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Cnucok coxkpauieHui
IgM — ummyHor0OYTMH M
ayToTT'CK - ayToTpaHcninaHTanus reMorno3THYECKUX CTBOJIOBBIX KJIETOK
AJIT - amannnamuHOTpaHcdepasza
ACT - acnapraramMmuHOTpaHchepasza
AYTB — akTUBUPOBaHHOE YAaCTUYHOE TPOMOOIUIACTUHOBOE BPEMsI
BBII — BepKkHBaeMocTh 6€3 mporpeccuu
BJIIT — BEKMBAaEMOCTB O NPOTPECCUA
BJIXT — BbICOKO03HAs! XUMUOTEPAIIHS
BUY — Bupyc nMmmyHoaeduiuTa yenopexa
I'CK — remonosTuueckue KIeTKu
NDT — uMMyHOPEHOTUITHPOBAHHE METOJIOM IPOTOYHOU TUTODITYOPUMETPHH
KT — xommnbrotrepHas Tomorpadus
JIAI' — nakTaTaeruaporeHasa
MB - Makporno0ynaunnemus: Banpaencrpema
HCV — Bupyc renatuta C
HXJI — HeX0KIKMHCKHIE TUM(OMBI
OB — 0011251 BBDKUBAEMOCTb
OXYO — o4eHb XOpOLINI YaCTUYHBIN OTBET
[13 — mporpeccus 3ab601eBaHMs
I1O — nonHbI OTBET
Cr — crabunzanus 3ab6oseBaHUs
V3U — ynapTpa3ByKOBOE UCCIEAOBaHUE

YO — yacTUYHBIA OTBET



OKT — snexTpokapauorpadpust
9x0-KI" — sxokapauorpadus

TepMI/IHbl H OoNnIpeacjacHus

Makporaooyannemuss Baabaencrpema (MB) - B wierounoe numdonposnudeparuBaoe
3a0osicBaHle, XapakTepusyromieecs JUM(OIIa3MOIUTAPHON WHPHUIBTPAIMEl KOCTHOTO MO3ra M

cekpernueld MoHOKJIOHanBHOTO IgM (PIgM)

Jlumponnazmountapuass Jumdoma — 5710 B-xierouHas omyxoib, 0Opa3zoBaHHas
MEJIKMUMU  JTUM(OUIHBIMH  KJIETKaMH, JUMGOHIHBIMH KJIETKAaMH C  IUIA3MOLIMTapHOM

i epeHIIPOBKOH, MIa3MaTHYECKUMU KIETKaMH.

NMmyHO(eHOTHIMPOBAHME - METOJ, OCHOBAHHBIM HAa PEaKLUM AHTUICH-AaHTUTEIO U
UCTIOJIb3YEMBIN ISl OTIpeIeNIeHUs Crieln(UIEeCKUX TUIIOB KIIETOK B 00pa3ax KpoBH, KOCTHOTO
MO3ra, JTUM(paTHYECKUX Y3JI0B M JPYTUX TKaHed. MIMMyHO(MEHOTUNMHMPOBAHUE BBIOIHIIOT C
MIOMOIIIBI0 MYJIbTHIIAPAMETPUYECKON MPOTOYHOM HUTODIYyOpUMETPHH (OOBIYHO, KAK MHHUMYM,

4- wn 6-1IBETHOM ).

Pemuccust - neproa TeueHus 3a00J€BaHUs, KOTOPBIH XapaKTepU3yeTcs 3HAUYUTEIbHBIM
oca0JIeHuEM WIIN TIOJHBIM MCUE3HOBEHHEM CHMITOMOB 3a00JIEBaHUS, B TOM YHCIIE MO JaHHBIM

BBIITOJIHCHHBIX na60paTopHHx U MHCTPYMCHTAJIbHBIX MCTOJ0B NUCCIICAOBAaHM.

Pe].ll/l}lI/IB — BO3BpaT KIIMHHUKHU BaGOﬂeBaHI/IH, B TOM 4YHUCJIC U 110 JaHHBIM HaGOpaTOpHLIX n

HHCTPYMCHTAJIbHBIX METOA0B HC CHGI[OBaHPII‘;I.

CuHIpPOM IMnepBSI3KOCTH — BCTPEYAeTCs B CIy4asiX, KOIZla ypOBEHb MATOJIOIMUECKOTO
IgM mpesbiaet 30 r/i1. [IposiBsieTcs: MOBBIIEHHOW YTOMIISIEMOCTBIO, CIIA00CTHIO, COHIUBOCTHIO,

YXYALIEHUEM 3pEHUS, LIIyMOM B yIIaX, KPOBOTOUYMBOCTBIO HOCA U JIECEH.

TpchrmaHTaunﬂ AYTOJIOTUIHBIX TIE€MOMO3ITHYECKHX CTBOJJIOBBIX KIIETOK —
TpaHC(bYSI/ISI 3arOoTOBJICHHBIX PAHCC CTBOJIOBLIX KJICTOK CaAMOI'0 IMalueHTa, KOTOPAas BBIMMOJIHACTCA

MOCJIe MPEABAPUTEIIBHON BBICOKOJO3HOW XUMHUOTEPATUU.



1. Kparkast unpopmanus no 3a00,1eBAHUI0 WU COCTOSIHUIO (TPyIIIe

3200J1eBAHUI MJIA COCTOSIHUH)

1.1 Onpenejenue 3200JeBaHUA  WJIH COCTOSAHUA (rpynnbl 3a00JJeBaHUIT  WJIN

COCTOSIHMA)

Maxkpornooynunemust Banbnenctpema (MB) - B kierounoe numdomnposudepatuBHoe
3360J’ICBaHI/Ie, XapaKTCpU3yromeecs J'II/IM(i)OHJ'IaBMOLII/ITapHOf/'I I/IH(i)I/IJ'H:TpaI_II/IGf/'I KOCTHOTO MO3ra H
cexpenueil MoHokinoHansHoro IgM (PIgM). B penxux ciydasx (meHee 5%) MOryT BcTpeudaThes
muMdorutazMonuTapubsie muMpomsl ¢ cekperen I1gA, 1gG unu HecekpeTupyrouyii BapuaHT

oomne3num [1].

1.2 ITHOJOTUA ¥ IATOreHe3 3200J1eBaHUA WJIH COCTOAHNA (rpynnbl 3200JJeBaHUH U

COCTOSIHMA)

Xotss TouHas 3THoyorus MB ocraercss HESCHOM, CUMTAETCsA, YTO HAMOOJIEe YacTo

3JI0KaYeCTBEHHBIN KJIOH MB Bo3HHKaeT u3 B-mumdornuTa mnocTrepMUHaIBLHOTO IIEHTPa, KOTOPBIHA
CTOJIKHYJICSI C QHTUICHHOW CTUMYJIALMEH, IPETepIell COMAaTUYECKYyI0 THUIEPMYTalUI0 U
TpaHC(HOPMHUPOBAJICS 10 MEPEKIIOUYCHHUS N30THIIA.

B nureparype ecTb NaHHBIE, ONIPEACIIAIOIINE POJIb TEHETUYECKOM IPEAPACIION0KEHHOCTH.
B xnuHMYeckom uccnenoBanuu u3 257 nanueHToB ¢ MB y 19% nanueHTOB OBLT IO KpaifHel Mepe
OMUH POJCTBEHHHUK TMEPBOM CTENEHH POJCTBA, CTPAJAOLUINI  MaKporyioOyInHeMHen

Banbnencrpema nim apyrum B-kiietounsiv numdornponudepatuBHbIM 3a0o0aeBaHueM. [2, 3]

Taxke ogHMM U3 (HAaKTOPOB pHCKa SBISETCS XPOHUYECKAs aHTHUTECHHAs CTHUMYJIALNSA,
MOCKOJIBKY ~ TNPOCJIEKHMBACTCA  3aBHCUMOCTh  BO3HUKHOBEHHS  JUMQONponndepaTuBHOTO
3a00JIeBaHMsl y TAIMEHTOB C HAJUYMEM B aHAMHe3€¢ TAaKUX ayTOMMMYHHBIX 3a00JeBaHHMU Kak
CUCTEMHBIN cKiiepo3, cuHapoMm lllerpeHa, ayTOMMMyHHass TIe€MOJUTHYECKas aHeMus (Kak
TEIUIOBOTO, TaK M XOJOJOBOIO THUIIA), PEBMATHYECKas IOJMMHAITHA W TUTAaHTOKJIETOUHBIN

aprepuur. [2, 3]

Baxueiimmm ¢dakropom pucka pa3Butus MB saBnsercs Hanmuune B aHamHese [gM
MOHOKJIOHAJIbHOM raMManaTuu HeyTouHeHHoro 3HaueHus (IgM-MGUS). [2, 3]

Comarnyeckue MyTalliM B TreHax, koaupymomem Oemok MYD88 M XeMOKHHOBBIN
penenrop tumna 4 (CXCR4), 6p111 00HapyxkeHbl 6oee ueM y 90% u 30—35% nanuentos ¢ MB
COOTBETCTBEHHO, U OBUIO MOKA3aHO, YTO OHHM WUTPAIOT KJIIOUEBYIO POJIb B OHKOTEHE3€ MPH 3TOM
3aboneBanuu. [2, 3]

1.3 DnuaeMuoJorusi 3a00JeBaAHUA WJIH COCTOSAHHSA (rpynnbl 3200JeBaHUii  UJIH

COCTOSIHMA)




MB cocraBnsier 2% ot Bcex remo6iacto3oB u 60% ot Bcex IgM cekperupyrommx
mumdom. CpenHuil BO3pacT Ha MOMEHT YCTaHOBIIEHUS AuarHo3a — 71 rog. CKOppeKTUPOBAHHBIH
10 BO3pacTy ypoBeHb 3a0oneBaemocTH coctasisieT 0,42 na 100 000 HaceneHus B T0OJ1, C BO3pacTOM
3a00JeBa€MOCTb BO3pacTaeT u nocie 75 net cocraiser yxe 3,2 Ha 100 000 Hacenenus B ro.

CooTHollleHre My 4HH U >keHiuH 3,2:1. [1]

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1¢BAHUS WJIH COCTOAHNSA (FPYIILI 3200J1eBaHU A

WIN _CcOCTOsIHNI) 1o MekAVHAPOAHOI CTATHCTHYECKO#l kJaaccuukannu 0oJiesHell H

Mpo0JieM, CBA3AHHBIX CO 310POBbEM

C88.0 — makpornoOynuHemus Banbnenctpema
1.5 Kuaaccudbukauusa 3a00JeBaAHHUS WJIH COCTOSAHHUA (Tpynnbl 3a00J€BAHNUNA WU

COCTOSIHMA)
Het

1.6 Kiimnnueckass KapTHHA 3200J€BAHUS WJIH COCTOSTHNSA (TPYNNLI 3200J1€BAHNNA I

COCTOSIHMA)

CymiecTByIOT cienyromue (GopMbl TeUeHUs 3a00IeBaHUS:

1. MoHokOHanbHasg rammanatus HeyTouHeHHoro 3HadeHus (PIgM-MGUS) — cocrosiaue,
KOTOpOe Kak IpaBWJIO NpEAIIeCTBYeT OO0JIe3HH, Ppa3BUTHE CHMITOMATHYECKOH (POpMBI
HabmronaeTcs ¢ yactotoit 2% B roa. Tepanus He Tpedyetcs

2. beccumntoMHas win Tiietomias MB, He TpeOyeT crieruduueckoit Tepanuu.

3. Cumnromaruueckas MB — noanexxut cnennduveckoi Tepanuu.

[Tanutpa KIMHUYECKUX NPOSBICHUM Npu cumnToMarudyeckod MB noBospHa pa3sHooOpaszHa u

o0ycioBJeHa ABYMS (paKTOpaMHU:

1) cneunduueckoii nHGUIbTpanueil koctHoro Mosra (KM) u B psifie cirydaeB Ipyrux OpraHos.

2) HanuuueM PIgM.

VY nanueHToB MOTyT ObITh Hecrenupuueckue B-cuMITOMBI, Takue Kak JTUXOpajKa, moTeps Beca,
YTOMIIIEMOCTh, OOMJIBbHBIN HOUHON MOT. BoBneuenne KM 0ObIUHO BBI3BIBAET aHEMHIO, KOTOPAs
ycyryomnsiercs  cekpeuueil  remcuauHa  IMM(OIUIa3MOLMTApPHBIMU  KJIETKaMH, HEpEIKH
TPOMOOIMTONICHHUSI, JIEHKOIUTO3 C JIUM(OIUTO30M, MHOTAA JelkoneHus. [IpumepHo y 30%
MAIMEHTOB B Je00Te 3a00neBanus ObIBacT TUMQaAICHONATHS, CITICHOMETallvsl, TeaTOMETaIHs,
pe)ke — BOBJICUEHHE IUICBPHI, OpPIOMIMHBL, TOYEK, KOXH, CIEeUU(pUIECKoe MOpakeHHe

neHTpanbHoU HepBHOU cuctemsl (LIHC) — tak Ha3biBaeMblil cuHapoM bunra-Huna [4].

PIgM MoxeTr BbI3bIBaTH pas3jiMuHble COCTOSIHUA. [Ipexkne Bcero — CHHIPOM IOBBIIEHHOU
BS3KOCTH, KOTOPBI BO3HHUKAET MpH 3HaueHusx PIgM Gonee 40 r/n. DT0O ocoKkHEHHE BCTpeUaeTCs

y 10—15% mnauumenroB. Jlisg HEro XapakTEpPHbl TI'€MOPParM4eCKHE OCIOKHEHUS —



KPOBOTOYMBOCTh HOCA M JIECEH, T'OJIOBHbIE OOJM, TOJOBOKPYKEHHUS, CEPACUYHO-COCYIHUCTHIC
HapyILIECHHUs, IIyM B YIIaX, HEYETKOCTb, 4 MHOT 1A U IOTEPS 3PEHMS BCIIEICTBUE KPOBOU3IUSHUN
Wi  TpoMOO30B cOCyloB ceTyaTku. [loBbllIeHHMEe BSI3KOCTH KPOBH, 3aTparuBaroliee

MUKPOLMPKYJISIIMIO, B ToM uncie B [ITHC, MoxeT npuBECTH K HEOTJIOKHBIM COCTOSIHUAM [5].

VY 10% namuentoB PIgM MoxeT umeTh cBoiicTBa KpuoriaoOynuHa. KpuornoOynunemus Tumnos [
u II MOXeT KIMHUYECKH MPOSIBISITHCS KOKHBIMM M3MEHEHUSIMHU, TAKUMHU KaK IypIypa, sI3Bbl U
JMBEI0, 0COOEHHO Ha HI)KHUX KOHEYHOCTsAX. Hanmuune KpruorinoOylnuHEMUH MOXKET yCyTryOsTh
NPOSIBJICHUSI TIOBBIICHHON Bs3KOCcTH. Y 5% malnuMeHTOB MOXeET ObITh HEMOCPEICTBEHHOE
ornoxxenne PIgM B koxe, kumednuke, moukax. ¥ 10—15% OonbHBIX pa3BuBaercs AL-
ammwionno3. OH SBISETCS PEIKUM W TSOKENbIM ocioxHeHwem npu MB. Hawbonee wacto
MOpaXKaloTCs OYKH, Cep/lLIe, IeueHb U nepudepuieckue HepBbl C IMMYHHOM aKTUBHOCTBIO PIgM
MOTYT OBITh CBSI3aHbI TPOMOOIIMTONICHUS, Ay TOUMMYHHAsI TEMOJIUTUYECKAsi aHEMUSI, XOJI0A0BOM
reMoJin3. Y HEKOTOPBIX MAalMEeHTOB MOKHO HaOmonath cuHapoM LlIHuiyiepa, npencTaBistoniuii
cO0OH XPOHMUYECKYIO ayTOUMMYHHYIO KPAluBHUILY U IpyTHe peBMaTHUECKUE MTPOSBICHHUS, TAKUE

KaK peluIUBUPYIOIIAs JINXOPaJKa, 00Jb B CyCTaBax U KOCTAX. [6, 7]

IIpumepno y 20—25% mnanuentoB ¢ MB pa3BuBaercs mnoiauHeiponarus u3-3a CEHCOPHOMU

JEMHUENIMHU3AlLNN, CBA3aHHOH ¢ nmapanporenHoM IgM (IgM-PN) [§]

MB ¢ npu3HakamMu KpYMHOKJIETOYHOH TpaHC(HOpPMALUU SIBISIETCS PEIKUM, MallOM3y4YeHHBIM
BapHAaHTOM TEUCHHs 3a00JICBaHMA, XapaKTEPU3YETCsl arpeCCHBHBIM KIMHHUYECKUM TEUCHHEM H
IUIOXUM TPOrHO30M. COTJIaCHO JaHHBIM OTPAHWYECHHOTO KOJHMYECTBA ITyOJIUKAIMH, MPU3HAKH

KPYITHOKJIETOYHOH TpaHchopmarun Hadmogaores y 2—10 % nauuentos ¢ MB. [9]

2. luarHocTuka 3a00/1eBAaHUSA WIH COCTOSTHUSA (ITPYIIIbI 3200/1€eBaHU HJIH
COCTOSIHMI), MeAMIIUHCKHUE MOKA3AHUS U MPOTHUBONOKA3aHUS K IPUMEHEHHUI0

METOJA0B THATHOCTUKH

Mnoeue pexomenoosannvie Memoobl OUASHOCMUKU 3a00Ne6aAHUSA U CEA3AHHBIX C HUM
COCMOSHULL UMEIOM 02PAHUYEeHHYI0 00Ka3amenbHylo 6a3y (6 coomeemcmeul co WKAIaMu OYeHKU
YPOBHs 00CMO8epHOCIU O0KA3AMEeNbCME U YPOEHS yOeOUmenbHOCmu peKoOMeHOayul) no npudune
OMCYMCMBUS NOCEAUJEHHBIX UM KIUHUYeCKUX uccieoosanui. Hecmomps na smo, onu aensiomcs
HeobXo0uMbIMU deMeHmamu 06c1e008anus nayuenma Ojis YCMaHo6leHus OuazHo3a u eblbopa
MAaKmuKy jleverus, max Kkax oonee sghgexmusHvie u 00KA3aAHHBIE MEMOObl 8 HACMOsUee BPeMs]
He pa3pabomanul.

Kpumepuu ycmanoenenusa ouaznosa MB:

Ilpu ycmanosnenuu ouazrnoza MB 0ondcnbl npucymemeosams ciedyroujue Kpumepuu.:



1.  eviaereHue MOHOKIOHANLHO20 IgM 6 Kposu (He3asucumo om ypoeHs napanpomeuna);

2. ungurbmpayus KOCMHO20 M0O32a MALLIMU TUMPOYUMAMU, NIAZMOYUMOUOHBIMU KIeMKAMU
U NAA3MAMUYecKUMU KiemKamu (Oughg@ysnas, uHmepcmuyuanbHas uiy HoOYIApHAS).

3. Hanuuue mymayuu L265P 6 eene 6enxa MYDS8S8 npu uccredosanuu nepugepuyeckoii Kposu,
KOCMHO20 MO032a, TUMDAMU4ecko2o y3ia uiu uHo2o0 onyxonegozo cyocmpama. Cnedyem
NOMHUMb, YMO CO2NACHO OAHHbIM ucciedosanuil mymayusi L265P ¢ cene beaxa MYDSS
ecmpeyaemcs npumepro y 90 % nayuenmos ¢ MB. MYD88 ompuyamenvuvie cnyyau
makoce ecmpeuaiomces. Takum obpaszom, omcymcmeue mymayuu L265P 6 ecene benka
MYDS88 ne ompuyaem oOuacrno3z MB npu Hamuuuu 8cex 0cmanibHblX 1AOOPAMOPHLIX U
KAUHUYeCKUX Kpumepues 3abonesanus. B cuyuae cexpeyuu IgA u IgG 3abonesanue
OUACHOCTUPYEMCSL KaK TUM@PONIA3MOYUMAPHAS TUMPDOMAL.

