DenepanbHOE rOCY1apCTBEHHOE BIODKETHOE 06pa30BaTENbHOE YUPEKIEHHE BHICIIETO
obpasoBanust «KpacHOAPCKui rocy1apCTBEHHbIH MEIHIMHCKIN YHHBEPCUTET MM. Tpod. B.O.
Boiino-flcenenkoro» MunncTepeTsa 3apaBooxpanenus Poccmiickoit deneparmu

Kadenpa rocnaraibnoii Tepanun 1 uMMyHoJI0rHHM ¢ Kypeom ITO

Penensus ace. kadepb1 rocnuTaTLHON TEPANMA H HMMYHOJIOTHH, 3aB. 0T/I€JIeHHEM
reMaTo/IOrHH ¥ XumMHoTepanuu baxrtunoit Bapsapel BanoBubl Ha pedepaT opaunaTopa
BTOpOro roaa oly4enus mno cnenuaiabHoctH «Tepamus» T@ananuna Baaamcaasa
BacnabeBnya no teme: «VMHOXKeCTBeHHAS MHEIOMAY»

Penensus Ha pedepaT — 5T0 KPHTHYECKHIl OT3BIB O IIPOBEACHHOH CaMOCTOSTENHHOM
paboTe OpMHATOpaA C JMTEPATYpOil MO BHIGPAHHON CTEMHATBHOCTH OOYYEHHs, BKIIOYAMONIMIA
AHAJH3 CTENICHU PACKPBITHS BHIOPAHHOH TEMAaTHKH, MEPEYHCIeHHEe HEJOYETOB ¥ PeKOMEHIaLMi
IO OILIEHKe.

OsHakoMHBIIMCH ¢ pedepaToM, Npenofapartelb yOexaaeTcs B TOM, 4TO OPIHHATOD
BJIJICCT ONMCAHHBIM MATepPUANOM, yMeeT €ro aHaJW3HPOBaTh U CIOCOOEH apryMEHTHPOBAHHO
3alIMINaTh CBOIO TOYKY 3peHus. Hamucanwe pedepara mpon3BoAUTCS B MPOH3BOJILHON (opMme,
OJIHAaKO aBTOP AOJDKECH NPUIEPKUBATH OIPEICIEHHBIX HETNIACHbIX TpeOOBaHMIA 110 CONEpKAHHIO.
HAns Gombimero ynoGcTBa, SKOHOMHH BPEMEHH H TIOBBIIEHMS HAINSIHOCTH KayecTBa paboT,
HaMH BBE/ICHBI CTaHIaPTH3UPOBAHHBIE KPUTEPHHU OLICHKH pedepaToB.

OcHoBHBIE OIICHOYHbIC KPDHTEPHH:

OneHouYHbIH KpHTEPHi [TonoXHTETbHBIH/OTPULIATETBHBIN
1. CTpyKTypHpOBaHHOCTH =
2. Hamuuue opdorpadraeckux omubox -
3. CootBercTBHe TeKCTa pedpepara ero

TEME il
4. BrnaneHWe TepPMHHOJIOTHEH +
5. TIlonHoTta u rmyOHHA paCKpPBITHS

OCHOBHbIX IIOHATHH TEMbI il
6. JIorHYHOCTH J0Ka3aTeIbHOM Ha3bl +
7. YMeHHE apryMeHTHUPOBATh OCHOBHEIE

TIOJIO)KEHHSI ¥ BBIBOJIBI +
8. Kpyr ucnonap30BaHus H3BECTHBIX +

Hay4HBIX HCTOUYHHKOB |
9. VwmeHnwue caenaTs 001K BEIBOT ] +

Hroropas oneHKa: moiokuTeIbHas/ OTpHUATEIbHaA
e e

KommenTapuu penenzenra: N Q. /LQ&k,uaSQ W"O‘OZO&M&
Nlata: 7, ;/f A/

Ioamuck penensenra: /‘% Ll é/
ITonnuce oprunaropa: <j’
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Omnpenesnenune
MmuoxectBenHast muenoma (MM) — 3to B-kiieTounas 370KkadecTBEHHAs! OMyX0JIb, MOP(POIOTHUECKUM
cyOCcTpaToM KOTOPOHM SIBISIFOTCSA IUIa3MaTUYECKHE KIETKH, HPOAYLHPYIOIMIME MOHOKJIOHAJIBHBIN

UMMYHOTJIOOYIIHH.

ITHOJIOTHS U ATOreHe3
[Ipyuune! pazsutuss MM y yenoBeka OCTarOTCS HESICHBIMM.
B kauecTBe BO3MOXKHBIX, HO BEChbMa JAUCKYTaOEIbHBIX ATHOJOTMYECKUX (PaKTOPOB paccMaTpUBAETCS
3HAYEHUE HOHU3UPYIOUIETO U3IY4YEHMs, T'€HETHMYECKOM MpeApacloioKEHHOCTH, JJIUTEIbHON
AHTUT€HHOM CTUMYJISIIUH, BUpYCa reprieca 4eaoBeKa 8-ro Tuia, BO3A€UCTBUS TOKCUUYECKUX BEIIECTB.
OcHoBoll maroreHeza MM sABIsSIETCSl T€HETUYECKN JAETEPMUHMPOBAHHOE HAPYIIEHHWE CO3peBaHus B-
nuMdonurta. M3BecTtHo, uTOo co3peBanue B-mumMdorura BKIOYaeT B ceOsl HECKOJIBKO ATAroB, U Ha
Ka)KJIOM M3 3THX 3TaloB MOTYT BO3HHMKaTh reHeTndeckue adbOepauuu. B pesynabrare oOpasyercs B-
TUMQOIIUT, COXPaHSIOMNKA CIIOCOOHOCTh K HanbHewmen muddepeHnnpoBKe 10 MIa3MOIHTa, OJHAKO
IPOAYLUPYIOLUIET0 He(QYHKIMOHAIBHBIH UMMYHOITIOOYIMH. IIpu 3TOM aKTHBHOCTH MHEIOMHBIX
IUIa3MATUYECKUX KJIETOK MOXKET ObITh Pa3IMYHOM, YTO GOPMUPYET pa3HOOOpa3He KIMHUYECKOM
KapTHHbl M  BAapUAHTOB TE4YEeHUs 3a0ojeBaHMA: OT JOOPOKAYECTBEHHOW  BSJIOTEKYLICH

MOHOKJIOHAJIbHOM raMMaIriaTuu HCYTOUHCHHOI'O I'€HE3a 10 IIa3MOKJIICTOYHOT'O JIEHKO3a.



ONuIeMHUO0JIOT U
MM coctainsieT npubau3uTensHo 1% cpean Beex 370KadecTBEHHBIX omyxoiei u 10 10-13% ot Bcex
remMo671acT030B. 3a00JIEBAIOT MPEUMYIIECTBEHHO JIIOIM CTapiied Bo3pacTHOW rpymmbl. CpenHuit
BO3pacT BHOBH 3a0o0ieBmUX Okoio 70 JieT, pacnpoCTpaHEHHOCTh 3a00JICBaHHS CPEIAU HACCIICHUS
Mouoxe 40 net He npeBbiaeT 2%. 3a00J1€BaeMOCTh MUEJIOMOI B €BPONIEHCKUX CTPAHAX IOCTUraeT 3-
5 yenoBek Ha 100000 HaceneHus.
Koauposanue no MKbB 10

C90.0 - MHOXeCTBEHHAS MHEIOMA

CragupoBaHne MHOKeCTBEHHOH MHEJTOMBI
PacrnipocTpaHeHHOM CHCTEMOW CTaaupoBaHus siBiseTcss kiaaccupukamus B.Durie u S.Salmon,
npemtoxenHas B 1975 r. (tabm. 1) [5], koTopas Obl1a caMoil UCTIOJIb3yeMOW CUCTEMOU CTaAMpPOBAHUS
10 2005 r., korja ObUIa 3aMEeHEHa BHavYalle Ha MeXK/IYHApPOIHYIO cucteMy craaupoBanus (International
Staging System — ISS) u 3aTem Ha nepecmotpennyio (revised) ISS; (R-ISS) B 2014 r.

Ta6auna 1. Craauu MHOKecTBeHHO#N Muesomsl (o B.Durie, S.Salmon)

Cragun [Tpuznaku KieTounas Macca, TPUILTHOH/M?
| COBOKYITHOCTb creayromux | < 0,6 (Hu3Kas)
MIPU3HAKOB:

o T'emormoOur> 10 r/mi1

e Hopwmanbhbrit YPOBEHb

KaJlbOUs CbIBOPOTKH




e PeHTreHonorudyecku -
HOpMaJbHast CTPYKTYypa
KOCTEH WJIM OJIMHOYHBIHI

odar rnopaKCeHus,

o Hwuskuii  ypoBeHp M-

IpOTEnHa:

e 1gG<50r/n

e IgA<30r1/n

e Oenok benc-/)xonca < 4

I/CyTKH

1 ITokazarenmu, ume | 0,6-1,2
cootBerctBytone Hu |, HU Il | (cpennsis)

CTaIusIM

Il Onun WIIn Ooiee u3 | > 1,2 (BeicoKas)

CJIETYIOIIUX MPU3HAKOB:

e T'emormo0Oun< 8,5 r/mi

YpoBeHb KaJIbIIUs
CBIBOPOTKH  TIPEBBIIIACT

HOPMAJIbHBIC 3HAYCHUA

MHuoxecTBEHHEBIE

nopakeHusi kocrei (> 3

JIUTHYCCKUX O‘laFOB)

e Bpricoxuii ypoBenr M-

NpOTEeHHA!
e 1gG>70r/n
e IgA>50r/n

benox benc-Jxonca > 12

I/ CyTKH

JIOTIOJTHUTENBHBIM TPU3HAKOM, OTIPEAEISIOIINM MOACTA/INIO, SIBISIETCS COCTOSIHUE (DYHKIIUH MTOYEK:

A - HopMasbHasl (KpeaTHHUH ChIBOPOTKU MeHee 170 Mxmos/i wiu 2 1/11).

B - cHmkeHHas (KpeaTHHUH ChIBOPOTKHU paBeH uiu 6osee 170 MKMOIB/T niau 2 /).

Knaccugpukamuss 1SS ocHoBaHa Ha Ba)XHOM MPOTHOCTUYECKOM 3HAUEHMM CoyeTaHus [2-
MUKpPOTJIOOYIMHA U aIbOYMHHA CBIBOPOTKHU KPOBH (TalmI. 2).

Tadamua 2. MexayHapoaHas cucrema craaupoBanus (1SS)
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Cramguu ITokazarenu

Meaunana OB, mec

I -2 MUKpOTIOOYIIMH CBIBOPOTKH | 62

< 3,5 Mmr/n

AnpOymun> 3,5 r/mn

I -2 MUKpOTIIOOYIIMH CHIBOPOTKH | 44

< 3,5 Mmr/n

AnpOymuH< 3,5 r/m1

Nnn

3,5-5,5 mr/n

-2 MUKpOTIIOOYITUH CHIBOPOTKH

B 2014 rogy MexayHapoaHas cucTema ctaaupoBanus Oblia mepecmotpena (revised ISS; R-ISS).

Kpome mokazareneit 2-mMukporioOyauHa W adbOyMHHA CHIBOPOTKM R-ISS yunThiBaeT Hammume

HEOIaronpusATHBIX XpPOMOCOMHBIX aHOMAJIMIA M BRICOKUM ypoBeHb JI/[I™ (Tabm.3).

