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Capkoma HOuHra — BbICOKO3/10Ka4eCTBEHHAs MENKOKPYIOKNETOYHAs OMyx0b, 061afatoLas yHUKanbHON NepecTpoiKoi reHa
EWSR1 (FUS) c reHamu-naptHepamu cemeiictea ETS. Onyxonu, o6nagatwowme Mmopdonornieckumm xapakTepucTukamm capko-
Mbl KOMHra, HO He MMetoLMe NATOTHOMOHUYHOI NEePeCTPOiiKK, BXOAAT B rpynny HefndhepeHLMpoBaHHbIX MEJKOKPYIOKe-
TOYHBIX OMYyXO0Neil KOCTEN U MATKUX TKaHE, Kyna TakkKe OTHOCATCA CapKoMbl C nepecTpoitkoii reHos CIC, BCOR, EWSR1 (FUS)
C APYrMMUW reHamu, He ABNAIOWMMUCA YneHamu cemeicTBa ETS. Huxe GyoyT M3NOXEHbI KNMHUKO-MOpPdhONoruyeckme
1 MONEKYNAPHO-TEHETUYECKUE 0COBEHHOCTY JAHHbIX TPy 3/10Ka4YeCTBEHHbIX HOBOOOPa30BaHUiA.
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Ewing’s sarcoma is a highly malignant small round cell tumor with a unique rearrangement of the EWSR1 (FUS) gene with
partners genes of ETS family. Tumors with Ewing's sarcoma morphological features lacking without specific EWSR1 rear-
rangement called undifferentiated small round cell sarcomas of bone and soft tissue. This group includes: sarcomas with
CIC gene rearrangement, sarcomas with BCOR gene rearrangement and sarcomas with EWSR1 (FUS) gene rearrangement
with non-£TS gene-partner. Clinical, morphological and molecular genetic characteristics of these groups of tumors will
be described below
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BeepgeHue BPEMEHM TTPOU3OIILIO OOJIBIIOE KOJIMYECTBO UCCIIENOBAHUIA,
C momeHTa oTKphITHS [Ixkeiimcom KOMHromM BhICOKO- NPUOIM3UBLINX K TTOHUMAHUIO OM0JI0rMYECKOro IMPOMCXOX-
3JI0Ka9eCTBEHHOM MEJIKOKPYIJIOKJIIETOYHOM OITyXOJIN, TIO30-  J€HUS JaHHOTO HOBOOOpazoBaHMs. OOHapy:KeHUE CITeI-

Hee Ha3zBaHHOI capkomoil FOunra (CHO), 1 mo HacTostimero  comdeckoii Tpancaokammu t (11;22) (q24; q12) 1mo3Boamio
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cIeNIaTh BBIBOI, O €AMHOM IIPOMCXOXICHUN U O0BEINHUTD
cunTaBlInecs paHee pasHbiMu omyxojisiMu CHO, nepude-
PUYECKYIO TIPUMUTHUBHYIO HEMPOIKTOAEPMATIbHYIO OITy-
xonb (ITHDO0), omyxonb ACKMHA U HEHPOSMUTEINOMY
B OIIHY rpytiry — oryxoyii ceMeiictea CHO [1]. B nanbHeii-
IIIeM JTaHHasl HO30JIOTUYECKas TPYIINa IIPOIOoIKaeT IO~
BepraThCsl U3MEHEHMSIM OJIaromapsl BBISIBJICHUIO HOBBIX
reHeTU4eCKNX MapKepoB. CeroaHs, cCoriacHo Kiaccupu-
karuu BO3 onyxoseii MITKMX TKaHEH 1 KOCTe, BbIAEIS -
0T TPYIIITY 37T0KaueCTBEHHBIX HOBOOOPA30BaHMIA, CXOXKIX
MEXIY C000i M0 MOP(hOIOTUYESCKUM XapaKTEePUCTHUKAM,
HO CYIIIECTBEHHO OTJIMYAIOIINXCS ITO TeHETMYECKOMY ITPO-
Gutio 1 KIIMHU4YecKoMmy TedeHuto. [pyrna, kotopasi paHee
obo3Havaach Kak omyxonu cemeiictBa CHO, B HacTosIee
BpeMsI Ha3bIBaeTcs «HeaubdepeHIIMPOBaHHbIE METKOKPY-
IJIOKJICTOYHBIC OIYXOJIM KOCTelt M MSTKUX TKaHei» [2].
Huxe OGyayT oxapakTepru30BaHbI €€ MpeacTaBUTeNN, a TaK-
Ke MX MOp(OJIOTMYeCKUe, MOJICKYIIPHO-OMOIOIrMIeCKIE
1 KITMHUICCKUE pa3Tndus.

Capkoma lOunra siBisieTcst OImyxoJibio BEICOKOI CTe-
MEeHU 3710Ka4eCTBeHHOCTH (grade 4) 1 mopaxkaeT mperumy-
IIECTBEHHO KOCTHYIO TKaHb, a TAKXKE MSITKIE TKaHU, OKPY-
XKaroiiue KocTb. OmHAKO B PEeIKHUX ClIydasx IaHHOE
3JI0Ka4eCTBEHHOE HOBOOOpPa30BaHME MOXKET BO3ZHMKATh
B 1100011 Tokanu3aunu [3]. B muteparype onmcaHo mep-
BUYHOE MOPaXeHUE KOXMU, KUIIICYHNKA, JTETKUX, TOJOB-
HOTO MO3T'a U APYTUX OpraHoB [4—7]. Pe3yabraTel tedeHUs
IIpY JIOKAJIM30BaHHOM (hopMe 3a001eBaHUs B HACTOSIIIEE
BpeMsI 00HaaexxnBaroT. O0IIas 5-JIeTHSAST BBDKMBAEMOCTD
nauureHToB gocturaeT 70 %, omHaKo it OOIbHBIX C OTIA-
JICHHBIMU MeTacTa3aMU 3TOT IoKa3aTelslb CYIIeCTBEHHO
ke [8]. [Tpu perunusupytoiem redeHnu CHO nmporHos
KpaiiHe HeOJIaronpUsITHbINA: S-J1eTHsIsI Oe3peluauBHAs Bbl-
KMBaeMOCTb He IpeBbiiiaet 20 %, a cTaHAapTHBIX U 3(D-
(beXTMBHBIX CX€M TEpanuu PeIUANBOB HE CYIIECTBYET [9].

g mocranoBku auarHo3a CHO Hapsiny ¢ onpeaene-
HUEM XapaKTepHOI MOP(hOIOTNUeCKON KaPTUHBI OITYXOJIN
HEOOXOIMMO BBIIBUTH CHEHM(PUUESCKUA TeHETUIEeCKUI
MapKep, K KOTOPOMY OTHOCHTCS peapaHXXHpOBKa TeHa
EWSRI ¢ renamu-napTHepaMmu cemelictBa ET.S. Moieky-
JISIPHBIE METONIBI AMATHOCTUKUA OCOOCHHO HE3aMEHUMBI
B CJIy4asix C HEOMHO3HAYHBIM THCTOJIOTMIECKIM CTPOSCHM-
eM U UMMYHO(DEHOTUIIOM OITyXOJIM, YTO CBOICTBEHHO
rpymniie HeguddepeHIMPOBAaHHBIX MEJIKOKPYTIOKIETOT-
HbIX orryxojieit (HMO).

