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Beeoenue. 3n0xauecmeernnvie onyxonu napameHUH2eaNbHol A0KAAU3AUUY PA3IUYHYL RO ceoell Moppoaoeuu. Haubonree wacmoimu seasomes
paboomuocaprkoma, scmesuoneiipooracmoma u Heouggepenyuposannsiii pak. Pabdomuocapkoma — camolii pacnpocmpaneHHblil 6apuaHm
capxom maekux mxareii. Iloxazamens 3a601e6aemocmu cocmasasem 0,9 na 100 moic. demckoeo Hacenerus. Coenacro oanHvim Jemckoii
onkonoeuyeckoii epynnot (COG), npumenenue KOMNACKCHO20 UHMEHCUBHO20 NPOMUBOONYX0Ae6020 ACHEHUs, GKAIYaue20 6 ceds
MHO20KOMHOHEHMHYIO XUMUOMEPANUIO, AYHe8YI0 MEepanulo, COBPEMEeHHble XUpYPeUHecKue MmMexHOAOUU, NPUBEA0 K YEeAUYCHUNO
nokasameneil obuweil 5-nemueil eviacuseaemocmu 0o 70 %. Pazsueascy 6 smux anamomuueckux cmpyKmypax, padoomuocapKoma
806/1€KACM 8 NPOUECC HECKOAbKO NPUAEHCAUUX AHAMOMUMECKUX 30H, 6 MOM YUCAe OPeaH 3DeHUs U 20/106HOU Mo3e. Jleuenue Oemeil
¢ napameHuH2edaabHol padooMUOCApKoMol mpebyem He MoAbKO O0CMUICCHUS OHKOAOUYECK020 PAOUKAAUIMA, HO U MUHUMU3AUUU
OMOANEHHbIX NOCACOCMEUI MEPANUU, SAUSIOWUX HA KA4eCmeo Jcu3nu. B amom konmerxcme 6vibop xupypeuueckozo docmyna (mexicoy
MPAOUUUOHHBIMU  OMKDPbIMbIMU  ONEPAUUAMU U MPAHCHA3AAbHOU SHOOCKONUYECKOU Xupypeuell) npuoGpemaem ocoboe 3HaueHue.
OmKpoimole 00CMYNbl, HECMOMPS HA CE0I0 IPHeKMUBHOCb, CONPSNCEHbI ¢ PUCKOM HOBPENCOCHUs. 30H POCMA AULEB020 CKelemda
U 3HAUUMENbHbIMU KOCMemu1eckumu oegekmamu. B mo duce pems mpancHazanvHas 3HO0CKONUMECKAst XUpypeus no360s1em uzoeicams
2MUX HedoCmamkos, obecnevusas npu 3MoM A0eKEeamHbll OHKOA02UMECKUI KOHMPONb, 4mo oeidem ee Oonee npeonoymumenbHuim
Memooom 6 neduampu4eckoll npaKmuxe.

Ileab uccaedosanus — npooemMoOHCMPUPOBAMb BO3MONCHOCIU U NPEUMYUECEA MPAHCHA3ANbHOU SHOOCKONUYECKOU XUPYPeUU 8 AeHeHul
demeii ¢ hapameHUHeeaNbHol pabooMUOCAPKOMOIL.

Mamepuaavt u memooot. B uccredosanue exarouenst 36 nayuenmos 6 eozpacme om 9 mecsuyes do 14 .1em ¢ duaenozom pabdomuocapkomol
NnapameHuHeeanbHol N0KAAU3AUUL, KOMOPbIM NPOBOOUAOCH CheyudnbHoe aedeHue 8 nepuod ¢ 2017 no 2022 e. Cpedu Hux npeobradaru
manvuuku — 20 (56 %). Bcem nayuenmam npogodunoce xupypeuueckoe neverue 6 ycaosusx ¢ HUH J10ul um. akad. PAMH JI.A. Jlyprosa
OI'BY «HMHI] um. H.H. Baoxuna» Munsdpasa Poccuu.

Pesynwrarbl. [Ipu meduane nabarodenus 60 mec 6 uccaedyemoii epynne cusvl 25 (68 %) nayuenmos. 3apeeucmpuposaro 10 (29 %)
AeManbHbIX Ucx0008, uz nux 9 (26 %) OGviau 00ycaosnenv npoepeccuposanuem 0cHoéHo2o 3aboneeanus, 1 (3 %) — ocroxcnenusmu
npogedennoil mepanuu. Odun (3 %) nayuenm w1061 U3 danvHeiuieeo HabaOO0eHUsl.

BoiBoabl. Pacwupenue npumeHeHus MpAHCHA3AAbHOU 3SHOOCKONUYECKOU XUpypeuu 6 AeeHuu oemeil ¢ NApamMeHUuHeedabHOl
paboomMuocapkomoii  00yci061eHO YHUKAAbHbIM COYEMAHUeM NPeumMyuecme: npesocxo0HOl UHMPAONePayUoOHHOU BU3yalu3ayuei,
obecnevusaioueil paduKaibHOCMb BMEUAMenscmea, U MUHUMAALHOU MPAGMAMUYHOCMbIO, YMO NO368045eM COXPAHUMb UHMAKMHblE
anamomuyeckue cmpykmypol. JanrvHeliuee pazeumue 5moi Memoouxku, 6 c80l ouepedb, CMUMYAUPYEMCS MEXHOA0UYeCKUMU
UHHOBAUUAMU U MECHbIM MeNCOUCUUNAUHAPHBIM 83AUMOOCHCMEUEM.
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Transnasal endoscopic surgery in the complex treatment of children with parameningeal rhabdomyosarcoma
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Introduction. Malignant tumors of the parameningeal region are neoplasms with varying morphologies. The most common malignant tumors
of this location are rhabdomyosarcoma, esthesioneuroblastoma, and undifferentiated carcinoma. Rhabdomyosarcoma is the most common
soft tissue sarcoma. The incidence rate of rhabdomyosarcoma is 0.9 per 100,000 children. According to the Children's Oncology Group,
comprehensive, intensive antitumor treatment, including multiagent chemotherapy, radiation therapy, and modern surgical technologies,
has increased overall 5-year survival rates to 70 %. Developing in these anatomical structures, rhabdomyosarcoma involves several adjacent
anatomical areas, including the visual system and the brain. Treatment of children with parameningeal rhabdomyosarcoma requires not only
achieving oncological radicality but also minimizing the long-term consequences of therapy that impact quality of life. In this context, the
choice of surgical approach — between traditional open surgeries and transnasal endoscopic surgery — takes on particular importance. Open
approaches, despite their effectiveness, carry the risk of damaging the facial growth plates and causing significant cosmetic defects. However,
transnasal endoscopic surgery avoids these drawbacks while ensuring adequate oncologic control, making it an increasingly preferred method
in pediatric practice.

The aim of the study — demonstratation of the capabilities and advantages of transnasal endoscopic surgery in the treatment of children with
parameningeal rhabdomyosarcoma.

Materials and methods. The study included 36 patients aged 9 months to 14 years diagnosed with parameningeal rhabdomyosarcoma who
underwent specialized treatment between 2017 and 2022. Boys predominated — 20 (56 %). All patients underwent surgical treatment at the
Research Institute of Preschool Education and Gynecology, N.N. Blokhin National Medical Research Center, Ministry of Health, Russia.

Results. After a median follow-up of 60 months, 25 patients (68 %) in the study group are alive. Deaths occurred in 10 patients (29 %), of
which 9 (26 %) were due to disease progression, and 1 (3 %) was due to complications of the treatment. One patient (3 %) was lost to follow-up.

Conclusions. The expanded use of transnasal endoscopic surgery in the treatment of children with parameningeal rhabdomyosarcoma is
driven by a unique combination of advantages: excellent intraoperative visualization, ensuring radical intervention, and minimal trauma,
preserving intact anatomical structures. Further development of this technique, in turn, is stimulated by technological innovations and close
interdisciplinary collaboration.

Key words: children, head and neck rhabdomyosarcoma, transnasal endoscopic surgery, radiation therapy, chemotherapy
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BBenenne

Pabnomuocapkoma — 370KayeCcTBEHHOE HOBOOOpa-
30BaHUE M3 SMOPUOHAIBHBIX ME3CHXUMAJIbHBIX KJIETOK,
yactora 3aboseBaeMocTu coctapisieT 0,9 Ha 100 ThIC. AeT-
cKoro HaceyieHust [1].

B 40 % cnyuyaeB pabGmoMuOcCapKoMa JIOKaJIM3YeTCsI
B 00JIaCTM TOJIOBBI U IIIEHW, IIPU 3TOM Ha CJIydaud Ilapa-
MEHMHTIeaJIbHOro (rpaHMYallero ¢ OCHOBaHUEM 4Yeperia)
pacrnpocTpaHeHUsT OMyXOJIM TMpUXoauTes a0 15 %, dro
cyuTaeTcs He0IaronpPUsITHBIM ITPOTHOCTUYECKUM (DaKTO-
poM. B 3Ty rpyIimy Mbl OTHOCHM OITyXOJIM ITOJIOCTU HOCa
U OKOJIOHOCOBBIX T1a3yX (40 %), Hocornotku (25 %), KpbI-
JIOHEOHOI M TMOIBMCOYHOM sIMOK (25 %), cpeaHero yxa
(15 %), a Takke 0Opa3oBaHust OPOUTHI C UHTPaKpaHUAIb-
HbIM pacnpoctpaHeHueM (15 %). Pa3BuBasich B 3TUX aHa-
TOMUYECKUX CTPYKTypax, HOBOOOpPA30BaHUSI BOBJICKAIOT
B IIPOLIECC HECKOJIBKO MPUJIEKAIIMX aHATOMUYECKUX 30H
[2, 3].

KnnHuyeckue nposiBiieHNs pa3HOOOpa3HbI M HECTIE LM -
¢uunbl. [TauMeHTHI IPEIBABISIOT XKaJIO0bl HA 3aTpyaHE-
HUE HOCOBOTO IbIXaHUsI, 3AJI03KEHHOCTb HOCA, BbIICICHUS
M3 IOJIOCTU HOCA Pa3IMYHOrO XapakTepa, ClIe30TeYeHUE,
TOJIOBHYIO 00JIb M TOJIOBOKpYXKeHue, cyodeopuauret. [Ipu
0oJIblIIEH PacIpOCTPAaHEHHOCTH OITyXOJIEBOrO IMpoliecca
MPUCOEAMHSIIOTCS CUMIITOMBI  BOBJICYCHUSI UYEPEITHO-
MO3TOBBIX HEPBOB, a TAKXKE OITYXOJICBbIC M3MEHEHMS MSIT-
KUX TKAHEW JIM1a.

o Havasa 1960-X rogoB OCHOBHBIM METOJIOM JICYCHUSI
JeTeit ¢ pabmoMuocapKoMOoi MapaMeHUHIeaaIbHOM JIoKa-
JIM3alUM ObLIO XUPYPruveckoe yaajJeHUe MepBUYHOM
OIyXOJIU C TIOCIeayIolei TydyeBoil Tepanueil (B ciiydyae
HepagukalbHOUM omnepauuu). OOIIag BbLKMBAEMOCTh
cocrasisuia 5 % [4].

Hacrosinym mpopblBOM B JICYEHUU JAHHOM TIpyII-
Nbl JETEW CTajl KOMIUJIEKCHBIM IOAXOM, BKJIIOYAIOLIUNA
HCIOJIb30BaHUE MHOIOKOMITIOHEHTHOM XUMUOTEPAIlu,

JIy4eBOIl Tepaluyd M XUPYPrMYeCKOTOo BMeEIATe/IbCTBA,
YTO 3HAYUTEIBHO YJIYUIIMIIO ITOKA3aTeIM BbKMBAEMOCTHU
[5]. Tak, obmiast 5-71eTHSIST BbIKMBAEMOCTb, MO JaHHBIM
3apy0eXXHBIX Koyuter, cocTasisieT 73 % [6]. K coxayeHuro,
B 25 % ciyyaeB NP1 MHUIIMAIbHOM AMATrHOCTUKE BhISIBIISI -
I0TCsI OTIAJICHHBIE METacTa3bl B JIETKKMX, KOCTSIX, KOCTHOM
Mo3re, B 8 % — JIenTOMEHUHIeaIbHOE MeTacTa3upoBaHue
[7]. OO6mass 5-;meTHsisI BbDKMBAeMOCTb JAHHOM TIPYIIIIbI
MalMeHTOB cocTaBsieT Bcero 5—10 %.

Xupyprudeckoe JieueHue aeTeii ¢ pabaoMruocapkoMoit
SIBJISIETCSI HEOThEMJIEMOI YaCThI0 B KOMILJIEKCE IIPOTUBO-
OITYXOJIEBBIX MEPOIIPUSITUIA, [IOCKOJIbKY ITAILIMEHTHI C IO~
HbIM ynaneHueM onyxoiu (RO — ¢ kpaem He MeHee 1 cM,
MMKPOCKOITMYECKU CBOOOIHBIM OT OITYXOJIEBBIX KJIETOK)
UMEIOT HAWJIYYIIWIA IPOTHO3.

OCHOBHBIM CTaHIAPTOM XUPYPTUYECKOIro JICYCHUS
OIyXOJICli OCHOBaHMS 4Yeperia SIBJISJIaCh OTKpPbITasi Kpa-
HuodalmanbHas pesekius. OaHaKo, COMIACHO Pe3yJib-
TaTaM KPYITHEMIIIero MeXIyHapOJIHOro MYJIBTULIEHTPO-
BOIO MCCJICMOBAaHMS, JaHHBIA IIOAXON AacCOLMUPOBaH
C BBICOKMM YPOBHEM I10CJI€ONEePAllMOHHBIX OCJIOXKHEHMUIA,
npocrurarommM 36,3 % [8].

