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KA®EJIPA Buytperrux Oose3Hel 1 HMMyHOJIOTHH ¢ Kypcom 110

Peuensus mpogeccopa, 1.M.H., foueHTa Kadeapbl BHyTpeHHUX G0oJ1e3Hel H HMMYHOJIOTHH C
Kypcom I1O Conosnenoii punbl AHATOIbEBHBI Ha pedepaT OpAMHATOPA BTOPOIO roia

o0y4yeHus cnenuaabHocTH Tepanust MuneeBoii Ejiensr Cepreesunl 1o Teme: «VIHosKecTBeHHAs
MHEJIOMAY.

OCHOBHEIE OLIEHOYHBIE KPUTEPHH PELEH3UH Ha pedepar OpAUHATOpA BTOPOTO T0a 00yIEHHUs
CIeruanbHoCTy Tepanus:

OneHouHBIN KpUTEpHit [TonoxxuTenbHBIH/
OTpHULIATEIbHBIN
1. CTpyKTypHUpOBaHHOCTH +
2. Hammune opdorpaduueckux ommudox +
3. CooTBercTBHE TEKCTa pedepara ero Teme +
4. Buianenue TepMHHOJIOTHEN +
S. IlosiHOTa H INIyOHHA PACKPBITHS OCHOBHBLIX MOHSITHII TEMBI =
6. JlorH4HOCTH JOKA3aTe/IHHOM 0a3bl -
7. YMeHHe apIrYMEHTHPOBATH OCHOBHbIE I0JIOKEHHS H BHIBOIbI 4
8. Kpyr ucnoib30BaHHs H3BECTHBIX HAYYHBIX HCTOYHHKOB <l
9. YmMenue creaath 001uii BHIBOJ L

Hrorosas onmeHka: MoJI0KUTEILHAS/OTPHUIATEbLHAS
”‘v’_—_\
KoMmmeHnTapuu peneHzeHra:

Tema pedepara sBisIeTCS aKTya bHOH, YIUThIBasK OOJBIIYIO PACTIPOCTPAHEHHOCTH JAHHOTO 3a00JIeBaAHNS, & TaK
K€ BBICOKYIO HHBaNMAM3aLuio 0osbHbEIX. [Ipy noaroToske pedepara aBTOp HCHOIB30BAN JOCTATOUHBIH 00beM
HH(OPMAaLH, COOTBETCTRBYIOLIMH KIIMHUYECKUM peKoMeHalusaM. Tema uzjioxeHa B popMare, XapaKTepHBIM
IUTSL TAHHOTO BHIA paboT.

Hara: 2—/( 10. 23&%

IMonmucs peIeH3CHTAa: P
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11. Crnucok ucnonb3yeMoi TUTepaTyphl

Omnpenenenne
MmuosxectBenHas muenoma (MM) — 3To B-keTodyHast 3m0Ka4eCcTBEHHAsI OMyXO0Jb, MOPHOIOTUIECKUM
cyOCTpaToM KOTOpPOM SBJSIOTCS IJIa3MaTHYECKHE KJIETKH, HPOAYLHUPYIOIIME MOHOKJIOHAIBHBIN

UMMYHOTJIOOYJIHH...



ITHOJIOTHS U NATOreHe3

[Ipruunnbl pazButusi MM y denioBeka OCTalOTCs HESICHBIMU.

B kauecTBe BO3MOXKHBIX, HO BECbMa JUCKYTA0CIbHBIX ITHOJIOTMYECKUX (PAKTOPOB paccMaTpUBaeTCs
3HaYCHWE MOHHM3HPYIOIIETO W3IYYCHHs, TEHETUYECKOH MpeapacnooKEeHHOCTH, UINTEIbHON
AQHTUTCHHOM CTUMYJISILIMHU, BUpPYCa Teprieca 4yesioBeKa 8-T0 TUIA, BO3JCHCTBUS TOKCHYECKUX BEIIECTB.
OcHoBoii naroreHeza MM sBisieTcss TeHETUYECKU JIETEPMUHUPOBAHHOE HapylleHHe co3peBaHus B-
auMonura. M3BecTHO, 4TO co3peBaHue B-mumdoruTa BKIOYAeT B ce0sl HECKOJBKO 3TaloB, U Ha
KaXJIOM M3 3THX 3TAllOB MOTYT BO3HHKaTh TeHeTHuyeckune abbepauuu. B pesynprare obpasyercs B-
TUM(OIUT, COXPaHSIOMUN CITIOCOOHOCTD K JajbHelel audQepeHnrpoBKe 10 MIa3MOLUTa, 0JHAKO
IPOAYLMPYIOLIEro He(yHKIMOHAIbHBIH HMMMYHOIJIOOYIMH. IIpm 3TOM akTHMBHOCTb MHEJIOMHBIX
IUIa3MAaTUYECKUX KJIETOK MOKET OBbITh Pa3IU4HOM, uTO (opMupyeT pa3zHOOOpazue KIMHUYECKOH
KapTUHBl Y  BapUaHTOB TeueHUs 3a0osieBaHUA: OT  JOOpPOKAYECTBEHHOH  BAJOTEKYyLIEH

MOHOKJIOHAJILHOM raMManaTuu HCYTOYHCHHOT'O I'€HEC3a 10 IIa3MOKJICTOYHOI'O JIEHKO3a.

ONuaeMHOJI0THA
MM cocrapnsier mpuban3uTensHo 1% cpean Beex 310KadecTBEHHBIX omyxoiei u 10 10-13% ot Bcex
remo0acto30B. 3aboyeBalOT MPEUMYILIECTBEHHO JIIOAM cTapiueil Bo3pacTHOW rpymmbl. CpeaHuii
BO3pacT BHOBb 3a0oneBHIMX OKoNO 70 JEeT, pacnpoCTpaHEHHOCTh 3a00JEeBaHHS CpPEAM HACEICHUS
monosxe 40 et He npesbiaet 2%. 3a001eBaeMOCTh MUEIIOMOM B €BPOIIEHCKHUX CTpaHaX JOCTUTaeT 3-
5 yenosek Ha 100000 HaceneHusl.
Konuposanne no MKB 10

C90.0 - MHOXecTBEHHAS MUEIOMA

CragupoBaHue MHOKeCTBEHHOW MUEJIOMbI
PacnipocTpanenHoit cucremoi craaupoBaHus siBisieTcss kiaccudukanus B.Durie uw S.Salmon,
npemoxenHas B 1975 r. (tabx. 1) [5], koTopas 6bl1a caMoit UCMIONIB3YEMOU CHCTEMOM CTaAupOBAHUS
1o 2005 r., korza Oblla 3aMeHeHa BHavYalle Ha MeXIyHapOIHYI0 cucteMy ctaaupoBanus (International
Staging System — ISS) u 3aTem Ha nmepecmotpennyio (revised) ISS; (R-ISS) B 2014 .

Tadoauua 1. Cragun MmHOXKecTBeHHON Muenomsl (1o B.Durie, S.Salmon)

Craaun [Tpusnaku Kiietounas mMacca, TPUILTHOH/M?
| CoBoKynHOCTB cnenyromux | < 0,6 (Hu3Kas)
MPU3HAKOB!

o [emormooum> 10 /1

o HopwmanbHblit YPOBEHb

KaJlblus CBIBOPOTKHU
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e Pentre”osoruyecku —
HOpMaJibHast CTPYKTypa
KOCTEH WIW OJHHOYHBIN

oyar ImopaxXeHus,

e Hwuskuii  ypoBenr M-

IIpOTCHUHA:

o IgG<50r/n

o IgA<30r/n

e Oecnok benc-IIxonca < 4

I/CyTKH

| ITokasarenu, ge | 0,6-1,2
cootBercTBytomue Hu I, vu III | (cpenuss)

CcTausaM

Il Onun W Oonee u3 | > 1,2 (Bbicokas)

CIICAYIOIUX ITPHU3HAKOB:

o T'emornoOun< 8,5 r/mi

YpoBeHb KaJbUUA
CBIBOPOTKH  TPEBBIIIACT

HOPMAJIbHBIC 3HAYCHU A

MHoxecTBEHHBIE
nopaxeHus: kocred (> 3

JIUTHYCCKHUX O“I&FOB)

Beicokuit  ypoBeHr M-

MPOTENHa!

e IgG>70r1/n

e IgA>50r/n

benok benc-/xonca > 12

I/ CyTKH

JIOTIOTHUTEBHBIM MTPH3HAKOM, ONPEACIISIONIMM TIOJICTAIIHIO, SIBISIETCS COCTOSTHAE (PYHKIIUH ITOYEK:

A - HopMmanbHas (KpeaTHHUH ChIBOPOTKU MeHee 170 MkMoub/i unu 2 r/mn).

B - cHmxeHHas (KpeaTMHUH CHIBOPOTKM paBeH wiu 6osiee 170 MkMoib/1 uinu 2 1/11).
Knaccudukanus ISS ocHOBaHa Ha BaXHOM HPOTHOCTUYECKOM 3HAYEHMM coyeTaHus [2-
MUKpPOTJI00yJIMHA U aTbOyMUHA CHIBOPOTKU KPOBH (TabII. 2).

Tadauna 2. MexayHapoaHas cuctema craaupoBanus (ISS)
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Craguu ITokazarenu

Memnana OB, mec

| B-2 MUKpOTIIO0YJIMH CHIBOPOTKH | 62

<3,5 mr/n

AnpOymun> 3,5 1/

I -2 MuKpornoOyiuH ChIBOPOTKH | 44

<3,5 mr/n

Anp0ymun< 3,5 1/

Nnu

3,5-5,5 Mr/n

-2 MUKpOTIIOOYJIMH CHIBOPOTKH

B 2014 rogy MexayHapoaHas cucteMa craaupoBanusi Obuia nepecmorpena (revised ISS; R-ISS).

Kpome mnoxazareneii P2-muxporioOynnHa U anbOymMuHa ChIBOPOTKH R-ISS yuwnteiBaer Hanmuuue

HEOJIaronpUATHBIX XPOMOCOMHBIX aHOMAJIUK U BbICOKUM ypoBeHb JIJII™ (Tab:m.3).