Bbuonorus capkombl DuHra u npepcraButeneit

rpynnbl HeaudgepeHUUPOBaHHbIX

MENIKOKPYI/IOK/IETOYHbIX OMYX0Jieilt MArKUX

TKaHel 1 KocTen

H3sBectHO, uro Tipu CHO yamie mopaxkaeTcss KOCTHas
TKaHb, 00HAaKO B 15—20 % ciry4aeB OITyXO0Jb IPOUCXOIUT
13 MSITKUX TKaHel, oKpyxXalomux Kocth [3]. McTouynuk
ructoreHe3da CHO B HacTogiiee BpeMs OJHO3HAYHO
He UICHTU(UIIMPOBaH, aKTyaJIbHBI TCOPUHM HEIPOTeHHOTO
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1 ME3eHXUMAaJIbHOTO TTPOMCXOXKICHIST HOBOOOPA30BaHUS.
Teopusi, cornacHo KOTOpPO# 3JI0Ka4eCTBEHHOE HOBOOO-
pa3oBaHME ITPOMCXOOUT M3 KJICTOK HEPBHOTO TPEeOHSI, IO~
TBEPXKIAETCS SKCIIPECCUE MAapKEPOB, CBSI3aHHBIX C HEM-
POHAIBHON JTMHMEH muddepeHInPOBKHU, Takux Kak NSE
(HeitpoHcnienmdrueckas eHomnasza) u S-100, omHaKo nX 3Kc-
Mpeccust MOXET HabJIoaaThesl He BO Beex caydasx [10].
[1pu BO3HUKHOBEHNM XapaKTePHOI TPAaHCIOKAIIUN TIPOVIC-
XOJIUT HapylleHue GyHKUuY reHa FLII, peryaipylomnero
B HOpME MUTPAIIMIO KJIETOK HEPBHOTO TPEOHSI, YTO MOT-
JIO OBI OOBSICHUTD CITy9ar ¢ BHEKOCTHBIM ITOPaXKEHUEM.

HMeroTcst CBUIETENbCTBA M B MOJIB3Y ME3CHXUMAb-
Horo npoucxoxaeHus kierok CHO. Mapkep CD99, siBisi-
JOIINIACS OTHOCUTEJIBHO crienduueckum Mapkepom CHO,
00Hapy>KMBAeTCsI B ME3eHXMAaJIbHBIX CTBOJIOBBIX KJIETKAX,
AKTUBUPYEMBIX XUMEepHBIM reHoM EWSRI-FLII [11].

Capkoma FOunra xapakrepusyeTcsi oO6pa3oBaHUEM
XUMEPHBIX KOHCTPYKIIMiI Mexmy reHoM EWSRI, sBistio-
IIUMCS YJICHOM CEMEMCTBA TeHOB, KOAUPYIOIINX OeIKU
TET (umm TLS/EWS/TAF15), u renamu cemeiictBa E7T.S
(E26 — transformation-specific), KOTMPYIOIIUMU TPYIIITY
TPAaHCKPUIILIMOHHBIX (PaKTOPOB, WICHBI KOTOPOI y4aCTBY-
10T B PETYJISIIUM KJICTOYHOTO IIUKJIA, MATPAIIAN U TIPOJIH-
depauny KJIETOK, armoInTo3a M aHruoreHesa. Hamboiee
YaCcTHIM T€HOM-ITAPTHEPOM, MPEICTaBUTEIIEM CEMEeiCcTBa
ETS, yyacTByIOIIMM B TiepecTpoiikax ¢ reHom EWSRI,
apnsieTcs reH FLI1, pexe riepecTpoiika IpOMCXOINT C Te-
Hamu ERG, ETVI1, ETV4 w FEV [12]. AHalOrM4HO reHy
EWSRI x cemeiictBy TET npunamiexut red FUS, ¢ Ko-
TOPBIM BO3MOXKHO 00pa30BaHNE XMUMEPHBIX KOHCTPYKITUIA
¢ reHamu-TmiapTHepaMmu cemelictBa ETS — ERG u FEV.
JlaHHbIE MePeCTPOMKHU B pa3INnUHbIX KOMOMHALIMSIX OOHA-
pyXuBatorcss MeHee yeM B 1 % ciydaes [12].

B pesynbrare knaccuueckoit misg CHO tpanciaokanmn
t (11;22) (q24; q12), obHapyxuBaemoii B 90 % ciy4aeB
O6one3Hu, odbpasyercd xumepHblii TeH EWSRI-FLII, xo-
nupytomuii 6emok EWS-FLIT [13]. AMMHOKOHILIEBOI 10~
MeH 6enka EWS, coxpaHseMblil B OHKOIIPOTENHE, COIEP-
JKUT HECKOJIBKO MOBTOPAIOLINXCS MOCJIEA0BATEIbHOCTEN
OCTaTKOB aMMHOKUCJIOT CEPUH-TUPO3UH-TJIUIUH-TJIyTa-
MMH, KOTOPBIE CXOXHU C JOMEHAMU TPAHCKPHUITIIMOHHBIX
¢daxkTopoB. CregoBaTelIbHO, KOTJIA 3TOT JOMEH CBsI3aH
¢ rerepojiornyHbiM JIHK-cBsI3bIBatOIIMM TOMEHOM, XU~
MEpPHBIM OHKONPOTeMH (PYHKIMOHUPYET KAaK MOIIHBII
aKTUBATOp TpaHckpunuuu [14]. BoamoxxHo odpa3zoBaHue
He MeHee 18 THIIOB KJIacCMUYECKOTO XMMEPHOTO TIeHa
EWSRI-FLII B 3aBUCUMOCTU OT KOMOMHAILIMM 3K30HOB
reHoB-IapTHepoB [15, 16]. HaubGosee gacro (B 64 % ciy-
4YaeB) BCTPEUAIOTCS IMEPECTPOUKHU MEXIY 7-M DK30HOM
reHa EWSRI u 6-m 3x30H0M reHa FLIT — tun 1, mexay
7-M 1 5-M 9K30HaMU COOTBETCTBYIOLIMX reHoB (21 % ciy-
4yaeB) — TUII 2, pexXe APYrre TUIbL: 3 (3K30HbI 10-ii 1 6-i),
4 (ak30HbI 10-i1 1 5-i1) u ap. [13, 16, 17]. AHanu3 KoppeJsi-
LM MEXKTy TUTIOM XxuMepHoro reHa EWSRI-FLI1 v xknuHu-
YecKuM TeueHreM 3a0ojieBaHMsI ObLI IPOBEICH B paMKax
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MYJIBTULIEHTPOBOTO MCCIeI0BaHKSI, BKIIIouaBiero 112 ciry-
yaeB CHO. Ilpu BBIIBIIEHMM XMMEpHOro reHa Ttuma |
(EWSRI ex 7—FLI1 ex 6) MmenyiaHa BBLKMBaeMOCTH COCTaB-
jista 113 Mec v OblUIa 3HAYMTEIHHO BBILLIE, YeM Y TTAalIMEHTOB
C IpYTMMH TUTIAMU TiepecTpoiiku (27 Mec). bputo mokasaHo,
YTO HaJIMYMe XMMEPHOTIo TeHa Turia 1 siBjisieTcsl 61aronpu-
SITHBIM (DAKTOPOM T€UCHUST 3a00JIeBaHIS BHE 3aBUCIMOCTH
OT CTaJIMU, BO3pacTa U JioKainu3auuu onyxouu [15]. buo-
JIOTUIECKUI MEXaHU3M JaHHOTO (heHOMEHA OCTaeTCs He-
SICHBIM.

