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AKTYAJIBHOCTD

Muenomnas Oosne3nbp (MB) - mmasmanmroma wim Oone3Hb Pycrunikoro - Kammepa, mo
COBPEMEHHOM TEpPMHMHOJIOTMHM - MHOKECTBEHHass muenoma (MM), sABisercs OJHUM M3 4acTo
BCTPEUAIOUINXCS MapanpoOTeMHEMUYECKUX IeMo0JIacTo30B y JIIOJIeH MOXKUIOr0 U CTapyecKoro
BO3pacTa. JT0 3a00JeBaHUE, KOTOPOE U /10 HACTOSIIET0 BPEMEHHU IPEICTaBIISIET MPOOJIeMYy B
tepanuu. HecMoTpst Ha To, uTo 3a nocienHue 30 JeT BbDKUBAEMOCTh MAIlMEHTOB, CTPAJAIOIINX
MM, yBenuuuiack B CPEAHEM OT OJIHOTO I'OJia 0 TPEX JIET, [T0JIHAs PEMUCCHS], HE TOBOPS YK€ O
MOJIHOM BBI3JIOPOBJICHHUH, IIPH 3TOM 3a00J€BaHUU - PEAKOCTh. TPyIHOCTH B JIEYEHUH OOJIbHBIX
MM 00ycI0BJICHBI Ype3BbIUaHON BapUaAOCIBHOCTHIO KIMHUYECKUX MPOSBICHUN U aKTUBHOCTH
MaTOJIOTHYECKOro mnpouecca. MIMeHHO moaToMy 3Ta TeMa SIBJISETCS aKTyaJbHOM M B HACTOsIIEe
BpEMS.

IMUIAEMUOJIOTIUA

MmuosxectBeHHas MuenoMa (MM) — 3T0 31mOKavyecTBEHHAs OMyX0Jb, MOP(OIOrHIeCKUM
CyOCTpaToOM KOTOPOW SIBISIOTCS IUIA3MAaTHYCCKUE KIETKH, MPOIYHHUPYIOIINEe MOHOKIOHATBHBIN
uMMyHOrnoOynuH. MM  cocraBnser mnpubauszurenbHo 1% cpean BceX 3710KaYECTBEHHBIX
omyxoneit, 13% cpean TreMONMOITHYECKUMX OMyxojeid. B oTedecTBEeHHBIX MyONIMKAIMAX IO
AMUAEMHONOTHH coolmanochk, yto B Poccun B 2007 r. MM Oblia auarHoctupoBana y 2272
BHOBB 3a00JICBIINX MAMEHTOB, yMepiu 1728 6onbHBIX MM Win ApyruMu MIa3MOKICTOYHBIMU
3a0oneBanusMu. BospactHas wmeamaHa 3aboneBaemoctd 65 gjer. B 2012 1. Owuio
3apeructpupoBaHo yxe 3128 HoBbix ciaydas MM. Ilpu 3TOM MakCHUManbHBIM HpPUPOCT
3200J1€Ba€MOCTH OHKOT'€MAaTOJIOTHYECKUMH 3a00JIeBaHUSIMHU (B CpaBHEHUU ¢ moka3areasimu 2007
r.) Obu1 0OTMedYeH uMeHHo npu MM: 16,2% cpenu myxuuH u 22,5% cpenu xeHmuH. «'pyObIii»
nokazarenb 3aboneBaemoctd MM B Poccuu B 2012 r. cocraBun 2,0, cmeptHocT — 1,5 Ha 100
TBIC. HACEIICHMUSI.

ITHOJIOI'UA

DaKTOpbI pUCKA

H3BecTHBI HECKOJBKO q)aKTOpOB, KOTOPBIC MOT'YT BJIUATH Ha BO3HUKHOBCHUC MHOKECTBEHHOM
MUCIIOMBI:

o B03paCT SABJISIETCA OCHOBHBIM q)aKTOI)OM pUCKa BO3HUKHOBCHUSA MHO>KECTBEHHON MHEIJIOMBEL.
HanOonee yacTo noaBepKeHbl 3TOMY 3a00JIEBAHUIO JIFOJIU CTAPILIETro BO3pacTa, CPEAHUN BO3pACT
KOTOPBIX cocTaiisgeT 70 jer.

e Paca. MHOXECTBeHHAs MHEIIOMa B JiBa pas3a 9ame JUArHoCTUpPYCTCA y a(praMepI/IKaHLICB o
CpaBHCHHIO C OCIBIMU. HpI/I‘-II/IHa OTOr'o HCACHA.

e Bo3zeiicTBre paauanuu Takxke sBiseTcs (akTOpoM pHUCKa, OJHAKO, TOJIBKO JJs HEOOIBIIOTO
YHCJIa JII0JIEN.

e CeMelHbIN aHaMHe3. B HEKOTOPBIX CEMBSIX BCTPEUAIOTCSI HECKOJIBKO CIy4aeB MHOKECTBEHHOMN
MUEJIOMBI.

e JIpodeccnonanvHas  BpemHocTh.  [Ipeamomaraercsi, 4To  paOOTHHKKM  HEDTIHOU
MPOMBIIIJICHHOCTH UMEIOT MOBBIIIICHHBIA PUCK 3a00JI€BaHUSI MHOKECTBEHHONH MHEJIOMOM.



L4 O)KI/IpeHI/Ie Hapymact oOMeH BCIICCTB, CHUKACT HMMYHUTCT, YTO CO34aCT YCJIOBUA JIA
MOABJICHHUSA 3]I0KAYCCTBCHHBIX KJICTOK.

L4 I[pyrI/Ie 3a00/IeBaHUs IIJIa3MaTHYECKHUX KJIETOK MOT'YT MNPEAIICCTBOBATH BO3HHMKHOBCHHIO
MHO’KECTBEHHOM MUEJIOMBI.

Y OonpmmMHCTBA OOJNBHBIX MHOKECTBEHHOW MHEIOMOUN €IMHCTBEHHBIM (AaKTOPOM pHCKA OBLI
Bo3pacT. TakuMm 00pa3oM, TOYHAs MPUYMHA PA3BUTHUS MHOKECTBEHHOM MHEJIOMBI HE M3BECTHA,
OJHAKO HE MCKIIYEHO, YTO TakoW mnOpuuuHOM  sBisiercs u3Menenus B JIHK
(me30KCHPHOOHYKIEMHOBOM KHCIIOTE), KOTOpas OTBETCTBEHHA 3a (YHKIIMOHHPOBAHUE KIIETKH.
N3menenus B JIHK moryt mpeBpaTuTh Mmiia3MaTHYECKUE KJICTKHA B OIYXOJIEBBIC U IMPUBECTH K
Pa3BUTHIO MHOKECTBEHHON MHUEJIOMBI.

ITATOI'EHE3

B KOCTHOM MO3re IpPOUCXOOUT pa3pacTaHUE IUIA3MOKIETOYHBIX OIyXOJIEBBIX  Y3JIOB,
3aMEINAIONIMX KOCTHYI TKaHb. OO0s3aTelbHbIM HNPU3HAKOM IUIa3MOKJIETOYHOM OIyXOJu
cuuTaercs oOHapyKeHUe NMpoaykTa ee cuHre3a Plg (maromormyeckuil 6ei0K - mapanpoTerH) B
CBIBOPOTKE KpOBM MM Moue OosbHbIX. Tun PIg He MeHsieTcs B TeueHue 00JIe3HU, KOJIMUYECTBO
K€ €ro 3aBUCUT OT MAacCChl ONYXOJIM U MOXET YMEHBIIAThCS IO/ BIMSIHUEM YCIEUIHOU
LUTOCTaTUYECKONM  Tepanuu. MueloMHble  KJIETKM  KOCTHOINO  MO3ra  CHHTE3UPYIOT
octeoknactakTuBupyromuii hakrop (OAD) B pe3ynbrare 4ero Bo3pacTaeT YUCIO U aKTHBHOCTh
HOPMaJIbHBIX OCTEOKJIACTOB, BBI3BIBAIOIIUX pE30POLUI0 KOCTH M JEereHepalnuio KOCTHOMN
matpuubl. [Ipogykuus n aktuBHOCTh OA® 4aCTHYHO CBA3aHBI C CUHTE30M IIPOCTArJIaHANHOB U
BBICBOOOXKJICHMEM IPU MHEIOMHON OO0JIE3HH JM30COMANbHBIX (DEPMEHTOB, MHAYLHMPYIOLIUX
JNECTPYKLUIO M JeMHUHEpaIu3aluio KOCTHOM TkaHu. CoxepikaHue oOmiero Oeika KpoBH HpU
MHEIOMHOM OO0JIe3HH YBEJIMYEHO U3-3a Mmarojoruueckoro mapanporenHa (PIg). 3Oto
00yCIIOBJIIEHO M30BITOYHOM MPOAYKIMEH OJHOrO0 W3 UMMYHOINIOOYiIMHOB (daimie Bcero IgG wu
IgA un nerkux ueneit - Oemokx benc-/[xonca). MMeercss CHM)KEHHE YPOBHS HOPMAaJIbHBIX
MMMYHOIJIOOYJIMHOB, AMCIIPOTEUHEMUS, T.€. TUIEp - WIM TumnoraMmmariiooynuaemus. Bece atu
M3MEHEHHUs MOBBILIAIOT BA3KOCTH KpoBU. B cpennem y 15% OGonbHBIX MUEIOMHOM 00JI€3HBIO
pa3BHUBAETCs TKAHEBOM MaparpoOTENHO3 - NapaaMHUIION103.

KIMHUYECKAS KAPTUHA

B xponunueckoit (pa3BepHyTOil) CTajuu OMyXO0Jb OOBIYHO HE BBIXOTUT 3a MpPEIesibl KOCTHOTO
MO3ra M He MpOpacTaeT KOPTUKAIBHBIM CIIOM KOCTH, MPU3HAKH MHENOJIEIPECCUN OTCYTCTBYIOT
WIA BBIPQXEHbl YMEpPEHHO, OOIIMe CHUMITOMBI (JIMXOpajKa, MOTJIMBOCTh, HCTOIIECHHUE)
HEXapaKTEPHbI;

B tepmuHanbHO# cTaguu ObICTPO HapacTaeT pa3pylieHHe KOCTeH ¢ MpopacTaHUEM OMyXOJH B
MSTKHME TKaHM, TOSBISIOTCS METacTa3bl BO BHYTPEHHUE OpraHbl U B MO3IOBbIE OOOJIOYKH,
MeHsieTcss MopQOJOTHsl  KJIETOYHOro cyOcTpata (capKoMaTH3alus), HWHOI/Ia MHEIOMa
JeiikeMu3upyercs, MajJaloT IOKa3aTeId KpacHOM KpOBH, TOABIAETCS MepudepuyecKuit
SPUTPOKAPUOLIUTO3, MUECIIEMUS MU TPAHYIOLUTONICHUS, TPOMOOIIMTOIICHUSI.

OOmmee cocTtossHUE OONBHBIX YXYALIACTCS, OHH XYACIOT, HOSBIAIOTCS MOTINBOCTH, JUXOPAIKA
0e3 ompeiereHHbIX OYaroB HMH(EKIHMH, HE IMOAJAIOIIAscs aHTHOAaKTepualibHOM Tepanuu. B
JAHHOW CTaJM MOHOXMMHOTEPANEBTUYECKUE MPOrpaMMbl OObIYHO HedddexkTHBHBI. 3ameHa
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npenapaTroB WJIN NPUMCHCHUC MMOJUXUMUOTCPAIICBTUICCKUX CXEM Jar0T KOpOTKI/Iﬁ M HETIOJIHBIM

ahdexr.

Y psga OoNBHBIX, OCOOGHHO TIpU paHHEW JMArHOCTUKE, HAOJIOMAeTCs TakK Has3blBaeMasi
BsutoTekymias Gopma (ctagusi) OOJE3HH, MPU KOTOPOW O€3 JeUCHHS Ha MPOTSHKEHUU MHOTHX
MECSIIEB HE OTMEYAETCS HUKAKMX MPU3HAKOB POCTA U IPOTPECCUU OITYXOJIH.

JuamerpanbHO  NPOTHUBOMOJIOXKHYKO — TPYHIY  COCTaBJISIOT  OOJIbHBIE € OBICTPO
MPOTPECCUPYIONIUMH  OMYXOJSMH,  OOBIYHO  UMEIONIMMH  MOP(OJIOTHYECKHUE  YEPThI
HU3Ko U hepeHIIMPOBAaHHONW MUEIOMBI- CAPKOMBI, HEPEAKO C JIEUKeMHU3aueil.

