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PaGora BeimonneHa B ®I'BY «HaumoHanbHBIM METUIIMHCKHUN HCCIIENOBATEIHLCKUI
LHEHTP [JETCKOM TIeMaToJOTHHh, OHKOJOTMH W HWMMYHOJOTMM HWMEHH [IMutpus
Porauesa» MunucrepcrBa 3apaBooxpanenus Poccurickon denepanuu.

HayuHble pyKOBOAMTEJIN:
KapauyHnckuii Anexcanap McaakoBu4, TOKTOp MEIUIIMHCKUX HAYK, Mpodeccop;
KonoBajioB JIMmurpuit MuxaitjioBu4, KaHAu1aT MEAUINHCKUX HAYK

O¢unuaabHbie ONMOHEHTHI:

Kazanue Amnartonmuid IleTpoBud4, IOKTOp MEIWUMHCKHX HAyK, 3aBEIYIOLIHI
XUPYPTUYECKUM OTJCJICHHEM C TMPOBEJACHUEM XHUMHOTEpanuu (JeTel paHHero
Bo3pacta) ®I'BY «HUU JJOul" HMUIL] onkonoruu um. H.H. broxuna» Munsnpasa
Poccuun;

Tepterunbiii  Anexcannp CeMEHOBHY, JOKTOP MEIUIMHCKUX Hayk, mpodeccop,
npodeccop MHCTUTYTa KIMHUYECKON Mopdosioruu u uudposoi narojgorun OPI'AQY
BO «lepoiit MI'MVY umenn .M. CeuenoBa MunzapaBa Poccun (CeueHOBCKuUIA
YHuBepcurer)»

Benymas opranmzanus: ®enepaibHOE rOCyIapCTBEHHOE OIOJKETHOE YUPEKICHHE
«HannonanbHbI MEIUIIMHCKAN WCCIIEA0BATEIbCKHUM LIEHTP uMeHu B. A. AnmaszoBa»
MunucrepcTBa 3npaBooxpanenus Poccuiickont denepannu

3ammTa COCTOUTCS « » 2024 rona B JacoB Ha 3aceJaHuu
muccepranmonHoro copeta 21.1.025.01 ®OI'BY «HauwoHanbHBIA MEIUITUHCKUI

HCCJIEI0BATEIIbCKUM IEHTP AETCKOM reMaTOJIOTUH, OHKOJIOTUY U UMMYHOJIOTUU UMEHU
Hmutpuss PoraueBa» MunucrepctBa 3apaBo-oxpanenus Poccuiickon ®depepauuu,
117198, r. Mocksa, yn. Camopsl Mammena, a.1.

C nuccepranueil MOKHO O3HAKOMHUTBCS B OuOiMoTeke W Ha caiite denepaibHOrO
roCyJIapCTBEHHOTO OIOJDKETHOrO yupexaeHus «HamuoHalbHBIM MEAUITMHCKUN
HCCIIEIOBATENIbCKUM HEHTP AETCKOM reMaTOJIOTUH, OHKOJIOTUY U UMMYHOJIOTHU UMEHU
Jimutpus PoraueBa» Munzapasa Poccun www.fnkc.ru.

ABTOpedepaT pa3ociaH « » 2024 r.

Y4eHbIl CEKpETaph AUCCEPTALMOHHOTO COBETA,
JIOKTOp MEIUIIMHCKUX HayK, Ipodeccop Huxkonaii Bnagumuposuy Kykos


http://www.fnkc.ru/
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OBIIASA XAPAKTEPUCTUKA PABOTbI

AxkTyanabHOCTh ucciaenoBanus. Eme B 1921 r. JI. FOunr [Ewing J., 1921]
omucall OMyXOJib KOCTEH, HE IMOXO0XYI0 Ha OCTEOTeHHbIE HOBOOOpPA30BaHUS WIIU
mumpornposudepaTuBHBIE 3a00JeBaHuMs, KOTOpast Mopdoorndecku
XapaKTeprU30BajJach OKPYIVIBIMM KIETKAMH C TUIIEPXPOMHBIM SIPOM M CBETJION
nurornaMon. Omyxonb, BIOCIEACTBUHM MOJYYUBIIYID UMSI YYEHOTO, M3HAYAIBHO
Ha3BaIH «IUGOY3HON SHAOTSITUOMOI.

B Teuenue nocienyommux JeCATUIETUN BEIUCH CIIOPbI O THCTOTEHE3€ CAPKOMBI
IOunra (CHO) u xputepusix AUArHOCTUKH, BKJIIOYas MOTEHIUAIBHOE MPUMEHEHUE
cnenugpuuecknx okpacok [Kilpatrick Y., 2018]. Bricka3biBanuce npeanoaokeHus o
npuHagnexHocty  CHO  k  sHgoTenwomam,  PETHKYJIOCApKOMaM,  OIyXOJISIM
NepULUTApHOro npoucxoxaeHus. B 1969 r. Obuia BnepBbie ONMCcaHa BHECKEJIETHAs
nokanuzaiusa CHO [Tefft M., 1969]. K konity XX Beka B ureparype chopMUpoBajcs
TEPMUH «OMYyXO0JIb ceMencTBa capkombl FOMHTra», 00bEeIUHSBIINN «KIACCHUYECKYIO»
CIO co ckeneTHOM JNOKanU3alKMen, MPUMATHBHYIO HEMPOIKTOAECPMAIBHYIO OITyXOJIb
(CIO B MSTKHX TKaHAX, KOTOpas OMPEIEsUICS HAIUYUEM HEHPOIKTOJAEpMaTbHOU
nuddepeHIpPOBKH, OTIPEACIISIEMO Ha JIFDOOM U3 YPOBHEM: MUKpocKkonuueckom, UI'X
WM  DJICKTPOHHOMHUKPOCKOIIMYECKOM) U OIMyXO0Jdh ACKHHA (3JI0KaYeCTBEHHYIO
OIYyXO0JIb TOPAKO-MYJIbMOHANIBHOU 30HBI) [FOpuenko A., 2019].

B nanpHeiimeM, Korjaa rno JaHHbIM MOJIEKYJISIPHO-TEHETUUYECKUX UCCIECAOBAHUN
OBLTM OIMMCAaHBl XapaKTEepHBIC ISl JTaHHOW OIyXOJW TpaHclokanuu (oOpa3oBaHue
XUMEpPHBIX reHOB npeacraButensiMu cemercTB FET u ETS, wame sBcero EWSR1::FLI1
[Le Loarer E., 2022]), O6puio mnoarBepxkiacHo, 4yTo CHO sBiseTcss OTAEIbHOMN
HO30JIOTHYECKON (hOpMOl U B KiIacCU(PUKAIIMKN OMYXO0JIeH KOCTEH M MSTKUX TKaHEH
Bcemupnoii opranuzanuu 3apaBooxpanenus (BO3) Oblio pemieHo OTKa3aTbCsi OT
WCIIOJIB30BaHUS JIOTIOJTHUTENIbHBIX TEepMUHOB. B Hacrosmiee Bpems Haunbonee
000CHOBaHHBIMHM CUHUTAIOT TUIMOTE3bI 0 mpoucxoxacHu CHO u3 kieTok HEepBHOTO
rpeOHs, ME3eHXUMAaJIbHBIX CTBOJIOBBIX KJIETOK KOCTHOTO MO3Ta, TU00 SMUTEITHATBHBIX

kietok [Griinewald T., 2018].
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B xozxe nanpHedmero u3y4eHus: BOZHUKIM COMHEHHsI B TOM, YTO BCE CIIydaw,
panee  otHecennble k CKO Ha  ocHOBaHmuM  MOpPQOJIOTUYECKUX U
UMMYHOTUCTOXUMHYECKUX  TPHU3HAKOB, B  JIEUCTBUTEIBHOCTH  SBIISIIOTCS
MPEICTaBUTEISIMA  OJHOM  HO30JI0TUYeCKOM ¢opmbel. C  pa3BUTHEM METOAOB
MOJIEKYJIIPHOM T€HETUKH ObUIM BBIJICICHBI OTAEIbHBIC THUIBI OMYXOJIEH, YCIOBHO
OOBEUHSAEMBIX B TPYIIYy «IOWHIOMOJOOHBIX» CapKOM, KOTOpbIe O(UIIMAIBHO
Ipe/CcTaBiICHbl B pasjene HeauddepeHIMpPOBaHHBIX KPYTJIOKIETOYHBIX CApKOM B
knaccupukanun BO3 2020 1. uw  XapakTepU3YIOLIUMXCS OCOOBIMM BapUaHTaMHU
TeHETUYECKUX TEPECTPOCK: KpyriokiaeTrouHas capkoma ¢ EWSRI1-non ETS-
nepectpoiikamu, CIC-iepectpoeHHas capkoma, capkoma ¢ anbrepanusimu rena BCOR
[WHO Classification of Tumours Editorial Board, 2020]. XoTst o MoOp$oIoruueckum
1 UMMYHOTUCTOXMMHYECKUM XapaKTEPUCTUKAM «IOMHTOIMOJ00HBIE CAPKOMBI» CXOJTHBI
JIpyr C JpPyroM, 4YTO JejaeT HEOYeBUAHOW IuDPepeHINaTbHYI0 TUATrHOCTHKY,
MIPaBUJILHOE OMPE/ICNICHNE TUTIA OIYXOJIU SBIISETCS YPE3BbIYATHO 3HAUMMBIM, TaK Kak
ATU OMYXOJH OTJIMYAIOTCS IPYTr OT ApYyra Mo KIMHUYECKOMY TEUEHHUIO U MPOTHO3Y
[Antonescu C., 2017; Kao Y., 2018; Le Loarer E., 2019].

