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BeegeHune. Onyxonn MATKWX TKaHell cCOCTaBNAlnT A0 8 % BCex 310Ka4eCTBEHHbIX HOBOO6Pa3oBaHWii y feTeill. COrnacHo Me>KayHapoaHO
rMCTONOMMYECKOA Knaccugmkaumum 3aperncTpupoBaHo 0kono 150 pasnnyHbix MOPgONOrNYECKNX BAPUAHT OB ONYXOneil MATKUX TKaHei,
13 HUX 45 % npuxoguTca Ha pabgomumocapkomy (PMC). Yalle Bcero oHa BO3HMKAET B PpaHHEM [eTCKOM BO3pacTe — CpefHuii BospacT
nauneHTOB HA MOMEHT NMOCTAHOBKW AnarHosa cocTaenseT 5neT. MokasaTenb 3abonesaemocTn PMC — 0,9 Ha 100 TbiC. feTCKOro
HaceneHns. B 25 % cayvaes Npy MHWLMANBHON AMArHOCTUKE BbISABNAETCSH OTAANEHHOE MeTacTasnpoBaHue B N1erkne, KOCTU, KOCTHbINA
MO3r, B 8 % —nenTOMeHUHreanbHoe MeTacTasuposaHue. Mo gaHHbIM MEXKTPYNNOBON UCCnef0BaTeNbCKOA rpynnbl No udyyennto PMC,
6onee yemy 7 % naumeHTOoB ¢ PMC napaMeHuHreansHOM noKanm3awunm pa3snBaeT ca NenTOMEeHUHIeanbHoe MeTacTasupoBaHue.

Llenb uccnefoBaHns — CoOGLWMTL 0 YacTOTE BCTPEYaeMoCTM, NPOrHO3e NenTOMEHUHIeanbHOro MeTacTasMpoBaHns 1 pesyibTaTax
neveHns fieTeil ¢ MHTpaKpaHuanbHbIM pacnpocTpaHeHnem PMC.

MaTepuanbl uMeTOoabl. B nccnegoBaHue BKAYeHb! 45nayMeHTOB B Bo3pacTe 0T 1roga o 17neT ¢ gnarHo3om PMC napaMeHnHreanbHo
nokKanusauuy ¢ MHTpPaKpaHuaibHbIM pacrnpocTpaHeHnem, KOTOPbIM NPOBOAWUNOCH cheluansHoe nedeHue B nepuog ¢ 2003 no 2020 .
B uccneposaHue Bowan 6 (20 %) 60MbHbIX, y KOTOPbIX ONyX0Nb pa3sunach B paHHeM LeTCKOM Bo3pacTe (40 3 neT). Cpeamn BKIKOUYEHHbIX
B ccnegoBaHue npeobnagany manbumkn —25 (55,5 %). MepBuuHas onyxonb pacnpocTpaHanack B opouTy B 7 (15 %) cnyyasx, OCHOBaHue
yepena —8 7 (15 %), cpegHee yxo —B 4 (8 %), HocornoTkKy —B 3 (6 %) Habn4eHNsAX, NOPa>KeHNe BeLLecTBa r0/I0BHOr0 Mo3ra 0 TMeYanoch
y 16 (35 %) 6onbHbIX. MeTacTasbl B permoHapHbIx iumdaTndeckux yanax (J1Y) onpegensaamcby 7 (15 %) nauneHToB, MHOXKECTBEHHbIe
MeTacTaTuyecKne nopa>KeHns KOCTel N KOCTHOro Mosra —y 4 (9 %), nenToMeHuHreanbHble MeTacTasbl —y 2 (4 %). JlekapcTBeHHOe
NleyeHne cornacHo NPoOTOKoNaM, yTBep>KAeHHbIM Ha ydyeHoM coseTe HAW AOul ®IrbY «HMWL, oukonorum um. H.H. BnoxuHa»
MuHn3zgpaBa Poccum, nonyunnm 45 (100 %) nauyneHTOoB. JlydeBas Tepanus nposogunack 33 (74 %) 60MbHbIM, NPW 3TOM Ha NEpPBUYHYIO
onyxonb NOABOAWUAN CYyMMapHYH0 ovarosyto fo3y (COL) 50 Mp. Mopa>keHHble JTY wen obnyvanucby 10 (23 %) nayneHTos B CO/ 45,0 I'p.
Xupypruyeckoe neyenune nonyunnn 15 (34 %) naymeHToB. MHOTOKOMNOHEHTHOE feveHne nposegeHo 15 (34 %) 601bHbIM.

PesynbTaThbl. 3a nepunog Habnogeuns oT 12mec go 14 neT >kus 21 (49 %) naumeHT. YMep oT nporpeccun onyxonm 21 (51 %) 6onbHON,
0T OCNO>KHEHWI cneunanbHoro neveHns —1 (2 %).

BblBOAbl. JleyeHne AaHHOI Tpynnbl NauMeHTOB, B OCHOBY KOTOPOr0 BXOAUT MNOAMXUMUOTEpANnus, AOMONHAEeMAs WHTPaTeKalbHbIM
BBE/leHMEM NPOTWBOOMYXONEBbIX MPeNnapaToB 1 NPOBeAeHNEM KPaHUOCTMHANBLHOTO 06/yYeHUs, —0AHa U3 aKTYyanbHbIX NPO6aeM AeTCKol
OHKOMOrMM. Pa3pa6oTKa HOBbIX MeTOA0B feueHnst Tpe6yeT MyNbTUAMCUMNAMHAPHOTO MOAX0AA, YTO6bl A0BUTHLCA 3HAYUTENbHOrO
YNYULIEHWUS BbIXKNBAEMOCTU fleTell CNenTOoMeHUHIeanbHbiMM MeTacTasamu PMC napameHnHreanbHoii noKanusauiu.
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Introduction. Soft tissue tumors accountfor up to 8 % of all malignant neoplasms in children. According to the international histological
classification, about 150 different morphological variants ofsoft tissue tumors have been registered, of which 45 % are rhabdomyosarcoma
(RMS). Most often, RMS occurs in early childhood —the average age ofpatients at the time ofdiagnosis is 5 years. The incidence rate of
RMS is 0.9per 100,000 children. In 25 % cases, the initial diagnosis reveals distant metastasis to the lungs, bones, bone marrow, and 8 % —
leptomeningeal metastasis. More than 7 % ofpatients with localized parameningeal RMS develop leptomeningeal metastasis, according to
the Rhabdomyosarcoma Study Group.

Purpose ofthe study — report the incidence, prognosis of leptomeningeal metastasis and treatment outcomes in children with intracranial
spread ofRMS.

Materials and methods. The study included 45 patients aged 1 to 17 years with a diagnosis of RM S ofparameningeal localization with
intracranial spread, who receivedspecial treatmentfrom 2003 to 2020. The study included 6 (20 %) patients in whom the tumor developed in
early childhood (up to 3years). The boyspredominated —25 (55.5 %) in the study. Theprimary tumor spread to the orbitin 7 (15 %) cases,
the skull base in 7 (15 %) cases, the middle ear in 4 (8 %) cases, the nasopharynx in 3 (6 %) cases, and the brain substance was affected in
16 (35 %). Metastases in regional lymph nodes were determined in 7 (15%) patients. Multiple metastatic lesions o fbones and bone marrow —
4 (9 %) cases, leptomeningeal metastases —in 2 (4 %). 45 (100 %) patients received drug treatment according to the protocols approved by
the Academic Council of the Research Institute ofPediatric Oncology and Hematology at N.N. Blokhin National Medical Research Center
of Oncology, Ministry of Health of Russia. Radiation therapy was performed in 33 (74 %) patients, while totalfocal dose of 50 Gy was
administered to theprimary tumor. Affected lymph nodes o fthe neck were irradiated in 10 (23 %) patients, totalfocal dose is 45.0 Gy. Surgical
treatment was performed in 15 (34 %) patients. Multicomponent treatment was performed in 15 (34 %) patients.

Results. During the observation period from 12 months to 14 years, 21 (49 %) patients are alive. 21 (51 %) patients died from tumor
progression, 1 (2 %) diedfrom complications ofspecial treatment.

Conclusions. The treatmentofthis group ofpatients is one ofthe urgentproblems ofpediatric oncology, which is based on polychemotherapy,
supplemented by intrathecal administration of anticancer drugs and craniospinal irradiation. The development of new therapies requires
a multidisciplinary approach to achieve a significant improvement in the survival of children with leptomeningeal metastases RMS of
parameningeal localization.