2.1 ’Kaa00bLI M aHAMHE3

e [lanmenTtam c¢ momo3peHueM Ha MB, a Takke BceM HarpieHTaM ¢ BepuGpuImpoBaHHON
MB npu kaxaom npuemMe peKoMeHAyeTcsi cOOp aHamHe3a U JKajuo0 ISl OIEHKHU
COCTOSTHUS TIAIIMECHTA, & TAKXKE ISl yCTAHOBJICHHSI (PaKTOPOB, KOTOPHIE MOTYT OKa3aTh

BIIMSTHUE HA OTpeieNieHue JIeueOHOM TaKTHKY manuenTa [2, 3].

YpoBenb ybOeaureJbHOCTH PpekoMenganuidi C (YpoBeHb [0CTOBEPHOCTH

JI0KAa3aTeJbCTB 5).

KommenTapum: orcanobvr  nHocam  mecneyuguueckuti  xapakmep, — 00)Cl081€Hb
JUMPONIAZMOYUMAPHOU UHDUILMPAYUEl OP2AHO8 U MKAHel U YUPKYIAYUel MaKkpoeiooyiuna,
npueooawe20 K 2Unepesa3kocmu, KpUuoioOyIuHeMuu, Xoa00080U 2eMOIUMUYECKOl aHemMul,

AUT'A, ummyHHOU MpoMOOYUMOneHuU, AMUiLOUO03y:

o [onosHble 60U, HeUemKOCMb U YIMPAma 3peHus, 3nu300bl HAPYULeHUs CO3HAHUSA

o [lopadicenue Koy u CAUSUCMBIX — KPOBOMOYUBOCb, KDANUSHUYA, NANYTbL, 0epMAmum

o Ilpocpeccupyiowee  cHudiceHue  4Y8CMEUMENbHOCMU,  NOKAAbIGAHUE,  JCIHCEHUe,
bonesneHnocms 6 cmonax u kucmsax. Heycmouuusas noxooka, CHUdceHue MbludedHo CUlbl

e Cunopom Peiino, akpoyuano3s, 36l Ha HO2aX

e Juapes, bonu 6 xcugome

e Moowcem onpedensimvcs beccumnmomuoe ygeauueue umgoy3nos iooou 10KaIU3ayuu.

e Heobxooum coop anammuesa (8 m. u. cemetinozo).

2.2 PuzukajJbHoe 00Cae10BaAHNE




e [lanmenram ¢ nopo3penuem Ha MB wunu BbeisiBIieHHOM MB npu nepBudHOM WM
NOBTOPHOM TIpHUEME, NMPH KOHTPOJBHBIX OOCIIEAOBAHUAX, W TNPH MOJO3PEHUH Ha
PeLMIUB/IPOTrpecCupOBaHHE 3a0oseBaHus peKoOMeHayeTCs BBITIOJTHEHHE
BU3YaJbHOI'O OCMOTpa TEpANEBTUYECKOrO, MalblallUd TEPaleBTHUUECKOH U
ayCKyJIbTAI[MM TEPANeBTHUECKON JJISi YTOUYHEHHUSI PACIPOCTPAHEHHOCTH 3a00JIeBaHUS
Y OLICHKU COCTOSIHMS AI[MEHTa M0 OpraHaM u cuctemawm [2, 3].

YpoBens yOeautenabHocTH pexoMeHaamuii C  (YypoBeHb /10CTOBEPHOCTH
JI0KAa3aTeJbCTB 5).

KOMMeHTapI/II/I: npu ocmompe nayuenma

- uzMepenue pocma u MAaccvl meid, 8bINOJHEHUe MepMoMempuu ooujell;, OYeHKy
COCMOAHUSL KOJICHBIX NOKPOB08, KOCHMHO-CYCMAGHOU CUCTNEMbl, 6blAGNIEHUe NPUSHAKOS
2eMOppazuteckoeo CUHOpOMA; Haluyue 2enamocnieHOMe2aiuu, aUMPoadeHoOnamuu;
Hanuuyue HNPU3HAKo8 OUCPYHKYUU cepoya, JNecKux, nedeHu, Op2aHo8 IHOOKPUHHOLU

cucmemal.

- onpedeﬂenue Hanuyus B-cumnmomos.

- onpeodenenue cmamyca no ECOG (0-4)

2.3 JIaGopaTOpHbIE AUATHOCTHYECKHE MCCAeT0BAHUSA

e [lanmenram ¢ MB nepen nposeneHueM MepBOU JIMHUY IIPOTUBOOIYXOJIEBOM TEPAIUU
PEKOMEHIYETCSI BBIIIOJHUTH OIpPEJICICHHE COOTHOIIEHUS OENKOBBIX (paKkuuid
METOAOM 3JIeKTpodope3a B KPOBH M B MOYE M HMCCIECIOBAHHE MOHOKJIOHAJIBLHOCTH
UMMYHOTJIOOYJIMHOB B KPOBU M B MOYE€ METOJIOM UMMYHO(DHUKCALIUU JUIS BBISBICHUS
MOHOKJIOHAJTLHOTO UMMYHOTJI00yuHa [2, 3].

YpoBenb  yOemutenbHocTH  pexkoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).

KOMMeHTapI/II/I: 8bls6/1eHUEe MOHOKJIOHANIbHO2O uMMyH02ﬂ06yJZuHCl M nezasucumo om ez2o
BENUYUHBL SABNSACMCS OOHUM U3 OCHOBHBIX OUACHOCMUYECKUX Kpumepuees MB. Kpome moceo,

HeobXo0umo onpeoeiieHue ypoeHs HOpmaibHuix Ig cieopomku kposu [2, 3].

e [lanuenram ¢ MB nepen nposeneHueM MepBOU JIMHUK IIPOTUBOOIYXOJIEBOM TEPAIUU

PCKOMCHAYCTCS BBIIIOJIHUTL MOJICKYJIAPHO-TCHECTUYCCKOC HCCICAOBAHUC TOYCYHOMN



myTauu p.L265P B rene MYDS88 meronom [1L[P B mumdoriasMouTapHbIX KIeTKax.
[10].
YpoBenb  yOemutenbHocTH  pexkoMengamuii C  (ypoBeHb  10CTOBEPHOCTH
J0Ka3aTeNbCTB 4).
KommenTapuu: sma mymayus ecmpeuaemcs y 90% nayuenmos ¢ MB u 3snauumenvHo
peodice npu Opyeux JIII3, nosmomy, 6 COBOKYynHOoCmMU C Opy2umMu AaOOPAMOPHLIMU U
Kaunudeckumu npusnakamu MB, ona asnsiemca ouacnocmuyecku 3uayumou. OOHaxo,
omcymcmeue OaHHOU Mymayuu He uckiroyaem ouacno3a MB, npu Hanuyuu uHwlx
KAUHUYEeCKUX U J1aOOpamopHulx npusHakog 3abonesanus. Mymayus L265P moocem
0OHAPYHCUBAMBCAL 8 NI0OOM ONYXONE80M CYOCmMmpam, dawje ucciedyemcs KOCmHblll MO32,

peoice — Kpo8b, IUMEOoy3el, IKCMPaHOOaIbHblll cyocmpan.

e [lanmmentam ¢ MB nepen nposeneHMEM TPOTUBOOIYX0JIEBOU TEPAIIMU PEKOMEHYETCS
BBITIOJTHUTH OO (KITMHUYECKHIi) aHAITU3 KPOBH C UCCIICTOBAHUEM YPOBHS OOIIETO
reMOTJIOONHA KPOBH, YPOBHS SPUTPOIIMTOB B KPOBH, YPOBHS TPOMOOIIUTOB B KPOBH,
YpOBHSL JICMKOIIMTOB B KPOBH, MU(M(EPEHIMPOBAHHBIM  IMOJCYETOM JICHKOIIMTOB
(;metikoruTapHOi (hOpPMYIIBI), UCCIENOBAHUE YPOBHS PETHKYJOIMTOB B KPOBH IS
YTOYHEHHSI COCTOSIHMSI TIallU€HTa, AKTUBHOCTU 3a00JIeBaHUS W BO3MOXXHOCTH
IIPOBEJEHUS IPOTUBOOIYXOJIEBOTO JiIeueHus [2, 3].

YpoBenb yOemutenbHocTH  pexkoMeHgamuii C  (ypoBeHb  10CTOBEPHOCTH

J0KAa3aTeJNbCTB 5)

e [lanmmentam ¢ MB nepen nposeeHUEM IPOTUBOOIYXO0JIEBOU TEPAITMU PEKOMEHYETCS
BBINOJIHUTH aHAJU3 KPOBM OMOXMMHUYECKHUN OOILIeTepaneBTUYeCKUl, BKIIOYAIOIIUI
o0s13aTeNbHOE oIpeziesIeHue aKTUBHOCTH JaKTaTAECTUAPOTreHa3bl,
acrmapTataMUHOTpaHcdepasbl, aTaHnHAMUHOTpaHcdepasspl, 1menoyHoi docdarasbl B
KPOBH, OIpENeICHUEe YPOBHS MOYEBOW KHUCIOTHI, MOYEBHHBI, KpeaTHHHUHA, OOIIETO
Oenka, anpOymuHa, o0mero OwiMpyOMHA, CBOOOAHOTO OWJIMPYOMHA, CBS3aHHOTO
OunmpyOuMHa B KPOBM, HCCJIEIOBAaHWE YPOBHS Kalus, a TakXkKe ypOBHS OOIIEro u
MOHM3UPOBAHHOIO KajblUs Ul YTOYHEHHUS COCTOSHUS MAalMEHTa, AKTHUBHOCTH
3a00JIeBaHUS ¥ BO3MOKHOCTH TMPOBEACHUS MPOTHBOOITYXOJIEBOTO JeueHus [2, 3, §, 9,
10].

YpoBenb  yOenutenbHocTH  pekoMeHgamuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).



e [lanmmenram ¢ MB nepen nposeneHMEM IPOTUBOOIYXO0JIEBOU TEPAITMU PEKOMEHYETCS
BBITIOJTHUTh OOIMMK (KIMHWYECKUW) aHalli3 MOYHM JUIsl YTOYHEHUS COCTOSHHS
MalMeHTa, AKTUBHOCTH 3a00y1IeBaHUS u BO3MOXXHOCTH MIPOBEACHUSA
IIPOTUBOOITYXO0JIEBOTO JieueHus. [44]

YpoBenb  yOenutenbHocTH — pexkoMeHgauuii C  (ypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJdbCTB 5).

e [lammmentam ¢ MB nepen nposeneHMEM IPOTUBOOIYXO0JIEBOU TEPAIIMU PEKOMEHYETCS
BBITIOJIHUTH KOAryJorpaMMy (OpUEHTUPOBOYHOE UCCIIEJOBAHUE CUCTEMBI TEMOCTA3a) C
OTIpeNieICHUEM  CIEAYIOIMIMX  TapaMeTpoB:,  ONpeAeieHHEe MPOTPOMOMHOBOTO
(TpombomactuHOBOTO) BpeMeHH (AYUTB) B KpoBM WM B TUIa3Me, OIpPEICICHHE
TPOMOMHOBOTO BPEMEHHU B KPOBH, OIpe/ieeHuEe YPOBHS (pUOpUHOTeHa B KPOBH JJIS
YTOUHEHHUSI COCTOSIHUSI CBEPTHIBAIOLIEH CUCTEMBI MTALIMEHTA U PUCKA TeMOPPATNYECKUX
OCJIOKHEHUH [44].

YpoBenb  yOemutenbHocTH  pexkoMengamuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).

e [lammentam ¢ MB nipu AuarHocTuke W/ UM Mepe] MPOBEACHUEM ITPOTUBOOITYX0JIEBOM
TEpanuy PEeKOMEHIYETCsl BHITOIHHUTD OIpeesieHHe TPYIIbl KPOBU U pe3yc-(akropa,
onpenenenue antureHa (HbeAg) Bupyca remaruta B (Hepatitis B virus) B xpoBw,
omnpenenenue anturen k Bupycy renaruta C (Hepatitis C virus) B KpoBH, OIlpeieieHue
anturen kiaaccoB M, G (IgM, IgG) k Bupycy ummyHnoxaeduiura yenoseka BNY-1
(Human immunodeficiency virus HIV 1) B KpoBuM /Ui YTOYHEHHUS HAJIWYHA
COIyTCTBYIOIIEH TMATOJOTMM Yy TalMeHTa U BO3MOXKHOH  HEOO0XOIMMOCTH
MOIU(HUKAIMA TPOTHBOOIYXOJIEBOM TEpanmuM WM IMPOBEACHUS COMYTCTBYIOLIETO
nedyeHus [44].

YpoBenb  yOenutenbHocTH  pexkoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJdbCTB 5).

e [lamentam ¢ MB nipu AuarHocTke W/ UM Nepe] MPOBEACHUEM ITPOTUBOOITYX0JIEBOM
Tepanmuu C Lenblo cragupoBanus mno mkanaMm [PSSWM\Revised IPSSWM
PEKOMEHIyEeTCsI  BBIIIOJHHUTH MCCIEJOBAHUE YPOBHA OeTa-2-MUKPOrIo0yIuHa,
KPHOTTIO0yJTMHOB B KpoBU [44].

YpoBenb  yOemutenbHocTH  pexkoMeHgamuii C  (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJabCTB 4).



e [lamentam ¢ MB nipu AuarHocTuke u/ UM Nepes] MpOBEACHUEM ITPOTUBOOIYX0JIEBOM
TE€panuu PEKOMEHAYETCS BBINOJHUTh HCCIEAOBAHUE BS3KOCTH KpPOBH, C IIEJIbIO
UACHTU(DHUKAIIMY BO3MOXXHOTO CHHIpPOMA THUIIEPBSA3KOCTH KPOBH U MPOTHO3HPOBAHUS
BO3MOYKHBIX OCJIOKHEHUM C HUM CBSI3aHHBIX [3].

YpoBenb  yOenutenbHocTH  pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJdbCTB 5).

2.4 UHCTpYMEHTAJIbHBIE JIUATHOCTHYECKHE HCCIeTOBAHUS

e [lammentam ¢ MB nipu AuarHocTke u/ UM Mepes] MpOBEACHUEM ITPOTUBOOIYX0JIEBOM
TEpanuy PEKOMEHIYETCSl BBIIOJIHUTH pPEHTreHorpaduio KOCTeHd CKenera WU
KOMITBIOTEPHYIO TOMOTpauio KOCTeH ckeinera i YTOYHEHHS BO3MOXKHOTO
cnernuduueckoro mopaxenwus. [11, 12, 13, 14].

YpoBenb  yOenutenbHocTH  pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).

e [lamentam ¢ MB nipu AuarHocTHKe W/ UM Mepe]] MPOBEACHUEM ITPOTUBOOIYX0JIEBOM
Tepanuu PEKOMEHY€ETCs BHIMIOTHUTH KOMITBIOTEPHYIO TOMOTpadrio OpraHoB TPy aHOMN
MOJIOCTH WJIM TIPUIEIBHYI0O PEHTTCHOTpaUui0 OpPraHOB TPYIHOW KIETKH JUIS
BBISIBJICHUSI U3MEHEHU JIETOYHOM TKaHU U opraHoB cpenoctenus [11, 12, 13, 14].

YpoBenb  yOemutenbHocTH  pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).

e [lammentam ¢ MB nipu AuarHocTHKe W/ UM NEpe]] MPOBEACHUEM ITPOTUBOOITYX0JIEBOM
TEpaluy  PEKOMEHIYETCs BBIOJHEHHE KOMITBIOTEPHOM TOMorpaduu  OpraHoB
OpIOIIHOM MMOJIOCTH WM YIBTPA3BYKOBOI'O HCCIIEIOBAHUS OPraHOB OPIOIIHOM MOJIOCTH
(KOMIUIEKCHOTO0),  YJIBTPa3BYKOBOT'O HCCIEIOBaHUSA BCEX TPyNN HepuPepUIEecKUX,
BHYTPHOPIOIIHBIX M 3a0pIONIMHHBIX JHUM(ATHUYECKUX Y3JIOB, OPraHOB OpPIOLIHOM
MIOJIOCTH ¥ 3a0PIOLIMHHOTO IPOCTPAHCTBA, ONPEICICHNE Pa3MEepPOB IIEUCHH, CETIC3CHKU
U BHYTPUOPIOUIHBIX JHUM(ATHUECKUX Y3JIOB JJIsI OIGHKH COCTOSIHUS OpIaHOB
OPIOIIHOM MOJOCTH ¥ YTOYHEHHUSI BO3MOXKHOTO crielupudeckoro nopaxkenus. [11, 12,
13, 14].

YpoBenb  yOemutenbHocTH  pexkoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).

Kommenmapuii: nayuenmam ¢ MB neped nmauanom mepanuu 603MONMCHO SbINOIHUMD

NO3UMPOHHYIO  IMUCCUOHHYIO — MOMO2pAPuUIo,  COBMEWeHHYI0 ¢  KOMNbIOMEPHOLU

momozpagpueti ¢ mymopomponuvimu P®II ¢ komwmpacmupoeanuem, Kaxk memooa



no3601a10ue20  00CMOBEPHO  OYEHUMb  PACNPOCMPAHEHHOCMb — CHeYUpUUecKozo
nopasfcenusl, OyeHumv OONOIHUMENbHbIE DPUCKU, KOHKPEeMU3Upo8amv NOKA3AHUS Ol
Hauana 1edenus u 6 psaoe ciyyaes 8blopames ONMUMAIbHYIO NPOSPAMMY Mepanuiu.

2.5 MHble JTHATHOCTHYECKHE NCCICI0BAHNS

e [lammentam ¢ MB niepen npoBezieHHEM NP JUATHOCTHKE W/ MU IPOTUBOOITYXO0JIEBOM
TEpPaM¥ PEKOMEHAYETCS BBINOJIHUTH IOJIYYEHHE IMTOJIOIMYECKOIro Ipernapara
KOCTHOI'O MO3ra IyTEM IYHKIMH, LIUTOJOTUYECKOE HCCIEN0BAHUE Ma3Ka KOCTHOIO
Mo3ra (MuenorpamMma) ajas OOHapyXeHHs JTUM(OIIa3MOLUTAPHON WHOMIBTPALUU
[11,12, 13, 14].

YpoBenb  yOenutenbHocTH  pekoMengauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJNbCTB 5).

e [lamentam ¢ MB nipu AuarHocTHke W/ UM Nepe]] MPOBEACHUEM ITPOTUBOOITYX0JIEBOM
TEpanmuu PEKOMEHIYETCS BBIIOJHUTh TOTYYCHHE THCTOJIOTHMYECKOTO Ipernapara
KOCTHOTO Mo3ra (TpemnaHoOWOTNCHs), TaTOJIOr0-aHATOMUYECKOE HCCIEeIOBAaHUE
OuorncuitHOro (ONEpaMOHHOTO) MaTepuaia KOCTHOTO MO3ra ¢ MpPUMEHEHUEM
UMMYHOTHCTOXUMHYECKUX METOJIOB u/vn MMMYHO(EHOTUITHPOBAHUE
FeMOMO3TUYECKUX KJIETOK-MIpeAlIecCTBeHHUI] B KOocTHOM Mosre (MDT), xmerok
acriipata KkoctHoro mo3ra [11, 12, 13, 14].

YpoBenb  yOenutenbHocTH  pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).

Kommenmapuu: Knemxu onyxonesozo cyocmpama npu MB skcnpecccupyiom PIgM kax

Ha ceoell nosepxnocmu (slgM), max u enympu yumonaasmol (cIgM). Dxcnpeccus sIgM

cyuwjecmeeHHo npesanupyem. HMmeem mecmo 6vblpaddceHuas IKcnpeccus maxkux B-

knemounvix anmuzenog: CD 19, CD 20, CD 22, CD 79a. Knemxku ci1a60-nonoxcumensHul

Ha Hanuyue CD 10 (moocem omcymemeosamy), CD 21, CD 25, CD 38, CDc. Dxcnpeccus

CD 5, CD23 ne xapakxmepua, X0ms MOJ}Cem 8CMpeuamvpCsi U He s811emcs paxkmopom,

ucknrouarowum MB.

e [lanmentam ¢ MB npu nogo3peHuy Ha aMWIOU03 C IIOPAXKEHUEM KOXKH, XKEILyJOUHO-
KHUIIEYHOI'O TPAaKTa, [I0YEK, KOCTHOI'O MO3ra, IeYEHU PEKOMEHYETCS BBINOJIHUTH —
MaTOJIOT0-aHATOMUYECKOE MCCIIeJIOBaHNE OMOTICHITHOTO MaTepuaia (OMONTaTOB) 3TUX
OpraHoOB € UCNOJIb30BaHUEM OKpacku KoHro-kpacHsiii [6].