Tabauma 3. CrangapTHble (HaKTOPHI

MesxayHapoaHas ciucrema craaupoBanus (R-1SS)

pUCKa MHO’>KECTBEHON MUEIIOMBI

n HOCPECMOTPCHHAA

[Tpornoctruueckuii paxTop

Kpurepun

Crangunm ISS:

B-2 < 35

MT/J1, ambOyMuH > 3,5 /171

MUKpOTJIOOYIMH  CBIBOPOTKH

Kpurepuu e coorBerctBytor | umu Il cragusm

B -2 mukporsoOynun > 5,5 mr/n

IuTorenernyeckue anHomaauu mo FISH:

Bricokuii puck

Hamnuwe del(17p) w/unm tpancnokarwu t(4;14)

u/vnu Tpanciokanuu t(14;16)

CrangapTHeIN pUCK OtrcyrcTBUE  LIMTOIE€HETUYECKUX  AHOMAJMI
BBICOKOI'O PHCKa

JIAT:

Hopma JIAI' CBIBOPOTKM HM)KE€ BEPXHEHU TI'paHULBI
HOPMAJIBHOT'O YPOBHS

BeIcokuil ypoBeHBb JIAI'  CBIBOPOTKM BBIIIE BEPXHEH TI'PaHULBI

HOPMAJIbHOT'O YPOBHA

HoBast MoaeJIb CTPATH(PUKAIMOHHOI0 PUCKA




MM Craauu R-ISS:

ISS cramms |, nMTOreHETHMYECKHE aHOMAJIUU
cranaaptHoro pucka no FISH u HopManbHbIi

yposens JIJIT'

Kpurepuu ne coorBerctBytor | wnu Il cragusam

R-ISS

ISS cramgua Il m wim uroreHernyeckue
QHOMaJIMM BBICOKOIO PHCKAIO FISH wmm

BBICOKNH ypoBeHb JIJII

JAmnarnocruka

Kpurtepuu ycraHoB/IeHUs IMarH03a

B 2014 r. MexayHapoaHOH TPYNIOW MO HM3ydyeHHIO MHOXecTBeHHOW Mmuenombl (IMWG) Obutn

epecMOTpeHbl KpuTepun nuarHoctuku MM. Tlpu yctaHOBiIeHHMM quarHo3a cuMnroMatudeckoii MM

JAOJIKHBI TPUCYTCTBOBATH CIICAYOIIHUEC KPUTCPHUU:

[Tna3marnveckne kieTkn B KOCTHOM Mo3re 10% wm Oonee W/WiIM IJIa3MOKJIETOYHAs OMYXOJIb B

OuoINCcUtHOM MaTepHale MOpakeHHOM TKaHU B COUYETaHUH CO CIEAYIOIIMMU MTPU3HAKAMU:

OmuH unu Oojiee MPU3HAKOB MOPAKEHUS OPraHOB WMIIM TKaHEH, CBA3AHHBIX C IJIa3MOKJIETOYHOMN

nposudepanueii (cumnromorkomiuieke CRAB):

1. runepkanbimemust (> 11,5 mr/mn [> 2,65 mmous/i]),

2. To4YeYHas HEeJIOCTATOYHOCTH (KiIHMpeHc KpeaTuHnHa< 40 MJI/MUH WM KpeaTHHUH> 177 MKMOJIB/T
um 6osee 2 Mr/)

3. amemwus (Hb< 10 r/mn wim Ha 2 r/11 HIKe HOpMabHOTO ypoBHs Hb),

4. mopaxeHue Kocted (oauH WM 0OJee OCTCOJMTHYCCKUH Ouar, BBISBICHHBIA IPH
peHtrerHorpaduu, KommnbloTepHol Tomorpaduu (KT) wim  MO3UTPOHHO-IMHCCHOHHOU
kommnbroTepHO ToMorpaduu (ITDT-KT)

N

O,Z[I/IH WM 0oJiee IIPU3HAKOB OHYXOJ'IeBOI‘/JI AKTHUBHOCTH:

>60% mmIa3sMaTUYECKUX KIETOK B KOCTHOM MO3TE,

1.

2.

COOTHOIIIEHUE BOBJICYCHHBIX/HEBOBIIEYCHHBIX CBOOOTHBIX JIETKUX IIETIe HMMYHOTJIOOYJINHOB
ceiBopoTku (CJILL) >100,
> 1 oyara mopakeHHs IO pe3ylbTaTaM MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT), pazmep

oyara JOJDKCH OBITh HE MEHEE 5 MM




MeXayHapO HBIM KOHCEHCYCOM OBUIM TaKKe MEePEeCMOTPEHbI M KPUTEPUU BSUIOTEKYIIEH (TICIOLICH)
MUEJIOMBI. /[narno3 Bsu1oTeKyIen (TiIerolel) MUETIOMbl YCTaHABIMBAIOT IIPU 00513aTEIbHOM HAINYUH
JBYX CJICAYIOLIUX IIPU3HAKOB:

1. M-nporeun B ceiBopoTke (Ig G mmm IgA ) > 30 r/n wim 6enok benc-/xonca B moue >500 mr/cyT
n/umn 10-60% KITOHAIBHBIX T1a3MaTHYECKUX KIETOK B KOCTHOM MO3Te

2. OrcyrcTBHE NpPHU3HAKOB IMOPAKECHUS OPraHOB W TKAaHEHW, CBA3AHHBIX C IUIa3MOKJIETOYHOM
napwisTpanueii (CRAB) nnm amunonnosa, win JIOOBIX APYrUX KPUTEPHEB, ONMPEACIISIOIINX
CUMITOMaTH4YeCcKoe 3a00JI€BaHNUE.

@akTOpBI IPOTHO3a

K ocHOBHBIM (pakTOpaM HEOIAroNPHUATHOTO MTPOTHO3a MPU YCTAaHOBIIEHUH AuarHo3a MM otHocsTCS:
BBICOKUH YpOBEHbB [3-2 MUKPOTIIOOYJIMHA U CHU)KEHUE YPOBHS albOyMHUHA B CBIBOPOTKE KPOBH,
BbICOKU# ypoBenb JIJII', nurorenernyeckue anomanuu: t(4;14), t(14;16), del 17p13, del 13q,
amrutudukarnyst 19. denenwst 13 siBisieTcss HEOIAronpusTHHIM MPOTHOCTHYECKUM (DaKTOPOM, KOT/a
BBISIBIISIETCS] TIPYM KapHOTHUITMPOBAaHUH, HO He mocpencTBoMm FISH. McxomHbie mporHocTuyeckne
MPU3HAKKA TIO3BOJISIIOT TPOTHO3MPOBATh IPOJOJDKUTENBHOCTh JKM3HU OOJBHBIX M OTBET Ha
Teparnuio, HO He SIBJIAIOTCS ONPEACIAIONIUMHU TPU BEIOOPE TAKTUKY JiedyeHHs 001bHBIX MM.
DopMyIUpPOBAHUE TUArHO3A

B nmarnose criemyer ykasbiBaTh CTaaui0 W Tojactanuio 6onesnw mo B.Durie m S.Salmon, cramuto
cormacHo ISS, Tum cekpeTHpyeMoro MOHOKJIOHAJIBHOTO Oenka, mporenHypuro benc-J[xoHca u
OCHOBHbIE KJIMHUYECKHE CHUMMTOMBL. B remMaTojormuyeckux LEeHTpaX, B KOTOPBIX MPOBOAMUTCS
LUTOT€HETHYECKOE UCCIIeJIOBaHME, 11e1eco00pa3Ho yKa3bIBaTh cTaauto R-1SS.

[Ipumepsl popmynupoBaHus AMATHO3A:

e MmuoxectBeHHass ~ muenoma  Gk-tunma ¢ nporteuHypueit  benc-/[oHca K-THIIA,
pacnpoCTpaHEHHBIM OCTEOJIECTPYKTUBHBIM IPOILIECCOM, MSITKOTKAHHBIM KOMIIOHEHTOM B
obnactu Th4, anemueit — IIIb cragus (Durie-Salmon), ISS III. [Inanu33aBucumasi nodeyHas
HEJ0CTaTOYHOCTb.

Win:
e MHOXeCTBEHHAsI MUEJIOMa C CEKpelrel JIETKUX Leneil K-TUMa ¢ aHeMHEeH, paclpoCTPaHEHHBIM

ocTeoecTpyKTHBHBIM MpotieccoM — IIA craaus (Durie-Salmon), ISS 111, R-ISS I11.

Kay10061 1 aHaMHe3
HaubGonee uacteiMu sxamobaMu SBISIOTCS O0ONM B KOCTSX, oOmias cinabocTh M YyTOMIISIEMOCTbD,
CKJIOHHOCTH K MH(eKIusiM, HapylieHus QyHKIUU movek. /[muTenpHOCTh 3a00eBaHus 10 MOSBICHUS

NEPBLIX KIMHUYCCKUX CUMIITOMOB MOKCT COCTABJIATH OT HCCKOJIbKUX MECALICB 10 2-3 u Ooutee JIeT.



du3nkaibHOe 00C/IeI0BaHHE
PexomMenayercsi npoBeqeHre GU3NKATBHOTO 00CIEIOBAHNS, BKIIOYAIOIIEro B ce0s: cOOp aHamHesa,
OCMOTp, U3MEPEHHE POCTa M MacChl TeJa, TEMIICPATyphl Teja, MAIbIIAUI0 BCEX NOCTYIHBIX TPYII
nepudepudeckux TUMGPaTHIECKUX Y3JI0B, IEYCHHU, CEIEe3EHKH, OI[EHKY COCTOSHUS KOCTHO-CYCTaBHOMN

CUCTEMBI, CEpJIEUHO-COCYUCTON, IbIXaTeIbHOM M SHAOKPUHHOM CHCTEM, OIpENEIeHUE cTaTyca IIo

wkaine ECOG.

JlabopaTopHasi TMarHOCTHKA

e Pa3BepHyTHIi KIMHUYECKHI aHaIM3 KPOBHU C MCCIEIOBAHHWEM TI'€MOIJIOOMHA, 3PUTPOIUTOB,
JEHKOIMTOB, TPOMOOIMTOB, MOJCYETOM JeWKouuTapHoil ¢opmyinsl. HeoOxomumo kak mpu
MEPBUYHOM JMATHOCTHKE, TaK U MPU KOHCTATAI[MU PEIUINBA W/WIJIH IPOTPECCUPOBAHHUS.

e OOmwii aHaIU3 MOYH.

o buoxumuueckuil aHanv3 KpoBH, Bimrodaromuit: JIII', MOYEBYIO KHCIOTY, MOYEBHHY, KPCATHHUH,
obmmii  Oenok, anpOymuu, Owmmpyoun, ACT, AJIT, menounyro Qocdartasy, Kanbluh, Kaaui.
HeoOxoaumMo Kak MpW TMEPBHYHOM JHArHOCTUKE, TaK W IPH KOHCTATallMM PELUIMBA W/ MK
MIPOrPECCUPOBAHMSL.

e  Onpexaenerure ckopoctu KiayooukoBor ¢uubTpanuun (CK®) pacuerHelM MeTogoM 10 (opMmysiam
Cockroft-Gault, CKD-EPI mwmn MDRD. Heobxoanmo Kak IIpH MEPBUYHON JIUATHOCTHKE, TaK W IMPH
KOHCTaTallu¥ PELUINBA 1/UJIN TIPOTPECCHPOBAHUSL.

e Koarymorpamma

e Omnpexnenenne rpynmsl KPoBH, pe3yc-(hakTopa U MapKepoB BUPYCHBIX renaTutoB B u C, BUY.

e Onpenenenne ypoBHS Ig CBIBOPOTKH KPOBH JUIS OLEHKH CTEMEHH T'yMOPAJIbHOTO MMMYHOIS(HIUTA.
HeoOxommMo kak MNpH TEPBUYHONW JMATHOCTHKE, TaK WM TPH KOHCTATalldd pEeHUaNBa W/HIH
MIPOrPECCHPOBAHMS.

e HccnenoBanue cBoOomHbIX Jerkux mereit Ig (CJIL) mpu HecekpeTupyromiei, oIUuroceKpeTHpYyIOIIeH,
BSUTOTEKYIIIEH MHEIOoMe W MHEIOME JIETKUX Iernei. HeoOxoaumo kak mpu MEepBUYHON JUAarHOCTHKE,
TaK W MPH KOHCTATAIIH PEIHINBA U/UITH MTPOTPECCUPOBAHHSL.

e Dnektpodope3 M UMMyHODHUKCAIMS OETKOB CYTOYHOH MOYM C KOJHMYECTBEHHBIM OIpeeieHHEeM
YPOBHSI MOHOKJIOHAJIBHOTO OeJKa, onpenenenue f2-Mukporio0yimHa B CHIBOPOTKE.