B xnuHWYecKoW KapTHHE MUEIOMHOW OOJIe3HH BEAyIIee MECTO 3aHUMAIOT CHMIITOMBI
MOpakKeHUsI KOCTEM W SBIICHUS, CBSI3aHHBIE C THUIEPIPOTEUHEMHUEH, IUCIPOTCUHEMUEH U
HapyleHHneM HWMMYHHBIX (GyHKUMA opraHusma. g ynmoObcTBa M3JI0KEHUS — KpaiHe
MHOTOOOpa3HOM KIMHUYECKOH M MOP(OJOTHUECKOW CHUMITOMATHKA MHEIOMHOW O0je3HU
MPUHSATO JIETUTH €€ Ha PSJi CHHIPOMOB.

KocTHOMO3r0oBO# CHHIAPOM.

BonbIIMHCTBO BapHaHTOB IUIA3MOLIMTOMBI OTJIMYAETCA BBIPAKEHHOW TEHIICHIIMEW K 0YaroBOMY
omyxosieBomy pocty. [Iponudepupytomiye B KOCTHOM MO3r€ MUEJIOMHBIE KJIETKH MPHUBOIAT K
pa3pyLIEHUI0 KOCTHOI'O BELIECTBA.

[IposiBnsieTcss KiIacCHUECKOW Tpuamoi: Oonu, omyxoim, meperoMbel. B mepByio ouepenpb
JIECTPYKTUBHBIE TIPOIECCH (OCTEONOPO3, OCTEOJHM3HC) pa3BUBAETCI B IUIOCKUX KOCTAX H
MO3BOHOYHHUKE, MHOTJA — B NPOKCHUMAJbHBIX OTJeNax TpyOdaThlx KocTed (Iuiedo, Oenpo);
JMCTabHBIE OTIENbI KOHEYHOCTeH W KOCTH JIMIEBOTO Yepena TopaxaroTcs penako. [lpu
PEHTI'€HOBCKOM MCCJIEIOBAHUM OOHApY)KMBAIOT YYacTKH MPOCBETICHHs B KocTiax. Ilpu
BOBJICYCHUH B TPOIIECC HEPBHBIX KOPEIIKOB BO3HHKAIOT HEBPAITHH, TAaparuieruy, HapyIIeHUs
(GYHKLIMU Ta30BbIX OpraHoB. I'McTONOrHYecKoe U3ydeHne KOCTHOTO MO3ra MOKa3bIBaeT OOBIYHO
THIEPIUIA3UI0 B PE3y/IbTaTe€ MHEJIOMHOKIIETOYHBIX pa3pacTaHWi, BBITECHEHHWE HOPMAaJIbHBIX
MHEIOUTHBIX 3JIEMEHTOB. LluTonmornueckoe M3ydeHHe KOCTHOMO3TOBBIX ITYHKTATOB BBISBIISET
CcHenu(pUYEecKyl0 KapTHUHY MHUEJIOMHOKIETOYHON mpoiudepaunn y 90-96% OonbHBIX.
[Tony4yeHue npu MyHKUUHU TPYAUHBI WK MOJB3IOMIHON KOCTH HOPMAJIBHOIO KOCTHOTO MO3Ta B
PEIKHX CITydasx MHOXXECTBEHHO-OITYXOJIEBBIX (DOPM MHUEIIOMBI CBUIETEIHCTBYET 00 0YaroBOCTH
OIyX0JIeBOW mposindepaliui U He CHUMAEeT JMarHo3a 3a00J1eBaHusl.

[Tpu aHanu3ax KpOBHU BBISIBISIOT ycKOpeHHYI0 COD, TeHACHINIO K JIEHKONEHUH (e konuTapHas
¢dopmyna He U3MEHEHa), MHOT'/Ia aHEMHUIO.

BucuepanbHbie HopakeHusl.

Bucnepanbubie nopaxenus. Y 5—13% O0JIbHBIX KOHCTATHPYIOT T'€NaTO— WK CIUIEHOMETaJIHIO.
[TpuOAM3UTENbHO y TOJIOBUHBI W3 HHUX YBEJIUYEHHE OPraHOB CBSI3aHO €O clenuduueckoi
MHUEIOMHOKJIETOUHOU mposndepanueii, y OCTaJbHBIX IMTOJOTHYECKUN COCTaB ITYHKTaTOB U
OTIIEYaTKOB CEJIE3HKH BBISBISAET CMENIAHHYI0 MHEIOMHO-MHENOMIHYI0 WJIM  YHUCTO
MHENIOUTHYIO TPEXPOCTKOBYIO Mposnepaluio.

Cunapom 0eJIKOBOW MNATOJOrMM. XapaKTepU3YyeTCA TMPEXKIE BCEr0 PE3KUM
yBemmueHueM COD (60 - 80 mm/gac). Coneprxanue oomiero 6emka KpoBH yBEIMYCHO, HMEETCS
runepriodynuaemus. [Ipu  oOblYHOM  3yeKTpodope3e ChHIBOPOTKHM KPOBH  BBISIBIISETCS
MPHUCYTCTBHUE MAaTOJIOTHYecKoro Oenka Plg - mapanporenHa, Talomero MUK Mex1y QpakiusiMe o
U Y3, TaK Ha3bIBaeMbIii M-TpamueHT (MuenoMHbIi). OH 00ycloBIeH M30BITOYHON MPOIYKITUEH
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OJTHOTO U3 UMMYHOTTI00ynuHOB. [Ipu 3nexTpodopese Moun M - rpaguent u 6enok benc-/xonca
(nerkme menu). M-rpaauent u Oenok benc-/[oHca M Moue SBIAIOTCS NAaTOTHOMOHUYHBIMH
NpU3HAKaAMU MHUEIOMHOH Oose3Hu. B OcHOBe pa3BUBAIOMICWCS IMOYEYHOH HEIOCTATOYHOCTHU
JEKUT BOCXOAAMMH He(Ppockiepo3 (HePpOTHUECKOE CMOPIIMBAHUE IIOYEK), MPUYUHOM
KOTOPOTO SIBJIsIETCsl peadbcopOrust Oenka. J[omoMHUTENbHYIO POJIb UTPAIOT TaKue (aKTOPbI, KaK
BBINIA/ICHUE B KAaHAIbIAX MHUKPOMOJIEKYJISPHOTO TapanpoTerHa C pa3BUTHEM OYaroB
BHYTPUIIOUYEYHOTO HEPPOTruApo3a, KAIBIUHO3 IOYEK, aMHJIOHI03 CTPOMBI, JICHKEeMHUYEcKas
UHQUIBTPALS U BOCXOIAIIAS HHPEKIHMS MOYEBBIBOISIINX MTyTEH.

Hapsny ¢ ykazaHHbIMU BbIllI€ TPU3HAKAMU XPOHUYECKOTO MOPAKEHUS [TOYEK Y MHOTMX OOJIBHBIX
HAOMIOIAIOTCS  SIBJICHUSI OCTpOro HekpoHedposza, B 23% OHU OCTalOTCAd €AMHCTBEHHBIM
cyOCTpaToM MOYEYHOM HEIOCTATOYHOCTH. B pPa3IMYHBIX CTPECCOBBIX CHUTyalUsAX y OOJBHBIX
MHUEJIOMHOM  OOJIe3HBbIO HACTyHaeT oOcCTpas I[oYe4yHas HEIOCTaTOYHOCTh MM  PE3KO
JEKOMIICHCUPYETCS HMMEBIIMNCSA 1O 3TOr0 MOYEUHBIH HPOLECC, HEPEAKO C CHUKEHUEM WIH
OTCYTCTBHEM MOYH U OBICTPHIM HapaCTaHHEM a30TEMUHU.

[Tapaamumon1o3  BbIIBIsIETCST B cpenHeM y  15%  OONBHBIX  MHETOMHOW  OOJIE3HBIO.
[TapaamMmiion103 B OTJIMYME OT KIACCHYECKOTO BTOPUYHOTO aMHJIOM03a B IEPBYIO OYEpelb U
IJIaBHBIM 00pa3oM IOpa)kaeT OpraHbl, OoraTele KOJJIAar€HOM: BHEIIHIOI O0OJIOYKY COCY/IOB,
MBIIIIBI (CepALe, SA3BIK), AEPMY, CYXOKUIIUS U CycTaBbl. [ledens, cene3eHka, oYK OOBIYHO HE
CTpaaaroT, Wik aMUJIONAHBIC OTJIOXKCHUS B HUX OBIBAIOT HE3HAYNUTEIIHHBIMH.

CHHIPOM HEI0CTATOYHOCTH AHTHUTEJ

XapakTepHbIM CHUMITOMOM MHEJIOMHON OOJIe3HU SBISIETCA PE3KOE CHMKEHUE YpPOBHS
HOPMaJIbHBIX UIMMYHOTJIOOYJIMHOB.

[Toka3zaHo, YTO ONyXOJIEBbIE IUIa3MOLMUTBI  CEKPETUPYIOT  pPAacTBOPHUMOE  BELIECTBO
HEMMMYHOIJIOOYJIMHOBOM MPUPOIBI, TOPMO3siliee HOpPMalbHBIH OTBeT B-mumdonuroB Ha
AQHTUTEHHYIO  CTUMYJSALUI0. O¢QQGEeKT HMMYHOJENPECCUH  OMOCPEAYeTCsl MOHOLIUTaMHU.
Bropuunas runoramMMarioOyauHeMuss B psle CIY4aeB COINPOBOXKIACTCS CHHIPOMOM
HEJOCTAaTOYHOCTU AaHTUTEN, BBIPAKAIOIIUMCS CKJIOHHOCTBbIO OOJBHBIX K OaKTepuaibHbIM
UHQEKIIMOHHBIM OCI0)KHEHUSIM, 0COOEHHO B JBIXaTENIbHBIX 1 MOUYEBBIBOASALINX MYTSIX.

I'unepkajabumemMusi BCTpeyaeTcsi B TEPMUHAIBHBIX CTaausAX O0JI€3HU, OCOOEHHO IpU
a30TeMuu. Y OOJbHBIX BO3HHMKAET MbIIIEYHAss PUTHUIHOCTb, THIeppeduieKcusi, COHJIHMBOCTb,
NoTeps. OPUEHTALIMU, COIMOPO3HOE COCTOsHUE. I[IOBBbINIEHHS YpPOBHS KalblMsl CBSI3aHO  C
MHUEJIOMHBIM OCTEO0JIM30M, YCHJIMBAIOIIMMCS IPU JUIMTEIbHOM HEMOABH)KHOM IIOJIOKEHUH B
nocreny. KnuHnyeckue nposiBIeHUs] TUIEpKaIblIMEMHUH: TOIIHOTA, PBOTA, COHJIMBOCTh, OTEPS
OpHUEHTAINH.

CHHAPOM NOBBIIIEHHOH BS3KOCTH XapaKTEPHU3YETCS KPOBOTOYHMBOCTHIO CIM3HUCTHIX
000JI0YEeK, KpPOBOTEUEHHEM M3  HOCA, PaCIIMPEHHEM BEH  CETYaTKH, HapyIIECHUSIMHU
nepudepruyeckoro KpOBOTOKAa, HAPYIIEHHON YyBCTBUTEIBHOCTHIO, CHHApOMOM PeiiHo, B
TSDKEIIBIX CIIy4assX W3BA3BICHUSMM U JaXe TaHIPEHOM OTIAJICHHBIX OTACIIOB KOHEYHOCTEH.
HapymieHnss MHUKpOLMPKYJISIIUA B COCYAAaX TOJIOBHOTO MO3ra MOTYT CIYXUThb IPUYHHON
napanpoTenHEMHUECKoi KoMbl. IIpu KpHOrIoOyIMHEMUH 3TH CHMIITOMBI PE3KO BBIPAYKEHBI
MIOCIIE OXJIAKICHHUS.

JANATHOCTHKA
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B 2014 r. MexxayHapoaHOW TpyMIon Mo U3y4eHHI0 MHOXeCTBeHHON mMuenoMbl (IMWG) Obin
IIEPECMOTPEHBI KPUTEPUU THATHOCTUKA MM.

