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Cnmcok coxkpaieHui
IgM — ummyHOTrNIOOYIMH M
ayToTT'CK - ayToTpaHCIIaHTaIUsl TEMOMOATUYECKUX CTBOJIOBBIX KJIETOK
AJIT - amannnamuHoTpancepasza
ACT - acnapraramuHOTpaHc(hepasza
AUTB — akTHBHpPOBAHHOE YaCTUYHOE TPOMOOTIACTHHOBOE BpEeMsI
BBII — BepKHBaeMOCTh 6€3 mporpeccuu
BJIIT — BBDKMBAaEMOCTB O IPOTPECCUA
BJIXT — BbICOKOZI03HAsI XUMUOTEpAIUs
BUY — Bupyc nMMmyHoaeuLInTa YeIoBeKa
I'CK — remonosTuyeckue KJIeTKU
NPT — unmmMyHO(DEHOTUTTUPOBAHNE METOAOM MPOTOYHON MUTO(IyOpUMETpUr
KT — xomnbrotepHas Tomorpadus
JIAI' — makTaTaeruagporenasa
MB - Makpornooynuaemusi BansaeHctpema
HCV — Bupyc renatuta C
HXJI — Hex 0 IKHHCKHIE TUM(OMBI
OB — 0011ast BEDKHBAEMOCTE
OXYO — oueHb XOpOLINI YaCTUYHBII OTBET
13 — mporpeccust 3a0601eBaHUS
[1O — nonHbIA OTBET
Cr — crabunu3anus 3a00J1eBaHUs
V3U — ynbTpa3ByKOBOE UCCIIEI0BAHNE

YO — yacTUYHBLIA OTBET



OKI — anexTpokapauorpadus
3x0-KI" — sxokapauorpadus

TepMuHbI U onpeneIeHUs

Maxkporaodyaiunemusi Banbaencrpema (MB) - B xierounoe numMdomnposudepaTuBHoe
3a00JeBaHne, XapaKTepusylomeecs TUMGOIUIa3MOIMTAPHON WHOWIBTpAMe KOCTHOTO MoO3ra H

cekpenreir MoHoKIoHaIpHOTO IgM (PIgM)

JiumpominazmountapHass Jumdoma — 5370 B-xierouHas omyxoib, 00pa3oBaHHAs
MEJIKUMH  JTUM(QOUIHBIMU  KJIETKaMH, JIMM(QOMIHBIMU KJIETKaMH C  IJIa3MOLIUTapHOU

nudGepeHITMPOBKOM, MIa3MaTHUYECKIMU KIIETKaMH.

HNMmyHOeHOTHIIHPOBAHKE - METOJ, OCHOBAHHBIM HA PEAaKIUU AHTUICH-AaHTUTEIO U
UCTIOJIb3YEMBbIH JJIs OIpeesIeHus crieu(UIecKuX TUIIOB KJIETOK B 0Opa3nax KpOBH, KOCTHOTO
MO3ra, JUMQaTHYECKUX Y3JI0B M JPYrux TKaHed. MIMMyHO(QEHOTHMNHMPOBAHUE BBINOJHIIOT C
MOMOIIBI0 MYJIBTUIIAPAMETPUYECKON MPOTOUYHONW HUTO(IYOPUMETPHH (OOBIYHO, KAK MUHUMYM,

4- uym 6-1IBETHOM).

Pemuccus - nepuon teueHus 3a0oseBaHUs, KOTOPBIA XapakTepU3yeTcsl 3HAYUTEIbHBIM
ocIabJIeHUEM WJTU TOJTHBIM MCYE3HOBEHHEM CUMIITOMOB 3a00JIEBaHUS, B TOM YHCIE MO JaHHBIM

BBINTOJTHCHHBIX naGopaTopHHx U UHCTPYMCHTAJIBHBIX METOJ0B UCCIICIOBAaHUS.

Penmaus — BO3BpaT KIIMHHUKU 3360J’I€B3HI/I5[, B TOM YHCJIE U IIO JaHHBIM na6opaToprlx n

HHCTPYMCHTAJIbHBIX MCTOAOB HCCJIGI[OB&HPII’I .

CHHAPOM I'MIIEPBA3ZKOCTH — BCTPEUYACTCS B CIydasxX, KOTAA YPOBEHb IATOJIOTHYECKOrO
IgM npesbimaet 30 /1. [IposiBisieTcst MOBBIILIEHHOW YTOMIISIEMOCTbIO, CTA00CTHIO, COHJIIMBOCTHIO,

YXYALIEHUEM 3PEHUs, IIyMOM B yIIaX, KPOBOTOUYUBOCTBIO HOCA U JIECEH.

TpchrmaHTaunﬂ AYTOJOTHYHBIX TE€MOMOITHYECKHX CTBOJIOBBIX KJIC€TOK —
TpaHC(l)y?)I/ISI 3aroTOBJICHHBIX PAHCC CTBOJIOBBIX KJICTOK CaAMOI'0 IMallkueHTAa, KOTOPAas BBIITOJIHACTCA

MIOCJIE MPEABAPUTEIIBHOM BBICOKOAO03HOW XUMHUOTEPAIIUH.



1. KpaTrkas nagopmManus no 3a00JeBAHNI0 WM COCTOSHMIO (rpyInime

3a200J1eBaHUI MJIU COCTOSIHMIA)

1.1 Omnpeaeaenne 3a00JeBaHUS WJIH COCTOSHHUSA (Tpynnbl 3a00J€eBaAaHUM WU

COCTOSIHMA)

MaxkpornooynuHemust Banpnenctpema (MB) - B kierounoe nmmbornposudepatuBHoe
3a60J’I€BaHI/IC, XAapPaAKTCPU3YIOIICCCA JII/IM(l)OHJIHBMOL[I/ITapHOﬁ HH(I)I/IJIBTpaL[I/Ieﬁ KOCTHOIro Mo3ra u
cekpermeit MoHokmoHanpHOro IgM (PIgM). B penkux ciydasx (menee 5%) MOTYT BCTpeyaThCs
muMmdormasmonuTapaeie TuMdoMbl ¢ cekpenmert IgA, IgG wim HecekpeTHpYIOMHMK BapHaHT

ooune3nu [1].

1.2 ITHOJOTHUA ¥ IATOreHe3 3200JJeBAHUA WJIH COCTOAHUA (rpyHnbl 3200J1eBAHUNA U

COCTOSTHM)

Xora TouHas dTuojioruss MB ocTaeTcsd HEACHOW, CUMTAETCs, YTO HauOOJIEE YacTo

37I0KaueCTBEHHBIN KJIOH MB Bo3HHKaeT u3 B-mumdonuTa nocTrepMUHaIBHOTO IIEHTPA, KOTOPBIHA
CTOJIKHYJICS C QHTUICHHOM CTUMYJIALMEH, IPETepresl COMATHUYECKYH THIEPMYTALMI0 H
TpaHC(HOPMHUPOBAJICS 10 NEPEKIIOUSHUS U30TUIIA.

B nurepatype ecTh naHHBIE, ONIPEAECIAIONIUE POJIb TEHETUIECKON IPEAPACIIOIOKEHHOCTH.
B xnmuandeckoMm rccnenoBannu u3 257 nanuentos ¢ MB y 19% nanueHnToB ObLI 10 KpaitHeit Mepe
OMH POJCTBEHHUK TIE€PBOM CTENEHH PpOJCTBA, CTPAJAOUINN  MaKpOrIoOyInHEeMHEH

Banbnencrpema wiu npyrum B-kineTounbimM inMdonponudepaTUBHBIM 3a00jieBaHueM. [2, 3]

Taroke ogHMM W3 (HAaKTOPOB pHUCKa SBISAETCS XPOHMYECKAs aHTHUTECHHAs CTUMYILILNSA,
IOCKOJIBKY ~ MIPOCJICKHMBAETCS  3aBHCUMOCTh  BO3HUKHOBEHHS  JUMQOnposindepaTuBHOTO
3a00J1€BaHUs y MAllUEHTOB C HAJMYMEM B aHAMHE3€ TaKUX ayTOMMMYHHBIX 3a00JI€BaHMH Kak
CUCTEMHBIN cKiepo3, cuHapoM lllerpena, ayroMMMyHHasi TreMOJIMTHYECKas aHeMHUs (Kak
TEIUIOBOTO, TaK M XOJOJOBOI'O THUIIA), PEBMATHUYECKas IOJMMHUAITHUS W TUraHTOKJIETOYHBIN

apTepuur. [2, 3]

Baxneitmum dakropom pucka paszputusi MB sBisercs Hamuuume B aHamHe3e IgM
MOHOKJIOHAJIbHOM ramMmanaTuu HeyTouHeHHoro 3Hauenus (IgM-MGUS). [2, 3]

Comarnyeckue MyTallud B TeHax, KoaupyromieM Oenok MYD88 M XeMOKHHOBBI
peuentop tuna 4 (CXCR4), 61111 06Hapyxensl 6oiee ueM y 90% u 30—35% nanuentos ¢ MB
COOTBETCTBEHHO, U OBUIO MOKa3aHO, YTO OHU UIPAIOT KIIIOUEBYIO POJIb B OHKOT'€HE3€ MPU ITOM
3a0oseBaHuu. [2, 3]

1.3 DnuaeMuoJorusi 3a00J1eBaHUA WJIH COCTOSAHHNA (rpvionbl 3200JeBAaHMIT UJIH

COCTOSTHM)




MB cocraBnsier 2% ot Bcex remoOmacto3oB u 60% ot Bcex IgM cekperupyronmx
muMdom. CpenHuil BO3pacT Ha MOMEHT YCTaHOBIICHH AuarHo3a — 71 rog. CKOppeKTHPOBaHHBIH
10 BO3pacTy ypoBeHb 3a0oneBaemoctu cocrasisiet 0,42 Ha 100 000 HaceneHus B Toj1, C BO3pacToM
3a001€Ba€MOCTh BO3pacTaeT u mocjie 75 net cocrapiser yxe 3,2 Ha 100 000 Hacenenus B Toj.

CoOTHOIIIEHHE MYKUMH U keHIuH 3,2:1. [1]

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1eBAHUS HJIH COCTOSHHUS (Irpynnbl 32001eBaHU i

MM COCTOSIHMIT) o MeKIYHAPOAHON CTATHCTHYECKOM KJaccudbuxkanum 00Jie3Heill u

npo0.ieM, CBA3aHHbBIX CO 3/I0POBLEM

C88.0 — makpornoOynuHemust Banbaenctpema
1.5 Kuaaccudbukamus 3a00JeBaHUs WJIH cOCTOSIHMA (rpynnbl 3a00JieBaHUNA WM

COCTOSTHM)
Her

1.6 Kayunnuyeckass KApTHHA 3200J1€¢BAHNS UM COCTOSTHNSA (Tpynnbl 3200J1¢BAHNI NI

COCTOSIHMA)

CymiecTByIOT cieayromue GopMbl TeUeHUS 3a00JIEBaHUS:

1. MoHokIOHanbHas rammanarus HeyrodHeHHoro 3HaudeHus (PIgM-MGUS) — cocrosnue,
KOTOpO€ Kak TMpaBWJIO TPEALIECTBYeT OONE3HH, pa3BUTHE CHMIITOMAaTHYECKOH (hopMBI
Habmogaercs ¢ yactoroit 2% B roa. Tepanust He TpeOyeTcs

2. beccumnToMHast wiu Tietomas MB, He TpeOyeT cnenmdudeckoil Tepanuu.

3. Cumnromarnueckass MB — moexxut crienuduaeckoi Teparuu.

[ManuTpa KIMHUYECKUX HPOSBICHUI NMpH cuMnTomMaTnyeckod MB noBonbHa pazHooOpasHa H

o0ycroBiieHa IByMs (pakTopamu:

1) cnemduueckort nHpuIbTpanueit koctooro mosra (KM) u B psiie ciryyaeB Jpyrux OpraHos.

2) namuuuem PIgM.

VY nmanueHToB MOTYT ObITh Hecnienupuyeckue B-cuMnTombl, Takue Kak JIMXopajka, oTeps Beca,
YTOMJIIEMOCTb, OOMJIbHBIA HOYHOM TIOT. BoBiieuenne KM 0OBIUHO BBI3BIBAET aHEMHIO, KOTOPAsI
yCeyryonsiercss  cekpeuued remcuauHa  JTMM(OIUTa3MOIMTAPHBIMU — KIETKAaMH,  HEPEIKd
TPOMOOLIUTONICHHSI, JIEHKOIUTO3 ¢ IuMdoIruTo30M, uHOrAa JehkoneHus. [Ipumepro y 30%
MaIMeHTOB B 7Ic0r0Te 3a00sieBaHus ObIBaeT JuM(paaeHONaTHsI, CIUICHOMETANIHs, TeraToOMeT s,
pexke — BOBJIEYCHHE IUIEBpPHI, OPIOIIMHBI, TOYEK, KOXH, crHenuduueckoe MopakeHue

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

PIgM wmoxkeT BbI3bIBaTh pa3iuyHble COCTOAHMA. [Ipexae Bcero — CHHAPOM MOBBIILICHHON
BSI3KOCTH, KOTOPBIM BO3HHUKAET npu 3HaueHusx PIgM Goiee 40 r/11. DTO 0ClIOKHEHUE BCTPEUASTCS

y 10—I15% nauuenroB. Jlig HEro XapakTepHbl TI'€MOPPAard4eCcKUE OCIOKHEHUS —



KPOBOTOYMBOCTb HOCA U JECEH, T'OJIOBHbIE OOJM, TIOJOBOKPYKEHHS, CEPIEYHO-COCYAMCTHIE
HapyILIeHUs, IIyM B YIIaX, HEYETKOCTb, 4 HHOTIA U IIOTEPS 3PEHUSI BCIECACTBUE KPOBOU3IUSHUN
Wi TpoMOO30B cOCyl0oB ceT4aTkd. lloBblmieHHE BS3KOCTH KpOBH, 3aTparupalioliee

MUKPOIUPKYIALNI0, B ToM yncie B [IHC, MoxxeT mpuBEeCTH K HEOTI0KHBIM COCTOSIHUSM [S].

VY 10% nanuentoB PIgM MosxeT umeTh cBoiicTBa kpuorioOynuna. Kpuornooynuaemus: Tunos |
u Il MOXET KIMHUYECKH NMPOSIBIATHCS KOKHBIMU U3MEHEHUSIMH, TAKUMHU KaK IIypIypa, sI3Bbl U
JMBEN0, 0OCOOEHHO HAa HI)KHUX KOHEUHOCTsX. Hammume KpuornoOylinHeMHH MOXKET ycyryOmsTh
NPOSIBJIICHUS TIOBBIIICHHOM BS3KOCTH. Y 5% malnuMeHTOB MOXeT ObITh HENOCPEICTBEHHOE
orinoxenue PIgM B koxe, kumeunuke, moukax. Y 10—15% OonbpHBIX pa3BuBaercs AL-
amuono3. OH SBISETCA PEAKMM M TsDKENIbIM ocliokHeHueM mnpu MB. Haumbonee wacto
MOPAXKAIOTCS MTOYKH, CEP/IIIE, TICUCHb U niepudepuieckrue HepBbl C UMMYHHOM aKTHBHOCTBIO PIgM
MOTYT OBITH CBSI3aHBI TPOMOOIIMTONECHHUS, AyTOUMMYHHAsI TeMOJIMTUYECKAss aHEMHS, XOJIOI0BOU
reMoyin3. Y HEKOTOPBIX MAallMEeHTOB MOXKHO HabmronaTs cunapoM llIHuiyiepa, npencTaBistoniuii
cO00i XPOHUYECKYIO ayTOMMMYHHYIO KPallMBHHUILY U IpYTHe PEeBMAaTHUECKUE MPOSBICHHUS, TAKHE

KaK pelUANBUPYIONIAs TUXOPaJIKa, 00JIb B CyCTaBaX U KOCTAX. [6, 7]

[Ipumepno y 20—25% mnauuentoB ¢ MB pa3BuBaercs mnoiauHeiponaTHsi M3-3a CEHCOPHOMU

JeMUCTUHU3AINH, CBI3aHHOU ¢ apanporenHoM IgM (IgM-PN) [§]

MB ¢ mpu3HakamM KpYMHOKJIETOYHOW TpaHC(HOpMALUU SIBISETCS PEIKUM, MaJOM3yYCHHBIM
BapUAaHTOM TEUCHUs 3a00JIeBaHUsS, XapaKTEPU3YETCs] arpeCCHBHBIM KIMHHUUYECKUM TEYCHUEM H
IUIOXUM HPOrHO30M. COrjacHO JaHHBIM OTPaHUYEHHOrO KOJIMYECTBA MyOJIMKaMH, MPU3HAKU

KPYIHOKJIETOYHOU TpaHchopmanmuu Habmonaores y 2—10 % nanuentos ¢ MB. [9]

2. /ImarnocTuka 3a00J1eBaHUS WM COCTOSTHUS (TPYNIbI 32001€BAHNH WU
COCTOSIHMII), MEIUIIUHCKHE MOKA3aHUSA M MPOTUBONOKA3AHUSA K NIPUMEHEHNIO

METO0B TMATHOCTHKH

Mnocue pexomenoosanuvie Memoovl OUACHOCMUKU 3A001€8aHUS U CEAZAHHBIX C HUM
COCMOSIHULL UMEIOM 02PAHUYEHHYI0 00KA3ameNbHYI0 6a3y (6 coomeemcmeaul co WKALIAMU OYeHKU
VPOBHS O0CMOBEPHOCMU 0OKA3AMENLCME U YPOBHSL YOOUMeNbHOCMU PEKOMEHOAYULl) O NPUYUHE
omcymcmeusi NOC8AUHHbIX UM KIUHUYECKUX ucciedoganull. Hecmomps na smo, onu Aeasiomces
HeoOX00UMbIMU dlleMeHmamu 00C1e008aHuss nayuenma 0 YCMaHo8NeHus OUdasHo3d U ebloopda
MAaKmuKu jleyeHus, maxk Kak oonee sghgpexmusnvie U 0OKA3aHHble MemoObl 8 HACMOosujee 8PeMsl
He pa3pabomanbwi.

Kpumepuu ycmanoenenus ouacnosza MB:

IIpu ycmanoenenuu ouazrnosza MB 0ondcHbl npucymcmeogams ciedyioujue Kpumepuu.:



1. ewviasneHue monokI0HaNbHO20 IgM 6 Kposu (Hezasucumo om yposHs napanpomeuta);

2. unurbmpayus KOCMHO20 M032a MALLIMU TUMPOYUMAMU, NAAZMOYUMOUOHBIMU KIeMKAMU
U NAA3MAMU4ecKUMy Kiemkamu (Oughgysnas, uHmepCmuyuaibHas uiu HOOYIApHAs).

3. Hanuuue mymayuu L265P 6 ecene 6enka MYDSS npu uccredosanuu nepugepuieckoti Kposu,
KOCMHO20 MO032a, TUMDamu4ecko20 y3ia uiu uHo2o0 onyxonegoz2o cyocmpama. Cnedyem
HOMHUMb, YMO CO2NACHO OAHHbIM ucciedosanui mymayus L265P ¢ cene beaka MYDSS
ecmpeyaemcs npumepro y 90 % nayuenmos ¢ MB. MYDS8S ompuyamenvHvie ciyuau
maxkace ecmpeuaromcs. Taxum obpazom, omcymcemeue mymayuu L265P 6 cene bOenxa
MYDS88 ne ompuyaem ouacno3z MB npu Hanuuuu 6cex OCMAlbHbIX 1AOOPAMOPHBIX U
KAUHUYeCKUx Kpumepues 3sabonesanus. B ciyyae cexpeyuu IgA u IgG 3a6onesanue
OUaZHOCMUPYemcsl KaxK JUM@PONIasmoyumaphas iumgoma.

