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Cnmcok cokpameHui

AyToTI'CK — ayTonornyHas TpaHCIUIAHTALUS TEMONO3TUYECKUX CTBOJIOBBIX KIJIETOK
AnmnoTI'CK — annorenHasi TpaHCIUIaHTAIIUSI TEMOTOATUYECKUX CTBOJIOBBIX KJIETOK
AYTB — akTUBUpOBaHHOE YACTUYHOE TPOMOOIIIACTUHOBOE BpeMs

BPB — G6e3pennariBHas BBKMBAEMOCTh

BXT — BbICOKO0O3HAsT XUMHOTEPATIUS

I'KC — rimoKOKOpTUKOCTEPOUIBI

I'-KC® — rpanynouuTapHblii KOJIOHUECTUMYJIUPYIOIUNA PaKkTop

NJI-1 — unTepneiikun 1

NJI-6 — unTepneitkun 6

KT — xoMmnbroTepHas ToMorpadus

KM — KOCTHBII MO3T

JIAI" — nakTaraeruaporenasa

MM — MHOXECTBEHHAs1 MUEJIOMA

MI'H3 (MGUS) — MoHOKIOHAaJbHas TramMMarnaThs HEONPEICIICHHOTO 3HAYCHHS
(monoclonal gammapathy of undetermined significance)

MPT — maraurope3oHaHcHasi Tomorpadus

MO — MUHMMAaJIbHBIN OTBET

MOBb — muHuMaibHasi OCTaTOYHAs 00JIE3Hb

HIIBC — HecTepouiHble MPOTUBOBOCTIAIUTENIBHBIE CPEJICTBA

OB — 0011as BEIKUBAEMOCTD

OXYO — oueHb XOPOLINI YaCTUYHBIA OTBET

[IK — nma3MaTru4eckue KJIETKH

[19T — no3UTPOHHO-IMUCCUOHHAS] TOMOTpadust

ITP — nonnas pemuccus

ITO — nonHkIM OTBET

COD — ckopoCTh OcenaHus SPUTPOLIMTOB

CPB — C-peakTuBHBIN O€JI0K

TI'CK — TpaHCILIAHTAO WA T'€MOIIOITHUYCCKUX CTBOJOBBIX KJICTOK



YP — yactuunas pemuccus

YO — yacTUYHBINA OTBET

IPI — mexxayHnapoausiii mporHoctudeckuii uagekc (International prognostic index)
FISH — ¢uryopecnienTras in situ ru6pumusanus (fluorescence in situ hybridization)
Plg — maTtonornueckuiit UMMYHOTJIO0YJIHH

SWOG - roro-3amajnasi oukosiorunueckas rpymma (Southwest Oncology Group)



BBenenue

MHoxecTBeHHass Muenoma (MuelomHasi OoJyie3Hb, Ooyie3Hb Pycrtuikoro -
Kanepa) — 9310 3710KauecTBeHHOE JuMddonpoiaudepatupHoe 3aboJieBaHUE,
XapakTepu3yroieecss HHOUIBTPAIMEH KOCTHOTO MO3Ta IJIa3MaTHIYCCKUMHU KJIETKaMU
(ITK), HannureM MOHOKJIOHAJIbBHOTO KMMYHOTJIOOYJIMHA B CBIBOPOTKE U/WUJIU B MOYE U
OCTEOJUTUYECKUMHU MOPAKEHUSIMH KOCTEH.

YacTtota MHOXecTBeHHOW MwuenoMbl (MM) cocraBasier 1%  Bcex
3JI0Ka4yeCTBEHHbIX omyxoined u 10% Bcex remobiacTto30oB. 3abolieBaHUE
pacrpocTpaHeHO MOBCEMECTHO, caMasi Hu3Kas 3abosieBaeMocth B Kutae — 1 Ha 100
000 nacenenwus B Tof, a B crpaHax EBpomnbr u CeBepHoit AMepuku gocturaer 6-10 Ha
100 000. TIpu »TOoM umciio 3a00JEBIIMX B 3aMaJHbIX CTPAHAX YBEIWYUBAETCA C
Bo3pactoMm, aocturas 20 va 100 000 B roxg B Bo3pactHo rpynme ot 70 mo 79 mer.
Jlns Poccuu naHHBIN noKa3aTenb cocTaBisieT npuMmepHo 1,6 Ha 100 000 naceneHwusl.
B Pecniy6nmnke benmapycek ypoBens 3aboieBaemoctt MM cocrasiser 2,3 Ha 100 000
HaceJIeHUuss B ToJ. B o0mied momymisiuyd MYKYWHBI OOJICIOT dYallle S>KCHIWH B
cootHomeHnu 3:2. [Ipu 3TOM y mIpeacTaBUTENEeH HETPOUIHON packl 3a001€BaeMOCTh
B 2 pas3a BblllIe, YeM CpeaAM MpeacTtaButTenieid Oernoil pacel. 3aboneBaror MM
MPEUMYIIIECTBEHHO TMOXKHIIbIE JIFOAM (MeIrMaHa BO3pacTa Ha MOMEHT YCTAHOBJIICHUS
nuarHosa - okoJio 70 net), muib 5—10% manueHToB COCTaBIAIOT 01U MoJioxe 70
ner. B nuTeparype omucaHbl TOJNBKO €IWHUYHBIC OOJBHBIE C MHOXKECTBEHHOM
muenomoir moisioke 30 ser. XoTs B MOCIEIHHUE TOAbI HAOMIOMaeTCs TEHACHIHMS K
«OMOJIOKEHHUI0» 3a00JIeBaHUS.

MHOXeCTBEHHAsT MHEJIOMa Ha CETOAHSIIHMKA JCHb OCTAeTCS HEH3JICYUMBIM
3aboneBanueM. B EBpone cmeptHOCT, OT MM coctaBnser 4,1 na 100 000 B rog. B
MOCJICIHAE TOABl COBPEMEHHAas KOMIUIEKCHas Tepanus MM, BKIrOYaromias
XUMHUOTEPATIEBTHUYCCKUE npenaparsl, JOKATBHYIO JTy4EeBYIO Tepanuio,
OpTOTIEANYECKHE TMOCOOUST W Omeparii, Mephl MO YCTPAHEHUIO METa0OJIMYECKHUX
HapyIICHUH, TO3BOJIMIA YBEIUYUTH OOIIYI0 BBDKMBAEMOCTh OOJIBHBIX 110 33-34
mecsteB (mo manaeiM  SWOG, 2007). Tem He MeHee, PEUHUIUBHI HEH30EKHO

HAaCTYyIIarOT y IO AaBJIAOIICT O OOJBIIMHCTBA OOJILHBIX. BLICOKOI[OSH&H



xumuotepanuss (BXT) ¢ mnocnenyromieid  ayTOJOTMYHOW — TpaHCIUIAHTaIUEn
reMono3Tudeckux cTBoNOBbIX KieToK (ayToTT'CK) ceromnss paccMmarpuBaercs B
KauyecTBE Tepanuu MepBoil JIMHUU y O0JbHBIX MHOKECTBEHHON MUEIOMOM B BO3pacTe
no0 65 mer. OCHOBHOH Ienbl0 pa3pabOTKU HOBBIX MPoTOKoJoB BXT sBisercs
yIIy4IlIEHUE OTJIaJICHHBIX PE3YJIbTATOB JICUCHUS — YBEIUUCHUS ITTUTEIBHOCTH OOIIei
u Oe3peluIMBHOM BbDKHBaeMocTH. [lociennee pecsaTuiieTHe XapaKTepU3yeTcs
CO3JaHMEM HOBBIX IIpeNapaToB 1 jJeueHns MM, Takux Kak OJ0KaTOpbl IPOTEOCOM
(Oopre3oMub), MHTUOMTOpPBHl  aHTHOTEHEe3a  (TAMUMAOMHUI U JICHAJIUIOMHUI),
HCIIOJIb30BaHUE KOTOPBIX MO3BOJUT PACIIMPUTH TEPANEBTUYECKHE BO3MOMXKHOCTH M
MPUBEAET K YBEIUYECHHUIO MPOJOJDKUTEIBHOCTH M YIYYIIEHHUIO KayecTBa >KU3HH
OHKOT€MAaTOJIOTUYECKUX NAl[UEHTOB.

3HaHWe BpayaMH KJIMHUYECKUX U JAOOPATOPHBIX MPU3HAKOB MHOMXECTBEHHOMN
MHUEJIOMbl HEOOXOJIUMO ISl CBOEBPEMEHHOM JMAarHOCTUKU W BbIOOpA aJe€KBAaTHOM

TCpaIllMi JaHHOI'O 3a00JICBaHMS U €TO OCJIOKHCHHUH.



1. UcTopuyeckas cnupaBka

TepMun «MHOXKeCTBeHHas: Muenoma» Obu1 peaioxed J. Rustizky B 1873 r. u
MIMPOKO HCHOJB3yeTCs B HacTosiiee Bpems. Hazpanue «Oose3ns Pycruriikoro-
Kanepa» mnutenbHOEe Bpemsi UCHOJB30Baoch B EBporie mocie omnucanusi 3TOro
3a0oneBanus O. Kahler B 1889 r. Tepmun «Muenomuasi 60je3Hb» BO3HHUK B 1949 r.
nociie nepBoro B CCCP omnwmcanust storo 3aboneBanus [.A. AJekceeBbIM.
ITocnennue nBa Ha3BaHUS CETOIHS HOCST OOJIbIlIE HCTOPUYECKOE 3HAUCHUE.

[lepBoe moapoOHOE omnucaHnue OOJBHOTO € MHOKECTBEHHOW MHUEIOMOM
onyonukoBan B 1850 r. W. Macintyre. [lpu uccienoBaHuM MoOuYd MaIME€HTa OH
O0OHapyX UJ 0CaJ0K, BHINMAIAIONIUN MPYU HATPEBAHUH, UCUE3AIOIIUN TTPU KUIISTYEHUU U
BHOBb TMOSBJIAIONIMICSA mpu oxJaxiaeHuu. B mampHeiimem H. Bence-Jones,
UCCJIEIOBAaB TaKOM OCajoOK, TMpHUIIeT K BBIBOAY, 4YTO O€JNOK sBIsETCA
«TUJPATUPOBAHHBIM OKCHAOM aibOyMHuHa». BriociencTtBuu 3TOT OE€lIO0K MOTYYHII
Ha3BaHue Oenka benc-/[)xonca. Mopdonoruyeckoe omnucaHue IIIa3MaTHYECKUX
kieTok Brepsbie nan R. Cajal B 1890 r., a B 1895 r. T. Marschalko moapo6no onucan
stu kietku. B 1900 r. J.H. Wright otmeTmi, 4to y GOJBHBIX C MHOXECTBEHHOM
MHEJIOMOM OMYXO0JIb COCTOUT U3 TJIa3MaTUYECKUX KIIETOK.

CrenyroonMm 3TarnoM B JUarHOCTUKE U u3ydyeHnu MM crasno BBeneHue B 1929
. B TPaKTUKy OOCIIeIOBaHUS KOCTHO-MO3TOBOM TMYHKIUU (OMpejeseHue
MJIA3MOKJIETOYHOW MH(PUIBTpAIMU KOCTHOTO Mo3ra) u B 1937 . anektpodopesa nis
paszencHus OeIKOB CHIBOPOTKH (Y3KHUI M BBICOKUH MUK B 30HE Y-TJIOOYJINHOB).

B navane 60-x rtomoB J. Waldenstrom cdhopMynupoBan KOHIIEIIIUIO
MOJUKJIOHATbHOM M MOHOKJIOHAJIbHOW TramMmamnatuu, a B KoHue 70-x romoB L.
Kubagawa u coaBt. nokazanu B-kineTounyio mpupoy mia3MaTHIeCKuX KIETOK.

[IepBbie ycnexu B sieueHnn MM cBsa3anbl ¢ cuHTe3oM B 1953 1. B Poccun
CapKOJM3MHAa M B TOM >X€ roAy B AHIIMM — €ro JICBOBPALIAIOIIEr0 H30MEpa,
Ha3BaHHOTO MendananoMm. [lepBoe ycmemrHoe TNPUMEHEHHE CapKOJM3WHA Y
HECKOJIbKUX 00JIbHBIX MM Ob110 ocymiecTBiaeHO B 1958 1. rpynmoil coTpyaHUKOB
Poccniickoro OHKOJIOTMYECKOTO HAy4YHOro ILeHTpa IoJ pykoBoxctBom H.H.

brnoxuna. B 1962 r. D. Bergsagel coobmui, uro MendanaH MOXET UHAYIHUPOBATh



pemuccun 'y Tpetu OonpHbIX ¢ MM. Bcekope D. Korst momyumn anaiorudHbie
pe3ynbTaThl MpU HCMONb30BaHUM IukiIodochamuaa. Coderanue wmendangaHa c
OPEeIHU30JIOHOM, TpeqiokeHHoe R. Alexanian, mo3BOJIMIO OLIyTUMO YJIYYIIUTb
pesyapTarsl JiedeHuss MM. Taxkke HCHOJb30BaIuCh COYETAHUSA M JIPYTUX
XUMHOTEPANIEBTUYECKUX MPENapaToB, YTO CHOCOOCTBOBAJIO YIYUIIEHHIO MpoIecca
nedeHus 3aboneBanus. B Hawane 80-x ronoB npu jedyeHuu OosbHBIX ¢ MM cramu
MPUMEHATh M BBICOKOJO3HYIO XUMHUOTEPANUIO € TMOCIEAYIOIIEH ayTOJOrMYHOM
TPaHCIUIAHTALMEN KOCTHOTO MO3ra. JTO AAJI0 BO3MOYKHOCTbh HE TOJIBKO IPEOJOJIETh
PE3UCTEHTHOCTh Y HEKOTOPBIX OOJBHBIX, HO U MOJYYUTh MOJHbIE pemuccuu y 30 %
MalMEeHTOB. B janpHeWIIeM COBEpPIIEHCTBOBAIMCH CXEMbl XHMHOTEpANuu H
COTIPOBOJUTENBHOTO JiedeHus: (OuchocpoHaTtel M Jp.), CO3AABAINCH HOBBIE
npenaparbl (0opTe30MHO, JICHATUAOMHI U JIp.), YTO IPOUCXOJUT M B HACTOSLIEE

Bpems (puc.l).

1924 -——--- Pagunorepanusa

1950-¢ --—- KopTHKOCTe pouIbI

1962 — Mendanan 1964 — luknodochamm,

1974 — VBMCP 1975 - JlokcopyOuIIMH

1979 --—- UuTepdepoH-o
1982 —-- Cunrennas TCK
1984 — VAD

1983 -- Beicokom03. Mmendanan

1986 - AytoT CK

AytoTCK
1996 ---— nporus CXT 1996 - bucdocdonarsr
1998 Mera-ananmus 1999 - TammpomMup,

MP nporus CXT 2001 - MeTa-anamuz HPH-«o

2003 - TTCKx1mporuB TTCK x 2 2003 -——- BopTe 30MHO

2005 ——-- JlemammgoMuI

Pucynok 1. Vcropus pa3sutus tepanmun MM (Wintrobe, 2009)

(AyroTCK — ayromormyHas TpaHCIUTaHTaIusl CTBOJIOBBIX Kierok; TI'CK - TpaHcmimanTanums
FEMOITOATUYECKUX CTBOJOBBIX KieTok; CXT — crangaptHas xumuorepanusi; MOH-o —
unteppepon-o; MP — wmendanan, npennuzonod; VAD: BHHKPUCTHH, JOKCOPYOHWIIUH,
nekcamera3on; VBMCP: sunkpuctun, BCNU, mendanan, mukmodochamun u npeaausonon (M2-
PEKIM).



2. JTHONATOTeHe3

Otuomnorusi 3a00eBaHMsI OKOHYATENIbHO HE ycTaHOBJieHAa. Cpenu BO3MOMXKHBIX
ATHOJIOTHYECKHUX (DAKTOPOB pacCMATPUBAIOT N'EHETHUYECKYIO IMPEAPACION0KEHHOCTD
(BBISIBJIGHBI PACOBBIC Pa3IUUUsl YacTOThI BcTpedaemoct MM, cimydsau MM y
MOHO3UTOTHBIX OJM3HELIOB M YJIEHOB OJHOW CEMbBH), XPOHMUYECKYID AHTUTCHHYIO
CTUMYJISILIUIO (MH(EKINH, XPOHUYECKOE BOCIAJICHHUE, 3a00J1€BaHUS COEMHUTEIbHON
TKaHHU, ayTOMMMYHHBIE IMPOIIECCHI, alJIEprUuecKre 3a00JeBaHus), BO3/ACHCTBUE HA
reMO- U UMMYHOI'€HE3 BUPYCOB (BUPYC UMMYHOAEC(PUIMTA YEIOBEKA, BUPYC renaTuTa
C, repnecBupyc 8 THUNAa W HEKOTOpbIE Jp.) M HOHU3UPYIOIIEE W3IIyYCHHUE.
[losiBuBIIasicss TeHAeHUUsT K Oojiee 4acTOMy BO3HHUKHOBEHHIO MUEJIOMBI Y JIUIL
MOJIOXKE 55 JIeT yKa3bIBAaeT Ha BIUSHUE (PAKTOpa COCTOSTHUS OKPY’KaIOLIEH CPEIbl.

B ocHoBe mnarorenesa MM nexuT omnyxoneBas TpaHcopManus KIETOK-
npeauecTBeHHU B-muM@ponMTOB B TrepMHUHAIBHOM LEHTPE MNepUPepUYecKux
IUMQPOUIHBIX OPraHOB IOCJIE COMATHYECKUX THUIEPMYyTallMi peapaHKUpPOBaHHBIX
Ir€HOB MMMYHOTJIOOYJIMHOB M HM30THIMYECKOTO MEPEKIIOUEHUs CUHTE3a AHTHUTEN C
COXpaHEHUEM CIIOCOOHOCTHU 3TUX KJIETOK AU(PhEepeHITUPOBATHCS 10 KOHEYHOrO dTara
— IUIa3MaTUYECKHX KIIETOK, SBIAIOMIMXCA cyOcTparoMm omyxonu. [lponudepanus
OITyXOJIM IIPOUCXOJIUT, B OCHOBHOM, B KOCTHOM MO3I'€, HO HHOI'ZIa U B 3KCTpaMe1yJI-
IApHBIX  ouarax. [laronormyeckne IIa3MaTHYECKUE  KIETKH  CEKPETUPYIOT
MOHOKJIOHAJIbHBI MMMYHOTJ100yuH (M-0enok) — ummyHornoOynun (Ig) wim ero
KOMITOHEHT/(PparMeHT ¢ aHOMAaJIbHOM MOCJIe10BaTEIbHOCTHI0 AMUHOKHUCIIOT B CBOEM
CTPOGHMU U TOTeperl HOpMaidbHOM (YHKUMM B pe3yJibTaTe MyTalMd TE€HOB,
OTBETCTBEHHBIX 32 BBIPAOOTKY MMMYHOTIJIOOyJIMHA. M-0ellok Takke Ha3blBalOT M-
KOMITOHEHTOM, M-npoTenHOM,  MHEJIOMHBIM  O€IKOM,  MapampoTEHHOM,
natonorundeckum |g (Plg) wim nmukom nporenHa (MUK npu 3eKTpodopese OeTKOBBIX
¢pakumii). CuHre3 M-0enka NPUBOAUT K PAAY TOCIEACTBHA: CHHIPOM
TUIEPBSA3KOCTH, IOYE€YHAs HEIOCTATOYHOCTh, PA3BUTHE AMMIIOM03a, CHI)KCHHE
UMMYHHUTETA B pe3yjIbTaTe MOAABIECHUS BbIpAOOTKH HOpMabHBIX 1g. M-0enok Moxer
OBITH TIPENICTABIICH TOJBKO JIETKUMHU HETsIMU |g C MaJIbIM MOJIEKYJISIPHBIM BecoM (22

I[aJIBTOHa), 4YTO IIO3BOJIACT €MY JICTKO IIOImaJaTb M3 KPOBH B MOYY B BH/C Oenka



benc-/Ixonca. CBob6omubie 6enku benc-/[xoHca (Takke Kak u MoJekynsl Plg) moryT
MIPUCOCIUHATHCS APYT K APYTY W/WIA K IPYTUM TKAHSM W MPUBOIUTH B KOHCYHOM
UTOTE K aMUJIOUJ03y MOYEK, CEPALIA, TOPAKEHUIO HEPBHOW CHUCTEMBI.

MM sBisiercs MEIJIEHHO MpOJU(EpUPYIOMIEH OMyXOJdbl0 HHU3KOH CTENEHU
3JI0KaY€CTBEHHOCTHU. Y OOJBHBIX C aKTUBHO Tekylied MM Tosnbko 1-3% omyxosieBbix
IIa3MaTHYECKUX KJIETOK HaxonasTcs B (ase naeneHus kietku (S-aza). Buauane
BpEMs YJIBOCHHUS OIyXOJIEBOM MAacCChl COCTABIAET 1-3 JOHSA, HO IO MEPE YBEIMYCHUS
OMYXOJEBOM MAacChl CKOPOCTb pOCTa OIYXOJHM CHIXKAETCS, JOKIMHUYECKast
(6beccumnToMHas1) craaus 3abojieBaHUS MOXKET JIUThbcsa 1-3 roma. OtuernuBas
naparnpoTeuHeMusi 0OHAPYKUBAECTCS MPU MacCe OMyXOJEBOro KJIOHA 1x10" kierox,
41O cocTaBisieT 0okoJio 200 r, a KIMHUYECKUE MPOSBICHHUS — MPHU MACCE OIyXOJHU
oko10 1 kr (1x10™ MHETOMHBIX KIETOK).

Jlnst pocTa W paclpOCTpPaHEHHs] OMYXOJIEBOTO KJIOHAa TpeOyeTcs: Mojep:KKa
KOCTHOMO3IOBOIO MHKPOOKPYKE€HHMS. MOJEeKyapl aiare3ud Ha BHEKJIETOYHOM
MaTpUKCE M CTPOMAJIbHBIC KJIETKM KOCTHOIO MO3ra pEeryJIUpyIOT «XOYMHUHI)
(BO3BpaleHue «IOMOW » — B KOCTHBIM MO3T) MHEIOMHBIX KJIETOK. AJre3us
MHUEJIOMHBIX KJIETOK K CTPOMAaJIbHBIM KJIETKaM MPUBOIUT K M30BITOYHOU BHIPAOOTKE
HEKOTOPBIX ITUTOKMHOB U (aKTOpPOB pocTa. B pesynprare 4Hero akTUBUPYIOTCS
MHOTOYHC/ICHHBIC curHanbHble myTH, BKiodas JAK/STAT, PISK/AKt/NF-kB u Wnt,
KOTOPBbI€ AKTUBHUPYIOT AHTHMOTEHE3, BBI3BIBAIOT HapylleHHe (YHKIUU KIETOYHO-
OTNOCPEJIOBAHHOTO HMMMYHHUTETA, HapylUIEHHWE NapakpuHHOW U  ayTOKPUHHOU
pEeryisiiuu, CTUMYIUPYIOT W30BITOYHYIO MPOAYKLIHIO HHTepieiikuna 6 (MJI-6) u
untepieiikuna 1b  (MJI-1b). VYcranosneno, uro WJI-6 sBnsieTCss OCHOBHBIM
CTUMYJIATOPOM pocTa U JAu(GHEepEeHIIUPOBKA MHUEIOMHBIX IMJIa3MaTHUYECKUX KJIETOK U
KJICTOK-TIPEIIIECTBEHHUKOB OITyXOJICBOTO KJIOHA, TOATOMY BBICOKHM ypoBeHb MJI-6
1 OOJBIIOE YHCIIO perenTtopoB K Hemy Ha moBepxHoctu [IK oTpaxkaroT cremeHb
AKTUBHOCTH MHOeCTBEHHOU Muenombl. [Topbitiennas npoaykius MJI-1b Bousier Ha
JUCCEMUHALMIO OIMyXOJIEBBIX KJIETOK mpu MM, a Takke HX KOHTaKT C KJIE€TKaMu

CTPOMBI U cocynamu. B cBoro ouepenb, MexkiIeTouHble B3aumoaencTeus [1K, kneTok
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CTPOMBI KOCTHOTO MO3ra U MHKPOCOCYZAOB JIEKAaT B OCHOBE OITyXOJIEBOI'O POCTa H
PE3UCTEHTHOCTH K XMMUOTEPAIINU.

