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CoBpeMeHHbIe naTomMmopdorormyeckme MetToabl UccrieaoBaHusa B
anddepeHumnan-HOM AMarHOCTUKe onyxornen cememcTea capkombl KOuHra

AHHOoTaumsa. Onyxonu cemenctea capkombl HKwuHra (OCCHKO) oTHocATca K
HeonnasnsaM HeWpoIKToAepMaribHOroO npoucxoxaeHus. Kak u3BeCcTHO, B  Lenom
MOPQOSIOrMYeckn  AaHHas  Onyxornb  MNpeacTaBfieHa  CONMUMAHLIMUA - CKOMJIEHUSMMU
MOHOMOPMHbIX KIETOK npaBUiibHON OPMblI C coaepXaHuem HeXHOAUCMNEPCHOro
XxpomaTtmHa. Takmm obpasom, mukpockonunyeckne ocobeHHoctn OCCHO He noasonstoT
AnddepeHumpoBaTb nx oT Apyrux 3rnokKavYecTBEHHbIX HoBOOGpasoBaHui
HEeNpPOIKTOAEePMaArnbHOIO MPOUCXOXAEHUS, YTO COCTaBMsieT 3HAYUTEmNbHYK Npobnemy B
naTomMopdOIorM4yecKon rnpakTuke.

K coBpeMeHHbIM BbICOKOCMEUNPUYHBbIM MeTodaM MOpPONIornyeckon OuarHOCTUKN
OCCHKO oTHOCUTCS WUMMYHOIMCTOXUMUYECKUA METOL C WCMONb30BaHNMEM aHTUTEN K
crneumdunyecknm 6enkoBbiM CTPYKTypaMm, NpeacTaBrieHHbIM Ha NOBEPXHOCTU OMyXOoSieBbIX
knetok. K mapkepam, BbissnsembiM B 100% cny4aeB, oTHocutca Ki-67, PCNA, CD99 u
BUMEHTUH. Pexe oOHapyXmBalTCa  Mapkepbl TKaHeW HEeWpO3KTOAepManbHOro
npoucxoxageHna: NSE, S-100 mn cuHanTodwuauH; 6enku, perynupylowme npoueccsl
anonTo3a — p53, bcl-2 u bax.

KnioueBble cnoBa: capkoma HOuWHra, WMMMYHOrMCTOXMMMUYECKOE WCCNenoBaHue,
UMMYHOTMCTOXMMUYECKME  MapKepbl, noopecueHTHaa  rmbpugusaums  in - situ,
nonumepasHas uenHasi peakuus.

Onyxonn cemenctsa capkoMbl HOuHra BknwoyakT capkomy HKOuHra KOCTHOW TKaHu
(CKO), eé oaKkcTpaoccanbHyld  opmMy —  nepudepuyeckytd  NPUMUTUBHYIO
HEeMpoaKToaepMarnbHyo onyxonb MaArkux TkaHen (pPNET) wn  onyxonb AckuHa,
nopaxarwwiass MsArkMe TKaHW  TOPaKoMNyfibMOHANbHOW  30Hbl,  OTHOCAWMECH K

npeacraBuTenam GonbLIon rpynnbl 6rIM3KopOACTBEHHbIX 3r10Ka4YeCTBEHHbIX
HOBOOOpasoBaHui, XapaKTepu3yoLLmxcs BbICOKOArpeCccuBHbIM Te4YeHnem c
noBpexaeHnem KocTem U MArkKMX TKaHeWm W 3Kcrnpeccuen cneumunyeckmx

UMMYHOTMCTOXMMUYECKMNX MapPKepPOB.