HccnenoBanue P2-MUKpOTIOOYIMHA CHIBOPOTKU MPH PAa3BUTHH pelUINBA HE 00s3aTeIbHO, TaK Kak
MIPOTHOCTUYECKOE 3HAUEHUE CUCTEMBI CTaJupoBanus [SS B pennivBe He YCTAHOBIIECHO.
e Mopdonorndyeckoe HccIeIOBaHUE aclupaTa KOCTHOTO MO3ra W/WIM TpemaHoOHoITaTa, Mpu

OTCYTCTBHHU CTO MOPAKCHUA — MOp(I)OJ'IOl"I/I‘-ICCKOe HUCCICI0BAaHUC ouonTaTa OHYXOHCBOﬁ TKaHH.
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IIpu peumpuBe u nporpeccupoBaHud MM nyHKIMS KOCTHOIO MoO3ra He o0s3arenbHa. ITO
HCCIIEIOBAaHUE HEOOXOIUMO BBINOJIHATH IIPU HECEKPETUPYIOLIEH MM oJurocexkperupyomein MM u
[10I03PEHUH Ha PA3BUTUE MUEJIOIUCIUIACTUYECKOTO CUHPOMA WK IPYroro 3a00j1eBaHus KPOBU.

o VMMmyHOQEHOTHIIMPOBAaHUE KJIETOK acmupaTa KOCTHOTO MO3Ta C HCIOJb30BAaHUEM IaHENn
CD138/CD38/CD45/CD19/CD56/CD28  wam  MMMYHOTHCTOXMMHUYECKOE  HCCIICOBaHUEC
TpernanoOuonrata ¢ ucciaepoBanrneM CD138 M MOHOKIOHAJIBHOTO IMTOIUIA3MATHUYECKOTO Ig.
Heo0xo1muMo Kak mpu epBUYHOM AUArHOCTUKE, TaK U IPU KOHCTATAIIUH PEIIHINBA.

LenecooOpa3Ho i BeprUpHUKAIMU U ONIPEISIICHHS MPOLIEHTA KIIOHAIBHBIX TIa3MaTHYECKUX KIETOK B
cllydae HEACHOTO JHarHo3a.

o lluroreHernueckoe HCCICIOBAHHE IJIa3MaTHUSCKUX KIETOK (kapuotunupoBanue u FISH).
Heobxo1umo npu nepBUYHON JUarHOCTHKE.

s BBISIBJICHUS HauboJsee BaXKHBIX HEeOIaronpusTHHIX LUTOTr€HETUYECKUX
aHomanuii: t(4;14), t(14;16), del 17p13, ammnuduxauuu 1q (mpuFISH uccnenosanun) nnudell3q npu
CTaH/IaPTHOM LIUTOTEHETHYECKOM HccienoBaHuu. Myrauuu t(4;14), t(14;16) udell7p BxitoueHsl B
MEPECMOTPEHHYIO CHCTEMY CTaaupoBaHus MHeNIoMbl R-ISS kak oTHOcsmMecs K BBICOKOMY PHCKY,
M03TOMY I1eJIecO00pa3HO OIllEHMBaTh y BceX OoapHBIX MM 1pu  ycTaHOBJIEHMM JHMAarHosa.
IIpu peumauBe U mporpeccupoBaHUM HauboJiee MPOrHOCTUYECKH 3HaunMas mytauus dell 7p nomxHa

MTOBTOPHO OIIEHUBATHCS XOTsI OBl TP MIEPBOM UIIU BTOPOM PELHIUBE.

HNHcTpyMeHTaIbHASI IMATHOCTHKA
e Penrrenorpadus kocreil (BKiItouas yepemn, IpyIHYIO KIETKY, BCe OTHEibl MO3BOHOYHUKA, Ta3,
rieueBble U OeapeHHble KocTh). HeoOXoauMo Kak NMpu MEpBUYHOM JUArHOCTHKE, TaK U IPH
KOHCTaTaIlMK PEIUANBA /WU IPOrPECCUPOBAHMUS.
o Kowmmbsrorepnas tomorpadus kocrerd (KT). HeoOxonmumo kak nmpu NepBUYHON JUATHOCTHKE, TaK
Y TIPU KOHCTATallUU PEIMIMBA U/UIIH IPOTPECCUPOBAHUS.
Pekomennyercs mpu Oo0isIX B KOCTSX NpPU OTCYTCTBUU MATOJIOTMM HAa PEHTTEHOTpaMMax, Ui
YTOYHEHHMSI JIOKAJIM3ALUUA U Pa3MEpPOB BHYTPUKOCTHBIX IIA3MOIIUTOM. Bricokoit nH()OPMATUBHOCTHIO
obnanaer meron Huskono3HoM KT Bcero ckenera. [lo muenuto EBpormelickoit PaGoueli rpynmsl 1o
MuenoMe, Hu3kogo3Has KT Bcero Tema nomkHa 3aMEHUTh pEHTreHorpaduio ckenera, kak Oosee
YyBCTBUTEIBHBI METOJ BBISBICHUS OCTEOJIMTUYECKUX OYaroB B CPAaBHEHWU C OOBIYHOM
peHTreHorpadueil.
e MarnutHo-pe3oHaHcHas Tomorpadus (MPT). HeoOxoaumo kak mpu NmepBUYHON AMArHOCTHKE,
TaK U MPU KOHCTATAI[UH PEIUINBA U/UITU MPOTPECCUPOBAHMUS.
[Tokazana mpu TONO3PEHHH HA KOMIIPECCUIO CIIMHHOTO MoO3Ta (A7 BHU3yaldu3aluud 000J0oueK

CIIMHHOTO MO3Fa), UL YTOUHCHHUS JIOKAJIU3alluh U pasMEpoOB Z-)I(CTpaMCILYJIJISIpHOﬁ IJI1a3MOIIUTOMBI.
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MPT Bcero Tena, unu, eciau 31o HegocTynHo, MPT no3BoHOYHMKA U Ta3a SBISIOTCS 00513aT€IbHBIMU

METOAaMU HMCCJIICAOBaAHUA OOJILHEIX C mpeamnojraracMbiM JUArHO30M TJICHOIIAsA MUECJIOMA U COJIMTapHasa

IUIa3MOLUTOMA.
e He  pexoMmeHpgyercs:  HMCIOJIB30BaHME B KAayecTBe  JUMArHOCTMYECKOIO  METoJa
OCTEOCIIUHTUT paPUH.

YuauTeiBasg  MaTO(OU3MOJOTHYECKHE MEXaHHM3MBl  OCTEOJIMTHYECKON jgecTpykumu npu MM
(akTUBHU3aIMA OCTEOKIACTOB M IIOJABIECHHE OCTE00JAacTOB), MCHOJIb30BAaHWE OCTEOCHMHTUTpaduy,
METO/la OCHOBAaHHOTO Ha runepdukcaiuu paamodapmipenapara (texnenuii 99m) yuacTkamu
MOPAXKEHHBIX KOCTEN C BHICOKOW OCTE00JIACTUUECKON aKTUBHOCTBIO, SIBJISIETCA MATIOMH(OPMATUBHBIM.

e PeKOMEHIYIOTCS KOHCYJIbTAllMU CIIENHAIMCTOB MPU HAJIWYHMM MOKA3aHUW: OCMOTpP OpPTONENa,

He(poJiora, HEBpomaToJjora.

Jleuenue
IMoka3zanusi K HaYay JiedeHHsl U OTpe/iesieHHe CTPATEruu Je4eHus
e [lammentam c¢ Tneromedt (6eccHMNTOMHON) MHMeENOMOM crenuduyeckas Tepamnuss He
pekomenayetcs. [lokaszanmeM [uIsi Havajga JICUCHHs SIBISETCS YCTAaHOBJICHWE JHAarHO3a
CUMITOMATUYECKOW MUETOMBI.
TakTuka BemeHUs OOJBHBIX MOJIOKE 65 JIeT W TMOXWIBIX OOJBHBIX OTiaMYaercs. Jlims nedeHus
MepBUYHBIX MareHToB MM Mosoxe 65 et 0e3 cepbe3HON COMyTCTBYIONICH MaTOJIOTHH UCTIOJIb3YIOT
BBICOKOJI03HYIO xumuoTepanuio (BIAXT) ¢ mocnemyromieli TpaHCIDIaHTAlMEeW ayTOJIOTHYHBIX
reMono3Tuueckux cTBOJIOBBIX KIeTOK (ayroTT'CK). BbombHbIM crapmie 65 ner wim  MOJOABIM
OOJILHBIM C TSDKEIBIMU COMYTCTBYIOIIMMU 3a00JIEBAaHUSMHU CJIEIyeT PEKOMEHIO0BAaTh KOMOMHAIIMM HA
OCHOBE HOBBIX JIeKapcTBeHHBIX npenaparoB 6e3 BAXT c ayroTI' CK.
IIpu BbIOOpE cxeMbl HMHAYKIMOHHOW Tepamuu HEOOXOJWMO YYHUTHIBATH TaKKE COMYTCTBYIOILIWE
3a0osieBanust OonbHOTO U ocnoxkHeHuss MM. Ilpu kapauanbHOM marosoruu 1eIecooOpa3Ho
UCKIIIOYUTh W3 Tepaluy aHTPALUUKIMHOBBIE aHTHOMOTHKHU. [l jeueHuss OOJBHBIX C IMOYEYHOM
HEJIOCTAaTOYHOCTBIO Tepanuel BbhIOOpa SBJSETCS coYeTaHHEe OopTe3oMuOa** m mekcamerazoHa™™.
Ecnmu Tsxecth cocrostHus OoJIbHOTO OOyclOBiIeHa HE Toibko MM, HO Takke CeNnTUYECKUMHU
OCIIO’)KHEHHUSIMU, KPOBOTEUYECHHEM, AMAOETOM, TeMaTUTOM, TO HHAYKIMOHHAS TPOTHBOOIMYXOJEBas

TCpaIrusd IMpoBOAUTCA CPa3y MOCJIC KYIIMPOBAHUA YKA3dHHBIX OCJIOKHEHUI.