OIyX0/11, pacIpOCTPaHsSIONIUecss B KPbUIOHEOHYIO
U IOJABUCOYHYIO SIMKU, TPAAULIMOHHO CUMTAIOTCS OIHU-
MM U3 CaMbIX CJIOXHBIX [UISI XUPYPTUYECKOIO JOCTYIIA.
Kiaccuyeckue paboThl OTEUECTBEHHBIX HEHPOXUPYPIOB
JETAJIbHO OIMCHIBAIOT TEXHUKY OTKPBITBIX KpaHUOMAaLK-
aJIbHBIX TIOCTYMOB K 3TUM aHATOMUYECKUM 00acTsIM [9].

B oreyecTBeHHOIT JETCKON OHKOJOTUM ITOAXOI
K XUPYPrU4ecKOMY JICUEHMIO PabIOMMOCApKOMbI I1apa-
MEHUHIeaJIbHOM JIOKAJIM3aL K ITPeTepIie/ 3HAUUTEIbHYIO
3BOJIIOLIMIO, CXOXYI0 C OOLIEMUPOBBIMU TCHACHIIUSIMMU.
Benyiue poccuiickue LIEHTPhI CMEIAIOT aKIEHT C arpec-
CUBHBIX OTKPBITBIX KpaHUOMaLMaIbHbIX PE3EKIIMI B CTO-
POHY OPTaHOCOXPAHSIOIIMX (DYHKIIMOHATBHBIX METOIMK,
peanu3yeMbIX B paMKaxX MYJIbTUMOAAJIbHOM Teparuu.
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OreyecTBEHHbIE HCCIIEIOBAaTeIM B CBOMX paboTax
MOAYEPKUBAIOT, YTO TpaHCHA3aJIbHAasl SHAOCKOMUYECKast
XUPYPTUsl TiepecTaja ObITh METOIOM MCKIIOYUTEIHHO
ouoncuu. Hamm komnern uz HMULL ATOUN um. JImu-
tpust PoraueBa (M.H. BopoxiioB u coasrt., 2019) npen-
CTaBUJIY OIIBIT S3HAOCKOIIMYECKOIO JIeYeHUsI 6 MallueHTOB
¢ TTapaMeHUHTealbHO# pabagoMuocapkoMoii. B nx cepun
ciyyaeB RO-peseximst 6bi1a mocturHyTa y 50 % G0JIbHBIX,
YTO COMOCTaBUMO C HAIIMMU JaHHBIMU. ABTOPBI TaKXke
MOAYEPKUBAIOT, UTO TPaHCHA3aJIbHBIN AOCTYN SIBJISIETCS
3((HEKTUBHOI aJIETEpPHATUBON OTKPBITHIM OIEpaLUsIM,
obecrnieyrBas Jy4YILINi dcTeTUYecKMii pe3ynbrar [10].

B MenuiMHCKOI TuTepaType 3a IMOCAeIHUE IBa IeCs-
TWJIETUS HAKOIUIEH OIIBIT 3HIOCKOIMYECKOW TpaHCHA-
3aJIbHOM XMPYPTUU TSI B3POCHBIX OOJIBHBIX CO 3710Kaue-
CTBEHHBIMH OITyXOJISIMU TOJIOCTA HOCA, OKOJIOHOCOBBIX
ma3yx ¥ OCHOBaHUsA ueperna. McciaemoBaTenn OTMETHIIN
CHIDKEHHME YaCTOThI OCJIOXHEHMI, CBSI3aHHBIX C DHIIO-
CKOIMMYECKUMHU TOAXOIAMU IIPHU MPaBUJIbHO BEIOPaAaHHBIX
rpynmnax 0OJbHBbIX.

B perpocrniektuBHoM uccienoBanuu P. Nicolai et al.
(1996—2006 L) coobiIaeTcss O Cepur HAOMIOACHMI U3
134 manumeHTOB, KOTOPBIM MPOBEASCHO TpaHCHa3aJabHOE
SHIOCKOIMMYECKOE yIaJIeHUE 3JI0KAYECTBEHHBIX HOBO-
00pa30BaHUI1 HOCOTJIOTKH C pacIpOCTpaHeHUEM Ha OCHO-
BaHue yepera. OO1ast 5S-1eTHSISI BBLKMBAEMOCTD TOCTUTIA
85 %. ABTOPBI PEAIOIOXWINA, YTO METO SHIOCKOINYE-
CKOI XUPYPIUU MPU TPAaBUILHOM TUTAHUPOBAHUM MOXKET
OBITh AIBTEPHATUBOM CTAHAAPTHBIM XUPYPTrUISCKUM IO~
XOJIaM TIpU JICYEHU U ITOM TPYMIIbI MauueHToB [11].

B uccnenosanue, onyoiukoBaHHoe R. Rawal et al.,
BolLId 952 B3pOCIBIX MAllMEHTa C OMYXOJISIMU CHHO-
HazanbHOTO TpakTa [12]. BceM mammeHTamM Ha pa3HbIX
9Tafnax IPOTHMBOOITYXOJIEBOTO JICUCHUS BBIIOJHSIOCH
9HIOCKOIMMYECKOE yaaJeHHUE 3JJ0KaueCTBEHHOM OIMyXOJIH.
Oo6m1as 2- u 5-J1eTHsISI BBLKMBAeMOCTh MAllMEHTOB COCTa-
Buia 87,5 % u 72,3 % COOTBETCTBEHHO (MeauaHa HabJIi0-
neHus — 43,0 £ 19,5 mec).

B wuccnemoBanuu, omnyoaukoBaHHoMm G. Carrabba
et al., OTMEUYEHO, YTO TIPU ONUHAKOBBIX XUPYPIUUECKUX
BO3MOXKHOCTSIX OTKPBITBIX U IHAOCKOIMUYECKUX TPaHC-
Ha3aJbHBIX TMOAXOM0B MPUMEHEHUE MOCIETHUX CIOCO0-
CTBOBAJIO JIOCTOBEPHOMY CHIDKEHHUIO KOJIMYECTBA PEIl-
nuBoB [13].

HakomeHne 3HAUYMTENBHOTO OMbBITA IPUMEHEHUS
SHIOCKOIMMYECKON XUPYPTUM Y B3POCHBIX IallMEHTOB
CTUMYJIMPOBAJIO MHTEPEC K TPAHCSIIUU 3TOI TEXHOJIOTUMN
IIJIST peIICHMST aHAJTOTMYHBIX 3a/1a4 B IETCKON OHKOJIOTHH.
HMHTerpaiys TpaHCHa3aIbHOM 9HI0CKOIIMYECKON XUPYP-
TMHY B IIPOTOKOJIBI JIEYCHUS IETEH C MapaMEeHUHICAIbHOMI
pabIoMHUOoCcapKoOMOIl paccMaTpUBaeTCsl KakK pellarolinii
mar B ONTUMM3ALIMM KOMIUIEKCHOW Teparnuud TaHHOU
IpyInbl mauueHToB [14, 15]. AHanu3 3apyOexXHoil Meu-
LIMHCKOM JHUTepaTyphl MoOKa3aj, 4TO TpaHCHa3aJIbHas
SHIOCKOIMMYECKAsI XUPYPTUsl SBISETCS 0Oe30MacHbIM
1 3(p(PEeKTUBHBIM METOJIOM JIEUEHUS AeTei ¢ pabaoMMo-
capKoOMOIi mapaMeHUHIeaaIbHOM JToKanu3auuu |[8].
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HenaBHee wuccienoBaHMEe OTEYECTBEHHBIX ABTOPOB
TMOATBEPXKIAET, UYTO BHEAPEHNE MaJOMHBA3UBHBIX 3HIIO-
CKOIMMYECKMX METOIUK B CTPYKTYPY PUCK-adalTUPOBaH-
HOHM Tepamuu HOCTOBEPHO YJIy4YlIAeT MIPOTHO3 y HNeTel
¢ mapaMeHUHTeaJIbHOI pabmoMuocapkomoii [16].

CoBpeMeHHbIEe JiIedyeOHbIe MPOTOKOJBI MJis 3JI0Kaye-
CTBEHHBIX OITYXOJIEH ITapaMEHUHI€AbHOM JIOKAIM3allH,
pazpaboTaHHbIE BeIYIIUMU KOOIEPAaTUBHBIMM TPYIIIIaMU
(IRSG u COG), yeTKO OMnpeaessioT poJib U MECTO TPaHC-
Ha3aJbHOM HIOCKOMMYECKON XUPYPIUU B paMKaxX KOM-
TuIeKCHoO# Tepanuu [17].

AIeKBaTHBII UHTpaonepaiOHHbIA reMoCTas
SIBJIICTCSL HamOojiee BaXHBIM (haKTOPOM ycrexa IIpu
9HIOHA3AIBHOM YyIAJCHUHM IapaMEHUHIeaJIbHON paod-
JOMMOCApPKOMBI Yy OeTeil, MOCKOJbKY OH obOecreuynBaeT
ONTUMAJIbHYIO BU3YyaJIU3alUI0 OIEPAllMOHHOIO IOJIs.
HekoHTponnpyeMoe KpoBOT€UEHME HE TOJBKO IMOBBIIIIACT
PUCK HepaauKaJabHOIO YIaJeHUsI, HO U MOXET IPUBECTU
K KM3HEYTPOXAIOIIMM OCIOXHEHUsM. B cBsI3u ¢ 3TuM
npeaorepaloHHasl OlleHKA ¢ ITOMOIIbI0 MarHUTHO-pe-
30HAHCHOM ¥ KOMITBIOTePHOI ToMOTpaduu ¢ KOHTPACTU -
pOBaHMEM UMEET ABOMHYIO 11eJIb: BO-TIEPBBIX, OMPEACTUTh
TOYHBIE TPAHUIIBI OITYXOJIM, & BO-BTOPBIX, UACHTU(DUIIU-
poBaTh MUTAMOIIME COCYAbI IJIs IUIAHUPOBAHUS MX BO3-
MOXKHOM npeaonepaluMoHHOR 3MOOIU3aLIUN.

BoimonHenune pagnkanbHbIX pe3ekiuii (R0) B ycimoBu-
SIX CJIOXKHOM aHaTOMHUHU JETCKOTO uepera TpeOyeT BBICO-
Kol TouHocTH. OTeuecTBeHHBIE UCCIeNOoBaTen Moauep-
KMBAIOT KJIIOYEBYIO POJIb KOMIIBIOTEP-aCCUCTUPOBAHHOM
HaBUTAIIMOHHO# cucTeMbl. Mcronab3oBaHMe HaBUTAIIUU
MO3BOJISIET Oe30MmacHO padoTaTh B HEMOCPEICTBEHHOM
OJIM30CTU K OCHOBAHMIO Yepera U opouTe, KOHTPOJIUPYS
TPaHUIIBl PE3EKIIMM B PEalbHOM BPEMEHU, UTO SIBJISIETCS
HEOOXOAMMBIM YCJIOBMEM COBPEMEHHOM 3HIOCKOIUYE-
CKoi1 oHKoxupypruu [18].

CraHmapT JiedeHUs IMapaMeHUHIeaIbHOl padmoMuo-
CapKOMBbI — XMMMOJIy4YeBasl Teparusi, OMHAKO ee 00paTHOM
CTOPOHOI SBJISIETCS TSKENbIA MyKO3WUT. BocranuTenbHbIe
M3MEHEHUsI, IIOTEHIIPYeMble XUMHOTEpaIIieii, CTAHOBSITCS
HeoOpaTUMbIMU TTpH A03ax 6osiee 40 Ip, MpUBOIS K HEKPO3Y
1 pedpakTepHOMY K MeIMKaMeHTaM PUHOCHUHYycuTy [19].
Jns1 pelieHUsT 3TOM KIMHWUYECKON TPoOieMbl B AETCKOM
OHKOJIOTMM OBbUT YCIELIHO aJanTUPOBaH COBPEMEHHBII
xupyprudeckuii moaxon. CeroaHst QyHKLIMOHAJTbHASI DHI0-
CKOIMYecKasl XUPyprusi OKOJJOHOCOBBIX Ma3yx (functional
endoscopic sinus surgery, FESS) sBnsiercss HOBbIM cTaH-
JIApTOM, TIO3BOJNSIONIMM 3(P(PEKTUBHO KOHTPOIMPOBATH
BOCIAJIUTEIbHBIE OCJIOXHEHUS M 00ecIeynBaTh Hermpe-
PBIBHOCTH OCHOBHOTO ITPOTUBOOITYXOJIEBOTO JICUCHMSI.