Tadoauna 3. CranmapTHbie  (aKTOPBI

MexayHapoaHas cucrema cragupobanus (R-1SS)

pucCKa MHO>XECTBEHOM MMEIIOMBI

n  ICPCCMOTpPCHHAs

[Ipornoctuueckuii paxrop

Kpurepun

Craaun ISS:

B-2  MHKpOrnoOyiauH  CBIBOPOTKM < 3.5

Mr/i, anbOymuH > 3,5 r/nn

Kputepun He coorBercTtByroT I mim III cragusam

B -2 MukporinodynuH > 5,5 Mr/n

[uTorenernueckne anomanuu nmo FISH:

Bricoknii puck

Hamuuue del(17p) w/unmu tpancnokaruu t(4;14)

w/unu tpanciaokaiuu t(14;16)

CranpapTHBII puck OtcyTcTBHE  IUTOTCHETUYECKUX  aHOMAJIUU
BBICOKOTO PHCKa

JIAT:

Hopma JIAI' CBIBOPOTKM HM)KE€ BEPXHEHW TI'PaHULBI
HOPMAJIBHOT'O YPOBHS

Bricokuil ypoBeHb JIAI'  CBIBOPOTKM BBILIE BEPXHEH TI'PAHULBI

HOPMaJIbHOTO YPOBHS

HoBast Mmoaesb cTpaTHPUKAMOHHOIO PUCKA




MM Craaun R-ISS:

ISS cragus 1, nMTOreHEeTHWYECKHE AaHOMAaJINH
crangaptHoro pucka no FISH u HOpmanbHbIif

yposens JI/I

Kputepun nve coorserctByror | nium Il ctaguam

R-1SS

ISS cragus III M Wi DOUTOr€HETHUYECKUE
aHoManuu Bbicokoro pucka no FISH wmm

BbICOKMH ypoBeHb JIT

JAunarnocruka

Kpurtepun ycranoB/ieHUs AUArHO3a

B 2014 r. MexayHapoaHOi Tpymmoi mo usydeHuto MHoxecTBeHHOUW Mmuenaombl (IMWG) Obutn

MepEeCMOTPEHbI KpuTepun auarHoctuku MM. 1Ipu ycraHOBiIeHMN AMarHo3a cuMnroMarunieckoin MM

AOJDKHBI HPUCYTCTBOBATH CIICAYIOIINEC KPUTCPUM:

ITnasmatuueckre KiIeTkd B KocTHOM Mo3re 10% u Oojee W/miaM IUIa3MOKJIETOYHAS OIlyXOJIb B

OMOICUIHOM MaTcpHraic nopa;erHoﬁ TKaHH B COYCTAaHUHN CO CIICAYIOIIKUMU ITPU3HAKAMMU:

Onuu wnu OoJsiee MPU3HAKOB TMOPAKEHHUS OPraHOB WJIM TKAHEHW, CBS3aHHBIX C IJIA3MOKJIETOYHOM

nposnpepanueii (cumnromoxkomiuiekc CRAB):

1. runepkanbimemus (> 11,5 mr/man [> 2,65 mmons/n]),

2. ToYyeyHas He0CTaTOYHOCTh (KJIMpeHe kpeaTnHuHa< 40 MI/MUH WM KpeaTuHUH> 177 MKMOIb/1
uam 6osee 2 Mr/m)

3. amemwust (Hb< 10 r/mn wnm Ha 2 /11 Hioke HOpMasibHOTO ypoBHs Hb),

4. mopaxeHue Kocted (oguMH WM Oojee OCTEONUTHUYECKHI ouar, BBISBICHHBIM 1pH
pentreHorpadguu, KkommbioTepHol ToMmorpadpun (KT) wnam  MmO3UTPOHHO-3MUCCHOHHOMN
KommnbroTepHOit Tomorpaduu (I13T-KT)

N

Onun i 6oree MPU3HAKOB OMYyXOJIEBOW aKTUBHOCTH:

>60% 1mIa3sMaTHYECKUX KIETOK B KOCTHOM MO3TE,

1.

COOTHOIIIEHUE BOBIICYCHHBIX/HEBOBICYCHHBIX CBOOOJHBIX JIETKUX IIEeTed WMMYHOTJIOOYIHHOB
ceiBopotku (CJILL) >100,
> 1 ouara mopa)kK€HHUs TO pe3yjbTaTaM MarHUTHO-pe3oHaHcHou Tomorpadum (MPT), pasmep

ouara JIOJIKeH ObITh HE MeHee 5 MM




MesxyHapOoAHBIM KOHCEHCYCOM ObUIM TaKKe MEePEeCMOTPEHbI U KPUTEPUH BSUIOTEKYLIECH (TJICIOmIei)
MUeNOMBIL. Jlnarno3 BajgoTekymien (Tierolei) MUeIOMbl yCTaHABIUBAIOT MIPHU 005S3aTeIbHOM HATUYUU
JBYX CJEIYIOIINX MPU3HAKOB:

1. M-nporeun B ceiBopotke (Ig G mmm IgA ) > 30 r/n1 nnum 6enok benc-/Ixonca B moue >500 mr/cyt
u/vmm 10-60% kIIOHABHBIX TUTA3MATHYECKUX KIETOK B KOCTHOM MO3Te

2. OtcyTCcTBHE MPU3HAKOB MOPAKEHUS OPraHOB U TKaHEW, CBSA3aHHBIX C IUIa3MOKIJIETOYHOM
undunsTpaueit (CRAB) man amMuiaonmo3a, wid JIOOBIX JAPYTHX KPUTEPHEB, OMPEACISIOIINX
CUMITOMAaTH4eCKOe 3a00JIeBaHUE.

@DakTOpBI IPOTHO3A

K ocHoBHBIM (akTopam HEOIAronmpUATHOTO MPOTHO3a MPU YCTAHOBJICHUHU AuarHo3a MM oTHocsTCS:
BBICOKHI YypOBEeHb [-2 MHUKpOTIoOyJiMHA M CHIKEHHE YPOBHS albOyMHHAa B CHIBOPOTKE KPOBH,
BbICOKUI ypoBeHb JIJII, mmrorenernyeckue anomanmu: t(4;14), t(14;16), del 17pl13, del 13q,
ammuudukanus 19. Jenenust 130 siBnsiercss HeOIaronpusSTHBIM MPOTHOCTHYECKUM (aKTOPOM, KOTJa
BBISBJISIETCS TNPU KApUOTUIIMPOBAaHUU, HO He mnocpenactBom FISH. Hcxomubsie mporHoctuyeckue
IOPU3HAKK TO3BOJISIIOT MPOTHO3UPOBATH MPOJOIKUTEILHOCTh JKU3HM OOJIBHBIX M OTBET Ha
TEpanuIo, HO HE SBJISIFOTCS ONPEIENISIONIUMHE ITPH BEIOOpE TAKTUKH JeUeHHs 00IpHBIX MM.
DopMyIMPOBAHKE TUATHO3A

B nuarnose cienayer ykasbiBaTh CTaaui0 W mojctaauio Oonesnu mo B.Durie u S.Salmon, cramuio
cormacHo ISS, Tum cekpeTupyeMoro MOHOKIIOHAIBHOTO Oenka, mpoTennypuro benc-JlxoHca u
OCHOBHBIE KJIMHHYECKHE CHUMITOMBL. B TeMaTolOTH4ecKuX IIEHTPax, B KOTOPBIX MPOBOIUTCS
IIUTOTEHETHYECKOE MCCIIE0BaHNE, eJIeCO00pa3Ho yKa3bIBaTh ctaauio R-1SS.

[Tpumeps! popMyIMpOBaHUS TUarHo3a:

e MmuoxectBeHHas  muenoma  Gx-tMma ¢ nporeuHypued — benc-/[xoHca  k-Tuma,
pacrpoCTpaHEHHBIM  OCTEOJIECTPYKTUBHBIM IIPOIIECCOM, MSTKOTKAHHBIM KOMIIOHEHTOM B
obomactu Th4, anemueit — IIIb cragus (Durie-Salmon), ISS 1ll. [Inanu33aBucumasi modeqHas
HE/10CTaTOYHOCTb.

W
e MHoXecTBEHHas: MUEIIOMa C CEKPELMEN JIETKUX LeNel K-TUIa C aHEMHUEN, paclipOCTPaHEHHBIM

octeoaecTpykTuBHbIM mporieccom — A cragus (Durie-Salmon), ISS 11, R-ISS II1.

JKaj00bI 1 aHaAMHeE3
HaubGonee dacTeiMu jxajmo0amMu SIBISIOTCS OO B KOCTAX, OOMIas clabOCTh U YTOMIISIEMOCTb,
CKJIOHHOCTh K MH(EKIHsIM, HapylieHus: GyHKIUN MoYeK. [TUTeTsHOCTh 3a00IeBaHUs JIO MTOSBICHHS

MEPBBIX KIIMHMYECKUX CHMIITOMOB MOKET COCTaBIISATh OT HECKOJIBKUX MecsIeB 0 2-3 u OoJree Jier.



du3ukajabHOe 00cIeI0BaHUe
Pexomenayetcsi npoBeeHne (HU3UKAILHOTO 00CIIEIOBAHUS, BKIIOUYAIONIEro B cebsi: cOOp aHaMHE3a,
OCMOTp, U3MEPEHUE POCTa M MAacCChl Te€Jla, TEMIIEPATypPhl Te€la, MaJbIIalUI0 BCEX AOCTYIHBIX I'PYIII
nepudeprudeckux TUM(PATUUECKUX y3JI0B, TICUCHH, CEIe3EHKHU, OIEHKY COCTOSIHUS KOCTHO-CYCTaBHOMN
CHUCTEMBI, CepJIeYHO-COCYAUCTON, TBIXaTEeIbHON M YHJIOKPUHHON CHUCTEM, OMpEeieHUE cTaTyca I0

mkaiie ECOG.

JlabopaTopHasi JMarHOCTHKA

e Pa3BepHyTHIl KIMHUYECKHI aHAIM3 KPOBU C HCCIEIOBAHHUEM TIeMOTJIOOMHA, SPUTPOLIUTOB,
JICUKOIUTOB, TPOMOOITUTOB, IMOJCYETOM JIeHKOIMTapHOH (opmynbel. HeoOxomumo kak mpu
MEPBUYHOIN TMAarHOCTHKE, TaK U MMPH KOHCTATAI[MH PEIUANBA U/UITU MPOTPECCUPOBAHUS.

e OOmWMii aHaIU3 MOYH.

e bHOXMMHYECKHN aHAIN3 KPOBH, BKJIrouaromuii: JI/II, MOUEBYIO0 KUCIIOTY, MOUCBUHY, KPCATHHUH,
oOmmit Oenok, ampOymwuH, Ommupyomn, ACT, AJIT, memnounyio docdarasy, Kampluid, Kaiauil.
HeoOxomuMo Kak TpH TEpPBUYHOW JHArHOCTHKE, TaK W IPU KOHCTAaTallMd pPELUINBa H/WIN
IPOTPECCUPOBAHMS.

e Omnpenenenue ckopoctu kKiayooukoBor ¢unbTpamym (CK®) pacuetHbiM MeromoM 1o (GopMyliam
Cockroft-Gault, CKD-EPI uiu MDRD. Heo0xoauMo kak Mmpu MEpBHYHOI JAMArHOCTUKE, TaK M MPH
KOHCTATallMU PEelUMBA U/ HITH ITPOTPECCUPOBAHNSI.

e Koarynorpamma

e  OmpeneneHue rpymnibl KpoBHU, pedyc-hakTopa U MapKepoB BUpYCHBIX renatutoB B u C, BUY.

e OrmnpeneneHue ypoBHS Ig CHIBOPOTKM KpOBH JUIS OIEHKH CTEHNEHU T'yMOPaJbHOTO MMMYHO/AS(HHUIUTA.
HeoOxoaumMo Kak mpu NEPBUYHOM JUArHOCTUKE, TaK M IPH KOHCTATallMd pElUAWBA W/WJIH
MPOTPECCUPOBAHUSI.

e lccnenosanue cBoOoaHbIX serkux nenei Ig (CJIL) npu HecekpeTHpyIomieH, OJIMTOCeKpeTHPYIOIeH,
BSUIOTEKYIIEH MHEIOMe M MHUEJIOMe JIeTKUX lerneil. Heo0xoauMo Kak mpH IMepBUYHON AMArHOCTHKE,
TaK ¥ MPH KOHCTATAllUK PELMIMBA H/WIIN TIPOTPECCHPOBAHUSL.

e Diektpodope3 W MMMyHODHKcasi OEIKOB CYyTOYHOH MOYM C KOJMYECTBEHHBIM OIPEICIICHUEM
YPOBHSI MOHOKJIOHAJILHOTO OeJiKa, onpejiencHue P2-MUKporiio0yinHa B ChIBOPOTKE.

