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1. Beeoenue.

1. 1.Onpeodenenue MHOI*CECMEEHHOU MUETIOMDL.

MHuoxectBeHHass muesnoma (MM) — omyxoneBoe 3a00seBaHue,
XapaKTepHu3yoleecs HEKOHTPOIMPYEeMOH mponudepanneld KITOHATbHBIX KIETOK,
00yCIIOBJIEHHOW XPOMOCOMHBIMH HAPYIICHUSIMHU U TTATOJIOTHEH CTPOMAJIBHOTO
MUKPOOKPYKEHUS U IPUCYTCTBHEM MOHOKJIOHAJIBHOT'O MPOTEHHA B KPOBH H/WITH
moue. MM coctaBnsier 1% cpenu Bcex oHKoOJIOTHUeCKUX 3a0oneBanuii, HO 10—13%
— Cpelld TeMaTOJIOTUYECKUX OIYXOJICH.

B-kiierounas 3j10kauecTBEHHAs! OMMYX0Jb, MOP(OJOTHYECKUM CYOCTPaTOM
KOTOPOU SABJISIOTCS TUIA3MAaTHYECKUE KIETKH, TPOAYHHUPYIOIIME MOHOKIOHAbHBIN
uMMyHor100ynuH. CoryacHo nociiefHel Bepcuu kinaccuduxanuu BeemupHoit
opranu3zaiuu 3apaBooxpanenus (BO3) 2017 r. TepMUH «MHOKECTBEHHAS
MHUEIOMa» 3aMEHEH Ha TEPMUH «ILJIA3MOKIJIETOYHASI MUEJIOMay — 3a00JIeBaHUE,
XapaKTepusymlIeecs MyIbTu(OKaIbLHON Tpoudeparueit HeonmIaCTUIECKUX
IJ1a3MAaTHYECKUX KIIETOK, aCCOLIMMPOBAHHOE C CEKPELMEN MOHOKJIOHAIBHOTO
UMMYHOTJI00yJIUHA.

MHoOXeCTBEeHHAsI MHEJIOMa Ha CETOIHS CUNTAETCS HEU3JIEUMMBIM 3a001€BaHUEM,
Tepanus HampapJIeHa Ha CACPKUBAHUE POCTA OMYXOJIH, MPOJJICHUE KU3HU
OOJILHBIX U TIOJIJIepKaHue ee KadecTBa. [I[porHO3 3aBUCUT OT TOT0, Ha KaKOH
CTaJIuH BBISBIICHO 3a00JIeBaHUE, BO3pACTA MMAIIMEHTA, CTEIICHU ITOPAKEHUS U
COOTBETCTBYIOIINX Ja0OpaTOPHBIX MOKa3aresei. K coxkaneHuro, MuUeIIOMHAs
00JIe3Hb YaCTO IMATHOCTUPYETCS TOJIBKO C MOSBICHUEM KIMHUYECKHUX CHMIITOMOB,
IIPY 3TOM ¢ MOMEHTA Havasa 3a00JIeBaHUs 10 SBHOM CUMIITOMATUKHA MOYKET
MPONTH IOCTATOYHO JIOJTOE BPEMSI, B TCUCHUE KOTOPOT'O BBISIBUTH MMATOJIOTHIO
MO>KHO TOJIBKO 10 aHaJM3y KPOBH.



2.0cHosHas yacme.
1.9muonocus u namoeenes.

[laTorenernyecku pemaroiuM GakToM SIBISETCA JIUTENbHAs, XpOHUYEeCKas
AHTUT€HHAsI CTUMYJISILUS [1OCJI€ BUPYCHBIX MH(PEKIMN WK IPYTUX XPOHUUECKUX
3a00s1eBaHU, IJTUTENBHOT'O BO3ICHCTBUS TOKCUYECKUX BEIIECTB U paguanuu. B
pe3ysbTaTe JIUTEbHON CEPUM T'€HETUYECKUX COOBITHI (hopMUpyeTcs
NaTOJIOTUYECKCKUH KJIOH B-KkieTok, cnocoOHbIX Kk quddepenunponke 1o 11K, HO
NPOAYLHMPYIOUUX HEPYHKIIMOHAIBHBIA UMMYHOT100yIMH. bronornyeckue u
KJIMHUYECKUE 0COOEHHOCTH MM CBsi3aHbI C TeHETUYECKUMHU a0eppalusiMH,
TaKUMH KaK MEePEeCTPOrKa JJIOKYCOB I'€HOB TSKEJION e UMMYHOTI00yJIMHA
(IGH), a Takkxe XpOMOCOMHBIE AeJIeIUH, MyTallU COMAaTUYECKUX T€HOB U
XpPOMOCOMHAsI TUIIEPIUTUIONAMS C YIACTUEM HEUETHOIO YHCIIA XPOMOCOM.
Hanuuue 3HaUMTENBHOTO KOJUYECTBA PA3JIMUYHBIX TEHETUYECKUX HAPYIIEHU
00yCIIOBITMBAET BHICOKYIO BapHAOEIbHOCTh TEUEHUS OOJIE3HU.

MM BO3HUKAET Ha YPOBHE CaMbIX PaHHUX MPEIIECTBEHHUKOB B-mumdonuTos, a
MOHOKJIOHAJIBHBIN IyJI IOTOMKOB MEPBUYHO TPAaHC(HOPMHUPOBAHHOMN KIIETKU
COXpaHSIET CIOCOOHOCTDH K AU HEepeHITUPOBKE 10 KOHEYHOIO dTana —
I1a3MaTHYECKUX KIIETOK. [1o Mepe co3peBaHus KIETKH yTPaurBatOT
[IUTOIJIA3MATHYECKHE UMMYHOIJIOOYJIMHBI, OJHAKO UMMYHOTJIO0YJINHBI
MOSIBJISIIOTCSL HAa UX MIOBEPXHOCTHON MeMOpaHe. B KoHeUHOM UTOTre 3TH KIETKU
PEBPAIIAIOTCS B MOJHOCTBIO 3PEIIbIE MIa3MaTUYECKUE KIETKHU, KOTOPBIE TEPSIIOT
MOBEPXHOCTHBIE UMMYHOTJIOOYJIMHBI, HO B TO € BPEMs CHOCOOHBI CEKPETUPOBATH
UMMYHOTJIO0YJIMHBI COOTBETCTBYIOIIETO KJIacca B MEXKIETOUHYIO cpeny. [Iporece
muddepeHIMpoBKH B-KIIEeTOK IPEAIIeCTBEHHUIT B 3pEJIbIe KICTKH
XapaKTEepU3yeTcsl, B YaCTHOCTH, CEPHUSIMU MEPECTPOEK CETMEHTOB I'€HOB
MMMYHOTJIO0YJIMHOB, a TakK)Ke MPHUOOPETECHUEM U TIOTEPE TOBEPXHOCTHBIX
MapKepoB B 3aBUCHUMOCTHU OT MOCJIEI0BATEILHOCTH 3TANOB TU()PEPEHIIMPOBKHY .
3perbie MIa3MaTUYeCKUe KIETKH TePSIOT B-KiIeTOUHbIE aHTUTEHBI U TPHOOPETAIOT
antureH CD38. ['eHbl, KOAUPYIOLINE CUHTE3 TSHXKEIBIX U JIETKUX LeTei
MMMYHOIJIO0YJIMHOB, JIOKAJIU30BaHbI B XpoMocomax 14 (ais TsokenbIx nenei) u 2,
22 (myia NerKuX mernen K, A COOTBETCTBEHHO). OmyXoJeBbie KIeTKH mpu MM
00Jaat0T ONPECICHHBIMU 3aKOHOMEPHOCTSIMU pocTa. BaykHast 0COOEHHOCTh
ATOro 3a00J€BaHUS B TOM, YTO OOJIIIMHCTBO MUEJIOMHBIX KJIETOK B KOCTHOM
MO3Te HaXOAUTCs BHE KiaeTouHoro mukia (dasza GO ). Ha cranun kmmHUYecKux
MIPOSIBJIEHU JT0JIS1 OMYXOJIEBBIX KJIETOK, HAXOSIINXCS B KIIETOYHOM IUKJIIE (S-
daza), cocrasisieT meHee 3 %. Ha panHux cragusx 3a0071€BaHUs POCT OMYXOJU
HOCHT SKCTIOHCHIIMAJIBHBIN XapakTep ¢ 2—3-THEBHBIM IEPHUOIOM yaBoeHus. [Ipn
JOCTH>KEHUU OMYXOJbI0 pa3Mepa, Py KOTOPOM OHA MOXET OBITh pacro3HaHa
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KJIIMHUYECKHU (KOJMYECTBO OMYXOJEBBIX KIETOK 0KoJio 1012/M2 moBepXxHOCTH Tena,
Macca okoJio 1 kr/M2 ), ¢ppakuus pacTyluux KIETOK CHIKaeTcs. POCT onmyXomneBbIx
KJIETOK IPAKTUYECKU MOJHOCTBIO 3aMEISIETCSl U MPUOIMIKAETCS K HyJI€BOM
OTMETKE IPU MACCE OIYXOJIM OKOJIO 5 % OT Macchl Tena. OIHaKo Takas
OITyXOJIEBas Macca HECOBMECTUMA C JKU3HBIO. POCT OMyX0JIM MOXKET OCTAHOBUTHCS
(omyxoJb IOCTUTAET IJIAaTO) PU MEHBIIIEH OMMyXx0JeBoi Macce. B Takux ciydasx
Ha0JII01aeTCsl OTHOCUTENIBHO CIIOKOIHOE, 00Jiee JUIUTENbHOE TeUEHNE
3a0oneBanusi. HeoOxonuMbImM ycimoBueM pa3BuTusi MM SBISIIOTCS peLIUITPOKHBIE
aJire3UBHBIC B3aUMOJICUCTBUS MUEIIOMHBIX KJIETOK C KOMITIOHEHTAMHU
KOCTHOMO3TOBOT'O T€MOIOATHYECKOTO MUKPOOKPYKEHHUSI, KOTOPOE CITYKHUT
UCTOYHUKOM (DaKTOPOB POCTa U IUTOKUHOB, 00ECTIEUNBAIOIIUX YCIOBUS IS
MPEANOUYTUTEIHLHOTO POCTA OMYXOJIEBBIX KIETOK, UX BBIKUBAHMUS,
nudepeHmanu, MUTPaliK | 3alIUThI OT CIIOHTAHHOTO WJIM UHAYIIMPOBAHHOTO
XUMUOTEpanuen 100 APyruMu IPUIMHAMHU aronTo3a. B MUETOMHBIX KJIETKaX U
KJIETKaX CTPOMBI (DYHKITMOHUPYET MHOKECTBO CUTHAJIBHBIX CUCTEM, KOTOPHIE
3aIyCKarOTCsl B3aUMOJIEUCTBUEM (PAKTOPOB POCTa M LIMTOKHMHOB CO CBOUMU
penenTopamMu, a TakkKe akTUBAIMEeH MOJIEKYJ KJIeTOYHOM aare3un. CUrHajgbHbIe
KacKa/ibl BKIIIOYAIOT 3HAYUTEIbHOE KOJIMYECTBO MPOTEUHKUHA3, B T. Y.
CEpPUHTPEOHUH- U TUPO3UHKHUHA3, TPAHCKPUIIIIMOHHBIE (PAKTOPHI, a TAKKE
MHO>KECTBO JPYTHX CUTHAIBHBIX MOJIEKYJ O€IKOBOU MPpUpOIbl. CUTHANIBHBIE TYTH
HAYMHAIOTCS C aKTUBALMH PELENTOPOB U 3aKaHUYMBAIOTCS TPAHCKPUIILIUEH
TapreTHhIX T€HOB, KOJAUPYIOIINX COOTBETCTBYIOIINE O€IKU, HApUMED, IUKIUH D,
[IUKJIMH3aBUCUMbIE KUHA3bI, aHTHATIONTOTHYEeCKUEe Oenku u ap. Jns MM
XapaKTepHbI MPOSIBIICHUS CBEPXaKTUBAIMH MPOTH(PEPATUBHBIX
AHTUAIONTOTUYECKUX CUTHAJIbHBIX cucTteM. Kputnueckumu miis MM ctaHoBATCS
KOHCTUTYTHBHO akTHBHBIC KnHA3bl: PI3-K/ AKT (dbochaTtuaunmuosntomn-3-
KnHa3a/mporenHkruHasza B), MAPK (MuToreH-akTuBUpyeMble TPOTCHHKUHAZHI;
RAS/ RAF/MEK/ERK), JAK/STAT3 (Slnyc-kuHa3a/nepeaTuuK CUrHajIa 1
aKTUBATOP TPAHCKPUIIIIMK 3-TO TUMA) U TpaHCKpUTIIMOHHBIE PpakTopbl NF-kB 1
STAT3, koTOpbIE PETYIUPYIOT TPAHCKPHUIIIIUIO FT€HOB, OTBETCTBEHHBIX 32 aAre3HI0,
PEryJSLNIO KIIETOYHOTO LIUKIIA, JICKAPCTBEHHYIO PE3UCTEHTHOCTD U JIPyTHE
byHKIMHu. MuenoMHbIE KJIETKU IKCTIPECCUPYIOT Ha CBOCH MOBEPXHOCTH
MHO>KECTBO MOJIEKYJI, KOTOPbIE 00JaAat0T aAre3NBHBIMU CBOMCTBAMHU.
Unentudukamus monekyn aaresnn [CAM-1 (CD54) u H-CAM (CD44) na
MJIa3MaTHYECKUX KIIETKAX YEJIOBEKa CTaja HayajioM JJi UCCIEIOBAHUIN B 3TOM
HarpasieHuH. bein 00HApYXEHBI U Apyrue anturensl, Hanmpumep N-CAM
(CD56) u LFA-3 (CD58), koTopble cTaiau NpU3HAKAMHU, MOJTBEPKIAIOIINMHI
3JIOKQYECTBEHHBIA XapaKTep MIa3MATHYECKUX KIETOK . OJTHOW U3 XapaKTEPHBIX
0COOEHHOCTEM MUETOMHBIX KJIETOK CUMTAETCSl BBICOKAS IKCIIpEeCcCHs CUHeKaHa-1
(CD138) na miazmaruueckoit meMOpane. biiarogapsi cnocoOHOCTH CBSI3BIBATH U
MOJYJIMPOBATh AKTUBHOCTH MHOTHUX 3(D(PEKTOPHBIX MOJIEKYJI, TAKUX KaK OCJIKU
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BHEKJIETOYHOI'0 MAaTpPUKCa, rernapaHcyib()aT-3aBUCUMbIE TEMOIIOATHYECKUE
(pakTOpBl POCTa U HUTOKUHBI, CHHJIEKaH-1 c1OCOOCTBYET POCTY, BBKUBAHUIO U
IUCCEMUHALMU HEOIJIACTUYECKUX KIeTOK. CHHIEKaH-1 BMECTE ¢ MHTErpUHaAMU
YCUJIMBAET aIr€3UI0 MUEIIOMHBIX KJIETOK K CTPOME KOCTHOTO MO3ra U IPUHUMAET
Y4acTHE B UX B3aUMOJAECHUCTBUIX C T€MOIOATUYECKHUM MUKPOOKPYKEHUEM. ITOT
MPOTEOTIIMKAH JIEUCTBYET HA KJIETOUYHON MOBEPXHOCTH, HO OY1y4r COPOLIEHHBIM C
Ia3MaTuyecKor MeMOpaHbl MO JeHCTBUEM MPOTEUHA3, OH IPOHUKAET B
MUKPOOKpPYKE€HHE KOCTHOTO MO3ra U 3aTeM B NEPUPEPUUECKYIO KPOBb.