B Bo3HukHOBeHMH MM NOpHUHUMAIOT yYaCTUE COTHH PA3JIUYHBIX TE€HOB,
OTpENEeNAIomuX mporecchl  npoimdepannn, audGEPEHIUPOBKHA, KICTOYHOTO
amomnTo3a, CEKPEUUI0 IMTOKMHOB U (akTopoB pocta. B Hacrosimee Bpems ¢
MOMOIIBIO MOJIEKYJIIPHO-TEHETUYECKUX METOJOB BBISIBIICHA 3KcIpecchus 9732 reHoB
M COCTaBJIEH KaTajJor 3KCIPECCUPOBAHHBIX T'€HOB NPU MHOXECTBEHHON MUEIOME
(Myeloma Gene Index). HauGonee u3ydeHa poyib B MATOTCHE3C OIMYXOJICBOM
TpaHcopMali  KIETKU-TIPEIIECTBEHHUIBI B-muM(OIUTOB TpaHCIOKALMK WM
HapylEHUs JKCIIPECCMM OHKOreHoB B  Jokyce IgH  (Tsxensix — meneit
MMMYHOTJIOOYMHOB) Ha 14 Xpomocome B peruoHe (32 ¢ THUIEpIKCHpeccHen
HUKIMHOB D. AKTUBHpPOBaHHBIE T'eHbI HUKIMHOB D Moryt moOyxaath [IK orBeuaTh
Ha TmpoiudepaTuBHbBICE CTUMYJIbI, a TaKXE BbI3BIBATh JaJbHEUIINE H3MEHECHUS
reHoMa, MO3TOMY UHMKIMH D cram BaxXHOW TMeNbl0 JUIsi MPOTHOCTHYECKOM
Kiaccuukaumu u Tepanud npu MM. JIpyruM OHKOT€HOM, PEryJisius KOTOpPOro
Hapymaercs 1(4;14) saBnsercs ren peuentopa 3 dakropa pocta (ubpobiaacTos
(FGFR3), rumepakcnpeccusi KOTOPOTO BBI3bIBACT MPOJIM(PEPALUIO 37I0KAYeCTBEHHBIX
MHEJIOMHBIX KJIETOK W MPENOTBpallaeT ux arnonro3. B mosoBune cinydaeB npyu MM
MOKET UMETh MECTO Jiesielusi uiiu MoHocomus 13 u 17 map xpomocoM. B mporecce
OMyXOJICBOM  TPOrpPEeCCHMM  pa3BUBAETCA  JOMOJHUTENIbHAs  XPOMOCOMHas
HECTAOMJIBHOCTD, YTO MPUBOAUT K MYTAIMSAM WIH TU3PETYJISAINHA dKCIPECCUH TaKUX
KJro4eBbIX reHoB kak C-myc, N-ras, K-ras, FGFR3 u p53.

HexonTtponupyemsiit poct 11K npuBOAUT K KOCTHOW NECTPYKIMU U YTHETEHUIO
HOPMAJIbHOTO KPOBETBOpPeHUs1 B KOCTHOM Mo3re (KM) ¢ mocienyrommM pa3BUTHEM
aHEMHUHU, HEUTPONEHUH U TPOMOOLMTONEHHWU. B OCHOBE maToreHe3a JIUTHYECKUX
MOpaKEHUH KOCTHOM TKaHM NP MM JIe)KUT MHTHOUIIS OCTE00JIaCTOB U aKTHBAIIHS
OCTEOKJIaCTOB, Onmarogaps MPOAYKIUU MHUEJIOMHBIMH KJIETKaMH
octeoksiacTakTuBUpyOImuX ¢akropoB (OAFs), 1okanbHBIX IUTOKMHOB, B TOM YHUCJIE
NJI-1b, WJ-6, TNF-a u -, xemokuHOB. Kpome TOro, mMoOBBIIICHHE YpPOBHEH

IIUTOKHHOB, BBICBO60}KI[3.€MBIX MHCIOMHBIMHU KJIICTKAMU, CHOCO6CTByeT M30BITOYHOU
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OKCIIPECCHUU aKTUBaTopa perentopa Jmranaa saepHoro (akropa kB (RANKL)
octeobacTaMM W CHIDKGHHIO  JKCIIPECCHM  €r0  JIOKHOTO  pelenTopa
ocreonporerepua (OPG) (myrem ero yjaBJIMBaHUS CHHACKAHOM OT MHEJIOMHBIX
KJIEeTOK). HapylieHue KOJIMYECTBEHHOTO COOTHOIICHUS MEXAY OSTUMH JIBYMs
MOJICKYJIaMU TIPUBOAUT K TIOBBIIIEHUIO KOCTHOM pe30pOIMU UM  CHUXKEHHUIO
(dbopMHUpOBaHUs KOCTHOM TKaHU. B nmanbHe#IemM 370 BeAET K BRICBOOOXKICHHUIO psiia
mutoknHoB  (TGF-B, PDGF wu np.), HMOMONHHUTENBHO CTUMYIHPYIONIMX pPOCT
MHUEJIOMHBIX KJIETOK. DTH IUTOKUHBI B CBOIO OYEpE/Ib CTUMYIHUPYIOT BhIOpoc PTHIP
(GenoK, accOMUPOBAaHHBIN C TAPATHPEOUTHHIM TOPMOHOM) M3 MHUEIIOMHBIX KIIETOK,
KOTOpbIi BbI3bIBAET cekpertio RANKL cTpomalibHBIMU KIIE€TKAMU MUKPOOKPY>KEHHUS
KOCTHOIO MO3ra, 4ro B HUTOre (GOpMUpYET MOPOYHBIH KpPYr B IaTOrEHE3e
3a00J1€BaHU.

Cxema mexaHu3Ma pa3pyuieHust Koctu npu MM npencraBieHa HA pUCYHKe 2.

MueroMHBIE KIETKH E IL-18
IL-6
ikl TNF-8 El

MIP1o/p |

1. MueToMHEIe KIETKH NPHAEPHIBAITCA CTPOMBI;

2. CTpoMa/lBEHEIe KIeTKH BBLIEIAKT OCTeoKIacTakTneupywmne Gaxroper (OAFs);

3. AkTHBHpYIOMe $AKTOPEI CTHMYIHPYIT CTPOMY H OCTe05IacThl Ha CeKperHio
RANKL (axruBarop penenropa jmurasia areproro gaxropa kB);

4a. RANKL 61okupyercs ocreonporerepusom (OPG), cHHIeKaH OT MHeTOMHBIX
KIeTOK y/IaBIHBaeT H ycBausaer OPG;

46. Habrrrox RANKL memoasayeTos 118 CTHMYIANME 0CTeOKTACTOB;

5. YBe/ImdeHHas aKTHBHOCTE OCTEOKTACTOR YEEIHIHBACT BEIOPOC MUTOKIHOB H3
ﬂ KOCTHOTO MaTpPHKCa;
6. OTH HUTOKHMHEL CTHMY/IHPYIOT POCT MHETOMHBIX KIeTOK; m
7. DTH OMTOKMHEI TarcKe cTHMyIHDPYIT Beiopoc PTHrP (6enok, accomuupoBaEHBIR U
¢ MApaTHpPeOMIHEM FOPMOHOM) H3 MHETOMHBIX KIETOK, KOTOPBII CTUMY/IHpPYeT
CTpoMaIbHEIe KIeTKH Ha cexpenmo RANKL.
TGF- @
FGF-1&2
IGF-1&2
PDGF /
H \@
Kocraerii maTpuxc ‘

Pucynok 2. Mexanusm paspyiienns koctu npu MM (Tricot G., 2000).
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3. Knaccupuxanus
Beiensiror cienyromue BapuaHTBl MHOXKeCTBeHHOW wmwuenombl (IMWG —
International Myeloma Working Group, 2003):
1. CumMnromaTrdeckas MUEIIOMa;
2. BapuanTheie (penkue) GopMbl MHOKECTBEHHON MUETIOMBI:
e Hecekperupyrmas MM;
® OCTEOCKJIepOTHYECKas (hopmMa MUEIIOMBI;
e OMKJIOHAJILHAS MUEJIOMA;
® IUIa3MOKJIETOYHBIN JIEUKO3.
3. Bsnorekymas (Tieronias, 0eCCUMIITOMHAs ) MUETIOMA.
4. TTimazmonroma:
e ComnuTtapHas MmIa3MOIUTOMAa KOCTEH;
e DKCTpaMenyJUIsipHas IIa3MOLIUTOMA.
B cooTBercTBUU ¢ KIMHUKO-aHATOMUYECKON KiIacCH(PUKaIUE, OCHOBAaHHON Ha
JAHHBIX PEHTTEHOJOTHUYECKOTO MCCIIEIOBAHUS KOCTEeH ckeneTa U MOp(hoI0oruiecKkoM

aHaJIN3€¢ MyHKTAaTOB W TPENMAaHOOMOINTATOB KOCTEW BBIICISAIOT CIEAYIOMUE (OPMBI
MM:

- uddysmas;

* nuddy3HO-0Uaronas;

" MHOXXECTBEHHO-0YaroBasl.

Yamie Bcero Bctpeuaercs auddysno-ouarosas Gopma (60%), npu koTopoii Ha
dbone muddy3HOrO OCTEONOpO3a PETUCTPUPYIOTCS EIUHUYHBIE OIyXOJICBBIC
meractassl. B 24%  ciaywaeB  orMmewaercss  aud@dy3Hoe — mopaxkeHHe,
XapakTepu3ymolieecss ~ OOHapy)KeHHEM  Ha  peHTreHorpammax  aud@dy3Horo
ocreornopo3a. [lpu MHOXKeCTBeHHO-04aroBoit ¢opme (15%) omyxoneBbie y3IbI
OTTPAaHUYEHBl OT HOPMAJIBHOTO  KOCTHOTO  MO3Ta, TOPAXKEHHS  CKeJeTa
XapaKTePU3YIOTCS MHOKECTBEHHOCTBIO W IMPEUMYIIECTBEHHON JIOKalM3amueld B

IUIOCKUX KOCTAX (pedpa, rpyrHa, 4eper U MO3BOHOYHHUK).
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Cne,uyeT OTMCTUTH, 4YTO AdaHHas KJ'IEICCI/I(I)I/IKEIHI/IH B KJMHUYECKOM ITPAaKTHKC

IMOCJICAHEC BPEMS UCIIOJIB3YCTCA PCAKO, TaK KaK HE OIPCACIIAACT HU TAKTUKH JICUCHUS,

HH IIPOTHO34a 3a00JICBaHMS.

B 3aBUCHMOCTH OT KJIacca W THTA CEKPETUPYEMBIX MUECIIOMHBIME KieTkamu Plg

BBIJICIISIOT UMMYHOXUMHUYECKHIE BapUaHThI 3a0051eBanus (maon. 1).

Tabauya 1. OcHOBHbIE HMMYHOXMMHYECKHE THNbI MHOKeCTBEHHOM
MHEJIOMBI M UX XapaKTePUCTUKA
HasBanue ITaTonornyeckum ITaTosornyeckuu Yacrora
BapHaHTAa HMMYHOTJIO0YJIMH | MMMYHOIJIOOYJIMH | BCTPE4aeMoCT
CHIBOPOTKH MOYH (THUII JISTKUX u (%)
ernei)
G-Muenoma GkuwmGA K, A 55-65
A-muenoma AK i A A4 K, A 20-25
D-muenoma Dxkuwm D A K, A 2-5
E-Muenoma EK i E A K,A 0,1-0,5
M-Muenoma MK uin M A K, A 0,05-0,1
Muenoma benc- Hert K, A 12-20
J>xoHCca
(60J1€3HB TETKUX
1eTei)
buknonanpHas Paznrble Kum A 1-2
MHEJIoMa COOTHOIIICHUS JABYX
Plg u Gonee (wame
lgG+IgA)
Hecekperupyroi Her — 1-4

asg MHUcCJIoMa
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4. KiimHn4yeckue nposiBJIeHUs!
Knunnueckne  mposiemeHuss MM oOycnoBieHbl  TpeMsi ~ OCHOBHBIMHU
NaTOreHETUYECKUMU IIpU3HAKaMH 3a00J1€BaHUS:

1) uapunbTpaIeil KOCTHOTO MO3Ta KJIOHAIBHBIMU TIa3MaTHUYECKUMHU KIIETKaMU;

2) cekpeuuedl ATUMHM  KIETKAMHU  [ATOJOTMYECKOTO  MOHOKJIOHAJIBHOIO

UMMYHOTIJIOOYJINHA;

3) pe3KuM  CHIDKEHHEM  BBIPAOOTKM  HOPMANbHBIX  MOJUKIOHAIBHBIX

UMMYHOTJIOOYJINHOB.

OCHOBHBIE KIIMHUYECKHE IPOSBICHUS U MEXAaHU3Mbl X Pa3BUTHUS IMMOKA3aHbI Ha

pucyHKe 3.

K knuHMYeckuM nposBiieHusIM MM oTHocCSTCS:

® KOCTHOMO3TOBOW CHHIPOM, XapaKTEpU3YIOIIUWCS C OJHOW CTOPOHBI
MOPAKEHUEM KOCTEW BCIEICTBUE OCTEOAECTPYKLHMH (00Jib, MATOJOTHYECKHUE
HEepEeIOMbl), C JPYrod CTOPOHBI - YTHETEHHEM HOPMaJbHOIO I'eMOII033a
BCJIEACTBUE MJIa3MOKIETOYHON MH(DUIBTpAUU KOCTHOTO MO3ra (aHEMUs, pexe
— JIEUKONEHUS] U TPOMOOLIUTOIICHHUS);

® TUNEPKAIBLUEMUSA, MPOSBIAIOIIAACA JKAXKIOH, IIOJUYyPUEH, MBIIICYHBIMHU
00JIsIMU, TOIIHOTOM, pBOTOM, 3alIOpaMH, TUTIOTEH3UEH U JIp.;

e HapymieHue GyHKINUU MTOYCK;

® CHHJIPOM IOBBILIEHHON BA3KOCTH KPOBH;

® aAMWJIOUJ03;

® TeMOpparuyecKuii CUHIPOM;

® HEBPOJOTHYECKUE HAPYLICHMUS,

® CHUHJPOM BTOPUYHOTO UMMYHOJAE(ULINTA U, KaK CIEICTBUE, PELUIUBUPYIOLINE

XpOHUYECKUE OaKTepuaIbHbIC U BUPYCHBIC HH(EKIIUU.
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KoctHasa 601s

Kocraele gecrpysimmm

f

BeiGpoc MATOKHHOB

AHeMHsA T

l"nr[epxaﬂsunemm

KM undunprpanus
MHE/TOMA
MoHoKIOH. HIpOTEHH Hmmynopgedunur
IloyegHasa HegOCT. I'mmepsaskocTs AMuI0OHIO3 ]3())'[]_[| Hudexkunsa

Pucynok 3. Knunnueckue nposiBiieHus npu MM n MeXaHU3MBI UX PA3BUTHUS

(Marshall A. Lichtman, 2011; BOJIL] — 60s1e3Hb OTIO0XeHHUs JIETKUX LeMnei).

YacToTa 3TUX KJIMHUYECKHUX TMPOSBICHUN W JTAOOPAaTOPHBIX MPU3HAKOB Mpu MM
npejcTaBlIeHa B mabnuye 2.

OpHuM U3 BeAyUIMX KIMHUYECKUX MposiBIeHud MM siBiisieTcs 6016 6 kocmax (y
60-70% marreHToB), BO3HUKAIOIIAs B pe3yibTaTe octeonu3uca. bomu mokanusyrorcs
Yalie BCEro 1o XOoAy NOpPaKEHHBIX MO3BOHKOB B MOSICHUYHO-KPECTIIOBOM 00JIacTH, B
IPYAHOM KJETKEe, B 00JIaCTU KOCTEW Tas3a, peKe B JJUHHBIX TPyOUYaThIX KOCTSX.
BbIpakeHHOCTh OCCaNrvii 3aBUCUT OT CTaauU 3a00JEBaHUS: OT MUTPUPYIOLIUX,
BO3HMKAIOIIUX MU MEPEMEHE MOJIOKEHUS B Havaje 3a00J€eBaHus, 10 HECTEPIUMBbIX,
PE3KO OrpaHWYMBAIOIIMX JBMIKEHUS MALMEHTOB B NO3AHUX cTaausax. Hepenko
BO3HHMKAIOT TMATOJIOTMYECKHE TMepeiaoMbl ¢ AedopMmanviel TpyAaHOW KIIETKH,
KOMIIPECCUEN TN MOSACHUYHBIX U TPYAHBIX MO3BOHKOB, MPUBOASIINE K KOMIIPECCUU
CIIMHHOT'O MO3Ta U NepuQepuyecKkuM napaindaM. B ki1MHnYeckoil npakTuke HepeaKo
MALMEHTHI ¢ OOJISIMU B MOSCHUYHOM OT/eJie MO3BOHOYHUKA J0 MOCTAaHOBKH JUAarHo3a
MM nnurensHOE BpeMsi HAOMIOJAIOTCS Yy HEBpojora. B maHHOM ciydae ciemyeT
oOpararh BHUMaHHE Ha COMMYTCTBYIOIIYIO aHeMUIO 1 yBenudeHue COD.

T'unepkanbvyuemus (CKOpPEKTUPOBAHHASL CHIBOPOTOYHAS KOHLEHTPAIUS KaJbIUs

6osee yem Ha 0,25 MMOJIB/T BbIIlI€ BEPXHEW TPAHUIIBI HOPMBI WM MPEBBIMIACT 2,75
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MMOJIb/T) BcTpeuaercss y 1/5 OombHbIX MM u sBisieTcs pe3yJbTaTOM KOCTHBIX
NECTpyKUHW. ['nnepkanpuueMuss NPUBOAUT K YXYAUIEHUIO KOHIIEHTPALMOHHOU
(GYHKIMM TIOYEYHBIX KaHAJIBIIEB BCJIEJCTBUE YMEHbBIICHHUsS peabcopOuuu HaTpus B
netiie ['enne u HapylmeHus: JeUCTBUS aHTHANYPETUYECKOTO ropMoHa. B pesynbrare
YBEJIMUUBACTCSI SKCKPEIUsSl HATPUSL U MOTEPS BOJbI, MPOUCXOIUT CHIKEHUE O00BbeMa
BHEKJIETOYHOW >KUAKOCTH, YTO, B CBOKO OYEpPENb, CTUMYIUPYET CUCTEMY PEHHUH-
aNbJIOCTEPOH W MNPHUBOJUT K THNOKaIMeMHH. KIIMHWYeCKH TrunepKaiblueMus
IIPOSIBIISIETCS.  IIOTEPEM  allleTUTa, TOLIHOTOM, PBOTOW, 3alopamu, IOJIUYpHUEH,
KaKIOM, TUIIOTEH3HEN, U3MEHEHUAMH IICUXUYECKOI0 cTaryca (amatus, COHIUBOCTD,
CIIyTaHHOCTH CO3HaHUs, Koma), u3MeHeHussMU Ha DK (ykopouenue untepBaia Q-T).

Ilopasicenue nouex npu MM (MuenomHas HepomaTus, «MUEIOMHAs MOYKA))
3aHUMAeT BTOPOE MECTO (Mociie HMH(EKIIMOHHBIX OCJIOXKHEHUM) Ccpeau NpUYUH
cMeptd  y OonbHBIX MM. ['maBHbIMH (dakTOpamMu pa3BUTHUSI «MHEIOMHON TOYKI)
SBJISIFOTCSL IPOTEUHYPUSI, TUIEPKAIBIIMEMUS, a TAK)Ke TUIEPYPUKEMHUs], HHPEKIINH U
amuionno3. Knuanueckn Hedpomatuss npu MM mporekaeT B BHIIE PE3UCTEHTHOU
MPOTEHMHYPUU C HapacTalolled II0YEYHOW HENOCTaTOYHOCThIO. Kitaccuueckue
He(ppOTHUECKUE CUMIITOMBI (OTE€KH, apTepuajIbHasi TUIIEPTEH3Us, PETUHONATHS) AJIs
«MHUEIIOMHOM  MOYKH» HE XapakTepHbl. B OCHOBe pa3BuUTUA NOYEYHOU
HEJIOCTATOYHOCTU JICKUT BOCXOMSIIMA HEPPOCKIEPO3, OO0YCIOBICHHBIN OOJBIION
peabcopOIMOHHON HArpy3koi Ha MPOKCHUMAJIbHBIE OTJIENbl KaHAJIbIEB BCJIC/ICTBUE
bunpTpan  TIOMepyJiaMu  OonbmuX ~— KonuyecTB  Oenmka  benc-J[xonca.
['unepyprikeMus, oOyclOBI€HHasi MOBBIIIEHHBIM KJIETOYHBIM pacnajoM, KOTOPBIN
4acTO yCWJIMBAaeTCsl Ha (OHE XUMHUOTEPANHUH, TPUBOJIUT K OTIOKEHHUIO KPUCTAJIJIOB
MOYEBOM KHCIOTHI B JUCTAIBHBIX OTAENAX KaHAJIbLIEB, MOYETOYHHUKAX, YPETpE.
Hakomnenue nerkux uened wian ux (parMeHTOB MOXET BO3HUKATh Ha YPOBHE
riomMepyn U toraa gopmupyercs HedpoTuueckuil cuapom. Kpome toro, mHorga
IIPOUCXOJMUT SITPOI€HHOE IOBPEXKACHHE IOYEK, KOrAa, B CIIy4ae MaJIONOHSATHOM
MOYEYHOM TMaToJoruu, OOJBHBIM BBIMOJIHAETCS SKCKpETOpHas yporpadus, YTo

MPUBOIUT K HEMEIJICHHON OJIOKa/e MOYeK.
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Cunopom cunepeazkocmu Kpoeu DPA3BUBACTCS, KaK MPaBUIIO, IPU MHUEIOME C
cexpenmeit 1gG u IgA, u ypoBHe M-0enka B CHIBOPOTKE KpoBHU BhImie 50 /71, u3-3a
ckionHoctd Plg  k  momumepuszanuu.  KiuHWYeckn CHUHAPOM  MPOSBIISETCA
KPOBOTOUYMBOCTBIO, peTUHOMaTHeN C KPOBOM3JIUSHUSAMH, CEepJIEYHOM
HEJIOCTaTOYHOCThIO, HEBPOJIOTMYCCKOW CHMITOMATHKOW (yXyIIICHHE 3pEHUS,
HapyIeHHe co3HaHus (corop, koma)). CHHIPOM THIIEPBI3KOCTH OTATOINACT TCUCHHE
ITOYEYHON HEIOCTATOYHOCTH, MOKET CIOCOOCTBOBATh Pa3BUTHIO CHHApPOMA PeliHo u
reMOpparu4ecKoro BaCKyJMTa.

Anemun ipu iepBUYHOM oOparieHuu BoisBisieTca y 60-70 % 6onpubix MM. B
Pa3BUTHUM AaHEMHUHU WIPAIOT POJIb HECKOJBKO (akTopoB. OCHOBHBIMH M3 HHUX
ABJISIIOTCS:  MH(WIbTpanus KOCTHOTO MoO3ra  IUIa3MaTHYECKMMH  KJIETKaMH,
TOKCUYECKOE BO3JICHCTBHE HA KOCTHBIMH MO3I «YPEMHYECKUX TOKCHUHOBY MpHU
[IOYEYHOM HETOCTATOYHOCTH, HAPYLIEHUE MPOAYKIMU 3HIOTC€HHOTO 3pUTPOIIOATHHA.
Pa3Butuio anemuu npu MM criocoOCTBYIOT Takke YKOPOUEHHE MPOIOJIKUTEIEHOCTH
KU3HU DBPUTPOLUUTOB, AedUUUT BUTaMUHA By, nepuuuT xeme3a BCleACTBHE
ITOBBIILIEHHON KPOBOTOYMBOCTH IIPH CHHIPOME TMIEpPBI3KocTH. Kpome Toro, anemus
MOXET YCYTIyOJSIThCS T€MOJIUIIIOLMEH, OOYCIOBICHHOW YBEIWYEHHUEM OObeMa
1asMbl 'y OOJBHBIX C BBICOKMM YypOBHEM mapamnporeuHa. IlosiBieHue aHemuu
COMPOBOXKAAETCS JKaobamMu OOJBHBIX Ha CJIa00CTh, OBICTPYIO YTOMIIIEMOCTH WU
TOJIOBOKPYKEHHE, OJEAHOCThIO KOXKHBIX IOKPOBOB, NAaJACHUEM apTEPUATBHOTO
JABJICHUS, TAXUKAPIUECH.

I'emoppazuueckuit cundpom ctpedaetrcs y 15% 6onbHbix ¢ MM B pesyibTare
HapyILIEHUs MPEUMYIIECTBEHHO TPOMOOLIMTAPHOTO 3BEHA, PEKe — IJIA3MEHHBIX U
cOoCyAHMCThIX (akTOpoB remocrtasza. llapamporemHsl ocenaloT Ha MemOpaHax
TpoMOo1IMTOB, 00pazoBbiBatOT KoMiuiekehl ¢ V, VII, VIII dpakTtopamu cBepThiBanus
KpOBH, NpOTpoMOMHOM, (pubpuHOreHoM. Kpome TOoro, TpoMOOIUTONEHUS MOXKET
OBITH oOycIoBIIeHa MHEJIOCYTIPECCUEN, BBI3BAaHHOU IJIa3MOKJIETOYHOU
npoaudepanueit B pasrap 3a00JeBaHus UM XUMUOTEpanuen.