B maHHOI1 cTaThe mpencTaBlIeHBI pe3YJabTaThl Jiede-
HUs TIAIIMEHTOB C pabJOMUOCApKOMOI ITapaMEHUH-
TeaJIbHOM JIOKAJIM3aIlMK, IIOJIYyYaBIIMX KOMIUIEKCHOE
MPOTUBOOITYXOJIEBOE JICUCHUE C TPUMEHEHUEM TpaHC-
Ha3aJbHOM SHIOCKOIIMYECKOM XUPYPrUd B YCJIOBU-
X OTHeNeHus oryxoneil ronoBel U meun HUUM J10ul’
uM. akag. PAMH JI.A. lypaoBa ®I'BY «HMMUII oHkoI10-
run uMm. H.H. Broxuna» Munsapasa Poccuu.
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MatepuaJjsl 1 METOIbI

B wuccnenoBaHue ObUIM BKJIIOYEHBI 36 IMALIMEHTOB
B Bo3pacte OT 9 MecsueB 10 14 jeT, KoTopble HaOJIIO-
namuchk u jgedymnuch B HUM 1Oul’ um. akan. PAMH
JILA. dypuosa ®I'BY «HMWIL um. H.H. Bnoxuna»
Munznpasa Poccuu B nepuon ¢ 2017 mo 2022 r. Kpu-
TEPUSIMU  BKJIIOYEHUs  SBISUIMCh  MOP(OJIOTrMYeCKU
MOATBEPKIECHHBIN TMarHo3 pabaoOMUOCAPKOMBI Ilapame-
HUHTeaJbHOM JIOKAJIM3allM Yy MalMeHTOB B BO3pacTe 10
18 jeT, a Tak:Ke comacKe NalyeHTa U ero 3aKOHHBIX IPe-
CTaBUTEJICH Ha BCE BUIbI IIPOTUBOOITYXOJIEBOTO JICUCHMSI.
Perucrpainust MCXOMOB HUCCIEIOBAHUS OCYILECTBISIACh
JlevalluMy BpadyaMM B MEAMIMHCKMX KapTax OOJIbHBIX
1 obpabaTbiBajlach aBTOpaMM JaHHOM cTaTbu. KMcmosib-
30BaH METOJ CTaTUCTUYECKOTO HabtoneHus. Pe3ynsraTsl
obpabaTbeiBanuch nmporpammoii SPSS-15.

3aboieBaHMe HECKOJIBKO Yallle BCTPEUYaioch Y Malb-
yukoB — 20 (56 %) ciaydaeB. MenuaHa Bo3pacra IallueH-
TOB Ha MOMEHT YCTaHOBJICHUS IMarHo3a — 6 JieT. AHaMHe3
3a0o0sieBaHUs (OT TOSIBJIEHUS TIEPBBIX TIPU3HAKOB 00JIe3-
HM 0 MOCTAHOBKHM JAMAarHo3a) B HallleM MCCJIeIOBaHUU
COCTaBMIJI B cpeHeM 7 MecC.

PacnpocTpaHeHHOCTh OIYyXO0JIEBOrO IIpoliecca Olie-
HMBajJach Ha OCHOBAaHMM IIPOBEICHUS KOMIUIEKCHOI'O
00cJIe10BaHMsI, BKJIIOYAIOIIEr0 MarHUTHO-PE30HAHCHYIO
ToMorpacduIo OCHOBaHHUs Yeperia, FOJ0BbI U IIeU, TOJIOB-
HOTO U CIIMHHOI'O MO3ra ¢ BHYTPMBEHHBIM KOHTPACTUPO-
BaHUEM, YJIBTPa3BYKOBYIO TOMOIpauio MSITKMX TKaHei
IIeM U OPraHOB OPIOIIHOM IT0JIOCTH, KOMIIBIOTEPHYIO
TOMOrpacuIo OpraHOB I'PYTHON MOJOCTH, PAIMON30TOII-
HbIE UccienoBaHus (puc. 1).

¥ Bcex 36 (100 %) naLeHTOB OITyXOJIb pacIioyiarajiach
MapaMeHMHIeaJbHO, OJHAKO CPEeIy aHATOMUYECKMX 30H
pacrpocTpaHeHMs IIEPBUYHOI OITyXOJIM CIeIyeT OTMETUTD
IoJIOCTh HOoca — 22 (62 %) ciydyasi, BepXHEUETIOCTHYIO
ma3yxy — 21 (58 %), KpbUIOBUAHO-HEOHYIO U TIOJBUCOY-
Hy1o sMku — 20 (56 %), Hocornotky — 19 (53 %), kieTku
peieryaroro jgadbupunTa — 18 (50 %), OCHOBHYIO Ma3yxy
u opouty — 14 (39 %). PacipoctpaHeHue B IIOJIOCTh Yepe-
ma otMe4eHo B 14 (39 %) ciyuyasix, B OCHOBHOM B IIEpe/I-
HIOIO M 3aJIHIOI0 YepeTHbIe IMKU (puUc. 2).

Bcem nmanmeHTaMm mpoBeneHa OMOIICHS OITyXOJIU U/ WUIu
PErMOHAaPHOIO METACTATUYECKOT0 IMM(MATUIECKOIO y3J1a.
JurarHo3 paGaoMMOCAPKOMbI MOATBEPXKACH TMCTOJIOTU-
YecKM UM MMMYHOTMCTOXMMMYECKU y BCEX IAlMEHTOB.
Haub6onbiryo gomo cpenu oOCaeIOBaHHBIX COCTaBIISIIN
MalueHThl C SMOPUOHAILHON pPabJoOMUOCAPKOMOM —
22 (60 %).

OmnpeneneHue craguu 3a00JieBaHUS MPOBOAUIOCH IO
TNM -knaccudukanuuu (8-it mepecmotp, 2017 r.). Xapak-
TEePUCTHUKA MTALIMEHTOB MIpeACTaBicHa B Ta0I. 1.

B cootBeTcTBUM ¢ maHHOI KiaccuduKaluveir Mbl
HaOaomany IpeodjagaHue MAllMeHTOB C MECTHO-pac-
MPOCTpAaHEHHOM cTagueir 3aboneBanust. Y 29 (79 %)
MMallMeHTOB BBISIBJIEHA OIMyXoJb 0ojee 5 cm (T2), mpuuem
T2a — Toabko B 3 (10 %) cay4asix, a B ocTaubHbix 26 (90 %)
ciydasiX — C MHBa3Meil B COCEIHME MbIIILBI UM OPraHbl
(T2b). MeTtacTa3sl B peTMOHApHBIX TUM(pATUIECKUX y31aX
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Puc. 1. Maenumno-pesonancnas momoepagus nayuenma P., 12 nem,
¢ paboomuocapkomoil napamenureearvHoil rokaruzayuu, T2aNI1MO, cma-
dus I11: a — 6 pexcume T1-636euienroco uzobpaycenus (BH) 6 akcuanvroi
npoexyuu; 6 — 6 pexcume T1-BH 6 axcuanvroli npoekyuu nocie 66e0eHus
Koumpacmuoeo npenapama. Onyxons npusexcum K cayxoeoii mpybe, Heo-
HOUl MUHOanuHe, 3a0HUe omaoenvl 00paA308aHUS PACNON0INCEHbL 80NU3U 1€l
GHYMPeHHell COHHOU apmepuu, omme4aemcs UHMEeHCUBHOe HEPABHOMEPHOE
HaKonjeHue KOHMpPAacmHo2o NPenapama 6 CmpyKmype onyxoau

Fig. 1. Magnetic resonance imaging of patient R., 12 years old, diagnosed
with  parameningeal  rhabdomyosarcoma, T2aNIMO, stage 1II:
a — Tl-weighted image in axial projection; 6 — T1-weighted image in axial
projection after contrast agent administration. The tumor is adjacent to the
auditory tube and palatine tonsil; the posterior portions of the tumor are
located near the left internal carotid artery, intense, uneven accumulation of
contrast agent is observed within the tumor structure

(N1) onpenensimuch y 8 (22 %) maumeHToB. OTHaIeHHbIE
MeTacTasbl (M1) B IeTKMX MpH IMepBUYHON TMATHOCTUKE
BbIsIBIICHBI Y 5 (14 %) manueHTOB, MeTacTaTUYecKoe
nopaxenue Kocreir — y 1 (3 %), JenToMeHUHrealbHble
MeTacTasbl (IOATBEPKIEHHBbIE IIPU LIMTOJIOTMYECKOM
ucciaenoBanuu Juksopa) —y 1 (3 %). Kinunudeckas rpyi-
ma 3 ycraHoBsieHa y 29 (81 %), a KiimHM4ecKast rpynmna 4 —
vy 7 (19 %) nmaumeHTOB.

IIpu perpocrekKTMBHOM aHajiu3e MCTOPUM 0O0se3HU
MalUeHTOB ycTaHOBJIeHO, 4yTo Bee (100 %) oHu moay4u-
M oT 5 10 18 KypcoB xumuotepanuu. OCHOBHOI pexknM
XUMUOTEPAIIMU, COIIACHO IIPOTOKOJY JIeUeHUsT O0IbHbIX
¢ capKkoMaMU MSITKUMX TKaHeil, yTBepxkaeHHoMy B 2015 1,
npoBeneH 13 (35 %) nanueHTam.

Y 11 (29 %) mnauueHTOB MCIOJb30BAJICS MPOTO-
KOJl PpUCK-aIanTUPOBAHHOTO JedyeHus EBporneiickoit
KOOITepaTUBHOM MCCemoBaTeIbcKoi rpymmsl Oo1mecTBa
JIeTckux oHkosioroB u rematonoroB (GPOH) mo wmsr-
KoTKaHHBIM capkomam (CWS 2009). B 4 (11 %) ciyuasix
IIPOBEICHO MIPOTUBOOIIYXOJIEBOE JICUEHHUE IO IIPOTOKOILY
CWS 2002. Tpem (8 %) maimeHTaM IPOBOAMIUCH KYpChl
XUMUOTeparuu 1o nporokony RMS 2005. B 1 (3 %) cay-
yae MPOBOAMJIACH TepaIlMsl IO MPOTOKOIY IJisi GOJIBHBIX
paboomuocapkomoii  cpeaHero pucka (JJOPMC-06).
WHauBuayanbHble IPOrpaMMbl  JIEYEHUS] IIPOBOAM-
auch y 4 (11 %) GonbHbIX, KoTOpble noctymwin B HUN
AO0ul’ um. akag. PAMH JI.A. dypuoBa ®I'bY <HMMUAI]
uMm. H.H. broxuna» MuH3apasa Poccuu ¢ peauauBom
pabIOMUOCAPKOMBI.

IMauueHTy ¢ JIeNTOMEHMHICAIbHBIM METacTa3upoBa-
HUEM pPabIOMMOCAPKOMbI ITapaMEHMHICAIbHOM JIOKa-
JIM3aLMKA  JOIOJHUTEIbHO IIPOBOIMIACHE MHTpATeKab-
Hasl XMMUOTEpANusl B paMKax JIEUYEHMSI 110 IIPOTOKOILY
CWS 2009.
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Monoctb Hoca / Nasal cavity

BepxHeuentocTHas nasyxa / Maxillary sinus
KpbinoHebHas amKa / Pterygopalatine fossa
Bncounas amka / Temporal fossa

MNopBucouHas amka / Infratemporal fossa
Hocornotka / Nasopharynx

PewweTyatbiin nabupuHT / Ethmoid sinus

Op6wuTa / Orbit

NHTpaKpaHnanbHbl KOMMOHEHT /

Intracranial component

OcHoBHas nasyxa / Sphenoid sinus
NHbunbTpayua TBepaoit Mo3roBo 060104k /
Infiltration of the dura mater

Monoctb pra / Oral cavity

CpepfHan yepenHas Amka / Middle cranial fossa
Mupamnaa BucouHom koctn /

Pyramid of the temporal bone

Esctaxuesa Tpyba / Eustachian tube
HuxHAs/BepxHAs yentocTb / Lower/upper jaw
MepepHan uepenHas AmKa / Anterior cranial fossa
Msrkue TKaHm Wwekw / Soft tissues of the cheek
CuHycbl ronioBHOro mo3ra / Sinuses of the brain
laiimopoBa nasyxa / Maxillary sinus

CpepiHee yxo / Middle ear

Xunasma/3pwuTenbHblil TpakT / Chiasma/optic tract

Puc. 2. Pe3y/1bmamb1 uccredosanus 36nauuenmoe cpaﬁaomuocapxwwoﬁ napamenuneeaﬂbnoft AOKaau3ayuu — yacmoma 606.1e4eHusl 6 onyxoneebzﬂ npouecc

PA3MUYHBIX AHAMOMUYECKUX 30H hpUu quluull/leOﬁ duaznocmuke

Fig. 2. Results of research on 36 patients diagnosed with rhabdomyosarcoma of parameningeal localization — the frequency of involvement of various

anatomical zones in the tumor process at initial diagnosis

JlyueBag Tteparmua (3D-koHpopMmHOe 00Jay4YeHUE
B pexume 1,8 Ip/cyt 5 nHeit/Hen) npoBeneHa 35 (98 %)
MnanyeHTaM — OOJIyYeHUe MEePBUYHOM OITyXOJIM BBIIIOJI-
HeHO B cyMMmapHoil ovaroBoil moze (COJ) 50,4 Ip,
JIOIIOJIHUTEJIbHO O0JIydaluch JuMdaTrdecKre y3jbl IIeu
y 8 (22 %) 60abHbIX B COJ1 45,0 Ip, a takxke 1 (3 %) naiu-
EHTY ITO/IBelicHA JydeBasl Tepalus Ha KpaHMOCIIMHAJIb-
Hyto obaacts B COJI 36,0 Ip.

Xupyprudyeckoe JiedeHue nonydwin Bce (100 %)
MalMeHThl Ha pa3MYHbIX 3Tamnax MPOTUBOOIYXOJIEBOM
tepanuu. [IpoBeneHo 50 Xupypruyeckux BMeEIIATEIbCTB
y 36 malMeHTOB.

DHA0CKONNYECKAsT TPAHCHA3AJIbHAS XUPYPIrUs KaK 3Tan
JUATHOCTUKH

DHIOCKONNYECKME TpaHCHA3aJIbHbIe OUOIICHUM OILy-
XOJIU TIpoBeZieHbl Y 8 (22 %) malneHTOB Ha TUarHOCTH-
yeckoM atane, u3 Hux y 3 (37 %) — st oATBepKACHMS
peunavBa 3a0oseBaHust. Bo Becex cilydasix MmojydeH mMare-
pHYaj 1Jisk TUCTOJIOTMYECKOTr0 i UMMYHOTUCTOXUMUYECKO-
ro uccienoBanuii. CpenHee BpeMsi IIpOBeIeHMS OMOIICUI
cocraBuio 52 *+ 17 muH. CpenHssl KpOBOIOTEpST —
22 + 4 M.

