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CrMcoK coKpaleHuMn

HSV-8 — Bupyc mpocToro repreca TUIl 8

IgM — uMmyHOrI06yIMH M

ayToTT'CK - ayToTpaHCIJIaHTALMSI TeMOTIOTUYECKMUX CTBOTIOBBIX KJIETOK
AJIT - ananMHaMMHOTpaHcdepasa

ACT - acrmapraTamuHoTpaHcdepasa

AUTB - akKTMBMPOBAHHOE YaCTUYHOE TPOMOOIIACTUHOBOE BPEMSI
BBII - BbDKMBaeMOCTb 6€3 ITporpeccum

BJIT — BbDKMBaeMOCTb 10 IPOrpeccum

BJXT — BbICOKOO3HASI XMMUOTEPATINS

BUUY - Bupyc uMmmyHoneduimTa yemosexa

I'CK - remomnosTuyecKkue KiaeTKu

VDT - uMmmyHODEHOTUITMPOBAHNE METOLOM ITPOTOUYHO LIMTOMETPUN
KT - komnbroTepHast Tomorpadust

JIII' — nakratmerugporeHasa

MB - Makporino6yanHeMust BanbaeHcrpema

HCV - Bupyc renatura C

HXJT - HeXOXKIKMHCKIME TUMGBOMBbI

OB - 0611251 BbDKMBAeMOCTb

OXUYP - oueHb XOpolIasi YaCTUYHAS PEMUCCUS

[13 - mporpeccust 3a60/1eBaHMs

[1P — monHast pemuccus

Cr — crabunmsanus 3abomeBaHus

V3U - ynpTpa3ByKoBOe UCC/IelOBaHNe

YP — yacTuyHas peMuccus

KT - anexTporapauorpadms

9x0-KT - axokapavorpadust



TepMI/IHbI n oripeaec/JieHus

MaxkporiooynnHemust Banpaerncrpema (MB) - B-xkietouHas immdoruiasmorMrapHas ammMmboma
C TIpeMMYIIeCTBEHHBIM TMOpaskeHMeM KOCTHOTO MO3ra U CeKpelyeil MOHOKIOHAJIbHOTO
uMMyHortooynmuHa M (IgM).

JiumdonnasmonurapHass aumdoma - 310 B-KieToyHast OMMyxosib, 0Opa30BaHHAsT MEJIKUMU
MMbOTIOF06HBIMMU KJIETKaMMI, TMMGOUIHBIMU KJIeTKaMu c TIa3MOIUTAPHO
IbdepeHIPOBKOIL, IJIa3MaTUUECKVMY KI€TKaAMMA.

NMmMmyHOMEHOTUNIMPOBaAaHME - MeTOZ, OCHOBAHHBIN HA peakUuM AaHTUTeH-aHTUTEeN0 U
MCITONIb3YEMBbIil [IJIS1 OTpefiesieHus crienubuyeckmux TUIIOB KJIETOK B 06pasiiaX KPOBU, KOCTHOTO
Mo3ra, AMMGaTUYecKux Y3JI0B UM IOPYrMX TKaHei. VIMMyHO(EeHOTUIIMpPOBaHMe BBITTOMHSIOT C
ITOMOIIIbI0 MYJIbTUIIAPAMETPUYECKOI TPOTOUYHOI HUTOQIIOPUMETPUM (0OBIYHO, KAK MUHUMYM,
4- U 6-1BETHO).

Pemuccus - nepmon TedyeHud 3860]’[eBaHI/I$[, KOTOprf;I XapaKkTepusyeTcsa 3HaAUYUTE/JIbHbBIM
oc1ab/ieHreM WM TOJHBIM VMICUe3HOBEHMEM CUMMIITOMOB 336OHEB8.HI/I$I, B TOM 4mcjie 1o JaHHbIM
BBIINTOTHEHHDbIX Ha60paTOprIX M MHCTPYMEHTAJ/IbHBIX METOA0B MCC/IedJOBaHMS.

Peuunus - BO3BpAT K/IMHUKU 38.60JIEBaHI/IH, B TOM uUucjie M I10 AJaHHbIM na6opaTopr1x 141
MHCTPYMEHTAJ/IbHBIX METOJ OB yccie0BaHUIA.

CHHAPOM TUIIEPBSI3KOCTU — BCTPEUAeTCsl B CJIyyasX, KOrga ypOBeHb IMaTojaormueckoro IgM
npesbimaet 30 r/i1. B 1aHHOM c/Tydae IpOUCXOAUT B3aMMOZENCTBE TapanpoTerHa C MUETMHOBOMN
000JIOUKOI, UTO TPUBOOUT K TIOSIBJIEHUIO HEBPOJIOTMUYECKON CUMIITOMATUKM: HeHpornaTus,
CHUKEHME 3peHMs], Tapesbl, TOBBINIEHHAS YTOMJISIEMOCTb, CJIaOOCTh, COHJIMBOCTb, CHUKEHME
TaMsITH.

TpaHCl’lJIaHTaI.H/Iﬂ AyYTOJIOTUYHBIX TE€MOIIO3TUYECKUX CTBOJIOBBIX KJIETOK -— TpaHCCbYSI/[H
3aroTOBJ/JIEHHBIX paHEe CTBOJIOBbIX KJIETOK CaMOIO IMallM€HTad, KOTOpas BbIIIOJIHSIETCA II0C/Ie
Hpe,ZLBapI/[TEJ'IbHOI‘/'I BBICOKOZIO3HOM XMMHMoTeparmnn.



1. KpaTkas uHpopmanus

1.1 OnpeneneHue 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIBLI 3a00/1€ BaHUI
VIV COCTOSTHUIA)

Makpornobynnuemust Banmpaercrpema (MB) - B-kietounast auMdoriasMouuTapHas amMdoma ¢
NIPEeMMYILEeCTBEHHBIM IOpa)XeHMeM KOCTHOTO Mo3ra W ceKkpelyeli MOHOKJIOHAQJIbHOTO
uMMyHoOmtoOynmnHa M (IgM). B pemkmx ciaydasx (MeHee 5%) MOTYT BCTpeUaThbCs
auMdoruiazMouUTapabie uMboMbl ¢ cekpermeii IgA, IgG MaM HeceKpeTUPYIOMIUIT BapuaHT
60s1e3HI.

1.2 3Tnonorusa 1 nmaToreHes 3a00/IeBaHMSA WIM COCTOSTHUS (TPYIIIIBI
3a00/IeBaHU1 MJIM COCTOSTHUIA)

[Mpuumubl pasButusi MB, Kak u aApyrux Jjaumdom, HescHbl. OO6CYXmaeTcsi psifi (paKkTOPOB:
reHeTuYeckasl MmpeapacoiokKeHHOCThb, AedekT T-KIeTOUHO! CyNnpeccopHOii QYHKIMM; BIAUSHUE
paaualnOHHBIX BO3JEMCTBUI, XMMMUUECKUX MyTareHoB U BUpycoB (Hanpumep, HCV, HSV-8, BY).
CyuiecTBeHHbIM (akTopoM pucka pasButuss MB saBisieTcsi HajiuuuMe B aHamHese IgM-
MOHOKJIOHAJIbHOM raMmMariaTuy HeollpeaeJeHHOTO (HeyTouHeHHOoro) reHesa (IgM-MGUS).

1.3 duuaemuosiorusi 3a6071eBaHMsI MU COCTOSTHMSI (TPYyIIIbI 3a00/IeBaHUM
WIN COCTOSTHUIN)

MB cocTaBiisieT OKoJIo 2% OT BceX reMo61acTo30B ¢ 3a60/1eBa€MOCThIO OT 2 10 5 ciyyaeB Ha 1 MJTH
HaceJieHUs1 B rofi. MakcuMyM 3a60/1€BaeMOCTY MPUXOAUTCS Ha IIECTOe - CeIbMOe MeCSTUIeTHUS
SKM3HU C MeAMaHOol BO3pacTa MauyeHToOB 63 rofa, M peaKo BCTpevyaeTcsl y nmauueHToB Monoxke 40
siet. COOTHOIlIEHMe M: X paBHsieTcs 2,3: 1.

1.4 Oco0eHHOCTU KOAMPOBaHMS 3a00/IeBaHMS VI COCTOSTHUS (TPYIIIIBI
3a00/1eBaHUI MJIU COCTOSIHUIT) 110 MeXXAyHaApPOSHOM CTAaTUCTUYECKOM
Kinaccuuranym 0osie3Hei U mpoosieM, CBI3aHHBIX CO 3J0POBbEM

C88.0 — makpormobynmHemust BanpaeHcTpema

1.5 Knaccuduxanmusa 3a60meBaHMUS MIN COCTOSIHMS (TPYIIITbI 3a00/1€ BaHMI
WIV COCTOSTHUIN)

Her

1.6 Knuunyeckasi KapTMHA 3a60/1€BaHUS VU COCTOSTHMSI (TPYIIIIBI
3a00/1eBaHU1 MJIV COCTOSTHUIA)

Kmuunueckass kaptmHa MB ompenensiercs crnenmbuueckoit aMMboOMgHON MHGWIbTpALe
KOCTHOTO MO3Ta, TevYeH!, cene3eHKM, AMMQaTUIeckKux Y3JI0B (MHOTAA M JAPYTUMX OPraHoB U
TKaHei), a TaKke HaJIM4IMeM B ChIBOPOTKe KpoBu PIgM. YacTel Hecnenmduueckme acTeHMIECKMe
Kasiobbl Ha (J1abOCTh, TOBBIIMIEHHYIO YTOMJISIEMOCTb, apTPajruM, YMeHbIIeHVe Macchl Tesa,
KPOBOTOYMBOCTb CJIM3UCTBIX OOOJIOUEK HOCA, [eCeH, TPSIMOI KUIIKM; HEBPOIOTUYECKIUe
paccrpoiictBa. lemaro-cruieHomMeranus M JuMbaZeHONATUs — 4YacTble, HO HeoOsI3aTe/bHbIe
npusHaku MB.



2. InarHoCTMUKa

Kpumepuu ycmanoeJienus 0uazuo3a/cocmosHus:
IIpu ycmarosnenuu ouaznoza MB onxcHbl npucymcmaosams ciedyoujue Kpumepuu:

1. 8vis18/1€HUE MOHOKNIOHANTBLHO20 IgM 6 Kpo8u (He3asucuMo 0m ypoeHs napanpomeuHa);
2. uHpuabMpayuss KoCmHo20 M032a MANbLIMU JAUMPOYUMAaMU, Naa3sMOYUMoOUOHbIMU KAemKamu U
naamamuueckumu kaemkamu (Qug@ysHas, uHmepcmuyuanbHas unu HOOYISIPHASL).

Pewaroujee 3HaueHue 6 OJudeperHyuanvHoli duazHocmuke uUMeM KAUHUYeCKAas KapmuHa (8
UACMHOCIMU, He3HAUUMeNbHAs. auMpadeHonamus npu 6epuduyupo8aHHoOM NOPAXEHUU KOCMHO20
M032a), Hanuuue u yposeHv M-npomeuna.

B cnyuae cexpeyuu IgA u IgG 3abonesanue duazHocmupyemcs Kak aum@oniasmoyumapHas aumpoma.

2.1 JKano6s! 1 aHaMHe3

e Bcem manmeHTaMm c rogospeHueM Ha MB, a Takke BceM TalyeHTam ¢ BepuduimposaHHoii MB
MpU KakOOM IIpyieMe PeKOMEHAyeTcss cO0Op aHaMHe3a M SKalob IJiT OLEHKM COCTOSTHVS
ManyeHTa, a TakKe [Js1 yCTaHOBJeHMS] (aKTOpPOB, KOTOpPble MOTYT OKa3aTh BAMSHME Ha
ompeziesieHne JeyebHOM TaKTUKM TaryeHTa [1-3].

VpoBeHb yoeaUTEeTbHOCTY pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH IOKA3aTEIbCTB 5).

KommeHTapum: Hanobol Hocsm Hecneyuguueckuti xapaxkmep, 006yc108/1€Hb!
aumponnasmayumapHoli uH@uiempayueti 0peaHo8 u mKavell U Yupkyaayuell Maxkpoeio6yauHd,
npueoosuezo K 2unepes3kocmu, amuioudosy:

o [0J108Hble 0OU, HEUEMKOCMb WU ympama 3peHust, 3nu300bl HapyweHuUs: CO3HAHUS

o [lopaxeHue KOXCU U CIU3UCMBIX — KPOBOMOUUBOCMb, KPANUBHUYA, NANYbL, 0epMamum

o [Ipozpeccupyioujee CHUMCEHUE UYBCMBUMENbHOCINU, NOKANbIBAHUE, MH(ieHue, 00Je3HEHHOCMb 8
cmonax u kucmsx. Heycmotiuusas noxooka, CHuMceHUe MbIUUEUHOT CUbL

o CuHdpom PeliHo, akpoyuaHos, 386l Ha HO2aX

e Jluapes, 6onu 6 xcusome

¢ Moxcem onpedenamucs 6eccuMnmomHoe ygeauueHue aum@oysnos ao6oti 1oKanu3ayuu.

e Heo0x00um cOop aHamHe3da (8 m. u. ceMeliHo20).

2.2 ®usukajIbHOE 00CIeIoBaHMe

e Bcem mainmeHTaM C Momo3peHMeM Ha MB unam BbisgB/eHHOV MB mnpu mnepBUMYHOM WIMN
IIOBTOPHOM IIpMeMe, MPU KOHTPOJbHBIX 00CIeNOBAHMSX, M TP IOJO3PEHUM Ha PeluInB/
MporpeccpoBaHie 3a60jeBaHUSI PEKOMEHAYETCS BbIMTOJIHEHNME BM3YaJbHOTO OCMOTpa
TeparneBTUYeCKOTO, MaJbIlallMi TepareBTUYeCKO U ayCKyJbTallMy TepamneBTUUeCKOu MAjist
YTOUHEHMUS PACIIPOCTPAHEHHOCTY 3a00/IEBaHMS M OLIEHKM COCTOSIHMS TAIlMeHTa 10 OpraHam U
cucremam [1-3].

VpoBeHb yoeaUTEeTbHOCTY pekoMeHaanuii C (YpoOBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB 5).
KomenTapum: npu ocmompe nayueHma

- U3MepeHue pocma u MAccvl meud, memnepamypsl mend; OYeHKY COCIMOSIHUSL KOMCHBIX NOKPOB08,
KOCIMHO-CYCMABHOLl  CUCMeMbl;  Bbls6NeHUe NPUSHAKOS 2eMOpPpazUYecKoz0 CUHOpoMa; Haiuuue
2enamocnyieHomMezanuu, auM@oadeHonamuu; Haauuue NPU3HAaxKo8 OuchyHKyuu cepoya, JiezKux,
neueHu, 0p2aHo8 IHOOKPUHHOU CUCTNEMbL.