2.2. Dnuodemuonozus.

3aboneBaemoctb MM coctaBnseT npubauszurensHo 1 % cpenu Bcex
3JI0Ka4€CTBEHHBIX omyxoiier u 10 10—15 % Bcex omyxoJieii KpOBETBOPHOM U
nuMdonaHoN TkaHel. 3a00J1eBalOT MPEUMYIIIECTBEHHO JIFOAM CTapIlIei
BO3pacTHOM rpymnmnbl. CpeaHuil Bo3pacT BHOBb 3a00JeBmux — <70 nier,
pacnpoCTpaHEHHOCTh 3a00J€BaHUs CpeAr HaceleHus Mojoxe 40 et He
npessimaet 2 %. B Poccun B 2017 r. 3a6oneBaeMocts MM coctaBuina 2,78 na 100
TBIC. HACEJICHUs, BIEPBbIC ObLIO MuarHoctupoBano 4 075 cimyydas, ymepnu 2587
nainuenToB. B 3anaaneix ctpanax u CIIIA 3aboneBaemocTs coctaBisier 5—10
ciaydaeB Ha 100 TeIC. HaceneHus.



2.3.Knaccugpuxayus.
Cpenu mua3MOoKJIECTOUHBIX OMYXO0JIEH B HACTOSIIEE BPEMS BBIACIISIOT :
* MOHOKJIOHAJIbHYIO TaMMariaTuio HesscHoro re’esa (ue Ig-M tum);

* MOHOKOJIOHAJIbHYIO TaMMAaIaTHUI0 HESICHOTO T€HE3a C BOBJICYEHUEM JIETKUX
Leneu;

* MJIA3MOKJIETOYHYIO (MHOXECTBEHHYIO) MUEIIOMY;

* BAPUAHTHI TUIA3MOKJIETOYHON MHUEIIOMBI: BSJIOTEKYIYIO (ACUMIITOMATHYECKYIO)
MUEJNOMY, HECEKPETUPYIOILYIO0 MUEJIOMY U IIa3MOKJIETOUHBIN JIEMKO3;

* IUIa3MOIUTOMY. MHOXKECTBEHHAsI MUEIOMa KJIACCU(UIIUPYETCS 110 CTATUIM U TI0
(dhaxkTopam pucka.

PacnpoctpanenHol cuctemMoit cTaaupoBaHus sBisieTcs kinaccudukanus B. Durie u
S. Salmon, npenoxkennast B 1975 r. (tabdmn. 1), koropast Obuta 3aMEHEHa Ha
MEKIyHapOIHYIO cucTeMy cragupoBanus (International Staging System — ISS)
[12], nepecMoTpennyto B 2014 1.

Tabanua 1. Craaun MM (no B. Durie, S. Salmon)

Craaun [Ipuanakn Knerounas macca,
10"/m?
| CoBoKyNnHOCTE ClelyIOMHX PH3IHAKOR: <0.6
|. Vpoeeus remornobuna >10 r/an (HH3Kas)

2. HopmanbHulii ypoBeHb KallbLIHA CHIBOPOTKH

3. PenTreHolornyeck HOpMallbHas CTPYKTYpa KocTei
HIIH O/IHHOYHKI o4ar nopaxkeHus

4. Huskuii ypoeens M-npotenna:

a) lgG <50 r/n;

6) IgA <30 r/n

benok beunc-Jlxonca <4 r/cyr

11 [Tokaszarenu, He coorpercTRYomMe HH |, Hu I cragmnam 0.6—1,2
(cpenHsa)
I Onuu nian Gonee U3 clleyIOIHX PH3HAKOR: =12
* YpopeHs remorinoduHa <8,5 r/an (BbICOKas)

*  YpoBeHE KallbLUHA CEIBOPOTKH IPeBkILAET
HOPMaJIbHbIE 3HAYCHH
s  MuomecTBeHHEIE NOpakeHHA KocTeil
(=3 nHTHYEeCKHX 04aros)
¢  Bricoknii yposent M-nportenHa:
o lgG=70r/n;
o lgA=50r/n
e benok bene-/Ixonca =12 r/eyr




JIOTIOTHUTENBHBIM TPU3HAKOM, ONPEIEISIOINM MOACTAINIO, SIBISIETCSI COCTOSIHUE
(yHKIMY TIOYEK:

* A — HOpMaJbHas (KpeaTUHUH CHIBOPOTKH).
* B — cHmxenHas (KpeaTUHUH CHIBOPOTKH >170 MKMOIB/11 unu 2 r/17).

Knaccuduxanus [SS ocHoBaHa Ha Ba)KHOM MPOTHOCTUYECKOM 3HAYEHUU
coueTaHus J2- MUKpOIJI00yauHa U albOyMUHA CBIBOPOTKU KpOBU (TabJI. 2).

Tabanua 2. ISS

Cranua Iokazarenu Meguaua OB, mec
| P2-MHKpOrIOOYINH CHIBOPOTKH <3,5 MI/N 62
AnsOymun 23,5 r/an
1 p2-mukpornodynuH celBopoTkH <3,5 Mr/in <t
AnpOymuH <3.5 r/mn
HIIH
p2-mukpornobyiuH ceiBopoTkH 3,555 Mri/n
111 B2-mukpornodynud =5,5 mr/n 29

B 2014 r. ISS 6s1ma nepecmotpena (revised ISS; R-ISS). Kpome nokazareneit $2-
MUKpPOTJIOOYJTHHA U albOyMHHA CBIBOPOTKH R-ISS yunThiBaeT Hamuume
HeOIaronpuaATHBIX XPOMOCOMHBIX aHOMAJIMK M BRICOKUN YPOBEHB
naktaraeruaporenassl (JIJIIN) (tadm. 3).



Tabauua 3. Crannapraeie gaktopsl pucka MM 1 R-1S5

[pornoctidecknil daktop Kputepun

Cramun [S5 B-2 mukpornobyIHH ceBopoTEH <35 M/,

I ans0yMHH =3.5 r/on

1l Kputepun wne cooteercTBytoT [ mmm 11
CTaTHAM

m B2-murpornobyiaHH =5.5 Mr/n

[uTorenernyeckde aHoMamin no FISH Hanuune del 17p wunu tpancnokanmn t{4:14)

Bhicokuii pHcK HW/HIH TpaHcnokanuu t( 14:16)

DTC}'TCIBHE UHTOTeHETHYECKHY  aHOMATHIA

CraHgapTHEIT pHCk
BRICOKOTO PHCKA

JIAr JIII' chiBOpoTKH HH#e BepXHeil TpaHHLbL

I[QP.ME_ HOpMANBHOTO YPOBHA

JIAI' celBOpOTKH BHIIE BepXHell rpaHHIBL

Bricokuii ypoBeHB
HOPMATBHOTO YPOBH:

Horas mMogens cTpaTHPHKALIHOHHOTO PHCKA [S5-cranua I, nWTOreHeTHHECKHE AHOMATHH
MM craHfapTHoro pucka no FISH u HopManbHE
Cranuu R-ISS yposens JUIT

