE OPraHU3alMM, OKA3BIBAKOIINE MEIUIIMHCKYIO
MIOMOIIb TAaIlMeHTaM C TeMaTOJOTHYEeCKUMH 3a00JIeBaHUSMU, ISl OMpEAeNICHUs] TAKTUKU BEICHUS U
HEOOXOMMOCTH  NPUMEHEHHUS  JIONMOJHUTEIBHO  JIPYTMX  METOIOB  CIELUUAJIU3UPOBAHHOTO

IIPOTHUBOOITYXOJCBOTO JICUCHU .

Crneunanu3upoBaHHas, B TOM YHCJIE BBICOKOTEXHOJOTMYHAsl, MEAMIIMHCKAs IOMOILb OKa3bIBACTCS
BpauaMHU-T€MAaToJIOTaMd B MEAUUMHCKUX OpPraHU3alusAX, OKa3bIBAIOIIUX MEIULHUHCKYIO IOMOLIb
nanpeHTaM ¢ MB, wuMemux JUIEH3UI0, HEOOXOAUMYI0 MaTepuaIbHO-TEXHUYECKYI0 0asy,
cepTU(UIUPOBAHHBIX CIIEUATINCTOB, B CTALIMOHAPHBIX YCIOBUSIX U YCIOBUAX THEBHOTO CTAllMOHApA U
BKJIIOYAET MPO(PUIAKTUKY, AUArHOCTUKY, JICUEHHE TI'€MaTOJOTMYECKHX 3a00JjieBaHUU, TpPeOyoInX
WCIIOJb30BAHMS CIIEIIUATBHBIX METO/IOB U CIOKHBIX YHUKAIbHBIX MEAUIMHCKUX TEXHOJOTHI, 8 TAKKE

MEIUITMHCKYIO PeabrInTaIUIO.

B MemuuuHCKOM OpraHu3anyy, OKa3bIBAIOLIEH MEAMIMHCKYIO MOMOIIb INamueHram ¢ MB, takruka
MEIUIIMHCKOTO OOCIIEIOBAHMS U JICUCHUS YCTAHABIUBACTCS BpauaMU-T€MaTOJIOTaMH C MIPUBJICYCHUEM
Ipu  HEOOXOAUMOCTH JAPYTUX Bpaueh-CHENUaINCTOB, MPU HEOOXOIMMOCTH — C MPOBEICHUEM
KoHcunuyma. Pemenue koHcunmymMa Bpadeil  odopmisieTcs  MPOTOKOJIOM, — IMOANKMCHIBAETCS

yY4aCTHUKaMH KOHCHUJIMyMa Bpaqeﬁ W BHOCUTCA B MCAUIMHCKYIO JOKYMCHTAWIO ITAITUCHTA.

ITokazanus Kk ToCIIMTaJIn3allui B prrJIOCYTO‘IHBIﬁ N HHeBHOﬁ cTagyuoHap MGHHHHHCKOﬁ
OpraHru3aluu, OKaBLIBaIOIHefI CIICOUAIU3UPOBAHHYIO, B TOM YHCJIC BBbICOKOTCXHOJIOIMYHYIO,
MCIWIHWHCKYIO IIOMOIIbL II0 HpO(l)I/IJ'IIO «reMartoJIorusa», OIpeaACIArOTCsA BpaqOM-FeMaTOJ'IOI‘OM/

KOHCHJIMYMOM Bpaueil ¢ IpUBJICYCHUEM MPU HEOOXOIUMOCTHU JAPYTHUX Bpaueh-CIEIIUaTNCTOB.
IToka3zaHus K IKCTPEHHON rOCIUTAJIUZALMMN:

1. Pa3Butue TsKEI0M I/IH(l)eKHI/II/I (HGO65{33TGJ'II>H8 roCIUTaIn3alMs B TeMaTOI0rMYeCKUi CTaHI/IOHap).



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

HEUTPOTICHUN ).

3. PaszBurue ocinoxHeHuid MB, yrpoxaronmx Ku3HU.

4. Pa3BuTHE OCIOKHEHHUH Tepamuu, BKIIOYAsh CUHIPOM JIM3UCA OMYyXOJH, TsDKeNble MH(Y3MOHHbIE

peaKiMK, MHEIOTOKCUYECKUI arpaHyloUTO3 C JUXOPAIKOM M APYTHUE OCIOKHEHHUS, YIpOKAIOIIHe

KHU3HU.

Iloka3zanud K NJIAHOBOM rOCIIUTAJIN3AIUN:

l.

[IpoBenenue Tepanuu B ciaydasx, TPEOYIOIIUX KPYINIOCYTOYHOTO HAOIONEHUS 3a MAI[MeHTOM IO

OPUYMHE TSHDKECTH COCTOSHMSI, OOYCIIOBIEHHOIO OIyXOJIbIO, WJIM IO NMPUYUHE PUCKA OCIOKHEHH,

CBSI3aHHBIX C MPOTPAMMOM JICYECHUS WIH COMYTCTBYIOIUMHU 3a00JI€BAaHUSIMHU.

2. O6CJIeIIOBaHI/Ie InanucHTa, BKJIIOYAIOIICC OMOIICHI0O W WHBA3UBHEIC BMCHIATCIIbCTBA, B ClIydadX,

KOTJ[a OHO HE MOXKET OBITh MPOBEJCHO aMOYJIaTOPHO.