2.1 Ka100b1I M1 aHAMHE3

e [lammmenTtam ¢ momo3penueM Ha MB, a Takxe BceM mareHTaM ¢ BEpUPUIIMPOBAHHOMN
MB npu kaxaoMm mpremMe peKoMeHayeTcsi cOOp aHamHe3a W Kajao0 JUIsl OIEHKH
COCTOSIHMSI TIAIIMCHTA, & TAKXKe JIJIsl yCTAHOBJICHUS (PAKTOPOB, KOTOPHIE MOTYT OKa3aTh

BIIMSIHUE HA OTpeiesieHre JeueOHON TaKTUKK maruenTa [2, 3].

YpoBenb yOenureabHocTH pexkomenaamuii C  (YypoBeHb /10CTOBEPHOCTH

J0Ka3aTeJIbCTB 5).

KommenTapum: owcanodvl  nocam — mecneyuguueckuii  xapakmep, — 00YCll08eHbl
qumMgonnazmoyumapHol uHuUILMpayuel opearos U MmKaHel U YupKyiayue Makpoziooyiuna,
npUBooaue20 K 2UNepesa3KoCmu, KpUuocioOyIuHeMul, XO0N00080U 2eMOIUMUYECKOl aHeMul,

AUT'A, ummyHnnou mpomoboyumonenuu, amMuioud03y:

o [0onosHble 6OMU, HEUeMKOCTb UNU YIMPAMa 3peHus, SNU300bl HAPYUEeHUs CO3HANHUS

o Tlopadicenue Kodcu U CIUBUCMBIX — KDOBOMOYUBOCMb, KPANUBHUYA, NANYIbL, 0epMAMUm

o Ilpocpeccupyiowee  cHudiCceHue  4y8CMBUMENbHOCMU,  NOKAIbIGAHUE,  JHCHCEeHUe,
bonesneHHoOCMb 6 cmonax u kucmsx. Heycmotuiuueas noxooka, cCHudiceHue MbluleyHot CUlbl

o Cunopom Peiino, akpoyuano3s, s36vl Ha HO2ax

o Juapes, bonu 6 dcugome

e Moowem onpedenamuvcs beccumnmomuoe ygenruueHue Iumgoy3nos noooi 10Kanu3ayuu.

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

2.2 dusukajbHoe 00cae10BaHue




e [lanmentam ¢ momo3peHueM Ha MB wunu BbisiBIeHHOW MB npu mepBUYHOM WIIH
MOBTOPHOM IpHUEME, NMPU KOHTPOJBHBIX OOCIENOBAHMSIX, U NPHU MOJO3PEHUHU Ha
PEIUINB/TIPOTPECCUPOBAHHE 3a00JieBaHUS pexoMeHayercst BBITIOJIHEHHE
BU3YaJIbHOTO OoCMOTpa TCPaNICBTUYCCKOIO, IaJbramnuu TepaHeBTquCKOﬁ u
ayCKyJbTallUM TE€PANeBTHUECKOM IJIs yTOUHEHUS! PAcIPOCTPAHEHHOCTH 3a00JIeBaHM
Y OLICHKU COCTOSIHMS TTAlIUEHTa M0 OpraHaM M cucteMam [2, 3].

YpoBenb yOenureabHocTH pexkoMmenaamuii C  (YypoBeHb /10CTOBEPHOCTH
JI0KA3aTeJILCTB 5).

KommenTapuu: npu ocmompe nayuenma

- UsMepeHue pocma u MAaccvl meid, 8bINOJHEHUe MmepmMomempuu oouell;, OYyeHKy
COCMOSIHUSAL KOJICHBIX NOKPOB08, KOCMHO-CYCMABHOU CUCTNEMbl, 8blAGNIeHUe NPUSHAKOS
2emMoppazuyecko20 CUHOpOMA, Haluyue 2enamocnieHome2anuu, aUMpoadeHonamuu;
Hanuyue NPUSHAKO8 OUCPHYHKYUU cepoya, Ne2KUX, NeyeHu, Op2aHo8 IHOOKPUHHOU

cucmemal.

- onpedeﬂeﬂue Hanuyus B-cumnmomos.

- onpeoenenue cmamyca no ECOG (0-4)

2.3 JIaGopaTopHbIe AMATHOCTHYECCKHE HCCIEeI0BAHUS

e [lanuentam ¢ MB nepen nposeneHueM epBor JIMHAK IIPOTUBOOIIYXO0JIEBOU TEpAUU
PEKOMEHAYETCS BBIOJHUTH OIpPEJEICHUE COOTHOIIEHUS OENKOBBIX (paKkuuit
METOAOM 3JIeKTpodope3a B KPOBH M B MOYE M HMCCIEIOBAHWE MOHOKJIOHAJIBHOCTH
MMMYHOTJIOOYJIMHOB B KPOBH U B MOUY€ METOJOM MMMYHO(DUKCAIMH ISl BHISIBICHUS
MOHOKJIOHAJIBHOTO UIMMYHOTJIOOyuHa [2, 3].

YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB 5).

KOMMeHTapHI/I: 8blsej/leHUe MOHOKNIOHANIbHO2O uMMyHOZJZO6yJZUHa M nezasucumo om ezo
BEUYUHBL S6TISIEMCST OOHUM U3 OCHOBHBIX OUACHOCMUYECKUX Kpumepuees MB. Kpome moco,

HeobX00uMo onpedeieHue yposHs HOpMaibHuIX Ig coieopomku kposu 2, 3].

e [lanuentam ¢ MB nepen nposeneHueM epBor JIMHUK IIPOTUBOOIIYXO0JIEBOM TEPAIUU

PEKOMCHAYCTCS BBIIIOJHUTE MOJICKYJIAPHO-TCHETUYCCKOEC HCCICAOBAHUC TOYCUHOM



myTaruu p.L265P B rene MYDS88 metogom TP B mumdorniazMonuTapHbix KiieTKax.
[10].
YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH
JI0Ka3aTeJILCTB 4).
KommenrTapuu: sma mymayus ecmpeuaemcs y 90% nayuenmos ¢ MB u 3snauumenvno
peodice npu Opyeux JIII3, nosmomy, 6 cO8OKynHocmu ¢ Opy2umu 1ab0pamopHulMu U
KauHuyeckumu npusnakamu MB, ona saensiemcs ouacnocmuyecku sHadumou. OOHaxo,
omcymcmeue OAHHOU Mymayuu He uckmouaem ouazno3da MB, npu Hanuuuu umsix
KIUHUYECKUX U J1AO0pamopHulX npusHakos 3abonesanus. Mymayus L265P mooicem
00HAPYHCUBAMBCSL 8 IIOOOM ONYXOAEBOM CYOCMpam, dauje ucciedyemcs KOCmMHulll M032,

pedice — Kpogb, TUM@POoy3eil, IKCMPAHOOAIbHbILL CyOCmpam.

e [lanmentam ¢ MB nepen npoBenieHreM TPOTUBOOMYXOJIEBOM TEPAITUA PEKOMEHYETCS
BBITIOJTHUTH OOIIMHA (KITMHUYECKUM) aHAIM3 KPOBHU C MCCIICIOBAHUEM YPOBHS OOIIETO
reMOrJIoOMHa KPOBH, YPOBHS SPUTPOLIUTOB B KPOBH, YPOBHS TPOMOOIIUTOB B KPOBH,
YpOBHSI JICMKOIIMTOB B KpOBH, IU(M(EpeHIIMPOBAaHHBIM  MOJCYETOM JICUKOIIUTOB
(reiikonTapHON (HOPMYJIBI), UCCICIOBAHUE YPOBHS PETHKYJIOIUTOB B KPOBU IS
YTOYHEHHsS] COCTOSIHMSI TallMeHTa, AaKTUBHOCTU 3a00JIeBaHHUS U BO3MOXHOCTHU
IIPOBEJIEHUS IIPOTUBOOITYX0JIEBOTO JIeUeHHUs [2, 3].

YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

J10Ka3aTeJILCTB 5)

e [lanmentam ¢ MB nepen nposeneHreM TPOTUBOONYXOJIEBOM TEPAITUA PEKOMEHYETCS
BBITIOJIHUTHh aHAJIN3 KPOBU OMOXWMHUYECKHH OOIIeTepaneBTUYECKHUM, BKIIOYAIONTUN
00s13aTeNIbHOE olpeseNeHue AKTUBHOCTH JAKTaTIAETUAPOreHAa3bl,
acrapTaTaMHHOTpaHCc(epasbl, alaHuHAMUHOTpaHchepassl, menodnoi ¢ocdarasbl B
KpPOBH, OIpEAeNiCHUEe YPOBHS MOYEBOM KHCJIOTHI, MOYEBHHBI, KpEAaTUHHHA, OOIIETO
Oenka, anmpOymuHa, oOmiero OwuaupyOWMHA, CBOOOIHOTO OWMIMPYOMHA, CBS3aHHOTO
OunupyOMHa B KPOBH, HMCCIEJOBAHUE YPOBHS Kallus, a TaKKe YPOBHS OOIIEro H
MOHU3UPOBAHHOIO KajblUsl J/JI YTOYHEHHUS COCTOSHUS NAIMEHTa, aKTUBHOCTH
3a0071€BaHUs ¥ BOBMOXKHOCTH MPOBEACHUS MPOTHUBOOITYXOJIEBOTO JieueHus [2, 3, §, 9,
10].

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KAa3aTeJIbCTB 5).



e [lanmentam ¢ MB nepen nposeneHreM TPOTUBOOMYXOJIEBOM TEPAITUA PEKOMEHYETCS
BBITIOJIHATh OOUMH (KIMHUYECKUM) aHalli3 MOYH JUIsl YTOYHEHHS COCTOSTHHS
MalueHTa, AKTUBHOCTH 3a00yIeBaHUS u BO3MOKHOCTHU IIPOBEICHUS
IIPOTUBOOITYXO0JIEBOIO JieueHus. [44]

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB S).

e [Janmentam ¢ MB nepen npoBeieHUEM TPOTUBOOIYXOJIEBOW TEPAITUH PEKOMEHYETCS
BBITIOJTHUTH KOAryJorpaMMy (OpUEHTUPOBOYHOE UCCIIEIOBAHUE CUCTEMBI TEMOCTAa3a) C
OTIpelCTICHUEM  CIEIYIONINX  MapaMeTpoB:, ONpEICIICHHe MPOTPOMOUHOBOTO
(TpombomactuaoBoro) BpemeHn (AUTB) B kpoBuM miu B Ij1a3Mme, OINpEICIICHHE
TPOMOMHOBOTO BPEMEHU B KPOBH, ONpejaesieHne YpoBHS (pruOpHHOTEHA B KPOBH IS
YTOYHEHWSI COCTOSIHUSI CBEPTHIBAIOIICH CUCTEMBI AIMEHTA U PUCKA TEMOPPArHIeCKIX
OCIIOKHEHUM [44].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB S).

e [lammmentam ¢ MB nipu auarHocTuke u/ UM nepes MpoBeASHUEM ITPOTHBOOITYX0JIEBOM
TEparuy PEKOMEHAYETCs BBIIIOJHUTH OINpENIeIeHUe TPYIIbl KPOBU M pe3yc-(pakTopa,
onpenencHue antureHa (HbeAg) Bupyca rematura B (Hepatitis B virus) B kpoBw,
onpeneneHue antureln kK Bupycy remnarura C (Hepatitis C virus) B KpoBH, ONpeIeIeHIE
antuten kiaaccoB M, G (IgM, IgG) k Bupycy nmmyHozneduruta yenoseka BNY-1
(Human immunodeficiency virus HIV 1) B KpoBM [uUIsi YTOYHEHHS HaIM4Us
CONMYTCTBYIOIIEH TMATOJOTMM Yy TAalMeHTa U BO3MOXXHOM HEOOXOAMMOCTH
MoAU(UKAMK TPOTUBOOMYXOJIEBOM Tepanmuyu WU MPOBEICHHS COIMYTCTBYIOLIETO
neyenus [44].

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB 5).

e [larmmentam ¢ MB nipu 1uarHocTHKe W/ WIK TIepea MPOBEACHUEM IPOTHBOOITYX0JICBOM
Tepanmuu C Tenblo cragupoBanus mo 1mkamam IPSSWM\Revised IPSSWM
PEKOMEHIYETCsl  BHINIOJHUTH HCCIEIOBaHHE YpPOBHS OeTa-2-MHKpPOTIIOOYIIHHA,
KpHOTJIOOYIMHOB B KpoBU [44].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).



e [larmmentam ¢ MB nipu 1uarHocTHke W/ WK TIepea MPOBEACHUEM IPOTHBOOITYX0JICBOM
TEepanuu PEKOMEHIYETCS BBIMOJIHUTH HCCIEJOBAHUE BSA3KOCTU KPOBH, C LENbIO
UACHTH(PHUKAIIUN BO3MOXKHOTO CHHIPOMA THUIIEPBSI3KOCTH KPOBH U MPOTHO3UPOBAHUS
BO3MOXHBIX OCJIO)KHEHHM C HUM CBSI3aHHBIX [3].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB S).

2.4 UHCTPpYMEHTAJbHBIE JUATHOCTHYECKHE MCCIE0BAHMS

e [lammmentam ¢ MB nipu auarHocTuke u/ UM nepes MpoBeASHUEM ITPOTHBOOITYX0JIEBOM
TEparuil PEKOMEHJYeTCsl BBIIIOJHUTH PEHTIeHOrpaduio KOCTeW CKelera WU
KOMITBIOTEPHYIO TOMOTpauio KOCTeM cKenera Jjs YTOYHEHUSI BO3MOXKHOTO
cnenuduaeckoro mopaxenus. [11, 12, 13, 14].

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB 5).

e [larmmentam ¢ MB nipu 1uarHocTuke W/ WK TIepe MPOBEACHUEM IPOTHBOOITYX0JICBOU
Tepanuy PeKOMEHIyeTCs BBIIOJIHUTH KOMITBIOTEPHYIO TOMOTpadrio OpraHoB IpyAHOMN
MOJIOCTH WJIM TIPULICIBHYIO PEHTIeHOTpadui0 OpraHOB TPYTHOW KIETKH IS
BBISIBJICHUS U3MEHEHUI JIETOYHOM TKaHU U opraHoB cpenoctenus [11, 12, 13, 14].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB S).

e [lammmentam ¢ MB nipu auarHocTuke u/ UM nepes MpoBeASHUEM ITPOTHBOOITYX0JIEBOM
TEepalmui PEKOMEH]IYEeTCS BHITIOJTHEHUE KOMITBIOTEpHOW TOoMorpadud OpraHoB
OpIOIITHOM MOJIOCTH WIH YIABTPA3BYKOBOTO UCCIICIOBAHUS OPTaHOB OPIOIIHOM MOJOCTH
(KOMIUIEKCHOTO0),  yJIBTPa3BYKOBOTO HCCIEIOBAHUS BCEX TPyMI TMepuepruIecKux,
BHYTPHOPIOIIHBIX W 3a0PIOMIMHHBIX JHUM(PATHYECKUX Y3J0B, OPraHOB OpPIOUTHOM
MIOJIOCTH U 3a0PIOIIMHHOTO IPOCTPAHCTBA, ONIPEICICHNE Pa3MEPOB IIEUCHH, CEJIC3CHKU
U BHYTPUOPIONIHBIX JUMQPATHUECKUX Yy3IOB IS OICHKH COCTOSIHHSI OPTaHOB
OPIOIIHOM MOJIOCTH ¥ YTOYHEHHSI BO3MOYKHOTO CIIeM(pUIEcKoro nopaxenus. [11, 12,
13, 14].

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KAa3aTeJIbCTB 5).

Kommenmapuii: nayuenmam ¢ MB neped nmauanom mepanuu 603MON*CHO BbINOJIHUMD

NO3UMPOHHYIO  IMUCCUOHHYIO  MOMO2PAPUIO,  COBMEWEHHYI0 C  KOMNbIOMEPHOU

momozpaghueti ¢ mymopomponuvimu P®@II ¢ rkowmpacmupoeanuem, Kaxk memood



N0360JAI0We20  OOCHMOBEPHO  OYEHUMb  PACNPOCMPAHEHHOCMb  CHeyupuiecKo2o
nOpadiceHusl, OYeHumb OONOJHUMENbHbIE PUCKU, KOHKPEMU3UPOBAmMb NOKA3AHUS O
Hauana 1edenus u 8 psaoe ciyyaes 8blopams ONMUMAIbHYIO RPOSPAMMY Mepanuu.

2.5 Uuble AHArHOCTHYECKHE HCCIe10BAHUS

e [larmmentam ¢ MB nepen mpoBeeHHEM MPU JUATHOCTUKE W/ WA TIPOTHBOOITYX OJICBOM
TCpalliu PCKOMCHAYCTCA BbIIIOJIHUTL IOJYUYCHUC HHUTOJOIMYCCKOro Impcrapara
KOCTHOT'O MO3Ta IyTEM MYyHKLHH, LIUTOJOTUYECKOE HCCIEAOBAHHE Ma3Ka KOCTHOTO
Mo3ra (MuesnorpamMma) s oOHapyKeHUs JTUMQOIIa3MOIMTapHONH WHOUIbTPAIIUN
[11, 12,13, 14].

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KAa3aTeJIbCTB 5).

e [larmmentam ¢ MB nipu 1uarHocTHKe W/ WK TIepe MPOBEACHUEM IPOTHBOOITYX0JICBOU
TEepanuu PEKOMEHIYETCS BBIMOJHUTh TOJYyYeHHE THCTOJIOIMYECKOro Ipernapara
KOCTHOTO MoO3ra (TpemaHOOHOINCHs), MaTOJOr0-aHATOMUYECKOE HCCIIE0BaHUE
OuorncuitHOro (OMEpalMOHHOT0) Marepualia KOCTHOTO MO3ra € TNPUMEHEHUEM
MMMYHOTHCTOXUMUYECKUX METO/IOB u/unu UMMYHO(EHOTHITHPOBAHHE
TEMOIMOATUYECKUX KIIETOK-TIPEAMeCTBeHHUI] B KOCTHOM Mosre (MDT), xmerox
acriupara koctHoro mosra [11, 12, 13, 14].

YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KAa3aTeJIbCTB 5).

Kommenmapuu: Knemxu onyxonesoco cyocmpama npu MB skcnpecccupyrom PIgM kak

Ha ceoeli nosepxrHocmu (sIgM), max u enympu yumonaasmol (cIgM). Dxcnpeccus slgM

cywecmeeHHo npesanupyem. Hmeem mecmo 8blpaddCeHnas IKcnpeccuss maxux B-

kremoynvix anmueeros: CD 19, CD 20, CD 22, CD 79a. Knemxu ciab6o-noaoxcumenvbHbl

Ha nanuuue CD 10 (mosxcem omcymemeosamyn), CD 21, CD 25, CD 38, CDc. dxcnpeccus

CD 5, CD23 He xapakmepHa, XOms MOJiCem GCMpeyamvpCsa U He A611emcs hakmopom,

uckmovarowum MB.

e [lanuentam ¢ MB npu nopo3peHny Ha aMWIOU03 C IIOPAKEHUEM KOXKH, XKEITYAOUHO-
KHUILIEYHOTO TPaKTa, MOYEK, KOCTHOTO MO3Ta, MEUYEeHU PEKOMEHAYETCS! BBHIIOJHUThH —
MaTOJIOr0-aHATOMUYECKOE UCCIIEA0BaHNE OMOTICHITHOTO MaTepraia (OMONTaTOB) ATUX
OpraHoB C MCNOJIb30BaHUEM OKpacku KoHro-kpacHsiii [6].

YpoBenb  yOenurtenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).



e [lanmentam ¢ MB nipu no103peHNN Ha aMHJIOU103 CEPALIA PEKOMEHTYETCS BBITIOJIHUTD
— uccienoBaHus ypoBHS N-TepMUHAIBHOTO (PparMeHTa HaTpPUHYpeTHYECKOTO
npornentuaa mosrosoro (NT-proBNP) B kpoBu um OXO-KI' ans uckimroueHus
aMUIJION103a Cep/illa U oTpeeeHus cepaeuHon GpyHkiuu [15].

