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Paogomuocapkoma (PMC) sBiasgercs HamGojgee pacHpoOCTPAaHEHHOH CAPKOMON MATKUX TKaHeH
(CMT) y nereii. PMC moueBoro my3sipsa (MII) cocrasiasier 15—20% ot Bcex CMT y nereii. Tepanus
PMC c nopasxenuem MII TpeGyeT My IbTHAMCIUILINHAPHOTO IIOAXO0AA IJIA YIYyUYIIEeHUA Pe3yIbTATOB
aeuenud. Ilenpro HacToAmel MyOoIuKanun aBuicAa aHAJIN3 3((MEKTUBHOCTH JIeYeHUA MAIMEHTOB C

PMC MII o nporoxoay Hemerkoro obmiecTBa merckux remarooros/ouxkosoroB CWS guidance,
Bepcua 2009. Marepuaybl U METOAbI MCCJETOBAHUA: B HMCCIEIOBAHME BKJIOUYEHbI 11 maimueHTOB
¢ PMC MII, noaxyuyaBmux Tepanuio 3a mepuopn 2.2012—2.2018. Mexguana Bo3pacta 0OJBHBIX Ha
MOMEHT IIOCTaHOBKM Juars€osa cocrasuiaa 27,3 mec (pasopoc 0,33—49,6 mec). Omopuonaasnag PMC
cocraBuiaa 82% (9/11), ansBeoasipuasa PMC — 9% (1/11), Beperenokiaerounas PMC — 9% (1/11).
Pacnpepnenenue nanuentos coriaacuo IRS: IT (n=2, 18%), III (n=7, 64%), IV (n=2, 18%). C ueusro
Bepudukanmuu guarsosa nposegensr: oumomcua — y 6/11 (55%), R1l-peseknus — y 2/11 (18%),
R2-pesexknua — y 3/11 (27% ) manumentos. Bcem mamuenTaM nmposeaeHa XMMHOTEPANUS B COOTBET-

CTBUM C TPYIIION PHCKA, BKJIIOYAs METPOHOMHYIO TePaIlHIo y MAaIlMeHTOB ¢ HHUITMAJbHBIMYU METacTa-
3amu. Pe3yisraTsi: BceM manjeHTaM NpoBeIeH JOKAJIbHBIH KOHTPOJIB: TOJHKO OIlEPATHBHOE JIeYeHUuEe
nposeneno y 2/11 (18% ) nanuenTos, Toasko xydesas tepanus (JIT) —y 2/11 (18% ), JIT u onepanus
—7/11(64%), B 1.4. u 6paxurepanusa (n=1). Second-look onepanus nposenena 4/11 (36% ) manuen-
Tam: 2 — pesexuusa MII, 2 — nucrakromusa. Meaguana HaOIIOAeHUS 32 MAI{MEHTAMH, KOTOPbIE SKUBBHI
Ha MOMEHT HAIIMCAHUA CTAThH, cocTaBuia 32,8 mec (pasépoc 13,3—77,4 mec). Ucxox 3a6omeBaHusd:
10/11 (91% ) skussbr, 1/11 (9% ) namueHT ymep mocie penuansa 3a6ojieBanus. 3-JIeTHAA 001Iasa u 6ec-
coObITHIIHAA BhIXKMBaeMocTh cocraBsuiaa 90,98,7% .

Knrouesvie cnosa: demu, pabd0omuocaproma, moiesoil ny3vipb, XUMUOMeEPANUs, Xupypeuieckoe jeye-
Hue, 1y4e8as mepanus, ONYxoiu MOLenono8020 mpaxKma.
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Rhabdomyosarcoma (RMS) is the most common soft tissue sarcoma (STS) in children. Bladder RMS
is 15—20% of all STS in children. RMS therapy with bladder lesion requires a multidisciplinary
approachtoimprove treatment outcomes. This article analyzes effectiveness of treatment of patients
with bladder RMS according to the protocol of the German Society of Pediatric Hematologists/
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Oncologists CWS Guidance, version 2009. Materials and methods: the study included 11 patients
with bladder RMS who received therapy for the period of Feb.2012—Feb.2018. The median age of
patients at the time of diagnosis was 27,3 months (range 0,33—49,6 months). Embryonal RMS was
82% (9/11), alveolar RMS — 9% (1/11), spindle cell RMS — 9% (1/11). Distribution of patients
according to IRS: IT (n=2, 18%), III (n=7, 64% ), IV (n=2, 18% ). In order to verify the diagnosis,
a biopsy was performed in 6/11 (55% ), R1 resection in 2/11 (18% ) patients, R2 resection in 3/11
(27% ) patients. All patients underwent chemotherapy in accordance with the risk group, including
metronomic therapy in patients with initial metastases. Results: all patients underwent local
control: only surgical treatment was performed in 2/11 (18% ) patients, only radiation therapy
(RT) —in 2/11 (18% ) patients, RT and surgery — 7/11 (64% ) including and brachytherapy (n=1).
Second-look surgery was performed on 4/11 (36% ) patients: 2 — MP resection, 2 — cystectomy. The
median observation of patients who were alive at the time of writing this article was 32,8 months
(range 13,3—77,4 months). Outcome of the disease: 10/11 (91%) are alive, 1/11 (9% ) patient died
after disease relapse. The 3-year overall and event-free survival is 90,9+8,7%.

Keywords: children, rhabdomyosarcoma, bladder, chemotherapy, surgical treatment, radiation
therapy, urinary tract tumors.
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Pa6momuocapkoma (PMC) — maubosee pacipo-
CTPaHEHHOE B3JIOKAYeCTBEHHOE HOBOOOpa30BaHUE
(3HO) cpenu capkom Mmarkux Tkaueit (CMT) y nereit
1 IIOAPOCTKOB B II€PBbIE€ ABA OECATUJIETUA KU3HU
[1]. B ormuume ot CMT y B3pOCJBIX C IPEeUMYIIie-
CTBEHHBIM IIOpa’KEeHMEM KOHEYHOCTeH 1 OPIOITHOM
nosioctu, PMC y mereii uaiiie BCero JOKaJIU3yeTCs
B obsacTu roJioBbl U Iten (35%) M MOUYEI0JI0BOTO
tpakTa (25% ). Ilpu moxanuzamuu PMC B mouerno-
JIOBOM TPaKTe HanboJjiee YaCTO OIKUCAHO IIOPAKEHIEe
moueBoro myswipa (MII), nmpexcraTeIbHONR Keje3nl
U IapaTeCTUKYJIAPHOMN JIOKAJIUBAIUU, PeKe Iopa-
skenme martku u Biaaraiuimma [2]. B 90% cayuaes
PMC c¢ mopamxenuem MII m mpocTaTsl BCTpedaeT-
cA 5MOPUOHAJNBHBIN TucTOoJormueckuit tun. Ilpm
srom PMC MII u mpocTaThl paccMaTpuBaeTcAd Kak
IIPOTHOCTUYECKU HeOJslaronpmATHAA Tomorpadusa
M0 CpaBHEHWIO ¢ ApyruMu Jokanmsanuavmu PMC.
TakTMKa JOKAJIbHOTO KOHTPOJIA y IAIMeHTOB C
PMC MII 3a mocyenHue 3 LeCATUIETUS 3HAUNTEb-
HO u3MeHUjaach. Eciu mepBOHAUAIBHO ¥ OOJIBIITNH-
CTBa IAIIMEHTOB IIPOBOAWJINCH KaJjeuvalllue opra-
HOYHOCHAII[ME OIepaIuu, TO B HACTOAIUNA MOMEHT
TaKTUKa JIOKAJBbHOTO KOHTPOJIA HAIpaBjJeHa Ha
MakcumanbHoe coxpaHenue MII. Jleuenue ocHOBa-
HO HA MYJBbTUMOJAJIBHOM IIOXOJe, BKJIYAIOIEM
WCHOJIb30BAHWE CHUCTEMHON IOJUXUMUOTEPATINNI
(IIXT), myuesoit Tepanuu (JIT) m oprarocoXpaHHBIX
omeparmuii.

