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Multiple myeloma (pathogenesis,
clinical features, diagnosis,
differential diagnosis). Part |

S.S. Bessmeltsev
ABSTRACT

Multiple myeloma (MM) is a malignancy characterized by
bone marrow infiltration with plasma cell and extensive skel-
etal bone destruction resulting in bone pain and fractures.
This review presents typical laboratory findings and clinical
presentation of multiple myeloma. Multiple myeloma is
definite when the following hallmarks are present: = 10% of
clonal plasma cells in the bone marrow, M protein in serum
or urine (except nonsecretory myeloma), hypercalcemia,
renal insufficiency, anemia, or osteolytic lesions in skeletal
bones. Monoclonal (M) proteins are detected using serum
protein electrophoresis and immunofixation. In addition,
urine protein electrophoresis and immunofixation or a
serum free light-chain assay are essential. The International
Staging System classifies MM patients into three groups of
risk — standard, intermediate, or high — depending on the
B2-microglobulin and albumin serum levels. The presence of
any one of the following indicates high-risk myeloma: a 13q
deletion or hypodiploidy on metaphase cytogenetic studies,
a 17p deletion, immunoglobulin heavy-chain translocations
t(4;14) or t(14;16), or a plasma cell labeling index = 3%.
This review presents laboratory findings and clinical
manifestations of monoclonal gammopathy of undetermined
significance, asymptomatic myeloma (‘smouldering my-
eloma’), nonsecretory myeloma, solitary bone plasmacy-
toma, extramedullary plasmacytoma, plasma cell leukemia,
Waldenstrom’s macroglobulinemia, amyloidosis, and other
diseases.

Keywords: multiple myeloma, monoclonal gammopathy of
undetermined significance, asymptomatic myeloma,
M protein, clonal plasma cells.
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C.C. Beccmenvyes
PE®EPAT

MHoxecTBeHHasa mmuenoma (MM) — onyxoneBoe 3aboneBaHne, xapakTepu-
3yloLLeecs MHUIbTpaumern KOCTHOro Mosra nriasMaTn4eckuMmn Kretkamm
M O6LLUMPHBIM NOPaXXeHeM KOCTEN CKereTa, YTO COnpoBOoXaaeTcsa 60Mbio U
nepenomamm Kocten. B 063ope npefcrasneHbl n1adopaTopHble NPU3Haky 1
KITMHWYeCcKue CUMNTOMBI, XapaktepHble ansg MM. [lnarHo3 MM He Bbi3biBaeT
COMHEHUI NpY 06HAPY>XeHUU B KOCTHOM Mo3re 10% un 6onee KnoHanbHbIX
nnasmMarmyecknx Knetok, M-npotenHa B CbIBOPOTKE MiN Mo4e (KpoMe Hece-
KpPEeTUPYIOLLEN MUENOMbI), FMnepKanbLuMeMun, NoYeYHOM HELOCTaTOYHOCTY,
aHeMun Uy o4aroB Nn3nca B KOCTAX ckeneTa. [nd BbigsneHns M-npoTterHa
MCMONb3YT 3MEKTPOGOPE3 ChbIBOPOTOUHBLIX GEKOB U UMMYHODUKCaLMIO.
Kpome Toro, Heo6XoAMMbl 3NeKTpodopes U MMMYHOUKCALMA MOYEBbIX
6enkoB unun onpeperneHne CBOOOAHbLIX NIErKMX Lernein MMMYHOrI06yIIMHOB.
MexgyHapogHas cuctemMa CTagupoBaHWs B 3aBUCUMOCTM OT YPOBHA [2-
MUKpPOrnobynnHa 1 ansbymMmHa B CbIBOPOTKE nogpaspenseT 605bHbIX MM
Ha Tpu rpynnbl pUcka: CTaH4apTHOr o, MPOMEXYTOYHOIO U BbICOKOro. AHan13
XPOMOCOMHbIX HapyLLEHW NO3BONSeT 6onee HagexHo cTpaTndurumposars
60MbHbIX Ha rpynnbl pucka. YctaHosneHo, 4to del(13), t(4;14) nnn t(14;16),
del(17p), runogmMnnonamsa n MHOEKC METKM Mia3MaTnyeckux Krnetok 3% u
6onee cyLecTBeHHO yxyaLaroT nporHo3 MM.
B 0630pe npencraBneHbl nabopaTtopHbie NMPU3HAKN U KIMHUYECKUE CUMI-
TOMbl MOHOKJI0H@MbHOW ramMmanaTm HeSICHOrO reHe3a/HeonpeaeneHHoro
3Ha4YeHUs, aCMMMTOMaTU4EeCKON MUEeNIOMbI (TNetoLLE MUENOMbI), HECEKpe-
TUPYIOLLIEW MWENOMbI, CONMUTAPHOM Ma3MoLMTOMbI KOCTWU, SKCTpamenyrn-
JNIAPHOM NNasMoLUTOMBI, NIA3MOKIETOYHOro JIerko3a, MaKporiooynnHe-
Muu BanbgeHcTpema, amunongosa v gpyrmx 3a6onesaHui.

KntoyeBble cnosa:
MHOXeCTBEHHass MMenoma, MOHOKOHamNbHbIE ramManaTim HEsCHOro re-
Hesa, acMMmnTomarmyeckas mvenoma, M-nNpoTenH, KrnoHanbHble nnasma-
TUYECKME KNETKMW.

BBEAEHNE

MHuoxecTBeHHasi muejoma (MM) —
ornyxoJsieBoe 3a6oJieBaHHE, XapaKTepH-
3ytolleecsi HEKOHTPOJMPYEMOH TMPOJIH-

MM cocrasasiet 1 % CpeJii BCex OH-
KoJIOrHuecKuX 3a6osieBannii u 10—13 %
CpeId  TeMaTOJIOTHUECKHX — OIMyXoJieH.
Ha MM npuxonutesi 2 % JleTalbHbIX
MCXOJIOB TIPU  BCEX 3JI0KAUECTBEHHBIX

(hepalueil KJIOHAIbHBIX [J1a3MaTHYECKUX
KJIETOK, KOTOpasi 00yCJIOBJIeHa XPOMO-
COMHBIMH HapyLICHUSIMK W NaTOJIOTHEN
CTPOMaILHOrO MUKPOOKpY2KeHHs1. 3a60-
JIEBAHHE TAKXKE XapaKTepH3yeTcsl MpHu-
CYTCTBHEM MOHOKJIOHAJILHOTO 6eJiKa B
KPOBH H/WJTH MOYe.

omyxoJisiX. 3aboJieBaHHe BCTpPEUAETCs]
BO BCeX CTpaHax MHpa y JIo[el BCex pac.
B sanannbix crpanax u CI1IA 3a6osieBa-
emoctb MM cocraiisier 5— 10 coyuaen
na 100 000 uenoBek B roa. Hanpumep,

B MTanuu e:keroHo BbISIBJSIETCST OKOJIO
4000 HoBbIxX ciyuaeB MM, a B CIITA —
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20 000. CmeptHocTh cocraraisiet 4,1 cayuast na 100 000 na-
ceJieHust B rofl. 3a60J1eBaeMOCTh SIMOHLIEB U KHTAKLIEB 3HAUH -
tesibHO HEpKe — 1 Ha 100 000 nacesienusi. 3a60/1eBa€MOCTD
MM B Poccuu cocrasaisier 1,7 cayuasi Ha 100 000 nacesenust.
Exxeromgno 3a6osieBaetr okosio 2000 4esioBEK M CTOJBKO KE
ymupaer[1, 2].

MM — OGoJesub mnoxumnoro Bospacra. Menuana
Boapacta npumepHo 70 JeT; ToabKo y 37 % GONbHBIX KO
BpeMeHH JIMarHOCTHKH 3a60JieBaHtsl BO3pACT MeHee 65 JieT.
B Bospacte 65—74 siet 3a6osieBaet 26 % uesoBek, B BO3-
pacte 75 set u crapuwe — 37 %. IlaunenTsl B Bozpacte
80 siet Gosetor B 10 pas uaiie 50-saetHux. Joss Jaui MoJio-
e 40 ner ne npesbimaer 2—3 %, a mosoxke 30 et —
0,3 %. Myxuunbl Goselor uamie (okono 60 %), uem
JKeHIIMHbI. Exxeroinasi pacripocrpaneHnocts MM y Jimil B
Bo3pacre 65—74 siet okosio 31 cayuasi Ha 100 000 yesoBex,
a B Bo3pacte 75 JieT W crtapuie — jo 46 cayuaes [1, 2].
B nocaenytonem uncso noxuabix 60bHbIX MM, BeposiTHO,
OyJIeT BO3pacTaTh, UTO CBSI3aHO C yJyullleHHeM NoKasarteJse
BbDKHBAEMOCTH 32 CUET UCI0JIb30BAHUSI HOBbIX MIPernapaToB
¥ TpaHCIJIAHTALIMK TeMOMO3ITHUECKHUX CTBOJIOBBIX KJIETOK,
a TaKkxkKe C yBeJMUYEHHEM MPOJO/LKUTENLHOCTH YKH3HH Ha-
CeJIEHHS TIJIaHEeThI B LIEJIOM.

NATOTEHE3

MM Bo3HHKaeT Ha ypOBHE CAMBIX PAHHHUX TPEeIIIeCTBEH-
HUKOB B-JIMM(OLUTOB, a8 MOHOKJIOHAJBHBIE ITyJl MOTOMKOB
MePBUYHO  TPAHC(OPMUPOBAHHON  KJIETKH  COXpaHsieT
Croco6HOCTb K TU(depeHIIHPOBKe 10 KOHEUHOro ITana —
ruiagMaTuyeckux Kiaetok. [lo Mepe cospeBaHusi KJeTKH
YTPAUUBAIOT [UTOIIA3MATHYECKHE MMMYHOTJIOOYJIHHBI, Ofi-
HAKO UMMYHOTJIOOYJIMHBI TIOSIBJISIIOTCS] HA MX TOBEPXHOCTHOM
MemOpaHe. B KoHeuHOM HTOre 3TH KJIETKH MpeBpallaioTcs
B TIOJIHOCTbIO 3peJible TJIa3MaTHYeCKHe KJETKH, KOTOpble
TEpSIIOT MOBEPXHOCTHbIE UMMYHOIJIOOYJIMHBI, HO B TO K€
BpeMsl CIIOCOGHBI CEKPETHPOBATL HMMYHOTJIOGYJIMHBI COOT-
BETCTBYIOILIETO KJiacca B MeXKKJeTouHyio cpemy. [Ipouecc
nuddepeHIHPoBKH B-K/IeTOK Mpe/liecTBeHHUL, B 3peJible
KJIETKH XapaKTepPU3yeTCs, B YACTHOCTH, CEPUSIMH [TEPECTPOEK
CEerMEeHTOB IeHOB MMMYHOTJIOOYJIMHOB, a TakKe MpHodpeTe-
HHEM U IMOTepell MOBEPXHOCTHBIX MAPKEPOB B 3aBHCHMOCTH
OT TOCJIEN0BATENLHOCTH 3TANOB JU(depeHIUpoBKU [3, 4].
3peJible MJ1a3MaTHUECKHe KJIETKH TepsitoT B-KieTouHble
anturenbl W npuobpetaior anturen CD38. Teubl, koampy-
IOLIMEe CHHTE3 TSKEJIbIX H JIEMKUX LieTell HMMYHOTJIOOYJIMHOB,
JIOKQJIM30BaHbI B XpoMocoMax 14 (st TsKeJIbIX Lereit) u 2,
22 (7151 IETKUX Liened k£, A COOTBETCTBEHHO).

OnyxosieBble KjeTkd 1py MM obusanaior onpejenen-
HBIMH 3aKOHOMEPHOCTSIMH pocTa. BaxHasi 0Cc0OeHHOCTb
9TOro 3aboJsieBaHKsl B TOM, YTO GOJIBIIMHCTBO MHEJOMHbIX
KJIETOK B KOCTHOM MO3Te HAaXOIUTCsl BHE KJIETOUHOTO IUKJIA
(basa G). Ha cragun knumnuyeckux nposiBjeHuii 10/t
OIYXOJIEBBIX KJIETOK, HAXOISILIUXCS B KJIETOUHOM IHKJIE
(S-thasa), cocrapasier Menee 3 %. Ha panuux cragusx 3a60-
JIeBaHUsI POCT OIyXOJIM HOCHT KCIIOHEHLHAILHbIN XapaKTep
¢ 2—3-7HeBHBIM TlepuojoM yaBoehusi. [lpu nmoctrxennu
OIyXOJIbIO PasMepa, MPH KOTOPOM OHA MOXKeT ObIThb Pacros-
HaHa KJIMHAYECKH (KOJIMYECTBO OIMYXOJIEBLIX KJIETOK OKOJIO
10'2/m2 nosepxHocTH Tesa, Macca okosio 1 kr/m?), ppakius
pacTyLIMX KJETOK CHIXKaeTcsi. POCT OIyXosieBbIX KJIETOK
MPAKTHYECKH TOJHOCTLIO 3aMeUIsSieTCsl U MPHOJIKAETCs K
HyJIEBOH OTMETKe TIPH Macce OMyXoJH 0KoJio 5 % oT Macchl
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tena. OfHAKO Takasi oryxoJieBasi Macca HECOBMECTHMA C
JKU3HBIO. POCT 0ryXoJi MOXKET OCTaHOBHUTbCS (OMyX0Jib J10-
CTHraeT MJaTo) MpH MeHbLIEH OMyXoJeBoil Macce. B Takux
ciydyasix HaOJIIOlAeTCsl OTHOCHTEJIBHO CIOKOKHOE, 0GoJiee
JUiiTeIbHOEe TeueHue 3abosieBanus [2].

Heo6xonumbiM - yejioBueM  passutusi MM aBJsitoTes
PELUITPOKHbIE a/re3UBHbIE B3aUMOACHCTBHS MHEJOMHbIX
KJIETOK C KOMIIOHEHTaMH KOCTHOMO3TOBOIO T'EMOIMOITH-
YeCKOro MHUKPOOKPYXKEHHsl, KOTOPOE CJIY?KHT HCTOYHHKOM
(haKTOpOB pOCTa U LUMUTOKMHOB, 00ECTEUUBAIOLIUX YCJIOBUS
JUISl TIPEUTOYTHTENILHOIO  POCTa  OIMYyXOJEBbIX KJETOK, HX
BbDKMBaHUSA, AuddepeHUMalny, MUrpaldd W 3alldThl OT
CTMOHTAHHOTO WJIM HHIyLMPOBAHHOTO XHMHOTEparnuei 6o
JPYrHMH NPUYHHAMH amnonTo3a. B MHEJOMHBIX KJleTKax H
KJIETKaX CTPOMbI (PYHKUHOHHPYET MHOXKECTBO CHIHAJbHbBIX
CHCTEM, KOTOPbIE 3aIyCKAlOTCSl B3aUMOJICHCTBHEM (haKTOPOB
pocTa W LIMTOKMHOB CO CBOUMH PELENTOPAMH, a TAKXKe aKTH-
BalMel MOJIEKYJ KJAETOYHOH aire3nu. CHUrHa/bHble KacKajibl
BKJIIOYAIOT 3HAYHUTEJbHOE KOJMYECTBO MPOTEUMHKMHA3, B
T. Y. CEPUHTPEOHHUH- U THPO3UHKHMHA3, TPAHCKPUILIMOHHbIE
(haKTOPbI, @ TAKXKE MHOKECTBO APYTHX CHTHAJBHBIX MOJIEKYJI
0esiKoBOH npupoibl. CHrHaJbHblE TYTH HayHHAIOTCH C
AKTUBALMK PELENTOPOB W 3aKaHYUBAIOTCS TPAHCKPHII-
LMel TapreTHbIX IeHOB, KOAMPYIOLIUX COOTBETCTBYIOLLME
OeJIK1, HanpuMep, UMKAUH D, UHMK/JIHH3aBHCHMble KMHA3b,
antuanonrotuueckue Oeskud v ap. s MM xapakrepHbl
NPOSIBJICHUST  CBEPXaKTUBALMKU MPOJU(EPATUBHBIX aHTH-
arnonTOTHYECKUX CHUTHAJbHBIX cHcTeM. KpuTHYeCKUMH yisi
MM CTaHOBATCS KOHCTHTYTHBHO aKTHBHbIE KMHA3bl: P13-K/
AKT (chocaTuaunmnosnton-3-KuHasza/npoTenHkuHasa B),
MAPK  (MHTOreH-aKTHBMpYyeMble MpOTeHHKHHA3bl; RAS/
RAF/MEK/ERK), JAK/STAT3 (SInyc-kunasa/nepeaaruux
CHTHaJla W aKTMBATOP TPAHCKPUILUMU 3-TO THIMA) W TpPaHC-
kpunuronnble dakropsl NF-kB u STAT3, kotopbie pery-
JIUPYIOT TPAHCKPHUIILMIO T€HOB, OTBETCTBEHHbIX 32 alre3uio,
PEeryJsiLHio KJIECTOYHOrO LMKA, JEKAPCTBEHHYIO PE3UCTEHT-
HOCTb W Jipyrue ¢yHKuuu [2, 5]. MuesoMHble KJIETKH 3KC-
MPECCHPYIOT HA CBOEH MOBEPXHOCTH MHOXKECTBO MOJIEKYJI,
KOTOpble 00J/1a/1al0T aAre3uBHbIMU CBOHCTBaMHU. MueHtudu-
Kauusi mosiekyat aareauu [CAM-1 (CD54)u H-CAM (CD44)
Ha MJ1a3MaTHYECKUX KJETKaX YesJOBeKa CTaja HayajoM Jyis
MCCJICIOBAHUI B 3TOM HarpaBjeHHH. Dbt oOGHapyxKeHbl
u japyrue anturensl, Hanpumep N-CAM (CD56) u LFA-3
(CD58), KoTopble cTajii MPU3HAKAMH, MOATBEPKIAIOIIHMH
3J1I0KaUECTBEHHbI} XapaKTep NasMaTHYeCKUX KIeToK [6].

OpHOl M3 XapaKTepHbIX 0COGEHHOCTEH MHEJOMHbBIX
KJIETOK CUMTAETCsl BBICOKAsl 3IKCIPECcCHs CHHAeKaHa- |
(CD138) na nnasmatnueckoit mem6pane. baaronapsi crio-
COOHOCTH CBfI3bIBATb M MOJYJIMPOBATh aKTHBHOCTb MHOTHX
9(EKTOPHBIX MOJIEKYJ, TAKHX KaK O€JIKH BHEKJETOUHOTO
MaTpHKca, TrernapaHcydibdar-3aBUCHUMble TeMOMO3ITHUECKHE
(hakTOpbl pocTa W LMTOKMHbBI, CHHAEKaH-1 crocoOcTByeT
pocTy, BbDKMBAHHIO M JAMCCEMHHALMM HEOMJIACTHYECKHUX
kaetok. CunaekaH-1 BMecTe ¢ HHTErpUMHAMHM YCHJHBAET
alre3uio MHEJIOMHBIX KJIETOK K CTPOME KOCTHOIO MO3ra M
NPUHUMAET y4acTHe B MX B3aUMOJECHCTBHUSAX C TFeMOIMOITH-
YeCKMM MHUKPOOKPYXKEHUEM. DTOT MPOTEOrJIMKaH JeHCTBYeT
Ha KJETOYHOH MOBEPXHOCTH, HO Oyayud COPOLUEHHBIM C
nJiaaMaTHYeCKoi MeMOpaHbl MoJ AeHCTBHEM NPOTEHHA3, OH
NPOHUKAET B MHKPOOKPY:KEHHE KOCTHOTO MO3Ta M 3aTeM B
nepudepuueckyio KpoBb [7]. [Ipennosnaraercsi, uto cambiii
BaXKHbI BKJIaJ cuHleKaHa- 1 B passutie MM sakitouaercsi
B CTUMYJISILMH aHTHOTeHe3a, KOTOPbIH HeoOX0UM /i1 poCcTa

KINHIYIECKAS OHKOTEMATOJIOTHS



Natorexe3, kNMHMKa U auarnoctuka MM

1 MeTacTtazupoBanus omnyxosu. K rpynmne renapancysbdar-
3aBUCUMbIX (DaKTOpPOB pocTa OTHOCATCs akTop pocta
cdubpobaacros 2-ro tuna (FGF-2) [8], suporesnanbHbii
takrop pocra cocynoB (VEGF) [9], dakrop pocra rena-
touuroB (HGF) [10] u cBsasbiBaolme renapancysibhar
snujiepmagibible akropel pocra (EGF), xoropbie umerot
peLenTopbl ¢ TUPO3UHKUHA3HON akTuBHOCTBIO [11]. VEGE,
NPOyLUPYEMbIH CTPOMAJLHBIMH U MHEJIOMHBIMH KJIETKAMH,
CYMTAETCH KPUTHUYECKUM aKTHBATOPOM aHIMOreHe3a; Kpome
TOrO, OH CMOCOOCTBYET POCTY, BbIKHBAHMIO W MHUIPALUU
MHEJNOMHBIX KaeToK. CuHaekaH-1, cOpolleHHbli ¢ nia3ma-
THUECKOH MeMOpaHbl B MUKPOOKPYXKEHHE KOCTHOIO MO3ra,
0o0pa3yeT KOMILIEKC ¢ 3TUM akTtopoM pocra. [laHHbIi
KOMIIJIEKC, YKPEMUBIIUCH B CTPOME KOCTHOTO MO3ra, BO3-
JICHCTBYET HAa PELENTOPbl ¢ TUPO3SHHKUHA3HOH aKTHBHOCTbIO
Ha SHI0TEJIHAJBbHBIX KJIETKAX, CIOCOOCTBYS POCTY MOCJEAHUX
1 BOBJIeUEHHUIO B HeoaHruorenes [12].

BbikHBaHHE MHEJOMHBIX KJIETOK YBEJMUHUBAETCS MPH
JIEUCTBUU POCTOBLIX (akTopoB (uHTepJseiikuHOB: KJI-6,
WJ1-10, WJI-18, WJI-4, UJI-5, NJI-12, UJI-17; dakropa
Hekpo3a omnyxojeil — ®PHO-a), cekperupyeMbix KJeT-
KaMH CTPOMbI, a 3aTeM M OMyxoJeBbIMH KjaeTKamu. MJI-6
aktupupyer nyth JAK2/STAT3 B MHEJOMHBLIX KJIETKax,
npuBojst K runepakenpeccuu Bel-XL u unru6uun CD95,
4TO, B CBOIO OUEPE/lb, BEAET K aire3uH KJeTKa-KJIeTKa HJH
KJI€TKA-BHEKJIETOYHbI MATPUKC M PEryJUpyeT BbLKHUBaeE-
MOCTb OOJIBLIMHCTBA OMYXOJeBbIX KJaeToK. Ornpeessemoe
MHTErpUHAMU B3aUMOJEHCTBHE C BHEKJIECTOUHBIM MATPUKCOM
(bMOpOHEKTHHOM) JeJaeT KAeTKH GoJsiee yCTOHUMBBIMM K
unaykropam anonrtosa [13, 14]. CemeiicTBo HHTErpHHOB —
IJIaBHBIA  KJIacC  PeUenTopoB, MOCPEICTBOM  KOTOPbIX
KJIETKH B3aUMOICHCTBYIOT C KOMIIOHEHTAMH BHEKJIETOUHOTO
MaTpuKca. ANresusi MUEJOMHBIX KJIETOK K (PUOPOHEKTHHY
OCYLLeCTBJISIETCS MOCPEACTBOM HHTerpuHoB a,fB, v a,f,,
kotopbie Gokupytor CD95 (Fas) u unayumpytoT anontos,
peryaupyemblit kinetounbiM FLIP-L. Kietku, cuensentsie ¢
(hMOPOHEKTHHOM, CTAHOBSATCSI OTHOCHTEJILHO PE3UCTEHTHBIMU
K CD95-uHaynpoBaHHoil KJI€TOUHOH rHOe/IH M0 CPAaBHEHHIO
C KJIETKAMH, HAXOJSIIUMHUCS B cycrieHsuu [ 15].

Crenuduueckue depmentol cemerictea Ku, ydactBy-
towde B penapauud JHK, Takke BHocAT cBoll BkJaa B
passutie MM. Mzyuena skcnpeccust U gyHkuust npy MM
Ku-nporeunos, B uactHoctu retepomumepoB Ku86 u Ku70.
HopmasnbHast skcnpeceuss u dynxkuuss Ku B omyxosieBbx
KJ1eTKax 0oJbHbIX MM MpensiTcTBYIOT PA3BUTHIO XHMHO-
pe3ucTeHTHOCTH. Bbickasano npeanogoxenue, uyto Ku
nepeMeliaeTes Ha MeMOpaHy MUEJIOMHbIX KIETOK, BbI3bIBAET
aktuBauuto CD40, npukpensisieTcss K CTPOMe KOCTHOTO
Mo3ra nytem aaresuu ¢ gpubporekruHoM. Takas cBsisb BesieT
K aronTto3dy W yBeJUYHBACT UYBCTBUTEJBbHOCTb OIyXOJIEBbIX
KJIETOK K XUMHOJydeBOl Tepanuu [ 16, 17].