YpoBenb yOeauTebHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJILCTB 2).

e [lamentam ¢ MB ¢ mnDoao3peHMeM Ha HAJIWYKWE CUHIPOMA THIIEPBA3KOCTH
PEKOMEHAYeTCsS BBIOJHUTH IpUeM (0CMOTp, KOHCYNbTAalMsl) Bpada-odraibmonora
NIEPBUYHBIN 17151 IUArHOCTUKH OCJIOKHEHUH CUHAPOMA TMIIEPBA3KOCTH [5].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).

KommenTapuii: npu nooospenuu na Hanuuue cuHOpoOMAa Unepes3kocmu HeobXooum
ocmomp nepugepuu 21a3H020 OHA € UCNOTIL308AHUEM MPEX3ePKATbHOU TUH3bL I 01b0MaHa.

Taxoice 3mo ucciedo8anue HyHCHO 8bINOIHAMb NPU YPOBHE MOHOKIOHAIbHO20 IgM >30 2/x.

3. JleyeHne, BKJIIOYASI MEIUKAMEHTO3HYI0 M1 HEMEIMKAMEHTO3HYI0 TePaNliu,
AMETOTEepPanuIo, 00e300/1UBaHNe, MeAMINHCKUE TOKA3AHUS U

NMPOTUBOIIOKA3aHMA K IPUMECHCHHUIO MECTOAO0B JICHCHUA
Hasnauenue u npumenenue nekapCmeeHHbIX NPenapamos, YKA3AHHLIX 6 KIUHUYECKUX
DEKOMeHOayusx, HanpagieHo Ha obecnevenue nayueHma KIUHUYECKU IphekmusHou u
be30nacHol MeOUYUHCKOU NOMOWbIO, 8 CEA3U C YeM UX HA3HAYeHUe U NPUMEHeHUe 8 KOHKPEemHOU
KAUHUYECKOU CUMYAYUU MOJCEM ONPeoesiemcsl He MOJbKO 8 COOMBEMCMEUU ¢ UHCIMPYKYUAMU NO
npUMeHeHUulo, ¢ peanuzayuel NpeoCmasieHHbIX 6 UHCMPYKYUU Mep NpeoOoCmOPOHCHOCHU, C

B803MOINCHOLL Koppem;ueﬁ 003 u pestcuma npuUMerRerUusl ¢ y4eniom CoCmosrHusl nayuenma.

Cnedyem yuyumoviamv, 4mo y nayueHma mocym Oblmb HeCMAanoapmHvle NpOSAGIeHUs
bonesHu, a makce couemanue KOHKPEmHol 00ne3HU ¢ Opy2UMU NAMOLOUAMU, YMO MOICem
OUKmosamy jedawiemy 6pavy USMeHeHUs 6 alcopumme 6bl00pa ONMUMAILHOU MAKMUKU

OUASHOCMUKY U TeYeHU.

3.1 loxa3zaHusi K HAYAJY JeYeHUus

Crparerus iedeHus: ONpeAessieTcs Ha ATare YCTaHOBJICHUS TuarHosa. Beiobop mporpammbl

JIeYEHHsI 3aBHCUT OT BO3pacTa mnamueHTa, rpymmbsl pucka mo [PSSWM\Revised IPSSWM,



ocobOeHHocTel TeueHust MB, a UMEHHO - HAIMYMs UTONEHUH, HAIMYUS SKCTpaMEeayUIIPHOTO /
HKCTPAHOJAILHOTO BOBJICYCHUS, HAJMUUS / OTCYTCTBHS HEHpONATHU KaK CUMITOMa OOJe3HH,
HeoOxoauMocTH 6ostee ObICTPOH PEaYKIUU OMyXOJH, COMMYTCTBYIOIIUX 3a0osieBanuil. [1anuenTs
110 65 JIeT ¢ BBICOKUM U TPOMEKyTOouHbIM puckoMm 1o IPSSWM\Revised IPSSWM npencrasnsitor
0cOOyI0 TpyIIy, KOTOPHIM MOTYT OBbITh NPUMEHEHbl KOMOWHUPOBAHHHBIE PEKUMBI
UMMYHOXUMHOTEpANIMM B COYETAaHMH C HHTHOUTOpAaMHM TUPO3MHKMHA3bl bpyToHa, a Takke
o0cyX/ieHa BBICOKOA03Hasl KoHconuaauus ¢ noguepxkkoit AyroCKK B nepBoii nunHuu. JlaHHbIii
MOXOJI MOXET MPHUMEHATbCS B paMKax KIMHHUYECKHX MCCIEeOBaHUM, B YCIOBUAX Hay4dHBIX

LEeHTpOoB [16].

e PekoMeHIyeTCcs HAaUMHATh TEPanuio MpH ObICTPOM HapacTaHWH ypoBHs IgM B kpoBH
WJIU TIPU MOSBJICHUH KIMHUYECKUX CUMITOMOB [2]:

- PeuuauBupytomas nuxopajaka, HOYHasl IOTJIMBOCTh, IOTEPS Beca, CIaboCTh.

- CHHAPOM TUIEPBA3KOCTH.

- JInmpaneHonaTus WM MaCCUBHOE YBEITMUYEHHUE pa3MeEPOB TUMQPOY3IOB (= 5 cMm).

- l'emaromeranust u/unm CrIeHOMErausl.

- [lepudepuueckas Heiponartus, cBsizannas ¢ MB.

- CUMITOMHAas1 KPHOTJIO0YTMHEMHUS

- Anemus ¢ ypoaeMm Hb <10 r/as.

- TpomGonuTonenus ¢ yposHeM TpombomuTos 100 x 10° /1 u Menee.

- 'emonmutrueckas anemus (00YyCIOBIICHHAS HAIMYHUEM XOJIOOBBIX aHTHUTEN).

- Iloueynast HEJOCTATOYHOCTD, CBsA3aHHAs ¢ MB.

- AMunonio3, cBsI3aHHbIN ¢ MB.

- YpoBeHb MOHOKJIOHAIBHOTO IgM >50 1/11, 1a)ke pu OTCYTCTBUU CUMIITOMOB.
YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).

e He pexomeHayercss HauMHATHh CHEIU(PUUECKYIO TEpaluio MAalEHTaM C TJIeIoIen
(6eccumnTomuoit) MB [2, 17].

YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJILCTB S).

3.2 JleueHue NANMEHTOB C BIIepBLIE NMarHocruposannoii MB

e Ilnazmadepes.



CumnToMaTHuecKasi TUIIEPBI3KOCTh PEIKO HAOIIOAAETCS y MALMEHTOB ¢ KOHIIEHTpaIuen
PIgM menee 40 r/n. [Tpu Hamuuy NOBBIIEHHOHN BSA3KOCTH I1a3Madepes clieyeT pacCMaTpUBaTh
KaK BPEMEHHYIO MEpy JI0 TeX MOp, [MOKa CUCTEMHAasi Tepanus He MPHUBEJIET K CHIKEHUIO MacChl
ONMyXOJH U, TakUM 00pa3oM, CHH)KEHHMIO KOHIEHTPAllMM TMapanpoTeMHa B CBIBOPOTKE.
OnnokpaTHOoTO TUIa3Madepe3a YacTo OBIBAET JOCTATOYHO I OOJICTYCHHS CHUMIITOMOB H
0e30MMacHOTo Havajaa CUCTEMHOU Tepanuu [2, 5].

CD20 (xmacrepsl nuddepeniupoBku 20) uHruOuTOophl (#purykcumadb**) [18, 19],
ATKUIUpYOIKe cpencta (#oenpamyctun™*, #uuknodochamua™*), ”HrHOUTOPBI MPOTEACOMBI
(#6opre3zomuo™** - ATX LOIXX Ilpoume mporuBoomyxoseBele mpemapatsl) [20, 21, 22],
uHruouropsl TuposunkuHasel bpyrona (BTK) (uGpyrunu6** ATX LO1XE, #3anyOpyTunuo,
#akanaOpyTtunuO) [23,24], sBistorcss O0e3onmacHBIMU M 3((GEKTUBHBIMU BapHAHTAMH JICUCHHS
nanpenToB ¢ MB. Tlpu Tepamun MB wMoxer OwniTh wucmons3oBaH uHruoutop BCL2
(#Benetoxmakc** ATX LOIXX mpoune mNpPOTHBOONMYXOJIEBBIE  mpemapathl)  [25],
IPOTUBOOITYXOJIEBBIE TIpenapaTl ¥ HMMMYHOMOAYJSATOpHl [26, 27]. MakpornoOyauHeMus
Banbnenctpema XxapakTepu3yeTcsl HAKOIUIGHHEM 3JI0Ka4eCTBEHHBIX HMMMYHOTJIOOYiIMH M-
CEKPETUPYIONINX JTUM(POIIMTOB B KOCTHOM MO3re U apyrux opranax. CD38 sBrsercs Haae KHBIM
MapKepoM TuTa3MOIUTapHOW Jau(GEepeHITMPOBKM U JKCOpeccupyeTcss B kieTkax MB.
Ucnons3oBanue CD38 (xmactepsl auddepenuupoku 38) umHruburopa #maaparymymadba™* B
COUETaHUM C IIpenapaTaMi, HaleJeHHbIMM Ha B-knetku, Takumu kak CD20 (xmacrepsl
nudepeHnupoBk  20) WHTHOWTOPHI WM HMHTHOMTOpPHI THUpo3uHKHHa3bl bpyrona (BTK)

MPEJCTABIISIET HECOMHEHHYIO KIIMHUYECKYIO TTONIb3Y. [28, 29]

o #Purykcumad**

Monotepanus #pUTyKCUMaOOM™* ycTymaeT MpakTHYECKH BCEM 3aperuCTPUPOBAHHBIM
koMOuHupoBaHHbIM cxemaM [30, 31]. Yacrtora pocTwkeHus oOmiero oTBera OOJbINas MpU
KOMOMHHMPOBAHHOW TEparuu, 4eM pu MOHOTepanuu #purykcumadbom™* (73% npotus 44%) [31,
32].

besycnoBHo, #puTykcumab** sBIisieTCS OCHOBOH JIeUEHHUsI, OJJTHAKO MPAKTUYECKU BCEr/ia
€ro CIIeyeT HWCIOIb30BaTh B COYETAHUU C JPYTMMU areHTaMu, TaKUMH KaK HHTHOUTOPBI
IPOTEAaCOMbl, AIKWIMPYIOIIUMU CpPEICTBAMH, aHAJIOraMU IypuHA, MPOTUBOOITYXOJIEBBIMU
npenaparaMy 1 HMMYHOMOTYJIATOpaMH, MHruOuTopamMu Tupo3uHkuHasel bpytona (BTK) [34, 35,
36]. Monotepanuio #putykcumabom** 1ienecooOpa3Ho UCMOIB30BATh JIUIIL Y MAIMEHTOB C
U30JIMPOBAaHHON nepudeprueckoil HelponaTHel, CBSI3aHHON ¢ aKTUBHOCTHIO [gM-aHTUMHETHH-
aCCOIIMUPOBAHHOTO IMIMKOTPOTENHA, 0e3 MHBIX cuMniToMOoB MB [8]. Bo Bcex ocTanbHBIX Citydasx,

Koraa TpeOyeTCsl yMEHbIIIEHHE MacChl OITYXOJIH, UCITOJIB3YEeTCs MyJIbTHAreHTHAs Tepanus [35, 36].



Oc00EHHOCTBIO Tepanuu #pUTYyKCUMaOOM™ * SBIISIETCS TPAH3UTOPHOE MOBHIIIICHUE YPOBHS
MOHOKJIOHaJIbHOTO [gM, KOTOpOoe MOXKET CONpPOBOKIATHCS CHHAPOMOM THIIEPBA3KOCTH (TaK
Ha3bIBaeMbIl (DEHOMEH «BCHBINIKKY» MapanporenHa). [lepen BBeneHueM #Hpurykcumada™** vy
MalMeHTOB C YPOBHEM MOHOKJIOHambHOTO IgM >50 1/71 1menmecooOpa3HO MPOBECTH CEaHC
miasMadepesa s nporuTakTHKH (DEHOMEHA «BCHBIIMIKKY» TapanpoTerHa U yCyryOJaeHus
IPOSIBJIEHUI TUIIEPBUCKO3HOTO CUHApOMA [2].

B HacTosiliee Bpemsi TEpamleBTUYECKHH alNTOPUTM CBOIHUTCA K CIEAYIOIIEMY: CXEMbI
#putykcumad** + #oenmamyctun** (BR) wumm #purykcumad** + #umknodochammm** +
#nexcamerazon™** (RCD) sBIAOTCS OCHOBHBIM BBIOOPOM [IJIsi TIAIMEHTOB C IMUTOICHUSIMH,
BbI3BaHHBIMM ~ MB, yMepeHHON WIM TsDKEIOW  OpraHOMErajJlie HWiad  MacCUBHOU
mumbanenonatueii [4, 30, 35]

JIJ1sl MareHToOB ¢ TSDKEJION CHMIITOMATHYECKON THUTIEPBA3KOCTHIO, KPHUOTIOO0YINHEMHEH
WM XOJIOJIOBOM arriroTHHEMUEH TpeOyeTcs ympexnaromuid miazmadepe3 mepea BBEIACHUEM
npenapara, 0COOeHHO Ul TallMeHTOB ¢ ypoBHeM IgM B cbiBopoTke He MeHee 4000 mr/ 1, 4ToOBI
u3bexath oboctpenus IgM. 3areM mpeamodTuTeNbHEE CXEMa C WHTMOMTOPAMHU MPOTEACOMBI
(exxeHeeIpHOE TOJIKOXKHOE BBeJeHUE #Ooprezomuba**) — mporpamma #O0oprezomuo** +
#putykcumad** + #nexcamerazon™*) [4, 5, 38].

Cxema #pnynapabun** + #uuknodpochamun** + #purykcumad** (FCR) Ttakxke
3QpeKTUBHA, OJHAKO JJIUTENbHAs TEpamus aHaJloraMu IIypuHA OOBIYHO COMPOBOXKIACTCA
MHUEJIOCYIIPECCUEN, HIMMYHOCYTIPECCHEH ¢ pa3BUTHEM WH(DEKITMOHHBIX OcTokHEeHHH. Kpome Toro,
MMEIOTCS COOOIIEHHS, YKa3bIBAIOIIME HAa yBeJIMUeHHE prcka TpaHchopma MB B arpeccuBHbie
TMM(OMBI, M YBEJIMYECHHE PA3BUTUS BTOPHUYHOI'O OCTPOrO MHEIOOJIACTHOTO JIeHKo3a H
muenoauciiiazuu. [1o3ToMy Hcronb30BaHNE aHAJIOTOB MTyPHHA CIIEAYET OTPaHUYUTh, 0COOEHHO Y
MOJIOJIBIX TAIMEHTOB, KOTOPBIM, BO3MOXHO, TToTpedyetcst coop ayro CKK mist mocnenyromeit
TI'CK [39].

Jlns manuMeHToOB C HeWpomaTuel, CBA3aHHOW C MapamnpoTeMHaMu, IiazMadepes Tarkke
HE00X0/IUM, HO €T0 HE CJeIyeT MCIOJb30BaTh B Ka4eCcTBE MOCTOSIHHOrO Metona. Cxemsl RCD,
CP-R, FCR wm BR npu vetiponnatun g dexruBabl. Creayet nzderath KOMOMHUPOBAHHBIX CXEM,
CoJIepXKalIuX HEMPOTOKCUYECKUE areHThI, TAKKE Kak #0opTe3oMu0™* u #BuHKpucTHH** 8, 32].

B 2015 r. ony6nukoBanbl pe3ynbTaThl Heciaenoanuu 11 gassl mo onenke apdexruBroCcTH
uopyrunnba** (uuruOurop tuposzunkuHazel bpyrona (BTK)) y manueHToB, MOJydyUBIIUX HE
MEHee OJHOTro BapuaHTa jedeHus. MOopyTuHn6** HasHavyamu B cyrouHou moze 420 mr. OOmias
s¢dextuBHOCTh seueHuss coctaBuwia 90,5%, Oonpmioi oTBeT moyiyueH y 73% malueHTOB.
[Tokazarenu 2-x netHeit BBII u OB coctaBunm 69,1 u 95,2% coorBerctBenHo [41]. Hanmyummmx

pe3yabTaToOB yAaJIoCh MOOUThCS y mamuMeHToB ¢ Myrauumeiit MYDS8S. B nHacrosmee Bpewms



nopyTuHUO** B mo3e 420 MI/CyTKM Tak)kKe peKOMEHJIOBAaH K MCIOJIb30BAHUIO B MEPBOM JIMHUHU
Tepanmuu y TNanueHToB ¢ MB, KOTOpBIM HEBO3MOXHO MPOBEACHHUE XUMHOTEPAIMH WU Kak
Tepanus peruausa [41].

WHTeHcuBHAsS MOJUXUMUOTEpAIUs € MOCIEAYIOUIeH TpaHCIUIaHTAlMeil ayTOJOTHYHBIX
TEMOTIOTUYECKHX CTBOJIOBBIX KiIeToK (ayro-TI'CK) pexomeHoBaHAa B HACTOAIIEE BpeMs
MEXIYHApOAHON paboueil rpymmoil mo m3ydeHuto BM kak MeTon Tepamuu AJisi TaIeHTOB
MOJIOXKe 65 JIeT ¢ HeNPEPHIBHO PELUANBUPYIOIIMM WM IEPBUYHO PE3UCTEHTHHIM TeueHueM MB.
[Tarmentam Mosoxke 60 7neT mociae MNPOBEACHHUS TepanmuH MPEINOYTHUTENLHO BBINOJIHUTH
MOOWMIIM3AINIO U cOOP ayTOJIOTMYHBIX CTBOJIOBBIX KiIeTOK KpoBHU (ayTo-CKK) mist Bo3MokHOCTH
BBITIOJTHEHHSI BBICOKOJO3HOW XUMHOTEPAUA C TMOAJMCPKKOW CTBOJOBBIMH KJIETKAaMU B
nanbHeunmem. [42]