- onpeaeﬂeHue Hanuuus B-cumnmomos.

- onpedenerue cmamyca no ECOG (0-4)



2.3 JlabopaTOopHbIe JMATHOCTUYECKIME MCCIeTOBaHMS

e Bcem nauuyenrtam ¢ MB mnepepn mpoBeleHyeM I€pBOi JMHMM IPOTUBOOITYXOJIEBO Tepanmuu
PEKOMEH/TyeTCsI BBITTOJIHUTD OTIPe/ie/ieHre COOTHOIIeHNST OeTKOBbIX (GPaKIMii B KPOBU U B MOYE
MeTOIOM 3eKTpodopesa 1 KuccaefoBaHNe MOHOKIOHAIbHOCTY MMMYHOIVIOOYJIMHOB B KPOBU U
B MOYE METOJOM UMMYHO(UKCALIMU JIsI BHISIBIEHVSI MOHOKJIOHATbHOTO MMMYHOTIO0Y/IMHA [1-
3].

VpoBeHs yoenuTensHOCTH pekoMmeHganuii C (YPOBEHb JOCTOBEPHOCTH KOKa3aTelIbCTB 5).

KoMMeHTapumn: gols8/1eHuUe MOHOKIOHANIbHO20 UMMYHO2/106yUHA (MAaK Ha3wleaemozo M-zpaduenma,
He3asucCuUMo 0m ez20 GenudUHbl) S16/11emcst 0OHUM U3 OCHOBHbIX dudzHocmuueckux Kpumepues MB.
Kpome mozo, Heobxodumo onpedenieHue yposHs HOpMAbHbiX Ig cbleopomku Kposu [1-3].

e Bcem maumeHTam ¢ MB mepen mpoBefeHMeM IepBOIl JMHUM TMPOTMUBOOITYXOEBO Tepanuu
PEeKOMEHIyeTCSI BBITIOIHUTb MOJIEKY/ISIPHO-TeHETMYEeCKOe MCCAefoBaHMe TOUYEUHO MyTaiuu
P.L625P B rene MYD88 metomom IIIIP B numdoruiasMoIUTapHbIX KJIeTKaX KOCTHOIO MO3ra
MOJIEKYJISIPHBIM MeTO/IoM Ha Hanmnume mytanyy MYD88 (L265P) [1,2,4,5].

VpoBeHb yoeaUTEeTbHOCTY PEKOMeHganuii B (YypoBeHb JOCTOBEPHOCTH KOKa3aTEIbCTB 3).

KommeHTapum: npumersemcs ons ouggeperyuansHoti duazHocmuku ¢ B-knemouHoti aumpomoti u3
KJ1eMOK Map2UHaIbHOU 30HbL C cexkpeuueli M-napanpomeuHa, umeruieii cXodHsili peHomun.
Omcymcmaue mymayuu uckaoudaem oudazHo3 aumgponnasmoyumapHoii aumgpomot/MB.

e Bcem mauyeHtam ¢ MB mepen mpoBemeHMeM IMPOTMBOOIIYXOJEBOV Tepanuy peKOMeHIyeTCs
BBITIOJTHUTh  Pa3BEPHYTHINI OOWIMII (KIMHMYECKUIT) aHaaM3 KpPOBU C  OIpenereHueM
reMOTIOOMHA, 3PUTPOLIUTOB, TPOMOOIUTOB, JIEHKONUTOB, TIOACYETOM JIEMKOIMTAPHOM
opmybl 1 KOMMUECTBAa PETUKYIOIUTOB [IJISI YTOUHEHUS COCTOSIHUS TIAI[MEHTa, aKTUBHOCTU
3a60y1eBaHMS ¥ BO3MOXKHOCTY ITPOBEIEHNS TTPOTUBOOITYXO0IEBOTO jieueHwus [3,6].

VpoBeHb yoeauTeabHOCTY pekomeHnganuii C (YpPOBeHb JOCTOBEPHOCTH S0Ka3aTe/lIbCTB 4).

e Bcem manyeHTam ¢ MB mepen mpoBeneHMeM MPOTHBOOIYXOJEBOM Tepanui PeKOMEHIYeTCs
BBIMIOJIHUTh ~ OMOXMMMYECKMII aHaJIu3 KpOBM  OOLIeTepameBTUMUYeCKMii, BKIIOYAIOLINIA
obs3aTenbHOE omnpenenenue JIJIT, MOueBOi KIUCIOThI, MOUEBMHBI, KpeaTHHIMHA, 001ero 6eka,
anbbymuHa, 6unupy6una, ACT, AJIT, menouHoit dhocdaTasbl, KaJbLysl, KaabIUs IJIS1 YTOUHEHMS
COCTOSIHMSI ~ TallyieHTa, aKTMBHOCTM  3a00/ieBaHMSI M BO3MOXKHOCTM  TIPOBEIEHMS
MIPOTMBOOITYX0JIE€BOTO JieueHus [3,6—8].

VpoBeHb yoeauTeIbHOCTY pekomMeHganmii C (YPOBeHb JOCTOBEPHOCTH S0Ka3aTeIbCTB 5).

e Bcem mamueHtam ¢ MB mepep mpoBeneHMEM MPOTUBOOITYXOJIEBOW Tepanuyu PeKOMEHIYEeTCs
BBITIOJIHUTh OOWMIT (KIMHUUECKNIT) aHAIM3 MOYM JJIT YTOYHEHUS] COCTOSIHUSI TIallVeHTa,
aKTUBHOCTU 3a060/IeBaHMUS M BO3SMOKHOCTY IMPOBEAEHMS ITPOTUBOOITYX0JIEBOTO jieueHus [9].

YpoBeHb yoeauTeIbHOCTY peKoMeHAanuii C (YypoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB 5).

e Bcem maumenTtam ¢ MB mepep npoBefeHMeM HPOTMBOOIYXOJEBOI Tepanmyu PeKOMEHIYeTCs
BBIIIOJTHUTh KOAryjaorpaMMmy (ODMEHTMPOBOYHOE MCCIeJOBaHME CUCTeMBbl TremocTasa) C
ompeneneHreM CIemylIuX IMapameTrpoB: AYTB, mpoTpoMOWHOBBI WHAEKC 1O KBUKY,
TPOMOGUHOBOE BpeMs, (GUOPUHOTEH IJiT YTOYHEHMS] COCTOSIHUSI CBEPTHIBAIOIIEN CUCTEMBI
ManyMeHTa ¥ pycKa remopparmueckux ocinosxkHeHu [10].

VpoBeHb yoeqUTEeIbHOCTY PeKOMeHganuii B (YypoBeHb JOCTOBEPHOCTH K0Ka3aTeIbCTB 3).

e Bcem nauyentam ¢ MB mnepepn mpoBeneHueM IepBO JMHUM IPOTUBOOITYXOJIEBOI Tepanuu
PEKOMEH/IyeTCS BBITIOJTHUTDb OIpe/ieJieHNe TPYIIbl KPOBU U pesyc-(dakTopa, ompeneneHue
antureHa (HbeAg) Bupyca rematura B (Hepatitis B virus) B KpoBu, omnpefenieHre aHTUTEN K
Bupycy renaturta C (Hepatitis C virus) B KpoBu, ornpefieneHue aHtuten knaccoB M, G (IgM, I1gG)
K BUpycy uMMyHomeduuuTa yenoBeka BMY-1 (Human immunodeficiency virus HIV 1) B KpoBu
I8 YTOYHEHMS HaauuMs CONYTCTBYIOINE) IaToNIorMM Yy T[auMeHTa M BO3MOXKHONM
Heo6XomMMOCTM  Moau(UKauMM  MPOTMBOOITYXOJNIEBO  TepanmuMu  WIM  TIPOBEIEHUs
COITyCTBYIOLLETO JieueHus [7].



VpoBeHs yoenuTensHOCTU pekoMmeHganuii C (YPOBEHb JOCTOBEPHOCTH SOKa3aTelIbCTB 5).

e Bcem nauyentam ¢ MB mnepepn mpoBeneHMeM IE€PBOI JMHUM MPOTUBOOITYXOJIEBOI Tepanuu
DPEKOMEH/IyeTCs BBITIOIHUTD MCCIeIOBaHME YPOBHS 6eTa-2-MUKPOTIOOYAMHA, KPUOTIOGYIMHOB
B KpoBH [3].

VpoBeHb yoequTeIbHOCTY pekoMmeHganuii C (YPOBeHb JOCTOBEPHOCTH S0Ka3aTelIbCTB 5).

e Bcem nauyentam ¢ MB nepepn mpoBeneHueM IepBO JVMHUM IPOTUBOOITYXOJIEBOI Tepanuu
pPEeKOMEHIYeTCSI BBITIOJIHUTD UCCIef0BaHMe BSI3KOCTU KPOBH [3].

VpoBeHb yoeauTeabHOCTY pekomeHnganmii C (YpPOBeHb JOCTOBEPHOCTH S0Ka3aTe/IbCTB 5).

2.4 UHCTpyMeHTa/IbHbIE AMAarHOCTUYEeCKye UCCIeJ0BaHMs

e Bcem nauyenTtam ¢ MB mnepepn mpoBeneHMeM TE€PBOI JMHUM MPOTUBOOITYXOJIEBOI Tepanuu
peKOMEeHJIyeTCsl  BBIIIOJHUTb  PEHTIe€HOJIIOTMYeCcKoe  MCCIefOoBaHue  KOCTell  CKejeTa
(pentreHorpadus ¥/ KOMIIbIOTepHAsT ToMorpadusi) AJisi YTOUHEHUSI PacIpOCTPAaHEHHOCTHU
3aboneBanmus [1,3,11].

VpoBeHb yoeaquTeIbHOCTY pekomMeHganuii C (YpPOBeHb JOCTOBEPHOCTH S0Ka3aTe/IbCTB 4).

e Bcem nmamueHTam ¢ MB mnepen mpoBefeHMEM IIepBOI JIMHUM MPOTUBOOMYXOJIEBON Tepamnuu
pekoMeHyeTcs BIOAHUTL KT opraHoB IpyaHOI K/I€TKM, OPIOIIHO ITOIOCTM U 3a0PIOLIIMHHOTO
npocrpaHcrsa [1,3,7].

VpoBeHs yoenuTensHOCTU pekoMmeHganuii C (YPOBEHb JOCTOBEPHOCTH OKa3aTelIbCTB 5).

e Bcem nauyentam ¢ MB mnepepn mpoBeleHMeM I€PBO JMHUM MPOTUBOOITYXOJIEBOI Tepanuu
PeKOMEHTYeTCS BBITIOIHUTD PEHTreHOrpad o OPraHOB TPYAHON KIETKM B IBYX MTPOEKIMSX IIJIS
BBISIBJIEHMS M3MEHEeHMI IeTOYHOM TKaHU U OPTaHoB cpefocTenus [1,3,12].

VpoBeHb yoeaUTEeTbHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB 4).

e Bcem nauuyenrtam ¢ MB mnepepn mpoBeleHyeM I€pBO JMHUM IPOTUBOOITYXOJIEBOV Tepanmu
pPEeKOMEHIyeTCsI  BBIIIOJIHEHME  yAbTPa3BYKOBOro  ucciaepmoBaHme (Y3U) Bcex  rpynn
nepudepnuecknx, BHYTPUOPIOMIHbIX U 3a0pIOMIMHHBIX JUM@ATUUYECKUX Y3JI0B, OPTraHOB
OPIOIIHO IOMOCTY ¥ 3a0pIOLIMHHOIO IPOCTPAHCTBA [JIS1 OIMpeleleHMs] pa3MepoB IIeueHM,
cesle3eHKY ¥ BHYTPUOPIOIIHBIX TUMMaTUYECKUX Y3JI0B, a TaKKe OLIEHKM COCTOSIHUSI OPTaHOB
6promHoi monoctu [1,3,7].

VpoBeHsb yoenuTersHOCTU pekoMmeHganuii C (YPOBEHb JOCTOBEPHOCTH OKa3aTelIbCTB 5).

2.5 NubIe nyardocTuyeckKyie uccjaegoBaHus

e Bcem namueHTam ¢ MB mnepen mpoBefeHMEM TEePBOI JMHUM MPOTUBOOIMYXOJEBON Tepanuu
pPEeKOMEHIYeTCSI BBIIIOJIHUTD ITONyYeHMe LMUTONOIMYeCKOro Irperapara KOCTHOTO MO3ra IyTemM
IyHKLOUM, LUTOJIOTMUYECKOe JCCIefoBaHMe Mas3Ka KOCTHOTO MoO3ra (MuejaorpaMma) s
ob6HapykeHUs TMMQOIIa3MOIUTaPHON MHGMUIbTpanuu [13].

YpoBeHb yoeauTeIbHOCTY peKoMeHAanuii C (YypoBeHb JOCTOBEPHOCTY J0Ka3aTeIbCTB 5).

e Bcem nauyentam ¢ MB mnepepn mpoBeneHMeM IE€PBOI JMHUM MPOTUBOOITYXOJIEBOI Tepanuu
peKOMeHIyeTCsl BBbIIIOJHUTDL IIOTy4eHMe TCUCTOIOTMYeCKOro Iperapara KOCTHOIO MO3ra
(TpertaHoGMOIICHKS), TTaTOJIOT0-aHATOMMUYECKOe MCCIeloBaHue OMOICUITHOTO (OTepaiioHHOTO)
MaTepuasa KOCTHOTO MO3ra € IpMMEHeHVeM MMMYHOIMCTOXMMMYECKUX MeTONOB W/WUIn
UMMYHOMDEHOTUITMPOBAHME KIETOK-TIPEIIECTBEHHUI] B KOCTHOM Mo3re (M®DT) KiIeTok
acnmpara KOCTHOro moasra [6,13,14].

VpoBeHb yoeauTeIbHOCTY pekomeHganuii C (YpOBeHb JOCTOBEPHOCTH S0Ka3aTeIbCTB 5).

KommenTapum: MaxkpoznobyauHemus BansdeHcmpema xapakmepusyemcst IuM@ponaasmoyumapHoti
uHurbmpayueti KOCmHO20 Mo032d, JUM@OUOHOL MKAHU C MOHOKJIOHATBHOL  cekpeuuell.