[Ipyn ycTaHOBIEHMM JHArHo3a CUMITOMATHYECKOW MM IOMKHBI MPUCYTCTBOBATH CIEAYIOLINE
KpUTEPUU:

1. [Ina3marnyeckue KJIeTKU B KocTHOM Mo3re 10% u Gonee n/ninn miaa3MoKIETOYHAsE OIyXOJb B
O6uoncuiftHOM MaTepualle MOpaXeHHOM TKaHU.

2. OguH nnu Gojee cleIyOLMX MPU3HAKOB MOPAKEHUS OPraHOB WJIM TKaHEW, CBSI3aHHBIX C
MJ1a3MOKJICTOYHOM Mposiidepanuei:

* THUMEPKAIbIIUEMUS (CBIBOPOTOYHBIN Kanbluil Ha 0,25 MMOIB/1 mir Ha 1 MI/J1 IPEBBIIAFOIITII
BEPXHIOIO TPaHUIly HOPMAJIbHBIX 3HAYCHHIA; WM BbIIIE 2,75 MMOJIB/JI, WiH Bbie 11 mr/mn);

* [OYEYHAs HEJOCTAaTOYHOCTh (KIMpeHC KpeaTMHHMHAa MeHee 40 MII/MUH WM KpEaTWHUH
CBIBOPOTKH OoJiee 177 MKMOJIB/J1, Wit OoJiee 2 Mr/mi);

* anemust (reMorioouH Ha 20 T/71 HIKe HOpMaJIbHBIX 3HaueHui wim Hioke 100 r/m);

* popaxeHue KocTed (OOUH MM 0OoJee OCTEONMTHYECKUH oOdar, BBIABICHHBIM Ipu
peHtreHorpaguu uiau KommnbioTepHoil Tomorpadum (KT) ckenera: mpu Ia3MOKIETOUHOH
UHOQUIBTPAMK KOCTHOro Mo3ra MeHee 10% moikHO BBIABIATHCS Oojiee 1 odara mopaxkeHus
KocTel ans mpoBeleHus TuddepeHIuanbHON AMarHOCTUKY C COJMTApHOH IIa3MOLIUTOMOM ¢
MUHUMAaJIbHBIM BOBJIEYEHHEM KOCTHOT'O MO3Ta).

3. OnuH nunm 60s1ee MapKep OMyXO0JIeBOM aKTUBHOCTH:

e Oomee 60% 1mIa3MaTUYECKUX  KJIETOK B KOCTHOM  MO3re; *  COOTHOIICHHUE
BOBJICUCHHBIX/HEBOBJICUCHHBIX CBOOOMHBIX Jierkux 1eneit (CJIL]) cerBopotku 6omee 100;

* Oonee 1 ¢okanbHOro ouara BOBJEUEHHUS] KOCTHOTO MO3ra IO pe3ylbTaTaM MarHuTHO-
pe3oHaHcHO# Tomorpadun (MPT): kaxap1ii oyar 10JkeH ObITh B TUAMETPE HE MEHEe 5 MM.
MexayHapoIHBIM KOHCEHCYCOM OBUIM TakKe IEpPEecCMOTPEHbl U KPUTEPUU JTUarHOCTHKH
BAJIOTEKYIIeH (TJeromieil) MuenoMel. B HacTosmiee Bpemsi AMarHo3 BSUIOTEKYIIEH (Tierolei)
MHEIOMbI YCTaHABJIMBAIOT MIPU 005A3aTEIbHOM BBISIBICHUH JIBYX CIEIYIOLIUX MPU3HAKOB!

* ceiBopoTouHbIl M-kommnoneHT (IgG nmm IgA) >30 r/n unu Genok benc-/Ixxonca B Moue >500
mr/cyT u/mmm 10-60% KIOHANIBHBIX IIa3MaTHYECKHX KIETOK B KOcTHOM Mo3sre (KM);

* OTCYTCTBHE NPHU3HAKOB TMOPAKEHUS OPraHOB M TKaHEW, CBA3AHHBIX C IUIa3MOKJIETOYHOM
MHOQUIbTpaUeN UM aMIIION103a.

* Kpome Toro Oblna ompenesneHa Tpynna YIbTPaBBICOKOIO pHUCKa BsuoTekymied MM, ee
KPUTEPUSAMHU CIIyXKart:

* > 60% 1Ia3MaTHYeCKUX KIeTOK B KM;

* COOTHOIIEHHE BOBJIECUYCHHBIX/HEBOBICUEHHBIX CBOOOAHBIX Jierkux nenei (CJILL) ceiBOpoTKH
>100;

* Ooniee 1 hokanpHOTrO Ouara Bosnedenus KM no pesyiasraram MPT.

VY Takux O0JBHBIX PUCK MpOTpeccur B cuMmnromaruueckyto MM B Teuenue 2 et nocruraet 70—
80%. Ilogxoxm k Tepanmuu y OOJNBHBIX BSUIOTEKYIIEH MHEIOMOW, OTHECEHHBIX K TIpyIIe
yABTPAaBBICOKOTO PHCKa, HE OTJIMYAETCS OT CUMITOMaTHueckoii MM, T.e. OoHU TpeOyroT He
HaOJI0IeHNs, a JICYCHHUS.

ObcanenoBanue

BonbabiM MM 0053aTenbHO POBECHNE CIIEAYIOIIET0 00CIeI0BaHUS:

» Kitmanueckoe o0ciieIOBaHUE:
— cOop aHaMHe3a;



— (U3UKAIBHBIA OCMOTpP, B TOM YHCJIE MAJbMNAIMS BCEX TOCTYIMHBIX MaJIbIIAMU TPYIII
nepudeprudecKux TUMQPATHIECKUX Y3II0B, IEYCHH, CEIC3CHKH;
— onpeaenenue craryca no ECOG.

* JJabopaTtopHble METO/bI UCCIIETOBAHUSL:

— pPa3BEepHYTHIH KIMHUYECKMH aHaJW3 KPOBH C HCCIEAOBAaHHMEM TIeMOINIOOMHA, I0JCYETOM
JIEHKOUTAPHON (POPMYITBI;

— OOIIMH aHaJIN3 MOYH;

— Ouoxumuveckuid aHaim3 kpoBu (JIIAI', moueBas kuciaoTa, MOUEBHHA, KPEATHHWH, OOIIMIA
6enok, ansoymuH, JIJII', menounas ¢pocdaraza, kanuii, KambIwii);

— ompeseseHne CKOpoCcTH KiyooukoBoil ¢punbrpanuu (CK®) pacuernbiM MeTonoM 1o dpopmyse
Cockcroft— Gault;

— onpezeneHue B2 -MUKpPOTIIOOyIIMHA B CBIBOPOTKE;

— KoaryJiorpamma;

— 31eKTpodope3 U UMMYHOPHUKCAIMs OCJIKOB CHIBOPOTKM KPOBHM M MOYHU C KOJMYECTBEHHBIM
OIpeZieNIEHNuEM cofepkanus M-rpanuenra;

— OmIpefeNieHHe COAEpP)KaHUS HMMMYHOIJIOOYJIMHOB CHIBOPDOTKHM KPOBH JUISL OLIEHKHU CTENEHH
TYMOPAJIBHOTO UMMYHOIC(UITITA;

— uccnenoanue CJIL] Ig npu Hecekperupyroueit (oaurocekperupymoieir) MM, BsnoTtekyiuei
muenoMme u muenome BJ;

— OmpeJesieHHe TPYIIBl KPOBH, pe3yc-(pakTopa;

— OIlpezieNIEeHNE MapKepoB BUpYyCcHbIX renatutos B u C, BUY;

— MOpP(OJIOrMUECKOe HCCIIEAOBAaHUE aclupara KOCTHOTO MO3ra W/WHM TpernaHoOuonraTa, MpH
OTCYTCTBHUH €r0 HOpaKeHHsI — MOP(OIOruyecKoe ucciaeoBaHne OuonraTa omyxoieBoil TKaHu.

* MeTobl JIy4eBOM TUAarHOCTUKU:

— Pentrenorpadus koctei, BKIIOUas: yepen, rpyIHYIO KIETKY, BCE OTAeNbl MO3BOHOYHHUKA B
JIBYX MpPOEKIUSAX, Ta3, MieueBble M OeqpeHHble KocTH. PeHTreHorpadus ssisercs Haubolee
pacpoCTpaHEHHBIM METOAOM JIy4€BOM JUArHOCTHKHU MOPAXEHUsSI KOCTEH, OJHAKO, 3TOT METOJ
MO3BOJIIET BBISIBUTH TMOPaKEHUE CKeJleTa JMIIb HPU HAJUYUU CTPYKTYpHBIX H3MEHEHMH,
KOTOpBIE BO3MOKHO BU3YaJIM3UPOBATh MPH JIEMUHEpAIN3aluu KocTHON TkaHu Ha 30—40%. Oto
BEJET K HEJIOOLIEHKE TeHEpaM30BaHHOM OCTEONEHUH M TIOBBIIIEHHIO pPHCKa pPaHHUX
KOMITPECCHOHHBIX MEPEIOMOB MTO3BOHKOB.

— Kowmnstorepnas tomorpadus (KT) xocrelt sBisieTcss MNPEANOYTUTENIBHBIM METOJIOM
uccnenoBanus kocrteil. [lokazanmem Uit 00s3aTEIBHOTO HCHOJNB30BAHUS ATOTO METO/a
ABISIOTCS OONM B KOCTAX MPU OTCYTCTBHM MATOJOTMM HA pEHTreHorpammax. Bpicokoi
UHPOPMATUBHOCTBIO O0JIaZlaeT MeTOoA TOoTalnbHOM Hu3komoszHoi KT, mno3Bonstonmii 3a
HECKOJIBKO MUHYT BBINIOJIHUTB UCCIIEA0BAHNE BCETO CKEJIETA.

* MarnutHo-pe3onancHas tomorpadus (MPT) mokazana mpu moao3peHHH Ha KOMIIPECCHIO
CIIMHHOTO MO3Ta (I BU3Yyaldu3aluu OOO0JIOYEK CIHMHHOTO MO3ra) W MPU IMOJ03PEHUH Ha
AKCTpaMenyuIsipHble opaxkeHus. Beimonnenne MPT 06s13aTennbHO IpH BAJIOTEKYIIEH MHUETIOME,
TaKk Kak IIO3BOJISIET B psAE CIIy4acB BBIABUTb HEBUAMMBIE HAa PEHTICHOIpaMMax oOdYaru
nopakeHust KocTHoro mos3ra. MPT moO3BOHOYHHMKA W Ta3a TaKXkKe SBISAETCS 00s3aTeIbHBIM
METOI0M HMCCIIEJOBAHUS OOJIBHBIX C MPEANOoIaraeMbIM TUarH030M COJIMTAPHOM MIa3MOILUTOMBI.
* BonpHBIM BSJIOTEKyIICH MHUEIOMOW HEO0OXOauMO dYepe3 3 Mec. MPOBECTH MOBTOPHOE

oOciezioBaHMe, BKIIOYaONlee OOLIMI aHalu3 KPOBHU, OMOXMMHUYECKUI aHalIW3 KpPOBH C
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HCCIIeI0BaHNEM 001ero Oenka, Kajabllds, KpeaTHHUHA, OMpEeIeHUE CKOPOCTH KIIyOOYKOBOM
¢unbTpanuu no Gopmyne Cockcroft-Gault, nMmyHOXMMHYEcKOe HcclieoBanue (IEKTpodopes
CBIBOPOTKH KPOBHU M CYTOYHOH MOYH, UMMYHO(HUKCAIIUIO CHIBOPOTKH M MOYH, HCCICIOBAHUE
CJIL ceBopotku). Ecnm HeT mokasaHMi K Hadalny CHEHU(PHUECKONW Tepanuu, HEOOXOIMMO
MOBTOPSATH KOHTPOJIbHBIE 00CIIEOBAHMS ¢ 4acTOTOH 1 pa3 B 3 mec.
JloTIOTHUTEIHHO MOTYT BBITIOJHSATHCS:

*JIMMyHO(EHOTUIIMPOBAHHUE KIIETOK acmupaTa KOCTHOTO MO3ra C HKCIOJIb30BAaHHEM IaHEeIH
CD138/ CD38/CD45/CD19/CD56/CD28 wunu HMMMYHOTHCTOXMMHYECKOE  HCCIIEOBaHUE
TpenaHobmonrara ¢ wucnojgb3oBaHueM antutren k CDI138, k¥ uw A 1enecoobpasHo ist
BepU(PUKALMK W OINPEACICHHS] MPOIEHTa KIOHAIBHBIX IIA3MAaTUYECKUX KJIETOK B Cydae
HESICHOTO JTUarHo3a.