JIns marmeHToB MOJOXKE 65 JIET W3 TPYIIbl BHICOKOTO M MPOMEXKYTOYHOI'O PHCKA IO
IPSSWM\Revised IPSSWM BO3MOKHO HMCIOJIb30BaHUE COUYETAHUS WMMYHOXHUMHOTEPAIUHA C
ubpytuHnOoM, Hampumep, potupytomiei cxempl R-EPOCH + ubpyrunu6** / R-BAC +
uOpyTuHHO** ¢ mociemyromieil BBICOKOI03HON KoHconmupanuei mo mporpamme CEAM +\-
#Jlaparymyma6** ¢ mognepxkoi ayro CKK y manueHTOB MOJI0K€ 65 JIeT U3 TpyIIbl BEICOKOTO U
npomexxytTounoro pucka mo IPSSWM\Revised IPSSWM. DToT mpoTOKOI COCTOUT U3 YETHIPEX
porupytomuxcst kypcoB R-EPOCH/R-BAC B komOuHanuu ¢ ubpyruHuOOM™* ¢ mocneayromniei
BBICOKOJIO3HOW KoHconumanuedr mo mnporpamme CEAM wm  #llapatymymao**+CEAM ¢
nouepxkor ayro-TT'CK. DddexTuBHOCTh M 6€30MaCHOCTh JAHHOTO JICUEOHOTO MOaX0aa ObLTa
MPOJAEMOHCTPUPOBaHA B pe3ynbTaTe peanunzoBaHHoro B ®I'BY «HMMUI] remaronorun» M3 PO
NPOTOKOJIa KIMHUYecKod ampoOaruu «lloBbimeHne 3¢(HeKTHBHOCTH MHIYKIMOHHON Tepamnuu
JUIs TmanueHTtoB ¢ MakpornoOynuHemueil Bampaenctpema — TNpUMEHEHHE HMHTHOUTOpa
TUPO3UHKNHA3bl bpyToHa B KOMOHMHaIMM ¢ WMMYyHOXUMHOTepanueit». IIpoananusupoBaHbl
pe3ynbratel Tepanuu 30 manuentoB. OOmuii oTBeT Ha Tepanuio coctaBui 100%, oueHb xopoiue
yacTUuHble OTBETBl — 71%, mosHblil otBeT — 32%. KymynsaTuBHasg yacroTa IOCTHXKEHHUSA
MOJTHOTO OTBETA OKAa3allach OOJIBIIE y MAIMEHTOB, OMYYaBIINX KOHCOMUIUPYIIHA pexxum Dara-
CEAM, uem y manueHToB, noiaydaBuux nporpammy CEAM 6e3 #naparymymaba**, — 59% u
18% COOTBETCTBEHHO, PA3IMYUs OKA3aJIUCh CTATUCTUYECKH HE 3HAYMMBIMU B CHIIY HEOOJIBIIOTO
Yycia MalueHTOB B MOArpyHIe ¢ #aaparymymadbom™** (p = 0,11), onHako mpoeMOHCTpUpOBaHa
TeHAcHIMS Oonbiiel 3¢h(EeKTUBHOCTH BBICOKOJ03HOW XxuMmuoTepanuu B couetanun ¢ CD38
(xmactepsl nuddepernupoBku 38) nHrHOUTOPOM. OCOOCHHOCTHIO METO 1A SIBIISICTCS YePEIOBAaHUE
nporpamm R-EPOCH u R-BAC. IIpuem ubpyruaun6a** mo 420 mr B cytku — ¢ 1 mo 14 guu
kaxzaoro kypca. Ilocne werBeproro kxypca (Bropoil mo mporpamMme R-BAC) npowusBoautcs

mobmmzanuss u coop ayro-CKK. Ilpu ymaBmemcs cbope ayto-CKK marmmenty mpoBoguTcs



BBICOKO103Has Tepanus 1o nporpamme CEAM nu6o #/lapatrymymad™* + CEAM ¢ moaaepkkoi
ayto-TT'CK. Ilpu BbIOOpe pexuMa KOHCOJIMIUPYIOUIIEH Tepanuu W NPUHATHU PELICHUS O
nobaBlieHMH K Hell #maparymymaba** ciemyer pyKOBOACTBOBAaTbCA PE3yJIbTaTaMHU MPOTOYHOM
nuToduyopumerpun. [Ipr HanMuuu B KOCTHOM MO3Te MOMYJsLUNU a0eppaHTHBIX MJIa3MaTHYECKIX
KJIETOK, dKcnpeccupyomux CD38, ucnonb3oBanne KOMOMHUPOBaHHOU cxeMbl #JlapaTtymymao™*
+ CEAM mnpeanoututenbHoto. [43, 44]

JUnsi manueHToB cTapiie 65 JeT U3 IPYNIbl BBICOKOTO M MPOMEXKYTOYHOI'O pHCKa IO
IPSSWM\Revised IPSSWM B0O3MOXHO HCHOJIB30BaHUE KOMOWHHUPOBAHHOW MPOTPaMMBI,
coaepxanieii #purykcumabdb**, #ooprezomud**, #oengamyctun** u #nexcamerazon™* — cxema
RBBd [44, 46]. IIporokon Tepanuu RBBd co3nan nmyrem oObeHEHUS ABYX PEKOMEH/I0BAaHHBIX
CTaHJAPTHBIX IPOTrPaMM Tepanuu — #putykcumad** + #6ennamycrun®* (RB) u #putykcumad™*
+ #6oprezomub** + #nekcamerazon®* (RBd). Ha ocHoBanum ombita, momydennoro B ®I'BY
«HMMUL] remaronorun» M3 P®D, moxxHO TOBOpUTH 00 3 (HEKTUBHOCTH 3TOM mporpammsl. [Ipu
aHanu3e pe3ynpTaTtoB Tepanuu 20 nauueHToB — ooumii otBeT (O0) — 100%, yacTUYHBIN OTBET
(HO) 6bu1 momyueH y 57% mNanmueHToB, IITYOOKHX OTBETOB, OOBEIWHHUBIIUX OYEHb XOPOIIMH
yactuuHblii 0TBeT (OXYO) n nonusiii otBeT (I10) 65110 43%. BpkuBaemocTh 6€3 mporpeccuu B
teyenue 36 mecsueB — 100%. IIpu cpaBHeHnu ¢ Hanbosiee pacpOCTpaHEHHBIMU CTaHIAPTHBIMU
nporpamMamu, Takumu kak RB 1 RBd 6bu10 mokazano npenmymiectBo nporpammsl RBBd. [44,
46].

[Ipy HanmUYMM TUCTOJOTMYECKHX MPHU3HAKOB KPYMHOKJIETOYHOH TpaHchopmaiuu
BO3MOXKHO Hcniofib3oBanue nporpamMmbl R-EPOCH/R-BAC B xomOuHaImu ¢ uOpyTHHHOOM™* 1
unruouropom BCL2 #Beneroxnmakcom** - ATX LO1XX Ilpoune mnpOTHBOOIYXOJIEBbIE
IIpenaparsl, ¢ IOCIEYIOIIEH BBICOKOI03HOM KoHconuaanuen ¢ noanepxkoit ayro-CKK. B ®I'bBY
«HMMUI] remaronorun» M3 P® npoaHanu3upoBaHbl pe3ysbTaThl TEPANUU TPEX MALKUEHTOB C
nokazanHoi Tpanchopmarmerr MB B JIBKKJI, y Bcex MOCTUTHYT MOJIHBIA OTBET, IPU MEAHAHE
HaOmroeHust 12 MecsIeB Mociae OKOHYAHHUs Tepaluy NMPHU3HAKOB Mporpeccuu He Obuto. Cwm.
npuinoxenue A3, ctp. 52 [43, 46]

Jleuenne nepudepuyeckoili HeponaTun

[lepudepuueckas nonuHeiiponatus npu MB BcTpeuaercs ¢ wactotoit ot 10 10 20%. [pu
CJIO)KHOCTH MCXAaHU3MOB pPa3BUTUA HOHHHGﬁpOHaTHH B Kadyc€CTBC OCHOBHOI'O 06cy>1<naeTc;1
MMMYHHas aKTUBHOCTH MOHOKJIOHAJIBHOI'O IgM, HalpaBJICHHAs IIPpOTHUB
MHUETUHACCOIMUPOBaHHOrO rHKonporenHa (MAG) W JApyrux aHTHTEHOB HEPBHOW TKaHM.
[ToaTomy nepudepuueckas moauHerponarus mpu MB paccMarpuBaeTcst B O0OJBITHHCTBE CITy4acB

kak IgM-acconuupoBaHHasl.



Jnst nedenust IgM-accoruupoBaHHOi TiepudepUIECKO MOJTUHEHPOIIATHH BBITTOTHSIIOT

npoleIypsl iazMagdepesa.

e Pexomenayercsi mpu TsOKeNOW mnepudepuueckor TMOTMHEHPONAaTHd TMPUMEHATH
koMmOuHammu CP-R u RCD st 6onee BBRIpaXKEHHOTO CHIDKCHHS TapamnpoTernHa (CM.
npunoxenue A3). [8, 11].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJILCTB 5).

Benenue mamueHToOB C CUHAPOMOM I'MIICPBA3ZKOCTH

e Pexomenayercsas y mnamueHtoB MB 1npu HaiMuMM CHHIpOMa THUIEPBSI3KOCTH,
KpUOTJIOOYTMHEMUH JICYCHUE HAYyMHATh Tepamuio ¢ 1wiazmadepesa sl OBICTPOTO
CHUXEHUS YPOBHS MOHOKJIOHAJIBHOTO Oenka [5, 48].

YpoBeHs yoeauteabHocTH pekoMeHaanuil C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeNbCTB 4).

KomMmeHTapum: 06viuno evinoansaiom 2-3 npoyedypul niazmagepesa 05 cHudxceHus yposHsa IgM
Ha 30-60%. Ilocne ceancos naasmagepesza 6 Onudicauiuiee 8pems HAUUHAIOM chneyuguieckoe
JleyeHue, maxk Kaxk 8 meueHue 4-5 Heldelb YpoBeHb NApANpOMeEUuHa MONCem 6036PAMUMbC K

UCXOOHOM) YPOBHIO.

e [lammentam c¢ BrepBble BepuduUIHpoBaHHOM MB peKOMEHIYIOTCS MPOrpaMMBl,
BKJTIOYaromue #purykcumabdb™*. [4, 11, 32, 35, 36]
YpoBenb yOeauTelbHOCTH  pekoMeHgamuii B (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB 2).

e [lanmentam c BHepBble BepuUIMPOBaHHONH MB ¢ CHHIPOMOM THIEPBA3KOCTH
peKoMeHIyroTCs #0opTezoMud™ *-coneprkamntue Kypcesl [4, 5, 38, 47].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).

KomMmeHTapum: npu cumopome 2unepesaskocmu 6 Kauecmee npozpammul 6uloopa

npumensiomes  #oopmezomub**-codepocawuti  pesxcum  RBD  (#pumyxkcuma6**,

#Hoopmezomub**, #oexcamemazon**). cm. Ilpunoscenue A3

e Jlammmentam ¢ BmepBbie BepudupoBaHHOH MB ¢ CHHAPOMOM THNEPBSI3KOCTH,
OOJIBIIMMH pa3MepaMH JI/y UM CeJIe3€HKH, KPUOTIO0YyIHHEMHEH, Koria HeoOxouma

ObICTpast pPEayKIMsl OIyXOJM PEKOMEHAYIOTCS MPOrpaMMbl €  BKIIOYCHUEM



#oenmamyctuHa™*, #ruknodochamuga** #ooprezomuda** - (RB, RBD, RCD) [4, 11,
38]. cm. npunoxenue A3
YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH
nokazarejbetB  5). Jlas cxembl Tepanum RBD ypoBenn yOeaurteJbHOCTH

pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJILCTB 4).

e [lammentam c BmepBele BepuduuupoBaHHoii MB ¢ muroneHusiMu (OCOOEHHO C
TPOMOOIIMTONICHNEH) PEKOMEHAYeTCs JIEYeHHWE II0 NporpaMMaM IpPOTrPaMMBI €
BKJIIOUEHUEM #OeHmamyctuHa**, #iukmodochamuna**, #O6oprezomuba** - (RB,
RBD, RCD) [4, 11, 23, 37, 38]. cm. npuinoxkenue A3.

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

aokasareJbcTB 4), 1iasi cxembl RB YpoBens yOeautenbHocTH pexomenpanmii C

(YPOBeHb 10CTOBEPHOCTH /10KA3aTEJILCTB 5)

e [lammmentam ¢ BmepBbie BepubunupoBanHoii MB ¢ renepanm3zoBaHHBIMH (HOpMaMH
3a0071€BaHUsl PEKOMEHIYETCSl COYeTaHHe #pUTykcumaba*™* c aHajmoramMmu mypuUHOB
(#bnynmapabun**) ¢ #ukinodochamuaom™* nmm 6e3 Hero [39].

YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  A0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).

e Jlammentam ¢ BmepBble BepuduimpoBanHoi MB ¢ HM3kEM  ypoBHEM
MOHOKJIOHAJILHOTO O€JKa, MEIUICHHO Nporpeccupyromeid OONe3HBI0, a Takke C
COITyTCTBYIOIIECH MATOJOTHEN peKOMeHIyeTcs: #puTykcumad** B moHopexume [11,
47]

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB 5).

e [lanenTam c BriepBbie BepupUIMPOBaHHOW MB, KOTOpBIM HE MOXET ObITh Ha3HAUEHA
XUMHUOTEPAIHsi, pPEKOMEHIyeTCsl HOpyTHHUO **B MOHOpEexXkume [4, 41].
YpoBenb yOeaurenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).

e He pexoMeHIyeTCs Hadajuo Tepaluu MOJOIBIX IanueHtoB ¢ MB ¢ mpemaparos -
aHaJIoroB MypuHOB #(haynapadbun™** xmopamOyumnom™** [47].
YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJILCTB 5).



Kommenmapuu: oannvle npenapamoel He cledyem UCHOIb308AMb 8 Kauecmee mepanuu
nepeoul IUHUY, MAK KaK 3mo modxcem nomewams adekgeamuomy coopy I'CK 6 cuyuae
NPUHAMUS peuleHusi 0 npogedeHul 8bicoko0osnou xumuomepanuu ¢ TI'CK npu peyuouse

3abonesanus 6 cpynne MOJIOObIX comamudecKu-COXpaHhvlx nayuernios.

e [lanmentam ¢ MB Momo0se 65 JieT U3 rpymnibl BBICOKOTO U MPOMEKYTOYHOTO PUCKA MO
IPSSWM\Revised IPSSWM, nipu He0OX0AMMOCTH MHTEHCHU(PHUKAIIMN JICUCHUSI, MOYKET
OBITh pEKOMEHI0BaH KOMOMHUPOBAHHBIN PEKUM UMMYHOXUMHUOTEPAIINH B COUCTAHUH
¢ ubpyrunubom** - porupyromas cxema R-EPOCH-+uGpyrnan6**/R-BAC +
nOpyTHHUO™* ¢ mocneayrome BEICOKOI03HOM KoHCcomaanuei no mporpamme CEAM
win #naparymymad** + CEAM c nonmepxkoir ayro CKK. [43, 44, 45] cwm.
npuiioxkeHue A3.

YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJILCTB 5).

Kommenmapuu: oanuvie 06 3¢hghexmusnocmu 3mo2o nooxo0a noka 02panuyeHul, 00HAKO

8bICOKASA IPheKmuUsHoCmsb NPOSPAMMbL U OMCYMCMEUe CIMAHOapma mepanuu Moa00blx

nayuenmos ¢ paxmopamu Heb1aA2ONPUAMHO20 NPOSHO3d, NO36O0JIAION PEKOMEeHO08amb

2Mom mMemoo.

e [lanmentam ¢ MB crapuie 65 et u3 rpynmsl BBICOKOTO ¥ IPOMEKYTOYHOIO PUCKA 110
IPSSWM\Revised IPSSWM  BO3MOXHO  HCIIOJIB30BAaHME  KOMOWHUPOBAHHOM
IpOTpaMMBbl, colepKamiei #purykcumad**, #oOoprezomub**, #O0enmamyctun** u
#nexcamerazon™* (cxema RBBd) cMm. mpunioxenue A3 [44, 46]

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJIbCTB 5).

Kommenmapuu: Oannvlie 0 OaHHOM NO0X00e 02PAHUYEHbl, OOHAKO  BbICOKAS

aghpexmuenocmos, NPOOEMOHCMPUPOBAHHAST HA  HEOONbWIOU — 2pynne  NAyUeHmos,

no3seoJisient p€KOM€H006aI’}’lb amom mMemoo.

e [laruentam ¢ MB momoxke 65 JieT U3 rpymnibl BBICOKOTO U MPOMEKYTOYHOTO PUCKA C
THCTOJIOTHYECKUMHU TPU3HAKAMHU KPYITHOKJIETOUHOW TpaHC(hOpMAIMA MOXKET OBITh
PEKOMEHI0BaH KOMOMHUPOBAHHBIM PEXUM HMMYyHOXMMHOTEpANUU — POTHPYIOLIas
cxema R-EPOCH+ubpyruan6**+ #peneroxnakc**/R-BAC + ubpyruanO** +
#BeHeToksakc** ¢ mocnenyronieil BHICOKOAO3HON KOHCOMUAALMEH IO MporpaMme
CEAM unu #naparymymad** + CEAM c noanepxkkoit ayro CKK cMm. npunoxxenue
A3.[43, 44, 47]



YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB 5).

Kommenmapuu: oanuvie 06 3¢hghexmusnocmu 3mo2o nooxoo0a noka 02panuyeHsvl, 00HAKO
BbLCOKASL HPPEKMUBHOCb NPOSPAMMBL U OMCYMCMEUe CMAHOAPMAa Mepanuu MOI00bIX
RAYUEeHMOo8 ¢ NPUSHAKAMU 2CUCMOLOSUYECKOU KPYNHOKIEMOYHOU Mpancoopmayuu,
NO380SI0M UCNOIB308ANMb FNON MEMOO.

3.3 Hogaep:xuBaroas Tepanus

e Pexomennyercss #puTykcumab ** mo 375 mr/m? kaxasle 3 Mecsla B TeUeHHe 2 JIeT
[49].

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KAa3aTeJIbCTB 3).

KommenTapuu: Bonpoc o nooodepoicusaroweti mepanuu #pumykcumabom™* npu MB
oocyaxcoaemes. B omoenvuvix yemmpax nasnauarom #Hpumyxcumad** nayuenmam MB nocne
YCnewno20 eyenus no npospamMmax ¢ 6KuodenueM mo2o npenapama no 375 me/m’ kaxcovie 3
mecaya 6 meueHue 2 saem. B oO0HOM uccnedoganuu ObLIO NOKA3AHO, YMO HA3HAYEHUe
#pumykcumaba** 6 kauecmeae noooepicusaroujeli mepanuu yayuuiaem oowyo d¢hgexmuenocms
neuenusi, BBII u OB. Oouako npu oaumenvHom JeyeHuu Hpumykcumaoom™** ommeyero
yeenuyeHue UHGEeKYUOHHbIX OCLOHCHEHUN, NO CPABHEHUIO C 2PYNNOU NAYUEHMO8, He NOJYYABUIUX
noooepaicugaroujeti mepanuu. [48] Iloodepoicusarowas mepanus Hpumyxkcumabom™>* moocem
ObIMb PEKOMEHO0BAHA NAYUEHIMAM, Y KOMOPbIX NOLYYeH NOJHbLI UTU OYeHb XOPOUULL YACTIUYHbLLL

omeem Ha UHOYKYUOHHOU Hpumykcumad **-codepoicaweti mepanuu

3.4 Jleuenue peuuousoe MB

Hayuenmut ¢ peyuousom MB 0ondicHbl Obimb 006C1€008aAHbL 8 MOM Jice 00beme, Ymo U

nepsuyrnvle nayuermaol.

Buvibop npoepammer  neuenus peyuousos MB  3asucum om  3ppexmusnocmu
npeouiecmsyoujeti mepanuu, OIUMENbHOCMU PEMUCCUU, COCMOSHUSA U 803PACMA NAyueHmad,
conymcmsyoujeti namonocuy U OCI0HCHEHUU, CONPOBOHCOABUIUX NEPBOHAYUANLHYIO MePanuio.
Ilpu no3onux peyuousax, pazeuswuxcsi udepe3 200 U Oolee nocie  OOCMUINCEHUS.
NPOMUBOONYXO0JIE8020 OMBEMA, BO3MONCHO UCNOIb308AHUE NPUMEHABUIUXCS paHee Memooos
nevenus. J{ns neuenus panHux peyuoueod MB (npu onrumenvHocmu pemuccuu menee 1 200a), a
makoice npu pegppakmepHom meueHuu 0O0ae3HU credyem UCHONb308AMb  ANbMEPHAMUBHYIO
npocpammy. Smu npocpammbl O0INCHbL BKIIOUAMb EeKAPCMEEHHbIE NPENnapamvl Opyeux epynn,

mozym ObIMb UCNONIL306AHBL KAK 8 MOHOpedcume, maxk u 6 guoe KOM5uHaL;uu npenapamoe.



e [lammentam c¢ penuauBamMu MB pexkOMeHAYIOTCS MOporpaMMbl € BKIOUYEHUEM
#ooptezomuba™™ - cxema RBD cm. npunoxxenne A3 [4, 11].
YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH
JI0KAa3aTeJIbCTB 5).
KoMmmeHnTapuu: ucnonvsosanue npocpamm ¢ 6xkmouenuem #Hoopmezomuba™*  npu
peyuousax MB noseonsem nonyyums npomusoonyxonegviii 2¢pgpexm y 60% nayuenmos, npu

couemanuu ¢ #oexcamemaszonom™** unu #pumyxcumabom™* ¢ 60-70% cnyuaes.

e [lammentam c¢ penuauBamMu MB  peKoMeHIyHOTCS TpOrpaMMmbl Ha  OCHOBE
#OennamyctuHa** cMm. npunoxxenue A3 [37].
YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB 4).
KommenTapuu: wuaubonee sppexmusen npu peyuouseax u pegpaxmeprou MB
#Hoenoamycmun®* 6 couemanuu ¢ #pumyrxcumabom™*. Kax ovino noxazamo 8 ucciedosanuu 11
gaszwi, npomusoonyxoneswviti 3ppexm nonyuen y 83,3% nayuenmos, meouana BBII cocmasuna

13,2 mec.

e [lanmentam crapme 18 ner c¢ penuauBamu MB pekoMeHayeTcs MOHOTepanus
nbpytuHndom** [4, 41].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).