Baxnasi poJsib B Mexanuame opmupoBanusi MM oTBo-
JIUTCS POTeacoMe, MPUCYTCTBYIOLLEH BO BCEX KJETKAX H pac-
LIEMNJISIIOULEeH pa3iMyHble THIbI GEJKOB, MHOTHE U3 KOTOPbIX
SIBJISIIOTCS PETYIATOPHBIMH, KOHTPOJIUPYIOLIMMH KJIE€TOUYHbIH
uukia. Ilporeacoma BbI3bIBAET MPOTEOJIU3 3IHIOTE€HHOIO
uHruouropa sinepHoro dakropa kannaB (NF-kB) — I«B.
Pacuiennenue IkB aktuBupyetr NF-kB, koTopblii yeuaubaer
sKenpeccuio aare3uBHbix MoJekyn (ICAM-1, VCAM-1),
UTO TPUBOJAUT K HAPYLIEHHIO MEKKJETOYHBbIX B3aHMOJE -
CTBHH M YBEJIMUUBAET CEKPELHIO CTPOMAJIbHBIMU KJIE€TKAMU
POCTOBbBIX M AHTHAMONTOTHUECKUX LIUTOKMHOB — KJIIOY€BbIX
tdaxropoB auruorenesa VEGF u FGF-2. [lutokunbl MoxkHO
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KJaaccupuurpoBath Kak uHayuupytoume (MJ1-6, UJI-16,
®HO-a, UJI-3, NJI-10) u unrubupytouue (MJI-2, NJ1-4)
npoJudepauuio OnyxoaeBblX KJIETOK, a TakkKe yCHJUBA-
IoLMEe WK CHUXKAIOLLME dKerpeccuto pelentopoB MJI-6 na
noBepxHocTu KjaeTok [ 18, 19]. MuejoMHble KJIETKH HECyT
TaKXkKe PeUenTopbl il TAKMX TOTEHIHAJbHBIX LIHTOKMHOB,
kak WJI-11, onkocratuH-M, JeHKO3UHTHOUPYIOLIUH
(hakTop,  T'PAHYJOLUTAPHBIH  KOJOHHECTHMYJHUPYIOLLHH
thakTop, akTop CTBOJIOBBLIX KJeTOK, uHTepdepon-a [20].
Anrtuanonroruueckoe neiicteue NF-xB nposiBisiercsi uepes
yBesnuuenne sKcenpeccun Bel-2 u XIAP (X-cBsizaHHbii
MHTHOUTOP anonTos3a) M MnojaBJeHHe MPoarnonTOTHUECKUX

moJiekys1 BAX.
MM  xapakTepusyercsi  BbIPAXKEHHOH  TFeHOMHOMH
FeTePOreHHOCTbIO, OOYCJIOBJEHHOH CJI0XKHOH KOMOHHA-

LMEH YHUCIEHHBIX M CTPYKTYPHBIX M3MEHEHHH XPOMOCOM,
KOTOpblE UIPalOT KJIOYEBYIO POJib B OHKOreHe3de, MPUBOJS
K H3MEHEHHWIO CTPYKTYypbl M (YHKUMH T€HOB-MHIICHEH,
reHHOMY JMcOaiaHCy U, KaK CJeACTBHE, K HApyLIEHHIO pe-
TYJISLHY KJETOYHOTO LUMKAA U AUPPepeHUHPOBKH, THOCIH
W murpauyn kiaetok [21, 22]. JlaHHble KapuoJorHuecKux
MCC/IeI0BaHHi CBHAETEbCTBYIOT O XPOMOCOMHOH HecTa-
OuabHOCTH NpH MM, nposiB/asiolLeNcs KOJMYeCTBEHHbIMU
1 CTPYKTYPHBIMH U3MEHEHUSIMU U HAPYLIEHUEM IKCITPECCHU
renos (1a6u. 1). ¥ 30—50 % Gosbubix MM onpeaensiorest
HapylLEeHHsl KAPUOTHIA, YACTOTA U CTENEHb KOTOPbIX KOppe-
JIUPYET CO cTaauel 3abosieBaHus, POrHO30M H OTBETOM Ha
Tepanuio. [Ipu Hecese10BaHUH ONyX0JIEBbIX MJ1a3MaTHUECKUX
KJIETOK C TOMOLLbIO (JIIOOPECLEHTHON TMOPHIANH3ALIHU ir
situ (FISH) u npoTouHoil IMTOMETPHUH LIUTOreHETHUECKHE
noJIoMKH oOHapyxHBaiotest 6osiee ueM y 90 % GosbHbIX
MM [23, 24].

XpoMOCOMHbIE  TPAHCJOKALUMH TPEACTABJSAIOT CcoOO0H
IJIaBHBI MEXaHH3M AaKTHUBALMH [POTOOHKOreHOB. AHasua
copepxkanus saeproil JJHK ¢ nmomouibio npoTouHol LUTO-
METPHH MO3BOJIHJ BbIABUTL aHeyniouanio y 80 % 60/bHbIX
MM; Haubosee uyacTto BCTpeyasach TUIEPAUTIIONINS
(> 46 xpoMocoM) U MeHee YeM y 1/4 6OJIbHBIX — THIOIHU-
rtonsust (< 46 xpomocom). ['lpu runepaumnsioniHom Habope
xpomocoM y 60JbHbIX MM nporuos 6osiee 61aronpUsiTHbIN.
[unepaunionnusi He sBJASETCS HE3aBUCHMBIM  (DaKTOPOM

Tabnuua 1. PesynbtaTbl KAPMONOrMHYECKMX UCCNEfoBaHMNNI
Npv MHOXECTBEHHOWN Muenome [23, 24]

XpOMOCOMHbIE HapyLLeHus Yacrtota, % BoBneyeHHbIe reHbl

[unepaunnonans 50-60 HeT aaHHbIX
Tonogunnongus 20 HeT faHHbIX
lMcesgoannnonaus 15 HeT faHHbIX
del(17p) 8-11 p53

t(4;14) 15 FGFR3, MMSET
t(11;14) 20 Lnknuna D1
t(14;16) 3 c-maf

t(14;20) 1 maf-b

t(6p25 unn 6p21;14) 1 IRF-4 nnn CCND3
1(8;14) 5 c-myc

t(9;14) <1 PAX-5

del(13) nnu (13q) 50 HeT faHHbIX
HenaBHo MAEHTU(NLUMPOBAHHBIE U3MEHEHUSA

10+ 35 HeT faHHbIX
1p- 30 HeT aaHHbIX
50+ 50 HeT maHHbIX
12p— 10 HeT maHHbIx
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C.C. beccmenbues

NPOrHO3a, HO y Takux GOJbHBLIX pexke BcTpevatorest del(13),
t(4;14) u del(17p) [25]. Tlotepst KopoTKOro TMJIEUa XPOMO-
combl 17 [del(17p)] onucana npumepno y 10 % 60./1bHbIX
MM Ha pannux cragusix. OpHaKo rnpu peuuauBax 3aboJe-
BaHUSl WJM TIOSABJCHHM IKCTPAMEyJUISPHBIX 04aroB YHCJIO
6OJIbHBIX C 3TOH MyTauuell Bozpacraert. [lesielinsi BoBjaeKaer
6O0JIbLLYIO YACTb KOPOTKOTO IJ1eua XpoMOCcoMbl 17 ¢ notepeit
reHoB. HauGosiee BaxKHbIE reH B 3TOM perdoHe pb3. My-
Talust pH3 CBUAETENLCTBYET O HeGJIAroNpPUsITHOM MPOrHO3e,
arpeccuBHOM TeueHun MM nin TpaHcopMaldu B OCTPbIH
Jiefiko3 [25].

XapakTepHbIM XPOMOCOMHBIM MPU3HAKOM OOJIbLIMHCTBA
B-kisetounbix Heonsasuil, B T. 4. MM, c/y:kKUT HapyuieHue
JIOKyca TEHOB TsKeJbIX Lerneil ummyHors00yauHos (IgH)
Ha xpomocoMme 14, pexke BCTpeyaloTcsl HapylLIEHHSI T€HOB
JIETKUX 1enei (A Ha xpomocoMe 22 W K Ha XpoMocome 2).
Yacto JoKycamu-napTHepamu Jyisi TPAHCJIOKALMH CJyxKaT
crenytolide: 6p25, 4pl6, 6p21, 11q13, 16q23. Tpanc-
qokauust t(11;14)(ql3;q32) ¢ BoBJjieueHueM reHa MKJIMHA
D1 BuisiBasiercst y 15—20 % Goabhbix MM [26]. R. Fonseca
1 coaBrT. [27], ucnosbays meton FISH, uccienosanu B3au-
MOCBSI3b MEXK/ly aHEYTJIOUAMEH U TpaHcaokauurei reno [gH
y 6osibHbIX MM. AHOMAJILHBIH KapUOTHIT U TPaHCJIOKALHs
renos IgH 6blin o6napyxkenbl y 89 u 39 % GosbHBIX CO-
otBetcTBeHHO. OK0J10 88 % GOJNBHBIX C TUTOAUIIOHIHEN
u 90 % — c Tterpansonaneit umean IgH-Tpancaokaumio.
[Ipu 3TOM oOmnpese/sIMCh TPAHCJOKALMK C BOBJEYEHHUEM
xpomocoMHbIx paionoB 11ql3, 4pl6 u 16g23. B obsactu
11q13 paspbiB npoucxoaut Ha yuactke 6ogee 330 kb 6unike
K LleHTpoMepe M0 OTHOLIEHHIO K reny LukanHa D1. Mexny
TeM HOpMaJibHble B-K/eTKu sKcrnpeccupyloT UHKAWH D2 u
uukauH D3. B pesysbrare TpaHc/aoKaluMu MPOUCXOIUT CO-
BMelleHHe reHa uukiauHa D1 ¢ cuiibHbIM HXaHCepoM (ycH-
JIUTEJIEM ) HA XpoMocoMe 14, 4To W MPUBOAUT K HAPYLIEHHIO
9KCIPECCHM 3TOro reHa. PaspblB B 00J1aCTH XPOMOCOMbI
6p21 nabmionaetcs y 5% 6G0JbHBLIX B 06JaCTH pa3MepoM
60 kb 6sike K LleHTpOMeEpe, YeM reH 1uKarHa D3 1 csizan
C runepskcrpeccuedt storo rexa [28, 29]. Muenowmubie
kiaeTku ¢ t(11;14)umeror HU3KHUI MposindepaTUBHBIA HHIEKC
1 MOP(OJOrHUECKH XapaKTEePU3YIOTCS KaK MEJIKHE 3peJible
nJiaaMaTHyecKue Wid  JUMQOINIa3MOLUTOUIHBIE  KJIETKH,
skenpeccupyiome CD20. Y 10—15 % GoJbHbIX BHIsABIS-
ercst Tpancsiokaus t(4;14)(pl6;932), uto akTUBUPYET IKC-
Npeccuio reHa pelenrtopa 3-ro Tuna gakropa pocra puépo-
6nacroB (FGFR3). Tlo pesysbratam wuccienoBanust M.
Santra u coast. [30], y 18 % Gosbhbix MM npu nepBuuHoi
JIMarHocTuke oOHapy:KMBaercsi TpaHcyokauus t(4;14),
npuueM y 32 % u3 Hux peructpupyercs sxkcnpeccuss FGFR3
1 MMSET, uto B KOHEUHOM HTOTe BeJIeT K 0Opa3oBaHHIO
IGH/MMSET-tpanckpunta. IGH/MMSET o6HapysxeH
Gonee yem B 80 % KJIOHAbHBIX M/1a3MAaTHUECKHX KJETOK,
NpHU 3TOM TUTIHYHA noTepst oaHoi Konun FGFR3.

PaspbiBbl B XpoMocoMme 4 MPOUCXOASAT B TeJOMEPHOH
obJjactu. B Jsiokyce reHOB Tskesof Lend MUMMYHOIJ00Y-
JIMHOB Pa3pbiBbl PETHCTPUPYIOTCS B 06JIACTH MEPEK/IOUEHHS
KJIACCOB MMMYyHOrJI00yinHOB. PaspbiBbl B 4p16 Habuoza-
torest Ha yuactke 50—100 kb uentpomepree rena FGFR3,
NPUBOJISI K €r0 accolMaliuk ¢ 3'-3HXaHcepom (yCHJUTENEM )
Ha xpomocome 14. [en FGFR3 koaupyet oiuH u3 yeTbipex
BbICOKOA((MUHHBIX THPOSUHKHHA3HBIX PELLENTOPOB (haKTopa
pocta ¢ubpobJacTOB, UTO MNPEONpeaesseT ero poJb B
naroreneze MM [31]. Tpaucnokauus t(14;16)(q32;q23)
o6napy:xupaercst y 5—10 % 6Gosbnbix MM [32]. O6nacthb
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pa3pbiBoB pacroJjiaraetcst Ha ydactke 550—1350 kb, Ho
60JILIIMHCTBO U3 HUX onpejessiercs BHYyTpu 800 kb nntpona
rena okeupopeaykrazsl WWOX/FOR [33].

C-maf — romousior kjerouHoro rena v-maf. B sumdo-
WIHBIX KJeTKax c-mal siBasercss gpakTopoM TPaHCKPUILMK
TH2, koTopblit KonTpoaupyet skcnpeccuio MJ1-4. Myranus
reHa c-maf npuBoaUT K Tomy, uTo npu MM yBesnunBaeTcs
KOJIMUECTBO KJIETOK C TpaHc/okalueil 16923 u ymenbliuaetcs
KOJIMUECTBO JIPYyruX KjeTouHbix JiuHuid. C nomotubio FISH-
aHaJsin3a OblJI0 0Ka3aHo, uTo reH c-myc caut (fused) ¢ jioky-
camu IgH, 1 Takue xpoMocomMHble HapyLIEHUS ONPEAESIOTCS
B OMYyXOJIEBBIX KJIE€TKAX Ha Beex craausix pasputus [28]. Cie-
JlyeT OTMETHTb, 4T0 y 88 % MNalMeHTOB C MOHOKJIOHANLHOI
rammanatueii uy 45 % GOJIbHBIX ¢ BIEpBble JAHATHOCTHPO-
BaHHOH MM HMeloTCsl CXO/IHbIE KOMIIEKCHbIE aHOMAJIMH Ka-
puoTHna, BKoyatolue L-myc Ha xpomocome 1p36, N-myc
Ha 2p23 wiu c-myc Ha 8q24 [34].

Jeneuust XxpoMocoMmbl 13 WM yacTh ee UIMHHOTO MJieya
onpegessiercss y 38—54 % 6osbHbIXx MM, a ucrnosb3oBaHue
30HJI0B, OXBATbIBAIOLIUX BClO 06JacTb 13q, Mo3BoJisieT Bbisi-
suth ee y 90 % naumentos. Han6osee yacto o6HapyKUBaKOT
JleJIeLUH JYIMHHOTO T171e4a XpOMOCOMbI 13 WM 2Ke ee noJiHoe
orcytersue del(13)[35, 36]. YeraHoBJsieHO, UTO JIe/ICLHsT XPO-
MOCOMbI 13 sBJsieTcst HeOMAronpUATHBIM (PaKTOPOM TPOr-
HO3a. ¥ Takux OOJIbHBIX Yallle pa3BUBAETCS JIeKAPCTBEHHAS
YCTOHYHMBOCThL OMyXoJieBbiX kjaeToK. Tpancioxauus t(14;20)
(q32;q12) sapeructpuposana y 1—2 % nepBHUHbIX GOJLHBIX
MM. B kysibrype MmuesoMHBIX K1eTOK pa3pbiB B t(14;20)
Ha0J1101aJ1csl BHYTPH UHTPOHA reHa-ycuiauTeds Jjokyca [gH.
Ha xpomocome 20 ToueuHblii pa3pblB 0OHApyXKeH BHYTPH
reHa, BO6sin3n onkoreHa mafB Ha yuactke 1100 kb. Tunep-
skenpeccust mafB Bbisiiena B 14 % MUEJIOMHBIX KIETOK B
KyJsType [37].

BropuuHble nepecTporiku xpomMocoM npu MM Bkto4aioT
aHOMaJIud XpoMocoMbl 1p (nestetn) u 1q (ammdukarms)
[38]. Xpomocomubiit aucHananc npu MM nposiBisieTcsi B
TOM, YTO B KAapUOTHMMNAX OMYyXOJEBbIX KJETOK 4acTO OTCYT-
CTBYIOT parioHbl xpomocoM 1p, 64, 8p, 13q, 14q, 16q, 17p u
22q. Hanporus, nosiBjieHue 10NOJHUTENbHBIX KOTHH Xapak-
TepHO Jyist pailoHoB Xpomocom 1q, 6p, 12q u 17q, a B cayuae
runepaunonaHoil MM takxke paiioHos bq, 9q, 11q, 15q u
19q [39]. YcraHoBnena GuoJsiornueckast poJib U MPOrHOCTH-
yecKoe 3HaueHHe U3MEHEHHUH IMHHOTO T1J1e4a XpOMOCOMbI 1.
ITO UUTOTEHETHUECKOE OTKJIOHEHHE BBISIBJSAETCS MPUMEPHO
y 1/3 60JbHBIX MM. Bosjieuenne paiiona xpomocombl 121
Wi runepakenpeccusi rena CKS1B, pacnosoxentoro na
9TOM ydacTKe, CBsI3aHbl C MJIOXUM nporuo3om [40].

Myraupn onkoreHoB N- u K-ras B/iusiloT Ha 1mporxos
MM u B 3aBUCHMOCTH OT CTauM 3aboJieBaHUs ONpejess-
otest y 40 % GOJIbHBIX MPH MepPBHYHON JTMArHOCTHKE M Y
49% — B cramuu peuuausa [41]. O6uapykena 3aBucH-
MocTb Mexay K-ras u maccoli onyxoJsieBbIX KJI€TOK, MyTalldei
IeHOB, a TAKXKE BbIXKMBAEMOCTbIO GOJIbHBIX. ¥ npeobianaio-
uiero GoJiblIMHCTBA GosibHBIX MM peructpupyercsi 6e/10K
p16/INK4a. D10t 6e/10K — HeraTUBHBIi PeryasTop KJaeTou-
HOTO 11MKJa, JeficTBysi coBMecTHO ¢ CDK4 u CDKG6, unrutu-
pyet nporpeccuio onyxosu B G -thase kinetounoro uukia. On
MHAKTHBUPYET pas/iHuHble THIbI OMyX0JeBbIX KaeToK. Muak-
THBaUMsl P16 myTeM NPOMOTOPHOIO METHJMPOBAHHSI MOXKET
NPOUCXOUTH (110 KpailHell Mepe, B GOJIbLIIMHCTBE KJIETOK)
Ha paHHMX 3Tanax 0oJe3Hu. Mexiy Tem nosuHee, npu npo-
rpeccupoBaHuM 3aboJsieBaHusi, OHA MOXKET Croco6CTBOBAThH
9KCTPaMeyJUISIPHON ucceMuHanuu [42].

KINHIYIECKAS OHKOTEMATOJIOTHS



Natorexe3, kNMHMKa U auarnoctuka MM

Takum 06pa3om, BO3HUKHOBeHHUE U pazgBuTHe MM — 310
CJIOXKHBIH TIpouecc, 00yCJIOBJIEHHbI COYeTaHHbIM BO3JEH-
CTBHEM MHOr0OOpA3HbIX BHELIHWX M BHYTPEHHHX (aKTOPOB.
B ocHoBe 3/10Ka4eCTBEHHOr0 POCTa JICKUT HECTAOUJIbHOCTD
reHoma onyxoJid. [TocaenoBaresbHOCTb CydalHbIX FeHeTH-
yecKMX COOBITHH B OIMyXOJIEBbIX KJETKaX MPUBOAUT K Hapy-
LIeHHUI0 npoueccoB AuddepeHUHPOBKH KIETOK U UX OECKOH-
TPOJILHOMY JICIEHHIO BCJEACTBHE GJIOKUPOBAHUS AronTo3a,
4TO, B CBOIO OYepelb, OOYCJOBJAMBAECT MPOTrpPecCHpoBaHUE
onyxoJieBoro npotuecca. [ Iponndepauys KaoHaAbHBIX KJIETOK
UHIYLUUPYETCs MyTeM aKTHUBALMH T'EHOB OHKOMPOTEHHOB
¥, HA0OOPOT, MHAKTUBALMH TEHOB-CYNPECCOPOB OIyXOJIH.
B peryasuud 1npoleccoB anonTtosa KJAETOK MPUHUMAET
yyactue OOJblIOE YHCJAO arONTOTHYECKUX W aHTHAMONTOTH-
yeckuX O€JIKOB, COOTHOLICHHE KOTOPBIX MPELONpeessieT,
OyIeT KJICTKA KUTb UM OTHOHET.

KIIMHUYECKUE NMPOABJIEHNA N ANATHOCTUKA

MM ot/iHyaeTcsi OT BCeX 0CTaIbHbIX 3a60JIeBAHUE CHCTEMBI
KPOBH 0OWJIMEM M pasHooOpa3ueM KJIMHHYECKHX TPOsiB-
JIEHWI], UeM HepPeJKO CTABHUT Mepel] KIHHUIUCTAMHU JI0BOJIBHO
TPY/HbIE 3a/1auH.

Cumnromatuka MM  onpenensietcst MHUIBTPaLKE
KOCTHOT'O MO3ra KJIOHAJIbHBIMH TJIa3MaTHYECKUMU KJIeTKaMHU
¥ OpraHHbIMH MOBPEKIIEHUSIMHU, BKJIIOUAIOIMMH AUCHYHKIIHIO
noveK, KOCTHyI0 60J1e3Hb U HAPYILIEHHsT IMMYHHOI CHCTEMBI.
B 10—20 % caiyuaes Gosie3Hb NpoTeKaeT 6eCCUMITOMHO H
BBISIBJISIETCS CJTyYaiHO MPH MJIAHOBLIX 00C/Ie0BAHUSIX, KOTJIA
o6Hapy:kuBaercsi Bbicokast CO3 unu 6eJiok B Mmoue [2].

B teuenune 2009 r. skcnepramu MexXIyHApOJHOH pa-
6ouell TpyMIbl MO0 MHOXKECTBEHHOH MHEJIOME, YYeHbIMH,
3aHUMAIOLUIUMHCS  TJIa3MOKJIETOUHBIME ~ PacCTPOHCTBAMH,
nocJjie HeCKOJIbKUX COBELIAHHH U TesieKoH(epeHIUE OblIn
pa3pabGoTaHbl METOAMYECKHe DPEeKOMEHJALUH, COJeprKallye
JabopaTopHble TeCTbl, HEOOXOAUMbIE TMPH IMONO3PEHUH Ha
MM (Taba. 2). Ipu Gecejie ¢ nayeHTOM CJieayeT 0OpaTUTh
BHUMaHHe Ha CeMeHHbIH aHamHe3, B TepBYI0 ouepelb Ha
POJICTBEHHUKOB MEPBOM JIMHUM, CTPANalolIUX [eMaToJIOrt-
YeCKUMH OIMyXOJISIMH, 0COOEHHO JIMM(OMAaMH, XPOHHYECKUM
JUM(OJIEHKO30M U TIJIa3MOKJIeTOUHBIME JcKpasusimu. Ciie-
JyeT aKkLUEeHTHPOBATh TaK:Ke BHUMaHHE Ha COIMYTCTBYIOLIMX
3aboJ/ieBaHusIX, TAKHX KaK HileMHYecKas 6oJie3Hb Cepila,
3acToifHasi cepjieyHasi HeJOCTATOUYHOCTDb, THIIEPTEH3Us, 3a-

Tabnuya 2. PekomeHgaumm no o6crneqoBaHnio NaumMeHToB
C NoJO3pPEHNEM Ha MHOXECTBEHHYI0 Muenomy [43]

AHaMHe3 1 0CMOTP MauueHTa
KnuHu4eckmii aHanus Kpoeu

Bnoxummnyeckmnin aHanna KpoBw, BKNKOYAS HATPUIA, Kannid, KanbLui,
KPeaTMHMH, MOYEBYHO KUCNOTY

06Lwmin 6enoK, dpakumum, aneKTpodopes, UMMyHodMKCaLms
KonuyecTeHHOe OnpejeneHne CbIBOPOTOHHbIX UMMYHOTNO6YAMHOB

06Lwmin aHann3 Mo4m, CyTOYHbI CO0P MOYM ANs anekTpodopesa u
MMMYHODUMKCaLMM

KnupeHc kpeatuHmHa
[TyHKUMS KOCTHOrO MO3ra u/unun TpenaHobruoncus
LlnToreHeTnka (cTaHaapTHoe uccnefosaxune + FISH)

PeHTreHorpachust KOCTeit ckeneTa, BKNto4as NO3BOHOYHNK, Ta3, Yepen,
NPOKCUMarbHbIe OTAENbI NNeYeBbIX 11 6EAPEHHBIX KOCTEI; MarHUTHO-
pe30HaHCcHast ToMorpadusi No NoKasaHusam

CbIBOPOTOYHBIN 32-MUKPOrNOBYNNH 1 NaKTaTAernaporeHasa
OnpepeneHue cBO6OAHbIX NETKUX LieNei B CbIBOPOTKE

6oJIeBaHUs TI0UEK, MeUeHH, JIETKUX, KOTopble GYIyT MMETb
3HaueHWe NpU BbIGOpe TMPOrpaMMbl T[POTHBOOMYXOJEBOM
Teparuu.

