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Cnucok cokpameHui

HSV-8 — Bupyc npocroro repreca tum 8

IgM — ummyHOTIIOOYTMUH M

ayToTI'CK - ayToTpaHcminaHTanus reMOnO3TUYECKUX CTBOJIOBBIX KJIETOK
AJIT - ananmnamMuHOTpaHChepasa

ACT - acmapratamuHOTpaHcdepasa

AYTB — akTHUBHPOBaHHOE YACTHYHOE TPOMOOILIIACTHHOBOE BPEeMsI
BBII — BepKHBaeMOCTh 6€3 IPOrpecCHH

B/IIT — BEKMBAEMOCTh O MPOTPECCUA

BXT — BbICOKO/103HASI XUMUOTEPAITUS

BUY — Bupyc umMmmyHOAePUINTA YeIOBEKA

I'CK — remonosTHuueckue KiIeTKu

NOT — uMMyHO(QEHOTUITHPOBAHUE METOJIOM MPOTOYHOU IUTOMETPUH
KT — xomnbrorepHas ToMmorpadus

JIAI" — nakraTaeruaporeHasa

MB - MakpornoOynuHemus: Banpnencrpema

HCV — Bupyc renatura C

HXJI — HexoxIkMHCKHE TUMGOMBI

OB — o01ast BBDKUBaeMOCTb

OXYP — oyenp xopomas 4aCTUYHAsS] PEMUCCHS

I13 — mporpeccus 3aboneBaHus

[TP — nmosHast pemuccust

Ct — crabunusanus 3a001eBaHus



V3U — ynbTpa3zByKOBOE UCCIIECIOBAHUE
YP — yacTuyHas pemuccus
OKI — anexTpokapauorpadus

Ox0-KI" — axokapauorpadus



TepMuHBI U onpeaeJeHUs

Makporooyaunemusi Baabaencrpema (MB) - B-kierounast numdoruiazMorurapHas
auMdoMa ¢ MPEeuMyIIECTBEHHBIM MOPAKEHUEM KOCTHOT'O MO3Tra U CEKpelreil MOHOKIOHAIbHOTO
ummyHorIooynuaa M (IgM).

Jlumponaazmounrapuaa gumpoma — 310 B-kierounas omyxoiab, 0Opa3oBaHHas
MEJNKUMHU  JTUMGONOJOOHBIMU  KJIETKaMH, JIUM(OUAHBIMU KIETKAMH C IUIa3MOLIMTApHOU
b hepeHIMPOBKOI, MIa3MaTHYECKUMHU KIIETKAMHU.

HNMmyHOEHOTHIIHPOBAHKE - METOJ, OCHOBAHHBIM HAa PEaKIUM AHTUICH-AaHTUTEIO U
UCTIOJIb3YEMBIN /ISl ONpeesieHHs! CIICU(PHUECKUX THUIIOB KIETOK B 00pa3iax KpOBH, KOCTHOTO
Mo3ra, JUM(aTHYECKUX Y3JI0B U Apyrux TkaHed. MMmyHOdeHOTHNHpOBaHHE BBIMOIHSIOT C
MOMOIIbIO MYJIbTHIIAPAMETPUYECKON POTOYHON HMUTODII0OpUMETPpHUH (OOBIYHO, KAK MUHUMYM,
4- ym 6-1IBETHOM).

Pemuccus - nepuosn TeueHus: 3adoseBaHMsl, KOTOPBIA XapakTEpU3yeTCsl 3HAUUTEIbHBIM
ocnabJIeHueM UJTU MOJIHBIM MCYE3HOBEHHEM CHUMIITOMOB 3a00JI€BaHUS, B TOM YHKCIE MO JaHHBIM
BBITMIOJTHEHHBIX TAOOPATOPHBIX U UHCTPYMEHTAIBHBIX METOJOB UCCIIEIOBAHUSI.

Peunaus — Bo3Bpar KIMHUKHU 3a00J1€BaHUS, B TOM YHCJIE U 110 JaHHBIM Ja0OpaTOPHBIX U
MHCTPYMEHTAJIbHBIX METOJIOB UCCIIEI0BAaHUM.

CHHAPOM I'MNepBSI3KOCTH — BCTPEUAETCS B CIydasiX, KOI/la ypOBEHb MaTOJIOTHYECKOr0
IgM mnpesbimaer 30 r/1. B paHHOM ciydyae MpOMCXOTUT B3aHMMOJAEWUCTBHE IMaparpoTerHa C
MHUETUHOBOI 000J0YKOH, YTO NPUBOAUT K TMOSBJICHUIO HEBPOJIOTMYECKON CHUMITOMATUKU:
HellponaTHsi, CHI)KEHUE 3pEHUs], Nape3bl, MOBBIILIEHHAs YyTOMIISEMOCTh, ¢1ab0CTh, COHIMBOCTD,
CHI)KEHHE MaMSITH.

TpancmanTanusi  ayTOJOTHYHBIX TIeMONOITHYECKHX CTBOJIOBBIX KJIETOK —
TpaHC(y3Hs 3arOTOBJIEHHBIX paHEe CTBOJIOBBIX KJIETOK CaMOI0 MAaIMeHTa, KOTOpasi BHITOIHSIETCS

MOCJIE MPEABAPUTEIBHON BRICOKOAO3HOW XUMHOTEPAIIHH.



1. KpaTrkas nndopmanus no 3a060/1eBaHUI0 WJIH COCTOSTHUIO (TpyIme

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpeaeaenne 3a00j€BaHUsl WM _COCTOSSHUS (Tpynnbl__3a00J1eBAHUI _WJIN

COCTOSIHMA)

Makpornobynuaemusi Banpaenctpema (MB) - B-knerounas numdoriazMonutapHas

auMdoMa ¢ MPEeUMyIIECTBEHHBIM NMOPAKEHUEM KOCTHOI'O MO3Tra U CEKpelreil MOHOKIOHAIbHOIO
ummyHornooymmaa M (IgM). B peakux cioyuasx (MeHee 5%) MOTyT BCTpedYaThCs
muMdorutazmMorTapasie TuMpomsl ¢ cekpermend IgA, IgG wim HeceKpeTUpyIomMid BapuaHT
0oJIe3HMU.

1.2 JTHOJIOTHS ¥ TaTOreHe3 3200/1eBAHNA M COCTOHMSA (rPyNNbl 32001¢BAHNIA WIN

COCTOSIHMA)

[Tpuunns! pazsutust MB, kak u qpyrux mumdom, HescHbl. O0CyxnaeTcs psaa (pakTopos:

TeHeTUYecKas MpeipacioyioKeHHOCTb, AedeKT T-KiIeTouHoN cynpeccopHOoi (QyHKIMM; BIUSHHUE
paZualMOHHBIX BO3JCUCTBUN, XMMHUYECKUX MYTareHoB U BHpycoB (Hampumep, HCV, HSV-8,
BHY). CymectBeHHBIM (GakTOpOM pucKa pa3Butusi MB sBnsercs Hanmmume B anamHese IgM-
MOHOKJIOHAJIbHOM raMMaraTiuy HeonpeaeneHHoro (Heyrounennoro) reuesa (IgM-MGUS).

1.3 DnuaeMuoJiorusi 3a00JeBaHNs WJIH COCTOSHHSA (rpynnbl 3a00J1eBaHMii  HJIH

COCTOAHHUH

MB cocraBnsiet okoi10 2% OT BceX reMo0J1acTO30B € 3a00JIEBAEMOCTBIO OT 2 JI0 5 cliydaeB
Ha | MiH HaceneHus B roj. MakcumyM 3a00JIeBA€MOCTH MPUXOJUTCS HA IIECTOE - CEAbMOE
JeCATUIIETUS KU3HHU C METUaHOHM BO3pacTa MalueHToB 63 roja, U peKo BCTpeyaeTcs y NalleHTOB
Mmoioxe 40 ner. CooTHoIIEHNE M: K paBHsieTcs 2,3: 1.

1.4 Oco0eHHOCTH KOJAUPOBAHUA 3200J1€eBaHHUs UM COCTOSTHUS (rpynnsl 3a00J1€eBaHUH

WJIM COCTOSAHUI) mo MexIvHAPOIHOH CTATHCTHYECKON Kjiaaccupuranuu 0oJe3Hell H

npoo0.ieM, CBA3AHHbBIX CO 3/I0POBbLEM

C88.0 — makpornoOynuHemus: BanbaeHcTpema
1.5 Kuaaccudukanus 3a001¢BaHUA MJIM COCTOSIHMA (Tpynnbl 3200JIeBAHUIWJIH

COCTOSIHM )
Het

1.6 Kinyunyeckasi KAPpTHHA 3200J1€¢BAHNS MM COCTOSHUA (Irpynnbl 3200JeBaHN WJIN

COCTOSIHM )

Knunnueckas kaptuna MB onpenensercs cneunduueckoit tuM@oniHoM HHPUIbTpanyen

KOCTHOI'O Mo3ra, 1nc¢dycHH, CCJIIC3CHKH, J'II/IM(I)aTI/I‘-IeCKI/IX Y3JIOB (I/IHOF,Z[a U OpYyrux OpraHoB U

TKaHefI), a TaKKC HAJIMYHUEM B CbIBOPOTKE KPOBU PIgM YacTtel HCCHCLII/I(I)I/ILICCKI/IC ACTCHHUYCCKUC



XKasoObl Ha c1a00CTh, TOBBINICHHYI YTOMIISIEMOCTh, apTPalTWd, YMEHBIICHHE MAacChl Tena,
KPOBOTOYHMBOCTh CIIM3HCTHIX OOOJIOYEK HOCA, JIeCEH, MPSMOW KHIIKH, HEBPOJIOTUYECKUE
paccrpoiictBa. I'emarto-crmeHoMeranus W JuMQaaeHOmaTus — YacThle, HO HeoOs3aTeNbHbIC

npuzHaku MB.

2. IlmarHocTuka 3a60J1eBaHNsI MJIM COCTOSIHUSA (ITPyNnbI 3200/1eBAHUI WIH
COCTOSIHMI), MEIUIIUHCKHE MOKA3aHUSA ¥ NPOTUBONOKA3aHUS K IPUMEHEHHNI0

METOA0B TMATHOCTHKH

Kpumepuu ycmanosnenus ouazno3a/cocmoanus.

IIpu ycmanoenenuu ouazrnoza MB 00ndcHbl npUCymcmeosams ciedyioujue Kpumepuu:
1. swrasnenue monoxnonanvrozo IgM 6 kposu (nezasucumo om yposHs napanpomeuna),
2.  UHGuUILMPpayUs KOCMHO20 MO32ad MATLIMU TUMPOYUMAMU, NIASMOYUIMOUOHBIMU KIeMKAMU

U nuazmamudeckumu Kiemxkamu (Oughgysnas, unHmepcmuyuaibHas Uiy HOOYIapHas).

Pewarowee 3nauenue 6 ougghepenyuanvroii ouacnocmuxe umerom KIUHU4eCKas KapmuHa
(6 uacmuocmu, He3HaAUUMeENbHAs AUMPaoeHonamus npu 6epUPUUUPOBAHHOM NOPAANCEHUU
KOCMHO20 M032a), Haaudue u yposenv M-npomeuna.

B cmyuae cexpeyuu IgA  u 19G  3abonesanue  Ouacmocmupyemcs — Kax
JUMPONIAZMOYUMAPHAS TUMPOMA.

2.1 ’Kajao0bl 1 aHAMHeE3

e BceM mnamuentam c¢ noxo3peHueM Ha MB, a Takke BceM manueHTam ¢
BepuuupoBaHHO MB mpu kaxaoM npuemMe peKkoMeHayeTcsi cOOp aHaMHe3a U
&KajmoO Ul OLEHKH COCTOSIHMS TMAallMeHTa, a TakKe JUIsl YCTaHOBJEHHUS (PAKTOPOB,
KOTOpBIC MOTYT OKa3aTh BIMSHUE HA ONpeelieHNe JIeueOHOM TaKTUKH TalieHTa [1—
3].

YpoBenb yOeaurteqbHocTH pexoMenaamuii C  (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJabCTB S).

KommenTapum: owcanobvr  nocam — mecneyuguueckuti  xapakmep, — 00)Cl081€Hb
aum@onnazmayumaphol uHguILmpayuel op2anos u mKamel U YupKyiayueu Makpoiooyiuna,
NPpUB0OAUe20 K SUNEPBAZKOCIU, AMULOUOO3Y:

o [onosuvie bonu, HewemKOCmMyb UIU YMPAMa 3peHusl, SNU300bl HAPYULEHUs COZHANHUS

o [lopasicenue Kod#cu U CIUUCNBIX — KPOBOMOUUBOCTb, KPANUBHUYA, NANYIIbI, O0ePMAMUM

o Ilpocpeccupyrowee  cHudceHue — YYBCMBUMENbHOCMU,  NOKANbIAHUE,  JCHCEHUE,
boneznennocms 6 cmonax u kucmsax. Heycmouuueas noxooka, chudicerue MbluleyHoU CUlbl

e Cunodpom Petino, akpoyuanos, s36vl Ha HO2AX

o Juapes, bonu 6 xcugome



e Moowcem onpedensmuvcs beccumnmommuoe ygeaudenue 1umghoy3ios aoootl 10Katu3ayu.
e Heobxooum cbop anammuesa (6 m. 4. cemelinoco).

2.2 Pu3ukajabHoe 00CaeT0BAHUE

e BceMm nanuenram ¢ nogo3penueM Ha MB unu BeisiBieHHOM MB nipu nepBUYHOM WK
MOBTOPHOM IIpHEMeE, NPU KOHTPOJBHBIX OOCIEIOBAHUAX, U MPU TMOJO3PEHUU HaA
PELUANB/IPOrpeccupoBaHme 3a0oJieBaHus peKoMeHayeTcs BBITIOJTHEHHE
BU3yaJIbHOTO OCMOTpa TEPaneBTUYECKOTO, MaJblAllMK  TEPANEBTUUYECKON U
ayCKyJIbTAIlMM TePAaNleBTUYECKON JJIsl YTOYHEHUSI pacpOCTPAHEHHOCTH 3a00JICBaHHS
U OIICHKU COCTOSIHHUS MAI[EeHTA [0 opraHamM u cucremam [1-3].

Yposenb yOeaureJbHOCTH pekoMeHganmid C  (YpOBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB 5).
Komenrtapum: npu ocmompe nayuenma
- u3MepeHue pocma u MAaccvl mend, memMnepamypvl meid, OYEHKY COCMOSHUSL

KOJICHbIX ~ NOKPOB08,  KOCMHO-CYCMABHOU  CUCMEMbl,  6bliGleHUue  NPU3HAK08

2emMoppazuyecko2o0 CUHOpOMA, Haiuyue 2enamochnieHome2anruu, aumgpoadeHonamuu,

Hanuuyue NPUHAKO8 OUCPYHKYUU cepoya, JNecKux, neuyeHu, Op2aHo8 IHOOKPUHHOLL

cucmemul.