KommenTtapuu: ¢ 2015 2. onybauxosansl pezyiomamsl ucciedosanuu Il ¢pazvl no oyenxe
agppexmusnocmu ubpymunuba** y nayuenmos, noayuusuiux He MeHee O00HO20 BAPUAHMA
nevenus. Mopymunu6™** nazuauanu no 420 me 6 oeuwv. Obwas s3¢ppexmusnHocmv nevenus
cocmasuna 90,5%, borvwon omseem noayuen y 73% nayuenmos. Iloxkazamenu 2-x nemueii BBII u

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

e [lammenTtam c peunauBamu MB pexkomenayrorcs nporpammsl FR (#daynapabun™*,
#putykcumad**) wnmu FCR (#baynapabun™**, #uuxnodochamua™**, #purykcumad™**)
[11, 39]. cM. mpunoxxeHue A3.
YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB 4).
KommeHnTapum: Oaunvlie cxembl mepanuu 3apekoOMeHO08anu cebs KAk 6blCOKO
agppexmusnvie npocpammul. Pezyromamol ucciedosanus neuenusi no cxeme FR, ucnonvsyemotl
KAK y nayueHmos ¢ enepevle ouacHocmuposannou MB, mak u panee nomyyasuiux mepanuio,

nokasanu oowyo 3¢pgpexmusnocme aevenus y 95% nayuenmos. B 86% cnyuaes nonyuenvt I1P u



YP. IIpu onumenvrocmu nHaoaooenus 40,1 mec. meouana B/l cocmasuna 51,2 mec., meouana
OB ne oocmuenyma. Yuumvieas yacmomy pazeumusi u OIUMENbHOCb YUMONEHUN, aA8Mmopbl
uccnedosanus npeda2arom UCHOIb308ams 4-0HegHoe 6sedenue H#payoapabuna™* u oepanuuume

YUCTIO KYPCO8 00 4.

e [lammentam c peuuauBamMu MB pexomenaytorcss mporpammbl IB (MOpyTuHHO**,
#putykcumabd**) cMm. mpunoxenue A3. [4, 42].
YpoBenb  yOenurenbHOocTH  pekoMeHganuiik C  (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).

e [lammentam ¢ peuuaguBaMu MB  pekoMeHIyeTCsi pacCMOTpPEHHUE BapuaHTa
ocyllecTBIEHUS BbIcOKoA03HOM xuMuoTepanuu (BJXT) ¢ nocnenyromeit ayro TT'CK
[11,43].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB 4).

KommenTapuu: 6 wnacmoswee 6pemsa nposooamcs UCCIe008aHUsi NO  OYEHKe
agpgpexmusnocmu  gvicokodoznou xumuomepanuu ¢ aymoTl CK npu MB. Obcyscoaemces
YenecooopasHoCmb  UCNONb308AHUSA  IMO20 Memood JiedeHus Y MOA00bIX NAYUEHMO8 C
MHOMHCECMBEHHbIMU PeYUOUBAMU UIU NepeudHo peghpakmeprou bonezuvto. B/XT npu peyuousax
Y MOon00bIx nayuenmos MB mooicem 6vimob Ucnonb308ana 6 0MOEIbHbIX CYUAAX NO CO2NACOBAHUIO

C MPAaHCnIaHmayuOHHbIM YEHNIPOM.

4. MenMuMHCKasl peadMIMTALMS U CAHATOPHO-KYPOPTHOE JieYeHue,
MeJULIUHCKUE MOKA3AHUA M IPOTHUBONOKA3AHUSA K NPMMEHEHHIO MeTO/10B
MeIUIUHCKOH peadujJInTanuu, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHUHU

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

Cneyuanvuvix memooog peadbunumayuu npu MB ne cywecmeyem. Peabunumayus npu
B03HUKHOBEHUU OCIONCHEHUNl 6 meueHue 3a001e8aHusl U JeYyeHUs NPo8OOUMCS 8 DPAMKAX
coomeemcmeaylowux Ho3zono2uti. Pexomenoyemcs eecmu 300posbiii 06pa3 dHCU3HU, UCKIIOUUMD

U3OLIMOYHYIO UHCOTIAYUIO U MENN08ble PU3UONPOYEOYPbI.

5. IIpodpunakTuka u AUCNIAHCEPHOE HADII0IeHNEe, MEeIUIIUHCKHE TIOKA3AHUS U

NPOTHBONOKA3aHUSA K IPUMEHEHUIO MEeTOI0B NPOPUIAKTUKHA

Memooose npogurakmuku MB 6 nacmoswee 6pemsi He cywecmayem, HNOCKOIbKY

HeuszgecmeH 3Muoiocudeckull gpakmop(vl), edyujue K pazgumuio 3aboneeanus. /ucnanceproe



Habrooerue 6pAYOM-2EMAMOI020M UTU 8PAYOM-OHKOI020M OCYUeCmeEIs1emcs 6 nepuod JIe4€eHUA

U nocjie OKOH4Yarnusa mepanuu MaKp02]l06y]luH€MI/lI/l BaﬂbdeHcmpema.

B npoyecce nabarooenus onpedenenue coomHouieHus OEIKOBvIX Gparyuii Memooom
anekmpoghopeza 6 Kposu u 68 Moye U UCCIe008aHUEe MOHOKIOHATbHOCMU UMMYHO2I00YIUHO8 8
KPOBU U 8 MOYE MEMOOOM UMMYHODUKCAYUU 0I5 8bIABLEHUL MOHOKIOHANLHO20 UMMYHO2I00YIUHA
HeoOX00UMO GbINOHAMb Kadcoblie 3 mecsaya. L{umonocuueckoe uccie008anue Maska KOCMHO20
MO32a (MUenoepamma), Nnamono20-aHamomuiecKkoe UCCie008anue OUONCUH020 (ONepayuoHHo20)
Mamepuana KOCMHo20 M032a ¢ NPUMEHEHUEM UMMYHOLUCIOXUMUYECKUX MEeMO008, 8bINOIHACMCS
monvko 01 noomeepacoenuss IIP, a maxoce npu peyuouse/npocpeccuu. Penmeenozpaghuio
Kocmell cKelema Uiu KOMHbIOMEPHYIO mMomocpaguio Kocmell CKelema GblNOIHAEnCs No
KAUHUYeckum noxaszanusim. Komnwvromepuyro momoepaghuio opeanoe oOprowHol nonocmu uiu
VIbMPA38YK0BOE UCCIEO08AHUS OP2AHO8 OPIOUWIHOU NOJNOCMU (KOMNJIEKCHOE), VIbMpa38yKoeoe
uccneoosanue 6cex epynn nepugepuieckux, 6HympuOPIOUHbIX U 3a0PIOUUHHBIX TUMPAMUILECKUX
Y3108, 0peaHo8 OPWHOU noaoCmu (KOMNieKcHoe) U 3a0pPWUHHOZO0 NPOCMPAHCMEd,
onpeodenieHue pamMepo8 NeyeHuU, Cele3eHKU U BHYMPUOPIOWHBIX JUM@DAMUYECKUX V3108
BbINOTHAIOMCS. NPU UCXOOHOM VBeIUYeHUU TUMPOY3I08 UTU NOPANCEHUU OP2AHO8 - OJisl OYEeHKU

SQbeQKmMGHOcmM JIeYEHUA U NO KNTUHUYECKUM NOKA3AHUAM.

6. Opranuzanusi OKa3aHus MeJUIMHCKON MOMOIIH
MenuiuHcKas TOMOIIb, 38 UCKJIIFOYEHUEM MEIUIIMHCKOM IIOMOILH B paMKaxX KIMHUYECKOU
arpoOanuu, B cooTBeTcTBUM ¢ DenepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pen. ot
08.08.2024) «O6 ocHOBax OXpaHbI 3/I0POBbs TpaxkaaH B Poccuiickoit denepaliuny opraHu3yeTcs
U OKa3bIBACTCS:

1) B COOTBETCTBHUHM C MOJIO)KCHHUEM 00 OpraHM3AIMK OKa3aHUS MEAUIIMHCKOW MTOMOIIH 10
BUJIaM  MEIWIHMHCKOM TOMOLIM, KOTOPOE€ YTBEPKIAETCA  YHOJIHOMOYEHHBIM
benepanbHBIM OPTaHOM HCTIOJIHUTENIHHOM BIACTH;

2) B COOTBETCTBUU C TOPSIKOM OKa3aHHs MOMOIIM MO0 TPOQUIIO «TeMaTOJIOTHS,
00s3aTeNIbHBIM /ISl UCTIONHEHMsT Ha Tepputopun Poccuiickoit ®enepanuu BceMu
MEIUIMHCKUMU OPTraHU3ALMIMU;

3) Ha OCHOBE HACTOSIIUX KIMHUYECKUX PEKOMEHIAIIHA;

4) ¢ y4yeTroM CTaHIApTOB MEIUIIMHCKON MOMOIIHM, YTBEPKICHHBIX YIOJIHOMOYEHHBIM
denepanbHBIM OPTaHOM UCTIOTHUTEIHLHON BIIACTH.

[lepBruHas cnenuaiM3upoBaHHAs MEIUKO-CAaHUTApHAs MOMOIIb OKA3bIBAETCS BpaduoOM-

reMaToJIoroM | WHBIMH  BpadyaMH-CHELUAINCTAMH B HeHTpe  aMOyJIaTOpHOM

reMaToJIOTHYECKOM/OHKOIOTHIECKOM HIOMOIIH 1100 B NEPBUYHOM



reMaTOoJIOTHYeCKOM/OHKOJIOTHYECKOM KaOMHETE, MEePBUYHOM T'€MATOJIOTHYECKOM OTACIICHHH,
MOJIMKIMHUYECKOM OTJIEJICHUU OHKOJIOTHYECKOTO AUCTIaHCepa.

[Ipu BhIsIBAEHUM Yy mareHTa MB win mojo3peHuy Ha HEro BpauM-TepamneBThl, Bpayu-
TepamneBThl YYacCTKOBBIC, Bpaud OOIIEH MpaKkTHKW (CEMEHHBIC Bpaud), BPadU-CIICIIUAIIUCTHI,
CpeHHE MEIUIMHCKHE DPAOOTHUKH B YCTAHOBJICHHOM IIOPSIKE HAIMpaBJSIOT TAIMEHTa Ha
KOHCYJIbTAIIMIO B LEHTP amMOyJaTOPHOHM reMaToJIOrH4ecKOil/OHKOJIOTHYecKoi momomu audo B
NEPBUYHBI  T€MAaTOJIOTMYECKUH  KaOWHET, TEPBUYHOE TEeMAaTOJIOTMYECKOE  OTICICHUE
MEJIUIIMHCKOW OpraHu3aIuu I OKa3aHWs €My IEePBUYHON CHEIHATU3UPOBAHHON MEIUKO-
CaHUTAPHOU MOMOIIIH.

Bpau-rematosnor amOynaTopHOTO WK CTAI[MOHAPHOTO 3BE€HA FeMATOIOTHIE€CKON TTOMOIIIH
OpPTraHHU3yeT BBHIMIOJHEHHE TUATHOCTHYECKHUX HMCCIICOBAHUN, HEOOXOIUMBIX JJIsl YCTAaHOBIICHUS
JIMarHo3a, BKIII0Yasi paclpoCTPaHEHHOCTh U CTaJUI0 3a00IeBaHU.

B cnmyyae HEBO3MOXXHOCTH TPOBEAEHUS UAarHOCTHYECKHUX WCCIICIOBAHMMA TAIlUEHT
HaIpaBJIseTCs JICYAIUM BPauoOM B MEIUIIMHCKYIO OPraHU3aLUI0, OKa3bIBAIOUIYI0 MEIUIIMHCKYIO
MOMOIIh TAIIMEHTaM C TEeMaTOJOTUYSCKUMHU 3a0O0NIeBaHUSMU MJIsI YCTAHOBJICHHS JTMArHO3a U
OKa3aHUs CIENUaJIu3uPOBAHHOMN, B TOM YHCJIE BRICOKOTEXHOJIOTUYHON, MEIUITMHCKON TTOMOIIIH.

[Ipu BeIsIBIeHMH MB win moao3peHur Ha HEro B XOJI€ OKa3aHHWsSI CKOPOM MEIMIIMHCKOMN
MOMOILY TalMeHTa MEePEBOAST WJIM HAIMpPABISAIOT B MEIULMHCKHAE OPraHU3allMy, OKA3bIBAIOIINE
MEAMIIMHCKYI0 TTOMOIIb MAlMEHTaM C reMaTOJOTUYECKUMU 3a00JIeBaHUSIMHU, IIJISI OTPEeICHUS
TaKTUKA BEJACHUS ¢ HEOOXOAMMOCTH TIPUMEHEHUS JIOMOJHHUTEIBHO JIPYTUX METOIOB
CIIEIUATTU3UPOBAHHOTO TPOTHBOOITYXOJIEBOTO JICUCHHUSI.

Cnenuanu3upoBaHHasi, B TOM YHCJI€ BBICOKOTEXHOJIOTHYHASl, MEIMUIIMHCKAs MOMOIIb
OKa3bIBaeTCsl BpayaMU-TEMaToJOraMd B  MEIULMHCKUX  OpPraHU3alMsaX, OKa3bIBAIOIINX
MEIUITMHCKYIO TMIOMOIIh marueHTaM ¢ MB, uMmeronux TuieH3uo, HeoO0X0IUMYI0 MaTepuaIbHO-
TEXHUYECKYIO 0a3y, cepTU(DUITMPOBAHHBIX CIICIIUATIUCTOB, B CTAIIMOHAPHBIX YCIOBUSAX U YCIOBHIX
JTHEBHOTO CTAllMOHApa M BKJIIOYAET MPOQPMIAKTHKY, TUATHOCTHKY, JIEYCHHE IeMaTOJIOTHIECKUX
3a00yieBaHUl, TPEOYIOIIUX HCHOJB30BAaHUS CHEIHAIBLHBIX METOJOB U CIIOKHBIX YHUKAIIBHBIX
MEIUITMHCKUX TEXHOJIOTHH, a TAK)Ke MEIUIIMHCKYIO PEaObUIIUTAIINIO.

B MeauumHCKON OopraHu3anyy, OKa3blBalOIEeH MEAUIIMHCKYIO OMOILb nanuentam ¢ MB,
TaKTUKa MEIUIMHCKOTO OOCIENOBAaHUS W JICUCHHs YCTAHABIMBACTCS BpauyaMHU-TEMaTOIOTaMu C
MPUBJICYCHHEM TIPU HEOOXOAMMOCTH JIPYTHX Bpadei-CHEeHaTUCTOB, IPH HEOOXOIUMOCTH — C
MPOBEJCHUEM KOHCWIMyMa. PelleHne KOHCWIMYyMa Bpadedl o¢opMIIsIeTcs MPOTOKOJIOM,
MOAMKUCHIBACTCS] YYACTHUKAMHU KOHCHUJIMYMa Bpaueid 1 BHOCUTCS B METUITMHCKYIO JJOKYMEHTAITHIO

nmanucHTa.



[TokazaHus K rOCIUTAIM3ALMH B KPYTJIOCYTOYHBIN WM THEBHOW CTAllMOHAP MEAUIIMHCKON

OpraHu3alunu, OKaSBIBaIOIJ_[eI\/'I CIICHHUAIIM3UPOBAHHYO, B TOM YHUCJIC BBICOKOTCXHOJIOTHUYHYIO,

MEIUIMHCKYI0O  TOMOIIb IO  TPOPHII0  «eMaToJIOTUS»,  ONPEACISAIOTCS  BPAavuoOM-

reMaTroj0roM/KOHCUIIMYMOM Bpauedl ¢ MpUBJICYEHHEM IPU HEOOXOIMMOCTH JAPYTUX Bpayeil-

CIICuaJIuCTOB.

IHoka3aHus K IKCTPEHHOM IOCIUTAIU3AMH:

1.

PazButue TsKenoil uH(eKnmMH (BO3MOXHA TOCHHUTANIM3AlMsg B TEPareBTUYECKUN

CTaIMoHap).

. PazButne yrpokammmux >KU3HM IUTONEHUHN (TITyOOKOW aHEeMHH, TeMOpPpParuvdecKoro

CHUH/IpOMA, HEUTPOIIEHUH).

. PasBurne ocnoxuenunii MB, yrpoxaromux Ku3HU.

. Pa3zButne ocnoxxHeHmi TEpalry, BKIOYasd CHHAPOM JIM3HWCa OIIYXOJH, TAXKCEIIbIC

MH(QY3UOHHBIE PEaKIUH, MUEIOTOKCUYECKHI arpaHyJOlMTO3 C JHMXOPAIKON U Jpyrue

OCJIOKHCHHA, YI'POXKAIOMIUC KU3HHA.

IToxa3anus K IJIAHOBOM IOCIUTAJIN3ALNHA

1.

IIpoBenenue Tepanuu B ciay4asx, TpeOYIOIIMX KpYIJIOCYTOYHOTO HaOIIOAEHUs 3a
NAlMeHTOM II0 IPUYMHE TAKECTU COCTOSHUS, OOYCIOBICHHOTO ONYXOJbl0, WIH IO
IIPUYMHE PUCKA OCJI0KHEHHUH, CBA3aHHBIX C IPOIPaMMOM JIEUEHNUS WM CONYTCTBYIOIIMMHU

3a00JICBAHUSAMU.

. O0cnenoBanye MalyeHTa, BKIIIOYAOIIee OWOICHIO W HHBA3HMBHBLIC BMeEIIATEILCTBA, B

ClTy4asix, KOTJla OHO HE MOKET ObITh ITPOBEICHO aMOYJIaTOPHO.

IMoka3anusi K BHIMHCKE MAIHEHTA U3 MeIUIIUHCKON OpraHu3anuu:

3aBepH_ICHI/IC KypcCa JICHCHUA WX OJHOI'0 M3 3TAIIOB OKa3aHHA CHGHHaHHBHpOBaHHOfI, B
TOM  YHCJI€  BBICOKOTEXHOJOTHYHOW, MEAMIMHCKOW  TOMOIIM, B  YCJIOBHUSX
KPYIJIOCYTOYHOTO WJIM JHEBHOTO CTAallMOHApa TMPH YCIOBUH OTCYTCTBHUSI OCJIOKHEHHIM
JICUCHUA, Tpe6y}01u1/1x MCﬂHKaMeHTO3HOﬁ KOppCKIUun I/I/I/IJII/I MCOAUIIMHCKUX BMECIIATCIIbCTB
B CTAallUOHAPHBIX YCIIOBHUAX.

OTka3 marMeHTa WM €ro 3aKOHHOTO MPEICTABHUTENS OT CIHEIHMATU3UPOBAHHOM, B TOM
YHCIIe BBICOKOTEXHOJIOTUYHOM, METUIIMHCKOHN MTOMOIIU B YCIIOBHUSIX KPYTIIOCYTOYHOTO HITH
AHCBHOI'O CTalnoHapa, YCTaHOBHeHHOﬁ KOHCHJIINYMOM MGHHHHHCKOﬁ OopraHu3alivu,
OKa3bIBAIOIIEH OHKOJOTMYECKYI0 IIOMOLIb, IPU YCIOBUM OTCYTCTBHS OCJIOKHEHUU
OCHOBHOTO 3a00JICBaHUSI W/WIIM JICUEHHUsS, TPEOYIOIMMX MEIUKAMEHTO3HOW KOPPEKIINH
W/WTA METUITMHCKUX BMEIIATEIbCTB B CTAIMOHAPHBIX YCIIOBHUSX.

