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cocroscs VII MexayHapoaHbIi CUMITO3UYM IO COJTU/I-
HBIM OTIYXOJISIM y JIETel, TTOCBSIIIIEHHBIN capKOMaM MsIT-
kux TKaneit (CMT).

B mepBbIif eHb BCTpeuM TOCE CJIOB TMPUBETCTBUS
CO CTOPOHBI OpraHu3aTopoB KoHdpepeHuuu Jorg Fuchs
u Rupert Handgretinger craproBaia mnporpamma CUM-
nozuyma. Christian Vokuhl (Kiel, Germany) BbicTYyrmI
C JTOKJIQJIOM, TIOCBSAIIIEHHBIM HauOoJiee 4acToi Tpyrre
CMT — padmomuocapkomaMm (PMC) u HeoOXxommMocCTH
BHEIpeHUsS] HOBOUW cTpaTuuKalnu Ha TPYMIbl pUCKa
C Y4eTOM HOBOTO NMPOTHOCTUYECKOTO KPUTEPUSI — TeHe-
TUYECKOTO TIPO(UIsT OIMyXOidu, a WUMEHHO I[UTOTeHe-
TUYECKOW Kkimaccudukanum Ha fusion-mo3uTHBHBIE
u fusion-HeratuBHble PMC. B mpencraBieHHOM aHaIM3e
120 mauumeHTOB ¢ anbBeosisipHoit PMC B 95 % HaGmone-
HUI OoTMeYanCh fusion-mO3WTUBHBIE OTMYXOJU W JIWIIb
B 5 % cnydaeB MeTOIOM (hIyOpecleHTHOM TrMbpunm3a-
uwueit in situ (FISH) nepecrpoiika rena FOXO!I ne Obuia
oonapyxena. Javed Khan (Bethesda, USA) ormerun
B CBOEM COOOIIEHUU, YTO MAIMEHTHI C aJIbBEOJSIPHON
PMC umeroT Hauxymiime MoKa3aTeiu BbIKWBAEMOCTHU
B CpPaBHEHWU C JPYTUMU THUCTOJOTUUYECKUMU TUTIAMU
PMC. Gianni Bisogno (Padova, Italy) mpencraBun KoH-
Leniuo HoBoro Tipotokosa Tepanmuu PMC — FaR-RMS
(Frontline and Relapse RhabdoMyoSarcoma), B KOTOpHIiA
BKJTIOUAIOTCSI TIALIMEHTHI JTI0OOTO BO3pacTa ¢ TUCTOJIOTH-
yecku BepuduumrposanHoit PMC. B nanHoM npoTtoxose
TTOSIBUJICSI HOBBINM KpUTEpUil cTpaTU(UKAIIMU Ha TPYIIITHI
pucka — TeHETUYeCKUii Mpodub OMyXoiu, a UMEHHO
fusion-mo3uTuBHBIE W fusion-HETaTMBHBIE OITYXOJIU.
Brecens! n3ameHeHnus B kinaccudukanuo PMC Ha ocHo-
BaHUU JIOKaIU3aluu. Tak, K OJaronpusTHON JIoKaan3a-
uru PMC oTHeceHbl OTIyX0Jid ¢ TIOpaXkKeHUEM MOUYEBOTO
y3bIPsl/TIPOCTATHI U OUIMapHOTO TpakTa. [lo-mpexHemy
BO3pacCT MAIMEHTOB MeHbIIe Tona u crapiie 10 jmeT pac-
CMaTpUBAaETCsl KaK HEOIAronpusTHBIN MPOrHOCTUYECKUHT
(aktop. B nHUIIMANTBHYIO IMATHOCTUKY TIEPBUYHOM OTTy-
XOJTW BKJTIOU€HA MTO3UTPOHHO-IMUCCUOHHAsT TOMOTpadust
(ITOT), BBIOTHEHNE TPETTAHOOMOTICUYA KOCTHOTO MO3Ta.
B pamkax paHIOMU3MPOBAHHOTO WCCIIEAOBAHUS TUIa-
HUPYETCS M3YYUTh BIWSHUE HA TMPOTHO3 3a00JIeBaHUS
J00aBJIEHUST K CTAaHIAPTHBIM PeXMMaM XUMUOTeparuu