Tucmonozuueckas —KapmuHa KOCMHO20 Mo032a npedcmasieHa  uH@uasmpayueti — Mansimu
Jumpoyumamu, nAA3MOYUMOUOHBIMU KAeMKAMU U NAA3MamuyeckKumu kiemkamu (Oug@ysHas,
UHMepCMUYuUansHas uiu HooyaspHas). Mopgonozuuecku aumponnasmoyumapuas aumpoma u MB
umerom UOeHMUUHbIl onyxoneewlii cyocmpam, 00pa308aHHbIll MeIKUMU JIUMPOYUmMonodooHsIMU
Kaemkamu, JUM@OUOHbBIMU KIemKamu ¢ niaasmoyumapHoil dugeperyuposxoti, nnasmamuueckumu
knemkamu. Pewaroujee 3HayeHue 8 duddepeHyuansHoll duazHocmuke umem KAUHUYecKas KapmuHa
(8 uacmHocmu, omcymcmaue 8vlpaxeHHol aumpadeHonamuu npu 8epupuyUPOBAHHOM NOPaXeHUU
KOCMH020 M032a), Hanuuue M-napanpomeuna.

Knemxku onyxonesozo cyocmpama npu MB akcnpecccupytom PIgM xak Ha cgoeli nogepxHocmu (sIgM),
mak u eHympu yumonnasmol (cIgM). Dxcnpeccusi sIgM cywjecmeenHo npesanupyem. Mmeem mecmo
8bIPAMEHHAs IKChpeccust maxkux B-knemounsix anmuzeHos: CD 19, CD 20, CD 22, CD 79a. Knemxku
cnabo-nonoxcumenvHol Ha Hanuuue CD 10 (moxcem omcymcmeosamy), CD 21, CD 25, CD 38, CDc.
Axcnpeccuss CD 5, CD23 He xapakmepHa, Xomsi MO}em 8CmMpeuamscsi U He 6Js1emcst pakmopom,
uckaouaroujum MB.

e Bcem nauyenTtam ¢ MB mnepepn mpoBeleHMeM IE€PBOI JMHUMU MPOTUBOOITYXOJIEBOI Tepanuu
PeKOMeHAOYeTCSa BBITIOITHUTD IMPU MOAO3PEHNM HA aMMJIOMOO03 KeJIYOOUYHO-KMUIIEYHOI'o0 TpaKTa,
MOY€K, KOCTHOTO MO3Ta — IMAaTOJIOr0-aHATOMMUYECKOe MCCIeoBaHue GMOICUITHOrO Marepuaa
(61oTTaTOB) B C MCTIIONIb30BaHMEM OKpacky KoHro-kpacHsIit [1-3].

VpoBeHsb yoeauTersHOCTU pekoMmeHganuii C (YPOBEHb JOCTOBEPHOCTH KOKa3aTeIbCTB 5).

e Bcem maiueHTamM ¢ MB npu rogo3peHun Ha aMUIOMI03 cepAlia rnepes MpoBefeHeM IepBoii
JIMHUY TIPOTUBOOITYXOJIEBOJ Tepanyuy PeKOMEeHAYeTCS BBIMOJHUTb — MUCCAeqOoBaHMs YPOBHS N-
TepMMHAIBHOTO (parMeHTa HATPUIypeTudeckoro mporentuaa mo3roBoro (NT-proBNP) B
KpoBu 1 DXO-KTI' 1151 MCK/IIOUEeHMST aMUIOUA03a CepAalla U OoIpeneeHus cepaeuHoi GyHKIUn

[15].
YpoBeHb YOeAUTEILHOCTY PEKOMEeHIauii A (YPOBEHDb JOCTOBEPHOCTH IOKA3aTe/IbCTB 2).

e Bcem nauyentam ¢ MB mnepepn mpoBeleHMeM IME€PBOI JMHUM MPOTUBOOITYXOJIEBOI Tepanuu
PEKOMEH/TYeTCSI BBITIOTHUTH OCMOTP BpauoM-O(TaIbMOJIOTOM IJISI OMarHOCTUKY OC/TOKHEHMUIA
CMHIPOMa rumnepssiskoctu [1-3,16].

VpoBeHb yoeaquTeIbHOCTY pekoMmeHganuii C (YpPOBEHb OCTOBEPHOCTH OKa3aTeIbCTB 5).

KommeHTapuit: npu nodo3peHuu HA Haauuyue CUHOPOMA 2unepssi3Kocmu Heob6Xo0um ocmomp
2/1a3H020 OHa. Takie 0cCMOMP 21A3H020 OHA HYMCHO 8bINONHAMb NPU YPOBHE MOHOKIOHAIbHOZ20 IgM >
30 2/n.



3. Jleuenue

3.1 Iloka3zaHuA K HaUaJIy jie4yeHUs

Crparterusi jeueHusl OIpelessieTCsl Ha 3Talle YCTAHOBJIEHWUs [MarHo3a. BbIOOp IMporpaMmbl
JIeYeHMsI 3aBVMCUT OT BO3pacTa TMallMeHTa, 0COOeHHOCTell TeueHMss MB, a MMeHHO - HaaWM4uUs
LIUTOTIEHNT, HEOOXOIMMOCTH 60oJiee OBICTPOI PETYKIINY OITyXOJI, COITYTCTBYIOIMMX 3a00IeBaHMIA.

¢ PekoMeHAyeTCS HaUMHATDb TEPAIMIO NPy GbICTPOM HapacTaHUM YPOBHS IgM B KpOBU MM NIPU
MOSIBJIEHUM KIIMHUYECKUX CMMIITOMOB:[6].

- PetnuauBupyomas JIMxopaaKka, HOUHast MOTJIMBOCTb, TIOTEPSsI Beca, c1aboCTh.

- CMHAPOM TUIIEPBSI3KOCTU.

- JlumdameHonaTs Wi MacCMBHOE yBeJIMUeHKe pa3MmepoB inMdOoy3JioB (> 5 cM B AuamMeTpe).
- lemaTomeranus 1/Miau CIIeHOMeTalInsl.

- [lepudepuueckas HeltponaTus, CBsI3aHHAs ¢ MB.

- CUMIITOMHAsT KPUOTJIOOYIMHEMUST

- Auemus ¢ yposHeM HB < 10 r/mJ1.

- Tpombo1uToneHus ¢ yposHem TpomboimtoB 100 x 109 /n u MmeHee.

- lTemonuTHnueckast anemus (06YCIOBIEHHAS HATMYMEM XOJIOOBBIX aHTUTE).

- [loyeuHast HeIOCTaTOYHOCTb, CBSI3aHHAas ¢ MB.

- AMuonao3, cBsI3aHHbIN ¢ MB.

- YpoBeHb MOHOK/IOHA/IBHOTO IgM > 50 /11, maske Mpu OTCYTCTBUM CUMITTOMOB.

VpoBeHb yoeauTeIbHOCTY pekomeHnganmii C (YpPOBeHb JOCTOBEPHOCTH S0Ka3aTelIbCTB 4).

e He pekoMeHIyeTCsl HAuMHATH CHENU(PUUECKYI0 Tepamuio MaluMeHTaM C T/Ieomeit
(6eccumnromHoIt) MB [17].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHanuii B (YpoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB 3).

3.2 JleueHue NaneHTOB C BIiepBbIe AMarHoCTpoBaHHoOV MB

B OanHbix pekomeHOayusx mepanesmuueckue nooxodsl, jeKapcmeeHHsle npenapamsl u 003UpPOBKLU,
usyueHHble U 3apezucmpupo8aHHble y 83p0C/ivlx NAYUEHMO08 ¢ MakpoznobyauHemueli BansdeHcmpema.
Yuumeteas, umo 0aHHas namosiozust 8 demckoli nonyasyuu ecmpeuaemcs Kpative pedko, 0o cux nop
Hem docmamouHoli yoedumesbHOU 6a3vl N0 NPUMEHEHUI JIeKAPCMBEHHbIX NPenapamos onsl JjeueHus
MB y demeii u mMHozue npenapamst He UMEWM 3apezucmpuposaHHbix NOKA3AHUL K NPUMEHEHUN Y
nayueHmos monoxce 18 nem. Iloamomy mepanus y demeli ¢ 8epuuyuposaHHsiM OuazHO30M
MakpoznobynuHemus: Bans0eHcmpema O00JHA HA3HAYAMbCS HA OCHOBAHUU pekomeHOayull 0ns
JleueHUsl 83POCIbIX NAYUEHMO8 KOHCUNUYMOM 8pateli N0 HUSHEHHbIM NOKA3AHUSM.

Tax xak onyxonessvle knemku MB akcnpeccupyiom CD20, Haubosee WUPOKO UCNONB3YEMbIM
npenapamoxm 05 JieueHust MB siensemcs pumykcuma6 ** kak 6 MoHomepanuu, max u 8 KOMOUHAYUSIX.
O6was a¢pexmusHoCmb NieueHUs hayueHmos ¢ nepesvie duazHocmuposarHoli MB cocmaensiem om 20
00 50%, meduana npodonxumenbHocmu omeema Ha jeuedue om 8 do 27 mec. IIpomusoonyxonesoili
apgexm npu neueHuu pumykcumabom** wacmynaem 8 cpedHeM chycms 3 MecC. nocie Hauaid
mepanuu. Tlocne Hauana mepanuu pumykcumabom™* y 40-50% nauuenmos ommeuaemcs 8He3anHoe
MPAaH3UmMopHoe hnosvlllleHue YPO8HS MOHOKJIOHAIbHO20 IgM, Komopoe Mmoxcem conposoxoamscs
CUHOPOMOM 2unepesi3KoCmu, Hapacmavuem noJuHeliponamuu, Cc8s3aHHol ¢ cekpeyuetli IgM,
KpuoznobynuHemuu. [Ins CHUMeHUs Ypo8Hs MOHOKIOHAIbHO20 IgM ucnons3yrom naasmagepes. CeaHcol



naasmagepesa 0715 hpopuaakmuku pazsumus CUHOPOMA 2unepssi3Kocmu HeoO6x00uUMo nNposooums y
nayueHmos ¢ ypoeHem MOHOKJIOHAbHO20 IgM > 50 2/n1 neped eedeHuem pumykcumada **,

B uccnedosanuu II ¢paset Ovina oueHena 3s¢pdexkmusHocms 6Gopmesomuba™ 6 MoHopexmume y
nayueHmos Kaxk ¢ snepsvle uazHOCMuposanHoli MB, max u y pavee Noayuasuwiux cneyuguueckyro
mepanuto. Jleuerue 60pme30MuboM** nposoounoce 8 cmaHoapmuom pexcume 00 nNpozpeccuposaHust
001e3HU WU QOCMUMEHUS HAUTYYUlez0 omeema ¢ NOCaedywuM nposedeHuem 2 Kypcoe JeueHusl.
Ob6was agppexmusHocmy JieueHuss cocmasuna 26%, HO npu ImMoM OmMeueHo paszsuimue CeHCOPHOU
nonuHetiponamuu 6 74% cnyuaes. Cnedyem obpamume 6HUMAHUE HA 0053amebHy0 NPOQUIAKMUKY

2epnec-8uUpyCcHoll UHGeKUUU NPU UCNONB30BAHUU HOPME30MUO-CO0EPHCAUUX CXEM.

Kombunauyuss pumyxkcumaba™* ¢ kopmukocmepoudamu™* u 6opmesomubom™* uccnedosaHa y
nayuenmos ¢ akmugHoti MB (cxema BDR). IIpomusoonyxosessiii appekm 6bi1 nonyuen 96% ciyuaes,
npu amom 22 % nayuenmog docmuenu IIP. IIpu meduare HabnodeHus 2 zoda, y 80% nayuenmos
ocmaromcs 8 pemuccuu. Cpedu HexenamenvHolx s6aeHUll Haubonee uacmoim Obl1a noauHetiponamus, y
30% - 3 cmeneHu. TpaH3umopHoe noevlueHUe MOHOKIOHAILIbH020 IgM ommeueHo monvko y 2
nayuenmos (9%). Takum 06pasom, npumeHeHue cxemsl BDR Moxcem CHU3UM®b PUCK NOBbIULEHUS YPOBHSL
MOHOKJIOHAIbHO20 IgM 6 npoyecce neueHusl.

Couemanue pumykcumaba** ¢ Gopmesomubom™* (cxema BR) y nayueHmos ¢ 8hepeble
duazHocmuposarHoli MB makxce 8bi1coK0 3¢pexmusHo. IIpomusoonyxosnessiii s¢pgexm, Kax 0bL10
nokasavo 8 uccnedosaruu II ¢assel, cocmasun 88%, y 65% nayuenmos nonyueust IIP unu YP. IIpu
Meduane HabodeHus 14 mec. meduarst BBIT u BT He docmueHymbl. [Tonunetiponamuu 3-4 cmeneHu
He omMeueHo, 8eposimHO, U3-3a Ha3HaueHus Gopmezomuba™* 1 pa3z 6 Hedenio. TpaH3umopHoe
nosvlueHue MOHOKNIOHAIbH020 IgM ommeueno y 31% nayuenmos nocie 1 u 4 Kypcos neueHus (nocue
pumykcumaba**).

Takum o06pa3om, 0 JiedeHus NAYueHmMos8 ¢ enepevle JuazHoCmuposamHoli MB mozym 6Gbimb
pPeKoMeHO08aHbl Npozpammbvl ¢ BKalueHuem Oopmesomuba**: BDR, BR, a y nayueHmos c
HenepeHoCUMOCmylo pumykcumaba** — couemarue 6Gopme3somuba™* c dekcamemasoHom >,

B nocnedHue 200wl 015 JsieueHuss nayueHmos ¢ enepevle duazHocmuposaHHoli MB cmanu wupoko
ucnozv308ams  npomusoonyxonesvili npenapam  GeHdamycmuH*¥, — couemarowuli  ceoticmea
AIKUNUPYOWe20 coeuHeHUs. U NypUH08020 aHanozd. B pandomusuposartom ucciedosanuu nposedeHo
CpasHeHue IPPexmusHOCMU JleueHUs: NayueHmos ¢ gnepsole JUAzHOCMUPOBAHHBIMU UHOOJIEHMHbIMU
HXJT no cxemam R-B (pumykcuma6**, 6endamycmun**) u R-CHOP** Cpedu Hux 6b.1 41 nayuenm ¢ MB
wiu  aumponnazmoyumapHoti  aumgomoii. Ilpu meduane HabnodeHus 45 mec. meduaHa
sviHcusaemocmu 6e3 npozpeccuu Ovlna 3HAUUMeENbHO 8blule Ha pexcume R-B (69,5mec) npomus 28, 5mec
Ha R-CHOP. IIpu neueHuu no cxeme R-B ommeueHa HU3Kas uacmoma HetimponeHuu 3 u 4 cmeneHu,
UHpEKYUOHHBIX OCTIOMCHEHUTI U anoneyuu. dmu OaHHble NO380I0M peKomMeH008ams pexcum R-B K
UCNoNb308aHUI 8 nepsoti uHuu JieueHus MB. ITpu npogedeHuu mepanuu ho cxeme R-B 00s3amenbHo
Ha3zHaueHue NPoPuUIAKMUKU NHEBMOYUCMHOL NHEBMOHUU.

