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Beeodenue. Hecmomps na cywjecmeentvie ycnexu 6 aeueHuu padoomuocapKombl MOUenoA080i cucmembl y demelil, 8 nocaednue 3 decamune-
MU HepeuweHHbIMU 0CIMarMCs 80NPOCHL 8bI00PA ONMUMANbHBIX KOMOUHAUUL XUMUONDENnapamos, UHMeHCUBHOCMU XUMUomepanuu, 00se-
MO8 U CPOK08 npogedeHuUs Ay4eaoli mepanuu, maKkmuku ¢ OMHOWeHUU pe3udyaibHblX 0nyxonel.

Ileav uccaedosanus — npedcmasumso 15-nremuuii onvim neuenus A0KAAUZ08AHHOL U MECHHO-PACNPOCMPAHEHHOU padOOMUOCAPKOMbL MO-
4enoa060l cucmemsl y oemeil.

Mamepuaavt u memoowt. B uccredosanue sxawouenvt 86 nauuenmos (cpednuii éospacm 8,4 eoda (0,7—17 aem)) ¢ amOpuonavHoil padoo-
MUOCAPKOMOU MO4ENn040801 cucmembl, noayuaguiux sevenue 8 HMHUI] onxonoeuu um. H. H. baoxuna 6 nepuod ¢ 2000 no 2016 e. Jleuenue
NPOBOOUNAU CORAACHO PUCK-A0ANMUPOSAHHbIM Kaunuveckum npomokoaram (IRS, SIOP, CWS-10, IOPMC-6) na 6ase kpumepuee TNM,
IRSG u COG.

Pesyabmameot. Jlecamunremusis 00uias 8blocueaemocms u 0e3peyudugHas 8viicusaeMocms 6 odujeli epynne cocmasuaa 76 u 72 % coomeem-
CMBEHHO.

3akarouenue. [lokazanvl 3¢ppekmusHocmd puck-adanmupoeanHoli mepanuu pabooMuocapkomvl MO4enoa080l cucmemsl y demeil, He00X0-
JuMOoCmb NOUCKA HOBbIX NOOX0008 045 NAYUEHMO08 C HePAOUKANbHO YOANeHHbIMU U Pe3U0YaANbHLIMU ONYX0AAMU.
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Background. Despite significount successes in treatment of rhabdomyosarcoma of urogenital system in children there are unresolved questions
of choise of optimal chemotherapys combinations, intensity of chemotherapy, volumes and terms of radiotherapy, tactics of treatment residu-
al tumors in last 3 decades.

The objective: show 15 years experience of treatment local and locally prevalent rhabdomyosarcoma urogenital system in children. The prog-
nosis for children and adolescents with rhabdomyosarcoma has improved with refinements in multi-modal therapy.

Materials and methods. In reseach are included 86 patients with a median age of 8.4 (0.7—17) with a local genitourinary rhabdomyosar-
coma, treated in N.N. Blokhin National Medical Research Centre of Oncology from 2000 to 2016. All patients were treated in different risk-
adopted clinical protocol included chemotherapy and radiotherapy (IRS, SIOP, CWS and local protocol DORMS-6).

Results. A 10-year overall survival and disease-free survival rates were 76 and 72 % in the entire group rhabdomyosarcoma patients, respec-
tively.

Conclusion. The effectiveness of the risk-adopted strategy in the genitourinary rhabdomyosarcoma treatment as well as the need of new ap-
proaches and in the cases of residual viable tumor after induction chemotherapy was demonstrated.
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Bsepexue

HecMmoTpst Ha OTHOCHTEIBHO HEBBICOKYIO YaCTOTY
BcTpedaeMocTu padbmommocapkoMmbl (PMC) cpenn Bcex
3JI0KaYeCTBEHHBIX HOBOOOPA30BaHMIA JETCKOTO BO3pacTa
(okono 4—8 %), npobGiaeMa ee JeYeHUS CTOUT OCTPO
¥ B HACTOSIIEe BpeMs SIBJISIETCS MPEeIMETOM MHOTOYH-
caeHHbIx uccaenoBanuii [1]. Oxoso 20 % PMC nepBuu-
HO MCXOIUT M3 OPTaHOB MOYEIIOJIOBOM CUCTEMBI, TTOpaXkast
MIPEeNMYIIEeCTBEHHO AeTeil B Bo3pacTe oT 2—4 u 10 15—
19 ner [2]. [pu aToM B 90 % ciyyaeB TIpu 3TO JTOKATU-
3alM BcTpeuaeTcs amoproHanbHast PMC [3]. bimaroga-
ps MpPaBWJIBHOMY CTaAWpPOBaHUIO, paclipeleIeHUIO
10 TPYIIIaM pHCcKa, BHEIPSCHUIO PUCK-aIalITHPOBAHHBIX
ImporpaMMm JiedeHusI, TudGepeHINPOBAaHHOMY ITOIXOMY
K JIOKaJIbHOMY KOHTPOJIIO, COBEPIICHCTBOBAHUIO COIIPO-
BOIUTEJIPHOM Tepaly Ha HACTOSIIIUIA MOMEHT yIaJIoCh
B 1IEJIOM YBEJIMUUTH 00111y10 BhikuBaemoctr (OB) maru-
€HTOB C JIOKAJIM30BaHHOM WJIM MECTHO-PaCIIPOCTpaHEH-
Hoit PMC vy nereit 1o 75—85 % 1o cpaBHeHHIO ¢ 55 %
B Hauasie 70-X TogoB mpouuioro Beka [4, 5]. OgHako psn
BOITPOCOB, TAKMX KaK ONITUMAaJIbHBIC KOMOMHALINHN XUMHO-
IIperapaToB, MHTEHCUBHOCTb XUMHUOTE PN, 00hEMBI
¥ CPOKHM IIpoBencHus aydeBoit Teparmu (JIT), TakTnka
B OTHOIIICHNH PE3NIYaTbHBIX OITYXOJIEH, OCTAeTCsT 10 KOH-
I1a HepelleHHBIM. B craThbe mipencraBiieH 15-1eTHMI OITBIT
JICYCHMS JIOKAIM30BAHHOM 1 MECTHO-PAaCIIPOCTPpAaHEHHOM
PMC mouenonoBoit cuctemsl B HMUII onkomornu um
H.H. bioxuHa ¢ yueToM COBpeMEHHBIX MPEACTABICHUIA.

Mamepuanbi u Memopbl

B nccnegoBaHne ObIIM BKIJIIOYEHBI 86 MALIMEHTOB
B Bo3pacte mo 18 mer (35 ManpumkoB u 51 meBoYKa).
CpenHuii BO3pacT Ha MOMEHT ITOCTAHOBKM AMarHosa