* [[uroreHeTnveckoe HCCIEAOBAaHUE IIA3MAaTHYECKUX KIETOK (KapuotunupoBanue u FISH)
PEKOMEHIyeTCS Ul BBIABICHUS HawbOoyiee BaKHBIX HEOIATOMPHUATHBIX ITUTOTCHETHYECKUX
AHOMAJIMIi: BOBJICUEHHUE T'€HOB TSIKENBIX Ienel MMMYHOTIo0ynuHOB: t(4;14), t(6;14), t(11;14),
t(14;16), t(14;20), a taxke del 17p13, ammnudukanus 1q21. Beianenue nenenuu 13q nmeer
MPOrHOCTUYECKOE 3HAUYEHUE TOJIBKO MPU CTAaHAAPTHOM LIUTOTEHETHYECKOM HccienoBanuu. [lnan
oOcienoBaHusl MPH PEIMIMBE M TPOTPECCHPOBAHUU AHAIOTMYEH paHee OMHUCAHHOMY IPHU
muarnoctTrke MM. HeoOXx0oIMMO y9UTHIBAaTh BO3MOKHOCTH HIMMYHOXUMHYECKOTO peluanBa 0e3
KIIMHUYECKUX TposiicHuid. MccnenoBanne B2 -MUKpOrIo0yliMHa B albOyMUHA CHIBOPOTKHU TIPU
pa3BUTHH pELUAMBA HEOOS3aTENbHO, TaK Kak Mporocruyeckoe 3HaueHwe ISS (International
Staging System) B peruanBe HE yCTaHOBJICHO. [[yHKIMS KOCTHOTO MO3ra TakXe HeoOs3aTebHa.
Ot1o UCCIIeTOBaHHE HE00X0IUMO BBITIOTHSATh npu HECEKpeTUpyIolIei WIH
onurocekpeTupyromeir MM U mono3peHrH Ha pa3BUTHE MHEIOAUCIIIIACTUYECKOTO CHHJIIPOMA.
[{uToreHeTHUECKOE HCCIEIOBAHUE KOCTHOTO MO3ra B PEHUIMBE MPOBOIAT TOJBKO B paMKax
byHIaMeHTalIbHBIX HAYYHBIX UCCIEAOBAHUN, KOTOPHIE BEAYTCS B KIMHHUKAX.

CragupoBanne



B Teuenune mmmrenbHOro BpeMeHu Hanbosiee paclpoCTpaHEHHON CUCTEMOM CTaIupOBAHUS
sBIsIach knaccupukanus B.Durie u S.Salmon, npemnoxennast B 1975 r. (Tabmn. 1).

JIOTIOTHUTEBHBIM TIPU3HAKOM, OIPEICIISIONINM TIOACTAINIO, SIBJISCTCS COCTOSHUE (YHKIIMU
MmoveKk: A — HOpMalibHasi (KpEaTWHHWH CHIBOPOTKH MeHee 177 Mkmousb/n wiam 2 mr/mm). B —
CHIDKEHHas (KpeaTHHUH CBIBOPOTKH paBeH WM Oosiee 177 Mxmonb/n wim 2 1/mi1). B HacTosee

Tadnuuoa 1

Cragnn muekecTBeHHoi Mueaomsl (o B.Durie, S.Salmon)
(pexomendayuu c yposiem doxkazamensnocmu 2A)

Craaus [Tpuanak Kreroanas
P macca, 107/w°
I COBOKYMHOCTE CIEIYIOIUIHX TTPUIHAKOR: <0,6
lemormo6un > 100 r/n (HH3KaA)
HopmanbHeli YPOBEHE KalblIHA CBIBOPOTKH
PeHTreHONorHYecky — HOPMAIBHAS CTPYKTYpa
KOCTEH HIIH OIHHOUYHEIH OUar MOPameHHs;
Huzgkwuii yposens M-npoteuna:
[gG<50r/n
[gA<30r/n
Henok benc-/laonca < 4 r B cyTkH
11 Ilokazarenu, ve coorsercTByiomue uu [, un 111 0,6-12
CTaHAM (cpenusan)
[l Oaun unu Gonee U3 CNEAYIOUMX TPHIHAKOB: >1,2
I'emormo6un < 85 r/n (BBICOKAS)

Kaneuuii ceipopotin >3 ,0 MMons/1
MHuoskecTBeHHBIE MOpakeHHA kocTel (Donee 3
TUTHYECKHX 0YaroB)
Bricokoe cogep:kanne M-nporenna:
[gG=70r/n
[gA =50 r/n
benok bene-/lsxonca = 12 r/eyr

BpeMs JUis onpeseneHus craguiit MM Gosee MIMPOKO MCIONB3YIOT MeXIyHApOJHYIO0 CUCTEMY
cragupoBanus (International Staging System, ISS), ocHOBaHHYIO Ha Ba)KHOM MPOTHOCTHYECKOM
3HaYeHUHU coveTaHus 2 -MUKpPOTI00yIruHa U albOyMHUHA CHIBOPOTKU KPOBH (TabII. 2).

DaKTOpbI NPOrHO3a

K ocHOBHBIM (hakTOpaM HEOIArOompHUSITHOIO MPOTHO3a IPH YCTAaHOBJIEHMM Auar€Hoza MM
OTHOCST: conepkanue P2 -mukpornoOynuHa > 5,5 wmr/a, aneOymmHa < 3,5 Mr/im, a Takxke

Taonuuma 2

Mexaynapoanas cucrema craauposanus (ISS)
(pexomenoayuu c yposnem ookazamenvHocmu 2A)

Cramus IToxa3arens Menuana OB, mec

I B,-MUKpPOIIO0Y/IMH CHIBOPOTKH < 3,5 MI/J1 62
AnbOymuH > 3,5 mr/in

Il B,-MUKPOIIOGY/IMH CHIBOPOTKH < 3,5 MI/J1 44
AnbOymuH < 3,5 mr/n
unu

f3,-MuKpOrI00ya1H CHIBOPOTKH 3,5-5,5 M/ 10
I B,-muxpornoOyaun > 5,5 Mr/n 29



nokazatenb JIJII', mpeBwlmarommii HopManabHbIE 3HaueHus, BbisiBIcHUE del 17pl3, Hamuuume

AKCTpAMENYJUIAPHBIX — MOpakeHW. VICXOIHbIE TPOTHOCTHYECKHWE IPU3HAKU  IMO3BOJISIOT
MIPOTHO3UPOBATH MPOAOKUTEIHHOCTh KU3HU OOJMBHBIX U OTBET HA TEPAIUIO, HO HE SIBJISIFOTCS

OTIpEIeNISAIONIMMHE MPH BEIOOpE TAKTUKHU JIedeHUsT O0IbHBIX MM.
@DopMyJIMpOBaHME JMATHO3A

B nmarnose cnemayer ykasplBaTh CTaauio W mojacTaauio Oojesnn 1o B.Durie m S.Salmon,
cTaauio, cornmacHo ISS, Tum cexpeTrpyeMoro MOHOKJIOHAIBHOTO Oellka, MpoTeuHypuio beHc-
JI>KoHCa 1 OCHOBHBIEC KJIMHUYECKHUE CUMIITOMBI.

[Ipumep ¢opmynupoBaHus Auar€Ho3a: MHOXKECTBEHHas MHUEIOMa,

benc-/Ixonca  «,

IIpOoTCKaromas C

napanporenHemMuesi  GK W OpOTEHMHYpHEH pacnpoCcTpaHEHHBIM
OCTEO/ICCTPYKTHBHBIM IPOIIECCOM, BHEKOCTHBIM KOMIOHEHTOM B obnactu Th4, anemueii — I1b

cragus (DurieSalmon), III cramus (ISS). Auanu3zaBucumas nmoyeuHasi HeJOCTAaTOYHOCTb.

JUNOPEPEHIHUAJBHAA TUAT'HOCTHUKA

JuddepeHunanbHy0 IUArHOCTHKY MPOBOMISIT, C JApYrMMHU BapuaHTaMu
nopaxeHusi nmoyek npu MM, npexae Bcero ¢ AL- amumnounnoszom u BJJIL. Knunuueckue u
nabopaTopHbIe OTJIMYUS MPUBEICHBI B TAOIHUIIE.

mpexKac BCCTO,

Kinuuueckne u nadopatopHele 0COOEHHOCTH PA3IMYHBIX BADHAHTOR OPAMKEHHIT I0YEK IPH

MM

MuenoMHan AL-amujiomao3 BJTI]

HedponaTHs
Hedpornuecknii HeT HACTo 48-53%
CHHJIpOM
AprepHanbHas HeT HeT 4ACTO
IUIEPTEH3HH
IMoueunas Bricrpo- Menenno- Mennenso-

HEQOCTATOYMHOCTE

[POrpecCHpyrOLan

[POrpeccHpyoLas

NpOrpeccHpyoLas

cexpernpyemex JIL[

CHCTeMHOCTh HeT na na
NOpaKeH s

Xapakrep KaHA/LLEBEkLi K1Y HOUKOBLIH KIYDOUYKOBBIH HIH
NPOTEHHYPHH CMELIAHHEIF
Mukporemarypus HeT HET na
Cexperupyemsie JIL K MA yaue A Haue K
Konnuecreo BBICOKOE HU3KOE HHIKOE




[Tpu momo3penun Ha AL-amunonmo3 s MOATBEPXKIEHUS AMArHO3a HEOOXOAMMO BBINOJHUTH
OMOIICUIO IOJKOYKHO-KUPOBOM KJIETUaTKU, CIM3UCTOM JKEIyJOYHO-KHUIIEYHOrOo TpakTa, 9
KOCTHOTO Mo3ra. llpu oTpuuaTeNbHBIX pe3yabTaTax BBIIOIHIIOT OHONCHIO MOYKH. J(Marnos
Hepponatuu Beneacteue bBJIJII]  ycraHaBAMBAIOT WP HA OCHOBAHMHM OHMOIICHUIIOYKH.
XapakTepHbIM MOP(OIOTUYECKHM MPH3HAKOM, BBIBISEMBIM TIPH CBETOBOM MHUKPOCKOIHH,
ABIIIETCS HOIYJSPHBIA TIIoMepynockiepo3. Kiy0ouku HMEIOT y370BaThlii BUA 32 CUET
HEPaBHOMEPHOT'O YBEJIIMYEHHsS ME3aHTHMAJIbHOIO MAaTpPUKCA C PA3JIMYHONW CTENEHbI €ro
KJIeToyHOCTU. B 0a3zanpHbIX MeMOpaHaxX M BHEKJIETOYHOM MAaTpPUKCE BO3MOKHO OOHapy>KeHUE
TOMOTE€HHOT'O, HEFaTUBHOT'O MPU OKPAIIMBAaHWN KOHIO-KpacHbIM, PAS-O3UTHBHOTrO Marepuana
C MEJIKO3EPHUCTOU YIbTpacTpykTypoil. OcHOBHOM mokanu3auuen naeno3utoB JILI sBistoTcs
0asanmpHas MeMOpaHa KaHAJIbLEB W KaNWUIAPOB KIyOOYKOB, B MEHBIICH CTENEHH —
ME3aHTHaJIbHbII MaTpuKc, Oa3ajibHble MeMOpaHbl TIJIQJAKOMBIIIEYHBIX CTEHOK apTepuil u
UHTEepCTUIMH. BMecTe ¢ TeM, MHOrHME MCCIIEIOBATEIN OTMEYAIT I'€TEPOr€HHOCTh M3MEHEHUN
npu cBetoBoil Mukpockornuu npu BJUJII. B psnme ciayuyaeB, kiayOOYKHM MOTYT BBITJISIIETH
HEU3MEHEHHBIMM WJIM OTMEYaeTcs HeOoNbllloe pacuimpeHue Me3anrus. HawuGomee
WH(QOPMAaTUBHBIM  METOJOM  HccienoBanuss B nuarHoctuke — BJUJIL]  sBmsercs
UMMYHO(DIYOpECLIEHTHOE HCCIIeI0BaHre OuomnTara Mmoyky. J{uarno3 cuuTaroT NOATBEPKACHHBIM
npu oOHapyKEHUH JTMHEHHO PACIIOJIOKEHHBIX JIETIO3UTOB BJI0JIh 0a3aibHBIX MEMOpaH KaHAIbIIEB
U/WH KITYOOYKOB, CoJiepKaniux MoHOKIoHanbHBIE JIII omHoro Tuma (wame k—runa). Hepenko
JIETIO3UTHI BBISABISIOT B APYTUX CTPYKTypax HeQpoHa: B ME3aHI'MM, MHTEPCTULIMHU, cocyaax. [Ipu
JJIEKTPOHHOM  MHKPOCKOIIMM ~ BUJHBI  I'PAHYJISIPHBIE  AJIEKTPOHHO-IUIOTHBIE  JEIIO3UTHI,
pacrioyio)keHHble B 0Oa3anpHOW MeMOpaHe KIyOOUYKOB, KaHAJbIEB, CTEHKaX apTepHid,
ME3aHTHAJIbHOM ~ MaTpUKCe M MHTepcTHIMU. B rnomepymnspHoiibazanbHOil  MeMOpaHe
MEJIKOTPAHYJISIPHBIM ~ 3JIEKTPOHHO-IUIOTHBIM ~ MaTepHall  JIOKAIU3yeTCs IPEUMYIIECTBEHHO
CyO3HI0TeNNaNbHO, IPH JIOKATU3aIMK B TYOyIsipHOI 0a3zanbHOI MeMOpaHe — BAOJIb HApYKHOM
ee yactu, oOpamleHHOM K uHTepcTunuio. [Ipum ycranoBnenun auarHoza MH criemyer
UCKIIIOUUTh JeicTBUE Jpyrux ¢akropos, mnpoBogsimmx Kk IIH npu MM, Ttakux kax
JeruapaTanys, TunepKalbIueMus], THIEPBA3KOCTb. KpoMe TOro, pasBUTHIO OCTPOro MOYEHYHOIO
noBpexaeHusnpu MM crocoOCTByeT BHYTPUBEHHOE BBEJCHHE PEHTTE€HOKOHTPACTHBIX BEILIECTB,
IIPUMEHEHNE HEKOTOPBIX JIEKAPCTBEHHBIX MIPENAPATOB: HECTEPOUIHBIX TPOTUBOBOCIIAIUTEIBHBIX
CPeACTB, MHIMOMTOPOB  AHTMOTEH3MHIIPEBpAIIAIONIEr0  (epMeHTa, AaMHUHOIJIMKO3U[OB,
amdorepunuHa B.