TUnUuHBIMM  KJIMHUYECKUMU TpusHakamu MM cuu-
TAIOTCSl aHEMMsl, CKeJIeTHble TIOBPEXJIeHHs, HapylleHHe
(YHKIMKM TOYeK W TurepkasbleMus. [lostomy nauueHTbI
NPeIbSBISIOT 2ka/100bl HAa 60JIb B KOCTSIX CKeJieTa, TOJIOBHYIO
60J1b, C1a60OCTDb, OJLILIKY H cepilebueHne, yToMJIsieMOCTb,
noxyjieHue, KpoBoreuenusi. Mapenka Habuogaercst Jixo-
panka. bosiee noppo6Hasi knuHuueckasi cumnromatuka MM
npejicTaByeHa B TabJ1. 3.

OrnyxoJib, €e MPOJYKThl U PeaKLMHW Ha HUX CO CTOPOHBI
OpraHu3Ma MPUBOJSIT K PAa3BUTHIO MHOTOUHCJIEHHBIX MaTo-
JIOTHUECKUX H3MEHEHWH B pa3/iMuHbIX OpraHax W TKaHsIX.
Occanruss — Benyuwii cumntom MM Gosiee vem y 70 %
60JIbHBIX B Ie610Te 3a6oseBanus. Hepenko MM HaunHaetcst
BHE3aIHo, pe3kol 60JbI0 B KaKOM-JIHOO OTJeJie CKeJieTa
WJIM CITOHTAHHBIM M€PEJIOMOM OJIHOH M3 KocTeil. KameHeHus
KOCTeH MpPOSIBJSIIOTCSl B BHJIe I'eHepaM30BaHHOT0 OCTEOI0-
po3a, eIMHUYHBIX MJIM MHOXKECTBEHHbBIX OUaroB OCTE0JIM3a U
NaToJIOTMUECKUX MepesioMoB Koctel. OGbIYHO MeTacTasbl B
KOCTH TOJPA3IEJSIOT Ha JIMTHUECKHEe, OCTeobJacTHUeCKHe
M CMellaHHble B COOTBETCTBUHM C PEHTT€HOJOTHYeCKOH
KapTHHOW ouara mnopakeHus. B ciydae npeBanupoBaHus
pe3opO1UK B KOCTHOH TKaHU W NIPH MUHUMAJILHBIX TIPOSIBJIE -
HUSIX BOCCTAHOBJIEHHS] KOCTH BBISIBJISIIOTCS o4ark (hoKasibHOH
JlecTpyKUMU. MeTtacTasbl BLIMVISIAT HA PEHTIeHOTpaMMe Kak
oyYard Jiuauca KoCTHOM TKaHH, UTo XapakTepHo st MM.

[To aHHBIM PEHTIeHOJIOTHUECKHUX HCC/Ie0BAHUI KOCTHAS
TKanb nopaxaetcst B 80 % ciyuaes. JleCTPyKTHBHbIE T1PO-
llecchl pa3BMBAIOTCSl B MEPBYIO O4Yepeb B IMJIOCKUX KOCTSIX
(uepen, pe6pa, rpyuMHa, KOCTH Tasa), a TakKe B I03BOHOU-
Huke. OObIYHO TPOBOJISIT CJIEJIyIOlIHe HCCJIEI0BAHKS: PEHTTe-
Horpacusi yeperna, peHTreHorpadusi BCero no3BOHOUHUKA (B
JIByX TIPOEKIIMSIX), peHTreHorpadust rpyjHOH KJIETKH, KOCTel
TJIeYeBOTo 10s1ca, MPOKCHMAJILHOTO OT/IEJIA JIeUeBbIX KOCTEH,
peHTreHorpadusi Ta3a ¢ MPOKCUMAJIbHBIM OTeJIOM Ge/lpeHHBIX
Kocteil. Ha peHTreHorpammax depera BBISIBJSIIOTCSI Ouaru
JIU3KCA, KOTOPblE 3a4acCTyIO OIMHUCBLIBAIOTCS KAK <U3beJIeHHbIe
MoJIbl0» JledpeKThl. Paapyliierne BCJEICTBHE OCTEOJIUTHYE-
CKOTO CHHJPOMA MOSICHUYHBLIX MO3BOHKOB COMPOBOXKIAETCS

Ta6nuua 3. KnuHu4eckune npuaHakm MHOXECTBEHHOW MUENOMbI [2]

KocTHas 6onesHb

Bonb B KOCTSX, NEPENOMbI KOCTEIA CKeNeTa, KOMNPECceUs CMHHOMO MO3ra,
pagukynsapHas 60nb

Tunepkanbuuemus

Monuypus, nonuaMncus, TOLIHOTA, PBOTA

MoyeyHas HeOCTATOYHOCTD

TowHoTa, pBOTA, HEJOMOraHue, cnabocTb

Amunoupo3

[Mepudbepuyeckas Heiponatnsa, 0TeKn, OpraHomeranus
WHdmnbTpaLmMsa MMEeNoMHbIMKU KNETKaMN KOCTHOTO MO3ra
AHemUSA, remopparu4ecknit CUHAPOM

CHUXEHNE YPOBHSA HOPMaNbHbIX MUMMYHOTNO6YNMHOB
Yactble UHEKLNN, MHEBMOHNN

Kpuornobynuxemus

CuHapom PeitHo, akpoLaHo3

CvHAPOM runepea3KocTy

OZblLUKa, TPAH3NTOPHbIE MLIEMIYECKME aTaKn, TPOMGO3 TIy6OKMX BEH,
KPOBOU3NUAHWS B CETHATKY [Ma3, TPOMGO3 LIEHTPANbHOIA BEHbI CETYaTKM UM
@6 BeTBEI, HOCOBbIE KPOBOTEYEHMS
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KopelKoBo# 60Jbto. [IpumepHo y l/3 60JbHbIX MM o6Hapy-
JKUBAIOTCS SIBJICHHUST KOMIIPECCHH CIIMHHOTO Mo3ra («KoJuiarc
MO3BOHOYHHKA» ) MJIM MOpPaKeHHe KOHCKOro XBOCTa, Hapy-
uieHe (yHKUMM Ta30BbIX OpraHoB. Komrpeccusi CrMHHOTO
MO3ra MOXKET ObITb pe3yJbTaTOM MPOPacTaHusi OMyXOJIH,
UCXOJISILLIEH U3 TI03BOHKOB, B 3MHIypasbHOE MPOCTPAHCTBO.
Hab6aionaetcss Gosb MO TUMY  PaauKYJSPHOH, MbllIeYHAs
c1aboCTh, MOTEPst UyBCTBUTEJLHOCTH, @ B a/J€KO0 3alle/IInX
calydasix 00HapyKUBAOTCS HApyLIEeHHsT (PYHKIMHK Ta30BbIX OP-
raHoB, Mapesbl U MaparJ/erui HHKHUX KOHEUHOCTeH. XpOHH-
yeckast 60J1b, orpaHuueHue (yHKUMH U HApyLUEHHe JIbIXaHus1,
KOTOPOE MOBBILIAET PUCK JIETOUHBIX MH(PEKUHUH — THITHUHbIE
KJHHUYECKHE CJIEJICTBUSI KOMIPECCHOHHBIX MEPeJIOMOB M0~
3BOHOYHUKA. KoCTHble MOBPEKICHHUS MOTYT CTAHOBHTbCS
MHO?KECTBEHHBIMH M JIOCTHIaTh 3HAUMTEJbHBIX Pa3MepOB.
Hepenko onu GbIBAIOT IOCTYMHbBI /151 MAJbIALKMKH, 0OCOOEHHO Ha
yeperie, KJOYHULLE, TPyAMHE U peOpax. Pexxe B narosioruyeckui
MpolLLeCce BOBJEKAIOTCS TPyGUaThle KOCTH, TIPUUYEM yallle oyaru
JECTPYKUMH OOHAPYKHUBAIOTCS B MPOKCHMAJbHBIX OTE1aX
(nuieueBble, OGellpeHHbIC KOCTH), HHOTJA C HCTOHUEHHEM
KOPTHKAJILHOTO CJI0Si M BO3HMKHOBEHHEM TATOJIOTHUECKHX
nepesioMoB (puc. 1).

HauGosee pacrnpocTpaHeHHbI METOH AMArHOCTHKH
KOCTHbBIX MOBPEXKICHUH, HAO/I0AaeMbIX NIPH Pa3JIHYHBIX 3a-
6oJieBaHusX, B T. u. ipy MM, — pentrenorpadusi. OnHako
9TOT METOJ| MO3BOJISIET BbIABUTb MOPaXKEHHE CKeJleTa JIMLIb
Npy HAJUYHM  CTPYKTYPHBIX H3MEHEHHH, BH3yasu3alusi
KOTOPbIX BO3MOXKHA MPH JAE€MHUHEpaNU3alUE KOCTHOH TKaHU
na 30—40 %. D10 BeleT K HeNOOIEeHKe reHepaJiM30BaHHOM
ocTeorneHnu y 6osbHbIX MM, KoTOpasi KOppeJaupyeT ¢ MOBbl-
LICHHEM PUCKA PAHHUX KOMIPECCHOHHbBIX M€PEJOMOB 103BO-
HOYHMKA. [1/151 OLEHKH CTENeHH TSXKECTH 0CTE0Nopo3a onpe-
JeJISIIOT MUHEPaJIbHYIO MJIOTHOCTb KOCTHOH TKaHH, YISl Yero
MCNOJB3YIOT CUMHTUTpaduio. B To e Bpemsi HakornjeHue
MHMKATOpA B MECTaX CO CHUXKEHHOH MJIOTHOCTBIO KOCTHOMH
TKaHH HE3aBUCHMO OT XapaKTepa ee U3MEHEHHs Ies1aeT ITOT
MeToJl HecnelnduuHbiM. B nocsentee necsatumietue s qua-
rHOCTHKH MM HCMOoJIb3YIOT MarHUTHO - pe3oHanchyto (MPT),
MO3UTPOHHO-IMHUCCHOHHYIO M KOMIbIOTEPHYIO TOMOTrpaduu
(ITIT-KT). MPT — HeuHBa3UBHbINH MeTOJ, KOTOPLIH 06e-
CrieunBaeT NoApoOHy0 UHPOPMALIHIO O MOPAXKEHHH KOCTeH
ckeJsiera (okasnbhble, MU dy3Hble W CMelllaHHble Ouard),
a Kpome TOro, Mo3BoJisieT OLEHUTb XapakTep U CTeneHb BO-
BJIEUEHHUS B OIMyXOJIEBbIH MPOLECC MATKUX TKaHEeH, BbISB/SET
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Pue. 1. MHoXecTBeHHas Muenoma.
PeHTreHorpammbl KocTel Tasa wu
nesoW nneyesor koctu. CTpenka-
MM yKa3aHbl o4arv nuauca

6eccumnTomuble nospexkaeHus. MPT no3BoHouyHuka u taza
nokKasaHa Takxe GOJIbHbIM C MOJ03PEHUEM Ha COJIMTAPHYIO
nnasmouutomy. MPT caykut metonom Bbibopa npu Mnoao-
3PEHUM Ha KOMIIPECCHIO CITMHHOIO MO3ra. DTOT METO/L He0O-
XOJIUM TIPU TJICIOLLEH MHEJIOME, T. K. OH MO3BOJISIET BbISIBUTD
OeCcCUMNTOMHbIE OYard M, TaKUM 00pa3oM, MPOrHO3MPOBaTh
nporpeccuio onyxoJsieBoro rnpotiecca. [Ipu cumnromaruue-
ckoit muesome MPT mnosBosisieT 0OHAPYXKHUTH (pOKaJbHbIE
OYard ¥ MArKOTKaHHbIE M/1a3MOLMTOMbI C BOBJICYEHHEM MO-
3BOHOUHMKA M KocTel Ta3a [44—46].

[I9T — wMmeromuka, couetaiolias Tomorpagpuio u
M30TONHbIH MeTo/. [lauuenty BBOAMTCA Masiasi 103a paano-
JIOTHYECKOTO (hapMalleBTHUECKOro Tpenapara, MeYeHHOro
BELLECTBOM, MCIYCKAIOLWKUM MO3HUTPOHbL. Bbicokoe mnorio-
LIeHHE METKH OMyXOJIEBBIMU KJIETKAMH OTUETJIMBO BMAHO Ha
[19T-ckaHorpamMmax, MOCKOJbKY CKOPOCTb MeTabosu3Ma
B 3TUX kJeTkax nosbiieHa. [19T-KT HamekHo BbIABJISET
OOJILIIMHCTBO KOCTHBIX OYaroB pasMepoM He MeHee 1 cMm
(puc. 2). Poab [TT-KT npu MM okoHUaTesILHO He oTpe/ie-

Pue. 2. MHoxXecTBeHHas muenoma. N3T-ckaHorpamma. CTpenkamu
yKasaHbl KOCTHble 04aru (MO3BOHOYHWMK, KNo4YnLa, pebpo)

KINHIYIECKAS OHKOTEMATOJIOTHS



Natorexe3, kNMHMKa U auarnoctuka MM

JIeHa, OJIHAKO 3TOT METOJ MO3BOJISIET 0OHAPYKUTb MUEJIOMY
BBLICOKOTO PUCKA U M0JIe3€H /151 MOHUTOPUHTA HEeCEKPeTHpY-
toteit muesiombl. Kpome toro, TT9T-KT ucnosnbayercs st
BbISIBJICHUS BHEKOCTHOMO3TOBbBIX MATKOTKAHHbIX OITyX0JIEBbIX
Macc, PEKOMEHJyeTCsl TIPH BbICOKOH aKTHBHOCTH JIaKTaTje-
TUAPOreHasbl, pelUAMBUPYIOLLEM TeueHUH GOJIE3HH W MO0~
3PEHUU Ha FKCTPaMe/ly IsipHbIe M1a3MOLUTOMBI [43, 47 ].

[IpuunHoit KOCTHOH pe30pOLUUU  MOXKET OblTb, BO-
MepBbIX, CYLIECTBEHHOE YBEJMUYEHHE aKTUBHOCTH OCTEOKJa-
CTOB, BO-BTOPbIX, HHTHOHULIUS 0cTe0OsacToB. Boineasiior Tpu
rpynrbl hakTOPOB, KOTOPbIE CJIyKAT NIaBHBIMH MHAYKTOPAMU
ocreoksactoB npu MM: 1) peuenrop axkruBatopa NF-«B
muranaa (RANKL), 2) xemokuHbl — MakpoarajbHOo-BOC-
namutenbhbie 6eyku (MIP-1a u MIP-18), 3) ctpoMaJ/ibHbIi
nepuat pakropa- la (SDF-1a) [48].

YeusieHue MpofyKIMKM ocTeo61acTaMi i CTPOMaJIbHbIMH
kaetkamn RANKL crnioco6ersyet nuddepeHIHpoBKe U Mpo-
Judepald OCTEOKJACTOB, YBEJMYHBACT HMX AKTHBHOCTD,
UTO BeIET K pe3opOUMH KOCTHOH TKaHW. Jpyroil LHMTOKHH
ocreonporerepu (OPG), Takke cekpeTupyeMblii CTpO-
MaJIbHbIMH KJIE€TKaMH 1 ocTeobacTaMu, ICHCTBYET Kak Hell-
tpaausytoimi petentop aasi RANKL u nostomy noaasssiet
I depeHuraulio 1 akTUBHOCTb ocTeok/acToB. Cucrema
RANKL/OPG npescrap/sier co60ii LeHTPaNbHbI MyTh aK-
THBALMK OCTEOKJIACTOB. B HOpMe cyllecTByeT ONnTHMAJbHBIH
oananc mMexay RANKL u OPG. Mexay tem npy MM
pasHosecue B cucteMe RANKL/OPG cisuraetcsi B cTOpoHy
RANKL. B pesy/brate pacteT aKTHMBHOCTb OCTEOKJACTOB,
KOTOpble pa3pylialoT KOCTHYIO TKaHb [48, 49]. ¥ nauueHToB ¢
0CTE0JIM30M 06HAPY2KeH O0Jiee BbICOKHH yPOBEHb IKCIPECCHH
RANKL Ha noBepxHOCTH MJ1a3MAaTHUECKHUX KJETOK, UeM Y
GoJibHbIX Ge3 ocreosusa (p < 0,01) [50]. OnHoBpemeHHo y
60s1bHBIX MM BbISIBJIEHBI CHH2KEHHE YPOBHSI ChIBOPOTOUHOTO
OPG u obparnas KoppeJsiuysl ¢ UUCJIOM paadorpapuuecku
oTpejieJIeHHbIX 04aroB ocreosinaa [51].

MIP-1laa — HU3KOMOJIEKYJISIDHBIH XEMOKHH, KOTOPbIH
CYUTAETCS OJIHHM M3 OCTEOKJ/IACTOIEHHbIX (haKTOPOB, HHIYLIUPY-
IOLLUM MO3/IHUE CTaIuK I hepeHUIUPOBKH NPEILLIECTBEHHUKOB
OCTEOKJIACTOB M 06pa3oBaHUe OCTEOKJIACTOB B KOCTHOM MO3re.
Boicokuii ypoBenb MIP-la BbisiBleH B KOCTHOMO3TOBOM Cy-
nepuarante y 62 % GoJbHbIX ¢ aKTHBHOI MM 1 To/1bKO B 17 %
cjlydaeB npu crabusibHoM Teuenrd MM [52].

A.C. Zannettino u coaBt. [H3] Jo0Kasaju BaxKHOE
3HaueHHe B MaToreHe3e JECTPYKUMM KOCTHOH TKaHW NpH
MM SDF-la, kotopbiii mnpejactaBjser coO0H XeMOKHH,
IKCIPECCUPYIOLLIMICH HAa COCYAMCTOM 3SHIOTEJHM KOCTH W
CTPOMAJIbHBIX KJIETKaX KOCTHOro Mo3ara. Ero ypoBeHb Mo-
JIOXKUTEJILHO KOPPEJUPYET € UUCJOM 04aroB JIM3UCA B KOCTSIX
ckeJieta. ABTopamu ycranosJieHo, uto SDF- la yBesnunBaer
MOJBHAKHOCTb  MPEALIECTBEHHUKOB OCTEOKJIACTOB, YCHJIHU-
BAlOLIMX AKTUBHOCTb MAaTPUKCHOH MeTaJslJIoNpoTeHHa3bl-9.
Kpowme toro, SDF-1la neticrByer uepes peuenrop CXCR4,
IKCIPECCUPYIOLLMICA Ha JIEHKOLUTAX, 3PeJbIX JACHIAPHUTHbBIX
KJIeTKaX M MpelieCTBEHHHKAX OCTEOKJIACTOB.

OTMeueHO TakKe BaxKHOE 3HAYeHHe HMHIHOMLMM
0cTe06JIaCTOB B MaToreHese KOCTHOH GosiesHu npu MM.
Onpenensitowiasi poJib B MoaBJA€HHK aKTUBHOCTH ocTeobs1a-
croB npuHaiexxut 6esky Dick Kopf 1 (DKK)-1, kotopbiii
CEKPETUPYETCS MHEJIOMHBIMH KJIETKAMH M MOJABJISICT aKTHB-
HOCTb 0CT€00J1aCTOB, HapyLlast TAKHM 06pa3oM o6pa3oBaHue
KOCTHOH TKaHH. ¥ 6oJibHbIX MM ¢ HasMuueM oyaroB Jiu3uca
B KOCT$IX BbISIB/IEHA UPE3BbIYAHHO BbICOKAS SKCIIPECCHS] reHa

DKK-1 [54].
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B pesysbrate KOCTHOH JeCTPYKLUHH BbICBOOOXKIACTCS
MHOXKECTBO LHUTOKMHOB, OKAa3bIBAIOLLMX BJMSHUE HA POCT
MHEJIOMHBIX KJeToK. HauaBluuces, npolecc ocreosnsa npu-
oOpeTaeT HeMpepPbIBHbIA XapakTep 3a CYET NMaToJOMHUECKOT0
XeMoTakcuca, 00yC/IOBJIEHHOrO NMPOAyKTaMH OCTE0JM3a, Ha
OMyXOJIeBble KJETKM M 3JeMEHTbl MaKpodaraibHO-MOHO-
uuTapHoil cuctembl. Haubosee pacnpocTpaHeHHbIH ocTeo-
JIUTHMUECKUI XapakTep MOpaXKEeHUsl CKeJsleTa peasiu3yercs
npy HapyuleHuu GajaHca MexJy IpolleccaMd pe3opOLHu
1 (POPMHPOBAHMS KOCTHOH TKaHW, KOTOPOE BO3HUKAET B
pesyJibTaTe aKTUBALMH WJIM YBEJIHUEHHUS] KOJIMUECTBA OCTEO-
KJI4CTOB, a TaKxKe CHMKEHHsl uyuc/ia W (PYHKUMOHAJBHOH
AKTHBHOCTH OCTE00/ACTOB.

HMuorna y o6osbHbix MM BbISIBASIOTCS  [TPU3HAKH
HeflponaTHK (HapylleHHe UYyBCTBHUTEJBHOCTH, XOKEHHE U
noKaJsiblBaHue B Masiblax pyK W Hor, 60Jb). MHpuasrpauus
nepudepruyecKuX HePBOB AMUJIOMIOM MTPUBOJUT K PA3BUTHIO
HeilponaTtuu. Jpyrofl NpHYMHOH CEHCOPHOH HeHponaTHU
MOZKET ObITb IeMHEJMHU3ALIUS HEPBHBIX BOJIOKOH. [TosuHe-
POMaTHS MOZKET TPOSIBUTLCS CHHAPOMOM 3arisiCTHOr0 KaHaJia.
Berpeuaetes nepudepuyeckasi ceHCOMOTOpPHAsH HelponaTust
THNA «UyJKU-TIepyaTKu». KHUIBTpaLKs OIMyXoJeBbIMU
KJIETKAMH KOCTEH 4yepera MoxKeT OCJOXKHHUTbCS NapajuioM
UeperHo-MO3roBbIX HepBOB. Jlokanusauuss MHEJOMHOro
ouara B KOCTSIX OpOMTbI BbI3bIBACT MOpaxKeHHE TIJ1a30BUra-
TEJILHOrO HEPBA W MOCJE/YIOLLY0 odTajbMonIerito [55].

KocTHbI# JIM3UC MPUBOAUT K MOOHJIH3ALMKU KaJlbLUS U3
KOCTeH W pa3BUTHIO runepkasbuuemuu. Hapywaercs coc-
(hopHO-KaJIbLIHEBbIH 0OMEH, B KDOBH M MOU€e 0OHAPYKHBAECTCS
BbICOKAsl KOHLEHTPaLUs Kanblus U pocdopa. [unepxanbuu-
emusi (> 11,5 mr/mn, unn > 2,75 MMoaib/J1) Habaionaercs y
25—30 % nauueHToB ¢ MM 1 06LIYHO OCJIOMKHSIET TeUeHHe
6osie3Hu. [unepkaabUMeMUs COMPOBOKAACTCS MOSIBICHHEM
TaKMX CHMITOMOB, KaK MOTeps anmneTura, TOLWHOTA, PBOTA.
Bbicokuil ypoBeHb KaJlbliMsl MOXKET BbI3bIBATH COHJIMBOCTD,
CNYTaHHOCTb CO3HAHMS, TPUBECTH K PA3BUTHIO KOMbl U
MCHUXHYECKUX paccTpoiicTB. Kpome Toro, runepkajbuueMusi
CJLY?KHT OJIHOH U3 PUYMH [TOYEUHON HE0CTATOUHOCTH.

