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OpraHbl MOYENOJI0BOI cHCTeMbl (MOYEBO# My3bIPb/IPOCTATA, YPETPa, BJArajMiile, BYJbBa, MATKa, NaPaTeCTUKY.JISAPHAS
30HA) cpeM Beex JoKam3anmii padaomuocapkom (PMC) nopaxarorcs B 20—26% naomonenuii. Ha ocHoBe crpaTudukamu
NAIMEHTOB HA IPYINIbI PUCKA Pa3padoTaHa PUCK-AJANTHBHAS T€Panus, KOTopas no3pouunia y 80% naiueHToB B IPOTHOCTH-
YeCKH 0J1aronpusTHBIX IPYNNax 00ecneynThb JIMTENbHYI0 BbDKHBAEMOCTb M COKPATUTD YHCJIO KaJIeYaIuX Onepanuii: Yuciio
IUCTIKTOMUIA yMeHbIINI0Ch ¢ 78% B npoTokoJe IRS-1(1972—1972) no 9% B IRS-1V (1993—1997); unciio rucTepaKTOMHMii
TaKKe yMeHbmioch ¢ 48% B ucciuenosanusx IRS-1/11 no 22% B IRS-1III/IV. Odmas BoukuBaemoctb aeteii ¢ PMC mo-
yenoJioBoii cucremsl B ucciaenoBannax COG u SIOP He oTimuaercs, oAHAKO 0e3penuauBHAS BbKMBAEMOCTh B POTOKOJIe
SIOP npu PMC MoueBoro my3sipsi/mpocTarhbl ObLIa XyXkKe, YTO CBA3aHO ¢ 00Jiee CIepKAHHBIM OTHOLIEHHEM K PMMEHEHHUI0
JiydeBoii Tepanuu. OcTaoTcs HepeleHHbIe BONPOChl BpemeHu second-look onepanuii, pexknMoB JTy4eBoii Tepanuu, JiedeHust
PEIMIMBOB 1 IEPBUYHO AUCCEMUHMPOBAHHBIX hopM. Kpome TOro, 70CTHrHYTO IJ1aTO B PE3Y/IBTATAX JIEYEHHUS HA CTAHIAPTHBIX
pexumax Tepanuu (VAC, IVA).

Boabimme Haaekabl CBA3BIBAIOT C MPUMEHEeHHeM HOBbIX npenapaToB npu PMC (MpyHOTEKaH), B TOM YHCJIe U TAPreTHOro

neiicTusi. Pa3padaTbiBaloTCA TEXHOJIOTHM OPAXK- M BHYTPUIIOJIOCTHO¥ JIy4eBOii Tepanuu.

Pa6z[0M1/IocapKOMa (PMC) — nauboJee yacTast MsIT-
KOTKaHasI capKoMa JIETCKOTO BO3pacTa — COCTaBIISICT
ropsiaka 4—6% B CTPYKType TTeAnaTpIIeCcKOi OHKO3a-
boneBaemoctu [25].

OpraHBI MOYETTOIOBOI CHUCTEMBI (MOYEBOI ITY3BIPh/
IpocTaTa, yperpa, Biarajiullle, ByJbBa, MaTKa, mapa-
TECTUKYJISIpHAsl 30HA) cpeau Bcex Jokanuzauuit PMC
nopaxaroTcs B 20—26% nadmonenwnii [8,10].

Broigensitor yeTsipe Mopdoaornyeckue Gopmbl
PMC: sMOproHaIbHYIO, aJIbBEOJISIPHYIO, TIJICHOMOp-
¢Hyo u HenuddepeHumpoBanHyw. Hanbonee yacto
cpenn PMC mouenonoBoii cuctembl (MITC) Berpe-
qaeTcsd d3MOpHUoHaNIbHasa GopMa OIyXOJdu, KOTopast
cocrapisgeT nopsiaka 80% Bcex HabmoaeHWIA. B rtane
OHKOJIOTMYECKOTO TTPOTHO3a 3TOT TMCTOJOTUICCKUI
BapuaHT HauboJee OmaronpusTeH [25].

ITporHo3 3a6oneBanus npu PMC, momMmumo ructo-
JIOTUYECKOM (hOPMBI, 3aBUCUT OT MHOTUX (PaKTOPOB:
JIOKaJMu3aluu, CTaIuy Tpolecca, paguKaadbHOCTH
orepalliy 1 Bo3pacTa mannenTa. Ha ocHoBe cTpatm-
(vKayu MauMeHTOB Ha TPYIINbI pUcKa pa3paboTaHa
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pUCK-amalITUBHAsI Teparus, HarpaBIeHHast Ha YMeHb-
LIeHNE OCJIOXKHEHUI OT ee mpoBeaeHus [20].

[lepBule nccenoBaHUsI, OCBSIIEHHBIE N3YUEHUIO
3¢ GEeKTUBHOCTH XUPYPTUU, XUMUOTEPATTUN U JTyde-
Boii Teparnuu ripu PMC, Obum Hayatel B 70-€ TOIBI
MIPOIILTOTO BeKa. biaromapst coBepIlIeHCTBOBAaHUIO
XUMHO-TYIeBON Tepartmyd JOCTUTHYT 3HAYUTEITbHBIN
yCcIieX B YBEJTMYEHNH OOIIEe BEDKMBAaeMOCTH: ¢ 25% B
1970 roxmy mo 70% B 2001 romy [11].

B Mupe cyIecTBYIOT YeThIpe KPYITHBIC UCCIIeI0Ba-
TeJbCKME TPYMIbl, KoTopble u3ydator PMCy neteit, 3To:
STS (Soft Tissue Sarcoma Committee), npuieaiias
Ha cMmeHy IRS (Intergroup Rhabdomyosarcoma Study
Group) B Children’s Oncology Group (COG); MMT
(Mesenchima Malignant Tumor) B International Society
of Pediatric Oncology (SIOP); CWS (Cooperativen
Weichteilsarcom Studie) B I[epmanun u ICG (Italian
Cooperative Group) B Utunumu.

OO6111ast BbRKMBaeMocThb jeteit ¢ PMC mouernonoBoit
cucteMsbl BuccienoBanusx COG u SIOP, npu HekoTopoii
pasHUIIe B IMOAXOMaX, He OTIIMIAeTCsI, OMHAKO Oe3pery-
JIUBHAsI BBLKMBaeMOCThb B IpoTokosie SIOP mpu PMC
MOYEBOTO Iy3bIPsl/TIPOCTAThI ObLIA XyXKe, UTO CBSI3aHO C
6ostee cepsKaHHBIM OTHOIIIEHUEM K IIPUMEHEHUIO JTyde-
Boii Teparuu [35]. BTaou. 1 mpuBeneHbl fJaHHbIE S-TeTHEl
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Ta6auma 1. BepkuBaeMocTh Npy SMOPHOHATIBHOM PAOIOMHOCAPKOME MOYEBOTO MY3bIPSI/TIPOCTATHI

5-71eTHSI 6ecCcOObITHITHAS S-JeTHSIsA
Wccnenosanus Yucsio nmaueHToB
BBIKMBAaEMOCTD 00111251 BBIXKMBAEMOCTD
IRS-IV 239 79% 83%
SIOP MMT-84 u -89 74 65% 79%
ICG RMS-79 u -88 37 81% 85%
CWS-91 29 70% 85%
CWS-96 85 69,8% 76,3%

BBDKMBAaeMOCTH IIpu 3MOpuroHanbHoii PMC MoueBoro
ITy3BIPsI/TIPOCTAThl  HanboJee KPYITHBIX UCCIeIOBAHMIA.
OTMeueHbl OTVINY S B 0eCCOOBITUIAHON BBLKMBAEMOCTH B
npotokojax IRS-1IVu MMT-84,-89 [28, 29].

COG u SIOP ucnonb3yior TNM-cranupoBaHue.
Cragusi onyxojau KOppeaupyeT ¢ 0ecCOObITUMHOM
BbIKMBaeMoCThIo: cTanus | — 86%; cramus 11 — 80%;
cragus 111 — 68% [11].