B pmamHOI craThe mpenacTaBJIEHBI Pe3yJbTaThI
JeUeHus HalueHToB, crpagatommux PMC mouerno-
JIOBOM cucTeMbl ¢ mopaskenuem MII, moayuaBmmx
JeueHne 10 mpoTokosy Hemerkoro obiecTBa met-
CKuX remartosioros/ourkosoroB CWS guidance, Bep-
cusa 2009 B ycaoBuAX OTHeNeHUA KIMHUUECKOMN
okosioruu PI'BY HMWUI] ONI'OW um. Omurpusa
Porauesa.

MaTepHaJILI 1 MeTOJIbI HCCJIeTOBAHUA

3a mepwuog ¢ dpespaiia 2012 r. mo gpepasb 2018
r. (72 mec) 8B HMUIT IT'OU um. [I. PoraueBa B oTxe-
JIEHUU KJIUHUYECKON OHKOJOTUU IMOJTYUaJI JieueHne

treatment under CWS-guidance 2009 protocol. Pediatria. 2019; 98 (4 ): 49-57.

101 mamwuenT, crpagawiuit PMC, us uux 11 (11%)
¢ PMC MII. KpurepuaMu BKJIOUEHUS B HACTOA-
ITee mccJefoBaHme ABJIANNCH: BodpacT oT 0 mo 10
JIeT, IporpaMMHasdA Tepanud 10 IIPOTOKOJIY Au3aiiHa
rpyan CWS — CWS guidance, Bepcusa 2009, rucro-
JormyecKu BepuuIMpPOBaHHBIN aumarmo3 PMC,
nH(POPMUPOBAHHOE cOTJjlacWe IalMeHTa WJIU €ero
3aKOHHBIX TIpeAcTaBuTesneii. B ncciegoBanme Ob1IHU
BKJITOUeHbI 11 malueHTOB ¢ TUCTOJOTUYECKU BEpPU-
dumupoBarubiM guarHodom PMC MII, mosyuas-
WX TPOTPAMMHYIO Tepanuio. Bece marmueHTsI 061N
00cJieJOBaHbI U CTPATU(DUITMPOBAHEI COTJIACHO CTAH-
mapram mnporokosia jgedenus CMT CWS guidance,
Bepcus 2009. VccnemoBanue 0q00peHO JTOKAJIbHBIM
STUYECKUM KOMUTETOM.

IIuaruos ycTaHABJIWBAJM HA OCHOBAHWUU THUCTOJIO-
TUYECKOT0 MCCJIEJOBAHUA TKAHU NEePBUYHON ONYXOJHU.
Y nanueHToB ¢ aabBeossapHoil PMC mpoBoguim OIleH-
Ky peapaHXupoBok reHa FOXOI wmeromom Jroopec-
menTHOW rubpuamsanuu in situ (Fluorescence in situ
hybridization — FISH).

HOna crpatuduiranuy IamueHTOB HA PYIIBI PUCKA
HCIIOJIB30BAJIN KpUTepuy EBpPOIeicKOil IPyIIIBI 110 OITH-
musamuu JjgedeHus CMT y mereit (European Pediatric
Soft Tissue Sarcoma Study Group — EPSSG) u Hemenxkoit
rpynnel 1o Jeuenuio CMT y gereir (Cooperative
Weichteilsarkom Study — CWS) Hemernkoro o0iecTsa
nerckux oHkoJsioroB (GPOH) [3]. CrpaTuduramnuio mamu-
€HTOB HA IPYIIIBI PUCKA IPOBOJUIU COTJIACHO IIPOTOKOIIY
JleuyeHUd, YIUTHIBadA rucrogorudeckuii tun PMC, soka-
JN3aIUI0, UHUIUAJbHBIE Pa3Mephl ONYXOJIHM, BO3PacCT
Ha MOMEHT IIOCTAHOBKU AWArHO3a, HOCTXUPYPTUUECKYIO
craguio corsiacuo Intergroup Rhabdomyosarcoma Study
(IRS), Hanuuyme OTAAJIEHHBIX METACTA30B U MHOPAMKEHUI
PEeTMOHAPHBIX JUMMaTuUecKux y3JoB (Taba. 1 u 2).

IIpy mHUIUATBHON AUATHOCTUKE IIPOBOAMIU COOD
aHAMHECTUYECKUX JaHHBIX, KINHUYECKOe 00CIe0BaHue,
nabopaTopHble, WHCTPYMEHTAJbHBIE METOABI KCCJIENO0-
BAHUsA, IUCTOJIOTUYECKOE KCCJIEJOBAHNE, MOJEKYJISIPHO-
OMOJIOTMYECKNEe MEeTOAbI UCCIeIOBAHNA.

C menpio ONpeJeeHns AHATOMUUECKON JIOKAIMU3a-
oMY OIIyXOJIX BCeM IIallMeHTaM IIPOBOOMJIM MAarHHUTHO-



Tabruua 1

Kpurepuu crpatuukanyuu Ha rpynisl pucKa

Tucrosornueckuii | baaronpuarHble IMOpuoHaNbHAA, O0TPUOAHAA U BepeTeHOKJJeTouHas PMC
BapuaHT Heb6maronpusarusie | AnbBeossapHas PMC
Tocaeomepanuos- | 1 ITonuoe ynanernue onyxoau (RO)
HadA CTagus 11 Mugkpockonmyeckas octaTouHas onyxoJib (R1)
(P'pynma mo IRS) 111 MaKpocKonuuecKasi ocTaTouHas onyxoJb (R2)
Opbura 6e3 MHGUIBTPAIINU KOCTHBIX CTPYKTYP
Biaronpusarnas O6JtacTb TOJIOBBI/IIIeN HellapaMeHUHTealbHOM JIOKAIN3aIiuu
MoueniosioBast cucrema (kpome MII 1 mpeacraTebHOI JKeJie3bl)
Jlokanusanusa Opb6ura ¢ pacupocTpaHeHuEeM Ha KOCTHBIE CTPYKTYPbI
O6s1acTh TOJIOBBI/IIIEN TapaMEeHUHTeaIbHOH JIOKAIN3aIuu
Heb6naronpusaruaas | MouenosoBasa cucrema (MII u mpencrarenbHasd sxKejesa)
KoueuHnoctu
Hpyrue tokanusanuu (rpygHas KJIeTKa, 00JacTb Tasa, TyJIOBUIIE)
NO Hert nopaskenus permoHapHBIX JUMGOOY3JI0OB
JInmdoysasr (KJIIMHUYECKH U T'UCTOJIOTUUECKN)
N1 TlopaskeHue permoHapHBIX JUM(POY3JI0B
Pasmeps! omyxoun, | BiraronpusaTrHbie Bospact <10 jetT u pasmepsl onyxoJu <5 cm
BO3pacT nanueHTa | Hebnarompuarable | Bospact >10 jseT 11/miy pagMephl OIyXOJIX >5 CM