Capkoma KOvHra oTHOCUTCA K peakum Heonnasusm ¢ Yactoton 3abonesaemoctu 0,6-
3 Ha 1 MIH YenoBeK HaceneHus, 3aHnmMas BTOPOe MEeCTO MO 4acToTe cpeau NepBUYHbIX
ONyxorfie KOCTHOM TKaHu Yy [eTern u noapocTkoB, obHapyxuBaemass B 10-15% Bcex
NMepBUYHbBIX OMyXOmnen KOCTen, yctynas 1 MecTo Tonbko octeoreHHon capkome. OCCHO
nonyymnn Gonbluee 3THUYECKOE W  reorpaduyeckoe pacnpocTpaHeHne cpeau
npeacraBuTenen €BponeouMaHONn pacbl MO CpPaBHEHUIO C  BbIXxoguamMu M3  CTpaH
adpMKaHCKOro 1 a3nmaTcKoro KOHTUHEHTOB [1].

Ona OCCHO xapakTtepeH paHHUN MHBa3UBHLIA POCT B Gnvsnexaiune Msarkme TKaHw,
T.€. NogpasymMeBaeTCa Hanmyne MSArKOTKaHHOrO KOMMOHEHTa faXe NpU foKann3oBaHHbIX
dopmax onyxonu, 4yto cootseTctByeT |IB unu Il ctagun 3abonesaHus. BkntodeHue
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nMmdaTnyYecknx y3noB B NaToforMYeckun npouecc npoucxoaut B 5-15% cnyyaeB npu
HenocpeaCcTBEHHOM MPopacTaHUn U3 NEPBUYHOM OMyXOu, T.K., K&K M3BECTHO, ANSA CapkoMm
He XapakTepHO NUMAOreHHoe meTacTa3mpoBaHue, BbiiBNAeMoe nNpu HOBOOOpas3oBaHUAX
anuTennanbHbIX TKAHEWN.

BbisiBneHne oTaaneHHbIX mMeTacTa3oB NpU NEpPBUYHOM YCTAHOBMEHWW AmMarHosa y
25-28% naumeHTOB CBUAETENLCTBYET O BbICOKOArpecCUBHON d)OpMe npoTeKaHus
natoniornyeckoro npouecca. OCCHO wyvauwe pawT rematoreHHoe pacnpocTpaHeHue
MeTacTa3oB U OBHapY>XMBalOTCA B NErKMX, pexe B KOCTHOM MO3re M KOCTSIX, npuobpeTas
nuTnyeckun xapakrep. OtaaneHHble MeTactasbl 0OHapYXMBAKOTCS B MeaMaCTUHANbHbIX U1
peTponepuToHearnbHbIX NMMdaTudecknx yanax, B LIHC ¢ BoBneveHnem B natonornyeckui
npoLecc MeHNHreanbHbIX 060M104eK, HEPBHOWN TKaHM FOMOBHOMO M CIIMHHOIO MO3ra.

Ha reHeTnyeckoMm ypoBHe natoreHe3 onyxonen cemencrea CHO cBsA3bIBaAOT C
XapaktepHon TpaHcnokaumen wmexay EWS-reHom 22 xpomocombl n FLI1-reHom 11
XpoMocoMbl, onpegensiembin B 95% npeueneHToB 3aboneBaHus, 4YTO Bbl3blBaeT
aKTUBaUMIO TpaHCKpunuMm u Bnedet 3a cobon cuHTe3d xumepHon PHK un HapyweHwue
perynupoBaHusi pocta u gudpdepeHunpoBkn KneTok. [locnegHne wuccnegosaHuA
TYMOpPOreHe3a YCTaHOBMMM HEeMarioBaXHyl poOfib B MNaToreHese OMyxofieBOro pocta
knetok npn OCCHKO - noBpexaeHue reHa, 9Kcrnpeccupyrowlero peuentop 6enka-
cynpeccopa KneTovyHOro geneHvs — TpaHcdopmupylowero akropa pocta-f Il Tuna
(TGF-B) [2].