1-if TMHUKM HOBOTO XMMMOIIpENapaTa — MPUHOTEKaHa.
J1st TaliMeHTOB TPYTITHI BBICOKOTO PUCKA U TPYIIITHI OUeHb
BBICOKOTO pUCKa B l-if TUHUM JiedeHUs TIpelyCMOTPEHA
METPOHOMHAsI Teparusi 1Mo cXemMe BUHOPEJTOWH/IIUKIIO-
ochamun. Kpome Toro, nusaitH TpOTOKOJA BIIEPBBIE
MpeAToaraeT paHIOMU3AINIO OTAETbHBIX TPYII TMalu-
€HTOB Ha MPOBEIeHNE TMPEIOTIePAlIMIOHHON U MOCceorne-
pauroHHo JydeBoii Teparuu (JIT).

OrtnenbHas ceccus ObL1a mocsdineHa ouonoruun PMC
U ee TeHEeTMYECKNM XapakTepuctrukam. B ee pamkax Javed
Khan (Bethesda, USA) npencraBui naHHbIE O BIUSIHUU
xuMepHoro reHa PAX3-FOXOl Ha »sTUATEHETHMYECKUI
MPOodWIb OMYXOJIN, YTO TPUBOINAT K OCTAHOBKE Pa3BUTHS
KJIeTKM-MUO0JIacTa ImyTeM MHruoupoBaHus 6eka BRDA4,
YTO B JAJIbHEUIIIEM MOXET CIIy>KUTh MUILIEHbBIO JUISI Tap-
reTHoit Tepanuu fusion-nmo3utuBHbIXx PMC. BbUTO Moka-
3aHO BiusiHUE Ha pa3sutne PMC myrannu rena RAS, ipu
KOTOPOIl TakXe OJOKUPYETCSI POCT KIIETOK-MHOOIACTOB
myteM uHrnoupoBanus curHanbHoro myTi MEK u IGFR,
YTO B CBOIO OYepEeb MOXET MOCTYXUTh MUIIEHBIO TIPU
fusion-neratuBHbix PMC. C. Vokuhl ormeTw, uro mipu
JINAarHOCTUKE BEPETEHOKJIETOUHO /CKIIEPO3UPYIOIIEi
PMC BO3MOKHO TTPOBEIEHUE ITUTOTEHETUIECKOTO UCCTIe-
JIOBAHWUSI [T BBISIBJICHUSI peapaHxupoBku reHa NCOA2/
VGLL2 metonom FISH. Mark Hatley (Memphis, USA)
B CBOEM JOKJIaJIe TPOJIEMOHCTPUPOBA BOBMOXKHOCTH BO3-
HuKHOBeHMS PMC 13 KJIeTOK 9HAOTEIMAIbHBIX TIPEIIIe-
CTBEHHUKOB, HE MMEIOIINX MUOTeHHOU npuponsl. Javed
Khan (Bethesda, USA) u Franziska Eckert (Tuebingen,
Germany) MOCBSTWIN CBOU JTOKJaIbl BOTIPOCY UMMYHO-
tepanuu ipy PMC. B kauecTBe BO3MOXHON MUIIEHU
paccmatpuBaetcs Mosiekyia FGFR (Fibroblast Growth
Factor Receptor), kotopast akcrpeccupyercs B 100 % ciy-
4yaeB ajbBeosisipHoit PMC, kak B cBOoeM MOKJIale OTMe-
tuna Janet Shipley (Sutton, UK). Croutr otmeTutsb, 4to
BaXHOCTb TAHHBIX MCCJIEOBAHUII HEOLIEHUMA B TOUCKE
HOBBIX MUllIeHel 115t TapreTHoi Tepanuu PMC. JlanHbri
BOIPOC TakKe ObLT MoAHAT B Aokiiaae Thomas Klingebiel
(Frankfurt, Germany), ITOCBSIIIEHHOM IHUCCEMUHUPO-
BaHHO# popme PMC, mmerolneit B HACTOSIIIMIT MOMEHT
HEYOBJIETBOPUTENIbLHBIE PE3YJIBTATHI JICUSHUSI.