HccnenoBanue P2-MUKpOTIOOyIMHA CHIBOPOTKH MPH PA3BUTHH PEIUANBA HE 005S3aTeIbHO, TaK Kak
MPOTHOCTUYECKOE 3HAYEHUE CUCTEMBI CTaANPOBaHus |ISS B peruanBe He yCTAaHOBJICHO.
e Mopdomoruueckoe uccieqOBaHWE acmupaTa KOCTHOTO MO3ra W/WIW TpemaHoOWomTarta, Mpu

OTCYTCTBHUH €r0 NOpakeHHsI — MOp(osIornyeckoe uecineJoBaHue OuonraTa omyxoyieBoil TKaHu.



Ilpu pemunuBe u mnporpeccupoBaHM MM NyHKIMS KOCTHOTO MO3ra He o0s3areibHa. ITO
WCCJICIOBAHNE HEOOXOAMMO BBITIOJIHATH MPU HECEKPETHPYIOMIEH WM OJIMTOCEKpeTupyromein MM u
MOJIO3PEHUH Ha PA3BUTUE MUEIOIUCIUIACTUYECKOTO CUHPOMA HIIA JPYTOro 3a00JeBaHusl KPOBH.

e VMMyHOpEHOTUITMPOBAHME KIIETOK aclupara KOCTHOTO MO3ra C HCIOJb30BaHUEM IaHEH
CDI138/CD38/CD45/CD19/CD56/CD28  unu  MMMYHOTHCTOXMMHUYECKOE  MCCIIEOBAHUE
Tpenanobuomnrata ¢ ucciaegoBanueM CD138 u MoOHOKIOHANBHOTO LUTOIIA3MaTHyeckoro Ig.
HeoOxoaumo kak mpu nNepBUYHOM IMAarHOCTUKE, TaK U MPU KOHCTATAllMU PELUIUBA.

enecoobpa3Ho ams BepupUKaIIUU U ONPEACTICHUS IPOIEHTA KIOHATBHBIX IJIA3MaTHYECKUX KJIETOK B
ClIy4yae HEesICHOTO JUarHosa.

e I[luTOoreHeTHUECKOE HCCIICNIOBAHME IIJIA3MAaTHYECKUX KIETOK (kKapuorunupoBanne u FISH).

HeoOxoaumo npu nepBUYHON JUATHOCTHKE.
Honst BBISIBIICHUS HauOosee BaYKHBIX HEOJIaronpusITHBIX [UTOTEHETHUECKHUX
anomanuii: t1(4;14), t(14;16), del 17p13, ammudukanuu 1q (npuFISH uccnenosanun) wiudell3q npu
CTaHJapTHOM ITUTOTCHETHYECKOM HccienoBanun. Myraruu t(4;14), t(14;16) udell7p BriitodyeHsl B
MEPECMOTPEHHYIO0 CHCTEMY CTaJUpOBaHHs MHUEIOMBI R-I1SS kak oTHOcsIIMECS K BBICOKOMY PHUCKY,
MO3TOMY IIeJIECOO0pa3HO OILEHWBAaTh Yy BCeX OOIpHBIX MM TMpu yCTaHOBICHUH TUATHO3A.
[Ipu pennarBe ¥ MPOrpecCHPOBaHUN HaHOOJICEe MPOTrHOCTHYECKU 3HauMMasi myTaius dell7p momkHa

IMOBTOPHO OLCHUBATLCA XOTA OBI I[IpH IISPpBOM HUJIK BTOPOM PCLHHUANBC.

HHcTpyMeHTaNIbHASA JHATHOCTHKA
e Penrrenorpadus kocreil (BKJtouas yeper, IpyJHYIO KIETKY, BCE OTIENbl T03BOHOYHUKA, Ta3,
rieyeBble M OeslpeHHble KocTH). HeoOXxoauMo kak Hpu MEpBUYHOM IHMArHOCTUKE, TaK U MpU
KOHCTaTallMM peLrI1Ba U/UIK IPOTPECCUPOBAHMSL.
o Kowmnsrotepnas tomorpadus kocreit (KT). Heodxonumo kak nmpu nepBUYHON TUAarHOCTHKE, TaK
Y IIpYU KOHCTATallUM PEeLMIMBA U/WUIH IPOTPECCUPOBAHMUS.
Pexomennyercs mpu Oo0JIIX B KOCTAX MpPHU OTCYTCTBHM MATOJIOTMHM HA pPEHTIeHOIpaMMax, s
YTOUYHEHUS JIOKAJIU3alMU U Pa3MEepPOB BHYTPUKOCTHBIX IUIA3MOLIUTOM. Bhicokolt MH()OPMAaTHBHOCTHIO
obnanaer merox Huskono3Hoi KT Bcero ckenera. [lo muenuto EBpormelickoit PaGoueli rpynmsl mno
muenoMe, Hu3kono3Hass KT Bcero tena AoikHa 3aMEHUTh PEHTIEHOrpaduio ckenera, Kak Ooiee
YYBCTBUTEJbHBI METOJ BBISBIEHUS OCTEOJIMTUYECKUX OYaroB B CPaBHEHHMM C OOBIYHOMU
peHTreHorpaduen.
e MarnutHo-pe3oHancHas Tomorpadus (MPT). HeoOxoaumo kak mpu MepBUYHOM JMArHOCTHKE,
TaK U MU KOHCTATallMM PELMIMBA WU/WUJIH IPOTPECCUPOBAHMUS.
[Toka3ana mpu NOJO3PEHMM HA KOMIIPECCHUIO CIIMHHOITO MoO3ra (JUIsl BHM3yalM3alUu 000JI0YeK

CIIMHHOT'O MO3I' a), AJId YTOYHCHUA JIOKAJIIM3allunu U pasMEpoB BKCTpaMCHyHHHpHOﬁ IJIa3MOIIMTOMBI.
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MPT Bcero Tena, uiu, eciau 3To HenocTynHo, MPT mo3BoHOYHMKA U Ta3a SBISIOTCS 00sS3aTeIbHBIMU

METOJaMH HUCCICIOBaHUsA OOJBHBIX C npeamnojgaraCMbIM AUArHO30M TJICKOIIAsA MHUEJIIOMa U COJIMTapHasd

IUIa3MOLIUTOMA.
e He PEKOMEHIyeTCs: UCIIOJIb30BAHUE B Ka4yecTBe JMarHOCTUYECKOTI0 MeToza
OCTEOCHUHTUTPADUH.

VYuuTeiBasg  NaTO()U3MOJIIOTMYECKHE MEXAaHU3Mbl  OCTEOJIMTHYECKON  aecTpykuuun npu MM
(akTHBH3aLUs OCTEOKJIACTOB M IOJABJIEHHE OCTE00JACTOB), MCIOJIb30BAHUE OCTEOCHUHTUTrpAduUH,
MeToJla OCHOBAaHHOTO Ha runepdukcaimu paauodapmipenapata (texHenuud 99m) yyactkamu
MOPa)KEHHBIX KOCTEH C BBICOKOH OCTE00JaCTUYECKON aKTHBHOCTBIO, SIBIISICTCS MAIOMH(DOPMATHBHBIM.

e PekOMEHIYIOTCS KOHCYJIbTALMK CIIELMAIMCTOB IPU HAJIUYMU [TOKA3aHWN: OCMOTP OpTOIENa,

Hedpoiora, HEBPOMATOJIOTA.

Jleyenue
Iloxka3anusi kK HaYaJIy JiedeHUs U OIpe/ie/ieHre CTPATernu JeveHust
e [lammentam c¢ tneromed (OeccMMITOMHON) MuenomMol chnenuduyeckas Ttepanus He
pexomenayercs. [lokasaHueM Ui Hayaja JIEYEHHUS SIBISIETCS yCTAHOBIEHUE JIMArHo3a
CUMIITOMaTU4YECKOW MUETIOMBI.
TakTuka BemeHusi OOJBHBIX MOJIOKE 65 NET M MOXUIBIX OONBHBIX oTiaHyaercs. s JedeHHs
MEPBUYHBIX MareHToB MM Mooxe 65 siet 6e3 cephe3HOM COMyTCTBYIOMIEH MaTOJIOTUH UCTIONB3YIOT
BbICOKOJI03HYIO0 xumuotepanuto (B/IXT) ¢ mnocneayromel TpaHCIUIaHTaluedl ayTOJIOTMYHBIX
reMonosTHyeckux CcTBOJOBBIX KieTok (ayroTI'CK). BonbHbiM cTapmie 65 ner wim MOJOABIM
OOJILHBIM C TSDKEJIBIMU COMYTCTBYIOIIMMHU 3a00JIEBAHUAMHU CJEyeT PEKOMEH/10BaTh KOMOMHALIUK Ha
OCHOBE HOBBIX JiekapcTBeHHbIX npenaparoB 6e3 BJAXT ¢ ayroTT' CK.
[Tpu BBIOOpE cXeMbl HMHIYKIMOHHOM Tepanmuu HEoOXOIMMO YUYUTBIBATh TaKKE COMYTCTBYIOIIHUE
3a0oneBaHus OoibHOrOo M ocinoxkHeHus MM. Ilpu kapauanpHOW NATOJNIOTHUH  IIeE€CO00pa3HO
UCKJIIIOYUTh M3 TEepanuu AaHTPALUKIMHOBBIE aHTHUOMOTHUKH. [[ns nedeHus OOJIBHBIX € TOYEHHOM
HEJ0CTAaTOYHOCThIO Tepamueil BbIOOpa sBisieTcsl coueTaHue Oopre3oMuba** m nexkcamerazoHa™**.
Ecnu TsokecTh cocTosiHUSL OONBHOTO 00yclioBieHa He Toidbko MM, HO Takke CeNTHYECKHMMHU
OCJIOKHEHHUSIMH, KPOBOTEUEHHEM, IMabeToM, IemaTUTOM, TO MHAYKIMOHHAs MPOTHUBOOIYXOJeBas

TEpaIurg IMPoOBOAUTCA Cpa3y MOCIIC KYIIMPOBaHWA YKa3aHHbBIX OCJIOKHCHHUH.
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JleueHue 00JIbLHBIX C BIiepBble JUarHocTupoBanHoii MM, He kanauaaros Ha B/IXT c
ayToTT'CK (nmoxuJibie 00J1bHbIE)

PexomMenayercsi: Tepanusi 60pTe30MHO- coAepKaMMU KypcaMu. J{JIst JIedeHus! MOKMIIBIX OOJIBHBIX
MM cnenyer uCHONB30BAaTh IPOrpPaMMbl C BKJIOYEHHMEM HOBOT'O JIEKAPCTBEHHOI'O IIpenapara,
WHTUOMTOpa IIpoTeacoM OopTe3oMuoa.
B kauecTBe COBpEMEHHOW CTaHAAPTHOW Tepaluyd TMEPBOM JIMHUM OOJBHBIX MM, KOTOpHIM HE
manupyercsa nposeaenue BJAXT ¢ ayroTI'CK paccmarpuBaercs cxema VMP. [IpoaomkuTebHOCT
nedenuss mo cxeme VMP nomkHa cocraBinsaTe He MeHee 9 mukioB. ExeHenenbHOE BBEICHHE
6opte3zomuba mpu ucnonb3oBanuu nporpammsl VMP BMecTo BBeeHHS Ipenapara IBaXKIbl B HEJEIIO
HEe CHIKaeT 3(P(GEKTUBHOCTH JIEYCHHUSI, HO MO3BOJISET 3HAUUTEIHbHO YMEHBIIUTh TOKCUYHOCTD, B TOM
YyHClIE W 4YacTOTy pa3BUTUs Nepudepuyeckoil nonunerponaruu. Ilporpammy VMP ¢ BBeneHuem
O6oprezomuba 1 pa3 Hemenmo Takke I1es1IecO00pa3HO MCIONIB30BaTh Yy MOXKUIIBIX manueHtoB MM. C
LENbI0 YMEHbIIEHNUs T000UHBIX 2P PeKkToB OopTe3oMuda™™* mpu MOsIBICHUN MPU3HAKOB TOKCUYHOCTH
HEeoOXOoJMMa CBOEBPEMEHHas peAyKIHs 703bl MpemapaTa. KpoMe TOro mnoakoKHOE BBEICHHE
O6opTe3omMn0a BMECTO BHYTPUBEHHOI'O, CYLUIECTBEHHO CHMKAET YacTOTY PAa3BUTHUS HEKENATEIbHBIX
SIBJICHUU.

e Pexomenayercsi it  JiedeHUS MEepBUYHBIX  OoibHBIX MM couerath OoprezomMud ¢

nexcametazonoM (VD).