Iloxka3zaHus K BHINKMCKE NAIMEHTA U3 MeIUIMHCKON Opranu3anvm:

1. BaBepHIeHI/Ie Kypca JICUHCHHUA UJIIKN OAHOI'0 U3 3TAIIOB OKAa3aHUA CHGHH&HHBHpOBaHHOﬁ, B TOM 4HUCJIIC

BBICOKOTCXHOJ'IOFI/I‘-IHOI\/'I, MCI[HHI’IHCKOﬁ noMoOHIIr, B YCIOBHUAX KPYITIOCYTOYHOI'O HJIM JHCBHOIO
cTaguoHapa IIpu YCJIOBHU OTCYTCTBUA OCJI0KHEHUM JICUCHUA, Tpe6y101111/1x MGHHKaMeHTOSHOﬁ

KOPPCKIINN W/ Uin MCINIMHCKHUX BMCHIATCIILCTB B CTAIMOHAPHBIX YCIIOBUAX.

. OTka3 manueHTa WM €ro 3aKOHHOI'0 MpCACTAaBUTCIIA OT CHeHHaHHBHpOBaHHOﬁ, B TOM 4YHUCIIC

BBICOKOTCXHOHOFHQHOﬁ, MGHHHHHCKOﬁ noMom B YCIOBHAX KPYINIIOCYTOYHOI'0O HJIM JHCBHOT'O
craguoHapa, YCTaHOBHGHHOﬁ KOHCHIINYMOM MCHHHHHCKOﬁ OpraHHu3alnu, OKa?:BIBaIOH_[eﬁ
OHKOJIOTHUYCCKYIO IIOMOIIlb, IIPU YCJIOBHUHU OTCYTCTBH:A OCJIO)KHCHUM OCHOBHOT'O 3a00JICBAHUS H/WJIH
JICUYCHUA, Tpe6y}0uu/1x MGI[HK&MCHTOBHOﬁ KOPPCKINHN W/ MCIUIIMHCKUX BMCIIATCIBCTB B

CTAaONOHAPHBIX YCIIOBUAX.

. HeobxonumocTs  mepeBoja mamueHTa B JAPYTyl0  MEAMIMHCKYI0 — OpPraHM3alUio 110

COOTBETCTBYIOIIEMY TTPOQHUITIO OKa3aHUS MEIUIIMHCKOW TTOMOIITH.

. Pemienne BpaueOHOM KOMHCCHMU 00 OTCYTCTBUM TIOKa3aHUW K TpeObIBaHUIO TMaIMeHTa B

cTaguoHape B CBA3U C 6€CHepCHeKTI/IBHOCTBIO JCUCHUA U H€06XOIII/IMOCTBIO OKa3aHHA TOJIBKO

HaJUIMAaTUBHOM ITOMOIIIH.

3aKJII0YeHUE O HGHCCOO6pa3HOCTI/I InepesBoaa manuvcHTa B HpO(i)I/IJ'II)HYIO MCIUIMHCKYIO OpPTraHU3allnIo

COCTABJIACTCA IIOCJIC npez[BapHTeanoﬁ KOHCYJIbTallUM II0 TIIPCAOCTABIICHHBIM MCIUIUHCKUM

JAOKYMCHTaM n/unu OpcaABApUTCIbHOIO OCMOTpPA MalMCHTA BpadaMH CICOHUAIMCTaMHA MCHHHHHCKOﬁ

OpraHu3allid, B KOTOPYIO IJIAHUPYETCS IEPEBO/I.



6. JlonoaHuTeabHAA HHGOpPMAaNMs, BJIUSIONIAs HA
TeUeHHe U UCX0I 3200/ IeBaHUSA

6.1 ®akTopbl NpPOrHo3a.

K ocHOBHBIM (pakTOpam HeOIaromnpusTHOrO MPOrHO3a MPHU YCTAaHOBIEHUM nuarHoza MB otHocsTCs:
BO3pacT crapmie 65 mer, ypoeHb HB < 11,5 r/mm, ypoens tpombOonutoB <100x109/m, B-2
MUKPOITIOOYJIMH CBIBOPOTKH KPOBU > 3 MI/J, KOHLIEHTpalus MOHOKIOHaiIbHOro IgM > 70 r/n. Ot
npu3HaKu OOJIE3HHU U BO3PACT MALMEHTOB BKIIOUEHBI B MEXIYHAPOJIHYIO MPOTHOCTUYECKYIO CUCTEMY
(International prognostic scoring system for Waldenstrom’s makroglobulinemia). Mcnionb30Banue 31oii
CHCTEMBI MO3BOJISIET MTPOTHO3UPOBATH MPOIOIKUTENFHOCTD KU3HU MAIlUTEHTOB M OTBET Ha TepaIuio,
HO HE SBJSIIOTCA OIPENENSIONIMMU TPH BHIOOpE TaKTUKa JieueHHs. [ISTUIeTHssS BBDKHBAEMOCTH

nmanueHToB MB B 3aBUCHMOCTH OT KOJMYECTBA HEOIAroMpHUsITHBIX MPU3HAKOB COCTABISAET OT 87 10
36% [6,13].

6.2 Jleuenue nepudepuuecKoi HeMponaTuu

Ilepughepuuecxas nonunetiponamusi npu MB ecmpeuaemcsa ¢ uacmomou om 10 0o 20%. Ilpu
CHLONCHOCMU ~MEXAHU3MO8 Pa36umusi NOJUHEUPONnamuu 8 Kayecmee OCHOBHO20 00CyiHcoaemcs
UMMYHHASL AKMUBHOCMb MOHOKIOHAIbHO20 IgM, Hnanpaenennas npomus MueiuHaccoyuupos8aHHoco
enukonpomeuna (MAG) u Opyeux aummucenos wnepenou mranu. Ilosmomy nepughepuueckas

noaunevponamus npu MB paccmampusaemcs 6 bonvuuncmee ciyuaes kax IgM-accoyuuposarnnas.