Tabauuya 2

Cratudukanusa mo rpynmnamM pucka

ITopaske-
TI'pynma Ilox- IRS- HUe Pasmep onyxoman
pucka rpynma Tacroxorns cragus Jloxammzanms aum@o- M BO3pPacCT
y3JI0B
Huskas A Bunaronpusaruas I JIro6as NO BurarompusaTrHbie
B BuaaronpusitHasa I JIrobas NO Heb6naronpusarabie
CrangapTHas C Baaronpuaruasa 11, IIT Baaronpuarsasa NO JIro6ble
D BuaronpusaTthaasa 11, ITT Heb6aaronpuaruasa NO BraronpusaThabie
E BraronpusarHas II, III Heb6saronpusnas NO Heb6maronpusarubie
Bricokas F BuaaronpusitHasa II, 11T JIrobast N1 JIro0bIe
G Heobnaronpusaruas I, IT, 111 JIro6as NO JIroOnIe
OueHb
BLICORAS H Heobnaronpusaruas II, III Jlrobas N1 JIro0bIe

pesonancuyo Tomorpadumo (MPT). [[anHbIi Buj BU3ya-
JIM3AIAY TIO3BOJISLJI ONMPEeJUTh UHUIUAIbHBIE PA3ZMepPhI
OIIYXOJIM, B3aMMOCBS3b C OKPYIKAMOIIUMH OPraHaMH U
TrkaaamMu. CTout orMmeTruTh, uro MPT-uccienoBanue mpo-
Boauiau ¢ HamosHeHHBIM MII (¢ yueTom BoapacTra maiiu-
€HTOB uYallle BCEr0 uepe3 ypeTpPaJbHBLIN KarTeTep) Kak
IPU WHUIUAJIbHON AMATHOCTUKE, TAK U IMPU JUHAMUYE-
ckom HaOmomeHuu. Hamommenue MII uepes ypeTpasib-
HBIM KaTeTep MO3BOJIAJIO OMpPEeNeJUTh He TOJBKO pas-
Mepbl OIYXOJIM, HO U CTelleHb BOBJieueHUs cTeHOK MII,
OIpPeNeJIUTh MPOTSIKEHHOCTh OMYyXOJU U B3aNMOCBSA3b
C OKDYIKAOIUMHU CTPYKTYpaMU, a MMEHHO OTCYTCTBUE
WY HaJudue MpopacTaHusa Oomyxoau uepes creHky MII,
pacmpocTpaHeHue OIMyX0Jau Ha YPeTPy U IpeAcTaTeIbHYI0
sxesesy (puc. 1).

HomonuuTeabHBIe O06GCIETOBAHUSA B 00BEME KOM-
nbioTepHoil Tomorpaduu (KT) opranoB rpygHON KJIETKU
U OPIOIIHO¥ TOJIOCTH, KOCTHOMOBI'OBBIE ITYHKIIMU U3 4
TOUeK, ocTeocIimHTUrpadus ¢ 6uchochonaramMu, MeUeH-
HeIME 99MTe, MO3BOJIANM HCKJIOYUTH METACTATHYECKOe
TmopaskeHue APYruX OPraHOB U CHCTEM.

NHnunuanbHyo omepanuio ¢ IeJblo BepuuKamuu
IMarHo3a MPOBOAUIN B 00beMe GMOICUM OIMYyXOJU IIYTeM
mucTocKonuu. YacTu mamueHToB ¢ MHUIUAIbHBIM Oollepa-

Puc. 1. MPT-kapruHa omyxouu gaa MII.
UccrnenoBanue mpoBeneHo ¢ HamonHeHHbIM MII uepes ype-
TpPaJbHBINA KaTeTep.

THUBHBIM 9TAIIOM B CTAI[MOHAPE PETHOHA TPOKUBAHUS IIPO-
BeJleHa OTKPBITasA GUOICUS IyTeM JIAIaPOTOMUMU, a TaKIKe
nonbITKY yaasenus omyxoau (R1/R2-peseknus). Craryc
PerruoHapHBIX JUMGATUUECKUX Y3JIOB (J1/y) OIeHUBAJIH IO
pesyJibTaTaM UHCTPYMEHTAJbHBIX METOIOB UCCIEeOBAHMS.

Cucremuyo xumuorepanuio (XT) mpoBogmiu Bcem
MmamueHTaM COTJIACHO TPYIIe PUCKA, B KOTOPYIO OBLIN
cTpaTuGUIINPOBAHLI 00JIbHBIE, B 00beMe 9 KypcoB IIXT.
ITanmuenTs! ¢ JokasMu3doBaHHOI (opmoit PMC monmyuanin
Tepamnuio AJs IPYII HU3KOT0, CTAHAAPTHOTO, BHICOKOTO
¥ OUeHb BBICOKOTO prcKa. [larmenTsl ¢ JUCCeMUHUPOBAH-
HO hopMoOil 3a00JieBaHUA MMOJYyUYaTN TePAIUIo B PaMKax
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TPYIIBI ¢ MHUIMAJIBHBIMYA METACTA3aMU C IIOCJIENYIOLei
meTtpoHOoMHO# Tepanueit (MT) [5, 6]. ITogpo6HO cXeMBI
JleyeHUA ObLIN ONMCAHBI paHee [4].

ITocsne 3 xypcos IIXT mpoBoauIu OIEHKY OTBETa HA
IIPOBEJEHHYI0 TEePANNI0 U ONPENeAIN TAKTUKY JIOKAJb-
HOrO KOHTpOJdA. IIpoBemenmne MPT mo3BoJANIO OLEHUTH
00beM COKpAIIleHUs OMYXOJIM, B3ANMOCBA3h C OKPYIKAIO-
UMY OpraHamMu U TKaHAMU. [IOBTOPHBIE MCCJIETOBAHUS
B o0beMe KT opramos rpyiHO# KJIETKU U OPIOIITHOI TI0JIO-
CTH, KOCTHO-MO3T'OBBIX IYHKIIUH 13 4 TOYEK IIPOBOUINA ¥
MAIMEHTOB C BHISABJIEHHBIMU METACTATUYECKMU OUaraMu
HA WHUINAJILHOM 3TAlle, C IeJIbI0 OIpeIeIeHs CaHaI[uU
0YaroB WJIM OIEHKU JUHAMHKH CO CTOPOHBI MeTacTa-
TUYECKUX OYaroB. YJIbTPasByKoBoe wucciemoBanme MII
[0 U TI0CJIe MUKIIUK C I[eJIbI0 OIlEHKU OCTATOYHOM MOYU
II03BOJISLJIO ONIPENEJUTh JUCHYHKI[UIO Y TAIlUeHTOB C MHU-
IUaJbHBIM HAPYIIIEHNEeM BbIJeJUTeNbHON QpyHKimu MII.

TaKTUKY JOKAJIbHOTO KOHTPOJS OIPEJEJANN COBO-
KYIHOCTBIO (PAKTOPOB: BO3PACT, 00'beM WHUIMAIHLHOI'O
OIIEPATUBHOI'O BMEIATEJNbCTBA, OTBET HA IIPOBEACHHYIO
Tepanuio, JOKAJU3AMUA OINYXO0JIU, CTEIeHb COXPAHEHUS
(GYHKIMU TOPaKeHHOT'0 OpraHa, Pe3eKTabeJbHOCTh OIry-
XOJIM TIPU ycaoBuu coxpanenus Gyuxmuu MII. B cayuae
coxpanenus Gyuxkuuu MII mpeamoyreHre OTAaBaJIOCH
IPOBeIeHUI0 OpraHOCOXpaHHOU Tepanuu. IIpoBeneHue
OTCPOYEHHOI'0 OIEPATUBHOrO BMeIlaTeJbcTBa (second-
look omepanuu), HOCAIEr0O OPraHOYHOCSIIUA XapaKkTep,
paccMaTpUBAJIOCH Y HAIUEHTOB C OTCYTCTBUEM (DYHKI[MU
oprasxa. JIT npoBoausiu B 03aX, IpeayCMOTPEHHBIX ITPO-
TOKOJIOM JIEYeHUSA, B cCyMMapHOii ouaroBoil mose (COI)
50,4 I'p. B cayuae, eciu paguKaJbHOEe XUPYPTIUAYECKOE
BMeIIaTeJbCTBO TpeboBasio skcrupmanuu MII, mpexmo-
yreHue orgasajocs JIT.