B ceccusix OblTM TIpencraBieHbl JOKJIANbI, paccKa-
3pIBAOIIME O HepabmoMmocapKoMomnomooHex CMT
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(HePMC CMT). Monika Scheer (Stuttgart, Germany)
B CBOEM JOKJIajie IMoKa3aja pe3yabraThl JeUeHUs MallueH-
TOB C J€CMOILIACTUYECKON MEJKOKPYIJIOKJIETOYHOMU OIy-
XOJIbIO C MOKa3aTeIsIMU 3-JIeTHElt 00111eil BHIXKMBAEMOCTH
30 %, 3-netHeii 6eccOOBITUITHOM BbKMBaeMocT — 11 %.
B ucciaenoBanue ObLiu BKIIOYEHBI 60 MallMEeHTOB, 3Ha-
YUMBIMU TIPOTHOCTUYECKUMM (DaKTOpaMM CIIy>KaT: 3KC-
TpaabIOMUHAJIBHOE PACIIOIOXEHUE OIYXOJIH, PaauKalb-
HOE€ yHaJIeHHWEe OITyXOJIM, OTCYTCTBHME CEPO3HOTO BBIIIOTA
B OpIOLIHONM TOJOCTH, TPOMOO030B. TakxKe CTOUT OTMeE-
TUTbh, UYTO TIPY aHAJIM3E TEePaIrleBTUYECKUX OIIIMI B daH-
HOM HCCJIeIOBAaHUU HE OTMEUEHO Pa3HUIIBI B TOKA3aTeIsIX
BBDKMBAEMOCTHU MALIEHTOB, MOJyYaBIINX BHICOKOIO3HYIO
xumuorepanuio 1 HIPEC. Toknax Daniel Orbach (Paris,
France) Obu1 moOCBsIIEH CcTpaTU@UKALIUU TIAlLMEHTOB
C CMHOBMAJILHOM CapKOMOM C y4€TOM MOJIEKYISIPHO-Te-
HETUUYeCKOTo Mmpoduis omyxoau. B cBoem ciemayroiieMm
JIOKJIane, TOCBSIIIEHHOM ONTUMU3aluu jeuyeHus HePMC
CMT, oH noka3zay JOCTVXKEHUSI B Tepanuu JaHHOU TpyII-
bl NAIUEHTOB 3a MocaeaAHue 15 JIeT, a TakKe HeoOX0Iu-
MOCTb CTpaTU(UKAIIMK OOJBbHBIX HA TPYIIIIBI PUCKA U POJIb
XUPYPTUUYECKOIO 3Tara TepalMy Yy MallMeHTOB I'PYIIIIbI
HU3KOro pucka. Kpome Toro, 10k1aqunK oTMETHI, YTO 32
9TU rojbl ObLI co30aH O0MOOaHK JJIs XpaHEeHUsl OruoMarte-
puana onyxoJjieii. Andrea Ferrari (Padova, Italy) B cBoeM
JIOKJIane TOMYEPKHYJI BaXKHOCTh B3aMMOICMCTBUS BEIy-
IIKMX KOOIePaTUBHBIX TPpyIn B u3ydyeHuu HePMC CMT.
3aBepuiamponiasi ceccusl IepBOro AHS Oblda ITOCBS-
IIeHa pelyauBaM M HOBBIM TePareBTUUECKUM OILIMSIM
B Teparmuu CMT. Carola Arndt (Rochester, USA) B cBoem
JIoKJane, TocBsiieHHoM peuuauBam PMC, oOpatuia
BHUMaHME Ha OTCYTCTBUE IPEAUKTOPOB PAaHHETO BBISIB-
JICHUSI TIPOTPEeCCHUM 3a00JIeBaHMSI U Ha HEYIOBJIETBOPU-
TeJbHbIC IMOKA3aTeIM BbDKMBAEMOCTH B TaHHOM KOropre
nauueHToB. Monika Sparber-Sauer (Stuttgart, Germany)
MpeJCcTaBUIa JaHHbIE aHaJIM3a MalleHTOB MEPBOro roga
xku3Hu ¢ peuuauamu PMC. YV 40 % mainyeHToB epBo-
ro rojga xu3Hu ¢ PMC otMeueH penuanB 3a00JeBaHUS
¢ oOwIel 5-j1eTHeil BbDKMBaeMoOCThiO 41 % u 5-neTHeit
06ecCcOOBITUIHONM BRIKMBAEMOCTBIO, cocTaBisionieit 39 %.
CTOUT OTMETUTD, YTO B 3TOT 3Ke ICHb Ha CUMIIO3MYME ObLT
npeacrasieH nokiaag A.M. CyneiimanoBoii (Poccust), mocssi-
IIEHHBIN MOJIEKYISIPHO-TEHETUIECKIM XapaKTepUCTUKAM
BOCHAJIUTENBHBIX ~ MMO(MUOPOOIACTUUECKUX  OITyXOJIeii
(BMO) u niepBoMy OIBITY IPUMEHEHUS TIperapara Kpu-
30TUHUO y maneHToB ¢ ALK/ROS I-io3utuBHbIMU BMO.
Bropoii nens cumnosuyma (29 ceHTIOps1) ObLT TOCBS-
IIEH BOMpOcaM JIOKAJIbHON Tepamnuy IMallieHTOB C MSIT-
KOTKaHHBIMU capkomamu. B yactHocTi, Ewa Koscielniak
(Stuttgart, Germany) TIOZHsUIa BOIPOC JIOKAJIbHOIO
koHTpos npu PMC, moguepkHyB ero pa3jauyHble KOH-
LIENUMU TIpU JaHHOM BUIe omyxojeit. OTmenbHO o0cCy-
XKnaigach TakTuka JIT B 3aBUCHMMOCTU OT KJIMHUYECKOM
rpyrmbl IRS  (Intergroup Rhabdomyosarcoma Study),
BIMSAHUSA TUCTONOTUYecKUX TUoB PMC Ha BbIOOp Tak-
TUKU JIOKAJIBHOTO KOHTPOJISI, BHIOOP ONTUMAIbHOM J03bI