CrepHasibHasi nyHKUMst npy MM — oiMH U3 BelylIuX
JHArHOCTHUECKUX ~ METOAOB. XapaKTepHbIM  MPU3HAKOM
CJIY?KUT BbISIBJIEHHE B KOCTHOMO3TOBOM IyHKTaTe GOJbHbBIX
JBYX- M TPEXbSIEPHBIX OMYyXOJEBbIX KJETOK, OOuJHE
«TJIAMEHEIOIIUX» [J1a3MaTHUECKUX KJIeTOK (puc. 3 u 4).
Juarnosa MM jocToBepeH MpH KOJHYECTBE OIyXOJIEBbIX
nasmatHueckux Kiaetok 10 % u Gosee. Hepenko nabuto-
JlaeTcsl CKOIJICHHE TJIa3MaTHYeCKUX KJIETOK, cyOToTajbHast
1 TOTaJIbHAsl MH(UIBTPALIUS KOCTHOTO MO3Ta OMyXOJI€BbIMU
KJIeTKaMH — MOP(OJIOrHUeCKH aTUITUYHBIMH [JIa3MOLUTAMU
Pa3HOM CTeneH! 3pesocTH (MoMUMOpPdHbIE, MHOTOSIIEPHbIE,
«TJIaMeHerolue» KaeTKH ). Hapsiny co 3pesibiMu 1m/1a3MolLiu -
TAMH MOTYT BBISIBJATLCS M171a3M00J1ACTbl, MPONIAa3MOLUTHI.
B oanux ciyuasix KJIETKH KpyrHee HOPMaJibHbIX MJ1a3MO-
LIMTOB, B IPYTUX — HE OTJIMYAIOTCS N0 pa3Mepy. Slnpa kaeTok
KpyrHee, yeM B HOpMe, M UMEIOT MeHee KOHAECHCUPOBAHHbIH
XPOMAaTHH, YMEPEHHbIA WM LIMPOKHH 060L0K pe3ko 06aso-
husbHOU LMTOMIa3Mbl (puc. 5 u 6). B uuronnasme onyxo-
JIEBBIX KJETOK MHOrIa 0oOHApY:KMBAlOTCs TeJiblia Pycces
(NpeunnuTaThl UMMYHOTJIOOYJIMHOB B KJIETKaX).

XoTs oLeHKa acrnupaTa KOCTHOIO MO3ra J0CTaTouHa J/1sl
MOCTaHOBKM MarHo3a MM, TpenanoOHOICHS TakxKe OblBaeT
HeoOX0UMON Tpoleaypoil. [ucTosornyeckoe ugydenume Tpe-
naHo6uonTara, Bo-nepBbix, o0ecrneyuBaeT 6oJee HaleKHYIO
OLEHKY MJIa3MOKJIETOUHONH MH(UJIBTPALIME KOCTHOIO MO3ra,
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Puc. 3. KocTHbii mo3r. TpexbsigepHas onyxonesas nnasmaruye-
ckas knetka. Okpacka no PomaHosckoMy—Im3e, x 1000

Puc. 5. KocTHbIn Mo3r. CKOMneHns onyxomneBbIX NniasMaTuyeckmx
KNeToK 3penoro Bupa. Knetkn pasmepamm 8—12 MKM. Agpa Kom-
nakTHblE, PacnofioXeHbl 3JKCLUeHTpu4Ho. CTpykTypa XpomatmHa
rpy6as, uutonnasma 6asodunbHas, MMEeTCs MNepuHykneapHas
30Ha npoceeTneHus. Okpacka no PomaHoBckoMy—Iunm3e, x 1000

BO-BTOPBIX, YCTpaHsieT MoTpeGHOCTL B TMOBTOPHOH acru-
paluu KOCTHOrO MO3Tra B Cjlydae ero HeJ0CTaTouHoOH uH(op-
MaTHBHOCTH [2, 56]. [Tpu MopdoJioruueckom Hccae0BaHHU
BBISIBJISIETCS HOPMO- MJIM TUIOKJIETOUHBIH KOCTHBIH MO3T.
OnyxoJieBble TJIA3MOLMTLI B OCHOBHOM HMEIOT CTPOEHHE
3peJIbIX KJIETOK, T. €. 3TO KJETKH C IHPOKOH 6a30(hHIbHOM
LUTOIJIA3MON ¥ 30HOM 303MHO(UILHOTO POCBET/IEHHUS
BO3JI€ siIpa, CMELIEHHOTO K MepUepur KIETKH.

B 3aBucHMOCTH OT 0GHApYyXKEHHBIX M3MEHEHHH MOXKHO
BBIIEJUTb MSITh THIOB TOpaXKeHUst KOCTHOTO Mosra [57]:
HOJLyJISIPHBIN, MHTEPCTHLHAJBHBIN, HHTEPCTHIHAIBLHO-9H-
NOCTAJILHBINA, MHTEPCTHLHAIBLHO-HOMYJISIPHBIN, UM DY3HBIH.
[1pu HOmysISpHOM BapuaHTe UH(UILTPALUH B KPOBETBOPHOI
TKaHU 0GHAPYKUBAETCS] 0UATrOBbIA HH(UILTPAT MJ1a3MaTHye -
CKHX KJIETOK, PACIIOJIATAIOLIMICS CPe/H }KUPOBOF TKAHHU C Ha-
JIMUMEM 3JIEMEHTOB TPeX POCTKOB FeMOI093a Ha BCeX CTAIUSIX
pasButHst. IHTepCTHIMABHBIE THIT MUEJIOMHOTO MOPAKEHHUs]
XapaKTepu3yeTcsl HaJHIHeM I171a3MaTHUYECKUX KJIETOK, Juc-
(by3HO pacrpeeMBLIUXCS CPEIH JEMEHTOB HOPMAJLHOTO
remMornos3a 6e3 u3MeHeHH sl COOTHOLLIEHHST C XKHPOBOM TKaHbIO
(puc. 7). Uucjo reMOrnosITHUECKHX KJIETOK CHHXKAETCSl B
3aBUCHMOCTH OT COJIEPKAHUST MUEJIOMHbBIX KJI€TOK B KOCTHO-
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Puc. 4. KocTHbIi MO3r. «[TnameHetoLme» onyxonesble nnasmartu-
yeckue kneTkn. Okpacka no PomaHoBckomy—Im3e, x 1000

Puc. 6. KocTHbii mo3r. OnyxomneBble Mna3maTUHeckue KIeTKu
pasHou cTeneHn 3penoctn (mnasmobnact — KneTka AuameTpom
16-20 MKM, 4po 3aHMMaeT GOSbLUYI0 YacTb KNETKU, CTPYKTypa
XpOMaTuHa HeXHas, BUAHbI HYKNEeOosbl, LUTONIa3Ma UHTEHCUBHO-
cuHero ugeta). Okpacka no PomaHoBckoMy—ImM3e, X 1000

MO3TOBBIX JaKyHaX. MHTepCTHIMANbHO-HAOCTAIbHAS HH-
(uIbTpalUs HApsiLy C HHTEPCTULHAJIBLHOH HHUILTpaLHe
KOCTHOTO MO3ra MHEJOMHBIMH KJIETKAMH XapaKTepH3yeTcsi
TMOsIBJIEHHEM HA SHIOCTe X MHOTOCJIONHOrO0 miacta (puc. 8).
[1pu HHTEpCTHLMATLHO-HOMYISIPHOM BapHaHTe MOpaXKeHHst
KOCTHOTO MO3Ta OJHOBPEMEHHO C WHTEPCTUIHAJIbHBIMH
MH(UIBTPATAMH BU3YaJU3UPYIOTCST Y3EJMKOBblE MUEJNOMHbIE
oyard, pacroJiaraiolyecsi B LEHTPANbHBIX OTHENaX KOCT-
HOMO3rOBbIX MpocTpaHcTB. JuddysHblil THI MopaxeHust
YCTaHABJNBAETCS B CJIydasix MACCHBHON HH(UJILTPALMH OITy -
XOJIEBLIMH KJIETKAMH HHTPaAMEIYJIISIPHBIX TPOCTPAHCTB, UTO
COIMPOBOXKIAETCST PEIyKIHeH XKUPOBOH TKAHH M PA3JIHYHON
CTeTeHbI0 yrHETEHHsI TeMOII033a.

B uuronsiasme u siipax KJIeToK MOTYT ObITh 0GHAPYKEHbI
onuHouHble Wi MHOXKectBeHHble [IIMK-nonoxurenshbie
IIAPOBH/HbIE BKJIIOUEHHsI, COCTOSILIHE M3 HMMYHOIJIOOY-
JIMHOB. VIMMyHO(DeHOTHIIHUECKH OITyXOJIeBble MHEeJOMHbIe
KJIETKH 9KCIIPECCUPYIOT MOHOKJIOHAJbHBIE [IUTOIIa3MaTHye -
cKMe UMMyHOII00yJ/uHbl, yallle [gG u oHy U3 JIerKuX uenen
MUMMYHOTJIOOYHHOB (K Wi A). BoisiBisiercss skcrnpeccust
CD38+, CD79 u CD138+ (puc. 9). Ilomumo nsasma-
THYECKHX KJETOK Yy OOJIbHbIX B KOCTHOMO3TOBBIX JIAKYHAX
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Puc. 7. Matepuan TpenaHo61oncum NoaB3AOLLHON KOCTU. MIHTep-
cTuumanbHas MHUNLTPaLMA KOCTHOrO Mo3ra MUESNIOMHbIMU KIeT-
kamu (ykasaHo ctpenkamu). Okpacka asypom Il n 303uHom, X400

TPENnaHoOUONTATOB ONPEAEAIOTCS 9JEMEHTbl TPEX POCTKOB
MHEJI0MN033a, OHAKO YMCJIO UX, KaK MpaBuIo, CHUKeHo. O6-
HapyKUBAIOTCS YYACTKHU [IAKOH UJIH JIJaKyHAPHOH Pe30pOLIHH
KOCTHOH TKaHW Pas/JHYHON CTEMEHH BbIPAXKEHHOCTH, HHOTJA
B ouarax pe3opOIyH BhISIBJISIIOTCS OCTEOKJIACTDI [2, 57 ].
[Iponudepatiusi  onyXosieBbIX — KJIETOK MPUBOAUT K
Pa3BUTHIO  HOPMOXPOMHOH,  HOPMOLMTAPHOH  aHEMHH.
Y 60—70 % Gosbhbix MM npu nepBHYHOM 06palleHHH 06-
HAPy’KHBAETCs CHUXKEHHe ypoBHs reMorio6una (< 100 r/n).
PasButue aneMnM CBA3aHO KaK C 3aMellleHHeM HOPMaJIbHOTO
remMorio?3a MHEJOMHBIMH KJETKAMM, TaK W C MPOAyKLHeH
onyxoJiblo  (PaKTOpoB, HHIHOUPYIOLIMX  MpoJsrdepaliuio
HOPMaJIbHBIX TEMOIMOITHUECKUX KJeToK. Kpome Toro, npu
MCC/IeIOBAaHUHM Ma3Ka nepudepuueckoil KpoBH MOTYT ObITh
crieudUYeckue HaxoiKu — CJMNAaHUE 3SPUTPOLIUTOB B
BUJIE MOHETHBIX CTOJOUKOB M LMPKYJUPYIOLIHE TJ1a3Ma-
THUECKHE KJETKH. KosM4ecTBO pPEeTHKYJOUMTOB 0OBLIYHO
HH3KOE, UTO OTPaXKaeT CHIKEHHYIO MpoJsiudepaTUBHYIO
AKTHBHOCTb SPUTPOUIHBIX KJIETOK. ¥ GOJIbHBIX, M0JyYaBLINX
aJIKWJIUPYIOLIMe MpenapaTbl, BBISBJSIOT MaKPOLUTAPHYIO
AHEeMMIO KaK cJeacTBUe HapyweHuil mertabonusma JIHK.

Puc. 9. Martepvan TpenaHo6uoncum noAB3OOLUHON KOCTWU. OKC-
npeccusi CD138 B MnenomMHbIx kneTkax (ykaszaHo ctpenkamu). m-
MYHOIMCTOXMMUYECKOe nccnenosaHune, X200

www.medprint.ru

Puc. 8. Matepuan TpenaHo6uorncum nogs3aoLlHon Koctu. HTep-
CTULMANbHO-9HAOCTaNbHasA MHMUNBTPAUMS KOCTHOrO Mo3ra Mue-
JIOMHbIMWU KNeTKaMu (KpacHble CTPenkn — UHTepcTuumanbHas vH-
duneTpaumns, YepHas cTpenka — aHAocTanbHaa MHUNLTpaums).
Okpacka reMaTtokCUIMHOM U 303MHOM, X200

[Tatorenetnueckue akToOpbl, ydyacTBYIOLIME B PA3BUTHU
anemMuu npu MM, BKJ/IOYAIOT BbITECHEHHE KJETOK HOP-
MaJIbHOTO KPOBETBOPEHHSI OMYyXOJIEBbIMH, CHHXKEHHE UYMC/a
KJETOK-PELLIECTBEHHULL IPUTPOUAHOrO psifia, ocaabJjeHue
PEaKTUBHOCTH 3PUTPOMIHBIX 3JEMEHTOB Ha MpoJudepa-
TUBHbIE CHTHAJIbI, YMEHbLICHHE TPOJIOJIKUTENBHOCTH XKU3HU
IPUTPOLIUTOB, HEIOCTATOYHYIO MPOAYKLHMIO IPUTPONOITHHA,
reMOJMJIOLNIO,  00YCJIOBJICHHYIO —yBeJHUYeHHeM o0bema
MJ1a3Mbl BCJIEACTBHE HAJIMUMsl NaparnpoTeHHOB, HapylleHHe
YTUIIM3ALMH 2KeJie3a ((PyHKIMOHAIBbHBIN eUIHT 2Kese3a) U
noGoYHOe AEHCTBHE MPOTHBOOMYX0J1€BOH Teparnuu [58, 59].
MHorue M3 3THX NAaTOreHETHYECKUX MEXaHW3MOB orocpe-
JoBaHbl BocnasiuTesbHbIMU LuTokMHamu — KMJI-1, MJI-6,
OHO-a 1 uHTEepdhepoHOM-Y, KOTOPbIE CIOCOOHBI MOAABJIATL
IPUTPOIIO33 U CHHTE3 SPUTPONOITHHA. Pa3BuTHEe aHeMHH co-
NpoBoXKAaeTcs KanobaMu 60JbHbBIX HA cl1a00CTh U ObICTPYIO
YTOMJISIEMOCTb, GJICIHOCTBIO KOXKHBIX TOKPOBOB, CHHAKEHHEM
AJl, raxukapmue#i. HefitporieHuss u  TpoMOOLMTONEHHST
BBISIBJISIIOTCS OObIYHO Ha MO3AHMX CTalusX 3a00JeBaHUS.
Ha6nonaetcest yesnnuenne CO3I, KoTopast MOKET JIOCTHTaTh
OueHb BHICOKHX 3HaueHHil (60—80 mm/u).

Buoxumuueckuii CKpUHHHT BKJIOYAeT onpeesaeHue no-
KazareJsiell, XapakTepuaylolux (yHKUMIO MeYeHH U TMoyek,
39JIEKTPOJIMTDI, KaJbLUHH U albOyMUH.

[TopaxkeHue nouek — Haubosiee yactas BUCLEpasbHast
natosorus (50—90 % ) npu MM u 01Ha M3 OCHOBHBIX IPHYHH
COKpallleHUsl TPOJIOJIKUTENLHOCTH KU3HU  GoJibHbIX [60].
JIMarHoCTHYECKH 3HAaUMMbIM CUHUTAECTCS YPOBEHb KpeaTHHHHA
B CBIBOPOTKe Gosiee 2 mr/mn (> 173 mmoan/n). Knetku,
CEKPETUPYIOLLHE HUMMYHOTJIOOYIUHBI, MPOAYLUHPYIOT JerKue
uenu B U30biTKe. OHM B GOJILLIOM KOJMYECTBE (DUIBLTPY-
I0TCS Uepe3 KaHaJblbl OYEK M BbI3bIBAIOT UX MOBPEXKIEHHE
BCJIEJICTBUE TOKCHYECKOTro jiekcTBUs. PeabcopOuus Jerkux
uenel UMMYHOrJIOOYJIMHOB MPUBOIUT KaK K MOBPEKACHHIO
SMUTEJIHS KaHAJIbLEB U HAPYLIEHHIO UX (DYHKLHMH, TaK U K 00-
Pa30BaHMIO LMJIHHAPOB BHYTPH KaHAJbLEB C MOCJAEIYyIOLEH
UX o0cTpyKUnei. BaxkHoe 3HaueHHe B PA3BUTHH XPOHHUECKOH
MOYEYHOH HE0CTaTOYHOCTH pH MM oTBoaUTCS rUnepnpo-
JYKUMH JIETKUX Lerel HMMYHOTJI06Y/JIHHOB € UX HAKOTIJIEHHEM
B JIMCTa/IbHbIX KaHasbllaX, MOCJEI0BaTE/NbLHOMY Tporpec-
CHPOBAHUIO NaparpoOTEUHEMHUH U MPOTEUHYPUH, AUCTPODUU
SMUTEJIHS OYEYHbIX KaHaJIbLIEB, PA3BUTHIO CKJepo3a U pyo-
1OBOH JedopMalli MHKPOAHATOMUYECKHX CTPYKTYp OYEK
[2, 61]. Besiok B MoYe pakTHUECKH MOJIHOCTbBIO MTPEJICTaBIIEH
Jgerkumu uensmu. [Ipu BoBjeuyeHun B npouecc 6OJbLIONO
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KOJIMUECTBA KJIYOOUKOB MPOTEUHYPHUs CTAHOBUTCS HecesiekK-
TUBHOH. M30bITOK Jierkux 1eneit y 6osabHbix MM npuBoauT
K (OPMHUPOBAHUIO AMUJIOUAHBIX (PUOPUIT U MOBBILIEHHOMY
OTJIOXKEHHUIO HX B Pa3/MyHbIX opraHax. Kpome nosbillieHHOM
IKCKPELMH JIerKUX Lernell (hakTopamMu, MpUBOASALLMMH K Ha-
pYLICHHIO (DYHKLHH MOYeK, SBJAIOTCS [HNepKajbLUeMus,
TUMEPYPUKEMHs], OTJIOXKEHHE JEMO3UTOB aMUJIOMAA, MOBbI-
lLICHHAsi BSI3BKOCTb KPOBM M peLMAMBUPYIOLLAs HH(EKLHUS.
MoxkeT HabmoaaThest crielnduruecKkast HHOUILTPALKS T0UeK
MHEJIOMHBIMH KJeTKaMu. B pesy/brate Bcex 3THX MaTosIoru-
YecKMX MPOLECCOB MOYKH He CMOPUIMBAOTCS, a HAa060pOT,
yBeJnuMBaloTcesl B paamepe. CMopliBanie nodek npy MM
Ha0J1101aeTCs PEIKO U 0ObSICHACTCS Pa3BUTHEM HePpPOAHTH-
OCKJIEPO3a U BTOPHYHOTO aMHUJIonj103a [2].

JlonoJ/iHuTebHOE 3HAYEHHE UMEIOT Takue (DaKTopbl, Kak
MCMOJIb30BAHUE  HECTEPOUIHBIX MPOTHBOBOCHAJUTE/bHBIX
CPEJICTB C 11eJ1bI0 Ky[MpOBaHHUsi O0JIH B KOCTSAX CKeJleTa, BBe-
JleHHe BHYTPHUBEHHbBIX KOHTPACTHBIX BELLECTB, MPUMEHEHHE
LIUTOCTATHYECKUX JIEKAPCTBEHHBIX CPEACTB M Oucdocdo-
HaToB, 006JajaloluX HedpoToKcHuHOCTbIO [62]. Kiunuue-
CKMe TPOSIBICHHS MUEJOMHOH HedponaTHH CKJAAbIBAIOTCS
13 YIOPHOH TPOTEHHYPUH M [MOCTENEHHO pa3BUBAIOLLEHCS
MoYeyHoH HemocTaTouHocTH. [IpH 3TOM OTCYTCTBYIOT MNpH-
3HAKH, XapakTepHble LJIsl KJIaCCHUECKOro HepoTHUECKOro
CHHIPOMA: OTEKH, THIONPOTEHHEMHUS, THIEPXOJECTEepH-
HeMMUSI.

Y GoJsibHbix MM umeeT MecTo AeUIMUT HOPMAJbHBIX
UMMYHOIJIOOYJIMHOB, 4TO 0OYCJIOBJEHO, C OHOH CTO-
POHbBI, CHHXKEHHOH MPOAYKUHMEH HOPMaJbHLIX aHTUTeJN, a ¢
JPyroil — HUX MOBbILLIEHHbIM pa3pylienneM. [Ipeanonaraior,
UTO CHHXKEHUE MPOJAYKLMH HOPMAJIbHBIX aHTHTEJ CBSI3aHO C
nosiBjieHueM y 6oJibHbIX MM nonyssiuuu LHPKYJIHPYIOLLIHX
peryJsiTOPHbIX KJETOK, JEHCTBHE KOTOPbIX HAmpaB/JeHO Ha
OrpaHUYEHHE POCTA OMYXOJEBbIX KJAETOK, HO MapasjesbHO
OHHM TMOJABJISIIOT CHHTE3 HOPMaJIbHBIX aHTUTe . Kpome Toro,
OMyX0JIeBble KJIETKH CEKPETUPYIOT BELLECTBO, MOAABSIOLLIEe
HOPMaJIbHbI WMMYHHbII OTBeT B-snmdouuToB Ha aHTH-
PEeHHYIO CTUMYJISALNIO. BbICOKHH ypOBEHb MOHOKJIOHAJIBHOTO
UMMYHOIJIO0YJIMHA BJeYeT 3a 000l Bo3pacTtaHue 6oJiee yem
B 5 pa3 karaGoJM3Ma pas/indHbIX (hpakuil HMMYHOIJI0OY-
JauHoB. HaGsonaetest BblpaKeHHOE CHHXKEHHE aKTUBHOCTH
(harouuTapHoro npolecca i UCTolLEHHE yMOPaJIbHOro 3BeHa
ummyHuTeTa. [IpuoOGpeTeHHas UMMyHHAst HEOCTATOYHOCTD,
CHIXKEHHE MPOTHMBOMH(MEKUMOHHON 3allMTbhl OpraHu3Ma H
YPOBHS HOPMaJIbHbIX HMMYHOTJI00YJIMHOB Y 60J1bHbIX MM 0T-
KPBIBAIOT BOPOTA pelMUBUPYIOIIMM HHpekiusam [63]. Hau-
6oJsiee pacrpocTpaHeHbl MHPEKUHH JbIXaTeJbHON CHCTEMbl
1 MoueBbIBOAALLMX NyTelt. ¥ 15 % nauuentos 3abosieBanue
Je0I0TUPYET OCTPOH THEBMOHMEH, aieHOBUPYCHOH HMHpEK-
uued, obocTpeHneM xpoHudeckoro 6ponxura. [latorenamu
BBICTYNAIOT ~ KaK — rpamnoJioxkutensbhble  (Streptococcus
pneumoniae, Staphylococcus aureus), Tak W rpamoTpH-
uaresbhble (Klebsiella sp., E. coli) MUKpOOpraHu3Mbl.
[Tomumo GakTepHasbHbIX HEPEIKO BCTPEYAIOTCS IPUOKOBbIE
1 BUpYyCHble HH(eKUUH. BocnpuumunBocTb K HH(EKLUAM
YBEJHUMBAECTCS [10C/I€ TepaneBTHIECKUX BMellaTesbeTB. Ha-
npumep, rpuOKoBble HHMEKLUH, KaHA1I03 POTOBOH MOJOCTH
HepeaKO BO3HUKAIOT MOCJe BbICOKMX J103 JIeKCaMeTa3oHa, a
OMOSICHIBAIOLIMH JIHILIAH — Ha (OHE HCIOJb30BAHUS Collep-
)alux 60pTe3oMu6 pexxKMMOB Tepanuu [2, 64].