I Kputepun He cooteercreytor [ mnm 111

craguam B-ISS

11
ISS cragwa [II wumH UHToreHeTHYeCKHE

I aHOMANHH Bhicokoro pHcka no FISH wman
BrICOKHH yposeHs JIJIT

2.4. Kaunuueckas kapmuna.

MM oTiaudaeTcsi OT BCEX OCTAIBHBIX 3a00JIeBaHUN CHCTEMBI KPOBH OOUIIUEM H
pa3zHooOpa3ueM KIMHUYECKUX MPOSIBICHUH, YeM HEPEIKO CTaBUT Mepe/]
KJIIMHUIIUCTAMHU JIOBOJIBHO TpyAHbIE 3a1aun. Cumnromatuka MM onpeaensiercs
UHOUIBTpAIEl KOCTHOTO MO3Ta KIIOHATBHBIMHY TIA3MAaTHUYECKIUMH KJIETKaMU U
OpraHHBIMH MMOBPEKICHUSIMU, BKIIOUAIOIIUMH TUCHYHKIIMIO TTOYEK, KOCTHYIO
00Je3Hb U HapylIeHUs UMMYHHOU cuctembl. B 10-20 % ciyyaeB 6oJe3Hb
MpoTeKaeT 0ECCUMIITOMHO U BBISIBIISIETCS CITy4aifHO MPU TUTAHOBBIX
oOcnenoBaHusIX, Koraa ooOHapyxuBaeTcs Boicokas COD umu 6emnok B move. B
tederune 2009 r. sxkcnepTaMu MK TyHApOTHOU paboyeit Tpymibl 1Mo
MHOXECTBEHHON MUEJIOME, YYEHBIMU, 3aHUMAIOIIUMUCS TJ1a3MOKIETOYHBIMU
pPacCTpONCTBaMH, MOCJIE HECKOJIBKUX COBEIAHUHN U TeIeKOH(EpEeHIINA ObLTH
pa3paboTaHbl METOINYECKHE PEKOMEHIAINH, COJIep KaIIne TaO0paTOPHBIE TECTHI,
HeoOXouMble Tpu noao3peHur Ha MM (tabn. 3). [Ipu Gecene ¢ nmanreHTOM
cieayer oOpaTuTh BHUMaHUE HA CEMEIHBIN aHaMHe3, B IIEPBYIO OYepeab Ha
POJICTBEHHUKOB NIEPBOM JTMHUHU, CTPAJAIOIINX T€MATOJIOTHYECKUMU OMYXOJISIMH,
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0CO0€HHO TUM(oMamMu, XpPOHUYECKUM JTUM(POTIEHKO30M U MIa3MOKJIETOUYHBIMU
nuckpazusiMu. Clienyer akieHTUPOBAaTh TAK)KE BHUMAHHME HA COMYTCTBYIOIINX
3a00JIeBaHUSX, TAKMX KaK UIIIEeMUYecKasi 00JIe3Hb cep/lla, 3aCTOMHAs cepAeUHas
HEJIOCTATOYHOCTh, TUIIEPTEH3US, 32 OOJIEBAHUS MMOYEK, IEUECHHU, JIETKUX, KOTOPHIE
OyIyT UMETh 3HAYEHHUE MPU BHIOOPE MPOrpaMMbl TPOTUBOOITYXOJICBOU Teparuu.
TUNUYHBIMU KIMHUYECKUMU NTpU3HaKaMu MM cuMTaroTCsi aHeMusl, CKEJICTHBIC
MOBPEXKACHUS, HapylIeHUue (QYHKIIUU MTOYEK U runepkanbimemus. [loatomy
MAIUECHTHI MPEBSABIAIOT XKad00bl Ha 00JIb B KOCTSX CKEJeTa, TOJIOBHYIO 00Jb,
c1ab0CTh, OJIBIINIKY U CepIlIcOUCHUE, YTOMIIIEMOCTh, MOXYACHUE, KPOBOTECUCHUSI.
N3penka nabmrogaercs auxopajka. boiee moapoOHas KIMHUYECKAs
cumnroMatuka MM npencrasiena B Ta6:. 4. Onyxosb, ee NPOAYKThI U PeaKIIuu
Ha HUX CO CTOPOHBI OPraHU3Ma MPUBOAAT K PA3BUTUIO MHOTOYUCIIEHHBIX
NaTOJOTUYECKUX U3MEHECHUH B PAa3JIMYHbBIX OpraHax v Tkausax. Occairus —
Benymuii cumnroM MM Gonee yem y 70 % GonbHBIX B 1e0I0TE 3a00JIC€BAHNUS.
Hepenxo MM HaunHaeTCsi BHE3AIMHO, PE3KOM O0JIBI0 B KAKOM-TTHO0 OT/ese
CKEJIeTa UJIM CIIOHTAHHBIM NEPEIOMOM OJTHOM U3 KOCTeU. M3MeHeHus kocTen
MPOSIBIISIIOTCS B BUJIE T€HEPATIM30BAHHOI'O OCTEONOPO3a, EAUHUYHBIX WU
MHO>KECTBEHHBIX 0YaroB OCTEOJIM3a U MATOJOTUYECKUX MEPEIOMOB KOCTE.
OO6BIYHO MeTacTa3bl B KOCTH MOJIPA3ICIISIIOT HAa TUTHYECKHUE, OCTEO0IaCTUUECKIE U
CMEIIIaHHBIE B COOTBETCTBUHU C PEHTTE€HOJIOTUUECKON KapTUHOW oYara rmopaxxeHusl.
B cnydyae npeBanupoBaHus pe30opOlUK B KOCTHON TKaHU U TP MUHUMAJIBHBIX
IIPOSIBIICHUSX BOCCTAHOBJICHUS! KOCTH BBISIBJISIOTCS o4aru (pokaabHOM AECTPYKITUU.
MerTacTasbl BRITJISIAST HA PEHTT€HOTpaMMe KaK o4aru JIM3uca KOCTHOM TKaHH, YTO
xapakTepHo st MM. Ilo naHHBIM PEHTTE€HOIOTUYECKHUX UCCIIECIOBAHUN KOCTHAs
TKaHb nopaxkaetcs B 80 % ciyuaeB. JlecTpyKTHBHBIE TPOLIECCHI PA3BUBAIOTCS B
IEPBYIO 0Yepe/Ib B INIOCKUX KOCTAX (deper, pedpa, rpyauHa, KOCTH Ta3a), a TAaKkKe
B IT03BOHOYHHKE.

Pa3pyliieHne BCiaeACTBUE OCTEOIUTUYECKOTO CUHAPOMA MOSICHUYHBIX TO3BOHKOB
COTPOBOKIaE€TCs KOPEHIKOBOoi1 60bto. [Ipumepno y 1 /3 6onpabIx MM
0OHapy>KUBAIOTCS SBJICHUS KOMIIPECCUU CIIMHHOTO MO3Ta («KOJIarc
MO3BOHOYHUKAY ) UITH TIOPAKEHUE KOHCKOTO XBOCTA, HApyIIeHUe (PYyHKITUU
Ta30BbIX OpraHoB. Kommpeccus CHMHHOTO MO3ra MOKET OBbITh pe3yJIbTaTOM
MPOpPACTAHUS OMYXOJIH, UCXOJAIIEH U3 TO3BOHKOB, B AIUIYPaTIbHOE
npocTpaHcTBO. Habmogaercst 60ib 10 TUITY paIuKYISPHOM, MBITIIEYHAS CIIa00CTh,
MOTEPS] YYBCTBUTEIBHOCTH, a B JAJIECKO 3aLIEAIINX CIy4yasiX 0OHApYKUBAIOTCS
HapyiieHus: GyHKIUU Ta30BbIX OPTaHOB, Mape3bl U Naparierui HUKHUX
KOHEYHOCTEH. XpoHHUecKas 6071, OrpaHrndeHrne (PyHKIH 1 HapyIIIeHne
JIbIXaHUSI, KOTOPOE MOBBIIIAET PUCK JIETOUHBIX UHPEKIUNA — TUITUYHBIE
KJIIMHUYECKHUE CIEICTBUSI KOMIIPECCUOHHBIX MEPEIOMOB MO3BOHOUHKKA. KOCTHBIE
MOBPEXKACHUS MOTYT CTAHOBUTHCSI MHOKECTBEHHBIMU U JIOCTUTaTh 3HAUUTEIbHBIX
pa3mepoB. Hepenko oHM ObIBaOT JOCTYIHBI JIJIs MAJIbIIAIIMK, OCOOCHHO Ha Yepere,
11



KIIIOYHIIE, TPyAHHE U pedpax. Peike B IaTOIOrMUECKU IPOLIECC BOBJIEKAKOTCS
TpyO4aTbie KOCTH, IPUYEM Yallle OYaru JeCTPYKIUU OOHAPYKUBAIOTCS B
MPOKCUMANbHBIX OTJeNaX (IieueBble, OeAPEHHbBIE KOCTH ), MHOTJa C UICTOHYEHUEM
KOPTUKAJIBHOTO CJI0SI U BOSHUKHOBEHHEM ITaTOJIOTUYECKUX MEPETIOMOB.

Tabmuma 3. PexoMeHmanuu mo o0Cae0BaHUIO MAIUEHTOB € MOJ03PEHUEM Ha
MHO>KECTBEHHYIO MUEJIOMY.
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AHAMHES W OCMOTD NALWENTA
KNHHM4BCKHA 2HANKI KPOBM

BHOXHMWHECKWA AHANKI KPOBM, BKNIDYAA HATPUA, KANHA, KansUMRA,
KPEATHHHH, MOSEBYID KHCNOTY
DOwmA Genok, paskUM9, INeKTPODOoPes, MMMYHOUKCALMA

KDNHMECTEEHHOR ONPEAENEHME CRIBOPOTOMHEL WMMYHROMODYNHKOE
DOWMA aHANK3 MOYK, CYTOMHLIA CODD MONMW ANA aNeKTPOdOpEsa W
MMMYHOMKC MM

Knupent KpeaTHHHKA
MyHELW#A KOCTHOND MOATa WKW TpEnasobroncKHa
LiuToreHeTiKa (CTaKgapTHOR WCCnefoeanke + FAISH)

PeHTreHorpadss KOCTER CKENETA, BKMIOMAA NO3BOHOMHIK, Tal, Yepen,

MPOKCMMANLHLIE OTIENL NNEYEBLN W BEAPEHHE KOCTER, MATHWTHD-
PE30HANCHIA TOMOTPAthUA N0 NOKAZAHHAM

CuiBOpPOTOMHEIR F2-MRKPOMOGYNHH W NAKTATAEMMADOrEHala
Onpegenesme cROBOAHLIX NErKMx LUENEA B ChiBOPOTKE

Ta6J11/1ua 4. Knuaudeckue IMPpU3HAKH MHO>XE€CTBEHHOM MHUEJIOMBEI.
KoctHas Gonesue

Bone B KOCTAX, NEPENOMEl KOCTER CKEMETA, KOMMNPECCHMA CNMHHOMND MO3ra,
paguKynapHan 60n.

MMnNepKkansUHEMHR

Monuypus, NONWLWNCHR, TOLWWHOTA, PEOTA

Movye4yHan HEQOCTATOYMHOGTE

TowHOTA, PEOTA, HEOOMOraHWe, cnabocTs

Amunowgos

Mepuhepu4ecKan HERAPONATWA, OTEKW, OPraHOMEr ANUA
MHMALTPALMA MHENOMHLIMKM KNETKAMM KOCTHOMD MO3ra
AHEMMA, TEMOPPArM4ecKMA CHHOPOM

CHHMEHME YPOBHA HOPMANLHLIX MMMYHOrNOGYNHHOB
HacTele MHgEKLKK, NHEBMOHWK

KpuornoGynuHemmus

Cvropom PeRHo, akpouwmaHos

CHHAPOM FMNEPBRA3KOCTH

OgbiwKa, TPAHIMTOPHLIE MILEMWHYECKWE ATaKK, TDOMBO3 rMyGoKME BEH,

KPOBOM3ENWMAHWA B CETHATKY rMas, TpDMﬁD-E UEHTPANEHOHN BEHEl CETYATKH MK
28 BETBEN, HOCOBLIE KDOBOTEYEHMA
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2.6. [luaenocmuka u oughghepenyuanvras ouaznocmuxa.