cocraBmi 8,4 roma (0,7—17 net). Y Bcex geTeil mMarHo-
CTHpOBaHa JIOKAJIM30BaHHAsI MM MECTHO-PacIIpocTpa-
HeHHas sMopuoHanbHasg PMC MOUYeToJIoBOM CUCTEMHBI.
Bce manimeHTH mojyJyanu JiedeHWE WM HaXOIMJINCH
nox HaomonenneM B HM UL onkonornn um H.H. bio-
xuHa B nepuoz ¢ 2000 mo 2016 r. B nccienoBanne BKITIO-
YeHBI MAIIEeHTHI U3 TPYIIT HU3KOTO U IIPOMEKYTOYHOTO
pucka coriaacHo kputepusM Intergroup Rhabdomyosar-
coma Study Group (IRSG). Ha MOMeHT ImOCTaHOBKH
auartosa 59 (69 %) 6onbHbIX ObLIM Miaagine 10 jeT.
B rpynity Hu3KO0ro prucka BKiodeHsl 63 (73 %) maiueH-
Ta, B TPYIIILY IPOMeEXYyTOUuHOro pucka — 23 (27 %). I1a-
IIMEHTHI TPYIIIHI BLICOKOTO PHCKA 1 MTAIIMEHTHI C aJTbBEO-
napHoit PMC He ObIIM BKITIOYEHBI B MCCJIeAOBaHUE.
JledeHne malmeHTOB TPYIIT HU3KOTO W IIPOMEKYTOUYHO-
TO pYCKa IIPOBOIMIIN T10 Pa3TNIHBIM KIMHIUIECKUM ITIPO-
TOKOJIaM, TIPEIYCMOTPEHHBIM IJISI TEPAITMA MSATKOTKAH-
HBIX capkKoM. B OONBIIMHCTBE CiIydyaeB IMPUMEHSIIHN
IIporpaMMEbI Tepanuu Ha 6a3ze amepukanckux (IRS),
eBporeiickux (SIOP mmu CWS-10), a Takke poCCUUCKIX
(IOPMC-6) nporokojoB. JIT npoBoauiu B CpoKu
oT 2,5 1o 6,0 Mec OT MOMEHTa IMOCTAHOBKMU IMArHo3a
B BapMaHTaX TUCTAHIMOHHOW raMMa-Tepaluy WU
BHyTpunoaoctHoi JIT. AHanuszupyembie NporpaMmMbl
JICICHUS XOTSA Y OTIMYAINCH TT0 KOMOMHAIIUY XUMUO-
ImpemnapaToB U 1o BpeMeHU Havana JIT, Tem He MeHee
ONMpPAJMCh HA PUCK-aTallTHPOBAHHBINA MOIXOO B 3a-
BUCHMOCTH OT JIOKQIM3ALINH IICPBUIHON OITYXOJIH, €€
pacnpocTpaHeHHOCTU (cTtaaupoBaHue U TNM-
knaccudukanus 1t PMC) 1 o6beMa XUpyprudeckKoro
BMeIIaTeIbCTBa (KIMHMIecKas Tpyrma). Pactipenenenue
IO TPYIIIaM PUCKa OCYIIECCTBIISLIN Ha 0a3e KpUTEepUEB
TNM, IRSG n COG (1abm. 1).

Tabmma 1. Pacnpedenenue 10Kaau306aHHOI IMOPUOHANBLHOU PAOOOMUOCAPKOMBL MOHENOA0BOL CUCHEMbL NO SDYNRAM PUCKA 8 3A8UCUMOCTU OM CIAdUl

U KAuHu4eckoil epynnut (coeaacto pekomenoauusim COG)

Table 1. Distribution of the risk groups of localized embryonal rhabdomyosarcoma of the urogenital system by the stage and clinical group (according to the

COG guidelines)

Ipynna pucka Cramast
1
Hwnzxuin
Low
11, TIT
[TpoMexyTouHbBI
Intermediate IT, 111
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CornacHo BbILLIEU3I0KEHHBIM KPUTEPUSIM B UCCIIEI0-
BaHue ObUIM BKIIOYeHBI 46 (53 %) nauueHToB ¢ | cragueit
PMC, 18 (21 %) — co 11 m 22 (26 %) — c I11. IMoxpoGHO
XapaKTepUCTHKA NAlMEeHTOB, BKIIIOUEHHBIX B KCCJIEA0BA-
HUe, IpUBeaeHa B Ta0I. 2.

[lo KIMHUYECKUM TpyIIiaM GOJIbHBIX pacIpeaessin
caenytomum odpasom: I rpynna — 17 (20 %) GonbHBIX,
11— 33 (38 %) m 111 — 36 (42 %). Bombliie 4eM B MOJIOBU-
HE CJIy4aeB OITyXOJIb PACIIPOCTPaHSLIACH Ha OKPYXKAIOILKe
TKaHU 1 opraHbl (ctagusa T2 mo kinaccudpukannu TNM).
Tak, B 25 % (n = 22) ciy4aeB AMArHOCTUPOBAHA CTaaUsI
T2bNOMO, B 20 % (n = 17) — T2aNOMO, B 14 % (n =
12) — T2o0NIMO u B 6 % (n = 5) — T2aN1MO0. Tonbko
B 35 % (n = 30) ciyyaeB nmepBHYHasl OIyX0Jib OblIa Orpa-
HUYEHA OpraHoM, OTKyAa oHa mpoucxoauiaa. Cragus
T1aNOMO guarsoctupoBaHa y 13 (15 %) nauueHTOB,
T1aNIMO —y 2 (2 %), TIbNOMO — y 11 (13 %) u T1b-
NIMO —y 4 (5 %). PernoHanbHbIe MeTacTa3bl GbUIM MOP-
donornuecku mokasansl y 23 (27 %) nauueHtos. B 2
(2 %) cnyyasix BepuduunpoBana cragus T1laN1MO, B 4
(5 %) — TIbNIMO,B5 (6 %) — T2aN1MOu B 12 (14 %) —
T2bN1MO.

CpenHuii 00beM NEepPBUYHOI OIMYXOJU COCTABUJI
67,9 cm? (17—220 cM?).

CrarucTmyeckmii anaym3. KoppellSlMoHHBIN aHan3
MPOBOIMIN C UCIIOJIb30BAHKEM METOAA KPOCCTAOYIISILIMN.
KpuBble BEDKMBAEMOCTH ITOCTPOEHHI 10 MeToay Karuta-
Ha—Maiiepa. JoCTOBEpHOCTh pa3IMuMii apaMeTpuyde-
CKMX JaHHBIX oIlpedestiu no Kpurtepuio CTblOgeHTa,
HermapaMeTpUuecKux — Mo Metony x2. JIocToBepHOCTh
pas3inyrii MeXIy KPUBbIMU BBIXKMBAEMOCTU OLIEHUBAIU
o Metony log-rank. 1151 CTAaTUCTUYECKOTO aHAIM3A JaH-
HBIX Mcnionb3oBanu nporpammy SPSS 8.0.

Pesynbmambi

C ygeToM 00beMa IIEPBUYHOTO XUPYPTHUECKOTO BME-
IIaTeTBCTBA MAIIMEHTHI PACIIPECIIMINCH CIICIYIOIIM 00pa-
30M: HaMOOJIbllIEe YUCIIO MALMEHTOB ObLIA OTHECEHBI KO 11
u I kmmamaeckmm rpyrmam (33 (38 %) u 36 (42 %) matu-
eHTOB cooTBeTcTBeHHO). Cpenn narreHToB 111 kimmmamge-
CKOIA IpYIIIIbI yalile OblIa IpoBeneHa pesekius 6onee 50 %
o0b6beMa omyxonu — noarpymnna I1Ib (67 %, n = 24), 6uorn-
cust — noarpynma Illa (23 %, n = 12). Cpeay malneHToB
11 xmuHMYecKoi1 rpymIel y Ooee yeM 2/3 MmalueHToB yua-
JIOCh TIPOBECTH MaKPOCKOITMUYECKH TIOJTHOE YAAJICHHE TIep-
BUYHOM omyxonu — noarpymmna Ila (76 %, n = 25). B moa-
rpymisl 1Ib u Ilc 6butn oTHeceHs! 110 4 (12 %) nmauueHTa.
B I xmuHuyeckyto rpymiy 0butn otHeceHb! 17 (20 %) maum-
eHTOB, 1pu 3ToM Y 12 (71 %) GObHBIX HIEPBUYHASI OIYXOJIb
ObIIa ymayeHa MUKPOCKOITMIECKH paTiKaTbHO — KIIMHIYE-
ckast moarpymnma Ia. CootBeTcTBeHHO, B ioarpymmy Ib (7 = 5)
ObuTH OTHeCeHbI 29 % GonbHbIX. [1oapoOHO pacipeneieHue
10 KJIMHWYECKUM TPYIITaM IIPeICTaBIeHO B Ta0I. 3.