YpoBenb  yOemutenbHocTH  pekoMeHgamuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeNbCTB 4).



e [larmmentam ¢ MB nipu no103peHNN Ha aMHIIOU103 CEPALIA PEKOMEH1YETCSI BHITIOJIHUTD
— HucclenoBaHUS YypoBHS N-TepMUHAIBHOTO (PparMeHTa HATPUIYpEeTHUECKOTO
nponentuaa mo3roBoro (NT-proBNP) B kpoBu u DXO-KI' mis uckirodeHus
aMWJION03a Cep/ilia U orpeneneHus cepaeunon Gpynkuuu [15].

YpoBenb  yOeautelbHOCTH pekoMeHaaumidi B (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJNbCTB 2).

e J[lammentam ¢ MB ¢ mnopo3peHreM Ha HajaM4Me CHUHAPOMA THIEPBA3KOCTH
PEKOMEHYEeTCsI BBIMOJHUTH IpUeM (OCMOTpP, KOHCYJbTAIMs) Bpada-o(TaabMoiora
NEPBUYHBIN ISl TUarHOCTUKU OCJIOKHEHUI CUHIPOMA I'MIIEPBA3KOCTH [S].

YpoBenb  yOemutenbHocTH  pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeNbCTB 4).

KommeHnTapuii: npu nooospenuu ma namuuue cuHOpoma Unepesaskocmu HeoOXooum
ocmomp nepugpepuu 21a3H020 OHA € UCNONb308AHUEM MPEX3ePKANbHOU TUuH3bL I 01b0MaHa.

Takorce 5mo ucciedo8anue HyHcHo 8bINOIHAMb NPU YPOBHE MOHOKIOHATbHO20 IgM =30 2/.

3. JqueHue, BRJIKOYad MEAUKAMECHTO3HYIO H HEMCINKAMEHTO3HYI0 TEPAIIuH,
AUECTOTECPAIIUIO, OﬁCSﬁOJ’II’IBaHI/Ie, MEAUIINHCKHUC IIOKA3aHUA U

IMMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

Hasnauenue u npumenenue 1eKapCmeeHHbIX Npenapamos, YKA3AHHLIX 6 KIUHUYEeCKUX
PEKOMeHOayusx, HAanpaeieHo Ha obecneuenue nayueHma KIUHUYECKU dPdekmusHol u
0e30nacHoll MeOUYUHCKOU NOMOWDBIO, 8 CA3U C YeM UX Ha3HaueHue U NpUMeHeHue 8 KOHKpemHOU
KAUHUYECKOU CUMYAYUL MOHCEM ONpedelsiemcs He MOIbKO 8 COOMBEMCmMEUYU ¢ UHCIPYKYUAMU NO
npuUMeHeHulo, ¢ peanuzayuel nNpeoCmagieHHbIX 8 UHCMPYKYUU Mep HpeoOoCmOpPOICHOCHU, C

B03MOMNCHOL Koppem;ueﬁ 003 u pesicuma npuUMererHus ¢ y4emom CcoCnmosAHuAl nayuenma.

Cnedyem yuumvlgams, 4mo y nayueHma Mocym Oblmb HeCmaHoapmuvle NpOsGIeHUs
bonesHu, a makce couemanue KOHKPEmHol 00ne3HU ¢ Opy2UMU NAMOLOUAMU, YMO MOdHCem
OUKmMoeamyv jeyaujemy 6pauy UMeHEeHUs 6 alcopumme 6bl60pa ONnMuMAaIbHOU MAKMUKU

OUACHOCMUKU U JICYCHUSL.

3.1 [loka3zaHug K HAYAJYV JeYeHUud

Crparerus JiedeHus ONpeessieTcs Ha dTare YCTaHOBJICHUS Tuarno3a. Beioop nporpammsl

JieYeHHs] 3aBHCUT OT BO3pacTa mnammeHTa, rpynmel pucka mo IPSSWM\Revised IPSSWM,



ocoOeHHocTel TeueHust MB, a UIMEHHO - HaTM4YUs LUTONEHUH, HATMYUS SKCTPAMEIyIUIIPHOTO /
HKCTPAHOJAILHOTO BOBJICUCHHUS, HAJMUUS / OTCYTCTBHSI HEHPONATHH KaK CHUMITOMa OOJIE3HH,
HeoO0xoauMocTH Oosiee ObICTPOI PEIYKIIMU OITyXOJH, COMMYTCTBYIOMIMX 3a0oseBanuil. [1aruenTs
10 65 JeT ¢ BBICOKUM U poMexyTouHbIM puckoM 1o IPSSWM\Revised IPSSWM mnpexacrasistor
ocoOyro Trpymnmy, KOTOPIM MOTYT OBITh TNPUMEHEHbl KOMOWHUPOBAaHHHBIE PEKUMBI
MMMYHOXUMHOTEpAIMM B COYETAaHWU C WHTUOMTOpAaMH TUPO3WHKWHa3bl BbpyToHa, a Takxke
o0cyX/ieHa BBICOKOI03Has KoHcomuaanus ¢ noanepxkkoit AyroCKK B nepBoii nunun. JlanHbIi
MIOXOJ MOXET NPUMEHATHCA B paMKaxX KIMHUYECKUX HCCIEIOBAaHUN, B YCIOBHSX HAy4YHBIX

EeHTpoB [16].

e PekomeHayeTcss HAUMHATH TEPANUIO MPHU OBICTPOM HapacTaHUM ypoBHA IgM B KpoBU
WJIM TPU MOSIBJICHUU KIIMHUYECKUX CUMITOMOB [2]:

- PerunuBupytomias auxopaaka, HOYHas MOTIMBOCTh, OTEPS Beca, c1adoCTh.

- CUHIpOM T'MIIEPBA3KOCTH.

- JInmpaneHonaTrs WM MaCCUBHOE yBEITUUYEHUE Pa3MepOB TUMQPOY3IOB (= 5 cMm).

- l'emaTomMeranust /WM CIIEHOMET aJIHsl.

- [lepucepuueckas nefiponarus, cesizanHas ¢ MB.

- CuMIITOMHAs1 KPUOTIIO0Y TMHEMUS

- Anemus ¢ ypoaem Hb <10 r/m.

- TpomGonuTonenus ¢ yposuem tpombonuros 100 x 10° /n u menee.

- l'emonuTHueckas anemus (00yCIOBICHHAS HAINYMEM XOJIOJOBBIX aHTHTEN).

- IloueuyHas HEJOCTATOYHOCTh, CBsA3aHHas ¢ MB.

- AMunono3, cBg3aHHbIi ¢ MB.

- YpoBeHb MOHOKJIOHANBbHOTO IgM >50 1/11, ga)ke IpH OTCYTCTBUU CUMIITOMOB.
YpoBenb  yOenutenbHocTH  pexkoMeHgamuii C  (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJabCTB 4).

e He pexkomeHayeTcss HauyMHATH CHEIU(PUUECCKYIO TEPaNUIO0 TMAIMEHTaM C TICHOIeH
(6eccumnTomHoi) MB [2, 17].

YpoBenb  yOemutenbHocTH — pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).

3.2 JleueHue NALMEHTOB C BIIepBbIe TMATHOCTHPOBaHHOoIi MB

e Ilnazmadepes.



CuMnToMaTHyeCKasi THUIIEPBI3KOCTh PEAKO HAOIIOAETCsl y MAlMEHTOB ¢ KOHIEHTpaIuen
PIgM menee 40 r/n. [Ipu HamU4MU MOBBIIICHHOM BA3KOCTH IU1a3Madepes cienyeT paccMaTpiBaTh
KaK BPEMEHHYIO MEpy JI0 TeX MOp, [TOKa CUCTEMHAasi Tepanus He MPHUBEIET K CHIYKEHUIO MaCChI
OIyXOJMU W, TakuM oOOpa3oM, CHIDKEHHIO KOHIIGHTPALMU MapampoTerHa B CHIBOPOTKE.
OpnokpaTHOro TUTa3Madepe3a 4YacTo OBIBAET JOCTATOYHO [UIsi OOJErdyeHUss CHMITOMOB U
0e30MMacHOr0 Havaxa CUCTEMHOMU Tepanuu [2, 5].

CD20 (xmacrepsr muddepenimpoku 20) uHruOUTOpH (#puUTyKcumadb**) [18, 19],
ANKWIMpYIOIKe cpeacTBa (#oenmamyctun™*, #iumknodochamua**), HHTHOUTOPBI MPOTEACOMBI
(#6oprezomub** - ATX LOIXX IIpoume mpoTtuBOOmyxosieBble mpenapartel) [20, 21, 22],
uHruouropsl TuposunkuHaszel bpyTtona (BTK) (mOpytuan6** ATX LO1XE, #3anyOpyTtunuo,
#axkanabpytunu0) [23,24], sBustorcss 0e30mMacHBIMU M A(PPEKTUBHBIMU BapHAHTAMH JICUCHHS
narenToB ¢ MB. Ilpu tepamuu MB Moxer ObITh ucmonb3oBaH uHruourop BCL2
(#Benerokmakc** ATX LOIXX mpouyne  mOpOTHBOOIYXOJieBble  mpemapaTsl)  [25],
IIPOTHBOOITYXOJIEBbIE TpENapaTtel M HMMMYHOMOIYJATOpH [26, 27]. MakpornoOyiuHemMus
Banbnencrpema xapakTepusyeTcsl HAKOIUIEHHEM 3JI0KQYeCTBEHHBIX HMMYHOIIIOOynuH M-
CEKPETUPYIOMUX JTUM(POLUTOB B KOCTHOM MO3re U Jpyrux opranax. CD38 sBnsercs HageKHbIM
MapKepoM IUIa3MOIMTApHON IuQQEepeHIMPOBKH U IKCIpeccupyercss B KieTkax MB.
Hcnons3oBanue CD38 (kmactepsl auddepenunpoku 38) uHrubutopa #maparymymadba™* B
COUETaHUM C IIpenapaTaMy, HaleJeHHbIMU Ha B-knetku, takumu kak CD20 (xmacrepsl
muddepenuupoBkr  20) HMHTHOUTOPHI WJIM WHTHOMTOpPHI THpo3MHKHHA3bl bpyrona (BTK)

IIPEJICTABIISIET HECOMHEHHYIO KIIMHUYECKYIO MOb3y. [28, 29]

o #Putykcumad**

Momnotepanust #puUTyKCUMaOOM™* ycTymaeT MpakTHUYECKH BCEM 3aperuCTPUPOBAHHBIM
koMOuHHpoBaHHBIM cxeMaM [30, 31]. Yactora nocTrkeHus oO0IIero oTBeTa Ooibllas MpU
KOMOWHUPOBAHHOM Teparuu, 4eM Mpu MoHoTepanuu #purykcumadbom™* (73% npotus 44%) [31,
32].

besycnoBHo, #puTykcumab** sBiseTCs OCHOBOH JIeUEHUS, OJHAKO MPAKTUYECKU BCEr/ia
€ro CieayeT MHCIONb30BaTh B COYETAHMM C JPYTUMH areHTaMH, TaKUMHU KaK HHTHOUTOPHI
IPOTEACOMBI, AJKUIMPYIOIIUMH CpPEICTBAMH, aHAJIOTaMH IIYPHHA, IPOTHUBOOIYXOJEBBIMH
npernapaTamMu 1 ”UMMYHOMO/YJISTOpaMH, MHI'MOUTOpaMu Tupo3uHkruHasel bpytona (BTK) [34, 35,
36]. Monotepanuio #putykcumaboM** 1erecooOpa3HO MCMIOIH30BATh JIUIIL y TMAIHMEHTOB C
M30JIMPOBaHHON Tepudepudeckoll HelponaTHed, CBI3aHHON ¢ aKTUBHOCTBIO [gM-aHTUMUETIH-
aCCOIIMMPOBAHHOTO TIIMKOIPOTEHHA, 6e3 nHbIX cuMnToMoB MB [8]. Bo Bcex ocTanpHBIX Cilydasx,

Korja TpedyeTcs yMEHbIICHHE MAaCChl OITYXOJIH, UCIIOIb3YETCsl MyJIbTHareHTHas Tepanus [35, 36].



Oco00eHHOCTBIO Tepanuy #pUTyKCUMaOOM™ * SBIISIETCS] TPAH3UTOPHOE TIOBBIICHUE YPOBHS
MOHOKJIOHaJIbHOTO [gM, KOTOpoe MOXKET COINpPOBOXKIAThCS CHUHAPOMOM THIEPBA3KOCTH (TaK
Ha3bIBa€MbIi ()EHOMEH «BCIIBIIKWY TMapanporenHa). [lepen BBeneHueMm #Hpurykcumadba** vy
NAIMeHTOB C YpPOBHEM MOHOKIOHaibHOTO IgM >50 1/ memecooOpa3HO TNPOBECTH CeEaHC
wia3madepesa s NpoQUIAKTUKM (EHOMEHA «BCIBIIIKWY) TMapanpoTenHa U yCyryOJIeHHS
IIPOSIBJIEHUI TUIIEPBUCKO3HOTO CUHApOMA [2].

B HacTosiliee Bpemsi TepameBTUYECKHH aJrOpPUTM CBOJHUTCSA K CIEAYIOIIEMY: CXEMBI
#putykcumad** + #oenmamyctun** (BR) wmmm #purykcumald** + #Huumxiodochamun®* +
#nexkcamerazon®™* (RCD) sBISIFOTCS OCHOBHBIM BBIOOPOM JUISi TAIIUEHTOB C LUTOTICHHUSMH,
BbI3BaHHBIMU MB, yMepeHHOM WM  TDKEIOM  OpraHOMerajiues WIM  MaCcCHUBHOU
mumbanenonatueii [4, 30, 35]

JIJisl MaliMeHTOB C TSAKEION CUMITOMATHYECKOW THUIEPBSI3KOCTHIO, KPUOTIOOYIMHEMHECH
WIA XOJIOJIOBOW arriioTHHeMued TpeOyercss ympexaarouinii ruiazmadepes nepeq BBeIeHHEM
npernapara, 0COOCHHO Ui TAllMEeHTOB ¢ YpoBHEM IgM B ceiBopoTke He MeHee 4000 mr/ 1, 4ToObI
n3bexatb oboctpeHust IgM. 3aTeM mnpeAnodTUTENIbHEE CXeMa C MHTMOMTOPaMU MPOTEACOMBI
(exxeHeneNIbHOE TIOJKOKHOE BBeleHHe #Ooprezommba*™*) — mporpamma #OopTezomuO** +
#putykcumab™** + #nekcamerazon™*) [4, 5, 38].

Cxema #pnynapabun™* + #uuknodochamun** + #Hputykcumad** (FCR) Ttaroke
¢ deKTHBHA, OJHAKO JJIUTENbHAs TEpamusl aHaJIOraMu ITIypUHA OOBIYHO COMPOBOXKIACTCS
MUEIIOCYPECCHel, UIMMYHOCYIPECCHEN C pa3BUTHEM HHPEKITMOHHBIX OcioxHEeHni. Kpome Toro,
MMEIOTCS COOOIICHHUS, YKa3bIBaIOIIKE HAa YBEIMUCHHE pucka Tpanchopmaruun MB B arpeccuBHbIC
TUM(OMBI, M YBEJIWYCHHE PA3BUTUS BTOPHUYHOIO OCTPOrO MHEIOOJIACTHOTO JIeHKo3a H
muenoauciuiazuu. [1oaromMy Hcmop30BaHNE aHAJIOTOB MTypUHA CIIEAYET OrpaHHYUTh, OCOOEHHO Y
MOJIOJIBIX TAIIMEHTOB, KOTOPBIM, BO3MOXKHO, moTpedyercsi coop ayro CKK mns mocnenyromeit
TI'CK [39].

JUis manueHTOB C Hedpomaruei, CBA3aHHOW C MapanpoTeHMHaMU, IazMadepe3 Takke
HE00XO0/IUM, HO €ro He clie/lyeT MCIOJIb30BaTh B KauecTBE MOCTOsTHHOTO MeTona. Cxemel RCD,
CP-R, FCR unu BR nipu Heiiponatun 3 pextuBHbl. Chenyer n3derarb KOMOMHHUPOBAHHBIX CXEM,
CoJIeprKalINX HEHPOTOKCHUECKHE areHThI, TaKHe Kak #0opTe3oMud™* u #BuHKpucTur™* [§, 32].

B 2015 r. ony6sinkoBans! pe3ynbTaThl HecnenoBanuu 11 ¢gassl o ouenke 3¢ dexruBHOCTH
nbpytuHnba** (uHruOutop THposuHkuHa3zbl bpyrona (BTK)) y manueHTOB, MONyYWBIIMX HE
MEHee OJIHOro BapuaHTa jiedeHus. MOopyTunnO** HazHauanu B cyrounoit noze 420 mr. OOmias
s dexTuBHOCTL JeueHust cocraBuna 90,5%, Oomnbiioil orBer momydeH y 73% MaIMEHTOB.
[Tokazatenu 2-x nerneit BBII u OB coctaBunu 69,1 u 95,2% coorBerctBenHo [41]. Hammyummx

pe3yabTaTOB yAAJIOCh NOOUThCA y mHamueHToB ¢ Myrtauueilt MYDS8S. B nHacrosmee Bpems



nopyTuHNO** B 03¢ 420 MI/CyTKH Takke pEKOMEHIOBaH K MCIIOJIb30BaHHUIO B NEPBOM JIMHUH
Tepanuu y HanueHToB ¢ MB, KOTOpBIM HEBO3MOXHO MPOBEICHHE XHUMHOTEpANMU WIH Kak
Tepanus penuausa [41].