Tepanus nepeuuHslx nayueHmos MB makie moxem 0blmb HAYAMA C NPOZPAMM, COUEMAUUX
uuknopocpamud™* — pumykcuma6** u  xopmuxocmepoudst**  (RDC, R-CHOP, R-CP).
Ilpomusoonyxonessili 3pdekm y nayueHmos, noayuaiowjux pexcum RDC, docmuzaemcs y 83%
nayuexHmos, y 7% nayueHmos Moxcem Obimd nonyuexa IIP. JIgyxnemmss BBII cocmasnsem 67%.
Ieperocumocms sieueHus: yoosnemaopumesnvHas: y 9% nayueHmos paszgusaemcs HelimponeHusi 3-4
cmeneHu, npubnusumesnsHo 8 20% cyuasx ouazHoOCMupylomcs HexceJlamesibHole 1871€HUSL, C8513AHHblE C

ses

pumykcumabom **,

BkaitoueHue BUHKPUCMUHA™* 8 npozpammel, codepxcaujue yukaopocpamu conposoxcdaemcs
yeenuueHueM pucka nonuetiponamuu npu MB. B pempocnekmueHoMm UCCiedo8aHuu npoeedeHd
oueHka 3pgexkmusHocmu neueHus axmusHoli MB no mpex cxemam: R-CHOP, R-CVP u R-CP.
CyuiecmeeHHOll  pasHuusl Mmexdy ezpynnamu no obujeli 3p@exkmusHocmu He 8bISIBNEHO:
npomueoonyxonessiii 3¢ppexm 6vLn1 nonyuen y 96% nauuermos npu seueHuu no cxeme R-CHOP, no
cxeme R-CVP -y 88% nayuermos u no cxeme R-CP -y 95% nayuenmos. HexcenamenvHole si81eHUs,
CBs3aHHbIE C JleUeHUeM, BKAUASl CBA3AHHYI C BUHMKPUCMUHOM Heliponamuto, (edpunbHyo
HelimponeHuio, a maxyce Heobx00UMOCMb 20CnUMAIU3aAyUU ObLIU 3HAUUINENBHO 8blUE NPU JieUeHUU NO

cxemam R-CHOP, R-CVP, uem npu ucnoavs3o08aHuu npozpammot R-CP.

B 2015 2. onybaukosaHsl pe3yavmamsl uccnedosaruu II ¢assl no oueHke 3@pgexmusHocmu
uGpymuHuUba™* (uHeubuUMop MupPO3UHKUHA3bI BpymoHa) y nayueHmos, noayuusuux He MeHee 00H020



eapuauma neuveHus. MopymuHu6™* HasHauanu e cymouHoii doze 420 me. Obujas agppekmusHocms
JeyeHus cocmasuna 90,5%, 6onvwioli omeem nonyueH y 73% nayuenmos. Ilokazamenu 2-x siemHeti
BFIT u OB cocmasunu 69,1 u 95,2% coomeemcmeenHo [32]. Haunyuwiux pe3syibmamos yoajiocs
dobumsca y nayuenmos ¢ mymauueti MYD8S8. B Hacmosiuiee 8pems ubpymuHubd e dose 420mz/cymxu
make pekomMeHO08aH K UCNONb308AHUI0 8 Nepeoll AuHUU mepanuu y nayueHmos ¢ MB, komopsim
He803MOX(HO npogedeHue Xxumuomepanuu. Ileped HasHaueHueM ubpymuHuba pexomeHoyemcs
onpedenexue cmamyca CXC-4, npu eslseeHuu mymayuu daHHoz20 zeHa (okono 40% ecex nayueHmos ¢

MB) a¢ppexm om HazHaueHust UGPYMUHUOA MOHem HUBENUPOBAMbCA.

AHanozu Hykneo3udos (knadpubun** u ¢aydapabun™*) 8 MoOHOpexcumMe UWIU 6 couemaHuu c
pumykcumabom™* u/unu yuxnopocamudom™* makie 3ppexmusHsl y nayueHmos ¢ e8nepevie
duaeHocmuposauHoli MB. Obwas appexmuenocme knadpubuna™* u gaydapabuna™* cocmassisiem om
40 do 100%. Hcnonwv3zosaHue amux npenapamog npu MB ynyuwiaem u esiiusaemocms. OOHaKo
OnumesnbHAs mMepanus aHai0zamu  Hyk1eo3udos 00blUHO CONposoXcdaemcs Muenocynpeccuet,
umMyHocynpeccueti ¢ paseumuem UH@PEeKYUOHHbIX 0CoXcHeHUll. Kpome mozo, umeomcs coolujeHus,
yKasvlgawujue Ha yseaudeHue pucka mpaxcopmauuu MB 6 azpeccusHbvle TUMBOMbL, U y8eauueHue
passumus  8MOPUUHO20 0CMP020  MUeIo0NAcmHo20  Jelikoda u muenoducniasuu. Ilosmomy
UCNO0JIb308AHUE AHATI0208 HYKJIE03UO08 Cledyem 02paHudums.

AnKunupyrowue npenapamst 8 kaiecmee mepanuu 1 JUHUU 8 MOHOpexcuMe Uiu 8 couemaHuu ¢
KOpMuUKoCcmepouoamu npumeHsemcs. 8 OCHOBHOM Yy NOMCUTbIX nayueHmos. B ucciedosanuu ho
CpasHeHuio 07UMensHo20 npuema xaopamoéyyuna™* no 0,1 me/ke u Kypcogozo neuerus no 0,3 mz/xz 8
meueHue 7 OHell kKaxdvle 6 Hedenb CywecmeeHHOll pasHuybl 8 A GhekmusHOCMU JieueHUs. He Bbls8JIEHO.
Tpu dnumenvHOM JieueHuUU XJ10paMOyUUIom** obwas 3ggekmusHocms JieueHus cocmasuna 79%, npu
Kypcosom — 68%, meduara OB - 5,4 z00a. JleueHue xnopamoOyyunom™* nposodsm He meHee 6 Mecsyes,
mak Kaxk npomueoonyxoJiessili a¢pgexm nacmynaem medneHHo. IToczie docmuiiceHust n1amo mepanuio
cedyem ocmaHo8ums.

e ITanmmentam c¢ BHepBble BepudunypoBaHHOI MB peKOMEHAYIOTCS IIPOrPaMMBI,
BKJIIOYAIOI /e PUTYKCUMa6™ [18—-23].

VpoBeHb yoeaUTeIbHOCTY PeKOMeHgauuii B (YpoBeHb JOCTOBEPHOCTH K0Ka3aTeIbCTB 2).

Kk

KoMMeHTapuu: Hauano JeueHus ¢ npozpamm mepanuu, 8KANUAWUX npenapam pumykcumad™*,
omHocumcs K pexkomeHdayuam IV-20 MexdyHapooHozo pabouezo cosewaHus no MB 0n1s neueHus
nayueHmos ¢ snepasvle QUAzZHOCMUPOBAHHOLL OONE3HBIO 8 OOSILUIUHCINGE CIYUAes.

o IMaumenTtaM ¢ BHepsbie BepuduUUpoBaHHO/i MB ¢ CUHAPOMOM TIMIIEPBSI3KOCTU
PeKOMeHAYIOTCcs 60pTe30Mu6™*-comepskanue Kypcsi [19,20,24].

VpoBeHb yoeauTeabHOCTY pekomeHnganuii C (YpPOBeHb JOCTOBEPHOCTH S0Ka3aTe/lIbCTB 4).

KomMeHTapuu: npu cuHOpome 2unepésizkocmu 8 Kauecmee npozpammsl esibopa npediazaoom
6opmesomub**-codeprcawuti pexxcum BDR (6opme3omub, dekcamemasoH, pumykcuman).

¢ IManmenTam ¢ BrnepBbie BepudumupoBanHoit MB ¢ cundpomom zunepgsazkocmu, 60JabWUUMU
pasmepamu J/y uau cejie3eHKU, Kpuozsio0yauHemueli, Kozoa Heobxoduma Ovicmpas pedyKyus
onyxonu PeKOMEHAYIOTCS TPOrpaMMbl ¢ BKIoueHMeM nykinodochammuma** (R-CHOP, RCD)
[21,22,25].

VpoBeHBb YOeaUTEeIbHOCTY PeKOMeHanuii B (ypoBeHb JOCTOBEPHOCTH KOKa3aTENIbCTB 2).

e IManmenTam ¢ BHepBble BepuduupoBaHHoit MB ¢ uuroneHusimm (O0COGEHHO C
TPOMOOLIMTOIIEHMEli) PEeKOMEeHAyeTcss JieueHue 10 Imporpamme RCD (puTykcmma6™*,
nekcameTa3oH™, uuknodochan**) [21,25].

VpoBeHb yoeaquTeIbHOCTY PeKOMeHganuii B (ypoBeHb JOCTOBEPHOCTH SOKa3aTEIbCTB 3).

e IManmueHTtam c BriepBbie BepudunupoBaHHoii MB pekoMmeHAayeTcs JiedeHne 10 MporpaMme
R-B (putykcumab**, 6engamyctun**) [21,25].

VpoBeHb yoeauTeIbHOCTY PeKOMeHganuii B (YypoBeHb 1OCTOBEPHOCTH T0Ka3aTe/IbCTB 3).

¢ IMaumeHTaM C BrepBble BepuduuMpoBaHHoii MB ¢ reHepaausoBaHHbIMU GopMamu
3a60neBaHMsI PEKOMEHIYeTCsI CoueTaHue pPUTYKCHMaba™ ¢ aHagoramMm HYKIEO3UI0B
(xknmappubuH™* u Gaygapabun**) ¢ nurmodochammmom™* nnu 6e3 Hero [26—29].



VpoBeHs yoenuTensHOCTU pekoMmeHganuii C (YpoBeHb JOCTOBEPHOCTH IOKA3aTeIbCTB 4).

¢ ITaumeHTaM c BriepBbie BepuduimpoBanHoii MB ¢ HU3KUM yposHeM MOHOKNIOHANbHO20 OenKa,
MeOneHHO — npoezpeccupyruwjelti  GonesHvlo, a makie ¢ conymcmeywweli namosnozuet
peKkoMeHAayeTcs1 puTykcumab™** B moHopexxume [18,23]

VpoBeHb yoeaquTeIbHOCTY PeKOMeHganuii B (YpoBeHb JOCTOBEPHOCTH S0Ka3aTEIbCTB 3).

¢ IManmenTam c Brepsbie BepubuuupoBaHuoii MB ¢ HU3KUM ypo8HeM MOHOKIOHANIbHO20 OeKa,
MeOneHHO npoepeccupyioujeli 060Je3HbI0, a Makxe ¢ conymcmeyouweli namonozueli npu
HEBO3MOXCHOCMU HA3HAYEHUS. pUMyKcUMaba™* peKoOMeHAYyeTCs XJI0paMOyIuI** B MOHOPEXKMe
[30].

YpoBeHb YOeaUTeILHOCTY PeKOMeHaanuit B (ypoBeHb OCTOBEPHOCTY JOKa3aTeIbCTB 2).

¢ [TaumeHTam c Brepsbie BepuduimpoBanHoii MB, KOTOPbIM He MOKET ObITh Ha3HauYeHa
XUMMOTEepanus, peKOMeHAYeTcs: U6pyTMHNG**B MOHOpexkuMme [31].

VpoBeHb yoeaquTeIbHOCTY pekoMmeHganuii C (YPOBEHb JOCTOBEPHOCTH KOKa3aTe/IbCTB 4).

¢ He pekoMeHAyeTCsI HAuajo Tepamuy MOJIOABIX IMalMeHTOB ¢ MB aHajoraMu HYyKJI€O3UIOB
(prymapabuu™**, knagpubuu**), a Taxke xmopamoymmom™* [32].

VpoBeHb yoeauTeIbHOCTY pekomMeHganuii C (YpPOBeHb JOCTOBEPHOCTH S0Ka3aTe/lIbCTB 5).

KommeHTapum: daHHsle npenapamst He ciedyem Ucnoib308ams 8 Kauecmee mepanuu nepeoti AuHul,
mMak Kak 3mo Moxcem nomewams adexeamHomy c6opy I'CK & ciayuae npuHamus peuieHus o
nposedenuu 8s1cok0d03Holi xumuomepanuu ¢ TICK npu peyuduse 3ab6onesanusi 6 zpynne mosao0bix
COMamuyecKu-CcoxpaHHsIX NayueHmMos.

3.3 IloaaepskuBaroiias Tepanmsi

o PekomeHJyeTcs pUTYKCHMAab6 ** 1o 375 mMr/m? Kaxxaple 3 MecsIia B TeueHme 2 et [23].
VpoBeHsb yoenuTensHOCTU pekoMmeHganuii C (YPOBEHBb JOCTOBEPHOCTH SOKa3aTe/lIbCTB 3).

KommenTapum: Bonpoc o noddepxcusaioujeti mepanuu pumykcumadom™* npu MB obcymcdaemcs. B
0moenbHbIX YeHmpax HAasHayarnm pumykcumab™* nayuenmam MB nocne ycnewHozo JiedeHus no
npozpammax ¢ 8KatUeHuemM 3mozo npenapama no 375 me/m2 kaxovle 3 mecsya 6 meueHue 2 nem. B
00HOM  uccnedosaHuu Obl10 NOKA3AHO, UMO  HA3HAYeHue pumykcumaba** e kauecmse
noddepxcusaroweli mepanuu yayuwiaem obwyio sggpekmuseHocms neuerus, BEIT u OB. O0Hako npu
ONUMENbHOM JleUeHUU PUMYKCUMAabom™* ommeueHo yeenuueHue UH@EKYUOHHBIX OCAOMCHEHUll, no
cpasHeHuio ¢ epynnotli nayueHmos, He nosyyaswiux noddepxcugarouieii mepanuu. IlpocnekmugHoe
uccnedogadue, npogoouMoe 8 HACMoswee 8pems, 803MONCHO, NO3B0OJUM 0MEemums Ha 80NPoC 0
yenecoobpasHocmu noddepxcugaroujeli mepanuu pumykcumadom** npu MB [26]. TToddeprcusarowjas
mepanust pumykcumadom moxem Oblme PeKOMEHA08aHA NAYUEHMAM, Y KOMOPbIX NOLYHeH NOJHbLL
WU 04eHb XOpOWlULl YacmuyHslii omeem Ha UHOYKYUOHHOU pumykcumad-codepxcaweti mepanuu

3.4 JleueHue penyuausos MB

Hayuenmeot ¢ peyudusom MB 0osxcHbl Oblmb 006CN€008AHLI 8 MOM Xce 00BeMe, umo U nepeuuHble
nayueHmsl.