Key words: rhabdomyosarcoma, children, chemotherapy, intrathecal chemotherapy, craniospinal irradiation, leptomeningeal
metastases

For citation: Rodina A.D., Polyakov V.G., Gorbunova TV., KrylovA.S., Kashanina A.L., Merkulov O.A., Varfolomeeva S.R. Risk of
leptomeningeal metastasis in children with parameningeal rhabdomyosarcoma with intracranial spread. Russian Journal of Pediatric
Hematology and Oncology. 2022;9(4):27—36.

Information about the authors

A.D. Rodina: Pediatric Oncologist Pediatric Oncology Department of Surgical Treatment with Chemotherapy No. 1 (Head and Neck Tumors) of the
Research Institute of Pediatric Oncology and Hematology at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health ofRussia,
e-mail: dr.rodinaAD @yandex.ru; https://orcid.org/0000-0001-8356-0625, SPIN-code: 5915-0784

V.G. Polyakov: Academician of RAS, Dr. of Sci. (Med.), Professor, Advisor to the Director and Head of the Pediatric Oncology Department of Surgical
Treatment Methods with Chemotherapy No. 1 (Head and Neck Tumors) of the Research Institute ofPediatric Oncology and Hematology ofN.N. Blokhin
National Medical Research Center of Oncology, Ministry of Health of Russia, Head of the Pediatric Oncology Department named after Academician
L.A. Durnov at Russian Medical Academy of Postgraduate Education, Ministry of Health of Russia, Professor of the Department of Otorhinolaryngology
Faculty of Pediatrics at N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia, e-mail: vgp-04@mail.ru;
https://orcid.org/0000-0002-8096-0874, SPIN-code: 8606-3120

T.V. Gorbunova: Cand. of Sci. (Med.), Chief Physician and Senior Researcher Pediatric Oncology Department of Surgical Treatment Methods with
Chemotherapy No. 1 (Head and Neck Tumors) ofthe Research Institute ofPediatric Oncology and Hematology at N.N. Blokhin National Medical Research
Center of Oncology, Ministry ofHealth ofRussia, Assistant ofthe Department of Otorhinolaryngology Faculty ofPediatrics at N.I. Pirogov Russian National
Research Medical University, Ministry ofHealth ofRussia, e-mail: wasicsol@mail.ru; http://orcid.org/0000-0001-5805-726X, SPIN-code: 9740-3687
A.S. Krylov: Cand. of Sci. (Med.), Head of the Laboratory of Radioisotope Diagnostics Department of Radioisotope Diagnostics and Therapy of the
Research Institute of Clinical and Experimental Radiology at N.N. Blokhin National Medical Research Center of Oncology, Ministry ofHealth ofRussia,
e-mail: krilovas@rambler.ru; https://orcid.org/0000-0002-8476-7879, SPIN-code: 4254-3930


mailto:a.kashanina@yandex.ru
mailto:9166718244@mail.ru
https://orcid.org/0000-0002-8533-0724
mailto:s.varfolomeeva@ronc.ru
https://orcid.org/0000-0001-6131-1783
mailto:dr.rodinaAD@yandex.ru
https://orcid.org/0000-0001-8356-0625
mailto:vgp-04@mail.ru
https://orcid.org/0000-0002-8096-0874
mailto:wasicsol@mail.ru
http://orcid.org/0000-0001-5805-726X
mailto:krilovas@rambler.ru
https://orcid.org/0000-0002-8476-7879

POCCUICKWIA XYPHAN
POAOI  NETCKOWM FEMATONOIWW 1 OHKONOTWK // Russian Journal of Pediatric Hematology and Oncology

2022

TOM/VOL. 9

A.L. Kashanina: Radiologist Radiodiagnostic Department ofthe Research Institute o fPediatric Oncology and Hematology at N.N. Blokhin National Medical
Research Center ofOncology, Ministry ofHealth ofRussia, e-mail: a.kashanina@yandex.ru

O.A. Merkulov: Dr. of Sci. (Med.), Senior Researcher Pediatric Oncology Department of Surgical Treatment with Chemotherapy No. 1 (Head and Neck
Tumors) ofthe Research Institute ofPediatric Oncology and Hematology at N.N. Blokhin National Medical Research Center ofOncology, Ministry o fHealth
ofRussia, e-mail: 9166718244@mail.ru; https://orcid.org/000-0002-8533-0724

S.R. Varfolomeeva: Dr. ofSci. (Med.), Professor, Director ofthe Research Institute o fPediatric Oncology and Hematology ofN.N. Blokhin National Medical
Research Center of Oncology, Ministry of Health of Russia, Professor at the Department of Pediatric Oncology named after Academician L.A. Durnov

at Russian Medical Academy of Continuing Professional
https://orcid.org/0000-0001-6131-1783

Authors’ contributions

Education,

Ministry of Health of Russia, e-mail: s.varfolomeeva@ronc.ru;

A.D. Rodina: participation in treatment, preparation ofa review ofthematic literature, theformation ofan article and its writing
V.G. Polyakov: participation in the concept oftreatment, scientific guidance and literary editing
T. V. Gorbunova: participation in the concept oftreatment, scientific and literary editing

A.S. Krylov: conducting, interpretation ofthe description ofscintigraphy

A.L. Kashanina: interpretation ofthe M R description, a collection ofillustrative material with comments

O.A. Merkulov: surgical support ofthe patient

S.R. Varfolomeeva: participation in the concept oftreatment, scientificguidance and literary editing

KOH(ANKT nHTepecoB. ABTOPbI 3aABNSAIOT 06 0TCYTCTBUN KOH(MKTa nHTepecos. / Conflict o finterest. The authors declare no conflict ofinterest.

duHaHcmpoBaHye. VccnegoBaHne nposefeHo 6e3 cnoHcopcKoi nogaepxku. / Funding. The study wasperformed without externalfunding.

BeegeHne

3N10Ka4eCTBEHHbIE  OMYXO/M  MNapamMeHWHreanbHOw
nokanusauuu npegcrasneHsbl pasivyHbIMKU N0 MOPKOI0-
rMm HoBoOGpPa30BaHMAMU, Yalle BCero capKkoMamm MAr-
Knx TKaHein (CMT). Pabgomumocapkoma (PMC) —camblii
pacnpocTpaHeHHbli BapnaHT CMT. YacTtoTa BCTpeya-
eMOCTM B [eTCKON nmonynsumm —4,3 HOBbIX Clyyas Ha
MUNANOH feTeid [1].

Y 20—25 % nayMeHTOB MPpU UHULMANBHOM AnarHoc-
TUKe BbIABNAEGTCA  OTAaNeHHOe  MeTacTa3uMpoBaHue
B Nlerkme, KOCTW, KOCTHbIA MoO3r [2]. Mexrpynnosas
uccneposartenbckaa rpynna no PMC coobuwaer, 4to
y <7 % nayueHTOB C 10KaNN30BaHHOW NapaMeHNHreanb-
Holi PMC pa3BuBaeTCs IENTOMEHMHIea/lbHOe MeTacTa-
3uposaHue [3].

JlenToMeHMHreanbHoe MeTacTasMpoBaHue — pac-
MPOCTPaHEHME OMYXO/IEBbIX K/IETOK Yepe3 reMaTosHLue-
thanuuecknin 6apbep (F3B) Ha MArKYH WM NayTUHHYHO
060M104YKN TFONOBHOTO W CMWHHOIO MO3ra, a Takxe Ha
cybapaxHomnanbHOe NPoCTpaHcTBo [4].

BnepBble /IENTOMeHWHreasbHOe MeTacTa3MpoBaHue
6b1710 ONMcaHo B 3apy6eXXHO MeAULNMHCKOW uTepaType
Ebert B 1870 r. B 1900 r. B. Sanger et al. npu nposefge-
HUW ayTomncumn, M3y4nmB MUKPOCKOMUYECKME npenaparbl
roJIoBHOr0 M03ra, TPakToBaiu KapLMHOMAaTO3 MO3roBbIX
060104eK KakK NposBNeHMe MeTacTaTM4ecKoro npouecca
paka MOM04HOI xenesbl [5].