HHTpaomnepalioHHasi HaBUTalldsl UIPAaeT OCHOBHYIO
poJib Ha JaHHOM 3Tare, oOecledyrBasi TOUHYIO OpPUEH-
TAallMI0 OTHOCHUTEJIbHO aHATOMUYECKMX OPUEHTUPOB,
IPaHULL OITYXOJIM U HEMPOCOCYAUCTBIX CTPYKTYP, rapaH-
TUPYET TOYHOCTH JIOKAJIM3aLMU IIpy 3abope Marepuaia
JUISL TUCTOJIOTMYECKOIO MCCASIOBAHMS, YTO KPUTUIECKU
BaykKHO UIs1 Bepu(UKaluuy AuarHo3a. Mbl MCTIOIb30BaIl
3JIEKTPOMArHUTHYIO HaBUTAIlMOHHYIO cucteMy Stelth
Station S8, 4YTO MOBBICMIO TOYHOCTb XUPYPrUUYECKUX
MaHUIYJISILUMA M MO3BOJIMIO OOBEIUHUTH DPE3YJIBTaThl

KOMITIBIOTEPHOTO ~ TOMOIpauM4eckoro  McCjeI0BaHMs
C BHYTPUMBEHHBIM KOHTPACTUPOBAHUEM M MArHUTHO-
PE30HAHCHOIO  TOMOIpaMuYecKoro  MCCJIeIOBaHMSI,

KOTOpBIE JOIOJIHAIOT APYr ApYyra U IIOMOIaloT XUPYpPry

chopMUpoBaTh IIETOCTHYIO AHATOMUYECKYIO KapTUHY
omnepalmoHHol obnactu. CremayeT OTMETUTb, UYTO U30-
OpakeHUsI, Ha KOTOPBIX OCHOBaHAa HaBUTAlIUS, SIBIISIIOT-
Cs MpenoIepallMOHHBIMU, MMO3TOMY OHU HE OTpPakaroT
XUPYPTUUECKME U3MEHEHUS B peaIbHOM BPEMEHMU.

DHI0CKONMYECKash TPAHCHA3AJIbHAS XHPYPIUs KaK 3Tan
KOMILIEKCHOTO JIeUeH s

IlepBoouepenHoii 3amgayeil XUPYPruyeckoro Irarna
SIBJIICTCSI JOCTIDKEHUE PaIuKaJIbHOIO YIAJICHUS OMyXOIn
C TUCTOJIOTUYECKU YUCTBIMU (OTPULIATEIbHBIMUI) KPasiMHU.
Texnuka ynaneHus — eaMHBIM 0J10KoM (en bloc) miau mo
yactaM (piecemeal) — sIBJISIETCS BTOPUYHOI 1O OTHOIIIE-
HUIO K OCHOBHOM 11€JIM — OHKOJIOTMYECKOMY PaaluKaln3-
My. 7151 TOCTUKEHUST 3TOM 1ieJi HeoOXOAUM HETPephbIB-
HbIA HIOCKOIMMYECKUM KOHTPOJIb Hal OI€pPallMOHHBIM
MoJieM, TTO3BOJISIIOIIMI TOYHO MACHTU(UIIMPOBATH Ipa-
HUIIBI ommyxoau. HeoTbeMIeMBbIM yCIOBUEM YCIEHTHOMN
9HIOCKOMUYECKOI omepaluu SIBISICTCS IOAIepKaHUe
YHCTOTO OINEePaIlMOHHOTO IOJIsI. DTO NTOCTUTAeTCs 3a CYET
TIIATEILHOIO TeMOoCTa3a ¢ IPUMEHEHHEM aJaeKBaTHOM
acrmupauuu 1 koaryasuuu. OdecriedeHre XopoIeit BUu3y-
aJu3aly HE0OXOAMMO He TOJIBKO IS TOTAJIbHOTO yaajie-
HUS OITyXOJId, HO U JIJII KaYeCTBEHHOM OJHOMOMEHTHOM
PEKOHCTPYKIIUM JNedekra ocHOBaHUSI yepena. Takoi
TMOAXOMA SIBISIETCS BaXXKHBIM (haKTOPOM MPOGUIAKTUKHI
MPOIOJIKEHHOTO POCTa, MECTHOTO pPellMarBa U TUCCEMU-
HallMM OIYXOJIM, CBSI3aHHBIX C HEIMOJHBIM yOaJCHUEM.
CraHgapTHasl XuUpyprudeckass TeXHMKa 3SHIOCKOIHYe-
CKOM MEpeIHEN Pe3eKI OCHOBAHUS Yyepelia BKIIOYAET
B ce0sI pe3eKIINI0 CPeTHUX HOCOBBIX PAKOBUH C MOCIIEIY-
IOIIE ABYCTOPOHHEN aHTPOCTOMMEN, C(HeHOUTOTOMUEH
ny aeteii crapiie 14 et — ppoHTaIbHOI CUHYCOTOMMEN.
DTH 3TaIbl HEOOXOIUMBI 151 CO3IaHNSI IITUPOKOTO XUPYP-
TUYECKOTO KOpMIOpa, SKCHO3UIIMM OCHOBaHUS 4epera,
WISHTU(UKAIIMA OCHOBHBIX aHATOMUYECKUX OPHUEHTH-
POB 1 KOHTPOJIS HAll KPasiMU pellIeTYaToi IIaCTUHKH.
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Ta6muma 1. Xapaxmepucmuia nayuenmos ¢ padboomMuocapkomoll napameHuHeeanbHol A0Kaiu3ayuy (Ha4ano)
Table 1. Characteristics of patients with parameningeal rhabdomyosarcoma (beginning)

Xupypruueckuii 3ran
Surgery

yumope- second-look-
dykmueHroe onepauus
YyOaaenue second-look

B T, "
03paCT, Mopdonoruueckuii

Cragus
Stage

Db dekT nevenns
Effect of treatment

Craryc
Status

roabl

Age,

years

BAPHAHT
Morphological

ouoncus
onyxoau
biopsy

OpurunanbHble uccnepoBanus // Original studies

Ne 1

Neo 2

Ne 3

Ne 4

Ne 5

Ne 6

Ne 7

Ne 9

Ne 10

Ne 11

Ne 12

Myx-
CKOW
Male

CKOM
Male

Myx-
CKOI
Male

Ken-
CKMI
Female

XKen-
CKUI
Female

CKOM
Male

CKOW
Male

CKOW
Male

Ken-
CKMI
Female

Ken-
CKMI
Female

7,7

3,0

6,6

12,7

12,0

4,1

3,0

2,7

s

8,0

0,9

5,4

4,0

DMOpUOHaTbHAas
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

AJbBeOJISIpHAst
pabaomMuocapkoMa
Alveolar
rhabdomyosarcoma

OMOpHOHATBHAS
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

DMOpUOHaTbHAas
pabmoMuocapkoma
Embryonal
rhabdomyosarcoma

AnbBeossipHast
pabnomuocapkoma
Alveolar
rhabdomyosarcoma

DMOpUOHaTbHAas
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

DMOpUOHaTbHAs
pabnommrocapkoma
Embryonal
rhabdomyosarcoma

DMOpHOHaTbHAsS
pabromuocapkoma
Embryonal
rhabdomyosarcoma

DMOprOHaTbHAas
pabaomMuocapkoMa
Embryonal
rhabdomyosarcoma

AJsbBeoJIsipHast
pabaomMuocapkoMa
Alveolar
rhabdomyosarcoma

DMOpHOHaTbHAas
pabmoMuocapkoma
Embryonal
rhabdomyosarcoma

Henuddepenun-
poBaHHasi pabi0-
MHOCapKoMa
Undifferentiated
rhabdomyosarcoma

T2bNOMO

T2bNOM 1
(rerkue/
lungs)

T2bNOMO

T2bNOMO

T2bNOMO

T2bNOMO

T2bNOM 1
(nerkue/
lungs)

T2aNOMO

T2bNOMO

T1bNOMO

T2bN1MO

T2bNOM 1
(nerkue/
lungs)

Ja
Yes

Ia
Yes

cytoreductive

Piecemeal R1

Piecemeal R1

Piecemeal R1

Piecemeal R1

Piecemeal R1

surgery

Piecemeal RO

Piecemeal RO

En bloc RO

En bloc RO

En bloc RO

Piecemeal RO

En bloc RO

Piecemeal R1

Piecemeal R1

[MTonHblit oTBET
Complete response

[MonHblit oTBET
Complete response

[TonHblit oTBET
Complete response

TMonHbIit oTBET
Complete response

IporpeccupoBanue
(MeTacTasbl B cepii-
11e, JIeNITOMEHUHTe-
aJIbHbIC METACcTa3bl)
Ha (hoHE JeUeHUs
Progression
(heart metastases,
leptomeningeal
metastases) during
treatment

[MosnHblit oTBET
Complete response

MeTacTtatuueckuii
peLManB
(JIEITOMEHUHT e~
aJTbHBIE METACTA3bl)
— yepes 2 Mec
Metastatic relapse
(leptomeningeal
metastases) after
2 months

[TonHblit oTBET
Complete response

MeracTtarnyeckuit
peuunuB
(KocTn) yepe3
19 mec
Metastatic relapse
(bones) after
19 months

JlokanbHbIi penu-
JIMB Yepes 6 Mec
Local relapse after
6 months

JlokanbHbIi peuu-
IIUB Yepes 6 Mec
Local relapse after
6 months

IporpeccupoBanue

(JIenTOMEHUHTealIb-

HbIe MeTacTa3bl) Ha
done neueHust

Progression
(leptomeningeal
metastases) during
treatment

Kus
Alive

Kus
Alive

Ymep,
pa3sBUTHUE OK-
KIIIO3VOHHOM

ruapoiieda-
JIUu
Died,
development
of occlusive
hydrocephalus

Kus
Alive

Kus
Alive

Kus
Alive

Ymep
Died

Kus
Alive

B npouecce
MPOTUBOpE-
LIUAVBHOTO
JIeYeHNUsI
In the process
of anti-relapse
treatment

Kus
Alive

Ymep
Died

Ymep
Died
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Ta6muma 1. Xapaxmepucmuia nayuenmos ¢ paboomMuocapkomoll napameHuHeeanbHol A0Kaiu3ayuy (npoooaicenue)

Table 1. Characteristics of patients with parameningeal rhabdomyosarcoma (continuation)

Ne 13

Ne 14

Ne 15

Ne 16

Ne 17

Ne 18

Ne 19

Ne 20

Ne 21

Ne 22

Ne 23

Ken-
CKMI
Female

CKOM
Male

Myx-
CKOW
Male

Myx-
CKOM
Male

Ken-
CKMI
Female

Ken-
CKMI
Female

Ken-
CKUI
Female

Ken-
CKMI
Female

Myx-
CKOW
Male

CKOM
Male

Ken-
CKUI
Female

B T, "
03paCT, Mopdonoruueckuii

roabl

Age,

years

12,0

3,9

1,0

8,0

2,6

4,0

7,6

4,0

1,1

5

9,3

13,7

BAPHAHT
Morphological

AJbBeoJIsIpHast
pabaomMuocapkoMa
Alveolar
rhabdomyosarcoma

DMOprOHaTbHAas
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

AJibBeoJISIpHast
pabaomMuocapkoMa
Alveolar
rhabdomyosarcoma

DMOprOHaTbHAas
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

DMOpUOHaATbHAas
pabaomMuocapkoMa
Embryonal
rhabdomyosarcoma

DMOpUOHaATbHAs
pabaomMuocapkoMa
Embryonal
rhabdomyosarcoma

AnbBeoJisipHast
pabaomuocapkoma
Alveolar
rhabdomyosarcoma

DMOprOHaTbHas
pabaoMuocapkoma
Embryonal
rhabdomyosarcoma

AnbBeosIsipHast
pabzomuocapkoma
Alveolar
rhabdomyosarcoma

AJibBeOJISIpHAsI
pabmoMuocapkoma
Alveolar
rhabdomyosarcoma

AnbBeossipHast
pabzomuocapkoma
Alveolar
rhabdomyosarcoma

Cragus
Stage

T2bNOMO

T2aNOMO

T1aNOMO

T2bNOMO

T1bNOMO

T2bNOMO

T2bNOM 1
(erkue/
lungs)

T2bNOMO

TIbNIMO

T2bNOMO

T2bNIM1
(kocTH,
KOCTHBI
Mo3r/
bones, bone
marrow)

Xupypruueckuii 3ran
Surgery

ouoncus
onyxoau
biopsy

Ja
Yes

Ia
Yes

Ha
Yes

Ha
Yes

uumope-
OdyKmueHoe
YyOaaenue
cytoreductive

Piecemeal R1

Piecemeal R1

Piecemeal R1

second-look-
onepauus
second-look
surgery

Enbloc R1

En bloc RO

En bloc RO

En bloc RO

Piecemeal R1

En bloc RO

En bloc RO

Piecemeal R1

Ha
Yes

Ha
Yes

Ha
Yes

Db dekT nevenns
Effect of treatment

MeTtacraTuyeckuii
peuunuB
(muMmdaTtnyeckue
y3J1bl 1LIEN) Yepe3
16 mec
Metastatic relapse
(neck lymph nodes)
after 16 months