Y 27 (31 %) naumeHTOB ObLIa BBITIOJTHEHA TTIOBTOPHAS
onepauusa Tumna second look B cpenHuii cpok 19,7 Hex

Tabmuua 2. Xapakmepucmuka hayueHmoes ¢ SMOpUOHANbHOU pabooOMUO-
CApKOMOIl MO4eNn0A060I CUCMEMbL

Table 2. Characteristics of the patients with embryonal rhabdomyosarcoma
of the urogenital system

IToka3arenn 3HavyeHne
Bcero nanueHToB, £ 86
Patients in total,
Ilon, n (%):
Sex, n (%):
MYXCKOi 35 (41)
male
KEHCKUI 51(59)
female
CpemHuit BO3pacT (IMarma3oH), JeT 8,4
Mean age (range), years (0,7—17)
Bospacr, #n (%):
Age, n (%):
<10 et 59 (69)
<10 years
>10 et 27 (31)
>10 years
Joxammzauus, n (%):
Localization, n (%):
BJIaTaJIMIIe /IIeiiKa MaTKK1 23 (27)
vagina/cervix
MOYEBOI My3bIpb/MpeacTaTeIbHAs Xeae3a 38 (44)
bladder/prostate
IapaTeCTUKYJISIPHAsT 25 (29)
paratesticular
Cranus, n (%):
Stage, n (%):
| 46 (53)
11 18 (21)
111 22 (26)
Knunnueckas rpymma, » (%):
Clinical group, 7 (%):
| 17 (20)
11 33 (38)
111 36 (42)
TNM-knaccupukauud, # (%):
TNM classification, 7 (%):
T1aNOMO 13 (15)
T1aN1MO 2(2)
T1bNOMO 11 (13)
T1bN1MO 4(5)
T2aNOMO 17 (20)
T2aN1MO 5(6)
T2bNOMO 22 (25)
T2bN1MO 12 (14)
Ipynna pucka, n (%):
Risk group, n (%):
HU3KUI 63 (73)
low
TMPOMEKYTOYHBII 23 (27)
intermediate
CpenHuil 06BeM OMyX0IH (JIMaNa3oH), cM3 67,9
Mean tumor volume (range), cm- (17—220)
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Tabmmua 3. OnepamusHbie emeuamenbcmea Ha NEPEUYHOL ONYX0AU Yy NAUUEHMO8 ¢ IMOPUOHANBHOU PAGOOMUOCAPKOMOL MOUEN0A080l cucmeMbl 8 00ulell

epynne u no A0Ka1u3auuim cpacnpe()e/leﬁueM NO KAUHUYeCKUuUm epynnam

Table 3. Surgical interventions on the primary tumor in the patients with embryonal rhabdomyosarcoma of the urogenital system of the total group and per

localizations with distribution by clinical groups

Baaranume /meii-
IToka3sarenn/rpynna K2 MATKH
Bcero nauueHTOB, 1 23
Patients in total, n
S{p;ﬂﬁmﬁ oﬁbeM OITyXOJIN (mglana3011), oM 74 (18—142)
ean tumor volume (range), cm
Knununueckas rpymma, # (%):
Clinical group, 7 (%):
1 3(13)
Ta 2(67)
Ib 1(33)
11 4 (17)
Ia 3(75)
IIb 1(25)
IIc —
111 16 (70)
II1a 11 (69)
11Ib 5 (31)

(8—40 Hem) oT MOMeHTA ITOCTAHOBKHY TMAarHO3a M BKITIOYE-
HUS B IIporpaMMHoe JieueHue. [1pr 3ToM XXUBBIE OITyX0-
JIeBbl€ KJIETKU ObLIM BBISIBIEHBI B 56 % (n = 15) cityuaes.
DTUM nanueHTaM B JaJbHEHIIeM IIpoBeAcHa CMEHa pe-
XMMOB XUMUOTEPAITuK Ha OoJiee MHTEHCUBHBIC. UM BBI-
moHsutr JIT B MaKCHMMaTbHBIX 033X, IIPEAYCMOTPEHHBIX
OpOTrpaMMOX.

Bcem, kpoMe 1 manmeHTa B CBSI3H ¢ OTKa30M POIUTE-
JICH, IPOBOIMIN XMMHOTEPANNIO, afalTHPOBAHHYIO
I10 IpyIinaM pucka. B rpymiie Huskoro pucka (63 (73 %)
MalyeHTa) XMMUOTEPAIio BhITONHsLIN 62 (98 %) mariu-
eHtaM. CpenHee KOJIMIeCTBO KYPCOB XUMHOTEparnu — 7,2
(2—16). IMoapobHO cBeaeHUS 110 00bEMY IIPOBEACHHOMI
XUMUOTEpAIUU NpeacTaBiIeHbl B Tab1. 4.

B o61ueit rpynne B 1-i AMHUYM XMMUOTEPAIUM Yalle
HCIOIb30BaIM KOMOMHaLMIO VA (BUHKPUCTUH, TaKTUHO-
munuuH (aktuHomuuuH /1)) — B 30 % (n = 25) ciyuaes.
Xumuoreparnus 1o rnporokony JOPMC-6 B koMOMHaLMn
BUHKPUCTUH, JaKTHHOMUIIVH, ndochammun (VAI) mpose-
ngeHay 22 (26 %) u 20 (23 %) naupeHTOB COOTBETCTBEHHO.
Pexxe mpuMeHSIIM XMMHUOTEPATNIO, BKIIOYAIOIIYIO BUH-
KPUCTUH, TaKTHMHOMULIMH 1 1nKiIodochamun (VAC) —
B 15 % (n = 13) ciy4aes. ITo 2 (110 2 %) TIAlIMEHTOB TTOJY-
YUJIN TIpoTpaMMHOe JiedeHHne 1o nporokony CWS-10
B kombuHanun CCE (kapb6orutatuH, mukiodochamus,
srono3un) u 1 (1 %) nauueHt — B KomOuHauuu VAl
C BKJTIOYCHHNEM 3TOMO3MIA ¥ aHTPALIMKIIMHOB B 1-1i TMHUN.
XyUMHOTepanus pa3Indanach B 3aBUCUMOCTH OT TPYIII PH-
CKa COTJIaCHO TPeOOBaHUSIM HCIOJIb3YeMBIX IIPOTOKOJIOB.

110

MoueBoii my- n
3bIpb/TpencTa- APATECTHKY.IAD- Bcero
TeJbHAS JKelle3a Hast
38 25 86
72 (26—220) 56 (17—111)
6 (16) 8 (32) 17 (20)
5(83) 5(63) 12 (71)
1(17) 3(37) 5(29)
14 (37) 15 (60) 33 (38)
12 (86) 10 (67) 25 (76)
— 3 (20) 4 (12)
2 (14) 2 (13) 4 (12)
18 (47) 2(8) 36 (42)
13 (72) — 24 (67)
5(28) 2 (100) 12 (33)

B rpymiie Hu3Koro prcka OblJI0 MPOBEAEHO B CpeaHeM 7,2
(2—16) xkypcoB xumuotepamnuu vs. 8,9 (6—14) Kypcos
B TPYIIIIe TpoMexXyTodHoro pucka (p = 0,01). EnmHcTBeH-
HBIM pa3IMIreM MEXKIY TPYIIIaMU PH aHATIN3e NCIIOIb-
30BaHHBIX CXEM XMMUOTEPAIIUHU SIBUICS TOT (haKT, YTO Kyp-
cbl VA nnpuMeHsutich y 40 % (n = 25) nmaLyeHTOB B TPyIIIe
HM3KOTO PYCKA U He UCII0JIb30BAIKCh B IPYIIIIE IIPOMEXKY-
touHoro pucka (p <0,0001). JleueHne mo mporpaMmme
JOPMC-6 niposenero B 22 % (n = 14) u 35 % (n = 8)
cy4aeB B IPYyIMIIax HU3KOIO U IMPOMEXYTOYHOTO pHUCKa
cootBeTcTBeHHO (p = 0,28), moBTOpHBIE Kypchl VAI —
B24 % (n=15)u22 % (n =5) coorBercTBeHHO (p = 0,4).
WMesics TpeH I B [0/1b3y 00JIee YACTOro MIPUMEHEHMSI 110~
BTOpHBIX KypcoB CAV B IrpyIilie MpoOMeXyTOUHOIO pU-
cka — 30 % (n=7) vs. 10 % (n = 6) B rpyIIie HU3KOTO
pucka (p = 0,06), onHaKO pa3HHULIA He JOCTUIJIA JOCTOBEP-
Hoctu. [IBa (3 %) mauueHTa IpyIinbl HU3KOTO PUCKa I10-
JIyIWTH Tepanuio 1mo mporokory CWS-10 (cM. Tabi. 4).
Y | nmanueHTa rpymnmbl HU3KOr0 PUCKA XMMUOTEPAIIUIO
He IIPOBOAMIIN B CBSI3U C OTKA30M POAUTEIEA.