B Hauane XX Beka B MeMLMHCKOM COOOLLECTBE Mona-
ranu, 4to Hambonee 4acTbIM UCTOYHWUKOM JIENMTOMEHWH-
reaslbHOro MeTacTasupoBaHuA ABNAETCA pak xenyaka [6].
OfiHaKo B HacCTOALLEe BPeMs NINAMPYIOLLME MECTA Cpeau
COMMAHBIX OMyXOMel y B3POC/bIX 3aHMMAlOT MenaHoMa
(6onee 23 %), MeNKOK/IETOYHbINA pak ferkoro (11—25 %)
N pak MOMOYHOI xenesbl (6—8 %) [7, 8]. Y geTeid nen-
TOMEHWHreasbHOe MeTacTasupoBaHue Yalle oTMeyaeTcs
npu PMC, capkome HOuHra, Heiipobnactome, peTu-
HobnacTome [9, 10].

B uccneposaHun, ony6nnkosaHHoM Wiens et al., cpe-
v 1135 nauueHToB C CONUAHBIMU HOBOOOPA30BaHUAMU
y 26 (2,3 %) 6b110 BbISBNEHO NIENTOMEHUHIeaNbHOe MeTa-
cTasupoBaHue [11]. NccnefosaTenu U3 0TAeNeHUS OHKO-
NOrNM MeAMLMHCKOro Konnemxa Anbbepta QiiHLWTENHA

(Hbto-Mopk, CLUA) npeacTaBunn faHHble 0 nenTome-
HUHreasbHOM MeTacTasuposaHuu y 31 (49 %) 60nbHO-
ro ¢ CONMAHbIMM onyxonamu, y 17 (27 %) ¢ neiikosom
ny 15 (24 %) c numdomoit [12].

JNlenTomeHMHreanbHble MeTacTasbl Hambonee 4yacto
MMEIT 3HAOHEBpanbHbI NyTb MeTacTasnpoBaHUs —
pacnpocTpaHeHve N0 NepUpEePUYEcKUM NN YepernHbiM
HepBaM W WHTpaKpaHuanbHOe pacnpocTpaHeHue W3
COCeHUX aHaTOMWYECKMX 30H B BELLECTBO [O/10BHOrO
mo3ra [13, 14]. OfHako B MeAWUMHCKUX WCTOYHUKAX
MMEITCA TAKXKe AaHHble O FeMaToreHHOM MyTu mMeTacTa-
31pOBaHMA B NapEHXUMY r0JIOBHOIO MO3ra Yepes apTepu-
anbHOe KpOoBOOOpaLleHne M Yyepe3 BEHO3HOE Cr/eTeHue
BeilitcoHa (puc. 1) [15].

Puc. 1. MexaHW3Mbl NeNTOMEHUHTeanbHON fucceMUHaLMm MeTacTaTuye-
CKMX onyxonei

Fig. 1. Mechanisms ofleptomeningeal dissemination ofmetastatic tumors

JlenTOMeHMHreanbHble MeTacTasbl NPOSABNAAOTCA pas-
HOO6pa3HO HEeBPOMOrMYECKON cuMMITOMaTnKoi. OfgHa-
KO MauueHTbl MOryT XWUTb 6e3 Kakux-nMbo npu3Hakos
3ab6onesaHus. Mo faHHbIM MUPOBOW nnTepatypsl, y 20 %
OHKO/IOTMYeCKNX BOMbHbIX OTMEeYaeTcs TeyeHme b6eccum-
NMTOMHOIO JIENTOMEHWHIea/IbHOr0  MEeTacTasupoBaHuA
[16]. CornacHo flaHHbIM 0Te4eCTBEHHbIX aBTOPOB, NENTO-
MEHWHreanbHble MeTacTasbl HabnwgatoTcs B 0,24 % Bcex
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NPOBeAEHHbIX ayTOMCUIA 1 cocTaBasAlT 7,3 % obuwero
yncna MetacTaTMUYecKnx onyxoseii roN0BHOMO U CMMHHO-
ro mosra [17].

KnuHuueckoe nposiBfeHne enTOMEHWHIeanbHOro
MeTacTasupoBaHUS —3TO BHE3anHOe MOSB/EHWNE UHTEH-
CMBHbIX FO/IOBHbIX B0Neld, YacTas pBoTa, 06yCnoBeHHas
BHYTpUYepenHow runepTeHsmenn [18]. Mpwu ganbHeiiwem
nporpeccupoBaHnmn 3aboneBaHWs HapacTalT Ncuxuye-
CKMe HapylleHus (4e30pUEeHTUPOBAHHOCTb, YrHeTeHue
CO3HaHMA BNIOTb A0 KOMbl), MOPaXEeHWe uYepenHbIX
HepBOB, CMUHAaNbHbIX KOPELKOB (apedrekcus, napesbl
KOHEYHOCTEl, paccTPoMCTBO (hYHKLMIA Ta3oBbIX Opra-
HOB). MepBUYHO-TeHepPanM30BaHHbIE M TOHWUKO-KNOHU-
YyecKue Cyfoporu BCTpeyarTca Npu NenTOMeHWHreasnb-
HOM MeTacTasupoBaHun B 11—18 % cnyyaes [19].

KnuHuuyeckas KapTuHa NenToMeHWHreanbHOro MeTa-
CTa3npoBaHUA He ABMIAETCA NAaTOrHOMOHUYHOW U Hepea-
KO Mpy MOCTaHOBKe AMarHo3a HeobXoAMMmO MPOBOAWTH
AnddepeHLManbHy0  AMarHOCTUKY € MOpPaXKeHUEM
HEPBHOI CMCTEMbI APYroi aTUOMOTUN U C PasNYHbIMU
3a60/1€BaHNAMMN HEPBHOW CMCTEMbI (3HLEedannTbl 10601
3TUONOrUKN, 0COGEHHO FPMOKOBOW MPUPOAbI; NLLeMuye-
CKME W reMopparnyeckne WHCYNbThl; Hecneunduyeckme
BOCMa/IMTE/bHbIE MPOLECChl (HepocapKoMao3s, TybepKy-
ne3 u npou.) [20, 21].

MepBMYHas [AMAarHoOCTUKA NIENTOMEHWHIeanbHOro
MeTacTasnpoBaHUsA BKIOYAET NPOBeeHEe MarHUTHO-pe-
30HaHCHO Tomorpaduu (MPT) ronoBHOro U CNMHHOIO
MO3ra C KOHTPAacTHbIM YycuneHueMm (cneunguyHOCTb
MeTofa—77 % unuyBCTBUTENBHOCTL —75 %) [22]. Hapuc. 2
nokasaHa TunuyHaa MP-KapTuHa NenToOMeHUHreanbHo-
ro meTtactasupoBaHusa y getein c PMC.

Puc. 2. Cob6cTBeHHble pe3ynbTaTbl UcCnefoBaHUi 2 nauMeHTOB € Ana-
rHo3oM PMC napameHuHreanbHoi nokanusauun ¢ nenTOMeHUHIeanbHbIMU
MeTacTasamu. Ha MPT oTme4aloTCA MHOXKeCTBEHHbIE yYaCcTKN naTo-
NOTMYECKOro HaKoMNeHUs KOHTpPacTHOro npenapaTa yTOoNWeHHbIMA MO3-
roBbIMK 060104KamMmn 1 opmMUpOBaHMEe 0T AeNbHbIX HEBONLLLINX ONYXONeBbIX
Y3108 B pe>kume T1 ¢ nojasneHMeM curHana oT >KWPOBOI TKaHu nocne
BBE/IEHWS KOHTpacTHOro npenapaTa

Fig. 2. The own results of the studies of two patients diagnosed with RM S
of parameningeal localization with leptomeningeal metastases. MR there
are multiple areas of pathological accumulation of the contrast agent by
thickened meninges and theformation ofseparate small tumor nodes in T1
mode with suppression of the signalfrom adipose tissue after administration
ofthe contrast agent

B uUenax OUEHKW Hannuusg OnyxoseBbIX K/ETOK
B CMUHHOMO3r0BOI XWUAKOCTWU NPOBOAAT €ro LUToNor-
Yyeckoe uccnefoBaHune (YyBCTBUTENIbHOCTL MeTOAa —OT 45
fo 100 % u cneunduyHoctb —95 %) [23]. Mo faHHbIM
NNTEPaTypbl, 4acTOTa 06HAPYXEHUS OMYXO0MeBbIX KNeTOK
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B MepBOA MyHKUUM He npeBbiwaeT 50 %, ogHako OHa
nosbiLwaeTcs 40 85 % npu TPeXKPaTHOM LUTONOTMYECKOM
nccnegosanuu (puc. 3) [24].

