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VyactHuku CoBeTa 3KCIEepTOB-0HKOJIOI0B:

Ceeriana PadasneBna BapdonomeeBa — 0.m.H., npogeccop, dupexkmop HUHU demckoii onkonoeuu u eemamonoeuu OI'bY « HMHUI]
onkonoeuu um. H.H. broxuna» Mumnzopasa Poccuu;

Kupunn Uropesny KupruzoB — x.m.H., 3amecmumens dupekmopa no Hay4Hou u obpazoeamenvroii pabome HHUU demckoii onkonoeuu
u eemamonoeuu DIBY «HMHUI] onkonoeuu um. H. H. Broxuna» Munzdpasa Poccuu;

Cgaernana AnekcanapoHa KyneBa — d.m.H., npogheccop, 3a6edyroujas demcKum OHKOAO2UHECKUM OmOenAeHUeM, 8e0VUUll HaAY4Hblil
COMPYOHUK HAYUHO20 OMOeAa UHHOBAYUOHHBIX MEeNO0008 Mepanesmu1ecKoil OHKoAoUY U peabuiumayuu, npogeccop y4e6Ho-memoou-
yeckoeo omoeaa PIBY «HMUI onkonoeuu um. H.H. Ilemposa» Munzdpasa Poccuu, enaéholii GHeumammbolii 0emcKui CReyuaiicm
onkonoe Komumema no 30pasooxpanenuro Cankm-Ilemepbypea;

Tarbsna Bukroposna TopOynoBa — k.m.H., enasuwiii épay HUU demckoli onkonoeuu u eemamonoeuu, cmapuiuii Hay4Holii compyo-
HUK 0emcK020 OHK0A02UMecK020 0moeeHUs XupypeuiecKux Memooos Aeuenus ¢ npogedeHuem xumuomepanuu N I (onyxoneii 20106bl
u weu) HUHU demckoii onkonoeuu u eemamonoeuu PIrbY « HMHUIL] onkonoeuu um. H.H. baoxuna» Munsdpasa Poccuu;

Mapus MuxaiiioBHa Epumoa — epau-oemckuii onkon0e 0emcko20 OHK0A02UHECK020 OMOCACHUS XUPYPRUMECKUX MeMO0008 /1eHeHUs.
¢ nposedenuem xumuomepanuu No 3 (onyxoneii onoprHo-osueamenvrozo annapama) HUH demckoii onxonoeuu u eemamonoeuu PIrby
«HMHI] onxonoeuu um. H.H. Baoxuna» Munzopasa Poccuu;

Enun3zaBera Annpeesna Ilpocekuna — 6Ouo10e namosocoanamomuyeckoeo omoenenus ¢ nposekmypoi @I'bY «HMHUII onkonoeuu

um. H.H. [Temposa» Munzdpasa Poccuu.

Bgenenue

B Poccun B 2021 ©. ObLIM AUArHOCTUPOBAHBI 3663
pebenka (B Bo3pacte 0—17 jieT) ¢ BriepBble BBISIBJEHHDI-
MM 37I0KaueCTBeHHbIMU HOBooOpa3zoBaHusimu (3HO). Ha
JTo10 capkoM MsIrkux TkaHeil (CMT) mpuxoauTces OKoio
7 %, a Ha TOJIIO OCTEOI€HHBIX CAPKOM — 0KO0J10 2,4—2.6 %
Bcex 3HO, BbIsABNEHHBIX y AeTei [1—3].

Yame Bcero cpenu CMT BcTpeuaroTcss padaoMUO-
capkoMbl (PMC), a cpeau nepBUYHBIX CAPKOM KOCTEl —
capkoma KOunra (CKO) u ocreocapkoma. CMT 3aHu-
MaloT 3-€ MEeCTO B CTPYKType 3a00JeBacMOCTU JIeTeit
0—14 netr aKcTpakpaHUAJbHBIMU COJMIHBIMU OMYXOJIsI-
MU TOCJ€ OIMYyXOJIEH LIEHTPaJbHOU HEPBHOW CHUCTEMBI
u HeiipoOnactoMbl (HB). OcteorenHasi capkoma siBjisi-
€TCs CaMOW pacCMpOCTPAHEHHOU TIEPBUYHON OMYyXOJbIO
kocteit y nmereii u nmoapoctkoB. CHO — 2-g mo vacrote
BCTpeuaeMoCTH (TI0C)Ie 0CTe0CapKOMBI) OITyXOJIb KOCTel
y nereii. B eBporelickux ctpaHax o011asi 3a0071eBaeMOCTh
omnyxojsgmu cemeiictea CIO cocrasnsieT okono 2—3 ciy-
yaeB Ha 1 MJIH HacesneHus B Bo3pacte 10 20 JieT.