VHTeHCHBHAs TOJMXMMHUOTEpANUsl C TMOCIEAYIOMIeH TpaHCIUIAaHTAUEeH ayTOJIOTHYHBIX
reéMOIIO3TUYECKUX CTBOJNOBBIX KiIeTOK (ayTo-TI'CK) pekoMeHIoBaHa B HACTOSIIEE BpeMs
MEXIyHapoAHOH paboueil rpymnmoil mo m3ydeHuto BM kak MeToj Tepamuu uis HalUEHTOB
MOJIOkKE 65 JIeT ¢ HEeMPEPHIBHO PELUANBUPYIOLINM WM MEPBUYHO PE3UCTEHTHHIM TedeHneM MB.
[Tanmentam Mmonoxke 60 JseT mocie MPOBEACHUS TEPalnuH IPEINOYTHTEIbHO BBIOIHHUTD
MOOMIIN3ALUIO U cOOp ayTOJIOTUYHBIX CTBOJIOBBIX KJIeTOK KpoBH (ayTo-CKK) 11t BO3MOXKHOCTH
BBITIOJIHEHUSI BBICOKOJIO3HOM XUMHOTEpAanMu € TMOJAEPKKOH CTBOJIOBBIMU KJIETKAMHU B
nanbHeumem. [42]

JUis manueHToB MOJIOKe 65 JeT M3 TpyHMbl BBICOKOTO U MPOMEXKYTOYHOTO PUCKA IO
IPSSWM\Revised IPSSWM B03MOXKHO HCIOJIb30BAaHUE COYETAHUS MMMYHOXMMHUOTEPANUU C
nbpytuHnOoM, Hampumep, potupyromeil cxempl R-EPOCH + uGpytunu6** / R-BAC +
uOpyTHHHO™* ¢ mocnemyromel BBICOKOAO3HOW KoHconumanued mo mporpamme CEAM +\-
#lapatymyma0** ¢ mognepxkkoii ayro CKK y manneHToB MOs0ke 65 JeT U3 rpynibl BBICOKOTO U
npoMexyTodHoro pucka mo IPSSWM\Revised IPSSWM. DTOT nmpOTOKOJI COCTOUT U3 YETHIPEX
potupyromuxcs kypcoB R-EPOCH/R-BAC B koMOuHanmu ¢ uOpyTHHHOOM™** ¢ mociemyromniei
BBICOKO/IO3HOW KoHconupanued mo mnporpamme CEAM wumu #/lapatymymad**+CEAM ¢
noanepxkkoit ayto-TT'CK. DddekTuBHOCTh U 6€301aCHOCTh JAHHOTO JIe4eOHOTo Mmoaxoa Obuia
MPOJIEMOHCTPUPOBaHA B pe3yiibTare peannzoBanHoro B ®I'bY «HMMUL] remaronorun» M3 PO
NpOTOKOJIa KIMHUYeckor ampoOaruu «lloBbimenue 3¢(eKTHBHOCTH MHIYKIIMOHHON Tepamuu
Ui manueHToB ¢ MakporioOynuHemueil BambpaeHcTpema — TNpHUMEHEHHE WHIHOUTOpA
TUPO3WHKMHA3bl bpyToHa B KOMOMHAIMKM € WMMYHOXMUMHOTepamuei». IIpoananu3upoBaHbl
pe3ynbratel Tepanuu 30 manuenToB. O0muii oTBeT Ha Tepanuio coctaBmi 100%, odeHb Xoporire
gacTUuHble OTBETHI — 71%, monHblii oTBeT — 32%. KymynsaTuBHas dacTtoTa IOCTHIKEHUS
MIOJTHOTO OTBETA OKa3ayiach OOJIbIIE Y MAUEHTOB, MOTYYaBIINX KOHCOMUIUPYIIUi pexumM Dara-
CEAM, uyem y manueHToB, nosyudaBimx nporpammy CEAM 6e3 #maparymymaba™*, — 59% u
18% COOTBETCTBEHHO, Pa3INYMs OKa3aJUCh CTATUCTUYECKH HE 3HAUUMBIMU B CUITYy HEOOJIBIIOTO
YHcia MalueHToB B MOArpyMIe ¢ #xaparymymadbom™** (p = 0,11), oqHako npoaeMOHCTpHUpPOBaHA
TeHAeHIus Oonbiiel 3((HEKTUBHOCTH BBICOKOJ03HOW XuMmuoTepanuu B coudertanun ¢ CD38
(xnactepsl nudpepeHupoBKu 38) UHrnOUTOpoM. OCOOEHHOCTHIO METO/A SIBJISIETCS YePeIOBaHNE
nporpamMm R-EPOCH u R-BAC. Ilpuem nbpyruauba** mo 420 mr B cytku — ¢ 1 o 14 num
kaxgoro kypca. Ilocie uerBeproro kypca (Bropoir mo mporpamMme R-BAC) npowusBoautcs

moOmmm3anust u coop ayto-CKK. Ilpu ymaBmemcs coope ayto-CKK marmmenty mpoBoauTcs



BbICOKO/103Hast Tepanus 1o nporpaMmme CEAM nubo #/lapatymyma6** + CEAM ¢ noanepx kot
ayto-TT'CK. Ilpu BbIOOpe pekuMa KOHCOJUAMPYIOUICH Teparnuud M MPUHATHU PEIICHUs O
nobaBieHNH K Hel #mapatymymaba** cienyeT pyKOBOACTBOBATHCSA pe3ysIbTaTaMH MPOTOYHOM
uToryopumerpun. [Ipy HaIM4uy B KOCTHOM MO3Te MOMYJISALUN a0epPaHTHBIX TIa3MaTHUYECKUX
KIIETOK, dKcnpeccupyrommx CD38, ucnonp3oBanrne KOMOMHUPOBAHHOM cxembl #/lapaTymymad™**
+ CEAM npeanoututenbHo. [43, 44]

Jis manumeHToB ctapiie 65 JIeT U3 IPyNNbl BBICOKOTO M MPOMEXKYTOYHOTO pPHUCKa IO
IPSSWM\Revised IPSSWM BO3MOXXHO HWCHOJB30BAHWE KOMOMHHMPOBAHHOW MPOTPAMMBL,
coniepkamieit #purykcumad**, #ooprezomud™*, #06ennamyctun** u #nekcamerazon** — cxema
RBBd [44, 46]. IIporokon Tepanuu RBBd co3nan myTem 00beMHEHUS ABYX PEKOMEHI0BAaHHBIX
CTaHJApPTHBIX POTPaMM Tepanuu — #putykcumad** + #0engamyctun** (RB) u #purykcumad™**
+ #6opresomub** + #nexcamerazon** (RBd). Ha ocHoBanuu ombita, momydennoro B ®I'bY
«HMMUL] remaronorun» M3 P®, MmoxHO ToBopuTh 00 3¢hekTuBHOCTH 3TOI mporpammsl. [lpu
aHanmu3e pe3ynpTatoB Tepanuu 20 nanueHToB — ooumii orBeT (O0) — 100%, yacTH4HBIH OTBET
(UO) 6b1 momyudeH y 57% manueHToB, TITyOOKUX OTBETOB, OOBEIMHUBIIUX OYEHb XOPOIIMN
gactuuHblid 0TBeT (OXYO) u nonusiii orBet (I10) 66110 43%. BepKHBaeMocTh 0€3 mporpeccu B
teuenue 36 mecsaueB — 100%. [1pu cpaBHeHun ¢ HanbosIee pacpoCTPaHEHHBIMH CTaHAAPTHBIMH
nporpamMMmamu, Takumu kak RB 1 RBd 6bu10 mokazano npenmyiectBo nporpammsl RBBd. [44,
46].

[lpy HaMMUMM TUCTOJIOTMYECKMX NPU3HAKOB KPYHMHOKJIETOYHOW TpaHchopManuu
BO3MOKHO Hcrnosib3oBanue nporpammbl R-EPOCH/R-BAC B koMOuHanuu ¢ uOpyTHHHOOM™* 1
uaruouropom BCL2 #Benerokmakcom** - ATX LO1XX IlIpoune mNpOTHBOOITyXOJIEBbIC
IIpenapaTsl, ¢ OCIEIyI0IIEH BBICOKOA03HOM KoHconuaanuen ¢ noaaepxkoit ayro-CKK. B ®I'BY
«HMMUII remaronorun» M3 P® npoananu3upoBaHbl pe3yibTaTbl TEPAUM TPEX NALUEHTOB C
nokazanHoi Tpancpopmarnueir MB B JIBKKIJI, y BceX AOCTHTHYT MOJHBIM OTBET, IpU MeIUaHEe
HaOmoneHust 12 MecseB mocjie OKOHYAHUS Tepaluy NMPHU3HAKOB Mporpeccuu He Obuto. Cwm.
npuinoxenue A3, ctp. 52 [43, 46]

Jleuenune nepudepnyeckoil HeliponaTun

[Tepugepuyeckas nonuHeponatus npu MB BcTpeuaercs ¢ wactoroit ot 10 1o 20%. Ipu
CIIO)KHOCTM MEXaHH3MOB pa3BUTHUS TOJIMHEHPONATHHM B KAayecTBE OCHOBHOTO 0OCYyKIaeTcs
UMMYHHast aKTUBHOCTb MOHOKJIOHAJIBHOTO IgM, HalpaBJICHHAs IIPOTUB
MUEIMHACCOLMUPOBAaHHOrO TaukonporenHa (MAG) M [Opyrux aHTUIE€HOB HEPBHOM TKaHH.
[TosTomy nepudepuyeckas noauHerponarus npu MB paccmarpuBaercst B O0JIBIIMHCTBE CITy4acB

kak IgM-acconunpoBaHHasl.



Jns nedenus IgM-acconmnupoBaHHON mnepudepruuecKoil MOTMHEHPONATUU BBIMTOIHSAIOT

nporenypsl mia3magdepesa.

o Pexomenayercss mpu TsOKENOW TepUPEpPUUECKON IMOJMHEHpPONAaTHH MPUMEHSThH
komOuHau CP-R u RCD nnst Gosee BBIPaXKEHHOTO CHIKEHHUS MapamnpoTerHa (CM.
npuinoxenue A3). [8, 11].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB 5).

BeneHue mamueHToB C CHHAPOMOM THIICPBA3ZKOCTH

e Pexomenayercs y mnanueHToB MB 1mpu Hanuuuu CUHApPOMA T'MIIEPBSA3KOCTH,
KPHOTTIOOYJTMHEMUH JIEYCHHE HAYMHATh Tepamnuio ¢ Iuiasmadepesa Uit OBICTPOTO
CHIDKEHHSI YPOBHSI MOHOKJIOHAJIBHOTO Oeiika [5, 48].

Yposens yoenurenbHocTH pekoMeHnaanuil C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeNbCTB 4).

KomMmeHnTapum: o6u1uno svinonusaiom 2-3 npoyedypul niasmagepesa ons cHudxcenus yposHsa IgM
Ha 30-60%. Ilocne ceancos niasmagepesza 6 Onudcaviuiee 8pemMs HAYUHAIOM Chneyuguieckoe
JledeHue, mak Kaxk 6 meuenue 4-5 Hedelb yPoO6eHb NAPANPOMEUHA MOJICEN 6036PAMUMbCA K

UCXOOHOMY YPOBHIO.

e [lammentam c BrepBble BepupuUIPoBaHHOM MB pekoMeHAyIOTCs MpOorpamMMBbl,
BKIItoUaromue #purykcumad**. [4, 11, 32, 35, 36]
YpoBenb  yOeaurtelbHOCTH pekoMeHaauuid B (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJNbCTB 2).

e [lamentam c BrepBble BepupuupoBaHHO MB ¢ CHHAPOMOM THIEPBA3KOCTH
pexkomMeHayoTces #0oprezomMud**-conepxammue Kypesl [4, 5, 38, 47].

YpoBenb  yOemutenbHocTH  pexkoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeNbCTB 4).

KommenTapum: npu cunopome eunepgsaskocmu 6 Kauecmee HNpOSPaAMMbl 8blOOpa

npumensiomes  #oopmezomub**-cooepocawuii - pesxxcum  RBD  (Hpumyxcuma6**,

#oopmesomub**, #oexcamemazon**). cm. [lpunoscenue A3

e [lamentam c BrepBble BepupuIMpoBaHHOM MB ¢ CHHIPOMOM THIIEPBI3KOCTH,
OOJBIIMMH pa3MepaMu JI'y WU CeNe3eHKH, KPUOTI00YyIMHEMHUEH, Kora Heooxouma

ObICTpast penyKIHs OIyXOJIM PEKOMEHIYIOTCS TMPOrpaMMbl C  BKIIOYECHUEM



#oenmamyctuna**, #imknodochamuga** #ooprezomubda** - (RB, RBD, RCD) [4, 11,
38]. cm. npunoxenue A3
YpoBenb  yOemutenbHocTH  pexkoMengamuii C  (ypoBeHb  10CTOBEPHOCTH
pokazareabcTB S). Jna cxembl Tepanuum RBD ypoBens yOenuTeabHOCTH

pexoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB 4).

e [lammentam c BmepBele BepuduuupoBaHHOH MB ¢ muTOneHHsMU (OCOOEHHO C
TPOMOOIIMTONICHNEH) pPEKOMEHAyeTCs JIeYeHHEe IO NporpaMMaM IPOTPaMMBI  C
BKJIIOUEHHEM #OeHnamycTuHa™*, #umknodochammuma**, #o6oprezommuba** - (RB,
RBD, RCD) [4, 11, 23, 37, 38]. cm. npunoxenne A3.

YpoBenb  yOenutenbHocTH  pekoMeHgamuii C  (ypoBeHb  10CTOBEPHOCTH

naokaszareabcTB 4), niasi cxembl RB Yposens yOeaurenbHocTH pexomenpanmii C

(YPOBEHB IOCTOBEPHOCTH 10KA3aTEJIbCTB 5)

e [lammenrtam c BrepBble BepudunupoBanHoii MB ¢ renepanu3oBaHHbIMH (popMamMu
3a00JIeBaHUs PEKOMEHAYETCS coueTaHue #purykcumaba** c aHajmoramMum IypHHOB
(#bnynmapabun**) ¢ #ruknodochamunom™* wnm 6e3 Hero [39].

YpoBenb  yOenutenbHocTH  pexkoMengauuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KA3aTeJabCTB 4).

e [lammentam c¢ BhepBble BepuduipoBanHoi MB ¢ HH3KUM  ypOBHEM
MOHOKJIOHAJIHOTO 0elika, MEUIEHHO IpOrpeccUpyromeil 0oJe3HbIo, a TakkKe C
COITyTCTBYIOILIEH MAaTOJOTHEeN peKoMeHayeTcss #purykcumad** B moHopexume [11,
47]

Yposens  yOegutenbHocTH  pekomengamuii C  (ypoBeHb  /10CTOBEPHOCTH

J0Ka3aTeJabCTB 5).

e [lamuenTam c BepBbie BepupuIMpoBaHHO MB, KOTOpbIM HE MOXKET OBITh Ha3HAUYEHA
XHUMHUOTEpAIus, peKOMeHyeTcst HOpyTHHHO**B MoHOpexkume [4, 41].
YpoBenb  yOemutenbHocTH  pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJabCTB 4).

e He pekoMeHayeTcs HA4allo Tepalmuu MOJIOABIX NManueHToB ¢ MB ¢ mpenaparos -
aHaJIoroB MypuHOB #(pmynapadbun™* xmopamOyunnom™** [47].
YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

JA0Ka3aTeJabCTB 5).



Kommenmapuu: oannvle npenapamol He ciedyem UCNONb306AMb 8 Kauecmee mepanuu
nepeoll IUHUY, MAK KaKk 3mo modxcem nomewams adexeamuomy coopy I'CK & cuyuae
NPUHAMUS peueHus: 0 npogedeHuU 8bicoko0o3notl xumuomepanuu ¢ TI'CK npu peyuouege

3abonesanus 6 cpynne MONOObIX comamudeCcKu-COXpaHrnvlx nayuermoe.

e [lanmentam ¢ MB Monoxke 65 neT u3 rpynibl BHICOKOTO U IPOMEKYTOUYHOTO PUCKa O
IPSSWM\Revised IPSSWM, npu HeoOXOAMMOCTH HHTEHCU(PHUKAIIUN JICUSHUS, MOKET
OBITh PEKOMEHI0BaH KOMOMHUPOBAHHBIN PEKUM UMMYHOXUMHUOTEPAITUU B COYCTAHUU
¢ ubpyruHHOOM™* - porupyromas cxema R-EPOCH+ubpytunun6**/R-BAC +
uOpyTHHUO** ¢ IocTeayIoNIeil BEHICOKOI03HOM KOHConuaauen mo nporpamme CEAM
win #pnaparymymab** + CEAM c nommepxkoit ayro CKK. [43, 44, 45] cwm.
npuioxxenue A3.

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB 5).

Kommenmapuu: oannvie 06 3¢hghekmusHocmu 3moco nooxooa noka 02panuietsvl, 00HAKO

8bICOKAA IPPeKmuUeHOCmb NPOSPAMMbL U OMCYMCMEUe CMaHoapma mepanuu Mojaioo0blx

nayueHmos ¢ ¢haxmopamu Hebaa2onpuUsmHO20 NPOSHO3A, NO360AI0M PEKOMEHO08AaMb

2mom mMemoo.

e [lanmentam ¢ MB crapiie 65 neT U3 rpynmsl BBICOKOIO ¥ IPOMEKYTOYHOIO PUCKa 110
IPSSWM\Revised IPSSWM  BO3MOXHO  HCIIOJIB30BaHHE KOMOWHUPOBAHHOMN
IpOTrpaMMBbl, cojepKaiei #purykcumad**, #O6oprezomuO**, #OenmamycTuH** u
#nekcamerazon™* (cxema RBBd) cm. mpunoxxenue A3 [44, 46]

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJabCTB 5).

Kommenmapuu: oOanuvie 0 OAHHOM NOOX00e OCPAHUYEHbl, OOHAKO  BbICOKAS

aghpexmusHocmo,  NPOOEMOHCMPUPOBAHHA HA  HEOONbLWIOL  2pynne  NayueHmos,

noszeoJjisiem peKOMeHOOGCZmb 2MOM Memoo.

e [lanuentam ¢ MB moinoxe 65 et U3 rpynnbl BBICOKOTO U MPOMEKYTOYHOTO PUCKA C
THCTOJIOTUYECKUMHU TPU3HAKAMHU KPYMHOKJIETOUYHOW TpaHC(HOpPMAIMA MOXKET OBITh
PEKOMEHZI0BaH KOMOMHUPOBAHHBIN PEXUM HUMMYHOXHUMHOTEpAMA — POTHUPYIOIIAs
cxeMa R-EPOCH+ubpytunn6**+ #peneroknmakc**/R-BAC + wubpytuHuo** +
#BeHeTOKJIaKC™* ¢ mocienyromeil BHICOKOA03HOM KOHCOJHMIAIMEH M0 Mporpamme
CEAM unu #naparymymad** + CEAM c nogaepxkkoit ayro CKK cM. npunoxenue
A3.[43, 44, 47]



YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJabCTB 5).

Kommenmapuu: oanmnvie 06 3¢hghekmusHocmu 3moco nooxooa noka 02panuiensvl, 00OHAKO
8bICOKASL IPPEKMUBHOCb NPOSPAMMbL U OMCYMCMEUe CMAHOAPMa mepanuu MoI00bIX
NAYUEeHMo8 ¢ NPUSHAKAMU 2UCMOLOSUYECKOU KPYNHOKIEMOYHOU mpanchopmayuu,
NO38OJSIIOM UCNOB308AMb IMON MEMOO.

3.3 lHogaep:kuBaUIas Tepanus

e Pexomenayercs #purykcumad ** mo 375 mr/m? Kaxable 3 Mecsla B TEUEHHE 2 JIET
[49].

YpoBenb  yOenutenbHocTH  pekoMeHgamuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeJabCTB 3).

KommenTapuu: Bonpoc o nooddepoicusarowerl mepanuu #pumyxcumabom** npu MB
obcysxcoaemes. B omoenvhvix yenmpax naswauarom #Hpumyrkcumao** nayuenmam MB nocne
YCREwHO20 Ieuenus: N0 NPOSPAMMAX C 6KIIOHeHueM 3mo2o npenapama no 375 me/m’ kasxcovle 3
mecaya 6 meyvenue 2 jgem. B oO0HOM uccnedoganuu ObLIO NOKA3AHO, YMO HA3HAYEHUe
#pumykcumaba™* ¢ kauecmee noododepaicugaroueli mepanuu yiyuuiaem oowyio d¢hghekmugHocms
nevenusi, BBII u OB. Oo0nako npu OaumenvHOM JeyeHuu Hpumyxcumadbom™** ommeuero
yeenuueHue UHQEKYUOHHbIX OCTONCHEHU, NO CPABHEHUIO C 2PYNNOL NAYUEHMO8, He NOLYYABUIUX
noooepacusaroujeti. mepanuu. [48] Iloodepoicusarowas mepanus Hpumyxcumabom™** moocem
ObIMb PEKOMEHO08AHA NAYUEHMAM, Y KOMOPBIX NOLYYEH NOJHBIU UTU OYeHb XOPOWUL YACTNUYHbLU

omeem Ha UHOYKYUOHHOU Hpumykcumaob **-codepaicaweit mepanuu

3.4 Jleuennue peuuousoe MB

THayuenmoi ¢ peyuousom MB 0ondicHbL ObImMb 06CIE008AHBI 8 MOM Jice 0ObeMe, Ymo U

nepeuvHsble nayueHmal.