TTonHbiit oTBET
Complete response

JlokanbHBII penn-
TIUB yepes3 6 Mec
Local relapse after
6 months

ITonHbIit oTBET
Complete response

[Monublit oTBET
Complete response

MetacTtatuueckuii
pelvanuB
(JIeITOMEHUHTe-
aJTbHBIE METACTAa3bl,
MeTacTasbl B cepaiie,
JIeTKre) uepe3 6 Mec
Metastatic relapse
(leptomeningeal
metastases, heart,
lungs) after 6 months

[MonHblit oTBET
Complete response

BoI1ObLT U3
HaOJIIOoeHUS
Dropped out of

observation

MetacTtaTuueckui
peLManB
(mumdarnyeckue
Y3JIBI LIIEN) Yepe3
8 mec
Metastatic relapse
(neck lymph nodes)
after § months

IMonHbIit oTBET
Complete response

MertacTtaTuueckuii
peLuaInB
(JIeITOMEHUHTe-
aJIbHbIE METACTa3bl,
MeTacTa3bl
B MOJIOUHYIO XeJIe3y)
yepes3 6 Mec
Metastatic relapse
(leptomeningeal
metastases,
mammary gland)
after 6 months
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Craryc
Status

B npouecce
MIPOTUBOPE-
LUAUBHOTO
JIeYEeHUsI
In the process
of anti-relapse
treatment

Kus
Alive

YMmep
Died

Kus
Alive

Kus
Alive

Ymep
Died

Kus
Alive

Ymep

Died

Kus
Alive

Ymep
Died

OpuruHanbHble uccneposanus // Original studies
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Ta6muma 1. Xapaxmepucmuka nayuenmos ¢ paboomMuocapkomoll napameHuHeeanbHol A0Kaiu3ayuy (OKoH4anue)
Table 1. Characteristics of patients with parameningeal rhabdomyosarcoma (end)

Xupypruueckuii 3ran
Surgery

yumope- second-look-
dykmueHroe onepauus
YyOaaenue second-look

B T, "
03paCT, Mopdonoruueckuii

Cragus
Stage

Db dekT nevenns
Effect of treatment

Craryc
Status

roabl
Age,

years

BAPHAHT
Morphological

ouoncus
onyxoau
biopsy
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Neo 24

Ne 25

Ne 26

Ne 27

Neo 28

Ne 29

Ne 30

Ne 31

Ne 32

Ne 33

Ne 34

Ne 35

Ne 36

Ken-
CKMI
Female

Myx-
cKOM
Male

Ken-
CKMI
Female

Myx-
cKOM
Male

Ken-
CKMI
Female

Myx-
cKOM
Male

Myx-
CKOW
Male

Myx-
CcKOM
Male

Ken-
CKUI
Female

Ken-
CKMI
Female

Myx-
CKOW
Male

Ken-
CKUI
Female

Myx-
CKOW
Male

3,9

6,1

4,8

12,1

4,2

8,9

4,3

11,5

4,1

5

3,0

4,3

7,7

5,0

DMOpUOHaATbHAs
pabaomMuocapkoMa
Embryonal
rhabdomyosarcoma

AnbBeoJisipHas
pabaoMuocapkoma
Alveolar
rhabdomyosarcoma

DMOpUOHaATbHAs
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

DMOprOHaTbHAas
pabromuocapkoma
Embryonal
rhabdomyosarcoma

AJnbBeosIsipHas
pabroMuocapkoma
Alveolar
rhabdomyosarcoma

DMOprOHaTbHAas
pabromMuocapkoma
Embryonal
rhabdomyosarcoma

DMOpUOHaATbHAs
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

DMOprOHaTbHas
pabmoMuocapkoma
Embryonal
rhabdomyosarcoma

DMOpUOHaTbHAas
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

AJibBeOJISIpHast
pabmoMuocapkoma
Alveolar
rhabdomyosarcoma

DMOpUOHaTbHAas
pabroMuocapkoma
Embryonal
rhabdomyosarcoma

DMOpUOHaTbHAas
pabmoMuocapkoma
Embryonal
rhabdomyosarcoma

AnbBeosIsipHas
pabroMuocapkoma
Alveolar
rhabdomyosarcoma

T2bN 1M1
(nenro-
MEHUH-

reajbHble
MeracTtasbl/
leptomenin-
geal
metastases)

T2bNOM1

(nerkue/

lungs)

T2bNOMO

T2aN1MO

T2bNOMO

T2aNOMO

T2bNOMO

T2bNOMO

T1bNOMO

T2bN1MO

T2bN1MO

T2bNOMO

T2bNOMO

Ia
Yes

Ia
Yes

cytoreductive surgery

— En bloc RO

— Piecemeal R0

— En bloc RO

— Piecemeal R0

— En bloc RO

En bloc RO

Piecemeal R1

— Piecemeal R0

= En bloc RO

Piecemeal RO —

— Piecemeal R1

— En bloc RO

Ja
Yes

Ja
Yes

[MonHblit oTBET
Complete response

[TonHeIi OTBET
Complete response

[MonHblit oTBET
Complete response

[TonHbIi OTBET
Complete response

[MonHblit oTBET
Complete response

[TonHbIi OTBET
Complete response

[MonHblit oTBET
Complete response

IMomnHbIit OTBET
Complete response

[MonHblit oTBET
Complete response

TMonHbIit oTBET
Complete response

JlokanbHBIN penn-
JIUB Yyepes 25 mec
Local relapse after

25 months

TMonHbIit oTBET
Complete response

IIporpeccupoBaHue

(JIenTOMEHUHTealIb-

HbI€ METacTa3bl) Ha
doHe JieueHust

Progression
(leptomeningeal
metastases) during
treatment

Kus
Alive

Kus
Alive

Kus
Alive

Kus
Alive

Kus
Alive

Kus
Alive

Kus
Alive

Kus
Alive

Kus
Alive

Kus
Alive

Ymep
Died

Kus
Alive

Y™mep
Died
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B nHamem ucciegoBaHMU MBI TIPUMEHWJIM TaKTUKY
IIPOMEXYTOYHOTO  XUPYPIUYECKOrO0  BMEILIATE/IbCTBA.
Hecarp (27 %) malueHTOB MOABEPINIMCH 3HIOCKOIIMYE-
CKOMY YIAJI€HUIO OIYyXOJIM mocje 9 Hea MHAYKIIMOHHOM
XUMUOTEpAIMK. DTO ITO3BOJIMIO HAM He TOJIbKO MOJYYUTh
MaTepual JUIsl OLIEHKY CTeIeHU JIedeOHOro maromMmopdo3a,
HO M Ha OCHOBE 3THUX JaHHBIX 00Jiee TOYHO CTpaTUUIIN-
poBaTh MAllMEHTOB, OIpeneisas MoKa3aHUs K IOCeOoIe-
PALMOHHOM JIy4€BOU U a’bIOBAHTHON XUMUOTEPATIUH.

Y 6 (17 %) nauueHTOB Ha 3Talle NpeaonepalOHHOM
MOATOTOBKM II0 pe3yJibTaTaM MarHUTHO-PE30HAHCHOM
U KOMIIBIOTEPHOI TOMOrpaduu BbISIBIIEHA TUMIIEPBACKY-
JIIpM3alMsl OIyX0Ju. BoJbllloe KOJMYECTBO Pa3BUTHIX
COCYZIOB OOYCJIOBIIMBAE€T BBICOKUI PUCK MAaCCUBHOIO
KPOBOTEUEHMsSI NPM IIOMNBITKE e¢ ymajieHus. B wessix
HUCKJIIOYEHUSI PUCKA Pa3BUTHSL MHTPAOIEPALMOHHOIO
KPOBOTEUEHMSI BBIITOJIHSIACH MpeAoNepaloHHas 3M00-
JIM3aIUsl TUTAIOIIMX OIYX0JIb cocynoB (puc. 3). CpenHuii
00bEM KPOBOITOTEPH COCTaBMI 56 £ 18 mur.

a 7

\

Puc. 3. Pesyaomamor uccaedosanus nayuenma P., 12 aem, ¢ paboomuo-
capkomoli napameruHeeanvHoli noxkaauzayuu, T2aNIMO, cmadus I11:
a — ceneKmueHas apmepuoepagus @ NPAMOl NPOeKUUU ¢ NpUMeHeHuem
penmeeHoKoHmpacmuo2o npenapama. Ommeuaemcs: 10KaAbHOe Y@eauUeHue
Koauuecmea cocydos  obaacmu 1eoli KpblioHeOHOU AMKU ¢ HApYUuleHuem
duxomomuueckoeo Oenenusi; 6 — MACHUMHO-PE30OHAHCHAST MoMoepadus
6 pexcume T2-BH 60 (hpormanvroii npoekyuu ¢ nooasieHuem cueHala om
Jcupogoti mkanu. Ommeuaemcs ycunenHoe HAKONAeHUe KOHMPACHMHO20
npenapama onyxoAavlo cOAUOHOL CMPYKMYpbl NAPAMEHUHeAAbHOU N0KaAAU-
3ayuu creea

Fig. 3. Patient R., 12 years old, diagnosed with parameningeal
rhabdomyosarcoma, T2aNIMO, stage III: a — selective arteriography
in a frontal projection using a radiocontrast agent. A localized increase
in the number of vessels in the left pterygopalatine fossa with a violation
of dichotomous division is noted; 6 — magnetic resonance imaging in
T2-weighted mode in a frontal projection with signal suppression from fat
tissue. Increased accumulation of the contrast agent by a solid tumor of the
parameningeal localization on the left is noted

VY 27 (75 %) nauueHTOB ObLIO BBIIOJIHEHO ITIOBTOPHOE
XUpypruyeckoe BMmelateabcTBO (second-look-omepa-
LMs1) B LEJISIX YAaJAeHUs Pe3UayalbHOM OIyXOJIU U OLIEH-
KU JiedeOHOro maroMopdo3a B yOaJ€eHHOM Marepuaie.
AHau3 JIeKapCTBEHHOIo IaTtoMopdo3a IoKasaa BbICO-
Kyio 3(p@GEeKTUBHOCTb IMPOBEACHHONW HEOaabIOBAHTHOM
Tepanuu. Y TOMABJSIONIErOo OOJBIIMHCTBA TAllMEH-
T0B (24 (89 %) u3 27) ObLI AJOCTUTHYT XOPOLIUIA OTBET
(II-IV  crenmenp). M3 HuX mOAHBIA mMmaTtoMopdo3
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(IV crenenp), xapakTepu3sylOIIUIiCS OTCYTCTBUEM XU3-
HECIOCOOHBIX OITyXOJIEBBIX KJIETOK, OB 3a(pMKCUPOBAH
y 14 (52 %) naumeHToB. BbIpaxkeHHbII MmaToMopdo3
(III crenenn, < 10 % XU3HECTIOCOOHBIX KJIETOK) HAOJIIO-
nancs y 10 (37 %) nauuentoB. HeynoBieTBOpUTEIbHbIIM
otBeT Ha Tepanuio (I-II cTereHb) OBLT OTMEUYEH JIUIIb
y 3 (11 %) naunenTos, B ToM uucie Il crenenu —y 2 (7 %),
ul crenenu —y 1 (4 %).

ITpuMeHeHMe JaHHOM METOAMKM IMO3BOJIMIO B 58 %
clly4yaeB BBINOJHUTH yIaJleHWe OIyXoiu en bloc, mpu
9TOM paAuKaJIbHOCTh BMeIIaTeNIbCTBA BepU(UIIMPOBa-
JIach MHTPAOIIePAllMOHHBIM TUCTOJIOTUYECKUM HCCIIen0-
BaHMEM MapKHUPOBaHHBIX 3aMOPOKEHHBIX CPE30B C KpaeB
yIAJ€HHOM OITyXOJIU.

B 11 (31 %) cny4asix ObuUIa BbIIOJHEHA piecemeal-pe-
3ekuus. [Ipu 3ToM MmojiHOe ymajeHue OMyXOJdu B TPYIINe
en bloc cocraBuiio 94 %, a B rpymie piecemeal — 55 %.

CremyeT mOMYEePKHYTh, YTO SHAOCKOTIMYECKAs XUPYP-
Tus He SBJISIETCS YHUBEPCAJbHBIM METOIOM IUISI BCEX
3JI0KaYECTBEHHBIX HOBOOOpPAa30BaHMI OCHOBAHMS 4Yepe-
ma. Ycrex JieueHus HaIpsMYyl0 3aBUCUT OT TIIATEeJIbHOTO
oTOOpa TMALIMEHTOB, KOTOPBIM MOJKEH OCHOBBIBATHCS
Ha KOMIUIEKCHOI OIIEHKE PacIpOCTPAaHEHHOCTU OITyXO-
JIEBOTO TIpollecca U COMATHMYECKOro CTaTyca, BKIIOYAs
HaJIMYMe U CTeTIeHb KOMIIEHCALIMU COMYTCTBYIONIUX 3200-
neBaHuii. [IpoTuBomoKa3aHUEM K CEIEKTUBHOMY HIO-
CKOITMYECKOMY JIOCTYMY SIBISIETCSI 3HAUUTEJIbHOE MECT-
HOE pacIpoCTpaHEHME OIYXOJH, BKIIIOYasl IMpopacTaHUe
B OpOUTY, MITKME TKaHU JIMIIA, TBEPIYI0 MO3TOBYIO 000-
JIOUKY, 3a Mpeaeiabl CpearnHHO-OpOUTAIbHOTO CBOAA WU
B OOKOBBIE OTHEIbI JOOHOI mazyxu. OTHOCHUTEIbHBIM
MPOTUBOIIOKA3aHUEM SIBJISIETCS pPaCIIPOCTPAHEHME OITYXO0-
JIX C BOBJICYCHHMEM IMAPEHXUMBI TOJIOBHOI'O MO3ra. DHI0-
cKomMueckas KpaHuodalaabHasl pe3eKlUsl C acCu-
CTUPOBaHMEM — BapUaHT JICYCHUSI OMyXOJeil C TaKUMU
XapaKTepUCTUKAMU.