B uccnenosanusix IRS ucnonb3oBanack crpatudu-
KalMsl MalMEHTOB 0 KIMHWYECKUM IpyTIiaM B 3aBUCU-
MOCTHU OT PaiuKaJIbHOCTU XUPYypPruyeckoro atamna. Tak
Kak y OOJIbIIIMHCTBA MallMeHTOB Tepanus HAUMHAETCs C
OMOIICHUU OMYXOJIU U XUMUOTEPAIU, TO OHU OTHOCATCS
K III xnuHMyecKoii rpymiie.

ITaureHTH TakXke NoApa3aesiloTcs Ha HU3KUM,
MPOMEKYTOUYHBIM Y BBICOKUI PUCK B 3aBUCUMOCTU OT
CTaauM, KIIMHUYECKOM IPYIMIIbl U TUCTOA0TUM. « Hu3kumii
pUCK» BKJIIOYaeT MAllMEHTOB C MapaTeCTUKYJISIPHOMI
PMC u sMOpuOHaIbHOI THCTOJIOIMEH, C paauKaib-
HbIMU M MUKPOCKOIMYECKU HepaauKalbHbIMU pe-
dekiusamMyu 1 PMC Bnaranuina (BKiro4asi IMalueHTOB
III rpynmner). K «I1poMexXyToOYHOMY PUCKY» OTHOCST
naureHToB ¢ PMC MoueBOTro ITy3bIpsl/TIpOCTaThI U C
MaKpOCKOIMUYECKU HEepaIuKaJIbHBIMU PE3EKIUSIMU.
«BBICOKMII puCK» — 3TO MallMEHTHI C MeTacTa3aMu
3a00seBaHus [26].

XumuoTtepanus

BoJibi1oro pa3zHoodpasust B XMMHUOTEPareBTUYECKUX
mpenapaTax 1 B cxeMax JiedeHus nauneHToB ¢ PMC HeT.
B iporokosiax COG ucnosnb3ytor BocHoBHOM VAC (BUH-
KPUCTHH, TAKTUHOMMIIVH, [UKIodocdaH), B TO Bpemsi
kak B CWS u ICG npumensitor IVA (ndochamua, BUH-
KPUCTUH, JaKTUMHOMMIIMH ). BUHKpHCTIH, KapOoruiaTiH
U 3TONA3M/I UCTIONb30BAIUCH B McciienoBaHu MMT-89
[30]. Ha >XMBOTHBIX B HACTOSIIEE BpeMs IPOXOAST UC-
MBITAHUS TAPTeHTHBIC IIperapaThl (MHIMOMTOPBI SHI0-
TeManbHOro (akropa pocra) [16, 33].

UccnegoBanue IRS-1V nmoxkaszano, uto VAC Taxk xe
addexTuBeH, Kak u nBa apyrux pexuma VIE n IVA
(udochamun, sronasun). B Hacrosmee Bpemss COG
cpaBHuBaer VAC ¢ VAC/BUHKPUCTUH+UPUHOTEKAH
[33]. VAC u VA pexkxruMbI UCTTOJIb3YIOTCS U151 MAallMEHTOB
¢ I crapueit smopuonanbHoit PMC, B TO Bpemst kak VAC
1 VAC/BUHKPUCTUH-UPUHOTEKAH UCITOIb3ytoTCs st 11
u I1I cranuii 3a6o1eBaHus. [IpuMeHeHe BUHKPUCTHHA,

ToroTekaHa 1 nukiodpochamuna B «window» tepanuu
B TeueHne VAC TepallMi He TTOKa3aJio BBIMTPHIIIA B
BbDKMBaeMoCTH [24].

[MTponomxurenbHocTh XT A0JbIIe B MPOTOKOIAX
COG, ueMm B eBpONEUCKUX UCCAeHOBaHMIX. JIIst HU3-
KOTO, MPOMEXXYTOUYHOTO U BHICOKOTO PUCKOB MPOIOI-
>KUTEJIbHOCTh Tepamnuu cocTasisieT 22, 42 u 51 Hen B
npotokonax COG 1o cpaBHeHmIo ¢ 16, 36 u 46 Hen B
nccaegoBanusx SIOP [19].

Tepamnust BTopoii IMHUM UCITOTb3yeTCs O60JIee 4acTo
B EBpomne (6—17%) BcieacTBre GOJIBIIETo YKCia JIO-
KaJbHBIX PEIIMAMBOB M3-32 MEHBIIIETO UCTIOJIb30BaAHUS
JIlydeBoOi1 Tepanuu (¢ xupyprueit uim 6e3) [13, 30].

JlyyeBas Tepanus

B uccnenoBanusx COG nydeBble T03bI 3aBUCST OT
KOJIMUECTBA OCTaBLIEHCS OMYXOJIU MOCIe TePBOHAYATb-
HOTO XHUPYPru4yeckoro aTamna (OUOTICUsI, Pe3eKIIusI).
B To Bpems kak SIOP nomyckaeT yMeHbIlIeHUE U JaxkKe
uckaoyeHue aydeBoit repanuu (JIT) B 3aBucMMOCTH OT
o0bemMa pe3rayaabHOM OMyXO0JIM TTOCIe XUMUOTEpaIuu.
Takum o6pasoM, B uccienoBanun IRS-1V (COG) 84%
nauueHTa noayyunau JIT, a B ucciaengoBanuu MMT-89
(SIOP) — Tonbko 43% [27].

TunepdpakiimoHupoBaHue He UMEET MPEUMYILECTB
nepen KoupeHuuaabHo#i JIT (IRS-1V) [14]. [TaunenTs 11
kamHudeckoi rpymmbl mo COG (pe3uyaabHasi OyXoJlb,
onpeaersieMast MUKPOCKOITMYECKH) TIojtydatoT 36—41 Ip.
IManmenTs! 1 rpyminsl (pe3umyanbHast OMyXoJib, ONpee-
JisieMasi MaKpocKoIuuecku) mosydator 45—50 Ip [11].

B uccrnenosanun CWS-86 JIT Gbliia MCKITIOUEHA ITPU
TTOJTHOM OTBETE Ha XUMUOTEPATTHIO TT0 JAHHBIM JIyIeBBIX
MeToa0B ucciaenoBaHuii. Eciu perpeccusi onyxonu
cocraBiisiia 6osee 2/3 odbeMa OMyXoiau, TO MallMeHThI
noaydanu 32 Ip, u 54 Ip, eciiu perpeccus Obljla MeHEe
2/3 obobema OITyXoJI. ABTOPBI HE TIOYYWIN OTINIUS
B UMcCJie peluaIuBOB (JOKaJIbHBIN+CUCTEeMHBIN) MpU
III ctaguu 3a0oneBaHUsT Cpeay TeX, KTO IoJiydasl Win
He nosydaia JIT. OnHako YMCII0 JIOKAJbHBIX PeLUIN-
BOB ObLJ10 3HAaUNTEeIbHO HIKe (10 mpotus 27%) cpeau
Tex, koMmy mnpoBoaunach JIT. ABTopsl mojaratot, 4To
yJIy4dllIeHNe JJOKATbHOIO KOHTPOJISI BOBMOXHO 3a CUeT
xupypruu uau JIT [19].

JIT ymeHbIIIaeT Y1 CyIo MalMeHTOB, KOTOPhIe Hy>KIaloT-
csl B paMKaJIbHOIM 9KCIIM3UM OpraHa (MO4eBO My3bIpb/
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COBpCMCHHbIe MOJXO/IbI B JICUEHUU JETEU C pa6Z[OMI/IOCElpKOMOI7I MOYEIOJIOBOW CUCTEMBI

MpocTaTa, Blarajuiie) v yaydiiaeT 0ecCOObITUIHYIO BbI-
XuBaemMocTh. OmTHAKO JaxKe camble HU3KIeE 3(D(EeKTUBHEBIE
TTO3BI, TIONBEIEHHBIC K IIeiTKe MOYEBOTO TTY3bIPST, MOTYT
MIPUBECTU K HEAECPXKAHUIO, OECIIONNIO, TIOBPEXKICHUIO
KUILIKY U 1edpopMaliiy KocTeit Tasa [35].

o cux nop HesICHO, HACKOJIBKO «IPEAMOYTUTE T b-
HbI» ocyioxHeHust rocie JIT mpu PMC moueBoro 1y3bi-
PsI/TIpOCTATHI B TUTaHE KaYyecTBa XXW3HM MallleHTa Win
TTOCTIEICTBUSI XMPYPTUIECKOTO BMEIIIATEIbCTBA.