CrpaTterust Jne4eHHs «IOUHIOMOJOOHBIX CAapKOM» HA CErOJHSAIIHUN JIeHb
apisieTcs uaeHTuaHou (nmpotokosl EURO-EWING 2012), ogHako BexyTcsi pa3paboTKu
OTIIETBHBIX AJTOPUTMOB JICUCHHUS [UJIl Pas3IU4HbIX HeauddepeHInpoBaHHBIX
KpyraokieTounbix capkoM [Connolly E., 2022; Tap W., 2012; Tramontana D., 2020].
HecMoTpst Ha TO, YTO HEKOTOpPHIE OIMYXOJW W3 TPyHmbl HeaudbdepeHIupoBaHHBIX
KPYTJIOKJIETOYHBIX CapKOM OBUIM OIKCaHbl CPAaBHUTEIbHO HENABHO (CapKoMa C
nepectpoiikamu rena CIC, mo pa3HbIM JaHHBIM, Obuta onucana B 1996 umm 2006 .
[Kawamura-Saito M., 2006; Richkind K., 1996], xpyriokieTouHble CapKOMBI C
EWSR1-non ETS-nmepectpoiikamu B 2009 1. [Szuhai K., 2009], capkombl ¢
anprepanusimu TeHa BCOR — B 2012 r. [Pierron G., 2012]), HaKOTIJIEHHBIX JaHHBIX
JIOCTaTOYHO JJIsl TOTO, YTOOBI TOCTOBEPHO AU hepeHInpoBaTh UX IPYT OT JIpyra yxKe
Ha JIOTEHETUYECKOM JTale, ONUpasch Ha MOPQOJIOTHYECKYI0 KapTUHY H
cnenuduIeckue MMMyHOTHCcTOXUMUYeckue npu3Haku [Hung Y., 2016; Shibuya R.,

2014; Watson S., 2018]. Tem He MeHee, Ha CErOAHSIIHMN JI€Hb OTCYTCTBYET
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ONTUMAJIBHBIN ANTOPUTM UATHOCTHKU HeAu(dEepEeHITMPOBAHHBIX KPYTIOKIETOUHBIX
CapKOM C YYE€TOM HUX HMMMYHOTHMCTOXHUMHYECKUX M MOJICKYJISIPHO-T€HETHUYECKUX
IPU3HAKOB.

B cBsa3u ¢ BbIIECKa3aHHBIM MPOBEJCHUE JAHHOTO MCCJIEAOBAHUS HWIPAET
BAXHYIO POJIb B COBPEMEHHOW MEIUIMHE, B YAaCTHOCTH B YCOBEPILICHCTBOBAHUU
npoliecca JUArHOCTUKU Heau(pepeHIIMPOBAHHBIX KPYIJIOKIETOYHBIX CApKOM, YTO
MMEET MPAKTUYECKYIO IIEHHOCTh U aKTyaJIbHOCTb.

Crenenb pa3padOTAHHOCTH TeMbl MCCJIeI0BAHUSA. VIHTEHCUBHOE H3y4YEHUE
Henu(phepeHIIUPOBAHHBIX KPYTIOKIECTOYHBIX CAPKOM 3a MOCJIEIHHUE TO/Ibl IPUBEIIO K
3HAYUTEITLHOMY nporpeccy B MMOHUMAaHUU 170'¢ MOp(hOIOTUUECKUX,
MMMYHOTUCTOXUMHUYECKUX M TEHETUYECKUX OCOOEHHOCTEeH. DTO  IMO3BOJHUIIO
pa3paboTaTh YETKUE KPUTEPHUU VISl UX AUATHOCTUKH Ja)Ke Ha JOTEHETUUYECKOM HTarle.
OnHako, HECMOTpPSI Ha JOCTUTHYTHIE YCIIEXH, BCE €€ OTCYTCTBYET ONTHUMAIbHBIN
ITOPUTM, KOTOPBIH Obl KOMITJIEKCHO YYUTBIBAJ BCE ACTIEKThI 3TUX HOBOOOPA30BAHMIA.
B cBsa3u ¢ 9ThM, JaHHOE WCCIIEIOBAHUE HAMPABJICHO HA CO3JaHUE HOBOTO
JTUAarHOCTUYECKOTO MOIX0/1a, UHTETPUPYIOIIETO BCE N3BECTHBIE XapaKTEPUCTUKU ITUX
omyxoseil. Takoil aJropuT™M TMpPU3BAaH TMOBBICUTh TOYHOCTH U ONEPATUBHOCTH
IUAarHOCTUKHM, 4YTO KpalHEe BaXHO [JIs VYJIYYIIEHUS TAKTUKU JICUCHUS U
MIPOTHO3WPOBAHUS TEUCHHS 3a00JIEBaHMSI Y TIAIIMEHTOB C JaHHOM MaTOJIOTUEH.

Hear wuccieqoBaHMsi: YCOBEPIICHCTBOBAHKWE allTOPUTMa JUArHOCTUKHU
HeubGepeHIMPOBAaHHBIX KPYTIOKIETOUYHBIX CApKOM HAa OCHOBAaHWUU HU3YYCHHUS HX
KIMHUYECKUX, MOP()OJOTUUECKUX, HWMMYHOTHCTOXUMHUYECKHUX U MOJEKYJISIPHO-
T€HETUYECKUX MPU3HAKOB.

3amavu ucclieI0BaAHNS

1. [IpoBecTn PETPOCIIEKTUBHBIN aHaIu3 MOPGOTOTHYECKUX u
MMMYHOTUCTOXUMHUYECKUX MIPU3HAKOB omyxoJei u3 TPYIIIbI
HeubGepeHIMPOBAHHBIX KPYTJIOKJIETOUHBIX CApPKOM JJIsi pa3/eiICHUs] STOW TPYMIIbI
Ha otaenbHble Ho3osoruu (CHO, capkoma ¢ anbsrepanusmu reHa BCOR, CIC-

HepECTPOCHHAs CAPKOMA).
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2. VByunTh KIMHUYECKHE OCOOEHHOCTH KaXKIOTO THIA OIMYyXOJH, BKIIOYas
BO3pAcT, MOJI HAMEHTOB U JIOKAJIU3ALMIO HOBOOOPA30BaHUM.

3. N3yunth MOpQoJIOTUYECKHE OCOOEHHOCTH  pa3HbIX  THUIIOB
HeA(PPEpEeHIIMPOBAHHBIX KPYTIOKIETOUHBIX CAPKOM.

4. OueHutb JTIMAarHOCTHYECKYIO 3HAYUMOCTh Pa3IMYHBIX
UMMYHOTUCTOXUMHUYECKUX MapKepoB i JauddepeHnnanbHol  TUarHOCTHKU
HCCJIETYEMBIX TUIIOB CAPKOM.

5. IlpoBecTu OLIEHKY BELKMBAEMOCTH MallMEHTOB ¢ HeAuddepeHIMpOBaHHBIMU
KPYTJIOKJIETOYHBIMU CapKOMaMH B 3aBUCUMOCTH OT THIIa OITyXOJIH.

6. PazpabGorarp  anroputM = AMAarHOCTUKH  HenubdepeHIMpPOBaHHBIX
KPYTJIOKJIETOYHBIX CAPKOM, UX JU(depeHIINaTbHON JUarHOCTUKUA B 3aBUCUMOCTHU OT
THUIIAa OIYXOJIH.

Hayuynast HOBU3HA HCC/IeI0BAHUSA

1. BnepBble TmpoBeneH KOMIUIEKCHBIM aHain3 MOpPQOJIOTUYECKUX U
UMMYHOTUCTOXUMHUYECKUAX XapaKTePUCTHK Hean(depeHIInPOBAHHBIX
KPYTJIOKJIETOYHBIX capkoM (capkombl FOunra, capkomsl ¢ ansrepanusmu rena BCOR
n CIC-niepecTpoeHHON CapKOMBI) Ha OOJIBIITON TPYIINE MAMEHTOB IETCKOTO BO3pacTa
(405 cyuae).

2. YcTaHoBNEHBI KJIIOYEBBIE g depeHInaTbHO-TUarHOCTHUECKHE
MMMYHOTHUCTOXMMHUYECKAE MapKepbl IS KaXIoro Tuma HeauddepeHIInPOBaHHbBIX
KPYTJIOKJIETOUHBIX CAPKOM Yy JIETEH.

3. BmepBble y nereld TpoOBEIE€HA OILICHKA BBDKMBAEMOCTH TMALMEHTOB C
HeAnPPEepeHIIMPOBAHHBIME KPYTIIOKJIETOYHBIMUA CAPKOMaMH B 3aBUCHMOCTH OT THIIA
OITYXOJIN.

4. Pa3paboTaH W BHEIPEH B NPAKTUKY alroput™ uddepeHnranibHon
AMArHOCTUKM Henu(dPepeHIUPOBaHHBIX KPYTJIOKIETOUYHBIX CapKoM Y JeTei,
OCHOBaHHBIN Ha KOMIUIEKCHON OILIEHKE MOP(POJIOTUUECKUX, UMMYHOTUCTOXUMHUYECKIX
Y MOJIEKYJISIPHO-TEHETUYECKHUX XapaKTEPUCTUK OITyXOJIeH.

TeopeaneCKaﬂ ! IIPAKTHYECCKasA 3BHAYHUMOCTD
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[lomyyennsie B paboTe  JgaHHBIE  yIAyOJsSIOT  TPEACTABICHUS O
MOP(OJIOTUIECKIX U IMMYHO(DEHOTUTTHIECKUX CBOMCTBAX KaXKOTO THITA OTTYXOJIU U3
rpynmsl HeauppepeHIIMPOBAHHBIX KPYTIIOKIETOYHBIX CAPKOM.

C wucnosp30BaHUEM pPa3padOTaHHOIO AJITOPUTMA TOBBICUTCA CKOPOCTh H
TOYHOCTh JTMarHOCTUKU HeAudEepeHIMPOBAHHBIX KPYIJIOKJIETOUYHBIX  CapKOM
BpauaMH-MaToJOroaHaTOMAaMM Ha OCHOBAaHUM MOPQOJIOTHYECKON KapTUHBI U
MMMYHOTUCTOXUMUYECKUX MPU3HAKOB HA JJOT€HETUYECKOM 3Tare AUArHOCTUKH, UYTO
3HAUUTEIBFHO YCKOPSIET MPOLIECC MO CPABHEHUIO C T€HETHUYECKUMHU METOJAMH. ITO
MO3BOJISIET OBICTPEEC MPUHUMATH PEIICHUS O BBIOOpPE TEpalHM U YK€ Ha OCHOBAHUU
Mopdonoruu U (HeHoTUna NporHo3upoBaTh TeUEHHE 3a0oJieBaHus. Pa3zpaboTaHHBIM
QITOPUTM TO3BOJIUT OTIUYATh OIMYXOJW W3 Tpynmnsl HeaudbdepeHInpoBaHHBIX
KPYIJIOKJIETOUHBIX CApKOM OT JIPYTUX KPYIJIOKJIETOUHBIX OMYyXOJIEH ¢ MpUMEHEHUEM
OTpaHUYEHHOT0 Ha0opa aHTUTEN, YTO ONTHUMHU3UPYET JUATHOCTUYECKUM MpoIlecC U
pecypco3aTparsl.