Buvibop npoepammel neuveHus peyudusoe MB 3asucum om 3pdekmusHocmu npeduiecmayoujeti
mepanuu, O1umMenbHOCMuU PeMUCCUl, COCMOSHUS U 803pacma nayueHma, conymcmeyioujeti namonozuu
U OCTI0HCHeHULl, cOnpo8oHOaswUX nNep8oHauaivHylo mepanuio. IIpu no30Hux peyudusax, passusuUxcs
uepe3z 200 u Oosee nocie OQOCMUNCEHUS NPOMUBOONYX0JIe8020 0MeEemd, 803MOMCHO UCNOJIb308AHUE
NPUMEHABWUXC paHee Menodos JseueHus. [l aeueHus paHHux peyuousos MB (npu onumensHocmu
pemuccuu menee 1 200a), a makxice npu peppakmepHom meueHuu 0ose3HU credyem Ucnosb308ams
AIbMePHAMUBHYI0 NPOPAMMY. DMuU NPo2PamMmbl 00JKHLL BKIIOUAINE JIEKAPCMBEHHble Npenapamel
Opyeux epynn, mozym Oblmb UCNOTB308AHbI KAK 8 MOHOpeXcuMe, mak u 8 eude KOoMOuHayuu
npenapamos.



e Maumenrtam ¢ peuuguBamMu MB pPEKOMEHAYIOTCS MPOrPAMMbl  C  BKIOYEHUEM
6opresommba*™* [19-21,24].

VpoBeHb yoeauTeabHOCTY pekomeHnganmii C (YpPOBeHb JOCTOBEPHOCTH S0Ka3aTe/lIbCTB 4).

KoMMeHTapum: ucnons308axue npozpamm ¢ eKawueHuem Oopmesomuba™* npu peyudusax MB
no3eoJisslem noayuums npomueoonyxonesuili apgpexm y 60% nayuenmos, npu couemauuu c
dexcamemasoHoM ** unu pumykcumabom ** 8 60-70% cryuaes.

e TINMammuentam c penuauBamMmu MB peKOMeHAYIOTCSI ITPOTPaMMbl Ha OCHOBe GeHJamMycTrHa™*
[33,34].

YpoBeHb yoeauTeIbHOCTY peKoMeHAanuii C (YypoBeHb JOCTOBEPHOCTY J0Ka3aTeIbCTB 4).

KommenTapum: Haubonee s¢pdekmuser npu peyuousax u peppakmeproii MB Genoamycmun™* @
couemaHuu ¢ pumyxkcumabom** Kak 0bt10 nokasauo 8 ucciedogaruu I ¢aswt, npomusoonyxonesoil
agpexm nonyuen y 83,3% nayuermos, meduara BBII cocmasuna 13,2 mec.

e Jlaimentam crapme 18 jer ¢ peunuauBamu MB pexomMmeHAyeTcss MOHOTepanus
ubpyTUHMOOM™* [35].

VpoBeHs yoenuTensHOCTU pekoMmeHganuii C (YPOBEHb JOCTOBEPHOCTH OKa3aTe/IbCTB 4).

Kommenrapun: 8 2015 2. onybauxosausl pe3ynemamot ucciedogavuu II ¢assl no oyeHke
agpexmusHocmu ubpymunuba™* y nayueHmos, noayuuswux He meHee 00H020 8apuaHma JieueHusl.
Hopymunu6™* Hasnauanu no 420 me 8 deHs. OOwjas agpexmusHocmo neueHus cocmasuna 90,5%,
6onbuioli omeem nosyueH y 73% nauyuenmos. ITokazamenu 2-x nemueti BBIT u OB cocmasunu 69,1 u
95,2% coomeemcmeeHHo.

e IMammentam c¢ penuaguBamu MB pekoMeHAyIOTCS ITporpamMMbl FR  (diymapabun™*,
putykeuma6**) uau FCR (bnymapabun™*, nuknodochamun™* puryrcumadc™*) [26,29] [27].

VpoBeHb yoenuTenbHOCTH pekoMeHganuii C (YypoBeHb JOCTOBEPHOCTH JOKA3aTe/lIbCTB 4).

KomMmeHTapum: JaHHble cxembl mepanuu 3apeKomMeHO08dnu cebsi KAk B8bICOKO IpgekmusHble
npozpammol. Pe3ynvmamsl uccnedoearus aeueHuss no cxeme FR, ucnonv3yemoli Kak y nayueHmos ¢
enepesle OudazHocmuposavHoli MB, mak u paHee NOJYyuUABWUX Mepanuio, NOKA3AAU 00Uy
A pexmusHocmo neuerus y 95% nayuenmos. B 86% cnyuaes nonyuerst IIP u YP. Ipu dnumessHocmu
HabmodeHus 40,1 mec. meduara BIIT cocmasuna 51,2 mec., meduarna OB He docmuzHyma. Yuumeoieas
yacmomy paszeumus u OnAUMenabHOCMb YUMoneHull, asmopwl uccnedodaxus npedaazarm ucnonab308ams
4-0HesHoe 88edeHue PayoapaduHa™* u 0epaHuuums Yucio Kypcos 0o 4.

e JlanmenTam c peuuauBaMmyu MB pekoMeHAyeTcsl pacCMOTPeHMeE BapuaHTa OCYLeCTBIEHUS
BbICOKOMO3HOV xumuorepanuu (BIXT) ¢ nocnenyroeit ayroTI'CK [36].

YpoBeHb yoeauTeIbHOCTY peKoMeHAanuii C (YypoBeHb JOCTOBEPHOCTY J0Ka3aTeIbCTB 5).

KomMmeHTapum: 6 Hacmosiujee 8pems npogoosmcs ucciedosavuss no oueHke 3spgexmusHocmu
8b1cOK0003HOU  xumuomepanuu ¢ aymoTICK npu MB. O06cyxdaemcs UenecoobpasHocms
UCNO0JIb308AHUS 1020 Memooa JiedeHusl Y MoJI00blx NayUeHmos8 ¢ MHOMECMEEHHbIMU peyuousamu uiu
nepeuuHo pepakmeproii 6onesnvio. BIXT npu peyudusax y Monodsix nauueHmos MB moxem Obvimb
UCNO0JIb308aAHA 8 OMOEJILHBIX CIYUASIX NO CO2IACOBAHUI0 C MPAHCNAAHMAYUOHHBIM YEeHMPOM.



4. PeaOunuranus

CneyuansHbix Memodos peadbunumayuu npu MB He cywjecmeyem. Peabuiumayus npu 603HUKHOBEHUU
OCJIOMHEHULl 8 meueHue 3ab0se8aHUSL U JeueHUs. NpPosooumcs 8 pamKax Cco0meemcmeyuux
Ho30s02uil. PekomeHdyemcs: eecimu 300po8sili 00pa3 Hu3HU, UCKTIOUUMb U30BIMOUHYI0 UHCONIAYUI U
menJiossle usuonpouyedypol.



5. IIpodbunakruka

Memodos npogunakmuxu MB 6 Hacmosiwee epeMsi He cyujecmeyem, NOCKONbKY Heu3eecmeH
amuonozuveckuti Gakmop(sl), eedywjue K passumuio 3abonesauus. JucnavcepHoe HabOeHUe
2eMAMON020M UNU OHKOTI020M OCYWecmensemcst 8 nepuod JieueHus U nocjie OOCMUMEeHUs PemMuccuul
JUMPOMbL.

e Bcem nanuenTtam ¢ JIKM Ha NpOTS>KeHMM BCeV KM3HM ITallMeHTa — Kak B ITepUof, JIeYeHNs], TaK U
BHE JIEUEHMSI — PEKOMEHAYETCSI COOMI0IaTh IpeAIicaHus Bpada-TeMaToyiora I0 JeYeHMUo,
usberaTh IMPOBOLUMPYIOIINX 3abojeBaHMe (GaKTOPOB, M3MEHUTh BUIOBI UM YCIOBUS Tpyda Ha
HeBpemHble ¥ OOJIerYeHHbIe, OTPAHMUYUTD MHCOMSALUU ¥ (PU3MOTEpATIeBTUUECKME METOMbI
JleueHus [37].

VpoBeHb y6equTeIbHOCTU pekoMeHgaumii — C (YypoBeHb JOCTOBEPHOCTM JOKa3aTelbCTB —
5).

KommeHTapum: 8 npoyecce Hab00eHUs UMMYHOXUMUYECKOE UCCNe008AHUE CbIBOPOMKU KposU U
MouU HeoOX00UMO 8bINOTIHSIMb KaxcOble 3 mecaya. IIpu ucnosp308aHuu pumykcumada 80 8pems nepebix
KYpCo8 JleueHus: Heo0X00uMO 8blN0JIHEHUE dNeKmpodopesa 6enkos cbl8opomKu Kposu 1 pas e HedeJio.
HccnedosaHue KOCMHO020 Mo032a, 8KIOUAS MpPenaHoOuoncuro node30oulHoli Kocmu, peKomeHdyemcs
moJibko 011 noomeepxcdenus: IIP. Y3U ecex epynn nepugepuueckux JIY, JIY OGpiowHoii nonocmu,
3a6pOWUHHOZ0 NPOCMPAHCINGA, NeuveHu, cesle3eHKU caedyem BbinoIHAMb Kaxcsle 3 Mmecayd.
Penmeenoepaguro epyoHoli knemku nposodsm 1 pas e 200. PenmeeHozpagus Kocmeti 6b1n0SHSAEMCS NO
KAUHUueckum nokasarusm. KT 6piowHoll nonocmu npu ucxo0Hom yseauueHuu JIY uau nopajieHuu
0p2aHo8 - 071 OYeHKU 3 pexmusHocmu JieueHus: U No KAUHUUECKUM NOKA3AHUSIM.

OpraHusanyus okasaHuUs MeAUIIMMHCKOM ITOMOIIN

MenuuuHcKkasi MOMOIb, 3a MCKIOYEeHMeM MeIMUIIMHCKON TOMOIIM B paMKaxX KIMHMUUECKO
ampobauuy, B COOTBeTCTBUM C DemepanmbHbIM 3aKOHOM OT 21.11.2011 N2 323-d3 (pem. or
25.05.2019) «O6 ocHOBax OXpaHbI 30POBbs 'paxkaaH B Poccuiickoit enepanyny» OpraHnsyeTcs u
OKa3bIBAeTCS:

1. B COOTBETCTBUM C TIOJIOKEHMEM 00 OpraHM3aLyUM OKa3aHUS MeOUIIMHCKON ITOMOIIM 10 BUIaM
MeIVIIMHCKOIM ITOMOIIY, KOTOPOe YTBEPXKIAeTCSl YIIOJIHOMOUYEHHBIM (GeaepaJbHbIM OpPraHOM
VICIIOTHUTEIbHOM B/IACTH;

2. B COOTBETCTBUM C MOPSIKOM OKasaHMs TOMOIIM IO MPOMIII0 «reMaToIoTHsI», 00s13aTeIbHbIM
IJIT  UCIOJIHeHUsI Ha Tepputopum Poccuiickoit ®@enmepanuy BceMU  MeAULMHCKUMU
OpraHu3alysIMu;

3. Ha OCHOBEe HACTOSIIIMUX KIMHUYECKMUX PeKOMeHAaluii;

4.c yyeTOM CTaHAAPTOB MeEOMUIIMHCKO/ TIOMOILIM, YTBEPKAEHHBbIX YIOJIHOMOYEHHbIM
(bemepasbHBIM OPraHOM MCITOTHUTETbHOM BIACTH.

IlepBuuHas CcIelMaaM3MpOBaHHas MeOMKO-CaHMTapHasi IIOMOINb OKa3bIBaeTCs BpPavyoOM-
reMaToJIOTOM M MHBIMM BpadyaMU-CIIENMaTINCTaMM B LIeHTpe amMOyJIaTOPHON reMaToJorn4ecKoii/
OHKOJIOTMYECKOJ TOMOIIM MO0 B IIEPBUMYHOM reMaTOo0TMUeCKOM/OHKOJOTMUEeCKOM KabuHere,
MepBMYHOM TeMaTOJOTMUYECKOM OTAeJeHUM, TOMUKIMHUUECKOM OTHelIeHMUM OHKOJOTMUYECKOTro
IycraHcepa.

[Tpu BhIABNAEHMM Yy HalMeHTa MB min mofo3peHny Ha Hero Bpaunu-TepareBThbl, Bpaul-TepareBThl
Y4acTKOBble, BpauM OOIIeii MpakTUKM (ceMeiiHble Bpauu), BpPAUM-CIIELMATNCTDI, CPEIHIE
MeIMUIVHCKMe PAaOOTHMKY B YCTAHOBJEHHOM IOPSIIKE HATIPABJISIOT MAl[MeHTa Ha KOHCY/IbTALMIO B
LIEHTp aMOy/lIaTOPHOI TIeMaTOoJIOTMUeCKOl/OHKOJIOTMUECKO MOoMOIIM J1Mb0 B IEPBUYHBIN
reMaToJIOTMYECKMii  KabMHEeT, TIepBUYHOE TeMaTOJIOTMYeCKOe OTHeNeHre  MeOUIMHCKO
OpraHmsauuy [JIsi OKa3aHMUsl €My MEepPBUYHON CIleluaau3MpPOBAHHON MeOUKO-CaHUTAPHOMI
TIOMOLIN.

Bpau-remartosior amMOyJaTOPHOTO WM CTAlMIOHAPHOTO 3BE€HAa TI'eMAaTOJIOTMYeCKOM IMOMOIIN
OpraHM3yeT BBIMIOJHEHME OUArHOCTUUYECKUX MCC/IeAOBaHMIA, HEOOXOOMMbBIX ISl YCTaHOBJIEHMS
JarHo3a, BK/II0Uast pacpoCTPaHeHHOCTh U CTaAuI0 3a060/IeBaHMSsI.



B C1ydyae HeBO3MOXXKHOCTU IMMPOBEOEHUS OUATHOCTUYECKUX JUCCIemoBaHMIi MMaleHT HaIlpaBJIA€TCs
Jedyammum BpauOM B MEIMIMHCKYIO OPraHM3alMi0, OKa3bIBAIOIIYI0O MEIMIIMHCKYK IIOMOIIb
IIanMeHTaM C remMaTo/JI0TrM4eCKUMMMN 3a00/1eBaHUSIMU JJIs1 YCTAHOBJIEHMSI OMArHO3a M OKa3aHUA
Cl'IeuI/IaI[I/IBI/IpOBaHHOI‘/)I, B TOM umucie BbICOKOTEXHO]IOFI/IqHOIZ, MeJUIIMHCKO TTOMOIIN.