Buvibop npoepammer  neuenus peyuousos MB  3aeucum om  3ppexmusnocmu
npeouiecmsyroujeli. mepanuu, OIUMENbHOCMU PEMUCCUU, COCMOAHUSA U 803PACMA NAyueHmad,
conymcmsyrowel namoniocuu U OCI0HCHEHUU, CONPOBONCOABUIUX NEPBOHAYANLHYIO MePanuio.
Ilpu  no30HUX peyuousax, passuBUIUXCA 4Yepe3 200 U 0Oolee Nocie  OOCMUNCEHUS.
NPOMUBOONYX0NE8020 OMBEMA, BO3MONCHO UCNOIb308AHUE NPUMEHABUUXCA paHee Memooo8
neyenus. J[ns nevenus pannux peyuousos MB (npu orumenvnocmu pemuccuu meree 1 2ooa), a
makodce npu pegppakmeprHom meyeHuu 0O0ae3HU cledyem UCHOIb308AMb  ANbIMEPHAMUBHYIO
npocpammy. Smu npocpammsl 00IHCHbL BKIIOUAMb eKaAPCMEEHHble NPEenapamul Opyeux epynm,

mozcym ObIMb UCNONIL306AHBI KAK 6 MOHOpesscume, maxk u 6 suoe KOM6MHCZI4MM npenapamoe.



e [lanmentam c¢ penuauBamu MB peKOMEHAYIOTCS NPOrpaMMbl C  BKIIIOYEHHEM
#oopreszomuba** - cxema RBD cm. mpunoxenne A3 [4, 11].
YpoBenb  yOenutenbHocTH  pexkoMeHgamuii C  (ypoBeHb  10CTOBEPHOCTH
J0Ka3aTeJNbCTB 5).
KommeHTapum: ucnonv3osanue npocpamm ¢ ekuouenuem #oopmesomuba™* npu
peyuouseax MB nozeonsem noayuums npomusoonyxonesvii s¢hgpexm y 60% nayuenmos, npu

coyemanuu ¢ #oexcamemaszoHom** unu #pumyxcumabom™** ¢ 60-70% cayuaes.

e [lanmentam c¢ peauauBamMu MB  pekoMeHAyIOTCS NpOrpaMMbl Ha  OCHOBE
#oenmamyctuna** cm. mpunoxenne A3 [37].
YpoBenb  yOemutenbHocTH — pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH
J0Ka3aTeNbCTB 4).
KommeHnTapuu: wuaubonee sppexmusen npu peyuousax u pegppaxmepror MB
#oenoamycmun** ¢ couemanuu ¢ #pumyrxcumabom**. Kax Ovino noxazamo 6 ucciedosanuu Il
¢hasvi, npomusoonyxonesviii ¢hgexm nonyuer y 83,3% nayuenmos, meduarna BBII cocmasuna

13,2 mec.

e [Jlanmentam crapme 18 ner ¢ peuuauBamu MB pekoMeHayeTcs MOHOTeEpanus
ubpytunnOom™* [4, 41].

YpoBenb  yOemutenbHocTH  pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeNbCTB 4).

KommenTapuu: g 2015 2. onybauxosanvl pezyiomamsi ucciedosanuu Il ¢pazvl no oyenxe
agpgpexmuenocmu ubpymunuba** y nayuenmos, nOAYHUUBWIUX He MeHee O00H020 BaApUAHMA
neyenus. HMopymunu6** nasnauanu no 420 me 6 Oenv. Obwas s3¢ppexmusnocms neyeHus
cocmasuna 90,5%, 6onvwoi omeem nonyuen y 73% nayuenmos. Ilokasamenu 2-x nemneti BHII u

OB cocmasunu 69,1 u 95,2% coomeemcmeenno.

e [lammenrtam c¢ peunauBamu MB pekomennyrorcs nporpammsl FR (#dmynapabun™*,
#purykcumad**) mnm FCR (#dbnynapabun™**, #ruknodochamun**, #putykcumad**)
[11, 39]. cm. mpunioxxenue A3.
YpoBenb  yOemutenbHocTH  pexkoMengauuii C  (ypoBeHb  10CTOBEPHOCTH
J0Ka3aTeNbCTB 4).
KomMmeHTapum: Oawunble cxembl mepanuu 3apekOMeHO08anu ceDs KAk 6blCOKO
agppexmusnvie npocpammul. Pezynomamuor uccredosanus nevenus no cxeme FR, ucnonvsyemot
KaK y nayueHmos c enepevie ouaznocmuposanHou MB, mak u panee nomyyasuiux mepanuro,

nokazanu oowyrw sgppexmusnocmo nevenus y 95% nayuenmos. B 86% cnyuaes nonyuenwt I1P u



YP. Ilpu onumenvrocmu nabawoenuss 40,1 mec. meouana B/l cocmasuna 51,2 mec., meduana
OB He docmuenyma. Yuumvléasi uacmomy pazeumus u OIUMETbHOCHb YUMONEHUl, a8mopbl
uccie0o8anus NPedIaaom UCnoIb308ams 4-0HesHoe sedenue Hayoapabuna™* u oepanuuumse

YUCTIO KYPCOB 00 4.

e [lammentam ¢ peumauBamu MB pexomenayrorcs nporpammsl IB (nOpyTuHHO™*,
#putykcumab**) cMm. mpunoxxenue A3. [4, 42].
YpoBenb  yOenutenbHocTH  pekoMeHgauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeNbCTB 4).

e [lanmentam ¢ peumguBamu MB  pekoMeHIyeTCs pacCMOTPEHHE  BapHaHTA
ocyliecTBiIeHUs BeIcokoao3HoM xuMmuotepanuu (BJIXT) ¢ nocnenyromeit ayro TT'CK
[11,43].

YpoBenb  yOemutenbHocTH  pexkoMengauuii C  (ypoBeHb  10CTOBEPHOCTH

J0Ka3aTeNbCTB 4).

KommeHTapum: 6 wuacmoswee 6pems NpoBOOAMCA UCCIE008AHUS NO  OYEHKe
agpgpexmuenocmu  8vicok00o3nou xumuomepanuu ¢ aymoTlI CK npu MB. Obcyxrcoaemcs
YenecooopasHoCmsb  UCNONb308AHUSL IMO20 Memood JNedeHUusi y MOJN0ObIX NAYUEHMO8 C
MHOHCECNBEHHBIMU PEYUOUBAMU UU NeP8UUHO pedpakmepHoll bonesnvto. B/IXT npu peyuousax
Y MON0ObIX nayuenmos MB modcem 6bimsb UCNOIL306AHA 8 OMOENbHBIX CLYUAAX NO CO2NACOBAHUIO

C mpancnianmayuOHHbIM YEHMPOM.

4. MeguuuHCKAas peadUIUTANUS U CAHATOPHO-KYPOPTHOE JieuYeHne,
MeJIMIUHCKNE MOKA3AHUSA U MPOTHUBONOKA3AHNS K IPUMEHEHNI0O METO/10B
MeINIUHCKON peadWIuTalu, B TOM YHUCJIe OCHOBAHHBIX HA MUCNOJIb30BAHNH
NPUPOIHBIX Jie4eOHBbIX (PAKTOPOB

Cneyuanvnvix memooog peadbunumayuu npu MB ne cywecmeyem. Peabunumayus npu
BO3HUKHOBEHUU OCJIOJNCHEHUll 6 meueHue 3a001e6aHuss U JeyeHus HNpo8oOUMC 8 pPAMKAX
coomeemcmaylowux Hozono2uu. Pexomendoyemces eecmu 300poswiil 00paz dHcusHu, UCKIIOYUUMD

U30BIMOYHYIO UHCONAYUIO U MENN08ble PUUONPOYEOYDbl.

5. HpO(l)l/IJIaKTI/IKa H THCHIAHCCPHOC HaﬁJIIOI[eHI/Ie, MEANIHNHCKHUC IIOKA3aHUA U
NMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METO10B l'[pO(l)I/IJIaKTI/IKI/I

Memooos npogunakmuku MB 6 nacmosiwee 6pems He cCyujecmeyem, HOCKOIbKY

Heusgecmen dmuono2uyeckull gakmop(vl), eedywue Kk passumuio 3a6oneeanus. JJucnancepHoe



HabooeHue 8paAYOM-2€MAMOI020M UTU 8pAYOM-OHKONI02OM OCYUleCmeAiemcs 6 nepuoa Jle4YeHUsl

U nocjie OKOH4Yarnust mepanuu MaKp02fl06leuH€Muu BaﬂbdeHcmpeMa.

B npoyecce nabniodenus onpedenenue coomHoulenus 0OeIKo8vix Gpaxyuii mMemooom
97IeKMpodopesa 8 Kposu u 6 Moye U UCCIe008aHUe MOHOKIOHATLHOCIMU UMMYHOI00YIUHO8 8
KPOBU U 8 MOYE MEMOOOM UMMYHODUKCAYUU 0I5 BbIAGNEHUSL MOHOKIOHATIbHO20 UMMYHO2I00YIUHA
HeobX00umMo 8bINOIHAMb Kadcovle 3 mecaya. Llumonozuueckoe ucciedosanue mMaska KOCMHO2O0
MO32a (MUENOSPAMMA), NAMON020-AHATMOMUYECKOE UCCe08aAHUe OUONCULIHO20 (ONepayUOHHO20)
Mamepuana KOCMHO20 M032a C NPUMEHEHUEM UMMYHOSUCIOXUMUYLECKUX MemOo008, bINOTHAEN
moavko 01 noomeepoicoenus IIP, a maxowce npu peyuouge/npoepeccuu. Penmeenoepaghuro
KOocmell cKelema Ul KOMNLIOMEPHYIO MOMOSpaguio Kocmell cKelema GblNOJHAeMcs No
KIUHUYecKum nokazanusim. Komnwvromepuyio momoepaguio opeanoé Oprowmol noiocmu uiu
VILMPA38YKOBOE UCCIEO08AHUL OP2AHO8 OPIOWHOU NOIOCMU (KOMIIEKCHOE), VIbMPA38yKo8oe
uccne0o8aHue 6cex epynn nepu@eputecKkux, BHympubprOuWHsIX U 3a0PIOWUHHBIX TUMMAMu4ecKux
V37108, OpeaHO8 OPIOWHOU NOIOCMU  (KOMIIEKCHOe) U  3A0PIOWUHHO20 NPOCMPAHCMEA,
onpeoenenue pasmMepos NeueHu, CeNe3eHKU U BHYMPUOPIOWHBIX JTUMPAMULECKUX V3108
BLINOTIHAIOMCSL NPU UCXOOHOM VEEIUYEHUU TUMPOY3NIO08 UL NOPAICEHUU OP2AHO8 - OJisl OYEHKU

3qbqbel<muenocmu JIe4Y€eHUs U NO KNUHUYECKUM NOKA3AHUAM.

6. Opranuszanusi OKa3aHusi MeJUIUHCKON MOMOIIH

MenuuuHckas IoMOILb, 3a UCKIIFOYEHUEM MEIULIMHCKOM ITIOMOIIY B PAMKaX KIMHUYECKON
anpoOanuu, B cootBeTcTBHUM ¢ DexepanbHbiM 3ak0oHOM OT 21.11.2011 Ne 323-®3 (pex. ot
08.08.2024) «O0 ocHOBax OXpaHbl 37I0pOBbs TpakaaH B Poccuiickoit @enepannm» opranuzyercs
1 OKa3bIBACTCS:

1) B COOTBETCTBHH C MOJIO)KEHHUEM 00 OpraHU3alMy OKa3aHUs MEIUIIMHCKON MOMOIIH O
BUJAM  MEIULMHCKOM TIOMOIIM, KOTOpPO€ YTBEP)KIAETCS  YIOJHOMOYEHHBIM
(benepanbHBIM OPraHOM HCTIOJIHUTENFHON BIIACTH;

2) B COOTBETCTBUHM C MOPSAKOM OKa3aHUS MOMOIIM IO MPOPHUII0 «TeMaTOJIOTH»,
00s3aTeNbHBIM ISl MCHOJHEHUsT Ha Tepputopun Poccuiickoit Denepanun BceMU
MEIULMHCKUMH OpraHu3alusMu;

3) Ha OCHOBE HACTOAILIUX KIMHUYECKUX PEKOMEHIALIHI;

4) c yderoM CTaHAApTOB MEAMIMHCKOW MOMOINHM, YTBEP)KIAEHHBIX YIOJIHOMOYEHHBIM
(benepanbHBIM OPraHOM HCTIOJIHUTEIBHOMN BIIACTH.

IlepBuuHas cnenMaau3upOBaHHAs MEAMKO-CAaHUTApHAs MOMOILb OKa3bIBAETCA BPAUYOM-

reMaTojJoroM W HMHBIMH  BpauyaMU-CIICHUAIUCTAMH B IEHTpe  aMOyJaTOpHOM

reMaTOoJIOTHUECKOM/OHKOIOTHUECKOM ITOMOLIA 00 B MIEPBUYHOM



reMaToJOrMUYECKOM/OHKOJIOTHYECKOM KaOWHEeTe, MEepPBHYHOM TI'eMaTOJIOTHYECKOM OTICIICHUH,
MIOJIMKJIMHUYECKOM OT/JEJICHUN OHKOJIOTMYECKOT0 AUCIIaHCEPA.

IIpu BeIABICHUM y manueHTa MB wiM 1moAo3peHHH Ha HEro BpadM-TEpaleBThl, BpPadu-
TEpareBThl YYacTKOBBIC, Bpaud OOIIEH MpakTHKH (CeMeiHbIe Bpauu), BpauU-CIICIIUAUCTEHI,
CpeAHHE MEAWIUHCKHE pAaOOTHUKM B YCTAHOBJIIEHHOM IMOpSAKE HAIMpPABIAIOT NalMEeHTa Ha
KOHCYJIBTAIIMIO B LIEHTP aMOyJaTOPHOH reMaToJIorn4ecKOi/OHKOJIOTHYECKON MoMonM 0o B
NEPBUYHBI  TeMaTOJIOTHYEeCKHi  KaOWMHEeT, NEepBUYHOE TIeMaTOJIOIMYecKoe  OTIeNICHHE
MEIULMHCKOW OpraHu3aluu Il OKa3aHUs €My IIEpBUYHOM CIELUAIU3UPOBAHHOM MEIHUKO-
CaHUTAapPHOU ITOMOIIU.

Bpau-rematonor amOynaTopHOTO MJIM CTAllMOHAPHOTO 3B€HA FeMaTOJIOTHUECKOM MOMOIIN
OpPraHu3yeT BBIMNOJHEHHE AMArHOCTHUYECKUX HCCIEIOBaHMNA, HEOOXOOUMBIX JIsi YCTaHOBJICHUS
JMarHo3a, BKJII0Yasi pacpOCTPAHEHHOCTh M CTaIUIO 3a00JIeBaHUSI.

B ciyyae HEBO3MOXHOCTM MpOBEACHUS [IUArHOCTHMYECKUX MCCIICIOBAHUN IALlUEHT
HaIlpaBJsETCs JIeYaluM BPauoM B MEIULMHCKYIO0 OPraHU3alHI0, OKa3bIBAIOLIYH) MEIUIIMHCKYIO
MIOMOIIlb TAIlMEHTaM C TeMaTOJOIMYECKMMH 3a00JeBaHMAMHU JJS YCTAaHOBJICHUS JUArHo3a H
OKa3aHMs CIEUAIN3UPOBAHHOM, B TOM YUCIIE BBICOKOTEXHOJIOITMYHOM, MEAUIIUHCKON ITOMOLLH.

IIpu BeIABIeHMM MB win nogo3peHuy Ha HETO B XOJ€ OKa3aHUs CKOPOM MEIUIIMHCKOMN
IIOMOILM TalUEHTa MEePEBOAAT WU HAINPABISIOT B MEAMIIMHCKAE OpPraHU3alluM, OKa3bIBAIOLIKE
MEIULIMHCKYIO TIOMOIIb MAIlMeHTaM C eMaTOJOTHYECKUMHU 3a00JeBaHUAMU, Ui ONpEACTICHHS
TAKTUKA BEACHUS UM HEOOXOJUMOCTH TPUMEHEHUS JIOTOJHUTENIBHO JPYTUX METOJIOB
CIELUATU3UPOBAHHOIO IIPOTUBOOIIYXOJIEBOT'O JICUCHHUS.

Cneunanu3upoBaHHas, B TOM YHUCIIE BBICOKOTEXHOJIOIMYHAs, MEAMIMHCKAs MOMOILb
OKa3bIBACTCS BpayaMU-TEMATOJIOTaMH B  MEIMLMHCKUX  OpPraHU3alMsaX, OKa3bIBAIOIIMUX
MEIULMHCKYIO0 TOMOIIb MalueHTaM ¢ MB, UMEIomux JIUIeH31I0, HeOOXOAUMYI0 MaTepUatbHO-
TEXHUYECKYI0 0a3y, cepTU(UIIMPOBAHHBIX CIICIIUATHNCTOB, B CTAIIMOHAPHBIX YCIOBUAX U YCIOBUSIX
JTHEBHOTO CTALMOHApa M BKIIIOYAET NMPO(UIAKTUKY, AUATHOCTHUKY, JICUCHUE T'e€MaTOJIOTHUYECKUX
3a00JeBaHnl, TPEOYIOIMX HCIIOJIB30BAaHMs CHEIMAIbHBIX METOJOB U CIOXKHBIX YHHKAJIBHBIX
MEIULIUHCKUX TEXHOJOTHMA, a TAaKXKe MEAULIUHCKYIO peaOuIUTaIHIO.

B MenuumHCKON Opranu3anuu, OKa3blBAKOLIEH MEAUIMHCKYIO IIOMOILb nanueHram ¢ MB,
TAaKTUKa MEIULMHCKOTO 00CIeIOBaHUS U JICUCHHs YCTaHABIMBACTCS BpauaMHU-T€MaTOJIOTaMH C
NPUBJICUCHUEM NPU HEOOXOTUMOCTH JPYTUX Bpaueil-CIEIHaINCcTOB, MPU HEOOXOIUMOCTH — C
IPOBEICHUEM KOHCHWIMyMa. PemieHue KoHCwinyma Bpauedl odopMisieTcss HpOTOKOJIOM,
MOANMCBIBACTCS YYaCTHUKAMU KOHCUIMYMAa Bpadell U BHOCUTCS B MEIULIMHCKYIO JOKYMEHTALUIO

ImanucHTa.



IToxa3aHus K rOCIUTAIM3ALUU B KPYTJIOCYTOYHBIN W THEBHOW CTALIMOHAP MEIULIMHCKOMN

opraHusalnuu, OKaSBIBaIOH_[eﬁ CliCcUaJIM3UPOBAHHYO, B TOM YHCJIC BbBICOKOTCXHOJIOTMYHYIO,

MEIMLMHCKYI0O  TOMOIIb 1O  TPOPHII0  «TeMaToJIOTUS»,  ONPEACISIOTCS  BpavuoM-

reMaToJIOrOM/KOHCHIIMYMOM Bpaueil C IMpHUBJICYEHUEM IPH HEOOXOAMMOCTH APYTUX Bpaueii-

CIICIHUaJIMCTOB.

[Moka3aHus K IKCTPEHHON IrOCIUTAIU3ALMHU:

1.

PazButue Tspkenoil wuHpekuuu (BO3MOXKHA TOCHHUTAIM3AlMsg B TeparneBTUUYECKUN

CTaIOHAap).

. PazButne yrpoxaroommx >XHU3HM IUTONCHUH (TIyOOKONW aHEeMHM, TeMOpparudeckoro

CHUH/IpOMa, HEUTPOIICHUH).

. PasButue ocnoxxaennit MB, yrpoxaromux »KU3HU.

. Pa3Butne ocmoxxHeHui TCparuru, BKJIOYad CHHIAPOM JIM3HUCA OIIYyXOJH, TAXKCIbIC

UH(Y3UOHHBIE PEAKIUH, MHUEITOTOKCHUECKUN arpaHyJoOIHUTO3 C JUXOPAAKOW U JIpyrue

OCJIOXKHCHUS, YTPOKAIOIIUC )KU3HU.

IToxa3anug K IJIAHOBOM rOCIUTAJIM3ALNHA:

1.

[TpoBenenue Tepanmuu B ciay4asx, TpPeOYIOIIMX KPYIJIOCYTOYHOTO HaOMIONEHHUs 3a
NAlMeHTOM TI0 TPUYMHE TSHKECTH COCTOSHUS, OOYCIOBICHHOTO OIYXOJbIO, WIH IO
IIPUYMHE PUCKA OCIIOKHEHUM, CBSI3aHHBIX C IPOTPaMMOM JICUEHHUSI WU COILYy TCTBYIOILIMMU

3a00JICBAHUSMHU.

. OGCHGI[OBaHI/Ie manueHTa, BKIIIOYAKOIICC OHOIICHI0O M HHBA3UBHBIE BMCHIATCIbLCTBA, B

CITydJasiX, KOTJIa OHO HE MOXKET OBITh IPOBEACHO aMOyIaTOPHO.