C 1e1b10 YMEHBIICHUST OCTOXHEHUN TOCe OUC-
TaHUMOHHOU JIT u yBean4YeHus: ynciia opraHocoxpa-
HSIIOLIUX OoMepaluii COBEPIICHCTBYIOTCSI METOAUKHU
opaxurepanuu nmpu PMC Mo4yeBoro my3bipsi/pocTaThbl
u Bnarammuma [2, 17, 21].

Xupyprus

Xupypruueckuit MeTon B jieueHuu aeteir ¢ PMC
MOYET0J0BOM CUCTEMbI pean3yeTcsl Ha 3Tare MepBuY-
HOU IMaTHOCTUKY U KaK METO/ JIOKaTbHOTO KOHTPOJIS
(pe3exliiusi OMyxoJu U/UAN OlleHKa pe3uayalbHOM
OITYXOJIU MOCJIe XUMHUOIYUeBOI Teparum).

JInarHocTHka

He Bcerna BozamoxxHo roayyuts nmpu PMC mouemno-
JIOBOM CUCTEMBI JOCTATOYHOE KOJIMYECTBO MaTepuaia
C MOMOIIIBIO tru-cut OMOTICUU WU MPU LMUCTCKOIUMU.
ITpexae yeM 3aKOHUYMTb BBIMIOJIHEHUE OUMOTICUH, T1aTO-
MOopdoJIOT AOJIKEH ONPENeUTb, TOCTATOYHO JIU XUPYPT
B3sU1 MaTepuaia sl uccienoaHusi. [loaromy nHorna
MPU HEIOCTaTOYHOM KOJMUYeCcTBe MaTepuajia BO3HU-
KaeT HeoOXOAUMOCTb B BBIIMOJHEHUN XUPYPruyecKoi
9KCIM3UU OMYXOJIH.

IlepBuuHbIe pe3eKuun

PanukanbHO BbIMOJIHEHHAsT orepalms odecneyn-
BaeT JIOKAJIbHbI KOHTPOJIb 3a00J1€BaHUS U yJIydlllaeT
BbDKUBaeMocTh. B uccnegoBanugax COG nmeneHue ma-
nueHToB ¢ PMC Ha KIMHUYeCKME TPYHITBl OCHOBAHO Ha
pPaarKaJIbHOCTH BBITTOJIHEHHOW MEPBUYHOIN Pe3eKIIun
[27]. TlepBrUUHbIE PE3eKILIMU BO3ZMOXHBI TOJIbKO B TE€X
cllyJasix, Koraa He MPOUCXOAUT HapyleHUs: (yHKUIUU
opraHa 3a MCKJIIOUEHMEM MapaTecTUKyJsipHbix PMC,
r1e SIMYKO yaaJisieTcsl C CEeMEHHbIM KaHaTUKOM MOJI-
B3IOIITHBIM JTOCTYITOM.

Bonbimacreo PMC MITC HeorepabebHbI Ha IEPBOM
ararne, nosromy otHocstcs K I kinHuveckoit rpyrre.
IToatomy xupypruueckue BMellaTe/IbCTBa BITTOHSIIOTCS
nocie HeoamboBaHTHOM [TXT ¢ v 6e3 JIT.

MoueBoii my3bIpb/poCTATA

OcHOBHEIE 3aga4Mr BBIIIOJIHCHUWA XUPYPIUICCKOIO
BMCIIATC/IbCTBA 3aKJIIOYarOTCA B BBIIIOJJHCHUU pa-
JIKAJIbHOU ornepanummu ¢ MakKCUMaJIbHO BO3MOKHBIM
OpPraHOCOXPaHAIOIINM PE3YJIbTaTOM.

HCpBI/I‘IHaH ornepanuda BO3MOXKHA TOJIBKO ITPpU HE-
0OIBIINX OITYyXOJIAX, paCIIOJOKECHHBIX B obnactu JHa

MOYEBOTO IMy3bIPsT, KOTOPOE TTopakaeTcst TOIbKO B 10%
HabmoaeHuit PMC MoueBoro my3bipsi/mpoctatbl. Ore-
palust HOCUT JIeueOHbI U IMarHOCTUYECKU I XapaKTep.
Eciu BbINOJHUTD pajuKaJabHYIO OTIEpalMIo He Mpe-
CTaBJISIETCS] BOBMOXHBIM, TO MPOU3BOAUTCS OMOTICUSI
ornyxoJyiv. Pe3ekiius MoueBOro my3bipsi pu padbaomMu-
ocapkoMme, Kak rnokasajyd MHOTHE McclieoBaHusI, ab-
COJIIOTHO OIpaBllaHHA, €CJIM BbIMTOJHEeHA PalUuKaJIbHO.
JaHHbIe 1O YMClly pelUAUBOB MOCJEe BbIMOJHEHHbBIX
pe3eKUUil MOUYEBOTO IMy3bIPsI U LIMCTIIPOCTATIKTOMMUIA
He oTimyaiorcs [28].

MBI BCTpETWIIN TOJBKO OAHY MO IMKAIIMIO U3 KIIMHUK
®pantmn (Bicetre Hospital for surgery u Institut Gustave
Roussy), rie 3aBe1oM0 BBIITOJTHSIMCH HepaauKalbHbIe
pesexkuu nipu PMC mpocTtaThl ¥ LIEMKA MOYEBOTO
My3bIpsi B pacuere Ha 3(PHeKTUBHOCTL OpaxuTepanuu
(60 Ip). Y oneprpoBaHHbBIX 26 MALIMEHTOB HU B OJJTHOM
cJlyyae BMeEIIaTebCTBO He ObLIO paauKaibHbiM. Y 11
00JIbHBIX OblJ1a OCTaB/IeHAa MAKPOCKOMUYECKHU OTIpeie-
JisieMasi oryxoJib. 17 60JIbHbIM Obl1a BHITTOJTHEHA PE3eK-
uust npoctarthbl (y 5 ¢ pe3eKureit MoYeBOro Iy3bips), Y
OCTaBIIUXCS 9 — pe3eKIIns MOUEBOTO My3bIpsi. ABTOpam
yIAJI0Ch MOJYYUTh YIOBJIETBOPUTEIbHbBIE PE3Yy/IbTaThl
B TJ1aHe 0eCCOOBITUIMHOM BbIXKMBAEMOCTU U (DYHKLIMU
MouercnyckaHusi. CpegHee BpeMsi HabtoaeHus 4 rofa
(10 mec — 14,5 ropa). [ABaguarh 4eTbipe MamydeHTa 13
26 — >XUBBI. M3 IByX yMepIINX OT IIPOTPeCCUPOBAHUS
00JIE3HU JIETEH TOJIBKO Y OTHOTO OBLT MECTHBIN PELIVIVB
[21]. YuuTbIBast eIMHUYHOCTD MOTOOHBIX ITyOJIMKALIIA
1 HEeOOJbIIYI0O KOTOPTY MallMeHTOB, TUPAXKUPOBATh
MOJOOHBII OIBIT, MbI TTOJIATa€M, PaHO.

[Tpu OOGLIMPHOM MOpaXeHUU JHA U Teja Moye-
BOro My3bIpsl, KOTJa He 3aMHTEepecoBaHa ero Iielka,
BO3MOXHO BBIMOJHUTH €70 OOLIMPHYIO PE3eKIIUIO0 C
ayrMeHTallMei, To eCTh C HapalllMBaHUeM 00beMa MO-
YEBOTO My3bIPsI 3 CUET KUILIEUHOTO UJIU XKeJIyT0YHOTO
cerMeHTOB. I10I0XUTENIbHOI CTOPOHOI OIlepaluu
SIBJISIETCS] IOCTUKEHME IEpUBALIMM MOYU YEPE3 YPETPY.
HenocraTtkom onepaiiyu siBJASIFOTCSI TPYAHOCTU B YXOJi€,
TakK Kak TpeOyeTcsl peryjsipHasl KaTeTepu3alius pe3ep-
Byapa 1 HE0OXOIMMOCTb B XOPOIlIeM KOHTAKTe C Maly-
eHTOM. B 3Toi1 cB3M ayrmMeHTalusi MOUeBOTO My3bIpst
BBITIOJTHSIETCSI PEJIKO U MallMeHTaM CTaplieii BO3pacTHOMN
rpynibl [7]. Mbl He pacriojlaraeM OIbITOM MOA0OHOTO
BUJ/Ia BMEIIATEbCTB y JeTei. ¥ MaJleHbKUX JIeTel mpu
yKa3aHHOM BbI1lIE OIyX0JIEBOM PaclpoCTpaHEHUU OT-
JlaeM MpeAnouTeHre LIUCTIKTOMUHN ¢ (hOPMUPOBAHUEM
«CyXOil» CTOMBI, a y mauueHToB 14—18 neT onepauueit
BbIOOPA MOXKET ObITh LIMCTAKTOMMS C OPTOTONMUYECKOM
ero pekoHcrpykuueii (o Lltynepy) [32].