MeTo10J10TMsI 1 METOAbI JUCCEPTANMOHHOTO UCCJIEI0BAHUSA

[Tpu BBITIOJIHEHUH TUCCEPTAIMOHHOTO UCCIIEI0BAHUSI OBLITN MTPOAHATIN3UPOBAHbI
405 cnyuyaeB HeaupdepeHUUPOBAHHBIX KPYTIOKIETOUHBIX CapKOM, U3 KOTOPbIX 369
ciydaeB CHO, 20 ciayuaeB capkomsbl ¢ anbrepanusimu rena BCOR, 16 ciyuaes CIC-
MEPECTPOCHHON CapKOMBI.

bbuin nmpoaHanu3upoBaHbl KIMHUYECKUE JaHHbIE (BO3pACT, MOJ, JIOKAIU3AIUs
MOPAKEHUI ), MOPPOJTIOTUUECKHIE XapaKTEPUCTUKH, UMMYHO(PEHOTHIT, BO BCEX CITydasx
npoBeneH reHetudeckuit ananus (FISH-uccnenosanue, I[P, PHK-cexkBenupoBanue),
YTO OTPA’KaeT METOI0JIOTHIO TUCCEPTALIMOHHON PabOTHI.

[Ipy  BBIMOJHEHWH  JUCCEPTAIMOHHOTO  HWCCICAOBAHMS  MPUMEHSIIHCH
CJIEIYIOLIME METO/IbI:

1. Anamm3 xnuHWYEeCKOW wuH(popManuu (BO3pacT, IO, JIOKAJIH3AIUs
MOPAKEHUI, HETaTUBHOE COOBITHE, JIETATBHOCTB).

2. 'ucronornyeckue ucciaeaoBanre (reMaTOKCHIMH U D03UH).

3. [Toctpoenne TMA-TKaHEBBIX MaTpPHII.
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4. VIMMyHOTHCTOXMMHYECKOE HCCJIEIOBAaHUE C KCIOJIb30BAHUEM aHTUTEN
npotuB: CD99, NKX2.2, BCOR, SATB2, TLEI, WT1, ETV4, Desmin, Myogenin,
MyoD1, PanCK.

5. Bepudukamus nuarxosa ¢ omnpezaeneaneMm cratyca reHoB EWSR1, BCOR,
CIC onaum u3 metonioB (FISH-uccnenoranue, [111P, PHK-cekBenupoBanue).

6. [Toctpoenue auddepeHunaibHO-TUarHoCTUYECKOro alIrOPUTMA.

JIMYHBIA BKJIAJ COUCKATEJIS

Bce cayuam nHemuddepeHIIMPOBAHHBIX KPYIVIOKJIETOYHBIX CapKOM ObLIH
MpoaHaIU3UPOBaHbl JIMYHO couckaTtenemM Ha Oaze OI'BY HMUIL AT'OU umenu
Jmutpus PorayeBa (aHanu3 KIMHUYECKOW HHGPOpPMAIMU, THUCTOJOTHYECKOE
uccienoBanne (TeMaTOKCWIMH M D03WH), UMMYHOTHCTOXMMHUYECKOE HCCIIeI0BaHHE
(CD99, NKX2.2, BCOR, SATB2, TLE1, WT1, ETV4, Desmin, Myogenin, MyoD1,
PanCK), mnoaroroBka wmatepuana jus FISH-uccnenosanus, IIIP, PHK-
CEKBEHUPOBAHMSI, CKAHUPOBAHUE TOTOBBIX MHUKPOMpENapaToB, 00OpabOTKa W aHAIU3
MOJIYYEHHBIX PE3YyJIbTAaTOB).

ITos10:keHUsA, BBIHOCMMbIE HA 3alIIUTY

1. Pa3ubie Tunbl HeaudpepeHIMpPOBaHHBIX KpyriokieTounbix capkom (CHO,
capkoma ¢ anbrepanusmu rena BCOR, ClIC-nepectpoenHasi capkoma) pa3inyaroTcs
M0 CBOMM JIEMOTpaPUIECKUM, TOTOTPaPUUIECKUM U BO3PACTHBIM XapPaKTEPUCTHKAM.

2. T'ereporeHHocTb MOP(OJOTHUECKOW KapTHUHbI HeAu(depeHIUPOBAHHBIX
KPYTJIOKJIETOYHBIX CAPKOM SIBIISIETCS BaXKHBIM (P epeHITNaIbHO-TUArHOCTUYECKUM
KpUTEPUEM.

3. CIO, capkoma c anbrepauusamu rena BCOR u CIC-nepectpoennas capkoma
MOTYT UMETh UMMYHO(EHOTHUITHIECKOE CXOJICTBO.

4. C1O, capkoma c anpreparusmu rena BCOR u ClIC-niepectpoeHHast capkoma
MMEIOT CTAaTUCTHUYECKH 3HAYMMBIC pa3IUuds B YPOBHE TWATUJICTHEH OOmend wu
0eCCOOBITHITHON BHIXKUBAEMOCTH.

5. Pa3paboTtan aNrOpUTM muddepeHnnanbHoN JIMarHOCTUKHU
HeaupGepeHIMPOBAaHHBIX ~ KPYTJIOKJIETOYHBIX ~ CApKOM,  VYHTHIBAIOIIMN  Kak

OUTOJOTHYCCKHUE, TaK U HMMYHOTHUCTOXUMHUUCCKUEC W MOJICKYJISAPHO-TCHECTUYCCKUC
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MIPU3HAKHU, YTO MO3BOJSIET JIOCTUYh BBICOKON TOYHOCTH B JUArHOCTHUKUA M BBIOOpE
ONTHUMAJIbHOW CTPATETUU JICUCHHUS.

CreneHb 10CTOBEPHOCTH Pe3yJibTATOB

Jnsg  pocTMkeHusT JOCTOBEPHOCTH  PE3YyJbTATOB MPU  KAXKIOM  BHUJE
UCCIeOBAaHUM (THCTOJIOTMYECKOe HccienoBanue, nmmyHoructroxumus, [111P, PHK-
cexkBenupoBanue U FISH) cTporo npuaepkuBaiich COOTBETCTBYIONIUX ITPOTOKOJIOB U
pEKOMEHJAIMid C WCIOJb30BAaHUEM TO3UTUBHBIX W HETaTUBHBIX KOHTPOJICH B
COOTBETCTBHHM C IMTPOTOKOJIAMH KOHTPOJIA KaueCTBa JJIs1 KAXKJI0T0 UCCIIETOBAHUS.

BHeapeHnue pe3yJibTaTOB HCCJIEI0BAHNS B IPAKTHKY

Pe3ynbTaThl uCCIEAOBaHUA NPUMEHSAIOTCA B TMPAKTUYECKOHM paboTe mpu
HUCCJIEIOBAaHUM  OMYyXOJIEM  KOCTEM M MSITKMX TKaHEeM y  JeTred B
narosioroaHaromuyeckom otaeneann OI'bBY HMUL[ JAI'OM umenu [Imutpus
PoraueBa, B mMmaTroj0roaHaTOMHUYECKOM  OTACIECHHMM MOPO30BCKOM  JIETCKOU
KIMHAYECKON OOJNBHUIIBI, B MaTooroanaromudeckoM otaeiacaun PJIKb PHUMY uwm.
H.M. Iluporosa, marosoroanaromuuyeckom otaenenun HMMUILL onkonorum wnm.
H.H. bnoxuna, a Takke HCHONB3YIOTCS B TIpoliecce OOyYeHHs] OpJIUHATOPOB H
ctaxepoB ®I'bY HMUIL AI'OU umenu JImutpust Porauera. Ony0aukoBaHO yueOHO-
MeToau4Yeckoe rmocooue 1o auddepeHInanbHON JHArHOCTHKE KPYTJIOKJICTOUYHBIX
HeubGepeHIMPOBAaHHBIX CapPKOM JJisi OOYYArOMIMXCS MO MPOrpaMmaM BBICIIETO
00pa3oBaHus MOATOTOBKH KaIPOB BBICIICH KBaTU(UKAIIUKA B OpAUHATYPE, TOJATOTOBKH
Hay4YHO-TIeIarOTUYECKUX KaJPOB B aCUPAHTYPE, a TaKKe JJIsl Bpauyeil-CleluaaucToB,
MOJYYaIIMX TMOCTAUIUIOMHOE OO0pa3oBaHUE IO CIEHHAIBHOCTSIM OHKOJIOTHS,
MaTOJIOTUYECKass AHATOMHUSI.

IIy0aukanuu mo TemMe JUCCEPTALMHA

[To Teme auccepranuu ObUIO OMYOJIMKOBAHO S5 EeYaTHBIX paboT, B TOM uncie 4
paboThl B u3AaHMAX, pekoMeHIoBaHHbIX BAK, omyOmmkoBano ydeOHOEe mocoOue
«Caproma FOunra u «trouHromnoo0HbIe capkombl. Jlnarnoctuka, nuddepeHnnanpaas
muargoctuka» ISBN 978-5-6048339

PesynbTaThl guccepTaniMOHHONW paOOTHI JOJOKEHBI HA MEXKIyHApOIHOM

dhopyme «MIHHOBaIMOHHAsE OHKOJIOTU 6-9 ceHTs0pst 2023T; Ha exeroaHoM Ghopyme
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«MOCKOBCKOTO PETHMOHAIBHOTO OOIIECTBA OHKOIIATOJIOTOB M OHKOT€HETHKOB» 20-21
okTs10ps 2023 1.

O0beM U CTPYKTYpa AUCCEPTALMHA

Juccepraiiysi COCTOUT U3 BBEACHUS, OCHOBHOM YaCTH U 3aKJIIOUCHUS.

BBegenne cocToUT U3 aKTyaJlbHOCTH, (QOPMYIHUPOBKH LEIM U 3a1ad
UCCJICIOBAHUSI, HAYYHOM HOBHU3HBI M 3HAYUMOCTU PalOOThI, a TAKXKE W3 IMOJOKEHUU
BBIHOCHMBIX Ha 3allUTy, CTEIECHH JOCTOBEPHOCTH pE3yJbTaTOB, ampoOalud Hu
BHEJIPEHUS PE3yIbTaTOB, YKA3aHUEM Ha KOJIMYECTBO OMYyOJMKOBAHHBIX PaboT (B TOM
qucie, B U3aHusX, pekoMeH10BaHHbIX BAK).