Amunonnos passusaercst y 10—15 % 6Goabubix MM.
[uneprnpoayKuusi  MOHOKJOHAJLHBIX ~ UMMYHOTIJIOOYJIMHOB
4acTo TPHUBOAUT K OTJIOKEHHIO OEJIKOBBIX MOJIEKYJ B BHIE
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AMUJIONA WM JIETKHX Lierell B opraHax M TKaHsiX, 4TO Bbl-
3blBaeT HapylleHHe ux pyHKuui. KinHuyeckas KaptuHa npu
JM00OM BapHaHTe aMHJIOM103a MHOr0OOpasHa W 3aBUCHT OT
JioKanuaaluu aMmuiionaa. Amusons npu MM MoxeT oTKJjia-
JbIBAaThCs B J1I0ObIX OpraHax M TKaHsiX, pacnoJaraschb TOJbKO
nepuBacKysipHo M/Wiu 1uddysHo, HO B MepBylo ouepe/b
nopaxatoTcst opraibl, Goratble KoJulareHoMm (Koxa, cyxo-
JKUJIHSL, CYCTaBbl, MbILILbI, aIBEHTHLUS cocynoB). MHorna
BCTPEYAIOTCS OJIMHOYHbIE MJIH MHOXKECTBEHHBIE OMyXOJemno-
JI0OHbIE aMUJIOWHbIe oOpasoBanusi. [lpu AL amusonnose
00bIYHO MOPAXKAIOTCS MUOKAP/L, 5A3bIK, MOMepeyHornoocaras
1 raaakas myckysaatypa, KKT, sansictHble cBS3KH, Koxa, B
OTJIMYHE OT BTOPHUHOIO aMUJIOM103a, IPH KOTOPOM aMHJIOM]L
4acTo OTKJIAJbIBACTCS B [IEUEHH, [TOUKaX, HAJINMOUYEUHHKAX, ce-
geseHke. C1aboCThb, yTOMJISEMOCTb, OTEPSl MACChI TeJ1a, 10-
cruratouias 20 Kr, pas/HyHble KOKHbIE U3MEHEHHs], CHHAPOM
3arsICTHOrO TYHHEJS, H3MEHEHHE TroJ0ca, MaKpOIJIOCCHs,
renaromerasius, OiblllKa, OTEKM CTOM, cTeaTtopesi — 3TO
HauboJsiee YacTble KJIMHHUECKHE TPOSIBJACHHS aMHJIOH03a
JIETKHX 1ernei [2, 65].

[Tpu pazsurur MM nabonaercs npoJidepalyst 0JHOro
KJOHA TJIa3MaTHYeCKUX KJETOK B KOCTHOM MO3re, KOTOpble
NPOAYLUPYIOT OIMH THIT UMMYHOTI00yJMHA (M-NpOTenH Uiu
napanpoteut). g MM TUIMUHO yBeJIMUEHHE COAEPIKAHUS
obuiero 6ejika B cbiBopoTke. [Ipu ssekrpodopese GeskoB
cbiBOpoTkH M-rpamment onpenessercss y 80 % 60/bHBIX
MM B Buie XapaKTepHOro M1Ka, a pU UMMyHO(HKCALUH —
y 93 %. YactoTa pasinHuHbIX HIMMyHOXMMHYECKHX BAPHAHTOB
MM B uesoM KOppesupyeT ¢ COOTHOLIEHHEM HOPMaJbHbIX
UMMYHOIJIOOYJIMHOB Y 310POBLIX Jiiojiel. Bapuaut IgG
poisiBasiercs: y 60—64 % 6Goabhbx, [gA — y 12,4—15 %,
IgD — y 2%, IgE — y menee 1 %, To/NLKO JIerkue Leru
(nporennypusi Bene-JIxxonca) — y 16—18 % [2, 66, 67].
Kanna u sigm6pa THnbl napanpoTeMHEMHH BCTpPEYaloTCs
NnpuUMepHO ¢ paBHOH uyactoTtoi. [lpu mnapanporeMHemMuu
Benc-Ilxxonca u IgD-muenome, kak npaBusio, oOHAPYKH-
BatoT A-uenu. lgD-muesnoma vaie Berpeyaercst y MOJIOIbIX
NalUMeHTOB U XapaKTepuayeTcsl naparnpoTeuHypuer, sKeTpa-
MeLyJISIPHBIMU T1a3MOLUTOMAMH, MOYEYHOH AUCHYHKLHEH
1 aMUJIOHZI030M. DTa PopMa MUEJOMbl HMeeT HebJ1aronpu-
atHoe Tedenue [68]. [lpomykuusi mMoHokJoHasNBHOTO [gM
OoJiee xapaKTepHa Jyisi MakporaobyanHemuu Banbienerpema
(MB), a npu MM HabJtonaercst upe3pbluaiiio peaxo (0,5—
1,3%). Y 1—3,8 % nabionaercst IMKJIOHOBbIHA THIT G0JIe3HH
(IgG + IgA, IgA + IgM, 1gG + [gM)[2, 69].

Dusnyeckne 0co6eHHOCTH NaparnpoTeHHOB JIeKAT B OC-
HOBE CHHAPOMA MMNepBA3KOCTH. OHAKO 3TOT CUHAPOM TpH
MM HabJgionaercst MmeHee yacro, ueM rnpu MB, uto oOycJsi0B-
JICHO BBICOKOH MoJIeKyJIsipHOH Maccoil moJsiekys [gM. Bepo-
STHOCTb PAa3BUTHS CHHAPOMA IHIEPBSIZKOCTH BO3pacTaeT C
YBEJHUEHUEM COJlepKaHUsl NapanpoTeMHoB B muiasme. Tak,
3TOT CHHAPOM yallle HabJiofaetcst npy yposte lgG > 10 1/,
IgA > 7 r/na u I[gM > 5 r/n1. OfHAKO HE HCKJIOUEHO Bbi-
SIBJICHHE CHMIITOMOB THIEPBSIZKOCTH M MpH GoJsiee HU3KOM
YPOBHE HMMYHOIJIOOYJMHOB, YTO CBfI3aHO C HX (PU3HUKO-
XUMHUECKUMH 0COOEHHOCTSIMH. CaMbIMM  4acCTbIMM  TPO-
SIBJICHUSIMU  CUHAPOMA THIEPBA3KOCTH ObIBAIOT TOJIOBHAS
00J1b, MOBBILIEHHAS YTOMJISIEMOCTb, OJIbILLIKA, KPOBOTEUEHHS,
KPOBOM3JIUAHHUSA B CETUATKY I71a3a. Bbicokasi BA3KOCTb KPOBU
MPUBOJUT K TIOSIBJIEHHIO OULYLIEHHS LIyMa «paboTaiolero
Hacoca», HapyLIEHHIO MUKPOLIMPKYJISLUK B COCYAX TOJIOB-
HOIO MO3Ta W MOXKET CJIY»KHTb MPUUMHON pa3BUTHsl Mapa-
NPOTEHHEMHUECKOH KOMBbI. JI/1s1 3TOro cHHApoMa XapaKkTepHO
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Ta6nuua 4. CTagnm MHOXECTBEHHOW MUENOMbI

Macca onyxoneBbIX KNeTok

Cragus Kputepuu B.G.M. Durie, S.E. Salmon (1975) (F/0) I1SS-kputepuu (2005)
| COBOKYMHOCTb CreAytoLLX NPU3HAKOB: <600 B2-MUKpOrnobynnH < 3,5 mr/n,
e [emorno6uH > 100 r/n (Hu3Kas) anbbymuH = 3,5 r/gn
*  VYpoBeHb KanbLus B CbIBOPOTKE < 2,88 MMONb/N (HOPMANbHbIN)
* PeHTreHonoru4eckn HopmanbHas cTpyktypa koct (0) nnm
TONbKO 1 CONUTApPHbIN 04ar AeCTpyKLMm
* Hu3kas cTeneHb NpOAYKLMM MOHOKIOHANBHOrO 6enka:
19G npu G-muenome < 50 r/n
1gA npu A-muenome < 30 r/n
npoTenHypus beHc-IPkoHca < 4 /24 4
Il lMoka3atenu, He COOTBETCTBYHOLLME HU |, Hu Il cTaguam 600-1200 B2-muKkporno6ynuH < 3,5 mr/n,
(cpeaHss) anboyMnH < 3,5 r/an
1N S2-MUKPOrnobynuH = 3,5 Mr/n, Ho < 5,5 mr/n
1l OauH nnw 6onee 13 cneayroLLnX NPU3HAKOB: > 1200 B2-MUKPOrNobYANH = 5,5 Mr/n
e Temorno6ux < 85 r/n (BbICOKaA)
* VYpoBeHb KanbLus B CbIBOPOTKE > 2,88 MMOIIb/N (BbILLE HOPMbI)
*  MHOXeCTBEeHHble 04ari AeCTPYKLNN B KOCTAX Ckeneta (3)
* Bbicokas cTeneHb NPOAYKLMM MOHOKIIOHANLHOO 6efKa:
19G npu G-muenome > 70 r/n
1gA npu A-muenome > 50 r/n
npotenHypus benc-Ihxonca > 12 /24 4
Mopctrapun  Kputepuu B.G.M. Durie, S.E. Salmon
A OTHOCKTENbHO HOpManbHas (yHKLMS MoYeK (YPOBEHb KPeaTUHNHA B CbIBOPOTKE < 2 Mr/a, unu 177 MKMonb/n)
B ®yHKUMS NOYEK HapyLUeHa (YPOBEHb KpeaTUHIUHA B CbIBOPOTKE > 2 M/, unu 177 MKMOnb/N)

NMPUMEYAHUE. KocTHble NOBpeXAeHUS OLEHNBAKOTCS COMNMACHO LLUKane, npeanoxeHHoi B.G.M. Durie u S.E. Salmon (1975):
0 — 6€e3 n3meHeHnit, T — 0CTEoNopo3, 2 — YMEPEeHHbIE NUTUYECKINE NOBPEXEHUS, 3 — BbIPAXEHHbIE KOCTHbIE AECTPYKLNN.

ISS (International Staging System) — MexayHapofHas cuctema cTaanpoBaHns.

TaKxKe HapylleHue MepuepHyecKoro KpOBOTOKA, KOTOPoe
MOZKET MPUBOJUTD K PA3BUTHIO TPOPUUECKUX 3B U TAHTPEHbI
KoHeyHocTel. [lapanporenHemMusi BbI3bIBAET KPOBOTOUH-
BOCTb, B OCHOBE KOTOPOH JiexKaT AUCHYHKLUSA TPOMOOLHUTOB
13-3a 0OJIBLIONO KOJIMYECTBA aHTUTEJ, (PUKCHPYIOLIUXCS Ha
LMTOMIa3MaTHUECKOH MeMOpaHe 3THX KJIETOK, U H3MEHEHHUS
MJIa3MEeHHbIX KOMITOHEHTOB reMocTasa. Ec/ii napanpoTentbl
00/1aJ1al0T CBOMCTBAMHU KPHOTJIOOYJUHOB, TO THIIEPBA3KOCTh
MOXKET COMpPOBOXKAATHCS CHHApPOMOM Pefino. PasButue
CHHIPOMA THUIEPBSA3KOCTH OTArOLAET TEUYEHHE T0YEUHOH
HEJI0CTATOUHOCTH [2].

Knaccudukaunss MM Bcerna orsinyasach OT JIPYrHX
sabosieBanuii. B 1975 r. B.G.M. Durie u S.E. Salmon [70]
Obla MpeyIoKeHa KaaccHpUKalus, OCHOBaHHAs Ha Mpej-
CTaBJeHUH 00 OMYX0JI€BOMH NPOTPECCHU U KOPPEJISILIUH MEXKIy
Maccoi OIyXoJiM, ONpeessieMOl Mo MPOAYKLMH Napanpo-
TeWHa, U KJIWHHUECKUMH rposiBjaeHusimu (tabu. 4). Mexons
U3 MPEVIOKEHHOH T'PallalliOHHO CHCTEMbl, Y OOJIbHBIX ¢
[ craguein Habuionaercst HU3Kasi npoaykuust M-npoTeuna,
a Macca onyxoJeBblx KaeTok Menee 600 r/m% i
I cranuu GoJiesHn xapakTepHa CpejiHsisi CKOPOCTb MPOAYKLIHH
M-nporerHa, Macca ONyXoJeBbIX KJIETOK COOTBETCTBYET
600— 1200 r/m2. [Tpu III craguu MM nmeer MecTo BbicOKast
NPOJYKLMS NaparnpoTenHa, a oMyxoJeBasi macca MNpeBbl-
waet 1200 r/m?%. 3nauenne QyHKLMH MOUEK B ONpeIeSeHUH
nporHosa 3abosieBaHUsl HAlLIO CBOE OTpaKeHWe B IOJ-
pasjiesieHln KaxI0i U3 Tpex rpynmn Ha noarpyrsl A u B B
3aBMCUMOCTH OT YPOBHSI CbIBOPOTOYHOIO KpeaTHHHHA.

B kimnudecko# knaccudukauun Durie—Salmon npu-
MEHSIIOTCSl  CTaHAapTHble J1a0opaToOpHble  HCCJEI0BAHMUS.
[Ipu wucnosbzoBanuu B JedeHun MM BbICOKOJ03HOH
XUMHOTEPANMU MW HOBBIX JIEKAPCTBEHHBIX CPEJACTB JaHHasl
KJ1accuUKaL|s MaJIo IPUroJHa /151 ONpee/IeHUs IPOrHo3a
3a6osieBanust. [lamuentos ¢ 1 cranueii He Gosee 10 %, a ee
KPUTEPUH COMOCTABUMBI C TAKOBLIMH JUisl TJietoteit MM; atu
GoJibHblE B JIeYeHUH He Hy:xkaatoTest. Elie oHa c/loxKHOCTb —
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CcyObEKTHBHBIH XapaKTep MHTEpNpeTalydu JIMTHYECKUX MO-
BpexkneHuil npu onpenenenuu Il u I cranuit.

B nHacrosiiee Bpemsi HauGoJiee MPU3HAHHOW W LUIH-
POKO HCIOJIb3YeMOH B KJIHHUYECKOH TMpaKTHKE SIBJSETCS
Mexnynaponnast cucrema craaupoanust MM (International
Staging System — ISS), B ocHOBe KOTOpO#i JIE?KUT oTIpe-
JieJleHne JIByX T0Ka3aresieil: ypoBHsi $2-MUKpOrJIoOyIHHa U
anbOymuHa [72].

Jlns cosznanusi Tako# KaaccuUKauun OblIo TUIATENbHO
ob6csieoano Gosiee 11000 Gosbubix MM 13 17 remaro-
Joruueckux 1entpos Asuu, Adpuku, EBponbl n CeBepHoii
AMepHUKH, KOTOpble TOJydyald CTaHIAPTHYIO WJIH BLICOKO-
J03Hy10 xumuotepanuto. [Tocse aHannza MHOrOUMCJIEHHbIX
KJIHHUKO-/1a00paTOPHbIX MOKa3aTesell U pacueTa BbLKHBA-
emoctH GosibHbIX MM Oblna pazpaGoTaHa HoBasi cUCTeMa
cragupoBanus (tabs. 4). Boisicuusiocns, uto ISS yaydinaer
npeaplylyto cuctemy crpatidukaudd MM W nossoJgser
60oJ1ee yOeUTebHO MPOrHO3UPOBATh TeueHue 6oJie3Hu [72].

Opnnako u ISS nmeet orpanuuenusi [ 73]. B Heit He ucnoJin-
3yIOTCSl LIHTOr€HETHYECKUE W MOJIEKYJISIpHbIE MapKepbl Ory-
X0JIM. B 3py pacTyliero ync/ia METoI0B JieUeHUs1, COAEprKalLUX
HOBbIE MpernapaThl ¢ pas/jHYHbIMM MeXaHU3MaMM JIEHCTBHS,
ISS okasanach He oyeHb UyBCTBHTEJLHOH W HE MO3BOJISET
BbIIEJNTb OOJIbHBIX C BBICOKMM pHcKoM. Kumaccudukauus
ISS, paBHo kak u Durie—Salmon, HejocTaTouHO OTpaXKaeTt
nporto3 TtedeHuss MM 1IpH TPOBEAEHUH BbICOKOIO3HOH
XUMHOTEPAIHH U TPAHCIJIaHTALIMKH KOCTHOTO Mo3ra [ 74].

McenenoBanus nocieHUX JieT MokKasaj, YTO aHajlu3
XPOMOCOMHbBIX HApYLICHHH 103BOJISIET GoJlee HAleKHO CTpa-
TUULKUPOBATH OOJIbHBIX HA IPYNIbl pUcKa. [TosiBieHHe HOBBIX
TEXHOJIOTHH MOJIEKYJIIPHOH M€HETHKH, OCHOBAHHBIX MPEUMY-
LIECTBEHHO HA TMOPMIM3AUMM i1 Situ HYKJIEHHOBBIX KHUCJIOT,
3HAYUTEJIBHO PACLLIMPHIIO BO3MOKHOCTH XPOMOCOMHOH jiMar-
Hoctukd. Meron FISH mnossosisier 0OBEKTHBHO BLISIBJSATD
MHIMBHya/lbHble XPOMOCOMbl W MX OTHEJIbHble Y4aCTKH Ha
MeTadas3HbIX MJaCTUHKAX (XPOMOCOMbI B COCTOSIHUM MaKCH-
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C.C. beccmenbues

MaJIbHOH KOHJEHCALMH W BU3yaJH3alMK) WK HHTEep]a3HbIX
sipax (J1eKOHIEHCHPOBAHHbIE XPOMOCOMBI 6€3 YeTKOH Mopo-
JIOTHYECKOMN CTPYKTYPbl) Ha OCHOBE OCOOEHHOCTEN UX MOJIEKY -
JISIPHO-TEHETHUECKOro  cTpoeHust. OOBEKTOM HCCIeI0BaHHUS
B JIAHHOM cJlydyae SIBJISIIOTCS OCOOEHHOCTH HYKJEOTHHOTO
COCTaBa KOHKPETHOH XPOMOCOMbI MJIH €€ OT/EJLHOTO yyacTKa.

B MHOroLeHTpoBOM HecseoBatuy [ 75] Gblio poaHaiu-
3UPOBAHO MPOrHOCTHYECKOE 3HAYEHHE Psla LUTOreHeTHue-
ckux anomasini del(13), t(11;14), t(4;14), runepaunionuu,
tpancsokaumu rena MYC u del(17p) (ta6a. 5). Menuana
HabJroneHUs 3a 6osibHbiMM MM cocraBuiia 41 mec. Onpo-
MEpHbIIl aHa/M3 TMO0Ka3aJ OTpUUATEe]bHOE BJIMSHHE Ha
nokazatesay 6eccoObITHHHON W obllell BbIKMBAEMOCTH
del(13), t(4;14), orcyrcrBusi runepauniouauu, del(17p),
B 1o Bpems Kak t(11;14) u tpanciokaunun MYC He umesu
MPOTHOCTHYECKOr0 3HavYeHus [75, 76]. Hanpumep, mennana
6eCcCOObITHHHON BbIXKHBAEMOCTH TIPH YKa3aHHOM MepHOLIe
nabsosienust (41 mec.) npu t(4;14) cocrasusa 20,6 mec.,
npu del(17p) — 15 mec., mMenuana o6blel BbRKHBae-
MocTH — 41,3 u 22 Mec. COOTBETCTBEHHO, B TO BpeMsl Kak
Me/MaHbl 0ecCOOBbITHIHON W OOLIEH BbIKMBAEMOCTH TIPU
TUTIePUIIONIMK  OblJIM MakcuMasibHbiMUH (37 u 82 mec.
COOTBETCTBEHHO ). OJIHAKO MHOTOMEPHbIH aHAJIM3 MPOAEMOH -
CTPUPOBAJI IOCTOBEPHOE MPOrHOCTHYECKOE 3HAYEHHE TONLKO
t(4;14) u del(17p), a npu conocrarnenuu ¢ ISS — yposus
B2-MuKporao6y.iuHa Gosee 4 mr/a. Ipynna naupeHtos 6es
9TUX PU3HAKOB Oblyla HaHGoJIee MPOrHOCTHYECKH 6J1aronpH-
ATHON (pacyeTHas obwiast 4-1eTHsst BbkHBaeMocTh 83 %).
Akenpeccust renoB npodunuposanust (GEP) BoisiBasiercs y
15 % 6osbHBIX MM U Takke CBUJICTEJILCTBYET O BbICOKOM
pucke [77].

B cBsisu ¢ 9TUM B HacTosillee BpeMs C [OMOILLbIO Tpa-
JULMOHHOrO  uuToreHetnueckoro u  FISH-ucenenoanuit
NalUMEeHTOB pacnpelessioT Ha IPyMIbl CTaHAAPTHOrO, Mpo-
MEe>KyTOUHOTO M BLICOKOTO pucka (Tabui. 6)[78, 79].

[To pesysnbraTam uccieoBaHUs PasHbIX aBTOPOB, Me-
JIHaHa BbDKMBAEMOCTH OOJIbHBIX M3 TPYMIbl CTAHAAPTHOTO
pucKa cocTaBJisieT 3—6 JieT, B TO BpeMsl Kak MPH BbICOKOM
pucke — MeHee 3 et [76—81].

ANOOEPEHLUANIbBHAA AUATHOCTUKA

MM OTHOCHTCSI K TIJIA3MOKJIETOUHBIM OITYXOJIsIM, KOTOpbIe
XapaKTepUayloTcsi OLICTPLIM yBeJHYeHHeM KJIOHA IJla3ma-
THYECKHUX KJI€TOK B KOCTHOM MO3Te U TPOJIyKIIHell MOHOKJIO-
HaJbHOrO MMMyHOT/I00y/nHA. TeyeHne Takux 3aGosieBaHUil
MOXKET BapbUPOBATb OT CIOKOUHOTrO, KaK TPH MOHOKJIO-
HaJIbHOW raMManatiu HeornpejiesienHoro 3nadenusi (MGUS),
JI0 CHMIITOMATHYECKOH MUEJIOMBI C [TOpaXKeHHeM KOCTel CKe-
Jieta, noaaBJieHneM (DYHKIMK KOCTHOrO MO3ra M Pa3BUTHEM
MoYeyHol HexocTaTouHoCTH. [luddepeHunaNbHbIA 1Uarios

Tabnuua 5. Yactota reHeTUHECKNX HapyLLUEHWI Y 60bHbIX
C BMepBble BbISIBIIEHHOW MHOXECTBEHHON MUENOMON [75]

XpomocomHble n Yueno 60nbHbIX

MONEKyNApHbIE MapKepbl a6c. %
del(13) 936 48
t(11;14)(q13;q32) 746 21
t(4;14)(p16;q32) 716 14
Tmnepannnongus 657 39
TpaHcnokauun MYC 571 13
del(17p) 532 11
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Ta6nuua 6. Ctpatudpukaums 60nbHbIX C BNEPBbIe BbISBIEHHON
MHOXECTBEHHON MMUENOMOW Ha rpynnbl pucka [78, 79]

Bbicokuil puck MpomeXxyTouHbI puck  CTaHAApPTHbIA pUCK

del(17p) t(4;14)* Bce opyrue npusHaku,
1(14;16) del(13) KOTOPbIX HET B MepBON 1
t(14;20) Tunogunnongus BTOPOM rpynnax:
kcnpeccus reHos NMIMK = 3% runepaunionana

npochunuposanus (GEP
FGFR3/MMSET, GEP
MAF/MAF-B)

* NMaunenTsl ¢ t(4;14), ypoBHeM 32-Mukporno6ynuHa < 4 mr/n, remorno6una
100 r/n v 6onee OTHOCATCA K rpynmne NpoMexyTo4HOro pucka. NMporHos xyxe,
ecnu t(4;14) coyeTaeTcs ¢ BbICOKIM YPOBHEM 32-MUKPOrNOBYANHA.

VIMMNK — nHAeKC MeTK1 nnasmaTnyeckux KneTok.

t(11;14)
1(6;14)

MM cTpouTcsl Ha OCHOBE aHa/jM3a pe3yJbTaToB OOLIUX M
crieuMalbHbIX JabopaTOPHBIX UCCENOBAHNH W KJIHHHYECKHUX
Janublx. CjeyeT UMeTb B BHIY, UTO TJIa3MOLIMTO3 B coye-
TaHUK C YMEPEHHO BbIPAXKEHHON MapanpoTeMHEMHEN MOXKeT
Ha0JI0aThesl NIPU LeJIOM psifie 3a00J1€BaHUI U PEaKTHBHbIX
COCTOSIHMH, MPUYEM CMEKTP AMAarHOCTHYECKHX OLIMOOK
MO2KeT ObITh JJOCTATOUHO IIHPOKUM [82].

Kaunuueckue npospieHuss MM upes3BbluaiiHo pa3-
HOOOpa3Hbl, HO B 3HAYMTEJbHOI Mepe OHU OnpeaeasioTcst
HapyLleHHeM NPOAYKLMHY KPOBETBOPHBIX KJ1€TOK, BbICOKUM
YPOBHEM LUpPKyaupyiouiero M-nporenMHa, cKJIOHHOCTbIO K
MH(EKLMOHHBIM OCJI0KHEHUSIM, HAJIMYMEM U BbIPaXKeHHO-
CTbIO JIUTUYECKUX U3MEHEHHIi B KOCTSIX cKeJeTa (rJ1aBHbIM
00pa3om, JIOCKUX) U HapylleHreM (PyHKIMU NoYeK.