JIJEUEHUE

[Tokazanus Kk Hayaily JiedeHHs] BoIbHBIM BsUIOTEKYIEH MHUEIOMON crienuduyeckas Tepanus He
pexkoMeHayeTcs. BoJbHBIE C yIbTPaBBICOKMM PHCKOM BSUIOTEKYIIEH MHUEIOMBI HYXIAKOTCA B
Tepanuy, Kak 1 6osbHBIe cuMnToMaTnueckoii MM. IlokazaHueM Juisl Hauasia JIeUeHUs sBIseTCs
YCTaHOBJICHUE TMATHO3a CUMIITOMAaTUYECKONU MUEIIOMBI.

OnpenesieHue cTpaTerum Je4eHus

TakTuka BefeHHs] OOJILHBIX MOJIOKE 65 JIET M MOXKUIIBIX OONBbHBIX OTIWYaeTcs. J[s JeyeHus
NMEepBUYHBIX OONBHBIX MM Monoxe 65 ner 0e3 cepbe3HOM COMYTCTBYIOMICH I1aTOJIOTHU
WCIIONIB3YIOT BBICOKOA03HYI0 xuMuoTepanuio (BXT) ¢ TpaHcmiaHTanmei ayTOJOTHYHBIX
reMoIno3THYecKux cTBOJIOBBIX KJeTOK (ayToTI'CK). bosbHbIM cTapuie 65 jeT Win MOJIOABIM
OONBHBIM C TSDKEIBIMH  COIMYTCTBYIOUIMMH  3a00JCBAaHHUSIMH  CIEAYeT PEKOMEHIIOBATh
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KOMOWHAIIMM Ha OCHOBE HOBBIX JICKAPCTBEHHBIX mIpemnaparoB 6e3 BXT ¢ mocnemyromei ayto-
TI'CK. B mnocnennee necarminerue B Poccum ans jedenuss MM Obui 3aperucTpupoBaHbBI
CJIEIYIOIIKE IIPEnapaThl TAPreTHOrO AEMCTBUS U [TOKA3aHUS K UX IPUMEHEHUIO:

Boprezomub

- UIHAYKLIIMOHHAs Tepanus — B KadyecTse Tepanuu | muHny;
- TleyeHue peuuausa (re-treatment);

- TIO/IICPIKUBAIOIIAST TEPAITHSL.

JlenanuaomMug

— MHIYKUHMOHHAs Tepanus — B KadecTBe Tepanuu Il nmHMM, a Takke IIPU HELOCTATOYHOU
3 PEKTUBHOCTH WM HEMEPEHOCUMOCTH OOpTEe30MU0a;

— JICYCHHE PELIU/INBA;

— NOJCPKUBAIOLIAs Tepamusl.

bennamyctun

— UHAYKIHMOHHAs Tepamus — B KauecTBe Tepanuu I-II nuHum y OONBHBIX C BIIEpBbIC
JIrarHoctTupoBaHHO MM crapiie 65 siet, HeaBIAOmMMUXCS KaHauaatamu st npopeaeHus BXT,
C KJIMHUYECKUMHU MPOSBICHUAMH HEHPOINATUM, MPEMSITCTBYIOIIEH HCIIONb30BAHUIO TEpanuu ¢
BKJIFOYCHUEM TaJIMJIOMUIA U OOpTe30MuU0a;

— JISYEHUE PELHINBA.

ITomanunomMun
— MIPH PE3UCTEHTHO-PEIUAUBHUPYOIIEM TedeHHrn MM y O0JbHBIX, MOTYYaBIIUX OOpTe30MHO U
JICHAJIMIOMHU/]T Ha MPEABIAYIINX 3Tanax JICYECHHUS.

[Tpu BBIOOpE CXE€MBI MHAYKIMOHHON TEparnuu HEOOXOJUMO YUYHUTHIBATh TAKXKE COMYTCTBYIOIIHE
3a0oneBanus OoyibHOTO M ocioxHeHuss MM. [lpu kapananbHOW MATOJOTHU II€JI€CO00pa3HO
UCKJTIOUUTh U3 TepanuM aHTPALMKIMHOBBIE aHTHOMOTUKHU. [l jeueHHus OOJbHBIX C MOYEYHOH
HE/IOCTaTOYHOCThIO Tepamuel BbIOOpa SABISAIOTCS KYypChl, cojepxaimude Oopre3oMud u
nekcaMmeTa3oH. [IpennouTUTeTbHBIMU SBISIIOTCS TPEXKOMIOHEHTHbIE cXeMbl. Eciin Ha MOMeHT
JIMarHOCTUKH TSKECTh COCTOSTHUS OO0JIBHOTO Obl1a 00YCIOBJICHA HE TOJIBKO PAaCHpOCTPaHEHHBIM
OITYXOJICBBIM IIPOLECCOM, HO TAKKEC CCINITHUYCCKUMU OCIOKHCHHUAMU, KPOBOTCUCHHUEM, I[I/Ia6eTOM,
renaTuToM, TO HWHAYKIMOHHYIO MPOTHUBOOIYXOJEBYIO TEPANUIO TMPOBOLAAT Cpaszy Iocie
pa3pelIeHus] YKa3aHHbIX OCJIOKHEHUH.

JleueHne 00JIbHBIX C BIIepBbIe AUATHOCTUPOBaHHOH MM
He xanpuaarsl Ha BXT ¢ ayro-TI'CK

Bonee 40 ner xummorepanus (XT) wmendamanom u mupennuszonoHom (cxema MP) Obina
CTaHJapTHOU Tepanueil 00npHEIX MM, KoTOpBIM He TutanupoBasiack BXT. Jleuenue npoBoauim
JI0 MAaKCHMAJILHOTO TIPOTHUBOOITY X0JeBoro 3¢ dekra, a 3arem eme 3—6 Mec, T.e. 10 (a3l mIaro.
B Hacrosiiee Bpemst ISl IEUCHUS TOKUIIBIX OOJIBHBIX C BIEpPBBIE BBIABICHHONH MM crenyer
MCIIOJIb30BaTh MPOTpaMMbl C BKIIFOUEHHEM HOBOTO JIEKAPCTBEHHOTO MpemnapaTta 6oprezomuda. B
panoMu3npoBaHHoM uccienoBanuu VISTA mpoBeneHo cpaBHeHue Tepanuu no cxeme MP u
codetanusi 6oprezomuba ¢ mendaranom u npenau3ononoM (VMP) y manueHTOB C BIiepBbIe
JIUarHOCTUpOBaHHOM MM. 3HauMTeNnbHOE MPEUMYIIECTBO JiedeHUus 1o cxeme VMP 1o
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cpaBHeHHUIO ¢ MP-Teparueii BBISBICHO TTO BCEM TTOKA3aTeNsIM, BKITI0Uast 001yto 3¢ peKTUBHOCTD,
gactoTy monHbX pemuccuii (I1P), Bpemst mo nporpeccuposanus (B/II1), oOmryto BEDKHBaEMOCTh
(OB). PesynbpraThl 3TOr0 MCCIIEJOBAHMS CTAJM OCHOBAHUEM JUISl UCIOJb30BAaHUS IIPOrpaMMBbl
VMP B kadecTBE COBPEMEHHOW cTaHIapTHOW Tepanuu | nmuHum G60nbHBEIX MM, KOTOpBIM HE
manupyercs nposenaenue BXT ¢ ayro-TI'CK. B nByx panmoMusupoBaHHbix ucciaeaoBanusax 1
¢da3pl OBUIO MOKa3aHO, YTO €XEHEeAeIbHOE BBeAeHHE OopTe3oMubda NIpHU HCIOIb30BAHUU
nporpamMmmbel VMP BMecTo BBe[eHHS IpenapaTa ABaKIbl B HEAETIO He CHIKAET 3 (HEKTUBHOCTH
JC€YECHUS, HO MO3BOJISIET 3HAYUTEIbHO YMEHBIIUTH TOKCHYHOCTb, B TOM YHUCJIE€ M YaCTOTY
paszBuTus nepudepuyeckor nonuHeiponaruu. [Iporpammy VMP ¢ BBenenuem Gopresommbda 1
pa3  HeIeIro 1enecoodpasHo MM.
BbICOKOO(D(PEKTHBHBIM METOOM BEACHUS NEPBUYHBIX OONbHBIX MM sBIseTcs coueTaHue

TaKXKe UCTOJB30BAaTh Y  MOXWIBIX  OOJIBHBIX
6oprezomuba ¢ aexcamerazoHoM (VD). B cBs3u C BBICOKOW TOKCHMYHOCTBIO J€KCaMeTa3oHa B
BBICOKOH /103€ Y MOXKMUJIBIX OOJIbHBIX BO3MOKHO CHM)KEHME J03blI Ipenapara Uiu ero 3aMeHa Ha
npenuu3onoH. KomOunamust OengamyctuHa (puOOMYyCTHHA) C MpeaHU30J0HOM (cxema BP)
HE/IaBHO BBEJ/IEHA B apCEHall JIeYeHUs! OOJIbHBIX C BIIEPBbIE AUArHOCTUpoBaHHOW MM crapiue 65
JIET, HEeABIAIOIUXCA KaHauaaramu uid nposeneHus BXT, ¢ KIMHUYECKMMM IPOSIBICHUSMU
HEHUponaThH, MPENATCTBYIOIEH HCIOJAb30BaHUI0 TEpalMM C BKIIOYEHUEM TAIUAOMUIA U
Ooopresomnba. OcHOBaHMEM JJIsi HCIOJIb30BAHUS O3TOM NPOrpaMMbl CTallud  PE3YJbTaThl
PaHIOMH3HPOBAHHOTO MCCIICAOBAHUS 110 CPaBHEHHIO €€ A((HEKTUBHOCTH C TPATUIIMOHHON paHee
Tepanueid mo cxeme MP. B mccnenoBanum mokaszana Ooisiee Bbicokas wactora [IP u Goinee
JUINTENbHAsT MEAMaHa BPEMEHHU J10 HeyJad JIEYeHUs MpHU ucnojb3oBaHuu BP, HO mpu 3TOM He
BeIsBNIeHO ynyumieHuss OB. B npyrux crpanax ans jeyeHMs MOXWIBIX OOJBHBIX C BIIEPBBIE
JMarHOCTUpOBaHHOM MM  HCHONB3yIOT CcOYeTaHue TaluJIoOMHIa ¢ MendalaHoM U
npeaHu3oiaoHoM (cxema MPT), mporpaMMbl Ha OCHOBE JICHAJTMAOMMJIA: JICHATUAOMU C
JIeKCaMeTa30HOM B HH3KOH 1o03e (cxema Rd), coueranue nenamupomujga ¢ MenganaHoM H
npeaauzoiaoHoM (cxema MPR). Jleuenune no cxeme MPR ¢ mocneayromeit noaaepx uBaroreit
Tepanuen JeHATUIOMUIOM IPEBOCXOAUT Mo 3ddexTuBHOCTH XuMHOTepanuio MP, Bkmouas

gactory IIP, BBIIL

Tadbnuna 3
PexoMeHIaHH 0 CHHKEHHK) 103 NPENAPATOB Y NOXKKWIBIX doabHBIX MM

JlekapcTBeHHRBIH VpoBeHs 10361

npenapar 0 1 2
boprezomut 1,3 mr/nm? 1,3 mr/v® 1 pas B wenenio 1,0 mr/m? 1 pas B megenio
auu: 1, 4, 8, 11-ii kaxaeie 3 nepenu mau: 1, 8, 15, 22-i1 kamkawie 5 nenens auu: 1, 8, 15, 22-i1 kaxasle 5 Hemens
Jlenamugomug 25 mr/eyt 15 mr/cyT 10 mr/eyr