Jleuenue no cxeme VD pexomenayercss y OONbHBIX C IMOYEUHOM HEJOCTATOUYHOCTHIO, B TOM YHCIIE
TpeOytomiel NpoBeAeHHUs TeMoJuain3a, a TakkKe NpPHU KOMIIPECCHMM CIMHHOIO Mo3ra. B cBsi3u ¢
BBICOKOM TOKCHYHOCTBIO JIEKCAaMETa30Ha B BBICOKOM J103€ Y MOXKUIIBIX OOJIBHBIX BO3MOXHO CHIKEHHE
JI03bl TIpernapaTta WU €ro 3aMeHa Ha npeaHusosoH. [lonnepikuBaromias Tepanust OG0pTe30MUOOM
YBEJIMYUBAET YACTOTYy JIOCTHKEHUs NoJHbIX pemuccuil (I1P), BepkuBaemocts 6€3 mporpeccupoBaHust
(BBIl), B oTaenpHBIX HCCleAOBaHUAX oOmIyl0 BbDKMBaeMocTh (OB), HO nns ucnonb3oBaHHs B
Ka4yecTBE CTaHAapTa y MOXKUIBIX OOJIBHBIX HEOOX0IMMO OoJiee ATUTETbHOE HAOII0IeHHE.

e Pexomenayercsi: BKIIIOUCHHE B IPOrpaMMBbl TEpAIUU Mpenapara 6eHJaMyCTHH.
KomOunarus OeHIaMyCTHHA ¢ TpeAHU30I0HOM (cxema BP) HemaBHO BBeIeHa B apceHaN JICUCHHS
OOJIBHBIX C BIIEPBBIC JHArHOCTUpOBaHHONH MM crapmie 65 ner, He SBISIONMMXCS KaHAUIATAMU IS
nposeaernss BJIXT, ¢ KIMHMYECKMMH  TpPOSBICHUSMHM  HEUPONATHH, IPENATCTBYIOIIEH
UCIIOJIb30BaHUIO Tepanuu 6oprezomudom. [lokazana Gonee Bricokas yactoTa [1P u Gonee anurenbHas
Me/laHa BpEMEHHM JI0 HeyJlau JieueHus! pHu ucnosib3oBanuu BP, uem npu ucnons3oBanuu cxemsl MP,
HO IPH 3TOM HE BBISBJIEHO yinyuuieHus OB.

o Pexomenayercsi: 11 J€4eHUs MNOXKUIBIX OOJIBHBIX C BIEPBbIE JAMATHOCTHPOBaHHOH MM

MPUMCHCHUC NTPOTpaAMMBI Ha OCHOBC JICHAJIMAOMHUJIA: JICHAJIUAOMU C ACKCAMCTA30HOM B HU3KOH
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nose (cxema Rd), coueranue neHanunomuna ¢ MendasaHoMm U npeaHu30iIoHoM (cxema MPR).
Jleuenne mo cxeme MPR ¢ mocneayromieil moaaepKUBarOIICH Tepanuen JeHATHIOMUIOM **
npeBocxoauT 1o 3 dexkruBHOCTH XUMUOTepanuio MP, Bkirouas wacroty [1P, BBII.
Ocoboe mecto B nedeHnrn MM 3aHMMaeT BEACHHE IMOXKHIBIX OCIabIeHHBIX OONbHBIX. [Tomymsius
MOKUJIBIX OOJBHBIX T€TEPOTCHHA, BKIIFOYAET KaK COXPAHHBIX OOIBHBIX, HAXOJAIINXCS B XOPOIIEM
(bu3MYECKOM COCTOSTHUM MHOTHE TOJbl, TaK U OCIaOJECHHBIX MAlMEHTOB HYXKIAIOIIMXCS B MOMOIIH.
KiroueBoil npoOnemMoil JiedeHHs] MOXKWIBIX U OCHa0JeHHBIX OOJIbHBIX SIBISETCS MEPEHOCUMOCTD
neuenus. Ilpu BbIOOpe cXeMbl JIEYEHHS M COOTBETCTBYIOIIMX JI03 IIPErapaTroB HEOOXOAMMO
YUUTBHIBaTh BoO3pacT. Bo3pact 75 neT M crapuie oka3blBaeT HETaTUBHOE BIUSHUE HA PE3YJIbTaThl
neuenusi. Kpome Bo3pacta Ha BEIOOP CXEMBI JICUCHUS BIUSIOT TaKke HeOIaronpusTHele (PakTopbl Kak
KOMOPOMIHOCTh, aCTEHM3AIlMsl, HAIMYNE MPU3HAKOB MHBATUAHOCTH. KOMOpPOUIHOCTH omnpeaensieTcs
0 TPUCYTCTBHIO 2 W 0oJjiee COMYTCTBYIOIIMX OOJE3HEH, MEIUIIMHCKUAX JHAarHO30B (BKIIIOYAS
[ATOJIOTUIO TIOYEK, JIETKUX, IEYEHM, CEepJla, >KeITyJOYHO-KMIIEYHOIO TPaKTa, KOCTHOI'O MO3ra).
Hanuuue 2 u 6onee comyTCTBYIOMIMX 00JIe3HEH TOBOPUT O HECOXPAHHOCTH MAllMeHTa. ACTCHH3AIUs
(0CabNeHHOCTh) XapaKkTepusyeTcsl HamuuueM 3 U 0ojiee OCHOBHBIX MPHU3HAKOB: CIa0OCTH, MOTEPH
BECa, HU3KOW (U3NYECKOM aKTUBHOCTH, IUIOXOM BBIHOCIMBOCTBIO M MEJIEHHOM IOXOJKOM.
WNuBanuaHocTh (OECIOMOIHOCTD, HETPYAOCHOCOOHOCTh) BKIIIOUAET (PU3MYECKHE U MEIULMHCKUE
paccTpoiicTBa, 3aTpyJIHEHUS B 00€CIIEYeHUH TUYHON TUTUEHBI, pelIeHNH ObITOBBIX 3a1a4. [lannentam
0e3 HeOMaronpusaTHBIX (aKTOPOB, ClEAyeT Ha3HAYaTh JICYCHHUE B MOJTHON J03€, B TO BpeMs Kak Ul
MalMeHTOB, MUMEIONIUX M0 KpalWHeW Mepe, OJWH HeOmaronpusTHb (akTop (Bo3pacT > 75 Jer,
COINYTCTBYIOIIME 3a0o0jieBaHUsl C HapylleHueM (YHKIUU OPraHoB, ACTEHU3ALMIO WM TpPU3HAKU
WHBAJIMIHOCTH) PEKOMEHIyEeTCs COOTBETCTBYIOIIAS PEAYKIIUS 103 MPErnapaToB.
e PexoMenayercsi: mpH J€UEHUHU MOKWIBIX OCTAOIEHHBIX OOJNBHBIX CHUXKATh J03bl OOpTe30Muda
1o 1Mr/M2 wim BBoauTH ero 1 pa3 B Henento (Tadi. 4)
Jo3b1 Mendaniana u npeaHU30I0HA TAK)Ke JIOJDKHBI OBITh CHUYKEHBI.

Ta6auua 4. PekoMeHJanmy N0 CHUXKEHHIO J103 MPENapaToB y MOXUIBIX 0071bHBIX MM

YpoBeHb 10361

JlexapcTBEHHBII 0 1 2

npemnapar

Boprezomuoc** 1,3 mMr/m2 1,3 mr/m2 1 pa3 B 1,0 mr/m2 1 pa3 B
man: 1,4,8,11 HEJIEI0 HEJIEIIO
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KaXkaple 3 HEIEIU JTHU: 1,8,15,22 ITHU: 1,8,15,22
KaXple 5 HeOelb KaXXJple 5 HENEIb

Jlenamunomum* * (c 25 mr/neHp 15 mr/nens 10 mr/neus
JeKcaMeTa3oHOM * *) mau: 1-21 mau: 1-21 mau: 1-21

Kaxaple 4 Henenu Kaxkaple 4 Henenu KaXxaele 4 Hemenu
Jekcamerazon™* 40 Mr/neHp 20 Mr/neHp 10 mr/neus

JIHH: 1,8,15,22 JTHH: 1,8,15,22 JTHU: 1,8,15,22

Kaxkabele 4 Hemenu Kakaple 4 Henenu Kaxable 4 Hemenu
Mendaman** 0,25 wmr/kr wim 9 0,18 mr/kr wm 7,5 0,13 mr/kr wm 5

Mr/m2 Mr/m2 Mr/m2

nau: 1-4 nau: 1-4 nau: 1-4

Kaxkapele 4-6 Henenb Kaxabele 4-6 Henenb Kaxaele 4-6 Henenb
[Ipenauzonon™* 60 mr/m2 1-4 nuun 30 mr/m2 nuu 1-4 15 mr/m2 nuu 1-4
[Huknodochamug** 100 mr/aess 50 mr/neHn 50 Mr uepe3 [€Hb

nau: 1-21 nau: 1-21 mau: 1-21

Kaxabele 4 Hemenu Kaxkaple 4 Henenu Kaxable 4 Hemenu

e Pexomenayercsi: Tepanus mendaraHoM U NpeaHu3oidoHOM (MP) y moXuiabix OONBHBIX C

HEYJIOBJICTBOPUTENIBHBIM ~ (PU3MUECKUM COCTOSIHUEM, COIyTCTBYIOIIEH MAaTOJOrMed, Mpu
HenepeHocumocTu 6opresomuda. Taxke MOKeT ObITh Ha3HaueHa Tepanus HukiopochaMuIoM u
IIPETHU30JI0HOM.