Isisi XpaHeHusI JaHHBIX W [IPOBEAEHUS MePBUYHON
00paboTKNU HCIOJIB30BaIU 0a3y AAaHHBIX B IIPOTpPaMMe
Excel Microsoft Office 2010. CratucTuueckuii aHaaus
npoBoxmau npu momoinu mporpammbl XLSTAT 2017
(Data Analysis and Statistical Solution for Microsoft
Excel. Addinsoft, Paris, France, 2017). Ima omuca-
HUS KOJWYECTBEHHBIX JAHHBIX HCIIOJb30BAJU abCOJIOT-
Hble 3HAUEHUS MMPU3HAKA W IMPOIEHTHI, [JIA ONUCAHUS
KOJIMYECTBEHHBIX HENPEPBIBHBIX MAHHBIX — MeAUAaHy U
cpenHee apudmernyeckoe. s OIEHKYN BBIXKMBAEMOCTHU
ucnoJsb3oBasu Meron Kanmana—Maiiepa. [[1a cpaBHeHUA
KPUBBIX KCIIOJB30BaJM Hemapamerpuueckuii log-rank
Kputepuii. CTaTUCTUYECKN 3HAYMMBIMU CUUTAJU Pas-
auunsa npu p<0,05 (gBycTopoHHMI TecT). OIEHKY BBIKHI-
BaeMOCTHY IPOBOAUIM MO cocTossumuio Ha 1.2019. O6mryio
BeIKUBaeMocThb (OB) olieHMBaIM KaK BpeMs, IPOIIIeaIiee
¢ MOMeHTa ImmocTanoBku guarunosa PMC mo cmepTu marmu-
€HTA OT JIFOOBIX IPUYMNH WJIN IO IIOCTIeTHEr0 Hal 0 eHns
3a 60JbHBIM. BeccobbITuiiHyI0 BEl:KBaeMocTh (BCB) o1re-
HUBAJU KAK BpeMsd, IPOIIEJIlee C MOMEHTA IIOCTAHOB-
ku auarHoda PMC mo HeGJarompusTHOTO COOBITUSA, IO,
KOTODPBIM IMOHWMAJM IIPOrPECCUI0, pPenuauB (B ciaydae
IOCTUYKEHUS IOJTHOTO OTBETA), PA3BUTHE BTOPUYHON 3J10-
KaueCTBEHHO OIIYX0JIU, CMEPTh OT JIF00O0M MIPUYNHBI, UJIU
JaThI IIOCJIeAHEro HAOIIONeH NS 3a IaI[eHTOM.

Pe3yabraTsl

B wuccaemosanue BKIOUEHBI 11 mammeHTOB C
PMC MII. Meguana Bo3pacTa OOJBHBIX Ha MOMEHT

TMOCTaHOBKM AMarHosa cocrasuja 27,3 mec (pasdopoc
0,33-49,6 mec). ¥ omuoro (9%) u3 11 GoabHBIX
OIyXO0Jb BHIABJIEHA IpPeHaTaJlbHO Ha 33-i Hemese
recranuu. Coornomenue M:iK — 2,6:1.

HeranpHasag XapaKTePUCTUKA I'PYIINbI IaIleH-
TOB C YyY4€TOM IIOJIa, BO3PAaCTa, I'MCTOJIOTHYECKOTO
tunna PMC, Jokanusanuy HepBUUYHON OMYyXOJIH,
KJaccupuramum mo cucreme TNM, KImHUYECKOHR
rpynnsl mo IRS, Jokanmsamuy MeTacTaTUUECKOTO
IMOpaKeHus, MEePBUYHLIX PasMEpPOB M o0beMa Iep-
BUYHOM OMYyXO0JIN, 00beMa MHUIINAJIbLHON 1 second-
look omepamuii, o6beMa JOKAJIBLHOTO KOHTPOJA,
COIO JIT, ucxoma 3abojieBaHUS WpeacTaBJIeHa B
Tabi. 3.

B ne6rore 3a60ieBaHNA B KJINHUYECKOH TPE3eH-
TAUN IIPEBAJHUPOBAIN CUMIITOMBI 3aTPYIHEHHOTO
mouencnyckanua y 6/11 (55% ) mamuenTos, y 2/11
(18%) cuMITOMBI COIPOBOMKAAINCH OOJIEBBIM CUH-
apomoM, v 3/11 (27% ) ormeueHa MaKporeMaTypus,
y 2/11 (18%) — nHUIIMATBHO yBeJUUEeHNE B 00 beMe
skuBoTa, v 1/11 (9% ) — HeKOHTpOIUPyeMOe Moue-
ucnyckanue. ¥ 9/11 (82%) manueHTOB BBISBJIEHA
PMC c mopasxkenuem MII, y 1/11 (9% ) mamuenTa
orMmeueHo mopaskenue MII u mpeacrareibHOM KeJjie-
3p1, ¥y 1/11 (9% ) — onyxoab MII ¢ pacmpocTpaHeHuU-
eM Ha yperpy. Ilpu aHaause pasMepoB IIEPBUYHON
OIIyXOJW Ha MOMEHT IIOCTaHOBKU quarsHosa y 8/11
(73%) marmeHTOB pa3Mepbl OIyX0JU ObLIU GoJiee 5
cM, v 3/11 (27%) — menee 5 cm. Menguama oobemMa
TMepBUYHOIN omyxoau coctaBuyaa 127 mia (pasdpoc
9-3120 mu1). ¥V omgHOTO malMeHTa B JaHHOM HCCJIe-
IOBaHWU OBIIM TPOABJEHUSA HelipodubpomaTosa
I Tuna — ¢ poskIeHUsa IATHA Ha KOKe IIBeTa «Kode ¢
MOJIOKOM» IIO BCEMY TeJy, HaJluure T'JILOM IO JaH-
HeIM MPT, nosuTuBHLIN ceMelHBIII aHAMHe3.

C meabi0 BepuPUKAINU SUATHO3a IIOIBIT-
Ka XHPYPruuyecKoro yAaJeHWs OIIYyXOJu ObLiIa
npennpuuara y 5/11 (45%) mamueHTOB, M3 HUX
00beM OIIEPATHMBHOI'O BMeEIIATEIbCTBA PACIEHUBA-
au xKak Rl-pesexmnuio y 2/5 (40%) mamueHTOB,
R2-peseknuio — y 3/5 (60% ) manumentoB. Crout
OTMETUTh, UTO [AaHHBLIE OIepanuy IIPOBEIEHLI B
PErvOHANBLHBIX eHTPaxX. NHUINAIbHAS OIEePAIlU B
ob0beMe Guoricuu omyxosu mposenenay 6/11 (55%)
TMaIneHToB, u3 Hux y 4/6 (67% ) mpoBemeHa I1CTO-
cKormus ¢ ouomncueit, y 2/6 (33% ) — oTKpbITasg OMOI-
cusa. Ha naunmanbuoM stame Tepanuu 3/11 (27%)
MareHTaM IIOTPeOOBAIOCH HAJOMKEHNE SIIUINCTO-
crombl BBUAy auchyarmuu MII, 1/11 (9% ) nmamu-
€HTy MOTPe0OBAJIOCh CTEHTHPOBAHNE MOUYETOUHUKA
BBUAY HAJIUUUS ypeTeporuaponedposa (puc. 2).

Bceem nammuenTam (100% ) guarHo3 GBI yCTaHOB-
JIEH Ha OCHOBAHHUMU I'MCTOJIOTHUYECKOTO NCCIESOBAHMS
TKAHW [ePBUYHOM oyxoJu. IIpu pacupeneieHnu o
rucrojgorunueckum moaTunam PMC sMmOpuoHaabHAS
PMC cocrasuna 82% (9/11), anbBeonsapuas PMC —
9% (1/11), Beperenorkaerounas PMC — 9% (1/11).
IIpy MUTOreHEeTUYECKOM HCCJIENOBAHUU IIEPECTPOM-
ku rena FOXO1 metomom FISH y maruenTa ¢ aabBe-
onsspuoit PMC o6Hapy:keHo He GbLIO.