K coxaneHuio, yxxe Ha 9Tare ycTaHOBJIEHMST AUarHo3a
MOYTU TPEThb MALMEHTOB U3 ATUX IPYIN OMyXOJei, ume-
10T OTAAJEHHbIE MeTacTa3bl HA UCXOAHOM YPOBHE, a ellle
OJlHAa TPeTb PELUAMBUPYET IOCJe MPOBEAECHUS Teparuu
1-i1 tuHUU.

AKTYyaJIbHOCTh

HecMoTpst Ha mporpecc B XUMHUOTEPANeBTUYECKUX
KOMOUHAIUSIX, HOBbIE XUPYPTUUECKUE MOAXOIbI U JIyye-
BbIE METOJIbI, MECTHBIE U OTAAJIEHHbIC PELUIUBHI SBJISI-
IOTCSL OHOW M3 OCHOBHBIX MPOOJEM B JIEUEHUU CAPKOM
y neteii. IIporHo3 5-jeTHeil BbIKMBAEMOCTM TaKMUX
MalMEeHTOB OCTAeTCs YAPYYaAlOIIMM W HE MPEeBbIIAET
20—30 % (B 3aBUCMMOCTH OT THUITa CAPKOMBI) TIPH PEeLIU-
JUBUPYIOIIUX WIM PE3UCTEHTHBIX K JieUeHUIo (Gopmax.
B HacTosiee BpeMs ycmexd MNPUMEHEHUS TapreTHOM
Tepanuy y NalueHTOB ¢ METaCTaTUYECKUM PacIpocTpa-
HEHWeM, pPEeUUIMBOM WK pedpakTepHbIM TeYeHUEM
CMT u kocreii KpaitHe orpaHuyeH. [1ouck HOBBIX MUIIIE-
Hell U TapreTHBIX MpernapaToB onpaBAaH U BOCTPEOOBaH,
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IMOCKOJIBKY 3TO ITO3BOJIMT PACUIUPUTH TepareBTUUECKUE
OINIIMH JIJIs1 AAaHHOM TPYIIITBI O0JIbHBIX M, BOSMOXKHO, YIy4-
LIUT UX TIporHo3 [4, 5].

Dkcnpeccust nucuaioranrimosuna GD2 xapakTepHa
11 98—100 % HB, onpenensieTcs: B GOJBLIIMHCTBE CIyda-
€B MeJJaHOMBI, peTuHoOMacToMbl, Tpu CHO 1 B paznuuHoii
CTEMEeHU MPU MEJIKOKJIETOUHOM paKe JIETKOro, TJIMOMe,
octeocapkome U rpu pa3nnyHbix Tunax CMT. ITockonbKy
OH 2KCIIPECCUPYETCS B OTHOCUTEIHHO IITMPOKOM IMaria-
30HE TUIIOB OMyXoJieil, aucuanoranrimo3ns GD2 MoxHO
paccMaTpuBaTh KaK aHTUIECH, aCCOLIMUPOBAHHBINA C OITy-
XOJIbIO, OH MOXKET CHOCOOCTBOBAaTh 00JIEE 3710KAYE€CTBEH-
HOMY (PEHOTHUITY OTYXOJIHM 3a CUET YCUJICHHOMN KJIETOYHOI
nponudepalii, pocTa, MOABMKHOCTU, MUTPALIMU, alre-
3UM U MHBa3uu. Takum oOpa3om, Mpo@uib 3KCIPEeCCUn
nucuanoranraro3uga GD2 u ero poib B OMOJOTMHM paka
obecrieunBalOT 0OOCHOBaHWE KJIMHUYECKOTO HalleuBa-
HUS HA 3TOT aHTUTEH C TIOMOIIbIO MOHOKJIOHATbHBIX AHTH-
tes1 npotuB GD2 1 apyrux TepaneBTUYECKUX IOAX0A0B [6].

JuHyTyKkcuMab OeTta mpeacTaBiisieT co00ii MOHOKIIO-
HajgbHOe aHTuTeao npotuB GD2-aHTuUreHa, KoTopoe
HaueneHo Ha GD2-skcnpeccupyloliye OIMyXoJeBbie
KJIETKU, 4YTO IIPUBOIUT K (DaroumTo3y M paspylIeHUIO
IMOCPEJACTBOM AHTUTENIO3aBUCUMOM KJIETOYHO-OIOCpe-
JIOBaHHOM IIMTOTOKCUYHOCTU, JM3UCY TOCPEICTBOM
KOMILIEMEHT-3aBUCUMON ITUTOTOKCUYHOCTH, aIlOITO3y
U HEKPO3y IMOCPEACTBOM IIPSIMON MHAYKIIUM SJTMMHHA-
LIMU KJIETOK [6].

