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PE3Y/IbTATbl XUPYPTMUYECKOTO NEYEHUA
MEZAY/1I/IOBJIACTOM: OMbIT OAHOIO LLEHTPA

BsedeHue. Medynn061acmomel — 3MOpUOHAbHbIE 0ONYXO0/IU, B03HUKArOUUEe UCKAYUMe6HO 8 3a0Hell Yyepen-
Hol AMKe U uMeroujue NOMeHYuas K 1enmomMeHUH2ea1bHOMY pacnpocmpaHeHuro. B cessu ¢ azpeccusHoli npu-
podoli onyxosu u 803pacmHeiMu ocobeHHocmamu 3adHell YepenHol ssmMKku y Oemeli nedeHue medynnobaacmom
C8A3AHO CO 3HAYUMEbHBIMU OC/IOXHEHUAMU U 8bICOKOU JlemaabHoCmebro. Llensto Hawezo ucciedosaHus beiaa
oyeHKa pe3y/1bmamos xupypau4eckozo seqeHusi demeli ¢ Medy/1061acmomoli, NposieYeHHbIX 8 HaweM yeHmpe.
Mamepuasnel u Mmemodel. B uccredosaHue sowiu pesynemamsi sedeHus 71 nayueHmos ¢ 8epuguyuposaH-
HbIM duazHo3oM «Medynnobaacmoma», Noy4uBWUX Xupypauyeckoe sedeHue Ha 6aze AO «HayuoHasneHell
yeHmp Helipoxupypauu» ¢ 2015 no 2020 200k!.

Pe3ynomamel. CpedHuli so3pacm nayueHmos cocmasus 6,1 + 3,3200a (1 mecay — 16 nem). B 6osbuwiuH-
cmee cay4aes KJAUHUYeCKas KApmuHa beiia npedcmasieHa eunepmeH3uoHHO-2UOpoyepaibHeiM CUHOPOMOM
(94,36%). V13 71 onepuposaHHbix hayueHmos 1iemasibHocme 8 medeHue 1200a cocmasusio 15,49%. Koauvecmeso
cMmepmeli y nayueHmMoa ¢ 0ecMonaacmuyeckumu,/HodyispHeiMu Medysnobaacmomamu beina Huxe (7,31%), yem
y Oemeli ¢ kpynHokaemoyHol/aHannacmuydeckol medynnobaacmomoli (50%). TomaneHas pesekyus onyxoau
6bL1a c8sA3aHa ¢ MeHbwel semanbHocmero (5,26%) yem yacmuyHoe yoaneHue (15,78%).

3aknroueHue. [1po2HO3 Medy11061aCMoM ¢ MakcuMmasasHo 6esonacHol pesekyueli u nocaedyroujeli Xumuoy-
yesoli mepanueli 61azonpusmtell. OOHako 015 y/1yduIeHUs pe3y1bmamos 8blXXUBAHUS U CHUXeHUe peyudusos
Heobxo0umel yny4dwieHUs 8 npoduauposaHuu uHOusudyasbHol mepanuu 018 Kaxdoz20 pebeHka Ha OcHoge
MOJIeKY/IAPHO20 MUNA U cmpamugukayuu pucka Medynnob1acmomel.

Knrouyessble cnoea: medynnobnacmoma, sMOpUOHAIbHLIE ONYXO0IU, ONYX0U 3a0Hel YepenHol SAMKU, MOJIeKy-
JIspHOe-2eHemuyYeckue Nod2pynnei.

BeepeHue HeHWa nosejeHVs N AePULUT YepernHO-MO3roBbIX
HepBoB [6-9]. [laHHble HelpoBM3yanu3auum UMeroT
pellatoLlee 3HadeHWe A1f KOMIMJIEKCHOW OLeHKM

onyxone 3agHel yepenHol smkm [10]. Komnbrotep-

Meaynnobnactoma (MB) — onyxonb, pa3BuBa-
FOLLAACA M3 3MOPUOHANbHBIX KNETOK, MepBUYHbIN
y3e/1 KOTOpPOU pacrosaraeTcs B CpejHen AMHUN MO3-

Xeuka U MMeeT MoTeHLUMan Ans NenTOMeHWHreasb-
Horo pacnpocTtpaHeHusa [1]. Mb cocrtasastot 61,9%
BCEX 3MOPMOHa/bHBIX OMyXoaen 3afHel YepenHol
AMKM, U Ha HUX npuxoantca 14,3% peTckon cmepT-
HocTu [2-5]. PaHHAs gwarHoctvka MB 3aTpygHeHa
M3-3a HayabHbIX HecneumdUuueckmnx KANHUYECKMX
CUMMTOMOB, OCOBEHHO Yy O4YeHb MajeHbKUX JAeTel.
CaMbIMK YacTbIMU NPU3HaKaMn 06beMHbIX 06pa3o-
BaHWI 3aZHeN YepernHom AMKU ABASKOTCA CUMMTOMbI
BHYTPUUEpPENHON TMNePTEH3UN, 3pUTe/bHble U MO3-
KEUKOBblE HapyLUeHWs, a TakXke CyAoporu, uame-