Amunouoo3 pazpuBaercs y 10% OompHbiIx MM. DTOT HHPUIBTPaTUBHBIN

mpouecc MpUBOAWT K HAKOIUICHHMIO B Pa3/IMYHBIX OpraHax M TKaHAX OpraHU3Ma
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aMWIOUAHBIX ~ (QUOpWILI, cocTtosmmx U3 (parmMeHTOoB N-KOHIIEBOM  YacTu
BapuabeTbHOTO perroHa JeTKoN nenu Monekynsl 1g. [lposBusercs HeppoTHUECKUM
CUHIPOMOM, KapJAUOMHUONATHEN, TEMAaTOMETAINEH, MAKpPOIJIOCCUEH, HEUPONATHUEN.
[Ipmku3HEHHass JUArHOCTMKA aMWJIoua03a TpyaHa. /[[ns ero mnoaTBep:kIeHUs
HEOOXOAUMO  HUCCIIEJOBaHME  OHONTAaTOB  KOXH,  CIU3UCTBIX  00OJIOYEK,
IMM(PATUYECKUX Y3JI0B, MBI U APYTUX TKaHEW. J{narno3 MoxkeT ObITh yCTaHOBJIECH
Ha OCHOBAHUM BBISBICHUS JBOWHOTO JYYENPEIOMJIEHUS NpPH MCCIECIOBAaHUU B
IIOJISIPU30BAaHHOM CBETE aclupara IOAKOXKHOTO JKHpa OKpameHHoro «KoHro
kpacaeiM». B 10-12% ciyqaeB amMuinonao3 MOXKET SBIATHCS NPUYUHOW CMEPTH Y
00apHBIX ¢ MM.

Hesponozuueckue napywienus npu MM cBsizaHbl B OOJIBIIMHCTBE CIy4aeB C
OITyXOJIEBOM MH(UIbTpaLMEN KOCTEW CBOJIa Yyeperna U MO3BOHOYHUKA, B PE3YJIbTATE
4ero MOTYT pPa3BUBaTbCA  NApAIUICTMH, CHHIPOM  CHABJICHUS  KOPEIIKOB
CIMHHOMO3IOBBIX HEpPBOB, TEMUIUIETMH WJIM TreMunape3sl. B psge cioydaes
HaOmoAaroTcs  IudHUedanbHO-TUNIO(DU3apHBIE U TICUXWYECKHE pacCTPONCTBA,
runepKajbleMuueckas sHuedanonaTus.

Jns MM xapakTepHO yzHemeHue 2ymopanvbHO20 366HA UMMYHUMEma 33 CUET
CHIDKEHHUS COJEpKaHHUs B CHIBOPOTKE KPOBU YPOBHS HOpManbHbIX |g (yacTo meHee
20%), napymenust ¢yakuuu B u T-mumdornuroB. CHMKEHHE KIETOYHOTO 3BEHA
MMMYHUTETa OOYyCIIOBJIEHO HEWTpONEHUEeH, BBI3BAHHOM Muenocynpeccueil. B
pe3yibTaTe BTOPUYHOTO HMMMYyHojaeduuuTa mnamueHTsl ¢ MM CKIOHHBI K
PEUUANBUPYIOIIMM OakTepuaibHbiM (ITHEBMOHUSA M HMH(EKUUH MOUYEBBIBOISIINX
nyTed, Be3BaHHBIE  Streptococcus  pneumoniae, Hemophilus influenzae,
Staphylococcus aureus) um BupycHBIM HHGpEKIUAM (IPOCTON M OMOSCHIBAOIIHIA
repriec). Haubosnee BbICOK pUCK MH(PEKUMOHHBIX OCIOXHEHHM B mepBble 3 Mecsiia
MoCJIe YCTAaHOBKU TMArHo3a, 3aTeM, [0 Mepe JOCTHKEHUS 3PdeKTa OT JIeUEHUs], pUCK

WHDEKIUN CHUKACTCS.
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Tabauya 2. YacToTa OCHOBHBIX KJIMHHYECKUX NMPOSIBJIEHUH H J1a00PaATOPHBIX

npusHakos npu MM

Kiimnuveckue nposiBjieHusi M J1a00paTopHbIe Yacrora, %
NPU3HAKH
Bosnb B kOCTSIX (O3BOHOYHUK, IPYyJIHAS KJIETKA, PEkKe 65

JJIINHHBIC KOCTI/I)

CnabocTh ¥ yTOMIIIEMOCTD 50
Anemus 65
IToyeuynas HeTOCTATOYHOCTh 20
[N'unepkanpyeMus 20
[luk CcBIBOPOTOUHOTO MOHOKIOHANBbHOTO I Tpu 80

CTaHJapTHOM 3JIeKTpodopese

[luk moHokJoHaNBHOTO I Tpu UMMyHO(DUKCAUU 97

CbIBOPOTKH HUJIKM MOYH

MonoxnonanesHbIi 1gG 50
MomnoxknoHansHbIi IgA 20
MoOHOKJIOHAJIbHEIC JIETKHE 1SN 20
MoHOKJIOHAJIbHBIC JIETKUE I[ETH B MOYE 75
KM mnasmoruros >10% 90
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5. JIHarHocTHKA

MHoroo0Opa3ue KIMHHUYECKMX [MpOSIBICHUI, BapHAHTOB W  OCIIOKHEHHUI

MHOXXECTBEHHOM  MHeEJOMBI  TpeOyeT  TpoBeleHus  psaga  jJabopaTopHO-

HHCTPYMCHTAJIbHBIX HCCJ’ICI[OB&HHﬁ, KaK IJIs1 TIOCTAaHOBKHM OKOHYATCIIbHOI'O AMAarHo3a

C Y4YCTOM KHaCCI/I(l)I/IKaHI/IOHHOFO BapHaHTa MM, TaK W U1 IIPOTHO3HUPOBAHUSA

TeueHHs 3a00JIeBaHMs, BHIOOpA JICUeOHONW TaKTUKU W MOHMTOpPUHTA 3()PPEKTUBHOCTH

IIPOBOAUMOM TEPAIIUHU.

Cnexmp nadoopamopHo-uncmpymeHmaibHvlx uccieoosanuil npu MM:

o0mumit ananu3 kposu, CO3;

OMOXMMHUYECKUM aHallu3 KpOBU: OOIIMKA OElIOK, MOYEBHHA, KPEaTUHUH,
MOYeBas KUCIOTa, Kanbluii, pocdop, Hatpuil, kanuit, CPb, JI/T;
anexTpodopes (6enkoBbie PpaKIi) CHIBOPOTKH;

HCCIIEIOBAHUE YPOBHSI HMMYHOTJIOOYJIMHOB B CHIBOPOTKE KPOBH;
HCCIIEIOBAHUE YPOBHS [3,-MUKPOTIO0YINHA;

onpeneneHue kiacca u tuna Plg, nerkux uemnei (K 1 A) B CBIBOPOTKE KPOBU U
MOYE U BBISBICHUS M MOHMTOPMHIra Hecekperupyromen MM Mmeronom
MMMYHO(UKCAIIUU ¢ MOHOKJIOHAJILHBIMU CHIBOPOTKAMU;

onpeereHrue CyTOYHOM OTepu Oeska ¢ MOYoil, 3JeKTpodope3 OETKOB MOYH;
o0mumii aHanu3 Mo4H, onpenenenue oenka benc-Jonca;

KJIMPEHC 10 SHAOT€HHOMY KpEaTUHUHY;

KOaryJorpaMma;

PEHTIEeHOJIOTUYECKOE HMCCIIeI0BaHUE BCEX IUIOCKMX KOCTeH U »nudu3on
KpynHbix TpyoOuarbix kocted, KT, MPT, nencuromerpus Koctel mnpu
muddy3HOM OCTEOTOPO3E;

acrypalvMoHHasi OWONCHS KOCTHOTO MO3ra, B CIIOXKHBIX JUArHOCTHYECKUX
CUTyallUsIX — TPEMaHOOUOINCHUS KOCTHOTO MO3ra C I1IEJIbI0 BBISBJICHUS
MH)UIBTPAIIUU KOCTHOTO MO3Ta IJIa3MaTHYeCKUMU KIIETKAMH,
UMMYHO(QEHOTUITHPOBAHKE KIIETOK KpoBU U KM;

onpeaenenue nurokunon: NJI-6, NJI-1b, TNF;
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e omnpeneneHue UHACKCA TPpoaudepauu IIa3MaTHIECKUX KIETOK;

e omnpeneneHue conepxkanus anrnoreHHeIX TUTOKMHOB (VEGF, HGF, bFGF);

® [UTOr€HETHYECKOE MCCIIEIOBAHNE KJIETOK KOCTHOIO Mo3ra (110 BO3MOXHOCTH
FISH-ucciaenoBanne  (¢uyopecueHtHas in SitU  ruOpuausanus) u
MOJIEKYJISIPHO-TEHETUUYECKAE  METOABl  WCCIECOBAHUS Uil BBIABJICHUS
peapamKUPOBKH T€HOB, OTBETCTBEHHBIX 32 CHHTE3 UMMYHOTJIO0YJIMHOB;

e (OuomcHus CIM3UCTOM pTa, NPSIMOM KHILIKH, TOYKH MPU TOJIO3PEHUU Ha
aMUJIOU03.

[Io pganHbIM O0O0IIEr0 aHalu3a KPOBU Yy OOJIBIIMHCTBA MalMeHTOB ¢ MM
BBIABJISIETCS HOPMOXPOMHAsi, HOPMOLIMUTApHAs, KaK MpPaBUJIO, THIIOPEreHepaTOpHas
anemus PA3IUYHOM CTENEHH TSOKECTH. B Oosiee MO3AHMX CTaaMsIX BCJIEACTBHUE
KOCTHOMO3TOBOM HMHQUIbTPAlUM IUJIa3MAaTUUYECKUMU KJIETKAMH MOXET TakKxkKe
HaOMIOAAThCSl  JIGUKOTIEHUS] YW TPOMOOIIUTONEHMS, YTO SABJISETCS  IUIOXUM
nporHoctTudeckuM (akropom. ¥ 15% mnauuentoB ¢ MM B nepudepuueckoil KpoBu
MOTYT ONPEAEISTHCA €AUMHUYHbIC aTUITUYHBIE TUIA3MAaTHYECKUE KIIETKU. bombiioe ux
KOJINYECTBO B KPOBU TPEOYET UCKITIOUCHHUS TUIa3MOKJIETOUHOTO JIEHKO3a.

YacTto nepsbiM npuzHakoM MM sBrsiercst noseienne COI (B 70 % ciydaes),
ypOBeHb KOTOpoi nocturaer Oonee 80 MM/4, YTO CBSI3aHO B OCHOBHOM C
MIPUCYTCTBUEM IapalipoOTEMHa B CBHIBOPOTKE KpoBH. Hepeaxo yckopenne COOI
MO3BOJISIET 3an0403puTh MM elie 10 pa3BUTHS OCHOBHOM CUMIITOMATUKU. XOTS 3TOT
MPU3HAK HE SBIACTCA CHEIU(PUIHBIM, €T0 BBIPA)KEHHOCTh, YaCTOTA U CTAOUIBLHOCTH
MOTYT CIY>KUTh BECOMBIM apryMeHTOM B moJjib3y MM. OnHako cieayer 3aMeTHTh,
yT0 MmuenoMa beHc-/[kOoHca, a Takke BapHaHTbl C HHU3KOM CEKpeluen
ceiBOpoTouHOTO Plg 11 He cexperupyromue GopMbl IPOTEKAOT ¢ HOpManbHOH COD.

[Ipu uccrnenmoBaHny OMOXMMHUYECKOTO aHalu3a KPOBU MOXKET OMNpeesThCs

YBEIMYCHUE 00we20 Oeixka 3a CUET TIO0YyIWHOBOW (pakuuu W TosBieHHe M-

epaduenma (M-1MK) Ha 35ekTpodoperpamme OeakoB (puc. 4), 4TO CBHACTEIBCTBYET
o cunrese Plg. Jlanmee ompepensercs MpHHAICKHOCTh BhISIBIICHHOTO Plg X omxHOMY
13 KiIaccoB |g, mpu 3TOM YPOBHU OCTAIBHBIX HMMYHOTJIOOYJWHOB MOTYT OBITH

CHHIKXCHBI. MCTOI[ I/IMMYHO(i)I/IKcaHI/II/I MMO3BOJIET TMOATBEPAUTL IIPUCYTCTBUC
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AHOMAJIbHOTI'O I/IMMYHOFJ'IO6yJII/IHa N YCTAHOBUTb €ro MOHOKJIIOHAJIBHYIO IIPHUPOIY.
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MoOHOK/IOH. HIPOTEHH [MTorukI0H. IpOTEHH

Pucynok 4. M-rpagueHT (MOHOKJIOHAJIbHBIM MPOTEHH) W MOJUKIOHAIbHBIN

MPOTEHH IPH JIEKTpodope3e OCIKOB CHIBOPOTKU KPOBH (B 30HE Y-TJIO0YIMHOB).

[Tpu MM cunTe3 Tspkensix U Jerux uemner Plg ve cbamancuposan. [lostomy y
2/3 TManMeHTOB B CHIBOPOTKE KPOBH HAONIOMACTCS W30BITOYHAS MPOAYKIHUS JISTKUX
1IeTIeH, BCJIEICTBUE YeTO B MO4e MosBIsieTcs 0enok benc-J/>koHca, mpeacTaBlIeHHbIN
aerkuMu 1iensiMa (A wim k), BxoasmuMmu B coctaB Plg. B penkux ciywasx B
CBIBOPOTKE OOHApYy)KMBalT cpa3y nBa win Oonee Plg, a y 1-4% mnanueHTOB He
omnpenensiercss HU M-rpagueHT, HU Oenok beHc-J[koHca (HecekpeTupyromas
MHUEIOMa).

[Topaxxenue mnouek y OonbHBIX MM coNnpoBOXKIaeTcs YBEIUYEHUEM YPOBHS
CBIBOPOTOUYHOTO KpeamuHuHa 1 MOYEBUHBI. B akTuBHOI (haze 3a0oneBaHus, a TaKkxKe
Ha (oHE XUMHOTEpANMd MOXKET HAOMI0AaThCA TOBBIIICHHUE YPOBHS MOYEBOM
KHCIIOTHI B CBIBOPOTKE KPOBH, OOYCJIOBIEHHOE OIYXOJEBHIM HHUTONM30M. [lpu

HCCICA0OBaHUHN QJICKTPOJIUTOB qacTo BBIABJIAICTCA SUNePpKaAIbyueMus,

runepocdaremusi, THTIOHATPUEMUSL, TUIO- WIH TUIIEPKATUEMUSL.

Ocob6oe BHMMaHUE cieayeT oopaTtuTh Ha ypoBeHb CPB, f2-umukpoenobyruna n

JIII'. BenuunHa 53TUX TNOKa3aTeJIeM acCOUMUPOBAHA C OIMYXOJIEBOM MAacCou U

UCIIONIb3YETCS ISl CTAAUPOBAaHMs 3a001€BaHMs U OLEHKU 3((HEKTUBHOCTH JICUCHHUS.
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Tak ycTraHoOBiI€HO, YTO KOHLEHTpauUus [2-MHUKpOrioOynnHa (Oompenensercs

PaAMOUMMYHHBIM METOJIOM) OTPAXKAET POCT OMYXOJEBBIX KIETOK U (DYHKIIMIO MOYEK,
kounentpamus CPb — akruBHOCcTh WNJI-6, a yBenmuuenue JI/II' cBumeTenncTBYET 00
arpecCMBHOM  TEYEHUM 3a00JieBaHUST W BO3MOXHOW  TpaHcpopManuu B
IJIA3MOKJIETOYHBIN JIEUKO3.

N3menenus B koarysnorpamme npu MM oOBIYHO NPOSBIISIFOTCS TUIIOKOATYJISIIUAEH
(ynmunenne AYTB u TpoMOHMHOBOrO BpeMeHHM) U OOYCIIOBIEHBI HapyUICHUSMU
OEITKOBOCHHTETUYECKON (YHKIIMM TICYEHU M BBIPAKEHHBIM yBenwueHuem Plg B
CBIBOPOTKE KPOBM C Pa3BUTHEM CUHAPOMA TUIEpBA3KOCTH. ClelyeT UMETh B BHIY,
4YTO TMPOBEACHUE JICUEHHs] OOJBIIMMU  JI03aMHU  TJHOKOKOPTHUKOCTEPOUOB,
TAMIOMUIOM  WJIM  PEBIMMHJAOM  MOJKET  CONPOBOXKIATHCS  PA3BUTHEM
TUIIEPKOATyJSIIMOHHOTO CHHJPOMA C PUCKOM (OPMHUPOBAHMS apTEPUATBHBIX U
BEHO3HBIX TPOMOO30B. B CBSi3M € 3TUM, KOHTPOJIb IOKa3aTENel KoaryiaorpamMbl
BA’KEH B IJJAaHE MOHUTOPHUHIA IPOBOIUMON TEPANHH.

Mopdonoruueckoe uccnenopanne KM umeer Beaylyro pojb MpPU MOCTAHOBKE
nuarsoza MM, Tak Kak MOBBIIIEHHOE coaepkaHue B KM rmmasmMaThdecKux KIETOK
oonee 10% sBAsieTCS OJHUM H3 OCHOBHBIX JHAarHOCTUYECKUX KPUTEPUEB
3a0oneBanus. Mopdoaornyecku MUETOMHBIE KIETKH OTIMYAIOTCS OT HOPMAaJIbHBIX
[IK meHblel 3penocTbio M OONBIIMMU KoOJIEOAHUSMU pa3MmepoB. Cpenu Takux
KJIETOK HEpEeIKO MoMajarTcs MHorosaepuele. M3-3a otnoxenus Plg B uuromnasme
[TK moryT oOpa3oBbIBaThCs BKItoueHHs (puc. 5-7). TpemanoOuorcus moaB3I0IIHOM
KOCTH OOBIYHO HE TpedyeTcsi, HO €clIM €€ TMPOBOJAT, TO OOHAPY>KMUBAIOT

uHpunpTpauio KM miasmaTudeckuMu KJIeTKaMu U/WJIH T1a3Mo0IacTaMu.
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Pucynoxk 5. MHoxecTBeHHass MueNIOMa, acnupar KOCTHOIO — MO3ra.
Knonanvnvie nnasmamuueckue kiemxu Oonvuie, 4em HOpMAlbHble KIemKU U UMEm

OOUTILHYIO YUMONIAZMY.

Pucynox 6. MHoXecTBeHHass MHUEJIOMa, acmyupaT KOCTHOTO — MO3ra.
Knonanvuvie nnazmamuueckue xiemxu umerom oOHO 3aMemHoe IOPbIUKO 6 npeoeiax

Kaxcooeo saopa. Takoice 8UOHbL 08YXbsOEPHbBIE NAASMAMUYECKUE KIeMKU.
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Pucynox 7. OmuHOuYHasl MIa3MOIIMTOMA KOCTU, Ouorcus pebpa. Kocmo

3AMEHEHA TUCMOM AHOMAJIbHBIX NAASMAMUYECKUX KN1EeMOK.

PeHTreHonornueckoe ucciieoBaHne, B IEPBYIO 04epelb, MPOBOIUTCS TEX KOCTEH,
rlie JIOKAIM3yeTcs O0O0Jb, a TakkKe HamOoJee 4acTo MoBpexaarommxcs npu MM:
IUIOCKHE W KOPOTKHE KOCTH (Yepern, Ta3, TpyauHa, pedpa W IMO3BOHKH), a TaKXKe
MPOKCUMAaJIbHBIC MU(PU3bI OCIPEHHBIX M TUICUEBBIX KocTel. [lpm penTrenorpadum
kocteld B 60% ciydaeB OOHapyXWBAalOT CIMHWYHBIC WM MHOXKECTBEHHBIC ouaeu

ocmeonusuca, TPQGy3HbIA 0CTEONOPO3, MATOJOTUYECKUE MepesioMbl. M3MeHenus B

KOCTSX 4Yepemna BBINIAIAT OTICIbHBIMU «IPOOOMHUKOBBIMMY» AedexTamu. [lpu
OTCYTCTBUHM W3MEHEHUI HAa PEHTI€HOIPaMME OYarh KOCTHBIX AECTPYKLIHMI MOXHO
BeisiBUTh Tipu momont KT, MPT wmm [I3T (pue. 8). Crnemyer oTMETHTBH, 4TO
PEHTTEHOJIOTUYECKUE H3MEHEHHUS B KOCTAX HE SBIAIOTCA CIHEUU(DUUECKUMU H

IMMO3BOJIATOT TOJIBKO 3allOA0O3PUTH MUCIIOMY.
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Pucynok 8. TloBpexaeHus KOCTeHl MNpH pa3IWYHBIX JTy4EeBBIX METOJaX
uccienoBanusi mpu MM. A — pentreHorpadus yepena; b u B — penrrenorpadus
TpyOuaThix kocted; I' — KT mo3BonkoB; JI — MPT mno3Bonounuka; E — TIOT

(mopakeHue T03BOHKOB U pedep).

NMmvyHOGEeHOTUITUPOBAHKE OTIpeAeiieT MOHOKIOHAIBHBIE ITK B KOCTHOM Mo3Te ¢
denotunom CD38+, CD19—, CD138+. IIpoTtoyHasi MUTOMETPHs MO3BOJSET TAKKE
OnpeneNsaTh NPOoNU(PEpPATUBHBIM HHIAEKC IIa3MaThuyeckux kietok (plasma cell
labeling index), xOTOphBIH BBIABISAET MPOLEHT ILJIA3MOLIMTOB B S-(haze KIETOYHOI'O
IMKJIa W OTHOCUTCS K HEOJarompusTHBIM MPOTHOCTHYECKUM  (haKTOpam.
Omnpenenenue conepkanus anruoreHHbix MUTOKUMHOB (VEGF, HGF, bFGF) Ttaxxke
HE0OXO0UMO JUIsl POTHO3a TeUSHHsI 3a00IeBaHMS.
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BaxHnoe 3Hauenue npu MM Takke UMEIOT IUTOTCHETUYECKUE UCCIIEIOBAHUS, TaK
KaK UX PEe3yibTaThl YUYUTHIBAIOTCS TpU (POPMUPOBAHUM TPYII PUCKA, TIPU BHIOOpPE
ONTUMAJILHON TEpanuM, a TakKe MPH OIIEHKE MHUHUMAaJIbHOM OCTAaTOYHOM OOJIe3HU
(MOB). XpoMocomHble HapyiieHus: BoISBISIFOTCS y 20-60% manueHToB Ha paHHUX
stanax 3aboneBanus U y 50-90% B Oonee mo3gHux craausax. l{urorenernueckue
OTKJIOHEHUs TIpu MM Moryr BKJIIOYATh YHUCIOBBIE HapylieHUs (THIO- WU
TUNEPIUTIIONINAS) WM KApUOTHIBI C TPAHCIOKAIMSAMH, BOBJICKAIONUMU TEH

UMMYHOTI00yHHa (Tada. 3).

Tabauya 3. Moaejb HUTOTeHETHYECKOT0 PUCKA

Heb6naronpusitHbin bnaronpusTHbIi
Merton uccnenoBanus | ¢pakTop bakTop
CrangaptHas - Heneuwms 13-i1 - ['unepaurmonaus
LUTOT€HETHKA XPOMOCOMBI

- Andymuionius

- ' unomnonaus
FISH t(4;14) t(11;14)

t(14;16) 1(6;14)

t(14;20)

del 17p13

JluarHocTuyecKkre KpuTepuu

IIpu mnocranoBke guarHoza MM cuenyer CTpoOro IPUAEPKUBATHCA

YCTaHOBJICHHBIM OCHOBHBIM W JOIIOJIHUTCIBbHBIM ANATHOCTUYCCKUM KPUTCPUSM.