Onyxonn cemencrtea capkoMbl KOMHra MMelT HENPOIKTOAEPMASIbHBIN MTMCTOrEHES U
UMET  pasnuyHble  KIWHUYECKMEe  MNPOSBMEHUs, 4YTO CBA3AaHO C  MEPBUYHO
ANCCEMUHNPOBAHHbLIM  XapaKTepoM noBpeXxaeHns TkaHen. Kak Wn3BeCcTHO, uMeroTca
3Ha4nUTENbHbIE TPYAHOCTWN B NpoBeAeHMn anddepeHumanbHON QUarHOCTUKN C ONyXOSsiMu
HEeNpoaKToaepMasnbHOro NPOUCXOXOEHUS, a WMEHHO HenpobnacTtomon,
pabgomMmocapkomomn, NMMGOMON 1 Ap., YTO NpeacTaBnseT CaMoCTOATENbHYO Npobnemy B
naTomMmopcdonoruyeckon andepeHumansHO-ANarHOCTUYECKOM nNpakTuke[3].

lMpoBeneHne COBPEMEHHbIX METOLOB MMMYHOTMCTOXMMUYECKON W MONEKYISPHO-
BG1MONOrMyeckon AMarHOCTMKM MO3BONSIET OTBETUTb HA MHOrME BOMPOCHI FMCTOreHesa
onyxonen. 3HayeHne UMMYHOTMCTOXMMUYECKUX METOAOB B MPOrHO3MPOBaHMM TEeYEeHUsI
3aboneBaHns HEYKNOHHO pacTeT B CBSI3WM C YCOBEPLUEHCTBOBaHMEM 3HaHUA MEXaHW3MOB
perynauun nponudgepauum 1 anontosa onyxoneBbIX KNeTok.

Cpean COBpPEMEHHbBIX MOSEKYNAPHO-TEHETUYECKMX METOLOB MOXHO BblAENUTb
dnyopecueHTHyto  rmbpuamsauuio  in - situ  (FISH), nossonsoowy  BbISBAATb
aMmnnuumKkauMnm reHoB U TeM CaMbiM  OCYLWECTBNATb ObICTPYD  MAEHTUdMKaAUUIO
xapaktepHbix ansg OCCHO reHOMHbIX TpaHcrnokauun. Kak WM3BEeCTHO, K OCHOBHbIM
naTomMoponornyeckmum XapakTepuctMkaMm  OTHOCAT  OCOBEHHOCTM  Makpo- MU
MMUKPOCKOMNNYECKOro CTPOEHUS.

OCCHKO npu MakpOCKOMUYECKOM MWCCreaOoBaHUM ONpeaensaiTcss B BuOE MSTKON
MHOroy3rioBoln, cepoBaTo-6enoro LpeTa Ha paspese OnyxosiM MSArKOM KOHCUCTEHUUU C
oYaramm HEKPO3a 1 KPOBOMUSIUSHUN.

Mpn  mukpockonunyeckom wuccnegosaHun OCCHKO  obHapyxuBaetca obwas
natomopdponornyeckas  kaptuHa:  HabniogarTcs GecCTpyKTypHble  arperarbl
MOHOMOP@HbIX OMYXONEBbIX KNETOK C OKPYrNbIMU UMW OBarnbHbIMK SApamMu, coaepxalime
HEXHO AMCNEPCHbIN XPOMaTUH XapaKTEpPHOro «3epkanbHOro» Buaa, C OBOHapyXeHuem
duryp natonormyecknx mmtosoB. B 80% cnyyaeB Habniogaetcs nonoxutenoHas PAS-
peakuusi, 3a WCKIYEeHneM onyxonn ACKWHA, XapakKTepusylLenca oTpuuaTtenbHOn
peakumen Ha ob6HapyxeHue rnukoreHa. CoeguHuTenbHas TKaHb B Buge crnabo



BblpaXXEeHHbIX Npocrioek (oMbpO3HON TKaHM OenUT CONMAHbIE MAcCChl KNETOK OMnyXonu Ha
pornbkn. WNHorga peTukyndpHas TKaHb OrnpefenseTcd  BOKPYr Kaxaou KneTku, a
aprupounbHble BOMIOKHA OKPY>KatoT KPOBEHOCHbIE COCYAbI.