Jlexcamerazon
Mendanan

[Ipenuusonon

Luxnodocdamun

auu: 1-21-i kaxasie 4 Hepenn

40 mr/ eyt
oam: 1, 8, 15, 22-i1 kamawie 4 nenenn

0,25 mr/kr wiam 9 mr/m?
nHU: 1—4-ii Kaxabie 4—6 Hexenb

60 mr/m? qun 1-4-ii

100 mr/eyt
auu: 1-21-i kaxasle 4 Hepenn

auu: 1-21-i kaxasie 4 Hepenu

20 mr/ eyt
oau: 1, 8, 15, 22-i1 kamawie 4 nenenn

0,18 mr/kr unu 7,5 mr/m®
U 1—4-ii Kaxkasle 4—6 Hepelns

30 mr/m? qan 1-4-ii

50 mr/cyT
auu: 1-21-i kaxasie 4 Hepenu

Ocoboe Mecto B JieyeHnn MM 3aHMMaeT BeIEHUE IMOKHIBIX

HOHy.]'I?II_[I/ISI MOXXHWIBIX  OOJIBHBIX

reTeporeHHa,

BKIIIOYACT KakK

auu: 1-21-i kaxasle 4 Hepenn

10 mr/ cyT
auu: 1, 8, 15, 22-ii kaxasie 4 Hemenn

0,13 mr/kr unm 5 mr/m?
aHu: 1—4-if kakasie 4—6 Henenb

15 mr/m? aum 1-4-it

50 mr uepes neus
auu: 1-21-i kaxasle 4 Hepenn

0CJIa0JIEHHBIX OOJILHBIX.

COXpaHHBIX OOJIbHBIX,

HaxOJAIIUXCSA B XOpomeM (U3UYECKOM COCTOSIHUM MHOTHE TOJIbI, TaK M OCJIa0JIeHHBIX
MalMeHTOB HYXJAlommxcs B momomu. KirodeBoil mpoOiaemMoil JedeHHs] TOXWIBIX U
ocNabIeHHBIX OOJIBHBIX SIBJISETCS MEPEHOCUMOCTh JiedeHHs. [Ipu BBIOOpE CXEeMBbI JICUeHUS U
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COOTBETCTBYIOIIEH PEeIyKIIUHN 103 HEOOXOIMMO YUYUTHIBaTh Bo3pacT. Kpome Bo3pacta Ha BbIOOD
CXEMBI JICYCHHUS BIUAIOT TaKue HeOIaronpusTHble (pakTopbl Kak KOMOPOUAHOCTD, ACTCHU3AIINA,
HAJIMYME TPHU3HAKOB HMHBATUAHOCTH. KOMOpPOMAHOCTH oOmpenensercs MO MNPUCYTCTBUIO 2
COITYTCTBYIOIUX OoJyie3Hell U 0osee, MEAULIMHCKUX JUArHO30B (BKJIIOYAs MATOJIOTHIO TOYEK,
JeTKUX, TI€YeHH, CepJla, MUIIEeBAPUTEIBHOTO TpakTa, KOCTHOrO Mmosra). Hammume 2
COMYTCTBYIOIIMX OoJyie3Hel u 0Oojee TOBOPUT O HECOXPAHHOCTH TMalMeHTa. AcCTeHU3alus
(0cnabIeHHOCTh) XapaKTepU3yeTcs HaJIMYMEeM 3 OCHOBHBIX IPU3HAKOB M OoJjiee: Ci1aboCTH,
MOTEPU MaccChl TeJa, HU3KOW (PU3NUECKONW aKTHUBHOCTH, IJIOXOM BBIHOCIHMBOCTBHIO U MEIJICHHOM
noxoakoi. MHBaMaIHOCTE (6€CTIOMOIITHOCTD, HETPYAOCIIOCOOHOCTh) BKIIOYACT (U3UYECKUE U
MEIMIUHCKUE pPacCTPOICTBA, 3aTpyJHEHHS B OOECHEYEHHM JHMYHOW TUTHEHBI, DPELICHUU
ObITOBBIX 3a7ad. [lanmeHTaM, HEMMEIOUIMM HEOIArONpUATHBIX (DAKTOPOB, cienyeT Ha3HAYaTh
JICYEHHE B MOJIHOM J103€, B TO BpeMs KaK Ui MAlMEHTOB, UMEIOUIUX, [0 KpallHEeW Mepe, OJAUH
HeOmaronpusTHeIM (akTop (BO3pacT crapiie 75 JeT, CONMYTCTBYIOIIME 3a00JieBaHUS C
HapylieHneM (pYHKIMU OpraHOB, aCTEHU3ALUIO WM MPHU3HAKU WHBAJIUIHOCTH) PEKOMEHIYETCS
COOTBETCTBYIOIIAs PEAYKIUS 103 mpenapaTtoB (Tadum. 3). [lpu neyeHnn moxuiabix HECOXPAHHBIX
00JBHBIX 703y OopTe3oMuba clieAyeT CHU3HUTH A0 | Mr/M2 unu BBOIUTH €ro 1 pa3 B HeIeno.
Jo3bl MendanaHa U MPEAHU30JI0HA TaKKe NOJKHBI OBITH CHUXEHBI. Kpome Toro, BO3MOKHA
3ameHa Mmenganana Ha nukiaodocdamua (50 Mr B CyTKM WM BBEISHHE Iperapara B jo3e 1 T
Kaxnaplid 21-it nenp). s nmedeHus 3Toi rpynmbl OOMBHBIX TAaKXKE MOXKET OBITh Ha3HAa4YCHA
Tepanus 1o cxeme VP.

Hecmotpss Ha BbICOKYIO 3(DPEKTUBHOCTH HpOrpaMM JIEUEHMs], BKIIIOUYAIOLUIUX OOpTe30MHO,
Tepanust MendanaHoM U npeaHu3o0ioHoM (MP) moxkeT OBITH HCHONB30BaHA Y TMOXKHIIBIX
OOJIBHBIX C HEYAOBJIETBOPUTENIBHBIM (U3NYECKUM COCTOSTHUEM, COMYTCTBYIOIIEH MaTOJOTHEH,
npu  HemepeHocumocTu  Oopre3omuba. Taxxke Moker ObITh  Ha3Hau€Ha  Tepamnus
uKiIopochaMuioM U MPEeTHU30JI0HOM. J[ekcaMeTa30H B BBICOKHX /103aX MOKET ObITh MPUMEHEH
B Ka4eCTBE KPATKOBPEMEHHOM TEPAIMK OTIAEIbHBIX MALlUEHTOB C TUIEPKaIbIUEMUEH, I0YEUHON
HE/I0CTaTOYHOCThIO, LUTONEHHEH, KOMIpPECCHEeW CIHMHHOTO Mo3ra, TpeOyrouled NpoBeAeHUs
JOKaJbHOM  JydyeBOM  Tepamuu. OOCyXIaeMbIM  BOIPOCOM  OCTaeTCsl  JUIMTEIbHOCTD
MHAYKIIMOHHOW Tepanuu y OOJIbHBIX, HesBisitomuxcs kanauaaramu Ha BXT. Tak, Ha oartame
WHIYKIIUA TIOXKHWJIBIX OOJIbHBIX JIOJDKHO OBITH BBITIOJIHEHO HE MeHee 9 kypcoB. B ciyuae
HEJIOCTIKEHHS TITyOOKOTO MPOTHUBOOITYXOJIEBOTO OTBeTa (MosiHOW pemuccuu — [IP u oueHb
xopormieit gactuaHod pemuccun — OXYP) Bo3MokeH mnepeBoa OOJTBHOTO Ha PEXUMBI CO
CHI)KEHHON TOKcHYHOCTBhIO. [Ipu nedeHnn OGoNbHBIX, KOTOpbIM He BhIMonHsIM ayTo-TI'CK, a
nporpaMMa Tepanmud BKJIIOYalda TOJBKO HMHIYKIMOHHBIM 5Tam, Bce OoJblllee 3HAUYEHUE
nproOpeTaeT MoAaepKUBAIOIIas TePAITus.

TpancnIaHTANMOHHBIN ITANl BKJIKOYAET B ce0si:

* MoOunu3anuo TeMOMOITUYECKUX CTBOJOBBIX KIETOK KpoBH. Ilepudepuueckas KpoBb
aBisieTcs: HauOosiee mpeanodyTuTenbHbiM HcTOuHMKOM ['CK. OpHako mpu HEBO3MOXKHOCTH
MPOBEJCHUS MOOUIHM3AIMU, B KAueCTBE HCTOYHUKA TEMOMOATHYECKUX KIETOK BO3MOXKHO
UCIIOJIb30BaHWE KOCTHOIO MO3Ta (pEeKOMEHJAlMKh C YpPOBHEM jokazarenbHoctu 3). llenbio
MOOMIIN3AIIUY SIBISIETCS 3arOTOBKA JOCTAaTOYHOTO KonmuecTBa CD34+-KiIeToK AJisi BBIOJHEHUS
nByx ayto-TI'CK. Mobunuzamuio I'CK 1enecoobpa3Ho BBIIOIHATh MAaKCHMAJIBHO PAaHO TOCIHE
3aBepIICHUs] UHAYKUHOHHON Tepamuu (MHTEpPBal OT 3aBEPILEHUS MOCIETHEr0 WHIYKIIMOHHOTO
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Kypca 1m0 BBeaeHus nukinodochammma — He Oonee 4 Hem). Hambosiee 4acTo MCMOIB3yeMbBIM
PSKUMOM  MOOWJIM3AlMM  SABISETCA ~ COYETAaHHWE  XUMHOTEPANeBTHYECKHX  IpenapaToB
(muxnodocdana B goze 2—4 r/mM2 , Bemesuna, murosapa, kypcoB DPACE, CAD, VD-PACE,
DHAP u nip) u rpanysnonuTapHoro Kononuectumynupytorero ¢akropa (I'-KC®). B nekoTopbix
ciydasix Bo3MokHO mnpumenenue [-KC® B moHopexunme Ha (hOHE CTaOMIBHOTO COCTOSIHUS
KkpoBeTBopeHus. [Ipu mpoBeneHMH MOBTOPHOM MOOMUIM3AMU WM TPU HEIOCTATOUYHOMN
3 PeKTUBHOCTH TEKYIIEH MOXKHO HCIob30BaTh [ -KC® B coueTanuu ¢ miepukcadopom.