Ocnosnble («0onbuue») OuazHocmuyecKue Kpumepuu:

1. IInazMoxksieTouHast UHUIbTpaLUs KOCTHOrO Mo3ra > 30%;

2. OOHapyKeHHe TIa3MOIMTOMBI Ha OMOTICHH;
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3. IIpu »snexTpodope3e OENKOB CHIBOPOTKM OOHAPYKEHHE MOHOKJIOHAJIBHOTO

naparnpotenna 1gG > 35 r/m; JgQA > 20 r/n w/umm skckpenus Oenka benc-

JI>xoHCa B MOYe MPEBBIIAET 1T/CyTKH.

ononnumenvuole («MaJlble») ouazHocmuuecKue Kpumepuu.:

A. [Tnazmoxkiierouras HGUIBTpaus KOCTHOTO Mo3ra oT 10 10 30%;

B. O6HapyxeHrne MOHOKJIOHAJIHHOTO TMapanpoTenHa B MEHBIINX KOJIWYECTBAX, YEM
BBIIIIC YKa3aHHBIC,

C. OCTeoMTHYECKUE MTOPAKEHUS KOCTCH;

D. CHwkeHue ypoBHS TIOKa3aTeleld HOPMAJIBHBIX KJIacCOB  CHIBOPOTOUYHBIX

uMmyHoTII00ymiHOB: 1gG< 6r/m; IgA <1 1/1; IgM<0,5 /1.

Jluacno3z cumnmomamuueckou MM ycmanagiugaemces npu Haiuvuu:
- 1100020 couemanus 08yx «DOILULUXY KpUmepues,

- «bonbuio2oy kpumepus I u «manvixy kpumepues B, C unu D;

- «bonbuwocoy kpumepus 3 u «mano2oy kpumepus A unu C;

- «manvixy kpumepuee A+B+C uiu A+B+D.

JuddepeHmanbHblid AMArHO3 CUMITOMATAYECKON MUEJIOMBI CIIETYET MPOBOIUTH

¢ MIH3, Ttneromeli MHOXKECTBEHHOM MHUEIOMOW U JpyruMu  (popmamu
MapanpoTeMHEMUYECKUX TeMOO0JIaCTO30B, a TakKXKe C TMEePBUYHBIM CHUCTEMHBIM
aMUJIOu030M, JIUMPOMaMH, METaCTaTUYECKUMH  PAKOBBIMH  IPOIECCAMH,
CUCTEMHBIMH 3200JICBAHHUSIMU COCTMHUTEILHON TKAaHU, XPOHHYECKUMU TeIIaTUTAMH.

Momnoknonanvhasn zammanamus neonpeodenennozo snauenusn (MI'H3, MGUS -
monoclonal gammapathy of undetermined significance) xapakrtepusyercs
colepKaHUEM ChIBOpOoTOouHOTO M-miporenna Hmwke 30 1/m mw wmenee 10%
maazmMaTudeckux kietok B KM 6e3 sBHbIX B-nmumdonponudepaTtuBHBIX pacCTPOMCTB
1 KaKuX-JI11M00 CHMITOMOB, OPTaHHBIX WU TKAHEBBIX TMOBPEKIECHUN, OTHOCSIINXCS K
MOHOKJIOHaJIbHOW rammarniatud. Korja MOHOKJIOHaNbHBIN Oenok u konnyectBo [IK
KOCTHOTO Mo3ra cooTBeTcTBYIOT MI'H3, HO mnamueHT uMeeT HEHPOTHUECKUM

CHUHJIPOM, 3aCTOMHYIO CEPICUHYIO HEJJOCTaTOUHOCTb, MEPUPEPUIECKYIO HEUPOTIATHIO,
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OpPTOCTAaTUYECKYI0 THUIOTOHUIO WJIM MACCHUBHYIO TelaToMeraiuio, Hauboee
BEPOSITHBIM JIMATHO30M SIBJIIETCS IEPBUYHBINA CUCTEMHBIN aMUJIOU]I03, KaK PE3YJIbTAT
OTJIOXKEHHUSI AMUJIOUJIOTEHHBIX JIETKHX LENEN B TKAHSAX M OpraHax. Y MalueHTOB C
OoOLIMMHU CHUHAPOMAaMH, JUTUYECKUMH KOCTHBIMH OYaraMi, MaJIC€HbKUM M-TIMKOM H
MeHee 10% IIK B KM BO3MOXHO HaJIMYME METACTATHYECKON KapUMHOMBI C
conyrcTBytomeidn MI'H3.

Thewwan (éanomexkyuwjaa unu oOeccumnmomuasn) MM 1nuarHOCTUPYETCS Y
10% nanuenToB ¢ quarHozoM MM M XapakTepusyeTcsl CICAYIOLIMMHU MPU3HAKAMU:
conepxkanne M-0Oenka Oosee 30 r1/m; uucno IIK B mumenorpamme >10% mnpu
OTCYTCTBUM CHUMITOMOB OpraHHBIX HWJIM TKAHEBBIX IOBPEXACHUI, CBA3AHHBIX C
MOHOKJIOHAJIbHOM raMMarnatuei. ta cCuTyalus KIMHUYECKH U OMOJOTUYECKU OYEHb
onuska k MI'H3, ognako konudectBo 1K 3HaUMTENBHO BBILIE U MPAKTUYECKH Y BCEX
NAIMEHTOB TJICIOIIas MUEJIOMa B UTOre TPAaHC(HOPMUPYETCS B CUMITOMATHUECKYIO.

Hecekpemupyrwwaa MM wnabmonaetcs y 3% OOJbHBIX M XapaKTepU3yeTcs
OTCYTCTBUEM M-TIpOTE€MHA B CHIBOPOTKE KpOBH M Moue. /[narHo3 ycraHaBiIuMBaeTcs
MPU BBISBJICHUA KOCTHOMO3TOBOTO KJIOHAJIBHOTO TuiazmoruTo3a Oosee 10% wmm
MJ1a3MOLMTOMBI U CBS3aHHBIX C HEW MOBPEXACHUI OPraHOB M TKaHEW. Y OOJBHBIX C
aToii  ¢dopmoit 3abosieBaHus Oomee uyeM B 60% ciaydaeB  BBISBIISCTCS
runoramMmmarioOynuaemusi. [Iporuno3 3aboneBanusi ¥ MPUHIUIIEI BpaueOHON TaKTUKH
npu 310l hopme MM He OTIMYaIOTCS OT CUMIITOMATHYECKON MUEIIOMBI.

IKcmpameoyinAprHan naa3mMoyumoma UMeET CIEAYIOINe MPU3HAKU: HET M-
Oelika B CHIBOPOTKE W/WIU MOYE, SKCTpaMEIyJUIIpHAas OIMyXOJb M3 KJIOHAJIbHBIX
MJIa3MaTUYECKUX KJIETOK, HOpMajbHble JAaHHbIE WCCIEAOBAaHUS CKeJleTa, HeT
CBSI3aHHBIX C MUEJIOMOM APYTUX MOBPEXKAECHUN OPraHOB U TKAHEW.

ITnasmoxknemounsviii neiko3 — arpeccuBHbld BapuanT MM, omnpenenseMsli
anciom  IIK B mepudepuueckoit kposu > 2x10°%1 u 6Gomee 20% mpu
mubdepeHnnaTbHOM — TOJCYeTe  JIGMKONHWTOB.  [Ima3sMoKIeTOUYHBI — JIEHKO3
KJIacCU(PUIMPYeTCs Kak MepBUYHBIA (0€ NOVO), korga OH OOHAapy)KHMBaeTcs B
neiikemudeckoir (aze (60% ciaydaeB), WM Kak BTOpHYHBINA (Secondary), korma oH

ABJISIETCSL  PE3yJIbTaTOM TpaHchopMaluu MpeABapUTENIbHO pacno3HaHHo MM.
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[Iporno3 3abosieBanmsi HeOmaronmpusATHBIA. [Ipy TMpoBeACHUH MOMMXUMUOTEPATHH
00111ast BEDKUBAaEMOCTh OOJIBHBIX TIA3MOKJIETOYHBIM JICHKO30M d€ NOVO cocTaBisieT 8
MECSIIEB, a OOJIbHBIX C BTOPUYHBIM IJIa3MOKJIETOYHBIM JIEHKO30M — 2 Mecsla.

Ocmeocknepomuueckan  ¢opma MM  —  dopma, Korma  ImpH
PEHTIeHOrpa(PpUUYECKOM HCCIIEJOBAHUU KOCTEH BBISABJISIOTCS OYard OCTEOCKIIEpO3a.
Jlanupiii  BapumaHT  3a0o0JieBaHMS ~ BCTpedaeTcss  KpaiiHe  peako.  MHorna
OCTEOJUTHUYECKUE MOPAKEHUS KOCTHOM TKaHU y 00JbHBIX MM Moryt couyeraTbes
o4yaramMM OCTEOCKIIEp03a, OTPaXalolEro MPOLECCHl pernapanuy KOCTHOM TKaHHh. B
ATOM  Cllydya€ MOXKHO TOBOPUTH O CMEIIAHHOM  (OCTEOJIUTHYECKOM U
OCTEOCKJIEPOTHYECKOM) THUIle NopaxeHus. OCOOCHHOCThIO KITMHUYECKUX MPOSBICHUIN
y OOJIBHBIX C OcTeocKIepoTndeckor dhopmoiri MM siBnsiercs OoJiee 4acToe pa3BUTHE
CEHCOMOTOPHOM TmMoJuHeWponatuu, Kotopas BcTpedaercs y 30-50% OoOJIbHBIX.
N30511poBaHHBIN OCTEOCKIEPOTUYECKUN TUI MOPAKEHUS] KOCTHOM TKAaHHW IOYTH B
MOJIOBUHE CJy4yaeB BCTpedaeTcss npu Tak HazpiBaemMoM POEMS-cunnpome
(momueriponatust  (polyneuropathy),  opranomeramus  (organomegaly)  wmm
mumdaneHonaTus, 3HIoKpuHonatus (endocrinopathy), M-nporeun (M-protein)
W/WIM TUTa3MOKIJIETOYHAs JAMCKpas3usi, u3MeHeHus koxku (SKin changes)). Ilpuunna
Bo3HHKHOBeHUs POEMS-cunnpoma Hesica. Tonpko y 5-20% GonbHbix ¢ POEMS-
CUHJIPOMOM KOJIMYECTBO IUIa3MAaTUYECKUX KJIETOK B KOCTHOM MO3r€ MPEBBIIIAET
10%, 4TO yKa3pIBaeT Ha TO, YTO TE€HE3 JIaHHOIrO 3a00JIEBaHUS JAJIEKO HE BCeraa
CBSI3aH C MHOKECTBEHHOU Muenomou. [lokazaTtens o6rmieit 20-1eTHe BEDKHBAEMOCTH
6onpHbIX cocTaBisieT 50%. Cuuraercs, uro MM y OonbHbIx ¢ POEMS-cunapomom
MpOTeKaeT OJarompusTHO UM HE SBISETCS MNPUYUHON CMEpPTH TAlMEHTOB.
XumuoTtepanus pu TaHHOM 3a00J1€BaHNH, KaK TIPaBuiio, He mpoBoautcs. [Tpu 6omsx
B KOCTSIX MOKET MCIIOJIb30BaThCS JIOKAIbHAsS JTyueBasi Teparusi.

buknonanvnaa MM — penxas popma MM, nipu KOTOPOI BBISIBISIETCS 2 KJIOHA
[1K, cekperupyromux a8a tuna M-06enka (Hanpumep, IgG-k u [gG-A, IgA- « u 1gG-
K). CunuTaeTcs, 4TO B OCHOBE OMKIIOHATLHONH MM J1eKUT BOBHUKHOBEHHE MYTallMil B
00JIaCTH TEHOB, OTBETCTBEHHBIX 3a CHMHTE3 |J HaA pa3HBIX 3Tamax co3peBaHus B-

J'II/IM(bOHI/ITa, a TaKK€ BOBHHMKHOBCHHEC BTOPOI'O KJIOHA IIATOJIOTHYCCKUX IIK B paMKax

31



OIyXOJICBOW mporpeccuu 3a0ojieBaHus. KIMHUYECKMX ¥ IIPOTHOCTHYECKHX
ocobenHocTel nannas popma MM He nmeer.

JuddepeHnmaibHple  IUArHOCTHUCCKAE KPUTCPUU PA3IMYHBIX BapHAaHTOB
MHUEIOMbI W  MOHOKJIOHAJIbHOW TaMMallaTHHd  HEONPEJCIICHHOTO  3HAYCHUS

IMpCaACTABJICHBI B IPUJIOKCHUN 1.
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6. CuctemMbl CTAAMPOBAHMSA U (PAKTOPHI MPOTHO3a
MenuaHa BEDKMBAEMOCTH IAaIMeHTOB ¢ MM cocTaBiIsSeT 0KOJIO 3-X JIET, OJHAKO
HEKOTOPbIE NAIIUEHThl YMUPAIOT B TEUEHUE MEPBBIX HECKOIBKUX HEENb WIN MECALIEB
MocJie MMOCTAHOBKM JIMarHo3a, a JApyrue XuByT Oonee msatu U gaxke 10-15 jer. Ota
U3MEHYMBOCTh B BBDKMBAEMOCTH 3aBUCUT OT IPOTHOCTHYECKHX (DaKTOPOB,
CBSI3aHHBIX C OCOOCHHOCTSIMH MAllMEHTa U OMYXOJIH.

CDaKmODbl nayuernma. 3HAYNUTEIBHO yXyamaroT BbBDKHBACMOCTb BO3PACT

nanyeHTa crapiie 65 yer u miuoxoi comarnueckuii craryc (mo mkaine ECOG) Ha
MOMEHT MOCTAaHOBKHM AuarHosa (OonbHOUW > 50% BpeMeHU MPOBOJIUT B MOCTEIH H
HY’KJIa€TCA B CECTPUHCKOM YXOJIE).

(paKWIODbl, accoyuupoearislie  C MACCOU___ NAAZMAMUYECKUX _ KI1emoK U

ocnodicHenusamy _6one3ny. BaXHBIM IPOrHOCTUYECKMM MapKepoMm sBisieTca [2-

MUKPOTJIOOYJIUH — HU3KOMOJICKYJISIPHBIM O€JI0K, KOTOPBIM MPOAYLHUPYETCS BCEMHU
SAICPHBIMU KIIETKAMU U 3KCKPETUPYETCSl ¢ MOYOW. Ero ypoBeHb B CBIBOPOTKE CBSI3aH
¢ maccoit I1IK B kocTHOM Mo3re U ¢ GUIbTpalioHHoN GyHKIUeH nouek. M3mepenue

YpPOBHSL [}2-MHUKpOTJIOOYJMHA Ba)XXHO TNPU TMOCTaHOBKE jAuarHoza MM s

CTaAWupPOBaHMA ITATOJIOTMYCCKOTO ITponccca.

Dakmopul, ceazanHble cO 3n0KauyecmeeHnbviM _knoHom. IIpoardepaTuBHbIit

UHJICKC IUIa3MAaTHYEeCKUX KIeTOK (>1%) sABIsSeTCS OMHUM M3 CaMbIX HAJACIKHBIX
MPOTHOCTUYECKUX (akTopoB y mnanueHToB ¢ MM. lluToreHeTH4yecku MIOXUMHU
nporuoctuyeckumu (akropamu ssisiores: 1(4;14), t1(4;16), nenerus/Mmonocomus 13
u 17 xpomocom, ymnuHeHue xpomocombl 1. Bwicokas skcmpeccus rena CKSI1B,
pacnoJioxkeHHoro Ha 1021 — Mapkep 0o4eHb KOPOTKOM MPOAOIIKUTEIBHOCTH HKU3HU.
lpyeue  Hebnaconpusammuvie  npocHOCMuUYeCKUe  aKmopul. aHeMHs,
TPOMOOIIUTOTICHUS, MIPUCYTCTBUE HUPKYJTUPYIOITUX 1K, noveyHas
HEJIOCTAaTOYHOCTh, CHIDKEHHE CBHIBOPOTOYHOTO anbOymuHa, moBbimenue JIJIT,
BbICOKOE cojiepxkanne C-peaktuBHOro Oeika (>5 Mr/ir), THI-A MOHOKJIOHAJIBHOTO
Oenka, Hanuuue Oenka benc-J[)koHca, moBbIIeHHBIH ypoBeHb WJI-6 u  ero

pacTBOopeHHbIX penentopoB (sMJI-6), MOBBINIEHHOE COAEpP)KAHHE AHTUOTEHHBIX
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nmutoknHoB (VEGF, HGF, bFGF), noswsimenne »skcnpeccun CD44, CD28 u
camxenue CD56, noBbleHHBINH ypoBeHb pacTBopeHHOro CD138.

[TpuHIIMNIMAIBFHOE 3HAYEHHUE JJIA MPOrHO3a TeueHUs 3a00JIeBaHUS U OTBETa Ha
Tepanuio UMEeT cTaaus 3aboseBaHus. B HacTosee BpeMsi UCIONIb3YeTCs HECKOIBKO
MNOJX0/I0B K cTaaupoBaHuio MM, yUHUTHIBAIOMIMX HAJIMYME OIPEACICHHbBIX
POTrHOCTHYECKUX (PAKTOPOB.

Haubomee pacmpocTpaHeHHOW SBISIETCS CHCTeMa CcTaaupoBanus MM
npeiokenHas B 1975 r. B.Durie u S.Salmon (ma6xn. 4), kotopasi BBIACIACT TPH
cTaauu 3a00JeBaHMs UCXOJS U3 OICHKH OMYXOJIEBOM Macchl HA OCHOBAHWH YETHIPEX
napaMeTpoB (conepkanue M-Oenka, reMorjioOMH, KadblIUM M CTENEHb KOCTHOM
BoBJIieueHHOCTH). Kaxkmasi cragusi monpasnensiercs Ha A u B B 3aBUCHMOCTH OT

MOYEYHON PYyHKUIHUH.

Tabiuya 4. Knaccudgukanusi cTaauil MHOKeCTBEHHOI MUEJIOMbI

(Durie/Salmon, 1975r.)

Crannu Kpurepuu Meaunana Macca
o01ei MHUEJIOMHBIX

BBI>KHBAC€MOCTH, | KJICTOK B I1€JIOM

roabl 10 OPraHu3My,
MJIpI[/Mz
I COBOKYITHOCTb _ CIEIYIOIIUX
IIPU3HAKOB: 6,5 600 map.

I'emoroomn >100r/1;
HopmanbHubii YPOBEHb
KaJIbIIUSI B CHIBOPOTKE(<2,6
MMOJTB/JT);

OTCyTCTBHE OCTEOJIM3A WU
COJINTAPHBINA KOCTHBIM OYar;

Huskuit VDOBEHDb M-

KOMIIOHCHTA.
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19G<50 1/n
IgA< 30 1/n
[Iporennypust benc-/I»xoHca

<4r/24 yaca

I [Toka3zaTenu cpegHue MEXIy 3) ot 600 1o 1200

[ u III craguamu MJIP/I.

I Omma  wm  Oosee w3

CIEIYIOUINUX NPU3HAKOB! 2 >1200 mupg.

I'emorobun < 851/11;
Kanpumii ceiBopotku > 3,0
MMOJIB/TI;

BrIpakeHHBIN
OCTEOECTPYKTUBHBIN
POIIECC;

Bricokuit VPOBEHL M-

KOMITOHEHTA!

19G> 70 r/n

IgA> 50 r/n

[Iporennypus benc-/[>xoHca

>12r/24 yaca

ﬂOl’lOﬂHumeﬂbele cmaouu ompaswcarom cCoCmosiHue NOYEYHOU d)VHKMuu.'

A - HopMasbHas (GyHKIMS MoYeK (KpEaTUHUH ChIBOPOTKUA MeHee 177 MKMOJIb/1);

B - cumxkenue GyHKINUM MTOYEK (KpeaTHHUH CHIBOPOTKH Oosiee 177 MKMOIIB/).

[locne BHeapeHHWs B KIMHUYECKYIO TMPAKTUKy Oo0Jee YyBCTBUTEIHHBIX
PEHTIE€HOJIOTUYECKUX METOAOB wucciedgoBanusa (takux kak MPT u IIOT) B
kiaccudukaiuo Durie/Salmon OblTH BHECEHBI HEKOTOPBIC TOMOJIHEHUS. Tak, cTaauu
3a00€BaHUsl OMPENETSIINCh, B 3aBUCUMOCTH OT KOJIMYECTBA OOHAPYKEHHBIX C
nomo1bio MPT ouaroB ocreogectpykiuii (I ctagus — menee 5 ouaros, I cranus —
oT 5 1o 20 ouaros u I craguss — 6omnee 20 ouaros). Kpome Toro, B kinaccuduxkanuu
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OBLJI0O y4TeHO OTCyTCTBUE (moactamusi «Ay») wim Hamuume (moxactamus «By)
AKCTpAMEAYJUISIPHBIX 0YaroB MopaxeHus. JlomoJiHeHHasi cucTeMa CTaJIUupOBAHUS

noayumia HazBanue Durie/Salmon PLUS (mpuioxenue 2).

B nowucke Oosiee MOJAE3HOM H  BOCHPOU3BOJMMON MPOTHOCTUYECKOMN
kiaccudpukamuu B 2003 rogy HOro-3amagHoi onkosnormuyeckor rpymmoit (SWOG)

pa3zpaboTaHa cTaiupyromias CUCTeMa 1Mo YpOBHIM [2-MHUKPOIIO0yIMHA U allbOyMUHA

B cbIBOpOTKE KpoBH (SWOG-cuctema).

SWOG-cucrema cTagupoBaHus:

Cranus | B2-mukpornoOymun < 2,5 mr/nn
Cranus Il B2-mukpornoOynus > 2,5 < 5,5 mr/nn
Cramus Il B2-mukpornoOynun > 5,5 mMr/on

anbOYMUH CBIBOPOTKHU > 3 /1171

Cramusa IV f2-muxporinoOynus > 5,5 mr/an

anbOYMUH CHIBOPOTKHU < 3 T/1171

Jlns  oueHku TporHo3a 3a0oJieBaHMST M pacuera  MEXAYHapOJHOTO
nporuoctuyeckoro uHaekca (International Prognostic Index) SWOG B 2005 roay
pa3paboTasia MexayHapoaHyro cucteMy craaupoBanus (1SS — International Staging
System for multiple myeloma), mosydeHHy0 B pe3ysibTrare 0OCjeaIOBaHUsA Oolee
11000 manmenToB (maba. 5). JlaHHas cTagupyromias CHCTeMa Ha CETOIHSIIHUAN JICHb
MpU3HaHA aJIeKBaTHOU U 3(PPEeKTUBHON AJis 000 BO3PACTHON KaTEropuu OOJIbHBIX
(kaK MOJIOKE, TaK U cTapiie 65 JieT), I XUMUOTEPAIHH JIF000H WHTEHCUBHOCTU U
JUTS SKUTENEH JTIF000T0 TeorpaduuecKoro peruoxa.

Tabnuya 5. MexayHapoanasi cucrema craguposanusi MM (ISS, 2005)

Craaus/ Kpurepuu Hoast Meauana oomei
rpynmna 00JIbHBIX, % | BHIKUBAEMOCTH,
pucka Mecs bl

I/ 1P1-1 B2-mMuKporno0ynuH 28 62
< 3,5 mr/m;
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abOYMUH CHIBOPOTKHU

>351/n

1/ 1P1-2 B2-MUKpOTIIOOYJINH 33 44
< 3,5 mr/m;
aTbOYMUH CBHIBOPOTKHU
<3571/n

AN

B2-MukpornoOynuH

3,5-5,5Mr/n1

1/ 1P1-3 B2-MuKporno0yIuH 39 29

> 5,5 Mr/n

[Ipu GopMynupoBKe KIMHHYECKOTO auarHoza MM HeoO0XOIuMO yKa3bIBaTh
MMMYHOJIOTUYECKMI  BapuaHT, CTaauio 3a0ojeBaHus (C  y4E€TOM CHUCTEMBI
CTaJAMPOBAHUS), MEXKIYHAPOJHBI MPOTHOCTUYECKUM WHIEKC, a TakXke Jpyrue
(akTOpHI, BIUAIONINE HA POTHO3 3a00JI€BAHU.

LIpumepwvl hopmynuposxu ouacrnoza MM:

e MmnoxecTtBeHHas muenoma ¢ cekpernuen IgGK, muddysno-ouarosas (opma,
IITA cramus, IPI 3;

e MHuoxecTtBeHHass Muesnioma ¢ cekperueit IgA A, IIIA cragusi, mporHOCTUYECKH
HEOJIaronpusATHBIA BapuaHT (MOHOCOMHS 13 XPOMOCOMBI, KOMIUICKCHBIC
XPOMOCOMHBIE€ HAPYIIEHUSA);

e MHoXxecTBeHHass MueraoMa ¢ cekpenueid Oenka benc-JlxoHca, mosHas

pemuccus (C yKkazaHueM J1aThl BEpUPUKALINN).