Pexomenayercsi: npuMEHEHUE IeKCaMeTa30Ha B BBICOKMX /1033aX B KaUECTBE KPAaTKOBPEMEHHOMU
TCpaliuu OTACJIBHBIX IMAIIUCHTOB C FHHepKaﬂbHHGMHCﬁ, MMOYECUHOM HEAOCTATOYHOCTHIO,

UTONIEHNEN, KOMITPECCUEH CTUHHOTO MO3Ta, Tpelyroie mposeaeHus tokaabHou JIT.
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JleueHue 00JIbLHBIX C BIIepPBble JHATHOCTUPOBAHHONH MM, KaHAUIATOB HA BHICOKO/I03HYIO0
XMMHOTEPANHUIO ¢ MOCJeAyoLel TpanciianTanuei ayroinornunbix I'CK

e Pexomenayercsi 00bHBIM B Bo3pacte 10 60-65 5eT, KOTOPHIM BIIEPBBIC YCTAHOBIICH JHArHO3
MM, wuCXOOHO MOrYT paccMaTpUBaTbCi B KayeCTBE KAaHIWJATOB Ha BBICOKOJO3HYIO
KOHCOJIMAALMIO,  BKJIIOYAIOUIYKD  OJHY WM  JB€  TPAHCIUIAHTAlMd  ayTOJOTMYHBIX
FeMOMO3TUYECKUX CTBOJIOBBIX KJIETOK.

o Pexomenayercs nanuentam 65—70 JeT ¢ XOpOIIMM COMAaTHUYECKUM CTaTyCOM M OTCYTCTBHEM
COIYTCTBYIOIIMX 3a00JieBaHUI TakKe BO3MOKHO BBIINOJHEHHE BBICOKOJIO3HON KOHCOJIHMAALUU
MendanaHoM.

Bospactabie orpanuueHusi OOyCJIOBIEHBI TEM, 4YTO Y TMOXWJIBIX OOJIBHBIX BO3pPAaCTaeT pPHUCK
TpaHCIJIAHTAHT-aCCOLIMMPOBAHHOM JieTalbHOCTH. OCOOEHHO 3TO Ba)XHO I BO3PAcCTHOM KaTeropuu
O6osee 70 mer, mpu KOTOPOH YyKa3aHHBIM PHUCK MOXET nocTurarb 8%. MuenomHas HedponaTus
(BKJIIOYAsT TUAIN3-3aBUCHUMYIO MOYEYHYIO HEJOCTATOYHOCTH) HE SIBISETCS NMPOTHUBOIOKA3aHUEM JIS
BBITIOJIHEHHST BBICOKOJI03HOM XuMuoTepanuu ¢ mnociuenytomeid ayro-TI'CK. Ilamuent moxketr OBITH
HarpaBjieH B TPAHCIUIAHTAIMOHHBIA IIEHTP, pAacloJiaraloluii BO3MOXKHOCTBIO MPOBEICHUS

réeMoauainsia.

NHayKIMOHHBIN 3TAall TepaNUuM.
e He pexomMeHayeTcs BKIIOUYECHHE B WHIYKIIMOHHBIM JTal TEpalUM CXEM, COJEpKaIUX
Menanas.
e He pexomenayercsi Ha dSTame HHAYKUMU TpoBefeHHe Oonee 4-6 KypcoB JEHATUIOMU/I-
COZIEPIKAIIMMU TPOTPAMMaMHU.

Haunbonee npu3HaHHbIMM cXeMaMH HHIYKIIMOHHOM Tepanuu siBisitorest VD, PAD.

VCD

o Pexomenayercs ucronb3oBarh TpuUIIEThl, BKIIOYAOUIME OOPTE30MHO CUUTAIOTCS CaMbIMHU

3¢ (HEeKTUBHBIMU pEKUMAMHU, T.K. UMEIOT 00JIbIIYI0 3PPEKTUBHOCTD, yeM VD.

Ecnu otBer Ha | NMHHIO MHYKIMOHHOM Tepanuy HEJOCTATOUHBIM, T.€. HE JIOCTMTHYTa MO KpaiHeil
mepe yactuyHas pemuccus (UP), uenecoobpazen nepexoxa Ha |l TUHMIO MHIYKIIMOHHON Teparuu —
nenamuaoMua-coaepkamme kypesl VRD, RAD, RCD, RD/Rd. TTockonbKy JieHAIMAOMUA 00J1agaeT
MUEJOCYNIPECCUBHBIM  3PdeKToM, MOOWIM3AIUI0 U CcOOp ayTOJIOTMYHBIX TIE€MOIMOATHYECKUX
cTBOJIOBBIX KjeToK (ayTo-I'CK) nenecooOpa3Ho BBINOMHATH MOcie 4-T0 JIEHAIUIOMM/I-COJEPKAIIETo

Kypca. B Ta6J'II/II_IC 5 MMPpEACTABJICHBI MMPCANTOYTUTCIIBHBIC CXEMbI MHAYKIIMOHHOT'O 2Talla Tepalmnu.
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KonudecTBo KypcoB WHAYKIIMOHHOW Teparuu OMPEIENSIeTCS MPOTHBOOIMYXOJIEBEIM OTBETOM Ha
JICUCHUE W COTJIACOBBIBACTCS C TPAHCILIAHTAIIMOHHBIM IleHTpoM. [lanmenTsl, mocturmme [IP wm
OXYP mociie WHAYKIMOHHOW TEpaIlvu, JOJDKHBI PacCMaTPUBATLCSA B KadecTBE OOS3aTCIIBHBIX
KaHJUJATOB Ha BBITIOJHEHUE ayTOJOTUYHON TpaHCIUIAaHTAIMH. VIMEHHO B ATHX CIIydasx BO3MOYKHO
JOCTIKEHUE MaKCUMalnbHOrOo 3(QeKra OT KOHCOMuAanuu MeidamaHOM B BBICOKHX JI033aX U
3HAYUTEIILHOTO  YBCIMYCHHMS] BBDKMBAEMOCTH OOJIBHBIX 0€3 IMPHU3HAKOB IPOrPECCHPOBAHUS
3a00J1eBaHus.

Ta6muma 5. CxemMbl WHIYKIIMOHHOW Tepanuu Yy OONBHBIX, SBISIFONIMXCS KaHAWTATaMH Ha

Bbinosinenue ayto-TI'CK.

IIpennoururenbHble cXeMbl | IMHUN Tepanuu:

Boprezomub/mukinopochamun/nexcamerazon (VCD)
Bopre3omub/nokcopyourin/aekcamerazon(PAD)

Boprezomub/nexcamerazon(VD)

IIpeanourureabHblie cxembl || TuHUM Tepanun:

Jlenanmunomun/nexcamerason(RD/Rd)
Jlenanmunomun/6oprezomud/nekcamerason (RVD)
Jlenanumomu/ nokcopyournun/nexkcamerazon (RAD)
Jlenamunomu/nukiodpochan/nexcamerazon (RCD)

Jlenanmupomu/uukiodpochan/mpeaunsonon (RCP)

I[OHOJIHI/ITCJILHLIG BO3MOKHbI€ HHIYKIIMOHHDBIEC CX€MbI:

DCEP, DHAP, VD-PACE (uucnaTuH-cofepxKaIiue)

Bo Bcex npescTaBieHHBIX CXeMax ONTUMAaIbHBIM SBISETCS MOJIKOKHOE BBEJICHHE OopTe3omMuoa .
[Tpu pe3ucreHTHOM TedeHMM 3a0oyieBaHMs JaibHEWIas TaKTUKA TEparnuu ONpeNeNseTcs Jedalium
BpauoM, BBICOKOJO3HBIE€ METOJIbl JIEYEHHS MOTYyT OBITb TPHUMEHEHbl Ha YCMOTpPEHHUE
TPaHCIUIAHTALMOHHOIO LICHTPA.

e Pexomenayercs TpaHCIUTaHTAIIMOHHBIHN 3Tal TEpauy, KOTOPbI BKIIOYaeT B ceOsl:

1. MoOunHM3anuio U cOOp reMono3TUYECKUX CTBONIOBBIX KieTok KpoBu (I'CK).
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Haubonee 9acTo UCTIONIb3YEMBIM ~ PEXKHMOM  MOOWIIM3AIMHA  SIBJISETCS coueTaHue
XUMHUOTEPANEBTUUCCKUX TMpernapaToB (yame Bcero nukinodochamuma** B mose 2-4 r/mM2, peako
nutapabuna**, kypcos CAD, DPACE, VD-PACE, DHAP wu ap.) W TpaHyJOLUTAPHOTO
kooHuectTumyupytomero (akropa** (I-KC® B mo3e 5 mkr/kr/cyt). B HekoTopwix ciydasx [-
KC®** npumensiercss B MOHOpe)KUMe Ha (pOHE CTaOMIBHOTO COCTOSIHMS KpoBeTBOpeHUs (B no3e 10
MKT/Kr/cyT). [Ipr HemocTaTtouHOM 3(PPEeKTUBHOCTH MOOMIM3AIIMN WM TIPU MPOBEICHUN €€ TIOBTOPHO
BO3MOXKHO BKJIFOUEHHE B PEXKUM Ipenapara rmiepukcadop.

2. Bbicokue 10361 Mendanana (200 mr/mM2) ¢ mocienyromeid TpaHCIUIAaHTAUEH ayTOJIOTMYHBIX
I'CK.
WuTepBan oT MoOMIM3alMM A0 Hayala MPEeATPaHCIUIAHTALMOHHOTO KOHAMIIMOHUPOBAHUS JIOJKEH
cocTaBiATh OT 2 10 6 Henenb. [Ipu BeipaxkenHoM Hapyimenuu ¢yHkiuu noyek (CK® < 30 mu/mun),
HO HE TpeOyroleM MPOBEICHUSI TeMOAMAIN3a, a TakKe OOJbHBIM crapmiero Bo3pacra (65-70 ner)
1enecoo0pa3Ho CHkarh 103y Mendamana go 140 mr/m2. J[ns manueHTOB, HAXOMAIIUXCS Ha
IpOorpaMMHOM Temoauanuse, 103y Mmendanana (140-200 mr/mM2) ompenenseT TpaHCIUTAHTAIUOHHBIH
teHtp. I'emoauanus mpoBoautcs B —4-i, —2-i (nepen BBeaenuem Mmeidanana) u B 0-if geHs (nepen
TpaHcdy3uen JeHKoKoHIeHTpaTa). B mocnegHue roasl HEOJHOKPATHO OOCYIKIAJICs BOIPOC O CPOKaAX
BeimosiHeHust ayTo-TT'CK — HemocpencTBeHHO TOCie 3aBepIICHUS WHAYKIMOHHOTO 3Tana (paHHSA
ayto-TI'CK) unu ke mpu pasButuu peuuguBa (no3anss ayto-TI'CK). PesynbTathl mccnemoBaHus
PETHEMA, IFM u EMN noka3zanu o4eBHIHOE MPEUMYIIECTBO paHHEH ayTO-TpaHCIUIAHTAI[UU IO

CpPaBHCHHIO BBIITOJIHCHHUEM €€ B KAUCCTBC «KTCPAIIUU CITACCHU ).