Hasa Tomorpadus (KT) apnaetca nepsbIM PEHTreHo10-
rmyeckuM mnccaegoBaHneM, KOTopoe GUKCUpyeT Ha-
nnuve rugpouedanmn n obHapyxmeaeT o6beMHoe
obpa3soBaHMe B 3ajHel yepenHon smMke. ns fanb-
HeWwero anddepeHLMpoBaHMA 0bbEMHOro obpa-
30BaHMA TpebyeTcs MarHUTHO-pe30HaHCHas TOMO-
rpa¢ua (MPT) ¢ KOHTPaCTHbIM yCUAEHNEM C MHOXKe-
CTBEHHbIMK NocnegoBaTenbHocTaMn [11]. ObbiyHasn
MPT 6e3 KOHTPacTHOroO yCuMaeHUA JaeT OrpaHUYeH-
HY0O MHDOPMaLUIO O CTeneHn n tune onyxonnm [3].
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ANKTYeT TPUMOZAabHbIN MNOAXOA K IeYEHUHO: XUPYP-
rmyeckoe BMeLLATE/IbCTBO, MNOC/e0NepaLoOHHYIO
XVMUOTEpPanuo 1 NyyeByro Tepanuio. Xupyprude-
CKOe BMeLlaTeNbCTBO C Le/ibio AOCTUXKEHUSA MaKCu-
MaJIbHOW TOTaJIbHOW pe3ekLn NpoAoaXKaeT Urpathb
peLuaroLLyo posib B AedeHun Megy Mb nnobnactom
[12]. Lenbto xmpypruyeckoro neveHus npu Mb sB-
naeTca MakCMManbHO 6e3onacHas pesekuua Ans 3a-
MeaeHVA NPOrpPeccupoBaHNA U YAYULLEHNA BbIKN-
BaeMoOCTW, obneryeHne cMMNTOMOB 1 obecrneveHve
afleKBaTHOWM TKaHW ANSi TMCTONOMMYECKOro UCCaeso-
BaHuA. MNporHo3 3aboneBaHns B OCHOBHOM 3aBUCKT
OT ToTanbHOCTU pe3ekumyn [8]. MNaumeHTbl cTapwe
3-x neT cTpaTMdMLMpPOBaHbl B 3aBUCUMOCTU OT 06b-
eMa MnocaeonepauroHHOW pe3ngyasbHON onyxonu
N HaiM4yMa UM OTCYTCTBMA MeTacTa3oB B KaTeropum
«CTaHAaPTHOrO pUCKa» U «BbICOKOIrO pucka» € rnoka-
3aTeNsiMu OArOCPOYHON BbIXKMBAEMOCTM NPUHBAN3N-
TenbHo 85% n 70% cooTtBeTcTBEHHO [13, 14].

MaTeleallbl N metToabl

MpoBeneH peTpoCnekTUBHbIM aHann3 71 nayu-
eHTOB B Bo3pacTte oT 1 mecaua ao 18 net (megmaHa
6,1 £3,3 net), KOTOPbIE MPOLLIN XMPYPruyeckoe ae-
yeHve ¢ 1 aHBaps 2015 roga no 31 pekabpsa 2020
roga B yCNOBUAX OTAENEHUS AETCKOW Herpoxupyp-
rmm HaunoHanbHOro LieHTpa Herpoxupypruv. bbiin
M3yyeHbl UCTOpUK HOoNEe3HKU, NPOTOKONa Oonepauuii,
3aK/IFOUYEHNSs  TUCTONIOTMYECKOro  UCCiefoBaHusA
M HeMpoBM3yann3aLMOHHbIE AaHHble 3TUX MaLMeH-
TOB. Jlokanuzaumsa 1 pasmep OMNyxoau oLeHuBancs
no AaHHbIM goornepaynoHHoro MPT rosioBHOro mMos-
ra C KOHTPACTHbIM YCUAEHNEM, Pa3Mep OMyXOoau Bbl-
cumtbiBanca no dopmyne V(volume)=0,5x(H(height)
xL(length)xW(width)). O6bem pe3ekuun onyxonu
OLLeHWBANCSA COMNacHO JAaHHbIM MPOTOKO/IOB Ore-
paunMin 1 MnocneonepaLMoOHHbIX HeWpOoBU3yanu-
3aUNOHHbIX AaHHbIX (KT, MPT ronoBHoro mo3sra).
Ob6bemM pesekuMM OMyxoau OLEHMBaNOCh MO rpa-
Jauuun: MakcMmanbHas ToTanbHas pesekuma (GTR)
(6e3 ocTaTouHOM onyxonu), cybToTanbHas pesekums
(STR) (ymMeHbLUueHWne pa3mepa onyxoam Ha 90 %), ya-
CTUYHaA pe3ekums (YMeHblUeHVe pa3mepa OmMyxou
Ha 50-90 %) n 6uoncmsa (<50 % ymeHbLLeHNs pa3me-