IMoxa3aHus K BbINMCKe NAIMEHTA U3 MEeANLIMHCKOI OpraHn3anum:

3aBepieHue Kypca JICUSHUSI WIM OJHOTO M3 ATAIlOB OKAa3aHUsS CIEIHATU3UPOBAHHOI, B
TOM  YHCJIE€  BBICOKOTEXHOJOTHYHOW, MEIMIMHCKOM  TOMOILIM, B  YCIOBHAX
KPYIJIOCYTOYHOTO WJIM JAHEBHOTO CTAallMOHApa MPU YCIOBUH OTCYTCTBHUSL OCIIOKHEHHM
JieueHus, TpeOyIOINX MeTMKaMEHTO3HOW KOPPEKLIUHU U/UIIA MEUIIMHCKUX BMEIIATEIILCTB
B CTAllMOHAPHBIX YCIOBHUSX.

OTka3 manuMeHTa WM ero 3aKOHHOTO MPEJCTABUTEINS OT CHEIHAIH3UPOBAHHOH, B TOM
YHCIIe BBICOKOTEXHOJIIOTUYHOM, METUIIMHCKOM TTOMOIIH B YCIIOBHSIX KPYTJIIOCYTOYHOTO WITH
JHEBHOTO CTAaIlOHApa, YCTAHOBJICHHONW KOHCHJIIMYMOM MEIUIIMHCKON OpraHu3aluy,
OKa3bIBAIOUICH OHKOJOTHUECKYIO IIOMOIIb, IMPH YCIOBHH OTCYTCTBHS OCIJIOKHEHHM
OCHOBHOTO 3a00JIeBaHUSl W/WIU JICUCHUsS, TPEOYIOMIHUX MEIUKAMEHTO3HOW KOPPEKIHH
W/WIIM METMIIUTHCKUX BMEIIATEIbCTB B CTAIIMOHAPHBIX YCIOBHSX.

HeoGxonuMocTh mepeBofa NalMeHTa B JPYTyH0 MEIMLIMHCKYIO OpTraHU3alUI0 10

COOTBETCTBYIOIIEMY MPOQPIITIO OKA3aHHSI METUITUTHCKON TOMOIIH.



4. Pemenue BpaueOHON KOMUCCHHM 00 OTCYTCTBHMU MOKa3aHWW K NMPEeOBIBAHUIO MAIEHTA B
CTallMOHApE B CBSA3HM C OECNEepClEeKTUBHOCTBHIO JICUYCHUS U HEOOXOIMMOCTBIO OKa3aHHS
TOJIBKO MaJNTHATUBHOM TOMOIIIH.
3aKIIl0YeHne O LEeNeco00pa3HOCTH TepeBoja MalUEHTa B MPOQMIBHYI0 METUIMHCKYIO

OpPTraHU3aIMI0 COCTABJSIETCS IOCIE TNPEABAPUTEIBHON KOHCYJIBTALMU IO MPEJOCTaBICHHBIM
MEIULIMHCKUM  JTIOKYMEHTaM W/WIM TpeABApUTENBHOIO OCMOTpa MalMeHTa BpayaMH

CIIELIMAIMCTAMH MEAULIMHCKON OpraHu3aliu, B KOTOPYIO INIAHUPYETCS IEPEBOL.

7. JonmosHuTebHAst HHpopManus (B TOM 4Yuciae GaKkTopbl, BJUAOIINE HA

HUCXO0/ 32a00J1eBAHUSI WJIM COCTOSIHHSA)

7.1 ®aKTOpLI NPOrHO3A.

K ocHoBHBIM (hakTOpam HEOIAronpusATHOTO NMPOTHO3a MPU YCTAHOBJIEHUH JuarHo3a MB
OTHOCSTCS: BO3pacT crapuie 65 yer, yposens Hb <11,5 r/mn, yposens tpombormTos <100x10%/1,
-2 MUKpOrI00yIUH CHIBOPOTKU KPOBU >3 MI/JI, KOHLIEHTPAIMsI MOHOKJIOHANbHOTO IgM >70 1/11.
OTH npu3HaKu O00JIE3HU U BO3PACT MAIMEHTOB BKIIOUEHBI B MEXIyHAPOIHYIO IPOTHOCTUYECKYIO
cucreMy - International prognostic scoring system for Waldenstrom’s makroglobulinemia
(IPSSWM). (Ilpunosxenue ['2).

Hcnonp3oBanue 3TOi cUCTEMBI TO3BOJISIET MTPOrHO3UPOBATH MPOJODKUTEIIBHOCTD KU3HH
NAIMeHTOB M OTBET Ha TEpaIMio, HO HE SBIAIOTCSA OIPEICNISIONIMMH MPU BbIOOpE TaKTHKA
neuenus. [lATuieTHsST BBDKMBAEMOCTb MAIMeHTOB MB B 3aBUCHMOCTH OT KOJHMYECTBA

HEeOJIaronpusTHBIX MPU3HAKOB cocTaBisieT oT 87 10 36% [50].

B 2020 rogy mexnyHapoaHast paboyast rpymnmna rno nzydenuto MB npeacraBuia Revised
IPSSWM, cm. npunoxenne I'3. CormacHo Revised IPSSWM mnamuments! pasgensiorcss Ha S
MPOTHOCTUYECKHX TPYIII MO COBOKYITHOCTH 0aJsIOB MPU HAJIMYUU TAaKUX KPUTEPUEB KaK BO3PACT
namueHTa — MeHee 65 jer, 65-75 ner, 6oxnee 75 ner, B — 2 mukpornoOynuH 6onee 4 mr\i, JIAT —
6onee 250 E\n, ansOymun menee 35 r\n. [latwmmeTHsiss oOmias BEDKHBAEMOCTh TAIMEHTOB B

3aBUCUMOCTH OT MPOTHOCTUYECKOM Tpynmbl coctaBuia 36%, 47%; 78%; 86%; 95%. [51]

I[CCSITI/IJIGTHSISI 0611_[2151 BBIDKMBACMOCTHB IMTAlIUCHTOB B 3aBUCHUMOCTH OT HpOFHOCTH‘ICCKOﬁ TpyHaIibL

coctaBmiia 9%; 19%; 37%; 59%; 84%. [51]

7.2 Ouenka 3¢ ¢ eKTUBHOCTH JIeYeHHS.

Onenka »s¢dextuBHOCTH JeueHuss MB  TpoBoAMTCS COTMACHO MEXAyHApOIHBIM

KPUTEPHSIM, TIPEAJIOKEHHBIM Ha 6 MEeKIyHapoIHOM paboyeM coBelanuu o MB, mo nusmeHenuto



YPOBHSI MOHOKJIOHAJIbHOTO IgM B CHIBOPOTKE KPOBU M MOYE, TMHAMUKE Pa3MepoB JTUM(OY3II0B U
nopakeHHbIX opraHoB. [lpu [IP HeoOXOoIMMO BBINOJHEHHE CTEPHAIBHOW NYHKLUUU H

TPETaHOOUOIICHH MOIB3IOIIHON KOCTH.

Ilonnwiii omeem (I10): HopManbHBINA ypoBeHb [gM, 0TCYyTCTBHE MOHOKJIOHAJIBHOTO OelKa
B CHIBOPOTKE KPOBH U MOUE 110 JAHHBIM HIMMYHO(MUKCAIIIH; OTCYTCTBHE HHPHUIBTPALITH KOCTHOTO
MO3ra 1O JaHHBIM THCTOJIOTUYECKOTO HCCICIOBAHUs, OTCYTCTBHE JUM(OAJACHONATUH H
OpraHoMerauu (eciu onpeaensuch ucxoaHo) no ganueiM KT, orcyrcTBrue cumntomo MB. [lnst
noaTBepxaeHuss [P HeoOXoauMoO MOBTOpHOE HCClENOBaHWE M-TpajiieHTa METOJIOM

MMMYHO(]HKCALINH.

Ouenv xopowuii yacmuynviit omeem (OX4Y0): cHuXKEHNE YPOBHS MOHOKJIOHAJIBHOTO
IgM  coBoporkn  kpoBu Ha  90% wm  Oomee M yMEHBUIGHHE  pPa3MeEpOB
UM (OaCHOIATUH/OPraHOMET aJINK (€CITU ONPEEIISUIUCh UCXOIHO), TI0 aHHBIM (PU3UKATBHOTO

obcnenoBanus i KT. OTcyTcTBHE HOBBIX CUMIITOMOB aKTUBHOM MB.

Yacmuunwviii omeem (40): cHUKEHNE YPOBHS MOHOKJIOHAIBHOIO IgM CHIBOPOTKYM KpOBU
Ha 50% wu Ooyee W yMEHbLICHHE pa3MepoB JTUM(OAAECHONATUN/OPTaHOMETATNH  (eCH
OTIPEIENISIINCh UCXO/IHO), 110 TaHHBIM (u3uKanbHoro odcnenoanus wim KT. OTcyTcTBHE HOBBIX

CUMIITOMOB akTHUBHOI MB.

Munumanovnsliit omeéem: CHUXEHUE YPOBHS MOHOKJIOHAIBHOTO IgM CBIBOPOTKHM KPOBH Ha

25% u Gonee, HO MeHee 50% OTcyTcTBHE HOBBIX CUMIITOMOB aKTHUBHOM MB.

Cmaounuzayusa (Cm): cHmxenue meHee 25% win yBenuueHue meHee 25% ypoBHSA
MOHOKJIOHaJIbHOTO IgM  CHIBOPOTKM KpoBHM MeHee 25% 0e3 mNpU3HAKOB HapacTaHHA
TUM(OaCHONATUH/OPraHOMET aJIMM, IUTONCHUN MM KJIMHUYECKH 3HAYMMBIX CHMIITOMOB,

CBsA3aHHBIX ¢ MB.

Ilpozcpeccusa 3abonesanusn (I13): ysenuueHue ypoBHS MOHOKJIOHAIbHOTO [gM chIBOpOTKH
KpoBH Ha 25% u Ooiee MpU MOBTOPHOM HCCIICIOBAHUH WU TMPOTPECCHPOBAHUE KIMHUYECKU
3HAYUMBIX CUMIITOMOB 00ie3HU (HeoOBsicHuMast uxopazaka 38,4 C, HouHasi TOTIUBOCTb, TOTEPS
Beca Tena Ha 10% wu Oomee WM CHHAPOM THIIEPBSI3KOCTH, HEHpOMATHs, CUMITOMATHYECKAs

KpHOTTIOOyTMHEMHUS WIIM aMHJIONI03), CBsI3aHHbIe ¢ MB.

7.3 IlpodnaakTHKA, ATMATHOCTHKA U JieYeHHe TPOMOOTHYECKHUX OCI0KHEHU I




[Ipu remaronornyeckux 3abosieBaHusAX, U ipu MB B yacTHOCTH, Kak IEPBUYHO, TaK U B
npoliecce JICUEeHUs YacTO BO3HUKAIOT TPOMOOTHYECKHE OCIOKHEHUS, TpeOyIoIue Npo(UiIakTUKH
u Tepanuu. Yacrota TpoMOOTHUECKUX HApyLIEHUN IPU OMYyXOJSX CUCTEMBI KPOBU pa3IMYHA,
npoBeaenue xumuorepanuu (XT) yBETMUMBACT YacCTOTy TPOMOOTHYECKHX OCIIOKHEHHM
IIpaKTU4ecKH B 2 pa3a ¢ 2.21% 10 4.24% OTHOCUTEIBHO UCXOJHOTO YPOBHH.

TpomOoTHYECKHE OCIOXKHEHUSI UMEIOT I'e€TepPOrCHHBIC MPOSBICHUS M IOITBEPKAAIOTCS
pPa3NUYHBIME  OOLICTIPUHATHIMU  JIAOOPATOPHBIMU  (KOAryJIOJIOTHYECKUMH,  MOJIEKYJIIPHO-
TeHETHYECKUMH, OMOXMMUYECKHMHU, [IUTOJIOTUIECKUMH ) U HHCTPYMEHTAJIbHBIMH METOJAMH.

Ornenka pucka, npouiaakTuKa, JUArHOCTUKA M Tepanus TPOMOOTHUECKUX OCIOKHEHUN
IIPOBOAMTCS C YUETOM PEKOMEHJAIMM TaHHBIX B PYKOBOJCTBE IO CONPOBOAUTENBHON TEpanuu
IpH JIeYeHnH 3a00seBanuil cucteMbl KpoBH noa penakiueii E.H. ITaposuunukoBoii [53].

7.4 luarnocTuka v jevyeHne HHGEeKINOHHBIX 0CJ0KHEHUH

WNudexnun SBIASIOTCS BEAYIIMMHU OCIOKHEHUSMH TPU JICYEHUHN 3a00JI€BaHUNA CHCTEMBI
KpPOBU. Y MalMEHTOB ¢ JIUM(POMaMHU 4acTOTa MH(PEKIIMOHHBIX OCIOKHEHUI BapbupyeT oT 10 1o
30%, oHa BblLIE B NEPUOA MHAYKIHMH PEMHUCCHUH, NIPU PE3UCTEHTHOM BapHAHTE OINYXOJIH, NpPU
BBICOKOJIO3HOW XMMHUOTEPANUHU, MPH COMYTCTBYIOUICH TI'HIIOraMMarioOyJIHMHEMUH, B TEPHOA
BBIHYKJICHHO! TMIIOIMHAMMU U IIOCTOSTHHOTO IIOCTEJIBHOIO PeXUMa

JlnarHocTHKa U Tepanusi WH(EKIMOHHBIX OCJIOKHEHHUH MPOBOAUTCS C YUYETOM DPEKOMEHJIAIHA
TAHHBIX B PYKOBOJCTBE IO COMPOBOJUTEIHHON TEparuu IMpH JICYCHUH 3a00JIEBaHUI CHUCTEMBI
kpoBH noj penakuueii E.H. ITapoBuunnkoBoii [54].

7.5 IlpoduaakTuKa HHPEKNHOHHBIX 0CI0KHeHUH Yy nanuenTos ¢ MB

Onenka pucka U NMpo(UIAKTHKA MH(EKIMOHHBIX OCIIOKHEHHH MPOBOAUTCS C yUETOM
PEKOMEHIallui JaHHBIX B PYKOBOJACTBE II0 COIPOBOJUTEIBHON TEpalmuu IpU JICYCHUHU

3aboseBanuii cuctemMsl KpoBu noA penakuueit E.H. [TapoBuunukoBoii [54].

8. Kputepuu oneHKHM KaYyecTBaA MEIUIIMHCKOW MMOMOIIM

Ne i/t

Kpurepuu onenku kauecta O1enka

BBIMTOJIHCHU A




BrimonHen o0umii (KIMHUYECKU) aHAJIM3 KPOBU Pa3BEpPHYTHIN (Ipu
YCTaHOBJIEHMM JAMarHo3a, B CIydyae, €CJIM HE BBIIOJHEHO B

amMOyJIaTOPHBIX YCIOBUSX)

JNla/Her

BrinonHen aHanu3 KpoBU OMOXMMUYECKHH 00IIeTepaneBTUYECKHH, ¢
orpeieIeHuEeM aKTUBHOCTH JaKTaTAeTUAPOTCHA3HI,
acrapTaraMHUHOTpaHC(epasbl, aTaHUHAMUHOTPaHC(epasbl, HETOYHON
docdarazel B KpOBH, YPOBHS MOYEBOW KHUCIOTHI, MOYEBHHEI,
KpeaTuHuHa, oOmero Oenka, anpOymuHa, oOmero OunnMpyOuHa,
CBOOOHOTO OMITUPYOHHA, CBSI3aHHOTO OMITUPYOHHA, Kaaus, 00IIero u
MOHU3UPOBAHHOTO KaJIbIUs (IPU YCTaHOBJIEHUH JAMArHO3a, B cliyyae,

€CIIM HE BBINOJIHEHO B aMOyJIaTOPHBIX YCIOBHUSX)

JNla/Her

Brimonnena koaryinorpamma  (OpHEHTUPOBOYHOE — HCCIIEIOBaHHE
CHCTEMBI T'€MOCTa3a) C OINpPE/IEICHUEM CIEAYIONMX I[apaMeTpoB:
oTmpeieNieHue MPOTPOMOUHOBOTO (TPOMOOILIACTHUHOBOTO) BpEMEHU
(AYTB) B kpoBU WJIH B IJ1a3Me, ONPEACTICHUE TPOMOMHOBOTO BpEMEHHU
B KpOBH, OIpeleieHue ypoBHA (UOpHUHOTEHA B KpoBU (Ipu
YCTQHOBJICHMM JIMarHo3a, B CJlydyae, €CIM He BBIIOJHEHO B

amMOyJIaTOPHBIX YCIOBUSX)

JNa/Her

BbInosiHEHO Hccie10BaHNE MOHOKJIOHAIBHOCTH UMMYHOTITIOOYJIMHOB
B KPOBM M MOYE METOAOM HMMMYHO(UKCAIMU (MIPH yCTAaHOBICHUU
JUAar"Ho3a, Mocie 3aBePIICHUs TEPAIUHU, IIPU MTOA03PEHUH Ha PELIUINB
3a0oJeBaHUs, B CJIydae, €CIIM HE BBIIIOJHEHO B aMOyJIaTOPHBIX

YCIIOBUSIX)

JNla/Her

BbINOMHEHO IIUTOJIOrMYECKOE MCCIEA0BaHNE Ma3Ka KOCTHOTO MO3ra
(MuenorpamMma) W MaTOJOr0-aHATOMHUYECKOE  HMCCIIEIOBAHUE
OouoncuitHOro (OmepanoHHOr0) MaTepuajlia KOCTHOTO Mo3ra ¢
IIPUMEHEHUEM UMMYHOTMCTOXUMHUYECKUX METO/I0B WIH
UMMYHO(EHOTUITUPOBAHHE IeéMOIIO3TUYECKUX KJIETOK-
IIPEILUIECTBEHHHI] B KOCTHOM MO3r€ (IIpU YCTAHOBJIICHHH IUAarHosa,
[OCJIE 3aBEpLICHMs TepaluM, IpU MOJO3PEHHH Ha PpPELUIUB
3a0o0jeBaHMsl B Cllydae, €CJIM HE BBIIOJHEHO B aMOyJIaTOPHBIX

YCIIOBUSIX)




BrinonHena koMnboTepHast ToMorpadust OpraHoB OPIOIIHON MOJIOCTH
1 3a0pIOIIMHHOTO MPOCTPAHCTBA WM YJIBTPa3BYKOBOE HCCIIEIOBaHHE
(mepudepuueckux, BHYTPHOPIOIIHBIX u 3a0pPIOIIMHHBIX
TuM(aTHYecKux y370B) (IpU YCTAHOBJICHMM JMArHo3a, IpH
MOJI03PEHUH Ha PEIUIUB 3a00JIeBaHUs, B CIIydae, €CIIM He BHIOJIHEHO

B aMOYJIATOPHBIX YCIIOBUSAX )

JNla/Her

BrimonHeHo  yJbTpa3ByKOBOE —HCCIEZOBaHUE (TIepU(epUUECcKUX, Ja/Her
BHYTPHOPIOIIHBIX U 3a0pIOMIMHHBIX JUM(pATHYECKUX Y3JI0B) (Ipu
YCTQHOBJICHMM JIMarHo3a, B CJlydyae, €CIM He BBIIOJHEHO B
amMOyJIaTOPHBIX YCIOBUSX)

Jla/Her

[IpoBeaeHO MPOTUBOOITYX0JIEBOE JIeUeHHE (ITPU TTOKAZAHUSIX )
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Hpuaoxenue Al. CocraB padoueil rpynnsl o paspadoTke U nNepecMoTpy

KRINHUYCCKHUX peKOMeHIlaIIl/Iﬁ

ITapoBuunukoBa Enena HukosiaeBHa — 1.M.H., reHepanbHbiil qupekrop PI'bY «HMUILL
remarosiorun» MuHnsapaBa Poccum, mnpencenarens accoLMalMM COAEHUCTBUS Pa3BUTHUIO
reMaToJIOTMM W TPAHCIUIAHTALMM KOCTHOrO Mosra «HanuoHalbHOE IeMaToIoru4ecKoe
00IIeCTBOY, TIaBHBIN BHEIITATHBIN CIIEIUANIHUCT TemMaTosior Munsapasa Poccuu.