37



7. Jleuenmne
7.1 O0mme NpUHIMIBI

Ha cerogusimHuii JeHb MHOXKECTBEHHAsT MHEIIOMa OCTAaeTCsl HEU3JICUUMbIM
3a00JICBAHUEM C MEIUAHOM BBDKHBAEMOCTH 10 2,5-4 jer. I'JIaBHBIMU ILEISIMH
neyenuss MM sBISIOTCS:  TOJABIIGHHE  POCTa  OMYXOJHM,  YBEJIWYEHUE
POJOJDKUTEIBHOCTH U YIIYUIIIEHHE Ka4eCTBa )KMU3HU MAIlMEHTOB.

[locne moctaHoBkM guarHoza MM BaKHO peIIMTb HYXKJIAETCS JH TMAlUeHT B
MPOBEICHUM cliennprueckol XumMuoTepanuu. BepkunarenbHas TakTUKa OnmpaBjaHa
npu Tiaeronel muenome. Creuuduueckoe JieyeHue npu MM pekoMeHI0BaHO
MPOBOAMTD MPH MOSBICHUH CUMIITOMOB MOPAXXEHHSI OPTaHOB-MHIIICHEH.

Jlyist onpenienieHust MOKa3aHU K Hayaly XMMHOTEPAINUU UCIOJIb3YIOTCS KPUTEPUU
«CRAB» (mabx. 6):

C - Calcemia (runepkanblueMusi): yPOBEHb KajbIMs CBIBOPOTKH BBIIIC BEPXHEH

rpaHuilbl HOpMBI > (0,25 MMOJIB/JT WK YPOBEHB KaJIbIUs > 2,75 MMOJIB/II;

R - Renal insufficiency (modeuynass HeAOCTATOYHOCTB): KPEATHHUH CHIBOPOTKH

>173 MKMOJIB/J;

A - Anemia (aHemus): ypOBEHb reMOrIOONHA CHIDKEH Ha 20 T/11 HUKE HUKHEU

TpaHUIIBl HOPMBI WJIH YpOBEHb remoriioouna < 100 r/m;

B - Bone lesions (mopakeHre KOCTEH): OCTCOTUTHYSCKUE TIOPAKCHHS KOCTSH HITH

OCTCOIICHHUA C KOMIIPECCHMOHHBIMH IICPCIIOMaMU.

Tabauya 6. Tlpu3HakM TOpaKeHHsI OPraHOB M TKaHel, CBS3aHHOIO C

IUIA3MOKJIETOYHOM npoJsindepanuei

* YBenuueHue ypoBHs Kaiblust chiBopoTku (Calcium elevated) Beiire BepxHei
rpanuibl HopMbl > 0,25 mmonw/n (1 mr/man) wnu ypoBeHb Kajbuus > 2,75
MMOJIB/11 (11 Mr/mn);

* Tlowyeunass nemoctarounoctb (Renal insufficiency): ypoBenb kpearnHuHa
CBIBOPOTKH > 173 MrMOb/1 (1,96 mr/min);

* Anemus (Anemia): ypoBeHb reMoriioonHa Ha 20 /11 HUKe HIDKHEH TpaHUIIb]

HOPMBI WK cojiepkaHue remoryioonna < 100 r/i;
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* [Topaxxenue xoctei (Bone lesions): ocTeomuTrueckre 04aru Wil 0CTEOnopo3
C KOMITPECCHOHHBIMU TieperioMamu (MOxHO BeisiBUTh Tipu KT wimu MPT));
Jpyeue npusznaxku: CUMITOMATHYECKOE IOBBIIICHUC

aMUJION]I03, PEUUIUBUPYIONTNE OaKkTepuaabHbie WHOEKIUU (> 2 SMU3070B B

TeueHue 12 mec).

BA3KOCTH  KPOBH,

JleueHne MHOKeCTBEHHOM MHEJIOMbI BKJIIOUYAeT cleayromue BUuabl:

1. CrangapTHas XMMHUOTEpaIus;

2. BBICOKOIIOBHEI}I XUMHOTCpaIiug C aYTOHOFHqHOﬁ, PEIKC

TpaHCHJIaHTaHI/Ieﬁ TEMOIIOITUYCCKUX CTBOJIOBBIX KJICTOK,

-  aJUIOTE€HHOU

3. [lognepxuBaromas Tepamnus (MHTEpPEepoH-aabha, IPeTHU30JI0H);

5. Jleuenne oclOKHEHH, BKITIOYAIOIIIEe:.
e 00ayueHue
® KopceThl/PuKcarus
e OuchochoHaTsl
e 00e300MBarOIINE
® DPUTPONOITHH
® AHTHOMOTHKHU

o (usmyeckue ynpakHEeHHUs

e HCOTIIOXKHAsg ToMoIIb (remMomuanus, Iutasmadepes,

BMEILIATEIBCTBO);

6. JleueHne pe3uCTeHTHBIX POpM 3a00JI€BaHUS U PELIMIUBOB;

7. HoBble ciocoObl JIeUeHHUS:
o Tamumomun, neHaTUAOMUI (MMMYHOMOTYISITOPHI)

e bopre3oMub (TPOTEOCOMHBIM HHTUOUTOP)

XUPYPTUYECKOE

e Doxil (numocomanbHbIi JOKCOPYOUITMH) BMECTO aIpHaMHUIIMHA

e TrisenoX (TPUOKCHI MBIIIbSIKA)

e Mini-allo (anTHMUETOMHBII )-TpaHCIIAHTAT.
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Onenka »sddexktuBHOCTH JedeHuss MM  TpoBOAUTCS B COOTBETCTBUU C
MEXAYHAPOJHBIMU KPUTEPUAMHU, KOTOPBIE OCHOBAHBl Ha KOPPEIALUUA MEXKIY

perpeccuell ypoBHsI ChHIBOPOTOYHOTO M-0esika, Maccoil OMmyXoju W KIMHUYECKHUMHU

nposiBIIicHUsIMU ~ 3a0osieBanmst  (mpuiaoxkenue 3). [l  pemreHus Bompoca o
npeKpanieHuu JieueHus MM BakHBIM SIBJISIETCS onpeiesieHne (asbl MIaTo, KOTopast
YCTaHABJIMBACTCSA MPU CTAOMIIM3AIMKM TPOIEccCa ¢ MAKCUMAaJIbHO HU3KUM YPOBHEM
rapanpoTerHa B CHIBOPOTKE KPOBH W/WJIM MOYE, ¢ MUHUMATbHBIMA KIMHUYECKUMHU
MIPOSIBJICHUSIMU UM HE3aBUCHUMOCTBIO OT TemoTpaHcdy3uili He MeHee 6 mec. Bpewms,
KOTOpPOE€ HEOOXOJMMO MJig AOCTHXKEHUs (as3bl 1miato oT 3-6 mecsieB (ObICTpbIN
oTBeT) 10 12-18 MmecsareB (MeAIEHHBINA OTBET).

[Ipu oneHke MeTo/Ia JICUCHUS YUYUTHIBAIOTCS TAK)KE TaKWe MOKa3aTeau Kak o0rias
BbDKMBaeMocTh (OB), Oe3peunauBHas BebkuBaemoctb (bPB) n BepkKMBaeMocTh 0O€3
Iporpeccuu 3a00JIeBaHUs.

TepaneBtuueckas nporpaMmma MM BKJIIOYaeT TPU OCHOBHBIX ATama: MHAYKIIMIO,

KOHCOJIMJIAIMIO U TIOICPKUBAIOIIYIO Teparuio (puc. 9).

OuarHo3s MM
Mnanupyerca ayto- TCKK He nnaHupyetcs ayto- TCKK
\ 4 h 4
NHaykuus NHaykums
\ 4
KoHconupauus:

Mobunusaumusa CTBONOBbLIX
KPOBETBOPHbIX KNEeTOK (UnKno-
cdochamug + M- KCD) ¢ nocne-
aywouien TpaHcnnadrayven
(KoHAMUMOHUPOBAHUE —

mendanaH, 2oormr/M2)

. !

Moaggepxusarouias Tepanus MopgaepxusawoLwas repanus

Pucynok 9. Anroputwm seuenus 60ibHbIX ¢ MM.
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7.2 CtanapTHasi XuMUOTepanus
Ilokazanusa Kk npogedenuio CMmanoapmHuoil Xumuomepanuu:

e BO3pacT MAlMEHTOB cTapie 65 JeT;

e B KauecTBe Tepanuu 1-i smHuM npu |A cragum ¢ MHUHMMaJbHBIMU
KJIINHUYECKUMU MIPOSIBIICHUSIMH, OTCYTCTBUEM MIPOTHOCTHUYECKHU
HEOJAaronpusTHBIX (AKTOPOB M HU3KOW Mposu(epaTUBHONW AKTUBHOCTBIO
I1IK;

® HEBO3MOKHO IPOBEJECHHUE BBICOKOA03HOU Xumuorepanuu ¢ aytoTT CK.

B kauectBe cranmmaptHOM xumuorepands MM 1nepBoW JIMHUMM Yalle BCETO

UCIIONIb3YeTCS KoMOMHaIusa Meidanana (alkepaH) W mpeaHu3osioHa (cxema MP):

Mendanan 0,25 mr/kr (9 MF/MZ) BHYTPb €XEIHEBHO 1-4 qHU; NpeIHU30JI0H 1-2 MI/KT
(100 mr) BHYTpH exeaHeBHO 1-4 quu. MuTepBan mexay kypcamu 4-6 Henenb. Cxema
MP moskeT BHITISAETh U TaKUM o0pazom: Mendanan 8-10 mr BHYTph exenHeBHO 1-7
JTHU; TIpeaHu30JI0H 60 MT BHYTpb €XenHeBHO 1-7 nuu. MHTepBanm Mexay Kypcamu
TaKXe COCTABIIAET 4-6 HEAEIb U ONPEACIISIETCS BHIPAXKEHHOCTHIO MUEIIOTOKCUYHOCTH.
[TpoBoasT Kypchl 10 AocTxkeHus (a3wl miato. MemndanaHn MOKET TaKKe€ BBOJAUTHCS
BHYTPUBEHHO 1O 16 MI/M® Kaxzsle 2 Hem, BCero 4-6 pa3. DPpheKTUBHOCTH JaHHOU
nporpaMmmbl coctaBisieT 50-60%, momnas pemuccus — 0-3%, oO1iast BEDKMBaeMOCTh B
cpenneM 29 MecdaneB. Bmecto mendaiana MOXeT NPUMEHATbCS HuKIopochaMus B
KauecTBe MOHOTEparnuu, Ju00 B KOMOWHAIIMU C TPEIHU30JIOHOM B CIEAYIOIIEM

pexume (cxema CP): mmukmodochamun mo 200 mr exxenneBHo (1-7 muu) umu mo 400

2
Mr dgepe3 neHb uian mo 300 mr/m 1 pa3 B Hemento A0 KypcoBoul o3kl 6-10 T.

Huknodochamu MeHee MUEIIOTOKCUYEH M MOKET Ha3HA4aThCsl MpPU JIEUKONEHUH U

TpomOoIuTonIeHnu. [IpeTHN30JI0H B TAaHHOW CXeMe UCTOJIb3yeTcs B 103¢ 40-60 Mr/M2
BHYTpPb €XeIHeBHO 1-7 auu. JleueHue BO30OHOBIsieTCs uepe3 3-4 Henenu mocie
BOCCTaHOBJIEHUS MIOKa3aTesel KPOBH.

B mnocnenHee BpeMs INpemiaraercs JICUEHUE Ul MOXKWIBIX U U NallUEeHTOB,
KOTOopble He sBistoTca kKanauparamu Ha aytoTI'CK, ¢ momompro pexuma MP c

nob6asienuem Tanuaomuaa (MPT). Kypc MPT no3BosisieT yBenuuuth yactory UP no
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76% (ipu mpumeneHnn pexxuma MP — 48%), TTP — 28% (MP — 7,2%), 2-netusist bPB
54% u 27%, 3-netusas OB — 80% u 64% coorBeTcTBeHHO. OaHAKO KOMOWHAIIMS
TaMIOMUJa C XUMHOTEpAlMed YBEJIMYMBAECT PHUCK Pa3BUTHS  BEHO3HBIX
TpoMOOAIMOONMH, OCOOCHHO B TiepBhIe 4-6 Mec. Tepanuu. B cBs3u c 3TuM,
PEKOMEHJyeTCsl ~ aHTUTpoMOOoTHuYecKass  NpOo(HIIaKTHKA:  HU3KOMOJEKYJISPHBIN
renapuH, BappapuH WIM aCUPUH €XKEAHEBHO. AJBTEPHATUBOU TATUIOMUIY MOTYT
OBITh Takke JieHamumaoMua (peBmumuz, cxema MPR) wim WHrHOUTOP MPOTEOCOM -
o6optezomub (Benkeiin). [locnenuuii Bce yaiie B HACTOSIIEE BPEMs HUCIIOIB3YETCS B
cXeMax JICUCHHUs MOXWIBIX 007apHBIX MM (cxema VMP). CornacHo pesysibrataMm
kpynHoro uccienoBanus VISTA ecTh ocHOBaHUS PEKOMEHAOBATh CXEMBI Ha OCHOBE
O6opTe3oMuba B Ka4eCTBE COBPEMEHHOW CTaHAAPTHON XMMHUOTEPANHU MEPBOM JIMHUU
O0onpHbIX MM, koTopbiM He 1uiaHupyercss mnpoBeneHue BXT ¢ ayroTI'CK.
BopTe3oMub MOKeT BBI3BIBATH MPEXOISAITYI0 TPOMOOIIMTONICHUIO U IepU(eprUIecKyIo
HEHUpOIaTHIO, a TAKKE YBEIMYMBACT 4YacTOTy MH(EKIui (0COOCHHO peaKTHBAIUIO
herpes zoster), mosToMy HEOOXOAMMO MPOPUIAKTHICCKOES AaHTUBUPYCHOE JICUCHHE.
ExxenenenbHoe BBeneHue OopTe3oMuba MpHU HUCIONB30BaHUM TMporpamMmbl VMP
BMECTO BBEJCHUsI TMpernapara JABAXKIbl B HEACII0 HE CHIXKAET 3(P(HEKTUBHOCTH
JICYEHHUs, HO TO3BOJSICT 3HAYUTEIbHO YMEHBIIUTh TOKCUYHOCTh, B TOM YHUCJIE U
4acToTy pas3BuTus mnepudepuyeckort mnonuHeiponatuu. I[Iporpammy VMP ¢
BBejiecHHEeM OopTe3omuba 1 pa3 B HEAENIO TakXkKe 11eJ1eCo00pa3HO HCIOIb30BaTh Y
MOYKWJIBIX TAaMEHTOB ¢ MM.

B nedenun nanrenToB ¢ MM, umMeroniux HeOI1aronpusTHbIE TPOrHOCTUYECKUE
(dakToppl, OTHACTCA  MPEANOYTEHHUE  MoJuXxuMuoTepanuu.  Mcnonbs3oBaHue
MOJIMXUMUOTEPANUKM WA OOJIBIIUX JI03 JIEKCAaMETa30Ha YBEIMYMBACT YACTOTY
JOCTH)KEHUSI TIOJHBIX PEMUCCHA M OTBETOB Ha Tepanuio y OosbHbIX MM, HO
CYIIIECTBEHHO HE BJIIMSET Ha ToKazarenu obmei BekuBaemoctu. M3 cxem I1XT yvame

ucnone3ytorcs M2, VMCP/VBAP wu np. (mpumoxenue 6). Ilpu arpeccuBHO

IpOTEKAroUIe MUEJIOMEe, a TaKKe NPHU MOYEYHOW HEOCTATOYHOCTH PEKOMEHIYIOT
nposenenne nporpaMmbl VAD. YV GONBHBIX C MOYEUHON HETOCTATOYHOCTHIO TAKXKE

MOXKET OBITh peKOMeH10BaHa cxema VD (0opTe3omub ¢ nexcamerazonom). [Ipu stom
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B CBSI3U C BBICOKOW TOKCHYHOCTBIO JIEKCAMETa30HAa B BBICOKOW [103€ Yy IMOXKHIIBIX
OOJBHBIX BO3MOXHO CHIDKEHHE JI03bI Mpernapara WM €ro 3aMeHa Ha MPEAHU30JI0H
(mabn.7).

[Ipu neuenun OompHBIX MM ¢ mToONHWHEHWponaTued CleayeT OTAaBaTh
npeanouyreHue nporpamme RD, B To BpeMst Kak O0JbHBIM ¢ TPOMOO3aMU B aHAMHE3E,
a TaK)Ke MOYEYHOW HEJIOCTATOUYHOCTHIO OOJBIIE MOAXOAST MPOrpaMMbl Ha OCHOBE
6opTezomuoa.

[Tpo10KUTETEHOCT XUMUOTEPAITMH JIO TOCTHKEHUS (Pa3bl MJIaTO COCTABISET 6-
12 xypcoB u ete 4-6 KypcoB mociie.

VY NOXWIBIX NAUUMEHTOB PEKOMEHAYETCS MOAU(PUKALUSI CXEM JIeUYEHUs C
peAayKIuen 103 IpenaparoB B COOTBETCTBUUM € Bo3pacToM. Koppekmus 103
XUMHUOINPENAapaToB B 3aBUCHMOCTA OT BO3pacTa NAlUMEHTOB M Pa3BUBLIMXCS

OCJIOKHEHHH ToKa3aHa B mabauyax 7, 8 u 9.

Tabauya 7. CHAKeHUEe MHTEHCUBHOCTH TePanuM y MOKUJIbIX NALMEHTOB

IIpenapar Bo3pacT 00JbHBIX, FOAbI
<65 65—75 > 75
Bbopre3zomuod 1,3 MI/M” B 1,4,8 |13 MI/M”: 1,0—1,3 Mr/M> B 1,
u 11-i nan ]l mukn —B 1,4, 8|8, 15 1 22-i1 namn
u 11-i qam,

manee —B 1,8, 15

U 22-" IHA
Jexkcamerazon 40 mr B 1-4-i1 nau | 40 mr 1 pa3 B 20 mr 1 pa3z B
HEJeII0 HEJIENI0
Meadaaan 0,25 mr/kr 0,25 mr/kr 0,18 mr/kr (nanee

—0,13 mr/kr)

Tabauya 8. 3meHeHue 103bl 00pTE30MNO0a B 3aBUCUMOCTH OT CTeNEeHU

THAXKECTH HelponaTuu

TsakecTh CHMIITOMOB IIPH3HAKOB HN3MeHeHue 10361 U PeKuMa
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nepudepru4ecKo HeHPONaATHH BBeJICHUS

1-1 cTenens (mapecTe3uu U NoTeps be3 n3menenni
pediiekcoB) 6e€3 00M WM HApYIIEHUS

byHKIIIN

7
1-s1 crenens + 00J1b WM 2-91 CTENIEHb CHmwxkenne 10361 10 1 Mr/m
(ecTb HEKOTOPOE HapyIlIeHUe (PYHKIIUH,

HC OTpaHUYHMBAIOIICC ITOBCCIHCBHYTO

aKTUBHOCTB)
2-51 cTeneHb + 00J1b WIH 3-51 cTelleHb IIprnocTranoBka JjieueHus 10
(mapymenus GyHKINAN, 3aTPYTHSIOIIHIC YMEHBITICHUS TTPOSIBIICHHM
MTOBCE/IHEBHYIO aKTUBHOCTb ) TOKCUYHOCTH, MOCJIE YETO Mpernapar
MOYHO BBOIHTS B 103¢ 0,7 Mr/M°
OJIMH Pa3 B HEJICIIIO B TCUCHUE 2 HE.
4-91 cTeneHb (UTENbHAS yTpaTa Otmena 6opTezomuda

YYBCTBHUTCIbHOCTH, COIIPOBOXK A~

IOILAsACs HAPYIIEHHEM (PYHKIUN)

Tabauya 9. Koppekius 103bl JJeHAJTHIOMHU/IA B 3aBUCMMOCTH OT KJIHPEHCA

KpeaTHHHHA
Kaupenc kpearnnuna (KK) Jo3a senanmaomuaa

> 50 mu/MuH 25 mr 1 pa3 B JiIeHb

30 ma/mun < KK< 50mi1/mMuH 10 mr 1 pa3 B n1eHb

< 30 my/MUH 15 Mr uepes neHb

< 30 mu/mMmuH (TpeOyeTcst TeMOoInau3) O MT uepe3 JIeHb

7.3 Bboicokono3Has xumuorepanus ¢ ayroaornuynoii TT'CK

Bxitouenue Bbicoko03HOM xumuorepanuu ¢ ayroTT'CK B mman nedeHus
00sbHBIX MM 1O3BOJISIET TOCTUTHYThH MOJHYI peMHUcCcHIo y 25-75% nanueHToB U
yacTUuHyl0 pemuccuto — y 75-90%. MHWcnonbs3oBanue ABOMHON (TaHIIEMHOMN)

ayroTT'CK mo3Bonsier JOCTUTHYTH S-TMeTHEHl Oe3pelnIuBHON BBDKUBAEMOCTU
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npuMmepHo y 35% manueHToB, 4TO BJBOE MPEBBIIIAET MOKA3aTeIH BBDKUBAEMOCTU

npu oxHoit aytoTI'CK. bonee ywem y 90% mnanuentoB ¢ MM mnocie BBIOJHEHUS

onnoit ayroTI'CK B Teuenue 2-5 yiet ormeuaercs nporpeccus 3aboneBanus. Bmecte

c TeM, obmast BehkuBaeMocTh B rpymie ¢ ayroT['CK yBennumnBaetcs Ha 1-2 roga mo

CPaBHCHHUIO CO CTaH,HapTHOﬁ XHMHOTCpaHHeﬁ N COCTABJIICT B CPCOAHEM 4-5 ner.

Ilokazanua k npumenenuio BXT:

MOJATBEPKACHHBIA TUarHo3 MM;

BO3pacT 110 65 JeT;

yI[OBHCTBOPI/ITGJIBHHﬁ COMATHYECKHUM CTaTyC, BKIIIOYasd HOPMAJIbHBIC 3HAYCHUA

owmpyOuna u kpeatunuHa, MeHee nByx HopMm AJIT u ACT, dpakiuro

cepaeuHoro BwIOpoca Oosnee 50%, HOpMalbHBIE [OKA3aTEId BHEIIHETO

ABbIXaHM,

MCXOJTHO BBICOKHMI YPOBEHB [32-MUKpPOIIIO0YINHA,;

JOCTAaTO4YHAasd MOTHBAIIUA ITAallUCHTA.

Ilpomueonokazanusn k npumenenuio BXT:

¢u3nyeckass HECOCTOSATENbHOCTh MalMeHTa, TpeOyrolas I[OCTOSIHHOTO
yX0/a, KaXEeKCHUs;

3aCTOMHAsl ceplieyHas HENOCTATOYHOCTb, TSDKENBIE HAPYLIECHHUS PUTMA H
IPOBOJAUMOCTH, HECTAOUIIbHAS CTEHOKApAUs, OCTPBIA HH(APKT MUOKApa;
TSDKEJIBIE TICUXUYECKUE HAPYILCHNUS,

JIEKOMIICHCUPOBAHHBIN CaXapHbIN AUa0ET;

NeYeHOYHasi HeJJOCTATOYHOCTh, OCTPBIM renaTuT (YpOBEHb CHIBOPOTOYHOTO
owmpyouna 6oinee 1,5 nHopm, AJIT u ACT Gonee 2 HOpM);

TsKeJIble UH(PEKIIMOHHBIE OCI0KHEHUS (THEBMOHMSI, CEIICHC);
yIrPOKAIOIINE )KU3HU KPOBOTEUEHUs (KenyaouHO-KuedHbld TpakT, [IHC);
COMYTCTBYIOILIIME OHKOJIOTHYECKUE 3a00JIEBAHMS;

MOHOKJIOHAJIbHAsl TaMManaTys HEOIIPEIEIEHHOTO 3HaYEHNUS,

MOTOpPHAsI UJIM CEHCOpHas nepudepuyeckas HeiponaTus 3-4 CTENEHH.
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Imanwl evicok0003noii xumuomepanuu ¢ aymoTI' CK:

1. Munykuusa pemuccuu 4-Msi KypcamMH XUMUOTEpAnuu. TpeTHil Kype sIBIAETCA
moOmnu3anuonHbiM. [locie ero mpoBeneHuss Ha (QOHE MPUMEHEHHUS
I'PaHyJIOLUTAPHOTO KoJoHHecTUMyaupyromero ¢pakropa (I'-KC®) npoussoast
3a00p reMONO3TUYECKUX CTBOJIOBBIX KJIETOK NEepU(PEpUUECKO KPOBH;

2. Breicokogo3nas xumuorepanus ¢ ayroII'CK (2 kypca wmendanaHom c
HWHTEpPBaAJIOM 3-6 MeCsIIeB);

3. Konconmupauus pemuccun 4-mMs KypcaMu HOJUXUMUOTEPAINY;

4. Tlognep>kuBaroinasi Tepanus mpenapaTaMu o-uHTEpPepoHa.

B xauectBe mHaykumm pemuccun nepen ayroTT'CK mpoBomutcs Tepanus ¢
HCIIOJIb30BaHUEM PEKHUMOB, YMEHBIIAOMINX OMYX0JIEBYIO Maccy. Panee cranmapTom
HayanbHOW Tepanuu nepen ayroTT'CK y MONOABIX MAaIMEHTOB SBJSUIACH BBICOKHE
n0361 Mendanana (200 mr/m°), Takke ucmombioBanuch kypesl VAD (CVAD mn
HyperCVAD). B mnocnemHee Bpems Tpud BbIOOpE HMHIYKIIMOHHON —Teparuu
peKoMeHiyeTcsl u30eraTh cxeM, coepxamux wmendanaH (BBUAY €ro BBICOKOM
muenotokcuunoctu). C  ydetom mnanupyemod ayroTI'CK  mpeacrasnsiercs
1enecooOpa3HblM HAuMHATh MHIAYKIMOHHYIO TEpamnuio ¢ TakuxX cxeM, kak PAD,
VCD. Takxe BO3MOXHO IPUMEHEHHE JIPYTUX TPEXKOMIIOHEHTHBIX CXEM,
colepKalluX Mpernaparbl HOBOIO  IOKOJEHUS (TAIMAOMHUA, JICHAIHIOMUI,

oopre3omubd) (mpraokenue 6).