OcHOBHAas 4acTh AMCCEPTALUU COCTOUT U3 0030pa JINTEpaTypbl, MaTEPUAIIOB U
METO/IOB UCCIIEOBaHUS, PE3yJIbTATOB UCCIIEIOBAHUS U UX O0CYKICHHUS.

3aKJI0YeHUEe COCTOMT M3 O0OOIIEHMS MOJYyYEHHBIX PE3ylbTaToB (BBIBOJOB U
NPAKTUYCCKUX PEKOMEHIAIIHH).

Huccepranus n3noxeHa Ha 144 cTpaHuIl MAaITMHONIMCHOIO TEKCTA, COAEPKUT 34
pucyHka u 18 tabmuu. bubnuorpaduueckuii Cnucok cocTouT u3 221 auTepaTypHBIX
HMCTOYHHUKOB (M3 KOTOPBIX 17 oTeuecTBeHHBIX U 204 3apyOeKHBIX MyOIUKAIIHIA).

MarepuaJjibl 1 METOABI

B pamkax pganHOM paboTel ObLIM MpoaHanu3upoBaHbl 405 ciydaeB
HeubGepeHIMPOBaHHBIX KPYTIIOKIETOUYHBIX CapKoM, U3 KOTopbix 369 ciydaeB CHO,
20 cmyuaeB capkombl ¢ anbrepanusamu rera BCOR, 16 cnyuaeB CIC-niepectpoenHoi
capkombl. Bce cimydanm ObUIM JUArHOCTUPOBAHbI B MATOJOTOaHATOMHYECKOM
oraeneann OI'bY HMULL JII'OM umenn Imutpus PoraueBa 3a nmepuon ¢ 2012 no
2022 1.

Capkombr ¢ EWSR1-non-ETS mepectpoiikamu, 0OHApyKCHHBIC MPU aHAIIN3E
Marepualia, He ObLIM BKJIIOYEHBI B HMCCJICIOBAaHUE B CBS3U C MAJIBIM KOJIMYECTBOM
HaOMrOACHUN 3a 00CyX)aaemblii mepuol. YacTh MalMeHTOB MPOXOJuja JICYCHHE B
OI'bY HMUIL JAT'ON umenn Imutpusi PoraueBa, B OCTanbHBIX Cly4yasX mMaTepual
ObLIT HampaBlIeH Ha peepeHc-uccieJoBaHue U3 APYTUX JeueOHbIX yupexaeHuil. Bo
BCEX Clydasx ObUIO MONy4eHO MH(GOPMHPOBAHHOE COTJIIACHME OT MAIMEHTOB W/WIH

3aKOHHBIX HpeHCTaBHTCHCﬁ Ha O6CJIC,Z[OB8,HI/IG, JEYCHHUEC H  HCIIOJB30BaHHC
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uHpOpMallMK, TOJYyYEeHHOW B XoA€ OOCIeAOBaHWS U JICUCHHUS, B HAyYHbIX U
00pa3oBaTEIbHBIX LIEJISIX.

KpurepusiMmu BKIIIOUEHHS B UCCIIEIOBAHUE SIBIISITUCK:

— muarno3 CHO, capkomsbl ¢ anprepanusimu rena BCOR, CIC-nepectpoenHoit
CapKOMBI, TIOJITBEPKACHHBIA C MOMOIIbIO OOHAPYKEHHUS XAPAKTEPHBIX LISl JAHHBIX
HO30JIOTMYCCKUX (POPM TPAHCIIOKAIIUI METOIOM (hIIyOpPECIIEHTHON THOpUan3anuu in
situ (FISH), npoBeaerHoM B matojoroanarommueckom otnaeincann ®I'BY HMMUIL]
JNI'ON umenn [mutpus PoraueBa, mmuO0 MeTOIOM OOHAPYKEHHUS XHMEPHBIX
tparckpuntoB EWSR1::FLI1, EWSR1::ERG, BCOR::CCNB3, BCOR::MAMLS3,
BCOR::ITD, CIC::DUX4 ¢ moMoIipio MOTMMEPa3HON MEMHOW peakiuu ¢ 0OpaTHOMN
tpanckpunuuenn  (OT-IILP) wmu  PHK-cexBenupoBanus B snabopatopuu
MonekyisspHo onkonornn ®I'bY HMULL JIT'OU umenn [Imutpusa Porauesa;

— OTCYTCTBHE IPEIIECTBYIOLIEH Teparnuu, 1100 TepaneBTUYeCKui naToMopdo3
He Oonee 2 crenenu (mo mkaine Huvos);

— HaJIMYKE JOCTATOYHOIO KOJWYECTBA MaTepuana (mapaguHoBbie OJOKUA W/UIU
TOTOBBIE THCTOJIOTHYECKUE NIPENapaThl);

— oOpas3lipbl, MPOJIEMOHCTPUPOBABILINE HU3KYIO WHTEHCHUBHOCTD
MMMYHOTUCTOXMUMHYECKON OKpacKu, MCKIIOYAINCh M3 BBIOOPKU NpU JajbHEHIIEM
aHaus3e.

BoapmMHCTBO ciyyaeB OBUIO OPraHU30BaHO B TKAHEBbIE MaTpUIbl (tissue
microarray, TMA), npencrasnsitomue co0oil mapaduHOBBIE OJIOKU-PEIUNIUCHTHI,
colepKallie TKAaHEeBble UWJIUHAPHI, U3BJICUYCHHbIE M3 CTAaHAAPTHBHIX NapaduHOBBIX
0510k0B. M3rotoBieHHe TKAHEBBIX MAaTPHUIl BBINOIHIOCH C HCIOJIb30BAHUEM
aBromatuszupoBanHoil cucrteMbl EverBio AutoTiss1Oc (EverBio Technology Inc.,
TaiiBanp) u mporpammHoro oOecrieueHusi AutoTiss Designer. uametp
ucnoas3yemoro nanuepa (core) 1.0 Mm.

B 28 cnydasx, oTHOcAIIMXCS K TMOCIETHUM 2 roaaM HalOmojaeHus, padbora
BBITIOJIHSIIACH C UCIOJIb30BAaHUEM CTAaHAAPTHBIX Mapa(UHOBHIX OJIOKOB.

Cpean KIMHUYECKUX [AaHHBIX YYHMTBIBAJIUCH IOJI, BO3pPACT M JIOKAJIU3aLUS

OITYXOJICBOI'O Imponecca. B Ka4C€CTBEC HCTOYHHKA KIMHUYCCKHUX JaHHBIX
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MCIIOJIB30BAIMCH deKTpoHHAs 6a3a manueix ®I'BY HMUILL JIT'OU umenu Jmutpus
Porauesa «JlabopaTopHas nHGOpMAIMOHHAS CHCTEMaY, a TAK)KE apXHUB HAIIPABJICHHUMA
NaTOJIOT0aHATOMUYECKOTO OT/IEIICHHUS.

Matepuan ajis TUCTOJIOTHYECKOTO HMCCICAOBAHUS MMOTydYaad MPH OUOTCHSIX U
PE3EKIUAX OMyXOJielH KOCTeH M MATKUX TKaHeH. J[ocTaToOuyHbIM 00BEMOM CUHUTAIOCH
1,5-2 xyOuueckux caHTuMerpa. B HampaBieHuWM yKa3bIBaJuCh JAaHHbIC TAIlMEHTA,
3aJ1au UCCJICIOBAHUS, JTOKATN3AIMS MOPKCHHSI U IpyTrast BayKHAss HHPOPMAITH.

JlocTaBka HAaTUBHOTO MaTepHalia OCYIIECTBISJIACh B pacTBope (GopMalivHa.
Menkue pparMeHTbl OMUCHIBAIUCH U TTOMENIATUCH B ACKAJIBIIMHUPYIOIIUN PacTBOP.
Marepuain packiiaJibIBaJICs 110 TUCTOJIOTHYECKUM KacceTaM ¢ MapKUPOBKOM.

[Ipy  MUKPOCKONMYECKOM  MCCJIEAOBAaHUU  OLICHUBAIIUCh  KOMIIOHEHTHI
MaTOJOTUYECKON TKAaHHW, IUTOJIOTUYECKHE CBOMCTBA KIJIETOK, HaJW4YUe HEKpPO3a,
MUTOTHYECKAsi AaKTUBHOCTh, 0c000€ BHUMaHUE YACISUIOCH Te€TEPOTeHHOMY
MOP(OJIOTUUECKOMY CTPOEHHUIO OMYXOJIH.

NMMYyHOTHCTOXMMUYECKOE UCCEA0BAHNE MPOBOIUIIOCH C UCTIOJIb30BaHueM 12
aatuten (CD99, NKX2.1, WT1, ETV4, BCOR, SATB2, TLE1, Myogenin, MyoD1,
Desmin, PanCK, NUT) no crangaptHoMy mpoTtokoidy. OIlLieHKa pe3yJibTaToB
OCYILIECTBIISLIACh HA CBETOBOM MUKPOCKOIIE.

®dmoopectienTHas rudpuauzanus in situ (FISH) Beimonssutace ¢ mokyc-
cnerrduunabivMu 3oH1aMu (NUTM1 Dual Color Break Apart, CIC Dual Color Break
Apart, EWSR1 Dual Color Break Apart, BCOR Break Apart) mo aByxJHEeBHOMY
MpoToKoIy. AHanu3zupoBaioch He MeHee 200 siep B KaxaoM oOpasiie.

[TonmumepasHas 1IeTHasT peakiusl B PeKUME pealbHOTO BPEMEHHU ITPOBOIMIIACH
nocie Beigenennss PHK wu  oOpatHoit  Tpanckpumnuuu.  Vcmosib30Banuch
crienuduyecKre npaiMepsl U 30HIbI.

CexBenupoBanue PHK ocymectBisimoch Ha mpubope NextSeq500 ¢
MOCJIETYIONTUM OMOMH(POPMATUIECKUM aHATTU30M.

KadecTBeHHbIC TEpeMEHHBIE TMPEJICTABICHH B BHUIE YaCTOThl W JIOJH
(mpouenTa). Jyisi cpaBHEHUS] KAUYECTBEHHBIX MEPEMEHHBIX UCIIOIb30BAIICS KPUTEPUIA

¥2 Ilupcona. B ciydasix, korjja Koau4ecTBO HaOIIOEHUH B MOATrpynmnax Obuio MeHee
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S5, IpUMEHSICA TOYHBIM Kputepuii dumepa. YpoBeHb CTATUCTUYECKOM 3HAYUMOCTHU
o611 puHAT paBHbIM 0,05.