[na nevenus IgM-accoyuuposannoii nepughepuueckoll NONUHEUPONAMUU BbINOIHAIOM NPOYedypbl

naasmagepesa.

o Pexomenayercst npu TsKeNON nepudepuyueckoil NoauHeHponaTui npuMeHaTb komounauuu R-CP

u DRC nyst 6ornee BeIpaXKEHHOTO CHIDKEHUSI mapanpoTenHa [36].

VYpoBenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTENbCTB ).

6.3 Benenue nanueHTOB ¢ CHHAPOMOM TMIIEPBA3KOCTH

o Pexomenayercst y nmanuentoB MB npu Hanuuuu CUHApPOMA TUNEPBSI3KOCTH, KPUOTIOOYTMHEMUN

JIUeHHE HAUYMHATh Teparuio ¢ Tiazmadepesa g ObICTPOTO CHIKEHUST YPOBHS MOHOKJIOHATBLHOTO
oenka [36].

VYpoBenb yoenuTeapHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB ).



Komenrapum: odviuno svinonnsrom 2-3 npoyedypst naasmagepesa onsa cuudicerus ypoeus IgM na 30-
60%. Ilocne ceancos niasmaghepesa 6 onudicaiiuiee 8pems Ha4uHaOm cneyuguueckoe jeuenue, max

Kak 8 meueHue 4-5 neoelv ypogensb napanpomeura Moxicem 8036PaAmumusCsl K UCXOOHOM) YPOGHIO.

6.4 Oco0eHHOCTH CONPOBOAUTEIbHON TEPANUH MALMEHTOB, B CXeMY JICYeHH
KOTOPBIM BKJIIOYEH Npenapar 0opre3omMud **,

[Ipu neyenun GoprezoMuboM™* HeOOXOAMMO MPOPHUIIAKTHUECKOE HA3HAYCHHE BaJALMKIOBUpA™™ win
aIUKIOBUPa™® B CBSA3M C YyBEIMYEHHEM pHUCKA PA3BUTHS OIMOSCHIBAIONIETO Tepreca, a Takke
CBOECBPEMEHHOE CHW)XEHHE J03bl OopTe3omuba** mpu pazButun mnonuHelponatuu. Kpome Toro,
NOJIKOKHOE BBeZeHHEe Oopre3oMuba™™* BMECTO BHYTPUBEHHOTO CYIIECTBEHHO CHUYKAET YacTOTY
Pa3BUTHS HEXelaTenbHbIX ABleHud. [Ipn Ha3HaueHun Oopre3oMuba™™ criemyer oTAaTh NPeANOYTeHHUE
cXeMaM C Ha3HaueHueM Ooptezomuba*™* 1 pa3 B Hemenmo, a TaKXKe HUCIONb30BATh MOIKOXKHBIN MyTh
BBEJCHMS Tpernapara BMECTO BHYTPHUBEHHOTO C IEJNbIO CHIDKEHUS YacTOThl PAa3BUTHUS TSDKETIOU

nonuHeponaruu [3,19,24].

6.5 Ounenka 3¢ peKTUBHOCTH JICUEHUS.

Onenka »s¢ddexruBHOCcTH JseueHus MB TpoBOOUTCS COMIACHO MEXKIYHApPOAHBIM KPHUTEPHSIM,
MPEeAJOKEHHBIM Ha 6 MEXIyHapoAHOM paboyeM coBelmaHud 1no MB, 1mo HW3MEHEHUI0 YpOBHS
MOHOKJIOHaJEHOTO IgM B CHIBOPOTKE KPOBH M MOYE, TUHAMUKE Pa3MepoB JTUM(OY3II0B U MOPAKEHHBIX
opraoB. Ilpu IIP HeoOXomuMO BBHIMOIHEHHE CTEPHATBHON TYHKIMA W TPENaHOOUOIICUU

HOIIB3I[OI_HHOI71 KOCTH.

llonnas pemuccus (IIP): HOpManbHBIH ypoBeHb IgM, OTCyTCTBHE MOHOKJIOHAJIHLHOTO OClKa B
CBIBOPOTKE KPOBH M MOYE TIO JAHHBIM UMMYHO(HKCAIINHU; OTCYTCTBHE HHPWIBTPAIIMU KOCTHOTO MO3Ta
M0 JaHHBIM THCTOJIOTHYECKOTO HCCIIEIOBAaHMS, OTCYTCTBHE JTHUMQOaJCHONMATUH U OpraHOMETrajuu
(ecm ompenensiich UcxomHo) 1Mo qanHbeM KT, orcyrerBue cumnromoB MB. [l moareepxxaerus [1P

HE0OXO0AMMO MOBTOPHOE UCCIIeJoBaHNnEe M-rpaiueHTa MeToJJoOM UMMYHO(MUKCAITUH.

Ouenv xopowas uvacmuunas pemuccus (OXYP): CHWKEHHE YypOBHS MOHOKJIOHaIbHOTO IgM
CBIBOPOTKH KpoBH Ha 90% wu Oosiee U yMeHbIIEHHE pa3MepoB JUMQOaTCHONATHH/OPraHOMET TN
(ecnm ompenemnsuINCh UCXOAHO), TI0 JaHHBIM (Qu3nkaibHOoro oocienoBanus niau KT. OTcyTcTBHE HOBBIX

CUMIITOMOB akTUBHOU MB.