B 10 % ciy4yaeB renHoM-niaptHepoMm EWSRI sBnsieTcst
reH ERG, nokanusytomuiicst Ha xpomocome 21 [18]. He-
00J1b1I0M ITpoLIeHT (MeHee 1 %) nmepecTpoeK MPOUCXOAUT
C yJacTHeM JIpYTuX reHoB cemeiictBa E7.S, Takux Kak ETV 1
(7p22), ETV4 (17921) u FEV (2q35-36) [13].

Omnucan romoor reHa EWSRI — ren FUS, npuHan-
nexainuii K cemeiictBy TET PHK-cBsi3bIBaoux 0e1K0B
[12]. Tensr FUS 1 EWSRI cTpyKTypHO U (DYyHKIIMOHAIHHO
CXOXH, OHI 002 YYaCTBYIOT B PETYJISILIMY TPAaHCKPUTILINHI
u npoueccuHre PHK. Takum o6pa3zoM, oOHapyxKeHUe
nepectpoiiku reHa FUS ¢ renamu cemerictBa E7.S mo3Bo-
nstet Bepudumponath CHO.

CTOoUT OMYEPKHYTD, YTO OITYXOJIM, HE MMEIOIIINE BhI-
IIEITePEIMCIICHHBIX TATOTHOMOHUYHBIX ITEPECTPOCK MEXK-
nmy reHamu cemeiictBa TET (EWSR1/FUS) u reHaMu-TIapT-
Hepamu cemeiictBa ETS, He IBISIOTCS KIaCCUYECKUMU
CIO. B ciryuasx BeIIBIeHUSI MOP(HOJIOTMIECKON KaPTUHBI
CIO 1 OTCYTCTBUSI TUITMYHBIX ITEPECTPOEK PEKOMEH TYETCS
IMOMCK aJIbTePHATUBHBIX MapKepOB, XapaKTEPHBIX
st rpyniel HMO, K KOTOPBIM OTHOCSTCS TIepeCTPOKI
CIC — DUX4, BCOR-CCNB3 u np.

H.A. Aunepcon (N.D. Anderson) u coaBt. [19] mo-
Kaszaju, 4To TepecTtpoiika reHa EWSRI-FLI1 3adactyio
BO3HMKAET KAK CJIE[ICTBUE OTHOU U3 PA3HOBUIHOCTEM CIIOX-
HOI TeHOMHOI1 epeCTPONKN — XPOMOILIEKCHH (OT rpede-
CKOTO TAEK® — IICTEHNUE), B pe3yJIbTaTe KOTOPO IIPOMC-
XOINT pa3pylIeHNe HECKOIBKIX XPOMOCOM, B JTaIbHEHUIIIEM
COCTUHSIONMIMNXCS B IIEMTOYKHN WU TIETIEBbIC CTPYKTYPHI,
MMPUBOJS K MHAKTUBAIIMY TEHOB-OHKOCYIIPECCOPOB 1 00-
Pa30BaHUIO XUMEPHBIX TEHOB, O0YCIOBIMBAIOIINX OHKOTE-
He3. DTO COOBITHE OIMMCAHO Ha IIPUMEpE paKa IIpeacTaTe Ib-
HOI1 3Xene3bl, Te B IepecTpoiike Tak ke, Kak u rpu CIHO,
yJacTByeT reH cemeiictBa ETS, a pe3yabTaToM CIUSTHUS
aBIisieTcst XuMepHblii TeH TMPRSS2- ERG [20].

CrnenyeT OTMETUTD, 4TO nepecTtpoiika EWSRI-ERG
SIBJISIETCST PE3YJIBTATOM CJIOKHOTO MEXaHU3Ma XPOMOTLICK-
CHH BO BCEX BCTPEUYAEMBIX CIyJasiX, YTO CBSI3aHO C IIPOTH-
BOIOJIOXKHOM OPUEHTALIMEN 3TUX T€HOB OTHOCUTEJIBHO
JIPYT Apyra Ha COOTBETCTBYIOLLIUX IJIeYax XpoMocoM. Pe-
LIMIIPOKHAs TPaHCJIOKaLUsI ¢ pa3pbiBoM AByHUTeBOM JIHK
He CITOCOOHA TTOMECTUTH TeHBI B IIPABIWIBHYIO TPAHCKPUII-
LIMOHHYIO OPUEHTALIMIO, YTO TPeOYeT 00J1e€ CIOXKHBIX XPO-
MOCOMHBIX abeppalmii (XpOMOIUIEKCHHN) TSt (hOPMUPOBaA-
HMSI XUMEPHOTO TeHa, ¢ KOTOPOT'O BO3MOXKHA TPAHCKPHUIIIIHS.
B cBoto ouepenn, xumepHblii teH EWSRI-FLI 1 MOXeT ObITh
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CJIeICTBUEM KaK XPOMOIUIEKCUHU, TaK M PELUIPOKHOM
TpaHciokanuu [19].

ABTOpEI HccIieA0BaHUS 00OHAPYXUIN 3P PEKT XpOMO-
mekcuu npu CHO B 52 % ciyyaeB. JlaHHbIIA THI abeppa-
LI SIBJISIETCS MApKEPOM arpecCUBHON (POPMBI TEUEHUS
3TOro 3a00JIeBaHUs K ACCOLIMUPOBAH C BEICOKUM PUCKOM
peunausa. [TpumepHo B 60 % citydyaeB py XpOMOTUIEKCHUN
00pa3yroTcs AeAelIMOHHBIE MOCTUKM, KOTOPhIe MHOTIA
pa3pylialoT COCeIHUE TeHbI, CIIOCOOCTBYS AajlbHENIIEMY
MMOBpEXICHMIO TeHoMa [19].