Hp]/[ BbIsSIBIeHM MB nnn IIOOO03PEHNMM Ha HEro B XO[4e€ OKa3aHUsA CKOpOI‘/'I MeOUIIVMHCKO ITOMOIIM
IIaliMeHTa IepeBOoAAT W/IM HallpaB/JILdIOT B MEOUIMHCKME OpraHm3anmnym, OKa3bIBalollne
MEeOULIIMHCKYIO IMOMOIIb MaliMeéHTaM C remaTo/JI0rm4yeCKMMmn 386OJ'IEB3.HI/I$[MI/I, OJisd oIpeneeHust
TAKTUKM BeOeHUsI U HEO6XO,Z[I/IMOCT]/I INpMMEeHeHNda  OOIOJMHUTE/IbHO [OPpyrmx MeTO4OB
CrieqaJIn3MpOBaHHOI'O IIPOTUBOOITYXOJI€EBOTO JIEUeHW.

Cnenyanus3upoBaHHas, B TOM YMC/Ie BICOKOTEXHOOTMYHAS, MEIUITMHCKAST TIOMOIIb OKa3bIBAETCS
BpavyaMM-TeMaToJIoraMy B MEIMIIMHCKMX OPraHM3alMsIX, OKa3bIBAIOMIMX MEAUIIMHCKYIO TTOMOIIb
nmamyeHTamM ¢ MB, MMeIOmuX JUIEH3MI0, HeOOXOOMMYI0 MaTepyualbHO-TEXHUUYECKYIO 0as3y,
CepTUGUIMPOBAHHBIX CIEIVAINCTOB, B CTAIIMOHAPHBIX YCIOBUSIX U YCIOBUSIX [THEBHOTO
cTalMoHapa 1 BKIOYaeT MPOodUIaKTUKY, IUAarHOCTUKY, JIeUeHMe TeMaTOJIOrMUYeCcKX 3a60IeBaHMii,
TPeOYIOUIMX MCIIOIb30BAHUS CIIEIIVAJIbHBIX METONOB ¥ CJIOKHBIX YHUKAIbHBIX MEIMUIIMHCKUX
TEXHOJIOTHIA, a TaK’Ke MeIULIVHCKYIO peabyInTaluio.

B MeguuMHCKOI OpraHM3anyy, OKa3bIBaoIIeil MeIUIIMHCKYIO IIOMOIIIb IalyeHTaM ¢ MB, TakTuKa
MeIUIIMHCKOTO 00CIemoBaHMs M JIeUeHMsI YCTaHABAMBAETCS BpayaMM-IeMaToJioraMu C
TIpUBJIEUEHNEM TIPY HEOOXOAVMOCTM APYTUX Bpaueii-CIeluaaucToB, NMpU Heo6XOOUMOCTU — C
MpoBeieHMEeM KOHCUIMYMa. PellleHMe KOHCUIMYMa Bpaueii 0odopMIISIeTCS ITPOTOKOJIOM,
TIOMTIMCHIBAETCS YUYACTHUKAMM KOHCUIMYMa Bpadeil ¥ BHOCUTCS B MEOUIIMHCKYIO JOKYMEHTAIUIO
MmauyeHTa.

[MokaszaHus K TOCMUTAIM3ALMM B KPYIIOCYTOUHBI WM AHEBHON CTAalMOHAP MEeAUIMHCKOM
opraHM3aluy, OKa3bIBAIOIIEH CIeNVaJIN3UPOBAHHYI0, B TOM YMC/IE€ BBICOKOTEXHOJIOTUYHYIO,
MEeOUIMHCKYI0 TIOMOIIb IO MPO(UII0 «reMaToNorusi», ONpeNeNsIoTCS BpauoM-reMaToNoroM/
KOHCUJIMYMOM Bpayeii ¢ MpuBJIedeHeM IIpY He0OXOIMMOCTY OPYTUX Bpadeli-CrenyaaucToB.

IlokasaHus K 3KCTpeHHOf;1 TOCIIUTAIN3 AL UN

1. PasButme TspKenoii mHeKnuy (Heobs3aTeqbHAa TOCIUTAAM3ALMUSI B TeMaTOMOTMUECKUIA
cTalyoHap).

2. Pa3BuTHeE yrpOXKAIOUIVX KU3HU IIUTOTIEHMI (IITyOOKOI aHeMWY, FeMOPparnvyeckoro CMHApPOMa,
HEMTPONIeHUN).

3. Pa3Butume ocnokHeHM MB, yrposkaronmx sxu3Hu.

4. Pa3BuTHe OCJIOKHEHU Teparyy, BKIUast CUHAPOM JIM31Ca OIyXOJIu, TsDKesiblie MH(Y3MOHHbIe
peakiym, MUeJTOTOKCUUeCKUI arpaHyJIOIMTO3 C TMXOPAIKOI U APYTYe OCIOKHEHVS, yTPOsKaIoIIye
SKU3HU.

ITokasaHMs K IVIAHOBOJ TOCIIUTAIM3aI MM

1. IpoBeneHMe Tepamuu B CIyYasiX, TPEOYIOMIMX KPYIVIOCYTOYHOTO HAOJIONEHNS 3a MAI[MeHTOM 10
TIPUYMHE TSKECTU COCTOSTHUSI, 0OYC/IOBJIEHHOTO OITyXOJIbI0, VUM TI0 TIPUYMHE PUCKA OCTOXKHEHWIA,
CBSI3aHHBIX C TPOTPAMMOVi JIEYeHUS IV COITyTCTBYIOLIMMM 3a060/IeBaHUSMMU.

2. O6CJI€,[[OBaHI/Ie IIaliMeéHTa, BK/IK4Jaliiee OGMOIICHIO ¥ MHBa3UBHbIE BMelIaTe/IbCTBa, B CIy4dasix,
KOorga OHO He MOXKeT OBITH IIpOBE€OEeHO aM6ynaTopHo.

ITokasaHMS K BBIMMCKE MalMi€eHTa U3 MeIUIIMHCKOV OpraHmM3aIn:

1. 3aBepleHne Kypca JieYeHUs MM OFHOTO M3 ITAINOB OKa3aHUS CIelMaJu3MPOBAHHON, B TOM
YMCJie BbICOKOTEXHOJOTMYHOM, MEIMIIMHCKOM TMOMOIIY, B YCIOBUSIX KPYIIIOCYTOYHOTO WU
JHEBHOTO CTalOHapa TIpU YCIOBMM OTCYTCTBUSI OCJIOKHEHMI JiedeHus, TpeByommx
MeIVKAMEHTO3HO KOpPPEeKIMM W/UAM MEeOULIMHCKUX BMEIIATeNbCTB B  CTAI[MOHAPHBIX
YCIIOBUSIX.

2. OTKa3 IMalMeHTa Wiu ero 3aKOHHOTO IMPEICTABUTENSI OT CIeIMalT3VPOBAaHHO, B TOM 4uC/Ie
BBICOKOTEXHOJIOTMYHOM, MEAUIIMHCKOM MOMOIIY B YCIOBUSX KPYIJIOCYTOYHOIO WIJIM THEBHOTO
CTallOHApa, YCTAHOBJIIEHHOM KOHCMJIMYMOM MEOMIIMHCKOM OpraHmM3allny, OKa3bIBaloIleit
OHKOJIOTMUYECKYIO TIOMOIIb, TIPM YCJIOBUM OTCYTCTBUSI OCJIOSKHEHMIT OCHOBHOTO 3ab0yieBaHusT 11/



WU JIEUeHMS, TPeOYIONMX MeIVMKaMeHTO3HOI KOPPEKIMM U/VIY MEIUIIMHCKI/X BMENIaTeIbCTB
B CTallMOHAPHBIX YCIOBUSIX.

3. Heo6xomumMoOCTh TepeBOna IMalyeHTa B APYryl0 MEAVIMHCKYI0 OpTaHM3aluio 10
COOTBETCTBYIOIIEMY ITPOMUIIIO0 OKa3aHWUSI MEAUIIMHCKOM TTOMOIIIN.

4. PenieHvie BpaueOHOI KOMUCCMM OO OTCYTCTBMM IIOKa3aHUi K MpPeObIBAaHMIO MalMeHTa B
CTalyOHape B CBSI3U C 6eCIIepCrIeKTUBHOCTHIO JeueHMs M HeoOXOIMMOCThIO OKa3aHMs TOIbKO
NaITMAaTVBHOM ITOMOIIA.

3akioueHre O 11e1ecO00Pa3HOCTY TIepeBOoAa IMalyeHTa B NPOQWIbHYI0 MEeOUIIMHCKYIO
OpraHM3alMi0 COCTABISIETCS TIOCIe TIPeIBapPUTENbHON KOHCYJIbTAIIMM IO TPEeIOCTaBIeHHBIM
MEIMIVMHCKMM  JTOKYMEHTaM W/WiX TIpeJBapUTEIbHOTO OCMOTpa [Mal}eHTa BpadyaMu
crienaaucTaMm MeJUIIMHCKOI OpraHu3alyin, B KOTOPYIO TNIAHUPYETCS TIepeBo/I.



6. JonmoHuTenbHass MHGOpManys, BAUIIONIas Ha
TeyeHye U VICXO0M 3a00/IeBaHus

6.1 daxkTopsl MPOrHO3a.

K ocHOBHBIM (bakTOpaM HeOIArONMPUSITHOTO IIPOTHO3a IpM YCTaHOBJIEHMM auarHosa MB
OTHOCSITCSI: BO3pAcCT cTapie 65 jet, ypoBeHb HB <€ 11,5 r/mi1, ypoBeHb TpoMboIMTOB <100x109/1,
-2 MUKPOIJIOOYIMH CHIBOPOTKM KPOBM > 3 MI/JI, KOHIIEHTpaLMsI MOHOKIOHAaAbHOro IgM > 70 /1.
JTu npu3HaKU 6OJe3HU U BO3PACT IMAlMEHTOB BK/IIOUEHBI B MEXKIYHAPOIHYIO MPOTHOCTUYUECKYIO
cuctemy (International prognostic scoring system for Waldenstrom’s makroglobulinemia).
Vicnonb3oBaHue 9TOV CUCTeMbl II03BOJISIET MPOTHO3UPOBATH TMPOAOKUTENBHOCTb KU3HU
MalUTEeHTOB ¥ OTBET HA Tepamuio, HO He SIBJSIOTCS ONpeNeNsiouMMy TPy BbIOOpE TaKTMKa
neyeHust. I[IITUIETHSISI BbDKMBAEMOCTb ITaliMeHTOB MB B 3aBUCMMOCTM OT KOJMUECTBa
HeO6IaroNnpUsTHBIX MTPU3HAKOB COCTaBsIeT oT 87 1o 36% [6,13].

6.2 Jleuenne nepudepmyecKkoii HeiponaTum

Iepugepuueckas nonuxetiponamus npu MB ecmpeuaemcsa ¢ uacmomoii om 10 do 20%. Ilpu
CJIOMHOCMU  MEeXAHU3MO08 pdaszeumusl hoauHeliponamuu 6 Kauecmee OCHOBHO20 00cyxdaemcs
UMMYHHASL AKMUBHOCMb MOHOKJIOHANBH020 IgM, HanpasieHHas npomue MUeauHaccoyuuposaHHozo
anukonpomeura (MAG) u Opyeux aHmueeHo8 HepgHoli mkaHu. Iloamomy nepugepuueckas
nonuHetiponamus npu MB paccmampueaemcs 8 60nsluHcmae cayuaes Kaxk IgM-accoyuuposaHHasl.

Jna neuenus IgM-accoyuuposauHoli nepugepuueckoli noauHetiponamuu BbINOJHAM NPoyedypol
nnasmacgepesa.

¢ PekomeHAayeTcsI TIpU TSDKENON Mepudeprdeckoil MOIMHeNPonaTu MpMMeHsITh KOMOMHALIY
R-CP u DRC f151 6071€€e BhIpaYKEHHOTO CHYDKEHMS TTaparpoTenHa [36].

VpoBeHb yoenuTenbHOCTM pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTY TOKA3aTeIbCTB 5).

6.3 BegeHue nanmMeHTOB C CMHAPOMOM I'UIIEPBSI3KOCTU

e PekomeHayeTcsas Yy nanueHToB MB  1npuM  HaauMuumu  CMHApPOMA  TUIIEPBSI3KOCTH,
KPUOITOOYIMHEMUY JiedeHVe HAauMHATh Tepanuio ¢ Iuiasmadepesa st ObICTPOTO CHUKEHUS
YPOBHSI MOHOKJIOHAJIBHOTO Gesnka [36].

VpoBeHb ybenuTenbHOCTH pekoMeHaaimii C (YypoBeHb JOCTOBEPHOCTH 10KAa3aTeIbCTB 5).

KomeHTapum: 006iuH0 86in0HSI0M 2-3 npouedypsl haasmagepesa ons cHuxceHus yposHs IgM Ha 30-
60%. Iocne ceancos naasmacgpepesa 8 bnuxcatiuiee 8pems HAUUHAmM cneyuguyeckoe JieueHue, max Kax
6 meueHue 4-5 Hedeslb ypo8eHb NApaAnNpomMeuHa Mo#em 6036pamumscsi K UCXOOHOMY YPOBHIO.

6.4 OcOGeHHOCTH CONMIPOBOAUTEILHON TEepANnu MAVeHTOB, B CXeMY
JIeueHMsI KOTOPBHIM BKJ/IIOUEH IIpernapar 6opre3ommuo **.

ITpu neyeHun 60pTE30MUOOM** HEOOXOAMMO HMPOPUIAKTHMUECKOe HasHaueHMe BalaluKIoBupa™™
WM AUMKIOBMUpa™®™ B CBSA3M C YBEIMYEHMEM PIUCKA PA3BUTHMS OIOSICHIBAIOIIErO reprieca, a Takke
CBOEBpPEMEHHOE CHIKeHMe M03bl 6opTesommba™™ mpu pasBuUTUM TMonnHelponaTun. Kpome Toro,
MMOJKO’KHOE BBeIeHue 6opresommuba™ BMECTO BHYTPMBEHHOIO CYIIECTBEHHO CHIKAeT YacTOTy
pa3sBUTMSI HEXeJaTeNbHbIX sIBeHui. IIpuM HasHaueHuu OopTe3oMmba™* ciegyeT OTHATH
MpeAIouTeHe CXeMaM C Ha3HaueHueM Gopre3oMuba** 1 pas B He[eio, a TaKKe MCII0Ib30BaTh
MMOKOKHbBIN ITYyTh BBeHEHMs IIperiapaTa BMECTO BHYTPMBEHHOTO C I[€IbI0 CHVDKEHMSI YaCTOThI

pasBUTUS TSDKEION IonuHeponatum [3,19,24].