Yacmuunas pemuccus (4P): CHUXKEHUE YPOBHS MOHOKJIOHaIBHOTO IgM chiBopoTku KpoBu Ha 50% u
0oJiee M yMEHbIIIEHHE pa3MepoB JIMM(pOaeHONTATUH/OpraHOMeraaun (€CJIM ONPEeAeIsUIUCh UCXOIHO),

1o aHHbIM ¢u3ukanbHoro oocneaosanus win KT. OTcyTcTBHEe HOBBIX CUMOTOMOB akTUBHOM MB.

Munumanvueiii omeéem: CHUKEHUE YPOBHS MOHOKIIOHaNIbHOTO IgM chiBOpoTKH KpoBH Ha 25% u Oosee,

HO MeHee 50% OTcyTcTBHE HOBBIX CHMIITOMOB akKTUBHOU MB.



Cmabunuzayusa (Cm): canxeHne menee 25% wuinu yBenndeHue Menee 25% ypoBHSI MOHOKJIOHAJIBHOTO
IgM cbiBOpoTKH KpoBU MeHee 25% 0e3 mpu3HAaKoB HapacTaHus JuMdOaeHONnaTun/opraHoMeraiuu,

LATONCHUHN WJIM KJIMHUYECKHU 3HAYMMBIX CUMIITOMOB, CBsI3aHHBIX ¢ MB.

IIpocpeccus 3a6onesanus (113): yBelnueHHe YPOBHS MOHOKJIOHAJIHHOrO IgM CBHIBOPOTKM KpOBHM Ha
25% wu Oonee mpu MOBTOPHOM MCCIEIOBAaHUU WJIM TPOTPECCUPOBAHUE KIMHUYECKH 3HAYUMBIX
CUMITTOMOB 00j1e3HM (HeoObsicHuMas auxopaaka 38,4 C, HOYHas MOTIMBOCTH, TIOTEPS Beca Teila Ha
10% u Gosee UM CUHIPOM THIEPBI3KOCTH, HEUPOMATHsl, CAMITOMATHYECKasi KPUOTIIOOYIMHEMHUS HITN

aMMJION]103), CBsA3aHHbIe ¢ MB.



Kpurepun oieHKH Ka4yecTBa MEIUIUHCKOU MOMOILIH

Ne Kputepumn kauecrBa OueHKa BbIMNOJIHEHUNA
n/n
1 BbinonHeHO onpefeneHne cooTHoweHUs 6enkoBbiX dpakumii B kpoBu u B | Ada/Het

Mo4ye MeToAO0M 3neKTpod)ope3a n unccnegoBaHne MOHOK/IOHa/IbHOCTU
VIMMyHOFJ'IO6yJ'IVIHOB B KpoBM U B MO4YE METOA0M VIMMyHOCbVIKcaLlMM

3 BbIMO/IHEH pas3BepHyTbI KIMHUMYECKUIA aHanwM3 KpoBW C onpeaeneHvem | [Hda/Het
remornobuHa, 3pUTPoOUWUTOB, TPOMOGOUWTOB, JIEWKOLMTOB, MOACYETOM
neikounMTapHoi hopMysbl U KOMYEeCTBa PETUKYTOLUTOB

4 BbinosiHeH 6WMOXMMWYECKUI aHanuM3 KpoBM, BKAoYawowmi obssaTesbHoe Ha/Het
onpepenenve J1I, MOYEBOM KMUCNOTbl, MOYEBMUHbI, KpeaTuUHMHa, obLiero
6enka, anbbymuHa, 6unupybuHa, ACT, AJIT, weno4yHol ddocdaTasbl,
Kanbumus, Kanbums

5 BbinonHeHa KkoarynorpamMma (OpMEHTUMPOBOYHOE WCCeAOBaHWe CUCTEMbI Oa/Het
remMocrasa) C onpeaeneHnem cnepyrowmnx rnapaMeTpoB: A4YTB,
NMpOTPOMOUHOBLIN MHAEKC NO KBUKY, TpPOMBUHOBOE BpeMsi, hubpuHoreH

6 BbiMO/IHEHa  PEHTreHosIorMYyeckoe  uccreaoBaHWe — KocTelh  ckeneta | [Jda/Het
(peHTreHorpadus wnm KT)

7 BbinosiHeHo KT 6ptoLHOM NOMOCTM M 3abprOWIMHHOMO NPOCTPaHCTBA [a/Het
8 BbinonHeHa peHTreHorpadus opraHoB rpyAHON KIETKU B ABYX NMPOEKLMUSAX Oa/Het
9 BbInosiHEHO yNbTpa3ByKOBOE MCC/iel0BaHMEe OpraHoB 6prOLLHON NOsI0CTU [Na/Het
10 BbINnosiHEHO yNbTpa3BYKOBOE MUcCC/leaoBaHWe BCeX rpynn nepudepunyecknx, Oa/Het

BHYTPUOPIOLWHBLIX N 3ab6pIOWNHHBIX TMMEOY310B

11 BbINO/IHEHO NONyYeHWe LMTO/I0MMYECKOro npenapaTta KOCTHOMO Mo3ra nyTem Oa/Het
MyHKUMKW,  UWTONOrMYEecKoe  uccnefoBaHMe Maska KOCTHOro  Mo3ra
(Mnenorpamma)