JlyueBas Teparust ipoBeneHa 55 (64 %) u3 86 mann-
eHTOB, 13 HUX 49 (89 %) mauueHTaM — TUCTAHIIMOHHAS
ramMma-tepanust u 6 (11 %) — BHyTpunonoctHas JIT.
Cpennsisgs cymmapHas odarosas go3a JIT cocraBuna 43,1 Ip
(15—-56 Ip). Cpennee Bpemst Hayana JIT oT MOMeHTa 110-
CTAaHOBKM JMarHosa coctasuio 15,6 Hen (10—26 Hen).
0361, BpeMsl Hayajia U YMCJIO MALIMEHTOB, MOIYYMBIINX
JIT, pa3HUIUCH B 3aBUCMMOCTH OT KJIMHUYECKOI IPYIIIIHL.
HauGonpiiee yucio nauueHToB, noiayduBmux JIT,
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Tabmuua 4. Xumuomepanus y nayuenmos ¢ SMOPUOHANLHOI pAOOOMUOCAPKOMOIL MOUENOA0BOU CUCHEMbL 8 2PYNNAX HU3KO020 U NPOMEIICYIMOUHO20 PUCKOB

Table 4. Chemotherapy in the patients with embryonal rhabdomyosarcoma of the urogenital system of low and intermediate risk

Ipynna mpomexy-
IToka3arenn OO0mas rpynna Ibyml::l:::xom TOYHOTO PUCKA p*
Bcero ITallMEHTOB, N
Patients in total, n 86 63 23
Yucio ITAIIMEHTOB, IMOJYYMBIINX XUMUOTEPA-
nuto, 1 (%) 85 (99) 62 (98) 23 (100) 0,98
Number of patients receiving chemotherapy, n (%)
CpenHee KOJIMYECTBO KYpCOB XMUMUOTEPAIIUU
(Irama3oH) 7,7 2—16) 7,2 (2—16) 8,9 (6—14) 0,01
Mean number of chemotherapy courses (range)
Iporpamma, n (%):
Program, n (%):
JOPMC-6 22 (26) 14 (22) 8 (35) 0,28
DORMS-6
VA 25 (30) 25 (40) — <0,0001
VAI 20 (23) 15 (24) 5(22) 0,4
VAC 13 (15) 6 (10) 7 (30) 0,06
CWS-10 2(2) 2 (3) — —
VAI + 5T0no3un v aHTpauuKIMHbI 1(1) — 1(4) —
VAL + etoposide and anthracyclines
CCE 2(2) = 209 —
OTKa3 OT XMMUOTEPAIINN 1(1) 1(1) — —
refusal of chemotherapy
[IporpeccupoBanue Ha dhoHe 1-it TMHUN
XuMuotepanuu, n (%) 5(8) 4 (17) 0,3

Progression with 1% line chemotherapy, 7 (%)

* Pazauuus mexcdy epynnamu HU3K020 U NpOMelCymoyHo20 PUCKA.
*Differences between low and intermediate risk groups.

Ilpumeuanue. VA — sunkpucmun, dakmunomuvyut (akmuromuyun /1); VAI — eunxkpucmun, daxmunomuyun, ugocgpamud; VAC — eun-
KpucmuH, daxmunomuyun, yuxaopocpamud; CCE — kapbonsamun, yukiogocghamud, smonosud.
Note. VA — vincristine, dactinomycin (actinomycin D); VAI — vincristine, dactinomycin, ifosfamide; VAC — vincristine, dactinomycin, cyclophosphane;

CCE — carboplatin, cyclophosphane, etoposide.

3aKOHOMepHO oTMeueHOo B III kimHu4Yeckoi rpymmne —
86 % (n=131)vs. 61 % (n=20) u 24 % (n = 4) B KTUHU-
yeckux rpynmnax Il u I coorBercTBeHHO. PazHuiia mexmoy
rpynnamu IIT vs. I u IT u rpynnamu I vs. 11 B yactore nipo-
Benenus JIT 6buta 3Haunmoit (p <0,001 u p = 0,01 coot-
BetcTBeHHO). [Ipu aTOM cpentue no3et JIT B rpynmax I, 11
u 111 cocraBmmm 38,3 (32—45), 42,4 (15—50) n 44,2 (20—
50) Ip m mocToBepHO He pazmmyanuch (p = 0,2 [l vs. [ u 11,
p = 0,6 1 vs. 11). 3HaunmMble pasanuuss oOHAPYKEHBI
IIpu aHaJIM3e BpeMeHH Hadana JIT B 3aBUCMIMOCTH OT KJTH-
HUYeCcKo rpyniiel. Hanbosbimass oTcpoyka 1mo BpeMeH!
OT MOMEHTa Havyasia Tepanuu otMedeHa B 111 k1nHuye-
ckoii rpynre. Tak, B I rpyrme JIT HaunHanach B cpeaHEM
Ha 14,3 Hemenm (11—18-i1 Hemene) OT MOMEHTa Havajia
neyenus, B rpyrme 11 — Ha 13,5 vHenemm (10—22-i1 Henene)
u B rpynmne 111 — wa 17,1 vepenu (10—26-ii Hepene) (p
<0,001 I vs. Iu 11; p=0,8 I vs. II). Bce 4 (100 %) mawu-
eHTa 13 | TPYIIIEI TOTYIMIN TNCTAaHIIMOHHYIO TaMMa-Te-
parmio vs. 19 (95 %) u 26 (72 %) Bo 11 u III rpymmax

cootBeTcTBeHHO. BHyrpunonocrHas JIT nonyuena 1 (5 %)
nanueHToM Bo 11 u 5 (28 %) B 111 KMMHUYECKUX TPYIIITAX.

IIpu ananuze nmokazanuii K nposegeHuto JIT B 3aBu-
CUMOCTH OT CTaauu 3a00JIeBaHUS TaKxKe OOHAPYKEHBI
3aKOHOMEpHBIC 3HAYMMBIC pa3Inaus (Taou. 5). 3HaAYMMO
oonbiie nanueHToB ¢ 111 ctagueit momyuunu JIT o cpas-
HEHUIO C MEHee IMTPOABUHYTHIMU CTAIUSIMU 3a00JIeBaHNS.
Tak, npu 111 crapguu 3a6oaeBanus 19 (83 %) maLneHTOB
nonayunau JIT B ToM miam uHom Buze vs. 26 (57 %) nauu-
eHTtoB ¢ I cragueit u 10 (59 %) nauuenTos co 11 cranueit
(p=0,016 L vs. Iu1l; p = 0,87 L vs. I1). I1pu 3TOM U 10~
3a JIT Obuta 3HAaUMMO BHILLIE B Tpymiie mauueHToB ¢ 111 cra-
aueit PMC u coctaBuna 47,1 Ip (36—56 Ip) vs. 41,7 (15—
50) u 39,7 (20—50) Ip ipu 1 u 11 cTragusix COOTBETCTBEHHO
(p=0,001 T vs. ITm II; p = 0,5 T vs. II).

JIBoe TaIieHToB MOrnoaM Ha (OHE XMMHUOTEePAITUN
OT TOKCUMYHOCTH. [IpmanHO# cMepTH cTajia MHPEKIINOH-
Hasl TOKCUIYHOCTD Ha (poHe aria3uu KpoBeTBopeHMs. [o-
JMYHAasl JIETaJIbHOCTh cocTaBuia 2,3 %.
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Tabmmua 5. JTyuesas mepanus y nayueHmos ¢ IMOPUOHANBHOU pAGOOMUOCAPKOMOL MOUEN0A080I CUCHEMbl NO CMAOUSIM

Table 5. Radiation therapy in patients with embryonal rhabdomyosarcoma of the urogenital system per stages

IToka3arenb Cramus [
Bcero ITallMEHTOB, N 46
Patients in total, n
Yucno mauueHToB, MOJyYUBIIUX JTYYEBYIO
Tepanuio, n (%) 26 (57)
Number of patients receiving radiation therapy,
n (%)
Bun nydeBoii Tepanuu, n:
Type of radiation therapy, #:
NMCTaHIIMOHHAs raMMa-Tepanus 21
external gamma therapy
BHYTPUITIOJIOCTHAS 5
intracavitary
CpenHss no3a (auamnas3oH), Ip 41,7 (15-50)
Mean dose (range), Gy ’
Hayano nydeBoii Tepanuu, Helieab
OT ITOCTAHOBKHM JWarHo3a 15,9 (10—26)

Start of radiation therapy, weeks from diagnosis

B rpynme maunenToB ¢ PMC M04eIiosioBoii cucTeMbl
10-netHs1st OB 1 6e3penuauBHast BhkuBaemMocTs (BPB)
coctaBuia 76 u 72 % B cpennuii cpok 14,0+ 0,7u 13,4 £
0,7 roma cooTBeTcTBeHHO (puc. 1, 2). Becero 3adukcupo-
BaHO 24 perrauBa 3ab6oeBadus 1 20 cMepTeii TallMeHTOB
(B 18 cimygastx OT IporpeccupoBaHUs 00JIe3HU U B 2 CITy-
YasX OT TOKCHYHOCTH XUMHOTEPAITNH).