Haxe B ciaydasix, KOrma paavKaJbHOE yaajJeHue OIy-
XOJIU HEBO3MOXKHO, TpaHCHa3aJbHas 3HIOCKOIIMYecKas
XUPYPTUSI COXPaHSET CBOIO aKTyaJIbHOCTb KaK METOI
(pYHKIIMOHANBHOIT M LIMTOPEAYKTUBHON  XUPYPIUU.
OCHOBHBIM TMOKa3aHUEM B TaKWUX CUTYallUSIX SIBJISICTCS
JIEKOMIIPEeCCUST HEHUpPOBACKYISIPHBIX CTPYKTYp, B Tep-
BYIO Oouepeib 3pUTEIbHOIO HepBa, ISl TIPEIOTBPaIleHUS
HeoOpaTHMOil MOoTepr 3peHMs Y MAllMeHTOB ¢ Heollepa-
OeIbHBIMY HOBOOOPA30BaHUSIMU.

DHIOCKONMUYECKHE TTOAXOIbI 00IanaloT PSIOM CYIIe-
CTBEHHBIX IPEUMYIIIECTB 110 CPAaBHEHMIO C TPAIMIIMOHHOMU
OTKpBITOI xupyprueii. Hambonee cyuiecTBeHHBIM OTJIN-
YreM SIBJISIETCS OTKa3 OT HapyKHBIX pa3pe30B, KpaHUO-
TOMHUHM U OCTEOTOMUI, UYTO MUHUMU3IUPYET XUPYypruye-
ckyio TpaBMy. OTCYTCTBME HEOOXOIUMOCTHU B PeTpaKLIMU
TOJIOBHOTO MO3Ta 3HAUMTEJIbHO CHIKAET PUCK €ro yIInoa,
oTeKa U IMOceAyIolIei sHIIehaToMaIsauu. DT HaKTo-
PBI B COBOKYITHOCTU CIIOCOOCTBYIOT COKpPAIIEHIIO CPOKOB
TOCTIUTAIN3AlIMY U YCKOPEHUIO peadMIMTAIIMY alleHTa.
Kpome TOro, sHIOCKOMMYECKUI JOCTYII YaCcTO MO3BOJISICT
000MTHUCH 0€3 TaKuX BCIIOMOraTe/bHbIX MpOLEeAyp, Kak
TPaxeoCTOMUS M yCTaHOBKA JIIOMOAJIbHOTO JpeHaxKa.
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DHI0CKONMYECKAasA TPAHCHA3AJbHAS XHPYPrHd Kak
PEKOHCTPYKTHBHO-TLIACTHYECKHIA 3TAIl JIeYeHHS

Xupyprus 1TaHHOTO 3Tara OCHOBBIBAETCS Ha IMPUHIIM -
nax FESS ¢ yyeToM M3MeHeHUIT apXUTEKTOHUKHU OIepa-
LIMOHHOM 30HbI, BBI3BAHHOM 00JIE3HBIO U TPEAIIECTBYIO-
IIUMU OTIEPaLIUSIMMU.

PeKoHCTPYKTUBHO-TIACTUYECKUE OIepalliyd IT0Tpe-
0oBaJIOCh BBHIIOJHUTHL B 5 (14 %) ciydasix. OCHOBHBIMU
MMOKAa3aHUSIM ISl BBIMOJHEHUSI JAaHHONH MaHMITYJISIIAN
ObUIM CHMIITOMBI XPOHMYECKOTO BOCHAJICHUS C Hapy-
IIEHWEM 3BaKyalliyd TaTOJOTMYECKOTO OTIACISIEMOTO M3
OKOJIOHOCOBBIX I1a3yX, JIMKBHUIAIIMS KOTOPBIX IIpHUBeia
K BOCCTAHOBJICHUIO HOPMAaJbHBIX (DYHKIIMIA HOCOBBIX
cTpyKTyp. HeoOxomammMo OTMETHUTh, UYTO PEKOHCTPYK-
TUBHO-IIJIACTUYECKHE OIepallid IPOBEACHBI CITYCTS
3 roma mmocJie 3aBepIIeHMST TPOTUBOOITYXO0JIEBOIO JICUSCHMS
(puc. 4).

a 0

Puc. 4. Pesyavmamul uccaedosanus navuenma b., 11 aem, ¢ paboomuo-
capkomoti  napamenuneearvhol aokasuzayuu, T2bNIMI, cmadus 1V,
XpOHUYecKuil 08YCMOPOHHUI PUHOCUHYCUM: A — NPedONepayUoOHHas Maz-
HUMHO-pe30HaHCHas momoepadus 6 pexcume T2-BU 6o @ponmanvHoil
npoeKyul ¢ N00ageHuem CUSHaAa om Jcuposoil mxanu. Bepxneuearocmmuoie
nasyxu, sueiiku peuiemuamoi Kocmu ¢ 0beux cmopoH momanbHo 3anoaHe-
Hbl HCUOKOCHBIM COOEPHCUMBIM (CIPeaKu); 6 — MaeHUMHO-Pe30HAHCHAs
momoepaghus nocae onepayuu 6 pexcume T2-BH 60 ¢pponmanwvhoii npoek-
yuu ¢ nodagaenuem cueHaaa om Jcupoeoii mxanu. Ommevaemes cHudceHue
YPOBHS HcUOKOCMU (CIPeaKU) 6 6epXHeHeatOCMHbIX NA3YXax U s4eiKax pe-
wemuamoii Kocmu

Fig. 4. The results of the patient B.'s study, 11 years old, with the diagnosis
of parameningeal rhabdomyosarcoma T2bN IM 1 stage 1V, chronic bilateral
rhinosinusitis: a — preoperative magnetic resonance imaging in T2-weighted
mode in the frontal projection with suppression of the signal from fat tissue.
The maxillary sinuses and ethmoid cells on both sides are totally filled with
fluid content (arrows); 6 — postoperative magnetic resonance imaging in
T2-weighted mode in the frontal projection with suppression of the signal
from fat tissue. A decrease in the fluid level (arrows) is noted in the maxillary
sinuses and ethmoid cells

PesyabraTsl

W3 o61iero urciia BKJIIOUEHHBIX B Hallle UCCIIeI0BaHUE
JeTeil xuBbl 24 (66 %), nepuon HabGIIOAEHUS — OT 1 Mec 10
5 stet. BuiObL1 13 uccaenoBanus 1 (2 %) nauuneHt. Ymepau
ot nporpeccun omyxoiu 11 (30 %) nmauueHToB, U3 HUX Ha
(one npoBeneHus neyeHust — 3 (27 %), B paHHUE CPOKU
rocJjie oKoH4YaHus JeueHus (no 3 mec) — 1 (9 %), B nepuon
S-netHero HaGmoaeHus — 5 (45 %). OnuH (2 %) nauueHT
MOTUO OT Pa3BUTUSA OKKJIIO3MOHHOM ruapoliedannu.

Ipacduk ob6mieit BbEKMBaeMOCTH (puUC. 5) OEeMOH-
CTPUPYET, YTO IEPUOJ HAMBBICIIETO PUCKA JICTAJIbHOCTU
npuxoauTcsl Ha nepBble 24—30 Mec OT MOMEHTa Bepu-
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¢ukanmyu auarHoza. B manpHelilieM KpuBas BbIXKU-
BaeMOCTU CTaOMJIM3MPYETCs, BBIXOAS Ha IUIATO IIOCIIE
4-ro roma HaOmomeHus. Mrtoromas 5-meTHsa oOIias
BBDKMBAaEMOCTb B UCCIIEAYEMOI KOropTe coctaBuia 55 %
(95 % noBepuTeNIbHbI MHTEPBAI 38—75), 4TO CONIOCTABUMO
C IAHHBIMU BEIYLIMX MUPOBBIX MCCIIEA0BATEILCKMUX FPYIIIT
(COG, CWS).

Puc. 5. Ilokasamenu obweii S-nremmeii evicueaemocmu y demeii ¢ padoo-
MUOCAPKOMOIL NAPAMEHUH2eANbHOU N0KANUZAUUU

Fig. 5. Overall five-year survival rates in children with parameningeal
rhabdomyosarcoma

IlonHblA 00bEeM 3aIIaHMPOBAHHBIX XUPYPIUYECKUX
BMeEIIATeILCTB — OT nepBUYHO 6uoncuu 1o FESS — 6b11
BbIIOJIHEH B 3 (8 %) ciyvasx. Y 1 (33 %) nauueHTa u3s
JAHHOW TONTPYMIIBl B OTHAJCHHOM IIepuoje ObLI aua-
THOCTUPOBAH TIO3JHUN JTUCCEMUHUPOBAHHBINA PEUUIWB
3a00j1eBaHUsI, YTO ITOMYEPKUBAECT CUCTEMHbIM XapaKTep
3a00J1eBaHUs M OTPAHUYEHHbIC BO3MOXHOCTH JIOKAJIbHO-
ro KOHTPOJISA, AaXe CaMOro arpeCCMBHOIO, B MPeAOTBpa-
LIEHWH OTIAJICHHOIO METaCTa3uPOBaHUS.

Xupyprudeckas TakTUKa y 5 TTallMeHTOB 3aKJioJanach
B IIPOBEIEHUU 2 MOCJIeI0BATEIbHBIX 3TAOB: [IEPBUYHOIO
LIMTOPEIYKTUBHOIO YyAaJeHMs] OMYXOJU U OTCPOYCHHOM
second-look-onepanuu.

IIporpeccupoBanue 3abojieBaHus Ha (HOHE IIpo-
BOIMMOI Tepanuu IIepBOM JIMHUM ObUIO OTMEYEHO
y 3 (8 %) naumenToB. HecMoTpsi Ha Havajlo Tepamnuu
BTOPOIi JIMHUHM, Y BCEX MALIMEHTOB ObLJIO KOHCTATUPOBAHO
pedpakrepHOe TeueHue 3a00J1eBaHusI.

lucTonornyeckoe  MOATBEPXIACHUE  JIOKAJIbHOIO
peUYaIrMBa C IOMOIIBID MOBTOPHOM 3HIOCKOIIMYECKON
TpaHCHa3aJbHON OMOIICMU OBbLIO BBHIOJHEHO y 2 U3
4 nmauuenToB. [IporHo3 B rpyImme peuuanBa ObLT KpaitHe
HeOJIarOnpUsITHBIM: HECMOTpsI Ha IIPOBEICHUE KOM-
IUIEKCHOIO IIPOTHMBOPELUAMBHOIO J€UEHMS, JIeTaJIbHbIA
ucxon 6n11 3adpukcupoBad y 9 (90 %) u3 10 naimeHTOoB.

AHAJIM3 OArPYIIbI NALUEHTOB C IIPOrPeCCUPOBAHM -
eM WU peluarBoM 3aboseBaHus (n = 13) mokaszai, 4To
OoHa ObLIa IpeAcTaBicHa CAydasMUd C MCXOOHO KpaiiHe
HEOJIarONpPUSITHBIMU  IIPOTHOCTUYECKUMU  (haKTOpaMU.
Tak, y 8 (62 %) u3 13 naiueHTOB ObUIM BbISIBICHBI THCTO-
JIOTUYECKME IMOATUIILI BBHICOKOIO PUCKA: allbBEOJISIpHAsI
(n = 7) n HenudbepeHMpoBaHHas (n = 1) pabmoMuo-
capkoMbl. Kpome toro, y 3 (23 %) naueHTOB Ha MOMEHT
IOCTAaHOBKHU JIMarHo3a MUMeJOCh OTIaJIeHHOE MeTacTaT-
YyecKoe MopaxkeHue JIeTKUX (n = 2) u Kocteit (n = 1).
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Perinus 3a6oeBaHus MOCIe 3aBepIICHUS TIEPBUIHO-
ro jedeHus: ObL1 guarHocTupoBad y 10 (28 %) nauueH-
TOB (Tabi. 2): B 4 (40 %) cityyasix OH HOCHJI JIOKAJIbHBII
xapakTep, a B 6 (60 %) — xapakTep IMCCEMUHUPOBAHHOTO
npoiiecca (permoHapHOe W/WIN OTHaJICHHOEe MeTacTa3M-
poBaHue). AHaIU3 TTOKa3aJl YeTKYI0 3aBUCHUMOCTb THUIIA
peuuaMBa OT KavyecTBa MPOBEACHHOTO XUPYPTUUYECKOTO
BMeIIaTeThCTBA.

VY 6 u3 10 manueHTOB OblIa BLINOJHEHA paUKaIbHAasT
orrepanus en bloc (R0). HecMoTpst Ha ToKalbHEIN KOH-
TPOJb, ¥ 5 (83 %) 13 6 MaIlIMeHTOB 3TOM IPYIIITBI Pa3BUIICS
MeTacTaTMUECKHI peltuanuB (KOCTH, JieTKue, TuMdarnde-
CKUe Y3JIbl, MOJIOYHas Xee3a), Toabko y 1 (17 %) — u3o-
JINPOBAHHBIN JIOKAJbHBIN pelmauB. K coxaneHuto, Bce
MalMeHTHl B 3TOM MOATPYIIIe TOTUOIU OT TIPOrPecCupo-
BaHMsI 3a00JIeBaHMSI, UTO CBUIETEILCTBYET 00 arpeccuB-
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HOI OMOJIOTMU OITyXOJIY, MPEBAIUPYIOLIEH Hall JTOKAaIb-
HBIM KOHTPOJIEM.