Knunnueckue nposiBinenus MM upe3BblyaiiHO pa3HOOOpa3HbI, HO B
3HAYUTEIILHOM MEpPE ONpPEEAIOTCS HApYIIEHUEM MPOAYKIIUU KPOBETBOPHBIX
KJIETOK, BBICOKMM YPOBHEM IUPKYIUPYIOIIEro M-npoTernHa, CKIOHHOCTBIO K
UH()EKIIUOHHBIM OCJIOKHEHUSIM, HATMYUEM U BBIPAKEHHOCTHIO TUTHUYECKHUX
U3MEHEHUN KOCTeH ckeneTa (I1aBHBIM 00pa3oM IJIOCKUX KOCTEH) U
HapyieHreM (QyHKIuu nodek. Cieayer B MepBYyIO ouepe/lb 0OpaTUTh BHUMaHHE
Ha HaJMYUE TPEX OCHOBHBIX KPUTEPHUEB, KOTOPHIE SBISIOTCS BEAYIIUMH MPU
nuarHoctuke MM (ta6i. 5). [lpoayuupyembie 3710Ka4YeCTBEHHBIMH KIETKAMU
MOHOKJIOHAJIbHBIE UMMYHOTJIOOYJIMHBI UASHTUPUIIUPYIOTCS TIPH dJIeKTpodopese
CHIBOPOTOYHBIX OCJIKOB KaK OCTPHIN MUK B - WK pexe b-obnactu. [1pu [gA-
muenome BennunHa M-niporenna 20-25 r/n sxBuBanenTHa M-tipoteuny 30 /1
1gG-muenome. J{s mpakTHUECKUX 1ETIeH UCIIOIb3YeTCs OJTHO 3HAUYCHHE, a
umeHHo 30 /11, KOTopsIi 00bIYHO HaOII0HaeTcs Tpu MM. [Ins onpeaenenus
CBIBOPOTOYHBIX UMMYHOTJIO0YJTMHOB MTPUMEHSIETCSI TAKKE KaueCTBEHHBIN
HedeIoMeTpUYECKUit MEeTO1, KOTOPBIN HEe MPUTOJICH MPU HU3KOM COJICpKAHUU
MOHOKJIOHQJILHOTO TIPOTeHHA. B TaKHUX CUTYyaIUsAX «30JI0ThIM CTaHIaPTOM»
CUMTAETCSl METOJ UMMYHO(DUKcanu. MeToa nMMyHO(UKCAIIMd OCHOBAH Ha
ANEKTPOHOPETHUECKOM pa3/ieJIeHUU OEIKOB B arapo3HOM Telie, C TOCIeayoIen
00paboTKOM Telid cnenuPpUIecKUMU aHTUCHIBOPOTKAMU. DTOT METO/] TO3BOJISIET
MOJITBEPAUTH MOHOKJIOHATBHYIO Mpupoay M-rpaguenTa, OOHaApYKEHHOTO B X0O/1€
anexTpodopesa 6eNKoBBIX (Hpakluid, U THTUPOBATH €T0 (ONPEeTUTh, KaKue
TUIIBI TSOKEJIBIX U JIETKUX IeTNel BXOJAT B €ro cocTaB). UMMyHopuKcanus
PEKOMEHyeTCs PY TUIOraMMarjio0yInHEMHUH U OTCYTCTBUHM M-TipoTenHa npu
aeKTpodope3e CHIBOPOTOUHBIX OCIIKOB Yy MAIIUEHTOB ¢ Mojo3peHneM Ha MM. B
nociieTHee BpeMsi [UIsl OTIpeieNIeHrs CBOOOIHBIX JIETKUX IIeTel
UMMYHOTJIO0YJIMHOB B CBIBOPOTKE KPOBH Ipesiaraerca metoq Opunaiit
(Freelite), koTopsIit 00s1ee YyBCTBUTEIIEH 110 CPABHEHHIO CO CTAaHIAPTHBIMU
meTosiamu (dnekTpodope3, uMMyHopuKcalys). MeTon oCHOBaH Ha MPUMEHEHUU
MOHOKJIOHAJTBHBIX aHTUTEII, BRICOKOCTICIIU()UYHBIX K CBOOOIHBIM JIETKUM IICTISIM,
YTO JIOCTUTAETCS B3aUMOJICUCTBUEM AaHTUTEIN C SMUTONAMHU JIETKUX LeTeH,
HEIMOCPEACTBEHHO B3aUMOJICUCTBYIOIIUX C TSAKEIBIMU LEMSIMU HIPHU MOCTPOEHUU
MHTAaKTHOTO UMMYHOTIIO0ynHa. MI3MepeHre cCBOOOIHBIX JIETKUX LIETIEd BaKHO Y
NAlMEHTOB C HU3KUM YPOBHEM MOHOKJIOHAJBHOTO MMPOTENHA B CHIBOPOTKE KPOBU
W/WIM MOYe, TOKa3aHOo MAIlMeHTaM C COJMTAPHOMN TIa3MOIUTOMON U TIICIOIICH
Muenomoit. PedepeHcHbI HHTEpBAN I K JICTKUX Iienel cocrapiser 3,3—19,4
MT/7, a 11t A — 5,7-26,3 1/1. CooTHOIIEHHE K/A TT03BOJISICT KOHCTATUPOBATH
KJIOHaJIbHOCTh. B HOpME /A = 0,26—1,65. Hepenko y 6onbHbIx MM mipu
a1eKTpodope3e MOUYM BhISIBIISIETCS MTOBBIIIIEHHAS SKCKpenus Jierkux k- unum A-
1ernei MMMYHOTJIOOYJIMHOB; 3TH Cly4au OTHOCIT kK muenome benc-Jxonca. s
CKpUHHMHIa MOYEBOT'0 MPOTEUHA (HEOOX0AUM COOp MOYM B TeueHue 24 4acoB)
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TaK)Ke UCIOJIb3YIOT 3JIeKTpodope3 1 uMMyHoPuKcauuto. MiMmmyHodukcauio
HE00XO IUMO BBINOJHUTH, €CIIH JIaXKe IPHU UCCIEA0OBAHUHN MOYH OEJIOK He
BBISIBJISIETCS, @ IPU JIEKTPOPOpe3e MOUM HET XapaKTEPHOro nuka. J{is
HECEKPETUPYIOIIEH MUEIOMbI XapaKTEPHO BBISIBIEHUE B MyHKTATE€ KOCTHOTO
Mo3sra > 10% minazmatuyeckux kieTok u npuzHaku CRABcunapoma.
MOHOKIJIOHATBHOTO MPOTENHA HET HU B CBIBOPOTKE KPOBH, HU B MOYE, UTO
MOATBEPKAAIOT PE3YNIbTaThl UMMYyHO(UKcauu. [loueuynas HeTOCTaTOYHOCTh
HaOmoaercs penko. HeoOxonumo omnpeeneHrne cBOOOIHBIX JIETKUX 1ierneit Ig B
ceIBOpOTKe KpoBU (MeToA Freelite), uTo mo3BOJISET BHISBUTH UX YBEIUUYCHUE Y
2/3 GoJIbHBIX HEeceKpeTHpyIolel MuenoMoid. HaubomnpIive Tpy1HOCTH MOTYT
BO3HHUKHYTH IPU MpoBeieHnH TU(HEepeHIINATBHON TUarHOCTUKU MeX1y MM u
MOHOKJIOHAJIbHBIMHM FaMMaIiaTusiMM HESICHOTO T'eHe3a/HeonpeIeIeHHOrO
sHaueHust (MGUS). ['maBHbBIN TUarHOCTUYECKUN KpUTEPUN TOOPOKAaYECTBEHHOM
napanpoTeMHEMUU — HE MPOrPECCUpPOBAaHUE, COXPAHEHHE YCTOMYMBOTO YPOBHS
MOHOKJIOHAJILHOTO MPOTENHA B TEUEHHE JITTUTEIILHOTO BPEMEHHU, 0€3 pa3BUTHS
JOTIOTHUTENbHBIX CUMITOMOB. Jlnarnoctuyeckue kpurepun MGUS
npencrapieHsl B Tabnaune 5. Becem nanmmentam ¢ MGUS pexomenayercs
U3MEpEHNE ChIBOPOTOYHBIX CBOOOIHBIX JIETKUX Iieneil. B kauecTe
JTOTIOJIHUTENIBHOTO MCCIIEI0OBAHUS UCTIOIB3YETCSI METO MEUEHUS
IJIa3MaTUYECKUX KJIETOK TUMUIUHOM (Tpu MGUS unaekc Mmetku menee 1%),
METOJ IPOTOYHOU LIUTOMETPHUH, TO3BOJISIOIINI TPOBECTH
UMMYHO(EHOTUITUPOBAHUE TUIA3MATHYECKUX KIETOK KOCTHOTO Mo3ra. Ecin y
naueHTa oOHapyKuBaeTcs ypoBeHb M-nipotenna > 30 1/11 u/unu coneprkaHue
MJ1a3MaTUYECKUX KJIETOK B KOCTHOM Mo3re > 10%, To cieayeT IOMHUTh U O
acuMIToMaTu4ecko (Tieromeit) MM.

Tabmuna 5.
,iTHﬂ.?HﬂfHIHqE('KHE KPHMEIJ‘HH
NIZMOKTEMOYHBX PACCINIICHTE
PACCTPORCTBA KPUTEPMM

=

. CHIBOPOTOYHBIA MOHOKNOHANLHEIR NpoTerH < 3 rfan (30 r/n)

-
MOHOKAOHANEHBIE TAMManaTHH 2. ONyx0oNespix NNAZMATHYECKHX KNETOK B HOCTHOM Mo3re < 10%

HEOMNPEASNEHHOD 3HaYeHHA (MGUS) 3

(RONNCHI BbiTh TP KPHTEPHA) . OTCYTCTBME OpraHHbiX NOBpewaeHui (CRAB-CHHADOM: TMNepRaNbLHEMKHE,

AACHYHHLMA NOYEH, AHEMAR, HOCTHBIE ARCTPYKLMH HAK),
B cnydae Igh MGUS — HeT aHEMMH, KOHCTHTYLHOHANBHBIX CHMNTOMOB,
THNEPBAIKOCTH, NHMBAAEHONATHA MW TENATOCINEHOMEFAIMH)

=

. MoHOKNOHANBHBEIA NpOTEXH (126G WK lgA) = 30 r/n
Thewasn (ACHMITOMATUYECKAA) MUEN0ME 1/ MK ONYXONEBX NAAZMATUUECKHK KNETOK B HOCTHOM Mo3re = 10%
OnMHE BbITe 2 KpUTEPHA)

2. OTCYyTCTBME OpraHHbix nospemgeHuid (CRAB)
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Npodaymrewie mrdains

PACCTPORCTEBA HPHTEFHH
1. ODnyxOmseBex MAASMATHSECHHE KAETOH B KOCTHOM mosre = 10%

2 MpuetyTETEME B CHBAPOTHE WAK MO MOHOKNOHABHOND NPOTEdHE
[3 mCHnrcraEr e BOnbHBI € HECEMPETADYILER MMEA0MONH)

3. Dpravseds nospemaenan (CRAR)
o MANBARANELMEAHR . yPOBEHE KANBYMA B CRiBOpomee kpodi > 11.5 srfan
[ 2,75 raracnn/nj

- I'_': ““T;ﬂ:.;:ﬂnitu';m . IJ_:I,H_J.. HI'.LI.H.IJD;IEH: YPOBEHD HPEATHHRHA B CHIBOPOTHE KpoEH = I srfan
> mMmMoas'n
I monmib Gt TRM KpHTERHA) = AHERMAAC HOPMOXPOMHAR, ROPROLATAIR AR © BEARMMROR remoreoineg < 2 rfas
ﬁg;rj’nl] MEHBLE HHATHER §'BE ML HOPMbB KA BEarqand resornobema < 10 rfiga
rinl

» MoBpesasHan HOCTER: DHEM NRSHES, TABKENAR GCTE0MEH M,
ROMAPECEHOHHBIE Aepeiome (yToummetcn BPT wan KT)

.ﬂ.p;mz DHSATTOMES MAMS QBRSO TE, SMENOHG0E, S8CTaE BEHTepuansHese HHdekLnn
{= 3 ShiAson08 8 Téusmme 12 mec. )

1. MoroxAOHANBHBIA npoTens I [nesaicumo o paamepa b npoTews a)

2. = 10% Armdon naamoumon g HHGHNET RALME KOCTHOMD MOArS METKAMKA

WHPDTMEUHHHEMHH CILHTAMA, KOTOESE AMERIT MN.035MOLHT O GH YD FUAH HHEHMDWTMESEB* CO1o+

A EREHLABGERY W THASHE R imaaysogenoman (Cylg+ (Igh), CD3g+
E“;:-;:"'.;’mw;“' 02+, COT%a+, CO5+/-, CO10-, COZ3-)

3. Dpravve e NOSpemaeHAe |aneman, Tpomioyumanesan,
HOHCTATYLLMO HA AL MBS CHMITOME!, MANEQERR0CT b,
1 pch A 0 F HOMET AR WA NEMETOC UM HOWETANMA]

1. Comopomoured Igh MoHORAOHANBHBIA MpoTerE = 30 n
T wusa NBE A A DONASMOLHTONIHER KNETOR & 00CTHOM modre = 10%

{asa mpurepwn)

2. OTCYTCTEME ORraHHbIK MOEDE A EHH A

- BAOmGHn CONMTAPHAND G4ara B HOCTH
A MAMKDE THEHN C kB H AR ONYKONEELIX MUNEIMATH SO KAETOR

[y

2 HDPHH.I'II:MH HIAPTHHE ROLTHOMD MOEra B3 HAOHANBHE R MAASMATHSECHHE HABTOR

[

. HET M-NpoTEnsd B ChiBOPOTHE KPOEH M EH Mowe,

AT BEpeL A A O 1A RMY H O A S R
O TAPALAA NN AASLTEMN [HeBOAbGH M-HOMBOHERT MOMET HHOMNGE MPHCYTCTBOBATE|
4. OTCYTCTEHE HAMEHEHAR B KOCTAE CHREMETE A DR TOEH DU A S LR OM OO0 B0 ESHHH
M SAATH ATHO-PES OHAHEH OB TOMOrPadi |33 WMOKADEHBER O HO 000 M ARa
M CONATARPHGN M SAtuA TOME KOCTH ). TP SRETRAMELYNANDHOH MULESMOLHT DA
HET HAMSHEHARA B HOCTAE CRENETE, HO BCTE MAMKOTRAH 2R GNYR08
M3 KNOHAABHBIN MAASAITIAYSOKHE KNETOR

5. OTCYTCTEME ORraFFbi nospemaennn (CRAR)
1. BaamBme M e MOHD KBOHANBHBIE MAZSMMIETOMH HK PACCTRORCTE [006 wna A-THA)
2. Neprdepruscan HeRponaTHm
POEMS chmapam 3. Dyt 13 3 BONBUMHE NPMIHEKDE: CHABQOTHYEOKMAE HAMEHEHHA KOCTEH,
[4 kpuTepHn] Bonedre HACTAEMANS, BEICOKMA YHOSEHD CODYGHCTON 3HOOTEARAARHO T GARTORE POCTA