3HauYnMBIM (pakTOpoM TiporHo3a npu PMC y nereit
SIBJISICTCSI BO3PACT IMallieHTa Ha MOMEHT ITOCTAaHOBKU

1,01

0,8

0,6

04

0061an BbhxuBaemoctb/Overall survival

0 5 10 15 20
et/ Years

Puc. 1. ITamunemusnn obwas eviycusaemocms 6ceil epynnvl NAYUEHMO8
¢ pabdomuocapxomoir, n = 86 (20 cobvimuii). Obwas 6viicUaAEMOCMb
76,2 %, cpeonuii cpok 14,0 £ 0,7 e00a

Fig. 1. Five-year overall survival in the total group of patients with rhabdo-
myosarcoma, n = 86 (20 events). Overall survival was 76.2 %, mean duration
was 14.0 = 0.7 years
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Cramus I1 Cragus I1T p
17 23
0,016 (III vs. I u IT)
10 (59) 19 (83) 0,016 (111 vs. I and II)
0,87 (I vs. II)
10 18
— 1
0,001 (III vs. I u IT)
39,7 (20—50) 47,1 (36—56) 0,001 (III vs. I and II)
0,5 (I vs. 1)
0,3 (III vs. I m IT)
13,3 (11-18) 16,7 (10—23) 0,3 (ITI vs. T and 1I)

0,04 (I vs. IT)

nrarHo3a. Mul ipoanaymsuposain OB u BPB naumenTos
B Bo3pacTte <10 jet (n = 59, 15 cobbrtuit OB u 19 coobrTHit
BPB) u >10 ner (n = 27, 5 cobpitnit OB u 5 coObITHiA
BPB), BrirtoueHHBIX B UccieqoBanue. O61mas 10-1eTHsIs
BbIXMBaeMOCTb coctaBuia 74 % vs. 81 % npu cpeaHem
cpoke HabmoneHus 13,7 roma vs. 14,2 roma B rpyImiiax Ima-
mueHToB <10 et 1 >10 net coorBeTcTBeHHO. BPB cocTa-
Buna 68 % vs. 81 % npu cpeniHeM CpPOKe HAOJIIOZEHUS
12,5 roma vs. 13,8 roma. PaszHuna He gocturia

1,04

0,84

0,6

0,44

0,2

be3peumansHan BbixmBaemMocts/Recurrence-free survival
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Puc. 2. [Tamusemnuss 6e3peyuousHas GuiacueaemMocmy 6celi epynnvl Nayu-
enmoe ¢ paboomuocapxomoit, n = 86 (24 cobvimus). O6uas GvCUBAEMOCHTb
71,9 %, cpeonuii cpok 13,4 £ 0,7 eooa

Fig. 2. Five-year recurrence-free survival in the total group of patients with
rhabdomyosarcoma, n = 86 (24 events). Recurrence-free survival was 71.9 %,
mean duration was 13.4 x 0.7 years
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Puc. 3. Jlecamunemnsis obuas gvioicugaemocms no epynnam pucka. 1 — epyn-
na npomedcymouHoeo pucka; 2 — epynna Huskoeo pucka. Oowas olocu-
saemocmo 51 % vs. 85 %, cpednuii cpok nabaodenus 9,9 eoda vs. 14,5 eooa,

p=016
Fig. 3. Ten-year overall survival per risk groups. 1 — intermediate risk group;
2 — low risk group. Overall survival was 51 % vs. 85 %, mean follow-up

duration was 9.9 years vs. 14.5 years, p = 0.16

CTAaTUCTUUYECKOM MOCTOBEPHOCTH HU B ciydae OB,
HH B cirydae BPB (p = 0,5 u p = 0,2 cOOTBETCTBEHHO).

B rpynmax Hu3Koro m nmpomMexyrouHoro prucka OB
u BPB cocraBuiu 85 u 51 % nipu cpenHeM cpoke HabJII0-
nenust 14,51 9,9 rona, 81 u 47 % npu cpeaHeM CPOKe Ha-
omonenusa 13,9 n 9,0 roma coorBeTcTBeHHO. PaszHuia
B BEDKMBAEMOCTH MEXIY TPYIIIaMK HE TOCTUTJIA CTATH-
ctuyeckoii 3Haynumoctu (p = 0,16 u p = 0,2 COOTBETCTBEH -
HO) (puc. 3, 4). Bcero B rpynmax HU3KOTO ¥ IPOMEXYTOT-
Horo pucka rnpu aHanuse OB 3adukcupopansr 9 (n = 63)
u 11 (n = 23) cobwITHII cOOTBeTCTBeHHO. [Ipn aHaIM3e
BPB 3adpukcupoBaHo no 12 peunanBOB KaK B TPyIIIie HA3-
KOT0, TaK M IIPOMEXKYTOYHOTO PUCKA.

ITpu ananu3e 10-netHeit OB B 3aBUCMMOCTH OT KJIH-
HUYECKO TpyImH marneHToB ¢ PMC MouerooBoii cu-
cremsl B I, II u III rpynmax 3acdukcuposansl 1 (n = 17),
2 (n=233)u 17 (n = 36) cobbITUIi (CMEPTH MALIMEHTOB)
coorBeTcTBeHHO. OB cocrasmma 94 % vs. 94 % vs. 51 %
Mpu cpeaHeM cpoke HaomoaeHus 14,0 roga vs. 13,8 rona
vs. 9,9 roma coorBeTcTBeHHO. [1pu aHanm3e 10-meTHE
BPB B I, I u 111 rpynmax 3apukcupoBansl 2 (1 = 17), 4 (n
= 33) u 18 (n = 36) cobbituii (peunauBa PMC, cmeptu
mauueHToB) coorBeTcTBeHHO. BPB cocraBuia 88 % vs.
88 % vs. 49 % nipu cpenHeM cpoke HabmoaeHus 13,6 roga
vs. 13,2 roma vs. 9,4 rona. I1pm aToMm paszauiia 8 OB u BPB
mexay rpymmnoii 111 u rpynnamu I u 11 Obl1a 3HaUMMOI
B 00oux ciydasx (OB: p=10,9 (I vs. I1), p = 0,004 (I u 11
vs. 111); BPB: p = 0,99 (1 vs. 11), p = 0,015 (I u II vs. I11)
coorBeTcTBeHHO). AHanu3 OB m BPB B 3aBucumoctn
OT cTaanu 3a00JIeBaHMS BBISIBUJI CJICIYIOIIIE 3aKOHOMEP-
Hoctu: OB 1 BPB y maumenTos co Il cranueit PMC co-
craBuin 94 u 89 % npu cpegHUX CpOKax HAOIIOAECHUS

0,84
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0,4

0,24

be3peunansHan BbhxuBaemocTb/Recurrence-free surival
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Puc. 4. Jlecamunemusis 6e3peyuoUBHas BbIHCUBAEMOCHb HO SDYRNAM PUCKA.
1 — epynna npomesxcymounoeo pucka; 2 — epynna Hu3zkoeo pucka. bespeyu-
dusHas evicusaemocms 47 % vs. 81 %, cpednuii cpok Habaroderus 9,0 eoda
vs. 13,9 e00a, p = 0,2

Fig. 4. Ten-year recurrence-free survival per risk groups. 1 — intermediate
risk group; 2 — low risk group. Recurrence-free survival was 47 % vs. 81 %,
recurrence-free survival 9.0 years vs. 13.9 years, p = 0.2