Takum obpasom, natomopdonormdyeckme ocobeHHoctn OCCHO, BhisiBnsieMble npu
MaKpO- U MUKPOCKOIMUYECKOM UCCIIeJ0BaHNN, ABMSAKTCA He4OCTaTOYHO MHAPOPMATUBHBIMU
N OOCTOBEPHbLIMU AN YCTAHOBEHUS OKOHYaTENbHOro AMarHo3a B CBA3U CO CITIOXHOCTAMU
AndbdepeHumanbHOn AUarHOCTUKM € OPYTMMU  MENKOKNETOYHbIMU  3110Ka4eCTBEeHHbIMM
HeonnasnsMmn (Hempobrnactomon, pabaoMMOCaAPKOMOW, HEXOOXKKMHCKOM NUMAOMON U
Ap.).

M3 natomopdonornyeckon NpakTUkM U3BECTHO O 3HAYUTENbHOW reTeporeHHOCTU U
PEHOTUMMYECKOM CXOLCTBE 3II0KaYeCTBEHHbIX MENKOKPYIIIOKIETOYHbIX ONyXonen KOCTen
N MSArKUX TKaHeW, B CBA3M C YeM [Jnd npoBefeHus TOYHOW auddpepeHumnansHoOm
anarHoctukm atux onyxonerm ¢ OCCHO HeobxoaMmo npUMEHEeHWe AOMNOSNHUTENbHbIX
COBPEMEHHbIX METOAOB WUCCNefoBaHWs, TakmMx Kak WMMMYHOTMCTOXMMWYECKUA U
MONEKyNApHO-BUONOrM4ecKni.

MmmyHornctoxummnyecknn mapkep CD99 (knoH 12E7), HasbiBaeMbii Takke HBA71
unun 013-aHTureH, akcnpeccupyetcsa reHom MIC-2 [5] Bo Bcex cnydasax OCCHO. Mpu atom
HabnogalT «OKpalmMBaHMe» COOTBETCTBYHOLWUMU aHTUTENaMU CPOAHBIX K HUM CTPYKTYp
KNeToYyHbIX MemOpaH ¥  uuTOnMasMaTuyecknx OTPOCTKOB. Kpome Toro, Ans KNeToK
capkombl KOuHra n PNET CBOWCTBEHHO NOMOXWUTENbHOE OKpaLUMBAHWE BUMEHTUHOM,
MapKepoM KNeToK Me3eHXMMasibHOro MNPOUCXOXOEHNA. OKCNpeccuss MapkepoB TKaHen
HENPO3KTOAEPMAarbHOrO rMCTOoreHesa, Takmx Kak CMHanToU3nH, XpoMorpaHuH A, 6enku
HenpodMnamMeHToB, rmuasbHbIn PUOPUNNIAPHBLIA KACILIM NPOTENH, OBHapyXuBaeTcs He
BO BCeX KreTkax, a Henpocneuunduyeckas aHosnasa tepsieT ANarHOCTUYECKY pofb Mo
MHEHUI0 oTAenbHbIX nccnegosartenen [3,4,6 |.

Takum o6pasomM, UMMYHOrUCTOXMMUYECKUM OuddepeHunanbHO-AMarHoOCTUYECKUM
kKputepuem OCCHO gaBndetca koakcnpeccuss mapkepoB CD99 u BumeHTuHa B 100 %
cnyyaee M B bBonee  pedkmx  crniydasx — MapKepoB  HeMpO3aKTogepmMalsibHOW
AnddepeHUNPOBKM — HEMPOHCNELNAMUYECKON 3HOMAas3sbl, CMHANTOMM3nHa U nNpoTenHa S-
100 [6].