12 BbIMmonHeHO rmony4vyeHMe rucToNIorM4Yeckoro rmpenapara KOCTHOro Mo3ra [a/Het

(TpenaHobuoncus), naTonoro-aHaToMMYyeckoe mccnegoBaHne 6MONCMNHONO
(onmepaunoHHOr0)  MaTepuwana  KOCTHOrO  Mo3ra C  MpPUMEHEeHWeM
MMMYHOTMCTOXMMUYECKMX  METO4OB  W/Unn  MMMYHOMEHOTMNMpOBaHUE
KNeToK-NpeAecTBeHHML B KOCTHOM Mo3re (UM®DT) knetok acnupaTta
KOCTHOro mMo3ra
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oraenom, PI'BY «HMUL AI'OU wum. [dmutpus PoraueBa» MunzapaBa Poccuun, uiieH
Poccuiickoro o01iecTBa OHKOreMaToJI0roB

6. lloanyonas Mpuna BaagumupoBHa — akagemuk PAH, 3acioyxeHHbiil gestens oOpazoBanus PO,
I.M.H., mpodeccop, 3aB. KapeApoll OHKOJIOTMM M MNAJJIMAaTUBHOM MEIWLUHBI, MPOPEKTOp IO
neueOHOM pabote W MexayHapoaHomy corpyaHudectsy ['BOY JIIIO PMAHIIO Munsnpasa
Poccun, npencenarens Poccuiickoro o0iecTBa OHKOTeMaToIOroOB.

7. MsaikoBa Haranbsa BanepseBHa — 1.M.H., ipodeccop, 3aMecTUTENb ITIaBHOTO Bpava 1Mo JeueOHOM
pabote, 3aB. oraeneHueM onkoremarosioruu OI'bY «HMUIL[ AT'ON um. mutpus PoraueBay»
Mumnszapasa Poccun, unen HanmonansHOTO 00111€CTBa IE€TCKUX TEMaTOJIOrOB M OHKOJIOTOB

8. HeBoibcKkUX AJtekceil AJiekceeBHMY — JI.M.H., 3aMECTHTENIb JHUPEKTOpa IO JiedeOHOM paboTe
MPHII um. A.®. Ip16a — punnan OI'BY «HMMUL] pannonorum» Munzapasa Poccun.

9. UBanoB Cepreii AnaronbeBud — npodeccop PAH, n.m.1., nupekrop MPHI[ um. A.®. [{p16a —
¢umman ®I'bY «HMMUL pagunonorun» Munzapasa Poccun.

10. XaitioBa Kanna BiaguMHpoBHA — KaHIUJAT MEIMLUMHCKUX HAayK, 3aMECTUTEIb JUPEKTOpa 10
opraHuzanuonHo-metoguuecko padore MPHI[ um. A.®. Ilpidba — duwman OI'BY «HMUI]
panunonorun» Munsapasa Poccun.

11. I'eBopksin Turpan I'armkoBu4 — 3amecturens aupekropa HUNU KOP ®T'BY «HMMUL] onkonoruu

um. H.H. broxunay.

KoH(IUKT HHTEpecoB OTCYTCTBYeET.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

LleneBast ayTuTOPUS JAHHbIX KJINHUYECKUX PEKOMEH/TAIlHii:

1. Bpauu-remaronoru
2. Bpaun-oHkosioru
3. Bpauu-aeTckue reMarooru-OHKOJI0TH

4. Crynentsl MmeauuHckux BY3o0B

Metonoaorusi c60pa 10Ka3aTeabCTB

MeTo/bl, HCIIOJIb30BAHHBIE /IJIsl COOpa / ceJIeKIIUU 10KA3aTe/IbCTB:

ITouck HyGHHKaHI/Iﬁ B CICOHUAIM3UPOBAHHBLIX IMCPUOANYCCKHUX IICHATHBIX H3JaHUAX C HMIIAKT-

daktopom > (.3, TOMCK B 3JIEKTPOHHBIX 0a3ax JaHHBIX.
ba3bl 1aHHBIX, HCIIOJIB30BAHHBIX /IJIsl CO0pa / CeJIeKIMU 10KA3aTeIbCTB:

JlokazaTenbHON 0a30il Al peKOMEHIAIi SBJISIOTCA MyOiauKanuu, Bomeamue B KoxpalHOBCKYIO
6ubnuoteky, 6a3bl nanupix PUBMED u MEDLINE. I'my6una noucka cocrapisiia 30 ser.

MCTOJILI, HCIOJIB30BAaHHBIC IJIFd aHAJIHU3a J0Ka3aTeJIbCTB:

e O030pbI ONyOIMKOBAHHBIX META-aHAJIN30B;

o Cucrtemarudeckue 0030pbI C TAOIUIIAMH JT0KA3aTEIbCTB.

Taomuma 1. Illkana ouenku ypoBHEH nocroBepHOcTH JgokazarenbctB (YJ) s meronos

JTUArHOCTUKH (JIMarHOCTUYECKUX BMEIIATEIHCTB)

yaa PacwumdpoBka

1 CucrtemaTmyeckme 0630pbl UCCNEeAOBaHWI C KOHTposieM pedepeHCHbIM MEeTOAOM WM  CUCTEMaTM4YecKkuMin 0630p
pPaHAOMU3NPOBAHHbBIX KIIMHUYECKUX UCCEeA0BaHUNA C NPUMEHEHNEM MeTa-aHanusa

2 OTaenbHbIE UCCNefoBaHUSA C KOHTpPOSeM DGCDGDEHCHI:IM METOAOM UNN OTAENIbHbIE PaHAOMU3NPOBAHHbLIE KIIMHUYECKUNE
nccnenoBaHna M cucteMatTnyeckue 0630pb| nccneposaHuii noboro An3anHa, 3a UCKIK4YeHneM paHAOMU3NPOBAHHbIX
KJIMHU4YECKNUX nccnegosaHnm, C IpuMeHEHNEM MEeTa-aHann3a