13,1 u 12,7 roga cOOTBETCTBEHHO; y IMauneHToB ¢ | cTa-
nueit — 82 u 78 % npu cpemHUX cpokax HabmoaeHus 15,1
u 14,4 Toma COOTBETCTBEHHO, TIPX 3TOM pa3HMIIA HE JO-
CTUIJIA CTaTUCTUYECKOM 3Haunmoctu (p = 0,23 u p = 0,36
COOTBETCTBEHHO); y nauueHToB ¢ 111 cranueit — 48 u45 %
MpU CpeIHUX cpokKax HabmoneHus 9,4 u 8,7 roga. [1pu
sToM pazHuia Kak B OB, Tak u B BPB Mexxmy narimeaTamMu
¢ 1 u II cragusmu npotus nmauueHToB ¢ 111 cragueit mo-
CTHUIJIa CTaTUCTHUYecKOM 3HaunMocTH (p = 0,002 m p =
0,004 cootsercTBeHHO). OB 1 BPB 1o cTamusim ripencras-
JIEHBI Ha puc. 5 u 6. Beero B rpyrnmax nmauueHTos c 1, 11
u 111 craguamMu PMC Mo4eroioBoii cUCTeMBI IPY aHaI -
3e OB 3adukcupoBanbl 8 (n =46), 1 (n=18)u 11 (n=22)
COOBITHIA (CMEPTH TTALIMEHTOB) COOTBETCTBEHHO; TIPU aHA-
mm3e BPB — 10, 2 1 12 peunanBoOB cpeay MalneHToB C I,
11 n 111 cragmgaMu cOOTBETCTBEHHO.

CoxpaHeHNe pe3nayaTbHOI OIyX0JIeBOI MacCHI ITOCIIe
4—8 KypCcOB XMMHUOTEPAITNH SIBJISIETCS (DAKTOPOM, OTPH-
aTeJbHO BIUSIOIIMM Ha BBDKMBAEMOCTDH ITAIIMEHTOB
¢ PMC mouenonoBoii cucteMbl. B rpymme u3 27 mamyeH-
TOB, TIPOOTIEPMPOBAHHBIX ITOBTOPHO (OIEpalys O TUITY
second 100k) B CBA3M C HETIOJIHBIM OTBETOM Ha JICUCHMUE,
Habmomanoch 11 cobbITHit (cMepTeit) vs. 9 coOBITHI Cpenn
59 manMeHTOB, HE MOJYYUBIINX ITOBTOPHEIE OIEpaIlN
B CBSI3U C OTCYTCTBUEM pe3umyanbHoit ommyxonu. OB co-
craBuia 59 % nipu cpeaHeM cpoke HaboneHus 11,2 roga
vs. 85 % npu cpeaHeM cpoke HabmoneHus 14,5 roga co-
otBeTcTBeHHO (p = 0,017). 3HAUMMas pa3HUIIA MEXIY
rpyIaMu BbisiBIeHA U TIpu aHanu3e bPB, koTopast cocra-
Buia 56 % npu cpeaHeM cpoke HaboneHus 10,4 roga vs.
80 % npu cpenHeMm cpoke HabaogeHus 12,8 roma cooT-
BercTtBeHHO (p = 0,036). B rpynmax oTMedeHO IO
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Puc. 5. Jecamunremuss obwas avidcusaemocms NayUeHmos ¢ paboomuocap-
KOMOU MOY€n0A060l CUCIEMbl 8 3A8UCUMOCHIU OM HAAUYUS OCIAMOYHOU
OnyXoau nocie UHOYKMUGHOU mepanuu u no8mopHol onepayuu (second
look). 1 — epynna, 6 komopoii e npoéodunace NOBMOPHAs onepavus; 2 —
2pynna, 8 Komopoii noemopHas onepayus npoeodunacs. Obujas eviicusae-
mocmv 84,5 % vs. 59,3 %, cpeonuii nepuod mabniodenus 14,5 eoda
vs. 11,2 200a, p = 0,017

Fig. 5. Ten-year overall survival of patients with rhabdomyosarcoma of
the urogenital system depending on the presence of residual tumor after
induction therapy and repeat operation (second look). 1 — group without
repeat operation; 2 — group with repeat operation. Overall survival was
84.5 % vs. 59.3 %, mean follow-up duration was 14.5 years vs. 11.2
years, p =0.017
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Puc. 6. Jlecamunremuss 6e3peytiOUsHAS BbINCUBAEMOCHb NAUUEHMOE ¢ pad-
00MUOCAPKOMOI MOHEN 00801 CUCEMbL 8 3A8UCUMOCIU OM HAAUYUS OCMa-
MOYHOU ONYXoau nocae UHOYKMUGHOU mepanuu U NOGMOPHOL onepayuu
(second look). 1 — epynna, é komopoii He npoeoOUNACH NOBMOPHAS ONepa-
yus; 2 — epynna, 8 KOmopoii NH0gMopHas onepayus nposoousacs. bespeuyu-
OusHas evicueaemocms 79,6 % vs. 55,6 %, cpednuii nepuod Habaodenus
12,8 200a vs. 10,4 200a, p = 0,036

Fig. 6. Ten-year recurrence-free survival of patients with rhabdomyosarcoma
of the urogenital system depending on the presence of residual tumor after
induction therapy and repeat operation (second look). 1 — group without re-
peat operation; 2 — group with repeat operation. Recurrence-free survival was
79.6 % vs. 55.6 %, mean follow-up duration was 12.8 years vs. 10.4 years,
p=0.036
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12 peuanBoB cpenu 27 1 59 maliMeHTOB COOTBETCTBEHHO
(cM. puc. 5 1 6 COOTBETCTBEHHO).

E1ie 6oee 3HaunMast pasnuiia mpu aHaiause Kak OB,
Tak 1 BPB oTMedeHa B rpymiiie mameHTOB, IPOOIIEPHUPO-
BaHHBIX ITOBTOPHO, Y KOTOPHBIX MPU THCTOJIOTUIESCKOM
HCCIIeI0BaHNY 00HAPYKEHBI KUBBIE OITyXOJIEBBIE KIICTKI
(rraroMopdo3 I—III crenenn), mpOTUB IPYIITEI MAIIECH-
TOB, Y KOTOPBIX THCTOJIOTMYECKHU 3apEeTUCTPUPOBAH I1aTO-
Mopdo3 IV crenenn (puc. 7, 8). B 1-10 rpy1iry BKIIOYEHBI
15 (56 %) natmenToB, Bo 2-10 — 12 (44 %). [1pu aHanusze
OB B 1-ii rpy1ie otMeueHo 9 cobbituii y 15 (60 %) marm-
eHTOB vs. 2 cobbiTuii y 12 (17 %) nauueHTOB B IpyIIIIe
C TIOJIHBIM ITAaTOMOP(O30M ITOCTIe MHAYKTUBHON XMMHUO-
tepanuu (OB coctaBuna 40 % vs. 83 % nipu cpemnHeM cpo-
ke HabmoneHnus 8,4 roma vs. 13,8 roma, p = 0,027).
ITpu anammsze BPB otmedeno 10 coObITHI vs. 2 COOBITUIA
B rpyimax cootBerctBeHHO (BPB cocraBuna 33 % vs. 83 %
Mpu cpeaHeM cpoke HabmoneHnus 7,0 roma vs. 13,8 rona,
p = 0,013 COOTBETCTBEHHO).
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Puc. 7. lecamunemusia obuias sbidcusaemocms RayUeHmos ¢ paboomuocap-
KOMOII MO4enoA0801l CUCMEMbL, NPOONEPUPOBAHHbIX N08MOopHo (second look)
8 3a6UCUMOCIU O 0OHAPYIHCEHUsI Pe3UDYANbHBIX ONYX01e8bIX Kaemok. 1 —
onyxo1e6uix Kaemok He o0Hapycerno (namomopgos 1V cmenenu); 2 — pe-
3udyanvHule onyxonesvle kaemku (namomopgos I—II1I cmenenu). Odbwas
sviocusaemocmv 83,3 % vs. 40,0 %, cpednuii nepuoo nabarodenus 13,8 200a
vs. 8,4 eo0a, p = 0,027