[Tpu nokanuzauyu oryxoju B 001acTy LIEHKA Move-
BOTO MY3bIPSI U TPOCTAThI IEPBBIM 3TATIOM IMPOBOJUTCS
HeoalblOBaHTHAs Tepalus, Mocjie KOTOpoi o0bem
orepalMy MOXeT ObITh KaK MpocTaTakroMus (puc. 1),
Tak ¥ HUcTpoctarakTomus. [1pu nopaxkeHuu ypeTpbl
npejanojaraercs ee ynajaeHue. bes nposeaeHust 1ydeBoit
Teparnuy HeJOIMyCTUMO, B CBSI3U C BBICOKOI YacTOTOM
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Puc. 1. ®opMupoBanus HUCTO-YPETPOAHACTOMO3A MOCJIE MPOCTA-
TIKTOMHUU

PEUMINBOB, BBIMTOJTHEHUE YACTUYHOW PE3eKIINU TTPO-
craThl [6].

[Tocne MUCTAKTOMUM TTPUXOIUTCS peliaTh BOIMIPOC
OTBEJIEHUS MOYU. BBIIESIOT TpY BapraHTa IepUBALIUN:
1) HapyXHOe OTBeIeHME MOYU (YPETEpOKYTaHEOCTO-
MMUsI, KAIlIeyHasl TJ1acThka ¢ popMUPOBAHUEM «CYXUX»
U «BJIAXHBIX» CTOM); 2) BHYTpeHHEe OTBEe/IeHEe MOUU B
HeMNpepbIBHbIM KUILIEYHUK (YPETEPOCUTMOCTOMUSI, OTIe-
pamus Mainz-pouch II); 3) co3naHue opTOTOIIMYECKOrO
MOYEBOTO MY3bIPsI, AaHACTOMO3UPYEMOTO C YPETPOW;
PEKTAJIbHBIA MOYEBOM MYy3bIPb.

Y B3pOC/IbIX NALMEHTOB UACATbHBIM 151 0OJILHOTO
CTIOCOOOM OTBEIEHUST MOYM SIBJISIETCSI KOHCTPYMPOBa-
HY€ OPTOTOMMNYECKOTO MOYEBOTO MY3bIPST, TP KOTOPOM
MalMeHT MOXET YAEepXXMUBAaTh MOYY U MPOU3BOJBHO
OCYILECTBIISITh aKT Moueucrnyckanus [1]. Y nereii cy-
LLIECTBYET LIEJIbIN Psil OCOOEHHOCTE!, KOTOpPbIE OTJIU-
YaroT XUPYPIUIO MOYEBOTO MYy3bIPSI U TTPOCTATHI, — 3TO
0COOEHHOCTH OMOJIOTUM pabIOMUOCAPKOMbI U BO3PACT
namnveHToB. HemoctaTkamu co3maHusi OpTOTOMUYEC-
KOTO MOY€BOTO ITy3bIPS Y AETEU SIBISIOTCS CIAEAYIOIINE
Mo3uLIMA. Bo-TIepBhIX, I TEXHUYECKOTO UX OCYIIIECT-
BJICHUSI XUPYPT MOXET MTPEHEOPEYb OHKOJIOTUYECKUMU
MPUHIMIAMU U TIOUTU MO IMyTU COXpaHEHUsl ypeTphl,
YTO MOXET YMEHBIIUTb paauKalu3M BMelIaTeIbCTBA.
YnepxaHue MOYM MPU CO3MAHUU OPTOTOTTMYECKOTO
MOYEBOTO My3bIPsI OCYIIECTBISIETCS 32 CUET HAPY>KHOTO
cuHKTepa MoueBOro my3bipsi. [l0aToOMy HelpeMeHHbIM
YCJIOBHUEM OIEPATUBHON TEXHUKM SIBJISIIOTCS TEpe-
CEUYCHUE YPETPhI Cpa3y MUCTAIbHEE BEPXYIIKU Mpemd-
CTaTEeJIbHOM XeJIe3bl U MUHUMAaJIbHASI TPaBMaTU3alIMs
00J1acTH TMoIepevHo-ToJocaToro cuHkrepa. Bo-Bro-

PbIX, HAJIMUKE Pe3epByapHOI MIACTUKW OTpaHUYUBAET
MpUMEHEHME MocieonepalioOHHON JTy4eBOi Tepanuu,
KOTOpasi HUBEJIUPYET BCE BOZMOXKHBIE MPEUMYIIECTBa
Mmono0OHoM ornepauuu. B-TpeTbux, y MajleHbKUX Jie-
Teil HEBO3MOXHO O0ECMNeuyuTh aJeKBaTHBIN yXO/, TaK
Kak TpeOyeTcsl epuoanueckasi KaTeTepusaius yepes
YPETPY, KPOME TOT0, pe0EHKY HEBO3MOXHO OOBSICHUTD,
KaK OCYIIECTBJISITh CAMOCTOSITEJTbHO MOYEUCTTYCKAHUE.
VYuurbiBasi BblLIENepeUrCIeHHbIe HEAOCTATKU, B JIUTE-
paTtype UMEeIOTCs JIMIIb eAMHUYHbIE YTTOMUHAHUS O T10-
JIOOHBIX OMepalusIX y AeTel, KOTOPbIE OCYIIECTBIISIIOTCS
y MalMeHTOB CTapllieil BO3pacTHOM IpynIibl. Mbl BbI-
MOJHUJIM OTHOKPATHO OPTOTOMMNYECKYIO PEKOHCTPYK-
1110, KOTOpasi y pebeHKa okazajiach (PyHKIIMOHAIbHO
HECOCTOsITe/IbHA.

®opMUpoOBaHKE BIAXHBIX YPOCTOM (OTeparmust
bpuxkepa, yperepocMrMoKyTaHEOCTOMMUSI) TIpeAIioa-
raeT HeoOXOJIMMOCTb MOJb30BATbCSI MOUYENTPUEMHU-
KaMu, 4TO co3faeT 0oJbllIne Heyao0CTBa MpU yXole
3a namueHTaMu. OT ypeTepoKyTaHEOCTOMUM ClielyeT
0TKa3aThCsl, TaK KaK MOYTHU BCe OOJIbHbBIE TTOrM0aloT OT
nuejioHedpuTa.

st yrydieHust KauecTBa XXKM3HU MalieHTOB Mocje
LIMCTIKTOMUU pa3pabOTaHbl ONepaliiu 10 KOHCTPYUPO-
BaHMIO HaKaIlJIMBAIOIIMX MOYY Pe3epByapoB, pacrosa-
ralolyxcs B OPIOLIHOM MOJIOCTU U OTKPbIBAIOIIMXCS Ha
KOy OPIOIITHOM CTEHKM «CyX0it» ypocToMoii. Co3naBa-
€MbIil TTPY 3TOM KJIallaHHbII MeXaHU3M TPEensITCTBYeT
MOCTOSIHHOMY BBIJIEJIEHUIO MOUYM U3 pe3epByapa. DBa-
Kyalysi MOYM OCYIIECTBJISIETCS MyTeM KaTeTepu3aluu
pe3epByapa poauTeSISIMU WM CAaMUM MallMeHTOM (ecn
peOeHOK B3pOCJIbIi).