Puc. 3. Co6CcTBeHHbIE pesynbTaThbl nccnefoBaHunin naumeHTa ¢ guarHo3om
PMC napameHMHreaanoﬁ nokKanusauun ¢ nenToOMeHUHreanbHbIMM MeTa-
cTasamu. LiuTonornueckoe uccnegoBaHue CNMHHOMO3MOBOWR >KUAKOCTW:
Oonyxonesble KNeTKU HEereMonoaTun4eckon npupoAbl, pacnono><eHHble Kak
Pa3po3HeHHO, Tak 1 B Buae CKOMNeHni

Fig. 3. The own results of the studies of a patient diagnosed with RMS of
parameningeal localization with leptomeningeal metastases. Cytological
examination of cerebrospinal fluid shows: clusters of tumor cells of non-
hematopoietic nature, located both separately and in theform ofclusters

BHefpeHve B MpakTUKy MeTofa CUMHTUTpadun
ro/IOBHOr0O MO3ra MOXEeT MOMOYb PacLMpUTb JuarHoc-
TWYeCKMe ropmM30oHThLI CYLLECTBYOLWMX METOLOB 1ccneso-
BaHWA — PEHTreHOBCKOI KOMMbKOTEPHON ToMorpaguu
n MPT. MeTOfA CYLLECTBYET y>Ke HECKOJIbKO AECATUNETUN
M Xopowo ce6s 3apekKOMeHoBan B fMArHOCTUKE COCY-
OMCTBIX HapYLUEHWA 1 MOPaXKeHWUA BelecTBa rof0BHOIO
mMo3ra npu oHkonartonorun. bnarogaps ceoei OCTYNHO-
CTW LUMPOKOE NPUMeHeHue nosyynn pagmogapmatiesTu-
yeckuii npenapat (P®I) POrTc-neprexHeTar, KOTOpPbIi
B HOpMe He MpoHMKaeT yepe3 D6. lNpu onyxonesom
MOPaXeHWM rofIOBHOro Mo3ra uam ero 060104YeK Npounc-
X04WT nospexaeHue 36, YTo B CBOKO 0Yepesb NPUBOAUT
K MOBbLILEHNIO YPOBHA akkymynauun PO B obnactu
nopaxeHusa [25]. lMNMokasaHWA K Ha3HAUYeHUO CLUHTU-
rpagmy 06bIYHO OCHOBbLIBAOTCA MpPU NOLO3PEHUN HA
nopaxeHve 060/104eK FONOBHOIO MO3ra Ha OCHOBAaHWU
KMHUYECKNX CMMMNTOMOB NPWU  OTPULLATENbHBIX WK
HeoAHO3HauYHbIX pesynbTatax MPT. CreynanbHoOW nog-
rOTOBKM K MCCNeA0BaHUIO He TpebyeTtca. ocne BHYTPU-
BEeHHOro seegeHna PP yepes 30—40 MyuH nposoauTcA
OLHO(OTOHHAA 3MWCCMOHHAas Tomorpagus ronoBHOroO
MO03ra, Ha OCHOBaHWW KOTOPOI Bpay-pagmonor gopmu-
PYeT AMarHOCTUYECKOE 3aK/H0YEHMe.

BONMbWNHCTBO NaUMeHTOB HYyXJalTca B coveTa-
HUW XUPYPTrMYecKOoro BMeLLaTenbCcTBa A5 pasMeLLeHns
pesepByapa Owmmaiis, ny4eBOi Tepanuu, CUCTEMHON
xumunotepanum (XT), COOTBETCTBYHOLLEN MOpdonornye-
CKOMY BapuaHTy NepBMYHOIO o4ara, ¥ MHTpaTeKanbHoOM
XT [26].

MpoBegeHne cuctemHoli XT —HeOTbeMIEMasn YacTb
MPOTMBOOMYXO0/IEBOr0 /IeYEHUS MALMEHTOB C /lenToMe-
HUHreasbHbIMW MeTacTazamu [27]. Bblbop cUCTEMHONA
XT ocHoBbIBaeTCA Ha MOPKONOrMYECKON BEpUPMKaLUn
nepeuyHOi onyxonu. B 2010 r. npoBefAeHHbIN Ha 6ase
OHKO/IOTMYECKOT0 LeHTpa YHMBEPCUTETCKOW KAMHUKMN
Hamburg-Eppendorf (Fambypr, epmaHusi) peTpocnek-
TUBHbIA aHann3 135 naymeHToB (M3 HUX 73 C CONUAHbIMU
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OnyxonsMun) nokasasn, Yto afjeKBaTHOe U CBOEBPEMEHHOE
npoBefeHMe cucTemMHoin XT npnBoguT K 6onee gnuTenb-
HOMY nepuojy BbXXunBaemocTtu [28].

KpaHnocnuHancHoe o06nyyeHne (KCO) — epuH-
CTBEHHbI/i METOZ Tepanuu, KOTOpbIi 0XBaTbiBAaeT BCH
LIEHTpa/ibHYH HEPBHYIO CUCTEMY M CUMTAETCSA €AUHCTBEH-
HbIA METOAOM NI0KASIbHOIO KOHTPO/S NENTOMEHUHTeasb-
HOro MeTacTasMpoBaHus, BO3AECTBYA Ha Te OMyXO0/eBble
KMEeTKK, KOTOPble HE MOABeprinch Bosgectamto XT [29].
C 1981 no 1985 r. KOro-3anagHas OHKOMOrn4yeckas rpyn-
na (SWOG) nposofuna nccnefoBaHue, B KOTopoe 6biin
BK/IOYEHbl 26 NaLMeHTOB C NOATBEPXAEHHbIMU CONNA-
HbIMW NIENTOMEHWHTeanbHbIMM MeTacTasamMu. MepanaHa
BbI>KMBaeMOCTW coOcTaBuia 5,7 Mec npu co4vyeTaHHOM
NMPMMEHEHWEM CUCTEMHON W uWHTpaTekanbHol XT
¢ KCO [30].

Mpwn npoBegeHun XT y 60MbHBIX C NENTOMEHWHIeasb-
HbIMW MeTacTasamu MMeeT 3HayeHue crnocob BBeAeHWS
xumuonpenapata [31]. lNpexae Bcero, ato 00ycnoBsne-
HO cyulecTBoBaHvem [3Bb, MoaTomy uHTpaTekanbHas
XT ABNSeTCA OCHOBHbIM METOAOM JleYeHWUs NauneHTOoB
C NeNTOMEHWHreanbHbIM MeTacTasupoBaHueM. [aHHbIR
cnocob BBeAEHUA UCMONb3YETCA 415 NOABEAEHNS XUMUNO-
npenapaToB HENOCPeACTBEHHO K OMYXO/EBbIM K/IETKaM.
Hanbonee 4acTo NpUMeHsETCH MHTpaTeKasbHOe BBeje-
HWe MeTOTpeKcara, ABfsLwWwerocs Hanbonee ahpekTUB-
HbIM 1 CpaBHUTENbHO 6e30MacHbIM XUMKUONpenapaToM
npy NenTOMeHWHreanbHbIX MeTacTasax 601bLNHCTBA
conugHbix onyxonein [32]. Mo faHHbIM MeLWULMHCKOM
nnTepaTypbl, NOMUMO MeTOTpeKcaTa A/ UHTpaTeKasb-
HOro BBELEHWNA UCMOMbL3YHOT LuTapabuH n TMoT3® [33].
G. Pentheroudakis et al. cuuTaloT, 4Tto Haubonbluei
3(h(heKTMBHOCTbIO 06/1afaeT NIMNOCOMabHbIA  UnTa-
pabuH, MOCKOMbKY OH obecneymBaeT 60/ee BbICOKYH
KOHLIEHTpaLuo B LepebpoCnmHanbHOM XULKOCTU Mpu
NeyeHnn NeliKeMMYeCKUX U NMMAPOMATO3HbIX MEHUHT -
TOB, 0C06€eHHO y geTeit [34]. B nocnegHune rogsl akTUBHO
n3yyaeTca 3aPNEKTUBHOCTb UHTPATEKANbHOIO BBEAEHUS
TaKMX NpenapartoB, Kak TonoTekaH, remuntabuH [35].