4. Qg 3 6 sBAnm NPMSHERDE: GRFAHOMETARNNS, GTEKA, 3HA0KPHHOMATHR
[CHNEn CApHEA QHAGET W MMNOTABEOMAMIM], THIHYMHESE ASMEHEHHA KOK,
OTER SpATENLAON HEpES, TRoMEOWMTOS, NONFYMTEMEN

VY GONBHBIX C TIICIONICH MUETTOMOU He BBIABIISIIOTCS Tpu3Haku CRAB-
cunapoma (tabi. 5). ConmurapHbIe MIa3MOIMTOMBI KOCTH SIBJISTFOTCS
penkumu onyxossimu (3—5% Bcex ciiyyaeB MIIa3MOKIETOYHBIX
Heoru1aszuii). /{lnarno3 KocTHOM (0ccaabHOM ) MIa3MOLIMTOMBI
YCTaHaBIIUBAIOT B TEX CIIy4asiX, KOT/Ia MJIa3MOIUTOMA UCXOIUT U3 KOCTH
0e3 mpu3HakoB 3a00seBanus, XapakTepHbix 1t MM. ConurapHbie
ouary JIOKaJu3ylTCS B OCHOBHOM B TTO3BOHKAX U JUTMHHBIX TPYOUATHIX
koctax. HabOmromarorest 6011 B MeCTax CKEJIETHOTO TTOBPEKICHUS.
Jlnarso3 COMMTapHOU IJIa3MOIIUTOMBI JOJKEH OBITh JOKa3aH
Mopdomnornyecku (OuoTCcHs MOpaKEeHHON KOCTH) (CM. Tabm. 5).
BonpHOMY HEOOX0IMMO MTPOBEEHUE BCETO KOMIUIEKCA UCCIIEIOBAHUI C
LETIBIO BBISIBJICHUS BO3MOXKHOM FeHEpaIn3aliy mpolecca
(pentrenorpadus kocteit ckenera, MPT, [I19T-KT). BaekocTHas
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(3KCTpaMenyIuIsipHas) IIa3MOILMTOMa — COJIMTapHasl MIa3MOLIMTOMA,
KOTOpasi UCXOJIUT U3 MATKUX TKaHel. B OOJbIIMHCTBE CilyyaeB
IJIa3MOLIMTOMA MATKHUX TKaHEH, MMPOTEKAIONIas C MMOPaKEHUEM BEPXHUX
JBIXaTEJIbHBIX IIyTEN U MOJIOCTU PTa, CYUTAETCS JTOKATN30BAaHHON
M1a3MOKJIETOUHOM nponudepanueil ¢ HUI3KUM pUCKOM TpaHC(hOopMaliu
B MM. Moryt nopaxarbcs kKeayA04YHO-KULIEYHBIN TPAKT, LICHTPaIbHAs
HEpBHAsI CUCTEMA, IUTOBUIHAS JKEJI€3a, MOJIOYHBIE JKEJIE3bI, SIMUKH.
JInarHo3 OCHOBBIBAETCS Ha BBISIBICHUH MOHOKJIOHAJIBHBIX
IIa3MAaTUYECKUX KIIETOK B OKCTPAMENYJUISIPHBIX O4arax U OTCYTCTBUM
naHHbIX 328 MM (cM. Ta6:. 5). [Tna3zmonuTomMa MOXKET ObITh JTOKATbHON
WIM METAaCcTa3upOBaTh B PErMOHAIbHBIEC IUM(PATUUECKUE Y3IIbI.
[TnasmoxseTounas neiikemus (T1a3MOKJIETOUHBIN JIEHKO3) COCTABIISIET
2—-5% cpeny Bcex TIa3MOKJIETOYHBIX Heoru1a3uil. Pasnuyator ase
(OpMBI TUIA3MOKJIETOYHOT O JIEWKO3a: NEPBUYHBIA U BTOPUYHBIH, KOT1a
JeUKeMU3alus HacTynaer rnpu nporpeccuposann MM. Jluarnos
IJ1a3MOKJIETOYHOM JIEMKEMUU HE BBI3BIBAET COMHEHHI B TOM CIIyYae,
€CJIM COJIepKaHNE LIUPKYJIUPYIOIINX MJIa3MaTUYECKUX KIETOK B KPOBU
6onee 20%, a abcomoTHOe HX KoarnuecTBo npesbimaet 2000 B 1 mm3 ¢
BbICOKOH aKkcmpeccueit CD56. HabmromaeTcss THIIEPIICHKOITUTO3,
aHeMusi, HeUTpo- U TpomOouuToneHus. [lepBuyHas miazMokIeToOuYHas
JefikeMHusl BCTpeyaeTcsi B 0ojiee MOJIOJIOM BO3pacTe, Yallle y JKEeHIIUH,
XapakTepusyeTcs O0JISIMU B KOCTSIX, ICUXUYECKUMU HAPYIIEHUSIMH,
KPOBOTEUYEHUSIMH, YBEIIMUCHUEM CEJIE3EHKH, IIEYEHU, HHOT1a
oOHapyxuBaeTcs TuMdaaeHOMATHs U HEOOJIBIIONH YpOBeHb M-
NPOTEUHA B CHIBOPOTKE KPOBU. Y 56% OOJIBHBIX BBIABISICTCS TTOYEYHAS
HEJ0CTATOYHOCTh. YacTo HAOMI0aeTCsl TUEPKATBIIMEMHS], PA3INYHbIC
YHCIIOBbIE XPOMOCOMHBIE abeppatuu. TpyTHOCTH MOTYT BOSHUKHYTh
npu auddepeHmanbHoN nrarnoctuke MM B MakpoTIo0yTMHEMUH
Banbnenctpema (MB). MB xapakrtepu3syercsi, C OJHON CTOPOHBI,
neiikeMuueckoi mponudeparueit cnenupuieckux TUMEGONTHBIX
9JIEMEHTOB B KOCTHOM MO3T€, CEJIe3€HKE, NEUYEHH, JIUM(PATHIECKIX
y3J1ax, ¢ Ipyrol — MPUCYTCTBUEM MOHOKJIOHAJIBHOrO IgM B ChIBOpOTKE
KpoBH (cM. Tabm. 5). B nuTonornveckux mpemnapaTtax KOCTHOTO MO3Tra
mpeo0IaIaroT KPYIHbBIE JUMQOIHUTHI C TUTA3MaTU3HPOBAHHON
LIUTOIUIa3MOM, B BAKYOJISIX KOTOPOM MOXHO BbIsIBUTH [ITHNK -
MO3UTUBHBIE OENKOBBIE BKIIOYEHUSI MOHOKJIOHANIbHOTO IgM.
NmMyHOpEHOTHTT XapaKTepU3yeTCs IKCTIpeccueil maH-B-kieTouHbix
aHTureHoB. KnmHuveckast kKapTUHa CKIIa/IbIBa€TCs U3
KOHCTUTYIIMOHAJIbHBIX MTPU3HAKOB, BKIIOUYAIOIINX CJIa00CTh WU
YCTJIOCTh OT AHEMHH, JIMXOPAJIKY, HOUHYIO MOTIUBOCTH WIH HOTEPIO
Maccol Tena. POEMS — anrnosizsiunas abOpeBuarypa, npeioKeHHast
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B 1980 r. P.A. Bardwick et al. nyist 0603HaueHust pekoro
MapaHeoIJIaCTUYECKOTr0 CUHAPOMA, XapaKTepU3YIOLIErocs
MOJIMHEUPOTIATUEHN, OPTaHOMETAJIMEN, SHIOKPUHOIIATUEH, BBISIBICHUEM
M-rpanueHTa B IpOTeMHOTPAaMME U KOKHBIMU W3MeHeHUsIMU. [lepBbie
Xa100bl OOJIbHBIX — CIA00CTh, MAPECTE3UH, 390KOCTh KOHEYHOCTEH.
Yacto oTMeuaeTcs: yBeIMUECHHUE NI€YEHH, CEIE3EHKU, TUM(PATUIECKUX
y3J10B. DHJIOKPUHONATUS HanboJiee 4acTo MPOSBIIIETCS B BUAE
TUIIOTOHAIM3Ma, MOTYT OTMEUYAThCs U APYTUE IHAOKPUHHBIC
paccTpoiicTBa — caxapHblid [uadeT u runotTupeonan3M. KoxHeie
CUMIITOMBI TIPEICTaBICHBI TeHEPAIM30BAHHOM MUTMEeHTaIuen 6e3
crenuPpuIecKuX M3MEHEHU Ha OMoNCUU. TUNMTUYHO BBISIBIICHUE JIETKUX
1enei I, ypoBeHb MOHOKJIOHAJILHOTO MapanpoTenHa 0OBIYHO HU3KUM
(;u6o 1gG, nmubo IgA). OcHoBHble KpuTepHuu A noctaHoBku POEMS-
cUHApoOMa mpenacTasieHbl B Tabmauie 5. [lockonbKy OOMBIIMHCTBO
OOJBHBIX — ATO JIUIA TTOKUIIOTO BO3PACTa, TO KaJI0Obl HAa OOJIM B CITUHE
YacTO TPAKTYIOTCS BpauaMH Kak IPOSIBJICHUS TOSICHUIHO-KPECTIIOBOTO
PaAMKYJIUTA, OCTEOXOHIPO3a C KOPEIIKOBBIMU CUHIPOMOM,
cnonaunonucresa. [lopaxkenne kocTeil ckenera HaOIIOJAETCs IPU
1esioM psifie 3aboneBanuii. ['unepmnapatupeos — 3aboseBaHue,
CBA3aHHOE C MMaTOJIOTMYECKON NPOAYKIHEN NapaTUPEOUTHOIO TOpMOHa
TUNEPIUIA3UPOBAHHBIMU WIIA OMTYXO0JIEBO-U3MEHEHHBIMU
OKOJIOIIMTOBUIHBIMH jkeJie3aMu. [lopaxkeHne KOCTHOW CUCTEMBI —
OJIMH U3 MOCTOSIHHBIX CUMIITOMOB runepnapatupeo3a. Ha no3naux
cTaausx 3a00eBaHUsl JOMUHUPYIOT AehOopMaIiusi CKeIeTa, YacThIe
NATOJIOTUYECKHUE TIEPEIOMBI. PEHTT€HOIOTHYECKHU BBISBIISIETCS
pacpOCTPaHEHHBIN OCTEONOPO3, XaPAKTEPUYIOIIUNCSI PABHOMEPHOU
3€pHUCTHOCTBIO, MEJIKOHO3APEBATHIM «MUJIUAPHBIM» PUCYHKOM.
[TaTOrHOMOHMYHBI 3MYJIUABI BEPXHEW U HUKHEW demtocTen. [1ouku B
MaTOJIOTUYECKUH MpoIlecc BoBIeKatoTcs Ooee, ueM y 60% O0IbHBIX
I'TIT, ogHako 4aiie 3T0 NOpaKeHNE MPOTEKAET B BUJIE MOYEKAMEHHOU
6one3nu. B otimmune ot MM nipu I'TIT nepeako Habmo1at0TCs SI3BBI
KEITyAKa WK IBeHAAIaTUIIEPCTHON Kutku. HpopMaTUBHBIM
METOJOM AUArHOCTHKU SABJISIETCSI ONIPEAEIICHUE B KPOBU YPOBHS
napatropMona, kotopsiii npu I'TIT Bcerna noseieH. OOHapyxeHue
yBenmaenHor COD HaBOAWT Bpaya HA MBICIb 00 OITyXOJH
HEYTOYHEHHOW JIOKAJIM3aIlNH, a BBISIBIICHUE B aHAJIM3€ MOYH Oelka —
Ha TIATOJIOTHUIO MOYEK (XPOHUYIECKOM TIIOMEPYIOHEPPHTE,
nuenonedpure), Beas K HEOOOCHOBAHHBIM JHArHOCTHYECKUM
npoieaypam. B Tom ciiyuae, eciau moXXuion NaiueHT OpeabsBisieT
a00bl HA 0O0JIM 3a TPYAUHOM, TO HEOOXOIUMO BBISICHEHUE XapaKTepa
00JIeBOr0 CUHAPOMA, aHaMHe3a 3a00JIeBaHMUsl, TIIATEIbHBIA OCMOTD,
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BKJTIOUAIOIINI ayCKyJIbTAIIUIO CEP/ILIa, ONPeIeTICHHE MyIbca 1
apTepUaTbHOTO TaBIICHUS, dJICKTpOKapauorpaduro. B mpakTuke padboThI
Bpavei-racTpOIHTEPOTIOTOB OOJN 33 TPYAUHON MPUXOTUTCS
nudepeHpoBaTh OT 00JEH, CBSI3aHHBIX C PA3IMUYHBIMU
3a00J1€BaHUSIMU MHIIEBOJIa, 0OCOOEHHO TacTpold3odarearbHON
pediroKcHON 00JIe3HHU.