12



JleueHne 00JIbHBIX ¢ BliepBbie AUArHOCcTUPOBaHHOM MM, He kanauaaToB Ha B/IXT c
ayToTI'CK (moxuJibie 60J1bHbIC)

Pexomenayercs: Tepanus 60pTE30MHUO- COMEpKAUUMH KypcaMu. JlJsl IedeHus! OXKHUIBIX OOJBHBIX
MM cnegyeT UCHOJB30BaTh IMPOrpaMMbl C BKJIOYEHHEM HOBOTO JIEKApCTBEHHOIO IIperapara,
MHTHOUTOPA IpoTeacoM OopTe3omMuoa.
B kadectBe COBpeMEHHOW CTaHIApPTHON Tepamuu MepBOMl JMHUM Oo0sbHBIX MM, KOTOphIM HeE
mnanupyercs nposenenue BJAXT ¢ ayroTT'CK pacemarpuBaetcs cxema VMP. [IponomkuTensHOCTh
nedenust mo cxeme VMP nomkHa coctaBnsaTh He MeHee 9 IHMKIOB. EjkeHenenpHOE BBeIEHUE
6opTe3zomuba Mpu KCnoiIb30BaHUM nporpammsel VMP BMecTo BBesieHus MpenapaTa JBaX /bl B HEJEIIO
He cHIXaeT 3((EeKTUBHOCTH JIEYEHHS, HO TIO3BOJISIET 3HAUUTEIbHO YMEHBIIUTh TOKCUYHOCTb, B TOM
ylyclie W YacTOTy pa3BUTUs mNepudepuyeckoil nonuneiponaruu. IIporpammy VMP ¢ BBenenuem
O6oprezomuba 1 pa3 HeAemo TakKe IEIecO00pa3sHO MCIOIB30BaTh y MOXKUIBIX marueHToB MM. C
LebI0 YMEHBIIEHUS T0O0YHBIX 3P deKkToB OopTe3oMuda™™* mpu nosBICHUH MPU3HAKOB TOKCUYHOCTH
HeoOXo/lMMa CBOEBpPEMEHHasl penyKIus 03kl mpenapara. KpomMe TOTo MOJKOXHOE BBEICHUE
O6opTe3omMrba BMECTO BHYTPUBEHHOIO, CYIIECTBEHHO CHMKAET YACTOTy Pa3BUTHUS HEKEIaTEJIbHbBIX
SIBJIICHUIA.

e Pexomenayercst i JIedeHHUs TEPBUYHBIX O0dbHBIX MM  couerath OopTe3oMuO C

nekcamerazorom (VD).

Jleuenne mo cxeme VD pekoMmeHayeTcsi y OOJIBHBIX C MOYEUYHON HEAOCTAaTOYHOCTHIO, B TOM YHCIIC
TpeOylomieil mpoBeeHHs] TeMoJualn3a, a TaKkKe MPU KOMIIPECCHH CIHMHHOTO Mo3ra. B cBs3m c
BBICOKOW TOKCHUYHOCTBIO JIEKCAMETA30HA B BBICOKOH J03€ Y MOKHIBIX OOJIbHBIX BO3MOXHO CHIKEHHE
J03bl TIperapara WM ero 3ameHa Ha npenHusosioH. [lomaep:kuBaromias tepamnus 60pTe30MUOOM
YBEJIMYMBAET YACTOTY JOCTHKeHUsl NoiHbIX pemuccuii (I1P), BekuBaeMocTh 0€3 mporpeccupoBaHus
(BBII), B oThenbHBIX HCClenOoBaHUSAX 0OIIyl0 BbDKMBaeMoCcTh (OB), HO uid WCMOJIB30BaHUS B
KaueCcTBE CTaHJapTa y MOKWIbIX OOJBHBIX HEOOX0IUMO OoJiee ATUTENbHOE HAOTI0ICHNE.

e PexomeHnayercsi: BKIIIOUEHHE B IPOTPAMMbI TEPAIUU Iperapara OeH1aMyCTHH.
KomOunamus 6engamyctiHa ¢ mpeaHu3oiioHoM (cxema BP) HenmaBHO BBeneHa B apceHal JIeueHHS
OOJBHBIX C BIEPBBIE AUArHOCTHpoBaHHOW MM crapiie 65 neT, He SBISIOMUXCA KaHAUIATaMU IS
nposeaeHus  BJXT, ¢  KIMHUYECKMMM  TPOSBICHUSAMU  HEUPONATHUH, INPENATCTBYIOLICH
UCIOJb30BaHUIO Tepanuu 6opre3omubom. [Tokazana Gonee Bricokas yactota [IP u Gonee anutensHas
MeMaHa BpPEMEHH JI0 Hey/ad JIEUeHUs IPU Hcnoib3oBanuu BP, yem npu ncnoss3oBannu cxeMsl MP,
HO IIpU 3TOM HE BBISBIEHO yny4diieHus OB.

o Pexomennayercsi: s JeYEHHs TOXWIBIX OOJBHBIX C BIEpBbIE IUArHOCTUpOBaHHOM MM

MPUMCHCHUC NTPOTrpaMMbl Ha OCHOBC JICHAJIMAOMUJIA: JICHAJIMIOMU/JT C ICKCAMCTA30HOM B HU3KOI
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no3e (cxema Rd), coueranme nenanmumomuna ¢ mMendaraHoM U MpeaHu3oJoHoM (cxema MPR).
Jleuenue mo cxeme MPR ¢ mocnemyromield moaaepKUBAOIMIEH Tepanued JIeHATHIOMHUIOM **
MPEBOCXOUT 10 AP deKTUBHOCTH Xumuotepanuio MP, Bxirouas gacroty I1P, BBIL.
Ocoboe mecto B siedeHMH MM 3aHMMaeT BEICHHUE MOXKUIBIX OCIHA0ICHHBIX OONbHBIX. [lomymnsius
MOKWIBIX OOJIbHBIX TE€TEPOTCHHA, BKIIOUAET KaK COXPAHHBIX OOJBHBIX, HAXOISAIIMXCA B XOPOIIEM
(DU3HYECKOM COCTOSIHUM MHOTHE TOJbI, TAaK M OCIAOJCHHBIX MAIMCHTOB HYXIAIOIIUXCS B TTOMOIIIH.
KiroueBoil mpoOnemoil jeueHus: MOXKUIbIX U OCHa0JeHHBIX OOJIbHBIX SIBJISETCS IMEPEHOCUMOCTh
nedenus. Ilpu BbIOOpE cXeMbl JIeYEHUST M COOTBETCTBYIOIIMX JI03 IIpenaparoB HEO0OXOJAMMO
YUYUTBIBaTh BO3pacT. Bo3pacT 75 yer u crapiie oka3blBaeT HETAaTUBHOE BIMSHHUE HA PE3YJIbTAaThl
nedenus. Kpome Bo3pacTta Ha BEIOOP CXEMBI JI€UEHUS BIUSAIOT TaKUE HEOIAronpusaTHbIE (PAKTOPbI Kak
KOMOPOHMIHOCTh, aCTCHHU3alUsl, HATMUKME MPU3HAKOB WHBATUIHOCTH. KOMOPOUIHOCTE ompenensieTcs
M0 TPHUCYTCTBUIO 2 H 0o0jiee COMYTCTBYIOIIUX OO0JE3HEH, MEIWIIMHCKUX JIHArHO30B (BKIIIOUAs
MaTOJIOTHIO TIOYEK, JIETKUX, IMEYEHHU, CEPJla, KEIYA0YHO-KHUIIEYHOTO TpPaKTa, KOCTHOTO MO3Ta).
Hanmuuwe 2 u Gosnee comyTcTBYIOMMX 00JIe3HEH TOBOPUT O HECOXPAHHOCTH MAIlMeHTa. ACTEHU3AIUsI
(0c1abIeHHOCTh) XapaKTepu3yeTcs HalndueM 3 U 00Jiee OCHOBHBIX NMPU3HAKOB: CIa00CTH, TOTEpU
Beca, HU3KOM (PU3NUECKOW AaKTUBHOCTH, IIJIOXOW BBIHOCIMBOCTHIO M MEIJEHHOW TOXOJKOM.
NuBamuaHOCTh (O6€CIIOMOIITHOCTD, HETPYJAOCHOCOOHOCTh) BKJIIOYACT (U3MYECKHE U MEIUIIMHCKUE
paccTpoiicTBa, 3aTpyIHEHHUS B 00eCTIeYeHIH JINYHON TMTUEHbl, pellIeHu ObITOBBIX 3a/1a4. [lanrentam
0e3 HeOmaronpusITHBIX (AKTOPOB, CIEAYyeT Ha3HAYaTh JICYEHHE B MOJHOM J03€, B TO BpeMs Kak JUls
MalMEeHTOB, MMEIOIIMX IO KpaHeW Mepe, OAWH HeOJarompusaTHBIA (akTop (Bo3pact > 75 Jer,
COIMyTCTBYIOIIME 3a00JieBaHUsA C HapylleHHeM (YHKIUU OpraHoB, aCTECHU3ALUIO WIM MPU3HAKU
MHBAJIUJAHOCTH ) PEKOMEH/IyeTCsl COOTBETCTBYIOIIAs PEAYKIUS 03 Mpernaparos.
e PexoMenayercsi: Ipu JICUSHUH MOXKHIIBIX O0CIa0ICHHBIX OOJBHBIX CHUXKATh 1036l OOpTEe30MUOa
10 1Mr/m2 wnu BBoauTh ero 1 pas B Heaemo (tadi. 4)
Jlo3bl Mendanana ¥ NpeHU30JI0HA TAKKE JTOJIKHBI OBITh CHIYKEHBI.

Tabéuanua 4. PekoMeHaauu no CHUKEHUIO J103 MPEnapaToB y NOKUIBIX 00J1bHEIX MM

YpoBeHb 1035l

JlexapcTBeHHBII 0 1 2

npemnapar

Boprezomuo** 1,3 mr/m2 1,3 mr/m2 1 pa3 B 1,0 mr/m2 1 pa3 B
aam: 1,4,8,11 HEOEII0 HEIETIO
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KaXble 3 HEIEIN ITHU: 1,8,15,22 JTHU: 1,8,15,22
Kaxable 5 Hemenn Kaxaele 5 Hemenn

Jlenamunomur** (c 25 Mr/neHn 15 mr/nenn 10 mr/neHn
JIEKCaMeTa30HOM **) e 1-21 e 1-21 mau: 1-21

Kaxaple 4 Hemenu Kaxaple 4 Hemenu Kaxaele 4 Henenu
JlekcameTrazon™* 40 mr/neHn 20 Mr/menn 10 mr/mens

JHU: 1,8,15,22 ITHU: 1,8,15,22 ITHU: 1,8,15,22

Kaxabele 4 Henenun Kaxple 4 Hemenu Kaxaple 4 Hemenu
Mendanan** 0,25 mr/xr wim 9 0,18 mr/kr wmu 7,5 0,13 mr/kr wm 5

mr/m2 Mr/m2 Mr/m2

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

Kaxaple 4-6 Henenp Kaxnple 4-6 Hemenpb Kaxnele 4-6 Henenb
[Ipeaauzomon™* 60 mr/m2 1-4 nun 30 mr/m2 nuu 1-4 15 mr/m2 naum 1-4
Huxmnodochammmg™* 100 mr/neus 50 mr/nens 50 mr uepes JeHb

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

Kakaple 4 Henenu Kaxnple 4 Henenu Kaxaple 4 Heneau

o Pexomennayercs: Tepanus MendananoM u npeaHu3onioHoM (MP) y mokwibix OOJIBHBIX €

HEYJOBJIETBOPUTEIbHBIM  (DU3MUECKUM COCTOSHHEM, COIYTCTBYIOUIEH MAaToJOTHel, Mpu
HenepeHocumocTu 0oprezomuba. Takxke MoxkeT ObITh Ha3HAUEHA Tepanus HukiopochamMugom u
MIPETHU30JIOHOM.