Ponb reHa EWSR1 B KNIMHMKO-6MONOrMYecKom

nosegeHuu capkombl lOuHra

Metacratnueckue ¢popmbl CHO — kpaiiHe Hebaro-
npusaTHbIe GopMblI 3a001eBaHus. [Toka3arenu o0111eit BbI-
JKMBAEMOCTH B 3TOM ciiydae — okojio 20 % [21]. Crioco6-
HOCTbH OIyXOJIe K METacTa3MpOBaHUIO XOPOIIIO M3yJYeHa
Ha IIprIMepe KaplIMHOM, T1Ie OCHOBOITOJIaraloIyM (pakTopom
SIBJISITOCH OTKPBITUE CEMEMCTBA XeMOKIMHOBBIX PEIICTITOPOB,
OITPEICIISTIONINX CITOCOOHOCTh KJIETKM K MUTPAIIAN WK Xe-
MoTakcucy. CeromHsi U3BECTHO, YTO BBICOKAs SKCITPECCHS
peuentopa CXCR4 cBsizaHa ¢ MeTacTa3upOBaHUEM U TLIO-
XMM IIPOTHO30M IIPY MHOTHX OITyXOJISIX KaK 3ITUTeIAb-
HOTO, TaK ¥ HEAMUTEINAILHOTO TIPOMCXOKIeHNMs. B KireTkax
CIO skcnpeccuss CXCR4 gBnseTcs reTeporeHHOM U MHIY-
LIMPYeTCsl B OTBET HAa CTPECCOBBIE (haKTOPBI: TUITOKCHUIO,
JIETIPUBALINIO (DAKTOPOB POCTA, UBMEHEHNE MUKPOOKPYKE-
HUSI OIYXOJIM, YTO CIIocoOCTBYeT Murpanuu kietok CHO
U SBJISIETCS OMHOM U3 MoJIesieil MeTacTa3upoBaHus [22].

Ene omHa Momennb MeTacTa3upOBaHUST — «MOJIEIb T1ac-
CHBHOT'0/CTOXaCTMYECKOTO METACTa3MPOBAHMSI» — OCHOBaHA
Ha TeTePOTeHHOCTU SKCIIPECCUN XMMEPHOTIO TPAaHCKPHUIITA
EWSRI-FLII v BMTUSTHAN Ha CUHTE3 OEIKOB, YYaCTBYIOIINX
B MOCTpoeHUN KieTku. Ha Momenu KjIeTOuHbIX TUHUM,
a TaKKe in vivo U3MEHSIIACh SKCIIPECCUSI XUMEPHOTO TeHa
EWSRI-FLII ot HU3KOM K BLICOKOI TIPY TTOMOILIM T00aBJIe-
HMSI B CUCTEMY TOKCOITMKIIMHA, TIPUCYTCTBUE KOTOPOTO CHU-
JKaJI0 YpOBEHb SKCITPECCHH XMMEPHOTO OHKOreHa Ha 36 1 54 %
B KJIETOUHBIX JIMHUSIX, YTO IIPUBOIMIIO K 3aMEIJICHHUIO TIPO-
Jmdepann Kietok 6e3 ux ruodenu. [Tpu HU3KOI sKcTpec-
cun EWSRI-FLII noBpIIIaiach CIIOCOOHOCTDH KJIETOK
K MHBa3UM ¥ MUTPALIMH, B TO BpeMsI KaK TP BHICOKOM yCH-
JIMBajach ponudepans Kietox [23].

M3BecTHO, UTO MOBBIILIEHHBI METaCTaTUYECKUIA T10-
TEeHIIMAJI KJIETKX OOYCJIOBIICH BIMSIHAEM OHKOIIPOTEHHA
EWS-FLII Ha sKcripeccuio 0eIKOB, YIaCTBYIOIIUX B ITO-
CTPOCHUM ILIMTOCKEJICTa KJICTKU M KJICTOYHON anare3umu.
Xumepnbiii reH EWSR I-FLI 1 BbI3bIBaeT NOBBILICHNE CUHTE-
32 aKTUHCBSI3bIBAIOIIMX OEIKOB, O0YCIOBIMBAOIINX COKPa-
TUTEJIbHYIO CIIOCOOHOCTH KiieTokK (MYL6, MYL12A, MYLPF),
6ekoB rmTockeneta (ACTN4, CFL1, GSN, MSN, PFN2,
RDX, VCL), 6enxoB naterpuHoB (ITGA1, A4, B1, BS), ko-
TOPBIE SIBJISTIOTCS] BASKHEHIIIMMU KOMITOHEHTAMM MEXKKITETOU-
HBIX B3aMMOJIECUCTBUI, HO OQHOBPEMEHHO CHMXKAET CUHTE3
MEXKJIETOUHBIX O€JIKOB aAre3nuu — MeMOpaHHbIX O€JIKOB
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wioTHbIX KoHTakKTOB (CLD1, OCL) 1 necmocom (DSP,
PKP1) [23]. [TonyyeHHBIC JTaHHBIC CBUICTEIBCTBYIOT O TOM,
YTO XMMEPHBIN 0€I0K SIBISETCS OMHUM U3 INIaBHBIX (pak-
TopoB MeTactazupoBanus CIO.

HecrTabunbHOCTh TeHOMA, BO3HUKAOILLIASI IIPU TIPO-
IrpecCHM 37T10KAYECTBEHHBIX OITyXOJel, CO3MaeT OCHOBY
st MetactasupoBaHusi. fTenom CHO xapakrepusyercs
HU3KOU MyTalLIMOHHOW Harpy3KOou U MaJIOi BEPOSITHOCTHIO
BO3HMKHOBEHUSI BTOPUYHBIX T€HETUUECKUX COOBITHUIA.
Haub6onee 3naunmbie mytanmu ipu CHO onmcaHbl B reHax
STAG2 v TP53 (21,51 6,2 % cOOTBETCTBEHHO), KOTOpbIE
accoLMMPOBaHbI ¢ 0OJIee arpeCCUBHBIM TeYeHUeM 3a00-
JieBaHus [24—26], HO HU3KasT YaCTOTa UX BCTPEYAEMOCTH
He 0OBSICHSIET BBICOKYIO YaCTOTY METaCTaTUUCCKUX (hopM
3a00/1eBaHus. BaxkHO OTMETUTh, YTO LIMTOCTATUYECKUE
mpenaparthbl 3GEKTUBHBI B OTHOLIIEHUH KJICTOK C BEICOKOM
CKOPOCTBIO IIpoJiidepalii, U3 4ero MOXKHO CIIEIaTh BbI-
BOJ O TOM, 4TO JOCTATOYHOI 3(h(EeKTUBHOCTHIO B OTHO-
LIEHWM KJIETOK C HU3KOM akcnpeccueii reHa EWSRI-FLI1
OHM He 00JIafaIoT, MOTYCPKUBAsI TIEPCIIEKTUBHOCTD IIPU-
MEHEHUS TIperapaToB, MHIMOUPYIOIINX ITPOLIeCC MUTPa-
LIMY ¥ UHBA3UHU OITyXOJIEBBIX KJIETOK.