[TaruenTsl, nocturmme [P mam OXYP nocne MHAyKIMOHHOW Tepanuu, T0JKHbI
paccMaTpuBaThbCsl B KadyeCTBE 00s3aTENbHBIX KAHIWJATOB Ha  BBIMOJHEHUE
ayTOJIOTUYHOW TpaHCIUIaHTauuMu. VIMEHHO B 3TOM Cilydyae BO3MOXKHO JIOCTHKEHHE
MaKCUMaJIbHOTO 3¢ (PeKTa OT KOHCOMUAAIUMN TTOIUXUMUOTEPANued U 3HAYUTEILHOTO
VBEJIMYCHUS BBDKMBAEMOCTH OOJBHBIX 0€3 TPHU3HAKOB  IMPOTPECCHUPOBAHUS
3a0oneBanus. Llenbr0 KOHCOMMAMPYIOIIEH Tepanmuu SIBJISETCS MOBBIIIICHUE KadecTBa
IIPOTUBOOITYXOJIEBOI'O OTBETA, IOCTUTHYTOrO HA MPEIABIAYIINX 3TAIlaX JICYEHHUS.

B xauecTtBe 01HOTO W3 METOJOB JeueHus: 00JbHBIX MM MOKeT paccMaTpuBaThCs

TAKXKC  aJUIOrCHHAs  TpPaHCIIaHTAalUsg  IEMOIIO3THYCCKHMX  CTBOJOBBIX  KJICTOK
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(ammoTI'CK). /laHHBIN METOM JCUYCHUS MOXKET OBITh MOKa3aH 001bHEIM MM MoJ0Ke
55 ner w3 rpynmsl BBICOKOTO pucka, uMmewmmMm HLA-coBMecTumoro aoHopa-
poactBenHuka. Yacrora penuausa MM nociie amnoTT'CK cocraBnsier B cpennem 7%
B I0OJ] ¥ TIOKa3aTesb S-JIETHEN Oe3pelUINBHON BEIKUBAEMOCTH COCTABIISIET B CPEAHEM
20-35%. OpnnHako HMaHHBIA METOJ| JICYEHHUS COIPOBOXKIAETCS BBICOKOM paHHEH
CMEPTHOCTBIO, CBsi3aHHOW ¢ TpaHcianTanuedn — 30-41%, 4TO OrpaHMYMBaET €ro
npumeHenue. Bmecre ¢ tem y 50% mnanuentoB nocine ammoTI'CK pocturaercs
MOJIEKYJISIPHO-TE€HETUYECKAs pemuccus 3a00J1eBaHU. OO6HaaexxuBaronme
pe3yabTaThl MOCIEIHUE TOJIbI MOJYYEeHBI IPU UCTOJIb30BAHUM HEMHEI0a0JaTUBHBIX
(He  BBI3BIBAIOIIMX  HEOOpAaTMMYyIO  alla3Ml0  KOCTHOTO  MO3ra)  METO/IOB
koHauIMoHupoBaHuss K amwmoTI'CK. DTo mMo3BOJISIET CHU3UTH MOKa3aTellb paHHEH
cmeptHOCTH 10 10-12%, HO IpH ATOM yBEIMYMBAETCS YaCTOTA PAHHUX PELIUINBOB.
Ha Bcex »srtamax nedyenuss MM  oleHKy mnpoTuBooIyxojieBoro sddexra
MPOU3BOAAT MO JUHAMUKE MAapKEPOB MHEJIOMHBIX IJIa3MaTUYECKUX KIETOK -
MHUHHUMaJbLHON ocTaTouHo Oose3nu (MOB).
7.4 Ioanep:xuBaroiias Tepanus
Bricokono3nas xumuoTepanus nmpu MM Bce ke He NMpeoTBpaIiacT pa3BUTHE
peruanBoB. [loanep)kuBatoiias Tepanus HarpapiieHa Ha MOAABJICHHUE MPOTHQEpaIiu
OCTaTOYHOT'O KJIOHA OMYXOJIEBBIX KJIETOK W BBIMOJHSIETCS C LEJIbI0 MPEAYPEKICHUS
peuuauBa 3aboneBanus. C nenbto KoHTposis MObB s mopaep:kaHusk peMHCCHU
MOCJIe BBICOKOJIO3HOW XUMHUOTEpaK Ha3HavaeTcs WHTepPepoH a-20 B mo3e 3 MuH
ME n/k 3 pasa B Heenwo 0 TMOJIYyYEeHHS TMPU3HAKOB IPOTPECCUPOBAHUS
MHOKE€CTBEHHON MHUEJIOMBI (HO HE MeHee 5 JIeT), UTO MO3BOJIAET YJIMHUTh MEIUaHy
Oe3pelnIMBHOM BEIKUBAEMOCTH J10 42 Mec.

[lo manupiM SWOG mnpumeHeHHE B KayecTBE MOAJIEPKUBAIOIIEH Tepanuu
MpeaHn30JI0Ha B 703¢ S0 MI/CyTKM 4epe3 JeHb YBEIWYMBACT MPOOJDKUTEIHLHOCTD
MOJTHOM pemMuccuu ¢ 5 10 14 mecsies, a 00ITyI0 BEDKHBAEMOCTh OOJBHBIX ¢ 26 10 37
MecsleB. TakKe ONMMCAaHO MCIOJIb30BaHME B KAu€CTBE MOJJIEPKUBAIOLICH TEpaNHU

HEKOTOPBIX COBPEMEHHBIX XUMHOMPEMAPATOB (JICHATHIOMUA, O0pTe30Mub). XOTs
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IIPU 3TOM OTMEUEHO OOJIBIIOE KOJIUYECTBO MOOOUHBIX 3((HEKTOB JaHHON Tepanmuu U
MOKa OTCYTCTBYIOT YETKHE CBEJICHUS 00 YBEIMYCHUH OOIe BBKUBAEMOCTH.

7.5 Jleuenue peunauBoB 1 pe)paKkTepHOii MUETOMBI

Okono 30% mnanumeHToB ¢ MM OKa3pIBalOTCS PE3UCTEHTHBIMU K Tepanuu
alKwivpyomuMu — npenaparamMd.  C  [enpl0  OPEOJOJIEHUS  JIEKAPCTBEHHOU
PE3UCTEHTHOCTH MPEUIOKEH Pl CXeM MOIMXUMHOTEPANH, BKIIOUAIOUINX BBICOKHE

11036 KOpTHKOCTepora0B (mpuaoxenwe 6): VD (bopresomu6 1,3 Mr/M° BHYTPHBEHHO

B 1,4,8,11 nuu; Jlexcamera3on 40 Mr BHYTpb WJIM BHYTPUBEHHO B 1-4 1 8-11 nuum (1-it
k), namnee 1-4 gum). [lepepeiB Mexmy kypcamu 10 mgHed (odyepemHo#l Kype
HAayMHAIOT Ha 22-i  JeHb OT Havyaja npeasiaymero). Ilpm  Hamuuuu
MpOTUBOOIYyX0eBOro 3¢dekra mociae 4 kypcoB Takoi xumuotepanuu ([IK B
KOCTHOM Mo3re MeHee 5%) Tepamuio mpogonkailoT A0 8 kypcoB. DCEP
(dexcamerazon — 40 mr 1-4-ii pens; I{uxnodochan — 400 mr/m> BHYTPUBEHHO
(cyr.undys.) 1-4 nenw; LHucnnatun — 15 mr/m? BHyTpuBeHHO (CyT.UH(]Y3.) 1-4 neHb;
Orono3uyg 40 mr/m? (cyT.uHby3.) 1-4 nenn; [-KCD ¢ 5-ro mHS 10 BOCCTaHOBICHUS
YPOBHS HEUTPOHIIOB).

B xadecTBe anbTepHATHUBHI B JICUEHUH PE3UCTEHTHBIX (DOPM MCTIOIB3YIOTCS TaKKe
BBICOKHE [103bl KOPTUKOCTEPOMIOB B MOHOPEXHME, OCOOCHHO Yy OOJBHBIX C
Muenocymnpeccueii. B mocnemnue rombl xoporryto 3¢h(EKTUBHOCTh Tepanuu B
pelauBe WJIA TPUA TEPBUYHOM XWMHUOPE3MCTEHTHOCTH TIOKa3ajdW  KypCHI,
BKJTIOYaroIue jJeHaauaomMus (uin tanuaomua) u 6opresomu6: VRD, VCD wiu VD-

PACE (npunoxenue 6). JlaHHbIC KypChI TO3BOJISIOT JOCTHYh YACTHYHOW PEMHUCCUU Y

50-93% manueHTOB, TpPU OTOM 22-MecsiuyHas Oe3peluguBHAs BBIKUBAEMOCTh
nocturaetr 50%. DPPekTUBHOCTh MOBTOPHOTO JICUCHUS OOPTE30MHUOOM 3aBUCHUT OT
JUTMTEILHOCTH HMHTEpBaJia 0€3 JICUCHUs TIOCie TICPBOHAYAILHOM Tepamuud STHM
mpernapaTroM. Y IMalMeHTOB ¢ MHTEpBaIoM Oojee 6 mecsneB o0mas 3PEeKTHBHOCTD
cocTaBMIa OKOJI0 77%, y IAllMEHTOB C MHTEPBAIOM 6 Wi MeHee MecsieB - 38%.
Tpagumonnas nonuxumuotepanus (VMCP/VBAP, M2) Takxke MOXeT OBbITh
s dexTuBHA TTpU penuanBax. Y OOJBHBIX C MOJMHEUPOTIATHUEH TPHU HUCIIOIH30BAHUN

OTHUX IPOorpamMm CICAYyCT UCKIIOYNTh BUHKPHUCTHH. HpI/I peunuarBax, MPOTCKAOIIUX C
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HKCTpaMENyJUISIPHBIM KOMIIOHEHTOM, IPUMEHSIOT IUKI0o(QochaH B MPOMEKYTOUHOM
7103€ B COYETAHUM C BBICOKMMU J103amu Jiekcameta3zoHa (CD). B kauecTBe Tepanuu
“craceHuss” MoxkeT ObITh Hcmoib3oBaHa mporpamma DCEP. V 6onpabeix MM ¢
LIUTONIEHUEHN, TMO-TIPEKHEMY, IPUMEHSIOT JIeKCAaMETa30H B BBICOKMX J03aX. Y
MOKUJIBIX OOJBHBIX, MALMEHTOB C IUIOXUM (PU3MUYECKUM COCTOSIHUEM Ha3HA4aroT
nukiaodochan mo 50 Mr BHYTpPb €XKEIHEBHO WJIM 4Yepe3 JIeHb B COYETAaHUU C
MpeaHN30JI0HOM 110 30 M 4epe3 IeHb Win JeKkcaMmeTazoHoM 1o 20 mr BHYTps 1 pa3 B
HeZel0. JTa IporpaMmmMa MOKeT ObITh MCIIOJIb30BAHA U C MAJUIMATUBHOM 1IEJIBIO.

Jlewenne manmenToB MM npu pa3BUTHM MOBTOPHBIX PELMAWBOB ITPOBOIAUTCS IO
AHAJOTUYHBIM [TPUHIUIIAM.

Ha pucynke 10 cxemaTnyHO MoOKa3aHa TaKTHKa JEYEHHUS NauuMeHToB ¢ MM npu
peuuanBe 3a00JieBaHus (coraacHo pekomeHaanusaM bputanckoro ¢popyma no MM u

CkaHanmHaBCKOU Hccaea0BaTeNbekoi rpymbsl o MM, 2005 r.).

Mepebin peuuaus

HauansHoe nevexue: mencganax HavansHoe nevexue: cxembl, aHanormyxslie VAD
B COMETaHUU C NPEAHU3ONOHOM (BUHKPUCTUH, AOKCOPYOULIMH, AEKCAMETA30H),
nnm yuknogocdamug ¥ BbICOKO03HARA XMMUoTEpanua
> 6 mec < 6 mec < 12 mec nocne > 12—18 mec nocne ayrorpascnnaHTauuu
ayroTpascnnaHraymm CTBONOBLIX KNETOK, HU3KWIA YPOBEHb
/ \ CTBONOBbLIX KNETOK fo-MUKpOrnobynuHa
l Tanugomug B TeveHue 8—10 Hep PenHayKUMOHHAn XMMUOTEpanus,

MosTopHoe nevexue: mendanax
B COMETaHUM C NPEAHN30NOHOM

Hanpumep ¢ nomowbio VAD
(BUHKPUCTUH, AOKCOPYOULIMH,

um unknodocdamua fexcamerasoH) wim CTD
B orcyrcreue addexra pobasnsior (umknodocamua, Tanmgomug
[leKcaMeTasoH + uuknodochamun W leKcameTasoH)

MosropHas ayroTpaHcnnaxTaums

CTBONOBbIX KNETOK
/ Bropo# 1 nocnepyowme peunanes /

Uunxnodocdhamug Opyrve Hosble
Bopescia 1 pas 8 Henenio Rexcamerason npenaparsi

Pucynok 10. TakTuka nedenus npu peruause MM,
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7.6 TlpodunakTuka v JJeYyeHue 0CI0KHEHUit

Pesynprar nedenuss MM 3aBUCHT HE TOJBKO OT BBIOOpAa aJeKBATHOM
XUMHUOTEPAIUU, HO U 0T 3PHEKTUBHOCTH OOPHOBI C MHOTOYMCIEHHBIMA U OMACHBIMU
OCJIOKHEHUSIMU.

7.6-1. IlpoduiakTika u jJedeHue MNoYeYHOH HeJOCTATOUYHOCTH

[IpodunakTka NOYEYHONW HEIOCTATOYHOCTH Ipu MM BKIIIOYAET rUpaTaluio,
KaKk MUHUMYM 3 JI/CyT, JIeU€HUE THMNEPKATbIIMEMUH, Ha3HAUCHUE AJJIONypUHOJIa Ha
NEPBBIX 3Tanax XUMUOTEpAIUM, JEUYEHHUE MOYEBOW MH(PEKLUUU, a TaKKEe OTKa3 OT
MPUMEHEHUST HE(PPOTOKCUYHBIX AHTHOMOTUKOB (aMUHOTJIMKO3UABI U Jp.).

OCHOBHBIMM METOAAMH JICUCHUSI JAHHOTO OCJIOXHEHUd npu MM sBisitoTCs
aJieKBaTHas XMMHOTEpanus M AocTraToyHas MH(Y3MOHHasl Tepanus Oosee 3-4 11 B
cyrku (Medical Research Council Working Party on leukaemia in adults, 1984;
Ganevaletal., 1992; MacLennanetal., 1989). B kauecTBe XMMHOTEpAIIUd B JAaHHOU
cutyauuu pexkoMmenayercs kypc VAD. Ilpu oxupganuu B pelieHHH BOIIpOca O
MOCJENYIOUEH XUMHOTEPAud MOKHO Ha3HAYUTh MOHOTEPANUIO JEKCAMETA30HOM
(wu B couetanuu ¢ 6oprezomuooM). [Ipu npotuBonokazanusx k VAD uiu BEICOKUM
7103aM TJIOKOKOPTUKOUJIOB peKOMEHayeTcsl Melaian (ajkepaH), 103y KOTOPOTO BO
BpeMs IEepBOro Kypca yieueHus: cHmkarot Ha 25% npu CK® Hmwxke 30 mi/MuH, a nipu
MOCJIEYIOIMX Kypcax 103y KOPPEKTHPYIOT C Y4YE€TOM 4YHCJa JEUKOLUTOB H
TPOMOOIIUTOB.

IIpn TsKENOW ypeMHM TPOBOAUTCS TE€MOJMAIN3, IOBTOPHBIE IPOLIETYPHI
mazmadepesa ¢ ynanenuem 1-1,5 nutpa mnazmel 2-3 pasza B HEACIIO.

[ToueuHast HEIOCTATOYHOCTh MPH AJIEKBATHOM Teparnuu MOXKET ObITb 0OPaTUMOM,
IpU 3TOM MOJIOABIM OOJIBHBIM B JlajdbHEHMIIEM MOXHO IMPOBOAUTH BBICOKOJO3HYIO
XUMHUOTEPAIHUIO.

7.6-2. KynupoBanue 60,14

KynupoBanue 6onu siBIsieTCs 00s13aTEIBbHBIM KOMIIOHEHTOM KOMILIEKCHOTO
JICYEHUs] TAIMEHTOB C MHOXXECTBEHHOM MHENIOMOHM, MpPH 3TOM LENbI0 SIBISETCS
o0OecrieyeHre JAIUTENBHOTO 00e3007MBaHusl MPH MUHUMAIbHBIX  MOOOYHBIX

sbdexrax. Ilpu nedenun Oonu y mamnueHToB ¢ MM crieayeT mnpuaepKuUBaThCA
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CIEAYIOIIMX TpaBWi: HE pekoMmeHayercs wucnoib3oBanue HIIBC; ananmbretuku
JOJDKHBI ~ TPUMEHSITBCS  PErYJSIPHO;  IPUEM  BHYTPbh  NPEANOYTUTEIBHEE
NapeHTepaJIbHOTO BBENIEHUS; M000UHbIe 3 (PEKTh TPEOYIOT aKTUBHOTO JICUEHUS; B
OTAENBHBIX CIy4asX HA3HAYAIOT MpPENaparbl, HE OTHOCAIIHECS K aHAIBIC€THUKAM;

00s13aTeILHO HCIIOJIB3YIOT aJIbTCPHATHUBHBIC MCTOIbI 00e300IMBaHUS (HDI/IJIO}KCHI/IG

4).

[Ipu Gonsx B KOCTSIX W TOPAXEHUW MATKUX TKAaHEH IMOMOTaeT JOKAJIbHOE
ob6nyuenue. CyMMapHbI€ OYaroBbi€ J103bl JODKHBI ObITh HEBBICOKHE (OJIHOKPATHOE
oOnmyuenne B n0o3e 8 I'p), 4YTOOBI YMEHBIIUTH PHUCK OCIOXKHEHUH U MpuU
BO300OHOBJICHHHM OOJIM TOBTOPHUTH KypcC JiedeHUs. [leperoMbl JIMHHBIX TPyOYaThIX
KocTel TpeOyIoT UMMOOMIIU3AINY C MTOCIEIYIONUM OJHOKPATHBIM CEAaHCOM JIY4E€BOM
Tepanuu.

B ciyyae KOMIPECCHOHHBIX TEPEIOMOB TMO3BOHKOB HEOOXOAUM OCMOTP
MalyeHTa OpTorne oM M Helpoxupyprom. Jljis jedeHus: 00U B JTaHHOW CUTYyallUH
MIPUMEHSIOT HOBEUIITHE METOIBI — YPECKOKHYIO BEPTEOPOIIIIACTUKY M UPECKOKHYIO
OoamonHyo kudormacTuky. UpeckokHas BepTeOpOIUIACTUKA — HTO UYPECKOKHOE
BBCJICHHC B TEJIO TO3BOHKA MOJMMETAaKpWjaTa WM aHAJIOTHYHOTO OMoMarepuala,
BMEIIIATEILCTBO TMPOBOJAT TOJI MECTHOW aHecTe3ued IMocie HeOOJbIIUX /03
TPAaHKBWJIM3ATOPOB, JUIsI KOHTPOJS UCIOJNB3YIOT peHTrenockonuio wm KT.
OmHOBPEMEHHO MOJKHO MPOBECTH IUIACTUKY HECKOIBKUX MO3BOHKOB. B pe3ynbrare
BMEIIIATEILCTBA YMEHbIIAETCA 00Jb, U YKPEIUISIOTCS Tejla MO3BOHKOB, HO BBICOTA
MTO3BOHKOB HE BOCCTaHaBIIMBaeTcs. UpeckokHas OatoHHas KA(OILIacCTHKAa — 3TO
YPECKO’KHOE BBEACHHEC B TEJIO TMO3BOHKA OaNIOHYMKA, KOTOPBIA MPU PaCHIUPCHHH
BOCCTaHABIIMBAET BBICOTY TeNla TO3BOHKA. [locie 3Toro Oa/uiOHYHMK yHANSiOT |
00pa30BaBIIYIOCS TOJOCTh 3aIOJIHAIOT OMOMAaTEepUaIoM —«KOCTHBIM IIEMEHTOM.
Meton 1mo3BoJIsIeT BOCCTAHOBUTH BHICOTY TEJ MTO3BOHKOB, YTO BIOCIEIACTBUU MOXKET
MIPUBECTH K YMEHBIIICHUIO 00JI ¥ BOCCTAHOBJICHUIO (DYHKITMHM TTO3BOHOYHHUKA.

7.6-3. JleueHune runepKaJIbIMeMUH.

KommniekcHoe mnpumenenue muroctaTukoB M ['KC B BBICOKHMX J03ax, Kak

IMpaBuJjIO, IPUBOJAWT K JIMKBUJAIWH IT'HIICPKAIBIIUCMHUN YCPC3 2-3 HCACIIN. 3Hathy10
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poJib B JICUEHUM JAHHOTO OCJIOKHEHHS WIpaloT MPOBEACHHUE THUApATALUU U
HazHaueHne OucdochonaroB. BriGop nedeOHONW TaKTHKKH 3aBUCUT OT CTEIICHH
TSOKECTU TUIepKalbliueMuu. [lpu runepkanblEeMUu JIETKOM cTeneHu (ypOBEHb
KaJIblus oT 2,6 10 3,5 MMOJIB/JT) MAIMEeHT TOJDKEH BBINTUBATH 32 CYTKH JI0 3 JIUTPOB
xuakoctu. [Ipu Tokcudeckon (opme (Kaibluii B CHIBOPOTKE KpoBH Ooiee 3,5
MMOJIb/JT) BBOAUTCS M30TOHUYECKUM PacTBOpP HATPHsl XJIOpUAa BHYTPUBEHHO (110 3-4
J) C COMYTCTBYIOUIMM BHYTPUBEHHBIM BBeZieHHEM pypocemuaa mo 20-40 mr 2-3 pasza
B cyTkd. [Ipu 3TOM HEOOXOAMM KOHTPOJb 32 YPOBHEM Kajusl B CHIBOPOTKE KPOBH U
€ro CBOEBpEMEHHas1 KOPPEKIHSI.

BceM mnammeHTaM ¢ MHOXECTBEHHOM MHUEIOMOM, KOTOPbIM HEoO0Xoauma
XUMHOTEpAIvs HE3aBUCUMO OT TOr0, €CTh JU y HHUX M[OpPaXKEHHE KOCTEH,
pekoMeHayeTcsi HazHadeHue OuchocdonatoB. ['1maBHOE (dapMaKoJIOTHYECKOE
nemctBue 6uchochoHaToB — MHTUOMPOBAHKE PE30POLIMHU KOCTHON TKAHH, MEXaHU3M
KOTOPOTO 3aKJIF0YAETCsl B MPEIOXPAHCHUN PACTBOPEHUS KPUCTAIOB OKCHAIATUTA U
HEMOCPE/ICTBEHHOM ~ CHIJKEHMHM aKTUBHOCTM M 4ucla ocTeokyactoB. llpu
rUNepKaibliieMuu OucPocPoHaThl CHIKAIOT YPOBEHb CHIBOPOTOYHOTO KaJbIHs. Y
OOJIbHBIX C HOPMAJIbHBIM COAEPKaHUEM KaJbIUsl B KPOBU JEHCTBUE, HHTUOUPYIOLIEEe
PEe30pOIIMI0 KOCTH, TIPOSBIISIETCS] B BUJI€ COKPAIIICHUS BBIJICIICHHUS C MOYOH KaJIbIIUS U
rugpokcunponnna. Ilpenapar cieayer BBOAUTH B IIEPBBIM JI€Hb KaXI0ro Kypca. Mx
MPUMEHEHUE YMEHBIIAET MHTEHCHUBHOCTh OCCAJITMM M CHUXAET PHUCK MEPEIOMOB
KOCTEM.