pa onyxosu). B faHHbIN aHaNn3 BKIKOYEHbI NaLMeHThI
C TUCTONOTNYECKM BEPUPULIMPOBAHHBIM AMarHO30M
«Megynnobnactoma» (B cootBetctBUMM C «The 2016
WHO Classification of Tumors of the CNS»), koTopbIm
NPOBOAMNNOCH OMepaTUBHOE eYeHne B BUAE MUKPO-
XMPYPrnyeckoro yganeHns onyxonu. V3 aaHHoro
aHann3bl UCKOYEHbI NaLMEHTbl C APYTUMU TUCTO-
nornyecknumun  GopmMamu, MPOJOKEHHBIM POCTOM
N peunamsom 3abonesaHua. OueHeHbl gemorpadu-
yeckme AaHHble, KIMHUYeckne npusHaku, natomMop-
donormnueckme nccneaoBaHUs, MeToAbl OnepaTMBHO-
ro NeyveHVs Ha nNpeaMeT CBA3M C 1eTalbHOCTbIO MO-
cne xupypruyeckoro neyeHus. Nepuog HabatogeHns
B NnocaeonepaLoOHHOM nepuoge coctasun 1 rog,.

Pe3ynbraTtbl

B nccneayemyto rpynny sowaun 71 aeten, cpean
HUX 64,78% ManbumkoB u 35,21% pesouek (Taba. 1).
Bo3pacT naumeHTOB coCcTaBWA OT 6 MecsLeB A0 16 neT,
n3 koTopbix 1 pebeHok B Bo3pacTe fo 1 roga (6 me-
caueB), 19 aeteln (26,76%) ot 1 roga ao 5 net, 42,25%
HabaroAeHW nNpeacTaBaeHbl AeTbMu OT 5 2o 10 nert.
A 29,57% petein bbiin ctapwe 10 net. CpeaHui
BO3pacT geten coctaBun 6,1+3,3roga. KnuHunueckas
KapTvHa Oblna npejctaBAeHa CAefyoWwUMN CUM-
NTOMaMu: TUNEPTEH3MOHHO-TUApPoLLedanbHbIA CUH-
APOM (94,36%), MO3>KeukoBbI cuUHAPOM (77,46%),
AednLMT YyepenHO-MO3roBbix HepBoB (35,21%), 3pu-
TesbHble HapyweHua (22,53%), nape3 n naerma Ko-
HeuHocTen (32,39%). Mo HelpoBM3yanM3aLMOHHbBIM
JaHHBIM U MHTpaonepaunoHHon kapTuHe, 35,21%
BCEX OMyXONEeN MMeNn M30JMPOBaHHOE MopaxkeHne
MO3XeuKka, B 25,35% cnyuaes nmenocb npopacraHve
W pacnpocTpaHeHue B 4-1i xxenygouek. Y 28 (39,44%)
JeTel Onyxo/ib 3aHVMana BCHO 3aJHIOK YepernHyto
amky. CornacHo gaHHbiM goonepaunoHHoro MPT ro-
JIOBHOTO MO3ra C KOHTPACTHbIM YCUeHWeM, No pas-
Mepy OnyXoaun y NauneHTOB UCCAef0BaHHOW rpynmbl
pa3geneHbl Ha Tpu rpynnel: 4o 10 cm3, ot 10 go 30
cm3 n 6onee 30 cM3. Y 6 naumMeHTOB pa3mep OMyxou
coctaaan go 10 cm3, y 6onblumHcTBa geten (52,11%
n 39,43%) obbem onyxonn coctasun ot 10 go 30
cM3 1 6osblie 30 cM3 COOTBETCTBEHHO.