- onpeoenenue Hanuyus B-cumnmomos.
- onpedenenue cmamyca no ECOG (0-4)

2.3 JIaGopaTopHbIe JTHATHOCTHYCCKHE HCCIeT0BAHUSA

o Bcem nanuentam ¢ MB nepen npoBeeHUEM NEpBOM JIMHUN POTUBOOITYXOJIEBOM TEPAITUH

PEKOMEHAYETCS BBINOJIHUTh ONpPEIeNICHHE COOTHOIIEHUS OENKOBBIX (pakLuii B KPOBU U B

MOY€E METOJIOM 3JIEKTpo(ope3a U UCCIIeJOBAHUE MOHOKIOHAIBHOCTH UIMMYHOTJIO0YIMHOB

B KPOBM M B MOYE METOJOM HMMYHO(MUKCAMU Ui BBISIBICHHUS MOHOKIOHAIBHOTO

UMMyHOTI00ymHa [1-3].

YpoBenb  yOenurtenbHocTH — pexoMeHgamuii C  (YypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJbCTB 5).

KomMmeHTapum: guisinenue MOHOKIOHANbHO20 UMMYHO2I00YIUHA (MaK Ha3vieaemozo M-
epaouenma, He3aBUCUMO OM €20 GeNUUUHbL) ABNIAEMCs OOHUM U3 OCHOBHBIX OUASHOCHUYECKUX
kpumepuee MB. Kpome mozo, neobxooumo onpeoenenue ypoeHs Hopmanvbhuix Ig cvieopomku
kposu [1-3].

o Bcewm nanmentam ¢ MB nepen npoBeeHueEM NepBoOi JIMHAN MPOTUBOOITYXOJIEBOW TEPAITUH

PEKOMEHIyeTCSl  BBIIOJHUTH MOJIEKYJISIPHO-TEHETHYECKOE HCCIEAOBAHUE TOYEYHOU

mytanuu P.L625P B rene MYD88 meromom IILIP B numdornna3zMOUTapHBIX KIETKaX



KOCTHOTO MO3Ta MOJIEKYJSIPHBIM METOJIOM Ha Hamuuue MmyTtarmuun MYDS88S (L265P)
[1,2,4,5].

YpoBenb  yOenuTelbHOCTH  pekoMeHgaunidi B (ypoBeHb  10CTOBEPHOCTH
J0KA3aTeJbCTB 3).

KommenTapuu: npumensemcs ons ouppepenyuanvroii ouacnocmuxu ¢ B-xnemounoii

JUMGDOMOTU U3 KIIeMOK MAPSUHATILHOLL 30HbL ¢ cekpeyueli M-napanpomeuna, umeioujeti CXOOHblll

Genomun. Omcymemeue Mymayuu UcKIodaem OUdzHo3 IUM@oniasmoyumapHou aumgomvl/MB.

Bcem mnanmumentam ¢ MB mepegq npoBeIEeHHEM MPOTHUBOOITYXOJICBOM — Teparuu
PEKOMEH/IyeTCsl BBIMOJIHUTD Pa3BEPHYTHI OOIMKI (KIMHUYECKUH) aHAIW3 KpPOBH C
OTIpe/ICTICHUEM TEeMOTJIOOWHA, SPUTPOLUTOB, TPOMOOIMTOB, JCHKOIMTOB, IOJCYCTOM
JeHKoUTapHO (POPMYIIBI U KOJIMYECTBA PETHUKYJIOIUTOB ISl YTOYHEHHUS COCTOSIHHSI
ManueHTa, akTUBHOCTH 3a00JIEBaHUSI U BOZMOXKHOCTH MPOBEEHUS IPOTUBOOITYX0JIEBOTO
neuenwus [3,6].

YpoBenb  yOenuTeqabHOocTH  pekoMeHaanmuii C  (YpoBeHb /10CTOBEPHOCTH
JI0KA3aTeJbCTB 4).

Bcem mamumentam ¢ MB mepen npoBeieHHEM —IPOTHBOOIYXOJEBOW — Tepanuu
PEKOMEHIYETCSI BBIOTHUTH OMOXUMHUYECKHI aHallM3 KPOBH OOIETEpareBTUYECKUH,
BKJTIOUArOMUi  oOs3aTenbHOe ompenenenue JIJII, MoueBON KHCIOTHI, MOYEBHHBI,
KpeaTuHHHa, oOmero Oenka, anpOymuHa, Owmupyouna, ACT, AJIT, menounoit
docdaraszpl, Kanblus, Kalblus AJI1 yTOYHEHHS COCTOSHUS TAllMEeHTa, aKTHUBHOCTHU
3a00JIeBaHKsT ¥ BO3MOXHOCTH MPOBEICHHS IPOTHBOOITYX0JIEBOT0 JeueHus [3,6-8].
YpoBenb  yOenutenbHocTH  pekoMeHaanmuii C  (YpoBeHb  /10CTOBEPHOCTH
J0KAa3aTeNbCTB 5).

Bcem mnanumentam ¢ MB  nmepen nmnpoBeaeHHMEM MPOTHBOOIYXOJEBOM — Tepamuu
PEKOMEHIYETCSI BBIMONHUTH OOMMN (KIMHUYECKH) aHalmu3 MOYU Ui YTOYHEHHS
COCTOSIHMSI TAIlMEHTa, AaKTUBHOCTH 3a00JIeBaHUsI M BO3MOXXHOCTH TIPOBEJICHUS
MPOTHUBOOIYX0JIEBOTO JieueHus [9].

YpoBenb  yOenurtenbHOocTH  pexoMeHaanmuii  C  (YpoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJbCTB 5).

Bcem mnammentam ¢ MB nepen npoBeneHMEM  MPOTHBOOITYXOJIEBOM — TEpauu
PEKOMEHTyEeTCS BBITTOJTHUTH KOAryJIorpaMMy (OpHUEHTHPOBOYHOE MCCIICIOBAHNE CUCTEMBI
remMocTas3a) ¢ OnpeaesieHreM cleayrmux napametpos: AUTB, mpoTpoMOMHOBEII HHIIEKC
o KBuky, TpomOuHOBOE Bpemsi, PUOPUHOTEH Al YTOUHEHHUS COCTOSHUSI CBEPTHIBAIOIICH

CHCTEMBI MAIlMEHTa M PUCKa reMopparndeckux ocnoxuenui [10].
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YpoBenb yOeauTelbHOCTH  pekoMeHgauuii B  (ypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJbCTB 3).

Bcem nanmenram ¢ MB niepen nposeieHreM IEPBOM JIMHUY IPOTUBOOITYXO0JIEBOM TEpauu
PEKOMEHIyEeTCsI BHIIIOJIHUTE ONpeeNIeHUE TPYIIIbI KPOBU U pe3yc-paKkTopa, onpeaeacHue
antureHa (HbeAg) Bupyca renarura B (Hepatitis B virus) B kpoBu, onpeiesieHrue aHTUTEN
k Bupycy renaruta C (Hepatitis C virus) B KpoBH, onpezaeseHne antuten kiaccos M, G
(IgM, IgG) k Bupycy ummyHoaeduiura uenopeka BUY-1 (Human immunodeficiency
virus HIV 1) B KpoBH 1J1s1 yTOUYHEHHUS HAJTUYHS COITYTCTBYIOIIEH ATOJIOTHH Y TIAIUEHTa 1
BO3MOXXHOH HEOOXOAMMOCTH MOAU(UKAIMU MPOTUBOOIYXOJEBOW Tepaluud WIH
MPOBEICHUS COIYCTBYFOIIETO JIeYeHUsI [7].

YpoBens  yOenutenbHocTH  pekomenganuii C  (ypoBeHb  /10CTOBEpPHOCTH
J0KA3aTeIbCTB 5).

Bcem nanuenram ¢ MB niepen npoBeieHneM nepBoii JIMHUKM TPOTUBOOITYXOJIEBOU TEpATNH
pPEKOMEHAYETCS  BBIIOJHHUTH  MCCIEOBaHWE  ypOBHA  OeTa-2-MUKpOTIIOOyIIMHA,
KPHOTJI00YJIMHOB B KpoBH [3].

YpoBenb  yOenurteqabHOcTH  pexoMeHganuii C  (YypoBeHb  A0CTOBEPHOCTH
J0KAa3aTeJIbCTB 5).

Bcem nmanmenram ¢ MB niepen npoBeieHreM nepBOM JIMHUY IPOTUBOOITYXOJIEBOU TEPAITNH
PEKOMEH/IyeTCsl BBIIIOJIHUTH UCCIISIOBAHUE BA3KOCTH KPOBH [3].

YpoBenb  yOenurTenbHOcTH  pexoMeHaamuii  C  (YpoBeHb  /I0CTOBEPHOCTH
A0KA3aTeJNbCTB 5).

2.4 UucTpyMeHTAJbLHBIE NMATHOCTHYECKHE MCCIeI0BAHNS

Bcem nanmenram ¢ MB niepen npoBeieHreM EpBOM JIMHUY TPOTUBOOITYXO0JIEBOM TEpanuu
PEKOMEHYETCSI  BBIIOJIHUTh PEHTTEHOJIOTMYECKOE MCCIENOBAaHUE KOCTEH CKeleTa
(pentreHorpadust ~ W/WIM  KOMIbIOTEpHas  ToMmorpadus) Ul YyTOYHEHUS
pacrpocTpaHeHHOCTH 3aboseBanus [1,3,11].

YpoBenb yOeaurenbHocTH  pekomeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB 4).

Bcem nanmenram ¢ MB niepen nposeieHreM IEpBOM JIMHUY IIPOTUBOOITYXO0JIEBOM Tepanuu
pexomenayercst BbIMONHUTE KT opraHoB rpyaHOW KIE€TKH, OpIOIIHOW MOJIOCTH H
3a0pIOIIMHHOTO MpocTpancTsa [1,3,7].

YpoBenb  yOenurtenbHOocTH  pexoMeHaanmuii C  (YpoBeHb  /10CTOBEPHOCTH

JA0Ka3aTeJbCTB 5).
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e BceMm nanuentam ¢ MB niepen nposeneHueM nepBoi JIMHUM MPOTUBOOITYX0JIEBOM Tepariuu
PEKOMEHIYETCSI BBIMOJTHUTH PEHTICHOTpaQUI0 OPraHoB TPYIHOM KJIETKH B JBYX
MIPOCKIUSX JIJISl BBISIBIICHHS M3MEHCHUH JISTOYHOM TKaHW ¥ OpraHoB cpeaocTenus [1,3,12].
YpoBenb yOeaurTeqabHocTH  pekoMeHgaumid C  (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTeJbCTB 4).

o Bcem nanuenrtam ¢ MB nepen nposeeHueEM NepBOM JIMHUU IIPOTUBOOILYXOJIEBOM TEPAIIUU
PEKOMEHIyeTCs BBIIIOJIHEHUE  yibTpa3BykoBoro uccinegopanue (Y3U) Bcex rpynn
nepudepruyecKkux, BHYTPUOPIOMIHBIX U 3a0PIOMIMHHBIX JTUM(PATUYECKUX Y3JI0B, OPIraHOB
OpIOIIHOM MOJIOCTH U 3a0PIOLIMHHOTO IPOCTPAHCTBA JJIS OIIPEICICHHS pa3MEpOB NICUEHH,
CCJIE3CHKU W BHYTPHOPIOIIHBIX JUM(ATHICCKUX Y3JI0B, a TAKXKE OICHKH COCTOSHUS
opraHoB OpromrHoit nosoctu [1,3,7].

YpoBenb  yOenurTeqnbHOCTH  pexoMeHaamuii C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTebCTB 5).

2.5 NHble TUATHOCTHYECKHE HCCICI0BAHUS

e Bcem nanuenrtam ¢ MB nepen npoBeeHueEM IepBO JINHAXA IPOTUBOOITYX0JIEBOY TEPATMHI
PEKOMEHAYETCS BBIIOIHUTH IOJIyY€HHE LMUTOJOTMYECKOro Mpernapara KOCTHOIO MO3ra
IyTeM MYHKIHHU, UTOJIOTNYECKOE HCCIeI0BaHUE Ma3ka KOCTHOTO MO3ra (MUeJIorpaMmMa)
1Sl OOHApY)KeHUs JIMMQoIUIa3MoITapaoi nHduibTparmu [13].

YpoBenb  yOenutenbHocTH  pekomenganuii  C  (ypoBeHb  /10CTOBEPHOCTH

A0KA3aTeJNbCTB S).

o Bcem nanuenrtaM ¢ MB nepen nposeeHUEM IEpBOM JIMHUU IIPOTUBOOILY X0JIEBOU TEPAIIUU
PEKOMEHIYETCSI BBIIIOJHUTh MOJYyYEHHE TMCTOJIOTMYECKOro Ipernapara KOCTHOTO MoO3ra
(Tpenanobuorncus), M1aTOJIOT0-aHATOMHYECKOE UCCIIEJOBaHHE OHONCUITHOTO
(oneparoHHOr0) MaTepuaia KOCTHOIO MO3ra ¢ IPUMEHEHHEM HMMYHOTUCTOXUMUYECKUX
METOO0B H/MJIM UMMYHO(QEHOTHUIIHPOBAHUE KIIETOK-IPEIIECTBEHHUI] B KOCTHOM MO3Tre
(UDT) knerok acnupara KocTHOro mMo3ra [6,13,14].

YpoBenb yOeaurenbHocTH  pekomeHaauuid C  (ypoBeHb  J0CTOBEPHOCTH

A0Ka3aTeJbCTB 5).

KommenTapun: Maxkpoenobynunemus Banvoencmpema xapakmepusyemcs
JUMPONIAZMOYUMAPHOU — UHDUILMpaAyUell  KOCMHO20  Mo32d,  JUM@OUOHOU  MKAHU  C
MOHOKIIOHANbHOU  cekpeyuell. [ucmonozuyeckas KapmuHa KOCMHO20 MoO32d NpeocmasieHa
uH@uILMpayueli MarbiMu IUMGoyumam, nIA3MOYUMOUOHbIMU KIeMKAMU U NIAZMAMULECKUMU
Kiemkamu  (Ouggysnas,  uwmepcmuyuaivHas — uiu  HooyuapHas).  Mopgonocuuecku

aumgonnazmoyumapnan aumpoma u MB umeiom udenmuunvlll ONyxonegvlli cyocmpam,
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00pA30BAHHBIN  MEIKUMU TUMPOYUMONOOOOHBIMU KIEMKAMU, JTUMPOUOHBIMU KIEMKAMU C
RAA3MOYUMAPHOU Ouppepenyuposkol, niasmamudeckumu Kiemrkamu. Pewarowee 3nauenue 6
ougpepenyuanvroll OuasHocmuKe UMerom KIUHUYecKds KapmuHa (8 4acmHocmu, omcymcmeue
8bIPAdICEHHOU NuUMpadeHonamuu npu 8epuuUUUPOBAHHOM NOPANHCEHUU KOCMHO20 MO032d),
Hanuyue M-napanpomeuna.