Pacmpenesnenne ManUeHTOB 0 KJINHUYECKUIM
FPYIIIAM COIJIACHO IIOCTOIEPAIMOHHON KJjaccuu-



Tabruua 3

ITauuentsr ¢ PMC MII, BKiIroueHHbIE B HCCIeOBaHUe

Pazmepsr u
Ne | TIox B‘ﬁggf‘" rngg:;;;?r-nn Jlokaausanmusa TNM IRS MeracTa3ssl 00'beM IIePBUYHOM
OILYyXOJIH
1| ™ 17,9 oPMC MIl/ras | T2bN1M1 | Tv | Jlerxue, KM, 59x49x74 Mu
maxoBble JI/y (114 mu)
2 | M 0,33 oPMC MII T1bNOMO | III - B3x61Lx54 e
(142 mr)
3| u 21 oPMC MII T2bNOMO | II - 141;‘1169’75;1}/33 MM
Wmnnanra-
aPMC IMOHHBIE 110x72x165 MM
4 M 17,8 FOXO1 orp. MII T2bNOM1 v MeTacTasbl 110 (679,5 mur)
OproIrHe
5| = 27,3 sPMC MIT T2aNOMO | III - 41’232’%"35)1‘““
6 | x 22,8 oPMC MII T1aNOMO | III - 24"(25”1;%3 MM
MII/mpencra-
7 M 40,7 sPMC TeJbHAd T2bNOMO | III - 53X16 25,;{ 71 mm
JKesesa ( )
8 | x 29,2 oPMC MII T1aNOMO | III - 30"‘2’1%6;%) MM
9| wu 49,6 oPMC MTI/yperpa | T2bNOMO | TIT - 49’%"2”‘5%“ =
[3a]
10| wu 41,4 BepPMC MII T2bNOMO | II - 200;‘3210205‘1}/31‘; =
[—|
11| ™ 35,3 sPMC MIT T1bNOMO | TII - 60x60x90 o
(167 mur) w
3
IIpodonxcenue mabauyot 3 e
2]
0o0Bem - Ilepuon <
. Oo0Bpem JloKaIbHBIN Second-look
No | MHMIUATXBLHON JT,I'p| =nHa6mxomenus, Hcxopn
P p—— IIXT KOHTPOJIb omepanus Mec
} 9 KypcoB _ JKus, 6es
1 R2-peseknusa TMT JT+O 50,4 68,03 COGLITIA
Buomncus IMuctopocrart- _ Kus, 0es
2 OTKPBITAA 9 xypcos 0 SKTOMUA 77,08 COOBITHUSA
3 R1-peseknusa 9 Kypcos O+JIT - 41,6 13,3 Psﬁggf:’
Buroncusa 9 KypcoB _ +Kus, 6e3
4 OTKPBITAA +MT 0 Pesexza MII 7.4 coOBITUSA
5 Buoncusa 9 Kypcos JT - 50,4 42,1 ?CI(C)I%I:I’T?/IQ:
_ Kus, 0es
6 Buoncusa 9 KypcoB JIT 50,4 39,57 COGEITILA
7 R2-peseknusa 9 Kypcos JT+O - 50,4 30,1 ?gg:ﬁ?f:
8 | R2-pesexuums | 9 xypcos JIT+0 - 50,4 29,43 s, Gea
Pesexnua MII HKus, Oes
9 Buoncusa 9 Kypcos O-+6paxurepanus ¥ IPOCTATEL 36 15,4 COGLITIA
10 | Rl-pesexums | 9 xypcos JIT+0 - 50,4 17,9 s, Gea
TymopiucTapoc- HKus, Oes
11 Buoncusa 9 Kypcos JT+O TATORTOMIS 50,4 32,67 COGLITIA

9PMC - samb6puonanbaas PMC, aPMC — anbBeonsipuasg PMC, BepPMC — Beperenokaerounass PMC, MII — moueBoit my3bips, KM — KocT-
HBIN MO3T, J1/y — muMparndeckue ysiabl, [IXT — nonuxumuorepanus, MT — merpoHoMHasA Tepanus, O — onepanus; “Bo3pacT Ha MOMEHT
IOCTaHOBKY AMAarHO3a.

kanuu IRS: IT (n=2, 18%), III (n=7, 64%), IV (n=2, w™uruposarHasa popma PMC — y omHoro mamuesTra
18%). ¥V 2/11 (18%) GoabHBIX OTMeUaJiaCh AUCCE- MeTacTasdbl OLLIW JIOKAJN30BAHBI B JIETKUX, KOCT-
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Puc. 2. ITanuenT ¢ onyxoaso MII mocse HaJIOKeHNS SMUIH-
CTOCTOMBI.
CrpeskaMu yKas3aHbI IICTOCTOMUYECKAA TPYOKa U OIYXO0Jb.

HOM MO3Te U OTAAJIeHHBIX JUM(MATHUECKUX y3JIax;
y APYroro malueHTa BhISBICHBI UMILJIAHTAINOHHEIE
meracTassl mo Opromwuue. IlopajkeHue permoHap-
HBIX JUM(PATUIECKUX Y3JIOB HE ObLIO OTMEUYEeHO HU
Yy OJHOTO MaIueHTa.

Bceem 6osabHEBIM TpoBeneHa X T B moaHOM 00beMe
(9 KypcoOB) B COOTBETCTBUU C rpymnnoii pucka: 9/11
(82% ) marmeHTOB MOJIyYaN TEPATIUIO AJISA IPYIIIII
BBICOKOTO pucKa, 2/11 (18% ) — nia rpynnsl ¢ MHU-
mUuaJbHBIMU MeTacTasdaMu ¢ nociaenyoiieit MT. MT
mpoBemeHa aByM marnuentam mo cxeme O-TI/E (Tpo-
dochamug, ngapyOUITUH, STOTOIUL).

JIokaabHBIM KOHTPOJIb TPOBEIEH BCEM MaIlW-
eHTaM. B KauecTBe JIOKAJIBHOTO KOHTPOJS TOJIBKO
ommepaTuBHOE JieueHme BbuImosiHeHO y 2/11 (18%)
manueHToB, tToabko JIT — y 2/11 (18%), JIT u
omeparusa — 7/11 (64%), B T.4. u OpaxuTepanusd y
oxuoro manuerTa. CTOUT OTMETUTD, UTO MAI[UEHTHI,
nosyuaBinue ToJbkKo JIT, Ha srame JIOKAJIbHOTO
KOHTPOJIS MMeJI HaUMEHBINUN 00beM IepBUYHON
omyxoau (9 u 26 ma). JIT nposenena 7/11 (64%)
nanuentam B COI 50,4 T'p, 1/7 (14%) — BHY-
TpuTKaHeBasa 6paxurepanus B COIl 36 I'p (B ycio-
BUSAX YHUBEPCUTETCKON KJIMHUKHU T'. TiOOWHTEH,
Tepmanus). Menguana Bo3pacTa Ha MOMEHT HavdaJa
JIT cocraBuaa 32,8 mec (pasbpoc 26,3—55,4 mec).
6/7 (86% ) mamuenram JIT u 6paxuTepanusd IpoBe-
JleHa B IpoIlecce MHTeHCUBHOM Tepanuu, 1/7 (14%)
— Ha (pone MT. [IByM mammeHTaM *Ke€HCKOTO II0Ja
mpoBeseHa oBapuonekcus nepexn JIT. Second-look
omeparnusa BeimoaHeHa 4/11 (36% ): ;BouM mpoBeme-
Ha srctupnanusa MII ¢ popmupoBaHueM HEOIUCT,
nBouM — pederiiusa MIT.

IIporpamMmmMHasi Tepanus 3aBepllieHa y Bcex
nanuenToB (100% ). Meguana HaO 0 qeHI S 34 TTAIH-
€HTaMM, KOTOpbIe JKWBHI HA MOMEHT HANUCAHUSI
cratbu, coctaBuiaa 32,8 mec (pasbpoc 13,3-77,4
mec). Ucxonm saboneBanmsa: 10/11 (91%) xussl,
1/11 (9%) mamuent ymep. Ha MoMeHT Hanucauus
Hacrodamieir crarbu 10/11 (91% ) HaxomaATcAa MOL
IUHAMUYECKUM HaOJofeHueM 0e3 mporpeccuu/
penmuguBa 3aboseBanus, y 1/11 (9%) GoabHOTO
OTMeYeH PeIUIUB C JIETAJILHLIM NCX0J0M. Peruans
€ KaHI[ePOMATO30M I10 OPIOIINHE JUATHOCTUPOBAH Y
pebeHKa C TeHeTHUUYECKO! MMPeapacioioKeHHOCTHIO
K passutuio PMC (#eiipoubpomaros I Tuna) uepes
12 mec mocJie OKOHUAHUSA KOMILJIEKCHOTO JIeUeHUs,

BKJIIOUAIOIEro NHUINAIbHO R1-peseKIiuio ¢ mocie-
nytomedt IIXT u noxanpuoit JIT Ha obiacTh mep-
BUYHOUM omyxoau. Ciaenyer oTMeTuTh, uto y 2/10
(20%) mammeHTOB, HAXOOAIUXCS IIOA AUHAMUUE-
CKUM HabJIfofeHreM, ObII 3al003PeH JIOKAJbHBIN
penuauB: OAUH IAIUEHT, IMOJYYUBIINUNA TOJAbKO JIT
B KauecTBe JIOKAJbHOTO KOHTPOJS, OAWH IAIlEeHT
mocJie KOMIIJIeKCHOM Tepamuu, BKJIIOUAIOINei ome-
pamnuio m Opaxurepanuio. IIpu mpoBemeHUU m006-
cJaeloBaHUS, B T.U4. U OWONCUU IIOJO3PUTEIbHBIX
YYacTKOB, PeIUANB 3a00JIeBaHUA He TOATBePIUIICS.