Pexomenayercsi: MpUMEHEHHE JEKCAMETa30HA B BHICOKHX J103aX B Ka4eCTBE KPATKOBPEMEHHOM
TEpanmud OTHENIbHBIX TAIMeHTOB C THUIEpPKaIbI[MEMHUEH, TOYEYHOH HEIO0CTaTOYHOCTHIO,

[UTOTIEHUEN, KOMIIPECCUE CIIMHHOTO MO3Ta, Tpedyroleii nposeneHus gokansHou JIT.

15



JleyeHnue 00JIbHBIX ¢ BIIepBble IHATHOCTHPOBaHHOI MM, KaHANAATOB HA BHICOKO/I03HYI0
XMMHMOTEPANHUIO ¢ MoCcJeyolel TpanciianTanuei ayrojaornaabix I'CK

o Pexomenayercsi 601bHBIM B Bo3pacTe A0 60-65 jieT, KOTOPbIM BIIEPBbIE YCTAHOBJIEH TUArHo3
MM, wuCX0AHO MOTryT paccMaTpuUBaTbCcs B KauyeCTBE KaHIUAATOB Ha BBICOKOJO3HYIO
KOHCOJIMJAIINIO,  BKJIIOYAIOIIYK0  OJHY WM  JBE  TPAHCIUIAHTAMU  ayTOJIOTMYHBIX
re€MOIIOATUYECKUX CTBOJIOBBIX KJIETOK.

o Pexomenayercs: nmanuentaM 65—70 €T ¢ XOpOIIMM COMAaTHYECKUM CTAaTyCOM M OTCYTCTBHUEM
COITYTCTBYIOIIMX 3a00JIEBaHUIN TakK€ BO3MOKHO BBITIOJHEHHE BBICOKOJO3HON KOHCOJIMAALUU
MengaiaHoM.

Bo3pactHele orpaHuueHuss OOYCIIOBIEHBI TE€M, 4YTO Yy TMOXKWIBIX OOJIBHBIX BO3pPAaCTaeT PUCK
TpPaHCIUIAHTAaHT-ACCOIIMMPOBAHHON JieTadbHOCTU. OCOOEHHO 3TO BaKHO JJISi BO3PACTHOM KaTeropuu
Oonee 70 ner, mpu KOTOPOW YKa3aHHBIA PUCK MOXeT aocTurate 8%. MuenomHas Hedpomatus
(BKIIIOYAsl TMAIM3-3aBUCUMYIO MOYEUHYI0 HEJIOCTaTOYHOCTh) HE SIBJISIETCS MPOTHUBOIOKAa3aHUEM JUIsS
BBITIOJIHEHUS] BBICOKO/I03HOUM xumuorepanuu ¢ nociuenyromeit ayro-TI'CK. Ilamment moxer ObITh
HaIpaBJICH B TPaHCIUIAHTALIMOHHBIA LEHTP, PACIONAralOniuii BO3MOYKHOCTBIO IPOBENCHUS

reMoauaiansa.

NHAYyKIUOHHBIN 3Tall Tepanum.
e He pexomeHnayercsi BKIIOUEHHE B MHIYKIMOHHBI 3Tam Tepaludyd CXeM, COAEpKalIuX
MendanaH.
e He pexomeHnayercsi Ha 3Tane WHAYKUUU NpoBeaeHue Oosiee 4-6 KypcoB JICHAJIUIOMM/I-
COJIepKalIUMU MPOTpaMMaMH.

Haubonee npuzHaHHBIMU CXeMaMU UHAYKIIMOHHOHN Tepanuu sBistores VD, PAD.

VCD

e PexoMenayercsi ucCnosib30BaTh TpUIIETHI, BKIIOYAIONIME OOPTE30MHO CUMUTAIOTCS CAMBIMU

3pPEeKTUBHBIMU peXUMaMHU, T.K. UMEIOT 0oJbIIyI0 3¢exkTuBHOCTD, ueM VD.

Ecnu orBer Ha | NMHUI0O MHYKIMOHHOM TEpanuy HEAOCTATOYHBIM, T.€. HE JOCTUIHYTa I10 KpalHen
Mepe yactuuyHas pemuccus (UP), nenecoobpazen mepexon Ha Il muHHMIO MHIYKIIMOHHOW Tepamuu —
neHanugomua-conepxkamme kypcst VRD, RAD, RCD, RD/Rd. [Tockonbky neHanuaoMu oOiagaer
MUEJIOCYIPECCUBHBIM  dPPEeKTOM, MOOMIM3aNNUI0 H CcOOp ayTOJOTHYHBIX  T'€MOMO3ITUYECKUX
cTBOJIOBBIX KJeTOK (ayTo-I'CK) menecooOpa3Ho BBITIONHATE TOCe 4-TO JEHATUAOMUI-COACPIKAIIETO

Kypca. B Ta6J'II/II_Ie 5 OpCACTaBJICHBI NPCANNOYTHUTCIIbHBIC CXCMbI HHAYKITUOHHOT'O 3TAalla TCPpariiu.
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KonnuectBo KypcoB HMHAYKIMOHHOM TEpanuy OIpPEAEseTCs] MPOTHUBOOIYXOJIEBBIM OTBETOM Ha
JIEYEHHUE U COIVIaCOBBIBAECTCSA C TPAHCIUIAHTAMOHHBIM LieHTpoM. [lanumentsi, nocturmwue [P wmm
OXYP mnocne MHAYKIMOHHOW TepamuM, IOJDKHBI pacCMaTpUBATBCA B KauecTBE OO0sA3aTeIbHBIX
KaHJIUJATOB Ha BBINOJIHEHUE AyTOJOTMYHON TpaHCIUIaHTAauuu. VIMEHHO B 3THX CilydasX BO3MOKHO
JOCTHKEHHE MAKCHMaJbHOIO J(P@eKTa OT KOHCOJMJAIMK MendaraHOM B BBICOKMX J03aX U
3HAYUTEIIBHOTO  YBEJIMYEHMsS] BbDKMBAEMOCTH OOJBHBIX 0€3 NPHU3HAKOB IPOrPECCUPOBAHUS
3a00JICBaHMUs.

Tabmmpma 5. CxeMbl UHAYKIMOHHOW Tepanuu Yy OOJIbHBIX, SIBISAIOLIMXCS KaHAMJATaMU Ha

BoInoTHEHUE ayTo-TI' CK.

HpezmhouTeﬂbele cxeMbl | TuHuM TEpaluu:

Bboprezomub/nmknodochamun/ nekcamerazon (VCD)
Boprezomub/mokcopyourun/ nekcamerazon(PAD)

Bopre3zomud/nexcamerazon(VD)

IIpeanouruTeabHbie cxembl || mHMM Tepanuu:

Jlenamunomu/ nekcameta3zoH(RD/Rd)
Jlenamumomu/60pre3omud/ nekcamerason (RVD)
Jlenanuaomu/ mokcopyourua/nekcamera3on (RAD)
Jlenamunomu/nmkiopocdan/nekcamerazon (RCD)

Jlenamunomu/mmknodocdan/mpenanuszosion (RCP)

I[OHOJIHI/ITQJIBHLIG BO3MOKHbI¢ HHAYKINHOHHBIC CXE€MbI:

DCEP, DHAP, VD-PACE (uucrminaTuH-coaepKarime)

Bo Bcex npencTaBieHHBIX cXeMaxX ONTUMAJIbHBIM SBJISIETCS TIOJIKOXKHOE BBE/IEHHE OOPTE30MHUOa .
IIpu pe3sucTeHTHOM TeueHMM 3a00JeBaHMs JAJbHEHIIAs TaKTHKa TEpanmuu OMpeesseTcs JedyalluMm
BpauoOM, BBICOKOJO3HBIE METOJbl JIEYEHHUS MOTyT ObITh TNPUMEHEHbl Ha YCMOTpPEHHUE
TPaHCIUIAHTALIMIOHHOI'O LIEHTpA.

e Pexomenayercs TpaHCIUTaHTAIIMOHHBIHN 3TaN Tepanuy, KOTOPBIM BKIIOYAET B ceOA:

1. MmoOunm3anuio u cO0p reMOMOITHIECKUX CTBOJIOBBIX KiIeTOK kpoBH (I'CK).
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Hauboiee 4acTo UCHOJB3YEMBIM  PEKUMOM MOOWIIN3aUU SBIISICTCA coYyeTaHue
XMMHUOTEPANeBTUYECKUX MpenapaToB (uame Bcero nukiodochamuma** B moze 2-4 1/M2, peaxo
nutapabuna**, xypcos CAD, DPACE, VD-PACE, DHAP wu 1p.) u rpaHy/lIOIUTapHOTO
kKoJoHuectumynupyromero ¢akropa** (I'-KCD B moze 5 mkr/kr/cyr). B HexkoTopeix cimydasx I'-
KC®** mpumensiercst B MOHOpEKUME Ha (poHE CTaOMIIBHOTO COCTOSIHMSI KpoBeTBOpeHHs (B mo3e 10
MKr/kr/cyt). [Ipu HegocTarouHo 3(h(heKTHBHOCTH MOOMIHM3AIMH WU MIPH POBEACHUHU €€ TIOBTOPHO
BO3MOJKHO BKITIOUEHHUE B PEKUM TIpenapara riepuxcadop.

2. BbIcOKHE 03B Mendanana (200 Mr/M2) ¢ mocieayromeld TpaHCTUIAHTAIIUEH ayTOJOTUIHBIX
I'CK.
WuTepBan or MOOMIHM3AIMU /0 Hadaia MPEATPAHCILIAHTAI[MOHHOTO KOHIUIIMOHUPOBAHUS JIOJDKEH
cocTaBiATh OT 2 110 6 Henmenb. [Ipu BeipaxkerHoM Hapymennn ¢GyHknun nodek (CK® < 30 mur/muH),
HO HEe TpeOyIoleM MPOBEASHUs reMoJnalin3a, a Takxke OOJIbHBIM cTapiiero Bospacta (65-70 ner)
nenecooOpa3Ho cHWwkarh A03y Mendarana a0 140 mr/m2. Jins manWeHToB, HAXOMSANIUXCS Ha
MpOorpaMMHOM TeMmouanuse, 103y mendamnana (140-200 mMr/m2) ompenensieT TpaHCIUIAHTAIIMOHHBIN
neHTp. ['emoauanu3 npoBoautcs B —4-i, —2-i (nmepen BBeneHneM Mendanana) U B 0-i geHb (Tiepen
TpaHcy3uel JeKOKOHIIEHTpaTa). B mocnenHue roapl HEOJHOKPATHO 0OCYXK/IaJCs BOMPOC O CPOKAX
BoIOTHEHUST ayTo-TI'CK — HemocpeacTBEHHO mMocie 3aBEpIICHHUS WHIYKIIMOHHOTO 3Tama (paHHSs
ayro-TI'CK) wnm ke nipu paszputuu peruauBa (mo3nuss ayro-TI'CK). PesynpTaThl mcciemoBaHust
PETHEMA, IFM u EMN noka3anu 04€BUJHOE MPEUMYILECTBO PAHHEH ayTO-TpaHCIUIAHTAIMU I10

CpaBHCHHIO BBIIIOJTHCHHUEM €€ B KAUCCTBC «KTCPAIIUU CITACCHU ).