B 60MblIMHCTBE WCCNEA0BaHUIA CPefHAs BbXWBa-
€MOCTb B3POC/bIX MaLMeHTOB C NEeNTOMEHUHIeaNbHbIM
MeTacTasMpoBaHMeM He TnpeBbilwaer 4—6 wmec [34].
Y peTeli )xe NPOrHO3 3HA4YMTENbHO Nlydlle —be3peunmns-
HbIli Nepuog cocTaBnsAeT 4 roga [36].

Martepuans! 1 MeToAbI

B wuccnegoBaHue O6biM BKAKOYeHbl 45 NauLWeHTOB
B BO3pacTe A0 18 neT no nosogy Mopgo/ornyecku
NnoATBepXAeHHO PMC napameHWHreasbHON foKa-
Nn3aunMm ¢ UHTPaKpaHuWanbHbIM PacrnpoCTPaHEHUEM,
KoTopble Habnwoganuce n neuunuce B HAW pgetckoit
OHKonorum u remaronorum ®rbyY «HMWL, oHkonoruu
uMm. H.H. BnoxnHa» MuH3gpasa Poccun B nepuog ¢ 2003
no 2020 r. Mpeo6bnagan naumMeHTbl B BO3pacTe oT 110
7 net (75,5 %). CpegHuin Bo3pacT NauMeHTOB HA MOMEHT
YCTaHOB/MEHMA AuarHosa coctasnan 5,3 roga. 3abone-
BaHWe Yalle BcTpevanocb y manbumkoB —25 (55,5 %)
cnyyaeB. 3aKOHHble MpeAcTaBUTeNM MNauMeHTOB Janu
cornacve Ha BCe BWAbl MPOTMBOOMYXO/EBOr0 fleYeHUS.
PesynbTaTbl MccnefoBaHUa (PUKCUPOBAIUCH Nevawmnmu
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Bpa4yaMu B MeULMHCKUX KapTaxX O0NbHbIX U aHanu3u-
poBannCb aBToOpamu JaHHOl cTaTbW. Bbii MCNOMb30BaH
METOJ, CTaTUCTUYECKOrO HabntogeHns. PesynbtaThl 06pa-
6aTbiBanUCL C NOMOLLLIO MporpamMmMbl SPSS 15 (Statistical
Package for the Social Sciences —cTaTUCTMYeCKUiA NakeT
45 06LLECTBEHHbIX HayK).

PacnpocTpaHeHHOCTb OMYXO0/1eBOr0 MpoLecca oue-
HMBanacb Ha OCHOBaHWM NPOBEAEHWS KOMMIEKCHOMOo
o6cnenoBaHuA, Brovarowero MPT ocHoBaHUS 4yepena
1 TONI0BHOIO MO3ra C BHYTPUBEHHbIM KOHTPAcTUPOBaHM-
€M, YNbTPa3ByKOBOE UCCNeA0BaHNE MATKUX TKaHei Lwen
1 OpraHoB 6PIOLLIHON MOMOCTU, KOMMbIOTEPHYHO TOMOTpa-
(hM0 OpraHoB rpygHoN NoaoCcTuU, CUMHTUTPagUIO rosoB-
HOro mo3ra ¢ 9rTc-nepTexHeTaToM.

Bcem nauveHTam npoBejeHa 6GuoncuMs  OMyxonu
n/Mnn pernoHapHoOro MeTtacTaTUYecKoro numdgarmnye-
ckoro y3na (J1¥Y). AnarHo3 PMC nofTeep>ieH rucroso-
FMYeCKN U MMMYHOTUCTOXMMUYECKMN Y BCEX MaLMEeHTOB.
Haunbonbluyto fonto cpegu o6cnefoBaHHbIX NaLMEHTOB
COCTaBnsN 60/bHbIE C 3MBPUOHabHO PMC —26 (58 %).

OCHOBHbIE MPUHLMNbLI TEPanMn NaLuueHToB C CapKo-
MaMu napaMeHuHreanbHol NOKanu3aLum ¢ MHTpakpaHu-
afbHbIM pPacnpoCTPaHeHNeM NpescTaBneHbl B Tabnuue.

Buabl Tepanuu nauneHToB ¢ capkoMaMi napaMeHnHreanbHom nokannsaLmum
C MHT pakpaHuanbHbIM pacnpocTpaHeHnem

Types oftherapyfor patients with parameningeal sarcomas with intracranial
spread

Bug Tepanuu %
Type oftherapy
CM-2015
STS-2015 B 29
OOPMC-06
MRRS-06 = 2
Ba3oBblii NPOTOKON CarboVCD 9 20
Basic protocol CWS-2009 6 13
RMS-2005 2 5
VHanenayanbHas cxema 5
N 2
Individual scheme
CWS-2002 1 2
CWS-2009 3 43
Tepanusa nepsoro peungmsa MHAMB.M'C."yaanaﬂ cxema 2 29
Individual scheme
Therapy ofthe 1strelapse
CM-2015 9 29
STS-2015
Tepanus BToporo peunansa  MHanMBugyanbHas cxema 2 100
Therapy ofthe 2rdrelapse Individual scheme
Tepanus TpeTbero peungnsa WHAnMBugyanbHas cxema 1 100

Therapy ofthe 3 drelapse Individual scheme

MpumeyaHre. CM-2015 —npoToKon neyeHus 60nbHbIX C CMT, yTBEp>KAeH-
HbI B 2015 r.; LOPMC-06 — npoToKon neveHns 6onbHbIx PMC cpegHero
pucka; CarboVCD —npoToKon Ans neyeHus geTeld n nogpocTkos ¢ PMC
op6uTbl; CWS-2009 — NnpoTOKON pUCK-afanTupoBaHHOro nevenns CMT
EBponelickoii koonepaTWBHOI nccnefoBaTeNbCKOM rpynnbl O6LiecTBa AeT-
CKMX OHKONoros u rematonoros (GPOH); CWS-2002 —npoTOKOA MHOrO-
LleHTPOBOro TepaneBTWUYECKOro UCCNef0BaHNA NS NeYeHus feTel n nog-
pocTkoB ¢ CMT.

Note. STS-2015 —protocol for the treatment of patients with soft tissue
sarcomas, approvedin 2015; MRRS-06—protocolfor the treatment o fpatients
with moderate risk RMS; CarboVCD —protocolfor the treatment ofchildren
and adolescents with RMS orbit; CWS-2009 —protocol for risk-adapted
treatment of the European Cooperative Research Group of the Society
ofPediatric Oncologists and Hematologists (GPOH)for soft tissue sarcomas;
CWS-2002 — multicentre therapeutic study protocol for the treatment
ofchildren and adolescents with soft tissue sarcomas.

OpurvHarnbHble uceneaosaHns // Original studies
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Mpn peTpoCneKTMBHOM aHannse ucTopuii 6ones-
HU 13 (29 %) nauweHTaM nNpPoBefeHO creuuduyeckoe
MPOTMBOOMYXO0NEBOE JIeYEHMEe COrMacHO MpPOTOKONy
CM-2015. OcHoBHOIi ero cxemoit sasnsetcs YAC/YOC/
IE/VIR, Bktovatowein 18 kypcoB XT B anbTEPHUPYHOLLEM
pexxvmMe npenapaTamm BUHKPUCTUH B fo3e 1mr/m28 1, 8
n 15-n gHM Kypca; uuknodochaH B fose 1200 mr/m2
B 1-i1 AeHb Kypca; AakTMHOMUUMH B fo3e 0,045 mr/kr
B 1-i1 geHb Kypca; AOKcopyouumH B gose 37,5 mr/m2
B 1-ii n 2-i gHW Kypca; npochamng B fose 1800 mr/m2
B 1—5-i gHM Kypca; aTono3mg B fo3e 100 mr/m2B 1—5-i
[OHW Kypca; upuHoTekaH B go3se 50 mr/m2B 1—5-ii gHu
Kypca. B faHHOVW KoropTte nauveHTOB nporpeccuMposa-
Hue 3a060/1IeBaHNA Ha pasHbIX 3Tanax nevyeHns BO3HUKIIO0
y 8 (62 %) 60nbHbIX, peunans —y 2 (15 %). be3peyunms-
HbIli Nneprog cocTasun 16 1 19 mec.