Tabavua 1

NcxopHble XxapaKTepuCcTUKN, CUMINTOMbI U XapaKTepUCTUKU
npegonepauvoHHoO Busyaausauum naymeHTos ¢ Mb (Bcero=71)

Bo3pact

MeawnaHa - 6,1 +3,3 [6mec-16neT]

Jetn no 1 roza

1 1,4%

1-4 net

19 26,76%
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5-9 net 30 42,25%
Crapuwe 10 net 21 29,57%
Mon
My>kckoi 46 64,78%
XKeHckuim 25 35,21%
KnnHnyeckne cumnTombl
rMNepTeH3NOHHO-TUAPOLLedanbHbIN 67 94,36%
MO3XKEeUKOBbI CUHAPOM 55 77,46%
AePULMT YepernHO-MO3roBbIX HEPBOB 25 35,21%
napes v naerns KOHeYHoOCTen 23 32,39%
3puUTENbHbIE HapYLUEeHNA 16 22,53%
CYBOPO>KHBIN CUHAPOM 3 4,22%
Jlokanunsaumsa onyxonm
MO3>Ke4oK 25 3521%
C pacnpocTpaHeHnem B 4-i xenypouek 18 25,35%
C pacrnpocTpaHeHveM B 4-11 xenypo4uek 28 39,44%
“ CTBOJ FOIOBHOMO MO3ra
Pa3mep onyxonu MeguaHa - 23,38+16,69 cm3
4o 10 cm3 6 8,45%
10-30 cm3 37 52,11%
6oable 30 cm3 28 39,43%

Mo azaHHbIM MaTOMOPGhONOrMYecKoro unccaeso-
BaHuA y 6onbwnHcTBa getert (57,75%) obHapy>xeHa
[Jecmonnactnyeckas/HogynspHas Mb (Desmoplastic
/ nodular medulloblastoma). ¥ 19,72% nauneHTOoB
FMCTONIOTUYECKOE UCCNefoBaHe 0BHapyXXmnao Kiac-
cnyeckyro Mb (Classic medulloblastoma), a y 16,9%
aeter Mb NOS (medulloblastoma NOS). MeHbLue
BCero Oblsa BbISIBNEHA KPYMHOK/IETOYHas/aHana-

ctnueckas Mb (5,6%). Bcem 71 maumeHTam npose-
[LEeHO onepaTMBHOE JieyeHMe B obbeme pesekuun
onyxonun. ToTanbHasa pesekumsa (GTR) onyxonn 6biia
pocturHyta B 19,72%-cnyvaax. 32 (45,07%) nauwm-
eHTaM BbIMOAHeHa cyb6ToTanbHas pesekumsa (STR),
26,76% peTtam napumanbHas pesekums (PR) onyxo-
an, a1 (1,4%) naumeHTy BbINOAHEHA TOIbKO bruoncus
(TB) onyxonwu (tabn. 2).

Tabavua 2

NcxopaHble xapakTepucTuku, o6bLem onepawmm, rMcTosiormueckoe 3akaroueHue,
nocsieonepauoHHble OC/I0XKHEHUA, ucxoa 3aboneBsaHunsa nauuveHToB ¢ Mb (Bcero=71)

MicTonornueckoe 3akaroueHme

Knaccmnueckas MeAyﬂﬂO6ﬂaCTOMa

14 19,72%

[Jecmonnactuueckas/HogynsipHas Meayanobnactoma 41

57,75%

KpynHokneTouHas/aHannactnueckas Mmegyanobnactoma 4 5,6%
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Meaynnobnactoma NOS 12 16,9%
06bem peseKunmM onyxoam
GTR 19 26,76%
STR 32 45,07%
PR 19 26,76%
B 1 1,4%

JleTanbHOCTb B TeuyeHwe MNepBOro roga nocne
yCTaHOBKW AmnarHosa coctasuna — 15,49% (11 cayya-
€B). Y nayneHToB C AeCMOMAacTUYeCKMMm/Hoaynap-
HeiMn MbB cmepTHOCTL coctaBuna 7,31%, B rpynne
¢ knaccnyeckmummn MbB — 14,28%, a rpynne ¢ kpynHo-
KAeTo4YHoW/aHannactuyecko Mb n megynnobnacro-
Mbl NOS — 50% n 33,33% cooTtseTcTBeHHO. B rpynne

naumeHToB, KOTOpPbIM Oblna nNpoBejeHa CcybToTab-
Has pe3ekLMs N NnapumnanbHas pesekumns CMepTHOCTb
coctaBuna 21,87% v 15,78% cootBeTcTtBEeHHO. Toraa
KaK y AeTew, y KOTOpbIX Hblia AOCTUrHyTa TOTajlbHas
pe3ekLmsa Onyxoav CMepTHOCTb B TeyeHne 1-roga co-
ctaBuna 5,26% (tabn. 3).