* IlpenTpancruianTallMOHHOE  KOHAMIIMOHUPOBAHUE C  MoOcienyloue  TpaHcdysueit
ayTOJIOTMYHBIX T'€MOMO3TUYECKUX CTBOJIOBBIX KJIETOK. MHTepBas OT MOOWIM3alMU O Hayasa
MPEeITPAHCIIAHTAIIMOHHOTO KOHIUIIMOHUPOBAHHUS, 110 BOZMOKHOCTH, HE JIOJKEH MPEBbIIIATh 4—
6 Hen. Haunboiiee mpenmoOUTUTENbHBIN PeXUM KOHIUIIMOHUPOBAHUS BKIIIOYAET B C€0sl BBHICOKHE
no3el Mendanana (200 mr/mM2 ). BonpHBIM C BBIpRKEHHBIM HapylieHHEM (QYHKIUU TMOYeK
(xmupenc kpeatuHuHa < 30 MII/MHH), HO HEHAaXOASIIMMCS Ha MPOTPAMMHOM T'€MOJUANn3e, a
Tak)Ke OOJBHBIM cTapiero Bozpacta (65—70 yer) menecoodpa3Ho CHIKATH 103y Medanana npu
NOpEATPAHCIIAHTAIMOHHOM KOHAWIMOHUupoBanud 10 140 wmr/m2 . Jo3zy wmendanana amis
MAIUEHTOB, HAXOISAIIMXCSA HA MPOTPAMMHOM TE€MOJHMAIN3Ee, ONPEISISIeT TPAHCIUIAHTAIMOHHBIN
HEeHTp U 00bIyHO OHa cocrtaBisier 140-200 mr/m2 , reMoauanu3 nMpoBOAIT B -4-#, -2-i (mepen
BBeJleHUEM Mendanana) u B 0-if geHsb (nepen Tpancdy3uei IeHKOKOHIIEHTPATa).

Jleuenue peuuausos MM

IToxazanuem K Havainy JIeYEeHUS SIBJISIFOTCSA MIPU3HAKU KJIMHAYECKOTO
peuuauBa/mporpeccupoBanust MM.

[Tpr3HakaMy KIMHUYECKOTO PEIMINBA SBISIOTCS:

* MIOSIBJIGHUE HOBBIX IJIa3MOLIMTOM MJIM 04aroB OCTEOECTPYKLIUH;

* YBEJIMYEHUE pa3Mepa UMEIOIUXCS IUIa3MOILIMTOM WM OYaroB OCTEOAECTPYKIUH;
* runepkanbuuemus (6onee 2,65 MMOIIb/1);

e cHIKeHne remornoomna Ha 20 /1 u Oonee;

* TMOBBIIEHHE KpeaTMHUHA CBHIBOPOTKH Oojee 177 MKMOJIB/JI, HECBSI3aHHOE C JPYTHMMH
IPUYMHAMM;

* TUIIEPBUCKO3HBIIA CHHAPOM, TPEOYIOIIMI TEPAIEBTUUECKOTO BMENIATEIHCTBA.
9

[Ipy UMMYHOXMMHUYECKOM pPELUIUBE/TIPOTPECCUPOBAHNHN, KOT/Ia OTCYTCTBYIOT KIMHHUYECKHE
CHUMIITOMBI, XapakTepHble uis MM, onpaBiaHa TakTUKa «HaOM0gai 1 x1u». OTHAKO BBIACISAIOT
3HAYUMBIH HMMMYHOXMMHUYECKHI peUUuIuB, Korjaa TpeOyeTcss Hadajao MNpPOTHBOPEIMIUBHOMN
Tepanui. Bo300HOBIEHHE POTHBOOIYXOJIEBOTO JICUEHHs II0KA3aHO: — TIPU YABOCHHUH
colepkaHuss M-rpajgueHTa Npu MOBTOPHOM HCCIIEIOBAaHUH, BBHIMOJIHEHHOM C MHTEPBAJIOM HeE
Oonee 2 Mec; — NPU HAJTUYUU B JBYX IMOCJIEIOBATENbHBIX UCCIECAOBAHUAX XOTs OBl OJHOIO M3
CIIEAYIONIMX TPU3HAKOB: yBenuueHue M-rpaaumenta Ha 10 1/m u Oojee, WiIM yBeIWYCHHE
sKkckpenuu Oenka benc-Jlxonca ¢ Modoit Ha >500 mr/cyT, nim yBenuueHue BosineueHHbIX CJIL]
Ha > 200 mr/n (npu anomanbHOM cootHomieHnu CJILL) wim yBenuuenue BoBieueHHBIX CJIL]
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Oonee uem Ha 25%. BpiOOp mporpammbl JiedeHHs PELUIUBOB 3aBUCUT OT 3((HEKTUBHOCTU
OPEIIECTBYIONICH TEepanuy, JIUTEIBHOCTH PEMUCCHH, COCTOSHHS M Bo3pacta OOJBHOTO,
XapaKTEepUCTUKU PELUANBA, CONYTCTBYIOLIEH IATOJOTMU M OCJIOKHEHUH, CONPOBOKIABLIMX
NEepBOHAYANIbHYIO Tepanuio. HemeieHHOro Havajga Tepanmuu TpPeOYIOT CHUTyallMd, Kornaa
UMeeTCsl KIMHUYECKUH peluauB/mporpeccus. JIUTeIbHOCTh MPEIIIeCTBYIONICH PEMUCCHH —
BO)XHBIM (akTOp, ONpeAessAIoIMN CIeqyoUlylo JUHUIO Tepanuu. llpm no3mHux peuuauBax
(cimycrst 6-12 Mec mocie MpeAlecTBYIOIIErO JeUeHHs]) BO3MOXKHO BO30OHOBJIEHHE NMEPBUYHON
tepanuu. [Ipu paHHuX peruauBax (pa3BUBIIMXCS B TeueHHE 1 roja mocie npeanecTBOBaBILIEro
neuyeHust) U pedpaxrepHoii MM HeoOxoauMa CMEHa MPOrpaMMbl JICYEHUS! C MCIIOJIb30BaHUEM
npenapaTos ¢ ApyruMm MexanuzMoM aericteusa. BXT ¢ nocnenyromeit ayro-TI'CK npu peunnuse
1eJIeCO00pa3HO MPOBOJUTH TOJBKO B TOM ciydae, eciau nepBas BXT compoBoxianachk
IPOJOJDKUTENbHON (Oosee 2 jer) pemuccueid. Takyke npu BbIOOpPE CPEICTB JIEUEHUS PELUIUBa
CJIelyeT YyUYUThIBaTh paHEee IPUMEHSIBLINECS NIPEnapaThl.

HoBoe nHampaBnenue B JyiedeHMHM MM CBSI3aHO C HWCIHOJIB30BAaHWEM HHTHOMTOPOB IMPOTEHHA
TEIUIOBOTO 110Ka. BHYTpHKiIeTOUHbIE OEIKU TEIJIOBOIO HIOKA IKCIPECCUPYIOTCS B OIYXOJIEBBIX
KJIETKaX ¥ HEOOXOAMMBI JJI BBDKHUBAHUS ITHX KIIETOK. YCTAHOBJICHO, YTO OCIKH TEIJIOBOTO
moka (HSP27, HSP90) moryT ucmonb30BaThCs B KauecTBE MOJEKYISPHBIX MHUIICHEH a7
MPOTUBOOIYXO0JIeBOM Tepanuu. TaHecnumuuuH siBisercs uHruOutopom HSP90. Ilpemapar
MPOSIBUII BHICOKYIO aKTUBHOCTh B KOMOMHaNuu ¢ 6optezomudom npu MM (cm. Tabn. 27). B VII
daze KIMHMYECKOTO HccienoBaHuss 72 O6oiapbHBIM MM ¢ JBOMHON pedpakTepHOCTHIO Ta-
HecriumuniiH (340 mr/m2 B/B 1, 4, 8 u 11 aum xaxgoro 21-AHEBHOTO IMKIJIA) Ha3HAYEH B
koMOuHanuu ¢ 6oprezomuodom (0,7-1,3 mr/m2 B/B 1, 4, 8 u 11 guu). OO (> MR) ycraHOBIEH y
48 % OopTe30MHO-HAaUBHBIX OONbHBIX, 22 % — OopTe3omMuO-npen-iedeHHbx u 13 % —
O6opTe3oMud-pedpakTepHbIX OOJBHBI

Omnpenesienune 3¢ GpeKTHBHOCTH JIeYeHUS

Ouenky s¢¢exTuBHOCTH JiedeHHss MM MpoBOJST COIMNIACHO MEXKIYHAPOJIHBIM KPHUTEPUSM,
npenoxeHHbIM B 2006 T., IO UI3MEHEHHUIO YPOBHS MOHOKJIOHATBHOTO O€JIKa B CHIBOPOTKE KPOBU
u mode. J[1000N MONMy4eHHBII OT BET HEOOXOAMMO TMOATBEPIUTH JBaXAbl PpE3yJlbTaTaMu
MOBTOPHBIX HccheaoBannit. Onenka 3gdexra mo ypoBHIO MOHOKJIOHAJIBHOTO O€NKa B CHIBOPOTKE
KPOBH M MOY€ MpUMEHHUMA JJsi OONBHBIX C «H3MepseMoil» 00je3HbI0. 3a00IeBaHHUE CUUTAIOT
«H3MEpPSIEeMbIM» NPU KOHIEHTpaluuu M-ipoTerHa B CbIBOpOTKe > 10 1/11 miin B CyTOUHOM Moue >
200 mr. Ilpu oTCcyTCTBUM MOHOKJIOHQJIBHOTO O€jKa B CHIBOPOTKE KPOBU M MOYE, MO JaHHBIM
anekTpodopesa U UMMYHOPUKCAUU (HECEKPETUPYEMOW MHEIOME), HO MPU €ro BBISIBICHUU
metonom Free light, «u3mepsembiM» cuuTatoT ypoBeHb BoBieueHHbIX CJIL > 100 wmr/m.
Coortnomenune k/A CJIL Takxke AOKHO OBITH aHOManbHBIM. HopManbHOE cooTHOIIEHHE K/A
CJILI cocraBnser 0,26—1,65. BoBieueHHBIMH B TMATOJOTMYECKUN MPOLECC SBISIOTCA
moHoknoHaneHbie CJIL. Ilpu cexpeunun x-CJIL cootHomenune w/A CJI > 1,65, a A-CJIL]
OTIPEICNIAIOT KakK «HEeBOBJIeueHHBbIe». Ecnu monoknoHanpHble CJIL uMeroT u3otum A, TO
cootnomenue k/A CJII < 0,26. YV takux mamuentoB A CJIL| cuuTalOT «BOBJICUCHHBIMUY, a K
CJIII — «ueBOBIEYECHHBIMUY». Y OOJBHBIX C TOYEYHOM HEIOCTATOYHOCTHIO HOPMAJIbHBIM
cootHomeHueM k/A CJIL] cunrtaercs 0,37-3,1. [yt o1ieHKH MIPOTHBOOITYXO0JI€BOTO 3¢ deKTa npu
MM B 2006 r. MexnyHapoaHoi rpynmoil mo m3ydennro MM rony paspaboranbl Enunbie
KPUTEPUU OTBETA Ha TEPAIUIO.
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Honnas pemuccuss (IIP) ycranaBnuBaeTcsi NMpU OTCYTCTBHM MHapanmpoTeMHa B CHIBOPOTKE M
MOYe MO JaHHBIM MMMYyHOQHUKcanuu. KoianmyecTBO IIa3MaTH4eCKUX KIETOK B MHUEIOrpaMMe
JIOJKHO ObITh MeHee 5%. KocTHple M BHEKOCTHBIE IJIa3MOLIMTOMBI MPH TMOJHOW PEMHUCCHU
oTcyTcTBYIOT. [Ipn Muenome, «u3mepseMoit» Tosbko 1mo ypoBHto CJILL, must ouenku sddexra
ucnonb3yercst metox onpenencuus ypoBus CJIL] Free light. JInst ycranosnenus [TP Heooxoaumo
HopmaibsHoe cootnomenue CJIL /A (0,26-1,65).

Crporass mosiHast pemuccusi (cIIP) omnpenensercs y Oonbabix ¢ [IP mpu HOpmambHOM
cootHoweHuH CJIL u oTCyTCTBMM KJIOHANBHBIX IJIA3MAaTUYECKUX KJIETOK B KOCTHOM MO3T€ IO
JAHHBIM UMMYHOTHCTOXUMHUYECKOTO WM UMMYHO(GEHOTUIINYECKOTO METO/I0B aHAJIM3A.