CnoxxHoctu auddepeHuUanbHol U nabopaTopHoit

AMArHOCTUKM capKombl KOuHra

I1o mepe HakoIuleHUs 3HaHUIA B 00JIACTU TeHETUYE-
CKOro IpoduiIs CapKoM YIaJOCh BBIICIUTH IPYIIIY OITy-
XoJiel, nMeronux cxoxee crpoerue ¢ CHO, HO TuIIeHHBIX
IMaTOTHOMOHUYHOI iepecTpoiiku reHa EWSR1 (FUS) ¢ re-
Hamu cemeiictBa ETS [18]. B 2020 . 6pu1a ormydmKoBaHa
5-9 pegakuus OIyXoJsieit MATKMX TKaHel n Kocteii BO3,
rae BIepBbIe BeiAeneHa rpymnima HMO Kocteil m MSTKIX
TKaHel [2]. Ha ocHOBaHWM BBISIBIIEHUS MOJIEKYISIPHO-
TeHEeTUIEeCKIX MapKepOB HEKOTIa ¢AMHAs TPYIIa OITyXOJIei
ObLIa pa3mesieHa Ha 4 TIPUHIIUINAIBLHO pa3HbIe TPYIIIIHL:

leHemuyeckue nepecmpoliku ¢ yyacmuem 2eHo8 EWSR1 u FUS [27]
Genetic rearrangements involving the EWSR1 and FUS genes [27]

XuMepHbIii TPAHCKPAIIT

EWSRI-FLII
EWSRI-ERG
EWSRI-ETV4
EWSRI-ETVI
EWSRI-FEV
FUS-ERG
FUS-FEV

FUS-ATF1
FUS-DDIT3

FUS-CREB3L1
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1) ximaccuueckas CIO;

2) capkoMbI ¢ iepectpolikoii reHa CIC (capicua transcriptional
repressor);

3) capkoMBHI ¢ riepecTpoiikoii reHa BCOR;

4) KpyIJIOKJIETOUHBIC OITyXOJU C TIEPECTPOUKON MEXITY
reHoM EWSRI v reHaMu, He SBIISIIOIIMMUCS YJIEHAMU
cemeiictBa ETS.

Panee maHHbIe BUABI capkoM paclieHuBanuch Kak CHO
WA HeKJIaCCU(UIINPOBAHHBIC KPYTIOKIECTOUHBIE CAPKO-
MBI M OTIPENENISUTUCHh KaK MEPBUYHBIC OITyXOJM KOCTEH.
[Tpu 3TOM 3HAUMTEIBHAS YACTh MEJIKOKPYTIIOKIETOUHBIX
CapKOM TO-TIPEXKHEMY OCTaeTCsI HEKIIaCCU(DUIINPYEMOIA.

Capxkoma IOwuHra mpencraBiasgeT co00ii CKOMJIEHUE
HenndhepeHIMPOBAHHBIX MEJIKNX KJIETOK ¢ KPYIJIBIMU
SIIpaMU, COMEPKAIIMMU MEITKOAUCIICPCHBIN XPOMATHH,
CKYJIHYIO MPO3pavyHyIo WM aM(PUPUIBHYIO LIMTOILIa3My
C HEYeTKUM KOHTYPOM IIUTOIIa3MaTUIECKO MEMOpPaHBI.
InTonnasma yacto comepXut PAS-TOJOXUTEIbHBIN
JINACTa30yCTOMUMBBIN MTMKOreH. JlaHHoe Mopdoaornye-
CKO€ cTpoeHUe XxapakTepHo u 1ist apyrux HMO, nmostomy
JIJIS OKOHYAaTeIbHOI Bepudukauuu nuardosa CHO, a Tak-
K€ B TeX CIydyasx, KOrmaa I1aToJIOT CTaJKUBACTCS C TPYI-
HOCTAMU B 1M hepeHIInaTbHOI TUarHOCTUKE, TCHETUYe-
CKOE MCCIeI0BaHME MOXKET CTaTh KIIFOYECBBIM B TOTIOJTHEHIIE
K MOP(MOJIIOrMIeCKIM 1 UMMYHOTUCTOXUMHUICCKUM TaH-
HbIM. [1pn 3TOM 0O0HaApy:KeHUe TiepecTpoek reHoB EWSR1
n FUS ue orpannuuBaetcsg CHO, u onpeneneHne reHOB-
IMapTHEPOB MPUOOPETaeT MPUHIIUIINAIHLHOE 3HAUCHHUE.
B Tabnuiie moka3zaHbl BCTPEYaEeMOCTb II€PECTPOEK I'eHOB
EWSRI n FUS npu pa3addHBIX TUIIAX ME3eHXUMaJIbHBIX
omyxozeii, Bkimodast CHO, a Takke mepecTpoiiku, Xapak-
tepHbie 11t HMO. MHoroo0pasue BapruaHTOB XUMEPHBIX
TPAaHCKPUIITOB C ydacTheM reHoB ceMelicTBa TET neMoH-
CTPUPYET BaXXHOCTb, B MEPBYIO 04YePEab, IMPAaBUILHOTO
TUCTOJIOTUYECKOTO AMArHo3a.

Tucronormyeckne THIBI

Capkoma Ounra
Ewing sarcoma

AHrrnomaTtouaHas GuOpo3Has rTMCTUOIIUTOMA
Angiomatoid fibrous histiocytoma

MuxkcounHas unocapkoma — 95 %
Myxoid liposarcoma — 95 %

q)I/I6pOMI/IKCOI/II[HaH capkomMa HU3KOU CTETIEHU 3JI0KaYeCTBEHHOCTU

Low-grade fibromyxoid sarcoma

DrbpoMUKCcOMIHAS capKoMa HIU3KOM cTeneHn 31oKadyecTBeHHoCTH — 90 %.

FUS-CREB3L2
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Low-grade fibromyxoid sarcoma — 90 %.