6.5 OueHka 3pPeKTUBHOCTY IeUeHUSI.

Ouenka sdderTuBHOCTM seueHuss MB TPOBOAUTCS COMIACHO MEXIYHAPOMHBIM KPUTEPUSIM,
TIpeAJIOKEHHBIM Ha 6 MeXIyHapomHOM pabodem coBellanuu 1mo MB; 1Mo M3MeHEHMI0 YPOBHSI
MOHOK/JIOHAJIbHOTO IgM B ChIBODOTKE KpOBM U MOdYe, AVMHAMMUKE pa3MepoB JUMQOY3JI0B U
MOpaKeHHbIX oOpraHoB. IIpu IIP HeO6XOmMMO BBIIIOJIHEHWE CTEPHAJIBHON MYHKIUU U
TPEenaHoOMOIICHM TTOB3OIIHOM KOCTH.

Ionnas pemuccus (IIP): HOpMasbHBI ypOBeHb IgM, OTCYyTCTBME MOHOKJIOHAQJIbHOTO 6esika B
CBIBOPOTKE KPOBU UM MOYE IO TaHHBIM MMMYHODUKCAIUN; OTCYTCTBYE UHPUIBTPALIMY KOCTHOTO
MO3ra [0 [JaHHBIM TUCTOJOTMYECKOTO WCCIAeIOBaHMS, OTCYTCTBME JUMQOAJEHONATUN U
opraHoMeraauu (eciau ornpenensyiich ucxogHo) 1o gaHHeiM KT, oTcyrcTBue cumiitomoB MB. s
noaTBepxkaeHuss I[P HeoOXomuMMO TOBTOPHOE MCCIeoBaHMe M-TpafiueHTa MeTOJO0M
UMMYHOMUKCALIUMA.

Ouenv xopowass uacmuuHas pemuccusi (OXYP): CHUKeHMe YpPOBHS MOHOKJIOHa/JbHOro IgM
CBIBOPOTKM KpOBU Ha 90% 1 Gosiee M yMeHbIIIeHMEe pa3MepoB JMMQpOaIeHOIaTHI/OpraHOMeraJIuu
(ecnu ompemessICh MCXOOHO), IO JaHHBIM (GusuKaabHOro obciemosanus win KT. OtcyTcTBue
HOBBIX CMMIITOMOB aKTUBHOI MB.

YacmuuHas pemuccus (4YP): cHUKeHMe YPOBHSI MOHOKIIOHAIbHOTO IgM ChIBOPOTKM KpOBM Ha 50% u
Goree ¥ YyMeHbIIeHMEe pas3MepoB JMUMQPOATeHOATUI/OpTaHOMeraiuu (eciau OIpeaessuich
MCXOTHO), TIO JaHHBIM (usukanbHOro obcinemoBanust uiaum KT. OTCYyTCTBME HOBBIX CHMIITOMOB
akTUBHON MB.

MuHumanvHelli omeem: CHUKEHME YPOBHSI MOHOK/IOHAJIBHOTO IgM ChIBOPOTKM KpOBM Ha 25% u
6051ee, HO MeHee 50% OTCyTCTBYE HOBBIX CMMIITOMOB aKTUBHOI MB.

Cmabunuzayuss (Cm): cHWwKeHMe MeHee 25% wauM yBeJnueHue MeHee 25%  ypOBHS
MOHOKJIOHAJIbHOTO IgM  CBIBOPOTKM KpOBM MeHee 25% 06e3 TNPMU3HAKOB HapacTaHMUs
nuMdoaieHONaTUN/OpraHOMerainm, IUTONeHMII WIM KIMHUYECKM 3HAYMMBIX CHMIITOMOB,
CBSI3aHHBIX ¢ MB.

Ipozpeccus 3abonesarus (I13): yBeauueHne ypoBHS MOHOKJIOHAJIbHOTO IgM ChIBOPOTKM KPOBM Ha
25% u OGosiee TpY TIOBTOPHOM MCCIEIOBAHUM WM IIPOrPeCcCHUPOBaHME KIMHUUYECKM 3HAUMMBbIX
CUMIITOMOB 00J1e3HM (HeoObsICHMMAasI inxopanka 38,4 C, HouHas ITOTIMBOCTD, IIOTEPSI Beca Tela Ha
10% u 6osee WV CMHIPOM IUIIEPBSI3KOCTY, HEMPOTIATHSI, CUMIITOMATHUYeCKast KPMOITIOOYIMHeMUST
VIV aMWJIOUI03), CBSI3aHHbBIEe ¢ MB.



IIOMOIIM

KpMTepMI/I OL€HKM KauyeCTBa Me,Z[I/IIJ,I/IHCKOf;I

Ne Kputepun kauecrsa OueHKa BbINOJIHEHUSA

n/n

1 BbINOSIHEHO OMpeAenieHne COOTHOLWEHUst 6eKoBbIX Ppakumii B KpoBM 1 B Mouve | [a/Her
MeToAoM anekTpodopesa " nccneposaHune MOHOKJ/TOHaNbHOCTH
MMMYHOr106y/IMHOB B KPOBW U B MOYe METOA0M MMMYHOMUKCaL MK

3 BbINONHEH pa3BepHYTbI  KAMHUYECKUA aHanu3 KpoBW C  onpeneneHvem [a/Het
reMornobuHa, 3pUTPOLIMTOB,  TPOMEOLMTOB, NeiikounToB, MOACYETOM
nelikouMTapHoit hopMyJibl U KOMYECTBa peTUKYIOLUTOB

4 BbINoNHEH  6MOXMMUYECKWI  aHanu3  KpoBW, BKAOYAKOWMA  obsi3aTenbHoe Oa/Het
onpeaenexve JIAI, MOYEBOW KWCIOTbI, MOYEBMHbI, KpeaThHuHa, obwero 6enka,
anbbymuHa, 6unupy6buna, ACT, ANIT, wenoyHol docdaTasbl, Kanbuus, KanbLums

5 BbinosiHeHa  koarynorpaMMa  (OpMEHTMPOBOYHOE — ucCriedoBaHMe  cucTembl | [a/Het
remMocrtasa) C onpeaeseHneM cnegyowmx napametpos: AYTB, NpoTPOM6GUHOBbIV
vHaekc no Keuky, TpoMbuHoBoe BpeMsi, GubpuHoreH

6 BbinonHeHa peHTreHonornyeckoe nccnefoBaHve KocTeit ckeneta | [da/Her
(peHTreHorpacdwms unu KT)

7 BbinonHeHo KT 6prOLWHOM NOMOCTU M 3abPIOLLIMHHOIO MPOCTPAHCTBa [a/Het

8 BbinosiHeHa peHTreHorpadus opraHoB rpyAHON KIETKU B ABYX MPOEKLMSAX [a/Het

9 BbinosHeHo ynbTpa3BykoBOe MCC/IeA0BaHNe OpraHoB 6pIOLIHO NO0CTH [Ha/Het

10 BbINnoNHEHO yNbTpa3ByKOBOE UWCCNefoBaHMe Bcex rpynn nepudepuyeckunx, [a/Het
BHYTPUOPIOLIHBIX 1 3a6PIOWLNHHBIX TMMEOY310B

11 BbINOSIHEHO MOMyYeHMe UMTONIONMYEecKoro mnpenapata KOCTHOro Mmosra nyTtem | [a/Her
NyHKLUWKU, LNTONOMMYECKOe NCCeAoBaHMe Maska KOCTHOro Mo3ra (MuesiorpamMma)

12 BbINONHEHO  MONy4YeHWe  rUCTONOrMYecKoro npenapata KOCTHOMO  Mo3ra [a/Het

(TpenaHobuoncus), naTonoro-aHaTOMUYeckoe uccnenoBaHWe — B6UOMNCUIIHOMO
(OI'IepaLlVIOHHOI’O) maTtepuana KOCTHOro Mo3ra C npUMeHeHneMm
WMMYHOIMCTOXUMUYECKUX METOLOB I/I/M}'IVI MMMyHOCbeHOTVII'IMpOBaHI/Ie KNeToK-
npeawecTBEHHUL, B KOCTHOM Mo3re (M®T) kneTok acnupaTta KOCTHOro Mo3ra
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IIpunoskeume Al. CocTaB padboueri rpyIinbl

1.BorgkoBa Onbra MwuxaiyloBHa - KaHAMAAT MEAMIMHCKMX HAyK, CTapIiuii Hay4HbIN
corpygunk ®I'BY POHI M3 P®, unen Poccuitckoro ImpodeccroHaJIbHOTO O0OIIecTBa
OHKOTeMaTOJIOTOB

2. MengeneeBa Jlapuca IlaBjioBHa - JOKTOP MeOUIIMHCKUX HAYyK, 3aMeCTUTeIb reHepaJbHOTO
nupektopa ®I'BY T'HI M3 P® mo HayuHOii paboTe M MHHOBAUMSIM, WwieH HamyoHaJIbHOTO
remMaTojormyeckoro  obmiectBa, wieH Poccuiickoro — mpodeccrMoHaNbHOTO — 06IecTBa
OHKOTeMaTOJIOTOB

3. CragHuk EneHa AjleKcaHIpPOBHA — K.M.H., IOLIeHT Kadeapsl dhakynbTeTcKoit Tepanuu OI'BOY
BO «IICII6I'MY um. W.II. TlaBnoBa» Mun3apaBa Poccuu, crapiimii HayuHblit coTpymHuk OIBY
«HMML, um. B. A. AnmasoBa» MwunsnpaBa Poccum, unen Poccuiickoro o6imecTsa
OHKOTeMaTOJIOTOB.

4. ®ananeeBa Haranbss AnekcaHapoBHa - [.M.H., 3aB. OTAEJIE€HMEM MPOTUBOOMYXOJIEBOTO
ymekapcTBeHHOro jedeHus MPHII mm. A.®. Ipiba - ¢umman OPIBY «HMMUIL pammonorum»
MwunsgpaBa Poccum, wieH Acconmanuu oHkosnoroB Poccum m Poccmiickoii  Accoumanuu
TepareBTUYeCKUX paayalMiOHHbIX OHKOJIOTOB.

5. CredanoB Omurpuii HukosaeBuu — Hay4HbIVi COTPYAHUK, 3aB. HAYYHO-OPraHM3AI[MOHHBIM
otpenom, ®I'BY «<HMULI AT'OU um. Imutpus PoraueBa» Munsapasa Poccuu, uneH Poccuiickoro
o6111ecTBa OHKOT€MaTOIOTOB

6. Ilonpy6Hass Upuua BragumupoBHa — akageMmuk PAH, 3aciyskeHHbBIN mesTesib 06pa3oBaHus
PO, o.M.H., mpodeccop, 3aB. Kadeapoii OHKOJIOTUM U NMaJJIMATUBHON MeAUIIVHbI, TPOPEKTOP IO
Jeue6HOM paboTe M MeXAyHapomHOMY coTpymHuuectBsy I'BOY OIIO PMAHIIO MwuH3zgpaBa
Poccum, ipencemaTesib Poccuiickoro o61ecTBa OHKOTEMATOIOTOB.

7.MsikoBa Haranpst BasmeppeBHa - [I.M.H., mpodeccop, 3aMeCTUTeNb IVIAaBHOTO Bpada IIO
JleuebHO paboTe, 3aB. oTAeneHMeM oOHKoremartosnorum ®IBY «HMUL, OTOW um. OMutpust
PoraueBa» Mwuu3sgpaBa Poccun, uieH HallMoHaJbHOTO OOGIIECTBA HETCKUMX TI'eMaTOJIOTOB U
OHKOJIOTOB

8. HeBonbCckMx AJjiekceit AjllekceeBMY — [I.M.H., 3aMeCTUTeIb OMPEKTOpa IO JieueOHOoi paboTe
MPHII um. A.®. Lpi6a — puinan OIBY «<HMMUIL] pagmonorum» Munsapasa Poccun.

9. UBanoB Cepreii AuatonbeBuu — rpodeccop PAH, o.m.H., nupekrop MPHII um. A.®. IIpi6a —
bunman ®IBY «<HMUL] paguonorun» Munsnpasa Poccun.

10. XaiisnoBa JXanHa BragumupoBHa — KaHIUAAT MeIUIMHCKUX HAyK, 3aMeCTUTeIb AUPEKTOpa
110 OpraHM3alMOHHO-MeToaMueckoil pabore MPHII um. A.®. Ilpiba — dunman ®I'BY «HMULL
paguonorun» MuHsnpasa Poccun.

11. TeBopksaH TurpaH 'arukoBuu — 3amectutensd nupekropa HUU KOP OI'bY «<HMUL], onkonorun
uM. H.H. BiioxuHa».

KondumukT MHTEpECcOB OTCYTCTBYET.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMX peKOMeHaauumn

LeneBas ayguTOpUs JAHHBIX KIMHUYECKUX DEKOMEHIAIINIA:

1. Bpaun-remaTonoru

2. Bpaun-oHKoa0r"

3. Bpaun-peTckue remaToorn-0HKOIOT U
4. CTygeHTbl MegIUIIMHCKUX BY30B

MeTononorus cﬁopi AOoKa3aTeJabCTB
METOI[])I, UCIIO/Ib3OBAaHHbIE OJISd c60pa / celeKUUM JOKa3aTeJIbCTB:

[Touck My6IMKAIUA B CHEIVATM3MPOBAHHBIX MEPUOAMUYECKUX TMEUYATHbIX U3NAHMUSIX C MMIIAKT-
dakropom > 0.3, MOUCK B 3JIEKTPOHHBIX 6a3aX JaHHBIX.

Basbl JaHHBIX, MCIIOJIb30BaHHBIX JIjII COOpa / CeJIeKIUM J0Ka3aTe/IbCTB:

IokasaTeabHOI 6a30i1 Oj1s1 peKOMEHIAINIA SIBJISIIOTCST IyOIMKaluy, Bomrennie B KoxpaitHOBCKYIO
6ubnmoreky, 6a3bl qanubix PUBMED 1 MEDLINE. I'my6una moucka cocrasisiia 30 Jier.

MeTozpbl, CIIOJIb30BaHHbBIE JJISI aHAIM3a J0Ka3aTe/lIbCTB:

¢ 0630pbI OITYOIMKOBAHHBIX METa-aHATM30B;
¢ CucremMaTnuecKkme 0630pbl C TABIMUIIAMM TOKA3ATETbCTB.