Fig. 7. Ten-year overall survival of patients with rhabdomyosarcoma of the
urogenital system who underwent repeat surgery (second look) depending on
detection of residual tumor cells. 1 — no tumor cells detected (grade IV patho-
morphosis); 2 — residual tumor cells detected (grade I—I11 pathomorphosis).
Overall survival was 83.3 % vs. 40.0 %, mean follow-up duration was 13.8
years vs. 8.4 years, p = 0.027

06cy:xneHue

BrrepBrie B Poccuu BcecTopoHHEMY aHANA3Y MOABEP-
[JINCH TAHHBIE 110 JICUSHUIO OOJIBHBIX C JIOKAJTM30BaHHOM
1 MECTHO-pacIpocTpaHeHHOI sMOproHaabsHoii PMC Mo-
YEITOJI0OBOI CUCTEMEI, TTOTyIeHHBIC Ha OOJIBIITON 1 MOHO-
MopdHOI rpymIie 00IbHBIX. HecMOTpsI Ha TO 9TO TIprUMe-
HSIJTUCH Pa3IMIHBIC TIPOTOKOJIBI, 3TO HE KOMITPOMETHPYET



Onyxoau mMo4enon08oii cucmemvl y demei

0,8-

0,6+

0,4+ 2

0,2+

be3peunansHas Bbhxusaemoctb/Recurrence-free survival

0 5 10 15 2
Net/Years

Puc. 8. ecamunremuss 6e3peytiousHas auiacusaemocns nayeHmos ¢ pao-
00MUOCAPKOMOIL MO4EN0A080U CUCHEMbL, NPOONEPUPOBAHHBIX NOBIMOPHO
(second look) 6 3asucumocmu om oOHapyicenus pe3udyanbHbiX ONYX0Ae6biX
Kaemok. 1 — onyxonesvix Knemok He 06HapyyceHo (namomopghos 1V cmene-
HU); 2 — pe3udyanvhble onyxonegule kaemku (namomopghos I—I11 cmenenu).
Bespeyuousnas evincueaemocmov 83,3 % vs. 33,3 %, cpeonuii nepuod na-
oarodenus 13,8 eoda vs. 7,0 eoda, p = 0,013

Fig. 8. Ten-year recurrence-free survival of patients with rhabdomyosarcoma
of the urogenital system who underwent repeat surgery (second look) depend-
ing on detection of residual tumor cells. 1 — no tumor cells detected (grade 1V

pathomorphosis); 2 — residual tumor cells detected (grade I—111 pathomor-

phosis). Recurrence-free survival was 83.3 % vs. 33.3 %, mean follow-up

duration was 13.8 years vs. 7.0 years, p = 0.013

IMOJTyYeHHBIC JaHHBIE, TAaK KaK BO BCEX CIIydYasx pedb IIja
0 Tepanmy, amalITUPOBAHHON K IPYIIIaM PHUCKa U CTaTUsIM
orryxoiu. [1py 3ToM WINTETbHOCTD, MTHTEHCUBHOCTB ITPO-
rpaMM, HaGOp ¥ JO3HI IIPEIapaToB OBUTH CPaBHUMBI MEX-
ny coboit. [Tonyyennsie pesyinsratel OB 1 BPB 76 n 72 %
IIJIST HAIITMX TTALIMEHTOB C JIOKAJIM30BaHHOM SMOPHOHAb-
Hoit PMC cpaBHUMBI ¢ TaHHBIMY UCCIICAOBAaHUI CEBEPO-
aMEpPUKAHCKNX U €BPOIEHCKMX KOOIIEPAaTUBHBIX TPYIIIL.
IIpu s3ToM kak OB, Tak 1 BPB pasnnuanuce B rpynmax
HU3KOTO U MPOMEXYTOYHOI'O PUCKA 1 COCTaBMWIN 85 % vs.
51 % n 81 % vs. 47 % cOOTBETCTBEHHO, OJHAKO HE TOCTH -
[JIM CTAaTUCTUYECKOI TOCTOBEpHOCTU. B panmomMusmpo-
BaHHOM HCCJIEIOBAaHUM pe3yabTaToB npoTokona IRS-1V,
obobenmHuBIIEM PMC Bcex okanmmuzaumii, 3-netHsast OB
B IpYIITe HU3KOTO PYCKa TaK:Ke OBlIa BBIIIIE, YeM B TPYII-
e IPOMEXYTOYHOIo prucka u coctaBuia 95 % vs. 78 %
y OOJILHBIX ¢ A3MOpuoHanbHOit PMC, a 5-netuss bPB —
88 % vs. 76 % [6]. Pasuuia B OB u BPB MoxeT GbITh 00b-
SICHeHA TIPEKIIe BCETO Pa3IMIHBIMU ITOIX0TaMHU K 00beMy
XUPYPTAYECKOTO BMEIIATEIbCTBA B CIIydae TPYIIITHI TAIlH-
eHTOB ¢ PMC M04eBOTO ITy3BIps U MPEACTaTeIbHOM XKe-
ne3nl [7]. Tak, B mpoTokoyax IRS-IIT u IRS-IV okoio
20 % nauueHTOB ObUIa IPOBeAeHA pagUKaabHasK LIUCTIK-
TOMMSI Ha TIEPBOM 3Talle WJIM Ha 3Talle TIOBTOPHOM oIepa-
LMK, 9TO YIAYYIIWIO PEe3YIbTaThl JICUCHUS B 1eaoM [8].
B pamkax ananuzupyembix nporpamm HM UL onkonoruu
uMm. H.H. biroxuHa panukanbHas HUCTIKTOMMUS Obliia

MpoBeieHa TOJNBKO B 3 % citydaeB. 3HAYMMOCTb 00beMa
OIIEPATHBHOTO JICUCHMST TIOKA3aJIA €BPOIIEHCKIE T MEXKITY-
HapOIHBIC TTPOTOKOJIBI, B KOTOPBIX MOJIsI paagnKaIbHBIX
LIMCTIKTOMUIA, B YACTHOCTH, M aTPECCUBHOCTBD ITPOTPaMM
TIepBUYHO TepaIlnu, B IEJIOM, TPAIUIIMOHHO HITKe. Tak,
B HeMeLKoM ipotokojie CWS-96 OB cocraBuia 88 % vs.
40 % B rpyImax OOJbHBIX C IIOJHOM U HEMOJIHON pe3eK-
LIMEi OITyXOIU cOOTBeTCTBeHHO [9]. B mpoTtokomax SIOP
MMT-84 u MMT-95 pesynbrarel S-netaeit OB u BCB
115t mareHToB ¢ PMC Mo4eBOTo Imy3sIpst M IpeACTaTe Ib-
Hoii kee3bl coctaBmim 80 u 60 % u 82 u 67 % coorBet-
ctBeHHoO [10].