Ckiiepo3upyroliiasi SnUTeTMonIHas (hrudpocapkoMa

Sclerosing epithelioid fibrosarcoma
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XuMepHBIii TPAHCKPHUTIT

FUS-NR4A3

FUS-KLF17
EWSRI-PBXI
EWSRI-ATF1
EWSRI-KLFI7
EWSRI-PBX3
EWSRI-ZNF444
EWSRI-POUSFI

EWSRI-DDIT3

EWSRI-CREB3L1
EWSRI-CREB3L2
EWSRI-CREB3L3

EWSRI-WTI

EWSRI-TFCP2
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OkoHyaHue mabauybi
End of table

TucTomornyecKne THIbI

BHekocTHass MUKconaHass XOHIpocapkoma
Extraskeletal myxoid chondrosarcoma

MuosnureaabHast OIyX0Jib
Myoepithelial tumor

MuxkcougHas aunocapkoma
Myxoid liposarcoma

CxJiepo3upylonias snuTeanonaHas puopocapkoMa
Sclerosing epithelioid fibrosarcoma

JecMoriacTiyecKasi MEJTKOKPYIJIOKJIETOYHAsT OIyX0Jb >95%
Desmoplastic small round cell tumor >95%

DNUTETMOMIHAS U BEpETEHOKIIETOYHAsI padJoMHMOcapKoMa
Epithelioid and spindle cell rhabdomyosarcoma

EWSRI-ATFI

EWSRI-CREBI
EWSRI-ATFI

EWSRI-NFATC2
EWSRI-PATZ1
FUS-NFATC2

CaeTriokyieToyHas capkoma >90%
Clear cell sarcoma >90%

CBeTJIOKJIETOYHAsT capKoMa
Clear cell sarcoma

AHrrnomaTtouaHasi GuOpo3Has TMCTUOIUTOMA

Angiomatoid fibrous histiocytoma

HMO c nepectpoiikoit EWSR1 ¢ maptHepckum reHom He ETS
Round cell sarcoma with EWSR1-non-ETS fusion

Ilpumenanue. HMO — nedugppepenyuposanmvie MeakoKpyeaoKkiemouHble ONYXou.

Mapxkep CD99 neMOHCTpUpPYeT CIIIbHYI0 MEMOPaHHYIO
peakiio B 97 % ciaydaeB CIO, HO He siBisieTcs crietpuye-
CKMM U TaKxKe 00OHapYy>KMBaeTCsl IPU IPYTUX MEIKOKPYIJIO-
KJIETOYHBIX OITyXOJISIX, TAKMX KaK CHHOBHMAJIbHASI CapKoMa,
3JI0KAYeCTBEHHAsI OIyXOJIb M3 000JI04eK IeprdepruIecKux
HepBOB, HelipobacToma, TuM@ooIacTHas TMMdoMa, a TaK-
XK€ MpY HEUPOIHIOKPUHHBIX onyxouisix [1]. Umerotcst naH-
HBIC, CBUIICTEIHCTBYIOIINE O TUATHOCTUIESCKOM ITOTECHIIHAIS
antuten K o6enkam NKX2, PAX7, ATP1A1, BCLI1B
1 GLG1, akcnpeccrst KOTOPBIX MHIYLUPYETCS XUMEPHBIM
TpaHckpurnrom EWSRI-FLIT [28].

OO6HapyXeHNe MaTOTHOMOHNYHON MOJIEKYJIIPHO-TE-
HETUYECKOM IMEPECTPOMKHU IIO3BOJISIET OJHO3HAYHO OXa-
paktepusoBaTh HMO 1 mpuHaaiekHOCTD OIYXOJIU K O -
HOIt U3 YeThIpeX rpyIn HenuddepeHIMPOBAaHHBIX CAPKOM
KOCTEI M MSTKMX TKaHel, OMHAKO TMAarHO3 MOXET OBITh
IOCTaBJICH Ha OCHOBAaHUU KIMHUKO-MOP(HOIOTMIeCKIX
cBoiicTB. Hike OyayT onmmcaHbl IPeICTaBUTEIM TPYIIITBI
HMO u meTonpl UX TUAaTHOCTUKM.

CapKombl ¢ nepecTporikon reHa CIC

ITepectpoiika rena CIC, y4acTBYIOLIETO B Pa3BUTUU
TKaHell HepBHOM cucTteMbl, Bctpedaercs B 60—70 % cy-
yaeB EWSR I-HeraTUBHBIX MEJIKOKPYTJIOKJIETOUHBIX cap-
koM. OHa IMPOMCXOIUT B pe3yyIbTaTe TpaHcaIoKamu t (4;19)
win t (10;19) [29—31]. Ten CIC noxkanmusyeTcsl Ha JTUHHOM
miede 19-it XxpoMOCOMBI, TeHAMU-ITIapTHEPAMU SIBJISTIOTCSI
reHbl-roMojiorn: DUX4L 1, pactionosXeHHbI Ha XpOMOCO-
Mme 4q35, wiu DUX4L 10, pacniolloXXeHHBII Ha XpOMOCOME
10926.3. Ten DUX4L 1 sBnsieTcst caMbIM 4acCThIM T€HOM-
mapTHepOM Iipu nepectpoiike ¢ renoMm CIC [28, 29], on-
HaKO OIMMCAaHBI CTy4au CIMSIHUS C IPYTUMU TeHaMU-T1apT-
Hepamu, BKioyasgs FOXO4wu NUTM1 [31].

[Ipu geTajbHOM TMCTOJOIMYECKOM MCCJIeIOBAaHUU
MOXHO HA0JII0AaTh HEKOTOPbIE OTIMYMSI OIYXOJIH C Iepe-
crpoiikoit reHa CIC ot knaccuueckoii CHO. dopma omy-
XOJIEBBIX KJIETOK BapbUPYETCS OT OBAJILHOM 10 KPYIJIOM,
KJIETKH UMEIOT CKYIHYIO IIUTOILIa3My C 3aMETHBIM, KPYII-
HBIM SIIPOM, MOIYT BCTPEYAThCsI MUKCOMIHBIE U3MEHEHUSI
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cTpoMbl. [1py UMMYHOTHCTOXMMIUYECKOM MCCIICTOBAaHUHI
(MI'X-uccnenoBanum), Kak u npu kinaccudeckon CHO,
otMmevaeTcst CD99-1103uTHBHOE MEMOpPaHHOE OKpallliBa-
HHE, OJHAKO, B oTJImuKe oT Kiaaccuueckoir CHO, oHo 3a-
YacTyl0 MUMeeT O4YaroBblii, a He TUM@Y3HBII XapakTep
okpacku. [Tomumo atoro, nnpu UI'X-uccienoBaHuu oT-
JIMYUTESIBHOM 0COOEHHOCTHBIO SABIIsIeTCs TUddy3HasT sKC-
npeccust Mapkepa ETV4 ¢ HanudueM s1epHOro OKpaIim-
BaHMUS B TIOABJISIIONIEM OOJIBITMHCTBE clrydaes [29].