OpeHaguatn (27 %) nauueHTam Tepanusa NpoBOAU-
nace no npotokony AOPMC-06. Ha atane uHAyKuun
BCe MauWeHTbl NOAyYUIM 4 anbTepHUPYOLWMUX Kypca
nonuxumuotepanuu (MXT) no cxeme VAC (BUHKPUCTUH
B fose 15 mr/m2—1, 8, 15-i1 HWM Kypca; LaKTUHOMU-
uUMH B fose 1,5 mr/m2—1-i geHb Kypca; unknopochaH
B fo3e 250 mr/m2 —1—5-ii gHu kypca) n VTC (tonoTte-
KaH B gose 0,75 mr/m2—1—5-i1 4HW Kypca; BUHKPUCTUH
B go3e 1,5 mr/m2—1, 8, 15-i gHu ymkna; unknopocdax
B fo3e 250 mr/m2—1—5-ii gHu Kypca). Mporpeccuposa-
Hue 3a6oneBaHuUs 3aiMKcnpoBaHo y 2 (17 %) naymeHTOoB,
peungmne —y 3 (25 %). be3peynanBHbI Nepuog cocTaBu
0T 140 25 mec.

Oesatn (20 %) naymeHTam nposoamnu 8 kypcos MXT
npenapatamu kapb6onnatuH 360 Mr/m28 AeHb 1; BUHKPU-
CTUH 1mr/m2B 1-i n 8-ih gHK; unknodochaH 500 mr/m2
B 1-i1 1 8- gHK; pokconem 20 Mr/m2B HU 2 1 4 COrNacHo
npotokony CarboVCD. [aHHblii NPOTOKO/ MPUMEHAN-
cs B HW peTckoit oHkonorum u rematonorum ®rey
«HMWL, oHkonorunn um. H.H. BnoxuHa» MuH3gpasa
Poccum gns nedenns PMC op6butbl ¢ 1993 no 2017 r.
[aHHasa cxema npumeHsnacb npu 6bICTPOPACTYLLEM
06beMe onyxonun, 6onbLINX pa3mMepax onyxonu, Hanuunu
y nauueHta 6onesoro cuHgpoma. [llporpeccuposaHue
3aboneBaHns 3aukcmpoBaHo y 3 (34 %) nauuveHTOB.
BespeunanBHbIli Nepnog coctasua 7 Mec.

Lectn (13 %) naumeHTam neyeHue nNpoBOAUNOCH NO
npotokony CWS-2009. B rpynny o4yeHb BbICOKOrO prcka
BK/IOYEHbI 4 (67 %) pebeHKa. Tepanus NayMeHTOB AaH-
HOI rpynnbl BKAOYana nposejeHne 9 KypcoB Heoaablo-
BaHTHOI M aAblOBaHTHOW Tepanuun B afbTEPHUPYIOLLEM
pexxume no cxeme 13/A (npoccpamug 3000 Mr/m2cyT BAHU
13 Kax[oro Kypca fle4eHus; BUHKPUCTUH 15 Mr/m2
B 1-/i fJeHb Kaxgoro  Kypca;  AaKTUHOMULWH
15 wmr/m2B 1-ii feHb Kaxxgoro kypca) u 12VAd (ndochamng
3000 mMr/mM2cyT B HM 1 M 2 KaX[oro Kypca nevyeHus;
BUHKPUCTUH 1,5 Mr/m2B 1-ii feHb KaX40ro Kypca; agpu-
aMuUKnH 2 x 20 Mr/m2cyT B HM 11 2 KaX4Oro Kypca).
Osym (34 %) 3 6 nayMeHTOB, CTPATUPULUPOBAHHBIX
B rpynny ¢ MHULUMAIbHbIM MeTacTasnupoBaHWeM, NpoBe-
[eHO 9 KypCOB HE0aAblOBaHTHON M afblOBaHTHOI Tepa-
NnuU B albTEPHUpPYIOLLEM pexume no cxemam 13VA —1,
4 v 7- kypcebl, 1VE (ndpochamng 3000 Mr/mM2cyT B fHM
1—3 Kypca; BUHKPUCTUH 15 Mr/m2 B 1-i1 feHb Kypca;
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atonosng 150 mr/m2cyt B 1—3-ii AgHM Kypca) — 3,
6 1 9-i kypcbl 1 CEV (kapbonnatuH 500 mr/mM2B 1-i fieHb
Kypca; annpybuuymH 150 Mr/m2 B 1-ii fjeHb Kypca; BUH-
KpUcTUH 1,5 Mr/m2B 1-i geHb Kypca) —2, 5 u 8-t Kypcol
npotokona. [lporpeccupoBaHue 3aboneBaHusa 3auk-
cupoBaHo y 1 (16 %) naumeHTa, peunaus —y 3 (50 %).
be3peynanBHbIi Nepuog coctasuna 5 mec.

OpHomy (2 %) nmaumeHTy NpPOBefeHO MNPOTMBOONY-
X0/1eBOE fleyeHme no nportokony CWS-2002. Koonepa-
TMBHOe uccnegosaHne CMT no npotokony CWS-2002
3aBepLueHo B 2009 r., K coxaneHuto, yepes 6 Mec y 60/1b-
HOro pa3Buca peLnans 3abonesaHus.

Asywm (5 %) naumeHTam nposoaunock 9kypcos XT npe-
napaTamy BUHKPUCTUH B fo3e 1,5 mr/m2B 1, 8, 15-i1 gHu
LUUKNa; AAKTUHOMULWH BA03e 1,5 Mr/mM2B 1-ii iIeHb LMKNa
no npoTtokony fevyeHna RMS-2005. Peunans passuscs
y 1(50 %) 60nbHOro. bespeuuanBHbI Nepuog CoCTaBuU
6 mec.

NyyeBas Tepanus "D -kKoHoOpMHOEe 06/y4eHune
B pexxume 1,8 p/cyT 5 gHei/Hen) nposegeHa 33 (74 %)
naymeHTam —o61yyeHre NePBUYHON ONYXOW BbIMOMHE-
HO B CyMMapHoii oyarosoit gose (COJ) 50,4 I'p, gonon-
HUTeNbHO obnyyanucs JTY wen y 10 (23 %) 6OMbHbLIX
B CO/ 45,0 'p.

Xupypruyeckoe neveHue BoinonHeHo 15 (34 %) 60/b-
HbIM B CBA3M C HA/IMYMEM OCTATOUHOI ONYX0/EBON TKaHu
noc/e NPoBeLeHNA XMMUONY4eBoi Tepanmm. MHOFOKOM-
MOHEHTHOE JIeYeHue, BKTHOYatoLLee XMMNOMYYEBYIO Tepa-
nUI0 1 ypaneHue onyxonu, 6e10 nposefeHo 15 (34 %)
nauueHTam.

Y 4 (9 %) 60/bHbIX, Y KOTOPbIX 3aUKCUPOBAHO nen-
TOMeHWHreanbHoe MeTacTasupoBaHue, 6blia NpoBejeHa
MonbITKa NPOTUBOPELMANBHOIO NeveHuns. OfHOMY naum-
eHTy nposegeH 1 kypc MNXT npenapatamy uucnnaTuH
B03e 100 Mr/m2B 1-i geHb LuKna, GOKCOPYOULIMH B f03€
20 Mr/m2B0 2-i1 1 3-i gHu umkna. Mo pesynbTatam KOH-
TPObHOK MPT FONOBHOIO 1 CMMHHOIO MO3ra C BHYTpU-
BEHHbIM KOHTPacTMpOoBaHWeM nocne 1Kypca oTMeyanach
oTpuuartenbHaa JMHaMVKa B BULE YCUIEHUA MraapaxHo-
MAanbHOro KOHTPAcTMpOBaHUA 060104eK MNonyLlapuii
ro/IOBHOro Mo3ra.

OaHOMy nauuneHTy MPOBELEHO 2 anbTEPHUPYHOLWMX
Kypca MXT no cxeme VAC (BUHKPUCTUH B fo3e 1,5 Mr/m2
B 1, 8, 15-i1 AHM UMKNaA; AAKTUHOMULUMH B Ao3e 1,5 Mr/m2
B 1-M geHb umKna; umknogocdaH Bao3e 250 Mr/m28 1—5-i
AHY umkna) u VIRTem (BUHKPUCTUH B f03e 1mr/mM2B 1,
81 15-1 fHW Kypca; puHOTeKaH B go3e 50 Mr/m2B 1—5-ii
LOHW Kypca; Temo3onomng B gose 150 mr/m2B 1—5-i gHu
Kypca). [JononHuTeNbHO NoABeAeHa yyeBas Tepanus Ha
KpaHuocnuHanbHyto 06nacts B CO/J, 36,0 I'p. JanbHeli-
llee nporpeccuposaHne 3aboneBaHns 3aiMKCMPOBAHO
yepes 4 Mec.