Jliig pacueTa BBKMBAEMOCTU MALIMEHTOB B IpyIax HeAu(pdepeHIPOBaHHbBIX
KPYIVIOKJIETOYHBIX CapKOM HcIoiab30Banu meton Karmana—Maiiepa.

Oobmas BexuBaeMocTh (OB) ompezaensanach Kak BpeMsi OT JaThl OCTAHOBKHU
JMarHo3a /10 aThl CMEPTH OT JIIO0OW MPUYMHBI WM JAThl NOCIEAHETO HAOIIOIECHUS
JUTSL )KABBIX TAI[UEHTOB.

beccoObrTuitnas BepkuBaeMocTh (BCB) ompenensiace kak BpeMs OT JaTbl
MOCTAHOBKM  JMarHo3a JO JaThl MEPBOr0  HEOJArompusiTHOIO  COOBITHSA
(nporpeccupoBaHue 3a00Ji€BaHUs, PELHUIUB, CMEPTh OT OCJOKHEHHUW JICUEHUS WA
BO3HUKHOBEHUE BTOPOM OIYXOJIN) WM IaThl IOCJIEIHEr0 HaOII0I€HUS JJIs TallUEHTOB
0e3 coObiTuil. B pamkax [OaHHOTO WUCCIEOBaHUS Oblla OIEHEHA S-JIETHSS
BBDKMBAEMOCTD ITALIUEHTOB.

B nmanHOM wMccnenoBaHMM JaTa LIEH3YpUpOBaHUs Oblja YCTAHOBJIEHA Ha
01.05.2023.

CratucTuyeckue pas3liuuusi B BBDKHBAEMOCTH paccuuThBaMCH Log-rank
KpUTEPHUEM.

OOpaboTKa KOJMYECTBEHHBIX JAHHBIX MPOBOJMIACH C MOMOUIBIO MPOTrPAMMBbI
Microsoft Excel 2016, mporpammuoro obecnieuenus Jamovi (version 2.3.19), a Takxke
MakeTa MporpaMM craTuctudeckoit oopadbotku nanubix IBM SPSS Statistics 23.0.

Pe3yabTarhl COOCTBEHHOI0 HCCJIEI0BAHUSA

Opranuszaunus padorsl pedepenc-uenrpa Ha 6asze «®I'bY HMUL AT'OU
uM. Imutpus Porauesa» Munsapasa Poccuu

PedepeHc-ieHTp mnpuMeHsieT NOCIeI0BaTEeNbHbIN alrOPUTM HCCIEA0BAaHUS
OMOINCHUITHOTO MaTepuala: THCTOJOTMYECKUA aHaliu3, HMMMYHOTMCTOXUMUYECKHE
TECTbl,  MOJIEKYJSIPHO-T€HETUYECKUE  METOAbl.  Pe3yiabTaThl  MOJEKYJISIPHO-
TF€HETUYECKOr0 MCCIIEIOBAHUS PACCMATPHUBAIOTCS HCKIIOYUTEIBHO B KOMILUIEKCE C

JaHHBIMHU I'MCTOJIOTUN U UMMYHOTHCTOXHMHU.
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Cpoxu BeimoaHeHUs: 4-15 pabouux qHEH 151 THCTOJIOTHYECKOTO UCCIIEA0OBAHMS
U UMMYyHOTHCTOXUMHUHU, 10 40 paboumx mHEH I MOJICKYJISPHO-TEHETHYCCKUX
aHaJIN30B.

OO0masi XapaKTepUCTHKA NAIMEHTOB B PYNNax HUCCAeI0BAHUS

B uccnenoBanue Obuio BKItOueHO 405 ciiydaeB, U3 KOTOPBIX OOJBIIMHCTBO
(369) coctraBuiu nanueHTsl ¢ capkomoit FOuHra. OcranbpHble CIy4dan pacipeaeTuiInch
Mexay capkomamu ¢ anprepamusmMu reHa BCOR (20 cmyugaeB) u  CIC-
nepecTpoeHHbIMU capkoMmamu (16 ciyuaeB). B o0mielt BbrIOOpKE mpeobiaagaiu
MalMeHTHl MY>KCKOT0 TI0JIa, 4TO Takke HaOmoanock B rpynmnax ¢ CHO u capkomamu
c anprepanusmu reHa BCOR. Cpean manuentoB ¢ CIC-nepecTpoeHHBIMU CapKOMaMU

OTMEYaJIOCh paBHOE pacmpe/ieseHue no noy (tTabauusl 1, 2, pucyHok 1).

Ta6muma 1 - Xapakrtepucthka mMaUeHTOB ¢  HeauddepeHIUPOBAHHBIMU

KPYTJIIOKJICTOYHBIMU CApKOMAaMH B 3aBHCUMOCTH OT I10J1a

IHoa Bospacrt
Bcero - =

MY’KCKOH | ’KeHCKHIl | MeJHaHa | MAKC: MUH
405 226 179 _
% 558 441 12 22:0,4

Taoauna 2 — J[oJisl MalMEHTOB MY>KCKOT'O M JKEHCKOTO IM0JIa CPEAU JIMI C TMarHO30M

CIO, capkomsl ¢ anprepanusmu reHa BCOR u capkomsl ¢ nepectpoiikamu rena CIC

Capkoma ¢
Capkoma ¢
Capkoma aJbTepaum .
nepecrpoiika | Beero
Mon Ounra SIMH F'eHa v rena CIC
BCOR
Kou- Koua- Koua- Kou-
% % % %
BO BO BO BO

Kenckui 169 48 2 10 8 50 179 | 44,1

Myxckoit 200 | 52 |18 90 8 50 226 | 55,8
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B HeHcKui
3 . MyscKoR

CapkoMa c nepecTp. CIC

CapkoMa C anbTep. BCOR

CapkoMma HOuHra

T T T T T
0 25 30 75 100 125 150 175 200
Konn4yecTBo

PucyHnok 1 — Pacnipeaenenue no noJiy namueHToB ¢ JUarHO30M
HeaudepeHpoBaHHBIX KpyTiokieTouHbix capkoM (CHO, capkoma ¢

anprepanusmu rena BCOR, CIC-niepectpoeHHas capkoma)

BOBpaCTHOﬁ AUaIla30H BCCX ITAIMCHTOB BAPbHUPOBAJICA OT 5 MCCALCB 10 22 JICT,

¢ MeauaHnou Bo3pacta 12 net. [{ns capkomsl FOuHra Bo3pacTHOM AMAINa30H COCTABUII

oT 6 MecsieB 10 22 net (Mmeauana 11 nert), ans capkomsl ¢ anbrepanusymu rena BCOR

- o1 5 MmecsiteB 10 16 net (meauana 13 net), a st CIC-niepecTpOoeHHBIX CapKOM - OT 9

nmo 16 ner (meamana 13,5 ner). Bo Bcex rpymnmax HauOojbIIas dYacToTa

3a001€Ba€MOCTH HabJI0/1alIach CPEIM JIeTel CTapIIero IMIKOJIbHOTO Bo3pacta (11-18

net) (Tabiuia 3, pucyHoK 2).
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Tadamnuma 3 — Pacnpenenenue NalMeHToB ¢ JUarHo3oM capkoMbl KOuHra, capkomsl ¢

anbrepanusmu resa BCOR u CIC-niepecTpoeHHON capKOMBbI IO BO3PACTHBIM IpyIIaM

Capkoma ¢ CIC-
Capkoma
aJbTepanusiMi | epecTpoeHHast
Ounra
Bo3pacr rena BCOR capkoMa
Ko.1-
% Koa-Bo | % Koua-Bo | %
BO
<1 roma 3 0,8 2 10 1 6,2
1-3 roxga 7 1,9 1 5 0 0
3-7 net 27 7,3 2 10 2 12,5
7-11 net 95 25,7 4 20 2 12,5
11-18 net 236 63,9 11 55 11 68,7
>18 ner 1 0,3 0 0 0 0
Meaunana 11 13 13,5
MakcuMaJabHBII 22 16 16
MuHuMaJIbLHBIH 0,5 0,4 9
Cpennuii 10,9 11,4 13,3
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B Capkoma HOuHra 236
[ Caproma c anbTepaumamn reHa BCOR
Il CIC-nepecTpoeHHasA capkoMa

200 4

150 A

100 A

KonuyecTteo cnyvyaes

50 1

- 0o
<lropa 1-3rona 3-7 netT 7-11 net 11-18 net =18 net
BospacTHbIe rpynnb

Pucynok 2 — Pacnipenienenue nanueHToB ¢ HeiuphepeHIIMPOBAHHBIMU
Kpyriokinerounsivu capkomamu (CHO, capkoma ¢ anprepanusimu rena BCOR, CIC-

MEPeCTPOCHHAA CapKOMa) B 3aBUCHMMOCTH OT BO3pacCTa

Jlokanu3anus onmyxoJid y NnaMeHTOB B IPyNNax Mcc/aeJ0BaHuUs

B wuccnemyemoit BeiOOpKE MalMeHTOB IMpeobiagana KOCTHAs JIOKAJTW3aIus
omyxoJei, coctaBisas 66,67 % ciydaeB. Haubosiee yacto mopaxkanach OelpeHHast
koctb (19,92 % B oOmeii BbIOOpke) (Tabmuier 4, 5). Capkoma IOwunra
JEMOHCTpUpOBaia HAWOOJBUIYIO CKIOHHOCTh K KOCTHOM Jokanuzauuu (67,07 %
CIydacB JTOr0 THIIA), TaK)Ke IPEUMYIICCTBCHHO IOpakas OEApEeHHYI0 KOCTh
(21,22 %). MsarkoTtkanHas JIOKanM3alMs ObUla XapaKTepHa IS CapKoOM ¢
anpTepanusamu reHa BCOR (70 % cnydaeB) W UCKIIOYUTEIbHA [IJII CAapKOM C
nepectpoiikamu TeHa CIC. Cpemu MSTKuX TKaHed B OOIIedl BBHIOOpKE darie
mopakanuch TKaHu Taza (26,19 %) u 6empa (22,22 %). Y nmanueHToB ¢ CapKOMOK C
anpTepanuamu  reHa BCOR npeoGnagana nokanms3anus B 3a0pIOIMIMHHOM

npoctpancTie (50 %), a mpu capkomax ¢ nepectporikamu reHa CIC — B MSTKUX TKaHAX

oempa (42,9 %).
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Tab6nuna 4 — BapuaHThl KOCTHOUM JOKaNHM3aliyd OIMyXOJW B OOIIEH BBIOOPKE,