JTan KOHCOJUAHPYIOLIEro JieYeHU s
[enpr0 KOHCOMMAMPYIOIIEH Tepanuu SIBIASETCS MOBBIIIECHUE KA4eCTBA MPOTUBOOIYXOJIEBOIO OTBETA,
JOCTUTHYTOT'O Ha MPEIbIAYIINX dTanax JCYeHUsI.
o PexomMenayercsi npoBeeHUE OTPaAaHMUYEHHOIO 4HUCIAa KYpCOB IpenaparaMd B MOJHBIX 033X
(mampumep. VCD, RD, VRD). Bompoc 0 He00X0AMMOCTH NMPOBEACHUS KOHCOMUAAINN PEIIASTCS
B TPAHCIUIAHTAI[MOHHOM IIeHTpe. KoHCOMMIupPYIOUIyl0 Tepanuio MenecooOpa3Ho HAaYUHAThH
yepes 3 wMecsna mnocne ayro-TI'CK, mocrne monydeHHs pe3yiabTaTOB KOHTPOJIBHOTO
o0crenoBaHus, MOATBEPIUBIIETO OTCYTCTBUE TPOTPECCHH 3a00IeBaHMUS.
¢ PexomeHayercsi: B KaueCcTBE KOHCOJMIAUPYELIErO ATala IMPOBEICHHUE BTOPOUW AyTOJIOTMYHOU
TPaHCIUIAHTALIAH.
B oTHOLIEHMM BBINIOJHEHUS BTOPOM ayTOTpaHCIUIaHTAUMM npu MM 10 Hacrosiero BpeMEHU He
JOCTUTHYTO €IUHOIO0 MHEHMS, XOTS 3HAYUMBIE IPEUMYIIECTBA JBOMHOM ayTOTPAaHCIUIAHTALMU
npeacTaBieHbl B uccienoBanusx B.Barlogie. TanmemHuas ayroTpaHCIIaHTaIUsl COTPOBOXKIANIACH

JIydlIUMHU pe3yJibTaTaMU 110 CPaBHCHUIO C OI[HOKpaTHOﬁ TpaHCHHaHTaHI/Ieﬁ u CTaHHapTHOﬁ

18



tepanuei. I[IFM nokasana, 4To BTOpas ayToJIOrM4Has TPAHCILUIAHTALUS IIPEJOCTABIISET IPEUMYILIECTBA
B BBDKHMBAEMOCTU TOJIBKO Y MAIMEHTOB, HE JOCTUTIIUX Kak MuHuMyM OXYP mocne mepBoil ayro-
TPaHCILJIAaHTALUH.
NCCN Multiple Myeloma Panel (2014 r.) pekoMeHIyeT cOOHpaTh ayTOJIOTHYHBIE TEMOIIOITUUCCKHE
KJIETKU y BCEX MAIMEHTOB, PACCMAaTPUBAEMbIX B KaUECTBE KaHAWJATOB HA TPAHCIUIAHTALUIO, IPUYEM
B KOJIMYECTBE, JIOCTATOYHOM JUIsl BBIMOJHECHUs JBYX TpaHcrurantamui. CormacHo NCCN Multiple
Myeloma Panel (2014 r.) peanusarsi JBOWHOW TpPaHCIIAHTAIMM MOXET OOCYXIAThCs Ui BCEX
MAUEHTOB, SBJSIIOIIMXCS KaHAUJaTaMu Ha ayTroTpaHcIulaHTanuio. [Ipu 3ToM Uid ManueHToB, y
KOTOpBIX IOCJIE€ NEpPBOW TpaHCIUIAaHTAllMM He Oblna aocTturHyra kak MuHuMym OXYP, Bropas
ayTOTpPaHCIUIAHTALUs SBJSETCS Tepanuel BplOopa. B GONBIIMHCTBE TpaHCIIAHTALIMOHHBIX LIEHTPOB
OOBIYHO BO3EPKUBAIOTCSA OT MPOBEACHUS BTOPOW TpaHCIUIAHTAlMM B OJMKallllue CPOKU IOCIe
nepBoil. IT0 0OBACHAETCS HAAEKIOW KIMHUIMCTOB HAa TO, YTO MPUMEHEHHWE HOBBIX NPENaparoB B
MHIYKIMOHHOM Tepanuu, a Takke IpU JICUEHUH PEeLUINBA, TIO3BOJUT JOCTHYb TaKUX K€ PE3yIbTaTOB,
KaK ¥ IIPU BBINIOJIHEHNH JBOMHOMN ayTOTPAHCIUIAHTALIAH.
B cnayyae npuHSATHS ~peumieHUs O  BBIIOJHEHWM  TAaHAEMHOW  TpaHCIUIAaHTAllUM  BTOpas
ayTOTPAHCIUIAHTALlMsl OCYIIECTBIISIETCS B TeUeHHE 3-6 MecsleB Mocie MepBoil (OTCUET BelIeTcsl OT
natel nepenuBanus CD34+ kimerok). OnTuManbHbIe CPOKH JIJIsi BTOPOW TpaHCIUTAHTAI[UU — 4Yepes3 3
Mecsila Mociie MepBoO.
[TpyuymHB yBeTMUYECHHS HHTEpBaa 10 6 MecsieB (HO He 00Jiee) MOTYT OBITh CIICTYIOIIHE:

1. nnmuTenbHO COXpaHSIOIIAscs IOCHe TEpBOM  ayTOTPaHCIUIAHTALIMM  HEUTPONEHUS WM

TPOMOOIMTONICHUS
2. octpas (a3za remaruta (TOKCHYECKOTO, BUPYCHOTO)
3. uH(EKIMOHHBIC OCIIOKHEHUS (0aKTepuaibHbIe, BUPYCHBIC, TPUOKOBBIC), BO3HUKIIHE Yepe3 2-3
Mecsla nocie NePBOil AyTOTPAHCIUIAHTALINN

4. acCTeHUYECKUU CUHAPOM, COXPaHSIONIUNCS TOCIIE MEPBOIl ayTOTpaHCIIIIaHTAIIMH

5. obocTpeHHe XPOHUYECKUX 3a00IeBaHUM
[IprurHamMu 0TKa3a OT BTOPOU TPAHCILIAHTALIMU, KPOME YKa3aHHBIX BBIIIE, MOTYT OBITh:

1. pannwuii penuaus (mporpeccupoBanre) MM B Tedenue nepsoro rojaa nocie TT'CK

2. HexenaHue OOIBLHOTO

3. HeIOCTaTOYHOE M TpaHCIUIaHTauu konudectBo CD34+ kineTok

JTan noaAepKUBaIOIICH Tepanun
[MonnepxuBaromasi Tepanusi HampaBieHa Ha MOJaBlieHHEe NpoJu(eparul OCTaTOYHOIO KIIOHA
OIyXOJIEBBIX KJIETOK M BBINOJHIETCA C IENbI0 NpeaynpexIeHus peuuanBa 3alojeBaHus. B

HaCcTOAlICC BpEMA PAAOM KPYHHBIX MHOT'OLICHTPOBBIX HCCIeIOBaHUM IIOKa3aHO 3HAaYE€HUE
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[IOJUICPKUBAIOIICH  Tepaluy, Ha3HA4aeMOW IIOCIE€ IMEepBOM MIM  BTOPOM  ayTOJOTHYHOMU
TpaHCIIJIAaHTALUH.

o PexoMeHnayercsi HCIIONb30BaHME B KauecTBE IOJJEPKUBAIOLIEH Tepanuu Ipenapara

6oprezomuod B 03¢ 1,3 Mr/M2 kaxkaple 2 HeeIu B TeYeHUE 2-X JIET WU JI0 IPOTPECCUU.

WccnenoBaTenbckue HEHTPHl NPEACTABISIIOT yOSAUTEIbHBIE JaHHBIE IO YBEIMUYEHHUIO IOKa3aTelseil
BbIKMBaeMocTu 0e3 nmpusHakoB nporpeccuposanus (BBII), Bpemenu no nporpeccuposanus (BAIL) u
obmeit BepkuBaemoctd (OB). Cormacmo IMWG,nomnepxuBaromas Tepanusi  00pTe30MHOOM
1esecoodpa3Ha TOJIBKO B CIIydasX JOCTH)KEHHUS OTBETa Ha MIpenapaT Ha dTare WHAYKIHH, OJHAKO
JUINTENbHOE MpUMeHeHue npenapara nocie ayro-TI'CK (B TedeHue 2-x jeT) moTpedyeT penyKuuu
o036l npernapata y Tpetu 6onpHbIX. ['pynma HOVON mokazama, 4To moep KUBaromias Tepamnus
oopre3omudom nocie ayro-TI'CK adpdextrBra y manuentos ¢ dell7p.

o PexoMeHnayercsi HWCIONBb30BaHME B KauecTBE MOJAECPKUBAIONIEH Tepanmuu Ipernapara
neramuaomMun B 1o3e 10-15 mr/cyT mo mporpeccum.

[ToanepxuBaromas Tepanus JCHATUIOMUIOM COIPOBOXAAETCA YIIOBJIETBOPUTENILHOM
MIEPEHOCUMOCTBIO C YMEPEHHOM TIeMaTOJIOTHYECKOW TOKCHUYHOCThIO, 0€3 yBEeJIUYeHHUsS Cly4yacB
HEHPOTOKCUYECKHX, TPOMOOTHYECKMX M HH(EKIMOHHBIX Oclo)KHEeHUH. OnHaKo BEpOSTHOCTH
BO3HHMKHOBEHHUS BTOPBIX OMyXoJiel Ha (hoHE ATUTENLHOTO MpHeMa JICHAIHJIOMUAA 3acTaBiseT Bpauen
Y MalMeHTOB B3BEUINBATh JIOCTOUHCTBA MOICPKUBAIOLICH Tepanuy JCHAIUIOMHUIOM IO OTHOLIEHUIO
K HU3KOMY, HO BCE K€ MMEIOIIeMY 3Hau€HUE PUCKY BTOPBIX omyxojeil. B HenaBHem mera-aHanmuse
BCEX PaHIOMU3UPOBAHHBIX HCCIEAOBAHMM, CPABHUBAIOIIMX JICHATUAOMU] C M1ane0o, KOTOPbIi ObLI
npeacraBiedr Ha ASCO 2016, Obulo MOKa3aHO, YTO HCIIOJIB30BAHUE TOJACPKUBAIOIIEH Tepanmuu
neHamuaomuaoM rnocie ayro-TI'CK mo mporpeccuu 3a0osieBaHUSI UMEIO 2,5-J€THEE MPEUMYIIECTBO
HaJ 1manedo, ¥ 9To MPEUMYIIECTBO MPEBBIIIAIO PUCK PA3BUTHS BTOPHIX OITYXOJICH.

o PexoMenayercsi npumeHeHue HHTepdepoHa A MOAACPKUBAIOIIECH TEparuu MOCIe ayTo-
TI'CK. HUnatepdepon o-2b nHazHawaercs m/k 3 pasza B Hepenmto mo 3 000 000 ME B Teuenue
JUIUTEIHHOTO BPEMEHHU ([0 pelurBa WM MPOTPECCUPOBAHUS, HO HE MEHee S5 JieT). DTOT BHU]
MOJJICP)KUBAIOIIEH  Tepamuu  MOKET  paccMaTpuBaThCsd Yy  OOJIBHBIX,  KOTOPBIM
ayTOTPAHCIUIAHTALlMS BBIMIOJIHATACH Ha (OHE MOJTHONH UMMYHOXMMHUYECKOM DPEMHUCCHUU WIH
KOTOPBIM HEBO3MOXHO IIPOBEJCHHE NTOAJIEP/KUBAIOIIEH TEPAIIUU APYTUMU IperapaTaMy.