OpgHomy nauueHTy nposegeHo 2 kypca MNXT no cxeme
I2VA (npocpamumg 3000 mr/mM2cyT B fHM 11 2 KaXAOro
Kypca Ie4eHunst; BAHKPUCTUH 1,5 Mr/m2B 1-i1 fieHb KaXKao-
ro Kypca; JaktmHoMuumH 1,5 Mr/m2B 1-ii feHb KaXaoro
Kypca). Mo pesynbtataM KOHTPOAbHOW MPT ronoBHOro
M CMUHHOTO MO3ra C BHYTPMBEHHbIM KOHTPAcTUPOBaHU-
€M foc/ie 2 KypcoB 0TMeyanoch fanbHelLlee nporpeccu-
poBaHue 3aboneBaHus.
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Tepanus 1nauneHTa BKAOYana nposefeHne 3 Kypcos
XT npenapatamu 2-in anHum no cxeme Carbo/Eto/IFO
(kap6onnaTuH B go3e 150 mr/m28 1-4-i fHW uuKna; aTo-
nosng B fo3se 150 mr/m28 1-4-it gHN yukna /mgochamung
B f03e 2000 Mr/m2B 1-4-i1 AHW UWMKNa; 3TOMO3W[ B [03€
150 mr/m2 B 1-4-n gHu umkna/kapbonnatvH B foO3e
150 mr/m2 B 1-4-ii gHW uukna;, ngochamug B LO3e
2000 mr/mM2B 1-4-i gHW umkna) n 3 KypcoB MHTpate-
KanbHoli XT (TmoTtena B fo3e 5 Mr/mM2B 1-i feHb Kypca).
Mo pesynbTatam KOHTPOAbHON MPT rofoBHOIG M CANH-
HOro MO3ra C BHyTPMBEHHbIM KOHTPacTMPOBaHWEM MOChe
3 KYpPCOB CUCTEMHOIN U MHTpaTekanbHOW XT oTMeyeHa
cTabmnusauus 3abonesBaHus. PebeHKy MpoBefeHO elle
2 Kypca CMUCTEMHOW W MHTpaTekanbHOW XT cornacHo
HaMeYeHHOMY MnaHy, Takxe nojsefeHa nyyesas Tepanus
Ha KpaHuocnuHanbHyt obnacte B CO/L, 36,0 p. bespe-
LUMAMBHBIA Nepuog cocTaBun 9 Mec.

PesynbTarbl

3 o6Lero yncna BKIOYEHHbIX B Halle MccnefoBa-
Hue geTel (n = 45) xuBbl 21 (49 %), nepmog HabngeHus
coctaBun oT 12 mec A0 14 net. BbiGbIBLUMX U3 UCCNeno-
BaHWA HeT. YMepnu oT nporpeccumn onyxonn 23 (51 %)
nauueHTa, M3 HUX Ha (OHe MPOBEAEHUS NeYeHus -
2 (6 %), B paHHWE CPOKM NOCNEe OKOHYaHUA fneveHuns (Lo
3 mec) - 6 (20 %), B nepuog 5-neTHero HabOAEHMUS -
6 (20 %). B 1 (2 %) cny4ae 60/1bHOW NOrMG OT pasBUTKA
OKK/IIO3MOHHOW rugpouedanun. Mo fgaHHbIM MeAULNH-
CKOW nuTepaTtypbl, rugpouedanvs sBnseTcs Haubonee
4acTbIM OC/IOKHEHWEM MPW Pa3BUTUUN NENTOMEHUHTeab-
HOro0 MeTacTasupoBaHWsA 3a CYeT 06CTPYKLUW IMKBOPO-
nposogsawmx nyTten [19].

Y 20 (45 %) nauneHTOB OMNYyX0/b pacnonaranacb napa-
MeHUWHreanbHO (puc. 4), 04HaKO cpeay aHaTOMUYECKUX
30H pacnpocTpaHeHUs MEepPBUYHON OMyxonu cnegyeT
OTMeTUTbL 0pbuTty - 7 (15 %) cnyyaes, OCHOBaHMe Yepena -
7 (15 %), cpepHee yxo - 4 (8 %), Hocornotky - 3 (6 %).
PacnpoctpaHeHue B nonocts Yepena otmeyeHo B 100 %
C/ny4aeB, NopakeHue BeLLecTsa rosioBHOro mosra - B 16
(35 %).

MeTacTasbl B pervoHapHbix J1Y onpegensnucek y 7
(15 %) naumeHToB. OTAANEHHbIE MeTacTasbl - MHOXe-
CTBEHHbIE METACTaTMUeCKMe NOPaXKEHUA KOCTEN M KOCT-
HOro mMo3ra - Npu NepBUYHON ANArHOCTUKE BbIAB/EHbI
y 4 (9 %) 60NbHbIX, NIENTOMEHUHIeaNbHble MeTacTasbl
(noaTBepXKAEHHbIE TAKXe MPWU LUTONOTMYECKOM ucche-
foBaHun nukeopa) - Y2 (4 %).

MepBMYHO-pedhpakTepHOe TeYeHMe OCHOBHOIO 3a60-
neBaHus 3apeructpuposaHo y 15 (33 %) nauueHTOB,
13 HUX y 13 (29 %) - pas3BuTUE NENTOMEHUHIeanbHOro
mMeTacTasmpoBaHus. Mpyu LUTONOrMYECKOM WCCnenoBa-
HUW NMKBOPa OMyXosieBble KNeTKU 06HapyXeHbly 7 (54 %)
6onbHbIX. O6LWas 5-neTHAS BbDKMBAEMOCTb COCTaBWNa
42 % (puc. 5).

Y 11 (85 %) nauueHTOB C NENTOMEHUHreasbHbIMU
MeTacTasamy OTMeYanoCb MNOSBMEHME YAacTON PBOTHI,
rofioBHOi 6011, 06YCNOBNEHHOW Pa3BUTUEM BHYTpUYE-
PenHoi runepTeH3nn. TOHWKO-KNOHUYECKME CYAOPOru
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Puc. 4. CobCcTBeHHble pe3yNnbTaThbl MUCCefoBaHWi 3 nauyneHToB C gua-
rHo3om PMC napameHuHreanbHol nokanusauum € MHTpPaKpaHuaibHbIM
pocToMm. MPT: a —B pe>kume T2 BO (ppOHTaNbHOW Npoekyun ¢ nogasne-
HUEM CUrHana oT >KUPOBON TKaHu; 6 —B pe>kume T1 B carnTTanbHOi
NPOEKUMM C NOAAaBNEHNEM CUTHANa OT >XWUPOBON TKaHW nocne BBEAEHUS
KOHTPacTHOro npenapaTa; B —B pe>kume T2 BO PPOHTaNbHON NpOeKLmum
C NojaBneHnMeM CUrHana oT >KMpOBOW TkaHu. OTMeuaeTcs popmuposa-
HWEe UHTpaKpaH1anbHOro KOMMOHEHTa ONyXonu ¢ Nopa>keHuem BeluecTsa
roNoBHOro Mo3ra. TOMOCUMHTUrpamMMbl ¢ """ Tc-nepTexHeTaTOoOM BO (PPOH-
TanbHbIX (I, 4, €) U akcuanbHbix (3K, 3, M) NPOeKLMAX. B nepBuyHOi onyxonu
11 B NOPa>KeHHOM BeLL,eCcTBe rON0BHOr0 MO3ra, BKNtouas 060104ku, 0T Meya-
eTCA MHTEHCKUBHAA akkymynaumsa PP

Fig. 4. The own results of the studies of three patients diagnosed with RM S
ofparameningeal localization with intracranial growth. MR1: a —in the T2
mode in the frontal projection with suppression of the signalfrom adipose
tissue; 6 —in the T1 mode in the sagittal projection with suppression of the
signalfrom adipose tissue after administration ofthe contrast agent; 8 —in the
T2 mode in thefrontal projection with suppression ofthe signalfrom adipose
tissue. Theformation ofan intracranial component ofa tumor with a lesion
ofthe brain substance is noted. Tomoscintigrams with %nrc-pertechnetat in
frontal (r, 4, e) and axial (>k, 3, 1) projections. In the primary tumor and
in the affected substance ofthe brain, including the membranes, there is an
intensive accumulation ofradiopharmaceutical

passunuce y 4 (30 %) 60nbHbIX, ¥ 2 (15 %) - yrHeTeHue
CO3HaHWA [0 YPOBHSA OrNYLUEHNS.