MnaeanbHoro u oO1IENPUHATOrO BapyaHTa riac-
Tuku HeT. OnucaHo 6ojiee 40 aabTepHATUBHBIX ME-
TOAMK co3aaHUsl pe3epByapoB. OCHOBHbIE BapUaHTbI
¢dopMuUpoOBaHUs pe3epByapoOB C «CyXO» ypOCTOMOI
UMEIOT CXO0XHue (DYHKIMOHANbHbIE pe3yabTaThl. [1Tpu
BBIMIOJIHEHUM OTEpallMii UCITOJb3YIOT pa3iMuHbIe
OTJEJbl XXeJyJI0YHO-KUIlIeuHOoTo TpakTa. Hanbonee
4acTo yjAepXUBaIOIIMi MOUy pe3epByap CO3IaloT U3
MOJAB3AOIIHON KUIIKK (Hampumep, onepauusi Kock).
HMcnonb3yloT Takxke uieoleKalbHbli OTAEA KUIIKKU
U BOCXOJSIIMI OTAe] 000J0YHON KUILIKU (Oomepaluuu
Mainz pouch I, Indiana pouch, Mitrofanoff continent
diversion, Florida pouch) [1, 7].

B Haileii KJIMHUMKE ONepupoOBaHbl MITh MalueH-
TOB ¢ (DOPMUPOBAHUEM «CYXOil» YpOCTOMBI. B Tpex
HaOII0JEHUSIX Mbl OTAAIW MPEeANoUYTeHUE METOIUKE
JIMHEHOM 3KCTpaMypajbHOM I1acTuku (serous lined
extramural ileal valve) erumeTckoil KIMHUKU ropoja
Mancypa (Mansoura) [3]. OHa 3akiio4aeTcs B CO-
3JaHUU KUIIEYHOro pe3epByapa, BHIMOJHSIOIIETO
(YHKILMIO MOYEBOTO MYy3bIps U oOecreynBaoero
BO3MOXHOCTh CAMOCTOSITEJIbHOIO KOHTPOJIUPYEMOTO
MoueucITycKaHusl. Mbl YIIPOCTWJIM METOAMKY 3a CUeT
TOrO, YTO He (POPMUPOBAIIN TIPETYCMOTPEHHbBIN Me-
TOAMKONM aHTUPEDIIOKCHBIN MEXaHU3M, a CO3aBalu
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MPsSIMble aHACTOMO3bI MEXY CIIUTBIMU MEXIY COOOM
MOYETOYHMKAMU U U30TIEPUCTAIBTUIECKIM CETMEHTOM
MOJAB3A0IIHON KMIIKY JutnHoi 7—10 cMm (1o L Tynepy)
[32]. MbI uMesu BO BceX TpeX HAOIIOASHUSIX XOPOIIIUiA
(yHKUMOHATBHBIN pe3ynbraT. Cpok HAOMIOAEHUS CO-
cTaBuUjI OT 2 10 9 Mec.

MeTtoauka onepanumn

Ha yuactke mexny a. iliocolica i KOHEYHBIMY TOH-
KOKMIIIEUHBIMU BETBSIMU BepXHeil OpblKeeuHOol apTe-
pUM epecekaeTcs MOoAB3I0IIHAs KullKa. Beinensercs
CErMEHT IMOAB3I0IIHOM KUIIKY IJTMHOMI 50 cM. DopMmu-
pyeTcst MeXKKUIISUHbII aHACTOMO3, U BBITIOJIHSIETCSI arl-
TTeHIPKTOMUS. M3 BBIIEIEHHOTO CerMeHTa TTOAB3I0III-
HOI KMIIKU Bbiaessiercs 10 cMm ee abopajbHOTO KOHIIA.
3aTeM U3 Hero ¢ Ucrojb3oBaHueM KaTetepa Foley Ne 20
dopmupyeTcs KullledyHas Tpyoouka (OTBOISIIUN OT
pe3epByapa CerMeHT).

Jloxa3zaHo, 4YTO IIPU OAMHAKOBOW BHYTpPEHHEH
MOBEPXHOCTU €MKOCTh pe3epByapa 0oJiblle, 4YeM
omxe ero popma K mapoBumHoil. [ToaToMy Kuika
cKkJagbiBaeTcs B BUIe OYKBbI «W». B ogHO 13 KoseH
(ukcupyercs BbIKpO€HHasl Ha KaTeTepe KMIIeuHast
TpyOKa (KaHaj sl KaTterepusauuu) (puc. 2). 3atem
KUILIEYHBIA CETMEHT AETYOYIsIpu3yeTcs (paccekaercs
0 MIPOTUBOOPBIXKEeUHOMY Kpato). [Tomumo yBeanuue-
HUST eMKOCTH paccedeHHasi KUIIKa 1Mo JJTMHE U CIIUTast
B Pa3jIMYHbBIX HAMpPaBJIEHUSIX HE CO3[aeT BHICOKOTO
JaBJICHUS B TMOJIOCTU pe3epByapa, Tak KaK BO3HMKa-
IolMe B Pa3MUMHbBIX Y4acTKaX MepUCTaIbTUYECKUE
COKpaIlleHNsT He CUHXPOHHBI M KOMIIEHCUPYIOT APYT

Puc. 2. PukcupoBaHue BLIKPOEHHOI HA KaTeTepe KHIIEYHOi TPYOKH
(KaHan 1714 KaTeTepusanuu) B koieHe W-o0pa3Horo pesepByapa

apyra (puc. 3). MOYETOUHUKMU CIIIMBAIOTCS MEXIY CO-
00I4, ITOCJIe Yero clIMBalTcs ¢ ah(hepeHTHBIM KOHIIOM
KHUIIIKU pe3epByapa.

Puc. 3. OkonuaTebHbIi BUA C(HOPMHUPOBAHHOTO KHIIEYHOTO
pe3epByapa mAapoBUIHO# (OPMBI

By.]'l]:Ba, BJIaraJIMIIEe 1 MAaTKa

JlaHHBbIE TOKaIM3aluy IPOTHOCTUYECKM OJIaronpu-
STHHI [9]. Xupypruueckue pe3eKUMN BbITOJHSIOTCS
pexe, yeM 1ipu apyrux PMC Mo4ernonoBoii cCucTeMBbI.
B uccnenoBanusx IRS I-1V 21% nauuneHTOB ObLIN
MpoJieueHbl Mocje OMOICUU TOJbKO XMMUOTEpanuei,
12% mony4uii XMMUOTEPAIUIO U JIy4eBYIO TEpaIulio.
Tonbko y 42% manreHTOB TOC/e HeoaablOBaHTHOM
XUMHOTEPAINU IMOTpeOoBaach dKCIIU3UST OMYXOJIH.
B mporokose IRS-1V tonbko 13% nanneHTOB oTpe6o-
BaJIOCh BBIIIOJTHUTH OOIIUPHBIC pe3eKLuu [4].

TucrepakroMus BeinosHsieTcs ipy PMC matku u
npu OOJBIIUX Pe3UayaTbHBIX OMYXOJSIX Biarajuiia,
PacMpOCTPAHSIONINXCS HA MaTKY. SIMYHUKY yAasOTCs
TOJIKO TOTJa, KOr/la OHU BOBJIEYEHBI B OIMYXOJIeBBII
npoiecc. YMeHbIIEHUEe Yrcia TUCTePIKTOMUMN B UC-
cinenoBanusix COG (c 48% B IRS-1/11 mo 22% B IRS
I11/1V) pousonuio Ha (oHe yBenuueHust poau JIT (c
23% B IRS-11 m0 45% B IRS-1V) [4]. [Ipruem mToka3a-
TeJI BBKMBAEMOCTH YJIYUIIUIKUCE.

HanbGonee yacTo mpousBoOAsSITCSI 9KOHOMHBIE pe-
3eKUMU Bilaranuiina. PazpaboTaHbl peKOHCTPYKIIMU
BJIarajiMiia rnocje ToTaIbHOTOo ero yaajaeHus. st aToro
HCTIOJIb3YIOT KUIIIEUHBII CETMEHT (CUTMOBUAHAS KUILIKa
WIM WieoleKalbHbIl oTaes). OnrucaHbl SHAOXUPYPIU-
YeCcKHUe BO3MOXHOCTU PeKOHCTPYKLMHU [7].