Cienyer B nmepBylo ouepeib o0paTUTb BHMUMaHWe Ha
HaJMuue TpexX OCHOBHbIX KPUTEPHUEB, KOTOPbIE SIBJASIOTCS
BeylMmMH B auarHoctuke MM [91, 95].

1. BbisiBaienue B nyHkrare KoctHoro mosra 10% u
OoJsiee onyxoJeBbIX Na3MaTUYECKUX KAeTOK (Mpu uurod-
aoopumerpun Goaee 90% c onyxoneBbiM (eHOTUNOM
CD138+) uau obHapyxeHHe MJIa3MOKJIETOUHOH OMyXoJu
(N1a3mMoLUTOMBI).

2. BbisiBjeHHe MOHOKJIOHAJbHOrO MMMYHOTIJ00Y/AMHA
(M-npoterHa) MeTo0M UMMYyHO3JeKTpodope3a CbiBO-
POTKM W/Mau cyTouHol mMouu. [Ipojyimpyemblii siokaue-
CTBEHHBIMH KJETKAMH MOHOKJIOHAJIbHBI HMMYHOIJI0GYJ/JIHH
WACHTUDULMPYETC TIpH  9JeKTpodopede  CbIBOPOTOUHbBIX
6eJIKOB KaK OCTpbIl MUK B Y- WiH (pexe) B-o6JacTu, HO
MHOT/Ia MOXKHO BUIETD [IBa TMKA — U BY-, 1 BB-06JacT (0Co-
6enno npu IgA-muenome) [2]. [Tpu [gA-muenome BesnunHa
M-niporenna 20—25 r/n sksupanentia M-npotenny 30 r/.1
npu [gG-muenome. 115 npakTHueCKUX LieeH HCTOMb3yeTCs
oHo 3Hauenue, a umenHo 30 r/J1, KOTopoe 0ObIYHO HAGJIIO-
naercst npu MM [83]. [lns ornpeesieHnsi ChIBOPOTOUHDIX
UMMYHOIJIOOYJIMHOB  [TPUMEHSETCSl TaKxKe KauyecTBEHHbIH
HedesoMerpuueckuit Metol. OnHako anaektpodope3 u
Hed)eOMeTpUsl HEeMPUroAHbl MPU HU3KOM COAEpPKAHUU
MOHOKJOHaJbHOTro Oeqka. B Takux cutyauusix «30J10TbiM
CTAaHIAPTOM»  CUYMTAETC  MEeTOl  HMMMYHO(UKcALHUU.
UmmyHodmKcauus pekomeHayeTcsi Npu runorammariaooy-
JMHEMHUH M OTCyTCTBUM M-npoTerHa npu ajekTpodopese
CbIBOPOTOYHBIX 0€JIKOB Yy MalMeHTOB C MOAO03pEeHUeM Ha
MM. Hepenko y 60ibHbIX MM MOHOKJIOHAJBbHBINA 6€J10K OT-
CYTCTBYET, HaOJIOAAETCS TUITOraMMarJo0yJIMHEMHUS], HO TIPU
9J1KTPOOPETHYECKOM UCCJIEIOBAHUH MOUYM  BBISIBJISICTCS
TMOBLILIEHHAsT SKCKPELUs] JIETKUX K- W A-1lenell MMMYyHO-
r7106YJIMHOB; 9TH CJlyyan OTHOCAT K Muesiome bence-Jxkonca.
Jl1st ckpuHHHra MoueBoro nportenHa (HeoGXoaum cOop
MOUM B TeueHHe 24 u) TakKe MCMOJb3YIOT 3JeKTpodopes U
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Natorexe3, kNMHMKa U auarnoctuka MM

uMmyHopukcauio [83]. MmmyHodukcanuio Heo6XoauMo
BBIMOJIHUTD, €CJIU Jaxe MMPH MCCAe0BAHUH MOYH GEeJIOK He
BBISIBJISIETCS, @ TIPU 3JIeKTPoopese MOYH HET XapaKTEPHOTo
nuka. [Ipu muesome benc-/[xkoHca coaeprkanue o61iero
0eJiKa B CHIBOPOTKE MaJIo OTJIMYAETCS OT HOPMaJlbHbIX 3HA-
YeHU# UK cHukeHo. OiHaKo B Moue Y 3THX OOJIbHBIX BCeraa
BbIsiBJIsIeTCs1 Oesiok benc-J/>KoHca.

B nocnennee Bpemsi yist onpeesieHust CBOOOAHbIX JIETKUX
uernel MMMYHOIVIOOYJIMHOB B CbIBOPOTKE TMpejlaraeTcsi
metoj Freelite, koTophbiit o6JajiaeT 6oJ1ee BHICOKOH UyBCTBU -
TEJILHOCTBIO MO CPaBHEHMIO CO CTaHAAPTHLIMH METOJIaMH
(3n1exTpohope3 GeJIKOB ChIBOPOTKH, MUMMYyHO(HUKCAlMs) H
PEKOMEHJlyeTCsl y BCeX NalMeHTOB C BIIEPBbIE BbISBJACHHBIMU
MUIa3MOKJIETOUHBIMH  IMCKpa3usiMu. M3mepenue cbiBOpo-
TOUYHBIX CBOOOJIHBIX JIETKHUX LieNel 0ueHb BaXKHO y MalMEHTOB
¢ Hecekpetupytoteii MM (¢ HeraTUBHOH ChIBOPOTOYHOH U
MOY€eBOH UMMyHO(DHUKcaLIUel ) Uy GOJbHBIX ¢ HH3KHM YPOBHEM
MOHOKJIOHA/ILHOTO GeJiKa B ChIBOPOTKE /1K Moye (c1a6o-
cekperupytoias muesoma) [84]. Onpenesienne cBOGOIAHBIX
JIETKUX LeNed MoKasaHo NalMeHTaM C COJHTApHOH MJias-
MOILIMTOMOH W TJelolleldl (acHMITOMATHUECKOH) MUEJIOMOH,
T. K. BBISIBJICHHE UX MTATOJIOTHYECKUX 3HAYEHUI YKa3bIBaeT Ha
BLICOKMH PUCK MPOrPECCHH B CUMITOMATHUECKYIO MHEJNOMY
[85, 86]. PedepeHcHbiii HHTepBaJ JJ1s1 JIETKUX K-Lenel co-
crapasier 3,3—19,4 r/n, a g A — 5,7—26,3 /1. B Hopme
cootHolenue k/A pasuo 0,26—1,65. I1pu HaaMunK KjaoHA
k — k/A > 1,65, knona A — /A < 0,26. Konueunrpauus
JIETKHX Lieneil B ChIBOPOTKE M COOTHOLIEHHe Kk/A KoppeJsH-
PYIOT C BeJIMUHHOM OmyxoJieBod macchl [87].

3. duchyHkunu, o6ycioBieHHbIe NOBPEXKIEHHUEM OpP-
raHoB WJIM TKaHeill, yTo o6o3Hauaercs Kak CRAB:

C (Calcium) —  runepkasbiyemuss  (KaJblu#
> 2,75 MMoab/1 uan Ha 0,25 MMOJIb/J1 Bhlllie BepXHeil rpa-
HHULbI HOPMB );

R (Renal) — napyuienue hyHKIMK MOUeK (KpeaTHHUH B
CHIBOPOTKE > 2 MI/a1, i > 173 MMouib/1);

A (Anaemia) — HOpPMOXPOMHAsl, HOPMOLIUTApHAsI
anemust (remornio6un < 100 r/n wau na 20 r/n meHblie
HU2KHEH rpaHULbl HOPMBI );

B (Bone) — nopaxeHue Kocteil ckeJjiera (o4aru Jiauca,
TsKeJIasi OCTEONeHMsl, MaToJOoTHUecKHe MepesoMbl, KOM-
npeccHst TeJl MO3BOHKOB € YMEHbLLIEHUEM UX BbICOTbI ).

Jlpyrue CHMOTOMbBI: TMIEPBSA3KOCTb, AMWJIOWI03, ya-
CThie GakTepHasbHble MHPEKIUH (> 2 5MH30/10B B TeUeHHe
12 mec.)[88].

JKcrepTaMu MexKIyHapoaHOi paGouei rpymnrbl Mo MHO-
JKECTBEHHOH MHEJIOME C y4acTHeM BeIyLIMX YYeHbIX MHpa
onpeesieHbl  KPUTEPUHM  TJIA3MOKJIETOUHBIX PACCTPOKCTB,
KOTOpble rpejcTaBienbl B Tadu. 7 [88, 89, 90, 911

Crefyer MOMHUTb O HECEKPETHPYIOLIEH MHeJgoMe
(3 % TALMeHTOB C CHMIITOMATHUECKOI MUEJIOMO# ), JIJIs1
KOTOPOH XapaKTepHbl BbISIBJICHHE B IyHKTaTe€ KOCTHOT'O
mosra 10 % u Goslee M1a3MaTHYECKHX KJAETOK M IPU3HAKHU
CRAB-cunnpoma. OnHako npu HeceKpeTHpPYIOLIel MHeJIoMe
MOHOKJIOHAJIbHOTO OeJlKa HEeT HH B CbIBOPOTKE, HU B MoOue,
UTO TOATBEPIKAAIOT pesysbTaTbl MMMyHoduKcauuu. [lo-
yeyHasl HeloCTaTOYHOCTh HabJonaeTcs peako. Heo6xoanmo
onpejesneHne cBOOGOAHbIX JErKUX Lieneid UMMYHOTI00YJIMHOB
B cbhiBopoTKe (Meton Freelite), uTo no3BoJsieT BbISIBUTH HX
yBeJIHUeHHe y 2/3 60JbHBIX HecekpeTHpytolieit MM [92].

HauGoJsbline TpyAHOCTH MOTYT BO3HHKATb MPH MpOBe-
JleHud 1 depeHatbHON IMarHOCTHKY Mexkity MM u mo-
HOKJIOHA/ILHBIMH FaMManaTHsIMK HesiCHOTO TeHe3a/Heornpe-
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nesienHoro sHauenusi (Monoclonal gammopathy of undeter-
mined significance — MGUS). MGUS osanauaet npucyr-
CTBHE MOHOKJIOHAJILHOTO 6€eJIKa B CbIBOPOTKE MJIM MOYe Y a-
uuentoB 6e3 MM, MB, amu/ion03a 1 1pyrux CXoAHbIX M1J1a3-
MOKJIETOUYHBIX WJIH JIMMGONPOJHPEPATUBHBIX PACCTPONHCTB.
Bcem naumentam ¢ MGUS pekomenjyercsi onpejiesieHue
CbIBOPOTOUHBIX CBOOOJHBIX Jierkux lener [93]. 3auacryio
MGUS HocsT «no6pokadectBeHHbiii» xapakrep. [Tog «j0-
OpPOKaueCTBEHHON» MapanpoTeMHeMUel TOHMMAIOT HaJluuue
naparnpoTeHHa B CbIBOPOTKE 30POBbIX (HJIH GOJIbHBIX ) JIOAEH
6e3 MpOorpeccUpyloliero 3/0KaueCTBEHHOro 3a0oJeBaHUs
sumMdorniasmonurapioi  npupoapl. Ilpu  «po6pokauect-
BEHHOH» TapanpoTeMHEMHH MPeAroaraeTcs Hajuyue B
opraHusMe B TeYeHHe AJIUTEJbHOr0 BpeMeHH 0COO0ro, CHH-
TE3UPYIOLLEro 3TOT OEJIOK, KJIOHA KJAETOK, He MPOSIB/SIOLLINX
arpeccHBHbIX CBOMCTB 3JI0KaueCTBEHHOH omnyxosd. [lapa-
NPOTEHHEMHUST MOXKET HaOJIOAATbCS Yy OOJIbHBIX CaxapHbIM
JIHabeToM, XpOHUYECKUM OPOHXUTOM, C ATOJOTHEH MeYeHH 1
JIPYrUMHU 3a00J1€BaHUSIMH, IPH KOTOPBIX CBSA3b ¢ BOSHUKHOBE -
HHEM MapanpoTenHeMUH OTCYTCTBYeT. PacnpocTpaHeHHOCTb
MGUS ypesuuupaetcs ¢ BospactoM: 1,0—1,7 % cpemu Jmiy
50—59 et u 3—5 % — crapuie 70 net [91, 94]. «[lo6poka-
UeCTBEHHbIE» MaparnpoTeMHEMHUH Yalle BCero MpHHaIeKaT
K kjaaccy G, tuny k. [J1aBHbIH HArHOCTHUECKUI KPUTEPHI
«J100pOKaYeCTBEHHOH» MapanpoTeMHEMUH — OTCYTCTBHE
NpOrpeccUpoBaHusi, COXpaHeHHe YCTOHUMBOrO YPOBHS MOHO-
KJOHAJbHOTO Ge/iKa B TeUEHHE AJIUTEJNbHOr0 BpeMeHH 0e3
Pa3BUTHS JOMOJHUTE/NbHBIX CUMIITOMOB. B LesoM nousitue
«nobpokadectBeHHoctu» npu MGUS  Hocut ycioBHbIH
xapakrep.

JlMarHoCcTHUECKUMU KpUTEepUeM MGUS npu-
3HaHbl caenytole (Tabs. 7); YpoBeHb CbIBOPOTOYHOTO
M-npotenna menee 30 r/a, coiepraHue M1a3MaTHIECKHUX
KJIETOK B MyHKTaTe KocTHoro Mosra Menee 10 %, oTcyTcTBHe
npusHakos CRAB-cunmpoma (aHeMHu, rurepkasblyueMHuH,
0YaroB JIM3MCa B KOCTAX CKeJleTa M MPU3HAKOB TOYEUHOH
HEJOCTATOUHOCTH ). BaxkHoe 3HaueHHe uMeeT CTaOuJIbHOCTD
YPOBHSI MapanpoTenHa, nosTomy o6s3aTe/bHbl MOBTOPHbIE
€ro McceoBaHusl ¢ uuTepBaioM 4—6 mec. B oTimume or
MM, npu kotopoil HabJoJaeTCsl CHUXKEHHE COMep:KaHHUS
HOPMaJIbHbIX MMMYHOIJIOOYJIMHOB, Y JIMLL C  «JI06pOKa-
UECTBEHHON» MapanpoTeHHeMHEl MX YPOBEHb O0OBLIYHO
ocTaercs B Mpezesax Hopmbl. HopmasibHoe conep:kanue
MMMYHOIJIOOYJIMHOB M HU3Kasi KOHLEHTPALMs napanpoTenHa
B OTCYTCTBHE JPYrHX MPHU3HAKOB, XapakTepHbX i MM,
MO3BOJISIIOT MPEATNONOKUTD HaHUME «100poKaYeCTBEHHON»
napanpoTtenHeMuu. [IpucyTcTBHE MOHOKJIOHAJBHBIX JIETKHX
lereil B Moue cujieTesibetByeT 0 MM. OnHako y 1/3 00JIb-
Hbix MGUS BbisiBAsieTCs1 HeGOIbILIOE KOJHUECTBO MOHOKJIO-
HaJIbHBIX JIETKUX LeMed B Moue, YTo He sIBJsieTCsl (PaKTOpoM
nporpeccud B MM. ¥ HeKOTOpbIX MalUeHTOB O0GHAPYMKH-
BaeTcs BbicoKasl npoTenHypusi Benc-Jlxonca (> 1 r/24 u).
Takass GeskoBasi aHomaJiMsl Ha3blBAETCS HAMONATHUECKOH
U MpejacTaBJsieTcs: (akTopoM BbICOKOro pucka MM uiu
MEePBUYHOTO CUCTEMHOr0 aMuouno3a. Mexay TeM y yactu
NalKeHTOB TaKoe COCTOsIHHE OCTaeTcsl CTaOWIbHbIM B
TeueHHe MHOTHUX JieT, U TpebyeTcs Julib HabuoneHue [95].
AJekTpodopeTHIecKoe HCCIe10BaHHE MOUM JIOTIOJNHSIET HUC-
cJiejloBaHue ChIBOPOTKH [96].

HcenenoBanne  KOCTHOrO Mo3ra 3aHMMaeT BaxKHOe
mecro B quarnoctuke MGUS. Kak yxke ykasbiBasioch Bhillle,
JHarHOCTHUECKUM Tipu3HakoM MM  cuuTaloT BbisIBIEHHE
ATUIHYHBIX JBYX- HWJM TPEXbSIEPHbIX MJ1a3MaTHYECKHX
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C.C. beccmenbues

Tabnuua 7. [uarHocTMyeckme KpUTepmmn Nna3mMoKIeTO4HbIX paccTponcTs [88, 89, 90, 91, 94]

PaccTpoicTea

Kputepun

MoHoknoHanbHble raMmmanatii HeonpeaeneHHoro

1.

CbIBOPOTOYHBI MOHOKOHANbHbIN 6en10k < 30 r/n

Onyxonesble Nia3maTnyeckie KneTkn B KOCTHOM Mo3re < 10 %

OTcyTcTBUE OpraHHbIX noBpexaeHuin (CRAB — runepkanbLnemuyt, AUCHYHKLAN NOYEK, aHEMUL,
KOCTHbIX AECTPYKUMiA unu, B cnyyae IgM MGUS, HeT aHeMuu, KOHCTUTYLMOHANbHBIX CUMMTOMOB,
rUnepBA3KOCTM, NMMAAEHONATUM UAW renaTocnieHoMeranun)

MoHoknoHanbHblit 6enok (IgG umu IgA) = 30 r/n n/unu onyxonesble N1a3MaTNYeCcKne KNeTku B

OnyxoneBble NiasMaTuyeckme KNeTkn B KoctHom Mosre = 10%
[TpucyTcTBUE B CbIBOPOTKE /MW MOYE MOHOKIOHANIbHOTO 6e1ka (3a NCKIYeHNeM 60SbHBIX C

11,5 mr/an (> 2,75 mmonb/n)

e [IMcchyHKLMS NOYEK: YPOBEHb KPEATUHNHA B CbIBOPOTKE > 2 Mr/an (> 173 mmonb/n)

*  AHemus: HOpPMOXPOMH2S, HOPMOLMTAPHAs C YPOBHEM reMorsiobuHa Ha 20 r/n MeHbLUe HUXKHei
rpaHuLbl HOPMbI UK YpOBHEM remorno6uHa < 100 r/n

e [loBpexneHns KOCTel: 04aru nuaunca, TAHKenas 0CTEONeHNs, KOMNPECCUOHHbIE NMepenoMbl

[pyrue cumnTOMbI: T’MNEpPBA3KOCTb, aMUTONL03, YaCTble 6akTepuanbHble MHAEKLUN (> 2 aNN30L0B B

MoHoknoHanbHbIn 6enok IgM (He3aBucumMo 0T ypoBHs M-npoTenHa)

JlumcbonnasmoumtongHas MHMULTPaLMA KOCTHOrO Mo3ra = 10 % C TUNUYHbIM UMMYHOCEHOTUNOM
onyxonesbix numounaHbix knetok (Cylg+ (IgM), CD38+, CD138+, CD19+, CD20+, CD79¢x+, CD5-,
CD10-, CD23-), 4T0 McKNto4aeT Apyrue numdonponudepateHble 3a601eBaHNSA, B T. Y. XPOHUYECKMIA

OpraHHble NOBPEeXAeHUs (aHeMusi, TPOMGOLMTONEHNS, KOHCTUTYLMOHAMbHbIE CUMMTOMbI,
TUNePBS3KOCTb, NUMALEHONATUS UK FenaTocneHoMeranms)

CbIBOPOTOYHbIN MOHOKNOHANbHBIA 6enok IgM = 30 r/n u/wnn nnmdonnasmounTongHas

Buoncus conuTapHoro o4ara B KOCTW UK MATKIX TKAHAX C BbISBNEHNEM N1a3MOKIETOMHON OMyX0nn
HopmanbHas KapTuHa KOCTHOTO M03ra 6e3 KOHanbHbIX N1a3MaTyeckinx KneTok
OtcytctBue M-npoTenHa B CbIBOPOTKE W/Wan MOYe, MOATBEPXKAEHHOE MMMYHOUKCALMeld (He60MbLLON

OTCyTCTBIUE U3MEHEHMI B KOCTAX CKENeTa npu PeHTreHoNorn4eckom ucenegosanum u MPT (3&

CKITI04EHEM OJMHOYHOr0 04ara npu ConuTapHom nnasmountome Koctu). NMpu akcTpamemynnspHon
NNasMoLuTOMe HET N3MEHEHUI B KOCTAX CKENeTa, HO eCTb MArKOTKAHHAs ONyXosib U3 KNOHAMbHbIX

BbIsiBNEHNE MOHOKNOHAMbHbIX NN1a3MOKIETOYHbIX PACCTPONACTB (06bI4HO A-TuM)

3Hayexus — MGUS 2.
(Hanwn4ue 3 KpuTepues) &,
Tnetowas (acumnTomMaTUYeckas) muenoma 1.
(Hanu4me 2 kpuTepues) KocTHOM Mmo3re = 10%
2. OtcytcTBue opraHHbix nospexaeHuii (CRAB)
Cumntomatuyeckas MM 1.
(Hann4me 3 kpuTepues) 2.
HecekpeTtupytowein MM)
3. OpraHHble nospexaerus (CRAB):
e [unepkanbLuemns: ypoBeHb KanbLys B CbIBOPOTKE
(yTouHstoTca ¢ nomoLlbio MPT unu KT)
4.
TeyeHue 12 mec.)
Makporno6ynuiemus Banopenctpema 1.
(Hanu4me 3 kpuTepues) 2.
NMMAONERKO3 N NIUMEOMY 13 KNETOK 30HbI MaHTUY
3.
Tnetowasn makporno6ynuiemus BanbpeHctpema, 1.
acumnTomaTuyeckas MHMWUILTPALMS KocTHoro mosra = 10%
(Hanwu4ue 2 kpuTepues) 2. OTcyTCTBME OpPraHHbIX NOBPEXAEHMIA
ConurtapHas nnasmouutoma 1.
2.
3.
M-KOMNOHEHT MOXXET MHOTAA NPUCYTCTBOBATb)
4.
NNa3MaTUYecKIX KNeTok
5. OTcyTcTBMe opraHHbix noBpexaenuii (CRAB)
POEMS-cunpom: 1.
P — nonuHeiiponatus, 2. [epudpepuyeckas Heiiponatus
0 — opraHomeranus, 4.

E — 3npokpuHonatus, ypoBeHb VEGF
M — MOHOK/OHaNbHas rammanarms, 4.
S — KOXHble U3MEHEHUS

(Hanwn4ne 4 kputepnes)

0nnH 13 3 60MbLUMX MPU3HAKOB: CKIIEPOTUYECKINE NSMEHEHMNS KOCTEN, 60ne3Hb KactnemaHa, BbICOKNiA

0auH 13 6 mManbix NPU3HAKOB: OPraHoMeranus, 0TeKu, 3HAOKPUHONATNSA (MCKIH0YAs CaxapHblii AMabeT u
TUNOTUPEO3), TUMNYHBIE UBMEHEHNS KOXW, OTEK 3PUTENIbHOTO HEPBA, TPOMOOLMTO3, NONLUTEMNUS

KJIETOK, CyMMapHO€e KOJIHYEeCTBO KOTOPBIX IOJKHO ObITh He
menee 10 %. OO6Hapy:KMBaAIOTCS CKOIJIEHHsI MJazMaTHye-
CKHX KJETOK B BHJE IUIACTOB TPHU OTCYTCTBUH MPH3HAKOB
UMMyHHOTO oTBeTa. OGHapyXKeHHe MOHOKJIOHAIbHBIX T1/1a3-
MaTHYECKHX KJIETOK HMMYHOIEPOKCHIA3HBIM METOIOM CBH-
JeTeJILCTBYET B Mosibsy MM. B KauecTBe I0MONHUTEILHOTO
MCCJIeI0BAHUS TIPU yeTaHOBeHuH auarHoza MGUS ucnosb-
3yeTcsl MeTOJl MeUeHHs! TIJ1a3MaTHIeCKUX KJIETOK THMHIHHOM
(npu MGUS ungexe metku mMenee 1 %), MeTon npoTouHOk
LIUTOMETPHH, MO3BOJISIOLIUE TPOBECTH UMMYHO(MDEHOTUITH-
poBaHMe TJIa3MaTHUECKUX KJeToK KoctHoro mosra (CD38,
CD138, CD79«, CD19, CD56, CD28, CD117, slg). O6-
Hapy»KeHO, UTO XOTs] MOHOKJIOHAJILHDIE OITyX0JIeBble KJIETKH U
BbisiBAIsiIoTCst Tpu MGUS, umesio UX cyliecTBEHHO HUXKE, UeM
y 6oabHbXx MM (p < 0,0001). Bosee 3 % mniasmaTthueckux
KJIETOK C HOPMAJIbHBIM HMMYHO(DEHOTHIIOM 0OHAPYKHBAIOT
ToJibKO Yy 1,5 % 60JLHLIX MM 1 y 98 % MALHEHTOB C MOHO-
KJIOHAJILHBIMU rammarnatusiMu [97 ].