JTan KOHCOJIHANPYIOLIEro Je4eHn s
[lenpr0 KOHCONMAUPYIOLICH Tepanuu sBISETCS MOBBIIICHUE KayecTBa IPOTHUBOOIYXO0JEBOIO OTBETA,
JOCTUTHYTOTO Ha IPEABIAYIINX dTarnax JCYeHHUS.
o PexoMeHnayercst IpoBEACHUE OTPAHUYEHHOTO YHMCIIA KypCOB IpernapaTaMy B IIOJHBIX J103aX
(mampumep. VCD, RD, VRD). Bompoc 0 He06X0aUuMOCTH MPOBEICHUST KOHCOMUAAINH PEIIaeTCs
B TPaHCIUIAHTAIlMOHHOM IieHTpe. KOHCOMMAMPYIOIIYI0 TEepanuio 1el1ecoo0pa3Ho HayMHATh
yepes 3 wmecsana mnocne ayro-TI'CK, mnocme momyuyeHuss pe3yapTaTOB KOHTPOJIBHOTO
oOceioBaHus, MOATBEPAUBIIETO OTCYTCTBUE IPOIPECCHH 3a00IeBaHMS.
o PexoMeHayercsi: B KaueCTBE KOHCOJIMAMPYELIETO dTama IPOBEACHUE BTOPON ayTOJIOIMYHON
TpPaHCIJIaHTALUU.
B oTHOmIEHNN BBINOJIHEHHsS BTOPOM ayTOTpaHCIUIAHTALMU Ipu MM 10 HaAcTOsIIEro BPEMEHU HE
JOCTUTHYTO €JIWHOTO MHEHUS, XOTd 3HAa4MMble IPEMMYLIECTBA JBOMHON ayTOTPaHCIUIAHTALIMU
npejcTaBieHbl B ucciaenoBanusx B.Barlogie. TanaemHas ayToTpaHCIUTaHTALUS COIMPOBOXIAIACh

JydminMu  pe3yJibTaTaMu 1O CPABHCHUIO C O,Z[HOI(pElTHOfI TpaHCHHaHTaHHCﬁ )48 CTaHI[apTHOﬁ
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tepanueii. IFM mokasana, 4ro BTOpas ayToNoruyHasl TPaHCIIAHTAIMS TPEOCTABISIET MPEUMYIIECTBA
B BBDKMBAaE€MOCTH TOJBKO Yy MAalMEHTOB, HE AOCTUTrMIMX Kak mMuHMMyM OXYP mocne mepBoil ayTto-
TpaHCIIAaHTALUH.
NCCN Multiple Myeloma Panel (2014 r.) pekoMeHayeT coOUpaTh ayTOJIOIHYHbIE TEMOMOITHUCCKUE
KJIETKH Y BCEX MAICHTOB, pACCMATPUBAEMBIX B KQ4eCTBE KaHIMIATOB HA TPAHCIUTAHTAIMIO, TIPUYEM
B KOJIMYECTBE, JAOCTATOYHOM JUIs BBIMOJHEHMs aByx TpaHcmuadtanuii. Cormacao NCCN Multiple
Myeloma Panel (2014 r.) peanu3anus ABOMHON TpaHCIUIAHTAILMM MOXET OOCYXKIAThCS JUIS BCEX
MAIMEHTOB, SBIISIOMIUXCS KaHIWJAaTaMd Ha ayTOTpaHCIUIaHTanuioo. [Ipu 3TOM I MAIUEeHTOB, y
KOTOPBIX IOCJ€ TMEPBOM TpaHCIUIAHTAMK HE Obula gocTurHyta kak MuHHUMyM OXYP, BTOpas
ayTOTpaHCIUIAHTaLlUs SBJSETCs Tepanueld BpiOopa. B GonbIIMHCTBE TPaHCIUIAHTAIMOHHBIX IIEHTPOB
OOBIYHO BO3JEPKHUBAIOTCS OT IMPOBEACHHUS BTOPON TpPAHCIUIAHTALMK B OMIDKaWIINE CPOKU TOCHEe
nepBoi. ITO OOBSACHSACTCS HAIEKIOH KIMHHWIIMCTOB HA TO, YTO MPHUMEHEHHE HOBBIX IPEMapaToB B
WHIYKIIMOHHOW TEPaIHH, a TAKXKE IPH JICUCHUH PEIUINBA, IO3BOJIUT JOCTUYh TAKUX JKE PE3yJIbTAaTOB,
KaK | IPH BBIIIOJIHEHUU JIBOWHOM ayTOTpaHCILIAaHTAIIMH.
B cnyyae npuHATHMS  pelieHUS O  BHINOJHEHHM  TaHAEMHOW  TpaHCIUIAHTAllMKM  BTOpas
ayTOTPAHCIUTAHTAIMS OCYIIECTBIISIETCS B TeueHHE 3-6 MecsIeB Mocie MepBOM (OTCYEeT BeeTcs OT
natel iepenuBanus CD34+ knerok). OnTHUManbHbIe CPOKH IS BTOPOM TPaHCILIAHTAIMH — 4Yepe3 3
MecsiIa Mmocie MepBOi.
[TpuuuHbl yBenuueHus: HHTepBaia /10 6 mecsies (HO He Ooiee) MOTYT OBITh ClIEAYIOIIUE:

1. AnuTenpHO COXpaHsIOUmIascs TIOCNe TEePBOM  ayTOTPAHCIUIAHTAIlMM  HEUTPOTCHUS WM

TPOMOOIIUTONIEHHUS
2. octpas (a3a renaTuTa (TOKCHUYECKOTO, BUPYCHOTO)
3. MH(pEKUNOHHBIE OCJIOXHEHUs (OaKkTepuanbHble, BUPYCHbIE, TPUOKOBbIE), BO3HUKIINE yepe3 2-3
MecsiIa TI0CiIe IePBOH ayTOTpaHCIUIAaHTAIUT

4. acTeHMYeCKUU CUHAPOM, COXPaHSIOIIMICS 1OCie NEPBON ayTOTPaHCIUIaHTAlUN

5. obocTpeHHe XpOHUYECKUX 3a00IeBaHUI
[TprunHamMu O0TKa3a OT BTOPOU TpaHCILIAHTAIIMH, KPOME YKa3aHHBIX BBIIIE, MOTYT OBITh:

1. pannwmii penuaus (mporpeccupoBanue) MM B Tedenue nepsoro roja nocie TI'CK

2. HeXenaHue O0JBHOTO

3. HemocTaTovHOE JJIs TpaHCIUTaHTanuu kKomdectBo CD34+ kinerok

JTan noaAepKUBAOLIeH Tepanuu
[TopnepxuBaromias Tepamnusi HampaBl€Ha Ha IMOJABJIECHUE Mpoiudepalud OCTaTOYHOIO KJIOHA
OIyXOJIEBBIX KIJIETOK W BBINOJHAETCA C IIeJIbI0 NpeaynpexaeHus peuuauBa 3aloneBanHus. B

HACTOAIICC BpEMs pPAAOM KPYHHBIX MHOI'OOCHTPOBBIX HCCIIENOBAaHUM II0Ka3aHO 3HA4YCHHE
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NOAJCPKUBAIOIIECH  Tepaluy, Ha3HAYaeMOM IIOCJIe IEpBOM WJIM  BTOPOM  ayTOJIOTMYHOU
TPaHCIUTaHTAIHH.

e PexomeHnayercs HCIIONIb30BAaHKE B  KadecTBE MOAJCPKHMBAIOIICH  Tepanmuu Ipernapara

6oprezomu0 B 103e 1,3 Mr/mM2 kaxkaple 2 HeJieu B T€YCHUE 2-X JIET WU JI0 IPOTPECCHH.

HccnenoBaTenbckue HEHTPHI MPEJICTABISAIOT yOEAUTENbHbIE JaHHBIE MO YBEJIWYCHUIO TOKazaTesei
BBDKMBAaEeMOCTH 0e3 mpu3HakoB nporpeccupoBanus (BBII), Bpemenu no nmporpeccuposanus (BI) u
obmeri  BepkHBaeMocTH  (OB). Cornmacno IMWG,nonnepkuBatomas  Tepanust  00pTe30MUOOM
nenecooOpasHa TOJBKO B CIy4asX AOCTIDKEHHs OTBETa Ha MpenapaTr Ha 3Tane MHIYKIMH, OJHAKO
JUTUTETIbHOE TIpUMeHeHne mpemnapara nociie ayto-TT'CK (B Teuenue 2-x JieT) motpedyer pemayKiuuu
no3bl mipenapara y tpetu 0oabHBIX. ['pynma HOVON mnokasana, uTto mojaaep)KuBaromias Teparus
6opre3zomudom nociie ayto-TI'CK addexrusHa y nanuentos ¢ dell7p.

o PexomeHnayercs HCIIONIb30BAaHHE B  KAayecTBE IOAJCPKHUBAIOIICH Tepamuu Ipernapara
neHamuoMun B 1o3e 10-15 mMr/cyT no nporpeccun.

[MopnepsxuBatomiast Tepanus JICHAJIMJIOMUJIOM COITPOBOKIAETCS YJIOBJIETBOPUTEIHHOM
NIEPEHOCUMOCTBI0 C YMEPEHHON TI'€MaTOJOTHYECKOW TOKCHYHOCTBIO, O3 YBEIMYCHHUS CIydacB
HEHUPOTOKCHUYECKUX, TPOMOOTHYECKUX U HWH(MEKIMOHHBIX OCIOKHEHHH. OIHAKO BEPOSTHOCTD
BO3HHKHOBEHUS BTOPBIX OITyXOJiel Ha ()OHE JUIUTEILHOTO TPUEeMa JICHATUIOMH/IA 3aCTaBIISIET Bpadel
Y TIAIMEHTOB B3BEUINBATh JJOCTOMHCTBA MOJIICPKUBAOIIECH Teparuy JICHAIUIOMHUIOM 110 OTHOIICHUIO
K HHM3KOMY, HO BCE € MMCIOIIEMY 3HAYCHHE PHCKY BTOpPBIX OmmyXxosiell. B HemaBHeM MeTa-aHaiu3e
BCEX PaHIOMHU3MPOBAHHBIX MCCIIEOBAHNHN, CPAaBHUBAIOIINX JICHAIUAOMUJ C TUIAne0o0, KOTOPBIA ObLT
npencrasien Ha ASCO 2016, Obuto mMmoKa3aHO, YTO HCIOJIB30BAHWE TOAJEPKUBAIOIICH Teparuu
aeHamuoMuoM nocine ayto-TI'CK no mporpeccun 3aboneBaHus UMeNO 2,5-J1€THee MPEeUMYyIIECTBO
HaJ 1anedo, U 3TO MPEUMYIIIECTBO MPEBHIIIATIO PUCK PA3BUTHSI BTOPBIX OIMyXOJeH.

o Pexomenayercs mpuMeHeHne WHTEpGEpOHA IS TOACPKUBAIONICH Tepamuy Iocie ayTo-
TI'CK. Unutepdepon a-2b HasHauyaercs m/k 3 pasza B Heaeno mo 3 000 000 ME B Teuyenue
JUTUTENILHOTO BPEMEHHU (0 peluarBa WU MPOTrPecCUPOBaHUS, HO HE MEHee 5 JieT). DTOT BUJ
MOAJEPKUBAIONIEH  Tepamuu  MOXKET  paccMaTpuBaTbcsi y  OOJBHBIX,  KOTOPBIM
ayTOTPAaHCIUTAHTAIMS BBITIONHSJIACh Ha (OHE TOJTHOH HMMMYHOXMMHYECKOH PEMHCCHU WU
KOTOPBIM HEBO3MOKHO TIPOBE/ICHUE MTOIICPKUBAOIIEH Teparuu APYTHMH TpernapaTamH.

[Tocne ayTOTpaHCIUIAHTAMN TTOICPKUBAOIIYIO TEPAITAI0 peKOMeHayeTcss Ha3HadaTh yepe3 90-100
nHel mocne nepenuBaHus aytoiorumuHbix ['CK. IlpeaBapurensHo mnpoBoauTcsi oOcieqoBaHue
OOJIBHOTO JJIS1 TIOATBEPIKIEHHUS COXPAHSIOMIETOCs MPOTHBOOIYXOJIEBOTO OTBETa M OTCYTCTBHS
nporpeccupoBaHusi  3aboneBaHus. B meHTpax, T/€  €CTh  BO3MOXHOCTh  IPOBOJHUTH
UMMYHO(EHOTHITUPOBAHUE WJIM CEKBCHHPOBAaHHE HOBOTO ITOKOJEHHS KIETOK KOCTHOTO MO3Ta,

[EI€CO00Pa3HO BBIMONHITH MOHUTOPUHT MUHUMAIBbHON ocTarouHoit Oonesnu (MOB) y OGonbHBIX,
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JOCTUTIINX IOJHOW pemuccuu. Bo3mMokHO, MMeHHO pe3yapTaTel MOD NOBIMAIOT Ha TaKTUKY
MOCTTPAHCIUIAHTALIMOHHOM TEPAINH.