Ha puc. 6 nokasaHa MP-kapTnHa nenToMeHWHreasnb-
HOro MeTacTasupoBaHMA B CMMHHOM Mo3re Yy pebeHka
c PMC.

HeratnBHble c0ObITUS y 6OMbLIMHCTBA NALWEHTOB
npovcxoannn B TeyeHue 2,5 rofga rnocne 3aBepLleHus
neyeHwus. Mpu yBennyeHUN CPoKOB HabofeHNsA nokasa-
TeNb 06LLei BBDKMBAEMOCTMN He n3mMeHscs. bespeymauns-
Has BbDKMBAEMOCTb B 3TOW rpynmne cocTasuna 78 %.

Peumnaunsbl Bo3HUKAM y 11 (24 %) nauueHTOB, U3 HNX
y 3 (4 %) pa3BuTUE paHHero NenToOMeHWHreanbHOro MmeTta-
CTa3npoBaHMsA NPOM30LLIIO Yepe3 3 Mec NOC/e OKOHYaHUA
NeveHwus. Peunansupytollee TeveHne 3a6oneBaHns nme-
no mectoy 11 (25 %) 60nbHbIX, U3 HAX NEPBbIA PeLUANB -

OpurvHarnbHble uceneaosaHns // Original studies
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Puc. 5. MaTuneTHAA 06WWan BbI>KMBaeMoCTb Y feTeli c PMC napaMeHuH-
reanbHOI 10Kanu3aLum ¢ UHT paKpaHuanbHbIM pacnpocTpaHeHnem

Fig. 5. Five-year overall survival in children with RMS ofparameningeal
localization with intracranial spread

Puc. 6. CobcTBeHHbIE pe3ynbTaThbl UCCNEA0BAHUA NaLMeHTa ¢ 4UarHo3oM
PMC napameHuHreanbHOM noKanusaLum ¢ nenTOMeHWHreanbHbIMU MeT a-
cTaszamu. MPT B pe>kume T1: npu BHYTPUBEHHOM KOHTPaCcTUPOBaHUU
0TMeyaeTCs ycuneHHoe HakonneHne PP T HepaBHOMEPHO YT ONLLEHHbIMY
060104KamMn CMMHHOTO MO3ra Ha BCeM NPOTAXKeHUN (YKasaHo cTpenkamu)

Fig. 6. The own results of the study of a patient diagnosed with RMS of
parameningeal localization with leptomeningeal metastases. MRI in T1
mode: with intravenous contrast, there is an increased accumulation of
contrast agent by unevenly thickened membranes o fthe spinal cord throughout
(indicated by arrows)

y 7 (64 %) naumneHTOB, BTOpOI peyngne —y 2 (18 %),
TpeTuin peumgue —y 1 (9 %). PedpakTepHoe TeueHue
peLmanBa AUarHoCcTUpPoBaHo y 6 60/bHbIX.

O6uwan 5-neTHAA BbDKMBAEMOCTb B rpynrne nalueH-
TOB C pPa3BUTHEM JIOKaNIbHOTO peLnamnBa coctasuna 37 %,
a B rpyrnne c pasBnTveM SIENTOMEHMHIeaNbHOro MeTacTa-
3upoBaHua —5 %. CpefHAA BbKMBAEMOCTbL NpPU pa3sBu-
TUW NeNTOMEHWHIeanbHOro MeTacTasmpoBaHma —2,5 Mec
(puc. 7).

MMocne npoBsefeHUs NPOTUBOPELUAUBHOIO JieHeHUs
Yy NaLMEeHTOB C NOKaNbHbIMM peLuameamn 2 (28 %) XuBbl,
y 1 (14 %) pa3Buica NOBTOPHLIA peynaue Yepes 2 roga
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Puc. 7. MokasaTenn 5-neTHell 6e3peLninBHON U NOCT PELUANBHON BbI>KK-
BAeMOCTHU

Fig. 7. Five-year relapse-free and post relapse survival

1 GOMbHOI ymep OT MPOrpeccrpoBaHus 3ab6o/eBaHus.
Bce nauveHTbl C pasBUTMEM JIEMTOMEHWUHIEANIbHOIO
METacTa3npoBaHMs YMEP/IN OT NPOrPECCHUM OMYXO/EBOT0
npouecca.

O6eyxaeHne

LleHTpanbHas HepBHas cucTema 3allulieHa OT BO3-
feicTBMs cucTeMHoW XT, B CBA3M C 3TUM O CUX MOP He
onpegeneHa ahPeKTMBHAA Tepanus Npu NenTOMEHUHTe-
a/lbHbIX MeTacTasax, YTo MPMBENO K MOWCKY HOBbIX Npe-
napaToB, Hanpas/IeHHbIX Ha WX MPOHWKHOBEHMWE Yepes
M3b6. OfHako 3hheKTBHbIE BapuaHThl JieHeHNs geTeld
C NENTOMEHWHIeaNbHbIMWU MeTacTa3amMy COMUAHbLIX Ony-
XO0fieil 04eHb OrpaHNYeHbl 13-3a HEBONLLUOTO KOJIMYECTBa
XUMUOTepaneBTUYECKNX areHToB, JOCTYMHbIX 415 MPOoBe-
LeHUa NHTpaTeKanbHOl Tepanuu.

B meauumHCKOW 3apy6exHoin nutepaType uMmeeTcs
orpaHu4eHHas MHMOpMaLnsa O neveHUn feTeil ¢ nenTo-
MEHWHreanbHbIMW MeTacTasamu COAUAHbLIX OMyXOnei.
Pesy/nbTaTbl Halero PeTpocneKTUBHOIO K/IMHUYECKOro
nccnefioBaHMs MOKasblBAOT, YTO MPOBEAEHWEe MHOrOo-
KOMMOHeHTHON XT B coyeTaHuMn ¢ 061y4YeHUEM TOMbKO
OMyXO0/1IeBOr0 oyara He rno3BosfeT JOCTUYb MOSIHOTO KOH-
Tponsa Haj 3aboneBaHveM.

Pa3paboTKa HOBbIX XMMUNO- U pafnoTepaneBTUYecKux
cTpaTernii no3BosisieT YNyylwnTb CUCTEMHbIA KOHTPOSb
Haf 3abofieBaHMEM, OJHAKO HEe MOXET OCYLLECTBUTb
[LOCTaTOYHbIA  KOHTPONb Haf /EeNTOMEHWUHTeabHbIMU
MeTacTasaMu, TaK KaK OMnyxosieBble KNeTKN HaXoAAaTcs 3a
6.

B oTHOWeHUN NPOQUNAKTUKNA IENTOMEHUHTIeanbHO-
ro MeTacTasupoBaHWA y feTeli ¢ CONNAHBIMU ONYX0NAMU
60/bLUYIO PO/b UTPAET MPEBEHTUBHAA Tepanusa. MNMporHos
npu pasBUTUM NENTOMEHUHTeanbHOro MeTacTasupoBa-
HUs y getein ¢ PMC napaMeHVHreasbHON nokanunsauum
C WHTpakpaHWanbHbIM  PacnpocTpaHeHuem  KpaliHe
Heb61aronpusTHLINA.

S. Postovsky et al. coobLuatoT, 4To YacToTa pa3BuTUA Nen-
TOMEHWHIeanbHOro MeTacTasupoBaHns cpeam feTell ¢ cap-
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KoMamu gocturaet 17 % [14]. Mo Hawum HabngeHnsaMm,
y 29 % naymeHTOB OblNM NENTOMEHMHIEaTbHbIE MeTacTasbl.
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HelWmnX uccnefoBaHnid, HanpaBfeHHbIX Ha W3y4veHue
neyebHbIX NOAX040B K naymeHTam ¢ PMC napameHuWH-
reanbHON floKanu3aumm ¢ UHTPaKpaHuanbHbIM pacnpo-
CTpaHeHMem W/Wnu ¢ NenTOMEeHWHreanbHbIMU MeTacTa-
3amu.
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