HeoOxoauMocTh mepeBofa NanMeHTa B JPYTYI0 MEAMLUHCKYIO OPTaHU3aLHUI0 10

COOTBETCTBYIOIIEMY MPOQUITIO OKa3aHUS MEIUITMHCKON TTIOMOIIIH.



4. Pemenue BpaueOHON KOMHUCCHHM OO0 OTCYTCTBHM TOKa3aHUHN K MPeObIBAHUIO TAIMEHTA B
CTaIliOHApe B CBSI3M C OECIEPCIEKTUBHOCTHIO JICUEHUS U HEOOXOIUMOCTHIO OKa3aHUS
TOJIBKO MAIJIMaTUBHOM IIOMOIIIH.
3aKitoYeHne O IeJIeCO00pa3HOCTH TepeBoa MalueHTa B MPOQWIBHYIO METUIIMHCKYIO

OpPTraHU3allMI0 COCTABISICTCS TIOCNE TPEABAPUTEIHLHOW KOHCYJIbTAMU TI0 TPEIOCTABICHHBIM
MCOUIIMHCKUM JAOKYMCHTaM I/I/ NI npeaABapUTCIbLHOIO oCMOTpa ImanueHTa BpadyaMu

CIIELIMATMCTaMU MEAULIMHCKON OpraHU3aliH, B KOTOPYIO INIAHUPYETCS NIEPEBO/IL.

7. JonoaHuTe1bHASA HH(POpMaLud (B TOM YHcjie (PaKTOPbI, BJIUAIONINE HA

HCX0/1 3a00J1eBaHMsI MJIH COCTOSIHMS)

7.1 ®daKkTOopLI NPOrHO3a.

K ocHoBHBIM (pakTOpaM HEOJIAronpUsTHOrO MPOTHO3a MPU YCTAaHOBJIEHUH auarHo3a MB
OTHOCATCS: BO3pACT cTapiie 65 jet, yposens Hb <11,5 r/mn, yposens TpomGonutos <100x10%/1,
-2 MUKpOTIIOOYJIHUH CHIBOPOTKH KPOBH >3 MT/JI, KOHIIEHTPAIUs MOHOKJIOHabHOTO IgM >70 1/11.
OTH npu3HaKku O0JIE3HU U BO3PACT MALMEHTOB BKIKOYEHBI B MEXIYHAPOAHYIO IPOTHOCTUYECKYIO
cucreMy - International prognostic scoring system for Waldenstrom’s makroglobulinemia
(IPSSWM). (ITpunoxenue ['2).

Mcnonb30BaHue 3TOM CUCTEMBI MO3BOJISIET IPOTHO3UPOBATH NPOJOKUTENILHOCTD )KU3HU
NAllMeHTOB W OTBET HA TEpalMio, HO HE SBIAIOTCSA OINPEIEeNAIOLMMH IIPU BHIOOpE TAaKTHUKa
neueHust. [IATHIETHSST BBDKMBAEMOCTh NAalMeHTOB MB B 3aBHCHMMOCTH OT KOJIHMYECTBA

HeOJIaronpusTHBIX MPU3HAKOB cocTaBiseT oT 87 10 36% [50].

B 2020 roxy mexnaynapoanas pabouas rpynmna no uzydenuto MB npencrasuia Revised
IPSSWM, cwm. mpunoxenune I'3. CormacHo Revised IPSSWM manmeHnTtsl pasznensiorcs Ha 5
MPOTHOCTUYECKUX TPYII MO COBOKYMHOCTH OQJIJIOB MPU HATMYHUU TaKUX KPUTEPHEB KaK BO3PACT
nanyenTa — Menee 65 ner, 65-75 ner, 6onee 75 net, B — 2 mukporiooyauH 6osee 4 mrvt, JIAI —
o6omee 250 E\n, ansbymma menee 35 r\i. [latwnetHssi oOmias BEDKMBAEMOCTh TAIMEHTOB B

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

ﬂCCﬂTI/IHCTHﬂH 06111351 BBIKMBA€EMOCTSH IMAaIMCHTOB B 3aBUCHUMOCTH OT HpOFHOCTH‘IGCKOfI TpyHIibL

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

7.2 Ouenka 3 HeKTUBHOCTH JICYEHHS.

Onenka »s¢ddexruBHOCTH JeueHHs MB mpoBoaMTCS COTJIACHO MEXIYHAPOIHBIM

KPUTEPHSIM, TIPETIOKEHHBIM Ha 6 MEXTyHapOJHOM pabodeM coBellannu no MB, 1o usmeHeHunio



YPOBHSI MOHOKJIOHAJIBHOTO IgM B CBIBOPOTKE KPOBU M MOYE, IMHAMHKE pa3MepoB JTUM(OY3JI0B U
nopakeHHbIX opraHoB. [lpu IIP HeoOX0oIuMMO BBIOJHEHHE CTEPHAIBHOW NYHKIUU H

TPENaHOOMOIICHH MOJIB3IOITHON KOCTH.

Ilonnwtii omeem (I10): HOpMaNBHBIN ypoBeHb IgM, 0TCyTCTBHE MOHOKIIOHAIBHOTO OeJKa
B CBIBOPOTKE KPOBH ¥ MOUE MO IaHHBIM UMM YHO(HUKCAIIMH; OTCYTCTBHE HH(PUIBTPAIIH KOCTHOTO
MO3ra IO JaHHBIM THMCTOJIOTUYECKOTO MCCIEJOBAHUS, OTCYTCTBME JMM(OaJECHONATUN U
OpraHOMETANINH (€CITU ONPEACIILTUCH UCX0IHO) o naHHbIM KT, otcyrcTBre cumntomoB MB. Jls
noarBepkaeHuss [P HeoOXomMMO TOBTOpHOE HCCiEOBaHHWE M-TpajiueHTa METOJIOM

UMMYHO(DUKCALUH.

Ouenv xopowuii wacmuunstit omeem (0OX4Q0): cHUXKEHUE YPOBHS MOHOKJIOHAJIBHOTO
IgM  coBopotkn  kpoBu Ha  90% um  Oomee M yMEHBUIGHHE  pPa3MEpOB
auMQoaeHONaTUH/OpraHOMETaaiu (€CIU ONMPEEISUIUCh UCXOIHO), 110 aHHBIM (PU3UKATBHOTO

ob6cnenoanust uiau KT. OTcyTcTBHE HOBBIX CHMIITOMOB aKTHBHOW MB.

Yacmuunwiit omeem (40): cHUKEHNE YPOBHS MOHOKJIOHAIBHOTO IgM CHIBOPOTKH KpOBH
Ha 50% wu Oomee W yMEHbUICHHE pa3MepoB JIUM(OaJeHONATUH/OpraHOMETaIuK (eciu
OIIPEIETISUTUCH UCXOIHO), TI0 TAaHHBIM (u3uKanbHOro oocnenosanus win KT. OTcyTcTBHE HOBBIX

CUMIITOMOB akTHBHOII MB.

Munumanvusiit omeéem: CHIXEHUE YPOBHSA MOHOKJIOHAIBHOTO IgM CBIBOPOTKH KPOBU HA

25% u 60nee, Ho MeHee 50% OTcyTCTBHE HOBBIX CUMIITOMOB akTUBHONH MB.

Cmabunuzayua (Cm): cHwxenue meHee 25% wunu yBenuueHue MmeHee 25% ypoBHS
MOHOKJIOHaJIbHOTO IgM  chIBOpoTKM KpoBHM MeHee 25% 0e3 mpH3HAKOB HapacTaHUs
auMoaieHOaTUN/OPraHOMETaINY, LUTONEHUNH WIM KIWHUYECKH 3HAYUMBIX CHMIITOMOB,

cBA3aHHBIX ¢ MB.

Ilpocpeccus 3a00neeanusa (I13): ypennueHue ypoBHSI MOHOKIIOHAJIBLHOTO IgM ChIBOpOTKH
KpoBH Ha 25% u OoJiee MpU MOBTOPHOM HCCIIEIOBAaHUM WU MPOrPECCHPOBAaHUE KIMHUYECKU
3HAYMMBIX CUMOITOMOB 00J1€3HU (HeoObscHUMas auxopanaka 38,4 C, HOYHAS MOTJIMBOCTh, MOTEPS
Beca Tena Ha 10% wu OGosiee WM CHHIPOM THIIEPBS3KOCTH, HEHpPOMATHs, CUMITOMATHYECKas

KpUOTJIOOYTMHEMHS WM aMUJION103), CBsi3aHHbIe ¢ MB.

7.3 IlpopunaakTHKA, TMATHOCTHKA U JIeYeHHEe TPOMOOTHYECKMX OCJI0KHEHHI




[Tpu remaronorudyeckux 3abosieBaHuAX, U Ip MB B yacTHOCTH, KaKk EPBUYHO, TaK U B
npoliecce JeUeHHs YaCTO BO3HUKAIOT TPOMOOTHYECKUE OCIIOKHEHHS, TpeOyIoImue Npo(uIakTuKA
U Tepanuu. Yactora TPOMOOTHUECKUX HAPYIICHUH MPH OIyXOJIIX CHCTEMbl KPOBH pa3invHAa,
npoBeaeHue xumuorepanuu (XT) yBeauuywBaeT dYacTOoTy TPOMOOTHUECKHX OCJIOKHCHHMA
npakThdecku B 2 paza ¢ 2.21% 10 4.24% OTHOCUTENBHO HUCXOIHOTO YPOBHS.

TpomOoTHueckre OCIONKHEHUS MMEIOT T'€TePOreHHbIC MPOSIBICHUS M MOATBEPKIAIOTCS
pa3IMYHBIMU  OOLICTIPUHATHIMH ~ J1a0OPATOPHBIMU  (KOAryJIOJIOTUYECKUMHU, MOJIEKYJISIPHO-
FeHEeTUYECKUMHU, OMOXUMHUYECKUMU, [IUTOJIOTMYECKUMH) U HHCTPYMEHTAIbHBIMU METOJaMHU.

Onenka pucka, NpopuIaKkTHKa, AUATHOCTUKA U Tepamnusi TPOMOOTHUYECKUX OCIOKHEHHM
IPOBOJIUTCS C YYETOM PEKOMEHJAIMH TaHHBIX B PYKOBOJCTBE 110 COMPOBOJIUTEILHON TEpariu
Ipu JIedeHnu 3aboseBanuii cuctembl KpoBH noa penakiueit E.H. ITaposuunukosoii [53].

7.4 INarHocTUKA U JeuyeHue MHpeKNMOHHLIX 0CJI0KHEHN I

WNudexnun ABIAOTCS BEAYIIUMHU OCJIOKHEHHSMM IPU JIEYEHUU 3a00J€BaHUNA CHCTEMBI
KpPOBHU. Y MalMEHTOB ¢ TUM(POMaMH 4acTOTa MH(PEKIMOHHBIX OCIOXHEHUI BapbupyeT ot 10 1o
30%, oHa BblLIE B NEPUOA MHAYKLHUHU PEMUCCUH, NIPU PE3UCTEHTHOM BapHaHTE OIYyXOJIH, MU
BBICOKOJIO3HONM XMMHUOTEpPAINlUU, MPH COMYTCTBYIOIIEH I'MIIOraMMarjioOyJIMHEMHUH, B IEPHOA
BBIHY>KJICHHOH TMIIOJMHAMUM U TIOCTOSHHOT'O MOCTENIHOTO PEKUMa

JmarHoctrka M Tepanus WHPEKIMOHHBIX OCIOXHEHHUU MPOBOIMUTCS C YYETOM PEKOMEHIAINN
JIAHHBIX B PYKOBOJICTBE IO COMPOBOJMTEIILHOW TEPANHH NP JICUSHUU 3a00JI€BaHUN CUCTEMBI
kpoBH noj penaxkuueii E.H. ITapoBuunukoBoii [54].

7.5 IlpouaakTuka HH(MEKIMOHHBIX 0CJ0KHEHHH YV manmueHToB ¢ MB

Onenka pucka U NpouIaKTHKAa HH(EKIMOHHBIX OCIOKHEHMH MPOBOJIUTCA C YYETOM
PEeKOMEHIalluil JaHHBIX B PYKOBOJCTBE 110 COMNPOBOJUTENBHON TEpanmuu TMpU JICYCHUH

3a0oneBaHuii cucteMbl KpoBu noj peaakuueit E.H. [TapoBuunukoBoii [54].

8. Kpurepuu oneHKH Ka4ecTBA MEIUIIMHCKOW MTOMOIIM

Ne i/t

Kpurepuu onenku kauectna Oruenka

BBINNOJTHCHU A




BrimonHen o0muil (KIMHUYECKHiA) aHaIu3 KPOBU Pa3BEpHYTHIN (IIpH
YCTaHOBJIEHUM JWarHosa, B CIyyae, €CIM HE BBHIIOJHEHO B

aMOyJIaTOPHBIX YCIIOBUSX )

Ha/Het

" BrimotHeH aHanu3 KpoBHU OMOXUMHUYECKUN OOIIETEPANIeBTUICCKUM, C
orpeziesieHueM AKTUBHOCTHU JaKTaTAECTUAPOTEeHA3bI,
acnapraTaMUHOTpaHc(epasbl, alaHHHaMUHOTpaHchepasbl, HIEIOUHON
docdarazpl B KpPOBH, YpPOBHS MOUEBOH KHUCIOTBI, MOYEBUHBI,
KpeaTuHuHa, obmero Oenka, anbOymuHa, oOIero OwiupyOHHa,
CBOOOTHOTO OWIIMPYOHMHA, CBSI3aHHOTO OMITMPYOHHA, KaJHsl, OOIIIEeTO 1
MOHM3UPOBAHHOTO KaJbIUs (IIPU YCTaHOBJIICHUU JMArHo3a, B cllyyae,

€CJIM HE BBITMOJIHEHO B aMOyJaTOPHBIX YCIOBHUSX )

Ha/Het

| BeimonHeHa  koaryinorpamMma  (OPHEHTUPOBOYHOE — HMCCIIEIOBAHHE
CHCTEMBI TE€MOCTa3a) C OIPEACICHUEM CIEAYIONMX I1apaMeTpOB:
ompeneseHue MPOTPOMOMHOBOTO (TPOMOOIIACTUHOBOTO) BPEMEHH
(AUTB) B kpoBU WIH B TUTa3Me, ONIPEICTICHIE TPOMOMHOBOTO BPEMEHH
B KpOBH, OIIpeleleHue YypoBHA (uOpHHOTeHAa B KpoBU (TpU
YCTAHOBJICHWHM JIMAarHO3a, B Cllydae, €CJIM HE BBIIOJHCHO B

aMOyJIaTOPHBIX YCIIOBUSX )

Ha/Het

BeinosnHeHo ucciegoBaHie MOHOKJIOHAJIBHOCTH MMMYHOITIOOYJIMHOB
B KPOBU U MOYE METOAOM HMMMYHOQUKCAIMH (NIPH YCTAHOBICHHUU
JMarHo3a, IociIe 3aBEPILICHMs TEPANNH, IIPU ITIOJO3PEHUHN HA PELUAUB
3a0oneBaHMs, B CiIydae, €CIIM HE BBIIOJHEHO B aMOyJIaTOPHBIX

YCIIOBHSIX )

Ha/Het

| BbImosHEHO UTOIOTHYECKOE HCCIIeOBAHNE Ma3Kka KOCTHOI'O MO3Tra
(MuenorpaMma) W MATOJOT0-aHATOMHYECKOE  HMCCIICIOBAaHHE
OMOIICUIHHOTO (OMEepPAIMOHHOTO0) Marepuala KOCTHOTO Mo3ra ¢
MPUMEHEHHEM UMMYHOTHCTOXHUMHYECKUX METOJIOB W
UMMYHO(EHOTUITHPOBAHHE reMOIIOATHYECKUX KJIETOK-
NPEIIIECTBEHHNUI] B KOCTHOM MoO3re (IIpU yCTAaHOBJIIEHWH TUArHo3a,
moclie 3aBEpIICHUs Tepamuu, TMpH TMOJO3PEHUU Ha PEHUIUB
3a00JieBaHUs B Cllydae, €CIIM HE BBHIIIOJHEHO B aMOyIaTOPHBIX

YCIIOBHSIX )




| BeimonHeHa KoMIbIOTepHAasi TOMOTpadus OpraHoB OPIOIIHOM MOJIOCTH
U 3a0pIOIIMHHOTO MPOCTPAHCTBA WM YJIBTPa3ByKOBOE UCCIIEIOBaHHE
(mepudepuueckux, BHYTPHOPIOIITHBIX " 3a0pIOIIMHHBIX
nuMdarrnueckux y37moB) (NP yCTAaHOBICHWM JMArHO3a, IpH
MOoJO03pCHNUU HA pCUHUINB 3a6OHCBaHI/I$I, B CJIy4ac, €CJIM HC BBIIIOJIHCHO

B aMOyJaTOPHBIX YCIOBUSX )

Ha/Her

BeimosiHeHO  ynbTpa3ByKOBOE  HUCClieoBaHHE  (TepudeprudecKux,
BHYTPHOPIOIIHBIX W 3a0pIOMIMHHBIX JUM(ATHUECKUX Y3JI0B) (TIpH
YCTAHOBJICHMM JHArHo3a, B ClIydac, C€CJIM HC BbIIIOJHCHO B

aMOyJaTOPHBIX YCIOBHUSX )

Ha/Het

[IpoBeaeHO MPOTHUBOOITYX0JIEBOE JieueHHE (ITPH TTOKA3aHMSIX )

Ha/Het
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IIpunoxenne Al. CocraB paboueii rpynnsl o paspadoTke u NepecMoTpy

KJIMHUYECKHUX PeKOMeHIAuil

IMapoBnunukoBa Enena HukosaeBHa — 1.M.H., reHepainbHblii qupektop @I'BY «HMUIL]
remarojorun» MuH3apaBa Poccum, mnpencenarens accolUalndd COACHCTBHS Pa3BUTHIO
reMaToJIOTMM M TPAHCIUIAHTAllMM KOCTHOro Mo3ra «HaimuoHalbHOE IeMaToIOTHYecKoe
00IIIeCTBOY, TJIABHBIN BHEIITATHBIN CIIEIIUANIHCT TeMarosior Munzapasa Poccuu.

Ioanyonas Upuna BaagumupoBHa — akanemuk PAH, 3acimyxeHHbBIN AesTenh 00pa3oBaHUs
P®, n.M.H., mpodeccop, 3aB. kKapeapoil OHKOJOTUH W MAITTHATUBHON MEIAHMIIMHBI, TIPOPEKTOP
no JjeuebHOM paboTe M MexnayHapogHomy cotpynauuectsy ['BOY 11O PMAHIIO
Munsapasa Poccun, npeacenarens Poccuiickoro odiiecTBa OHKOreMaToJI0TOB.

Menneneesa Jlapuca IlaBioBHA — TOKTOp MEAUIIMHCKUX HAyK, 3aMECTUTENb T€HEPATBLHOTO
nupekropa ®I'BY I'HI[ M3 PO no nayunoli paboTe W WHHOBaNUsM, 4ieH HarmoHaimbHOTO
reMaToJIOru4eckoro ooOmectBa, wieH Poccuiickoro mpodeccnoHaIbHOTO —00IIecTBa
OHKOT'€MaTOJIOTOB

3BoHKoOB EBrennii EBrenbeBu4 — /1.M.H., pyKOBOJAUTEIb OT/ENa JUMONpoIr(epaTuBHBIX
3a001eBaHUM, 3aBEAYIONTUN OTICIEHUEM T€MAaTOJIOTUHA U XUMHOTEpanuu JTUMGPOM ¢ OJIOKOM
TPaHCIUIAHTAMU KOCTHOTO MO3Ta W F'€MOIMO3THYECKUX CTBOJIOBBIX KieToKk PI'BY «HMMUI]
rematoJsiorun» Mun3apasa Poccuu, uien Accoruanuu coledcTBUS pa3BUTUIO FEMATOJIOTUI
Y TPaHCIUTAHTAIIUU KOCTHOTO Mo3ra «HalnoHanbHOE TeMaToIOTHYecKoe 00IIECTBOY.
I'pauéB Anexcanap EBreHbeBMY — K.M.H. Bpau — IeéMarTojoOr OTIEJICHHUS XUMHUOTEpAIUU
rematosiornaeckux 3adoneBanniit ®I'bY «HMMUII rematonorumn» Munszapasa Poccum.