3-1eTHAsA oOm[ad 1 0eccoOBITUIHAS BBIKMBA-
emocth cocraBuaa 90,9% (95% OU 73,9-100)
(puc. 3). KomnuecTBO HAIIEeHTOB B 3TOM HCCJIEIOBA-
HUU He MMO3BOJIUJIO IIPOBECTH aHAJNN3 BBIXKNBAEMO-
CTU B PA3JIMUYHBIX TPYIIIAX PUCKA.

O6cyxxmenune

PMC saBnserca HauboJiee pPacupoCTPaHEHHBIM
3HO markux TKaHe# y mereit u coctaBiaseT 5—10%
OT BCEX COJIUAHBIX HOBOOOpasoBaHUII y merei [7].
ITokasarensr s3abomeBaemoctu PMC y mereit 0-14
get paser 0,45 ma 100 ThIC HaceJaeHUs, MPU ITOM
XapakTepHO OMMOIAJIbHOE paclpemesieHre II0 BO3-
pacTy ¢ muKoM 3a60JieBaeMOCTH OT 2 10 6 JieT u oT
15 mo 19 m;er [7]. CymiecTByeT HeOOJBIIIOE MTPEOO-
naganue 3adosesaemocT PMC y My»KCKOro moJjia ¢
cooruomrenueMm M:3K — 1,5:1. BoabpimuHCTBO cayya-
eB saboseBauuss PMC saBisgeTcs cropaguyecKNMU,
ONHAKO CYIIECTBYIOT T'eHeTHuuYecKue 3a00JIeBaHUI,
IIpX KOTOPBIX OTMEUYEeHa IIPeAPACIIOJOKEHHOCTh K
passutuio 3HO: cungpom Jlu-®Ppaymernu (Myramusa
reHa p53), cungpom BekBura—Bumemana, 60Jsie3HBb
Perknuurxaysena (myranusa rema NFI1), cuHIpOM
Kocrenno, cunapom Hyman, cuazpom Iopianza
(6asanmbHO-KJIETOUHAA KapIMHOMA), CUHI-POM
Py6ounmreiina—Teit6u [8]. Tak, y ogHOTO U3 maIu-
€HTOB B JAHHOM HCCJI€JOBAHWU BLIABJIECH Helpodu-
6pomaros I Tuma ¢ XxapaKTepHOH KJINHUYECKON Kap-
TUHON (IATHA HA KOiKe I[BeTa «Kode ¢ MOJOKOM»,
TJINOMA 3PUTEJIbHBIX HEPBOB).

PMC MII u mpocratel coctaBaser 25%, 1o
HEeKOoTOphIM mcTouHmKam — 15—-20% ot Bcex cuy-
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Puc. 3. O6mas u 6ecco0bITHITHAT BRIXKMBAE€MOCTb ITAIMEHTOB,
crpagaromux PMC MII u BKIIOYEHHBIX B HCCJIeJOBAHUE.




yaeB PMC [9]. Ilopasxenne MII u mpexacraTesbHOMN
JKeje3nl — HawmboJiee uyacrad Jiokaausanus PMC
npu IopaskeHuum mouemnoJjioBoro Tpakra. PMC MII
U IIPeACTaTebHOM JKejIe3bl ABJIAeTCA IPOrHOCTUYE-
CKU He0JaronpuATHON JoKajmsalueil ¢ moxKasare-
naMu obieit 5-ymerTHed BbLKMBaemoctu 84% [10].
Wccnemopanusi MeKIAYHAPOAHBIX KOOIEPATUBHBIX
TPYIN TMOATBEPKAAIOT IIOJIOMKUTENbHBIE Pe3yJbTa-
TBI JIeUeHUs JIoKaan3oBanHoi popmbl PMC, ogHaKO
pes3yJabTaThl JIeUeHUA AUCCEMUHUPOBAHHON (hOPMBI
PMC ocraroTcsa HeyLOBJIETBOPUTEJIbHBIMU — 00IIIasd
BBIKMBaeMOCTb cocTasisgeT 34% [11].

Taktura rtepanum PMC MII ¢ BHeapeHHEM
MYJbTUAUCIUILINHAPHOTO IOAXO0Ja 3HAUUTEJIbHO
M3MEeHUJach U HallpaBJieHa Ha COXpaHeHMHe opraHa
MOpaKeHUsA U MUHUMUBAIINIO OTAAJEeHHBIX IIOCJIe-
CTBU KOMILIEKCHOII TepaIllnu C COXPaHEeHUeM ajleK-
BaTHBIX PE3YyJbTATOB JIOKAJHLHOT'O W CHUCTEMHOTO
KOHTPOJIA.

IlepBoHauasbHAA TAKTHUKA TepaluU 3aKJIoua-
Jachk B pPaHHEN arpecCUBHON oOIlepaluu C SK3eH-
Tepanueil opraHa InopaskeHus. TakKoil XUPypru-
YeCKUI MOAXOM ObLI HECOMHEHHO CBS3aH C PAIOM
OCJIO’KHEHUUM U BBICOKOH JieTajJbHOCThIO [12].
B 1997 r. Michalkiewicz u coaBT. mpoaHaIn3nupoBa-
JI Ka4ecTBO KU3HU y AeTell, IIepeHecIInX OpraHo-
yHocsAIue onepariuu mo nosoay PMC mouenosoBoit
cucrteMsbl [12]. ParnHue OCJIOJKHEHUS B IIOCJIEOIIe-
PaAIlMOHHOM IIepHuoje BKJIOUAJIU HH(PEKIMOHHBIE
MIPOIlecCchl, abllecchl, CBUIIN, HYTPUTUBHYIO HEIO-
cTaTouHOCTh. [l03JHUE OCIOKHEHUSA XapaKTepu-
30BaJINCh PasBUTHUEM THUAPoHedPO3a, KUIIEUHOM
HEIIPOXOAUMOCTHU, NUeJoHehpUTa, CBUIIEIH, CTEHO-
3a ypeTrpbl. B atom mcciemoBanum 5- u 10-jerHas
Oe3penuIMBHAA BBI)KMBAEMOCTh COCTaBiANa 77 U
69% COOTBETCTBEHHO, CTOUT OTMETUTDH, UTO YETKO
MIPOCJIEKMBAIACh B3aMMOCBA3b IOKasaTeseil 6es-
PEeIuINBHON BBIXKMBAEMOCTU C IOJIOKUTEJIbHBIMU
Kpasamu pesekiuu [12].