Ncnons3yrotes Ttakue OucdochoHathl, Kak namuopoHam Hampus (apeoua) B
7103€, COOTBETCTBYIOILIEH CTETEHH rurnepkaibiuuemMu (15-30 Mr npu ypoBHE KaJIbLIUS
10 3 mmouns/n, 30 - 60 mr mipu 3-3,5 Mmodk/i1, 60-90 Mr npu 3,5-4 MMOoIB/T B 90 Mr
NPy ypOBHE KajblUs BbIlIe 4 MMOJB/J), BHYTPUBEHHO B TeueHue 1,5-2 yacos,
CKEMECSIIHO; 3071e0poH08as Kucioma (3omema) 4 mr (8 Mr—jst IedCHUS CTOMKOM
TUTNIEPKAIBIIUEMUN UJIM €€ PEIUAMBA) BHYTPUBEHHO B TEUEHUU 5 MUH, €XKEMECAYHO,
HO B CBSI3M C PHUCKOM PAa3BUTHUSI OCTEOHEKPO3a YENIOCTH MPOJOJIKUTEIHHOCTD
IIPUMEHEHUSI PEKOMEHIYETCSl OIPAaHUYMBATH 2-Ms TOJAMU; KIOOPOHAM OUHAMPUSL

(bonegpoc) MOXET MPUMEHATHCS B BHUAC OJHOKpaTHOM wuHPY3um mo 900—1500
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MI/CYT, a TaKXe B BUAC IMATH €XeAHEBHBbIX MHQY3uil mo 300 mr/cyT wim Tpex
nocienoBaTeabHbIX HHPY3uit B 7103 600, 600 u 300 Mr/cyT., BBOAUTCS B/B MEIJICHHO
(B TeueHHe He MEHee ueM 2-3 1), MpU UCIIONIb30BAHUU TMIpenapara Jijisi IpuemMa BHYTpPb
cyrouHyro a03y (1600 mr) pexomeHayercs NpUHUMaTh YTpOM Hartomiak. Beioop
npenapara onpenesnseTcs NpearnouYTeHUsIMHA Bpada U KejJaHueMm 0oJibHOoTO. Jleuenue
POJ0JKAIOT KaK MUHUMYM 2 Tojia.

[Io npamHbiM wuccnenoBanus rpynnsel MRC, onyOnukoBanHoro Lancet
Oncology, 301enpoHoBas kuciora 3¢p(eKTUBHEE MaMUIPOHATa, U MOITOMY MOXKET
OBITh TIEPBBIM PEKOMEHAYEMBIM MPENAPaTOM y BceX O0IbHBIX OeccHMNTOMHON MM,
BHE 3aBHCHUMOCTH OT HAJIMYHSI TOPAKEHUS KOCTEH.

Bo Bpemsi nedyenust Oucocdonaramu HE0OXOIUMO CIETUTH 3a (PYHKIUEH
nouek. Tak mpu kinupence kpeatuHuHa 10-30 Mi/MuH 103y KIOApOHATa HATPHS
CHIDKAIOT BIBOE, IpH KiupeHce MeHee 10 Mu/MHH mpemapaT NMpOTHMBOIOKa3aH, a
CKOPOCTh BBEJCHUS NaMUAPOHATAa HATpUs NPU MOPAKEHUHM MOYEK CHIKAIOT 10 20
mr/4. Vcnonb30BaHre 307€IPOHOBOM KHCIOTHI MPH CHIBOPOTOYHOW KOHIIEHTPALUU
KpeaTuHHHA OoJiee 265 MKMOJIb/JT HE pEKOMEHIYETCS.

Cnenyer OTMETUTH, YTO JOMOJHUTEILHOW BaKHOM PEKOMEHJALIMEN SIBJISECTCS
COXpaHEHHWE AaKTUBHOrO o00Opa3a JKU3HM OOJBHBIX, TaK KaK JJIUTENIbHas
UMMOOUIIN3alUsl OOBIYHO YCHIIMBAET FMIEPKATBIUEMHUIO.

7.6-4. Jleuenue aHeMuu. TpaHcy3usi IPUTPOLUUTAPHON MACCHI SIBISIETCA
OCHOBHBIM METOJIOM JieueHUs aHemuu npu MM, oxgHako Ha (POHE BBIPAKEHHOM
napanpoTeuHEeMUn TpeOyeT OCTOPOKHOCTH H3-32 PUCKA THIEPBI3KOCTH KpPOBH.
3aMecTUTENbHAs TEpAanusl JOHOPCKOW JPUTPOLUTAPHOM MacCcOd IPOBOJMTCS
O0ONBHBIM C ypoBHEeM reMoryioonHa meHee 80 r/m. YuuteiBas To, 4yTo O0NbHBIE MM
MPEUMYIIECTBEHHO TMOXKUJIbIC JIIOJM, HWMEIONINE COMyTCTBYIOIUE 3a00JIeBaHUs
CepICYHO-COCYIUCTOM CHUCTEMBI, B psJieé CIy4yaeB IO OCOObIM MOKa3aHUsIM
3aMEeCTUTENbHAS Tepanusi 3PUTPOLUTAPHON MacCoil MPOBOIUTCS OOIBHBIM C YPOBHEM
remoryioonna Oonee 80 r1/1, HO Menee 110 r/m. Ilepen HavanoM Je4eHUS
aHEMHYECKOr0 CHHJIPOMAa HCKJIIOYAIOTCS Takue MNPUYMHBI aHEMUHU, Kak aeuuut

xKesesa, ButamuHa B12, dhonueBoii kuciotsl. [IpoBeneHre ycnenHon XuMmuoTepanuu
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CONPOBO’K/JIAECTCS, KAK MPABWIO, YMEHbBIIICHUEM U KYNUPOBAHUEM aHEMHH. TOJBKO
BBICOKO/I03HAs! XUMHOTEPAITUs MOXKET BBI3BIBATh WIIM YCYTYOJISATh aHEMHIO.

[Ipu anemuu Ha ¢GoHe xumuoTepanuu MM MoOKeT OBITh HCHOJIB30BaH
PEKOMOMHAHTHBIM YEJI0BEYECKUN S3PUTPOIIOITHH. Ecmn KOHIIEHTpaLus
sputponodTuHa kpoBu Beime 200 ME/mn, OonpHON HYXJAaeTcs B YacThIX
NEepeIMBaHUsAX DPUTPOIIUTAPHOM MacChl WM CTPagaeT TPOMOOIMUTONEHUEH, TO
mpemnapaTsl pUTPOINOITHHA OyAyT ManodpdexkTuBHbIMU. He mposoHrupoBaHHBIE
dbopmbl sputponodTuHa (Recormon, Epogen u ap.) UCMONB3YIOTCA B CTaHJIAPTHOM
WIM B JCKaJAMOHHOW JO3UPOBKE. OCKAJAllMOHHBIE JI03bl MPEAYyCMaTpPUBAIOT
HazHadeHue 3putpono3tuHa B 103¢ 40000 ME 1 pa3 B Hexento. B cinyyae orcyTcTBUS
s dexra B TeueHue 4 Heneb J03a IpUTponodTHHA yBenuuubaetcs a0 60000 ME 1
pa3 B Heaemo. llpu yBenuueHuu ypoBHsS remoryioduna g0 120 r/m gosa
SPUTPOINOATUHA CHUXKaercs. JledeHue mpekpamaroT MOpU JOCTHKEHUU YPOBHS
remorio0uHa 140 r/n. Ecnu yepes3 6-8 Hen ypoBeHb reMOTIOONHA HE YBEIMYMIICA Ha
10-20 r/n, To ycmex MajoOBEpOSITEH M JICUCHHE CIeAyeT NMpeKpaTuTh. Bropas cxema
npuMeneHus: sputponodtuHa — 10000 ME 3 pa3za B Hememo. Ilpenapatsi
SPUTPONOITUHA MOKA3aHbI TAKKE OOJIbHBIM C KIMHUYECKU BBIPAXKEHHOW aHEMHE, He
MOJIyJaroIUM XUMUOTEepanuio. Bo Bpemsi JiedueHUs: 3pUTPOIOITHUHOM HEOOXOIUMO
CJIEIUTH 3a COAEPIKAHUEM JKEJIE3a B OPraHU3MeE.

7.6-5. Jleuenne WHG}EKIHOHHBIX OCJOKHEeHHH. BOIBHBIM ¢ JUXxopagkoit
HEMEJIJICHHO Ha3HA4YaloT aHTUOMOTHUKH IIMPOKOTO CIEKTpa IEHCTBUsI, aKTUBHBIC B
oTHomreHun Streptococcus pneumoniae, Haemophilus influenzae wu Escherichia
coli—ocHoBHBIX BO30OymuTencit mHbekiuii npu MM. [lpu TsKenolW CUCTEMHOU
uHpekuu  o0bIYHO  TpeOyeTcs  BHYTPUBEHHOE  BBEACHHE  AHTUOMOTHKOB.
AMMWHOTJIUKO3UIbI TPUMEHSIOT OCTOPOXXHO, JaXXe€ B OTCYTCTBHE MPHU3HAKOB
Hapymenus Gyuknun mouek. [Ipodunaktuyeckoe Ha3HauYeHHWE BHYTPUBEHHOTO
ummyHornooynuHa (MaTtparnodun, Okraram, Benummyn u ap.) B goze 0,2-0,4 r/kr
€KEMECSIYHO 3aMETHO CHMKAeT PUCK MH(MEKIUH NMpPU MHOXKECTBEHHON MHEIOME B

daze crabunuzanuu. YUWThIBask BBICOKYIO CTOMMOCTb TaKOW NPOQUIAKTHKHU, €€
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CJIEyeT TPOBOJIUTH TOJIBKO TPHU PEUHUIUBHPYIONUX WHOEKIUIX W TPH CHIDKCHHUH
ypoBas 1gG menee 6,0 1/11.

B  ciywae  npoBeleHHS =~ KypcOB — XMMHUOTEpANHMM,  BKIIOYAOIIHUX
rmokokoptukonnaeie npemnapatel (VAD, CVAD wmm HyperCVAD wu T.1L.),
NPOBOJUTCS MpoduIakTUIecKas aHTuOaKTepuagbHas Tepanus (TUnpodaoKcaluH 1o
500 Mr 2 paza B CYTKH W/WJIM TpUMETONPUM/CylibaMeTokcaszon (bucemnrton) mo 480
Mr 2 pasza B cyTku). Hambonee akTyanpHa mpoduiakTrdeckas aHTHOAKTepHalIbHAS
Tepanust nepBble 3 wmecsua JedeHus MM. B ciyyae = nmpuMeHEHUs
TIFOKOKOPTUKOUAHBIX MpenapaToB 00i1bHBIM MM B 0043aTENbHOM MOPSAAKE AOJKHA
MPOBOJUTHCA NMPOpUIaKTUKa rpuOKoBoi nHpekmu (paykonaszon mo 150 mr 2 paza B
CYTKH Win uTpakoHaszos no 200 mr 2 pasza B cyTku). bonbHbiM MM, nMeromumm B
aHaMHE3€ TepNeTHYECKYyI0 HH(EKIUI0, JUIUTENbHbIE (0osiee 2-X HENeNb) MEPHOJIbI
MOCTUUTOCTATUYECKON HEUTPONEHUH, IPUHUMAIOIINM IPEIHU30JI0H, AEKCAMETA30H,
Wi O60pTe30MUO, MPU YCIOBUM OTCYTCTBUS BBIPAKEHHOTO HapyIIeHUS (DYHKIIMH
MOYEK Ha3HAYACTCsl AllUKIOBUD (MJIU BaJIALIMKIOBUP) B IpodunakTruieckoi go3e 400-
600 mr/cytku. B ciyuyae pa3BUTHS aKTUBHOW HMH(EKIUHU Tepamus MPOBOJUTCS C
y4eTOM  UWH(EKIMOHHOTO areHTa W  YYBCTBUTEJIBHOCTH  MHUKPO(IOpPHI K
COOTBETCTBYIOIIUM IpEnapaTam.

7.6-6. Jleuenue U NpopUIAKTHKA CHHAPOMA pacnajaa omyxouau. B ciayuae
BBICOKOTO PUCKa CHHJpPOMA pachajia OMyXOJH, 00yCIOBIEHHOTO OOJBLION Maccoi
OMyXOJIM, HEOOXOAMMO TIPOBEICHHE THApATAIlMd BO BPEMS XUMHOTEPAIHH
(ocobenno npu 1—2-oM Kypcax), Ha3HaA4YCHHUE aUIONypPUHOJIA B TIepBbIe 5-7 AHEH
Kaxaoro kypca B jgo3e 300-600 mr/cyt. [Ipu Hamuyuu nNpru3HAKOB CUHIpOMA pacraja
OIyXOJIM HEOOXOIMMO KOHTPOJMPOBATH TOKA3aTeNIU CEPACYHOrO0 PUTMa U BOJHO-
AJIEKTPOJIMTHOTO OanaHca.

7.6-7. Tlpopuaaktuka TpoMOOTHUYEeCKHX ocJo:kHeHuil. Ee cruenyer
HAYMHATH OJJHOBPEMEHHO C HAYaJOM WHAYKIIMOHHOW XUMHUOTEpanuu (0COOCHHO TIPH
UCIIOJIb30BAaHUU JICHAIMJOMUAA U JekcaMmera3oHa). Ha mnpoTsokeHunm Beei
WHIYKITMOHHOW (a3bl JICUCHWS HA3HAYAIOT acCMUpuH (B KHIIEYHOPACTBOPUMOM

000J104YK€) BHYTPb OJIMH pa3 B CYTKU B CTaHJApTHOU npoduiiaktudeckoit goze (75—
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100 wmr). I[lpu BbICOKOM puCKE TpomM0OO3a (HaJIW4YMe LEHTPAIBHOTO BEHO3HOTO
Karerepa, OombImas OIMyXoJieBas Macca, HCIOJb30BaHUE JOKCOPYOHIIMHA,
SPUTPOIIOITHHA, BBICOKHMX JI03 JI€KCAMETa30Ha, MMMOOWIM3aLMs, TpoMOodums,
KOaryJonaTHd M BEHO3HbIE TpoMOO3bl B aHaMHE3€) BO3MOXXHO Ha3HAUCHHE
HU3KOMOJIEKYJISIPHOTO ~ renapuHa (pparMuH, QpakcumapuH) WIM HENpsSMBIX
aHTUKOAryJsHTOB (Bap¢apuH). B ciydae HEnepeHOCMMOCTH aclUpUHA BO3MOXKHO
NPUMEHEHHE APYTUX aHTHATPETaHTHBIX CPENICTB (KIOMHI0TPEN).

7.6-8. CunapoM rumepBs3KOCTH. [Ipu cHHIpOME MOBBILIEHHOW BS3KOCTH
KpOBHU, OCOOEHHO B ClIy4ae MaparpoTeMHEMUYECKON KOMBI, TPOBOIAT IiazMadepes.
[TokazaHusiMu K miazmadepesy ciryKar:

- MapanpoTeHHEMHUYECKas KOMa;

- KJIMHUYECKUE NPU3HAKHA CUHPOMA MOBBIIIEHHOW BSI3KOCTU KPOBU
(KpOBOTOUMBOCTD, NOBBILIEHUE AJl, HapyIIEeHUE 3pEHMSI, HEBPOJIOTUUYECKHE
pPaccTponcTBa);

- IOBBIIIEHUE YPOBHS o0wIero oenka Boime 120 r/i.

[Tnazmadepe3 NpoBOUTCS €KETHEBHO WU Yepe3 JICHb.

7.6-9. IlpodmiaakTuka BHPYCHBIX HUHQEKIUIA pPEKOMEHIyeTCs Ha
MPOTSKEHUH BCETO JICYEHUS 10 CXeMaM, CoJIepKaluM 0opTe30Mub (BajallMKIOBUD,
500 w™r/cyT BHYTpPb, WJIM aHaJOTUYHOE MPOTHBOBUPYCHOE CpeAcTBO). llpum
MCIIOJIb30BAaHUU JPYTUX MPOrpaMM XHMHOTEpANuu W MPU OTCYTCTBUM B aHAMHE3E
OMOSACHIBAIOIIETO  JIMIIAs  HAa3HAYEHUWE  NPOTUBOBUPYCHBIX  NpeNaparoB B

NpOQUIAKTUYECKUX LIEeTIAX HE TpeOyeTcs.
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IMPUJIOXKEHHUE 1

I[I/IaFHOCTI/I'-IeCKI/IC KpUTCPpHUU MUCIIOMBI 1 MOHOKJIOHAJIbHOM raMManaTuu

HeonpeeneHHoro 3Havenus (BO3)

3abonesanue

ﬂuCZZHOClil€CK1/l€ Kpumepuu

MoHoKTOHAIbHAS TaMMaItaTus

HeomnpeneneHHoro 3Hauenus (MI'H3)

YpoBeHb M-IpoTENHA B CBIBOPOTKE
<30 r/m;

KonnuecTBo K10HaIBHBIX
MJ1a3MaTUYECKHUX KJIETOK B KOCTHOM
Mo3re < 10% 1 HU3Kui ypoBEHb
UHDUIBTpAIINY TIIa3MaTHYECKUMU
KJIETKAMHU MPU TUCTOJIOTUYECKOM
UCCIIEIOBAaHUM OUOIITaTa KOCTHOTO
MO3ra;

OtcyTcTBHE NPU3HAKOB APYrux B-
KJIETOYHBIX PO epaTUBHBIX
3a00JI€BaHMI;

OtcyTcTBHE NOBPEXKIECHUS OPTaHOB WIIN
TKaHel (BKJIIOYasi OCTEOJIN3),

CBA3aHHOT'O C MUEJIOMOM.

Tneromas (6eccuMnToOMHAs) MUEJIOMA

YpoBeHb M-IpoTENHA B CBIBOPOTKE

> 30 /71 u/unu NpucyTCTBUE
M-nporenHna B Moue;

KonnuecTBO KIOHAIBHBIX IJ1a3Ma-
TUYECKHUX KIJIETOK B KOCTHOM MO3Ie

> 10%;

OrcyTcTBHE TIOPAXKEHUST OPraHOB U
TKaHEeu

(BKJIIOYWasi ~ OCTEOJIU3) W

CHUMIITOMOB, CBA3aHHBIX C MHEJIOMOM.

CumnroMaThdeckKas MueiIomMa

M-nipoTErH B CHIBOPOTKE U/WJIA MOYE;

1
KnonansHbI€ mJ1a3MaTUYECKUE KICTKU

57




B KOCTHOM MO3r€ HUJIM I1J1a3MOIuTOMA,

[lopaxxeHue OpraHoB WM TKaHEW,
CBA3aHHOE C MHUEIOMON (MOpa’keHue

OpraHOB, BKIIIOYAs OCTCOJIN3).

Hecexperunpyromas muenoma

OtcyrctBue M-TipoTerMHA B CHIBOPOTKE
U/WIM MOY€e TP UMMYHO(DUKCAIINH;
KonndecTBo KIIOHATBHBIX TIIa3Ma-
TUYECKUX KIJIETOK B KOCTHOM MO3Tre

> 10% unn 11a3MoIMTOMa;

[Ipu3Haku TOpaXeHUsT OpPraHOB WIIN
TKaHEH, KOTOpbIe MOTYT OBITh CBSI3aHbI
C TUTa3MOKJIETOYHBIM

npoJindepaTUBHBIM MPOIECCOM.

COJII/ITapHaH KOCTHas 1j1adMonuToMa

OtcyrcTBHE M-TIpOTEHHA B CHIBOPOTKE
W/WIn MO‘ICZ;

EnnHu4YHBIN yyacTOK KOCTHOM
JNECTPYKIIUH, 00YCIIOBIICHHBIN MPOJIHU-
depanueit KJIOHAIBHBIX MJIa3MaTH-
YECKHUX KJICTOK U MOATBEPKIACHHBIN
TP TUCTOJIOTMYECKOM HCCIICIOBAHUY;
OTcyTCcTBHE TIOPAXKEHUS KOCTHOTO
MO3ra;

HopwmanbHas peHTreHoIornaeckas
KapTHHA KOCTeH (M HOpMaJIbHOE
COCTOSTHHE TTO3BOHOYHHKA U Ta3a IIPH
MPT, ecnu ucciieqoBanue ObLIO
BBITIOJTHEHO) 3a TIpeeIaMi KOCTHOM
IJIA3MOIIMTOMBI;

OTtcyTcTBHE MPU3HAKOB MTOPAKEHUS

OpPraHOB WJIM TKaHEH, KOTOPBIE MOTYT
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OBITH CBS3aHBI C TUIa3MOKJIETOYHBIM
npordepaTUBHBIM MIPOLIECCOM, KPOME

COJIMTAPHOI'O KOCTHOI'O OYara.

9KCTpaMCILYJ'IJ'IHpHaSI IasMonuTomMa

OrcyrcTBHE M-TIpOTEMHA B CHIBOPOTKE
/YT MOYE”;

DKCTpaMenyJuIsipHas ~ OIyXOJIb W3
KJIOHAJIbHBIX TJIa3MAaTUUYECKUX KIIETOK;
OtrcyTcTBHE  TOpaXKEHUSI  KOCTHOTO
MO3ra;

HopmanbHhas PEHTTeHOJIOTUYeCKas
KapTHUHA KOCTEW;

OTcyTcTBHE MPU3HAKOB  TMOPAKECHUS
OpraHoB WM TKaHEW, KOTOpPbIE MOTYT
OBITb CBSI3aHBl C IJIA3MOKJIETOYHBIM
npoJiuepaTUBHBIM MPOIECCOM,
BKJIFOYAs OTCYTCTBHUE 04aroB

IMOpPaXXCHUS B KOCTAX.

MHOKXECTBEHHBIC COJIMTApPHBIC

TJIa3MOLIMTOMBI (£ PEIUINB)

OrcyrcTBHE M-IIpOTEMHA B CHIBOPOTKE
W/WIH MOYE

KoctHpie wim  3KCTpamMenyJuispHbIC
OIMYXOJIY, JIOKaJIU3yloluecs: 0osiee yeM
B OJHOM 00JacTH, COCTOSIINE U3
KJIOHAJIbHBIX TIa3MAaTHYECKUX KIIETOK

Y CIIOCOOHBIC PEIUIUBAPOBATH;
OtcyTcTBHE  TOPaXXEHUSI  KOCTHOTO
MO3ra;

HopmManbHast peHTreHosorndecKkast
KapTUHa KocTel (M HOpMaIbHOE
COCTOSIHME MTO3BOHOYHHKA U Ta3a

npu MPT, ecnu wuccnemnoBanue ObLIO
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BBITOJIHECHO);

OTCcyTCcTBHME TPU3HAKOB TMOPaKEHUS
OpPraHOB WJIM TKaHEH, KOTOpbIE MOTYT
OBITh CBSI3aHBI C IUIA3MOKJIETOYHBIM
npoiau@epaTuBHBIM IPOLIECCOM,
OTJMYHBIM OT OYaroBOT0 IOPAXKECHUS

KOCTH.

T
Ecnu BhImosHeHa 1uTOMETpHs, OOJBIIMHCTBO TUIA3MAaTHYECKUX KIETOK (> 90%)
JOJDKHBI IMETh OITYXOJICBBI UMMYHO()EHOTHIL.

2 .
[lepronueckn MOXKET ONPEAENIATHCS HEOOIbIIONH M-KOMIIOHEHT.
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IMPUJIOKEHHUE 2

Cucrema cTamupoBaHusi MHOKECTBEHHOM Muenomsbl o Durie/Salmon PLUS

Knaccugpurayus IInroc (PLUS) MPT wunu [I9T c 18-
@dmopoeokcueioko3otl

MoHOKIOHATBHBIC — OTCyTCTBYIOT odaru

raMmanaTuu TOpaKEHUS

HEOTIPEICTICHHOTO

3HAYCHUS

Cramus |A (Trneromias — [InazmonuToma W/WIn

MUEIoMa) OTrpaHUYEeHHBIN OYar

MHoOXeCTBEHHasI

MHEJIOMa

Crammum IB, 1IA/B,

IH1A/B.