Aab Paam JIwooBp CarrapoBHa — x.M.H. C.H.C. oTaeneHuss NUarHOCTUKUA U JICUCHUS
remaronorudeckux 3adoneBannit ®I'bY «HMMUIL] remaronorum» Mun3apasa Poccun
BorsikoBa Oubra MmuxailjioBHA — KaHIUWJAT MEIMIIMHCKUX HAyK, CTaplIMi Hay4YHBII
corpynaunk ®I'bBY POHI] M3 P®, unen Poccuiickoro mpodeccrnoHaabrHOTO 001IecTBa
OHKOT'€MaTOJIOTOB

Cragnuk Ejena AJiekcaHApoOBHA — K.M.H., JOIEHT Kadeapsl (akyIbTEeTCKOH Teparnuu
OI'bOY BO «ICII6I'MY um. W.II. IlaBmoBa» MwunznpaBa Poccuu, crapmmii HaydIHBIN
cotpynauk ®I'bY «HMMUI] um. B. A. AnmazoBa» Munznpasa Poccun, wiien Poccuiickoro
o0IIecTBa OHKOT€MAaTOJIOTOB.

®dananeesa Haraiabs AJieKCaHAPOBHA — J.M.H., 3aB. OTAECJIECHUEM IPOTHUBOOIYXOJIEBOIO
nekapctBeHHoro jedeHus MPHIL um. A.®. [{p16a — dunuan OI'bY «HMMUIL] pangnonorum»
MunsznpaBa Poccuun, unen Accoumanuu oHkosioroB Poccum m Poccuiickoil Acconuanuu

TCPANCBTUYCCKUX PAAUAIIMOHHLIX OHKOJIOTOB.



10. Credanon Amurtpuii Hukos1aeBu4 — Hay4yHbI COTPYIHHK, 3aB. HAYYHO-OPraHU3alMOHHBIM
ornenom, ®I'BY «HMUI AI'OU um. dmutpuss PoraueBa» MunsapaBa Poccuu, wien
Poccwuiickoro o01ecTBa OHKOTeMaToJIOTOB

11. MsixoBa Haranbsi BanepneBHa — n.M.H., ipodeccop, 3amecTuTeNb TIaBHOTO Bpaya I10
nedeOHoM pabore, 3aB. oTaeneHneM onkoremarosorud ®I'bBY «HMUL[ AT'OU um. Amutpus
PoraueBa» Munszapasa Poccun, wieH HamumonanbHOTO 00IiecTBa AETCKUX IeMaToJIOTOB U
OHKOJIOTOB

12. HeBoubckuX AJslekceii AjlekceeBHY — J1.M.H., 3aMECTUTEIb TUPEKTOPA 10 JiedeOHON padboTe
MPHI] um. A.®. [{p16a — punmuan OI'BY «HMMUIL] pannonorun» Munzapasa Poccun.

13. UBanoB Cepreii AnatoaseBu4 — npodeccop PAH, n.m.H., mupextop MPHI[ um. A.®. I{pi0a
— punuan OI'BY «HMMUL paguonorun» Munsapasa Poccun.

14. XaitsoBa ’Kanna BiraamMupoBHa — KaHAUAAT MEAUIIMHCKUX HAYK, 3aMECTUTENb JUPEKTOPa
1o OpraHu3armoHHO-MeToaudeckoil padore MPHIl um. A.®. Ilpiba — ¢umman OPI'BY
«HMMUL] papnonorun» Munsnpasa Poccun.

15. T'epopksin Turpan I'aruxkoBmu — 3amectutens aupekropa HUM KOP ®I'bY «HMUIL]
onkosoruu uM. H.H. broxunay.

KoHpaukT uHTEpEcOB 0TCYTCTBYET.

Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KIMHAYECKHX PeKOMEHIalui

IleaeBasi ayINTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMM:

1. Bpaum-remarosioru
Bpauu-onkosoru

Bpaqn-neTCKne TreMaToJIOTHU-OHKOJIOT'H

i

Crynentsl MmenuuuHckux BY3oB

MeT010J10THS COOPA 10KA3ATEILCTB

MeTO,Z[LI, HCIOJIb30BaHHbIC NJIA cﬁopa / CCJICKIMHU J0KAa3aTe/IbCTB:

ITouck HY6J'II/IKaHI/II71 B CICOHUAJTU3UPOBAHHBIX MCPUOJUYCCKHUX IICHYATHBIX H3AAaHUAX C

UMMakT-(pakTopom >0.3, MOMCK B 3JTEKTPOHHBIX 0a3ax JaHHBIX.

ba3bl JaHHBIX, HCIOJIB30BAHHBIX ISl cO0pa / ceJIeKIIUU 10KA3aTeIbCTB:



JlokazatenpHOM 0a30i I PEKOMEHJAIMK  SBISAIOTCS IyOJWKAIMK, BOIICIIINE B

KoxpaitHoBckyto Oubmuoreky, 6a3sl manueix PUBMED u MEDLINE. I'my6una mnoucka

cocrasirsiia 30 jer.

MeTO)lLI, HCIMOJb30BaHHbIC AJIA aHAJHU3aA J0KaA3aTEJIbCTB:

0O0630psI ONTyOTMKOBAHHBIX METa-aHAIH30B;

Cuctematnieckue 0030pbl ¢ TaOIUIIAMHU JJOKA3aTEIbCTB.

Tab6uamnna 1. I1lkana oneHku ypoBHe# 1ocToBepHOCTH A0oKa3aTenbeTs (Y 1/1) 11 meronos

JUarHOCTHKH (I[I/Ial"HOCTI/I‘IeCKI/IX BMEIIATEIIb CTB)

YA Pacum¢poska

1 CucremaTtndeckre 0030pbI UCCIEOBAHHN ¢ KOHTPOJIEM pedepeHCHBIM METOIOM UITU
CHUCTEMaTHYECKU 0030p PpPaHIOMU3MPOBAHHBIX KIWHUYECKHX HCCIEIOBAaHUN C
MIPUMEHEHUEM METa-aHanu3a

2 OTnenbHBIE UCCIIEAOBAHUS C KOHTPOJEM pepepeHCHBIM METOJOM WM OTAEIbHBIE
paHJIOMU3UPOBAHHBIE KIMHHYECKAE WCCICOBAHUS W CUCTEMAaTHYeCKHue O0030pPbI
WCCAEAOBaHUN  JIIOOOTO  JM3aiiHa, 3a  HMCKIOYEHHEM  PaHIOMH3WPOBAHHBIX
KIIMHAYECKUX UCCIICIOBAaHUH, C MPUMEHECHHUEM METa-aHaIn3a

3 HccnenoBanmns 6€3 TMOCIENOBATEIILHOTO KOHTPOJISI pedEepeHCHBIM METOJOM WU
HCCICOOBAHUS C pe(bepeHCHI:IM MCTOAOM, HE€ MABJIAOIMMMCA HC3aBUCUMBIM OT
HCCIIEAYEMOro METO/Ia MJIM HEPaHIOMU3UPOBAHHBIE CPABHUTEILHBIE UCCIICIOBAHMS, B
TOM YHCJIE€ KOTOPTHBIE UCCIICTOBAHMS

4 HeCpaBHI/ITeHLHBIC HUCCIACAOBAHUA, OIIMCAHUEC KIIMHUYCCKOI'O cnyqas{

5 Nmeetcs nums 000CHOBaHWE MEXaHU3Ma JICUCTBUS WM MHEHHE DKCIIEPTOB

Tabauua 2. I1lkana oreHKn ypoBHEH 10CTOBEpHOCTH qokazaTtenbeT (Y /1) mis meTomoB

npOoQHIAKTUKY, JICUSHUS U peadmnuTanuu (MpoPpuiIakTHIeCKuX, Je4eOHBIX, peaOMINTAIIHOHHBIX

BMELIATEIbCTB)
Y PacmugposBka
1 Cucremarnueckuii 0630p PKU ¢ npuMeneHnem Mera-aHanusa
2 Otnensubie PKM u cuctemaruueckue 0030pbI UCCIIENOBAHHMA JTIOOOTO U3aifHa, 3a
uckmouenneM PKU, ¢ npuMmeHeHnem merta-aHanusa
3 | HepannomusupoBaHHbIE  CpaBHHUTENbHbIE  HCCIEAOBAaHHSA, B T.4. KOTOPTHbBIE

HCCICI0BaHUA




4 HGCpaBHI/ITGHBHLIe HCCIICAOBaHUs, OITMCAHUC KIIMHUYCCKOTO ClIydad Win CCpUH CIIydacs,

UCCJIEIOBAHMSI «CITYy4aii-KOHTPOJIb

5 Nmeercs numb 000CHOBaHME MEXaHWU3Ma JACHCTBUS BMEIIATENbCTBA (AOKIMHHYECKUE

HCCJIETIOBAHMSI) MJIM MHEHHE YKCIIEPTOB

Tao6auna 3. Illkana omenku ypoBHeW yOeaurenbHOCTH pekoMenpaumii (YYP) s
METO0B NPOQWIAKTUKH, AUATHOCTHKH, JIeUeHHss M peadunmutaimu (IpoQHIaKTHYECKUX,
JTMArHOCTUYECKUX, JIeYEOHBIX, peaOMINTAllMOHHBIX BMEIIATEIILCTB)

YYP Pacuu¢poska

A CunbHass pekoMeHnanus (Bce paccMaTpuBaeMble KpuTepud 3(PQPEeKTHUBHOCTU
(ucxopl) SABISIOTCS BaXKHBIMM, BCE MCCIEIOBAaHHUS MMEIOT BBICOKOE WM
YIIOBJIETBOPUTEIBHOE  METONOJIOTUYECKOE  KAayecTBO, HUX  BBIBOJBI 110

HHTCPCCYIOIIUM UCXOJaM SABJIAOTCA COFJIaCOBaHHI:IMI/I)

B YcnoBHas pekoMeHIanus (He BCe paccMaTpuBaeMble KpuTepuu 3pHEKTHUBHOCTH
(McxofBl) SIBIAIOTCA BaXKHBIMM, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WIH
YIIOBJIETBOPUTEIBHOE METOJOJIOIMYECKOE KaueCTBO W/WIM MX BBIBOJBI 10

HHTCPCCYIOIIUM UCXOAaM HEC SABJISAIOTCA COFHaCOBaHHbIMI/I)

C Cnabas pexomeHaIus (OTCYTCTBUE T0KA3aTeBCTB HAIISKAIIETO KauecTBa (Bce
paccmarpuBaeMbie KpuTepun dPHEKTUBHOCTH (MCXOIbI) SBISIOTCS HEBAXKHBIMU,
BCE MCCJICZIOBAHMS UMEIOT HU3KOE METOIOJIOTUYECKOE KaueCTBO U UX BBIBOJBI 110

HHTCPCCYIOIIUM UCXOAaM HEC SABJISAIOTCA COFHaCOBaHHbIMI/I)

IMopsiniok 00HOBJIEHUS] KIMHUYECKHX PEKOMEHIALUIA.

Mexann3m  OOHOBIGHMS ~ KIMHWYECKHX  PEKOMEHJAIM  TNpexycMaTpuBaeT  UX
CHCTEMAaTHUYECKYIO aKTyaJI3aLHUI0 — HE PeKEe YeM OJIMH Pa3 B TPH T'0J1a, a TAKXKE NPU MOSBICHUH
HOBBIX JaHHBIX C TMO3MIMHU JO0Ka3aTeJIbHOM MEIHUIIMHBI 10 BOIPOCAM JWATHOCTUKH, JICUCHHUS,
npopMIaKTUKA ¥ peadWiIMTali KOHKPETHBIX 3a00JIeBaHUM, HaIMYMM OOOCHOBAaHHBIX

JIOTIOJTHEeHUI/3aMeuaHui K paHee yrBepkaeHHbM KP, Ho He vame 1 pasza B 6 Mecsiies.



IIpunoxenune A3. CipaBo4yHbIe MaTepHAJIbI, BKIKYas COOTBETCTBHE
NMOKA3aHUI K NPUMEHEHHUIO U IPOTHBONOKA3AHUH, ClIOCO00B NPUMEHEHHS U
103 JIeKaAPCTBEHHBIX NPenapaToB, HHCTPYKIHUHU 110 IPMMEHEeHHI0

JEKApPpCTBCHHOI'0O IIpenmapara

IIpuaoxenue A3.1. Pe:xkuMbl JekapcTBeHHOro Jeyenusa MB

MoHoTepanus #purykcumadom™* [31,36]

#Putykcumad** — 375 mr/m’ B/B Karl, 1 p/Hen B TeueHHE 4 HeNeb.

Kypc nostopsitoT uepes 12 Henenb

RBD [38]

#Putykcuma6** — 375 mr/m? B/B, neHs 1

#bopresomu6** — 1,3 mr/m? /k, mau 1, 4, 8, 11

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

Jleuenue Bo300HOBIsIETCS HA 22-11 eHb. [IpoBoauTcs 4-6 KypcoB
RB [34]

#Putykcuma6** — 375 mr/m* /B, 1eHb 0

#benmamyctua** — 90 Mr /M*>B\B B muu 1 1 2

Jleuenue Bo300HOBsIETCS HA 281 IeHb, TIPOBOAUTCS 4-6 KYypCOB.
RBBd [44, 46]

#bopresomu6** — 1,3 mr/m? n/k, tau 1, 4, 8, 11

#BennamycTun** — 90 Mr /M? B\B B uu 1 1 2

#Jlexcamerazon™* — 20 mr B/B i BHYTph B AHH 1, 4, 8, 11

#Putykcuma6** — 375 mr/m? B/B, neHs 1



Jleuenne Bo3oOHOBNseTcs Ha 18- 21 ¥ nmenp (mepepblB Mexnay Kypcamu 7-10 mHei),

npoBoauTcs 4-6 Kypcos.

R-EPOCH + uopyrunn6** / R-BAC + uopyruaun6** (porupywomme Kypcebl) [44, 45]

R-EPOCH + nopyrunno**

- #Putykcumad** — 375 mr/m? B/B, 1eHb — 0

- #Bunkpuctun** 0.4 mr/m? /cyT B/B 1uu 1-4 (HenpepbiBHAs 96 yacoBas nHPY3Ms)

- #lluxnodochamua** 750 mr/m? /cyT B/B, B 5-if 1eHb

- #lIpeaauzonon™* 60 MT/M? /cyT B/B B HHU 1-5

- N6pytunn6** 420 mr\cyt BHyTph exenneBHo ¢ 0 o 14 nuu
Ha 22 — i1 nens Haunnaercst kypc R-BAC + uopyrunuo**

- #Putykcumad** — 375 mr/m” B/B, 1eHb — 0

- #benmamyctua** — 90 Mr /Mm% B\B B aHu 1 1 2

- #llurapabun** 500 mr /M B\B B 1HH 1, 2, 3

- N6pytunn6** 420 mr\cyt BHyTph exeaneBHo ¢ 0 o 14 nuu

Ha 29 —it nenp cHoBa HaumHaeTcs kypc R-EPOCH + #ubpyrunu6**, mocne kotoporo Ha 22 —id

nenb npoBoautcs R-BAC + #ubpytuHuo **.

R-EPOCH + uopyrunuo** + #peHerokjgakc**/R-BAC + uOpyruuno**+ #BeHeToKJaKC**

(poTupyloinme Kypchol) [44, 47]

R-EPOCH + u0pyrnnu6**+ #BeHerokaakc**
- #Putykcumad** — 375 mr/m” B/B, 1eHb — 0
- #Bunkpuctun** 0.4 mr/m? /cyT B/B 1uu 1-4 (HenpepbiBHas 96 yacoBas nHGY3Ms)

- #lluxnodochamua** 750 mr/m? /cyT B/B, B 5-if 1eHb



- #lIpeagauzonon™** 60 MT/M> /cyT B/B B HHU 1-5
- Uopytuan6** 420 mr\cyt BHYTph exxenneBHo ¢ 0 mo 14 quu
- #Beneroxmakc** 400 mr\cyT BHYTpb exxeaHeBHO ¢ 0 o 14 qau
Ha 22 — i1 nens naunnaetcst Kype R-BAC + uOpyrunun6** + #BeHerokaakc**
- #Putykcumab** — 375 mr/m” B/B, 1eHb — 0
- #bermamyctun** — 90 mr /M* B\B B tuu 1 1 2
- #llutapabun** 500 mr /M B\B B quu 1, 2, 3
- N6pytunn6** 420 mr\cyt BHyTph exenneBHo ¢ 0 o 14 nuu
- #Benetoxmakc** 400 mr\cyT BHYTpb exeaHeBHO ¢ 0 1o 14 qHu

Ha 29 —it nenp cHoBa HaumHaercss kypc R-EPOCH + ubGpyrunun6** #seneroknakc**, mociue

KoTOporo Ha 22 —ii nens npoBoautcs R-BAC + ubpytunu6**+ #Benetokmakc™**.

Bcero mnpoBogutcs 4 Kypca MMMyHoXMMHoTepanuu 1o potupyromei cxeme R-EPOCH

+uopyTunn6** + #BeHeroknakc/R-BAC+Hudpyrnnnéd** + #BeHeroknakc**
RCD [32, 34]
#Putykcuma6** — 375 mr/m? B/B, neHs 1
Huxnodochamun** — 100 mr/m? BHYTpS 2 p/neHs, aau 1-5
#Jlexcamerazon™** — 20 mr B/B, IeHb |
Jleuenue Bo300HOBIsIETCS HA 22-11 neHb. [IpoBoasT 6 KypcoB
CP-R [36]
#Putykcuma6** — 375 mr/m? /B, neHb 1

Huxnodochamua** — 1000 mr/m?> B\B B 1-if 1eHb Kypca (103y nmknodocdaMuaa MOKHO

YMEHBIIIATh B 3aBHCUMOCTH OT 0COOCHHOCTEH KIIMHUYECKOW CUTYAIIUH)



#I1penanzonon™* — 100 mr BHYTpSH, AHU 1-5

Jleuenue Bo300HOBIIsSIETCS HA 22-11 eHb. [IpoBoasT 4-6 KypcoB.
FCR [39]

#Putykcumad** — 375 Mmr/M” B/B B jeHb 1

#Dmynapabun** — 25 mr/m” B/B, B 1HU 2-4

#llukmopochamun™* — 250 mr/m’ B/B, qHU 2-4

Jleuenue Bo300HOBIsIETCS HA 29-i1 neHb. [IpoBoasT 6 KypcoB

MoHoTepanusi XJaopamMoyimaom™* [40]

#XnopamOynmir** — 0,1 MI/Kr BHYTpb JUTUTEIHHO MO KOHTPOJIEM KIMHUYECKOTO aHAIM3a

KpoBH 110 (a3bl TIIaTO

Tepanus uopyrunnoom** [41, 61]

No6pytuan6** 420 Mr BHYTpb, €XKEIHEBHO, 1O MPOTPECCUPOBAHMS WIM Pa3BUTHUSA

HETIEPEHOCUMOM TOKCUYHOCTH

NopyTunu6™** + #Purykcumado** [42, 61]

No6pytuan6** 420 Mr BHYTpb, €XKEIHEBHO, 1O MPOTPECCUPOBAHMS WIH Pa3BUTHUSA
HeNepeHOCHMO TOKCHYHOCTH; #puTykcuMa6** 375 mr/m> B/B B mepsbiif Aeus 1,2, 3,4 17, 18,

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

#3anyOpyTunu6** 160 Mr BHYTpb Kaxkzple 12 4acoB, eKeAHEBHO, 10 MPOTPECCHPOBAHUS

HJIN pa3BUTHUA TOKCUYHOCTHU TCpaIllun
Momnotepanus #akanaOpyTuHuoom [23]

#Axanabpytuan6** 100 Mr BHYTpb Kaxkable 12 4acoB, €XKETHEBHO, IO MPOTPECCUPOBAHUS HUIIH

Pa3sBUTHUA TOKCUYHOCTH TEPAITUU



IIpuao:xenue A3.2 IlpobuaakTHKka ¥ JedeHHe TOINHOTLI M PBOTHI

OnHUM U3 YacThIX KIMHUYECKH 3HAYMMbIX T000YHBIX 3¢ ¢dektoB [IXT sBnseTcs TomHoTa
" pBOTA. Ot HOGO‘-IHLIG ABJICHUA NPUBOAAT HC TOJIBKO K YXYAUICHUIO CAMOYYBCTBHS MMAILIUCHTA,
CHIDKEHMIO Ka4eCTBa >KU3HM, HO M MPEMATCTBYIOT IPUMEHEHHUIO JIEKAPCTBEHHBIX MPENapaToB B
nepopaibHOil  (dopme, a Takke mnpuemy numud. [losBIeHHEe HOBBIX KOMOWHAIIHNA
IPOTUBOOIIYXOJIEBBIX  IIPpENapaToB  IMPUBOAUT K  YIY4YIICHUIO  PE3YIbTaTOB  TEpAIUU
OHKOI'€MAaTOJOTHYCCKUX 6OJII>HI:IX, OQHAKO BBIPpAKCHHAA TOIIHOTA U pPBOTA MOT'YT OI'paHUYMUBATH
PUMEHEHHE TMPOTHUBOOIYXOJEBBIX MpPENapaToB B MOJHBIX [103aX, OTPULATENBHO BIHUATH Ha
MPUBEPKEHHOCTh OOJIbHBIX JICUEHHIO. B CBSI3M € 3TUM KOHTPOJIb TOLIHOTHI U PBOTHI UIPaAET
KU3HEHHO Ba)KHYIO POJIb B CONTPOBOIUTENILHON Tepaniy OOJIBHBIX TeMO0IacTO3aMH.