[Tocne ayroTpaHCIUIaHTALMU HOJIEPKUBAIOIIYIO TEPANUI0 peKOMeHayeTcsl HazHauaTh depe3 90-100
nHer mocne mnepenuBaHus ayrojoruunbslx ['CK. IlpenaputensHo mnpoBoauTcs o0cieoBaHue
O0JIBHOTO JJISi TOJTBEPXKJIECHUS COXPAHSIOIIErocs IMPOTUBOOIYXOJIEBOIO OTBETa U OTCYTCTBHUS
nporpeccupoBaHusi  3abojeBaHus. B IeHTpax, TJOe  ecTb  BO3MOXHOCTb  IPOBOJUTH
UMMYHO(EHOTHITUPOBAaHUE WM CEKBEHHPOBAHHWE HOBOTO TIOKOJIEHUS KJIETOK KOCTHOTO MO3Ta,

11e71eco00pa3HO BHIMOIHITH MOHUTOPUHT MUHHMANbHON ocTtatouHoil 0osne3nu (MOB) y GoNbHBIX,
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JOCTUTIINX NOJHOW pemuccuu. Bo3zmoxxHo, uMeHHO pe3ynbratel MODB MoBIMSIIOT HA TaKTUKY
MIOCTTPAHCIUIAHTAI[MOHHOM Tepanuu.

Jleuenue peuuausos MM
PermiuBbl mpu MHOXKECTBEHHOM MHeEJIOME HEH30€KHO HACTYNalT y OOJBIINHCTBA OOJIBHBIX.
[loxkazanueM K Hauyaldy JIeYEHUS SBISAIOTCA [PU3HAKM  KJIMHMYECKoro peuuausa. Ilpu
MMMYHOXMMHUYECKOM pPELUJIUBE WM NPOTPECCUPOBAHMM, KOIJlAa OTMEYAaeTCs HapacTaHWe YPOBHS
MOHOKJIOHAJILHOTO ©O€JKa MpU OTCYTCTBMM KIMHUYECKMX CHUMITOMOB, XapakTepHbIX miusi MM,
olpaB/laHa BbDKUJATENbHAs TaKTHKa. B0300HOBIEHHME XMMHUOTEpPANlMM B 3TOM CUTyallMH IOKA3aHO
TOJIBKO MU OBICTPOM HapacTaHWU MaparpoTenHa.
Bre16op mporpamMmel Jie4eHUs PELUANBOB 3aBUCUT OT 3(PPEKTUBHOCTH NPEALIECTBYIOLIEH Teparuu,
JUINTEIbHOCTH PEMHUCCHM, COCTOSIHMS UM BO3pacTa IalMeHTa, COIMYTCTBYIOUIEH MaTOJIOTUH U
OCJIO)KHEHHUH, COTIPOBOXKIABIINX ITEPBOHAYATBHYIO Tepamnuto. [Ipu nmo3maux penuansax (cmycts 6 - 12
MeCsIEB TOCIe OKOHYAHUS MPEAIIECTBYIOLIEro JIEYeHHs]) BO3MOKHO BO30OHOBJIEHHME MEPBUYHOM
tepanuu. [Ipu panHux peunuausax u pedpaxrepHoit MM HeoO6XxoauMa cMeHa MPOrpaMMBbl JICYEHHUS C
BKJIFOUEHHEM TIpenaparoB ¢ JpyruMm mexanusmom paeictBus. [loBropuyro BJIXT ¢ ayroTI'CK mpu
peruauBe 1eIeco00pa3Ho MPOBOJAUTE TOJIBKO B TE€X CIydasx, €ciu pemuccus mnocie nepBoid BIAXT
MpoJ0JBKAIACh 2-3 Toa.

o PexoMeHnayercsi: mpoBeJeHNE TEpalnuy C BKIIOUEHHEM B CXEeMY JieueHHs OopTe3omula Kak B
MOHOpPEXHME, TaK U B COYETAHUHU C IEKCAMETAa30HOM H/HIIM XUMUOTIPErapaTaMH.

[Iporpamma VD paccmaTpuBaeTcss OHUM W3 CTaHIAPTOB JIYCHHUS peluInBoB/pedpakreprori MM.
Taxoke BO3MOXKHO IIPUMEHEHHUE IPYTUX Iporpamm ¢ BKIroueHuem coprezomuda (VMP, PAD).

e PexoMenayercsi JiedeHHE C  UCIOJb30BAaHMEM JIByX IpemaparoB  Oopre3oMud U
MErMJIMPOBAHHBIN JIMITOCOMAIbHBINA NOKCOpYOHIHMH. [Ipu Mcrmonp30BaHMU JaHHOW KOMOMHAIIMU
3HAQUUTENIbHO YyBeauuuBaroTcs Menuana BJ/III m mponomkuTenbHOCTh OTBETAa HA JICUEHHUE IO
CPaBHEHHUIO C OJTHUM OOPTE30MUOOM.

e Pexomenayercsi komOuHaiuss 6opresomuda ¢ nukiaopochamunom u nexcamerazonom (VCD,
CVD), xotopas »¢pdextuBHa y 75-82% mnanueHtoB ¢ peruauBamMu MM, a Tak xe obnamaer
YMEPEHHO BBIPAKEHHON TOKCUYHOCTBIO.

o Pexomennyercss nedeHue penuaIuBOB M pedpaktepHOoi MM KOMOMHUpPOBAaHHON Tepanuei
JICHAJTMIOMHUJIOM U JIeKCaMeTa30HOM, OOIIMI OTBET mpu KOoTopoil gocturaer 60%, mosiHble U
MIOYTH TOJIHBIE PEMHUCCUH MOTYT OBITh NOJy4eHbl Y 24% 60bHBIX, a Meauana OB cocraBuna 35
Mec.

Cy1ecTBYIOT JaHHBIE, YKa3bIBAIOIIUE HA TO, YTO UCIIOJIb30BAHNE JIEHAIUIOMHU/A C IEKCAMETAa30HOM

IpU MepBOM penuauBe Oosee 3PPEKTUBHO, YeM HMX MPUMEHEHHE IOCJI€ MHOTOKPAaTHBIX KYpCOB

Tepanuu cniaceHus. s nedenuss 601pHBIX MM ¢ monuHeiiponaTHel cienyeT OTaaBaTh
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NPENOYTeHNE CXeMaM Ha OCHOBE JICHAIMIOMH/A, B TO BpeMs Kak y OOJIbHBIX ¢ TpoMOO3aMH B

aHaMHe3e, a TaKKe I0YEYHOM HEI0CTaTOYHOCTHIO OOJIbllIe MOAXOJAT HPOrpaMMbl Ha OCHOBE

6oprezomubda. Y 60mpHBIX MM ¢ MOYEYHO HEJOCTATOYHOCTHIO TAKXKE MCTIOJIB3YIOT MIPOrpaMMbI Ha

OCHOBE O€HJIaMyCTHHA, Kap(hui3oMuoda.

e PexoMmenayercsi mepesn HavaqoOM TEpaluM JCHATAIOMUIOM HEOOXOAMMO OIEHUTH (PYHKITHIO
MOYEK U MPOBECTH COOTBETCTBYIOIIYIO KOPPEKIIMIO 103bI IIpenapara (Tadi. 6).

Tabauma 6. PexoMeHmanuu 1Mo KOPPEKIMH 03I JICHAIMIOMHUIA B 3aBUCHMOCTH OT KIMpPEHCa

KpeaTHHHHA.

Kimpenc kpeatununa (KK), Jo3a jqeHanupomuaa

MJI/MMH

>50 25 mr 1 pa3 B JicHb

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

KK <30 15 mr uepe3 aeHb

KK < 30 (Tpebyercs 5 Mr 1 pa3 B neHb (B JHU reMoAHMAIA3a TOCIE MPOLETYPHI
reMO/IHAJTN3) reMoIralIn3a)

I[Ipu neyenuun  neHanmuaOMUIOM  OOMbHBIX MM ¢ MOYEYHOM  HEAOCTATOYHOCTHIO
HEOOXOIUM TIATENbHBIA KOHTPOJIb 3a IMOKa3zaTelsIMH KPOBHU H3-3a 0oJiee 4acTo pas3BHUBAroOIIeics
MUEJIOCYNPECCHH B MPOIECCE JIEUCHHs], YeM MPU HOpMaibHON (YHKIMHM ToYeK. s yMeHbIIeHHUs
YacTOThl Pa3BUTHs TPOMOO30B IMPHU JICUCHUU JICHATHIOMHUIOM U JIEKCAaMETa30HOM Heo0Xoauma
aHTHKOAryNsiHTHas npoduiaktuka. [larmenTam co cTaHAapTHBIM PUCKOM BEHO3HOW TpomMO0IMO0IMU
Ha3HAYalT HHU3KHUE JIO3bl aleTHICATUIIMIOBONH KUCIOTHI (81-100 mr). Ilpu Gosiee BBICOKOM pHCKE
TPOMOO30B, 0OCOOCHHO Y 00€3ABMKEHHBIX MAIIHEHTOB M UMEIOLINX TPOMOO3bI WU TPOMOOIMOOIUY B
aHaMHe3e, WJIM TMalMeHTOB, TMOJYyYalolUX JPUTPOIOITHUH, CIEAYeT PAcCMOTPETh BO3MOXKHOCTH
WCIOJIb30BaHUS MPO(PUIAKTUIECKON T03bI HU3KOMOJIEKYIISIPHOTO TeTaphHa.