ITapaTecTukynsipaas padmomMuocapkoMa

B GosbIIMHCTBE cyyaeB MalMeHThI C TlapaTecTh-
KkyasipHoii PMC nepBuuHo orniepabeibHbl. Heoambio-
BaHTHAas XUMMUOTEpanusi MPOBOAUTCS MPU OOJbIIUX
OIMyXOJIsIX, MPOPACTAIOIIMX MOIIOHKY Ha OOJIbIIOM
npotsikeHuu. Oriepaliysi OCyILeCTBISIeTCS MOAB3AO0II-
HBIM JIOCTYIIOM, TTIPOU3BOAUTCS OPX(PYHUKYIIKTOMMUSI.
[TpokcuMalnbHbIi Kpali pe3eIMpOBAaHHOTO CEMEHHOTO
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HCI[I/IanI/I‘{CCKaH OHKOJIOrus

KaHaTuKa uccienyeTcs B CpouHoM Topsiake. OH He
JTOJKEH CoJiepXKaTh OIyXoJieBbIX KieTok. [Tpu Hamnuumu
OITyXOJIEBBIX OTCEBOB B MOIIIOHKY BBITTOJTHSIETCSI TEMUC-
KpoTyMaKTomus [12].

IMponomkaeTcs IMCKyccrsi OTHOCUTETbHO HEOOXOAU-
MOCTHU BBITTOJTHEHHSI TapaaopTaIbHON JIMMGbOIUCCEKITINN
npu nmapatecTukyJsspHbix PMC. JIo OTKpBITHS UCCIe10-
Banust IRS-1V Bce malimeHThI B ITpe e CTBYIOIINX ITPOTO-
kosax COG (IRS) noaBepranuch peTporepruToHeabHO
numboauccektu [11]. B ¢Bsi3u ¢ 4yBCTBUTENbHOCTbHIO
OITyXOJIM K XMMUOTeparvu Obljla BbIABUHYTA TUTIIOTE3A O
TOM, UTO XMMUOTEparus criocooHa 00ecrneynTh afeKBaT-
HBIII KOHTPOJIb OITyXOJIM B INM(paTUUeCcKnX y3max [23].
B pesynbrate perporiepuToHea bHast AMCCEKIIMS He ObLia
pekoMmeHaoBaHa B ucciaenoBanuu IRS-1V, uro mpuseno
K 3HAUUTEJbHOMY MOHVKEHUIO CTaIuM 3a00JeBaHUi 1
YMEHbILIEHUI0 0eCCOOBITUIHOM BHIKMBAEMOCTHU 3a CUET
BO3POCIIET0 YMCia PELUANBOB B PETPOTIEPUTOHEATbHbBIX
JuMdaTUUecKuX y3ax.

[ManmeHTHI ¢ HETATUBHBIMHU JTUM@aTUIeCKUMHA
y3JlaMU 10 JaHHBIM KOMITbIOTEpHOI ToMorpaduu He
MmojiyyaJiu aJlbloBaHTHYIO JyuyeBylo Tepanuio. B pe-
synbeTate 30% manueHToB B Bo3pacTe ctapiire 10 jiet ¢
I xnuHMYecKoM cTagueit Hy>XXIaauCh B JOTIOTHUTEb-
Hoit Tepanuu. [TaimeHThl Bo3pacTa muaiie 10 et He
UMeJIM PELUAMBOB B 3a0PIOIIMHHOM MPOCTPAHCTRBE.
ABTOpHI c/ieJIajid BBIBOJ, UTO MallueHThl cTapiie 10 get
B 30—40% cnydassx MOTYT UME€Th MUKPOMETACTa3bl B
peTponepuToHealbHbIX TUM@aTUUecKux y3nax [27].

Taxkum o6pa3oM, yzke B TOCIICAYIOIIEeM UCCIIeIOBAaHII
IRS-V nauuenram crapiue 10 aet ¢ [ ctagueii 3adoJie-
BaHMSI, HECMOTPSI Ha HAXOJIKW MPU KOMIBIOTEPHOU TO-
morpacduu (KT), BEITOMHSINCH OpXPYHUKYJIIKTOMUS C
peTporepuToHeabHOM TnMpoarccexkieii. [TammeHTr
muaaiie 10 et ¢ [ cragueii 3a0oyieBaHUST U HEraTUBHBI-
mu, 1o gaHHbIM KT, tuMdartnaeckM y31amMu moJrydaim
rocJjie opX(yHUKYJIIKTOMUHN TOJbKO XMMUOTEPATTUIO 110
cxeme VA. Bce mauiMeHThI ¢ TO3UTUBHBIMU 110 JAHHBIM
MOpP(}OJIOrMYecKoro UcciaeI0BaHusI TapaaopTaJIbHbIMU
numbatruueckumu ydinamu noaydaiu VAC u 1ydeByio
Tepanuio [34].

[MamuenTts! Mnammie 10 J1eT IMeJIM XOPOLIYIO BELKI-
Bae€MOCTb — 3-JIETHSISI 0€CCOOBITUITHASI BBKMBAEMOCTh

coctraBmia 81%. BbeccoObITHiTHAS BBIKMBAEMOCTD Y
mauueHToB crapire 10 jget coctaBmia 63% [11]. Uc-
ciaenoBanus SIOP MMT-84 u MMT-89, CWS-81,96u
1CG Taxzke moaTBepAMIIN, YTO MallMeHTHI cTapiie 10 1eT
U C pa3MEPOM OIYXO0JIU 00Jiee S CM UMEIOT 3HAYNUTETbHO
XYJILIY10 0€CCOOBITUITHYIO BbIXKMBaeMOCTh [15, 31].

OCHOBBIBasICh Ha BbILLIETTPUBEAEHHBIX TaHHBIX, B
Hallleil KJIMHUKE Mbl BHITIOJIHSIEM MaliieHTaM cTapiie 10
JIET TTapaaopTaIbHYI0 JUM(POIAUCCEKIIUIO.

Jlo ypOBHSI JIEBOM MOYeYHOI BeHBI JuMbaTUyec-
KW€ y3JIbl UICUJIaTePaTbHOM CTOPOHBI paccMaTpuBa-
I0TCSl KaK perMoHajibHbIe, BbIIIIE — KaK OTIaJCHHBIE.
JIumparuueckue y3ibl BbIllle JIEBON MOYEYHOM BEHBI
HeoOXoauMo OpaTh MIsT MOP(OIOrnIecKOro Muccie-
noBaHus. B OONbIIMHCTBE KIMHUK MapaaopTajabHast
JIMM@OAUCCEKIINS BBITTOJHSAETCS JIAaMapOTOMHBIM J10-
crynowm. Jlomyckaercs BbIMOJHEHUE IUM(POIUCCEKITNN
Jlarmapockonuyecku. [Tpu BbITTOJTHEHUY Onepaliui Hajlo
UMETh B BUJY, UTO oriepaliusl B OoJbllielt Mepe uMeeT
JIMaTHOCTUYECKOe 3HaUeHre, HEXeJIU JiedeOHoe.

Oo0cyxkaenue

JOCTUTHYT OLITYTUMBIH TTpOTpece B JICUEHUHN Tall-
€HTOB C pabIOMHOCaPKOMOI MOYEITOJIOBOI CICTEMEL.
80% manmeHTOB B IPOTHOCTHYECKH OJIATOIPUSITHBIX
IpYIITax MOTYT PACCYMTHIBATH Ha ITUTETLHYIO BBIKH-
BaeMOCTb (Ta0s1. 1). DTO OBUIO JOCTUTHYTO B PE3YJib-
TaTe COBEPIICHCTBOBAHMSI XUMUOIYIEBOU Teparui,
METOHO0B OILIeHKHN 3G (GEeKTUBHOCTH Tepaliiy 1 pa3pa-
GOTKM PUCK-aTaNTHPOBAHHOTO JIEYeOHOTO MOIXO/a.
B pesyabrate cTasio BO3MOXKHBIM YBEJIUYUTH YUCTIO
OpPraHOCOXpaHSIONIMX ONepaluii, a B psaae ciaydaeB
BOOOIIIE 00XOAUTHCS 0€3 XUPYPTMUSCKOro BMella-
TeJabCTBA. Tak, YMCIIO [IUCTIKTOMUI YMEHBIIUIOCH C
78% B ipotokoe IRS-1(1972—1972) no 9% B IRS-1V
(1993—1997) [5]. Yucao rucTepaKTOMUNA TaKxkKe
yMeHbIIuI0ch ¢ 48% B ucciaenoanusax IRS-1/11 no
22% B IRS-111/1V [4]. B uccnemoanuu CWS-96y 8/63
MaIlMeHTOB JOKAJIBHBIN KOHTPOJIb OBIT OCYIIECTBICH
TOJIBKO JIy4eBOU Tepamnueii (Tadiu. 2).