Knemxu onyxonesoco cyocmpama npu MB skcnpecccupyiom PIgM kax ua ceoetl
nogepxnocmu (sIgM), max u emympu yumonnazmel (cIgM). Dxcnpeccua sIgM cywecmeenno
npesanupyem. imeem mecmo vipasicenuas sxcnpeccusi maxux B-kniemounwvix anmueernos: CD 19,
CD 20, CD 22, CD 79a. Knemku crabo-nonosxcumenvuol na uaauyue CD 10 (mooxcem
omcymcemeosamy), CD 21, CD 25, CD 38, CDc. Oxcnpeccusa CD 5, CD23 ne xapakmepna, xoms
MOdHCem 8Cmpeyamuvcs U He A81Aemcs akmopom, uckarouarowum MB.

e  Bcewm namnuentam ¢ MB niepen npoBeieHrneM MepBO JIMHUK POTUBOOITYXO0JIEBOM Tepanuu
PEKOMEHIYEeTCsI BBINOJHUTH NMPH TMOJO3PEHUU HA aMIJIOUAO3 >KEIYJOYHO-KUIIEYHOTO
TPAaKTa, MOYEK, KOCTHOTO MO3Ta — MaTOJI0r0-aHATOMUYECKOE MCCIIeI0OBaHNE OMOTICHITHOTO
Mmarepuaia (OMONTaTOB) B C HCIOJIb30BaHHEM OKpacku Konro-kpacHsiii [1-3].

YpoBenb  yOenurTeqnbHOCcTH  pexoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJIbCTB 5).

e Bcem manuentam ¢ MB npu nopo3peHnr Ha aMWIOMI03 CEpALIA MEpel IMPOBEACHUEM
MEepBON JUHUW TMPOTHUBOOIYXOJIEBOM TEpaluhd PEKOMEHIYETCS  BBIMOJHUTH —
UCCIeI0BaHus YpOBHS N-TepMUHAIBHOTO (parMeHTa HATPUHYPETUIECKOTO MPOMENnTH/Ia
Mo3roBoro (NT-proBNP) B kpoBu u 3XO-KI' miia uckiroueHrs aMHIOn103a cepila u
omnpezeeHus cepaeuHoi gpynkmmu [15].

YpoBeHb  y0eauTeIbHOCTH  PpeKoMeHZamuili A  (YpoBeHb /I0CTOBEPHOCTH

JI0KA3aTeJbCTB 2).

e Bcem nanuenrtam ¢ MB nepen nposeneHueM 1epBo JINHAUA IIPOTUBOOILYXOJIEBOU TEPAITUU
PEKOMEHIyETCSl  BBIMIOJHUTH OCMOTP BpadoM-O(TaIbMOJIOTOM JUIsl  TUarHOCTHKHU
OCJIO)KHEHUH cuHIpoMa rumepsszkoctu [1-3,16].

YpoBenb  yOenurtenbHOocTH  pexoMeHaanmuii  C  (YpoBeHb  /I0CTOBEPHOCTH

A0Ka3aTeJbCTB 5).

KommenTtapuii: npu nooospenuu na Hanuuue cUHOpomMa Unepeiaszkocmu HeodX0o0um
ocmomp 2na3Ho2o Ona. Taxoce ocmMomp 21a3H020 OHA HYIHCHO BbINOJHAMbL HPU VYPOBHE

MoHoknoHanbHo2o IgM > 30 2/x.
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3. JleyeHue, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYI0 Tepanum,
AMETOTEpPanuIo, 00e300,1uBaHNe, MeAUINHCKUE TOKA3AHUS U

NMPOTHUBOINOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUSA

3.1 [loxa3zanus K HAYAJY JeYeHUus

Crparerus JiedeHus: ONpEAeIsieTCs Ha Talle yCTaHOBIICHHS JMarHo3a. Beioop mporpaMMel
JIeYEHUsl 3aBUCUT OT BO3pacTa MalMeHTa, ocoOeHHocTel TeueHus MB, a WMEHHO - HaaM4us
[UTOINEHUH, HEOOXOUMOCTH OoJiee OBICTPOIl PEYKIIUH OITYXOJIH, COMYTCTBYIOMINX 3a00JI€BaHUM.

e PexoMeHnayercsi HaUMHATH TEPAINUIO IIPU OBICTPOM HapacTaHuU ypoBHs IgM B kpoBu Ui

P TIOSIBJICHUU KJIMHUYECKUX CUMIITOMOB:[6].

- PeuunuBupyromas nuxopaaka, HOYHas MOTIUBOCTb, IOTEPS Beca, caboCTh.
- CUHIPOM TUIIEPBA3KOCTH.
- JIumpanenonaTus MM MacCUBHOE YBEIHUCHHE Pa3MepoB JIUM(}Oy31ioB (> 5 cMm B

JUaMETpe).

- ['emaromeranus u/unu cruieHOMerasusl.

- [lepudepuueckas Heiiponarus, cBsizanHas ¢ MB.

- CUMIOTOMHAsi KPHOTJIOOY THHEMHUSI

- Anemus ¢ yposHem Hs < 10 r/m.

- TpombouuTonenus ¢ yposaeM tpomoorutos 100 x 109 /i u menee.

- l'emonuTHueckas anemus (00yclOBIEHHAsI HAINYMEM XOJIOIOBBIX aHTHUTEN).

- [Toueunas HEIOCTATOYHOCTH, CBsI3aHHas ¢ MB.

- AMuton103, cBsI3aHHBIM ¢ MB.

- YpoBeHb MoHOKIIOHaNBbHOTO IgM > 50 /71, 1ake Mpu OTCYTCTBUM CUMITOMOB.

YpoBenb  yOenurtenbHocTH — pexoMeHgamuii C  (ypoBeHb  I0CTOBEPHOCTH

JI0KA3aTeJbCTB 4).

e He pexomenayercsi HauMHaTh CHEUGUYECKYIO TEpalnuio MalUeHTaM C TICoIen

(6eccumnromuoii) MB [17].

YpoBeHb  yOenuTeJbHOCTH  peKoMeHAaumii B  (ypoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJIbCTB 3).

3.2 Jleyenue nanyMeHToOB ¢ BiepBbie n1uarnocruposanuoii MB

B O0annvix pexomenoayusax mepanesmuueckue nooxoovl, 1eKapcmeeHHvle npenapamaol u
003UPOBKU, U3VUEHHbLE U 3APeCUCTNPUPOBAHHbIE ) 83DOCbIX HAYUCHMOE C MAKPO2IOOYIUuHeMuel
Banvoencmpema. Yuumvigas, umo OaHHAs NAMON02Us 6 OemCKOU NONyIaAyuu ecmpedaemcs

Kpaine peodko, 00 CUX nop Hem OOCMAMOYHOU YOeOumenbHoUu 0a3vl NO NPUMEHEHUIO
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JIeKapCcmeeHHblX npenapamos 071s Jledenuss MB y Oemeti u MHo2ue npenapamvl He UMeOm
3ape2ucmpupo8anHHbIX NOKA3AHUN K HPUMEHeHUl0 y nayuenmos monodxce 18 nem. Ilosmomy
mepanus 'y oemeil ¢ 8epUPUUUPOBAHHBIM OUACHO30M MAaKpo2no6yiuHemus Banvoencmpema
00IXICHA  HA3HAYAMBCS HA OCHOBAHUU PEKOMeHOayuti 0 JedeHus 63pPOCIblX NAYUEeHMO8
KOHCUIUYMOM 8payell no HCU3HEHHbIM NOKA3AHUSM.

Tax «kax onyxonegvle kiemku MB sxcnpeccupyiom CD20, naubonee wupoko
UCNONb3YeMbIM npenapamom 01a aevenuss MB aenaemcsa pumykcumad**, kax ¢ monomepanuu,
mak u 6 Komounayuax. QObwas s¢hpexkmuenocmsb  JeueHus NAYueHmos ¢ - nepevie
ouaznocmupogantou MB cocmasnsem om 20 0o 50%, meduana npooonjicumenbHOCmuU omeema
Ha neyenue om 8 00 27 mec. [Ipomusoonyxonesviii s¢hghekm npu nevenuu pumyxkcumadoom™*
Hacmynaem 8 cpeowem cnycms 3 Mec. nocie Hayana mepanuu. llocne nauana mepanuu
pumyxkcumabom™** y 40-50% nayuenmos ommeuaemcs 6He3anHOe MPAH3UMOPHOE NOGblULEHUE
VPOBHS MOHOKIIOHANbHO20 IgM, Komopoe modcem conpogoicoamscsi CUHOPOMOM 2UNEPBA3KOCMU,
Hapacmauuem noauHeuponamuu, cesa3aHnou ¢ cekpeyueu IgM, kpuoenodbyaunemuu. J{na
CHUDICEHUSL YPOBHS MOHOKIOHANbHO20 IgM ucnonvsyrom niazmagepes. Ceancuol naasmaghepesa 0na
NPOUIAKMUKU PA3BUMUS CUHOPOMA 2UNEPBA3KOCIU He0OX00UMO NPo8oOUms y NAYUeHmos ¢
YpogHem MOHOKNOHanbHo20 1gM > 50 2/n neped eedenuem pumykcumaoba**.

B uccneoosanuu Il ¢azei 6vira oyenena sppgexmusnocmv 6Gopmeszomudba** 6
MOHOpedcuMe y nayuenmos Kax ¢ enepsvie ouazHocmuposannoi MB, mak u y panee nonyyaguiux
cneyuguueckyro mepanuto. Jleuenue 6opmezomubom™** nposoounoce 8 cmanoapmHom pexcume
00 npozpeccuposanus 00ne3HU ULU OOCMUIICEHUS HAULYHYUIe20 Omeema ¢ NOCie0yIOUUM
nposedenuem 2 Kypcos aevenus. Oowasn s¢pexkmusHocmo nevenus cocmasuna 26%, Ho npu smom
OmMeyeHo passumue CeHcopHou noauneuponamuu 6 74% cnyuaes. Cnedyem obpamumb
BHUMAHUE HA 0013amMenbHyI0 NPOPUIAKMUKY 2epnec-8UPYCHOU UH@eKYUuY npu UCnoIb308aHUU
bopme30Mub-cooepruHcauux cxem.

Kombunayus  pumykcumaba™®* ¢  kopmuxocmepoudamu™** u  6opmezomubom™*
uccnedosana y nayuenmos ¢ akmusnou MB (cxema BDR). [Ipomueoonyxonesviii 2¢hgpexm Ovin
noayuer 96% cnyuaes, npu smom 22 % nayuenmog oocmuenu I1IP. [Ipu meouane Habnooenus 2
eooa, y 80% nayuenmog ocmaromcs 8 pemuccuu. Cpedu HedceramenvHuvix seleHull Haubolee
yacmuim Ovlna noaunetiponamus, y 30% - 3 cmenenu. TpanzumopHoe nosvluieHue
MOHOKIOHALIbHO20 IgM ommeueno monvko y 2 nayuenmos (9%). Takum obpazom, npumereHue
cxemvl BDR mooicem cHuzums puck noeviulenust ypoeHs MOHOKNoHanbHo20 IgM 6 npoyecce

JIeYEHUA.
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Couemanue pumyxkcumaba™* ¢ bopmezomudbom™* (cxema BR) y nayuenmos ¢ énepavie
ouacnocmupogannoll. MB makoce evicoko 2¢hghexmusno. Ilpomusoonyxonesvlii 2¢hghexm, xax
OvL10 nokazano 6 uccaedosanuu Il gpaszvl, cocmasun 88%, y 65% nayuenmos nonyuenwvt I1P unu
YP. Ilpu meouane nabnoodenus 14 mec. meouanwvt BBII u B/[I1 ne 0ocmuenymut. Ilonunetiponamuu
3-4 cmenenu He ommeueHO, BepOSMHO, U3-3A HA3HAYeHUs Oopmezomuba™* 1 paz 6 Hedenio.
Tpanzumopnoe nosviutenue MOHOKIOHAILHO20 IgM ommeueno y 31% nayuenmos nocie 1 u 4
KYpcos jieyeHus (nocie pumykcumaoa™*).

Taxkum obpa3zom, Ons JleyeHus NayueHmos ¢ enepavle ouazHocmuposannonu MB mozym
ObIMb PEKOMEHO0BAHBL NPOSPAMMbL C 8KItOUeHuem bopmezomuba™*: BDR, BR, a y nayuenmos c
HenepeHoCuMoCcmoio pumykcumaba™* — couemarnue bopmesomuba™** ¢ dexcamemazonom™*,

B nocneonue 200l 0ns neuenus nayuenmos c enepgvle ouacHocmupoganuon MB cmanu
WUPOKO  UCHOIB308AMb  NPOMUBOONYXOJIE8blll  npenapam Oenoamycmun™**, —couemarowuii
ceolicmea  ANKUIUpPyouie2o coeOuHeHus U NYypuHo8o2o auano2a. B panoomusuposamnHom
UCCNe008aHUU NPOBEOEHO CpasHeHue IPOeKmueHoCmu JeueHus NayueHmosd ¢ 6nepevie
ouaznocmuposanuvimu uHooseHmuvimu HXJI no cxemam R-B (pumykcuma6™**, 6enoamycmun**)
u R-CHOP**. Cpeou nux 6wi1 41 nayuenm ¢ MB unu numghonnrasmoyumapnou numghomoti. Ilpu
Meduane HaboOenuss 45 mec. meouana evidcusaemocmu 6e3 npoepeccuu ObLiA 3HAYUMETLHO
sviuie Ha peaxcume R-B (69,5mec) npomus 28,5mec na R-CHOP. Ilpu neuenuu no cxeme R-B
ommevena HusKas wacmoma Heumponenuu 3 u 4 cmeneHu, UHOEKYUOHHBIX OCLONCHEHU U
anoneyuu. Imu OaHHvie NO3BONANM peKomMeH0osamv pedxcum R-B K ucnonvsoeanuro 6 nepsoii
aunuu nevenus MB. Ilpu npogedenuu mepanuu no cxeme R-B ob6as3amenvno HasHaueHue
NPOUIAKMUKY NHEEMOYUCTHOU NHEBMOHUU.