V 4 manueHTOB orepanusl HOCWIA HepaguKaabHbBIA
xapakTep (piecemeal R1). B atoii rpynme y 3 (75 %) u3
4 maLMeHTOB Pa3BUJICS JIOKAIbHbBIN petuaus, B 1 (25 %)
ciaydae 3aMKCUPOBAaH OTHAJA€HHBIA METaCTaTUYECKUiA
peumanB. JBa mammeHTa moruoiu, 1| HaXoauTCs Ha 3Tare
MIPOTUBOPELIMAUBHOIO JieueHust U 1 (ajabBeosisipHast pad-
momuocapkoMa, TIbNOMO) ¢ ToKaIbHBIM PEMINBOM —
B PEMUCCHUH T10CJIE TTIPOTUBOPELIMINBHOTO JIEUEHUS.

JaHHbIe pe3yJbTaThl IIOATBEPXKAAIOT (DYHIAMEHTAIb-
HYIO pOJIb OMOJIOTMM OITyXOJIM W CTaauu 3a00JeBaHUS
B ONIpeNEIeHUN UCX0Ia. DTOT (haKT MOIIEPKUBAET HEOD-
XOIUMOCTbD Pa3padboTKM CTpaTU(PUIITNPOBAHHBIX ITOIX0I0B
¥ ITOMCKA HOBBIX TepaIrieBTUYECKUX CTPATErMii MMEHHO
JUISL 9TOM TPYIIIIBI OOIbHBIX.

Tabmuna 2. Xapakmepucmuka nayuenmos ¢ peyuougom paboomuocapkomsl NapamMeHuHeedaAbHol N0Kau3ayuu
Table 2. Characteristics of patients with recurrent rhabdomyosarcoma of parameningeal localization

[Bo3pacr, " Iuropenykrus- | Second-look-
rO/IbI Mopdouormaeckuii Cramus HoOe ylajieHHe onepanus Bun permima, Craryc
BAPHAHT . g BpeMsi BOSHUKHOBEHHSI
Age, Morphological Stage Cytoreductive | Second-look Type of relapse, time of occurrence Status
years surgery surgery ’
Ken- DMOprOHaTbHAas
o pabaomuocapkoma -~ Piecemeal  JlokaJibHBIii peLIMaNB yepe3 6 Mec YMmep
Nel Fce I:I;;e = Embryonal A R1 Local relapse after 6 months Died
rhabdomyosarcoma
My DMOprOHaTbHas
Ne 2 c1<oyxl<?1 43 pabgomuocapkoma T2bN1MO _ Piecemeal  JlokanbHbIil peliauB yepe3 25 mec YMmep
mbryona ocal relapse after 25 months ie
; Male i Emb / R1 Local rel ifter 25 h Died
rhabdomyosarcoma
Ken- DMOpHOHATbHAS MeracraTiyecKuii peiianB
N pabaomuocapkoma _ Piecemeal (;lerkue, KOCTH) yepe3 6 Mec YMmep
Ne3 Fce ]::;P;e i Embryonal ALl R1 Metastatic relapse (lungs, bones) Died
rhabdomyosarcoma after 6 months
MeracTaTiyecKuii peruanB
(JlenTOMEeHMHTeATbHBIE METACTA3bI,
XKen- a%n(r:}:{e;g:{; I?(?M A T2bN 1M1 METacTa3bl B MOJIOYHYIO XeJe3y) Yo
Ne 4 CKUI 13,7 paoz Alveol aIr) (koctu/ — En bloc RO yepe3 6 Mec Di ezli)
Female rhabdomvosarcoma bones) Metastatic relapse (leptomeningeal
y metastases, mammary gland)
after 6 months
B niporiecce
. MPOTUBOPE-
R . Mepsermmeensi o oo
Ne 5 CKOM 8,0 B T2bNOMO Piecemeal En bloc RO Weanenite wdles JICUCHUST
Male rhabdomr}:)sarcoma (bones) after 19 rr{zmlhs In the process
y of anti-relapse
treatment
T MeracTaTiyecKuii peluanB
Myx- (MumbaTnyecKye y3bl Ien)
Ne6  ckoii 1,1  PADROMMOCADKOMA N - Enbloc RO depes 8 mec Yviep
Alveolar . Died
Male rhabdomyosarcoma Metastatic relapse (neck lymph
4 nodes) after 8 months
SKen- AJbBeoJIsIpHast MeTacTaTUUeCKUA PEIIUINB
N7 o 12,0 paﬁ”"/ﬁ“"clap""m T2LNOMO  Piccemeal ~ EnblocRO  (MOTOUHAT ;Ke““a) sz I e Sg‘?e};
Female veolar etastatic relapse (mammary gland) ie
rhabdomyosarcoma after 16 months
MeTracTaTn4yeckuii peLuanB
XKen- ggl i?\i/[y?:ca:L;()aja T2bNxM1 (JIeNTOMEHUHIeaJIbHbIE Vae
No 8 CKUi 3,0 pabn P (nerkue/ — En bloc RO MeTacTasbl) uepe3 2 Mec fep
Embryonal . . Died
Female rhabdomyosarcoma lungs) Metastatic relapse (leptomeningeal
4 metastases) after 2 months
Wi AnbBeosIsIpHas
Ne 9 CKOIt 1,0 pa6;[0Alv;IxmcapK0Ma T1aNOMO Piecemeal En bloc RO ST S SR SRR 12 yy{ep
Male veolar Local relapse after 6 months Died
rhabdomyosarcoma
My AJbBeoJIsipHast
Ne 10 012211(71 0.9 pabaomMuocapkoMa TIbNOMO _ Piecemeal  JlokanbHbIi1 peluanB Yepe3 6 Mec Kus
B Male > Alveolar R1 Local relapse after 6 months Alive
rhabdomyosarcoma
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O0cyxmeHne pe3y/IbTaToB

Hame uccrnenoBaHve moATBEepKIaeT, YTO TpaHCHA-
3aJIbHAST SHIOCKOIMIMYECKAsl XUPYPTHUS SIBIISIETCST YHUBEP-
CaJTbHBIM MHCTPYMEHTOM, MPUMEHUMBIM Ha BCEX dTarax
JIeYeHUs JeTeil ¢ TapaMeHUHTeaTbHON pabIoMUOCcCapKo-
MO OT MIEPBUYHON TUATHOCTUKY (OMOTICHSI) U OCHOBHO-
ro JeueOHOTOo 3Tana (UTopeaAyKTuBHas win second-look-
oreparus) 10 OTCPOYEHHBIX PEKOHCTPYKTUBHO-TIIACTH-
YECKUX BMEIIATEIbCTB. BaXKHBIM TIPENMYIIIECTBOM METO-
Jla SIBIISIETCSI BOBMOXKHOCTH €T0 0€30MMacHOTO TTIOBTOPHOTO
MPUMEHEHUSI, B TOM YMCJIe TIPU PEIUINBAX 3200 BAHUS
WY TIOCJIE paHee TIPOBEIEHHBIX OTKPBITHIX OTEpalInid.

Hawmu Gbina BbIsIBIIEHA OTUYETIMBASI CBS3b MEXKITy Hepa-
JIUKATHHBIM XapaKTepOM OTIepallvi U Pa3BUTHEM JIOKAITb-
HBIX PEelMINUBOB. B rpymrme maueHToB, KOTOPHIM ObLia
BBITIOJTHEHA OTIEpaIlvsi METOIOM KycKoBaHUs (piecemeal)
C MUKPOCKOTTMYECKU TIOJIOXKUTETbHBIMI KPasiMU PE3eK-
uuu (R1), yacrora goKaabHbIX Heyaay Obuta Boiie (75 %
cllyyaeB).

Hoctimxenne pagukaibHoct (R0O) mo3Bommiao obec-
MEYUTh JIOKAIbHBIN KOHTPOJIb B OOJBIIUHCTBE CIIyda-
€B, OJHAKO HE BCErJa TrapaHTHPOBAIO BHICOKYIO OOIIYIO
BBIXKMBAEMOCTh, OCOOEHHO TIPU arpecCUBHBIX TMOATHUIIAX
omyxonu. B rpyrie manueHToB ¢ panuKaTbHBIMU BMeEIIa-
TeabcTBaMU (TIOJTHOE yamajeHme en bloc miam piecemeal)
OCHOBHBIE TIOTEPU ObLITU CBS3aHBI HE C IOKATbHBIM PE1Iy-
IIMBOM, a C TeMAaTOTeHHBIM MeTacTazupoBaHUeM. Tax,
y psilia MaiMeHToB, HECMOTPST Ha ToCTrXeHue ctatyca R0,
pPa3BWINCH OTHAJICHHBIE METACTaTUYECKUE PpPELUINBBI
(B KOCTSIX, JeTKuX, JUM@ATUIecKux y3iaX, MOJIOYHOMN
JKeJe3e), KOTOpbhle TIPUBEIN K JIETATbHOMY MCXOJY, YTO,
BEpOSITHO, OOYCJIOBJIEHO arpecCUBHOUN OMoOJIOTHEN Ory-
XOJTW, TIPEO0JIEBAIOIIEH JaKe PaAUKATbHBIN JTIOKATbHBIN
KOHTPOJIb. DTO CBUIETEIBCTBYET O TOM, YTO TPU aJIbBEO-
JISPHOM TIO/ITUTIEC Y PACTIPOCTPAHEHHBIX CTAIUSIX IPOTHO3
OTIpeesISIETCS CUCTEMHBIM KOHTPOJIEM HaJl 3a00JIeBaHU -
eM. JlocTikeHre pauKalbHOCTU XUPYPTUYECKOTO BME-
marenabcTBa (R0) B coueTannu ¢ 3(heKTUBHBIM CHUCTEM-
HBIM KOHTPOJIEM TIO3BOJWIO MOOWUTHCS JOJITOCPOYHOM
BbKMBaeMoct y 47 % manuentoB (n = 17). Cpoku
HaOTIONEHUST 32 MAHHOUM TPYMNIION COCTaBISIOT OT 3 /10
8 JieT, 4TO CBUIETENIBCTBYET O CTOMKOCTU TIOJYYEHHOTO
addexra. CpaBHUTETHHBIN aHATN3 TTOKA3aJI, YTO TEXHUKA
OTepaIuu SIBIISIETCS 3HAYMMBIM MIPEAUKTOPOM PalUKATTh-
HOCTH: 4acToTa NOoCTXeHus ctaryca RO B rpymiie en bloc
cocraBuia 94 %, Torma Kak B IpyIie piecemeal — JIWIIb
55 %.

Haiuu pesynbrarsl, ojaydyeHHble Ha 00blIei BIOOP-
Ke MalMreHToB (7 = 36), COracyroTcsl ¢ BbIBOIAMU KOJI-
JIET U IEMOHCTPUPYIOT, YTO SHIOCKOMMYECKAsT XUPYPTUSsI
TO3BOJISIET JOCTUYD BHICOKOTO TIPOIIEHTA PaNKATbHOCTH
(RO) rmpy MUHUMU3ALUY XUPYPTUYECKOM TpaBMbI [16].

IlokazaHus K pas3iWyHBIM BUIAM XUPYPTAYECKOTO
BMEIIIATEIbCTBA ObUTM YETKO CTPaTU(UIIMPOBaHBI. Tak,
MOKa3aHUeM K OCHOBHOUW IUTOPEAYKTUBHOW OTIepaliuu
SIBJISITIOCH JOCTUKEHUE MaKCUMAJIbHOW PErpeccuu OIry-
XOJ1 Ha (poHE HEOabIOBAHTHOM XUMUO- U/UIN JTy4eBOU
Tepanuu.
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IMokazanussMm K BBIIOJHEHUIO second-look-orme-
palny SBISUIACh HAIW4IUE PE3UAYaTbHON OITyXOJU II0
3aBepIICHNN WHIYKIIMOHHON TepalnMy WM TTOH03PCHME
Ha ee XUMHMOPEe3UCTeHTHOCTh. OCHOBHOI IIe/IbI0 BMEIIIa-
TeJIbCTBA ObLIa TUCTOJIOTMYCCKAS BepU(UKAIINS KU3HE-
CITOCOOHOCTH OCTATOYHOI OITyXOJIEBOM TKAHU C OIICHKOMU
CTeIIeH! JIeueOHOro rmaroMopdo3sa. [lomydeHHBIC TaHHBIC
CIIY>KUJIM OCHOBAaHUEM IJISI IIPUHSITUS PEIIeHUs O HeoO0-
XOOUMOCTH Ha3HaueHUS BTOPOM JWHUU XMMUOTEPAITNU
B COOTBETCTBUM C IIPOTOKOJIOM. AHAIM3 JeIeOHOTO
naToMopdo3a 1ocie second-look-omepammit (n = 28)
TIPOAEMOHCTPHUPOBAJT BBICOKYIO 3(PDEKTMBHOCTH HEOAIb-
oBaHTHOI Tepanuu: xopommit otBeT (III-IV cTemeHn)
ObLI JOCTUTHYT y 86 % MALMEHTOB, B TOM YMCJIe MOJHbIA
mmatomopdo3 —y 50 %.