Tabanua 3
JletanbHOCTb B Te4UEeHUE NEepPBOro rofia Noc/ie ycTaHOBKU AvarHosa
B 3aBMcMMOCTU OT 06bemMa pesekLumn
GTR 1 5.26%
STR 7 21,87%
PR 3 15,78%
B 3aBMCMMOCTM OT FTMCTOJIOrMYECKOI FPyMnbl
Knaccnueckas meaynnobnactoma 2 14,28%
[Jecmonnactnyeckas/HoaynspHas Megyanobnactoma 3 7,31%
KpynHokneTouHas/aHannactmyeckas Megynnobiactoma 2 50%
Megaynnobnactoma NOS 4 33,33%

O6cyxaeHue

Mepynnobnactoma (MB) — 3n0KavecTBeHHas
3Mb6p1OHanbHas OMyxo/b, MPEVUMYLLECTBEHHO AeT-
CKOro BO3pacTa C 5-7eTHeN BbIXXMBAEMOCTbH OKOJI0
70% [15]. B maHHOM unccnefoBaHUM Mbl GOKYCUPY-
eMc Ha Jemorpaduueckmx AaHHbIX, KAUMHUYECKON
KapTWHe, TMCTOMNaToNIOrMYeCckoM AMarHo3se, Xmpypru-
UeCcKoM JiedeHnn n ob mx ncxogax 71 aeten ¢ ava-
FHOCTMPOBaHHbIMN MbB 3agHel uepenHon smkn. Mb
Yalle BCEro BCTpevatoTca y AeTen B Bo3pacte 1-4 net
(0,63 Ha 100 000), xoTss 3a6oneBaeMocCTb bbla CXO/-
HoW y peten 5-9 net (0,59 Ha 100 000). B Hawewn
cepun pacnpocTpaHeHHocTb MB 6bia B ABa pasa
Bbille y AeTeil OT 5 f0 9 neT B CpaBHEHWMU C ApYyru-
mu rpynnamu [1, 16-17]. TengepHoe pacnpegenexHve
nokasano 6osnee BbICOKytO 3aboseBaeMoOCTb cCpe-
AN MaNbyMKOB, COOTHOLUEHME MYXUYUH U SKEHLLUH
1,8:1, kak n B Hosee paHHWUX nccnegoBaHus [18].
Kak n npu ntobor onyxonm ronoBHOro Mosra, npo-
ABJ€HNE CMMMNTOMOB B OCHOBHOM 3aBWCUT OT JIOKa-

nmM3aummn onyxonu. PaHHAA AMarHoctvka onyxosen
3afjHel yYepenHow AMKW 3aTpyAHeHa W3-3a Hayasb-
HbIX HecneunPuuecknx KAMHUYECKMX CUMMTOMOB,
0COBEHHO Yy O4YeHb MasieHbKMX AeTelr. Y 6ONbLUNH-
CTBa AeTei HabaoAaroTCA MPU3HaKM MOBbILLEHHO-
ro BHYTPUYEPENHOro AaB/eHns K3-3a OBCTPyKLUM
BOZAOMPOBOAA U yBeANYEHNE XXeNnyjoueK rol0BHO-
ro Mosra. [103TOMy OHW 4acTO NPOABAAOTCA YTPEH-
HVMUW FONOBHBIMU 60NAMK, NEPUOANYECKON PBOTOM
1 HapyLLeHMeM 3peHUs, UTo HabNtoAaNOoCh U B HaLLEl
BblbopKe. TakXke MOryT OTMeYaTbCA MO3XKEUKOBbIN
CMHAPOM, KOTOPOe BK/IHOYAeT HapylleHWe MOXOA-
K1 1 ANCMETPUIO, N pexe — HapylleHne noBejeHne
n cygoporu [1, 6-10].