Cpeaon MoONekynsipHO-reHeTUYEeCKNX MEeTOAOB, MCMNOMb3yeMblX AOf11 OBHapyXKeHus
AedeKkToB reHeTU4ecKkoro martepuana, MOXHO BblAenuTb MeTod dyopecLeHTHON
mbpuamsauum in  situ  (FISH). B pesynbtate pgaHHoOro wuccnegoBaHus B 95%
onpenensarTca naTtofiormyeckmue TpaHcrokauum mexay reHamm 22 u 11 xpomocom, B
pesynbTaTte Yero CUHTe3npyeTcsa HeHopManbHbii 6enok EWS/FLIT [9], ucnonb3yembii B
KayectBe cneuudunyeckoro kputepms B guardHoctuke OCCHD, ypoctoBepstowmn
pe3ynbTatbl  MMMYHOMMCTOXMMWYECKOrO  uccrnefoBaHusa. Yacto  obHapyxuBatoTcs
TpaHcnokaumn ERG-reHa 21-u 1 EWS-reHa 22-h XpomMocombl, a Takke ETV-reHa 22
nokyca 7 Xxpomocombl U EWS-reHa 22 xpomocomMbl. Kpome 9TOro, K BblgBNSEMbIM
LMTOreHEeTUYECKMM aHOManmsM OTHOCAT TpucoMuio 8- n 12-n XpomMocoMm, Aefneunto
KOPOTKOro nrne4va 1-n XpoOMOCOMbl M T.O. XPOMOCOMHbIE TpPaHCIOKaLUMN aKTUBUPYIOT
TPAHCKPUNUUIO C CcuMHTEe30oM xumepHon PHK, 4yTo Bneyetr 3a cobon  HapyleHue
perynupoBaHus pocta n guddepeHLnpoBKN KINeTOK.

Ona noeHtudukaumm reHetmyecknx gedekros nommmo FISH npumeHsoT meTtoq
nonumMepasHon LenHon peakumn B peanbHoM BpemeHu (RT-PCR), xapaktepusyromnncs
3HAYUTENBbHOMW YYBCTBUTENIbHOCTLIO, OCOBEHHO npu HeobxogMMOCTUM UccrnenoBaHus
MUHUManbHbIX 0ObEMOB OMyXONeBOW TKaHW (Hanpumep, obpasua KpOBM UAN KOCTHOTO
Mo3sra). TpaHcnokauusa mexay reHamm EWS 22 xpomocombl 1 FLIT | Tna 11 xpomocomel



Obina yctaHoBneHa B 95 % crnyyaeB, COOTBETCTBEHHO Yy 5% nauneHToB Obina BbisiBrieHa
TpaHcrokaumsa mexagy EWS-reHom n reHom FLI1 Il Tuna. TpaHcnokaums mexay reHamu
EWS n ERG B uccnegyemowu rpynne He onpegensnacs.

Takmm ob6pasom, Real-time PCR — pocToBepHbIv MeToL B ornpegeneHun
reHeTU4YeCKMX aHoManun B BuAe TPaHCOKaUni, YTO SABMSETCA BaXXHbIM AMarHOCTUYECKUM
Kputepuem B ycTaHoOBMNeHUN unm ytodHeHus guarHosa OCCHO B 80% cny4aes.

Ectb cBegeHnsa o6 agpdpekTMBHOCTM NpuMeHeHusa metoga MNLUP B peansHOM BpeMeHu
B BbisBneHun MukpometactasoB npu OCCH, 4TO wMMeeT OrpoMHOe 3HadyeHue B
nporHoctTnyeckom koHtekcte. Y 10-12% nauueHToB onpenensitotca MMKpomeTacTasbl B
KOCTHOM MO3re, 4YTO accouummpoBaHO C HebnaronpuATHbIM MporHo3oM. [lpyu 3TOM
oBGHapyxeHue n coxpaHeHue onyxonecneumgpundHon PHK B kKoCcTHOM MoO3re y naumeHToB C
OCCIHO sBnsieTca HebnaronpuATHBIM NPOrHOCTUYECKUM KPUTEPUEM.