Junytykcumad Oeta OblT1 omoOpeH EBpomelickoii
komuccueil B Mmae 2017 . «wisa nedenusa HB Beicokoro
pUcKa y MaluMeHTOB B Bo3pacTe 12 MecsleB U cTaplie,
KOTOpBIE paHee MOoJydaaud MHAYKIIMOHHYI XMMHOTepa-
U0 U JOCTUIJIM, IO KpalHEN Mepe, YaCTUYHOIO OTBETA
¢ TIOCJIeayIolIeil MUe0abJaTUBHOM Teparueil U TpaHC-
IUIaHTalell CTBOJIOBBIX KJIeTOK». OH Takxke 0J00peH
B EBpocoro3e il MalMeHTOB «C PEeLUANBUPYIOLIEH WIN
pedpakrepHoit Hb B aHaMHe3e ¢ ocTaTOYHBIM 3a0o0Jie-
BaHueM win 6e3 Hero» [7]. B Poccuiickoit Penepanmn
nperapar JUHYTYKCMMab OeTa Hadvalau WCII0Jb30BaTh
B tepariuu HB BbIcokoro pucka c¢ 2017 . 15.07.2022
JIGKapCTBEHHBIM TpernapaT IMHYTyKCMMaO OeTa 3aperu-
ctpupoBaH B Poccum (Ne pervctpallmOHHOTO yIOCTOBE-
penus JITT-008352) [8].

12022

TOMAOL. 9

Ha ocHoBaHMM BBIIIEU3I0XEHHOTO B HACTOSIIEE
uccienoBaHue BKIoUMIn aHTU-GD2 MOHOKIIOHAIBHOE
aHTUTEJIO (OUHYTYKCMMaO Oera) BO 2-10 JMHUIO IIPO-
TUBOOMYXoJieBoro jedyeHus nereit ¢ CMT M KOCTHBIMU
capKoMaMU B LIEISIX OLeHKM 3((EKTUBHOCTH, YIydlle-
HUSI UCXOAOB Y MAllMEHTOB C ITOJIOXUTEIbHBIM YPOBHEM
akcnpeccun GD2.

Pe3yabraTsi

B xone pabotsl CoBeTa 9KCIepTOB ObUIN paCCMOTPEHBI
MpeaBapUTeIbHbIC TaHHBIC EPBOT0 KIMHUYIECKOTO MPO-
TOKOJIa UccienoBaHus 3(Gp@GEeKTUBHOCTA U 6€30IMaCHOCTH
Teparuy ITMHYTYKCMMa0boM 0eTa B JICUCHUM PELIUANBUPY-
rommx 1 peppakrepHblx CMT 1 KOCTHBIX CapKOM y JETE.
Taxzke ObUT TPOAEMOHCTPUPOBAH Pe3yIbTaT ONpeacICHUS
aKcrnpeccuu rauraro3nga GD2 B o6pa3uax TKaHU capKoOM
METOJIOM TIPOTOYHOU LMTOMIYOPUMETPUU. DKCIEPTHI
NpeacTaBUId Ha 00CyXJAeHNEe COOCTBEHHbBIE pPe3yJIbTaThl,
MoJIydeHHbIe B 2 (elepalbHbIX OHKOJOTUUECKUX UCCIIe-
JOBaTEIbCKUX LIEHTPAX.

B pamxkax mporokona y 30 mauueHTOB ObLIM MCCIe-
JOBaHbl 00paslbl TKaHU CapkoM, U B 67 % ciydaeB
(n = 20) Oblna ompeaeseHa MOJOXUTEIbHAs 9KCIIPEeCCUst
GD2. UccnemoBanHbie o6pasiibl BKodanu: 30 % — ocre-
oreHHble capkomsbl, 33 % — CIO, 27 % — PMC, 7 % —
BEPETCHOKJICTOYHbIE CapKOMBI U 3 % — HenuddepeHLm-
poBaHHbIe capkoMbl. M3 20 mauueHToB ¢ GD2-nonoxu-
TeJIbHOM 3Kcmpeccueii 11 ObUIn BKIIIOYEHBI B UCCIEA0BA~
HUE B COOTBETCTBMU C KPUTEPUSIMU BKIIOUCHUS, CPEIU
Hux: 4 ¢ CHO, 4 ¢ PMC, 2 ¢ octeocapkomoii u 1 601bHOI
¢ HenuddepenunposanHoit CMT. OnuH mauueHT BhIOBLT
M3 UCCIIEAOBAHNSI JOCPOYHO, OcTaibHbie 10 MpomoKamoT
Tepanuio JUHYTYyKcruMabom OeTa.

Ilo pesyivmamam npedcmaeaennvix Oannvix Cosem
3KCNepmoe 3axKaroUulL:

1. Tanrnuosun GD2 skcnpeccupoBalicss B OOJIbIIOM
MPOLIEHTE CIIy4aeB UCCIENYEMBIX TUIIOB capkoM (67 %).
HeobxoamumMo coBeplIeHCTBOBAThH METOAMKY OIpeaeie-
HUSI 9KCIIPECCUM B LIEJISIX CHUKEHUS MPOLIEHTa HEXU3HEe-
CIOCOOHBIX OITYXOJIEBBIX KIETOK.