Tepanusa nepsuunvix nayuenmos MB makoce moocem Ovbimb Hauama ¢ NPOSPAMM,
couemarowyux yuxkiogocpamuo**, pumyxcumab** u kopmuxocmepouov** (RDC, R-CHOP, R-
CP). Ilpomueoonyxoneswiii 3¢ppexm y nayuenmos, noayuarouux pexcum RDC, docmuzaemcs y
83% nayuenmos, y 7% nayuenmos modcem ovimo nonyuena I1IP. Jleyxnemusns BBII cocmasnsiem
67%. Ilepenocumocmv neyeHus yooeremeopumenvuas: y 9% nayueHmos pazeusaemcs
HelimponeHnusi 3-4 cmenenu, npubauzsumenvro 6 20%  cayuasx — OUASHOCMUPYIOMCSL
HedcenamenbHule A61eHUs, CEA3AHHbIE C pUMYKCUMAabom **,

Brnouenue  sunkpucmuna** 6 npoepammoel,  codepicawmue  Yyukiogocgamuo **,
conpogodcoaemcs ygeiudenueM pucka noauneuponamuu npu MB. B pempocnexkmugnom
uccne008anuu nposedena oyeHka d¢hgdexmusnocmu nevenus akmusnou MB no mpex cxemam. R-
CHOP, R-CVP u R-CP. CywecmeeHnoll pazuuybl Medxicoy epynnamu no ooueil sgpexmusnocmu

He 8blAGNIEeHO. NPOMUBOONYX0esblll I¢hexm Ovin nonyuen y 96% nayuenmog npu ieyeHuu no
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cxeme R-CHOP, no cxeme R-CVP — y 88% nayuenmos u no cxeme R-CP —y 95% nayuenmos.
Heoicenamenvnvie senenus, cea3anHvle ¢ Ae4eHUEM, GKIIOYAS CEA3AHHYIO C GUHKPUCMUHOM
Hetiponamuto, GebpuUIbHYI0 HelUmpoOneHuio, a maxdxice HeodX0OUMOCMb 20CHUMANU3aAYUYU ObLIU
3HauumenvHo eviuwe npu aedenuu no cxemam R-CHOP, R-CVP, uyem npu ucnonvzosanuu
npoepammul R-CP.

B 2015 2. onyonukosamnst pezynomamul ucciedosanuu I ¢hpasvl no oyenxe 3¢ppexmusrnocmu
ubpymunuba** (uneubumop muposunkunazvl bpymouna) y nayuenmos, nomyuusuiux e meHee
00H020 eapuanma nevenus. Hopymunu6** nasnauanu 6 cymounou 0oze 420 me. Obwas
agpgpexmuenocmo nevenus cocmasuna 90,5%, b6onvwioti omeem nonyuer y 73% nayuenmos.
Toxazamenu 2-x nemuett BEI1 u OB cocmasunu 69,1 u 95,2% coomeemcmeenno [32]. Haunyuwiux
pe3yabmamos yoanoce 0obumovcs y nayuenmos ¢ mymayuei MYDSS. B nacmosiwyee epems
ubpymunub 6 0oze 420me/cymku makice peKoMeHO08aH K UCNONIb306AHUI0 8 NePEOU JIUHUU
mepanuu 'y nayueHmos ¢ MB, komopwvim He803MOXMCHO nposedeHue xumuomepanuu. Ilepeo
HaszHavyeHuem ubpymunuba pexomenoyemcs onpeoerenue cmamyca CXC-4, npu ewiaenrenuu
mymayuu oaunoz2o 2eHa (okono 40% ecex nayuenmos ¢ MB) s¢pgexm om HaznaueHus
UOpYymMuHuba ModHcem HUBEIUPOBAMbCAL.

Ananoeu Hyxk1eo3udo8 (k1adpubun™* u ¢pnyoapabun™**) 6 monopesicume unu 6 couemanuu
¢ pumykcumabom™** u/unu yuxnogocghamuoom™* maxosce sghghexmusnvt y nayuenmos c enepavie
ouaenocmuposaunou  MB. Obwasa >¢gexmusnocme  kradpubuna™** u  guyoapabuna™*
cocmasnsiem om 40 0o 100%. Hcnonv3osanue smux npenapamoe npu MB ynyuwaem u
svlocusaemocmos.  OQOHako  OnumenvHas  mepanus  AHAN02AMU — HYKIE03UO08  0ObIYHO
conposodcoaemcs  Muenocynpeccueti, UMMYHOCYnpeccueil ¢ pazeumuem UH@DEeKYUOHHbIX
ocnodcHenuu. Kpome mozo, umeromcsi coobwenus, ykasvlearowjue Ha YyeeludeHue pucka
mpancpopmayuu MB 6 acpeccusnvie numgpomsl, u ygeruyeHue pazgumus 6MopuUdIHO20 0CmMpo20
Muenobracmuozo netiko3a u muenooucniazuu. I1osmomy ucnonvzosanue ananoeo8 HyKieo3udos
cnedyem 0cpaHudums.

Ankunupyrowue npenapamvl 6 Kawecmee mepanuu 1 JUHUU 8 MOHOpedcUMe UlU 8
couemanuu ¢ KOPMUKOCMEPOUOamMU NPUMEHAEMCSI 8 OCHOBHOM ) HNOMCUNBIX NAyueHmos. B
uccnedo8anuu o CPABHEHU OIUmMenbHo20 npuema xiopamoyyuira™* no 0,1 me/xe u Kypcosozo
nevenusi no 0,3 me/ke 6 meuenue 7 OHell Kajxcovle 6 Hedelb CYWeCmEeHHOU pAa3HUYybl 6
aghghexmuenocmu neuenusi He gvlasieHo. llpu onumenvHom nedenuu xaopamoyyuiom™* oowasn
agpghexmuenocmo nevenus cocmasuna 79%, npu kypcosom — 68%, meduana OB — 5,4 2o0a.
Jleuenue xnopambyyunom™* npoeooam ne memee 6 mecsayes, Mmax Kax NPOMUBOONYXONEBbllL

aghghexm nacmynaem meonenno. Ilocie docmudicenus niamo mepanuio ciedyen oCmaHo8Umb.
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[Tanmentam ¢ BrepBble BepuduiMpoBaHHo MB pexkoMeHIYIOTCSI TIPOrPaMMBbI,
BKJIFOUaroIue purykcumabd** [18-23].

YpoBenb  yOenuTeibHOCTH  pekoMeHgauuid B (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB 2).

KOMMeHTapI/IH: HAYal0 Jed4erust ¢ npozpamm mepanuu, exKjirndarnuwux npenapam

pumykcumad **, omunocumcs k pexomenoayuam 1V-20 Medcoynapoonozo pabouezo cogewjanusi no

MB 07 neyenus nayueHmos ¢ enepsvie OUACHOCMUPOBAHHOU DONIE3HbIO 8 DONILUUHCINGE CIYUAes.

[Tanmentam ¢ BrepBbie BepuUIMpoBaHHOH MB ¢ CHHIPOMOM THIEPBS3KOCTH
peKoMeHayIoTcst 6opTe3oMud**-comeprkarue Kypesl [19,20,24].

YpoBenb  yOenurTeabHocTH  pekoMenaauuii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJbCTB 4).

KommenTapuu: npu cunopome cunepgaskocmu 6 Kauecmee nNpocpamMmbl 6v100pa

npeonazarom 6opmezomud **-cooepocawuil  pesxcum BDR  (bopmezomub, Oexcamemason,

pumyrkcuman).

[Tauentam ¢ BrepBele BepuduuupoBaHHod MB ¢ cuHIpOMOM T'HIEpPBSI3KOCTH,
OONBIIMMM pa3MepaMu J1/y WM CeJIe3eHKH, KpUoryloOyluHeMHer, Korja Heobxoauma
ObICTpast peayKLIMs ONyXOJHM PEKOMEeHAYITCS IporpaMMbl C  BKIIOYEHHUEM
ukiaopochamuaa** (R-CHOP, RCD) [21,22,25].

YpoBenb  yOeauTenbHOCTHM  pekoMenaaumii B (ypoBenb  jocTOBepHOCTH
A0KA3aTeJNbCTB 2).

[Tanmentam c BrepBele BepuduuupoBaHHOH MB ¢ 1muToneHusMu (0coOEHHO ¢
TpoMOoOIMTOTICHNEH) pekoMenayeTcs: jederne nmo mporpamme RCD (purykcmmad**,
nekcamerazon™*, nukinodochan**) [21,25].

YpoBeHb  yOenuTeJbHOCTH  pekoMeHAaumii B (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB 3).

[TarmenTam c BnepBble BepupuurpoBanHoii MB pexomeHnayercs jeueHue 1o nporpaMmme
R-B (putykcumad**, 6enmamyctun**) [21,25].

YpoBeHb  yOenuTeJbHOCTH  peKoMeHAaumii B  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB 3).

[Taruentam ¢ BmnepBble BepuduuupoBaHHO MB ¢ reHepanu3oBaHHBIMU (popmMamu
3a00J1€BaHNs PeKOMEHAYeTCsl COUeTaHWe PUTyKCcMMaba** ¢ aHajmoraMu HYKJICO3UI0B
(xmagpubue™* u puynapadbun**) ¢ nuknopochamugom** unu 6e3 Hero [26—29].
YpoBenb  yOenurTeabHocTH  pekoMeHaauuii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB 4).
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e [lanmenrtam c BmepBbie BepuduupoBanHoit MB ¢ HU3KUM ypoBHEM MOHOKJIOHAJIBHOTO
Oernka, MEJIEHHO TIPOTPECCUPYIONICH 00JIE3HBIO, a TAKIKE C COMYTCTBYIOIICH MMaTOIOTUEH
peKoMeHayeTcst putykcuMad™* B monopexxume [18,23]

YpoBenb yOeauTeibHOCTH  pekoMeHgauuii B (ypoBeHb  [10CTOBEPHOCTH

J0KAa3aTeJabCTB 3).

o [lanmmenTtam c BrepBble BepupuIpoBaHHO MB ¢ HU3KMM ypOBHEM MOHOKJIOHAJIEHOTO
Oernka, MEJIEHHO MPOTPECCHPYIONICH 0O0JIE3HBIO, a TAK)KE C COMYTCTBYIOIIEH MAaTOIOTHEH
MIPU HEBO3MOXKHOCTH HA3HAYCHHs PUTYKCHMaba** pexomenayercss xyjopamOynmia** B
monopexume [30].

YpoBeHb  yOenuTeJbHOCTH  pekoMeHAaumii B  (ypoBeHb  /10CTOBEPHOCTH

10KA3aTeJNbCTB 2).

e [lanmenrtam c BHepBbie BepuuuupoBaHHO MB, KOTOpbIM HE MOXET ObITh Ha3HAaYeHa
XUMHUOTEpanus, peKoMeHayercsi HopyTHHUO**B MoHOpexume [31].

YpoBenb  yOenurTeabHocTH  pekoMenaauumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJbCTB 4).

e He pexomenayercsi Hayaao Tepanmuu MOJOABIX ManueHToB ¢ MB ananoramm
HYKJI€03u10B ((urymapabun**, kiaapuoua**), a Takxke xiaopamOymaom** [32].
YpoBenb  yOenutTeabHocTH — pekoMenaauuii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

KommenTapuu: dannvie npenapamsl He ciedyem uUcCnolb308ams 6 Kawecmee mepanuu
nepeotll IUHUU, MAK KAK 3mo Modicem nomeuiams adexgamuomy coopy I'CK 6 cnyyae npunamus
peuieHus 0 npogedeHuu vlcokodo3nou xumuomepanuu ¢ TI'CK npu peyuouse 3abonesanus 8
epynne Moi00bIX COMAMUYECKU-COXPAHHBIX NAYUEHTNOB.

3.3 lHognep:xuBaouias Tepanus

e Pexomenayercs putykcuMat ** 1o 375 mr/m? xaxzsle 3 Mecsna B Tedenne 2 net [23].
YpoBenb  yoenutTeabHOCTH  pekoMeHaauumii C  (YpoBeHb  JIOCTOBEPHOCTH
J0KAa3aTeabCTB 3).

Kommenrtapuu: Bonpoc o nodoepocusaroueti mepanuu pumykcumabom™* npu MB
obcyascoaemes. B omoenvuvix yenmpax Haznavaiom pumykcumad** nayuenmam MB nocne
VCNEeuHo20 i1edenusi N0 NPoSPaAmMMax ¢ 8KIOYeHUeM 3moco npenapama no 375 me/m2 xasxcovie 3
mecaya 6 meuveHue 2 jgem. B oO0HOM uccredoganuu ObLIO NOKA3AHO, YMO HA3HAYEHUe
pumykcumadba** 6 xauecmee noodepaicusarowerl mepanuu yayuuaem oowyr 3¢ghexmusHocms
neyenus, BBIT u OB. Oouaxo npu onumenbHOM AedeHuy pumykcumabom™* ommeueno ygeiuveHue

qu)eKLﬂ/lOHHle OCJZOZ)fCHeHZ/HZ, no CpaeHerur ¢ epynnoﬁ nayuesmoes, He nojiyvyasuux
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nooodepacusarowel mepanuu. IlpocnekmusHoe ucciedosarue, npo8oOUMoe 8 HACmosuee epems,
B03MOJICHO, NO3BONUM OMEEMUMb HA 8ONPOC O YeNeco0dPazHOCmu nooodepiucUsarouell mepanuu
pumyrkcumadbom** npu MB [26]. Tloooepocusaiowas mepanusi pumykcumabom moodicem O6vimo
PEKOMEHO0B8AHA NAYUCHMAM, Y KOMOPBLIX NOLYYEH NOJHbIL UIU OYEHb XOPOWUL YACHUYHbLLL
omeem Ha UHOYKYUOHHOU PUMyKcumad-cooepaicaujeti mepanuu

3.4 Jleuenue peunausos MB

Hayuenmol ¢ peyuousom MB 0onicHbl ObimMb 00C1€008aAHbL 8 MOM Jice 00vbeme, Ymo U
nepsuyHble NAYUEHMbL.

Buibop npocpammur  neuenus  peyuousoé MB  3asucum om  3¢hghekmusnocmu
npeouiecmeyloweil. mepanuu, OIUMENbHOCMU PEeMUCCUU, COCMOSAHUS U 803pacma nayuenmad,
conymcmeyloweil namono2uul U OCI0HCHEHUl, CONPOBOHCOABUIUX NEPBOHAYATILHYIO MEPAnUIo.
Ilpu nozonux peyuousax, pazsuwuxcsi uepe3 200 U Oojlee nocie  OOCMUNCEHUs.
NPOMUBOONYX0NEB020 OMBEMd, BO3MOICHO UCNONLI0BAHUE NPUMEHABUIUXCA paHee Memooos
nedenust. /s nevenus paHuux peyuousoe MB (npu onumenvnocmu pemuccuu menee 1 2ooa), a
makace npu pe@dpaxmepHom meyeHuu OONe3HU Ccledyem UCNONb308AMb AlbMEPHAMUBHYIO
npocpammy. dmu npocpammuvl OOIHCHbL BKIAIOUAMb IeKAPCMBEHHble npenapamol Opyeux 2pynn,
Mo2ym Oblmb UCNONB308AHbI KAK 8 MOHOpedicUuMe, MaK U 6 8ude KOMOUHAyuu npenapamos.

o [lammentam ¢ penuauBamMu MB pekomeHaylTCs TPOrpaMMbl € BKIFOYEHHEM

Oopte3omuba** [19-21,24].

YpoBenb  yOenurtenbHocTH — pexoMeHgamuii C  (ypoBeHb  I0CTOBEPHOCTH

JI0KA3aTeJbCTB 4).