B mepBoM mpoTokojsie MesKIpyIIIIoBOTO HMcCe-
nosanus mo PMC (Intergroup Rhabdomyosarcoma
Studies, IRS) IRS-I ¢ 1972 mo 1978 rr. ncmoab30-
Bajach mHUIMadbHasA pesekiusa MII u mpocratsl ¢
onmyxoJabio ¢ mociyexnyiomeit XT c/6e3 mpoBegeHUs
JIT. OGiias BBIXKHMBAeMOCTb cocTaBmya 8% mpu
coxpanenuu MII Bcero y 23% mnanuentoB [13].
B panbpHelileM ¢ BHeJPEHHEM MYJIbTHUIUCIIUILIN-
HApPHOTO IMOAXOJAa IIPeporaThBa B XUPYPTUUECKOM
JeueHnu OblIa OTAaHa 60Jiee KOHCePBAaTUBHBIM OIle-
pamuam. ina cpaBHeHus B mccaemoBanuu IRS-IV
(1993-1997 rr.) uacrora coxpanenus MII ysenn-
ynigachk 10 63% mpu 6e3peruaUBHON BBHIXKIBAEMO-
ctu 77% u npu menuane HabmogeHuA 6 ser [13].

CoBpeMeHHBIe TEHAEHIIUU B BBIOOPE TaKTHU-
KM Tepanuu 3aKJIoUailoTcd B MeHee arpecCUuBHOM
XUPYPrudecKoOM JIEUeHUU B IEJAX COXPaHEHUA U
yaydireHus GyHKIIMOHNPOBAHU OpraHa, He Tepss
mpu 3ToM 3(PHEKTUBHOCTH CHUCTEMHOTO U JIOKAJb-
HOTO KOHTpPOJA 3aboseBanusa [10, 13]. Ilepsuunas
pe3eKIusd BO3MOKHA IIPU HAJIUYUU OMYyXOJHU
MaJIeHbKHUX pasMepoB, BOBHUKAIIel B Kymoje MII
0e3 BOBJIEUEHUSA B0HBI TPEYrOJbHUKA, OJHAKO B

OOJIBIITMHCTBE CJIyuYaeB MWHUIIMAIBLHOE OIlePaTUBHOE
BMEIIIaTeJbCTBO HOCUT XapaKTep OWOoIICUU, dYalle
yTeM IIUCTOCKOIINU, YUNTHIBAA HAUOOIbIIIee KOJIU-
YEeCTBO MAI[MeHTOB C Hepe3eKTabeIbHBIMU OIIYXOJIs-
MM Ha MOMEHT IIOCTaHOBKHU auarxosa [3]. B namem
uccaenosanuu y 7/11 (64% ) ycranosnena III cra-
IUsi, KpOMe 3TOTO HU Y OJHOI'0 HallieHTa Ha IIePBOM
aTame He BBIIIOJHEHO MUKPOCKOIMUYECKU IIOJHOTO
ynanernus omyxoiu (RO).

IIpeumyiiiecTBa MYJbTHMOLAJBHOTO IOAXOHA
npu tepanuu PMC MII 6b1yi1 mOKa3aHbI B UCCJIEN0-
BaHMAX KoomepaTuBHBIX rpynn CeBepHoit AMepUKHN
u EBponiel. B npoTokoaax [eTcKoi OHKOJIOTUYECKOH
rpynmnsl B CeBepuoit Amepuke (Children’s Oncology
Group, COG) cucTeMHBI KOHTPOJIb OCYIIECTBIAET-
cs COTJIaCHO T'PYIIIle PUCKA, B KOTOPYIO cTpaTudum-
nupyercsa nanuenT. CrangaprasiM pesxumom [IXT
nna nammentoB ¢ PMC B mporokonax COG aBisa-
erca pesxxuM VAC (BUHKDPUCTHH, aKTHHOMUIIUH [I,
nukjgodochamun). TakTuKa JIOKAJIbHOTO KOHTPO-
aa ompenpenserca orBetom Ha IIXT. OmepartuBHOe
BMeIIaTeJbCTBO B 00beMe second-look omepariuu u
skcrupnanuu MII paccmarpuBaercs, Hampumep,
IPU OTCYTCTBUU (DYHKIIMOHUPOBAHUY OpraHa Iopa-
sxkeHus. JIT mpoBoAUTCA BCeM MaIueHTaM C OCTaTOU-
HOM omyxoJuibio B COJL 45—50 I'p.

EBpomneiickre KoollepaTUBHBIE TPYINIBl UMEIOT
IPYTO# B3TJISAL HA TAKTUKY JIOKAJIBHOTO KOHTPOJIA ¥
nanueHToB, crpagatomux PMC MII [10]. Taktuka,
HampaBJeHHas Ha COXpaHeHWe opraHa, IIPUCYT-
CTBYET, OJHAKO IMAI[MEeHThI C OCTATOUHOM OIYXOJbIO
paccMaTpHUBAOTCS KaK KaHAUAATHI HA IIPOBeIeHUe
second-look omeparuu ¢ 11eJ1bI0 BO3MOKHOT'O OTKasa
or JIT miga MUHMMUIAIUU OTHAJIEHHBIX 3(h(EeKTOB.
JIT paccmaTpuBaeTcsi y MarueHTOB, He JOCTUTIIINX
moJiHOTO oTBeTa Ha (oHe cucremuoir XT B coue-
TaHUU C OIEPATUBHBIM 9TAIlOM JeueHus. B pexu-
max IIXT B eBpomelicKmX IIPOTOKOJIaX B KadyecTBe
0as3sMCHOI0 AJKHWJIHUPYIOIIEro areHTa MPUMeHSeTCs
udochamuzn. MexkIyHAPOAHBIN aHAIU3 PE3yJabTa-
TOB JieueHuA namumeHToB ¢ PMC MII, moayuaBminx
Tepanuio 10 IPOTOKOJAaM KOOIEPATUBHBIX I'PYIII
CeBepHoii Amepukm u EBpoOmbI, IIPOAEeMOHCTPHU-
poBasn GoJsiee BBICOKMU PUCK PA3BUTHUA PeIUIUBA
3a0oJieBaHUs y MAIlUEHTOB, MOJYyYaBIINX JeUeHUe
B paMKax eBPONIeNCKUX peKOMeHIaIWil, OJHAKO
pasiuuuii B IOKasaTessdax o00Iell BBIXKMBAE€MOCTH
oTMeueHO He ObL70 [10].

Breapenue coBpemenubix cxeMm IIXT mosBoan-
JIO B psAlle CJy4YaeB OTONTHU OT MPOBeAeHUsA Kajeua-
IIUX OIepanuu, He Tepsas dG(HeKTUBHOCTU JIOKATIb-
HOTO KOHTPOJIS IIyTeM ITPOBeAeHUA TUCTAHIITUOHHOMN
JIT. Oguaxo JIT Ha ob6sacts MII Hecer 3a coboit psas
ocyaokHeHuit. IIpu sTom moctayueBbie d(h(HEKTHI
MOXKHO pas3[esiUTh HAa paHHWEe U mo3gHue. PaHHUe
OCJIOJKHEHUsST 00paTMMbl U XapaKTepU3yITCA BOC-
MaJuTeJIbHBIM OTBETOM CAU3UCTOM o6omouku MII, B
TO BpeMs KaK II03JHUE OCJIOKHEHUA IBJISIOTCA Iep-
MaHEeHTHBIMHU KaK cjeacTBue (pubposa crenku MII,
MIPUBOAAINEr0 K OUCHYHKIIUA MOUYEBOTO CHUHK-
Tepa, reMaTypuu, CHu:KeHuo oobema MII, napyie-
HUIO BBIJEJIUTEIbHON (DYHKITUN.
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ITanueHTHI, BKJIIOUEHHBIE B HACTOAIIEE HCCIIE-
IoBaHUe, MOJyUYaau Tepamuio mo mpoTokoary CWS-
guidance, Bepcum 2009, oCHOBY KOTOPOTO COCTaB-
asget IIXT ¢ mcmonwp3oBanmem udochamupa. Ilpnu
oIpeieJIeHNM TaKTUKU M 00beMa JIOKAaJIbHOT'O KOH-
TPOJIA YUYUTHIBAJIW NPOTHOCTUUYECKUE (aKTOPHI,
BIMAIONINE HA UCcX0[ 3aboneBanusa npu PMC moue-
IIOJIOBOTO TPaKTa, TaKWe KaK pasMephbl U JIOKAJb-
HOe PacupoCTpaHeHUe OIMYyXO0JU, HaJIUuyre NHBASUU
(T-upoduns B cuctreme TNM) B oOKpy:KatoIie opra-
HBI ¥ TKaHU, rucrojiorndeckuii Tun PMC u maau-
Yre MeTacTaTUYeCKOTO ITOPaKEeHUA APYTUX OPTaHOB
u cucreMm [10]. Oxcrupnanusa MII nmorpe6oBanachk
TonbKO 2 m3 11 mamuenTos (18,1%) 3a cuet Gosee
HINPOKOT0 TpuMeHeHUdA aucTannuonHoi JIT.