Mo ructonormnyeckor popme, Mb aensetca rete-
poreHHbIM 3aboseBaHNEM U AeUTCA Ha Kiaccuue-
CKMA TN (Hambonee pPacnpPOCTPaHEHHbIN MNoATUM)
C AecMonaacTMyeckMMu y3namy, KoTopas u4alle
BCTPeYaeTca y MAafeHLEeB 1 MONOAbIX NHOAEN; C HO-
AYNAPHOCTBIO, KOTOPas HabtoAaeTca UCKNHUNTENb-
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HO y MJIaZleHLEeB; 1 aHaniactuyeckas nu/uav KpymnHo-
knetoyHasa MB. 3T yeTbipe pa3MYHbIX TMCTONAOMN-
yeckmx noatuna Mb MoxHO crpynnupoBaTth B ABe
OCHOBHbI€ TPYMMbl CO MHOTMMW CXOAHbIMK MOP®O-
NIOTMYECKNUMU MPU3HaKaMK: HOAYAAPHble-4ecmona-
cTnyeckas n aHannactuyeckas Mb [18]. ecmonna-
cTnyecknin/HoaynapHbln (AH) BapnaHT Mb xapakTe-
pU3yeTcs y3namm HempounTapHon anddepeHLnpoB-
K/ C NPOMEXYTOUYHbIMN 3MOPUOHANbHBIMU 31EMEH-
Tamn. PacrnosHasaHue BapuaHTta JJH BaxHO, notomy
YTO OMYXOAN C 3TON MOpONOorMelt OBbIYHO CBA3aHbI
C NMPOMEXYTOUYHbIM KANHNYECKUM PUCKOM W BCerga
CBsi3aHbl C MOJIeKyspHON rpynnoi SHH, ans koto-
PbIX Y HEKOTOPbIX MALMEHTOB MOTYT ObiTb AOCTYMHbI
TapreTHble areHTbl. KpynmHOK/eTOUYHbIe 1 aHanaacTm-
yeckne MbB npeactaBnsatoT coboi ABa pPasAUYUHbIX
TMCTONOMMYECKUX BapuaHTa, ObbeAWHEHHbIX B MO-
CcnefHel cxemMe TUCTONOrMYEeCcKon Kknaccmbukaumm.
AHannasua npu MB onpeaensetca yBeanyeHnem
pa3Mepa KNetokK, yCUAeHnem LUTONOrnyeckoro nie-
oMopdM3Ma, YacCTON MUTOTUUECKON aKTUBHOCTLIO
M YacCTbIMW anonToTUYecknmm Tenbliamm [19].

3a nocnegHue 10-netme KpynHble MHOTOLLEHTPO-
Bble UCC/IeA0BaHMA NO3BOWIN Jlyylle oxapakTepu-
30BaTb bmonoruto getckort Mb ¢ momolLbto reHoM-

\ﬁ 7
A

HbIX W MPOTEOMHbIX METOZAOB, B OCHOBHOM TpPaHC-
KPUMTOMHBIX U METUAOMHbIX aHaAUTUYECKUX Me-
TOZ0B, UTO MO3BOAWIO OMpPeAeNnTb MOJEKYAAPHbIe
T!Nbl onyxonn. Mb xapakTepusyeTtca YeTbipbMa OC-
HOBHbIMM MOJIEKYNAPHBIMY FPyNnaMu C pasanyHbl-
MW NaTONOTUAMM, UCXOAAMMN N TEHETUKON: ABE C My-
Taumamu B nyTax passutua, Wingless (WNT) n Sonic
Hedgehog (SHH), 1 aBe ¢ MeHee BbipaxkeHHbIMUN MO-
NekynapHbIMU n3meHeHnamu, rpynna 3 (G3) v rpynna
4 (G4) [20-23].

MPT 6e3 KOHTPACTHOro yCUAEeHUs faeT OrpaHu-
YeHHY0 MHPOPMALIMIO O CTEMeHW 1 TUMe OMnyXoaw,
MO3TOMY PEeKOMEHZAyeT BbIMNOAHEHNE KOHTPaCTHO-
ro ycuneHus B gonoaHenun ¢ DWI n ADC nocne-
[0BaTENbHOCTAMM U CnekTpockonuen (pucyHok 1).
Ana Mb xapakTepeH pocT CO cpeAHeil NNHWUM MO3-
Xeuka: MepejHIo0 YacTb MO3Xeuka MOXHO pac-
CMaTpuBaTb Kak MepexofHyto obnactb, rae MOXeT
BO3HWKHYTb noaTvn SHH wam G3, a nogtmn WNT
c 6onbluel BEPOATHOCTBIO OCTAHETCA B MNpejenax
Xenysouka u byaeT paclwmpsats ero obvem [24-26].
JaHHble HerpoBM3yanu3auum MrpaeT peLlaroLLyro
poJib B NMocaesytoLLemM HabaogeHNN 3a STUMK NaLm-
eHTamMK, OLleHMBasA peakLMio Ha JeYeHne 1 BbiABAASA
paHHue peumnanssl [11, 20]