Ionnyonas Upuna BragumupoBHa — akanemuk PAH, 3acimysxeHHbIl nestens oOpa3zoBaHus
P®, n.m.H., mpodeccop, 3aB. Kadeapoil OHKOJIOTUU U MAJUTHATUBHON MEIUIIUHBI, IPOPEKTOP
no JedeObHON paboTe M MexayHapogHoMy coTpynuaudectsy ['BOY JIIIO PMAHIIO
Munsapasa Poccun, npeacenarens Poccuiickoro odiiecTBa OHKOreMaToI0rOB.

Menpeneesa Jlapuca IlaBjioBHA — JTOKTOp MEIULIMHCKUX HAYK, 3aMECTUTEIIb T€HEPAIBHOTIO
mupextopa ®I'BY I'HI[ M3 P® no nayuHoii pabote U uHHOBauusM, wieH HannonamsHOTO
reMaTojioruueckoro oomectBa, wieH Poccuiickoro mnpodeccruoHanbHOro  00IIecTBa
OHKOI'€MaToJIOrOB

3BoHkoB EBrennii EBreHbeBu4 — J1.M.H., pyKOBOJUTEINb OT/AENA JIUMPONPOIr(epaTUBHBIX
3a00JIeBaHUH, 3aBEIYIOIIUI OT/CIIEHUEM T'€MaTOJIOTHH M XUMUOTEpanuu JTUMGPoM ¢ OII0KOM
TPaHCIUIAHTALMX KOCTHOTO MO3Ta UM FeMOIIOATHYECKUX CTBOJIOBBIX KiIeTOK PI'BY «HMMUIL]
remaronorun» Munszapasa Poccun, uineH Acconnanuu COAEHCTBUS pa3BUTHIO TE€MATOJIOTHH
U TPaHCIIAHTAI[MH KOCTHOTO Mo3ra «HalnoHaabHOEe reMaToIorn4eckoe 00IeCTBOY.
I'paués Ajexkcanap EBreHbeBHMY — K.M.H. Bpad — I'éMaToJIOI OTIAEICHUS XUMHUOTEPAIIUU
rematosiornueckux 3adboneBanuit ®I'bY «HMMUL rematonorun» Munszapasa Poccun.

Anb Pagu JIwooBp CarrapoBHa — x.M.H. C.H.C. oTaenenuss 1MarHOCTUKU U JICUCHHS
rematosiornueckux 3adboneannit ®I'bY «HMUII remaronorun» Munszapasa Poccun
BorsakoBa Ouabra MmuxailjloBHA — KaHIUMJAT MEAUIUHCKUX HAyK, CTapIIMi Hay4yHBII
corpyauuk ®I'BY POHIl M3 P®, unen Poccuiickoro mnpodeccruoHanibHoro oO0ImecTsa
OHKOI'€MaTOJIOTOB

Cragnuk Ejena AJlekcaHApOBHA — K.M.H., JOIEHT Kadeapsl (akyJIbTEeTCKON Tepanuu
OI'bOY BO «ICIIOI'MY um. WN.II. IlaBnoBa» MunsnpaBa Poccun, crapmmii HaydHBIN
corpyaHuk ®I'bY «HMUII um. B. A. AnmazoBa» Munsnpasa Poccun, wien Poccuiickoro
00111eCTBa OHKOTEMATOJIOTOB.

®dananeeBa Haranba AnexkcaHApoBHAa — 1.M.H., 3aB. OTJEJIEHHEM IPOTUBOOITYXOJIEBOTO
nexapctBeHHoro yieueHuss MPHIL um. A.®. [pi6a — ¢unuan ®I'BY «HMULL paguomorum
Munzgapasa Poccun, unen Accoumanuu onkosioroB Poccun u Poccuiickoit Accoumanuu

TCPANICBTUYCCKUX paJUAIITMOHHBIX OHKOJIOT'OB.



10. Credanos JImutpuii HukonaeBu4 — HayuHbI COTPYIHUK, 3aB. HAYYHO-OPraHU3alOHHBIM
ornenom, ®I'BY «HMUI AI'OU um. dmutpusi PoraueBa» MunsapaBa Poccuu, dien
Poccuiickoro obmiecTBa OHKOreMaToJI0rOB

11. MsixoBa Hartanbsi BasepbeBHa — 1.M.H., podeccop, 3aMecTHTENb TJIaBHOTO Bpaya IO
nedeOHol paboTe, 3aB. otaeneHueM oHkoremartonoruu ®I'BY «HMULL AT'OU um. [Imutpust
PoraueBa» Munzapasa Poccun, wien HanumonanbHOro obmiectBa AETCKAX I'eMaToJIOTOB U
OHKOJIOTOB

12. HeBoabckuX AJiekceii AjiekceeBHY — JI.M.H., 3aMECTUTENh JUPEKTOPa IO JiedeOHOM paboTe
MPHII um. A.®. Lpi6a — punman ®PI'BY «HMULL paguonorun» Munzapasa Poccun.

13. UBanoB Cepreii AnaroaseBu4 — npodeccop PAH, n.m.1., tupexrop MPHIL um. A.®D. L{p16a
— ¢unuan OI'BY «HMUL paguonorun» Munzapasa Poccun.

14. Xaiinosa Kanna BiraguMupoBHa — KaHAU1aT MEAULUHCKUX HAYK, 3aMECTUTEIb AUPEKTOPA
[0 OpraHM3alMOHHO-MeToanueckoil pabore MPHII um. A.®. Ipiba — ¢umuan OI'BY
«HMMHIL] pagnonorun» Munsnapasa Poccun.

15. T'epopksain Turpan I'aruxkoBmu — 3amectutens aupekropa HUW KOP ®I'bY «HMUIL]
onkosioruu uM. H.H. biaoxunay.

Kongankrt uHTepecoB 0TCYTCTBYET.

Ipuioxenue A2. Metoaos10rus paspadoTku KIMHAYECKUX PEKOMEH ALl

IleaeBasi ayIUTOPHUSA JAHHBIX KIHHUYECKHX PEKOMEHIAIIMIA:

Bpauu-remarosnoru
Bpauu-onkonoru

Bpa‘-II/I-,ZleTCKI/Ie IréMaToJ10ru-OHKOJIOIru

el A

Crynentsl MenuuuHckux BY3oB

MeT010J10THS COOPA T10KA3ATEILCTB

MeTOIlbI, HCIOJIB30BAaHHBbIC 1M cﬁopa / CCJICKIIMH J0Ka3aTe/IbCTB:

ITouck Hy6m/11<au1/1171 B CIICHUAJIM3HUPOBAHHBIX MCPUOJUYCCKUX TICHYATHBIX U3AAHUAX C

uMnakT-akropom >0.3, MOMCK B IIEKTPOHHBIX 0a3axX JaHHBIX.

ba3bl JAHHBbIX, HCII0JIb30BAHHBbIX AJIA cﬁopa / CCJICKI MU J0KAa3aTEeJIbCTB:



Jloka3atenbHOM 0a30i A pEeKOMEHIAIWK SBISIOTCS MMyOIMKAIMU, BOIICAIINE B

KoxpaiiHoBckyto Oubmmoreky, 6a3sl manasix PUBMED u MEDLINE. I'my6una mnowucka

cocrasisuia 30 jer.

MeTOIlbI, HCIOJIb30BaHHBbIC AJId AHAJIN3A J0KaA3aTe/IbCTB:

O0630pbI ONyOJIMKOBAaHHBIX METa-aHAU30B;

Cuctemaruueckre 0030pbI C TaOJINIIAMH JJOKA3aTEIbCTB.

Tab6auna 1. Illkana onieHku ypoBHel nocToBepHOCTH AoKa3aTenscTs (Y /1) nius metonos

JIMAarHOCTUKH (AUAarHOCTUYECKUX BMEIIATEIIHCTB)

YA Pacuugposka

1 Cuctemaruueckue 0030pbl HCCIEIOBAHUN C KOHTPOJIEM pe(epeHCHBIM METOAOM HIIH
cHUCTeMaTH4YeCKHil 0030p pPaHIOMU3UPOBAHHBIX KIMHMYECKHX HMCCIEIOBAHUN C
IIPUMEHEHUEM METa-aHaIn3a

2 OTnenbHbIE UCCIEAOBAHHUS C KOHTPOJEM pe(EepeHCHBIM METOAOM WU OT/AEIbHbIC
PaHIOMU3UPOBAHHBIC KIMHUYECKUE MCCICIOBAHUS M CHUCTEMaTHUECKue 00305l
UCCIIeIOBAaHUM  J000ro  Au3aiiHa, 3a  HMCKIIOYCHHEM  PaHIOMHU3MPOBAHHBIX
KJIIMHUYECKUX UCCIIEOBAaHUN, C IPUMEHEHUEM METa-aHaJIn3a

3 HccnenoBanust 0e3 MOCIEIOBATEIBHOTO KOHTPOJI pe(epeHCHBIM METOIOM HIIU
UCCIIEIOBAaHUSI € pPe(EepeHCHBIM METO/A0M, HE SBISIOUIMMCS HE3aBUCHMBIM OT
HCCIIEAYEMOr0 METO1a WM HEPAaHIOMU3UPOBAHHBIE CPAaBHUTEIILHBIC UCCIICIOBAHMS, B
TOM 4HCJIE KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHurenbHbIe UCCIIEN0BAHNS, ONMCAHUE KIMHUYECKOTO Cllydast

5 Nwmeetcs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS WM MHEHHE KCIIEPTOB

Tab6auna 2. Illxana oueHkH ypoBHEH 10CTOBEpHOCTH 10Ka3arenbeTs (Y /1) ans meronos

npoUIAKTUKY, JICUeHUS ¥ peabmnuranuu (IpoQuIaKTHIECKUX, Je4eOHBIX, peaOMIUTaIIHOHHBIX

BMEIIATENILCTB)
YA Pacun¢pposka
1 Cucrematnueckuii 0030p PKH ¢ npuMeHeHneM meTa-aHainunsa

2 Otnenvapie PKU u cuctemaruueckue 0030pbl UCCIEIOBAHHNA JIIOOOTO Mu3aiiHa, 3a
uckmouenuem PKHU, ¢ npumeHenneM Mera-aHanus3a
3 HepangomusupoBaHHble  CpaBHUTENbHBIE  HCCIEAOBaHUSA, B T.4. KOTOPTHBIE

HUCCICIO0BaHUA




4 HCCpaBHI/ITeJIBHI:IC HCCIICAOBaHMA, OITMCAHNUEC KIIMHUYCCKOTO ClIydas Ujin CCpUuM CiIydacsB,

UCCIIEIOBAHMS «CIIy4ail-KOHTPOJIb

5 Nwmeercst nuinb 000OCHOBaAaHWUE MEXaHHM3Ma JCHCTBHUS BMEHIATEIBCTBA (JOKIMHHUYCCKUE

I/ICCHCILOBaHI/IH) HJIN MHCHUC SKCIICPTOB

Ta6auua 3. [llkana omneHku ypoBHeH yOemurenbHOcTH pekoMenparuii (YYP) mns
METOZOB MPOQWIAKTUKY, AMATHOCTHKH, JeYeHHss M peadwiutaiuu (IpoQHIaKTHYECKUX,
JIMAarHOCTHYECKUX, JIEYEOHBIX, PEa0MIUTALIMOHHBIX BMEILIATEIBCTB)

YYP Pacuingposka

A CunbHass pekoMeHnmanus (Bce paccMaTpuBaeMble KpuUTepuu 3(PPEeKTHBHOCTH
(ucxonpl) SBIAIOTCS Ba)XHBIMH, BCE HCCIIEJOBAaHMSI HMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE  METOAOJOIMYECKOE  KayecTBO, MUX  BBIBOABI IO

HHTCPCCYIOIUM UCXOAaM SIBJIAOTCA COFJIaCOBaHHI:IMI/I)

B YcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpUTepun 3GpEeKTHUBHOCTH
(McxXonpl) SIBISIFOTCSL BaXKHBIMH, HE BCE HCCIIEIOBAHUS HMMEIOT BBICOKOE WIIU
yIIOBJIETBOPUTEIHHOE METOAOJIOIMYECKOe KayeCTBO W/WIM MX BBIBOJIBI 110

HHTCPCCYIOIUM UCXOAaM HEC SBJIAIOTCS COT HaCOBaHHBIMI/I)

C Cnabas pexomeHmaius (OTCYTCTBUE JI0KA3aTeILCTB HAITIEKAIIETO KauecTBa (Bce
paccmarpuBaeMblie KpuTepuu 3(HHEKTHBHOCTH (MCXObI) SBISIOTCS HEBAXKHBIMH,
BCE€ HUCCIIEJIOBAaHUSI UMEIOT HU3KOE METO/I0JIOTUYECKOE KaYe€CTBO M X BBIBOJIBI 10

HHTCPCCYIOIUM UCXOAaM HEC SIBJIAIOTCS COT HaCOBaHHBIMI/I)

Iopsaok 00HOB/IeHNS KIMHUYECKHX PEeKOMEH/Ialuid.

MexaHu3sM  OOHOBJIIEHHS  KIMHHUYECKUX  PEKOMEHIAUMK  TMpeaycMaTpuBaeT  HMX
CHCTEMaTHYECKYIO aKTyallM3alliIo — HE PEeXKe YeM OJIUH pa3 B TPH rojia, a TAKXKe MPH MOSBICHUN
HOBBIX JaHHBIX C MO3HMIMHU JO0Ka3aTeIbHOM METUIMHBI 110 BOMPOCAM JAMArHOCTHUKH, JICUCHHS,
npoWIaKTUKA ¥ peabWIMTalMi KOHKPETHBIX 3a00JIeBaHMM, HaIMYUM OOOCHOBAaHHBIX

JIOTIOJTHeHU/3aMe"uanuil K paHee yTBepkA¢HHbIM KP, HO He yvaie 1 pa3a B 6 MecseB.



HpHJIO)I(eHI/Ie A3. CnpaBqume MaTepuaJabl, BKJIKOYasg COOTBETCTBHUC
NOKAa3aHuM K NPUHMCHCHHUIO " leOTI/IBOHOKaIiaHI/Iﬁ, crocoooB NPUMCHCHHUSA U
03 JICKAPCTBCHHLIX NIPpenapaToB, HHCTPYKIMUH MO IPUMEHCHHUTO

JEKAPCTBCHHOI'O IIPpCHapara

IIpuaoxenue A3.1. Pe;kuMbl JJekapcTBEeHHOro Jeyenusa MB

MonoTepanusi #puTykcumadom™* [31,36]

#Purykcuma6** — 375 mr/m? B/B Karl, 1 p/Hen B TeueHue 4 Helelb.

Kypc nostopsitoT uepes 12 nenenb

RBD [38]

#Purykcuma6** — 375 mr/m? B/B, 1eHb |

#bopresomu0** — 1,3 mr/m> /k, aum 1, 4, 8, 11

#Jlexcamerazon** — 40 mr B/B, quu 1, 4, 8, 11

Jledenue Bo300HOBIIsIETCS HA 22-11 eHb. [IpoBoauTcs 4-6 KypcoB
RB [34]

#Purykcuma6** — 375 mr/m? /B, 1ensb 0

#bengamyctun** — 90 mr /m” B\B B 1uu 1 u 2

Jleyenue B0300HOBIsIETCS HA 28-11 IeHB, MPOBOIUTCS 4-6 KYpPCOB.
RBBd [44, 46]

#bopresomu0** — 1,3 mr/m> /k, aum 1, 4, 8, 11

#bengamyctun** — 90 mr /m? B\B B 1uu 1 u 2

#Jlekcamerazon** — 20 Mr B/B wiu BHyTpb B 11M 1, 4, 8, 11

#Purykcumab** — 375 mr/m? B/B, 1eHb |



Jleuenne Bo30OHOBiseTcs Ha 18- 21 i geHp (mepepslB Mexay Kypcamu 7-10 nueit),

npoBoauTcs 4-6 KypcoB.

R-EPOCH + uopyrunn6** / R-BAC + uopyrunud** (porupywummue Kypesl) [44, 45]

R-EPOCH + nopyTunné**

- #Purykcuma6** — 375 mr/m? B/B, neHb — 0

- #Bunkpuctun** 0.4 Mr/m? /cyT B/B 1au 1-4 (HenpepsiBHas 96 yacosas uHPy3us)

- #lluxnodochamua** 750 Mr/m? /cyT B/B, B 5-ii IeHb

- #lIpeauusonon** 60 Mr/m? /cyt B/B B auu 1-5

- N6pytunn6** 420 mr\cyt BHyTph exkenneBHo ¢ 0 o 14 nau
Ha 22 — i1 nenp HaunHaerca kypc R-BAC + nopyrunné**

- #Purykcuma6** — 375 mr/m? B/B, neHb — 0

- #bennamyctun** — 90 mr /M2 B\B B 1uu 1 u 2

- #llurapabun** 500 mr /mM? B\B B 1uu 1, 2, 3

- N6pytunn6** 420 mr\cyt BHyTph exenneBHo ¢ 0 o 14 nau

Ha 29 —i1 nenp cHoBa HaunHaetcs Kypc R-EPOCH + #ubpytunu6**, mocie koroporo Ha 22 —if

nenb npoBogutcs R-BAC + #ubpyTunno**.

R-EPOCH + uopyruuuno** + #penerokjgakc**/R-BAC + uOpyTuHnO**+ #BeHEeTOKJIAKC**

(poTupymwoniue Kypesl) [44, 47]

R-EPOCH + u0pyrunu6**+ #BeHeToKIaKCc**
- #Purykcuma6** — 375 mr/m? B/B, neHb — 0
- #Bunkpuctun** 0.4 Mr/m? /cyT B/B 1au 1-4 (HenpepsiBHas 96 yacoBas uHPy3us)

- #lluxnodochamua** 750 Mr/m? /cyT B/B, B 5-ii IeHb



- #lIpeauusonon** 60 Mr/m? /cyt B/B B auu 1-5
- Nopytunn6** 420 mr\cyt BHyTph exenneBHo ¢ 0 o 14 nau
- #Beneroxmnakc** 400 mr\cyT BHyTpb exxeaHeBHO ¢ 0 o 14 nHu
Ha 22 — i1 nenp HaunHaetca Kypce R-BAC + uOpyrunud** + #BeHerokjaakc**
- #Purykcuma6** — 375 mr/m? B/B, neHb — 0
- #bennamyctun** — 90 mr /m? B\B B 1uu 1 u 2
- #llurapabun** 500 mr /mM? B\B B 1uu 1, 2, 3
- N6pytunn6** 420 mr\cyt BHyTph exkenneBHo ¢ 0 o 14 nau
- #Beneroxmnakc** 400 mr\cyT BHyTpb exxeaHeBHO ¢ 0 o 14 nHu

Ha 29 —it nenp cHoBa HaumHaercsi Kypc R-EPOCH + ubpytunun6** #BeHerokmakc**, mocie

KoToporo Ha 22 —ii nenb npoBoautcs R-BAC + uOpytuau6**+ #Benetokmakc™*.