JIT, a Takke Borpochl npegonepauronHoii JIT y manueH-
toB ¢ I1I xnmuanyeckoii rpynmoii mo IRS.

OtnenbHbINA OOKIaA ObUT MOCBSIIEH aHaIU3y Pe3yib-
tatoB jedeHuss PMC ¢ nokanu3zanueii mpoliecca B Ie4eHu
u xemyHbIX npotokax (Helene Martelli, Paris (France)).
David Rodeberg (Greenville, USA) paccka3zan 00 olLieHKe
craryca auMmpartudeckux y3ioB npu PMC, nmomuepkHyB
B CBOEM BBICTYIUICHMM HEOOXOIMMOCTb ITPOBEACHUS
TUCTOJIOTUYECKOTO MCCIeAOBAaHUSI PeTUOHAPHBIX JTUMba-
TUYECKUX Y3JI0B Y OTACIbHBIX IPYIIII MAIlMEHTOB U YKa3aB
OTCYTCTBHE KOPPEISIUUA MEXIy JaHHBIMU THCTOJIOTHYE-
CKOTO MCCJIEIOBaHUS M pe3yJibTaTaMU MHCTPYMEHTAJIb-
HBIX METOJOB 00cienoBaHMs. B paMKkax mJaHHOI CeKIIUMU
Mpo3ByYaIu NOKJIanbl, mocBsaieHHbie MeToguke HIPEC
y TMalMeHTOB JeTcKoro Bo3dpacrta: Andrea Hayes-Jordan
(Houston, USA) mpencraBuia onbIT IeTCKOif OHKOJIO-
ruveckoit rpynisl (Children’s Oncology Group, COG),
a Jens Gesche (Tuebingen, Germany) paccka3aj 00 OITbI-
te rpynnbl CWS, 0003HauMB IIpEeUMYIIIECTBa/HEAOCTATKI
JMAHHOTO METO/Ia 1 CIOKHOCTH €To IMPOBEACHMSI.