Veemuuenue ponu JIT ¢ 23% B IRS-11 10 45% B
IRS-IV npuBeso, ¢ 0OMHOI CTOPOHBI, K YBEINUEHUIO

Ta6mima 2. BeKuBaeMocTh NpH padI0MHOCAPKOME MOYEBOTO My3bIPS/MIPOCTATHI B 3aBUCMMOCTH OT METO/1a JIOKAJIbHOTO

KOHTpOJisA B mpoTokoje CWS-96 (Seitz G. et al., 2011)

S-7eTHSIs
MeToab! IOKaTbHOTO KOHTPOJISI Yucno nmanueHToB
00111as1 BBLKIBAEMOCTh

JIT+xupyprust 17 87,848,1%
JIr 8 87,5£11,7%
Xupyprust 25 83,617,5%
Xupyprug (R1)+JIt 13 39,9+14,8%
Bcero 63 -

[Mpumeuanue: JIT — mydeBas tepanust; R1 — Mukpockonuyecku HepaauKaabHas OTiepaus
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OGe3pelININBHON BBIXKMBAEMOCTH M, KaK ITOKa3aHO
BBIIIIE, YBETMUECHUIO BOBMOXHOCTH JUTSI OPTaHOCOXPa-
Hsaomux omepannit. C apyroit cTOpoHBI, GYHKIINS
COXpaHEHHBIX OPTaHOB MOCJe Jy4eBOW Teparuu
MOXET OBITh 3HAUYMTEIbHO CHIKEHA, YTO HUBEIU-
pyeT pe3ysnbTaT OPraHOCOXPaHSIONMIETO JCUCHMUS.
B IRS-1V Tombko 40% (36/88) 6e3pelinIMBHBIX Ta-
IIMEHTOB B TPYIITIe OPraHOCOXPAHSIONIETO JeUeHUS
AMEJTV XOPOIIIYIo (YHKIINIO MOYEBOTO ITy3BIPS ITOCTIE
MIPOTPaMMHOTO JIEYeHUS ¢ TUCTAHIIMOHHOM JTy4eBO
Tepanueit [5].

Takue pe3yabTaThl MTOATOJIKHYIN MCCeaoBaTeei
B SIOP Gouee cnep:kxaHHO OTHOCUTBCS K TJIAaHUPOBa-
HUIO JTy9eBoii Teparuit. OHU GPOCHITA CBOU YCUITHUS TTO
VIYYIIEHUIO Pe3yJIbTaTOB Ha paHHIOK OIIEHKY Tepa-
TIEBTMYECKOTO OTBETa C TeM, YTOOBI MOTNDUIINPOBATH
XUMUOTEPAITHIO B TPYIIITE TMTAIIMEHTOB C IITOXMM OTBETOM
1 MaKCUMaJTbHO NCKITIOUYNTH MTAlIMEHTOB, Y KOTOPHIX 0~
CTUTHYT ITOJTHBIN 5P dEKT B pe3yIbraTe XMMHUOTEPATTHH,
OT HEOOXOIMMOCTH JIy4eBOI Tepanuu. B pesymbrate
JMEeMCTBUTELHO YIAJIO0Ch TOCTUTHYTH IpOrpecca B CO-
XpaHeHU PYHKIINA MOYEBOTO ITy3bIpsI, HO TTIPOM30IILIa
TToTepst B 66CCOOBITUITHOM BEIKMBAEMOCTH TT0 CpaBHE-
Huto ¢ pesynsratamu COG: 79% (IRS) mpotus 64%
(SIOP) [14, 30]. JleueHue pertuana 601€3HU TpeOOBAIO
3HAYMTEIBHON MHTeHCUDUKAIIUN TIPOTPAMM TepaTIiu,
YTO TIPUBOIMIIO K TIOTepe (DYHKITMM OpraHa B 3TO IpyIi-
TTe, a OOIINIA ITPOTHO3 OBLIT Xy3Ke, YeM Y TIepBUYHBIX ITa-
LIMEeHTOB. B 5T0i1 cBsI3M ocTaeTcsl He pellleHHBIM BOTTPOC:
ybsi IeueOHas ctpaterusi 6ojee nepcrekrusHa — COG
i SIOP? Eciu o0111as BBLKMBAEMOCTh B IIPOTOKOJIaX
COG u SIOP cxoxa, sgBisteTcs i gooasienne JIT musa
yaydieHus gokanbHoro KoHTpojs (COG) myure,
YeM TOJIBKO XUMHUOTEpaItisl ¢ HeOOXOIMMOCTRIO GoJree
JaCTOTO BKITIOUCHUS TepaIlTiy BTOPOIt IMHUHU B CITydae
JIokajibHOTO peuuauBa 3adoneBaHust (SIOP)? Pesynb-
TaThl Tekylero uccieaoBanuss COG MoryT rokasarthb,
€CTb JIN Pa3INuMs MeXIy XUMHUOTepaIrveil 1 XUMHO-
Tepanueil ¢ JydeBoit Tepanueii y namueHToB ¢ PMC
MOYEBO TTy3BIph/TIpocTaTa. B Haleir KIMHUKEe MBI
npuaepxxuBaeMcs Joruku ucciaenonateneit Children’s
Oncology Group.

XuMuoTeparus B TIOCJIeAHee BpeMsI He TIpeTepIiesa
3HAYMTEJIEHOTO N3MeHeHUsI. ba3oBoit xummoTtepamnueit
ocraetrcs nporpamma VAC. BBeneHne tomorekaHa B
«window» TepalTiy He YIIy4IINIO OTIaJeHHBIC pe3yIb-
TaThl. B HacTosiiee Bpemst usyvaetcst 3¢ GeKTUBHOCTD
WPUHOTEKAaHA U TAPTETHBIX ar€HTOB.

B Harreit knmuauke ¢ 2007 roga B otHoieHuu PMC
cpenHero pucka npuHsT npotokoa JJIOPMC. OH noxox
Ha nnpotokoa COG ¢ TonorekaHoM B «window» Teparuu
¢ pexxkimoM VAC. B HacTosiee BpeMst o0pabaTsiBaeM pe-
3yJIBTATHI ¥ ITTAaHUPYeM BHECTH M3MEHEHMS B IIPOTPaMMY
JIedyeHusI ¢ yuyeToM JaHHbIX aHamm3a COG [24, 28].

CJ10XXHBIM BOIIPOCOM OcTaroTcsi cpoku second-look
BMeEIIIATETbCTB M 00BEM XUPYPTUIeCKOTO BMEIIIATeIhC-
TBa. MbI npuaepxxuBaemcs mo3uiiu COG BbIMOJTHEHUS

oreparnii Ha MaKCMMaTbHOM 3 heKTe XUMUOTyIeBOI
Tepanun [16].

Second-look onepalinio HanboJIee YacTo PEKOMEH Ty~
10T iesiath Ha 12-i1 Hen Tepanuu. [Tpy HaTuuKMK OTBETa Ha
Teparvro 1 HEBO3MOKHOCTH BHITIOTHATL OPTaHOCOXPaHSI-
IOIIIYIO oIepalio second-look orreparyist MOXKeT OBITh OT-
cpoueHa 10 24 Hent. M naxke ripu 3TOM MHTEPIPEeTUPOBATh
WHTpaoIlepalliOHHbIe HAXOIKKW OBIBAET OUYEHb TSDKEIO.
PesnnyanbHbIe Macchl He Beera colepyKaT SKUBYIO OITy-
XOJTb, TTOTOMY YTO OHA MOKET TTOIBEPTHYTHCS MHBOJTIOII
v g pepeHLIMPOBaThCS B J0OPOKAYECTBEHHBIE padIo-
Muob6mactel. B nccenoBanuu IRS-111 y 36% manveHTOB
0e3 panpnorpacdndeckoro 3pdexra OblIa IoTHAs THOETh
OITyX0JIEBBIX KJIeTOK Mpu second-look xupypruu [10].
B reuenue second-look xupyprum HEOOXOAMMbI MHOXEC-
TBEHHBIE OMOTICUY JUTS OTIPENeIICHIST 00heMa Pe3eKIINH.
Muxpockoruuyeckas pe3uayajibHasi 00Je3Hb MOXET
JICUUTHCS C TIOMOIIIBIO OpaxyuTepari ¥ MTHTEHCUBHO-MO-
JyTUpoBaHHO JTyyeBoit Tepanueit. B SIOP nporokonax
CTaparoTcsT He MCTIOTb30BaTh XUPYPTUIO TS JIOKATBHOTO
KOHTpOJIsI 3200J1€BaHMUSI.