MHoKeCTBEHHBIE TTOPAXKEHHUSI KOCTEH, COMPOBOKIAIOIINECS
M1a3MOKJIETOYHON MHPUIBTPALIMEH KOCTHOTO MO3Tra 1
napanpoTeMHEMHEH, BCTPEUat0TCsl TPU HEKOTOPBIX opMax paka B
clly4ae METAacTa3UpOBAHMS B KOCTH U KOCTHBINA MO3T. [liist MM
XapaKTEPHO BBISIBICHUE JINTUIECKUX 04aroB. Mexmay TeM, Harpumep,
IpU paKke MOJOYHOM >keJie3bl HabJI01at0TCsl cMenIaHHbIe (mix)
0CTE00JIACTUYECKUE U OCTEOJIUTUYECKUE METACTa3bl B KOCTSAX CKEJeTa, a
NpY paKe MpeACTaTeIbHOMN Kene3bl — ocTeobaacTudeckue. Paznmunbie
3a00JIeBaHUs TICYCHHU, B TOM YHCJIE, TeNaTOIEIUTIONSPHAs KapIIMHOMA C
METacTa3aMH B KOCTH, a TAK)KE XPOHUYECKUH TeIaTUT U IUPPO3
TICYEHH, COMTPOBOXKIAIOTCS JUCTIpOTenHEeMHUe. [11a3mMonTo3 KOCTHOTO
Mo3ra ooHapyx)uBaeTcst y 90% OOIbHBIX ¢ XPOHUYECKUMU
3a00JIeBaHUSIMU TIEYEHH, a KOJIMYECTBO IJIa3MaTHUYECKUX KIETOK
kosiebnetcst ot 2 10 9,6%. Takum o6pa3om, npu BepudUKaIu
nuarHoza MM, B niepByto ouepeib, clieyeT OpUEHTUPOBATHCS Ha
PE3YNbTAThl MyHKIIUU TPYAUHBI U/UITU OCTEOTUTHYECKUX e(EKTOB,
KOCTHBIX M MSITKOTKAaHHBIX OIyXO0J€i, TaHHbIE 3NIeKTpodopesa
CBIBOPOTKHU KPOBU W/WIJIM MOYH C PETUCTPAIIMEH MOHOKIIOHAIBHOTO
UMMyHOT100ynuHa, u npusHaku CRAB-cuHapoMa, 9To 1MO3BOISIET
UCKJTIOYUTH PSIJI CXOIHBIX 10 KIMHUYECKON KapTHUHE U 1aOOpaTOPHBIM
IpU3HaKaM 3a00JIeBaHUH.
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2.7. Jleuenue u kpumepuu oyenKu omeema

aghhexmusHocmu neveHus.

HeongnokpaTHble MONBITKYA BHIPA0OTATh KPUTEPUH OLICHKU OTBETA HA
MIPOTUBOMUEIIOMHYIO TEPAIIHUIO YaCTO CONMPOBOKAAINCH HEynadaMu. Tak
paspaborannbie CLMTF, SWOG, ECOG kputepuu He ObUIN NPUHATHI
OoJbIIMHCTBOM MeauinHcKoro coodmectBa. EBMT/IBMTR/ABMTR
OomyOJUKOBAIM KPUTEPUU OTBETA U MporpeccupoBanuss MM s
MAIMEHTOB, MOJYYUBIINX B KAU€CTBE JICYCOHOM OMIIMKU ayTOJOTHUHON
TpaHCIUIAaHTALUM TeMOIOATHYECKUX CTBOJIOBBIX KJIeTOK (ATT'CK). Ot
KpUTEpUH U3BECTHBI Kak kputepuu bisiina nnu EBMT. B 2006 r.
IMWG npencraBuiia yHUBEpCAIbHBIE KPUTEPUU OTBETA, OTIIMYHBIE OT
kputepueB EBMT, koTopbie ObUIA JOMOTHEHBI TaHHBIMUU3MEPEHUS
ypoBHel u cooTHoteHusa CJIL, kputepusiMu nporpeccuu Ajist
MaIMeHTOB C HEU3MEPsIeMOl 00JIe3HBI0, MOIU(PUKAIIUEHTTPOTpECHU
3aboneBanus (I13) nns manuenToB ¢ monHbIM oTBeTOM (I10), a Takke
KaTeropusiMu 04eHb xoporero yactuunoro orsera (OXYO) u crpororo
nosiHoro oreTa (CIIO). B aTuX KpuTepusix OTMEHEH 6-HeAeIbHbIN
UHTEPBAJ 1Sl TOATBEPKICHUS OTBETA U yAaJleHa KaTeropus
MuHuMasibHOro oTBeTa (MO). Kputepun orBeta IMWG gonoiaHuinu u
YTOYHWIH NMPOOIIEMBI, BO3SHUKAIOIIHNE MPHU UCIIOJIb30BAHUU KPUTEPUEB
EBMT wu aBisArOTCS Ha CETOHALIHUMN IEHb CTAHAAPTOM,
PEKOMEHI0BaHHBIM JJIsl IPUMEHEHUS B KIMHUYECKOUN MPAKTHUKE,
TEKYILIUX U NEPCIEKTUBHBIX KIMHUYECKUX uccieaoBanusax (KW).
Kpurepun nuarHocTuky, CTaANpPOBaHUs, CTpATU(DUKAIINY pUCKA U
OIICHKH OTBeTa pr MM mpeacTaBieHbl B TaOIHIlE 6.

Tabnuna 6 — Kpurepun 0TBETOB Ha JIeUEHHE MHOKECTBEHHON MUEIOMBI

(DurieB. Etal., 2006; KyleR., Rajkumars., 2008; PalumboA., 2014).

OTeeTH

Kputepun

[Monwsii oTeeT (110)

HeratueHelil peaynsTaT HMMYHODHKCAIHHE CRIBOPOTKH H MOYH, HC-
Ye3HOBEHHE TH00H MATKOTEAHHOHILTAZMOLHTOMEL, <3% nuaiMaTH-
yeckHx kneTok B KM, ¥ GoneHeX, ¥ KOTOpPRIX 3aloneBaHne H3MEPS-
nock Toasko ypoeHeM CJIL B cuieopotre, maa [10 tpebyerca Hop-
mansHoe cooTHomenue CIIL (0,26-1,65). Jna nogreepaienns 110
HEODXOIHMEL JBRA NOCNE0BATENEHLY HCCIEN0BAHMS

Crporuii nonxetii oreer (cl10)

[T0, kak onpeaeneHo BEIUE, K HOPMATsHOe cooTHomweHne CJIL]
M OTCYTCTEHE KIOHANBHBIX MIA3MaTHHECKHX KIETOK NMPH HMMYHOTH-
CTOXHMHHECKOM HCCAEA0BAHIH HIH TpH 2-4-1BeTHOI npoTo4HOi
uHToMeTpHH. Heolxoaumo ABa nocaeloBareNbHBIX HCCIEI0BaHHA
NabopaTopHLIX MApaMeTPoR

Humyuaodenoronmaseii 110

Crporuii 110, kak onpegeneHo Bellie, nuwoc orcyTeene B KM deno-
THIHYECKH afeppaHTHLIX MIa3MATHYECKHX KIeTOK | KIOHATBHEIX) ©
NpOAHATHIHPOBAHHEIME Kak MHHHMYM | Ml knetok KM npu
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VT ETHOAPAMETPHYECKOR NPOTOSHOE LHTOMeTpHH (4 LReTon)

Monexynapasii TTC [0, kak onpegeneHs BuIlE, MIKC HEMATHRHAA AMIelk-
cneuwhiuanan cnuronyvieneoragnas TTHP, ayscraMTelsHoCTs BRILIE
10°#

OeHe XOpOWHA 4acTHYHER OT- M-EOMOIOHEHT CRIBOPOTEA W MOYH OIPEIEAETC PRI MMMy HOGM k-

e (X0 CALMH, HO HE NPpH e Tpoiiopete, Wi yMedkbmenne M-gomnonesTa

ChIBOPOTEN H MoYH = 908 nmoe M-gpoumnonedT smoun < 100 s/ 24y,
YV NauHeHToR, ¥ KOTOPEIY 3afoeBaHie HIMEPAIOCE TONBKD YPORHEM
CIILI B cRBOPOTRE, B GONOMTHEHBE K kpHTepias OUNO rpelyerca
cHHmeHHe >3 B pAIHNLE MEeRIY VPORHAME BORIEYEHHBIX H HE
poanedeHHEX CJIL. Heobxoanmel JBa 0CIe0BaTelEHEN HOC e -
BAHHA

YacTHuHsliE oreet (UO) CHiseHHe chiBOpOTOYHOrD M-nporeina =50% w cHmsenne M-
OpOTEHHA B CTOWHOH move Ha =900 wmn mo = 2000 24y

Ecnm M-npoTenH B ChIBOPOTKE M MOYE HE Nopelenserca, Tpedyerca
CHMEeHHE Ha >=50% B paHHie MexTy YPORHAMHE BORTSYEHHEIX H He
popfedeHHEY CIIH emecTo kpurepres M-nporerna. Ecna M-
MpTEHH CRIBOPOTEH i Mo4H, a Takse CITL chiaopoThl He Onpege-
NAKTCA, HeoOXOAHMO YMeHbimenHe B KM miaiMaTHYeckis KNeToR
Ha =50%, npu yenoean, 910 B gedeore ux Geino =300 JomnonsHe-
TENEHO, &CAd B Jefiore OTMEYANHCE MATKOTEAHEE MIA3MMIHTOME,
HeEDORKOIHMO YMEHBIIEHHE HX paiuepa Ha =500

Heolxoqume qpa nocieiosaTelb BN Hechenomaiig. (rervreane
MPHIHAKGE ODPOrPpeccHpoBAHNA HIH HOBLIX KOCTHRIX MIOBPEHISHIH
npH pagsorpadiYec koM HocTe JoBaHHH

MusnsmansHusii oTaet (MO) - CHi#eHHE ROIHYSCTE ChiBOPOTOYHOTD M-npoTensa =25%, HO
TOMRED U pediiaed pedipak- =49% W cHMenne M-nporerHa B cyTodnoil Mowe Ha 50-89%. o~
reproid M MOMTHETENEHO, 2cIH B Je0r0Te OTMeYATHCE MATKOTEAHEE MIIASMOLIIH-

TOMEL, HEOONOIHMO YMEHBIIEHHE HX paasepa Ha 25-49%. Her yae-
NHYEHHA PEAMEPOB HAH EOIHYSCTEA NHTHYECKHY KOCTHRIN MOBPE-
OeHHA (PaIBHTHE KOMIPECCHOHHBIX MEPENIOMOE HE HCKTIHYAET OTHE-

Ta.
CraduinIaiug (He pexoMeHIy- He coorsercreyver kpurepuan gna [TO, OXYO0, Y, won nporpecci-
eTCH KAk HHAHKATOP OTBETA, ¢Ta- | poBaHis. OTCYTCTEHE NPHIHAKOR NPOrPEcCHPOBAHNA HIH HOBBIX
GHABHOCTE 3af0NeRaHHa TyYIe KOCTHRIX MOBPEHISHER MpH paguorpaHdecioos HoCIeToBaHHN.