KommenTapuu: ucnonvszosanue npoepamm ¢ 6xuouenuem odopmezomudba™™*  npu
peyuousax MB noszsonsiem nonyuums npomusoonyxonesviii 3¢pgexm y 60% nayuenmos, npu
couemanuu ¢ dexcamemazoHom™* unu pumyxcumabom** ¢ 60-70% cayuaes.

e [lanimentam ¢ peuuauBamMu MB  pexkoMeHAyIOTCSl TMpOrpaMMbl HAa  OCHOBE

Oenmamyctuna** [33,34].

YpoBenb yOeaureqabHocTH  pexkoMeHaaumii C  (YpoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB 4).

Kommenrtapuu: naubonee sgpgexmusen npu peyuousax u pegpaxmeprot MB
benoamycmun™* 6 couemarnuu ¢ pumyrkcumaoom**. Kax 6wino noxasarno 6 uccieoosanuu Il gpaswi,
npomueoonyxoneswiti a¢pghexm nonyuen y 83,3% nayuenmos, meouana BBII cocmasuna 13,2 mec.

e [lanmentam crapme 18 ner ¢ penuauBamu MB pekoMeHnayercsi MOHOTepamus

nopyTrHHOOM* * [35].
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YpoBenb yOeaurTeqabHocTH  pexkoMeHgaumid C  (YpoBeHb /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB 4).

Kommenrtapuu: 6 2015 2. onyoauxosanst pezyiomamsl ucciedosanuu Il ¢pazvl no oyenxe
aghpexmuenocmu ubpymunuba** y nayuenmos, noayuUSUIUX He MeHee O00HO20 BapUuaHma
nevenusi. Mopymunu6** nazuauanu no 420 me 6 oewv. Obdbwas s3¢pgexmusHocmsv nevenus
cocmasuna 90,5%, 6onvwoii omeem nonyuern y 73% nayuenmos. llokazamenu 2-x nemneti BHII u
OB cocmasunu 69,1 u 95,2% coomeemcmeenHo.

e [larmentam ¢ peuumuBamu MB pexomenayroTest nporpammbl FR (dmymapabua™*,
purykcuma6**) mwian FCR (daynapabun**, nukmodochamun**, purykcumabc**) [26,29]
[27].

YpoBenb  yOenutenbHocTH  pekoMengamuii  C  (YypoBeHb JI0CTOBEPHOCTH

J0KA3aTeJbCTB 4).

KommenTapuu: oOawnnvle cxemvl mepanuu 3apekomeHo08anu cebs KAk BblCOKO
appexmusnvie npoecpammul. Pezynomamor uccreoosanusn nevenus no cxeme FR, ucnonvzyemoii
KaK y nayueumos c enepegvle ouazHocmuposanoi MB, mak u panee nonyuaswux mepanuio,
nokasanu oowyro sgpexmusnocms nevenusn y 95% nayuenmos. B 86% cayuaes nonyuenwt I1P u
YP. IIpu onumenvrocmu nabnooenus 40,1 mec. meouana BIII cocmasuna 51,2 mec., meduana
OB ne oocmucnyma. Yuumvieas uacmomy paszeumus u OJUMENIbHOCMb YUMONEHUL, a8mopbl
uccnedo8anus npeodaazarom UCnoIb308ams 4-0nesnoe 6sedenue Gayoapabuna™** u oepanuuumeo
YUCTIO KYPCO8 00 4.

e [lanmentam ¢ peuuauBamMu MB  pexomMeHnayercsi paccMOTpeHHE  BapuaHTa
OCYIIECTBIICHHS BbICOKO103HOM xuMuotepanuu (BJIXT) ¢ mocnenyromieii ayroTTCK [36].
YpoBenb  yOenutenbHocTH  pekoMenganuii C  (YpoBeHb  JI0CTOBEPHOCTH
JI0KA3aTeJbCTB 5).

KommenTapuu: 6 wHacmoswee 8pems NpooOaAmcs UCCIe008aHUSI NO  OYeHKe
aghgpexmuenocmu  8vicoxkooosnou xumuomepanuu ¢ aymoll' CK npu MB. Obcyscoaemces
YenecoobpasHoCmy  UCNOIL308AHUS OMO20 Memooa JNedeHus Yy MON00bIX NAYUEHMO8 C
MHOIHCECBEHHBIMU PEYUOUBAMU UU NEP8UUHO pedpakmepHoll bonesnvio. BIXT npu peyuousax
Y MON0ObIX nayuenmoe MB moocem 6b1msb UChoIb306aHaA 8 OMOENbHBIX CLYUAAX NO CO2NACOBAHUIO

C mpaHCniIanHmayuOHHbIM YEeHNpPOoM.

4. MeauuuHCKAasi peaduanTAUsA, MeIUIMHCKHAE IOKA3AHNS U

MNPOTHUBONOKaA3aHUA K IPUMCHCHUIO METOA0B peaﬁnJmTaunn

Cneyuanvuvix memooog peadbunumayuu npu MB ne cywecmeyem. Peabunumayus npu

BO3HUKHOBEHUU OCIONCHEeHULl 6 meyeHue 3a00/esanus U 1e4eHus npoeodumc;l 6 pamKax
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coomeemcmaylowux Hozono2ull. Pexomenoyemcs éecmu 300po8blil 00pa3 HCU3HU, UCKTIOYUMD

U3OBIMOYUHYIO UHCOTAYUIO U MENN08bLE PUIUONPOYEdYDbL.

5. HpO(l)l/IJIaKTI/IKa U JUCITAHCEPHOE HaﬁJIIOIleHl/Ie, MEAUIMNHCKHC NTOKA3aHUA U

NMPOTHUBOINIOKaA3aHUA K IPUMECHCHUIO METO/10B l'lpO(l)I/IJ'laKTI/IKI/I
Memooos npogurakmuxu MB 6 Hacmosiwee epems He cywecmsyem, NOCKOIbKY
HeuzeecmeH 3muoaocudeckuii paxmop(vl), edywue K pazeumuio 3abonesanus. Jfucnanceproe
HaOI00eHUe 2eMAmoso20M UNU OHKOJI020M OCYWECMEISAemcs 6 Nepuood JedeHus U nocie

00CMUICEHUSL PEMUCCUU TUMPDOMBI.

e Bcem nanuenram ¢ JIKM Ha npoTsikeHHU Beel )KU3HU MAIMEHTa — KaK B IEPHOJ] JICUCHHUS,
TaK M BHE JICYCHUS — PeKOMEHJyeTcsl cOOJ0aTh NpeANrcaHus Bpada-reMarojora o
JICUEHHIO, M30eraTh MPOBOUPYIOMINX 3a001eBaHne (PaKTOPOB, H3MEHHUTH BHJIBI M yCIIOBHUS
TpyZAa Ha HEBPEAHbIE U 00JeTYeHHBIC, OTPAHNYUTh HHCOJSIIUH U (PU3HOTEparieBTUIECKHE

MeTobI ieuenus [37].

YpoBenb y0eauTeJIbHOCTH peKoMeHIanuii - C (ypoBeHb

J0CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KommenTapumu: g npoyecce Habno0eHuss UMMYHOXUMUYECKOE UCCTIe008aHUe Cbl8OPOMKU
KPOBU U MOYU HEOOXOOUMO 8bINOIHAMY KadicOble 3 mecaya. [Ipu ucnonv3osanuu pumykcumaba 6o
8peMs NepevixX KypCo8 JleYeHuss HeoOX00UMO BbINONHeHUe I1eKmpogopesa 6enKo8 Cbl@OpOmMKU
kposu I pasz é nedenro. Hccredosanue KOCMHO20 M0O32a, 8KIIOUASL MPENAHOOUONCUIO NOOB300ULHOU
KOCMU, peKOMeHOyemcst moabKo 015 noomeepaicoenust IIP. Y3U ecex epynn nepughepuueckux J1V,
JIV oprownoii nonocmu, 3a6p1ouwuHH020 NPOCMPAHCMEA, NeYeHU, celle3eHKU clledyem GblNOIHAMb
Kadicovie 3 mecaya. Penmeenoepaguro epyonoii kiemxu npogoosm 1 paz 6 200. Penmeenozpaghus
Kocmeli GblNOAHAemcs no Kiunuyeckum nokasanusam. KT Opiowmnoil nonrocmu npu uUcxoOHOM
veenuuenuu JIY unu nopasicenuu opeanog - 0 oyeHku 3QgexmusHocmu nedeHus. u no
KAUHUYECKUM NOKA3AHUSM.

6. Opranu3anusi OKa3aHusi MeAUIMHCKONH MOMOIIH

MenuiHCKast TOMOIIb, 32 HCKIIFOYSHUEM MEAUIIMHCKOHW TTOMOIIH B paMKaX KITMHUYECKOH
anpoOaruu, B coorBercTBUH ¢ PDenepanbHbiM 3akoHOM OT 21.11.2011 Ne 323-®3 (pen. ot
25.05.2019) «O6 ocHOBax oxpaHbl 30pOBbs IpaxkaaH B Poccuiickoit denepanumy opranuzyercs
¥ OKa3bIBACTCS:

1) B COOTBETCTBHH C MOJOXKEHHUEM 00 OpraHU3alUK OKa3aHHUs MEIUIIHHCKOW MOMOIIH T10

BUJAM  MEIUIIMHCKOM MOMOINM, KOTOpPO€ YTBEpPXKIAeTCS  YIMOJHOMOUYEHHBIM

(I)C,Z[epaJ'IBHBIM OpraHom HUCIIOJIHUTEIbHON BJIaCTH,
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2) B COOTBETCTBHM C TIOPSJAKOM OKa3aHHs IOMOIIM IO NPOPUII0 «IeMaTOJIOTH»,
00s3aTeNbHBIM JUIsl UCHOJHEHUs Ha Tepputopuu Poccuiickont denepauuu BcemMu
MEIULNHCKUMU OpraHU3aALMIMU;

3) Ha OCHOBE HACTOSIIMX KIMHHYECKUX PEKOMEHAINH;

4) c yd4eToM CTaHAapTOB MEIMIMHCKOW IMOMOIIHU, YTBEPXKICHHBIX YIOJIHOMOYCHHBIM
denepaabHBIM OPraHOM HCIIOJHUTEIBHON BIIACTH.

IlepuuHas cnenuanu3upoBaHHAsS MEAUKO-CAaHUTApHas IOMOLIb OKAa3bIBAETCS BPadoM-
reMaTojoroM W HMHBIMM  BpayaMU-CIIELUAINCTAMM B LEHTpe  aMOyJaTOpHOM
reMaToJIOrM4eCKOM/OHKOIOTHYECKOM ITOMOLIA 1100 B IIEPBUYHOM
reMaTOJIOTHYECKOM/OHKOJIOTHIECKOM KaOWHEeTe, MEPBUYHOM T'eMaTOJIOTHMYECKOM OT/CIICHUH,
IOJIMKJIMHUYECKOM OT/JEJIEHUH OHKOJIOTMYECKOTO TUCIIaHCepa.

IIpu BbIABICHMM y nanueHTa MB Wi moJo3peHHH Ha HEro Bpadyu-TEpaneBThl, Bpadyu-
TepaneBThl Y4YaCTKOBBIC, Bpauu OOLIEH MpakTUKH (CeMeiiHble Bpauu), Bpayu-CIELUAIUCTBHI,
CpeHUE MEAMIMHCKUE pPa0OTHUKM B YCTAHOBJIEHHOM IIOpSJKE HAIpPaBIIAIOT IAllMEHTa Ha
KOHCYJIbTAIIMIO B IICHTP aMOyJIATOPHON TeMaTOJIOTHYSCKOM/OHKOJIOTHYEeCKONH TTOMOIIH JTHOO B
NEpBUYHBII  IreMaToJIOTMYeCKU  KaOMHET, IEepBUYHOE IEeMAaTOJIOTHYECKOE  OT/EJIEeHUe
MEAMLIMHCKOW OpraHM3alMM Ul OKa3aHWus €My IEPBUYHOM CIENUAIM3UPOBAHHOW MEAMKO-
CaHUTAPHOU MOMOILIH.

Bpau-remarosnor amOyJ1aTOpHOTO WK CTallMOHAPHOTO 3BE€HA FeMaTOoIOrMUYeCKON TTOMOIIIH
OpraHu3yeT BBINOJIHEHHE AMArHOCTMUYECKUX HCCIEeIOBaHUN, HEOOXOJUMBIX AJIS YCTaHOBJICHUS
JIMarHo3a, BKII0Yas pacpOCTPaHEHHOCTh U CTAHIO 3a00J1€BaHMSL.

B ciyyae HEBO3MOKHOCTM MpOBEACHUS JUArHOCTHYECKUX MCCICIOBAHNUN ITAllMEHT
HaIIpaBJIAETCS JIEYAIUM BPad4OM B MEIMIHMHCKYI OPraHU3aLHI0, OKa3bIBAIOLIYH0 MEIUIIMHCKYIO
IOMOIIlb TAllMEHTaM C TeMaTOJIOTMYECKUMHU 3a00JIeBaHUSMM Ul YCTAHOBJICHMS JHarHo3a M
OKa3aHUs CIELUATU3UPOBAHHOMN, B TOM YUCJIE BBICOKOTEXHOJIOIMYHON, MEAUIUHCKON ITOMOLLH.

[Ipn BeIABIEHMM MB mim nogo3peHuu Ha HETO B XOJI€ OKa3aHUSA CKOPOW MEIHUIIMHCKON
MTOMOIIM MAlMEHTa MEPEBOAAT WM HAIPABISAIOT B MEIWIMHCKHAE OPTaHMW3alUU, OKA3bIBAIOIINE
MEIUIUHCKYIO0 TIOMOIIb MallMeHTaM C IeMaTOJOTHUYECKUMH 3a00JIeBaHUSAMH, JJIS ONpeAeIeHUs
TAKTUKM BEJCHUS M HEOOXOAMMOCTH MPHUMEHEHHs JOMOJHUTENBHO JPYTUX METOJOB
CIENAIU3UPOBAHHOIO ITPOTUBOOITYXOJIEBOTO JICUEHHUS.

Cnenuann3upoBaHHasi, B TOM YHCIE BBICOKOTEXHOJOTHYHAsA, MEIUIHMHCKAs ITOMOIIb
OKa3bIBACTCS BpayaMU-TEMATOJIOTaMH B  MEIMLMHCKUX  OpraHU3alMsaX, OKa3bIBAIOIIUX
MEIMIUHCKYIO0 TIOMOIIb MareHTaM ¢ MB, nMeromux JIuieH3uio, Heo0X0AUMYI0 MaTepHallbHO-

TCXHUYCCKYIO 6a3y, CCpTI/I(I)I/II_II/IPOBaHHLIX CIICUAJIMCTOB, B CTAHMOHAPHBIX YCIIOBUAX U YCIIOBUAX
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JTHEBHOT'O CTAIlMOHApa W BKIIOYAET MPO(HUIAKTHKY, JUATHOCTUKY, JICUCHUE TeMaTOJIOTHUYCCKUX
3a00JIeBaHUN, TPEOYIOMUX HCIOJIB30BAaHUS CICIHAIBHBIX METOJOB M CIOXKHBIX YHUKAITBHBIX
MEAWIIMHCKUX TEXHOJIOTHIA, a TAK)KE MEIUITMHCKYIO peabHITUTAIIHIO.