3 WccnepoBaHmsa 6e3 nocnenoBaTenbHOro KOHTpOSIA ped)epeHCHblM METOAO0OM UK uUccnegoBaHuna cC pecbepeHCHblM
MEeToaoM, He gdBndwwmmMca Hes3aBUCMMbIM OT UCCeayeMoro Metoaa WM HeEpaHAOMU3UPOBaHHbIE CpaBHUTEJIbHbIE
nccnenoBaHud, B TOM YMUCNeE KOropTHble nccnegoBaHus

4 HecpaBHUTeNbHbIE NCCIeA0BaHUSA, ONMUCAaHUE KJIIMHUYECKOro criydas

5 MmMeeTca nuwb 060CHOBaHME MexaHM3Ma AeNCTBUA WU MHEHue 3KCNepToB

Tabamma 2. [lkanma OLEHKM ypoOBHEW jAocToBepHOCTH jokazarenbetB (YJI) s meronoB
NpoHIaKTUKY, JeueHus u peadunutanuu (mIpoduiIakTUYeCKuX, Je4eOHBbIX, PeadMIUTAIIMOHHBIX

BMEILIATEIbCTB)

yaan PacwundpoBka

1 CucrtemaTtnyeckuit 063op PKW ¢ npymeHeHnem meTa-aHanmsa

2 OtaenbHble PKU n cuctematnyeckmne o63opbl nccnepgosaHuii nioboro amsanHa, 3a uckntoveHmeMm PKW, ¢ npumeHeHunem



MeTa-aHanmsa

3 HepaHAOMU3NPOBaHHbIE CPAaBHUTENbHbIE UCCNIEA0BAHUS, B T.4. KOrOPTHbIE UCCIEA0BaAHUS

4 HecpaBHWTENbHbIE WCC/IEA0BaHWS, OMWCaHME KIWHWYECKOro c/lydas MM CEpUM CIy4vyaeB, WUCCNefoBaHUSA «Ciydai-
KOHTPO/b>»

5 MMeeTcs nuwb 060CHOBaHWE MexaHu3Ma [AeUCTBUS BMellaTenbCcTBa (AOKAMHWYECKWE WCCNEeAOoBaHMA) UKW MHEHWe
3KCnepToB

Tabamua 3. Illkana omnenku ypoBHeH yoOemutTenbHOCTH pekoMmeHnauuii (YVYP) nns metonos
npo(UIaKTUKH, TUArHOCTHKH, JICUECHUS U peabunutanuu (MpodUIaKTUYECKHUX, AHUArHOCTUYCCKHUX,

Je4eOHBIX, peaObMIIUTAIIMOHHBIX BMEIIATEIbCTB)

YVYP PacwudpoBka

A CunbHaa pekoMeHaaums (Bce paccMaTpuBaeMble Kputepun ahdekTUBHOCTU (MCXOAbl) ABASIIOTCS BaXXHbIMU, BCE
nccnenoBaHMs MMEKT BbICOKOE WM YAOBNETBOPUTENbHOE METOAOJIOrMYeckoe KayecTBO, WX BbiBOAbl MO
WHTEpEeCYLWMM NCXoaaM sIBASKOTCS COrfnacoBaHHbIMKN)

B YcnoBHasa pekoMeHaaumsa (He BCe paccMaTpuBaeMble Kputepumn 3ddeKTUBHOCTM (MCXOAbl) ABASIOTCA BaXHbIMU,
He BCe MWCCMefOBaHUS WMMEKT BbICOKOE WAW YAOBNETBOPUTENIbHOE METOAO0JIOrMYecKoe KayecTBO W/Uan ux
BbIBOAbI MO MHTEPECYIOWNM UCXOAaM HE SBASAKOTCSA COrflacoBaHHbIMK)

C Cnabasa pekoMeHaauust (OTCYTCTBUE AOKa3aTeNbCTB HaZNexallero kayectsa (Bce paccMaTpuBaeMble KpUTEpUn
aPeKTUBHOCTM (MCXOAbl) SABAAKTCS HEBaXHbIMU, BCE WCCIeA0BaHMS WMeKT HU3KOoe MeTOAO0s0rnyeckoe
KauecTBO M UX BbIBOAb! MO MHTEPECYIOLUM NCXOAAM He SBASIOTCS COrNlacoOBaHHbIMMU)

I[Mopsinok 00HOBJIEHNSI KIMHUYECKUX PEeKOMEeH/Ialuid.

MexaHu3m OOHOBIICHHUS KIMHUYECKUX PEKOMEHJAIMN TpeIycMaTpuBaeT WX CHCTEMAaTHYECKYIO
aKTyaJlu3alfio0 — HE peXe 4YeM OJWH pa3 B TPHU TO/a, a TAK)KE MPHU TOSIBICHHH HOBBIX JAaHHBIX C
MO3UIIMU JI0Ka3aTeIbHON MEIUIIMHBI TI0 BOMPOCAM JMATHOCTHKHU, JICUCHUs, MNPODUIAKTUKA U
peaduIuTay KOHKPETHBIX 3a00JIeBaHUM, HAJTUIMH 00OCHOBAHHBIX JIOTIOTHEHUI/3aMeUaHU K paHee

yTrBep)kaA€HHBIM KP, HO He vaie | pasa B 6 mecsiies.



Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

IIpuioxkenue A3.1. PexxnMbl JieKapCTBEeHHOTO JieueHuss MB

e MoHoTepanusi puTyKcumMadom™* [23]
Purykcumad** — 375 Mr/M2 B/B Kar, | p/Hea B TeueHue 4 HEIeb.
Kypc nosropsitot uepe3 12 nenenb

R-CHOP [22,38]

Purykcuma6** 375 mr/m? B/B KaL., ieHb 0 win 1 Bee UKITBI Kypea

Jlokcopybumuna** 50 Mr/m> B/B Karl., 1eHb 1

Huxnodochamua™* 750 MI/M” B/B KaIL., IeHb |

#BunkpucTHE** 1,4 Mr/m? (cymmapHo He Gonee 2 Mr) B/B, JIeHb |

o [Ipenuuzonon™* 100 mMr BHYTpb, THU 1-5

Jleuenue B0o300HOBIISIETCS HA 22 NEHD

« BR [20]

Bboprezomuc** - 1,6 Mr/M> B/B, quu 1, 8, 15

Putrykcumao** — 375 mr mr/m? B/B, nuu 1,8, 15,228 1 u 4 Kypcax
Jledenne B0300HOBISIETCS HA 29-11 neHb. [IpoBoasT 6 KypcoB.

« BDR [19]

boprezomuc** — 1,3 Mr/m? B/B Wi /K, nau 1, 4, 8, 11
Hexcamerazon™* — 40 mr B/B, 1am 1, 4, 8, 11

Putykcuma6** — 375 mr/m? B/B, aeHb 11

Jleuenue B0300HOBIsieTCs Ha 22-i1 neHb (mepBele 4 Kypca), nanee mpoBoautcs 1 pa3 B 12 Hen.

(mommomHUTENBHO 4 Kypca)

« RCD [21]

Purykcnma6** — 375 mr/m? /B, aens 1
Huxknopochamun™* — 100 mr/m2 BHYTpS 2 p/AeHb, 1uu 1-5

JlekcameTazon** — 20 mr B/B, 1eHB 1



Jleuenue Bo300HOBNsIETCS HA 22-11 1eHb. [IpoBOasT 6 KypcoB

« CPR [38]

Purykenma6** — 375 mr/m? /B, aensl

Huknobochamun** — 1 r/m? B/B, nensl

[Ipenuuzonon™** — 100 mr BHYTpb, 1HU 1-5

Jledenne B0300HOBIISIETCS HA 22-11 1eHb. [IpoBoasT 6-8 KypcoB.
e Monorepanus ¢puaynapadbunom™* [39]

Onymapabun** — 25 mr/m? B/B, aun 1-5 (1-4)

Jleuenne Bo300HOBIISIETCS HA 29-i1 ienb. [IpoBoasT 4-6 KypcoB
« FR [26]

Purykcuma6** — 375 mr/m? B/B 1 pa3 B Hexelmo, 8 BBeACHMIA
Onymapabun** — 25 mr/m? B/B, auu 1-5 (1-4)

Jleuenue Bo300HOBMsIETCA Ha 29-11 neHb. [IpoBoasT 4-6 KypcoB
 FCR [28]

Purykcuma6** — 375 mr/m” B/B 1 pa3 B Hefelmo, IeHb 1
Onynapabua** — 25 mr/m? B/B, gun 2-4

ukmobochamun** — 250 mr/m> B/B, quu 2-4

Jleuenne Bo300HOBIISIETCSI HA 29-i1 ienb. [IpoBoasT 6 KypcoB

o #MonoTepanus kjaaapuduHom™* [40,41]

#Knagpubun®* — 0,1 mr/kr B/B, qau 1-7

Jleuenuie Bo300HOBIsIETCS HA 29-i1 ienb. [IpoBoasT 2 kypca

o #Knaapuoun** + purykcumado™®* [27]

#Knagpubun** — 0,1 mr/kr B/B, quu 1-5

Purykenma6** — 375 mr/m? B/B Kar, aeHs |

#Jleuenune Bo3oOHOBIsIETCS Ha 29-i1 ienb. [IpoBoasT 4 kypca



o BenpamycTun** + purykcumad™* [25,33,34]
#bernmamyctun ** — 90 mr/m° B/B, mau 1, 2

Purykcuma6** — 375 mr/m” B/B Karl., fieHb 1

Jleuenue Bo300HOBMsIETCA Ha 29-11 AeHb. [IpoBoast 4-6 KypcoB
o MonoTepanus xjiopamoyumuiaom™* [30]

#XnopamOyrun** — 0,1 MI/Kr BHYTpbh IJIUTEIBHO ITOJ KOHTPOJIEM KIMHHYECKOTO aHajIu3a KPOBU 10

¢a3zbl TIaToO

o #XJopamMOymma** + npexnuszonon** [30]

#XnopamOymr** — 6-8 mr BHYTph, 1HH 1-7

#IIpenauzonon™* — 50 mr BHYTpSH, THU 1-7

Jleuenue Bo300HOBIgETCS Ha 29-43-11 NeHD

o MonoTepanusi uOpyTuHnO0M** (1151 marmenToB 18 net u crapmie) [31,35]

N6pyTtunn6 420 mMr BHYTpb, €XKEIHEBHO, A0 NPOrPECCHUPOBAHUS WJIM Pa3BUTHUS HEMEPEHOCUMOMU

TOKCHUYHOCTH



Ipuiaoxkenue b. AJropurMbl BeieHUA MAIMEHTA

AJITOpUMT BeIEHUS MMAMEHTa C BIEPBbIE BbISIBIEHHOW MB:

k]

AJITOpUMT BeJICHUS MalMeHTa ¢ peuuauamMmu MB:



KoxcTaTuposaH
peupave MB

HaGnwogeuwe
CHMnToOMaTHYECKaR
7 A0 PasBUTHA
o CHMMTOMATHEH

EcTh cHHpy
nmapamnu@‘uu?