PAacCIIOJIOKCHHBIC B ITOPAAKE Y6BIBaHI/I$[ qaCTOTHhI

Jlokanu3anus KoaudecTBo ciydaeB [TpomeHT
benpennas kocthb 50 19,92%
Koctu ronenn 38 15,14%
Koctu Taza 38 15,14%
[To3BOHKH 31 12.35%
Yepen 30 11,95%
Pebpo 29 11,55%
Koctu cTombl 11 4.38%
[TneueBast KOCTH 8 3,19%
Koctu npenmieuns 8 3,19%
JlomaTtka 4 1,59%
Kimrounna 4 1,59%

Ta6auna 5 — BapuanTsl MATKOTKAHHOM JIOKAJIM3AIMU OMYXO0JIM B OOIIEl BBHIOOPKE,

PaCIIOJIOKCHHBIC B ITOPAAKE Y6BIBaHI/ISI qaCTOTHI

Jloxanu3anus KomnuectBo IIponeHT
Msrkue TKaHu Tasa 33 26,19 %
Msrkue TkaHu 6enpa 28 22,22 %
Msirkue TKaHU TPYIHON 19 15,08 %
CTCHKH
Msrkue TKaHu Ien 21 16,67 %
Mo3roBsie 0007I09KH 8 6,35 %
Msrkue TKaHu roJIeHU 8 6,35 %
Msrkue TKaHu 8 6,35 %
pEaIICYbS
3a0pronmMHHOS 10 7,94 %
MIPOCTPAHCTBO
CHOMHHOMO3r0BOI KaHall 7 5,56 %
Msrkue TKaHu CIIMHBI 4 3,17 %
BpromiHas nonocte 6 4,76%
Msrkue TKaHU CTONBI 1 0,79%
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MopdgoJiorusi onmyxosu y NaMeHTOB B IPYNIIax UCCJIe0BAHUSA

Mopdosiorus omyxoiaud y MNalMEHTOB B TpyIlnax HUCCIeIoBaHUS Oblia
MIPEICTABICHA MPEUMYIIECTBEHHO THUIIMYHONW KapTUHOM capkombl FOwHra, xotopas
HaOmoganace B 91 9% cayuyaeB. OTH OIyXOJIM XapaKTEPU30BAINUCh HaJIMYUEM
OKPYTJIBIX KJIETOK CPEAHET0 U MAaJEHBKOIO pa3Mepa C TMIEPXPOMHBIMM AJpaMH U
BBICOKHMM SIIEPHO-LUTOIUIA3MAaTUYECKUM COOTHOLIEHUWEM. B MEHbIIEM KOJIMYECTBE
ciaydaeB (7 %) BcTpedanach aTUOUYHAs MOPQOJIOTUS € SIMUTEIUOUAHOKIECTOYHBIM
cTpoeHueM, a B 2 % ciy4aeB HaOJII0JaloCh CMEUIAaHHOE KPYIJIOKIETOYHO-
BEPETEHOKJIETOUYHOE cTpoeHue. Kpyrinokierounas Mopdosorus Oblia Takke
XapakTepHa I capkoM ¢ anprepauusaMu reHa BCOR u capkoMm ¢ nepecTpoilkamu
reHa CIC. Cpenu capkom ¢ anerepanuamu rena BCOR 10MOMHATENBHO BBISBISUINCH
OIlyXOJIM C BEPETEHOKIETOUHON Mopdosiorueit. Capkomsl ¢ nepectpoiikamu rena CIC
qaiie  JEMOHCTPUPOBAIM  KPYIVIOKJIETOYHBIH M JMIUTEINOUIHOKIETOYHBINA

MopQosioruueckue Tumbl (Tadbauua 6).

Tadauma 6 — Mopdosnornyeckue BapuaHThl capkoM ¢ anbrepanusmu reHa BCOR u

CIC-nepecTpoeHHO# capKOMBI

Mopdosiorus BCOR CIC

Koa-Bo % KoJa-Bo %

Kpyrnoknerounas 6 30 8 50

ONUTETMOUTHOKICTOYHAS 0 0 5 31,25

BepereHokneTouHas 0 0 1 6,25

Kpyrioknerouno- 14 70 1 6,25

BEPETEHOKJICTOYHAs

KpyriokinerouHo- 0 0 1 6,25

AMUTENOTHOKICTOYHAS]

BeperenokneTrouno- 0 0 0 0

AMUTETNOTHOKICTOYHASI

3KCI’[peCCI/IH AHTHUTE B OIIYXO0JIM Y MIAMCHTOB B I'pyIinax uccjJiec10BaHnusd
9KCHpCCCI/IH AHTUTCII B OIIYXOJHM Yy IAOMCHTOB B IPYIIIIaX HCCICAOBAHUSA

IMoKazajla 3HA4YUTCIIbHBIC pPa3iniugd MCEKIAY CapKOMOﬁ IOI/IHFa, CapkoOMaMu C
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anprepanuamu  reHa BCOR u  CIC-nepectpoenHsiMu  capkomamu. CD99
AKCIPECCUPOBAJICS BO BCEX Caydasx capkombl FOMHTa, B MOJIOBHHE CITy4aeB CAPKOM C
anprepanusiMu BCOR u B 68,75 % CIC-nepectpoennbix capkom. NKX2.2 Obui
BBISIBJICH ITOYTH BO BCEX CITyUasx capkombl KOWHTa, pe/iko B capKoMax C aabTepalusiMu
BCOR u orcyrcrBoBan B CIC-nepectpoennsix capkomax. Koskcnpeccus CD99 u
NKX2.2 nabmoganace B 96 % ciydyaeB capkoMbl FOuHra, Ho He Obls1a 0OHapy’KeHa B
apyrux tumax omnyxosied. BCOR »skcnpeccupoBaics BO BCEX CIIydasX CApKOM C
anpTepanusamu rena BCOR, penko B capkome FOwunra m orcyrcrBoBan B CIC-
nepecTpoeHHbIX capkoMax. SATB2 ObL BBISBIIEH TOJBKO B CApKOMax C ajJbTepalusMu
BCOR. TLE1 skcnpeccupoBaics Bo Bcex capkoMax ¢ anprepanusimu BCOR, B 43 %
CIC-nepecTpoeHHbIx capkoM U peako B capkome FOwunra. Koskcrpeccuss BCOR,
TLE1 u SATB2 natmonanacs B 100 % capkom c ansrepanusimu BCOR. ETV4 u WTI
qganie skcnpeccupoBaiuch B CIC-mepecTpoeHHBIX capKoMax IO CPaBHEHUIO C
npyrumu Tunamu. PanCK 6bu1 060Hapy»keH B HEOO0JIBIIIOM MPOIEHTE Cy4aeB CAapKOMBI
IOunra u B Tpetu CIC-nepectpoeHHBIX capkoM. CTaTUCTUYECKU 3HAUYMMBbIE PA3IUUYU
B DKCIPECCUW AaHTUTEN MEXKIy TpylnaMu ObLIM BBISBICHBI ISl OOJIBIMHCTBA

MCCJIEIOBAHHBIX MapKepoB (Tadnuua 7).

Tadamma 7 — Dkcnpeccusi U KOIKCOPECCUSI aHTUTEN B OMYXOJW Yy MAIUEHTOB B

IpyIIax uccieIoBanus, %o

AHTHTEJIA Capkoma | Capkoma ¢ | Capkoma c
Ounra | agpTepanusiM | mepecTpoika
(n=369) |u rena BCOR | Mmu rena CIC

(n=20) (n=16)
NKX2.2 99 5 -
CD99 100 50 68,7
CD99 u NKX2.2 96 - -
BCOR 1,8 100 -
SATB2 - 100 -
TLE1 0,27 100 43

BCOR wu SATB2 - - -
(6e3 AKCIPECCUU
TLE1)
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[Iponomxenue TadbauLbl 7

AHTHTEIA Capkoma | Capkoma ¢ | Capkoma c
Ounra | ajabTepanusaM | nepecTpoika
(n=369) |u rena BCOR | mMu rena CIC

(n=20) (n=16)

Koskcmpeccust - 100 -

BCOR, TLEl wu

SATB2

ETV4 2 10 50

WT1 0,81 S 31

PanCK 2,7 - 37

Desmin - - -

Myogenin - - -

MyoD1 - - -

NUT - - -

BrIkuBaeMoCTh NAMEHTOB B IPYNIAX HCCJIeI0BAHUSA

Ananmu3 5-nerneit bCB (Pucynok 3.21) BBISIBUI CTaTUCTHUYECKU 3HAYMMBIE
pasznuuus Mexy ucciaeayeMmbimu rpynmnamu (p=0,0182). [Tokazarenu BCB coctaBuiu
59%+3% (n=369) nna mamuentoB ¢ CHO, 74%=*12% (n=20) s MaIMEHTOB C
capkomoii ¢ anpTepanusamu rera BCOR u 38%+14% (n=16) mnsa manuentos ¢ CIC-
[IEPECTPOCHHOM CAPKOMOM.

[Ipn monapHom cpaBHeHuu rpynn mia bCB cratucthudeckn 3HaYMMBbIE
paznuuust Obiu  oOHapyxkensl Mexnay CHO u  ClC-mepectpoeHHOl capkoMoit
(p=0,0309), a Takxke wmexmy capkomor c¢ anbrepanusmu rena BCOR u CIC-
nepectpoeHHoil capkomoil (p=0,0403). Paznuuus mexnay CIO u capkomoit ¢
anpTepanusmu reHa BCOR- He mocturnm cratuctuyeckoi 3nauumMoct (p=0,4149).