B MenuumHCKON opraHu3aiiuy, OKa3bIBalOIIed MEIUIIMHCKYIO MOMOIIb ManueHTam ¢ MB,
TaKTHUKa MEIMIIMHCKOTO OOCIIeIOBaHUS U JICYCHHUS yCTaHABIMBACTCS BpavyaMH-T€MAaTOJOTaMHU C
MPHUBJICYCHUEM TMPH HEOOXOMUMOCTH IPYTHX Bpauei-CIEIHATUCTOB, IPH HEOOXOIUMOCTH — C
MpOBEJCHUEM KOHCHIMyMa. PemieHue KoHCWiIMyMa Bpadeld oQopMIsIeTCs TMPOTOKOJIOM,
MOJIIMCHIBACTCSl yHaCTHUKAMU KOHCUJIMYMa Bpadyeil 1 BHOCUTCSI B MEIUIIMHCKYIO JOKYMEHTAIIUIO
MMaIMeHTAa.

[TokazaHus K rOCIATAIIM3ALUH B KPYTJIOCYTOYHBIN UM JIHEBHOM CTAILIMOHAP MEIULIMHCKOM
OpraHu3aIlii, OKa3bIBAIOIICH CIEIHUATU3UPOBAHHYI0, B TOM YHCJIE BBICOKOTEXHOJOTHYHYIO,
MEAMIMHCKYI0  TIOMOIIb 1O  MOPOQUII0  «TEeMaToJIOTHSA»,  ONPEACNAIOTCS  BPauyoOM-
reMaToJI0roM/KOHCUIIMYMOM Bpaueil ¢ MPUBICYEHHEM MPH HEOOXOAMMOCTH JIPYTHMX Bpadeii-
CHCIHMAJINCTOB.

Ioka3zanus K SIKCTPEHHOH IrOCIUTATU3ALMU:

1. PazButue TsOKenod wHGEKIMU (HEoOsA3aTellbHA TOCIHUTAIM3ANMS B T'eMaTOJIOTHYSCKUMA
CTaIMoHap).

2. Pa3BuTHE yrpoXKarmoImWX >KA3HMW LUTONEHHUH (TIIyOOKOW aHEeMHH, TeMOppParndecKoro
CHUH/IpOMa, HEUTPOIICHUH).

3. Pa3ButHe ocnoxHeHuit MB, yrpoxaroomux xKHu3HH.

4. Pa3BUTHE OCIOXHEHHH Tepamuu, BKJIIOYAas CHHIPOM JIU3UCA OIYXOJH, TsDKEJIbIe
MH(Y3UOHHBIC PEAKITUU, MUEITOTOKCUYECKUM arpaHyjoOlHUTO3 C JIUXOPAIKOH U Ipyrue
OCJIOKHEHUSI, YTPOXKAIOIINE KU3HHU.

IToxa3anug K IJIAHOBOM rocnUTAJIN3AIUN:

1. IlpoBeneHue Tepamuu B Ciay4asX, TPEOYIOIUX KPYIVIOCYTOYHOTO HaONIOACHUS 3a
MalMeHTOM TI0 TPUYMHE TSHKECTH COCTOSHHS, OOYCIIOBJIEHHOTO OIMYXOJIbIO, HJIA TI0
MPUYNHE PUCKA OCTIOKHEHHH, CBI3aHHBIX C MPOTPAMMOM JICUCHUS WA COMYTCTBYIOIIMMH
3a00JIeBaHUSIMU.

2. OOcnenoBaHue MalMEHTa, BKIIIOYAIOIIee OMOICUIO UM HMHBAa3HBHBIC BMEIIATEIIHCTBA, B
ClIy4asix, KOTJja OHO HEe MOKET ObITh MPOBEAECHO aMOyJIaTOPHO.

IMoka3anusi K BHINUCKE MANMEHTA U3 MeIUIIMHCKOI OpPraHu3aluu:

1. 3amepieHue Kypca JE€YEHHS WM OJHOTO U3 ITAMOB OKa3aHUS CIECIUATU3UPOBAHHOM, B
TOM  YHCJI€  BBICOKOTEXHOJOTMYHOM, MEAMIIMHCKOM  TOMOIIM, B  YCIOBHSX

KPYTJIOCYTOYHOTO WJIM AHEBHOI'O CTAallMOHApa IMpU YCIOBHUU OTCYTCTBUS OCJIIO)KHEHHUU
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JeueHUs, TpeOyIOIUX MEIMKaMEHTO3HOW KOPPEKLIMHU U/WUIIM MEJULIMHCKUIX BMEIIATEIbCTB
B CTallMOHAPHBIX YCIOBUSX.

2. OTka3 manueHTa WM ero 3aKOHHOTO MPEICTABUTENS OT CHEIHAIM3UPOBAHHON, B TOM
Yl CJIe BBICOKOTEXHOJIOTHYHOM, MEUIIMHCKOM IOMOIIM B YCIIOBHSIX KPYTJIOCYTOYHOI'O UIIH
JTHEBHOT'O CTAl[OHAapa, YCTAHOBJIEHHOW KOHCHWJIIMYMOM MEIUIIMHCKON OpraHu3anuy,
OKa3bIBAIOUIEH OHKOJOTMYECKYI0 IIOMOILb, IPU YCIOBMM OTCYTCTBHUS OCJIOXKHEHHMU
OCHOBHOTO 3a00JIeBaHUSI W/WIM JIEYCHHUs, TPEOYIOMMX METUKAMEHTO3HOW KOPPEKIHU
W/WIIN METUIIMHCKUX BMELIATEIbCTB B CTALIMOHAPHBIX YCIOBUSX.

3. HeoOxomumocTh mnepeBoja NalMEHTa B JPYryl0 MEIMLIMHCKYIO OpPIraHU3aLHUI0 110
COOTBETCTBYIOIIEMY POPIIIIO OKa3aHHsI MEAUIIMHCKOW MTOMOIIIH.

4. Pemienue BpaueOHOM KoMHCCUU 00 OTCYTCTBUM NOKa3aHUM K NMPEObIBAHUIO MALMEHTa B
CTAallMOHAPE B CBSA3M C OEClEepCleKTUBHOCTBIO JIEYEHHUS U HEOOXOAMMOCTBIO OKa3aHMs
TOJIbKO MaJNIMATUBHOM MOMOILH.
3aKitoYeHne O LEeIeco00pa3HOCTH TEepeBoJa MalUeHTa B MPOPIILHYI0 MEAHIUHCKYIO

OpPraHu3alUI0 COCTABJSETCSA I0CIE IPENBAPUTEIBHON KOHCYJIbTALMU IO IPEJOCTABICHHBIM
MEIUIUHCKUM  JOKYMEHTaM W/WIM INpEeABAPUTEIBHOIO OCMOTpa MAalUEeHTa BpadyaMu

crneguaiancraMu MGHHHHHCKOﬁ OopraHu3anuny, B KOTOPYIO IIaHUPYCTCA IIEPEBOM.
7. lonoaHuTeIbHASA HH(POPManus (B TOM unciie (paKTOPbI, BJAUSIONIHE HA
HCXO0/1 3200/1eBAaHUS UJIM COCTOSTHUSA)

7.1 dakTopbl NPOTrHO3A.

K ocHOBHBIM (pakTOpamM HeOIAronpusATHOrO MPOTHO3a MPU YCTaHOBJIEHUHU auarHo3a MB
OTHOCATCS: Bo3pacT crapiue 65 set, yposeHb HB < 11,5 r/an, yposens TpombouintoB <100x109/m1,
-2 MUKpOriI00yINH CHIBOPOTKU KPOBU > 3 MI/JI, KOHLIEHTpalMst MOHOKJIOHaiIbHOro IgM > 70 /1.
DTy npu3Haky 00JIE3HU U BO3pAcT MAllMEHTOB BKIIOUEHBI B MEXKIYHAPOIHYIO IPOTHOCTHYECKYIO
cuctemy (International prognostic scoring system for Waldenstrom’s makroglobulinemia).
Hcnonp30BaHWE ATONW CUCTEMBlI IO3BOJIIET IPOTHO3UPOBATH MPOAODKUTEIBHOCTh KU3HU
MAlUTEeHTOB M OTBET Ha TEpaIvio, HO HE SBJISIOTCS ONpPENESIONIMMH IPU BbIOOpE TaKTUKa
nedeHus. IlaTunerHsst BBDKMBaeMOCTb ManueHToB MB B 3aBUCMMOCTH OT KOJIMYECTBa
HeOJIaronpusITHBIX MPU3HAKOB cocTaBisieT oT 87 1o 36% [6,13].

7.2 Jleuenne nepudepnueckoii HelponaTHU

THepughepuueckasn nonunetiponamus npu MB ecmpeuaemcs ¢ wacmomou om 10 0o 20%.
Ipu cnosxcnocmu mexaHuzmMos pazeumuis NOIUHEUPONamulY 8 Kauecmase OCHOBHO20 00CyIHcOaemcs
UMMYHHASA aKmueHoCmb MOHOKIIOHANbHO20 IgM, HanpaenenHas npomus

Muenunaccoyuuposannozo enukonpomeuna (MAG) u Opyeux ammueeno8 HepSHOU MKAHU.
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Ilosmomy nepughepuueckas nonuneuponamus npu MB paccmampusaemcsa 6 6onvuiuncmee
cayuaes kaxk IgM-accoyuuposannasi.

Jna neuenusn IgM-accoyuuposannou nepugepuueckou NOIUHEUPONAmMuU GblNOIHAIOM
npoyedypul naazmaghepesa.

e PexoMenayercsi mnpu TOKENOW nepudeprUecKOd  TOJWHEUPONATHU  MPUMEHSTH
komOuHaru R-CP u DRC s Gosiee BhIpaKEHHOTO CHIDKEHUS maparnporerHa [36].
YpoBenb  yOenurtenbHocTH  pekoMeHaamumii C  (ypoBeHb  [10CTOBEPHOCTH
JA0KA3aTeJbCTB D).

7.3 Benenue nanmueHTOB ¢ CHHAPOMOM T'HIIEPBA3ZKOCTH

o Pexomenayercs y mnanueHtoB MB 1npu  HamuuuMu  CHHApOMAa THIEPBSA3KOCTH,
KpUOTJIOOYJIMHEMUHU JICUCHUE HAYMHATH Tepanuio ¢ Iiasmadepesa s OBICTPOTO
CHHYKEHUS YPOBHSI MOHOKJIOHAITBHOTO Oeika [36].

Yposenb  yOenurtenbHocTH  pekoMengauuii C  (ypoBeHb  JI0CTOBEPHOCTH

JI0Ka3aTeJIbCTB 5).

Komenrapum: ooviuno svinonnaom 2-3 npoyedypul naasmaghepesa 0Jisi CHUNHCEHUSL YPOBHS
IgM na 30-60%. Ilocne cearncos nnazmaghepesa 6 oaudicaiiuiee 8pems HAUUHAIOM cneyuguieckoe
JleyeHue, maxk KaxK 8 meyeHue 4-5 Heldelb YpOBeHb NAPANPOMEUHA MONCEem 6038DAMUMBCA K
UCXOOHOMY YPOBHIO.

7.4 Oco0eHHOCTH CONPOBOAMTENbLHOI Tepanuu _NAIMEHTOB, B CXeMY JieYeHHS

KOTOPLIM BKJIIOYEH Npenapar 00pTe3oMud **.

IIpu nedenunm OopTtezoMuOOM**  HeoOXOAMMO MNPOQMIAKTHUYECKOE Ha3HAYEHHE
BaJIALIMKJIOBHUpA™ ™ WM allMKIOBUpa™®™ B CBSI3U C YBEJIMUEHUEM PHUCKA Pa3BUTHSI OMOSICHIBAIOIIETO
reprieca, a Tak)K€ CBOEBPEMEHHOE CHIKEHHE J03bl Ooprezomuba*™* mnpu pa3Butun
nonuHelponatuu. Kpome Toro, noakoxHoe BBeaeHUEe 6oprezomMuba™* BMECTO BHYTPUBEHHOTO
CYLIECTBEHHO CHH)KAae€T 4YacTOTy pa3BUTUSl HEXeJaTelbHbIX sBIeHMHA. [lpu HasHaueHum
OoprezomMuba™* ciemyeT oTAaTh MPEANOYTEHUE CXEMaM C Ha3HaueHueM OopTezomuba** 1 pas B
HEJIENI0, a TAK)KE UCIIOIb30BaTh TIOJJKOKHBIN MyTh BBEJICHHS IMperapaTa BMECTO BHYTPUBEHHOTO
C LIEeJIbI0 CHUKCHHUS YaCTOThI PA3BUTHS TSDKEJIOHN mosnHeiponatuu [3,19,24].

7.5 Ouenka 3pheKTUBHOCTH JIeYeHH .

Onenka »>¢ddexTuBHOCTH JeueHHs MB NpPOBOAUTCS COMIACHO MEXAYHApOAHBIM
KPUTEPUSIM, IPEJIOKEHHBIM Ha 6 MEeXTyHapOJHOM paboueM coBellaHuu o MB, no usmeHeHuto
YPOBHSI MOHOKJIOHAIbHOTO IgM B CHIBOPOTKE KPOBU M MOYE, TMHAMHKE pa3MepoB JTUM(POY3II0B U
nopakeHHbIX opraHoB. [lpu IIP HeoOXoIuMO BBIOJHEHHE CTEPHAIBHOW MYHKUUU U

TpCHaHO6I/IOHCI/II/I MOAB3IOIIHON KOCTH.
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Ionnas pemuccus (IIP): HOpMalbHBIH ypOBeHBb IgM, OTCYTCTBHE MOHOKJIOHAJIBHOTO
0enKa B CHIBOPOTKE KPOBH M MOYE 10 JaHHBIM MMMYHO(HKCALUU; OTCYTCTBUE MH(UIBTPALIUU
KOCTHOTO MO3Ta 110 JAHHBIM TUCTOJIOTUYECKOTO UCCIIE0BAHUS, OTCYTCTBUE TUM(OATCHONATUH U
OpraHOMETaJINH (€CITU ONpeAeIIsITUCh HCX0AHO) 1o nanHbM KT, orcyrcrBue cumnromo MB. Jlist
nonreepkaenuss [IP HeoOxoaumo MOBTOpHOE HccienoBaHWe M-TpaJleHTa METOAO0M
UMMYHO(]HKCALIUH.

Ouenv xopowasa wacmuunasn pemuccus (OXYP): cHUXEHUE YPOBHS MOHOKJIOHAJIBHOTO
IgM  ceBoporku  kpoBu Ha 90% u  Oonee M yMEHbLIEHHE  pa3MepOB
auMboaIeHONaTUH/OpraHOMETIUU (€CIIU OMPEeISIINCh UCXO/IHO), MO0 TaHHBIM (PU3UKaIBHOTO
obcnenoBanus win KT. OTcyTcTBUE HOBBIX CHUMIITOMOB aKTHBHOM MB.