[IpodunakTuka U JIeYEeHUE TOLIHOTHI M PBOTHI MPOBOAUTCS C YYETOM PEKOMEHIAIMH
JTaHHBIX B PYKOBOJCTBE IO COMPOBOAUTEIBHON Tepamuu MpH JICUeHUU 3a00JIeBaHUIl CHCTEMBI

kpoBu noj penakuueit E.H. ITaposuunukosoit, .M. I'anctsina [56]

Hpuaoxenne A3.3. Undy3uoHHad Tepanus y reMaToJI0rH4eCKUX NAIMEHTOB

Ocoboe MecTo B CONPOBOJUTENBHON Tepanuy MAalMEeHTOB C OHKOI€MaTOJIOTMYECKUMU
3a0oneBanusiMu 3aHuMaeT uHGY3uoHHas Tepamus (MUT). OHa wucmonp3yeTcss MOUYTH y BCEX
ManucHTOB, HAXOAANUXCA HA CTAHUOHAPHOM JICHCHUHU.

Wudy3nonHas Tepanust IpoBOIUTCS ¢ YUETOM PEKOMEHIAINil TaHHBIX B PYKOBOJICTBE TIO
COTIPOBOJIUTEIHFHOM TEpAIMK TPH JICUSHUU 3a00JIEBaHWI CHUCTEMBI KpOBU moj pefakuuein E.H.
[TapoBuunukoBoii, I.M. I"asictsina [58]

IIpuaoxenue A3.4. IlpuveHeHye KOMIOHEHTOB JOHOPCKOW  KPOBH V

reMaToJOrH4eCKMuX nanmueHTroB

OCHOBHBIM MEIUIIMHCKUM TIOKa3aHUEM K TpaHC(y3UH IPUTPOLUTOB Y FeMaTOIOTHYECKUX
IAI[UEHTOB SIBIIICTCS HEAJCKBATHAs OKCUTCHALUS OPIaHOB M TKAaHEW M CBA3aHHBIN C OTHUM PHUCK
ocnoxHeHu#. [lepenuBanre JOHOPCKUX TPOMOOIIMTOB TeMATOJIOTMYECKUM MAIEHTaM POBOIST
C IETbI0 TPOPHUIAKTUKH CIIOHTAHHBIX TEMOPPAarMYecKUX OCIOXKHEHMH Ha (oHe TriryOoKoit
TPOMOOIIMTONIEHNN, HHIYLIUPOBAHHOM IPOBEJAECHUEM HHTEHCHUBHON XWUMHUOTEpAllUM, WM C
Je4eOHOM LEIbI0 MAllUEHTaM C YK€ HUMEIOIIMMUCS T'eéMOpPpParMyecKuMH OcCioXHeHusMH. [Ipu
HE0O0XOIMMOCTH BOCIIOJIHEHUS AeuiiuTa (aKTOPOB CBEPTHIBAHHS YHUBEPCATHHBIM IpernapaToM
Ha CETOAHAIIHMIA JIeHb ABJISIETCS cBexke3amopoxeHHas ria3ma (C3I1). Beibop koHKpeTHOTO BUAA
KOMIIOHEHTa KPOBH Il TeMOTPaHCHY3UH (TUI 3PUTPOLUTOCOAEPIKALIETO KOMIIOHEHTA KPOBH,
THUI KOHLIEHTpAaTa TPOMOOLIMTOB, THII IIpenapara Iaa3Mbl) OCYILECTBIIAETCS JIeHall[iM BpauoM I
BpPauyOM-TPaHC(PY3HOJIIOTOM B COOTBETCTBHH C KIIMHUYECKOM CUTYyaluil 1 Ha ocHOBaHMM [Ipukaza

Munzpasa Poccun oT 28.10.2020 N 1170n



"OO0 yTBep)KICHMH TIOpsAIKA OKa3aHWs MEIUIIMHCKOW ITOMOIIM HACEJICHHIO IO MPOQHITIO
"tpancdysuonorus”, Ilpukaza MunzapaBa Poccum ot 20.10.2020 N 11341 «O mnopsaxe
MEIMIIMHCKOTO  OOCJIEIOBAaHMS PELMIIMEHTa, NPOBEIACHHUs Tpo0d Ha UWHANBUAYAIBHYIO
COBMECTUMOCTb, BKJTIOUast OMOJIOTHUYECKYIO TTPOOY, TPH TpaHC()y3un JOHOPCKOM KPOBH U (WJTH) €€
KOMIIOHEHTOBY», pekoMeHAanusmMu «KinHuyeckoe HCHOIb30BaHUE APUTPOLUTCOIEPIKALIIX
KOMITIOHEHTOB KpoBu» (2018 1.), [TocTanoBnenus ot 22.06.2019 r. N 797 «O06 yTBepxaeHUA
MPaBUJI 3aTOTOBKH, XPAHEHUsS, TPAHCTIOPTHPOBKUA M KIMHUYECKOTO HCIOIH30BAHUS JTOHOPCKOU
KPOBH M €€ KOMIIOHEHTOB U O MPU3HAHUU YTPATUBIIMMH CUIy HEKOTOPbIX akToB [IpaBuTenscTBa
Poccuiickoit denepanuny, IpyruMyd HOPMATUBHBIMU aKTaMU.

3amecTuTenbHas reMoTpaHCy3UOHHAS TEpanus MPOBOJUTCS C YUYETOM PEKOMEHIAIMA
JTaHHBIX B PYKOBOJCTBE IO COMPOBOIUTEIHHON TEpamuy MPH JICYCHUU 3a00JCBAaHUI CHCTEMBI
kpoBu noa penakuueit E.H. ITaposuunukosoit, .M. I'anctsna [59]

IIpunao:xenue A3.5. Odecneyenne COCyINCTOr0 J0CTVIIA

ObecnieueHne COCYIHCTOTO AOCTYMa SIBISETCS HEOTHEMIIEMOH COCTAaBIISIONICH YacThIO
COBPEMEHHOM XMMHOTEpay OHKOT€MaTOJIOTHUECKUX O0IbHBIX. Yepes IIeHTpabHbIi BEHO3HBIH
karerep (LIBK) BBOmsITCS mMpoTHMBOOIMYXOJEBbIE Npenaparbl, KOPPUTUPYIOTCS 3JIEKTPOJIUTHBIE
HapyIICHUs, TPOBOIUTCS MapeHTepaJbHOE MUTAHUE, OCYIIECTBISIETCS B3sITHE 00pa3loB KPOBU
JUISL NCCTIEIOBAHUS U T. 1.

CocynucTslil 1OCTYN ONPEAENAETCs ¢ YIETOM PEKOMEHAALNN TaHHBIX B PYKOBOJICTBE I10
COTIPOBOJIUTEIHFHOM TEpAIMK TPH JICUSHUU 3a00JIEBaHWI CHUCTEMBI KpOBU moj pefakuuein E.H.
[TapoBuunukoBoii, I'.M. I"asictsina [60].

IIpuaokenne A3.6. TpaHCIJIAHTAIIMA AVTOJOTHYHBIX FeMOMOITHYECKHX CTBOJIOBbBIX

rJaerok. Moonansanus u coop AvroCKK.

TpanciaHTanust ayTOJIOIMYHBIX T€MONOITHYECKUX CTBOJIOBBIX KIIETOK Ipu Tepanuu MB B
HACTOsILEe BPEMsl PACCMATPUBAETCS KaK ONIUS MpU pedpakTepHO\peLUIUBUPYIOLEM TEUCHUN
3a0oneBanus. COOp KJIETOK >KEJaTeNbHO BBINOJHUTH MalMeHTaM Moyoke 60 et mocie

npoBeeHUs YPPEKTUBHON Teparnuu MepBOi JTMHHH.



Ipuioxkenue b. AIropuTmMsl AeHCTBUH Bpaya

AJITOPUTM BEJICHUS MAIMEHTa C BIEPBbIE BbIsiBICHHON MB:

MayueHTbl ¢ Nnogo3peHnem Ha MIB

|

AnarHocTuka

|

Aa HeT

AnarHos
noaTBepXAaeH?

MpopgonxkeHue

) | AWATHOCTUYECKOTO NOMCKa

B pamKax Apyrux

BO3MOXKHbIi1 3a6oneBaHmit

HeT
mB AvHamunueckoe
—
cMMmnTOoMaTUyeckasn HabnoaeHne
dopma?
EcTtb cuHapom HeT

rUNPBA3KOCTU?

Aa
Tepanusa:
RDC\RB\FCR\BDR\ * RBBD
Mnasmadepesbl ———— N6pYTUHME\MBPYTUHNB+PUTYKCMMaAb
* Rlbr-EPOCH\RIbr-BAC (ecnu monoxe 65 net u
rpynna BbICOKOro puUcKa)

[OucnaHcepHoe HabnoaeHne

JleyeHne Peuynausa

HeT

Ectb peunaus

3aboneBaHua?
Aa

* - onuuoHanbHO




TepaneBTHUYECKUIl AJITOPUTM.

AJITOpPUTM BeJleHHsI MaNMeHTa ¢ penquausamu MB.

KoHcratuposaH peungus MB

l

HeT

Aa CumnTomaTiieckan Ha6nlopeHune ao passutua

? )
$opma? CMMNTOMOB
Ectb cuHapom
runepBA3KocTU?
HeT
JiE]
Mnasmadepesbl
v
HeT

ANUTenbHoCTb
pemuccum > 12 mec.

Aa

Mepexopa Ha 2-10 IMHUIO Tepanuun
MNpu arpeccuBHOM TeueHUn
peumausa — obcykaeHue

MosTop 1 AMHUM Tepanum

sonpoca Ayto TICK
Peabunutauua n gucnaHcepHoe Ayto - TTCK

HabnoaeHne ¢




Hpuiaoxenue B. Undopmauus 14 namueHra

MakpornoOynunemus Banbnenctpema (wnm Oone3Hp  BampneHctpema) —  3TO
BSUIOTEKYIIlee, MEAJICHHO pa3BHBarolieecs 3a00JeBaHUE OIYyXOJEBOW MPUPOJBI, SIBIISIOLICECS
ONHOM W3 pasHOBUAHOCTeH mnumdoMm. Ha ceromHsmHMI MOMEHT dTO 3abolieBaHUE
paccMmaTpuBaeTcsl Kak HEW3JeYHMMOe, HO COBPEMEHHbIE MHHOBALIMOHHbBIE JieyeOHbIE METOIUKH,
BKJIFOYAIOUIME HOBBIE JIEKAPCTBEHHBIE TMpEnapaTbl W TPAHCIUIAHTALMIO  ayTOJIOTHYHBIX
TeMOMOATHYECKUX CTBOJIOBBIX KIIETOK, MO3BOJISIOT JAOCTHraTh IITYOOKHX MPOTHBOOMYXOJEBBIX
OTBETOB, KOHTPOJMPOBATH 3alojieBaHME M OOECIEeYMBATH JJIUTEIBHYIO BBDKMBAEMOCTH C

COXPAaHCHUCM Ka4y€CTBa KN3HH.

Knuauyeckue CUMOTOMBI — MakporjioOynuHeMun BanpaeHcTtpema  pa3HOOOpa3HBI,
BO3HHUKAIOT HCOXUIAAHHO WU MOT'YT BOCHPUHUMATHCA MALIUCHTAMU KaK MPOSABJICHUC KaKI/IX-HI/I6O
COMYTCTBYIOIIMX XPOHUYECKUX 3aboneBanuid. [Ipn mMOsABICHWM BBIPAKEHHOW CIIa0OCTH,
OJIETHOCTH  KOXHBIX TIOKPOBOB, TIOBBIIIEHHON KPOBOTOYMBOCTH, HApyUICHHUH 3pEHMS,
HEBPOJIOTUYECKON CHMITOMATUKH HEOOXOAUMO 0OpaTUTHCS K Bpady U MPOUTH JHATHOCTHUECKOE

o0cnenoBaHue.

OO6crnenoBanue BKIIOYAET B ceOs CIiealbHbIe METOIUKH UCCIEI0BaHU KPOBU U MOYH,
UCCJIEJIOBAaHME KOCTHOro Mo3ra, Y3/ U peHTreHOJIornueckoe HcciaenoBaHue. PesynbpraTsl
o0cIieIoBaHus TOMOTYT OIPECIIUTh XapakTep 3a00JeBaHUs, YTOUYHUTh TAKTUKY TEPAIMU U CPOKH

Haydalia cneumbnqecxoro JICUCHHUA.

B HekoTOphIX ciydasXx NpU MHUHUMAIbHBIX NPOSBICHUSAX 3a00eBaHUs OT Hayaia
crenn(UIeckoi Tepanuyu BO3MOKHO BPEMEHHO BO3Jepxkarbes. Ho mpu 3TOM manueHT 10JKeH
HaXOJUThCS MOJ HAaOJIIOJEHUEM I'eéMaToJIora 10 MECTY JKUTENIbCTBA M MPOXOJUTh KOHTPOJIBHOE
oOcnenoBanue kKaxaeie 3-6 mecsueB. llpu mpoBeaeHuH eueHUs (HE3aBHUCHMO OT METOA,
U30paHHOTO JICYAIMM BpayoM), a TaKXKe IMOCJe 3aBepIlIeHHs] HeoOXOAUMOro o0bemMa Tepanuu
NAllMEeHT peryjsipHO JOJDKEH CAaBaTh aHaJdM3bl KPOBH M OLEHKH 3(P(YEKTUBHOCTH H

IMPOAOIKUTCIIBHOCTH JICUCHU .

Hpunoxenue I'l — I'3. lIkaabl oneHKH, BONPOCHUKHU U APyrue
OlleHOYHbIE HHCTPYMEHThI COCTOSIHUA MALMEHTA, IPUBEICHHbIE B

KIMHUICCKUX PEKOMECHAALIUAX

Ipunaoxenue I'1l. Illkaaa onenku odomero cocrosuusa namenta ECOG




Knuanueckas omeHka oOIero cocTossHuS naiuenta ¢ MB mpoBoauTes 1Mo mkase,
pa3paboranHoit BoctouHolt 00benuHeHHOM oHKOoM0rnyeckoi rpynmnoi (Eastern Cooperative
Oncology Group)

Opurnnansaoe Ha3Banue: The ECOG Scale of Performance Status

Ucrounnk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative Oncology
Group // Am. J. Clin. Oncol. 1982. Vol. 5, Ne 6. P. 64965

Tumn: mkajna oneHKu
Haznauenwne: knHUYecKas OlleHKa OOIIEr0 COCTOSHUS MalieHTa

ConepxaHue U HHTEPIPETALIMS:

Craryc (0aqubl) | Onucanue o01Iero COCTOSIHUS MAIMEHTA

0 ITanMeHT MOAHOCTRIO AKTUBEH, CIIOCOOEH BBIIOIHATE BCE, KaK U J10
3200J1€BaHUA
1 HaLII/IeHT HGCHOCO6CH BBITIIOJIHATH TH)KGHYIO, HO MOXCECT BBIIIOJIHATH

JIETKYIO MJTH CHISTIYIO paboTy (HampuMep, JISTKYIO TOMAITHIOK HITH
KaHIIEJSIPCKYIO0 padoTy)

2 [TanmenT neyntcst aMOyIaToOpHO, CIOCOOEH K CaMO0OCTYKHBAHUIO, HO HE
MOYKET BBIMOIHATE paboTy. bonee 50% BpeMeHU MPOBOAUT aKTUBHO — B
BEPTUKAJIHHOM ITOJI0KEHUH.

3 [TanmeHT ciocoOeH UMb K OTPAaHUYEHHOMY CaMOO0CTYKUBAHUIO,
MPOBOJAMT B KpecJie uin noctenu 6omaee 50% BpeMeHn 60pCcTBOBaHUS

4 WuBanuz, coBepiieHHO He CIIocoOeH K caMo00CTyKUBAaHHIO, TPUKOBAH K
KpECIly WU IIOCTENH

5 CwmepTh

Ipunaoxenue ['2. MekIYHAPOAHAA MPOTHOCTHYECKAS IKAJIA

OpurnnanpHOe Ha3BaHue: International prognostic scoring system for Waldenstrom’s
makroglobulinemia (IPSSWM)

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

Tun: mkama oneHKu

Haznauenue: onenka (pakTopoB HEOIAroMpUATHOTO MPOTHO3A MPH YCTaHOBICHUH quarHo3a MB




CopepxaHue U HHTEPIIPETALIHS:

@dakTopsl MPOrHO3a OaIITBI Husknii puck Bo3spact <65 net; 0-1 6amn
Bo3spact >65 ner 2 — Cpennnii puck | Bozpact >65 net unu 2 6anna
I'emorno0un <115 r\n 1 Bricokuii puck | 3 u Gonee 6amioB
TpomOoruTer <100 THIC\MKIT 1

B-2- mukpornooynus >3,0 mr\i | 1
PIgM > 70 r\n 1

Ipunaoxenue I'3. OOHOBJIEeHHAA MEKIVHAPOAHAA MPOrHOCTHYECKAS IIIKAJIA.

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

makroglobulinemia (Revised IPSSWM)

Ucrounuk: 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]

Tun: mkama oneHKu
Hasnauenwue: onenka ¢pakTopoB HEOIATONMPHUITHOTO MPOTHO3A MPU YCTAaHOBJICHUH auarHoza MB

Co;[epxcaHI/Ie W UHTCPIIPCTALUAL

@akrop nporuosa Gabl OdeHb HU3KHUI PUCK 0
Bospacr <65 ner 0 Huskuii puck 1
Bo3spact 65-75 et 1 CpenHuii prCK 2
L4
Bospacr >75 ner 2 Bricokuii puck 3
B-2- MukporoGymis >4 Mrin I OueHb BBICOKHIH pUCK 4-5
JIAI >250 En/n 1
Ans0ymuH <35 /1 1