PucyHok 1. MPT ronoBHoro mosra. AkcmanbHbii cpes.a. Pexxum T1. b pexxum T2. c. Pexxum FLAIR.
d. Pexxum T1 ¢ KOHTpacTHbIM ycuneHumeM. e. Pexxkum DWE. f. Pexxum ADC
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KnuHnyeckne n peHTreHonormyeckne npusHaku
ruapouedanmn Obian 3af0KyMeHTMPOBaHbl Honee
yem y 90% geTeil Ha MOMEHT YCTaHOBKM fMarHo3a
B Halleil cepuu, 4TO GoNblue, YeM B MpesblayLmnx
nccnepgosaHuax [8]. Mb y aeteli obbluHO nposABAs-
eTCca Npu3HakamMu MOBbILLIEHHOTO BHYTpUYepenHo-
ro fJaBneHus, TpebyrowMMN HeMeaseHHOro BMe-
WwaTenbCcTBa. bO/MBLWMHCTBO MauUMeHTOB MoCTynaroT
B Hall LIeHTP M3 pasHbIX PErvMoHOB Hallel CTpaHbl,
rae nepBUYHO onpegenseTcsd obpasoBaHuWe 3ajHel
YyepernHom AMKN 1N NpU HeoBXOAMMOCTU B SKCTPEH-
HOM MopsAjKe BbINMOAHAETCA LUYHTUPYIOLWMe onepa-
LMW Ha >enyaoukax roJoBHOro mMosra. A nocne cra-
6uan3aLmmn CoOCTOAHNA NaLMeHT HanpaBAAeTCcA B HaLl
LLeHTp A/15 OrepaTUBHOrO NeyeHns onyxonu. Y 6onb-
WMHCTBa JeTel ¢ OBCTPYKTUBHON rugpoLedanmen,
CBA3aHHOW C OMYyXONAMW 3afHer 4YepernHom AMKM,
0b6bIYHO HabnojaeTCs paspeLleHne nocsie ycTpaHe-
HWA OCHOBHOTO 3ab0/IeBaHWA, B TO BPeMs Kak OKOJIO
10-40% wmetoT NepcnCTMpYOLLYIO ruapoLiedanmio.
B nccneposaHuax Foreman, P. 1 aBT. 6610 BbifBAE-
HO HecKo/IbKO $pakTOpOB PUCKa, CBA3AHHBIX C MOCTO-
AHHBIM OTBEAEHWEM NNKBOPaA y AeTel C OnyXonsamu
344, a MMeHHO: BO3pacT 4o 2—3 NeT Ha MOMEHT orne-
paLuy, MOCTPe3eKLMOHHbIE OCNOXHEHWA N MPU3HAKM
ruapouedannn Ha nocaeonepaLMoHHbIX n3obpaxe-
HMAX, TUM W NOKaAn3aLms Onyxoam, MetactaTnuyeckas
AMcceMmHaLma n cybToTaNbHOCTb Pe3eKLMmn ONyXou
(8, 22, 27].

ArpeccuBHas 6uonorvs Mb ankTyeT Tpumoganb-
HbIA NOAXOZ, K JleYeHuto: onepaTMBHOE BMeLlaTe/b-
CTBO, MOC/aeonepaumnoHHas XxMMmoTepanma n nayde-
Bas Tepanus. Xupypruyeckoe seveHune ansa JocTumxe-
HMA MaKCUManbHO 6e30MacHON pe3eKkLmn UMeeT pe-
Latoliee 3HayYeHre Mpu leYeHUn 3MOPUOHaNbHBIX
onyxonew, n obbeM pesekLun CTPOro cBfzaH C UC-
xof0M. ToTanbHOe yAaneHne accounmpyeTcs ¢ bonee
6naronpmATHLIM NMPOrHO30M, Yem cybToTanbHoe [8],
YTO MOATBEP>KAAETCA AAHHLIMWU HaLIEro UcciesoBa-
Husa (5,26% npotue 21,87% B Hawel koropte). Oa-
Hako rpybas ToTanbHaa pe3ekumsa He Bcerga ocylue-
CTBMMa M 4acTo obpemeHeHa pAAOM banKaliLLmx no-

cneonepauyoHHbIX OCNOXHEHW 1 6osee BbICOKOM
CMEPTHOCTbIO, MO3TOMY B C/1y4asix C ONYXOASAMU C VH-
Ba3nel B CTBOJI FOJIOBHOTO MO3ra, Mbl BbIMOAHSAAN
cybTOTaNbHYIO MAN NapLMaibHYH pe3ekLmto C dab-
Hellel xumMmnony4yeBon Tepanven [28, 29].

Moka3aTenn f0AroCPOUYHON BbIXXMBAEMOCTU Y Ae-
Tein ¢ MB rpynnbl «CTaHAAPTHOMO PUCKa» U «BbICOKOTO
pucka» npnbansntensHo 85% n 70% CooTBETCTBEH-
Ho [13, 14]. PocTy nocneonepaunoHHOM NeTasbHOCTM
CNOCOBCTBYET: pacrnooXeHWe Onyxoer No cpesHel
JNNHUNM 1 B 061aCTU MOCTOMO3XKEYKOBOTO Yria, ony-
xonu 6onblie 6 CM, NPU3HAKN AeKOMMeHcaumm co-
CTOSIHWS Ha MOMEHT rocnuTanmsaumm n 6onee crap-
WA BO3pacT naumeHToB. Psaz aBTOpoB oTMeuaroT
[ OCTOBEPHYHO KOPPENsLMIO MeXAy /eTalbHOCTbIO
W TMCTONOIMYECKMM TUMOM OMYXOJ/M, YTO BbISIBAEHO
HamMu B XoZe AaHHOro aHanmza [8, 21, 30].