Yacmuynas pemuccus (4P): cHU)eHUE ypoBHS MOHOKJIOHAIBHOTO IgM ChIBOPOTKH KpOBU
Ha 50% wu Oonee W yMeHbIIEHHE pa3MepoB IuUMGOaJICHONATUH/OPraHOMETAIUU (ecIu
OTIPEeAEIISIINCH KCXOIHO), IO JaHHBIM (hu3ukanbHoro oocnenopanus unu KT. OTcyTcTBHE HOBBIX
CHMIITOMOB aKTUBHOI MB.

Munumanshviti omeem: CHUKEHUE YPOBHSI MOHOKJIOHAJILHOTO IgM ChIBOPOTKM KpOBM Ha
25% u 6onee, HO MeHee 50% OTCyTCTBUE HOBBIX CHMITOMOB akTHBHOW MB.

Cmabunuzayua (Cm): cHmxenue MmeHee 25% wunm yBenuyeHwe meHee 25% ypoBHS
MOHOKJIOHAJIbHOTO [gM  chiBOpoTKM KpoBH MeHee 25% 0€3 TMpu3HAKOB HapacTaHUsA
auMQOoaIeHONAaTUN/OPTaHOMETAJIUY, IUTONEHUN WJIM KIMHUYECKH 3HAYUMbBIX CHMIITOMOB,
CBs13aHHBIX ¢ MB.

IIpoepeccus 3aboneeanus (I13): yBenuueHne YpoBHS MOHOKJIOHAIBHOTO IgM ChIBOpOTKH
KpoBH Ha 25% u Oojiee Mpu MOBTOPHOM HCCIIEJOBAHMM WJIM MPOTPECCUPOBAHUE KIMHUYECKU
3HAYMMBIX CUMIITOMOB 00JIe3HH (HeoObsicHuMas Juxopaaka 38,4 C, HouHasi MOTIUBOCTh, TOTEPS
Beca Tena Ha 10% u Ooyee WM CHUHIPOM THUIEPBI3KOCTH, HEHpOMaTHs, CUMITOMAaTHYecKas

KpI/IOFHO6yJ'II/IHeMI/I$I NI aMI/IJ'IOI/IILO?»), CBs3aHHBIE ¢ MB.

Kpurepuu oieHKH KauyecTBa MeIUIIMHCKON MOMOIIHA
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Kpurepun kadyectBa

OneHKa BLINOJHEHUSA

BbINONHEHO OmIpeJeseHe COOTHOLIEHUS OEJIKOBBIX
(¢pakuuii B KPOBH M B MOYE METOAOM 3JIeKTpodopesa u
YCCIe/IOBaHNE MOHOKJIOHAJIbHOCTH MMMYHOIJIOOYJIMHOB
B KPOBU U B MOYE€ METOJIOM UMMYHO(DHUKCAIINN

Jla/Het

BoinosiHeH pa3BepHYTHIN KIMHUYECKUI aHalu3 KPOBU C
onpeJieIeHuEM reMOrJIO0NHa, SPUTPOIUTOB,
TPOMOOIIMTOB, JIEMKOLIUTOB, MOJCUYETOM JIEHKOLUTAPHON
(hOpMYJIBI I KOTMYECTBA PETUKYJIOLUTOB

JNla/Her

Brinonsex OMOXUMHYECKUI aHanus3 KpOBHY,
BKJIIOUAIOMUK  obs3atenbHOoe  ompenenenue  JI/I,
MOYEBON KHCJIOTHI, MOYCBHHBI, KPCATHHHWHA, OOIIETO
Oenka, anpOymuHna, ounnpyouna, ACT, AJIT, menounoit
(docdarasel, KaTbIUs, KATbIHS

Jla/Her

BrimonHeHa Koaryjorpamma (OpHeHTHPOBOYHOE
WCCIIC/IOBAHUE CHCTEMBl T'e€MOCTa3a) C OINPE/ICICHUEM
cinenyromux napamerpoB: AUYTB, nporpomMOUHOBBIN
nHekc o KBuky, TpoMOMHOBOE BpeMs, GUOPHHOTEH

Jla/Her

BeInosHeHa pEHTI€HOJIOIMYEeCKOe UCCIeJOBaHHE KOCTEH
ckenera (pentrerorpagust uiau KT)

Jla/Her

Brimonneno KT OpromHoN 1oJIOCTH M 3a0pIOMIMHHOTO
[MPOCTPaHCTBA

Jla/Het

BolnosiHeHa peHTreHorpagusi OpraHoB I'py/IHOM KJIETKH B
JBYX IPOCKLIMAX

Jla/Het

BbINONHEHO yJIBTPAa3BYKOBOE HCCIEIOBAaHUE OpPraHOB
OPIOIIHOMN TTOJIOCTH

Jla/Het

10

BBINIOJIHEHO yJIBTPa3BYKOBOE MCCIEAOBAHNUE BCEX TPYIII
nepuepruyecKkux, BHYTPUOPIOMIHBIX U 3a0pIOIIMHHBIX
M QOy3110B

Jla/Het

11

BrinmonHeHo MOJIYUYCHHUEC HUTOJOIMYCCKOro TIperapara
KOCTHOIoO MO3ra IMmyTeéM MNOYHKOWH, LHUTOJIOTHYCCKOC
HMCCIICIOBAHUEC MA3Ka KOCTHOI'O MO3ra (MI/IeJ'IOFpaMMa)

Jla/Het

12

BbINONMHEHO MOJlyuyeHHe T'MCTOJOTHYECKOro Ipernapara
KOCTHOTO ~ Mo3ra  (TpemnaHoOuomncusi),  MaToJyoro-
aHATOMHMYECKOE UCCIIeIOBaHHE OUONICUITHOTO
(omepallMOHHOr0)  MaTepuanga KOCTHOTO Mo3ra ¢
PUMEHEHHEM UMMYHOTHCTOXUMHUYECKHX METOIOB M/UIIN
MMMYHO(DEHOTUIIHUPOBAHUE KJIETOK-TIPEIIECTBEHHUI] B
kocTHOM Mo3re (MDT) kineTok acupaTra KOCTHOTO MO3Ta

Jla/Het
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Ipunoxkenune Al. CocraB padoyeil rpynnsl o paspadorke u nepecMoTpy

KJIMHUYECKUX PeKOMeH AU

1. BorskoBa Ouabra MwuxaijloBHA — KaHAWJAT MEIUIMHCKUX HAyK, CTApIIMM Hay4HbII
corpyaauk ®I'BY POHI[ M3 P®, unen Poccuiickoro mnpodeccuoHalIbHOTO OO0IIeCTBa
OHKOT€MaTOJIOr OB

2. Menpaeneesa Jlapuca IlaBioBHA — JOKTOp MEIUIIMHCKUX HAayK, 3aMECTUTEIb T€HEPATIHLHOTO
mupekropa ®I'BY T'HI[ M3 P® no nHayuyHoil paboTe U MHHOBaIMAM, WwieH HanmonanbHoro
reMaToJioruueckoro oOmiectBa, wieH Poccuiickoro mpodeccuoHaIbHOTO —00IIecTBa
OHKOT'€MaTOJIOr OB

3. Crannuk Eiena AnexkcaHapoBHa — K.M.H., JOIEHT Kadenpsl (akynbTeTCKOW Tepanuu
OI'BOY BO «IICIIGI'MY um. W.II. IlaBnoBa» MunsnpaBa Poccuu, crapmmii HayudHbIH
corpyaauk ®I'bY «HMMUII um. B. A. Anmaszoa» Munznpasa Poccnn, unen Poccuiickoro
00I1IeCTBa OHKOTEMATOJIOTOB.

4. dananeeBa Hataibsi AjleKCcaHIPOBHA — J.M.H., 3aB. OTACJICHUEM IPOTHUBOOITYXOJIEBOTO
nexapctBeHHoro jedeHuss MPHIL um. A.®. Hpiba — punnan ®I'bY «HMUL pannonorumn»
MunsznpaBa Poccuun, unen Accoumanuu oHkosioroB Poccum m Poccuiickoin Accoruanuu

TCPAINICBTUYCCKUX pPAJUAITNOHHBIX OHKOJIOT'OB.
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10.

11.

CredanoB Amurtpuii HukosaeBu4 — Hay4HbId COTPYIHUK, 3aB. HAYYHO-OPTraHU3alIMOHHBIM
ornenoMm, ®I'bY «HMUL[ AI'OU um. Amutpus PoraueBa» MunsnpaBa Poccuu, unen
Poccuiickoro o0uiecTBa OHKOTeMaTOIOTOB

Ioanyonas Upuna BaagumupoBHa — akaneMuk PAH, 3acinykeHHBIN AesTENh 00pa3oBaHuUs
P®, n.m.H., mpodeccop, 3aB. kapeapoil OHKOIOTUU U NATTMATUBHON METUIIMHBI, IPOPEKTOP
no JeuebHOM paboTe M MexayHapogHomy corpyauuuectsy ['BOY IO PMAHIIO
Mumnznpasa Poccun, npeacenarens Poccuiickoro o01iecTBa OHKOreMaToa0roB.

MskoBa Hartajabsi BajepbeBHa — 1.M.H., nipodeccop, 3aMeCcTUTEIb TJIaBHOTO Bpada Io
nedyeOHoM pabore, 3aB. otneneHueM onkorematosoruu ®I'bY «HMUL AI'OU um. [Imutpus
PoraueBa» MunsapaBa Poccun, unen HanpoHanbHOro oOiecTBa JE€TCKUX IeéMaToOJIOTOB U
OHKOJIOTOB

HeBoabcknx Asekceii AjiekceeBHY — JI.M.H., 3aMECTUTEIIb JTUPEKTOPA I10 JIeueOHOM padoTe
MPHI] um. A.®. [{p16a — dunuan ®I'BY «HMMUL] pagunonorun» Mun3zapasa Poccum.
HNBanos Cepreii AnarosaseBu4 — npodeccop PAH, n.m.1., nupextop MPHIL]

uM. A.®. [Ip16a — pumman ®I'BY «HMMUI pagnonorum» Mun3zapasa Poccun.

XaitioBa Kanna BiiaguMupoBHA — KaHIUAAT MEIULIMHCKUX HAYK, 3aMECTUTENb
JTUPEKTOpA 10 OpraHUu3alMOHHO-MeToandeckoi pabore MPHIL um. A.®. [{p16a — dhunman
OI'bY «HMUL pagunonorum» Munsnpasa Poccun.

I'eBopksan Turpan I'armkoBuu — 3amectutens aupekropa HUM KOP ®I'BY «HMUIL]

oukosiornu nM. H.H. boxunay.

KoH(pauKT HHTEpEcoB OTCYTCTBYET.

33



Ipunoxenue A2. MeTom0s10rusi pa3padoTKu KIMHAYECKUX PEKOMEeH Al

M w0np e

IleseBasi ayIUTOPHA JAHHBIX KJIMHHUYECKHX PEKOMEHIAIIMIA:

Bpauu-remaronoru

Bpauu-onkonoru

Bpauu-gerckue remaTos0ru-OHKOJIOTH
Crynentsl MmeguuuHckux BY3o0B

MeT01010THS COOPA 10KA3ATEJILCTB

MeTOJILI, HCIOJIB30BAaHHbBIC AJIsd cﬁopa / CCJICKIIMH T0Ka3aTe/IbCTB:

ITouck HY6JII/IKaI_[I/II7I B CIICHUAIM3UPOBAHHBIX MCPUOJUYCCKUX IIC€HATHBIX H3JAHUAX C

uMnakT-pakropoM > 0.3, MOUCK B NIEKTPOHHBIX 0a3aX JTaHHBIX.

ba3bl 1aHHBIX, HCIOJIL30BAHHBIX JIJIfAA COOpa / ceJIeKIIUM I0KA3aTeJIbCTB:

JlokazaTenbHON 0a30i Uil pEeKOMEHAALUMU SBJSIOTCS MyONMKalMM, BOILIEAIINE B

KoxpaiinoBckyto Oubianorexy, ©0a3sl ganHbix PUBMED u MEDLINE. ['mybuna mnowucka

cocrtaBisuia 30 jer.

MeTobl, HCIOJIL30BAHHBIE VIS AHAJIN3A J0KA3aTEJbCTB:
O0630pHkI OITyOITMKOBAaHHBIX METa-aHAIU30B;
CucremaTtnueckue 0030pbl C TAOIUIIAMU JJOKA3ATEIbCTB.

Tadauua 1. [llkana orieHKH ypoBHEH J0CcTOBEpHOCTH MoKazaTenbeTB (Y ) mist meTonoB

JANarHoCTHUKH (I[I/IaFHOCTI/I‘-ICCKI/IX BMCH_IaTeJ'ILCTB)

YA Pacuiugposka

1 Cucremarudeckue 0030pbl UCCIEIOBAaHUN C KOHTPOJIEM peepeHCHBIM METOAOM WIIN
CUCTEeMaTUYeCKUN 0030p paHJAOMU3HPOBAHHBIX KIMHUYECKUX HCCIENOBAaHUN C
MPUMEHEHHEM MeTa-aHalu3a

2 OTnenbHBIE WCCIIEAOBAaHUS C KOHTPOJEeM pe(epeHCHBIM METOAOM WM OTAEIbHBIE
PaHIOMHU3UPOBAHHBIE KIMHUYECKHWE WCCIEOBAHUS M CHCTEMaTHYeCKHe 00305l
UCCIIeIOBAaHUM  mIO0Oro  au3aiiHa, 3a  HMCKIIOYEHHWEM  PaHIOMU3HPOBAHHBIX
KIIMHUYECKUX UCCIIEOBAHMM, C MPUMEHEHUEM MeTa-aHaIn3a

3 HccnemoBanust 0e3 TOCIENOBATEIHEHOTO KOHTPOJS pedepeHCHBIM METOAOM  HITH
UCCIIeIOBaHMsI ¢ pe(epeHCHBIM METOJIOM, HE SBISIONIMMCS HE3aBUCHMBIM OT
HCCIIeTyeMOr0 METO/1a UM HEPaHIOMU3UPOBAHHBIE CPABHUTEIHHBIC UCCIICIOBAHMS, B
TOM YHCJIe KOTOPTHBIE HCCIIET0BaHUS

4 HecpaBHuTensHBIE HCCIIEIOBAHNUS, OMHUCAHNE KIIMHUYECKOTO CITyJast

5 Nmeetcs nuis 000CHOBaHUE MEXaHU3Ma JACHCTBHSI UM MHEHHE DKCIIEPTOB
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Tabauua 2. IIkana oreHKH ypoBHEH J0cTOBepHOCTH qoKazatenbeTs (Y /1) s metomoB
npOoQUIAKTUKH, JICUSHUS ¥ peadruTanuu (MpoGUuIakTHIecKuX, Je9eOHbIX, peaOUITUTAIIMOHHBIX