MoxHo cgenaTb BblBOA4 00 9hEKTUBHOCTM UMMYHOTMCTOXMMUYECKMX METOAOB C
onpegerneHveMm  cneunduyeckux  BUoMapkepoB U MOSEKYNAPHO-reHeTUYeCKoro
nuccrnegoBaHma € BbISIBNEHMEM  xapakTepHbix gns  OCCHKO  TpaHcnokauui B
anddepeHumanbHon  guarHoctmuke  OCCKO ¢ gpyrumm 3noKadeCTBEHHbIMU
MENKOKPYrNOKNEeTOYHbIMU OMYXONAMU KOCTEN U MSArkUX TKaHewn. [lpu 3TOM akcnpeccus
OTAENbHbIX MapKepoB, BOBMlEYEHHble B MPOLECCH nponudepauun 1M anonto3a MoryT
NMETb HEMOCPEACTBEHHO BaXXHOE NPOrHOCTUYECKOE 3HAYEHNE.

3aknoueHue.

[Ons onyxonem cemenctea capkoMbl HKOWHra CBOWCTBEHHbLI —cregylowme
natomoponornyeckme oCobeHHOCTU: POCT OMNyXONnu B BUAE CONMUAOHbLIX arperaTtoB KeToK
N3 MeSNKUX, OKPYrIbIX M MOHOMOPMHBLIX KNEeTOK C «MaToBbIMU» fapaMn (CBA3aHO C
HanM4YMeM HeXHOOMCNEPCHOro XpomMaTuHa) U BHYTPUUMUTOMNNA3MATUYECKUM [IMKOrEHOM,
obHapyxuBaembln npu nposefeHun PAS-peakumn. WcknoveHne cocTaBnseT Onyxorib
AcKuHa, Npn KOTOpOW BbiSiBNSieTCHA oTpuuatensHas PAS-peakunsa Ha Hanuume B KreTkax
rrvKoreHa.

MMMyHOrMcTtoxummyeckne wmuccnegoBaHna rnokasanu onpegerieHHble duvomapkepsbl,
aKcnpeccus KoTopblx, saBnsieTcs aunddepeHumanbHO-AMarHOCTUYECKUM  KpUTEPUEM C
APYrMMU  35TOKAYECTBEHHBIMW  MESNKOKPYIIIOKNETOYHbIMU  ONYXONSAMU KOCTEN U MSITKUX
TKaHewn, Takme kak CD99 1 BUMEHTUH.

[MpOrHOCTMYECKM BaXKHLIMU UMMYHOIMCTOXMMUYECKUMU MapKepaMn SBsTca bax,
p53 u bcl-2. Mpn aTom BhisBNeHne Gnomapkepa bax cBmaeTenscTByeT 0 6r1aronpmusiTHOM
TeyeHnn 3abonesaHns, a yBeNIMYEHHOE KOMMYECTBO MMMYHOMO3UTUBHBIX KNETOK K Benky
bcl-2 n p-53 aBnsetca Kputepuem HebnaronpusaTHOro nporHo3a. C  NOMOLbHO
MOSEKYNApHO-reHeTu4yecknx metonoB, Takmx kak FISH mn RT-PCR, MOXHO BbISBUTb
cneundudeckne ana OCCHO pgedekTbl reHeTUYeckoro matepuana. Hambonee 3HaunMmbIm
cpean HuX sBndeTcsa TpaHcnokaumsa mexay EWS-reHom 22 xpomocombl n FLI1-reHom
Ha11 xpoMmocome, 4TO NPUBOAUT K CUHTE3Y XxumepHon PHK 1 HapyLeHuto perynupoBaHus
pocTa n anddepeHLUMPOBKN KITETOK.
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