Bcero mnpoBogutcs 4 Kypca MMMyHoXumuoTepanuu 1o portupyrouieii cxeme R-EPOCH

+uOpyTnHNo** + #BeHeroknakc/R-BACHuOpyrnnnod** + #BeHeroknakc**
RCD (32, 34]
#Purykcumab** — 375 mr/m? B/B, 1eHb |
[uxnodpochamun** — 100 mr/m? BHyTpS 2 p/Nenb, quu 1-5
#Jlexcamerazon** — 20 mr B/B, 1eHb 1
Jleuenue Bo300HOBIIsIETCS HA 22-i1 eHb. [IpoBoasar 6 Kypcos
CP-R [36]
#Purykcumab** — 375 mr/m? B/B, 1eHb 1

[uknodochamun** — 1000 mr/m? B\B B 1-it 1eHb Kypea (103y mukinodochamMuga MOKHO

YMEHBIIIATh B 3aBUCUMOCTH OT 0COOEHHOCTEH KITMHUYECKOW CUTYaIlHH )



#1Ipenuuzonon™* — 100 Mr BHYTpb, 1HU 1-5

Jleuenue Bo300HOBIIsIETCS HA 22-1 eHb. [IpoBoasT 4-6 KypcoB.
FCR [39]

#Purykcuma6** — 375 mr/m? B/B B 1ieHb |

#Daynapabun** — 25 mr/m? B/B, B 1uu 2-4

#luknodochamua** — 250 mr/m? B/B, quu 2-4

Jleuenue Bo300HOBIsIETCS HA 29-i1 neHb. [IpoBoasar 6 Kkypcos

MoHoTepanusi XxJaopamMoyumaom** [40]

#XnopamOyumn** — 0,1 MI/Kr BHYTpb JUIMTENILHO TIOJ] KOHTPOJIEM KIIMHHYECKOTO aHan3a

KpOBHU 10 a3kl IIIATO

Tepanus nopyrunugom** [41, 61]

No6pytunnO** 420 Mr BHYTpb, €XKEIHEBHO, 10 NPOTPECCUPOBAHMS WIM DPa3BUTHUSA

HENEPEHOCUMON TOKCUYHOCTH

HNopyTuano** + #Putykcumao** [42, 61]

No6pytuanO** 420 Mr BHYTpb, €XKEIHEBHO, 10 NPOTPECCUPOBAHMS WIM DPA3BUTHUSA
HENEPEHOCUMOM TOKCUUHOCTH; #pUTyKcuMab™** 375 mr/m? B/B B epBbiid aenb 1,2,3,4u 17, 18,

19, 20 venens Tepanuu
Tepanus #3anyOpyTunnoom [24]

#3anyOpyTuHu6** 160 Mr BHyTpb Kaxkable 12 4acoB, €KeIHEBHO, 10 MPOTPECCHPOBAHUS

WIN PAa3BUTUS TOKCUYHOCTH TEPATTHH
Mownorepanus #akanaOpyTuHuOoMm [23]

#Axanabpytuan0** 100 Mr BHYTpb Kaxable 12 4acoB, €XKEJHEBHO, 1O MPOTPECCUPOBAHUS WIH

Pa3BUTHA TOKCUIHOCTU TCPAIIUU



Ipuaoxenue A3.2 lIpobuIaKTHKA M JJeUeHHE TOITHOTHLI M PBOTHI

OnHUM U3 YaCThIX KIMHHYECKH 3HAYUMBIX TOO0UHBIX 3P dekroB [IXT sBrsercs TourHoTa
¥ pBOTA. DTH MOOOYHBIE SBICHUS MPUBOJIAT HE TOJBKO K YXYIIICHUIO CAMOYYBCTBHSI MAI[UCHTA,
CHIKCHMIO KaueCTBa KWU3HU, HO U NPENSATCTBYIOT MPUMEHECHHIO JICKAPCTBEHHBIX MpenapaToB B
nepopanbHO  Qopme, a Takke mpuemy numM. [losiBIeHHEe HOBBIX KOMOMHAIIWN
MIPOTUBOOITYXOJIEBBIX ~ NPENApPaTOB  NPUBOAUT K  YJIYUIIEHUIO  PE3YJbTATOB  TEpaIHU
OHKOTE€MATOJIOTHYECKHIX OOJIbHBIX, OHAKO BBIPAYKCHHAS TOITHOTA U PBOTA MOTYT OTPAHUYUBATH
MIPUMEHEHNUE TPOTUBOOMYXOJEBBIX MpenapaToB B IOJHBIX J03aX, OTPULIATENBHO BIIMATH Ha
MIPUBEPIKEHHOCTh OOJIHBIX JICYCHHIO. B CBSI3W ¢ 3TUM KOHTPOJbL TOIIHOTHI U PBOTHI HTPAET
KU3HEHHO BKHYIO POJIb B COMIPOBOIUTENBHON Tepanuu OOJIBHBIX TeMO0IacTO3aMHU.

[MpodunakTuka M JIeUYEHHWE TOIIHOTHI M PBOTHI MPOBOJUTCS C YYETOM pPEKOMEHIAIHIA
JaHHBIX B PYKOBOJCTBE IO COMPOBOJIUTEIBHON Tepamnuu MpH JeUeHUU 3a00JICBaHMUI CHUCTEMBI

kpoBu noj peaaxkuueii E.H. ITaposnunukoBoit, I'.M. I"asictsina [56]

Ipunoxenne A3.3. Undy3noHHas Tepanus y reMaToJ0rH4ecKNX NalueHToB

Oco0oe MecTo B COMPOBOAUTENHHON TEpamuy MAIMEHTOB C OHKOT'€MAaTOJIOTHYEeCKHUMHU
3aboneBanusMu 3aHumaeT uHpy3uoHHas Tepamus (MT). Ona mcmonp3yercs MOYTH Y BCEX
MalUEeHTOB, HAXOIAIMXCS HA CTAI[MOHAPHOM JICUCHUH.

Wudy3nonnast Tepanust IpOBOJAUTCS C YI€TOM PEKOMEHIAINHA TaHHBIX B PYKOBOJICTBE IO
COTIPOBOIUTENILHON Teparuu MpH JICYCHUH 3a00JeBaHUI CUCTEMBbl KpOBHU o pemakiueit E.H.
[TapoBuunukoBoi, I'.M. I'ancrsina [58]

Ipunoxenue A3.4. IlpuMeHeHHe KOMIIOHEHTOB JOHOPCKOW  KPOBH V

reMaToJOrH4YeCKMuX nmainmucHToB

OCHOBHBIM MEIUIIMHCKUM MOKa3aHUEM K TpaHC(y3Uu SpPUTPOLIUTOB Y TEMATOIOIMUECKUX
MAIMEHTOB SIBJISIETCS] HEAJIEKBaTHAs OKCUI€HALlMsl OPraHOB M TKaHEW M CBA3aHHBIN C ITUM PUCK
ocioxHeHui. [lepenuBanne JOHOPCKUX TPOMOOIIMTOB reMaTOJIOTHYECKUM MAIllMeHTaM MPOBOASAT
C LEJbI0 MPO(PUIAKTHKH CIIOHTAHHBIX TeMOPpPAarvudeckux OCJIOXKHEHUH Ha (oHe TiyOoKon
TPOMOOIIUTONICHUH, HMHIYLHWPOBAaHHOW MPOBEACHUEM HMHTEHCHUBHOM XHMHUOTEPANUU, HIU C
Je4yeOHOM 1eNbI0 MalMeHTaM C YK€ MMEIOIIMMUCS TeMOpPPAarHuecKuMH OCIoXKHEeHUusMH. [Ipu
HE0O0XOIMMOCTH BOCIIOJIHEHUS AeduinTa (aKTOPOB CBEPTHIBAHUS YHUBEPCAIBHBIM MPENapaToM
Ha CETOIHSIIHUN JeHb ABJsIeTCs cBeke3aMoporkeHHas tuiasma (C3I1). Beibop koHKpeTHOTrO BUia
KOMIIOHEHTa KPOBH IJIi TeMOTPaHCHY3UH (TUI SPUTPOIMTOCOACPIKALIETO KOMIIOHEHTA KPOBH,
THUI KOHIIEHTpaTa TPOMOOIIMTOB, THII IIpeTapara 1ia3Mbl) OCYIIECTBISACTCS JISHALTIM BPauoM HIIH
Bpav4OM-TPaHC(y3HUOJIOTOM B COOTBETCTBUU C KIIMHUYECKOW CUTyaInii M Ha ocHoBaHuU [Ipukaza

Mun3zapasa Poccun oT 28.10.2020 N 1170n



"O0 yTBEepKICHUU TOPSAIKA OKA3aHUsS MEIUIIMHCKOW IMOMOINY HACEIECHUIO0 M0 MPOQIITIO
"rpancdysuonorus”, Ilpukaza MunsapaBa Poccum ot 20.10.2020 N 1134 «O mnopsaxe
MEIULMHCKOTO 00CJIENOBaHMS pPELUIHUEHTa, TPOBEIEHUs MNpod Ha HMHIUBUIYaIbHYIO
COBMECTHMOCTb, BKJIIOUasi OMOJIOTHYECKYI0 PoOy, MPH TpaHC(Y3UU TOHOPCKOI KPOBHU U (WUJIH) €€
KOMIIOHEHTOBY», pekoMeHAauusMu «KilMHH4Yeckoe MCIONb30BaHUE 3PUTPOLUTCOAEPIKAILINX
KOMIOHEHTOB KpoBw» (2018 r.), ITocTanoBnenus ot 22.06.2019 r. N 797 «O0 yTBepkIeHUH
IIpaBWJI 3arOTOBKHU, XPaHEHUs, TPAHCIIOPTUPOBKU M KIMHUYECKOI'O MCIIOJIb30BAHMS JOHOPCKOMN
KpPOBH M €€ KOMIIOHEHTOB U O IPU3HAHUN YTPATUBLIMMU CUITy HEKOTOPBIX akToB [IpaBuTenbcTBa
Poccuiickoit @enepanun», APyruMyu HOPMATUBHBIMU AKTAMU.

3aMecTHTeIbHAs TeMOTpaHC(y3HOHHAs Tepamnus MPOBOIUTCS C YYETOM pPEKOMEHIAIUn
TAHHBIX B PYKOBOJCTBE IO CONPOBOJUTEIHHON TEparuu MpH JICYCHUH 3a00JIEBaHUI CHUCTEMBI
kpoBu noj peaaxkuueii E.H. ITaposnunukosoii, I'.M. I'asctsna [59]

Ipuaoxenue A3.5. OdecieyeHne COCYIMCTOr0 I0CTYA

ObecrnieueHue COCYIUCTOTO JOCTyIa SIBISIETCS HEOTHEMJIEMON COCTABIISIIOIICH YacThIO
COBPEMEHHOM XMMUOTEPAIUU OHKOT€MaTOJIOIMYeCKIX OONbHBIX. Uepe3 IeHTpaIbHbII BEHO3HBIN
karerep (LIBK) BBOAsTCS NpOTHBOOMYXOJEBBIE IpENaparbl, KOPPUTUPYIOTCS 3JIEKTPOJIUTHBIE
HapyIIEHHs], TPOBOJUTCS MapeHTEPaIbHOE MUTAHHUE, OCYIIECTBIISIETCS B3STHE 00paslloB KPOBH
JUISL UCCIIEIOBAHUS U T. 1.

CocyucThlii TOCTYII ONPEIENSIETCA C yUETOM PEKOMEHAAMH JaHHBIX B PYKOBOACTBE IO
COIIPOBOJIUTENHHON TEpanmuy MpH JICYCHUU 3a00JeBaHUN CUCTeMBI KpoBH moj peaakmueid E.H.
[TapoBuunukosoi, I'.M. I'anctsna [60].

IIpuaoxkenne A3.6. TpaHCIJIAHTAIIMA aAVTOJOTMYHBIX FeMOMOITHYECKHX CTBOJIOBbBIX

rJaerok. Moomamsanus u coop AyroCKK.

TpaHcrutaHTanuss ayTOJNOTMYHBIX TI'€MOIIO3TUYECKUX CTBOJIOBBIX KIJIETOK Ipu Tepanuu MB B
HACTOsIIIee BPeMs paccMaTpUBACTCs KaK ONUUS IpU pedpakTepHO\pEHUIUBUPYIOMIEM TEUCHUH
3aboneBanus. COOp KJIETOK JKENATeNbHO BBHIMOJHUTH MallMeHTaM Mosoxe 60 Jer mocie

npoBeeHus Y3PPEKTUBHON Tepanuu MepBOi TMHHH.



IIpuioxkenue b. AJropuT™Msl AeHCTBUH Bpaya

Anr OPUTM BCACHHA IMAlLIUCHTA C BIICPBLIC BBIsIBJICHHOM MB:

MauyueHTbl € Nnopgo3peHnem Ha MB

l
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|
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TepaneBTHYECKHH AJTOPUTM.

AJropuT™ BeJleHMs NaNMeHTa ¢ peuuausamu MB.

KoHcratuposaH peungus MIB
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|
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Ipuioxenue B. Unpopmanus 1is manueHTa

MakpornoOyiunemus Banbaenctpema (unu  Oone3np  BampneHctpema) —  3TO
BSJIOTEKYIIEE, MEJUIEHHO pPa3BUBAIOLIEECS 3a00JEBAHUE OIyXOJIEBOM IPUPOJBI, SBIISAIOIIEECS
OMHOW W3 pa3HOBUAHOCTeW mnumdom. Ha ceromHsmHWI MOMEHT 3TO 3a0olieBaHUE
paccMaTpuBaeTCsl KaK HEU3JIEYMMOE, HO COBPEMEHHbIC MHHOBAI[MOHHBIC JICUEOHBIC METOIUKH,
BKJIIOYAIOIME HOBBIC JICKAPCTBEHHBIC IIPENapaTrbl Y TPAHCIUIAHTALUIO  ayTOJOTMYHBIX
TeMOMOATHYECKUX CTBOJIOBBIX KIIETOK, IMO3BOJISIOT JAOCTHraTh IIIyOOKHX MPOTHUBOOIYXOJIEBBIX
OTBETOB, KOHTPOJIMPOBaTh 3a00J€BaHHE M O0ECIEeYMBATH JUIMTENbHYIO BBDKHBAEMOCTh C

COXPAaHCHHUCM KauCCTBA KU3HU.

Knuaudeckne CcHUMNTOMBI — MakporioOynuHeMuu BambpaeHcTpema  pasHOOOpa3HBI,
BO3HUKAIOT HEOKUIAHHO U MOTYT BOCHPUHHUMATKLCS MAlMEHTAMH KaK MPOSBICHHE KAKUX-JIHOO
COMYyTCTBYIOIIMX XPOHUYECKUX 3a0oneBaHuil. [lpu mosSBICHHM BBIPAXKEHHON CllaboCTH,
ONETHOCTH KOXKHBIX TMOKPOBOB, TMOBBIIIEHHOW KPOBOTOYMBOCTH, HAPYIICHUU 3pPEHUS,
HEBPOJIOTUYECKOW CUMITOMATUKHA HEOOXOIUMO OOpATUTHCS K Bpauy U MIPOUTH TUATHOCTUIECKOE

o0cienoBaHue.

OO6cnenoBanue BKJIIOYAET B ceOs crielUalbHbIe METOJUKH MCCIIEAOBAaHM KPOBU U MOYH,
UCCIIEIOBaHUE KOCTHOro Mo3ra, Y3W u peHTreHonoruueckoe wucciaenoBaHue. Pe3ynbpTaTsl
o0cIieI0BaHUs IOMOTYT ONPECTUTh XapaKTep 3a00IeBaHUs, yTOUHUTh TAKTHKY TEPAIUU U CPOKU

Hadalia CHeI_[I/I(I)I/I‘{eCKOFO JICUCHUA.

B HekoTOphIX cilydasx NpU MUHUMAIbHBIX NPOSIBICHUSAX 3a00yieBaHUS OT Hayaia
cieun(pUIecKoil Tepanuyu BO3MOXKHO BPEMEHHO BO37epkaTbes. Ho mpu 3TOM ManueHT T0MHKeH
HAXOJUTHCS MO HAOJIOJEHHEM I'eMaToJiora M0 MECTY JKUTENbCTBA U MPOXOIUTh KOHTPOJIBHOE
oOcreoBanue Kaxnaple 3-6 mecsaueB. [Ipu mpoBeneHuu yedeHus (HE3aBUCUMO OT METOa,
M30paHHOIO JICYALTUM BpayoM), a TAaKXKe IOCIE 3aBepIICHUs HeOOXOAMMOro oObeMa Tepamuu
NAIMEeHT PeryJsApHO JOJDKeH CAaBaTh AaHaJM3bl KPOBU IS OLEHKH 3((EKTUBHOCTH H

MpOAOJIKUTCIILHOCTH JICUCHUSA.

punoxenue I'l — I'3. lHIkaabl oueHKH, BONPOCHUKH U Apyrue
OLICHOYHBbIC HHCTPYMEHThHI COCTOSTHUA NMALMEHTA, IPUBEJACHHbIC B

KIIMHHYCCKUX PEKOMCHIAINAX

IIpuaoxenue I'l. HHkajia oneHku oomero cocrossuusa nanenta ECOG




Knuanueckast orieHka o0miero coctostHus nanuenta ¢ MB nmpoBoauTes mo mkase,
pa3paboranHoit BocTouHo# 00benuHenHoN oHKonorndeckoi rpynmnoit (Eastern Cooperative
Oncology Group)

OpurunansHoe HazBanue: The ECOG Scale of Performance Status

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

Tumn: nikana oleHKH
Hasuauenue: KIIMHAYECKas OLlEHKA OOIIEr0 COCTOSHUA TaI[eHTa

CopnepxaHue U UHTEPIIPETALINSA:

Craryc (0anab1) | Onucanue 001Iero COCTOSIHUA MALMEHTA

0 [TanueHT MOJHOCTHIO AKTUBEH, CIIOCOOCH BBIMOJHIThL BCE, KaK H JI0
3a00/1€BaHUA
1 HaI_[I/IeHT HCCHOCO6CH BBIIIOJIHATH TH)I(CHyIO, HO MOXCT BBIIIOJIHATH

JIETKYIO WM CUASYYIO paboTy (HampuMep, JIETKYI0 JOMAITHIO WIH
KaHIEJISPCKYI0 padoTy)

2 [Mamuent neunrtcst aMOyIaTOpHO, CIOCOOEH K CaMOOOCTYKUBaHHIO, HO HE
MOJKET BBINOIHATH paboTy. bonee 50% BpeMeHU MPOBOAUT aKTUBHO — B
BEPTUKAJIHLHOM TTOJI0KEHUH.

3 [arreHT cnocoOeH JHIb K OrpaHHYEHHOMY CaMOOOCITy>KUBaHUIO,
MIPOBOJUT B Kpeciie uity nocrenn 6osee 50% BpeMeHH 001pCTBOBAHUS

4 WuBanuz, coBepiieHHo He CIocoOeH K caMOo0OCTy)KUBAaHHIO, TPUKOBAH K
KpECIly WIX NOCTEIN

5 CmepTh

Ipuaoxenue '2. MeRIYHAPOAHAA NPOTHOCTHYECKASA IKAJIA

OpurnnanbHoe HazBaHue: International prognostic scoring system for Waldenstrom’s
makroglobulinemia (IPSSWM)

Hctounuk: Morel P, Duhamel A, Gobbi P et al. International prognostic scoring system for
Waldenstrém macroglobulinemia. Blood 2009; 113(18):4163—4170. [50]

Tumn: nikana oleHKH

Ha3znauenwue: orienka (pakTopoB HEOJIAroNpUsATHOTO POTHO3A TP yCTAaHOBICHUM ArarHoza MB



CopnepxaHue U UHTEPIIPETALINSA:

®daxTopsl IPOrHO3a OasuIbl
Bo3zpact >65 ner 2
I'emorno6un <115 r\n 1
TpomboruTet <100 THIC\MKIT 1

B-2- mukpornobymnun >3,0 mr\a | 1

PIgM > 70 r\n 1

Husknii puck

Bospacr <65 net; 0-1 6ann

Cpennuii puck

Bospact >65 ner wiu 2 Gamna

Bricokuii puck

3 u 6oJsiee 0aIOB

ITpuiaoxenue I'3. OOHOBJICHHAA MEKIYHAPOAHAA NMNPOTrHOCTHYECKAS NIKAJIA.

OpurunanbHoe Ha3BaHue: Revised International prognostic scoring system for Waldenstrom’s

makroglobulinemia (Revised IPSSWM)

Ucrtounuk: Kastritis E, Morel P, Duhamel A, DimopoulosMA. et al. A revised international

prognostic score system for Waldenstrom's macroglobulinemia. Leukemia. 2019

Nov;33(11):2654-2661. doi: 10.1038/s41375-019-0431-y. Epub 2019 May 22. [51]

Tumn: nikana oleHKH

Ha3znauenwue: onienka (pakTopoB HEOJIAroNpUsATHOTO POTHO3A MIPHU yCTAaHOBICHUU ArarHoza MB

CopeprkaHue ¥ HHTEPIIpETALU:

®DakTop MporLosa GasLbl OueHb HU3KUU PUCK 0
Bospact <65 ner 0 Huskuii puck 1
Bospacrt 65-75 et 1 Cpenuuii puck 2
L4
Bospact >75 ner 2 Beicokwii puck 3
B-2- MukpornoGy:mui >4 Mrut 1 OueHb BBICOKHI PHCK 4-5
JIUAT >250 En/n 1
AnpOymun <35 r/n 1