BCETD ONHCEIBASTCA BpMEMEHEM Q0
M PeccHpOBAHNA )

Kateropua OXYO sBnaeTca Nnone3Hon AnAa oUeHKN rnybuHbl oTBeTa. 3T0
NO3BONAET BblAENUTb rPynny 601bHbIX, Y KOTOPbIX ZOKYMEHTUPOBAHO
ncyesHoseHme M-KomnoHeHTa npu M3P, Ho coxpaHsaeTca no3nTueHaa NP ms
rpynmnbl NALMEHTOB, Y KOTOPbIX A4OCTUIHYTa Anwb 50% peayKuma CbIBOPOTOYHOTO
M-npoTeunHa. Kateropus OXYO gonxHa 6biTb ncnonb3osaHa B KN ana 6onee
KOPPEKTHOIO CPaBHEHMSA PA3/IMYHbIX PEXMMOB Tepanuun. McchegoBaHma YpoOBHEN
C/1L, cbIBOPOTKM KPOBW Ype3BbIYaAMHO NOAE3HO NaUMeHTaM, Y KOTOPbIX
OTCYTCTBYET namepsieman 6onesHb, onpeaensiemas Kak yposeHb M-npoTenHa
CbIBOPOTKM KpoBu= 10r/n nnn MnpotemHa moum = 200 mr/244. NcxoaHbin
ypoBeHb HeBoBaeYeHHbIX C/1L, AonKeH bbiTb, Kak MUHUMYM 100 mr/n, npu 3Tom
AO/IKHO onpeaenATbcA aHOManbHoe cooTHoweHme CJ/IU,
NPe3eHTUPYAKNOHA/IbHbIN XapaKTep nusmeHeHun. [laHHOe nccnegoBaHne COCTouT
N3 2-X pasnnyHbIX getepmnHaHT. OaHa BbissaseT -C/1LL (HopmanbHbie 3HaYeHUA
3,3-19,4 mr/n), apyrasa -C/1L, (HopmanbHbie 3Ha4eHuA 5,7-26,3 mr/n). HopmanbHoe
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cooTHolleHue yposHelt / C/1L, coctasnsaet 0,26-1,65. Mpn COOTHOLLIEHNN MeHee
0,26 KOHCTATUpPYeTCs HanYne MOHOKNOHaNbHbIX - C/1L, npn 6onee 1,65 —
MOHOKNOHaNbHbIX -C/1L. N30TKN «BOBNEeYeHHbIX» C/1L, ABnaeTcs
MOHOK/IOHa/IbHbIM, B TO BpeMsA Kak nHow tun CJ/I1L, ABnaeTca «HEBOB/IEYEHHbIMY.
YposeHb CJIL, noBbiwaeTcs Npu CHUXKEHUN GYHKLMUN NOYEK N, COOTBETCTBEHHO, HE
ABNAETCA CBUAETENLCTBOM MOBbLIWEHUA UCTUHHOIO YPOBHA MOHOK/IOHA/IbH bIX
cnud.

TakTrka BeIeHUS TALUEHTOB MOJIOXKE 65 JIET U MOKUIBIX NAUEHTOB OTINYAETCS.
Jist neyeHus: «repBUYHBIX» NAIllUEHTOB MoJioxke 65 sier ¢ MM 6e3 cepbe3Hoit
COMYTCTBYIOLIEH MMaTOJIOTUH B IPOrpaMMYy JIEUEHUS BKIIIOYAIOT BBICOKOJI03HYIO
xumuotepanuto (BIAXT) ¢ tpancranTamnueit ayro-TI'CK. Ilanuentam crapie 65
JIET WM MOJIOJBIM JIMIAM C KIIMHUYECKU 3HAYMMbIMU CONYTCTBYIOIUMHU
3a00JIeBaHUSIMU CJIETyeT PeKOMEHI0BaTh KOMOMHAIIMKM Ha OCHOBE HOBBIX
nekapcTBeHHbIX npenaparos 0e3 srana B/[XT ¢ ayro-TI'CK. Ilpu Bbibope cxembl
UHAYKIIMOHHON Teparnuu HEOOXOAMMO TaKkKe YUYUTHIBATH COIMYTCTBYIOLIUE
3a0oseBaHus nanueHTa 1 ociaoxkuenuss MM. Tlpu HanuuuMy KIMHUYECKH 3HAUUMOU
KapAUaJIbHON MATOJIOTUH LIETECO00Pa3HO UCKITIOYUTh U3 Tepariui aHTPAIIUKIIUHBI.
JUis 1edeHus NaleHToB C IOYeYHOW HEJJ0OCTaTOYHOCThIO Tepanuen BpIoopa
ABIISIIOTCS OOPTE30MUOCOIEpPIKALIME PEXUMBI C BRICOKMMHU J]03aMH JIEKCAMETa30Ha.
IIpu HaMMUUK )KU3HEYTPOKAOIINX COCTOSHUM (KIIMHUYECKH 3HAYMMOE
KPOBOTEUYEHUE, HEKOMIIEHCUPOBAHHBIN CaxapHbIil TUa0eT TAKEIOT0 TEUEHUS)
IIPOTUBOOIIYX0JIEBAs TE€paIus POBOJUTCS Cpa3y I0CIIE KYIIUPOBAHUA YKa3aHHBIX
OCJIOXKHEHUH.

[TanuenTam ¢ BriepBbie quarHoctTupoBanHor MM — He kanaunaram Ha BJIXT ¢
ayToTI'CK — pekomeHayeTCs I€UeHUE OJJHOW U3 TPOTPAMM C BKIIFOUEHUEM
6oprezomuda — VMP unu VD B kauecTBe aJIbTepHATHBHOMN OTIMH, & TAK)XE TIPH
HAJIMYUU TPOTUBOIIOKA3aHUN K MPUMEHEHUIO O0PTe30MIOa pEKOMEHTYEeTCS
MIPOBEJICHUE TEpANTi KOMOMHAIIMSMHU C BKIIOYCHHEM JieHanuaomuaa. [lanrentam
crapie 65 JIeT ¢ BlepBbie JuarHoctTupoBanHoi MM — He kanauaatam Ha BJIXT c
ayto-TI'CK, koTopbIM HE MOTYT OBITh Ha3HAaYEHBI OOPTE30MHO U JICHATUIOMUI,
PEKOMEHIyeTCsl IPOBEJICHUE Tepauy KOMOWHAIMEH OeHa1aMyCTHHA |1
MPETHU30JI0HA.

[TannenTam crapiie 75 J€T ¢ HEyAOBIETBOPUTEIbHBIM (PU3UUECKUM COCTOSIHUEM,
TSKEJION COMYTCTBYIOIIEH MATOJIOTHEH PEKOMEHIYEeTC sl Teparusi KOMOUHAIEH
Mendaiana ¢ NpeIHU30JI0HOM.

[TanimeHntam ¢ Bnepsbie BeIsiBICHHOM MM B Bo3pacte 110 65 nert, a Takxe
nanueHTam 65—70 JeT ¢ XOpOoIINM COMAaTUYECKUM CTAaTyCOM 0€3 TSKEbIX
COMYTCTBYIOLIMX 3a00J€BaHUIN PEKOMEHYETCS MPOBEICHNUE BBICOKOI03HOM
KOHCOJIMalWH, BKIrovarmen | unum 2 tpancmiantanuu ayto-TI CK.
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[Tatimentam ¢ BnepBbie BIsiBICHHOM MM B Bo3pacte 110 65 JeT, a Takxke
nanueHTaM 65—70 JieT ¢ XOpOoIIUM COMaTHYECKUM CTaTyCOM 0€3 TAKEIbIX
COITYTCTBYIOILIUX 3a00JI€BaHU, KOTOPHIM IJIAHUPYETCS KOHCOJIUIALUS ayTO-
TI'CK, B xauecTBe MHAYKIIMOHHOM TEPANIMA PEKOMEHAYETCSI IPUMEHATH OJIUH U3
CIEAYIOIINX PEKUMOB TEPAIIHH !

* bopresomub/muknodochamun/aexcameraszon(VCD)
* Bopre3omub/nokcopyouiiun/nekcamerason (PAD)
* bopre3omub/nexcamerazon (VD).

[Tarimentam ¢ BOepBblie BhIsIBICHHON MM B Bo3pacte 10 65 JieT, a Takke
nanueHTam 65—70 JieT ¢ XOpOoLIUM COMaTHYECKUM CTaTyCOM 0e3 TAKEIbIX
COITYTCTBYIOILIMX 3a00JI€eBaHU, KOTOPHIM IJIaHupyeTcs Bbinosinenue ayto-TI'CK,
IIPY HEIOCTATOYHOM OTBETE Ha MHIYKLUHMOHHYIO TEPAIIUIO

6opTe3oMubCoIep KaUMU peXUMaMu (He TOCTUTHYTA o KpaiiHeit mepe YP
nociie 4—6 UKIOB) PEKOMEHAYETCS MPUMEHSITh 2-10 JIUHUIO TePANTUU OJIHUM U3
CIEAYIOLINX JCHAUTUIOMUICOAECPKALIUX PEKUMOB TEPAIIUH

o Jlenamumomua/nexcamerason(RD/Rd)

o Jlenanmunomua/6opresomutd/nexcamerason(VRD)

o Jlenanmunomua/nokcopyounun/aekcamerazon (RAD)

o Jlenanmunomua/mukinodochamun/nekcamerason (RCD)
o Jlenamunomun/mukaodochamun/mpeaauzonon(RCP) .

[TarimenTam ¢ BoepBbie BhIsiBICHHONH MM B Bo3pacte 110 65 JIeT, a Takke
narueHTam 65—70 et ¢ XOpoIIuM COMaTHYECKUM CTaTyCOM 0€3 TSKEIbIX
COITYTCTBYIOIIUX 3a00JI€BaHUI, KOTOPHIM IIJIAHUPYETCSI KOHCOJIUIAIUS ayTO-
TI'CK, B xauecTBe MHAYKIIMOHHON TEPANlMi HE PEKOMEHIYETCS] TPUMEHATH CXEMBbI
TEpanuu, BKIOYaronme MeiadanaH.

[TauuenTam c¢ BepBbie BeisiBIEHHOH MM B Bo3pacte 110 65 JeT, a Takke
narenTamM 65—70 J1eT ¢ XOpoIuM COMaTHYECKUM CTaTyCOM 0€3 TSKEIBIX
CONMyTCTBYIOIIUX 3a00seBanuil, qocturmum 1P uiu YP nocie nHayKImoHHoM
Tepanuu, pEKOMEHIyeTCsl BRIMOTHEHNE MoOmmm3aruu u coopa 'CK kpoBu mon
71a00paTOPHBIM KOHTPOJIEM KOJIMYECTBA CTBOJIOBBIX KPOBETBOPHBIX KIIETOK B
nepudepuuecKo KpoBU 1 apepe3HoM MPOAYKTE METOAOM IPOTOTHOM
LIUTOMETPUH JJ1s Tocaeayrouiero BoinoiaHenus ayto TT'CK .

[TanimeHnTam ¢ Bnepsbie BeIsiBICHHOM MM B Bo3pacte 110 65 JeT, a Takxke
nanueHTam 65—70 JeT ¢ XOpOoIINM COMAaTUYECKUM CTAaTyCOM 0€3 TSKEbIX
comyTcTBYIoIUX 3a001eBanuii, nocturmuM [1P win yactuunoit pemuccun (UP)

nocJje MHAYKIMOHHOM Tepanuu, B ciydae ycnemHoro coopa ['CK kpoBu
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pexomenayetcs BoinonHenue BAXT mendananoM u nocnemyrouei
Tpanciantauuu ayro-TT'CK.

Jlns manientoB ¢ MM, kotopbim Obuia BeinmoiaHeHa BJIXT u ayto-TI'CK, uepes
100 gueit mocne nposenenuss BJAXT u ayro-TI'CK pexomennyercs
MMMYHO(QEHOTUNHPOBaHUE OMosornueckoro Marepuania (mynkrara KM) mos
BBISIBJIEHUSI MAPKEPOB MUHUMAJIBHOM OCTaTOYHOU 00JIE3HU MPU reMo0IacTo3ax.

Jlns nanpentoB MM B Bo3pacte 110 65 ner, a Takxke nanuestam 65—70 jer ¢
XOPOIIUM COMAaTUYECKUM CTATyCOM 0€3 TSKEJBIX COMYTCTBYIOMIUX 3a00JIeBaHUN
nocue BeinoigHeHus B/IXT u ayro-TI'CK pexoMeHyeTcs MpoBeIeHHE
KOHCOJIUIUPYIOUIEH Tepanuu 1Jisl TOBBIIIEHHS Ka4eCTBA MPOTUBOOIYX0JIEBOTO
OTBETA, JOCTUTHYTOTO Ha MPEABIIYIIMX dTanax JieueHusi. B HacTosee BpeMs
PAIOM KPYIHBIX MHOTOIEHTPOBBIX UCCIEAOBAHUN MTOKa3aHO 3HAYCHUE

noAJAEP KUBAIOLIECH Tepanuu, Ha3HadaeMou nociie 1-it mim 2-it ayto-TI'CK. Ilpu
ATOM B Ka4€CTBE TEPANEBTUUECKUX MPENapaToB pacCMaTpuUBaIOTCs O0PTE30MHO B
no3e 1,3 Mr/m2 kaxxaelie 2 Hell. B TeUeHHUE 2 JIET UJIU J0 MPOTPECCUH U
neHamugomMu B 1o3e 10—15 mr/cyt B Teuenue 1—2 et uiu 10 Iporpeccumu.
HccnenoBatenbckue MEHTPHI MPEACTABISAIOT YOS IUTEIbHbBIE JaHHBIE TI0
yBenuueHuto nokaszareneit BbII, B/IT u OB.