BMEIIIATCIILCTB)

Y Pacummdposka

1 | Cucremarunueckuii 0630p PKU ¢ npumeHennem mera-aHanusa

2 | Ormenpable PKU u cucremaTwdeckne 0030pbl HMCCIENOBAHUUN THOOOrO Aw3aiiHa, 3a

uckimouenneM PKU, ¢ npumenenuem mera-aHanusa

3 HepaHI[OMI/I3I/IpOBaHHBI€ CPaBHUTCJIbHBIC HUCCICaJ0BaHMsA, B T.4. KOTOPTHBIC

HCCICA0BaHUA

4 HeCpaBHI/ITGHBHHC HCCJICAO0BAaHUS, OIIMCAHUC KIIMHUYCCKOTI'O ClIydas Uik CEpHUU CIIy1acs,

HCCIICOJOBaHUA ((CJIy‘I&ﬁ-KOHTpOHL»

5 | Umeercs nuimb 0OOCHOBAaHME MEXaHM3Ma JIEUCTBUS BMELIATENIbCTBA (JOKIMHUYECKUE

I/ICCJIGIIOBaHI/ISI) HJIM MHCHUC SKCIICPTOB

Ta6mauna 3. Illkama omenku ypoBHe#l yOeautenbHocTH pekomeHmammii (YVYP) ans
METOJIOB TPO(MUIAKTUKUA, JTUATHOCTHKH, JICUYCHHS U peaduwiuranuu (mpodUIaKTUICCKUX,
JTUAarHOCTUYECKUX, JICUEOHBIX, peaOMIINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacuugposka

A CunpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpuTepuu 3((HEKTUBHOCTH
(Mcxonpl) SBISIOTCS BaXHBIMH, BCE HCCIEJOBaHMS HMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIBHOE  METONOJIOIMYECKOE  KadecTBO, MX  BBIBOABI IO

HHTEPCCYIOMIUM UCXOAaM SABJIAOTCA COFJ'IaCOBaHHLIMI/I)

B VYcnoBHas pekomeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ GeKTHBHOCTH
(Mcxonpl) SIBIAIOTCS BaXKHBIMH, HE BCE HCCIIEJOBAaHMSI MMEIOT BBICOKOE WIIM
yJIOBJIETBOPUTEIBHOE METOAOJIOTMYECKOe KayecTBO W/WIM HX BBIBOABI IO

HHTCPCCYIOMIUM UCXOAaM HE ABJIAIOTCA COFJIaCOBaHHBIMI/I)

C Crnabas pexomeHaanus (OTCyTCTBUE JT0KA3aTEILCTB HAISKAIIErO KauecTna (Bce
paccMmarpuBaeMble KpuTepuu 3 (HEKTUBHOCTH (MCXO/bI) SBJISIOTCS HEBaXKHBIMU,
BCE MCCIIEIOBAHUS UMEIOT HU3KOE METOA0JIOTMYECKOE KaueCTBO M UX BBIBOJIBI IO

HHTCPCCYIOIIUM UCXOAaM HE ABJIAIOTCA COPJIaCOBaHHBIMI/I)

Iopsiaok 00HOBIEeHNS KINHUYECKHX PEKOMEH/Ialuii.
MexaHu3M  OOHOBJICHHSI ~ KIMHUYECKHUX  PEKOMEHJIAlMHd  TpelycMaTpuBaeT  MX

CUCTCMATUYCCKYIO aKTyaJIM3allui0 — HC PCIKEC YCM OJJHH pa3 B TpHU I'OAd, a TAKIKC IPU IOABJIICHUN
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HOBBIX JJAHHBIX C TIO3HMIIMHU JOKa3aTeJIbHOW MEIMIIMHBI 1O BOMPOCAM JUATHOCTUKH, JICUCHHS,
npoQUIAKTUKA U peabuIuTalMu KOHKPETHBIX 3a00JieBaHUM, HAIWYUH OOOCHOBAaHHBIX

JIOTIOJTHEHMI/3aMeuanuii K paHee yTBepkAEHHbIM KP, HO He yame 1 paza B 6 mecsiies.
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Ipuioxkenue A3. CipaBo4HbIe MATEPHAJIbl, BKJIKYAas COOTBETCTBHE
MOKA3aHUI K NPUMEHEHUI0 U MPOTHBONOKA3AHMNA, CTIOCO00B MPUMEHEHUS 1
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMHU MO NPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

Ipuaoxenne A3.1. Pe;kuMbI JJeKapcTBEeHHOr o Jeuenusa MB

e MoHoTepanusi puTyKcuMagom™* [23]

Purykcumao** — 375 mr/M? B/B Kar, 1 p/Hen B TeueHue 4 Heleb.
Kypc nosropsitor yepe3 12 Henenb
R-CHOP [22,38]
e Purykcumab** 375 mr/M? B/B Kail., aeHb 0 win 1 BCe HUKIIbI Kypca
e JlokcopyOuuun** 50 Mr/m? B/B Kail., JeHb |
e Iuknodochamua** 750 mr/m? B/B Kar., 1eHb 1
e #Bumkpuctun** 1,4 mr/m? (cymmapHo He 6oiee 2 Mr) B/B, feHb |
e IIpenauzonon** 100 mr BHYTpb, 1HU 1-5
Jleuenue Bo300OHOBIAETCA HA 22 I€EHD
« BRJ20]
Boprezomuc** - 1,6 mr/m® B/B, nuu 1, 8, 15
Purykcumad** — 375 mr mr/m? B/B, quu 1, 8, 15,22 B 1 u 4 Kypcax
Jleuenue Bo300HOBIsIeTCs Ha 29-i1 neHsb. [IpoBosaT 6 KypcoB.
« BDRJ19]
boprezomuc** — 1,3 mr/M? B/B Wi /k, nau 1, 4, 8, 11
Jlekcamerazon®* — 40 mr B/B, num 1, 4, 8, 11
Purykcumao** — 375 mr/M? B/B, neHb 11
Jleuenue Bo300HOBIsIETCS Ha 22-11 neHb (nepBble 4 Kypca), nanee npoBoautcs 1 pa3 B 12
HeJl. (IOTIOJIHUTENHHO 4 Kypca)
« RCD [21]
Puryxcumao** — 375 mr/M? B/B, 1eHb 1
Huknopochamun®* — 100 mr/mM2 BHYTpS 2 p/AeHb, Auu 1-5
Jlexcamerazon®* — 20 mr B/B, 1eHb |
Jleuenue Bo300HOBIsIeTCs Ha 22-i1 eHb. [IpoBosT 6 KypcoB
« CPR[38]
Putykcuma6** — 375 mr/m? B/B, neHs |
Huknodochamma** — 1 r/m? B/B, nensbl

[Ipeaauzonon™* — 100 mr BHYTpH, 1HU 1-5
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Jleuenne Bo30OHOBIIsAIeTCA HA 22-1 eHb. [IpoBomsTr 6-8 Kypcos.

e MonoTepanus dayaapadunom™* [39]

dnynapabun** — 25 mr/m? /B, qau 1-5 (1-4)

Jleuenne Bo300HOBIsIETCS HA 29-i1 neHb. [IpoBoasar 4-6 kypcoB
« ER[26]

Purykcumao** — 375 mr/m? B/B 1 pa3 B HEJIEJIO0, 8 BBEJACHUMN

dnynapabun®* — 25 mr/m? /B, qau 1-5 (1-4)

Jleuenne Bo300HOBIsIETCS HA 29-i1 eHb. [IpoBoasar 4-6 kypcoB
« FECR[28]

Putykcuma6** — 375 mr/m% B/B 1 pas B Hezemo, neHsb |

Oirymapabun™* — 25 mr/m? B/B, nHU 2-4

Huxnodochamua** — 250 Mr/M? B/B, 1HU 2-4

Jleuenue Bo300OHOBIsIETCA HA 29-i1 eHb. [IpoBosT 6 KypcoB

o #MoHoTepanus kaaapuonnom™>* [40,41]

#Knappubua** — 0,1 mr/kr B/B, qaU 1-7
Jleuenue Bo300OHOBIsIETCA Ha 29-i1 neHsb. [IpoBonst 2 kypca

o #Knaapuouu** + purykcumado™* [27]

#Knagpubun™** — 0,1 mr/kr /B, 1au 1-5
Putykcuma6** — 375 mr/m? B/B Kam, IeHb 1
#Jleuenue Bo3oOHOBIAETCS Ha 29-i1 neHb. [IpoBoasr 4 kypca

e BenpamycTu** + purykcumao™** [25,33,34]

#bennamyctun ** — 90 mr/m? B/B, nui 1, 2
Purykcuma6** — 375 Mr/m? B/B Karl., IeHb |
Jleuenue Bo300HOBIsIETCS HA 29-i1 neHsb. [IpoBoasT 4-6 KypcoB

e MonoTepanusi xjiopamoyuuiom** [30]

#XnopamOyuin** — 0,1 MI/Kr BHyTpb AJTUTENBHO 1101 KOHTPOJIEM KIIMHUYECKOT0 aHAJIN3a
KpPOBH 10 a3kl IJ1aTo

o #XuopamOyumia** + npexuuszonon** [30]

#XnopamOyuin** — 6-8 Mr BHyTpb, THH 1-7
#I1penuuzonon** — 50 Mr BHYTpb, 1HU 1-7
Jleuenne Bo300OHOBIAETCA Ha 29-43-11 NeHD

e MoHoTepanus MOPYTHHHGOM ™™ (st maruenToB 18 ser u crapme) [31,35]

N6pytunn® 420 Mr BHYTpPb, €XEIHEBHO, 1O MPOrPECCUPOBAHUS MU PA3BUTHUSA

HCHCpCHOCHMOﬁ TOKCUYHOCTH
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Ipuaoxkenne b. Anropurmsl JelCTBUI Bpaya

AJIrOpuUMT Be/IeHUS MallMeHTa ¢ BIEPBbIE BbIsABICHHOH MB:

MauwerT
C nogo3speHuen Ha MB

OuarHocTuka

MpopomkeHne
[AMArHOCTHUECKOTD
noMcKa B paMkax

LPYTHX BO3MOMHBIX
3abonesannii

MB
CUMMTOMATHUECKAR
opma?

JuHamuueckoe
HafinkwaeHe

.

EcTe cungpom
TMMNEepEA3KOCTU?

v

XumuoTepanua

[ucnaHcepHoe
RDC/R-B/FCR/BDR

HafinkwaeHe

Mnasn |

v

v

+
Pep

EcTe peunane
zabonesannA?

Neuenne
peunavEa

AnropuMT BeJleHUs MaleHTa ¢ pernuauBamMu MB:
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KoHcTaTupoBaH
peungus MB

HaGnopgenne
CumnTomaTuueckan
dopma? [0 pa3BuTHA
' CHMMTOMAETHKIA
EcTe cuHgpom
TMNepEA3KOCTH?
Mnasmadcbepetl [
OnNUTENEHOCTB
pemMuccin =12 mec.
Mepexog Ha
2 MUHWK TEpanUK.
HDETT%%;nﬂ:HW |Mpu arpeccueHomM TeyeHuMY
peunaueEa — obcyxgeHue
sonpoca ayTo-TTCK
Peabunurauyma
W OWCNAaHCEpHoe - ® AyTo-TICK
HabnwoeHue
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Ipuioxkenue B. Uudopmanus 11 naumeHra

Makpornobynuaemusi Banpaenctpema (wnm  Oone3nbp  Bampnenctpema) —  9TO
BSAJIOTEKYIIlee, MEUICHHO pa3BUBAarolieecss 3a00JeBaHUE OIMYXOJIEBOM MPUPOJIBI, SBISIONIEECS
OnHOW W3 pasHOBUAHOCTEH JnumMdpoM. Ha cerogusmHMiA MOMEHT »3TO 3a0oJjeBaHHE
paccMaTpuBaeTCs Kak HEU3JICUYMMOE, HO COBPEMCHHBIC MHHOBAIMOHHBIC JICUeOHBIC METOUKH,
BKJIIOUAIOLIIME HOBBIE JIGKAPCTBEHHBIE Tpernaparbl M TPAHCIUIAHTALUIO  ayTOJOTMYHBIX
TFEeMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK, IMO3BOJSIOT JOCTUTaTh INTyOOKHUX MPOTHBOOITYXOJIEBBIX
OTBETOB, KOHTPOJUPOBATH 3a00JEBAaHUE U OOECICUMBATH JITUTEIBHYIO BBDKHBAEMOCTH C
COXpaHEHHEM KauecTBa JKU3HHU.

Knunnyeckne cuMntomsl MakporjoOynuHemMuu Bampaenctpema  pasHooOpasHbI,
BO3HUKAIOT HEOXUJAAHHO U MOTYT BOCIPUHUMATHCS MAlMEHTAMH KaK MPOSIBICHUE KaKUX-THOO
COIYTCTBYIOIIUX XPOHHYECKUX 3a0oneBaHuil. [lpu mMOSBICHWHM BBIPAKEHHOW ClIa0OCTH,
OJICIIHOCTH  KOXKHBIX TIOKPOBOB, TIOBBIIIEHHONW KPOBOTOYMBOCTH, HAPYIICHUH 3pPEHUS,
HEBPOJIOTUYECKONH CUMITOMATUKUA HEOOXOUMO 00OpaTUTHCS K Bpady U MPONTH TUArHOCTUYECKOE
o0cienoBaHue.

OO0cnenoBanue BKIIOYAET B ce0s CrielMaIbHbIe METOAUKU MCCIIEIOBAHUS KPOBU M MOYH,
ucCieIoBaHUEe KOCTHOro Mmosra, Y3UM u peHTreHosornueckoe wuccienoBanue. Pe3ynbraTsl
00cIe1oBaHus TOMOTYT ONIPEIEIUTh XapakTep 3a00JIeBaHuUsI, YTOUHUTh TAKTUKY TEPAITUU U CPOKH
Hayvaja crenu(puueckoro JeyeHus.

B HekoTOphIX chyyasx MpH MUHUMAIbHBIX TPOSBICHHUSAX 3a00NeBaHUS OT Hayaia
crienupuIeckoi Tepanuu BO3MOXHO BPEMEHHO Bo3jepKaThcsa. Ho mpu 3TOM MalMeHT T0JDKEH
HaXOJIUTHCS 0T HAOIIOJIEHNEM TeMaToJiora 0 MECTY >KHTEJIbCTBA U MPOXOJIUTH KOHTPOJIBHOE
oOcnenoBanue kaxaele 3-6 mecsaueB. [lpu mpoBepeHuu neyeHUs (HE3aBUCHMO OT METOJA,
M30paHHOTO JIeYallliM BpayoM), a Tak)Ke MOcCJe 3aBeplIeHHs HeOOXOIUMOTro o0beMa Teparuu
MalMeHT PErysipHO JO/DKEH ClaBaTh aHAIM3bl KPOBU JUIsl OLICHKH J((PEKTUBHOCTH U

MMPOAOIKUTCIIBHOCTH JICUCHU .
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