[1aBHBIM TOCTOMHCTBOM 3HIOCKOIMYECKON TEXHUKU
SBIIICTCS KayeCTBEHHAs BU3yaau3allvsl, OOeCIIeunBaio-
asi IPEeIU3NOHHYI0 paboTy XMpypra B INIyOOKUX OTaeIaX
JINIIEBOTO CKeJIeTa 1 OCHOBAHUS Yeperia, YTO KPUTUICCKI
BaXKHO JUTSI JOCTYKEHUSI JIOKAJIBHOTO KOHTPOJIST Haz 3a00-
nmeBanneM. MIMeHHO oHa oOecreumBaeT BO3MOXKHOCTH
MOCTVKEHUST OHKOJIOTMYECKOro paguKaiaum3Mma (ymaie-
HUE OIyXOJW B TIpeAesiaX 3MOPOBBIX TKaHEW) W HaIexX-
HOTO KOHTPOJISI HaI IreMOCTa3oM. B COBOKymHOCTH 3TH
(hakTOpHI OMpeneISIOT JaHHBIM METON KaK Oe30IMacHBIN
n 3¢G(GEKTUBHBIT KOMIIOHEHT KOMILIEKCHOTO JICUCHUS
JeTeii ¢ TmapaMeHMHIeajlbHOl pabaoMMOCapKOMOI,
CITOCOOHBI 00ECIIEYNTh ONTHMAJIbHBIC KIWHUYECKUE
PE3YIIBTaTHL.

XyuMuonydeBast Tepalusl SIBISICTCSI HEOThEeMJIEMBIM
KOMIIOHEHTOM JIeUCHMSI OeTeil ¢ IapaMeHWHTeaTbHOI
pabIOMHOCapKOMOIA, OMHAKO €€ IIPOBEICHIE COTIPSIKEHO
C pa3BUTHEM 3HAYUTECIHLHOU JIOKAIHHONM TOKCUYHOCTH.
DTa TOKCUIHOCTD TIPOSIBIISICTCST B BUIE BHIPAKEHHOM BOC-
MaJINTENIPHON peaKIlMi OKPYXKAIOIINX TKaHEl, B OCHOBE
KOTOPOM JIeKAT OTeK CIU3UCTON 000JI0UKM 1 TIOBPEXKIE-
HUe pecHuTyatoro smmrenus [19]. B cBere Headdek-
TUBHOCTH KOHCEpPBAaTHUBHOTO JICUCHUS 3THX OCIOXHCHMI
B IIOCJICIHME TOABI CTAHIAPTOM TSI KYITMPOBAHUS JaHHOM
BOCTIAJIUTCIILHOM TTaTOJIOTUM Y JAETeil ¢ pabIoMHOcapKo-
MOIT mapaMeHMHTeabHOI JJokanu3aunu ctayia FESS [20].

[1aBHBIM BBIBOJOM HAIIIETO MCCJICIOBAHUS SIBIISICTCS
TO, YTO BKJIIOUCHME TPAHCHA3aJIbHOU SHIOCKOIMICCKOM
XUPYPTUHU B KOMITICKCHOE JICUCHHE JAeTeil ¢ mapaMeHNH-
realbHOM pabIOMMOCAPKOMO ITO3BOJISICT JOCTUYD S-JIeT-
Hell 0011ei BBDKMBAEMOCTH, paBHOM 55 %. DTOT pe3yiib-
TaT COMOCTaBUM C JaHHBIMU JINTEPATYPHI IO OTKPBITOM
XUPYPTUH, YTO IIO3BOJISICT CUMUTATHh SHIOCKOIIMYECKMI
TIOIXON OHKOJIOTUYECKN SKBUBAJICHTHBIM, HO TIPA 3TOM
3HAYUTEJHHO MEHEE TPaBMAaTUIHBIM 1 00JIee TIPEIITOUTH -
TEJIbHBIM B IIeINATPUIECKOM ITPaKTHKE.

BoiBoabl
Hctopuueck OCHOBHBIM METOIOM B XHUPYPTHU
napaMeHWHTEeIbHOM  pabIoMHOCapKOMBI  SIBJISUIMCH

OTKPHBITBIEC (KpaHHOMaIlnaIbHbIC) JOCTYITBI, OCHOBaHHBIC
Ha TMPUHIMUIIE MAaKCHUMaJIbHOW BH3yaJU3allMU OITYXOJIH.
Takme TIOAXOmBI, KaK CpeOIWHHAs MAaKCUJUISKTOMMUS,
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KpaHuodaumangbHasl pe3eKlus WiIn JocTyn 1o Bebepy-
DepriocoHy, TPeOYIOT IMMPOKUX HAapyKHBIX pa3pe3oB,
OCTEOTOMHUIM M 3a4acTyl0 KPaHMOTOMMU C pPEeTpaKuueit
TOJJOBHOTO MO3ra. XOTSI 3TU METOAMKU 00ecreyrBaroT
LLIMPOKUM TIPsIMOI 0030p U BO3MOXKHOCTb YAaJIeHUSI OUeHb
KPYITHBIX OITyXOJIel C JIaTepabHbIM PaclpOCTpaHEHUEM,
OHM COIIPSIKEHBI CO 3HAYUTEIbHON XUPYPIruyeCKOM TpaB-
Moii. [TocnencTBUsIMU SIBISTFOTCST BBICOKAsl KPOBOITOTEPSI,
IJIATEbHBIA TIepUOA TOCIUTATU3AIM, BBhIPaKEHHBIN
00JIEBOI1 CUHIIPOM, a TAKK€ BHICOKMIA PUCK ITOBPEXKIACHUS
30H pOCTa JHUIIEBOTO CKejeTa U HEyIOBJICTBOPUTEIbHBIC
KOCMETUYeCKMe U (PYHKIIMOHAJIbHBIC PE3YJIBTaThl, UTO
KpaliHe HeOJIarONpHUsSITHO CKa3bIBaeTCs Ha IICHXOCOII-
albHOM amanTauuu pedeHka. OTKpwITast KpaHuodalu-
QJIbHAsI PE3EKIMS aCCOLMUPOBAHA C BBICOKOM 4acTOTOM
OCJIOKHEHMI, UTO AUKTYET HEOOXOMMMOCTb BHEIPEHUS
MeHee TPaBMaTUYHbBIX S9HIOCKOIMMYECKUX METOAMK [8].
[IpoGnaema mOCTMKEHUsI HETaTUBHBIX KpaeB pe3eK-
i (RO) B ycloBUSIX CIOXHOI aHATOMUM OCHOBaHUS
yepera OCTaeTCs KpaeyroJbHbBIM KaMHEM XUPYPTUHU
CMHOHA3aJIbHBIX 3JI0KaYeCTBEHHBIX ommyxoJeii. Kak crpa-
BEUTMBO OTMEYAIOT OTEYECTBEHHBIE aBTOPHI, aHATOMMU-
yecKasl 0J1M30CTh OPOUTHI, TOJJOBHOTO MO3Ta M KPYITHBIX
COCYIOB CYIIECTBEHHO OTpaHUYMBAET BO3MOXKHOCTU
abnactuku. OpgHaKo, eclIu IS PaJguopPe3UuCTEHTHBIX
omyxojieii (TakuX, KaK aJIeHOKMCTO3HBII pak) pacIiu-
peHHasi OTKPBITAsT Pe3eKIIUSI YacTo Oe3aJbTepHATUBHA, TO
pu pabgoMHuocapkoMe y JieTeil, odagaonieii BHICOKOM
XUMMO- U PaaOYyBCTBUTEIHHOCTBIO, SHIOCKOMMYECKUI
ITOJXO/I TTO3BOJISIET TOCTUYb HEOOXOIMMOTO0 OajlaHCa MEX-
Iy paIuKaJIbHOCTBIO U (DYHKIIMOHAIBHOCTBIO [21].
TpaHcHa3aIbHasE SHIOCKOIMYECKAs] XUPYPIUsl Mpe-
CTaBJIsIeT COOOM MPUHLUIIMAJIBHO MHOM MOAXOH, OCHO-
BaHHBIN Ha KOHIEIIIMU <«XUPYPTMU 4Yepe3 3aMOYHYIO0
CKBaXXMHY» C HCIOJIb30BAaHNEM €CTeCTBEHHBIX aHATOMMU-
yecKux myTeli. Pe3ynbratel McciemoBaHus MOATBEPXKIa-
0T, YTO SHAOCKOIMYECKasl TpaHCHa3aJbHasl XUPYPTUs
Omaromapsi OTIMYHOM BM3yaJM3allMUd OIEPAllMOHHOTO
MOJII TO3BOJIIET 0OE30MacHO BBIMMOJHATh PaIUKaIbHOE
yoaJeHUe OITyXOJu Haxe IPM CJIOXHON MapaMeHMH-
reaJIbHOM JIOKanu3alMu. DTO JAejlaeT NaHHBIM MeToxd
00OCHOBAHHOI aNbTePHATUBONM OTKPBITBIM JOCTyIaM
B paMKaxX KOMIUIEKCHOIO JIeYeHUSI pabIoOMUOCAPKOMBI
y neteii. HD-sHmockor, BBeIeHHBIN Yepe3 MoJ0CTh Hoca
HEINOCPENCTBEHHO K OCHOBAHUIO uepera, obecreuynBa-
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€T YBEeJMYEHHOEe M300pakeHHEe BBICOKOIO pa3pellieHMUs,
a Mcroyib30BaHue yrIoBbIx onTuk (30°, 45°, 70°) mo3Bo-
JISIeT BU3YaJIM3MpOBaTh U YOalsaTh (DparMeHTHI OITyXOJIH,
CKPBITBIC 3a AHATOMUYECKUMM CTPYKTypaMu U HeElo-
CTYIHBIE NJII MPSIMOTO 0030pa TpU OTKPBITON XUPYp-
rud. Takoil ypoBeHb BU3YaJIbHOI'O KOHTPOJIS ITO3BOJISIET
MOOUTHCS OHKOJIOTMYECKOTO paauKaau3Ma MpUu MUHHU-
MaJIbHOIf MHBa3MBHOCTH, COXpaHSSI MHTAKTHBIMU Heii-
POCOCYIMCTBIE CTPYKTYPHI U KOCTHU JIMIIEBOTO CKeJeTa,
MHHUMAaJIbHOI KPOBOMOTEPHU, KOPOTKOTO TOCIIUTAIBHOTO
Tepuoaa, OTCYTCTBUSI HAPYKHBIX pPa3pe30B.

TpaHcHa3abHasE SHIOCKOMMYECKAsT XUPYPrUs SIBIISI-
€TCS METOIOM BbIOOpaA MIJI MapaMEHUHICATbHbBIX OIyXO-
JIEM C LIEHTPAJIbHOM M IapaMeIuaHHOM JOKaIU3alUe,
HE MMEIIIMX MAaCCHUBHOIO PaCIPOCTPaHEHUS B IOMIBU-
COYHYI0, KpPBUIOHEOHYIO SIMKH. OTKPBITBIE JTOCTYIIBI,
B CBOIO Ouepedb, COXPaHSIOT aKTyaJbHOCTb IJIS yaajie-
HUS TUTAaHTCKUX OITyXOJIe ¢ OOIIMPHBIM JaTepaJbHbIM
POCTOM, TI¢ BO3MOXKHOCTU SHIOCKOIIMYECKOTO KOHTPOJISI
OrpaHUYCHBI.

Kputepun orbopa nmalmMeHTOB JIJIsi BKIIOYEHUS 9HI0-
CKOINMYECKON TpaHCHA3aJbHOM XUPYPIUU B IIPOTOKOJIBI
JICYCHMSI OCHOBBIBAIOTCSI HAa JBYX BaxKHBIX IMPUHIIMTMAX:
BO3MOXXHOCTh JOCTMXKEHUSI aJeKBaTHOTO JIOKaJbHOTO
KOHTPOJISI HaJ OIYXOJbI0O M BO3MOXKHOCTb BBIITOJHE-
HUs Omepaliy B CTPOIOM COOTBETCTBUU C TAUMMHIOM
CUCTEMHOM XMUMUOTEPAIIUHU.

ITonyyeHHBIE HAMM NaHHBIE, KOTOPBIE COIJIACYIOTCS
C MHEHUEM aBTOPOB MyOJIMKALUUI, MOCBIALIEHHBIX JIeye-
HUI0O TMAlMEHTOB C OMNYyXOJSIMU IlapaMeHUHIeaJbHOI
JIOKaJIM3allMu, TI0Ka3bIBAIOT MEPCIEKTUBHOCTD U 3 heK-
TUBHOCTb TPAHCHA3aJbHOM 3HAOCKONUYECKON XUPYyPruu
B KOMIUJIEKCE C IPYTUMU COBPEMEHHBIMU METOAAMU JIeYe-
Hus. TakuMm o6pa3oM, B OHKOIIEAUATPUM, TIe MUHUMHU3a-
1IMs TPaBMBI M COXpaHEHHUE KavyecTBa XXKU3HU UMEIOT TIep-
BOCTETICHHOE 3HAUCHHUE, IPEUMYIIECTBa TPaHCHA3aIbHOMN
9HIOCKOIMUYECKON XUPYPIMU CTAHOBSTCS OCOOEHHO
BECOMBIMU. BBICTpoe BOCCTaHOBJICHME MAallMEHTa ITOCTE
MHHMMAJbHO MHBA3UMBHOTO BMeIIaTeJIbCTBA ITO3BOJISIET
B KpaTJaiiine CpoKUY HavyaTh CIASAYIONINI 3Tar KOMOMHM -
POBaHHOTO JICUCHUs (XMMUO- WIH JydeBasi Teparus), 4To
HaIpsSIMYIO BJIMSIET Ha WTOTOBBIM IPOTHO3 3a00J1eBaHUS.
Tem He MeHee HEOOXOMUMBI JabHEHIIINE UCCIeI0BaHUS
IUIST ONITUMU3ALIMY TIPOTOKOJIOB JICUCHUS U TOBBIIICHUS
YPOBHSI 10Ka3aTeIbHOCTH MEAUIIMHCKUX PEKOMEHIAIINIA.
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