CJjieyeT TOMHUTb O BO3MOXKHOH 3/10KAueCTBEHHOH
tpancdopmaun MGUS. B 20 % cayuaes npu gaibHeiiiiem
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HabJIIoJIeHUH Y MaleHToB auarnoctupyior MM (Han6osiee
yacThlii Bapuant — npuMepHo 16 %), MB uu apyrue
3JI0KAUECTBEHHbIE ~ MOHOKJIOHAJIbHble rammanatuu  [98].
OnHako napanpoTenHeMHs MOXKET CylLIeCTBOBATb TOaMH
U Jlazke JIeCATHIeTUSME 0e3 repexoja B 3JI0KaUeCTBEHHOE
3abosieBanue. Puck nporpeccun MGUS B MM u cxosiHble
sa6Gosiesanus cocrapaset 1 % B roa[99]. Mutepsan BpeMenn
OT BbisiBJIeHHs1 M-nipoTenHa 10 3ab6osieBaHus KoJebJercs oT
1 1o 32 ner (memmana 10,6 roja), a OTHOCHTENLHBIH PUCK 110
CPaBHEHUIO ¢ KOHTPOJIbHOH nomnyJsitueil paet 25,0 nist npo-
rpeccu B MM, 8,4 — B amusionnos, 46,0 — s MB, 2,4 — B
Jpyrue opMbl HEXOPKKUHCKUX JiMbOM U 8,5 — B I1J1a3Mo-
LUTOMY. ¥CTaHOBJIEHO, YTO MIPH COZIEPAKAHUH B KOCTHOM MO3Te
6—9 % nJasMaTHUECKHX KJETOK PMCK TpaHchopMallkH B
MM B 2 pasa Bbille, ueM NpH Ux yposHe 5 % u menee [100].
Y nauunenToB ¢ [gM- n [gA-nipoTenHeMue pucK Mporpeccuu
Bbille, yeM 1pu [gG-nporentemun. OTMeueH BbICOKUH PUCK
MM U HEXOPKKUHCKMX JIUM(OM, NMPHYEM HE3aBHCHMO OT
BpeMEHH BbIsIBJEHUs1 Y 60/bHBIX M-rpaanenTa npu sJaeKTpo-
thopese coiBoporounbix Geskos [101, 102]. T1pu Becex Tpex

KINHIYIECKAS OHKOTEMATOJIOTHS



Natorexe3, kNMHMKa U auarnoctuka MM

tunax MGUS [92] puck 3n0KkauecTBeHHON TpaHcopMalyu
BbIllIE Y KEHUIMH, 4eM Yy MyKuMH. PHcK TpaHcdopmalinu
MeHbLUE Y TOKUIbIX MauueHToB. BaxkHa KOHUEHTpaUus Cbl-
BopoToyHoro M-nporteuna. Tak, puck nporpeccuu B 4—6 pas
BbILLIE Y MalMeHToB ¢ M-npotennom 25 r/a, uem 5 r/a. [103].
[To pesysnbratam 2 KpynHbix uccienobanuit [104, 105], y
Bcex OosbHbIX MM Hauajy 3abosieBaHusl NpeallecTBOBaNA
MGUS, npuueM y 75 % nauueHToB NOBLILEHHBIH YPOBEHD
M-nporeuna onpenensisics B Tedenue 8 jiet u GoJiee.

[TockosibKy ypoBeHb M-npoTenHa CJIyKHT (HaKTOpoM
pucka mnporpeccud B MM, Heo6XoiMMO KOHTPOJMPOBAThH
Co/lepKaHUe TJ1a3MaTHUECKUX KJETOK B KOCTHOM MOS3Te.
[Tpumepro y 5% GosibHBIX ¢ cuMOTOMaTHUecKoi MM ux
meree 10 %, HO OOBIMHO 3TO CBA3aHO C HEPABHOMEPHbIM
pacrpeaesiecHieM OMyXOJIeBbIX KJETOK B KOCTHOM MO3re
J00 C HeylayHON MyHKUMEH IPyAUHbL. ¥ TaKHX NallMeHTOB
uesecoobpasHa  TpernaHoOHONCHS  MOAB3JAOLIHON  KOCTH
JUIsl OUEHKH OMyX0JIeBOH MH(UJIBTPALLUA KOCTHOrO MO3ra
C TOBTOPHOH ero acnupauuert. [Tpumepno y 1/3 60JIbHBIX
MGUS o6HapyKMBaeTcsi MaToJorMyeckoe COOTHOLIEHHE
CbIBOPOTOUHBIX CBOGOMHBIX JIETKHX Lenel HMMYyHOr106y-
JIMHOB, UTO CYMTAETCS MOKasaTesJeM BbICOKOTO pHUCKa Mpo-
rpeccud. OcHoBbIBasicb Ha BeJMYMHe NHKa M-npoTeuHa,
M30THIA TSKEJbIX Lernell i COOTHOLIEHHS CBOOOHDBIX JIETKHX
uener, S.V. Rajkumar u coast. [92] npemioxKuiau mMozesb
JUIsi TIporHo3upoBanusi TpaHcopmain MGUS B MM,
BKJIIOUMB B Hee cooTHoLIeHHe k/A < 0,25 unn > 4, BeJHunHy
M-rpanuenta 15 F/JI u 6oJiee © MGUS uHoOro THIAa, HeXKeJu
[gG. Puck nporpeccuu B teuenue 20 Jsiet y nampenton ¢ 0,
1, 2 unu 3 hakropamu pucka cocrasun 5, 21, 37 wan 58 %
COOTBETCTBEHHO.

Ecany nauuenra obHapykubaercs yposeHb M-npotenna
30 r/.1 u Gosiee u/WTK cofieprKaHKe TIa3MaTHIECKHX KIeTOK
B KocTHOM Moare 10 % u Godsee, TO cJeyeT NOMHUTb U 00
acumnromatuueckoi (mietouteit) MM. DT nauueHThl
MOIYT UMETb HeGoJIblLIOoe KOJMYeCTBO M-TIpoTeHHa B Moue U
CHIXKEHHE KOHUEHTPAUUK HOPMaJIbHBIX HUMMYHOTJIOOYJIMHOB
B CbIBOPOTKE, HO HU3KHH MHAEKC MPoJudepaTUBHON aKTHB-
HOCTH MJIa3MaTHYECKUX KJETOK. BaKHO OTMETHTb, uTO Y
OOJIbHBIX C TJCIOLLEH MHEJOMOH He BBISIBJSIOTCSH MPHU3HAKH
CRAB-cunapoma (cM. taba. 7). Ciaydau, OTHOCSIIMECS MO
knaccudpukanmu Durie—Salmon k [ crapuu, BK/IouaoTcest
B 3Ty KaTEropuio U CYUTAIOTCS aCUMITOMATHYeCKUMH. Bro-
JIOTHYECKH CJlydad aCUMITOMAaTHYE€CKOH MHEJIOMbI CXOIHbI
¢ MGUS. Crneuuduueckoe JiedeHue TakuM OGOJILHBIM He
M0Ka3aHo, OHU MOAJIEKAT HAOJIOAEHHUIO BILJIOTh 10 Tporpec-
cupoBanus. HaGJsioneHue J0/LKHO BKJIOYATh PEryJsipHble
ocMoTpbl (00bluHO | pa3 B 3 mec.) ¢ onpeeseHHeM YPOBHS
napanpoTedHa B CbIBOPOTKe W Moue. Bpewms po mnpo-
rpeccud cocrabisieT 3—4 roga. Mexay TeM He3aBUCHMbIM
(haKTOPOM pHCKa, KaK y»Ke YKasblBaJlOChb Bblllle, MPH3HAHO
NaToJorMueckoe COOTHOLIEHHE CBOOOAHBIX JIETKHX Lienei
UMMYHOI00yJIMHOB B cbiBopoTKe. R.A. Kyle u coapt. [106]
NPEVIOKUIN JUIS TTPOTHO3UPOBAHUST TpaHCcOpMall MC-
M0J1b30BAThb TPH MOKA3aTe s1: MAaTOJOMHUECKOe COOTHOLIEHHE
K/A, conep:Kanue naazmatuueckux kaetok 10 % u Gosee u
cbIBOPOTOUHbI M-mipotert 30 r/n 1 Gosee. Y naluMeHTOB
¢ 1, 2 wmm 3 hakropamu rnokaszatesib H-JeTHEH MPOrPecCcHu
coctaBus 25, 51 1 76 % COOTBETCTBEHHO.

CoJTapHble MI1a3MOLUUTOMBI KOCTH BCTPEUAIOTCS PELKO
(3—5 % Bcex cayuaes MJ1a3MOK/JIETOUHBIX Heoriasuil ). Jua-
rHO3 KOCTHOH (0ccaJjibHOM ) MJIa3MOLUUTOMbI YCTaHABJIMBAIOT
B TeX CJydyasiX, KOIJa OMyXoJb JIOKAJIH3YeTCsl B KOCTH 0e3
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KaKUX-JIMOO JPYruX MPU3HAKOB 3a60JIeBaHHUsl, XapaKTePHbIX
Juist cuctemMHoro nopaxkenusi ipy MM [107]. 3a6osieBanue
HabJl0aeTes yatle y naudeHToB 6oJiee MoJIoJ0ro Bo3pacra
(Memuana 55 siet) o cpaBHeHnio ¢ MM n yatiie y My»KUHH, 4eM
y KeHUmH (65 vs 35 % ). ConmtapHbie oYaru JoKaIU3yloTcs
B OCHOBHOM B [103BOHKAX M JVIMHHBIX TPyOUaThIX KocTsx. OT-
MeuaeTcst 60J1b B MECTaX MOBPEKCHHUS CKeJleTa — B CIIHHE,
peOpax, NO3BOHKaX, B 06JIaCTH MATOJOMHUECKHUX [IEPETOMOB.

Jluarno3 coJMTapHON M1a3MOLUMTOMBI JIOJIKEH ObIThb
JloKazaHn Mopdosioruyecku (OHONCHsT MOPaXKEHHOH KOCTH)
(cm. Tabu. 7). Takomy 60sibHOMY HEOGXOMMO TIPOBECTH BECh
KOMIIJIEKC HCCJICIOBAHUM C 11€J1bI0 BbISIBUTH BO3MOXKHYIO T'e-
HepaJsi3alluio rpoliecca (peHTreHorpaus KocTell ckesera,
MPT, TI9T-KT). Cremyer OTMETHTb, 4TO COBpPEMEHHbIE
METOJIbl HCCJIENOBAHUS HEPEIKO MO3BOJAIOT OOHAPYKHUTh
CEKPELHIO MOHOKJIOHAJIbHBIX HMMYHOTJI00YJIMHOB Y GOJIbHbBIX
C CONMMTApHBIMU M1asMouuToMaMu. B 50 % caydaes ynaetcs
BbISIBUTb HEOOJIbLIOE KOJHYecTBO M-npoTerHa B CbIBO-
poTke Wad modue. lnuresnbHas nepcucreHuus M-nportenHa
(= 50 r/n) cunraercs hakTopoM prcKa nporpeccun B MM.
Kpome Toro, umeer 3HaueHue pasmep COJMTAPHOrO ovara.
Tak, npu pasmepe nazMoUUTOMbl Gosiee 5 ¢M PUCK TpaHC-
hopmatnu joctaTouHo Boicokuid [ 108].

BaxxHoe 3HaueHHe OTBOAMTCA M3YyYE€HHIO CBOOOIHbBIX
JIETKUX 1lleneld MMMYHOIVIOOYJIMHOB B CbIBOPOTKE OOJbHBIX.
Tak, no pnanubim D. Dingli u coasr. [85], natosiornyeckoe
cooTHolLeHHe K/A Gbl10 0OHApy:KeHO Y 47 % GOJbHBIX ¢
COJIMTAPHON MJa3MOLIUTOMOH, YTO aCCOLUMPOBAIOCH C Bbl-
COKUM puckoM TpaHchopmaunu B MM (p = 0,039). Puck
MPOrpeccHH B TeueHue D JIeT y NaldeHTOB ¢ MaTONOTHYEeCKUM
COOTHOLLIEHHEM CBOGOIHBIX JIErKHX Lieneil coctapua 44 %,
B TO BpeMsl Kak IpH HOPMaJbHOM COOTHOLIEHHH — 26 %.
B uesiom Tpancdopmaiys B MM Habutiofiaetcsi pakTHUeCKu
y 50 % TIALMEHTOB C MIA3MOLMTOMOR KocTH. OIHAKO y6eu-
TeJIbHBIX JI0KA3aTE/bCTB B [10J1b3y XUMUOTEpanuu HeT. OKoJ0
25—40 % GOJBLHBIX C COJIUTAPHOH MMJ1a3MOLIUTOMOH MMEIOT
cBOOOJIHYIO OT 0OJIe3HH BbIKHBAEMOCTb, paBHylo 10 roxam.
[enepasuzalusi onyxoJieBoro mnpouecca MOXKeT HACTYMHThb
uepes 15—20 ser.

BhekoctHast (sKcTpameyispHas) mjaasmolUToMa —
9TO COJIMTAapHAas MJ1a3MOLUTOMA, KOTOPAsk HCXOAUT U3 MATKHX
tkaHei [ 109]. B 6o/blMHCTBE cityuaeB sKCTpameyJisipHast
MJ1a3MOLIUTOMA MSITKHX TKaHEH, TpoTeKatoLlas ¢ mopaxKeHuem
BEPXHHUX JbIXaTeJIbHbIX MyTeH W MOJOCTH PTa, CYUUTACTCS JIO-
KaJM30BAHHOMN 1/1a3MOKJIETOUHOH TpoJihdepalneii ¢ HU3KUM
puckom TpaHcdopmaiyd B MM. MoryT nopa)atbest Tak:ke
JKKT, HHC, wuroBuaHast xxkeJie3a, MoJIouHasi 2Kediesa, SSHuKU.
JlnarHo3 OCHOBBIBA€TCS HA BBISIBJCHUH MOHOKJOHAJbHbBIX
MJIa3MaTHYECKUX KJETOK B 3KCTPaMELyJISPHBIX odarax H
OTCYTCTBMH JaHHbIX 32 MM (cm. taba. 7). [lnaamoumroma
MOKET ObITb JIOKaJbHOH MJH MeTacTasupoBaTb B pPeruo-
HapHble JUMdaTHuecKue yaJibl. B oTyiMume oT n1asMouuTOMbl
KOCTH, MPOrPECcCHsi 3KCTPAMELyJISIPHON  MJ1a3MOLUTOMbI
nabmonaercsi y 15 % nauuentos [110].

[TnasmokneTounblii Jeiikos coctapaser 2—5 % Beex
nyiagMokjieTouHbIx Heoryasui [ 1 11]. Pasnuuator ne hopmbl
MJIa3MOKJIETOUHOTO  JICHKO3a: TEPBUUHBIH W BTOPHUHBIH,
KOIJIa KapTHHA JIeliKo3a 0OHapyKUBAETCS MTPH POrpeccHpo-
BaHuu 3a6oJieBaHus B 1o3aHUX ctanusix MM. Cuntaetes, 4to
JIHArHO3 TJIa3MOKJIETOYHOT 0 JIEHKO3a He BbI3bIBA€T COMHEHHI
B TOM CJlydae, eC/Ii CoepKaHue LHPKYJIHPYIOLLKX M1J1a3MaTH-
YeCKHX KJIeTOK B KposH Gosee 20 %, a aGCOIOTHOE MX YHCJI0
npesbiaet 2 X 10%/a ¢ Beicokoit skenpeccueit CD56[112].
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Y npeobaanatoiero 60JbIIKHCTBA OOJbHBIX HAOJI0AETCS
TUNEPJEHKOLUTO3, aHEMHsl, HEHTPO- W TPOMOOLUTONEHHUSI.
[lepBUUHBIH TJIA3MOKJIETOUHBIH JIEHKO3 BCTpeyaeTcsl IMpH-
MepHo B 60 % cayuaes, B Gosiee MOJIOJIOM BO3pacTe, yalle y
»KeHuuH (62 %), xapakrepusyetcst 6osibio B KoeTsix (40 %),
ncuxuueckumu  Hapywenusamu (42 %), KpoBOTeueHHsIMH
(54 %), ysennuennem cesesenkt (21 %), neuenn (25 %),
vHorna oOHapy:KHUBaeTcsl JuMmdaneHonatuss U HeGOoJblIoe
cozepxkanne M-mpoTenna B chlBopoTKe. Y 56 % 60JIbHbIX
BBISIBJISICTCS [TOYEYHAs HEIOCTATOUHOCTD C BBICOKUM YPOBHEM
KpeaTHMHHHA B CbiBOpoTKe. Hacto HabJjiofaercs runepkasb-
LMeMHsi, KoTopasi yxyawaer nporHod 3atogesanus [113].
Y 60JbIIMHCTBA GOJLHBIX M1a3MOKJIETOYHBIM JIEHKO30M Bbl-
SIBJISIIOTCSL PA3JIMUHbIE YUCJIOBbIE XPOMOCOMHbIE abeppauuu
[114]. TTo naunbim uccnenoBanust N.C. Gutierrez u coabr.
[115], npu naasmokieToYHOM Jieliko3e valle HabJionanach
MoJIHAst /1M YacTHYHasl yTpata psja xpomocom: 3q — 80 %
CJIyyaeB MU MJ1a3MOKJAETOYHOM Jeiikose us 28 % npu MM,;
xpomocoMbl 16 — B 80 vs 12 % c/iyuaes cOOTBETCTBEHHO.
Kpome Toro, peructpupoBanuch aejeund 2q 1 6p. Ilpu
arpecCHBHOM TEUYEHUH BBISBJSAIOTCS THIOAUIJIOMAHOCTL U
MyTaLuu p53 (56 % GOJLHBIX e pBHUHBIM M1a3MOKJIETOUHBIM
N1eiiko3oM, y 85 % OGOJIbHBIX BTOPHYHBIM JIEHKO30M OGHa-
py:kuBaetcst aeqelnst 17p). Coobuiaercst Takke o JeJeluu
XpOMOCOMBI 13 1 TpaHc0KaLHUAX, BOBJIEKAIOLLMX XPOMOCOMBbI
I, 16 u (uacro) 14 [116, 117]. ITponomKuTebHOCTb XKU3HU
OOJIbHBIX TIPU MEPBUUHOM JieliKode GoJiee AJIUTEe/bHAsI, YeM
MpY BTOPHUHOM.

TpyaHoctd  MOryT BO3HMKHYTb [pH  AU(depeHu-
aJibHol muarHoctuke MM, ocoGeHHO B cilydae BbISIBICHHS
MOHOKJIOHa/MbHOrO IgM  u MB. Makporjo6ynuHemust
Basibnencrpema — 370 peakoe iumdonposnpepaTiBHoe 3a-
6oJsieBaHHe, KOTOPOE XapaKTepuayeTes MPOyKIHeH CbIBOPO-
TOYHOIO MOHOKJIOHAJIbHOTO [gM 1 JIMM(ONIa3MOLUTOUAHOH
uHunbTpalmert koctHoro moara [ 118, 119]. Menunana Bos-
pacta GoJbHBIX TpuMepHo 65 Jiet. [o kpaiineit mepe 25 %
GOJILHBIX MMeIoT acumnTomMathieckyio dopmy MB, 50 %
13 HUX TpebyeTcs JiMLib HAGJIOICHUEe, OHH He HY:KAAI0TCs B
JledeHUHd B TedeHue 3 JeT, a 1 u3 10 GoJbHBIX — B TeueHHe
10 ner [120].

MakpornobysnuHemusi BanbaeHerpema xapakrepusyercs,
C OJIHOH CTOPOHBI, OMyX0JeBOH nposudepauuert cneurduye-
CKHX JTUMOMIHBIX 3/€MeHTOB B KocTHoM Mosre (> 10 % ¢
TUIIHYHBIM UMMYHO(EHOTHIIOM ), CeJie3eHKe, TTeUeHH, JUMPO-
y3J1ax, ¢ Apyroil — MpUCYTCTBUEM MOHOKJOHaJ/MbHOTO IgM B
CBLIBOPOTKE (HE3aBUCUMO OT ypoBHsi M-riporenna) (tabu. 7).
B uutosiornueckux npenapartax KOCTHOro0 Mo3ra npeotsaiaoTt
KpYTHble JIMMQOLUTBI € M1J1a3MaTU3HPOBAHHON LIUTOIIA3MOH,
B BaKyo0JI51X KOTOPO# MOxKHO BbisiBUTL LIIMK-nosoxxuTe ibHble
Oe/IKOBbIe BKJIIOYEHHs1 MOHOKJIoHa/bHOro [gM. Hapsiy ¢ sTum
0OHAPYKUBAETCS MHOTO MOHOLIMTOMIHBIX KJIETOK, HAlIOMHHA-
IOLLMX KJETKH TPU MHPEKLMOHHOM MOHOHYKJIe03e. KiieTouHbli
COCTaB NOJMMOP(EH U BK/IIOYAET Majible JUMQOLMUTDI, NJas-
MOLITOUIHbBIE JTUMPOLUTBI (KJIETKH € 06UIbHOH 6a30(hUIbHOM
LUTOMJIA3MOM, HO TUIIHYHBIM /151 MaJIOT0 JIMMQOLIUTA FIPOM ),
a TaKxKe T/1a3MaTHYECKHE KJIETKH, YaCThb KOTOPbIX CONCPXKHT
B snpe LLIMK-nonoxuresnbHoe BKatoueHHe (Tak Ha3blBaeMble
tesblia Jlatuepa) [121]. MUMmyHodeHnoTHn xapakrepuayercs
sKcrpeccueil nan-B-kierounbix anturenos CD20 u CD79a,
B 10 Bpemsi kak CD5, CD10, CD23 orcyrersytor. [Tnasmaru-
yeckue KaeTku skcnpeccupytor CD38, CD138. Jlumdaneno-
NaTtusl, renaro- W CrjieHOMeranus CUuTaloTCsl XapakKTepHbIMU
(X0Ts1 M HeoOs13aTe/IbHBIMH ) TPU3HAKAMH.
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Kinnuyeckasi KapTuHa CKJaiblBAeTCsl U3 KOHCTHTYLHO-
HaJIbHBIX IPU3HAKOB, BK/IIOYAIOUINMX CJIa60CTb WM YCTaNOCTh
BCJICJICTBME aHEMHUH, JIHXOPAKY, HOUHYIO MOTJIHUBOCTb WJIH
norepio mMaccol teqa [122]. OcreonecTpyKTUBHBIN Tpoliece
HabJonaercsi y 5—6 % 60JbHLIX MB 1 6oJsiee yacTo JHIIL
Ha KOHEUHbIX 9Tanax TeueHust 6oJe3uu. Llutosnornueckoe ue-
c/le/loBaHue He Beeria MHPOPMaTUBHO, YUHTbIBAS TPYAHOCTb
MoJIydeHHsl JOCTaTOYHOTO KOJIMYeCTBA KOCTHOTO MO3ra TpH
NyHKLMK BeJeacTBUE (prubposa cTpombl. B ¢Bsi3u ¢ 3TUM 15t
auarHoctikd MB Heo6xonuma TpenaHoOGHoncusl.

[Tpu Trerouteit MB yposeHb chiBoporounoro IgM 30 r/n
u GoJsee I/I/HJIH 10% wu 6GoJgee JIMMOTIa3MOILUTOUHBIX
KJIETOK B KOCTHOM MO3T€ [TPH OTCYTCTBMH CUMIITOMOB aHEMHH,
KOHCTHTYLIMOHAJIbHBIX CUMIITOMOB, THIEPBA3KOCTH, JUMpa-
JleHONaTHH WK renatocnieHomerauu [ 1 19]. buonornyecku
6oJblKMHCTBO ciyuaeB MB cxomno ¢ [gM MGUS, Ho puck
nporpeccud B cumnromaTtuyeckyto MB ropasno 6oJblie.