Jleyenune peunausos MM
PeruiyBbl MpU MHOXKECTBEHHOH MHEIOME HEHW30€KHO HACTYMAIOT Yy OOJNBIIMHCTBA OOJBHBIX.
[lokazanuem K Haualdy Ji€UYeHUs SBISIOTCA IPU3HAKM  KJIMHUYECKOro peuuausa. llpu
MMMYHOXMMHYECKOM PELUJIMBE WU NPOrPECCUPOBAHUU, KOIZla OTMEYAETCS HAapacTaHUE YPOBHS
MOHOKJIOHAJILHOTO OeJika MpU OTCYTCTBUU KIMHUYECKHX CHMIITOMOB, XapakTepHbIX st MM,
olpaBJaHa BbDKUJATENIbHAs TaKTHKAa. B0300HOBIEHME XMMUOTEpAaUMU B 3TOM CUTyallMu IOKA3aHO
TOJIBKO IIpU OBICTPOM HapacTaHUU NaparpoTErHa.
Br16op mporpammbl jieueHus peluIMBOB 3aBUCUT OT A()(PEKTUBHOCTH MPEIIIECTBYIOLICH Tepanuu,
JUIMTEIbBHOCTA PEMHMCCHHM, COCTOSHMSI M BO3pacTa IALMEHTa, COIYTCTBYIOLIEH MaTOJOTUU U
OCJIOKHEHHUH, COMPOBOXKIABIINX ITEPBOHAYATBHYIO Tepanuio. [Ipu mo3aHux pennausax (cmycrs 6 - 12
MECSIIEB I10CJIE€ OKOHYAHMSI IPEIIIECTBYIOLIETO JIEUEHHUsI) BO3MOXKHO BO300HOBJIEHUE IEPBUYHOMN
tepanuu. [Ipu panHux penuaubax u pedppakrepHoit MM HeoOXxoauMa cMeHa MPOrpaMMBbI JICUEHUS C
BKJIFOYEHUEM IIpenapaToB ¢ JIpyruMm MexaHusmom jaeictBus. [loBropayro BJAXT ¢ aytoTT'CK npu
peIUaKBE 1IEJIECO00Pa3HO MPOBOIUTH TOJIBKO B TEX CIIydasx, €CJid peMuccus nocie neppord BJIXT
npoIoJDKanach 2-3 rona.

e PexoMenayertcsi: mpoBeJeHHE TEpanuy C BKIIOYCHHEM B CXEMy JiIedeHHs OopTe3omMuba Kak B
MOHOpPEKHUME, TaK U B COYETAHUU C JIEKCAMETA30HOM H/MIIM XUMHUOMpErapaTaMu.

[Iporpamma VD paccmarpuBaercss OJHUM W3 CTaHAApPTOB JieUeHUs peuuauBos/pedpakrepHoit MM.
Takke BO3MOXKHO ITPUMEHEHHUE JPYTHX MPOrpaMM ¢ BKIroueHueMm dopresomubda (VMP, PAD).

o PexkomeHnayercs 1eyeHue €  MCIOJB30BAaHMEM  JBYX  IIpemapaTtoB  OopTe3oMub
NETMIMPOBAHHBINA JTMITOCOMANIBHBINA JOKcOpyOuIuH. [Ipu ncnonabp3oBaHnu 1aHHOW KOMOWHAIMU
3HAUUTENbHO yBenuuuBaroTcsd menuaHa BJIII v mpoaomkuTenbHOCTh OTBETa Ha JICUEHHE I10
CPaBHEHHUIO C OTHUM OOpTE30MHOOM.

e Pexomenayercsi komOuHaIwst 6oprezomnba ¢ rukiaodochamumom u mexcamerasonom (VCD,
CVD), xotopas >¢dextuBHa y 75-82% mnanueHToB ¢ peunauBamMu MM, a Tak ke oOnamaeT
YMEPEHHO BBIPAXKEHHON TOKCUYHOCTBIO.

o Pexomenayercs neueHve peuuauBoB U pedpakrepHoi MM KOMOMHHpPOBAHHOW Tepamnuen
JIEHATUAOMHJIOM W JIEKCaMETa30HOM, OOIMMIA OTBET MpH KOTOpoi mocturaet 60%, MOIHBIE U
MOYTH TOJIHBIE PEMUCCUH MOTYT OBITh MoNy4yeHbl Y 24% 60nbHbIX, a Merana OB cocraBuna 35
Mec.

Cy1iecTBYIOT JaHHbBIE, YKa3bIBAIOIINE HA TO, YTO UCIIOJIb30BAHKE JICHAIMOMU/IA C IEKCAMETa30HOM

IpU TEpPBOM peruauBe Oosnee 3(PPEeKTUBHO, YeEM HMX NPUMEHEHHE IOCIE MHOTOKPATHBIX KypCOB

Tepanuu cnaceHus. Jns nedenust OonbHBIX MM ¢ monuHedponaTtwei clieayeT OTaaBaTh
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NPEANOYTCHUE CXEMaM Ha OCHOBE JICHAJHMIIOMHJA, B TO BpeMs KakK y OOJBHBIX ¢ TpomMOo3amMu B

aHaMHe3e, a TaKKe IMOYCYHON HEIOCTATOYHOCTHIO OOJbIIE MOAXOMAT MPOTPaMMbl Ha OCHOBE

ooptezomuda. Y 0onpHEIX MM ¢ MOYEYHO# HEOCTATOYHOCTHIO TAKKE HCHONB3YIOT IPOrPaMMbI Ha

OCHOBe OeHIaMycCTHHA, Kapduazomuoda.

o Pexomenayercs niepes; Ha4ajaoOM TEpalHU JICHATHIOMHIOM HEOOXOJUMO OICHUTH (YHKIHIO
MOYEK M IIPOBECTH COOTBETCTBYIOLIYIO KOPPEKIIHIO JI03bI ITpernapata (Tadi. 6).

Tadauna 6. PekoMeHganuy 1Mo KOPPEKIMU 03Bl JICHAIMJIOMHIA B 3aBUCHMOCTH OT KJIHMPEHCa

KpeaTHHHHA.
Knupenc kpeatununna (KK), [ o3a JeHaaugomMuaa

MJI/MUH

>50 25 mr 1 pa3 B ieHb

30 <KK< 50 10 mr 1 pa3 B 1eHb

KK <30 15 Mr uepes neHb

KK < 30 (Tpebyetcst 5 mr 1 pa3 B JeHb (B JHU TreMOAHAIM3a TOCJE MPOLETypPhI
TeMO/IHAIIN3) reMo/IMalin3a)

[Ipu  nedyeHuu  JeHANUAOMUIOM  OombHBIX MM ¢ MOYEeYyHOM  HEJOCTATOYHOCTHIO
HEOOXOIUM TIIATENbHBII KOHTPOJIb 32 TOKa3aTeNssMHU KPOBHU H3-3a 0OJee 4YacTo pa3BHBAIOIICHCS
MHEJIOCYTIPECCHH B TIPOIIECCEe JICYCHHUs, YeM NPH HOPMAIbHON (QyHKIUH modek. [ yMeHbIIeHHS
YacTOTHl Pa3BUTHSA TPOMOO30B TpPH JIEYCHUW JICHATWJIOMHIOM U JIEKCAaMETa30HOM HeoOXoauma
AHTHUKOAryJsHTHas npoduiaktuka. [laruenTam co CTaHIaPTHBIM PUCKOM BEHO3HOH TPOMO0IMOOIUN
HA3HAYalOT HHU3KHE J103bl areTmicanuinuaoBoi kuciaotbl (81-100 mr). Ilpu Gojee BBICOKOM pPHCKE
TPOMOO30B, OCOOEHHO Y 00€3IBUKEHHBIX MAIMEHTOB U UMEIOIINUX TPOMOO3bI WIIM TPOMOOIMOOINH B
aHaMHEe3e, WM TMAIMeHTOB, IMOJYJYaloIIUX JPUTPOTIOITHH, CIEAYET PACCMOTPETh BO3MOXKHOCTD
UCTIOJIb30BaHUS MPO(PUIAKTUUECKON J03bI HU3KOMOJIEKYJISIPHOTO IelaphHa.

PesynbraThl  TOKIMHUYECKUX  MCCIEIOBAHMN  IMOKAa3alM, 4YTO  JICHAJIMJIOMHJ  IOBBIIIAET
YYBCTBUTEJILHOCTh MHUEJIOMHBIX KJIETOK B Oopre3omMulby u nexcameTta3zoHy. B uccnemoBanusix I-11
¢da3pl mokazaHa 3(PGEeKTHBHOCTh COYETAHMS JICHAIUIOMHUIA C OOpTE30MHOOM M JIEKCaMETa30HOM

(cxema VRD) y OonpHBIX ¢ peumamBamMu H pedpakTepHoii MM, paHee MOIYYMBIIMX pa3IHYHbIC
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IPOTpaMMBbI JICUCHUsI, BKITI0Uas JeHanuaomu, 6oprezomu0, tanuaomun u BJIXT ¢ ayto-TI'CK. [Ipu
IUIATELHOCTH HaOmogenus 26 wMec., meauansl BBII m OB cocraBunmum 9,5 mec. m 26 wmec.
COOTBETCTBEHHO.

o Pexomenayercs neuenue no cxeme RVD mnpu arpeccMBHOM WM MEpBHYHO-pePpaKTEpHOM
penuauBe, a TAKKE I JICUSHUs pelUIMBUpYIOIIe 1 pegpakrepHoit MM.

o PexoMeHayercsi: 11 JICUECHUS PELUIMBHPYIONMIEH/PE3UCTEHTHOW MM cXeMbl, BKIFOYArOIIUE
pas3IMyYHble  COYETaHMs]  JIGHaIUAoOMuAa ¢ IukiIodochaMugoM,  JOKCOPYOUIIMHOM,
OeHIaMyCTHHOM, MPETHU30JOHOM M JEKCaMeTa30HOM. B Hacrosiiee Bpems HpOIOSIKAIOTCS
uccinenoanus 11 ¢a3bl, n3yqaromue 3 HEKTHBHOCTH U IEPEHOCHMOCTh JTAHHBIX CXEM.