Taxke oTMeueHa siaepHas aKcrpeccust mapkepa WT1,
HabmomaeMast B 75 % ciiydaeB capkoM C II€PECTPOMKOI
CIC — DUX4. BolierniepeyrciieHHbIe MTPU3HAKU PEIKO
BcTpevaloTes nmpu kiaaccudeckoir CHO 1 mostoMy ObLIM
MPEIOKEHBI B KAUECTBE BCIIOMOTATEIBHOTO TMArHOCTYC-
ckoro uHctpymeHTa. B To xe Bpemss ' X-mapkephl, Takue
kak ERG u FLI1, He nokaszanu crietuduanocty misg CIO
1 BCTpeYaJIuCh IIPU capkoMax ¢ niepectpoiikoit CIC — DUX4
[31]. BenmenepeuynciieHHbIe MPU3HAKKY HE SIBJISIIOTCS CITELI-
(pUIECKMMM ¥ MOTYT OTCYTCTBOBATb ITPH MOP(MOIOTUICCKOM
HCCCIOBAaHUM, TIOTUYEPKUBAsT BAXKHOCTb MPOBEICHUS MO-
JIEKYJISIPHO-TEHETUIECKIX METOIOB MCCIICIOBAHMIA TS Avch-
depennmanbHoi nnarHoctuk CHO u HMO.

[TomuMo TIpOYETO, CYIIECTBYIOT HEKOTOPBIC KITMHM-
yecKMe 0COOEHHOCTHU JaHHOIo BapuaHTa capkombl. [la-
LMEHTHI C 3TOM MePEeCTPOMKON HECKOJIbKO CTaplle, 3a-
00J1eBa€MOCTh MPUXOIUTCS Ha 4-10 AeKamy Ku3Hu [32],
B omyinuue ot Kiaccudeckoit CHO, muk 3aboseBaeMOCTU
KOTOpOIi rmonagaeT Ha 2—3-10 gekaanl [30].

PerpocniekTuBHbBIN aHalIU3 CapKOM C MepecTpPOrKoit
CIC — DUX4 nokazai Xyaie roka3aTeJId BEDKMBAaeMOCTH:
5-JIETHSIS BBDKMBAEMOCTD cocTaBiisieT 49 % rpu JIoKaIm30-
BaHHOI (hopMe I10 CpaBHEHUIO ¢ 76 % y MaLlMeHTOB C KJ1ac-
crueckoit CHO [31]. Capkombl ¢ nepectpoiikoit CIC — DUX4
MMPOAEMOHCTPUPOBAI MUHUMAJIBHBIN OTBET HA HEOAIb-
I0OBAaHTHYIO XUMUOTepanuio. B ciyyasx, Korma ynaBaaoch
JIOCTUTHYTb KaKOro-jambo OTBeTa, KakK IMpaBUIO, OBICTPO
pa3BUBAJIACh XUMUOPE3UCTEHTHOCTh C ITOCICAYIOIICH ITpo-
rpeccueii 3aboieBaHus1. JlaHHbIe 0COOEHHOCTU CBUIETEIIb-
CTBYIOT O HEOOXOAMMOCTU Pa3pabOTKU MHOI'O TeparieBTuIe-
CKOTO TI0IIX0/Ia ¢ BO3MOYKHBIM OTKA30M OT ITPEIOIePaIliOHHOMN
XUMMOTEpariu 1 OOJIBIIEM aKIIEHTe Ha JIOKAIBHBIX METOIaxX
BO3IEMCTBUS Ha OIyXOJb [ 18].

CapKombl ¢ nepecTpolikoi reHa BCOR

CapkoMbl ¢ nepectpoiikoit reHa BCOR BcTpedaeTcst
B4—14 % cinydaeB EWSRI-HeraTUBHBIX MEJIKOKPYIJIOKJIE-
TOYHBIX OITyX0Jiel. JlaHHasI repecTpoiiKa SIB/ISIETCS Pe3yJib-
TaTOM TapalieHTPUICCKON MHBEPCUH X-XPOMOCOMBI, TIPH-
BOIAIICH K CIMSIHUIO 15-T0 3Kk30Ha reHa BCOR u 5-10
sk30Ha reHa CCNB3, pacnionoxXeHHBIX B JIoKycax Xpl1.4
n Xp11.22 cootBerctBeHHO. [en BCOR xomupyeT Kope-
npeccop BCL6, Torna kak reH CCNB3 oTBevaer 3a CUHTE3
nukianHa B3, akcrnpeccust KoToporo B OOBIYHBIX YCIIOBUSIX
OrpaHMYMBaETCs TMOJI0BbIMHU kene3amu [33]. Crmcok 00-
HapyKMBaeMbIX ITIEPECTPOCK MPOAOIKACT YBETUINBATHCSL.
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Takxe omnucaHbl 0oJjiee peaKue XMMEepHbIe T€HbI, TaKUe
Kak BCOR-MAML3 wn ZC3H7B-BCOR [34].

Onyxonb ¢ HanmmyueM xuMepHoro reHa BCOR-CCNB3
B HEKOTOPBIX CIYJYasiX MOXKHO BBISIBUTD ITPU MOPQOIJIOTH-
yecKoM HucciaenoBaHuM. OMyxoJeBbie KJICTKHA OOBIYHO
CpEeIHero pa3Mepa, OMHOPOIHBIC, MOTYT UMETh BEPETEHO-
00pa3Hy10 (hopMy, KOTopasi IOYTH HUKOTIA He BCTPeYaeTCs
npu kiaccndeckoit CHO, pacronaraTbCs oJIIMU I B BU-
JIe KOPOTKUX ITyYKOB, IMETb siipa pa3TuIHON (POPMBI; 1T~
TOITJIa3Ma MOKET OBITh YACTUYHO €100 303MHODUILHOM,
a cTpomMa — MUKcouaHoi [35, 36]. Kak u B ciaydae capkom
¢ nepectpoiikoii reHa CIC, MUTOTUYECKUIT MHIEKC B O0JIb-
IIMHCTBE CJIy4aeB BBICOK, YaCTO BCTPEYAIOTCSI HEKPO3bI
1 KpoBouanusiHus. UI'X-uccaenoBaHue sSiBIsSIeTCsl BAKHbIM
JMMarHOCTUYECKUM MHCTPYMEHTOM IUISI 9TOTO KJIacca OIly-
XOJIeH, TIPU KOTOPOM OTMEYaeTCsT SKCIIPECCHsT MapKepa
CCNB3 [35]. Taxke ormmcana skcnpeccust CD117, BCL-6,
BCL-2 u SATB2, B TO BpeMs KaK 3KCIpecCUs JeCMUHA
WJIM [IUTOKEpAaTUHA HETUTMYHA JUTSI JAHHOTO BapUaHTa 3710-
Ka4eCTBEHHBIX HOBOOOpa3oBaHmii [32].

CoriacHo OITyOJMKOBAaHHBIM HAaHHBIM, IIPOTHO3
IpPU OIIyXOJISIX C JAHHOM IePeCTPONKOM 3HAYMMO HE OT-
nmyaercsa oT Kinaccudeckoir CHO, 4To cBUAETEIBCTBYET
0 YYBCTBUTEJBLHOCTH K IIperaparaM, IPUMEHSIEMBIM
nist TedyeHus Kinaccndeckoit CHO [37].

