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Embryonal rhabdomyosarcoma is a rare, but highly malignant tumor, characterized by local invasion
and early metastasis, which requires a comprehensive approach to treatment.

AKTyanpHOCTh: 3MOpHOHaNbHasE pabaoMHOCapKoMa TNPEACTaBIsieT co00il  370KayecTBEHHOE
HOBOOOpa30OBaHME U3 HE3PEIOW TMOMEPEYHO-TOI0CATON MBIIICYHOW TKaHU, PACIIOIOKEHHOMN
IPEUMYIIECTBEHHO B 00JacTH TOJOBBl M IIE€H, a TaKkKe B MOYENOJIOBOH CHUCTEME.
[Ipeobnanaet y netei paHHEro BO3pacTa, peke BCTPEYAaeTCs y B3POCIIbIX, XapaKTePU3yeTCs ObICTPHIM
WHBa3WBHBIM POCTOM U CHCTEMHBIM METacCTa3HMpPOBAHHEM, YTO OOYCIIaBIMBAECT OIPAHHUUYCHHYIO
3G GEKTUBHOCTH JICUEHUS U TUIOXOH MPOrHO3, OCOOSHHO B 3aITyIICHHBIX CIyJasiX.

Lenb: oxapakTepu3oBaTh KIMHUKY, OCOOEHHOCTH JIEUEHHUS] U MUCXO0Jl 3a00JI€BaHMsl, OCHOBBIBAsICh Ha
JAHHBIX MEKAYHapOIHOW KOTOPThI POJICYEHHBIX NMAIUEHTOB.

3ajauu: MPOBECTH MOUCK HCCIIeI0BaHUN SMOPHOHAIBHOM Pab10MHOCapPKOMBI, TPOBEJCHHBIX B MUPE
3a MOoCIeqHUE S5 JeT.

Marepuansl 1 METOJBI: TPOBEJCH aHaMM3 45 HccienoBaHni SYMOPHOHATEHONW PabJOMHUOCAPKOMBI,
MPOBEACHHBIX B MUPE U TIpeicTaBlieHHBIX B PubMed 3a mocnennue 5 ner.

PesynbraThl: cornacHo kinaccudukanuu, npenocrasiennol BO3 B 2013 rogy, pabnomuocapkomy
MOIPA3IENSIOT Ha YEThIPE KaTeropuu, a UMeHHO: 1. DmOpuonansHas (okono 60%), 2. AnbBeosspHas
(okomo 20%), 3. Ilteomopduas (okono 10%), 4. Bepereno/ckneposupyromas (okoio 10%).

IIpu onucaHum 3aKIOYEHUH THCTOJIOIMYECKOIO MCCIEJOBAHUS, TO BBIABISETCA CXOJICTBO MEXKIY
MOJTHIIAMU: OOBIYHO TPEJCTAaBJIEHbl B BHJIE IUIOXO OYEPUYECHHBIX, O€NbIX, MATKUX WIM TBEPHABIX
nHOMWIBTpUpYIOUHX Macc. Kak mpaBuiio Ha MOMEHT IIOCTAHOBKY JMAarHO3a Oy XO0JIb YKE MPEBBIIIAET
5 cm. Ilo wnMronoruyeckoMy ONMCAHUIO: KIETKM OOBIYHO CcOAEpkKaT HSKCLUEHTPUUYHYIO
903MHO(PWIBHYIO IPaHYJSIPHYIO LIUTOIMJIa3My, OOTaTyl0 TOJCTHIMH U TOHKMMHU BOJIOKHAMH, KJIETKU
MOTYT OBbITh KPYTJIOH UM BBITAHYTON (OPMBI.

OMOpuoHanbHas pabJOMHUOCAPKOMA 110 MOJIEKYJIIPHO-TEHETUYECKON CTPYKTYpe OyJeT OTInYaThes

notepeit rerepozurornocty (LOH) B nokyce 11p15, na yuactke IGF-II.



Jnst Toro, 49TOOBI BBIIBUTH CIEAYIOUIME OCOOCHHOCTH II€PBOHAYAIBHOE WHCTPYMEHTAIBLHOE
HCCIIeIOBaHNE MAlMEHTOB JODKHO BKJIIOYATh TMCTOJIOTMYECKOE, ITUTOJIOTHYECKOE UCCIIEOBAHMS,
KOMITBIOTEPHYIO TOMOTpaduio OpIOIIHON TMOJOCTH M 3a0pPIOUIMHHOTO MPOCTPAHCTBA, TPYIHOU
kJeTku. [Ipy coMHEHMSIX B HHOM MeCTe paclpoCTpaHEHUs POLiecca, IPOBOASTCS JOMOIHUTEIbHBIE
METO/Ibl UCCIIEI0OBAHUSI.

[Toaxoms! k Ie4eHHIO pabJOMHOCAPKOMBI OCHOBAHBI HA OCHOBHBIX 2 cucTeMax ctaaupoBanus: TNM
(omyxouib, y371bl, METACTa3UPOBAHKE) U CHCTEMOU KIMHUYeCKO# rpynnupoBku (CG).

[Tpu orieHKe MATHIETHIOI BEDKUBAEMOCTH [0 MHUPY Y IMMALIMEHTOB ¢ pabJOMHUOCAPKOMOI1, ITOKa3aTeNnn
Y B3POCIBIX COCTABISIIOT 27%, TOT/Ia KaK y JeTeH A0 S JIeT 3TOT mokasarelnb qocturaet 61% 3a cuér
paHHEro BBISBJICHHMSI NEPBUYHOTO oOuara, BBDKMBAEMOCTh NAIlMEHTOB C METacTaTUYeCKOM
pabromuocapkoMoit He mpeBbImaeT 25%.

OCHOBHBIMU METOJIaMHU JIeUeHUs ocTaroTcsi xupyprud, xumuorepanus (IIXT) u nydeBast Tepanus
(JIT), Taxxe NOSIBISIFOTCSI BO3MOKHOCTH CO3aHMsI MHANBHUAYAIbHBIX CXEM JICUEHHSI, OCHOBAaHHBIX Ha
MOJIOMKaX MOJIeKysipHO-TeHeTHYecKkoro ypoBHs (PAX3-FOXO1 u SAHA).

OcHoBuble cxembl [IXT B mupe Brmouaror cxemy VAC: BunkpuctuH, AKTHHOMUIUH D,
Huxnopochamung u cxemy [IVA: Udpochamun, Bunkpuctun, Axkrunomunus D. IpenapaTst BBoasTces
70 15 nuKIoB, B 3aBUCUMOCTH OT CTaiuX 3a00JI€BaHUS.

BoiBoibl: HeCMOTpsi Ha HE3HAYUTEJbHBIE PACXOKICHHS B CXeMax JiedyeHus: >MOpHOHaIbHON
pab1oMHOCapKbl 1 HEKOTOPbIE COMHEHUS KaKOM M3 METOIOB JIeUeHUs SBJSETCS Hanboiee yJauHbIM,
npeacTaBiIeHHbI 0030p AemoHcTpupyeT, uTo [IXT MoXkeT KadyecTBEHHO KOHTPOJIHPOBAThH Haike

CJIOXKHBIC Cllydan 3a0071€BaHus.