e Pexomenayercsi: mipu HedPHEKTUBHOCTH CTAHIAPTHBIX CXEM Tepanuu peuuauBoB MM,
BKJIIOUEHHE B MPOTpaMMbl TEpaluy Mpernapara HWHTCHOUTOpa MPOTEOCOM 2 TIOKOJEHHS —
kappmizomuba. MccrmemoBaHusi, ONMyOJMKOBaHHBIE B IOCIEAHUE  TOJBI,  IOKA3aIH
3¢ (HeKTHBHOCT, MHTHOUTOpA TPOTeacoM 2 TMOKOJCHHS Y OONbHBIX ¢ peruauBamu MM. Tak,
MpUMEHEHHe KOMOMHanuu KapduizoMuba ¢ JekcaMeTa3oHoM B 2 pasa yBenuuuBaeT BBII mo
CpPaBHEHHIO ¢ KOMOHMHaIluei Ooprezommuba C JeKCaMeTa30HOM, a 4acToTa HeKeIaTelbHBIX
SBICHUN  (THMNEPTEH3Us, OJBIIIKA, CepJeyHas HEJIOCTAaTOYHOCTh, OCTpas  IOYedHas
HEJ0CTATOYHOCTh) 3-4 cTeNeHu B Tpymmax kapdunzomuda u 6opre3omuda ObLTH COTIOCTABUMEI.
JloGaBrienne kapduiazomuda K COUeTaHUIO JIeHauaomMuaa u nekcamerazona (KRd) 3HaunTenpHo
ynyuamaet BBII y nanuenTos ¢ peruauBamu MM (meauana BBIT 26,3 mec.). YactoTa oOriero u
mojinoro oreera cocraBmia 87.1% u 31.8%, coorBercrBeHHo. Jleuenme mo cxeme KRd
MIPOJOJIKAIOT J10 MPOTPECCUPOBAHMSI UITU PA3BUTHSI HETPUEMIIEMOM TOKCUYHOCTH.

e Pexomenayercsi [yisi Je4eHHs] peUUANBOB/MporpeccupoBanuss MM y OONbHBIX, paHee
MOJIy4aBIIUX OOpPTE30MHO U JIGHATHIOMHJ, HOBBII WMMYHOMOAYJIHPYIONIMIA TMpenapar
MOMaJIMJIOMU]T B COYETAHUU JIEKCaMETa30HOM B HU3KOM J103€.

e Pexomenayercsi: 115 JleueHUs] peunaIuBoOB/pedpakrepHoii MM, B TOM uucie y NalUEHTOB C
MOYEYHON HEIOCTaTOYHOCTHIO, HCIONIb30BaHHE OeHIaMmycTHHA. B oIHOM U3 HCcleqoBaHUN
ObL1a mokaszaHa A(GEeKTUBHOCTh OeHAaMyCTHHA Y 55% OONBHBIX C pa3BUTHEM PEIMINUBA MOCIE
ayto-TI'CK, mpu stom menmana BBII cocraBuna 6,5 mec. B npyrux wnccinegoBaHUsX IpHU
COUYeTaHUM OEHIaMyCTHHA C TJIIOKOKOPTUKOWJIAMH WM OeHAaMycTHHa ¢ OopTe30MHOOM U
JIEKCaMETa30HOM TPOTHUBOOTYXO0JIEeBBI 3P dekT Obu1 oT™MeueH y 30-73% OOMbHBIX. ITH CXEMBI
(BD, BP wim BBD) mMoryt ObITh peKOMEHJOBAHBI JJIs JIEYCHHUS] PEIUAUBOB U pedpakTepHOi
MM.

benmgamyctun xopomo mepeHocutcss B go3ax ot 60 mr/m2 mo 90 mr/m2, HO yacto HeoOXoauma

MoaudUKaIKs 103 B 3aBUCUMOCTH OT MPE/IIECTBYIONIETO JiedeHus1, ocooenHno mocie ayto-TI'CK, a
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TaKXe TOCJIe MPOorpaMM C JUINTENbHBIM NpuemMoM Mendanana. [loatomy pekoMeHayercs crapToBast

no3a npenapara 60 Mr/mM2, kotopast MOXKeT ObITh yBenudeHa 10 70 mr/m2 wim 90 mr/m2

Pexomenayercs npenapart, ABJISIOMIMICI MOHOKJIOHAIBHBIM aHTUTENOB — aHTU-CD38 anTuTeno
napatrymymad u aHtu-SLAMF7 anTuTeno »moty3ymad B HacTosiiee Bpemsi B Ipoliecce
peructpauuu B Poccun HaXoasTCs 1Ba HOBBIX MOHOKJIOHAJIBHBIX aHTHUTENA s JieueHuss MM —
antu-CD38 anTurteno maparymymad u antu-SLAMF7 antuteno smoty3ymad. DddeKTHBHOCTD
MOHOTEpAlMK  JapaTymMyMaOoM W KOMOMHAmuMM Japarymymadba ¢ OopTe3oMHOOM H
nexametazonoM (DVd) wnu nenamumomupma u gekcamerazona (DRd)Opiia mokazana B
uccnepoBanusix II-111 ¢a3er. Tak, obmas 3¢hHekTHBHOCTH JIeUeHUsI TOJIBKO JapaTyMyMaOoM y
OOJILHBIX ¢ peruauBaMu U pedpakrepHori MM, moayuuBmmMX >3 JTUHUNA TEpamnuvu, COCTaBUIIA
29%, ¢ meamanoir OB 17,5 mec. A mpumenenue cxembl DVd mnmm DRdA compoBoxaanock
noctuxkeHrueMm oouero orsera y 83% wu naxe 93% OonbHbIX. JloGaBieHue 3nory3ymada K
neHamunoMuay ¢ nexcamerazoHoM (cxema (EloRd) B panmomusupoBanHOM uccienoBanus 111
(a3bl Takke obecreunBalio ynydlieHne noka3aTenei 3QQeKTUBHOCTH JIeUeHUs: OOIIHA OTBET —
79% npu BBII - 19,4 mec.

PexomenayeTcst UCTIONB30BaHUE TPATUIIMOHHON monuxumuoTepanuu (VMVP/VBAP, M2),
KOTOpast TAaKXKe MOKET OBITh 3(PPEKTHUBHOM NP Pa3BUTHH PELIUHBOB.

Pexomenayercsi B kauecTBe Tepanuu ‘“‘criaceHus’”’ LUCILIATUH-coAeprkanue nporpaMmmbl DCEP
u VD-PACE.

Pexomenayercst npuMeHEHUE I€KCaMETa30Ha B BBICOKHX J03aX y 00JbHBIX MM ¢ nuToneHuen.
Pexomennyerest nukinodochamus mo S0 Mr BHyTpb €XKEIHEBHO WJIM Yepe3 JIEHb B COUETAHUU C
npeaHn3010HOM 1o 30 Mr yepe3 AeHb WM JeKcameTa3oHoM 1o 20 Mr BHYTpb | pa3 B Hemento
JUIS JIeYeHUs PeuuguBoB MM y MOXWIBIX OOJBHBIX, MAIMEHTOB C IUIOXUM (U3HUYECKUM

COCTOSIHMEM. DTa MpOorpaMma MOXKET OBITh UCTIOIb30BaHA U C MAJUTHATUBHOM IIEJIBIO.

Jleuenne manmentoB MM npu pasBUTHM TOBTOPHBIX PELMAMBOB IMPOBOJUTCS IO AHAJOTWYHBIM

IIpUHIHUIIAM.

Pexomenayercst BBINOJTHEHHE BTOPOM ayTOTPAHCIUIAHTALMU B KaYECTBE «TE€PANlUU CIIACEHUS» B
cllydae peuuMauBa WM T[pOorpeccuu 3a0ojieBaHUS IOCIE€ NEpBOM  TpPaHCIUIAHTAIUU.
OnTuManeHble  pe3yJbTaThl IPU  BTOPOM  TPAHCIUIAHTAIMM ~ BO3MOXKHBI B ClIy4ae

MIPOJIOJKUTEIIBHOCTH PEMHUCCHUH TI0CIIE IEPBOM AyTOTPAHCIUIAHTALMY HE MeHee 18-24 mecsues.

JlokanbHasi 1ydyeBasi Tepanus

Pexomennyercs:
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1. ¢ manTMaTUBHON LIEIBIO IPU YTPO3E MATOJOTHUECKUX TIEPETIOMOB B OTIOPHBIX YACTSIX CKeeTa, Ha
KpyITHBIE OYark MopakeHust (IT03BOHOYHUK, KOCTH Ta3a, OeIpeHHBIC, MaJIO- U OOJIBIIEOEPIIOBBIC,
IUICYEBBIC KOCTH ), IaXKe MPH OTCYTCTBUU OOJIEBOTO CHHIPOMA;

2. TMpU HAIAYUM TATOJOTHYECKUX TIEPeIOMOB (MPU TMEperoMax JIMHHBIX TpPyOuaThIX KOCTEH
TpeOyeTcst mpeABapuTEIbHASI IMMOOHIIN3AIINS);

3. [pH HEBPOJOTHMYECKOW CUMITOMATHUKE, CBS3aHHOW CO CIABJICHUEM OIMYXOJbIO CIIMHHOTO MO3ra
WJIN €r0 KOPEIIKOB;

4. ¢ 00e300auBaOIICH MEeNbI0 MTPH HATHYHUN BBIPAKEHHOTO OOJIEBOTO CHHPOMA;

5. OTAENBHBIX CIIyYasX MPH PE3UCTEHTHO-PEIUJAUBUPYIOMIUNX KOCTHBIX M SKCTPaMEIyJUISPHBIX
IUIa3MOITUTOMAX, COMPOBOXKIAOIMX MM.

Het equHOrO MHEHHSI O CyMMapHBIX OYaroBbIX J103aX Jy4eBoi Tepanuu. OObIYHO MPUMEHSIOT HU3KUE
no3sel stydeBoid Tepanuu — 10-30 I'p. B mocieqnue rofsl yamie UCIONb3yeTcs PEKUM C TTOJIBEICHUEM
onHOM KpymHOW (pakmmu B mo3e 8 I'p, Tak kak yBenmmdeHue cymmapHod m03bl (o 30-50 I'p) He
NPUBOJUT K  YIYYIICHUIO PE3yJIbTATOB JICUCHHS, MOXET OBITh TNPUYUHOW JUTMTEIBHOM

MUCJIOCYIIPECCUH, YTO HEC ITO3BOJIUT IIPOLAOJIZKUTE XUMUOTCPAIICBTUYCCKOC JICUCHUC.

24



CIIMCOK MCITOJIb3YEMOM JIUTEPATYPBI
Krnuanueckue pekomennannn/ MuoxxectBeHHast mueroma (MM) y B3pocibix — 2014 r.
MenpeneeBa JILII. CoBpemeHHOE Je€4YeHHME MHOXKECTBEHHOM MmuenoMbl. KimHudeckas
oHKorematoJorus. @yHaaMeHTaIbHbIC HCCIEIOBAHUS U KIMHUYEcKas mpakTuka - 2009
Botskosa O.M., Ocmanos /JI.I., lemuna E.A., u coast. Mcnons3oBanue Benkelina npu
MHOKeCTBEeHHOU Muenome. TepaneBruueckuil apxus. 2007
. becemensues C.C., Kapsaruna E.B., CrensMaienko JI.B. u coaBT. HactoTa, xapakTepucTuKa U
METOJIbI JIeUCHUs TepudepruuecKoil HelponaThuu y OOJBHBIX MHOYKECTBEHHOW MHEIOMOM,
nony4aBmux 6opresomud (Benkeiin). Oukoremaromnorus - 2008
. Buyrpennune Oone3nu : yueOnuk : B 2 T. / pen. H. A. Myxun, B. C. Moucees, A. H.
MapThIHOB. - 2-¢ U3., uctp. u 1om. - M. : I'90TAP-Menua, 2012. - T. 1.
. Bayrpennue Gomne3nu : y4ueOHuk : B 2 1. / pen. H. A. Myxun, B. C. Moucees, A. H.
MapThIHOB. - 2-€ u31., ucnp. u gom. - M. : I'90TAP-Meaua, 2012. - T. 2.

25