Ananu3s 5-netHeit OB (Pucynok 3.22) Takke mokasaji CTaTUCTUYECKH 3HAUMMBbIE
pazimuust Mmexay rpynmnamu (p=0,0034). Haunyumue nokasatenu OB HaOmoqammuce y
ManyeHToB ¢ capkomoit ¢ ampreparusimMu reHa BCOR (80%+18%, n=20), 3a Humn
cnenoBanu nanueHTbl ¢ CHO (79%+3%, n=369) u CIC-nepectpoeHHo#l capkomoii

(47%=17%, n=16).
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p(CIC&BCOR)=0,0403
p(CIO&CIC)=0,0309
p(CIO&BCOR)=0,4149

100
90

80

70

60

50 D

40 7 ' ' —t

10 4 CHO; n=369, 241 6e3 cobbiTnit; 59%+3%
CIC-capkoma; n=16, 7 6e3 cobbiTnin; 38%+14%
BCOR-capkoma; n=20, 15 6e3 cobbituin; 74%+12%

p=0,0182

0] T T T T T T T T T T T 1

0 1 2 3 4 5 6 7 8 9 10 11 12
loapbl

BeposaTHOCTb, [%]

20

10

Pucynox 3 — Ilokazarenu bCB mis CHO, capkomsl ¢ anbreparusimu reHa BCOR u

CIC-nepecTpoeHHON CapKOMBI

p(CIC&BCOR)=0,0220
p(CIO&CIC)=0,0088
p(CIO&BCOR)=0,2628

90

80

T
_ 70
R
5 60
§ 50 S —
§ 4071 CtO; n=369, 296 kuBbI; 79%+3%

309 ClC-capkoma; n=16, 10 »usbl; 47%+17%
204 BCOR-capkoma; n=20, 19 xuebl; 80%+18%

10

p=0,0034
0 T T

0 1 2 3 4 5 6 7 8 9 10 11 12
loabl

Pucynoxk 4 — Ilokazarenun OB mis CHO, capkomsl ¢ anbreparusimu reHa BCOR u
CIC-niepecTpoeHHOM capKOMBI
[Tpu momapHom cpaBHeHUU Tpynm s OB cTaTucTHYeCKH 3HAYMMbBIC Pa3TUIHS
os1n 00HapYy)eHbl Mexx 1y CHO u CIC-nnepectpoennoit capkomoit (p=0,0088), a Takxke

Mexay capkomoit ¢ anmprepanusmu reHa BCOR u CIC-nepectpoeHHON capKOMOi
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(p=0,0220). Pazmuuus mexay CHO u capkomoil ¢ anbrepauusimu reHa BCOR He
JIOCTUTJIA CTaTUCTUYEeCKOM 3HauMMocTH (p=0,2628).
Mennanel HaOmogeHuss coctasmiun 2,8 roma ana CHO, 2,3 roma ama CIC-
MepecTPOEHHON capkoMbl U 2,7 Toja Jjsi capkombl ¢ anbTeparusiMu reHa BCOR.
BaxHO OTMETUTH, YTO IPYIIbI 3HAUUTEIBHO PA3INYAIUCh MO pa3Mepy BHIOOPKH, UTO
MOTJIO TOBJIMATH HAa OLEHKY BbDKMBaeMOCTH, ocoOeHHO misi CIC-mepecTpoeHHOM
CapkoMbl M capkoMmbl ¢ anbrepanusimu reHa BCOR ¢ oTHOCHUTEIHRHO HEOOBIIUM
KOJIMYECTBOM IMalIUEHTOB.

AJITOPUTM TMATHOCTHKH HeandPepeHIIUPOBAHHBIX KPYIJI0KJIETOYHBIX
capKoM

ANTOPUTM AMArHOCTUKU HeaupPepeHIUPOBAHHBIX KPYTIOKIECTOUHBIX CAPKOM
TpeOyeT KOMIIJIEKCHOTO MOAX0/1a, BKIFOYAIOIIET0 KIMHUYECKUH, MOP(HOIOTUIECKUH,
MMMYHOTUCTOXUMHUYECKUH W MOJIEKYJIApHO-TEeHeTHUUeCcKuil aHanmu3. (OCHOBOM
JUATHOCTUKH  SIBIIAETCS  THIATENIbHOE TUCTOJIOTUYECKOE  HCCIIEJIOBaHUE.
NMMyHOTUCTOXHMHUYECKOE HCCIIEIOBAHUE C HMCIOIH30BAaHMEM MAHEIBHOTO MOAXO0/a
no3BojsieT dhdexTuBHO MubPEepeHIUpPOBaTs Pa3TUYHBIC TUIBI KPYTJIOKIETOUHBIX
capkoM. BbIOOp MOJIEKYJSIPHBIX TECTOB OCHOBBIBACTCS Ha MPEABAPUTCIBHOM
muddepeHnraTbHOM JMarHo3e. [Tpu KpPYTJIOKJIIETOYHOMN MOpPGOJIOTHH
mubdepennmansubiii  guarno3  Bkimoudaer CHO, mumdbomy, pabdaomuocapkomy,
capkomy c¢ anpreparusamu  BCOR, CIC-mepecTpoennyio capkoMy | JIpyrue
KPYTJIOKJIETOUHBIE OMyXOau. [Ipu KpymHOKIETOUHOM WM SMUTETUONTHOKIETOYHOM
ctpoenuu paccmatpuBarotcs CHO, CIC-nmepecTtpoeHHas capkoMa, KpyrJIOKJIETOUHAs
capkoma ¢ nepectpoirikoir EWSR1::NFATC2, pa6aomuocapkoma, PECowma,
pabmouHasi ONMyXOJidb W AMUTEINOUIHAA capKoMma. ['eTeporeHHOe KPYyTIOKIETOYHO-
BEPETEHOKJIETOYHOE CTpOeHHEe TpedyeT nud@epeHIraIbHON TUArHOCTUKU MEXIY
CIO, capxomoit c¢ amprepamussmu BCOR, CIC-nmepectpoennoit  capkomoii,
KPYTJIOKJIETOUYHBIMU ~ capkomamu ¢ mepectpoiikamu  EWSR1::NFATc2 wu
EWSR1::PATZ1, CUHOBHAJIBHOM CapKOMOM, paboMuocapkoMon u

MHUOATIUTEINATIBHON KapiimHOMoi. [TogpoOHO anropuT™ npeicTaBieH Ha PUCYHKE .



CD99, NKX2.2, desmin,
myogenin, myoD1, PAXS5,
CD3, synaptophisin
chromograninA, WT1

R

TLE1, SATB2, BCOR, ETV4

R

Bcl2, PanCK, NKX3.1, SOX9

K

SMA, calponin, p63, panTRK

R
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KpynHokneTouHoe/
3INUTENNONAOKNETONHOe
CTpoeHue onyxonum

Desmin, Myogenin,
myoD1, WT1, ETV4

« pabgomuocapkoma

(desmin , myogein, myoD1)

« CIC-nepecTpoeHHan capkoma
(KpynHbie 3NUTENMONAHbBIE KNeTKN
€ 06UNLHOM 303UHODUNBHOM
UMTONNA3MOWN B COMETAHUN

CO MHOXECTBEHHBLIMU 30HaMMU
Hekposa, WT1, ETV4)

CD99, NKX2.2, PanCK,
INI1, vimentin

+ CHO (auddysHan memBpanHas
akcnpeccus CD99 u andpysran
sApKas akcnpeccus NKX2.2)

+ pabpounaras onyxons/
INUTENNOHAA CapKOMa

(yrpara INI1, 3kcnpeccus PanCK,
vimentin)

NKX3.1, PAX7,CD138,
SMA, HMB45, melanA

* KPYFNOKNETOMHAsA CapKoMa
¢ nepectponkoit EWSR1-NFATc2
(MuKcOormanuHoBas cTpoma,
OpraHu3auus KNeToK B BUAE THKen
v yenovyek, NKK3.1, PAX7, PanCK,
CD138)

« PEComa (natTepH opraHusayum
COCYA0B, OTCYTCTBUE HEKPO30B,
SMA, HMB45, MelanA)

HepuddepenynposanHas
3NUTENNOUAOKNETONHAR
capkoma

PucyHnok 5 — Anroput™ 1uarHoCTUKU

Desmin, Myogenin,
myoD1, CD99, TLE1,
PanCK, bcl2

NKX2.2, SATB2, BCOR

WT1, ETV4, NKK3.1,
PAX7, PanCK, CD138,
S100, SMA, calponin, p63
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3AK/IIOYEHUE

B pesynbpTaTe mNpOBENEHHOTO UCCIEAOBaHMUS ObUIM M3y4YEHbl KIMHUKO-
Mop(onornueckue U MOJEKYJISIpHO-TeHeTUYeCKue Xapakrtepuctuku 405 ciydaes
KPYTJIOKJIETOYHBIX OITyXOJIed MSTKUX TKaHEH M KocTel, Bkitouad 369 ciyuaes CIO,
16 cayuyaeB CIC-nepecTpoeHHBIX capkoM U 20 ciyyaeB CapKkoM C albTepalusIMH T'eHa
BCOR. TlonydeHHple AaHHBIC MOATBEPAWIN TpPEHMYyIecTBeHHOE Topaxenue CHO
NalMEeHTOB MY>KCKOTro moja B Bo3pacTe 11-18 ser, B To BpeMsi Kak JJIsi CapKOM ¢
anpbrepanusiMu reHa BCOR xapakTtepHo mpeobiafgaHne NarleHTOB MY)KCKOTO IoJia
Oojyiee mutaamero Bo3pacTta. BeIsBIEHB O0COOCHHOCTH JIOKAJIM3ALUU HCCIETYyEMBbIX
omyxoneit: anst CHO xapakTepHa NPEUMYIIECTBEHHO KOCTHAsl JIOKaIW3alus, IJIs
capkoM ¢ ampreparusimMu reHa BCOR — wsrkorkanHas Jokanmusamus (9acTo B
3a0pIOIIMHHOM IpocTpaHcTBe), a 17 CIC-nepecTpoeHHBIX CapKOM — UCKITIOUUTEIBHO
MATKOTKaHHas Jokanu3auusa. Mopgonoruueckn CHO B OOJIBIIMHCTBE CIIy4aeB UMEET
TUIIUYHOE MOHOMOP(HOE KPYTIOKJIETOYHOE CTPOCHHUE, B TO BPEMsSI KAK CAPKOMBI C
anprepausamMu reHa BCOR u  CIC-mepecTpoeHHbIE CapKOMBbl J€MOHCTPUPYIOT
00JIBIIYI0 MOP(OJOTUYECKYIO T€TEPOreHHOCTh. B X0/1e nccneaoBaHusl yCTaHOBIICHA
BBICOKAsi YYBCTBUTEIBHOCTh W HHU3Kas crenuduuHocTh skcmpeccunn CD99 s
muarHoctukn  CHO, mnpu s3tom koskcnpeccuss CD99 u NKX2.2 gusercs
BBICOKOUYBCTBUTEILHON U BBICOKOCTICITU(DUYHON U HE BCTPEUACTCA B APYTUX THUIAX
omyxoisiedd. Jlnsa capkombl ¢ anbrepanusmu rena BCOR wnaumbGonee crenuduuna
koskcrpeccuss BCOR, SATB2 u TLEI, a ana ClC-mepecTpoeHHON CapKOMBI
xapaktepHa skcnpeccuss ETV4 m WTI. Ha ocHOBe mNoOny4YeHHBIX pe3ynbTaTOB
paszpabotan anroput™m auddepeHnnanTsHON TUarHOCTUKN HenudpepeHIMpoBaHHbBIX
KPYTJIOKJIETOYHBIX CApKOM. BBIsIBIEHBI pa3inyusi B KIMHUYECKOM TEUEHUU U POTHO3E
HCCIIETyeMbIX OMyXO0Jeil: Hanboee OJaronpusaTHOE TEUYCHUE XapaKTePHO AJIsi CApKOM
c anpreparusiMu reHa BCOR, naumbosnee arpeccuBHoe — misa ClC-nepectpoeHHOM
capkombl. [lomydeHHbIEe pe3yJlbTaThl UMEIOT Ba)XHOE 3HAYEHHUE VIS YJIy4dlIEHUs
JTMATHOCTUKY U POTHO3UPOBAHUS TCUCHUS KPYTIOKIETOYHBIX CAPKOM MSTKUX TKaHEH
U KOCTEH, YTO MOXET CIIOCOOCTBOBATh ONTUMU3ALMK TEPANIEBTUYECKHUX MOAXOI0B U