YerBepras rpynima HMO, kak yXe ymOMHHAJOCh,
MpecTaBIeHa OMyX0JISIMU C TiepecTpoiikoii reHa EWSR1
C MapTHEPCKMMU TeHaMM, HE SBISIOIIMMUICS WIeHAMU
ceMeiicTBa TPaHCKPUITIUMOHHBIX (hakTopoB ETS. TeHbI-
MMapTHEPHI SIBJISTIOTCS YHUKAJTbHBIMU U OTIMCAHBI B JINTE-
paType B Bue HEOOBIIINX CEPHil CITydaeB, UMEIOT CXOXKYIO
¢ CIO mopdonornueckyo U KJIMHUYECKYIO KapTUHY.
K naHHOI rpyrmre oTHOCSITCS 3J10KaueCTBEHHbIE HOBOOO-
pa3oBaHUS C HaJIW4YMeM XUMepHBIX reHoB EWSRI-
NFATC2, EWSRI-PATZI, FUS-NFATC?2 [2].

B 2009 r. 6puta noeHTHUIIMPOBAaHA MEepecTpoiika
EWSRI-NFATC2, rne reHOM-TIapTHEPOM SIBJISUICS YJIeH
CeMeNCTBa SIIePHBIX (haKTOPOB aKTUBUPOBAHHBIX T-KJIETOK
(NFAT). IIpomyKT 3TOTO TeHa IMPUCYTCTBYET B IIUTO30JI
1 TPAHCJOLMPYETCS B SIIPO TOIBKO IPH CTUMYISIIUU
T-xieToyHOrO perenTopa, IIe OH CTAHOBUTCSI KOMIIOHEH-
TOM aKTHMBHUPOBAHHOIO KOMIIJIeKCa TPaHCKPUIILIUHU
T-xmeTok. DTOT KOMIUIEKC UTPaeT HeHTPAIbHYIO POJIb
B MHIYKIIMU TPAHCKPUIIIIUY TEHOB BO BPeMSI UMMYHHOT'O
oTBeTa. B HacTosiIIee BpeMsI He TaK MHOTO TaHHBIX, KOTO-
pbIe TTO3BOJISIIOT CYIUTh O KIMHUKO-MOP(OIOTUUSCKIX
OTJIMYUSIX OMyXoau ¢ repectpoiikoit EWSRI-NFATC2
ot xiaccnueckoii CHO. ITpu rucTosiornyeckom nucciieao-
BaHUU 3TH 3JI0KAYeCTBEHHbIC HOBOOOPA30BaHUSI 3a4aCTyIO
WHTEPIPETUPOBAIMCH KaK MUOSITUTEINAIbHAS OITYXOJIb,
octeobnactoMa [38]. CyMMUpys oncaHHbIe KIIMHUYECKUE
cIyJ9amn, MOXKHO OTMETHUTD OoJIee CTapIrii BO3paCT Mmalli-
€HTOB Ha MOMEHT ITOCTaHOBKM AuarHo3a, yem rpu CHO
(cpemHMii Bo3pacT OOIBHBIX — 0KoJio 30 JeT), HU3KYIO
YacTOTy OTHAJICHHBIX METAcTa30B, PEIKHE IJISI CapKoM
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MSTKUX TKaHEH JIOKaJIu3alluy OTHAJCHHBIX METacTa3oB,
TaKMe KaK Koxa, KOCTHU, BRICOKIE TTOKAa3aTeId BIKBAC-
MOCTHU 0€3 IPOBEeNeHUST aTblOBAHTHON XNMUOTEpPaIInH.
Takum o0pa3zoM, Ha OCHOBAHUU MOJIEKYJISIDHBIX U KJIIMHU-
YeCKUX OTJIMYMI JaHHAasI TPyMIla OIyXOJIel BBIHECEHA B OT-
JeJIbHYI0 KaTeropuio [18, 38].

B 9,5 % omnyxosneii ¢ MOpdoJI0rueii, HalOMUHAIOLIEH
CIO, He ynaeTcs BBISIBUTH KaKOI-11M00 reHeTUIECKOI Tepe-
CTPOMKM, M TaHHBIC 3]I0Ka4eCTBEHHbIC HOBOOOPA30BaHUS
OCTaloTCS HeKyTaccuuImpyeMbIMH. B 11e710M TaHHasI TpyTI-
1a UMeeT HeOIaronpusITHOE TedeHre 1 mporHos [39, 40].

3akniouyeHue

I1o mepe HaKorUIeHUSI 3HAHUIA O OMOJIOTMYECKUX CBOM-
cTBax oryxoJieii cemeiictBa CIHO rpymia rmpeobpasoBaiach
B COBOKYITHOCTb MOP(OJIOTUYECKHU CXOKIMX, HO TeHETHUYe-
CKM TeTepOTeHHBIX OITyXOJIeH, KaxKmasi U3 KOTOPBIX OTJIH-
YaeTcsa He TOJbKO MOJICKYISIPHO-OMOJOTUISCKUMU
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CBOMCTBaMM, HO 1 KIIMHUYECKUM ITOBEICHNEM, OTBETOM
Ha TIPUBOAMMYIO Tepanuio u mporuo3oM. Ux nuddepen-
LIMaJIbHAsI IUarHOCTUKA OCTAETCs 3aTPYIHUTEIBHON U Tpe-
OyeT MaeHTU(DUKAIIMYA TTATOTHOMOHUYHOTO MOJICKYIISIPHO-
TeHEeTUYECKOTO MapKepa.

B Hacrosiee BpeMs He CyIeCTBYeT OTASTbHBIX ITPO-
ToK010B JledeHuss HMO kocTeit u MATKUX TKaHel, Kpome
CIO, omHako BBIeIEHNE TPYII MAIMEHTOB C TaHHBIMU
3JI0KaYeCTBEHHBIMI HOBOOOPA30BaHUSIMU 1 HAKOTICHUE
3HAHUN 0 KJIMHUKO-0MOJIOTHYECKOM MOBEACHUM JaHHBIX
TUIIOB OITYXO0JIeil HEOOXOMMMBI IJIST YBeIndeHUsS 3P deK-
TUBHOCTH JieueHMs1. Vicrionp3oBaHNe CTAHIAPTHOM XUMIUO-
Tepanuu B IpyIIe MaluueHTOB ¢ repecTpoiikoii reHa CIC
He NPUBOIUT K JOCTHKEHUIO oxXmmaemoro addexra,
YTO TOBOPUT O HEOOXOAMMOCTH ITOMCKa HOBBIX TE€paIleB-
Tuueckux crpareruii. I[lpu capkomax ¢ mepecTpoiikoit
reHa BCOR mporHoctuyeckue XxapaKTepUCTUKU CYIIIe-
cTBeHHO He oTinuarpTcs ot CIO.

—_—
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