CienyeT OTMETHTH, UYTO B HACTOAIEe BpPeMsA
CYIIEeCTBYIOT coBpeMeHHble Meroxabl JIT, Hampas-
JIeHHBbIe HA MUHUMHUBAIIUIO IIOCTJYUYEBBHIX 3s(deK-
TOB, Takme Kak JIT ¢ MoayinpoBaHHON MHTEHCUB-
"HocThio (Intensity-modulated radiation therapy,
IMRT), nporoHHasa Tepanusa u Opaxurepanud [14].
Bpaxurepanus u OPOTOHHAA Tepanmud ABIAIOTCA
MeToJaMU, HalpaBJIeHHBIMU Ha CHUMKEHUE pajaua-
IIMOHHOIM HATPY3KW HA 3[J0POBBLIE OPTaHbI U TKAHU
W, CJeNOBaTeJIbHO, CHUKEHUE YaCTOThI JIYUEBBIX
ocnoxxkHeHu. IlososkuTenbHBINT 5MHEKT BHYTPU-
TKaHEeBOI OpaxuTepanuy 3aKJIIYAETCA B BOZMOK-
HOCTH IIOABEJEHUS BBICOKOM [MO3BI OOJIyUEHUS C
HaWMeHbINell 30HOW BO3JEMCTBUA HA OKPYIKAIOIIIe
3nopoBbie TKaHU [15]. Bpaxurepanusa, Kak mpaBu-
JI0, TPOBOJUTCA B COUETAHUU C YACTUUHOI IPOCTAT-
SKTOMUEN MM YaCTUUYHOU I[UCTIIPOCTATIKTOMUEH.
Y6enuTenbHbIe NaHHBIE IPOJAEMOHCTPUPOBATU B
cBoeM wmccaemoBaHuu Martelli u coaBT. mpu mpo-
BeleHUU aHa/IM3a pPes3yJbTaTOB OpaxuTepanuu Ha
o0JsacTh IIpe[cTaTeJbHOUN Kejme3bl m Imewikm MII
Cc H-yleTHEN BBIXKMBAEMOCTBIO, cocraBusIineir 92%
[16]. IIpoTonHasa Tepanus UMeeT IPEMMYII[eCTBA B
CHUIKEHUU JIYUYEeBOU HATPY3KU AJA OJIM3JIesKaIIuxX
CTPYKTYDP U COXPaHEeHNU (PYHKIIUY OpTaHa B CpaBHe-
auu ¢ IMRT [16, 17]. B mHamreii koropre namueHTOB

JIUIITH OHOMY OOJILHOMY IIPOBeieHa OpaXuUTepanus.

ITonyuenHble B HACTOSAINEM HCCIEJOBAHUU
moKasaTean 3-JeTHeH 00Iell BRIXKIBAeMOCTHU 1 bec-
COOBITUITHON BBIKMBAEMOCTH CBUIAETEILCTBYIOT O
BBICOKOIT 5(h(GeKTUBHOCTH IIPOTPAMMHONI MYJIbTH-
MoJabHOM Tepanuu mo mporokory CWS-guidance,
YTO TO3BOJSAET TPAHCJIUPOBATH AAHHBLIN OMNBIT B
apyrue KauHuKu P®. Tem He MeHee, HEOOXOIMMO
MOAYEPKHYTh, UTO TpebyercAa 6oJiee AJIUTEIHLHOE
HaOJ I0eHe 3a MallUeHTaMu AJIA OIeHKU (DYHKITHO-
HAJBHBIX MCXOMOB JIEUeHU A, BKJIOUASI OTAAJICHHbIE
a(pperTo! JIT.

3aKJIoyeHue

Tepanusa mamueHToB, cTpazatoniux PMC MII,
TpedyeT MYJbTUAUCIUIIJINHAPHOIO B3aWMOIel-
CTBUSA C IJIbI0 YJIYUIIEHNUS PE3yJIbTATOB JeUEHUA.
00BbeM TPOBOAUMOTO JIOKATHHOT'O KOHTPOJIS OTIpeie-
JIsIeTCcsS BO3PAaCTOM, pPacIpoCTPaHeHHeM OIIyX0JIeBO-
ro mporecca, orBeroM Ha IIXT u ypogmuammuyecKn-
My HapylmeHuavmu. OpraHocoxpaHHBIE OIEpPaI[UH,
HaIpaBjeHHbIe Ha coxpaHeHue QpyHxmuu MII npu
ycaosun nposefenus JIT Ha o6acTh mOpaskeHus,
He YXYAIIAoT IT0Ka3aTe u o011eii 1 6ecCOOBITUITHOMN
BBLKMBaeMoCTH y nanueHTos ¢ PMC ¢ nmopaskenuem
MII, uTO IO3BOJIAET COXPAHUTH KAUECTBO JKU3HU Y
TaKMX MMAIeHTOB.
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ABTOpsI o1leHUBaIU 3((PEKTUBHOCTH M 0€30IIACHOCTH JIeUeHHs IMIPONPaHoa0oM 33 nereil ¢ mHpaH-
THUIBHBIMM T€MaHTHOMaMM IapaopOouraibHOil oGgactu. K MoMeHTy Hauajia Tepanmuu IOJIOBUHA
MAIMEHTOB TPefoBajia CPOYHOro O(TAIbMOJOrHYECKOro BMemareabcrsa. O6caenoBanue u Jjede-
HHE IPOBOIMIU B OTHEJIeHUN KaPIAMOJOTMH MHOTONPO(MUIBHOTO IeTCKOro cranmuonapa. B 6asucuoe
o0caenoBanmne, IOMUMO O(TAIBMOJIOIrHIECKOr0, ObLIM BKIKYEHBI X0JITEPOBCKOEe MOHUTOPUPOBAHUE
IKT (XM-9KT) u Y3HU cocymos remanruomsbl. CpeiHSIA MPOAOKUTEIHHOCTD JI€UeHN S OIIPeaeIaIach
MOKA3aTeJAMN JUHEHHON CKOPOCTH KPOBOTOKAa 1Mo qaunHbIiM ¥ 3U u cocraBuia B cpegnem 12,8 mec.
Yepes 3 mec or Hauaga Tepanuu, 1o gaHabiIM XM-9KI, y Bcex mereil CHUKAIACHh CPEIHECYTOUHAS
yacrora cepaeynsix cokpamenuit Ha 8% (Me 120+c 9,11 B MmuH). ¥ oaHOro pedeHKa, 0 JaHHBIM
XM-9KT, BeigBaena acucroausa 18,362 ¢, compoBoskIaBIIAsiCI CHHKOMAJBHBIM cocToaHuem. Ilo
pesyabraram muHamudeckoro XM-OKI' koppuruposaiau mo3y mpemapata. Yy BceX [eTeil JedeHue
6bL10 yenemHbiM. IToBTOPHOE 0)TaIbMOIOTHYECKOE 00CIeJOBaHNe He BHIABUIIO HAPYIIEHUA 3peHUuA
HM y OOHOTO pedeHKa. [[JIa yCTpaHeHUA OCTATOUYHBIX ABJIEHUI MPUMEHIN Ja3ePHYI0 KOPPEKIUIO.

Kniouesvle cnosa: uHPAHRMULLHBLE 26 MAHZUOMbL NAPAOPOUMANLLHOL 00/1ACMU, KOHCEPBAMUBHOE Jieye-
HUe NPONPAHOJLOLOM, XOLMEPOBCKOe MOHUMOPUPOBAHUE 3IJLeKMPOKAPOUOZDPAMMbL, YAbMPA3BYKOB0e
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