MHTEHCUBHOCTD XMMUOTEPAITH B CCIIEAyeMOI HaMu
KOTOPTE MAaIlMeHTOB I'PYMITHl HU3KOTO PYICKa ObljIa BHIIIIE,
YeM B 3apyOeKHBIX IIPOTOKOJIaX. boJjiee MoIOBUHEI Mallk-
eHTOB (57 %) MOAy4YUIIM TepaInio C UCIOJIb30BaHUEM
3 mpermapaToB, BKiIovas uukiaodocdamua niam ndocda-
MU B 100OaBJIcHNE K BUHKPUCTUHY ¥ JTaKTMHOMUIIHY.
Ha nHam B3ry1s/1, 3TOT ITOAXOM He OITpaBIaH U BEIET K yBe-
JIMYEHUTO TOKCUIHOCTH JICYCHUS 1 PA3BUTHIO OTTATICHHBIX
MOOOYHBIX 3(P(PEKTOB B ATOM TPyMITe C OIATOMPUSITHBIM
IMPOTHO30M. XMMHOTepansi BAHKPUCTUHOM M TaKTUHO-
MUIIMHOM TIpHM YCJIOBUM OJIATOTIPUSITHOM JIOKATU3aIlN1
W TUCTOJIOTUM OITYXOJIM, MUKPOCKOIIMICCKI WJIM MaKpo-
CKOIMYECKHU PAaIUKAIbHOTO e¢ yaaaeHus (KIMHIICCKIE
rpynisl 1 n 11) obecrieunBaeT BEICOKYIO BBKMBAEMOCTD
Ha ypoBHe 90—95 % u He TpebyeT uHTeHCUbUKALIMY [6,
10]. IMpu neyeHUU MAUEHTOB ¢ dMOpHoHaNbLHOIT PMC
TPYIIIBI TPOMEXYTOUYHOTO PHCKA YBETUUECHUE KypCOBOit
O3Bl AJKMIMPYIOMUX areHToB (LuKiIodochaMum
wm ndochamMua) u godaBIeHNE UX K CXeMe BUHKPHUC-
TUH — JAKTUHOMULMH oBbIIaioT bPB ¢ 72 % B IRS-111
10 78 % B IRS-1V (p = 0,02). [1pu 3T0M CyMMapHBbI€ 10351
BUHKPHUCTUHA Y JAaKTUHOMUIIMHA OBLTM CHIKEHBI Ha 30
u 50 % coorBeTcTBeHHO [6]. OnHAKO 3TOT 3(pdeKT ObLI
OTMeYeH ToabKO y 0oabHbIX | 1 11 KIMHMYEeCKUX TPy,
a TaKXe Y OOJIbHBIX C TIOJTHBIM OTBETOM Ha MHIYKTUBHYIO
tepanuto. B 111 rpyrnne v ipu coxpaHeHUU pe3nayalbHOI
OITyXOJIEeBOM Macchl Ha (hOHE MHIYKIIMU J030Bast MHTCH-
crUKaLNS ATKIIMPYIOIINX areHTOB OblIa He 3P deKTHB-
Ha 1 He TT03BOJIJIa TOOUTHCS YBEJIMUCHNS BBLKMBAEMOCTHI
(BPBu OB 72 % vs. 75 % n 80 % vs. 82 % cooTBeTCTBEH-
HO). [lo0aBIIeHNE XMMUOIIPEIIapaToB KapOoIIaTUHA, 3TO-
no3uaa, anupyouiMHa K cxeme IVA He najio moBbIlIeHUS
kak OB, Tak u BPB [5, 10]. BTi gaHHbBIe COBMANAIOT C pe-
3yJbTaTaMM HAIIETo NCCICIOBAHMA.

OTHepHOTO BHUMAHMS M OOCYKICHMS 3aCTy>KUBacT
TpyIIIa MAlMEHTOB C JOKAIM30BaHHON 9MOPMOHAIBHOMN
PMC MO4YeII010B0I1 CHCTEMBI, Y KOTOPBIX pe3nayaTbHast
OITyXOJIeBass Macca COXpaHsIach Imociie 4—8 KypcoB MH-
IYKTUBHOW XMMHoOTepanuu. B aroit rpymme kak OB, Tak
1 BPB 0Ob11a 3HAUMMO HUXKE, YEM Cpeau MalueHTOB, 10~
CTUTIIHNX ITOTHOTO 3(deKTa 1mocye onepanuy 1,/ mi KOM-
OouHUpoBaHHOTO JieueHus (59 % vs. 85 % u 56 % vs. 80 %,
p=0,017up = 0,036 coorBeTcTBeHHO). [Ipu 3TOM, ECIIU
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ITOCJIe TIOBTOPHOM OIlepalliy, IIPOBEICHHON B CpeaIHEM
Ha 19,7 nepenu (8—40-1ii Henese), BBISBISIUCH KUBBIC
Kj1eTKu oryxoiu (56 % ciydaeB), TO 3TO AOMOIHUTEIBHO
OTPHIIATEILHO CKA3hIBAJIOCh Ha pe3yiIbraTax. BelsiBeHHAs
TCHICHIINS K YXYIIICHUIO TIPOTHO3a TIPU HAIMINU PE3U-
ITyaJIbHO# OITyXOJIU TIOJTHOCTBIO COTJIACYETCSI C PE3YJIbTa-
TaMU 3apyOeXXHbBIX UccienoBaHuii. B mporokone IRS-IV
OB u BCB cocraBunu 67 % vs. 89 % w 53 % vs. 81 %
B TPpYIINax ¢ OOHAPY:KEHHBIMU PE3UIyaIbHBIMU KIICTKAMU
PMC u 6e3 TakoBBIX COOTBETCTBEHHO [11]. OmyxoneBble
KJIETKY OBUTH BBISIBIICHBI B 59 % TMOBTOPHBIX OIMepalnii.
HMHTepecHO, YTO XOTsI IIOBTOPHBIE OIIEPaIliK B IIPOTOKOJIE
IRS-IV npoBogunuck Ha 46—47-ii Hemele OT Hayasa Jie-
YeHWsI, Pe3yJIbTaThl BBIKMBAEMOCTH OBLIM CPaBHUMEI
C TIpeICTaBICHHBIMKU HaMU, T1I¢ OOJIBHBIC B CPETHEM OITe-
PUPOBAINCH IIOBTOPHO 00JIee YeM B 2 pa3a paHbIIIe.

3aknioueHue

Jlns moydeHus1 BBICOKMX T0Ka3aTelei n3JieuyeHust
nerey ¢ gokanusoBaHnHoi PMC M04enosioBOi CMCTEMBI
HEeoOXOAMMO MX YEeTKOe pacIpeaceHue U JeUyeHUe B 3a-
BHUCHUMOCTH OT KJIMHUYECKUX TPYIIN, CTaAWUi U TPYIII PU-
CKa COIIaCHO COBPEMEHHBIM KPUTEPUSIM.

Het HeoOxonuMoCTH TiepesieunBaTh NalieHTOB IPYII-
bl HU3KOTO PUCKA, BKIIIOYAsI B XMMUOTEepareBTUUECKHIE

CXEMBI TOTIOJIHUTEIbHBIC TIPEIIapaThl M YBEIMINBAsI TIPO-
JOJDKUTEIIBHOCTD JICYCHMUST.

Llenecoobpa3zHo MHTEHCU(ULIMPOBATH XUMUOTEPA-
MU0 TSI TTAIIeHTOB TPYIIIBI IIPOMEXYTOUYHOTO PHCKa,
yTOOBI M03a IHUKJIohochaMuma cocTaBisia HE MEHee
2000 Mr/mM?2 Ha Kypc WM SKBUBAJIEHTHYIO 103y 110 ndoc-
dammmy. He 11e71ec000pa3Ho M00ABIISATH K CXeME JICICHUS
JIOTTOTHUTETbHEIC TIpeITapaThl TP HAJTMINH BEIPAXKEHHO-
IO KIIMHUYIECKOTO 1 PaTUOJIOTUTIECKOTrO OTBETA HA MHIYK-
TUBHYIO T€PAITHIO.

B 1enstx mpenoTBpallieHUST pa3BUTUS XUMHUOPE3NC-
TEHTHOCTH OITYXOJIM KaXeTCsI HeOOXOIUMBIM ITPOBOINUTH
MMOBTOPHBIE oIepanuy Ha 18—22-X HeAeldx OT Havaua
JICUCHMS TP COXPAaHCHUH Pe3MAyaJTbHOM OIyXOJIeBOMU
MacChl 1 MHTEHCU(PUIIMPOBATD JiIeYeHHE TIpU OOHapyXKe-
HUM XKUBBIX KjIeToK PMC B ynaneHHOM obpa3ie. B atom
ciIyJae CJIeqyeT He TOJIBKO U3MEHSTh CXeMbl XUMHUOTepa-
MY, HO U TIPUMEHSITh 00Jiee arpeCCUBHYIO XUpypriuye-
CKYIO TAKTUKY ¥ MAaKCHMAaJIbHO BO3MOXHBIC O3B U 00h-
embol JIT. B uenom Oojnee arpeccuBHasi TaKTUKa
B OTHOIIEHMM 3MOpuoHanbHoii PMC, cBoiicTBeHHas ce-
BepoamepukaHckoii rpymnie COG, 1o cpaBHEHHIO C €BPO-
MeCKUMHU TPYIIIIaMU, KaXeTcsI HaM OINTHMAallbHOM
IIJISI IPUMEHEHMST B YCIIOBUSX POCCUMCKOM CHCTEMBI OH-
KOJIOTUYECKOI TTIOMOIIIN JETSIM.
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