POEMS — 53t0 aursuiickasi ab6peBuarypa, npeio-
kenHas B 1980 r. PA. Bardwick u coast. wist o603HaueHust
PEJIKOTro MapaHeornIacTUIeCKOro CHHApPoMa, OObIYHO BO3-
HUKAIOULEro MPH MJ1a3MOKJIECTOUHbBIX JHCKPA3USIX W pexke
npu Gosiesnn Kacriemana, ee n/1a3mMoKJETOYHOM BapHaHTe.
[lepBble OykBbl 0003Ha4YalOT HauboJee XapakTepHble TMpH-
snaku: P (polyneuropathy) — nosuneiiponatus, O (or-
ganomegaly) — opranomeranusi, E (endocrinopathy) —
sHjokpuHonarus, M (M-protein) — MoHOKJIOHAIbHAS
rammanarust, S (skin changes) — KoxkHble H3MeHeHHUs.
Cpennuit Bodpact GoJsibHbiX D1 rom. KuuHuueckue mpo-
spienuss POEMS-cunapoma BecbMa — pasHooGpasHb.
OnHuM M3 BeylMX MPU3HAKOB 3TOTO CHHAPOMA CJIyXKUT
nosiMHerponatusl, oOyCJOBJEHHAs JeMHEJMHU3AUMENH U
AKCOHAJILHON JiereHepaluel HepBHbIX BOJIOKOH. [TepBble xka-
J100bl 6OJILHBIX — €1a00CTh, NapecTesnH, 3516KOCTb KOHeY-
Hocreil. HanGosee yacto oTMevaercs yBeJiMueHUe MeyeHu 1
ceneserku. Y 60 % GoJbHBIX 0GHAPYKHBAIOT YBEJIHYEHHbIE
JuMdoysJbl. OnucaHo yBeJguueHne pa3MepoB cepaua, pexe
BBISIBJISIUCH MOPAXKEHHE JIETKUX 110 PECTPUKTHBHOMY THITY,
JIETOUHAsl TUTEPTEH3Msl C paclUMpeHUeM MPaBbIX OTAECJOB
cepaia. dHAOKpUHONATHH BeTpedaiotest y 84 % 60/bHbIX
1 HauboJsiee 4acToO MPOSIBJSIOTCS B BHJE THIIOTOHAAM3MA!
CHUXKEHHE YPOBHSI TECTOCTEPOHA Y MY»KUMH, HapylleHHe
MOJIOBOIO BJICYEHUS], HAPYLLIECHHE MEHCTPYyasbHOIO LMKJIA Y
JKeHLKH. MoryT oTMeyatbes M Jpyrue SHAOKPUHHbIE pac-
CTPOMCTBA, B YACTHOCTH CaxapHblil AHabeT M THUIOTHPEO3.
KoxKHble CHMNTOMbI XapaKTepHU3YIOTCSl MeHepaM30BaHHON
nurmeHTauuel 6e3 crneluduueckux u3MeHeHui B GHonrare.
Tunuuno orpyGeHue BoJIOCSHOTO OKPOBA, MOTYT MOSIBASTHCS
M3MEHEHHsI MaJibLEB Mo THIY «6apabaHHbIX najouek». s
POEMS-cunipoma xapakTepHo BbisiBJIEHHE JIETKUX Lerneil 4,
YypOBEHb MOHOKJIOHAJbHOTO NapanpoTenta (nubo [gG, anbo
IgA) o6biuno Huskui [ 123, 124]. TunuuHbIM J1aG0PaTOPHBIM
npusHakom POEMS-cunnpoma  siisieTcst  1oBbllIeHHe
ypoBHs VEGF B kpoBu. OCHOBHbIE MarHOCTHYECKHE KPH-
tepur POEMS-cunapoma npejicraBiieHbl B Tabil. 7.

3HauYUTEebHbIA  NOJAUMOP(UIM  KIMHUUECKHX TPOsiB-
JgeHnit MM, oco6eHHO B HayaslbHbIX CTAUAX, HEPEIKO MPH-
BOJIUT K JIMarHOCTUYECKUM OLIMOKaM. BosibHble AJIHTENbHO
00CJIeyloTCs M Jieyates y pasHblX criedanuctoB. [Tockosbky
OOJILIIMHCTBO GOJILHBIX — 3TO JIMLA TOKHJIOr0 BO3pAcTa,
TO 2Kaslo0bl X HA OOJb B CIIHHE, UHOTJA 32 TPYAUHOH (B 00-
JIACTH IPYAMHbBI ) 4ACTO TPAKTYIOTCS] BpaYaMU KaK MPOsIBJICHHS
MOSICHUYHO-KPECTIIOBOTO  PAJIMKYJIUTA, OCTEOXOHApo3a ¢
KOpELIKOBLIM CHHJIPOMOM, croHausosnucreda [2]. Crenyer
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Natorexe3, kNMHMKa U auarnoctuka MM

OTMETHTb, U4TO HauboJiee 4acTo oTMeyaercsl 6oJib B CIHHE.
Y 20 % B3poc/bIx HAG/IIOAETCS EPHOAMYECKH PELIHBH-
pytoiiasi 60Jib B CIIUHE JUIUTEJBHOCTbIO 3 AHA U GoJiee. DTO
HepeaKo W OblBaeT MPUUYHMHON JHATHOCTHUECKHX OLLIMOOK.
BesycsoBHo, 60J1b B criMHe MOKET ObITb CBSI3aHa C JIIOObIM
JPYIUM MATOJIOTHYECKHM TPOLLECCOM, KOTOPbIH 3aTparuBaet
UyBCTBUTEJ/IbHbIE OKOHUAHWSI HEPBOB: I'PblkKa MEXKI03BO-
HOYHOTO JIMCKA, Y3KHHl MO3BOHOUHBIA KaHaa u T. 1. [125].
OO0 HCTHHHBIX 2Ke MPUUMHAX TAKHX CHMIITOMOB Bpay HHOIJA
oCTaeTcs B HEBEJEHHH JI0 TeX MOop, MoKa KJAHHUYECKHE Tpo-
SIBJICHUSI HE CTAHYT JAMAarHOCTHYECKH 3HAYMMbBIMH, a BpeMsl
JUIsl Ha3HAYeHUsl CBOEBPEMEHHOH crielMdruyecKoil Teparnuy,
TaKUM 00pa3oM, OKa3bIBAETCS YIYLLIEHHBIM.

HeoGxommMo MOMHUTB, YTO MOpPaykeHHEe KOCTel cKeJeTa
HaOJII0Ial0TCsl NIPU LieJIoM psifie 3a0osieBaHuil. Tak, M30bITOK
WIH HEIOCTaTOK CEKPEelMH TOPMOHOB BEIET K HApyLUEHHIO
MeTabo/IM3Ma KOCTHOHM TKaHH, Pa3BHUTHIO OCTeONopo3a U
BBICOKOMY PHCKY MepesioMoB KocTell. ONHO U3 BeJylMX MecT
B CTPYKType BTOPHYHOIO OCTEONOpO3a 3aHUMAlOT 00JIe3HH
9HIOKPUHHOK CHCTEMBI (9HIOTEHHbIH THIIEPKOPTHLIH3M, THPEO-
TOKCHKO3, TMIIOTOHA/IU3M, THIIEpHapaTHPeo3, caxapHblil AMadeT,
TUIOMUTYHTAPU3M, TOJUIVIAHIYJIsIPHAs SHIOKPHHHAS HEJl0CTa-
ToyHOCTb). Haubosee cxoiHble M3MeHEHHMs], HAOMHUHAIOLIHE
MM, nabuonatorest ipu runepnaparupeose (I'TIT). [pu sTom
3a00JIeBaHUH B MATOJIOMHYECKHH MPOLIECC BOBJIEKAIOTCS KOCTH
U MOYKH, HAOJIIOIAeTCsl THIePKAJIbLIMEMHS U THITEPKAJILLIMYPHSI.

[unepnapatupeos — 3aboJieBaHue, CBsI3aHHOE C
NaToJOrMuecKol TPOAyKUHMEH MNapaTHPEOUAHOr0 TOPMOHA
TUNEPIIa3UPOBAHHBIMU  WJIH  OMYyXO0JI€BO-U3MEHEHHBIMU
OKOJIOUIMTOBUAHBIMU 2kejie3amu. [TIT Berpeuaercsi npe-
uMylllecTBeHHo y sinil B Bogpacte 20—>50 sert. [lopaxkenue
KOCTHOH CHCTEeMbl — OJIMH U3 NOCTOSIHHBIX cumniTomMoB [ TIT.
XapaktepHbiM paHHuM npusHakom [TIT cayxxut Gosb B no-
paKEHHbIX y4acTKax ckejera, oco6eHHO B cTonax, o61acTu
TpyGUaThIX KOCTEH, CBS3aHHbIX ¢ XONbOOH, NepeMeHol mno-
JIOXKEHUs], nasbhaluleil H3MeHeHHbIX y4acTKoB. Ha nosanux
cTamusix 3a00JeBaHusl JOMUHUPYIOT Aedopmalus cKesera,
yacThle MaToOJNIOrHYecKHe MepesioMbl. PeHTreHosiorniyecku
BBISIBJISIETCS  PACIPOCTPAHEHHBIH OCTEONOpPO3, XapaKTepH-
3YIOLLMICA PaBHOMEPHOH 3€PHUCTOCTBIO, MEJIKO(POKYCHBIM
MHJIMAPHBIM PUCYHKOM. BeTpeuatoTest KUCTbI ¢ MHOXKECTBEH -
HbIMM MEPEMbIYKAMH, KOTOPbIE COAEPKAT TUIAHTOKIETOYHYIO
Wi uOpopeTUKYNSIpHYI0 TKaHb. BecbMa XapaKTepHbl
SIBJICHUsST CyOnepuoCTasbHONH pe3opOUdl — MOAHAAKOCT-
HHYHOTO paccacblBaHMsl KOCTHOTNO BELECTBA, Yalle BCEro
B KOHLEBbIX (pasaHrax kocreil. B GoJiblUMHCTBE ciyyaeB
MPOUCXOJAT U3MEHEHHsI B KOCTSIX MO3BOHOYHMKA — OT He-
3HAUMTEJILHON JeMHHEpaIU3alii TTO3BOHKOB J10 «PbIObEro
M03BOHKA», MHOTJIA C MepesioMaMu TeJl 03BOHKOB. [TaTorHo-
MOHHWUHBI 3MYyJIUIbl BEPXHEH U HHxKHEH uesiocTeil [ 126].

[Toukn B naroJjioruueckuii npoiiecc BopJaekatoTes 6ogee
uem y 60 % 6ouabubix [TIT, oxHako uyarie 3T0 nopaxeHue
npoTekaeTr B Buje ModekaMmeHHOH Goseanu. [Tosnnee nomu-
HUpPyeT HepOoKaJbIIMHO3, MPOrpeccUpylollias XpoHuuecKas
noyeyHasi HeZI0CTaTOUHOCTb U yPEMHUsl, apTepHasibHas runep-
teHsus1. B otsinune ot MM nipu I'TIT nepenko nabuonatorcst
S13BbI 2KEJTY/IKA WM IBEHA/ILLATHIIEPCTHOM KMLIKH, YTO CBA3AHO
c nopbitieHueM noj BozaeicteueM ['TIT cekpeunn ractpuna u
coJistHOM KUCa0ThI [ 126]. Jlnarnoctuueckoe 3HaueHHe UMEIOT
M3MEHEHHs] OPraHoB 3peHust — 0ObI3BECTBJIEHHS B 001aCTH
BekK, Kepatonatusi. [1psmbiM 1 Gosee HHDOPMATHBHBIM Me-
TOJIOM JIMATHOCTHKH SIBJISIETCS ONpe/ieJieHHe B KPOBH YPOBHSI
naparropmoHna, koropbi# nipu ['TIT Bcerna nopbiineH.
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Hekoropble TPyAHOCTH MOTYT BO3HMKHYTb NpH Jupe-
peHLMabHON arHoctike 6ogsesnu [lemwkera, kotopast Ha-
OJII0IAETCS Y JIMLL TTOXKUJIOTO W CTapyeCKOro Bo3pacTta, MpH-
BOJIUT K aKTUBHOH JI€CTPYKLUHMH U HHTEHCUBHOMY OOHOBJICHHIO
KocTHOH TkaHu. Ha cone xopouiero obuiero cocrosiHusi
OO0JIbHBIX BAPYT HauMHaeT GecrnokouTb 60Jib B KocTax. Oj-
HAKO PEHTIeHOJIOMMUECKH HE YJaeTcsl BbISIBUTb OCTEONOPO3,
Hao0OopOT, MEepecTpoeHHast KOCTb HMEET MHOXKECTBEHHbIE
YUACTKH YIUVIOTHEHHUST ¢ XapaKTEePHbIM «BaTHBIM» PUCYHKOM.
Yaule nopaxatoTcsi KOCTH 4eperna M MOojB3A0UIHbIE KOCTH.
@yHK1Ms noyek He crpagaet [127].

O6Hapyxenue yBesuueHHoir COD HaBoAMT Bpaya Ha
MbIC/Ib 00 OMyXOJM HEYTOYHEHHOH Jokajaudauuu. Hannuue
0eJiKa B MOU€E MPEANoNOKUTENLHO YKA3bIBAET HA MATOJNOTHIO
nouek (XpOHUYECKUH TJioMepyJioHedpUT, MHesoHedpUT),
UTO MOXKET BeCTH K HeoGOCHOBAHHBIM JHArHOCTHUECKHM
(HepeaKo onacHbIM) NpoUeypaM, Harnpumep, MpOBEACHUIO
9KCKpeTopHOU yporpaduu [2, 82]. B Tom ciyuae, ecsun no-
JKUJIOH MALMEHT NPebABISET Kaa00bl Ha 60Jb 32 IPYAHHON
(B obJiacT TPyaMHbI), HeOOXOAMMbI BbISICHEHHE XapaKTepa
60JIeBOr0 CHHIPOMa, aHaMHe3a 3a00J1eBaHUS, TLLATEbHbIH
OCMOTP, BKJIIOYAIOLLMI ayCKyJIbTalUIO Cepala, oNpeieeHue
YCC u AJl, Buinosnenue K[ D1o no3Bo/sIE€T HCKIIOUUTD
uieMuyeckyto OosiedHb cepiaua. B npakTtuke paboThl
Bpauei-racTposHTEPOJIOroB 00Jb 3@ TPYAUHOH MPUXOAUTCS
I depeHupoBaTh ¢ 60J1bI0, CBA3aHHON € Pa3IMYHbIMH 3a-
60JIeBaHUSIMH TMHULLEBOJA, OCOOEHHO racTpo33ocdareabHon
peduttokcHoii 6osesnbio [ 128].

[IpaBuJ/ibHas olieHKa »ka/jo6 nalMeHTa, 0CMOTp U Mpo-
BeJIcHMe MMHHUMAJIbHOTO YHCJa MCCJEIOBAHUN yxKe Ha Jo-
FOCMUTAJILHOM 3Tare Mo3BOJI0T Bpauy 3anono3putb MM.
B kayectBe CKpuHHHIa y OOJBHBIX C OCCaJTMel chetyer
PEKOMEH/IOBATh peHTreHorpaduio KocTel ckeseTa, a Tpu
oOHapyxKeHUH OeJika B Moye — MCCJe/lOBAaHHE MOUYM Ha
npucyrcrue 6eska bene-/xonca. [pu yesmnuennoit CO
noKasaHbl 3J1eKTpodope3 6e/IKOB ChIBOPOTKH /151 BbISIBJICHHUS
M-rpaauenTa u onpezesieHue XoTsi Obl OCHOBHBIX ChIBOPO-
TOUHbIX HMMyHOT0GYIHHOB (IgG, [gA, [gM) [2, 129]. DTux
MCCIeIOBAHUH BIOJIHE 0CTATOUHO /151 TOCTAHOBKH Mpe/iBa-
PUTEJIBHOrO IMarHo3a. besyc/ioBHO, /11 yTOUHEHHS IMarHosa
60J1bHOMY HEOOXOIUMO BbITIOJHHTh MYHKLHIO KOCTHOTO MO3Ta,
TpenaHoOUOIICHIO, UCCIEIOBAHHE PA3JIUUHbBIX KJACCOB ChIBO-
POTOUHBIX UMMYHOIJIOOYJIMHOB W CBOOOJHBIX JIETKUX LleMneH.
B 10 ke Bpemsi 1pu cONUTAPHOH (KOCTHOH HJIM BHEKOCTHOH )
MJIa3MOLIUTOME MYHKTAT KOCTHOTO MO3ra, KakK MpaBHJIo, He
M3MeHeH. B 3Tux ciyyasx AMarHocTHYeCKHe COMHEHHUST MOTYT
ObITb paspelleHbl JIMUIb TP MyHKUMH (OHoncHu) oObHaApy-
JKEHHOT0 00pa30BaHMsl M BbISBJACHUH THITMYHOH KapTHHbI
OMyXOJIM M3 MJ1a3MaTHYECKUX KJeTok. MmeloTes onucanusi
OTIeJbHBIX ciydaeB MM, Kotopast ne6ioTHpoBasa rnopaxe-
HHEM JIETKHX, YBeJMYeHHEM JUM(aTHUECKUX Y3J10B, MOsIBJIe-
HHEM MSTKOTKAaHHBIX OIMyX0JIeBbIX 00pa3oBaHUil Ha IPyAHON
CTEHKE, KOHEUHOCTSIX, B MOJIOUHBIX »KeJie3aX, OpIoLIHON
MOJIOCTH, JIOOHOH 00J1aCTH, KPAaHHAJIbHO U HHTPAKPAHUAJbHO
C MopaKeHUEeM YePErHO-MO3roBbIX HEPBOB, 00J1aCTH HHKHEH
4eJIl0CTH, OpOUThI, a Takxke cuHapomoM Llerpena, KAHHHUKOH
Me3eHTepHabHOTO MaHHUKYJIUTA U T. 1. [2].

MHoKeCTBEeHHbIE TIOpaXKeHHsl KOCTEH, COMpPOBOKAAIO-
1Mecst M1a3MOKAETOYHON MH(UIBTPaLUell KOCTHOIO MO3ra
1 1apanpoTeMHeMHUei, BCTpeyatoTes pH HEKOTOPBIX hopmax
paka B cjyyae MeTacTa3upOBaHMSI B KOCTH M KOCTHBIH MO3T.
Tak, MetacTasbl B KOCTSIX CO CXOAHOH PEHTI€HOJOTHMUECKOH
KapTuHoii Habmonaiores y 65—80 % GOJbHLIX  paKoM
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MOJIOUHO# »keJsiesbl, 65—75 % — npoctatbl, 30—40 % —
nerkoro, 40 % — nouku, 20—25 % — MoUYeBOro nysbIps,
60 % — LIUTOBHIHON XKeJie3bl [130, 131].

Kaxk yxe ykasblBaJgochb Bblllle, MeTacTasdbl B KOCTH
MOAPA3NesIoT Ha JUTHUECKHE, ocTeobaacTHIeCKe U cMe-
lIAHHbIE B COOTBETCTBMM C PEHTIEHOJOTHYECKOH KapTHUHOH
ouara nopaxenus. jst MM xapakTepHo BbISIBJICHHE JIUTH-
yecKHuX oyaroB. Mexiy TeM, Hanpumep, NpU pake MOJIOYHON
KeJsie3bl HaOJI0AAoTCsl cMellaHHble ocTeob/acTHUecKue H
OCTEOJIUTHYECKME METACTa3bl B KOCTSIX CKeJsleTa, a NpH pake
NpocTaThl — OCTEOOMACTHIECKHE.

[TapanpoterHemusty 60JIbHBIX PAKOM MHOTA HAOIOAACTCS
He TOJILKO MPM MeTacTrasax oryxoJ/, Ho U 6e3 HuxX. OTmeueH
MOBBILIEHHbIH, HOPMAaJIbHBINA W MOHHKEHHbIH YPOBEHb 0OLLIET0
6e/IKa CbIBOPOTKH, HO B CpEIHEM YPOBEHb MPOTEMHEMHH
3HAUMTENLHO HIKe, ueM pu MM. OGHapyKuBaioTcst napa-
NPOTEHHbI PA3JIMUHBIX KJACCOB, HO Yalle kaacca G. [Tpuunnbl
napanpoTeHHeMud y OoJIbHBIX pakoM pasHooOpasHbl. [1pu
HEKOTOPbIX (hOpMax paka BOKPYT OMyX0JIM H B Hek camMol 06-
pasyercsi rasmoksieTouHast uHduiasTpauus. Hanpumep, npu
runepHedpome ¢ METacTa3aMu B KOCTHOM MO3Te BbISIB/ISETCS
MOBbILIEHHOE COJEPKAHUE TJIa3MaTHYeCKHX KJ1eToK. Hepenko
pasJinyHble 3a060JIeBaHUS MIEYEHH, B T. Y. FeNaToOLEIITIOJAPHBIN
paK ¢ MeTacTazaMH B KOCTSIX, a TaKKe XPOHHUECKHI renaTuT
M LUMPpPO3 TMEYEeHH COMPOBOXKIAIOTCA JUCIPOTEHHEMHEH
[132]. Tlpu GosiesHsix rMeueHH HAXOMAAT TIOJUKJIOHABLHYIO
runepraMmaroOyJIMHEMHUIO, KOTOpast OTpaKaeT XxapaKTepHy1o
JUIsl HEKOTOPbIX (POPM XPOHHYECKOTo TrernaTuta M UMppo3a
MeYeHH MJIAa3MOLIUTAPHYIO WIIH, pexe, JUMMOUIHYIO peaKLHIo
KOCTHOro Mosra. [1nasmokneTounas HHpUIBTPALKS KOCTHOTO
Mosra o6Hapyxupaetcsi y 90 % NauueHToB ¢ XPOHHYECKHMH
3a00JIeBaHUSIMU [T€UEHH, TPHYEM KOJIHYECTBO MJ1a3MaTHYECKHX
K/1eTOK Kosebaeres ot 2 10 9,6 %. [uneprammarioGyiuHeMust
o0yc/oBauBaeT runeprnporenHeMuio y 10—15% GoJbHbIX.
CrieyeT OTMETHTb, YTO /151 ONpEeseHUsl Xapakrepa Mpo-
Jucepalini (0ryxoJeBast Wik peakTHBHAS ) Ba2KHO YCTAHOBHUTb
KJIOHAJIbHOCTb  KJIETOK, MCCJIEIOBAThb 3SKCHPECCHIO JIETKHX
eneil MIMMYHOTJI00YJIMHOB B LIUTOI/IA3MeE T1/1a3MOLUTOB.

Takum 06pa3om, MOXKHO 3aKJ/IOYHTb, YTO MJIA3MOKJETOUHAsI
MHUIBTPALIMS B COUETAHUH C ApanpoTeHHEMUeH 1 occallrnye-
CKHI CHHAPOM HAGJII0AI0TCS [TPY MHOIHX NATOJIOMHYECKHX 1PO-
11eccax M 3a4acTylo ObIBAET CJI0KHO CBOEBPEMEHHO YCTAHOBHTD
NpaBU/IbHbIA 11MarHo3. CreKTp BO3MOXKHbBIX JAMATHOCTHYECKHX
OUIMOOK J0cTaToyHO BesiMK. [lpu Bepudukaumn nuarHosa
MHOKECTBEHHOH MHEJIOMbI B MEPBYIO O4Yepe/lb CJeIyeT OpH-
EHTHPOBATLCS HA PE3yJIbTaThl MYHKLMKM KOCTHOO MO3ra M/u/u
OCTEOJIMTHYECKHE OYard, KOCTHbIE M MAIKOTKAHHbIE OIMyXOJIH,
JlaHHble 3/1eKTPodopesa CHIBOPOTKH H/HJIH MOUM C PerucTpa-
1Mell MOHOKJIOHAJIbHOTO UMMYHOTI0OyJ1Ha, npusHakin CRAB-
CHHIIPOMA, YTO MO3BOJISIET UCKIOUMTh PSIL CXOAHBIX MO KJIMHH-
YeCKOH KapThHe M J1aGopaTOpPHbIM MPU3HAKAM 3a60J1eBaHUH.
[Ipu nonospeHrH Ha MHOXKECTBEHHYIO MUEJIOMY B MPOrpamMmy
o06c/1e/10BaHus1 HeOOXOIMMO BKJIIOYATh Pa3HOOGPa3HbIe TECThI U
3ayacTylo U3ydath UX B AMHamuke. Llesecoo6pasHo npoBOaUTD
o6c/e10BaHie OOJIbHBIX € MCMOJL30BAHHEM BCEX JIOCTYTHBIX
METOJIOB, BKJ/I0Yasi IMMyHO(EHOTHITHPOBAHHE MJ1a3MaTHYECKHX
KJETOK KOCTHOIO MO3ra, MeTO[bl MeYeHHsl MJ1a3MaTHYeCKHX
KJETOK THMHIMHOM, HMMYHO(MKCALMIO, H303JEKTPHUYECKOEe
thokycHpoBaHue, MPOTOUHYIO LIUTOMETPHIO, HCCJIEOBAHHE CBO-
GO/IHBIX JIETKHX Liereil IMMYHOTJIOOY/IMHOB B CHIBOPOTKE H JIp.
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