Mnasmadrepese [ ]

Onutenshocts
pesuccHm >12 mec

- Mepexog wa

NHHWK TEPanMA.
nnm?e!;;nﬂﬁm [Mpw arpeccraHom TeueHm|

peysauea — obcyxgenme
sonpoca ayTo-TICK
Peabunur
" ﬂ““"“"ﬁm 4 L ] AyTo-TICK
HaGmogeHne

Baok-cxema jeyeHus 00JIbHBIX B ciy4ae penuausa MB



KoHcTaTpoBaH
peunans MB

Habnioperve
[0 pasBuTUs
CYMMTOMATUKNA

VMnToMaTuyeckas
hopma?

EcTb cunaopom
rMNepBsi3kocTU?

[OnuTtensHoCTb
pemunccumn >12 mec,

TMosTop 1 NUHUKM
Tepanuu

Peabunurauna
1 avicnaHcepHoe AyTo-TICK
HabnogeHne

AJIropuT™m BeJleHus1 nanuenta ¢ MB




Maunent
C nogospeHvemM Ha MB

[unarHocTuka

Mpopormkexne
[AMarHocTM4ecKoro
[AnarHo3 noaTBepXaeH? MoWcKa B pamKkax
APYTNX BO3MOXHbIX
3abonesaHuit

MB
cuMnToMaTndeckas
dopma?

[OunHammyeckoe
HabnoneHve

Ectb cuHapom
rUnepBasKocTn?

XumuoTepanmsa JucnaHcepHoe
RDC/R-B/FCR/BDR HabniogeHue

Ectb peuvous
3abonesaHusa?

TNeyenve
peumansa



IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

MakpornoOynunemus Banpaencrpema (wnm 601e3Hbp BanpaeHcTpema) — 3T0O BsUIOTEKYILEE, MEJIEHHO
pasBuBaroleecs 3a00JeBaHUE OIYXOJIEBOM MPUPOJBI, SBISIOUICECS OAHOM W3 PA3HOBUIAHOCTEH
mumdpoM. Ha ceromHsmHuii MOMEHT 3TO 3a0o0JieBaHHE pacCMaTpPUBAETCS KaK HEU3JIeYuMoe, HO
COBPEMCHHBIC HMHHOBAIlUOHHBIC JICYEOHBIE METOIMKH, BKIIOYAIONIME HOBBIC JICKApPCTBEHHBIC
npenaparbl U TPAHCIUIAHTAIUIO ayTOJIOTMYHBIX TE€MOMO3TUYECKUX CTBOJIOBBIX KJIETOK, MO3BOJISIOT
JOCTUTaTh TIIYOOKUX MPOTHBOOITYXOJIEBBIX OTBETOB, KOHTPOJIUPOBATH 3a00JIeBaHHE U OOECIEUYHUBATH

JJIUTCIIBHYIO BBIDKUBAEMOCTL C COXPAaHCHUCM Ka4€CTBA KHU3HU.

Knuanueckne cumnromsl MakpornioOynuHeMuun BanpaeHcTpemMa pa3HOOOpas3HbI, BO3HUKAIOT
HEOXXHU/IAaHHO U MOTYT BOCHPHUHUMATbCS MAallMEHTaMU KakK MPOSBICHHE KaKUX-TUOO COMYTCTBYIOLIUX
XpOHHUYECKHX 3a0oneBaHuid. [Ipu mosiBIeHUH BbIpaXeHHOM cabocTH, OIETHOCTH KOXKHBIX MOKPOBOB,
HIOBBIIIEHHON KPOBOTOYMBOCTH, HApYLIEHUH 3PEHMsI, HEBPOJIOTUYECKONW CHUMIITOMAaTHKU HEOOXOIUMO

00paTUTHCS K Bpady U MPOUTH AUATHOCTHYECKOE 00CIIeIOBaHNE.

OOcnenoBanne BKIIOYAaeT B ce0s CHeNUalbHbIE METOAUKUA HCCIEAOBaHUS KPOBH W MOUH,
UCCIIEIOBAHUE KOCTHOTO Mo3ra, Y3M U pEeHTreHOJOrM4eckoe wuccliieoBaHue. Pe3ynbrarsl
o0cremoBaHUs TTOMOTYT OINPEACTUTh XapakTep 3a00JieBaHUS, YTOUHHTH TAKTUKY TEPAIMH U CPOKHU

Ha4daJia CHGHI/I(i)I/I‘-IeCKOFO JICUYCHUS.

B HexoTopbIX cilydasx IpU MUHUMAJIbHBIX TMPOSIBICHUSX 3a00J€BaHUS OT Hadaja Crenu(puuecKon
TEepanmuu BO3MOXXHO BPEMEHHO Bo3jAepxkarbcsi. Ho mpu STOM ManueHT AOMHKEH HaXOAUTHCS TOJ
HaOIIOIEHNEM IreMaToJiora M0 MECTY JKUTENbCTBAa U MPOXOAUTh KOHTPOJIbHOE O0CIIeOBaHNE KaXk/ble
3-6 mecsues. [Ipu npoBeneHun neyeHus: (HE3aBUCUMO OT METOJa, U30paHHOTO JIeHalllUM BpayoM), a
TaK)KE€ TOCJE 3aBepIIEHUs HEOoOXOAMMOro oO0beMa TEepaluy NAlUeHT PEryaspHO JOJKEH C/laBaTh

aHaJIN3bl KPOBU JJIsd OLICHKHU 3(1)(1)€KTI/IBHOCTI/I " IIPOJOJDKUTCIIbHOCTH JICUCHHUA.



Hpuiaoxenue I.