J{ns maruentoB MM B Bo3pacte 70 65 Jet, a Takke nanueHnTam 65—70 et ¢
XOPOIIITMM COMAaTUYECKUM CTATYCOM 0€3 TSIKEIIBIX COIMYTCTBYIONIUX 3a00JICBaHUT,
OTBETUBIIIUX HA UHIYKIIMOHHYIO TEpParui0 O0OpTe30MHUOOM (JIOCTUTHYTA TIO
kpaiineit mepe UP mocne 4—6 nukiioB 6opTezoMubcoaepxkaIieit Tepanuu), mocie
BoinoTHeHust BJIXT, ognoi unu tanaeMuont ayto-TI'CK u koHConmuaupyomien
Tepamnuu (€CiIu OHa MPOBOJIMIIACH) PEKOMEHIYETCS TPOBEICHUE TTOCPKUBAIOIIEH
Tepanuu 6opTe3oMuOOM B 03¢ 1,3 Mr/mM2 kaxapie 2 Hel B TeUeHHUE 2 JIET UK J10
IIPOTPECCHH C LIEIIbIO TIOIABICHUS MPOTHQepaliii OCTATOYHOTO KIIOHA
OMYXOJICBBIX KJIICTOK W MPEAYNPEIKIACHUSI PEIUINBA 3200 ICBaHUS.

Jlns naurentoB MM B Bo3pacte 110 65 7neT, a Takxke nanuentam 65—70 net ¢
XOPOIITUM COMAaTHYECKUM CTATYCOM 0€3 TSIKEIIBIX COIMYTCTBYIOIINX 3a00JICBaH Hid
nocie BeinosineHus BJAXT, onnoit wiu tanaemuoi ayto-TI'CK u
KOHCOJIMIUPYIOIIEH Tepanuu (€CJIM OHa MPOBOUIIACH), PEKOMEHAYETCS
MIPOBECHUE MOAACPKUBAOIICH Teparuu JICHATHIOMIIOM B 03¢ 10—15 mr/cyT B
TedeHue 1—2 JIeT WK 10 IPOTPECCHH C IEIJIBIO TIOIaBICHUS MpoHdepanun
OCTaTOYHOTO KJIOHA OMYXOJIEBBIX KJIETOK U MPEAYIPEKACHUS PEIUINBA
3200JIeBaHUS .

PeunauBel npy MM Hensz0€XHO HACTYMAIOT y OOJBIIMHCTBA NalMEHTOB. BriOOp
MPOrpaMMBbl JICYEHUST PELUIUBOB 3aBUCUT OT 3P(HEKTUBHOCTH MPEIIIESCTBYIOMIECH
Teparuu, JJIUTEIbHOCTH PEMUCCUH, COCTOSIHUS U BO3pacTa MalMeHTa,
COMYTCTBYIOIIEH MAaTOJIOTUH U OCIIOKHEHU, COMTPOBOK/IABIINX TEPBOHAYAIBHYIO
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tepanuto. [Ipu no3nuux peunausax (coycts 12 mec. mociae OKOHYaHUs
MPEALIECTBYIOLIETO JEUYEHHS ) BO3MOKHO BO30OHOBJIEHHE NTEPBUYHON Tepanuu.
[Ipu panHux peunauBax u pegpakrepaoii MM HeoOxoauma cMeHa IPOrpaMMbl
JIEYEHUS C BKIIOUYEHHEM IIPENapaToB C APYTUM MEXaHU3MOM JEHCTBUS.
[ToBTropHyto BJIXT c ayroTI'CK mipu peruause 1esiecooopa3zHo IpOBOIUTh
TOJIBKO B T€X ClIy4asX, koraa pemuccus nocie neppo BJAXT nmponomxkanacs 2—3
roja.

Jnsa marmenToB MM ¢ UMMYHOXHMUYECKUM PELUAMBOM WM ITporpeccue MM,
KOTJJa OTMEYAeTCsl MEJIEHHOE HapacTaHNUE YPOBHsI MOHOKJIOHAJIBHOTO OeJIKa MpU
OTCYTCTBMU KIIMHUYECKUX CUMIITOMOB, PEKOMEHAYETCS BbIKUAATEIbHAS TAKTUKA
110 TIOSIBJICHUS IIOKA3aHUN K POTUBOPELMINBHOMN TEPAIIUHU.

[MaimenTam ¢ peruauBoM MM, KOTOpBIE paHbIIEe OJTYYaTd TEPAMUIO
WHTUOUTOpPAMH MIPOTEACOM M JICHATUIOMUJIOM, U Y KOTOPBIX HAOIIOaTI0Ch
mporpeccupoBaHue 3a00JIeBaHUs Ha (POHE MPEAIICCTBYIOIICH Tepanuu, B KAYeCTBE
OJIHOW M3 BO3MOYKHBIX OIIIUH PEKOMEHIYETCS Teparusi C BKIIFOUCHUEM B CXEMY
JICYSHMS TOMaJINIOMHIA U JeKcaMeTa30Ha.

[Tarimentam ¢ MM, ocnoskHEHHON MUETOMHOM HedponaTueld peKOMEeHIyeTCs
pOBeIEHNE MTPOTUBOOITYXOJIEBOM Tepanuu, BKIIIOYaroIie 0opre3oMuo.

[Taruentam ¢ MM, nosry4daroniuM SMETOT€HHYIO Tepanuio, peKOMEHAYeTCs
npo(UIAKTHKA TOUTHOTHI U PBOTHI B COOTBETCTBUU C CYIIECTBYIOUUMU
npOQUIEHBIMU PEKOMEHAAIMSIMHU.

Bcem nmanmenram ¢ MM Ha Bcex dTarnax Tepanuu 3a00JIeBaHuUs, a TAKKe T0CIIe
3aBEPIICHUS JEKAPCTBEHHOTO JICYEHUSI PEKOMEHAYETCSI KOMITJIEKCHAs
peabuIuTaIuL.

WccnenoBanusi, mpoBeCHHBIC B MOCIEIHUE TO/bI, TOKA3aln 00Jiee BHICOKYIO

s hexTuBHOCTH NpH peruauBax MM KoMOMHAIIHI U3 TPEeX MPenapaTos,
BKJIFOYABIIINX JICHATUIOMHU]L C IEKCAMETA30HOM U MHTHOUTOPHI MTPOTEACOM HOBOTO
nokosieaus kappmmomud (ASPIRE), ukcazomu6 (TOURMALINE-MM1) unu
MOHOKJIOHaTbHBIE anTuTeNa 3110Ty3ymMad (ELOQUENT-2), B cpaBHeHuu ¢
KOMOUWHaIMen JeHanuaoMuaa u nekcamertazona. B uccnenosanuu ENDEAVOR
KoMOMHaIMs KappuiazoMuda ¢ IeKcaMeTa30HOM IIPOJIEMOHCTpUpoOBaja 0oiee
BBICOKYIO 3 (DEKTUBHOCTH 110 CPABHEHUIO ¢ OOPTE30MHOOM B COUETAHUH C
JeKcaMeTa30HOM. BO3MOXKHO, «TPUILIETHI JICHAIHIOMH/IA C IEKCAMETa30HOM U
HOBBIMH TIpernapaTamu (KappuiazoMuOoM, HKCa30MUOOM, dJI0Ty3yMaOboM) OymyT
BHEJIPEHBI B KIIMHUYECKYIO MPAKTUKY U YACTUYHO 3aMEHSAT KOMOWHAIMIO
JICHATUOMUA C JleKcaMeTa3oHoM. Y 0onbHBIX MM, pedpakTepHoil k
O0opTe30MHUOY U JICHATTUIOMUY, TOKa3aHa 3P(HEKTUBHOCTD
MMMYHOMOTYJIMPYIOIIETO MpenapaTa TPeThero NoKOJICHHsI TOMaIuA0MUa B
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COUYETAaHUU C JIEKCaMETa30HOM M MOHOKJIOHAJIbHBIM aHTUTEJIOM JapaTyMyMaOoM B
MOHOpEeXUME. ITU KOMOMHAIIMU MOTYT OBITh UCIIOJIb30BaHbl y 001bHBIX MM c
IBOIHON pedpakTepHOCTHIO. Pe3ynbTaThl HEJABHO OMYyOJIMKOBAaHHBIX
uccaenoBanniit CASTOR u POLLUX neMOHCTpUPYIOT BBICOKYIO 3()(PEKTUBHOCTD
KOMOUMHaIUK gaparymymada ¢ TpaAUILIMOHHBIMU METOIaMH JICUEHUS
(6opTe3zoMHrOOM U JIEKCaMETa30HOM, a TaKXKe JICHATUIOMHUIOM U JEKCAMETa30HOM)
B [IEpBOM penuBe. Bo3amoxxHo, koMOMHaMu AapatymyMmada ¢ JeHAIUIOMUI0M
U JI€KCaMETa30HOM WM 00pTe30MHOOM U AEKCAaMETa30HOM OYAYT UCIOJIb30BAHBI
Ha OoJiee paHHUX 3Tanax 6oje3Hu. TakuM 00pa3oM, BHEAPEHHUE B KIMHUYECKYIO
NPaKTUKY HOBBIX TAPTE€THBIX MPENapaToB: HHTMOUTOPOB MPOTEACOM
(kaphunzomuod, MKcazoMuod), IUMMYHOMOYJIUPYIOIIETO Mpernaparta
(moManuIoMKT), MOHOKJIOHATBHBIX aHTUTEN (JlapaTymyma0, 3JI0Ty3ymad) —
YIAYUIINAT PE3yJIbTAThI JIEUeHUs1 OOJIbHBIX C peuuauBaMu U peppaktepHoid MM.
VYuutsiBast BBICOKYIO 3 PEeKTUBHOCTh KOMOMHAIIMI MOHOKIOHAJIbHBIX aHTUTET C
TPaIUIIMOHHBIMHY TIPETIapaTaMy B JUTHTEIbHBIA TPOTHBOOITYXOJIEBBIN 3P (HEKT, 1o
BCE BEPOSITHOCTH, UCIIOJIb30BAaHUE MOHOKJIOHATBHBIX aHTUTEN MOXKET U3MEHUTD
cTpareruto jgeueHuss MM.
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3.Bwi60o0wi.

Hosgeiiimme noctukeHuss MOJIEKYJIpHOM OMONIOrUU, MEAUIIMHCKON T€HETUKH U
(apmMaKoIOruy NO3BOJIAIOT IO-HOBOMY MOJONTH K ONTUMHU3ALUN JUATHOCTUKH U
JICYECHHS] MHOKECTBEHHON MUEJIOMBI — TSKEIION 3JI0KaYECTBEHHOU
OHKOI'€MaTOJIOTMYECKOM MTaTOJIOTMU, KOTOpas I0Ka OCTAETCS HEU3JIECUYUMOM.
Hazpena He00X0UMOCTh aKTUBHOT'O BHEIPEHUS B KIIMHUYECKYIO MPAKTUKY HOBBIX
IrOPUTMOB JTUATrHOCTUKH 3a00JI€BaHUs, BKIIOYAsi HAYYHO OOOCHOBaHHYIO
CTpaTu(UKaALMIO PUCKA HA OCHOBE aKTyaJIbHBIX MEXIYHAPOIHBIX CTAHAAPTOB.
Pa3paboTka HOBBIX, AU(HEPEHIUPOBAHHBIX MOJXO00B K JICUECHUIO
MHOKE€CTBEHHOW MHUEJIOMBI Ha Pa3HbIX Tanax TeyeHus 3a001eBaHus JOJKHA ObITh
HaIpaBJIeHa Ha JOCTH)KEHHUE ONTUMAIBHOr0 Oajlanca Mex1y 3 EeKTUBHOCTHIO U
0€30MacHOCThIO JICYEHUS U AOJATOCPOUYHBIN KOHTPOIb Oosie3Hu. CoBpeMeHHOE,
6onee TiIy0OKOE MOHMMAaHKE MATOreHe3a U MPOTHO3a MHOYKECTBEHHOM MHUEIIOMBI,
AKTUBHOE U PallMOHAIIBHOE UCIIOJIb30BAHUE BCEr0 TEPANIEBTUYECKOTO apceHasia
MO3BOJISIET KapIMHAJILHO YIYYIIUTh PE3YJIbTaThl HAOIIOICHUS U JICUCHUS
NAIMEHTOB C IaHHBIM 3a00JIEBaHUEM YyKe B OJMbKaiiiel mepcreKTuBe.
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