Ta6muma 1. IlIkajna OIEHKM YPOBHEH ITOCTOBEPHOCTM moKasaTenbcTB (YIII) i1 METOmOB
IVAarHOCTUKY (IVMarHOCTUYECKMX BMEIIaTeIbCTB)

vaan PacwndpoBka

1 Cuctematuyeckne 0630pbl  UCCNefOBaHUN C  KOHTposneM pedepeHCHbIM  MEeTOAOM WM cucTemMatuyeckuin  o63op
PaHAOMMU3NPOBAHHBIX KIMHUYECKUX UCCNEf0BaHWI C MPUMEHEHNEM MeTa-aHann3a

2 OTaenbHble UCCNefoBaHUS C  KOHTPONeM pedepeHCHbIM METOAOM MW  OTAE/IbHblIE PaHAOMU3NPOBAHHbIE KAWHMYECKne
uccnenoBaHna M cuctemaTtuyeckue 0630pbl  UccnenoBaHMit N6oOro AusaiHa, 3a WUCKIYEHWEM  PaHAOMU3UMPOBaHHbIX
KJIMHNYECKNX nccnenoBaHnn, € npuMeHeHMeM MeTa-aHanmsa

3 WccnepnosaHusa 6e3 nocneaoBaTenbHOrO KOHTpOnsa perepEHCHbIM METoAO0M UM uccnenoBaHusa C pe¢lepeHCHblM METoA0M, He
ABAAWUMCA HE3AaBNUCUMbBIM OT UCCIEQYEMOro MeToda UM HEPAHAOMU3UPOBAHHbIE CPaBHUTE/bHbIE UCCNIEA0BAHUA, B TOM Yucne
KOropTHble nccnenoBaHus

4 HecpaBHuTeNbHbIE UCCNEN0BaHUSA, ONUCAHNE KIIMHUYECKOro cny4as

5 MMeeTcst nuLb 060CHOBaHME MexaHu3Ma AeiCTBUS WU MHEHUe 3KCNepToB

Ta6auma 2. Illkajia OIEHKM YpOBHEH IOCTOBEPHOCTM MAokasaTenbcTB (YII) [/ METOIOB
MpoOWIAKTUKHA, JIEUEHUS ¥ peabuanTauuy (MpoduiIakKTUIeCKuX, JeUeOHbIX, peaduIMTalIOHHbIX
BMeIlIaTeabCTB)

yvan PacwudpoBka

1 Cucrtematnyeckunin 063op PKW ¢ npuMeHeHneM MeTa-aHanmsa

2 OtpenbHble PKU u cuctemaTuyeckme o630pbl MccnenaoBaHuii noboro ausaiiHa, 3a wuckiatodeHvem PKW, ¢ npumeHeHnem meTa-
aHanusa

3 HepaH,ElOMVIEl/IpOBaHHbIe CpaBHUTENbHbIE NCCNEA0BaHUA, B T.4. KOFOPTHbIE nCCnenoBaHus

4 HeCpaBHVITeJ'IbeIe nccnenoBaHusa, onucaHue KIIMHMYeCKOoro caiydas unu cepumn cnydyaes, nccneaoBaHus <<CJ'Iy‘-laI71-KOHTp01'Ib>>

5 MMeeTca nuwb o60cHOBaHME MexaHW3Ma AeiCTBUS BMellaTebcTBa (AOK/IMHUYECKME UCCNe0BaHNs) AN MHEHWE SKCNepToB

Tao6muia 3. IlIkaja OLieHKM YpPOBHEH yoemuTenbHOCTM pekoMeHpauuii (YYP) mjis MeTomoB
MpOMOWIAKTUKHA, IUATHOCTUKY, JTeUeHUs U peabuanuTanuu (IpopuaakKTUIeCKNX, IMarHOCTUIECKIUX,
JIeUeOHBIX, PeadMIUTALIMIOHHBIX BMEIIaTeIbCTB)

Yyp Pacwudposka

A CunbHasi pekoMeHzauusi (Bce paccMaTpvBaeMmble KpUTepun 3PhEKTUBHOCTU (UCXOAbI) SABAAIOTCS BaXHbIMM, BCe
nccnefoBaHNsa VMET BbICOKOE WAV YA0BNETBOPUTENIbHOE METOA0N0rMYeckoe KauecTBo, UX BbIBOAbI MO MHTEPECYoWNM
MCXoAaM SIBMISIKOTCS COrNacoBaHHbIMU)

B YcnoBHas pekoMeHaauus (He Bce paccMaTpvBaeMble KpUTepumn 3pheKTUBHOCTM (MCXOAbl) SIBASIOTCS BaXKHbIMU, HE BCe
nccnenoBaHnUa MMEKT BbICOKOE WAUM yAOBETBOPUTE/IbHOE METOA0NI0rM4Yeckoe KavecTtBo VI/VIJ'IVI MUX BbIBOAbI MO
WHTEPECYLWMNM ncxoaam He ABATCA COI’ﬂaCOBaHHbIMVI)

C Cnabasi pekoMeHpauus (OTCYyTCTBME AoKasaTeNbCTB HaAfexallero KkayectBa (Bce paccMaTpvBaeMmble KpuTepun
3hPeKTUBHOCTU (MCXOAbI) SBMSIOTCS HEBAXHbIMU, BCE UCCNEA0BaHNUS UMEIOT HU3KOE METOA0/IOMMYECKOe KauyecTBO U UX
BbIBOAbI MO UHTEPECYIOLLMM UCXOAAM HE SBSIOTCS COrNacoBaHHbIMM)




IMopsoK 0OHOBIEHNS KIMHUYECKUX PEeKOMeHIaIii.

MexaHU3M OOHOBJIEHMSI KIMHMYECKMX PEKOMEHIAlMii MperycMaTpuBaeT MUX CUCTEMATUYECKYIO
aKTyaaM3alyio — He peXXe yeM OAMH pa3 B TPU Tofia, a Takoke MPY MOSIBAEHUM HOBBIX JAaHHBIX C
TO3UIMM JTOKA3aTeNbHOM MeAUIIMHBI 10 BOMPOCaM IMATHOCTUKM, JeueHus, TpoGWIakTuku u
peabmwIUTanM KOHKPETHBIX 3a00IeBaHMii, HAMMUMM OOOCHOBAHHBIX JOIIOJHEHUIT/3aMeuanmnii K
paHee yTBepXaEHHbIM KP, HO He yaiie 1 pasa B 6 MecseB.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

IIpunoxxenue A3.1. Pexxumbl 1IeKapCcTBeHHOrO jieueHuss MB

¢ MoHoTepanusi putykcumadom™* [23]

Putykcuma6™* — 375 Mmr/m? B/B Kam, 1 p/Heq B TeueHMe 4 Hellelb.
Kypc nmoBTopstoT uepes 12 Henenb

R-CHOP [22,38]

e Purykcuma6** 375 mr/m2 B/B Kal., feHb 0 vy 1 Bce IMKIIBI Kypca
e Jlokcopyouuma™* 50 mr/m? B/B KaIl., IeHb 1

e Iuknodochamua** 750 mr/m? B/B KaIl., ZeHb 1

o #BUHKpUCTUH** 1,4 Mr/M? (CyMMapHO He 6oitee 2 Mr) B/B, IeHb 1
o [Ipemuusomnon** 100 Mr BHYTpb, IHU 1-5

JleueHne BO30OHOBIsIETCS Ha 22 TeHb

¢ BR[20]

Bopresomu6** - 1,6 mr/m? B/B, uu 1, 8, 15

Putykcuma6** — 375 mr mr/m2 B/B, iuu 1, 8, 15, 22 B 1 1 4 Kypcax
JleueHVe BO30OHOBIsIeTCS Ha 29-11 meHb. [IpOBOIAT 6 KypCOB.

e BDR[19]

Bopre3omu6** — 1,3 mr/m? B/B v 1/, gum 1, 4, 8, 11
IexkcameTason™* — 40 mr B/B, gum 1,4, 8, 11

Putykcumab™* — 375 mr/m2 B/B, IeHb 11

JleueHre BO30OHOB/SIETCS Ha 22-71 meHb (TIepBble 4 Kypca), majee mpoBomuTcsl 1 pas B 12 Hem.
(BOTIOTHUTENBHO 4 Kypca)

e RCD [21]

Putykcumab™* — 375 Mr/M> B/B, IeHb 1

Lnknodbochamug** — 100 Mr/m2 BHYTpPbD 2 p/AeHb, IHU 1-5
IlekcameTa3on™* — 20 mMr B/B, AeHb1

JleueHMe BO30OHOBIIETCS Ha 22-1i eHb. [IpOBOIST 6 KypCcoB

e CPR[38]

Putykcumab™* — 375 Mmr/Mm2 B/B, meHbl

Luknodbochamum** — 1 /M2 B/B, I€Hb1

[Tpenuusonon™* — 100 Mr BHYTpb, AHU 1-5

JleyueHre BO30OHOBIIsIETCS HA 22-71 neHb. [IpoBOasT 6-8 KypCoB.
¢ MoHortepanus duryzapa6uaom™* [39]

dnymapabun®* — 25 Mr/m? B/B, oHu 1-5 (1-4)

JleueHme BO30OHOBIIsIeTCS Ha 29-71 meHb. [IpoBOIAT 4-6 KypcoB

* FR[26]



Putykcumab™* — 375 mr/m2 B/B 1 pas B Hefienio, 8 BBeeHMit
dnymapabun** — 25 mr/m? B/B, jHu 1-5 (1-4)

JleueHre BO30OHOBIIsIETCS HA 29-71 meHb. [IpoBOAAT 4-6 KypCcoB
e FCR[28]

Putykcuma6** — 375 mr/m2 B/B 1 pas B HefieJTio, IeHb 1
dnymapabun** — 25 mr/m? B/B, IHY 2-4

Lnknodbochamumg** — 250 mr/m2 B/B, mHM 2-4

JleueHre BO30OHOBIIsIETCS HA 29-71 meHb. [IpOBOAAT 6 KypCOB
¢ #MoHoTepanus KiagpuouHom™* [40,41]
#Knagpubuu™* - 0,1 mr/kr B/B, guu 1-7

JleueHne BO306HOBIsIeTCS Ha 29-7i meHb. [IpoBoaaT 2 Kypca
o #Knagpuoun** + puryrcmmao™* [27]

#Knagpubunu** - 0,1 mr/kr B/B, nHu 1-5

Putykcumab™* — 375 Mmr/m2 B/B Kall, JeHb 1

#JleueHye BO300OHOBIsIETCS HAa 29-71 meHb. [IpoBOAST 4 Kypca

sk

¢ BenpgamycTuH** + puTyRCcUMa6™** [25,33,34]
#BenmamycTuH ** — 90 Mr/m2 B/B, IHU 1, 2

Putykcuma6™* — 375 mr/m2 B/B Karl., IeHb 1

JleueHre BO306HOBIIsIETCS HA 29-71 meHb. [IpoBOIAT 4-6 KypCcoB

¢ MoHoTepanus xyiopamoynmiaom** [30]

#Xnmopambyua** — 0,1 MI/Kr BHYTPb JJIMTEIBHO IO, KOHTPOJIEM KIVMHUYECKOTO aHajIM3a KPOBM 10
asbI TaTo

o #XymopamOyuwi** + mpegHU30I0H** [30]
#XmopaMOymr** — 6-8 Mr BHYTpb, THU 1-7

3

#IIpemHU30M0H** — 50 MT BHYTpPb, AHU 1-7
JleueHne BO306HOBIIsIETCS Ha 29-43-11 IeHb

¢ MoHoTepanus uOpyTMHMOOM™* (1151 TareHToB 18 neT u crapire) [31,35]

W6pyTuHMO6 420 Mr BHYTPb, €KEIHEBHO, O MPOTPECCUPOBAHUS WIM PA3BUTUS HENEePEeHOCUMO
TOKCUYHOCTU
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IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

Makpornmobynuuemust BanmbmeHcTpema (MM 00me3Hb BanbaeHCTpema) — 39TO BSITIOTEKyIIee,
MeJ[IJIeHHO pa3BuBamleecs: 3aboneBaHMe OITyXOIeBOW TMPUPOMbI, SIBASIONEeCsS OFHOW U3
pasHoBuAHOCTel auMdom. Ha cerogHsuIHMII MOMEHT 3TO 3abojeBaHMe PacCMaTpPUBAeTCs Kak
HeNsJIeunuMoe, HO COBpeMeHHble MHHOBAI[MOHHBbIE jieueOHble METOAVIKM, BKITIOUAIOIIVe HOBbIE
JIeKapCTBeHHbIe IIpernaparbl M TPAaHCIUIAHTALMIO ayTOJIOTMUHBIX IeMOIO3TUUYECKMUX CTBOJOBBIX
KJIETOK, TIIO3BOJISIIOT [JOCTUTaTh TJIYOOKUX IIPOTMBOOIYXOJEBbIX OTBETOB, KOHTPOJMPOBATH
3aboseBaHye ¥ 06eCIeunBaTh JIUTENIbHYI0 BbDKMBAEMOCTDb C COXPaHEHMEM KauecTBa JXKU3HM.

Knuandeckue CUMITOMBI MakpomIoOyaMHeMuu BambpaeHcTpeMa pa3HOOOpPasHbI, BO3HUKAIOT
HEOXMJAHHO ¥ MOTYT BOCIPUHMMATHCS TMalMeHTaMM KaK TIPOSIBIIEHKE KaKUX-Tbo
COITYTCTBYIOIUX XPOHUUYECKUX 3a60eBanmii. [Ipy MosiBIeHUY BbIpaskeHHO cimabocTu, 67emHOCTI
KOXKHBIX TTOKPOBOB, TIOBBIIIEHHO! KPOBOTOUMBOCTYM, HApYIIEHUM 3pPEHUS, HEBPOJIOTUUYECKON
CUMIITOMATVKM HEO6XOIMMO 06paTUTHCS K Bpauy M MPOMTU IUarHOCTUYECKoe 06c/ieoBaHue.

O6cnemoBaHue BKIOUAeT B cebsl crenuagbHble METOAMKYU WCCIeNOBAaHUS KPOBM U MOYM,
MCCIeNoBaHNEe KOCTHOro wmo3ra, Y3U U peHTreHoJoruveckoe ucciefoBaHue. PesymbTaTsl
0b6citenoBaHMs TIOMOTYT OTNPEIETUTb XapaKkTep 3a00IeBaHMsl, YTOUHUTh TAKTUKY T€PATTUU U CPOKU
Hayasa crenuduyeckoro jedeHusl.

B HEKOTOPBIX CIyYasix MPY MUHUMATbHbBIX TPOSIBIEHNSIX 3a60/I€BaHNS OT Havyaia crienyduiecKkoi
Tepanuy BO3MOXHO BPeMEHHO BO3JepKaTbcsl. Ho Mpyu 3TOM MalyeHT JO/KeH HaXOOUThCS TIOf,
HaOMOIeHeM TeMaTolora MO0 MECTY SKUTENbCTBA UM IMPOXOAUTh KOHTPOIbHOE 00CIemoBaHue
Kakzabie 3-6 mecsiues. [Ipu npoBeneHuy edeHns (He3aBUCUMO OT METO/a, M36PaHHOTO JIeyallum
BpauoM), a TaKKe IMOCJIe 3aBepuieHMss Heo6XOmMMOro oObema Teparnuy TalMEeHT PEeryjispHO
IIOJDKEH CaBaTh aHAIM3bI KPOBU /IS OLEHKYU 3PGHEKTUBHOCTM U TIPOAOIKUTEbHOCTY JIEUEHMUS.



IIpunokenmne I.