IIpodeccop Jorg Fuchs (Tuebingen, Germany) Bce-
CTOPOHHE OCBSTWJI XUPYPTUYECKHE ITOAXOIbI y TIallu-
€HTOB C CapKOMaMHU YPOTCHUTAJbHON JIOKaJIM3allMH.
OOCyXTaliCh BOMPOCH OpaxuTepanvy y TAlMeHTOB
¢ PMC moueBoro ny3bips u ipoctathl (Andreas Schmidt,
Tuebingen (Germany)), HEeMpOXUPYPTUIECKUE ACIICKTHI
MPU XUPYPTUUECKOM JICUCHUM MAlIMEHTOB C MATKOTKaH-
HBIMM capKoMamu, IpencraBieH onblT Tpynn COG
n CWS kacaTenbHO MSITKOTKAHHBIX CapKOM TPYIHOI
kieTku, B yactHocTu Giovanni Cecchetto (Padova, Italy)
O3BYYMJI OCHOBHBIE TIPUHIIUIIBI TUATHOCTUKU U JICUCHUS
TUIEBPOITYIbMOHAJIbHOM OjlacTombl EBpormeiickoii rpym-
b6l o ontuMmu3anuu tepanuu CMT y nereii.

B pamkax ceccuu, MOCBSILIEHHON JIy4eBOI TMAarHOCTH-
ke u JIT, Jurgen Schaefer (Tuebingen, Germany) moka3sain
npeumyiiectsa 19T /MarHUTHO-pe30HAHCHOW TOMOTpa-
¢uu nepen metomukoii I19T/kommbroTepHas ToMorpadus
¥ BO3MOXKHOCTH JAHHOTO METOJIA B OIICHKE pacIipOCTpaHEeH-
Hoctu riporiecca ipu CMT. Takke B pamKax TaHHOI ceccuu
00CYXIaICh BOMPOCH MPEeIonepalliOHHOIO MapKUpoBa-
HUST METaCTaTUYECKUX OYaroB B JIETKUX B IIEJISIX TTOCIIEIYIO-
11IEr0 XMPYPIMUYECKOIo yIaIeHUs B IETCKOM MPaKTUKE.

3 HMUL OAT'OU um. Jmutpus PorayeBa ObLIO
MPEACTaBACHO OOJIbIIIOE KOJMUYECTBO MOKJIAIOB, BKIIO-
yag BeicTyruieHue [.}O. KauaHoBa o0 ombiTe BeaeHUs
nauueHToB ¢ PMC mapaMeHMHreaabHOMN JTOKaIU3allui.
Hoxnan, moarorosiieHHbI M.B. TenenoBoii, ObLI TOCBSI-
1LIEH pe3yJbTaTaM JIeUeHUs OOJIBIION IPYMIIbI allieHTOB
C BKCTpaKpaHUaJIbHOM 3JI0KaYeCTBEHHOUW padaouaHOMI
OITyXOJIbI0 MIATKUX TKaHel y neteii. C.P. Tanbimos B cBoeM
BBICTYIUICHUM OXapaKTepU30Baj OIMBIT TOPaKOaOZOMU-
HanbHo# rpynnsl HMULL JITOU M. Imutpus PoraueBa
B neuenuu PMC y nereit. T.B. Cepreesa pacckasana o0
ONBITE JICUYECHUSI KpaHE peaKON MATKOTKAHHOM OIyXOJIU
JNETCKOTO BO3pacTa — MUOSMIUTEIUATbHON KaplMHOMBI
Ha mpuMepe 2 KIMHUYECKUX CyJaeB.
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