Odenb xopoumryw uyacTuuHyw pemuccuw (OXYP) ompegenstor, xorma M-mporenH B
CBIBOPOTKE KPOBH W MOYE OIPENENACTCS TOJBKO TPH HMMYHO(QHKCAlMM, HO HE TpHU
aJIeKTpodope3e WM OTMEUACTCs CHIDKCHHUE YPOBHS M-mpotenHa B chiBOpoTke Ha 90% u Ooree,
a M-nporenHa B Mo4e 10 ypoBHs MeHee 100 mr/cyt. [y Gone3HH, «H3MEPSIEMOI» TOJIBKO IO
ypoBHio CJILl, TpeOyeTrcsi CHUXKEHHE PAa3HUIIbl YPOBHS «BOBJIECUCHHBIX» U «HEBOBJICUCHHBIX)
CJILL na 90% u Goinee.

IIpu yacTuunoii pemuccuu (UYP) B ceiBopoTke ypoBeHb M-TrpaaueHTa JAOKEH YMEHBIIUTHCS
Ha 50% u Oouee, a B Moue Ha 90% u OGonee, mpu 3TOM aOCONOTHOE KOJIMYECTBO M-TIpoTerHa B
Moue T0IHKHO ObITh MeHee 200 Mr/cyT. PazMepbl KOCTHBIX M BHEKOCTHBIX TJIA3MOIIUTOM JIOJKHBI
ymenblnThes Ha 50% u Gonee. Ilpu muenome, «uszmepsiemoin» Tosibko no ypossto CJIL[, UP
YCTaHABJIMBAETCSl MPU CHU)KEHUU Pa3HUIIbI YPOBHS BOBJICYEHHBIX U HeBoiiedeHHbIX CJIL[ Ha
50%.

O nporpeccupoBaHum 00JIe3HM CBHJICTEILCTBYET Psi/i MPU3HAKOB: MOBBIIICHHE YPOBHS M-
rpagueHTa Ha 25% u 6ojee 0T HAUMEHBIIIETO JOCTUTHYTOTO YPOBHS: B CHIBOPOTKE YBEIHUEHUE
Ha > 5 /1, B Mo4e yBenuueHue > 200 Mr/cyT. [[s manueHToB ¢ «HEeU3MepSEMBbIMUY YPOBHIMHU
M-0enka B KpOBM WJIM MOYe: H3MEHEHUE Pa3HHIBI MEXKIY YPOBHSIMH «BOBJICUYCHHBIX» W
«neBoBneueHHbIX» CJIL (abcomoTHOE MOBBINIEHHE JOMMKHO cocTaBsaTh > 100 mr/m). Takxke o
IIPOrPECCUPOBAHUN CBUIETEIBCTBYET YBEIMUEHUE YHCIA TUIA3MATUYECKUX KJIETOK B KOCTHOM
Mo3re (abcomroTHoe unciio He MeHee 10%), MosBJIeHre HOBBIX 0YaroB B KOCTSX WM YBEITUUCHUE
pa3MepoB paHee ONpENeNsIeMbIX, MOSBICHUE KOCTHBIX W BHEKOCTHBIX IJIA3MOLIMTOM WIIU
YBEIUYCHUE MX pa3MepoB, THUIMEPKAIbIIMEMUSI (CKOPPETUPOBAHHBIM YPOBEHb  KaJbIUs
ChIBOPOTKH > 11,5 Mr/ma umm 2,65 MMOIIB/1T), KOTOPYIO MOKHO CBS3aTh C IIa3MOKJIETOYHOM
nposndepanuei.

Peunaus nocJie moJtHOM peMHMCCHM YCTaHABIMBAIOT MO CIAEAYIOIIMM MPU3HAKAM: IOBTOPHOMY
MOSIBJICHUIO M-TIpOTEeHHA B CBIBOPOTKE KPOBU WIJIM MOYE, BBISIBISIEMOMY TpH dJeKTpodopese wiu
UMMYHO(UKCALlUK; OINpEAENeHUI0 B KOCTHOM Mo3re Ooinee 5% miia3MaTUYeCKUX KIIETOK;
MOSIBJICHHUIO JII000TO JpYyroro IMpHU3HaKa MpOrpeccUpoBaHus (HOBBIX IUIa3MOLUTOM, HOBBIX
OCTEOJINTUYECKUX 0YaroB UM TUIEPKAIbIIMEMUN U JIP.).

Kannuyveckuii peunauB xapakTepu3yercss OTHUM WU Oosiee U3 IPU3HAKOB, MOATBEPHKAAIOIINX
pactpoctpaneHue OoniesHH w/wnu HamuuueM npusHakoB CRAB: pa3BuTHEM HOBBIX WIH
YBEJIUYECHHUE pa3Mepa CYIIECTBYIOIIUX MIa3MOLUTOM, OCTEOAECTPYKIIMM (ITOBBIIIEHUE BETUYUHbI
CYMMBI IPOU3BEACHUIN NEPICHAUKYIISIPHBIX TUaMETPOB U3MepsaeMbIx ouaroB Ha 50% u He MeHee
1 cMm), runepkanbuuemueii (6osee 2,65 MMOJIB/IT), CHYKEHUEM KOHIICHTPAIIMK TeMOTJIOONHA Ha >
20 r/n, MOBBILLIEHUEM COJEpPKAaHUSI KpEeaTMHHHA B CHIBOPOTKE Ha 2 MI/Ai U Oosee, Wil CBBILIE
177 MKMOJIB/.
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PenuauBupyomass MuejaIoMa — pEIUIUB IMOCIE MNPOBEACHHUSA, IO KpaWHEeW Mepe, OJHOMI
MpEIIEeCTBYIONIEH CXEMBI JIeYeHUs u HECOOTBETCTBHUE KpUTEPHUSIM JUTSt
peIUIUBHPYIOIIEH/pedPaKTEPHON MHEITIOMBI.

PenuauBupyomas/pedpakrepHas MueaIoMa — peryanB 3a00JIeBaHUS BO BPeMsl Tepariuu, WK
nporpeccupoBanue 3adoneBanus B npesenax 60 qHel mociae caMoil mocieHed Tepanun.
Maubiii 0TBeT y 00JIbHBIX ¢ pellMIUBUPYIOIeii/pepakTepHOl MUEJTOMOM XapaKTEPU3yeTCs
cHIKeHueM M-0enka B KpoBH Ha 2549 % u cyrouHo# skckpeunn M-6enka ¢ modoit Ha 5089
%, (omHaKo 3TOT moka3zaTelnb Bce emie Boime 200 Mr/cyT), yMEHbIIEHUEM HCXOJHOrO pa3mepa
KOCTHBIX M BHEKOCTHBIX IJIa3MOLUUTOM Ha 25— 49 %, oTCyTCcTBHEM yBEIMYEHUs pasMepa Wiu
KOJIMYECTBA JIMTUYECKUX KOCTHBIX OYaroB (pa3BUTHE KOMIIPECCMOHHOIO TIepesioMa He
HCKJIIOYAeT HAJIMYKUE OTBETA).

OmnpenesieHus KOHEYHBIX TOYEK BPeMEHH MPH OLleHKe NMoKAa3aTeseil BBLKHBAeMOCTH

st onucaHus UCXOI0B MPU MHUEJIOME MCTOJB3YeTC HECKOIBKO OLIEHOK BBIKMBAEMOCTH, TAKUX
kak OB, B/II1, BCB u BPB, nnutensnocts orBeta ([10).

Bpemsi m1o nporpeccun 3adoseBanusi (B/JII) — mepuon BpeMeHM OT Havajia J€4EHHUS 0
MIPOrpeccUpoBaHus 3a00JIe€BaHUS

BoixuBaemocts 0e3 mporpeccunm (BBII) — mnepuon BpeMeHM OT Hayajga JICUEHUS [0
MIPOTPECCUPOBAHMS 3a00JIEBAHUS WIIM CMEPTU (HE3aBUCUMO OT MIPUYUHBI CMEPTH).
BeccoobiTniinas BbikuBaemocts (BCB) — ompenenenue nns BCB 3aBucut OT TOro, 4To
MPUHUMAETCSL 32 «COOBITHEY», 332 MCKIIOUYEHHEM CMEpPTEIbHOIO HCXO0/a U IMPOTPECCHPOBAHUS
3a00J1€BaHUA.

be3peunauBHas BpikuBaemocth (BPB) — neprosn Bpemenu ot Hauana nmoiaHoi pemuccuu (I1P)
JI0 PELIUINBA.

O0wmas BeikuBaeMoctsb (OB) — nepuos BpeMeHu OT yCTaHOBJIEHHUS JUAarHo3a 0 CMEPTH.
JautenbHocts orBera (J0O) paccuuThIBalOT TONBKO Yy OONBHBIX, JOCTUTHIMX YaCTUYHON
pemuccun (UP). Ilepuon Bpemenu ot nepsoro noctuxenus YP 1o nporpeccun 3abosaeBaHus.
Bpems 0e3 sieueHusi, BpeMsi 10 cjeaylolleidl Tepanuu — TEPHUOJ] BPEMEHH OT 3aBEpIICHUs
OJHOM JIMHUY TEpaIiy 10 Havaja CIeAyroIeH.

JluHamMunueckoe Ha0JII01eHne

B mnponiecce mpoBomaumoit XT snexkrpodope3 OENKOB CHIBOPOTKA KPOBH M MOYH CJEAYET
BBITMOJHATH KaKJple 2—3 Mecsla, IpU OTCYTCTBUM M-TipoTenHa HE00X0AuMa UMMYHO(pUKCAUs
OENKOB CHIBOPOTKM KPOBU M MOYHU. Y OOJIBHBIX OJINTO- WM HECEKPETUPYIOUIeH MHenoMoin
caenyer npoBoauTh uccnenoBanve CJILI. Tlocine okoH4aHuUs J€YEHUS UMMYHOXUMHYECKHE
MCCJIEIOBAHMSI KPOBU M MOYM BBINOJHAIOT KaxJple 3 mecsna. MccnenoBanue KOCTHOro mosra
pekoMeHayeTcs Tonbko Uit moarBepxkaeHus [P u ouenkn s¢ddexkTuBHOCTH JeueHUs mpu
HecekpeTupymwomeil muenome. PentreHorpaduio KocTed BBIIONHAIOT IO  KIMHUYECKUM
MOKa3aHUSIM.

3AK/IIOYEHHUE

31moKa4ecTBEeHHbIE HOBOOOpa30BaHUS 3aHUMAIOT BTOPOE MECTO CpPeOu NPUYUH CMEPTHOCTH
HacesneHust Poccuiickoit deneparuu 1 BKIIOYEHBI B CIUCOK COITMABHO 3HAYMMBIX 3a00J1€BaHUH,
dopmupyemerii  [IpaButensctBom P®. CokpamieHrne CMEPTHOCTH OT  OHKOJIOTUYECKUX
3a0ofeBaHUN  SBJISETCS OAHMM W3  LENeBbIX HampaeileHud KoHmenuuu  pa3BuUTHS
nemorpaduueckoit monmutuku PO mo 2025 roga. MHOXECTBEHHAss MUEIIOMa SBJISIETCS OJTHOUW U3
Haubosee YacTO BCTPEUAIOIIMUXCS 3JT0OKAYECTBEHHBIX MaTOJIOTUN CUCTEMBI KPOBHU, IPU KOTOPOI
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IPOTHO3, KaK M MpH JI00OW OHKOMATOJNOTHH, 3aBHCUT OT CBOEBPEMEHHOCTH M MOJIHOTEHI
IIPOBEAEHHBIX JAMArHOCTUYECKUX MCCIENOBAaHUM M, CIENOBATEIbHO, CBOCBPEMEHHOIO Hadaja
ATHOJIOTUYECKOTO JieueHus. [IporHozupyemas MSATWIETHSS BBDKMBAEMOCTh Yy OOJIBHBIX
MUEJIOMOM, MOJIYYHMBIINX JICYCHUE HA NEPBOM CTaJUU OHKOJOTMYECKOIrO INPOLECCa, COCTABISAET
nopsinka 50%, Ha BrOpoW craguu -40% u Tombko 15% - Ha Tperhedt craauu. IlosTomy
BBISIBJIEHHE MHOKECTBEHHON MHUEIIOMBI, & TAKXKe JPYTUX 3J0Ka4yeCTBEHHBIX HOBOOOPa30BaHUH B
HAYaJbHOM CcTajuM 3a00J€BAaHUM SIBIIAETCA aKTyaJbHOM 3ajJaueil NOBCEIHEBHON BpadeOHOI
IPAKTUKU.
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