Cramus IB — <5 JOKaIbHBIX OYaroB,
nuddy3nas popma
JIETKOM CTEIICHM TSKECTU

Cranus IIA/B — 5-20 10KaJBHBIX OYAroB,
nuddy3nast popma
CpPEIIHEU CTEIECHU TAKECTH

Cramus I11A/B — >20 nokaJabHBIX 0Yaros,

muddy3Has popma
TSHKEIOM CTEIICHU

TAXKECTHU

A — KpeaTUHUH
CBIBOPOTKH < 2
MT/JIJ1, OTCYTCTBHE
BHEKOCTHOMO3TOBBIX

04aros;
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B - xpeatnHuH
CBIBOPOTKH > 2
MT//J1, HaJTu4Ke BHe-
KOCTHOMO3TOBBIX

o4daros.
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IMPUJIOKEHHUE 3

Kputepun 3dekTuBHOCTH NieUeHUsT OOTBHBIX MHOKECTBEHHON MUEIIOMOM

Omeem

Kpumepuu omsema

[Tonnas pEMUCCHUA

(ITP) mnu monHbIMA

oteT (I1O)

- Menee 5% IIK npu HopmanbHOUW MOpdoJOTHH B
nyHkrate KM, nojrydeHHOTO He paHee 4eM 4epes3 MeCsI
NOCJE  3aBEpUICHUS Kypca XHUMHOTEpAlHMH, 4YTO
MOJTBEPKAECHO B 2-X UCCIIEIOBAHUSX C UHTEPBAJIOM HE
MeHee 6 HeleIb.

- Ilonnoe orcyrctBue M-0enka B CBHIBOPOTKE KpOBU
W/WIIM MOYe, BBISIBIICGHHOE B JIBYX M 0oJjiee aHaIM3ax C
WHTEPBAJIOM HE MEHEE 6 HENIEIb.

- OrcyTcTBHE YBEIMYEHHS pa3Mepa WM KOJIUYECTBA
O4YaroB JIMTUYECKOrO0 MNOpaXkeHus Kocter. Hamuuwne
KOMIIPECCHOHHBIX  IEPEJIOMOB HE VCKJIIOYAET
BO3MOKHOCTb YCTaHOBUTH [IP.

- Hcue3HOBEHME MATKOTKAHHBIX TIa3MOIMTOM IPH

CpoKe HaOJIto/ICHUSI HE MEHee 6 HeJIelb.

OueHb xopouin
YaCTUYHBIU OTBET

(OXYO)

- M-0eok B CBIBOPOTKE HJIM MOYE OIPEACIUM C
MTOMOIIIBI0 UMMYHO(MHUKCAITUH, HO HE AJIEKTPOhOope3oMm.

- Ha 90% wunu Gomnee cHmkaetcs cojiepxkanue M-0enka
B CBIBOPOTKE, ypoBeHb M-Oenka B moue menee 100

MT/CYT.

Yactnunas pemuccus
(UP) unu yacTUYHBIN

otseT (HO)

- YMeHbIIIEHHE 3HAYCHUs CHIBOPOTOYHOTO M-Oenka
6onee yem Ha 50% B ABYX HCClIEIOBaHUSX,
BBITNIOJTHEHHBIX C HHTEPBAJIOM HE MeHee 6 Helleb.

- B ciyuae nmporennypun beHc-/[>)kOHCa: yMEHbIICHUE
CYTOYHOM 3KCKpeLrH JIerKuX 1eneit 6oxee uem Ha 90%

uin meHee 200 Mr/CyTku B JBYX HCCIEIOBaHUIX C
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WHTEPBAJIOM HE MEHee 6 HE/Ielb.

- YMeHblIIeHUE pa3MepoB MITKOTKAHHBIX MJIa3MOLIMTOM
(pusukanpHOE WIn peHTreHorpagpuyeckoe
uccienoBanne) Oonee yeM Ha 50% mnpu cpoke
HaOJI0ICHUS HE MEHee 6 HeIelb.

- Crabunuzaiusi OCTEOJECTPYKTUBHOIO  Mpolecca
(ecmu JOCTYMHO pEeHTreHorpapuueckoe HCCIeI0BaHue
KocTel  ckenera).  Hanmwume ~— KOMIPECCHOHHBIX

IMEPCJIOMOB HE UCKIIIOYACT BO3MOXKHOCTb YCTAHOBJICHUS

qPp.

MuHUMaJIbHBIA OTBET

(MO)

- YMeHblLICHHE 3HAY€HUs ChIBOPOTOYHOro M-Oernka
O6onmee uweM Ha 25-49% B 1BYX HCCIEAOBAHMSIX,
BBINIOJIHEHHBIX C UHTEPBAJIOM HE MEHEe 6 HE/IETb.

- B cnyuae nporeunypun benc-/[)xOHca: ymeHbIIEHHE
CYTOYHOM JKCKpenuu Jierkux nened Ha 50-89% uyto
npeBbimaer 200 MI/CyTKM B JBYX HMCCIIEJOBaHUSX C
WHTEPBAJIIOM HE MEHEe 6 HEMIEIb.

- OTcyTCcTBHE YBEIMYEHHS Pa3MEPOB U YMCIIA OYArOB
octeosin3a (€ciu JOCTYHMHO pEeHTreHorpagpuyeckoe
VICCIIE0BAHUE KOCTEHN CKEJIETA). Hamnune
KOMIIDECCUOHHBIX ~ TIEPEIOMOB  HE VCKJIFOYAET

BO3MOXHOCTb ycTaHoBIeHus1 MO.

Crabnnusanus
mporiecca

(daza naTo)

- HecootBerctBue kputepusim MO wu mporpeccuu
00Je3Hu.

- Crabunu3zauus napameTpoB 00Jie3HH (BKIIIOUAs YUCIIO
U pasMepbl KOCTHBIX JECTPYKIHUil), OTCYTCTBHE
yBenuueHus: M-Oeflka B CBIBOPOTKE KpOBH M Oelka
benc-/[»onca B Mmoue Ha (poHe HE MeHee 3-X IHKJIOB

XUMHUOTCPAIINU.
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[Iporpeccust 6one3nn
(U1t MAIUCHTOB, Y

KOTOPLBIX HC IIOJIYYCHA

I1P)

Hanuuure ogHoro munu 6oJiee NprU3HAKOB:
- VYBenuueHHe 3HAYEHUS CHIBOpOTOUYHOro M-Oenka
6onee yem Ha 25% (oOs3aTenbHO OoJiee yeM Ha S5 /11 B
aOCONIOTHBIX 3HAYEHMSIX) B JBYX HCCIIEIOBaHUSIX,
BBITIOJIHEHHBIX C MHTEPBAJIOM HE MEHee 6 He/leb.
- B cnydae mporeunypuum benc-/[xoHca: yBennueHue
CYTOUHOM PKCKpPEIUU JIETKUX 1ienen 6osiee yem Ha 25%
(oOsi3atennbHO  OoJiee 4eM  Ha 200 wmr/cytku B
aOCONIOTHBIX 3HAYEHHUSIX) B JIBYX HCCIIEOBAHUSIX C
UHTEPBAJIOM HE MEHee 6 HeJleTb.
- VYBenuuenue Imia3MokiIeToyHor uHpuapTpanuun KM
M0 JaHHBIM WCCIIEJIOBaHMS IMyHKTaTa WM OuonTara
KOCTHOTO Mo3ra Oosiee yeM Ha 25% (oOs3aTenbHO
6osiee ueM Ha 10% B aOCOMIOTHBIX 3HAYCHUSX ).
- Jloka3aHHOE YBEJIMYEHHE Pa3MEpPOB CYIIECTBYIOIIMX
0YaroB OCTEOJIN3a WM MITKOTKAHHBIX IJIA3MOIIUTOM.
- IlosiBneHHe HOBBIX OYAroB OCTEOJW3a WM HOBBIX
MSATKOTKAHHBIX  TUIa3MOLUTOM  (KOMITPECCHOHHBIE
MIEPETIOMBI HE YUUTHIBAIOTCS).
- IlosiBneHue rumnepkagabUueMun (KOPPErupoOBaHHbBIN
KaJIBIIUH  CBIBOPOTKH Ooyiee 2,75 MMOIB/II), HE

CBSI3aHHOM C IPYTrO IPUYUHOM.

Penmaus mocne

nocturuyrou 1P

Hanuuue xoTst 661 OJHOTO TIPU3HAKA:
- BrigBiaenne BHOBL IosiBUBILIErocs M-0Oeiaka B
CBIBOPOTKE  KpPOBM  HWJIA B  MOYE  METOAOM
UMMYHO(UKCaIu Wu anekTpodopesa,
MTOATBEPKJIEHHOTO XOTS ObI B OJTHOM M3 UCCIIEOBAHUM,
IPU HCKIIOYECHUU OJIMTOKJIOHAJIBHOM CEKpEUUU IIpHU

PEKOHCTUTYLUHN I/IMMYHHOI\/'I CHUCTCMBI.

65




- bonee 5% mia3MaTH4EeCKUX KIETOK MO JaHHBIM
UCCIIEJOBaHMsI yHKTaTa Uiu TpenaHoOuonrara KM.

- llosBieHWe HOBBIX OYaroB OCTEOJIM3a  WJIU
MATKOTKaHHBIX  IUIA3MOLMTOM WM JOKa3aHHOE
YBEJIIMYEHUE Pa3MEPOB MMEIOIMXCS 04aroB OCTEO0JIN3a
(KOMIIPECCHOHHBIE NEPETOMbI HE YUUTBIBAIOTCS).

- IlosBneHue runepkagsbUueMun (KOPPErupOBAHHBIN
KaJIBIIUH  CBHIBOPOTKH Oojiee 2,75 MMOIB/II), HE

CBSI3aHHOU C IPYTrOM MTPUYNHOM.
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IMPUJIOXKEHMUE 4

Jleuenue 0oy MpU MHOKECTBEHHON MUEIIOME

['pymma [Tpumepsl KomMmenTapuu
MpernaparoB
Henapxotuueckue | [lapayemamon, 1 r 4—6 pa3 B | BHyTpb B Buje
aHaJIbI€TUKHU CYTKH. Ta0JIETOK UK B
[Ipumensiercas TpU  JIETKOW | | )KUJKOU (popme;
YMEPEHHOU 00JTH. BBIITYCKAETCS U B BUJIE
PEKTaNbHBIX CBeUeh
HIIBC Jlydire He Ha3HA4YATS;
€CJIM UCIOJIb30BATh, TO
c OoJbLION
OCTOPOXKHOCTBIO.
Cnabbie OddextuBHbl npuU  yMmMepeHHoOU | B Hauane nedyeHus
HApKOTHUYECKHE 6oJu. BO3MOYKHBI
aHaJIbIeTUKHU llapayemamon/kodeun: 8 Mr OTJTYIIEHHOCT,
kojaenHa u 500 Mr napareramora; COHJINBOCTbD.
oOblyHass jgo03a — 2 Tabnetku | HapkoTuueckue
Kakable 6 . aHaJIbI'€TUKU
Kooeun, 30—60 MT, WJIH | BBI3BIBAIOT 3arop,
oueuopokodeur, 30—60 mr, 10 6 | 0OBIYHO  TpeOYyIOMIUA
pa3 B CyTKHU. Ha3HAYCHUS
C1aOUTETbHBIX.
ITpu nopaxkenun
MOYEK Ha3HAYAIOT C
OCTOPOKHOCTBIO.
CuiibHbIe OddexktuBabl mpu ymepeHHoi u | To ke, 4T0 W 1S
HapKOTUYECKHUE CUJIBHOM 00JIH. c1a0bIxX
aHaIbI€TUKHU Mopgun — npenapaT BbIOOpa NpU | HAPKOTUYECKUX
(mpupoHbBIE CUJIBHOU 00JIM; Ha3HAYAIOT B aHaJIbI€TUKOB.
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OTIMOUTbI)

UHBEKIUAX JuO00 B TalJeTKax,
HaunHas ¢ 5—10 mr kaxapie 4 4.
[locne omnpenenenuss CyTOYHOM
MOTPEOHOCTH B aHAIBIeTHKAX
MOXHO TIepeBeCTH OOJBHOTO Ha
Ta0JICTKHU JUTUTEIBHOTO ICUCTBUS;
npu obocTpeHuun Oomu, eciu
HE00XO0UMO, JIOTIOJTHUTEIILHO
Ha3Ha4YalOT MOpPGUH KOPOTKOTO

nevictBud mo 5—10 mr.
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IMPUJIOXKEHHUME 5

OcHOBHBIE METO/IBI JIeUeHUS nepudepruuecKkoi HeliponaTuu

[Ipemapar

Cxema IMPUMCHCHUA

Munsramma KOMIIO3UTYM

1 tabnetka (100 Mr) 3 paza B CyTKH B

Teuenue 6—12 gen.

IIpu octpeix Oomsix — 1 uHbeKkIUA (2

MJT) B CYyTKH TJTyOOKO B/M.

[Tocre ctuxanus 6omum — | HHBEKIUA
2—3 pasa B Henemo. B mampHeiiem
JUIS TIPOJIOJDKEHUS JieueHusT — 1o |

tabaetke (100 mr) exeHEBHO.

Anb(ha-nmunoeBast KUCIOTa

600 mr 1 pa3 B cytku unu 300 mr 2 paza
B CYTKHU. IIpu TSKEJION
NOJIMHEHponaTuul — B/B BBEJCHUE B
no3ze 600 mr B TeyeHue 5—10 guel ¢
MIOCIIEAYIOLIUM MEePEX0I0M Ha
NEepOpajIbHbld MPHUEM TOM K€ JO3bI

(xypc neuenust — ot 3 10 12 Hen).

["aGanentun Hauanpnas goza — 300 Mr Ha HOYb.
Jlo3y HapamuBarOT B TEUYCHUE HEIENIU
10 1800—2400 MT/CYT, pu
HeoOxomumoct g0 3600  wmr/cyr,
KOTOpYIO JensIT Ha 3 1puemMa Hu
IPOJI0JDKAIOT MPUHUMATH B TEUCHHUE 8—
16 nen.

[Iperabanun Hawanpnass moza — 150 wmr/cytr. B
3aBUCUMOCTH oT s dekTa "

INEPEHOCUMOCTH A03Y YBCIMYHUBAIOT A0
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300 mr/cyt uepe3 3—7 nHeW, a Tpu
HEOOXOIMMOCTH — JI0 MaKCHUMaJIbHOU
10361 (600 Mr/cyT) emie yepes 7 JTHEH.
Kypc neyenuss 8&—12 Hen, npu oTMeHe
mpenapara /103y HeOoOXOIWMO CHIKATh

B TCUCHHC HCICIIH.
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MMPUJIOKEHHUE 6

OCHOBHBIE CXEMBI XUMHUOTCPAIINU OOJBHBIX MHOKECTBEHHON MHEIIOMOM

Cxema IIpenaparsl J103b1 M peKuMBbI Bozobnosnen
JIeYeHU S BBe/IeHUSA He AeHeni
(caenyrompuii
Kypc),
KOJHYECTBO
KYpCoB
MP Mendanan 0,25 mr/kr (9 MF/MZ) Yepes 4-6
(ankepaH) BHYTpPb €K€JHEBHO 1-4 | HEACHD (na
JHU; 43-i
[Ipennuzonon 1-2 mr/kr (100 mr) JICHB).
BHYTpb €K€IHEBHO 1-4 Mo
JHH. JTOCTHKEH
WK us (hasbl
Mendanan 8-10 mr BHYTpb ILTATO.
eXKeJIHEeBHO 1-7 mHMU;
[Ipennunzonon 60 Mr BHYTpb
€XXEeIHEBHO 1-7 mHU.
CP [Hukmodochan 400 mr BayTph (B/B) 1-4 | Uepes 4-6
AHU; HeAe/b
[Ipennusonon 1-2 mr/kr (100 mr)
BHYTpb 1-4 nHH.
MCP Mendanan 8-10 mr BHYTpH UYepes 4-6
eXXenaHeBHo 1-7 quum; Heelb
Huxnodocdan 800-1200 mr B/B 1-H
JI€Hb;
[Ipennusonon 1 Mr/Kr BHYTpb

eXXeIHEBHO 1-7 IHU cO
CHWKEHUEM JI035I 10 21-

ro JHS, C OTMEHOM Ha
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22-11 N€Hb.

VAD | Bunkpuctus 0,4 Mr/m° B/B Yepesz 4-6
(cyt.undys.) 1-4 nuu; Henenb (Ha
AnpurabracTuH 9 Mr/m- B/B (cyt.uHdy3.) 28—t
(HoxcopyOuriun) 1-4 nuu; JICHD)
JlekcameTras3oH 40 Mr/cyTKu BHYTPH WU
B/B kamn. 1-4, 9-12, 17-20
JTHU.
PAD | bopre3omu6 1,3mMr/M B/B1,4,8,11 |Ha 22-it
JTHU; JICHb
AnpualdiacTHH 9 Mr/M B/B (cyT.uHbYy3.)
([oxcopybuim) WJIA €KETHEBHO
0omrocHO 1-4 mHMU;
JlekcameTas3oH 40 Mr/CyTKM BHYTpPb WA
B/B Karl. 1-4 u 8-11 quu
(1-# nwmkn), nanee 1-4
JTHU.
VAMP | Bunkpuctux 0,4 Mr/m” B/B UYepes 4-6
(cyt.undys.) 2-5 nuu; HEeJeTb
AnpuabracTuH 9 Mr/M- B/B (cyT.uHdy3.)
([lokcopyOuriut) 2-5 nHu;
MetuinpenHusonos | | I‘/MZ B/B (cyT.nHOY3.)
1-5 nHu.

VMCP | Bunkpuctun 1 Mr/at B/B 1-i JICHbD; Ha 22-29-
Mendanan 6 Mr/M BHYTpH 1-4 nHu; A ZIeH
uknogpochamun 125 Mr/M2 B/B 1-4 nHu;

! [Ipennuzonon 60 mr/m” BHYTpb 1-4 nHU
VBAP | Bunkpuctun 1 MM B/B 1-ii JICHB; To xe
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BCNU (kapmycTuH)
unu CCNU

uau JIOMYCTHUH

30 Mr/M°B/B 1-ii JIEHb,
80 ™Mr BHyTpp B 1-i

JICHb;

AnpuabracTuH 30 Mr/M2 B/B 1-i1 1eHb;
(loxcopyOuniun)
[Tpennuzonon 60 mr/M° BHYTpb 1-4 nHU
CD Huxnodocdan 600 mr/™” B/B 1-4 nuu; | Ha  29-if
JlekcameTas3oH 40 mr BHyTpH 1-4 1HU. JICHb
M2 Bunkpuctun 1,2 MF/M2 (ue Gomee 2 | depes 3-4
(VBMCP) Mr) B/B 1-1i JieHb; HCNICIN
Kapmyctun (BCNU) | 30 wr/m” (1 mr/kr) B/B 1- | TOCI€
Wl # JieHs: OTMEHBI
bemoctun (CCNU) | 80-120 mr myrps 1-it | TPEAHM3OT
Wl NeHE: oHa (36—
JlomycTun 80 ™mr BHyTpsr B 1-ii 43-i news)
JICHb;
Mengarnan 8 Mr/M2 BHYTpb 1-4 nHM
(wnu 10 mr 1-7 gan);
Huknopochamuz 400 Mr/M2 B/B 1-11 1eHb;
Hpeau3010H 40 wmriv (1  mr/kr)
BHYTpb 1-7 1HH, C
JAJIbHEN M
PaBHOMEPHBIM

CHWYKEHHUEM JI03bI 10 21-
ro JHS, C OTMCHOM Ha

22-11.
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M2+anpua | + AgpuabnactTuH 30-50 wmr/m° B/B 1-i1| To xe
Onactun (1oxcopyOumnn) JICHB;
VMP | bopre3omu6 1,3 Mr/M® B/B Ha 43-i
(Benketin) 1,4,8,11,22,25,29,32-i1 JIEHD
nuu (1-4 Kypcehl),
BO3MO>KHO TIPOBECTH
TaKoOU KypcC TOJbKO 1-ii;
Hanee B 1,8,22,29-i1 nau
(5-9 xypch).
unu
1,8,15,22-i1 quum (1-9 Ha 36-i1
KYPCBI). JICHb
Mendanan 9 Mr/mM” BHYTpB 1-4 IHU;
[Ipennnsonon 60 wmr/mM?* BHyTpp 1-4
TTHU.
VCP Bboprezomuod 1,3 MM /K 1,8,15,22 | Ha  29-ii
(>75 ner) JHI; JIeHb, 8-9
[Ipennunzonon 50 Mr BHYTpPS 1-4 nHU; KypcoB
Huxknodochamun 50 mrBHYTpSH 1-21 nHU.
VP Bopresomn6d 1,3 Mo ik 1,8,15,22 | Toxe
(noxmBIE HH:
ocabmerH [Ipenaunzonon 50 Mr BHYTpb 4epe3
) TICHb.
VCD | boprezomu6 1,3 MI/M- B/B 1,4,811-ii | Ha  22-i
JICHb

JIHU;
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[Huxnodochamua

400 mr B/B 1-8-i1 1HU,
unu 200 mr B/B 1,4,8,11-
W JIHU,

unu 50 mr BHYTpSb 1-14-i1

JIHU;
JlekcameTras3oH 40 mr BHYTpbH (B/B) 1-4 1
8-11 mum (1-if xypc),
naiee — B 1-4 qHu,
unu 20 Mr BHYTpPh B
1,2,4,5,8,9,11,12-i1 num.
VDC Bboprezomuod 1,3 MF/M2 B/B 1,4,8,11-ii | To xe
JHH;
JlekcameTras3oH 40 wmr BHYTPH (B/B)
1,8,15-i nHu;
Huknodochamu 500 Mr/M2 B/B 1,8-i nHU,
unu 1,8,15-i1 nan.
CVD | bopresomud 1,3 mr/m B/B 1,4,8,11-i1 | To xe
IHHY;
[uxnodochammn 500 mr BHYTpb (B/B)
1,8,15-i1 nHu;
JlekcameTras3oH 20 Mr BHYTpb
1,2,4,5,8,9,11,12-i1 nuwu;
VD bopTezomu6 1,3 MF/M2 1,4,8,11 auu; | Ha 22-i
JlexcameTa3oH 40 mr BHYTpb (B/B) 1-4 n | ACHD, 8-9
8-11 mum (1- kypc), | KYPCOB

naiee — B 1-4 qHu,
unu 20 Mr BHYTpPh B

1,2,4,5,8,9,11,12-i1 nuu.
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VD- Bboprezomu6 1,3 MF/M2 BB 1,448,11 |Ha 29-36-
PACE JHU; U I1€Hb
JlexcameTa3oH 40 mr BHYTph (B/B) 4-7
JIHU;
IlnmaTnHON 10 M/’ B/B
(upcruraTHHa) (cyr.undys.) 4-7 nau;
AnpramMHuIiH 10 Mr/M2 B/B
(JoxcopyOurmH) (cyr.undys.) 4-7 nuu;
Huknopochamuz 400 Mr/M2 B/B
(cyt.undys.) 4-7 nuu;
JTon03H 40 Mr/M2 B/B
(cyT.mH(]Y3.) 4-7 nHU;
I'-KCD 300 MKr/neHs /K mpu
CHW)KCHUU YHCIia
nelikormToB < 1%¥10%/1
710 BOCCTaHOBJICHUS
YPOBHSI HEUTPODUIIOB.
DCEP | llekcameTa3on 40 mr BuyTph (B/B) 1-4 |Ha  29-ii
AHU, JICHb
Huknopochamuz 400 Mr/M2 B/B
(cyr.undys.) 1-4 nau;
OTOn03M 40 mr/ M B/B
(cyr.undys.) 1-4 nau;
[InatunoN 15 mr/™m° B/B
(ucrnnaTuHa) (cyr.undys.) 1-4 nau;
[-KCD 300 MKr/neHb /K ¢ 5-ro

JHS 10 BOCCTAHOBJICHUA

YPOBHS HEUTPOPHUIIOB.
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D JlekcameTaszoH 40 mr BuyTpb 1-4, 9-12, | Ha 29-35-
(MoHOTEpa 17-20-# nHu; U IeHb
st
\4 Bopresomu6d 1,3 MM B/B 1,4,8,11 |Ha  36-i
(moHoTEp2 nau (1-8 xypcsl), nanee | ACHB
) 1,8,1522-if mum (9-11
KYPCBI).
DT JlekcameTas3oH 40 mr BHyTpb 1-4, 9-12, | Uepe3 2-3
17-20 num; HEeIn
Tanumomun 200 mr BHYTpH 1-28 nHWu.
RD JleHammmomung 25 mr BHyTpb 1-21 nenp; | Ha  29-i
(PeBniemu) JICHb
JlekcameTazon 40 mr BayTph 1-4, 9-12,

17-20 gau (1-4 kypce),
nainee — Toibko B 1-4
IHHY;

unu
40 mr BHyTpH 1-4, 15-18
nuu (1-4 kypcel), nanee
— ToJibko B 1, 8, 15, 22-i1

JTHU.
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