YIIY4IIEHUIO UCXOA0B 3a00JIeBaHUA y MALMEHTOB C JAHHOW MaTOJIOTHEH.



26

BriBoabI

1. B pe3ynbpTare mpoBeEHHOTO PETPOCIIEKTUBHOTO aHAIN3a MOP(OIOTHYECKUX
U HUMMYHOTHCTOXMMHUYECKUX TMpu3HakoB 405 ciiydaeB omyxoyie u3 TpyMIbl
HeAU(PPEPEHIIMPOBAHHBIX KPYTJIOKJICTOYHBIX CAPKOM OBLIO BBIABIECHO 369 ciyuyaeB
CIO (91,1%), 20 cityuaeB capkombl ¢ anibrepanusimu reHa BCOR (4,9%) u 16 cinyyaes
CIC-nepectpoennoit capkomsi (3,9%).

2. Pasnuumss B KIMHUYECKUX  XapaKTEPUCTUKAX  Pa3HBIX  THUIIOB
HeanddepeHIMPOBAaHHBIX KPYTIOKIETOYHBIX CApKOM (II0JI, BO3PACT, JIOKAIU3AIIWs)
MMEIOT Ba)XHOE JIMarHOCTHYECKoe 3HauyeHue. bonbmmHcTBO mnanumeHtoB ¢ CHO
COCTABMJIU JIMIIAa MY>KCKOTO M0Jia B BO3pacte oT 5 Mecsies J0 22 neT (Menuana 11 jer)
C TMPEUuMYIIECTBEHHOM KOCTHOM Jokanmu3anuend omnyxoinun (66,4% ciydaes),
MIPEUMYILECTBEHHO B OeapeHHor koctu (21,22%). Capkoma ¢ anbTepalusiMu T'€Ha
BCOR uamie Bctpevanach y MmanbuukoB (90% ciaydaeB) B BO3pacTe OT 5 MECAIEB J0
16 ner (menuana 13 neT) U UMeNa TPEUMYIIECTBEHHO MSTKOTKAHHYIO JIOKATU3AIIUIO
(70% cnyuaeB), wyamie Bcero B 3a0promuHHOM mpocTtpancTBe (50%). CIC-
MepecTpoeHHas capkoMa HaOJIIoAallach ¢ PpaBHOM 4acTOTON Y MallbYMKOB U JIEBOYCK B
BO3pacTe oT 9 10 16 net (Mmeauana 13,5 5eT) U UMesna UCKIIOUUTEIIBHO MATKOTKAHHYIO
JIOKAJIN3aIMI0, MPEUMYIIIECTBEHHO B MATKUX TKaHAX Oenpa (42,9%).

3. nma CIO B 91% cnyuyaeB Oblla XxapakTepHa TUMUYHAS Mopdoiorus c
MEJIKUMHU OKPYTJIBIMHU KJIETKAMH, B 7% - SIUTEIMONTHOKIETOYHOE CTpOEHUE, B 2% -
CMEUIaHHOE  KPYIVIOKJIETOYHO-BEPETEHOKIETOUYHOE  cTpoeHue.  CapkoMbel ¢
anbrepauusimu rena BCOR B 30% cityyaeB uMenu KpyTrioKJIETOUHYI0 MOP(OIIOruio, B

70% - kpyriokieTouHo-BepeTeHokIeTouHy0. ClC-nepectpoennsie capkombl B 50%

ClIy4aeB UMEIHN KPYTJOKJIETOYHYIO Moposoruio, B 31,25% -
SIUTEIMOUIHOKIETOUHYI0, B 6,25% - BepeTreHokJeTrouHywo, B 6,25% -
KPYIJIOKJIETOYHO-BEPETCHOKJIETOUHYlI0O W B 6,25% -  KpYIVIOKJIETOYHO-

ANUTEIHONUTHOKIETOYHYIO.
4.V "venudpepeHIIMPOBAHHBIX KPYTIOKIETOUYHBIX CAPKOM MOKET HAOIIOAaThCs
MEPEKPECTHAST SKCIPECCHUS AaHTHUTEN, OJHAKO KaXJas OIyXOJIb HMMEET CBOIO

YHUKAJIBbHYIO KOM6I/IHaHI/II-0 HNMMYHOTUCTOXUMHYCCKHUX MApPKEPOB, KOTOpas O6JI&II3€T
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BBICOKOW JamarHocTH4eckor 3Haummocthio. Jlms CHO wHawmbonee crenuduana
koakcnpeccusd CD99 u NKX2.2, BeisiBnenHas B 96% ciydaes (p<0,0001). Capkomsl ¢
anbrepanusimu reHa BCOR xapakrepusyrorcst 100% koskcnpeccueir BCOR, TLEI u
SATB2 (p<0,0001), a CIC-iepecTpoeHHbIE CapKOMBI - dacToil 3Kkcrpeccueit WT1
(70%) u ETV4 (50%) (p=<0,000004). Oxcnpeccust CD99 xapakrepHa A BCeX TUIIOB
HeauddepeHIMPOBaHHBIX KPYTIOKJIETOYHBIX capkoMm, BcTpeuyaetcs B 100% ClHO, B
50% capkom c anbreparusmu rena BCOR u 68,75% CIC-nepecTpoeHHBIX CapKOM.
TLE1 npucyrctByet B 43% CIC-nepectpoennbix capkoM u 0,27% CIHO. WT1 BroisiBiieHn
B 5% capkom c anpTepanusmu reaa BCOR u 0,81% CIO.

5. AHalM3 [NAHHBIX MATWUIECTHEW BBDKMBA€MOCTH TII0Ka3ajl CTATUCTUYECKU
3HauMMble paznuuusg Mexnay rpymnmnamu (p=0,0182 mnas BCB u p=0,0034 gis OB).
bonee Boicokas mnatwietHsss BCB nHaOmioganack y OOJBHBIX CapKOMOM ¢
anbrepanusimu rena BCOR (74%+12%, n=20), 6onee HU3Kas oTMedanach B IpyIIe
CIO (59%=+3%, n=369) u B rpynne CIC-nepectpoennoit capkomsl (38%=+14%, n=16).
Haunbonee Bbicokuit mokazarenb OB Obu1 y O0NBHBIX CAPKOMOM C aJlbTepalusiMU F'eHa
BCOR (80%=*18%, n=20), 6onee auzkuii y narueaToB CHO (79%+3%, n=369) u CIC-
nepectpoeHHoit capkoma (47%+17%, n=16). 3naunmbie paznuuus BCB u OB
HaOmonanuch Mexay oombHeIME CHO m CIC-mepectpoennoit capkomoit (p=0,0309
wist BCB, p=0,0088 mst OB), a Takxke mexay capkomoii ¢ anbrepanusimu rena BCOR
u CIC-nepectpoennoii capkomoii (p=0,0403 mst BCB, p=0,0220 nns OB).

6. PazpaboTtan aNrOpuUT™M muddepeHnnanbHON JIMarHOCTUKHU
HeaupGepeHIIMPOBAaHHBIX KPYIVIOKJICTOYHBIX CapKOM, OCHOBAHHBIM Ha OIICHKE
Mop(doTorHUecKuX 0COOCHHOCTEW U UMMYHOTHCTOXUMHUYECKUX MapKEPOB.

IIpakTHyeckue peKoMeHAAIUN

1. PekoMeH1yeM MCIOIB30BaTh pa3paboTaHHbIN anroput™ AudpepeHimanisHon
JTUArHOCTUKH e GepeHITupOBaHHBIX KPYTJIOKJIETOUHBIX CapKoOM B
JUAarHOCTUYECKOM TIpaKkTHKe 10 omnpenaeneHutro tuna omyxomn (CHO, CIC -

MepecTpOeHHas capkoma u capkoma ¢ anprepanusmu rena BCOR).
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2. PexomeHmyeM  y4yuThIBaTh, UTO  ONPEACTSAIONIMM  KPUTEPHEM B
auddepeHnnaIbHol  AMarHoCcTUKe HeaudGepeHIMPOBAHHBIX  KPYTIOKIETOUYHBIX
CapKOM SIBJIIIOTCS IIUTOJIOTUYECKHE IPU3HAKU UX KIIETOK.

3. Omnwucannbie auddepeHInaTbHO-TUaTHOCTHUYECKUE AITOPUTMBI SIBISIOTCS
HanOoJiee IEHHBIMU U MH()OPMAaTHUBHBIMH B OTHOIICHUH AETCKOW momyssiiuu. Bo
B3pOCJION MOMYJALMU MPH BCEX OIMUCAHHBIX THUIAX MOPQOJIOTHUECKOTO0 CTPOCHUS
OIyXOJHM PEKOMEHIYEeM B MEPBYIO OYEpEeIb MCKIIOUATh OMYXOJU C AMUTEIHATbHON

nudGepeHIIMPOBKOM U METAaHOMY.
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CIIMCOK PABOT, OITYBJIMKOBAHHBIX 11O TEME TUCCEPTALINA
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