2. Ha mepBoMm aTame uccienoBaHusl OlLEeHEHBI 0e30-
MacHOCTb U TIEPEHOCUMOCTD TIperapaTta 1 ObLIO MmoKas3a-
HO, YTO OOJIBIIMHCTBO TAIIMEHTOB MEPEHOCST TePaIuio

Ilepsas oyenka s¢hghexkmusnocmu u nepenocumocmu ouHymykcumadba bema (c600HbIil AHAAU3)

Hccaenosatenbckue Yucno Mopdonorunueckuii
Ounenka 3(eKTHBHOCTH OueHka 0e30nacHOCTH
HEHTPbI MANMEHTOB, 1 JTMATHO3

DI'BY «<HMUILL

OHKOJIOTUU 6
um. H.H. [TerpoBa»
Mun3zapaBa Poccun

®OIrbY «<HMUIL
OHKOJIOTUH

um. H.H. broxuna»
Mun3snpaBa Poccun

OCTCOTCHHaH capkomMma
(n=2), PMC (n=2),
CIO (n=2)

CIO (n=2),

PMC (n=2), Henudde-
peHumpoBaHHast CMT
(n=1)
ClO(n=4),

PMC (n = 4), ocreoreH-
Has capkoma (n =2),
HenudhepeHIpoBaH-
Hast CMT (n=1)

AHaIN3 NOMYJISALUN 11

[Monnast pemuccust (n = 2),
yacTuyHas pemuccus (n = 2),
crabunmsanus (n = 1),
nporpeccupoBanue (n = 1)
Pa3HoHamnpapieHHas AMHAMKKA
(n=1), crabwiuzauus (n = 2),
nporpeccupoBanue (n = 1),
Tepanus npepsanHa (n = 1)

TMonHas pemuccust (n =2),
YacTUIHasK peMuccus (n =2),
crabunusauus (n = 4),
nporpeccupoBanue (n = 2)

HexenatenbHble sBneHus (HA)
I—II creneHu: 6oIeBOM CUHAPOM, KaIWILISIP-
Hasi TOKCMYHOCTh, BEIOPOC IUTOKMHOB
HA 111 creneHu: KapaMOTOKCUYHOCTD (1 = 1)

HA I-II crenienn: HePOTOKCUIHOCTD,
00JIeBOI CUHIPOM
HA TV cTeneHun: KapaImOTOKCUYHOCTD (1 = 1)

HA I-11 crenenu (n =9),
HA 111 crenenu (n = 1),
HA IV crenenu (n = 1)
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JIUHYTYKCMMaOoOM ©OeTa JOCTaTOYHO XOpPOILIO M MMEIOT
HA I-II cremeHu, 4TO COOTBETCTBYET MHCTPYKLIMU IIO
MPUMEHEHMUIO IpeTiapara. ¥ oIHOro 00JILHOTO Pa3BUIIOCh
HA III crenenu, u Tepanus Obljla MPUOCTAHOBJIEHA IO
BOCCTaHOBJICHMSI ~ KapIMOJIOIMYECKMX  ITOKa3aTeJei,
IOcJIe Yero MaldeHT MPOIOIKIII y4acTHe B MCCIIeI0Ba-
HUMU. Y omHOro OOJBLHOTO Teparus Oblla IpeKpalleHa
M3-32 OCJIOKHEHUI COMYTCTBYIOIIETO 3a00JIeBaHMSI.

3. Ha MmoMeHT nepBoro aHanan3a 3(p(HeKTUBHOCTU Tepa-
MU AMHYTYKCMMaboM Geta 80 % BKIIIOYEHHBIX B MCCIIC-
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JMOBaHME TAILIMEHTOB (# = §) OTBETWIM Ha Teparuio,
y 40 % orMedyeH OObEKTUBHbIM OTBET.

4. lanpHeilee HAOMIOAEHNE 3a MALIMEHTaMM U OLIEH-
Ka 3(p(GEeKTUBHOCTU U 0€30ITaCHOCTM MperapaTa IMocie
OKOHYAaHMS IJ1aHa Tepanuy AUHYTYKCHMMaboM OeTa y Bcex
MalMeHTOB, BKIIOYEHHBIX B MPOTOKOJI, 3alUIaHUPOBAHbI
Ha oKTs0pb 2022 I., 4YTO MO3BOIUT O0JIee AETaTbHO U 00b-
€KTHUBHO OLICHUTh PE3yJIbTaThl UMMYHOTEPAIIUM COIJIACHO
LIeJIM UCCIIeIOBaHUS.
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