Pe3ynpTathl  MOKIMHHYECKUX  MCCIEAOBAHMN  TOKa3aldd, 4YTO  JICHAIMJIOMHJ  TOBBIIIACT
YyBCTBUTEIHLHOCTh MHUEIIOMHBIX KJIETOK B OopTe3omMulOy U nekcamerazoHy. B uccnemoanusix |-ll
¢a3pl mokazaHa 3(PPEKTUBHOCTb COYETAHMs JICHATUAOMHAA C OOpPTE30MHMOOM M JEeKCaMeTa30HOM

(cxema VRD) y OonpHBIX ¢ permuauBamu U pedpakrepHoit MM, paHee MONYyYMBIIMX pPa3IHYHbBIC
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IIpOrpaMMBbl JICYSHHS, BKIIIOYast JIeHAuaoMua, 6oprezomud, tamuaomua u BJXT c ayro-TI'CK. Ilpu
IINTENbHOCTH Habmogenns 26 wMec., memmanbl BBII m OB cocraBumu 9,5 mec. m 26 wmec.
COOTBETCTBEHHO.

o Pexomennyercsa seuenue no cxeme RVD mpu arpeccuBHOM WM NepBHYHO-pedpakTepHOM
penuauBe, a TakKe I JISYSCHUsT pelauBupYytoiei u pedppakrepaoit MM.

o Pexomenayercsi: ans JedeHHs PEeUUIMBHPYIOUICH/pE3nCTeHTHOW MM cXeMbl, BKIIOYAOIINE
pa3nuyHBIE  COYETaHWs  JIGHAIMAOMUAAa ¢  HukiIopochaMugoMm,  JTOKCOPYOUITMHOM,
OEeHIaMyCTHHOM, IPETHU30JOHOM M JIEKCAaMETa30HOM. B Hacrosiee BpeMs MPOI0IDKAIOTCS
uccnenosanus |l aswl, nzyqarornue 3¢HeKTUBHOCTD U IEPEHOCHUMOCTD JIAHHBIX CXEM.

e Pexomenayercsi: npu HedOYEKTUBHOCTH CTAaHIAAPTHBIX CXEM Tepaluu penuanBoB MM,
BKIIIOYCHHE B TPOTPaMMBI TepalmuH Iperapara WHTHOUTOpa MPOTEOCOM 2 TIOKOJICHUS —
kappuwizomuba. MccnenoBanus, omnyOnMKOBaHHbIE B IOCJHEAHHME TOJbI,  I[MOKa3ajlu
3¢ HEeKTHBHOCTH MHTHOUTOPA MPOTEacoM 2 TOKOJIeHUs y O0oybHBIX ¢ peruauBamMu MM. Tak,
MpUMeHeHHe KOMOMHauuu kapduizoMuba ¢ aekcaMmera3oHoM B 2 pasza yBennuuBaeT BBII mo
CpaBHEHHIO C KOMOuWHaiuend Oopre3oMmba ¢ JeKCaMEeTa30HOM, a YacTOTa HEeXeIaTeIbHBIX
SBJIEHUH  (TUIEpPTeH3Us, OJbIIIKa, CepAeYHas HEJOCTaTOYHOCTb, OCTpas IoYeyHas
HEJI0OCTAaTOYHOCTh) 3-4 cTeneHu B rpynmnax kaphuizomuda u 6opre3omuda ObLITH COMMOCTAaBUMBI.
Jlo6asienne kappuiazomuda K coueTanuio JeHamaomuaa u aekcamerazona (KRd) 3nauntensHo
yiyumraet BBIT y manuentoB ¢ penuaunBamu MM (menuana BBIT 26,3 mec.). UacToTa o6miero u
noysHOro oreera cocrtaBuna 87.1% wu 31.8%, coorBercTBeHHO. Jleuenme no cxeme KRd
MIPOJIOJIKAIOT JI0 MPOTPECCUPOBAHUS WU PAa3BUTHS HEIPUEMIIEMOI TOKCUYHOCTH.

e Pexomenayercsi [uis JiedeHUs pelUAMBOB/mporpeccupoBanusi MM y OolbHBIX, paHee
MoJlyyaBIIUX OOpTe3oMuO U JICHATUAOMHUJ, HOBBIH HMMMYHOMOIYIHMPYIOIIMHA MpernapaT
MOMAJIUJIOMU/]T B COYETAaHUH JIEKCAMETa30HOM B HU3KOH J103€.

e Pexomenayercsi: ans yeyeHus peuuauBoB/pedpaktepHoii MM, B TOM uucie y MalUEHTOB C
MOYEYHOM HENOCTaTOYHOCThIO, MCMOJb30BaHUE OeHAaMycTMHA. B ogHOM W3 wHccienoBaHUi
ObuTa mokazaHa 3¢ (GeKTUBHOCTh OeHIaMycTHHA Y 55% OONbHBIX ¢ Pa3BUTHEM PELUANUBA IMOCIIE
ayto-TI'CK, mpu stom menuana BBII cocraBuna 6,5 mec. B apyrux wuccienoBaHusx MpH
COYeTaHUU OCHIAMYCTHHA C TJIIOKOKOPTUKOMJAMHM WM OeHJaMmycThHa ¢ OopTe3oMHOOM U
JIeKCaMeTa30HOM MPOTHUBOOIYX0JeBbId 3pdekT Obi1 oTMeueH y 30-73% OOoabHBIX. DTH CXEMBbI
(BD, BP unu BBD) Moryt ObITh peKOMEHIIOBaHBI IS JICUECHUS PEHUIAMBOB U pedpakTepHOn
MM.

bennamyctun xopormo mepeHocutcst B go3ax or 60 mr/m2 mgo 90 mr/mM2, HO yacto HeoOXoauma

MO,Z[I/I(bI/IKaL[I/ISI J03 B 3aBUCUMOCTH OT NPCALICCTBYIOLICTO JICUCHUS, 0COOEHHO IOCIIe ayTo-TFCK, a
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TaKKe MOCJIe MPOrpaMM C JUIMTENBHBIM npueMoM Mendanana. [TosToMy pekomeHmyercs: cTapToBas

no3a npemnapara 60 mr/mM2, kotopast MokeT ObITh yBennueHa 10 70 mr/m2 umm 90 mr/m2

Pexomenayercs npenapar, sBISIOLIUICS MOHOKJIOHAJIBHBIM aHTUTENOB — aHTU-CD38 anTuTeno
naparymyma0d u aHtH-SLAMF7 anTuTeno snorysymad B Hacrosimee Bpemsi B Iporiecce
peructpanuu B Poccun HaxonsTCs Ba HOBBIX MOHOKJIOHAJIBHBIX aHTHUTENA s JeueHuss MM —
antu-CD38 antureno maparymymad m antu-SLAMF7 antuteno snory3ymad. DPpQeKTuBHOCTD
MOHOTEpanuu JapaTymMymaOboM M KOMOMHauuMu Jjgaparymymaba c¢ OopresomMuOoOM u
nekamerazoHoM (DVd) wnm nenammpomuma u  aekcamerazona (DRd)Obuta mnokazana B
uccnenoBanusax II-III ¢a3sl. Tak, oOmas 3¢ddekTuBHOCT JIeUeHUs TOJNBKO JapaTymymaOoMm y
00JBHBIX C penuauBaMu U pedpaxtepHoil MM, monyuuBmIMX >3 JIMHUNA TEparvu, COCTaBUIIA
29%, ¢ meamanoit OB 17,5 mec. A mnpumenenne cxembl DVd miam DRI compoBoxmaaoch
noctikenreMm odmiero otBera y 83% wm maxke 93% OonpHBIX. JloOGaBiieHHWe A5m0Ty3ymMada K
neHanuaomuay ¢ aexcamerazoHoM (cxema (EloRd) B panmommsupoBanHoM uccienoBanus 11
(ha3pl Takxke odecreunBaso yiaydlieHue moxkasareneit 3hHEeKTUBHOCTH JieueHUs: OOl OTBET —
79% mipu BBIT — 19,4 mec.

Pexomenayercsi ucronb3oBaHue TpagunuonHoN monuxumuotepanun (VMVP/VBAP, M2),
KOTOpas TAaKKe MOXKET ObITh dPPEKTUBHON MPU PA3BUTHH PEIIUINBOB.

Pexomenayercs B xauecTBe Tepanuu “crnaceHus” MUCIUIATHH-cojAepskamue nporpammel DCEP
u VD-PACE.

PexoMeHayeTcsi TpUMEHEHHE JIEKCaMETa30Ha B BEICOKUX J103aX y 00JbHBIX MM ¢ 1iuTonIeHUEH.

Pexomenayercs muknogpochamua no 50 Mr BHyTpb €XKEJHEBHO WIIM Yepe3 JIeHb B COUETaHUHU C
NpeaHu3070HOM 1o 30 Mr 4epe3 JeHb WK JiekcaMeTa3oHoM 1o 20 Mr BHYTph | pa3 B Heaelo
Ui JledeHus peuuauBoB MM y HOXWIBIX OOJIBHBIX, MAIMEHTOB C IUIOXUM (PU3UYECKUM

COCTOSTHHEM. JTa ImporpamMma MOXKET OBITH MCIIOJB30BaHA U C HaJJIMATHBHOU ICIIBIO.

Jleuenne namueHtToB MM IIpU pPa3sBUTHU IMOBTOPHLIX PCOHUAMBOB IMPOBOAUTCA II0 AHAJIOTI'MYHBIM

IIpUHOUIIaM.

PeKOMeHHyeTCH BBIINNIOJIHCHHUEC BTOpOﬁ AYTOTPAHCINIAHTAIUN B KAaUCCTBC «TCPAIIUU CIIACCHUS» B
cjIydqac peuuanBa WKW MPOrpecCruun 3a00j€BaHus  MOCIHE HepBOﬁ TpaHCIIJIaHTaluu.
OnTumanbHbIC PEe3YIbTAaThI npu BTOpOI>'I TPpaHCINIAaHTAaIuN BO3MOJKHBI B cjryqac

MpOAOJIKUTCIIbBHOCTU PEMUCCHU TIOCIIC HCpBOﬁ AYTOTPpAaHCIUIAHTAIUN HC MCHEC 18-24 MCCAILICB.

JlokanbHasi 1yyeBasi Tepanus

Pexomenayercs:
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1. ¢ mamMaTUBHOM LIENBIO IPU YTPO3€ NATOJIOIMUYECKUX IIEPEIOMOB B OIIOPHBIX YACTAX CKelleTa, Ha
KpYIHBIE 0Yaru nopaxxeHus (MO3BOHOYHHK, KOCTH Ta3a, OepeHHbIe, Majo- U 00JbIIeOepIOBEIE,
IJIEYEBbIE KOCTH), JaXKe IPU OTCYTCTBUU 00JIEBOTO CHUHIPOMA;

2. TpU HAJIWYUM TATOJOTMYECKHX IIepelioOMOB (TIpU TepesioMax JIMHHBIX TPyOuaThIX KOCTEH
TpeOyeTcs mpeiBapuTeIbHAS UMMOOMITU3ALIHS);

3. TpH HEBPOJOTHYECKOW CHMITOMATHKE, CBS3aHHOW CO CHIABJICHHEM OITyXOJbIO CIIMHHOTO MO3ra
WM €T0 KOPEILKOB;

4. ¢ 00e300aMBarONICH HENbIO TP HATMYUN BBIPAKEHHOTO 0OJIEBOTO CHHIIPOMA;

5. OTHENBHBIX CIydasX IMpU PE3UCTEHTHO-PELUIUBUPYIOIIUX KOCTHBIX M AKCTpaMeIyJUIIPHBIX
IJIa3MOIIUTOMAX, COMPOBOKAArOIMX MM.

Her eanHOro MHEHHUS 0 CyMMapHBIX 04aroBbIX J103aX JyuyeBoi Tepanuu. OObIYHO NPUMEHSIOT HU3KUE
10361 iydeBoit Teparmu — 10-30 I'p. B mocnenue ropl gaiie UCIoIb3yeTcsl PeXKUM C TOIBEACHUEM
OJIHOU KpymHO# ¢paknuu B mo3e 8 I'p, Tak kak yBenwdeHue cymmapHou 1o3bl (10 30-50 I'p) He
NPUBOJUT K YAYUYHIEHUIO PE3YJbTaTOB JIEUEHUS, MOXKET ObITh NPUYMHONW  JJTUTENLHOU

MUECIOCYIIPECCHUH, UTO HE IMMO3BOJIMT ITPOAOIPKUTE XUMUOTCPAIICBTUUCCKOC JICUHCHUC.
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