MBI cunTaeM, 4TO OTepalns TOJIKHA OBITh pa-
IUKaTbHOW M MaKCUMaJTbHO OPTaHOCOXPAHSIONICH.
B uccnenoBanum CWS-96 B TpyIine nmaiueHTOB ¢ He
paguKaabHO MUKPOCKOTIMYECKN BBIMIOJTHEHHOM OITe-
panmeil BBDKUBAeMOCTh ObIJTa 3HAYNUTETLHO XyXKe IT0
CPaBHEHUIO C MAITUEHTAMM ITOCIIe PATUKATHLHBIX BMEIIIa-
TEJTBCTB BHE 3aBUCHUMOCTH OT METO/Ia JIOKAITbHOTO KOH-
TpoJs (Tad. 2). B To ke Bpemst pabOTHI 110 COYeTaHUIO
MaKCUMaJIbHO OPTaHOCOXPAHSIOMINX OTIepallnii IIpu
PMC MoueBoro my3bipsi/IipocTaThl ¢ Opaxutepanuei
HeJIb3sl OCTaBUTh 0e3 BHUMaHus [21].

[Mocte BBITIOTHEHUS UCTIIPOCTATIKTOMUU, OCO-
OEHHO y MaJIeCHbKUX IMallMeHTOB, JACPUBAIASI MOYU
JIOJDKHA OCYIIECTBISTHCS TIOCPEICTBOM (POPMUPOBAHUST
KUIIIEYHOTO pe3epByapa U «cyxoli» ctombl. Heobxo-
JIVMOCTD YIAJICHHUS YPETPhI OTIpeIesiIeTCs 0 JaHHBIM
LIMCTOCKOITH TIepe]T OTieparineii.

[Tpu PMC Bnaranuiiia u ByJIbBbl B OOJBIIMHCTBE
cJIyJaeB yaaeTcs M30ekaTh Kajieallero Xupypruaec-
Koro BMelareabeTa. BarnnanbHbie PMC MoryT ObITh
yIaJdeHbl yepe3 TPOMEKHOCTh C COXpaHeHUEM HapyK-
HOTO YpeTpaTbHOTO C(UHKTEpa W IIEHKN MOYEBOTO
my3bipsi. HeT HeoOXxoauMocT B IMM(OIMCCEeKIINY Ta3a.
[#cTepaKTOMUS BBITIOTHSETCS PENKO, 32 MCKITIOUEHUEM
neBouek crapiie 10 yet. B mocneanee Bpemsi mpu PMC
BJIAaTaJINIIA U BYJIbBBI OTIAETCS TPEATIOUTeHIE BHYTPH-
MOJIOCTHOM JTy4eBOM Tepanuu 1 Opaxutepanuu [2].

IMaunenTsl ctapuie 10 et ¢ PMC napaTtecTukymsip-
HOI1 JIOKaJTU3aluu UMeIoT, ITo faHHbIM IRS-1V, B 40%
HaOJIoIeHUsIX HeraTuBHbIe, o JaHHbIM KT, MeTacra-
3Bl B ITapaaopTajbHble TUMbaTHIecKue y3Ibl. B aToit
CBSI3M 00beM XU PYPIUUECKOTO BMEIIIaTeIbCTBA TTOMUMO
BBITIOJTHEHMST Ha TIEPBOM 3Tarle OpX(hyHUKYIIKTOMUHI
npeamnojaraeT napaaopTajibHYI0 JUMMOAUCCEKIINIO.
DTO MO3BOJISIET MPAaBUIILHO IIAHUPOBATH ATBIOBAHTHYIO
XMUMUOJIYYEBYIO TEPATTHIO.
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OcTaeTcsi HepellleHHbIM BOIPOC JIeUeHUSs Tep-
BUYHO JUCCEMUHUPOBAHHBIX MAllMEHTOB U C PeLU-
nuBaMu 3abojieBaHusi. HecMOTpsi Ha arpeccCUBHYIO
XMMMOTEparnuio, 3Ta Tpyra O00JbHBIX UMEET TJI0XYIO
BbKMBaeMOCTb. JJononHutenbHass XT He BAMUsIET Ha
0o01Iy10 BeXMBaeMocCTh [22, 33]. TpexyeTHsst oO1ias
u O6eccoObITUITHAS BBIXKMBAEMOCTh HE OTJIMYAeTCs B
uccinenoaHusix COG u SIOP u cocrasnsier Toibko 34
u 27% cootBeTcTBeHHO. [TallMeHTHI ¢ albBEOJIAPHOMN
MopdoJIorueil UMeIoT MPOrHO3 XyXKe B CPaBHEHUU C
MalMeHTaMu, Yy KOTOPbIX B HAJIUUYUU UMEETCs] IMO-
puoHanbHast PMC (6eccoObITHiiHAs BBIXKMBAeMOCTD
18% nipotus 37%). [1pn HaIMYIMU METACTa30B B KOCTH
U B KOCTHBIN MO3T 6eccoObITUITHASI BbIXKMBAEMOCTb
Hanxymmas (17% npotus 37%). B To Bpems Kak Tipu
MeTacTasax TOJbKO BJIETKME MalMeHThl UMEIOT JIYUIITYIO
0eccoOBbITUIHYIO BBIXKUBAEMOCTD [22].

BoaMmoxkHast xupypruueckasi pe3ekiius J0KalbHOTro
peuuarMBa UM MeTacTa3a y HEKOTOPbIX MallMeHTOB
MOXET J1IaTh BBIUTPHILI B BbKMBaeMocTH [18].

3akinouenune

Takum oOpa3oM, Mbl BUIUM, YTO YCIIEXU JICUCHUS
nanueHToB ¢ PMC Mo4enoJioBoil CUCTEMBI 3aKII0-
YaloTcsd B POCTE MPONOPLUM OPraHOCOXPAHSIOILIETO
JiedyeHus Oe3 yXyaleHUsI BEKBaeMOoCTH. B To xke BpeMst
3a nocieaHue 20 JeT pe3yabTaThl JICUeHMST NallMeHTOB
¢ PMC 3HaunTesIbHO HE N3MEHUJINCh.

ViydieHue pe3yJibTaTOB JICUEHUSI B HACTOSIIEe
BpeMsI CBSI3BIBAIOT C ITOSIBJIEHUMEM HOBBIX ITpErapaToB
TapreTHOTO AeMCTBUSI HA OCHOBE OTKPBITUS CIIe(pu-
YeCKMX FeHHbBIX HapyIIEHUIA.
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MODERN APPROACHES IN THE TREATMENT OF
PATIENTS WITH RHABDOMYOSARCOMA OF THE
URINOGENITAL SYSTEM

Ryabov A.B., Figurin K.M., Nechushkina 1.V., Jordanya K.I., Kapkova O.A., Kazantsev A.P.,
Kerimov P.A., Rubanskiy M.A., Rybakova D.V., Volkova M.A., Matveev V.B., Ivanova N.M.,
Polyakov V.G.

Institute of pediatric oncology and hematology N.N. Blokhin cancer research center RAMS, Moscow
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The modern approaches in the treatment of patients with rhabdomyosarcoma of the urinogenital system are discussed.
Rhabdomyosarcoma (RMS) of the urinogenital system has benefited from near 30 years in more than 70% overall 5-year
survival. Substantial progress has been made as a result of multi-center collaborative trials. Multimodality treatment is based
on risk stratification according to pretreatment stage, postoperative group, histology and site. Equivalent overall survival rates
were reported in the last COG and SIOP trials, with worse event-free survival rates for bladder/prostate RMS in SIOP trials.
The use of radiotherapy for local control was the main difference between COG and SIOP trials. Surgery is used to diagnose
RMS and for local control after chemotherapy. One of the main tasks of treatment strategy is organ sparing result.

Future combined studies are required to further treatment development of this childhood malignancy.
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