BbiBOAbI

MporHo3 MB ¢ makcMmanbHo 6e3onacHoi pe-
3eKuMen N NocaeayroLen XMMNOYyYEBOWN Tepanunen
6naronpuATHbIA. A onpeseneHve MOAEKYNAPHOM
6uonornn Mb, Hapsagy C TapreTHOM Tepanuu, Mo-
3BOJIUT YBE/IMUYNTb LUAHCbl Ha W3/eYeHre U JONro-
CpOYHble pe3ynbTaTtbl. [Jas yaydlleHns pesynbTaToB
BbIXKVMBaHWA U CHUXEHWE peLuanBOB HeOOXOoAUMbI
yAy4ylleHns B NPOOUANPOBaAHUW WHAVUBUAYANbHOW
Tepanuun ana Kaxaoro pebeHka Ha OCHOBE MOJeKy-
napHoro tTmna mn crpatnédmkauymm pucka MbB. Cyue-
CTBYIOT OrpaHUYEHUs HaCTOALLEro WUCCAefOBaHUS,
KOTOpble cneayeT Npu3HaTb 13-3a ero peTpoCnekTuB-
HOro AusaiviHa. Bo-nepBbiX, reTeporeHHOCTb MOATU-
noB Mb 1 nx HebobLLOE KONNYECTBO HE NMO3BOANIM
HaM NPOBECTU NOAPOOHLIN aHaNM3 MPOrHOCTUYECKMX
dakTOopoB B AaHHOW KoropTe. Bo-BTOpbIX, Y AaHHbIX
nauMeHTOB He BbIMOJHANOCh MOJEKYNAAPHO-TEHETU-
YeCKOoro ncciesoBaHue, pesynbTaTbl KOTOPOro MOTyT
BAMATb Ha JaNbHENLLYHO TakTUKY JleYeHne 1 UMeroT
NMPOrHOCTMYECKOE 3HauyeHWe Mpu BbIXXMBAEMOCTW.
Heobxoanmo panbHenllee HabatogeHe 3a JaHHbI-
MW NMaumeHTaMmn Ana oLeHkn 3 1 5-neTHen BbIXMBa-
eMoCTH.
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«¥ammeik Helipoxupypeusa opmaisisel» AK, AcmaHa k., Kasakcmar

MEAYNNOB/IACTOMAHDbI XUPYPTUANDbIK EMAEY
HOTWXXENEPI: BI3AIH OPTA/IbIKTbIH, TO)XIPUBECI

Kipicne. Megynnobnactoma — kebiHece apTkbl Haccyliek LWyYHKbIpbIHAA Naikga 6onaTbiH XaHe nenTome-
HUHreanbAbl Tapany MyMKiHAITi 6ap aMbpuoHanbabl icikTep. ICIKTIH, arpeccuBTi cMnaTtbiHa XaHe bananapgafbl
apTKbl Haccyliek LUYHKbIPbIHbIH >ac epekLenikTepiHe 6annaHbICTbl MeayanobnactoMmanapabl emaey eneysi
aCKbIHYapMeH XaHe XOofapbl 81iMMeH HalinaHbICTbl. bizaiH 3epTTeyimi3giH MakcaThl 6i34iH opTanbikTa eMaen-
reH megynnobnactomackl 6ap 6ananapzbl XMPYpPrusablk, eMaey HaTUXeNnepiH bafanay 6oa4bl.

Matepuangap meH agictep. 3eptreyre 2015 xbingar 2020 xblafa feliH «¥ATTbIK HEMPOXMPYPrua opTa-
Nblebl» AK-fa XMpyprusinbik em anfaH Mesyanobaactoma AnmarHosbl pactanfaH 71 HaykacTbl eMAey HaTUXKenepi
KamTblAAbI.

Hatuke. MauneHTTepain opTtala xackl 6,1 £ 3,3 xactbl (1 aih — 16 >xac) kypasbl. Ken xargansa KnMHUKanbIk
KepiHiC rmnepToHuaAnbIK-rngpouedannanbik cnHagpommen (94,36%) cnnattangbl. OTa xacanfaH 71 HaykacTbiH,
1 Xbln iwiHae enimi 15,49% kypagabl. Jecmonnactvkanbik/TyniHAIK Meaynnobnactomackl 6ap Haykactapzarbl
e/liM CaHbl YAKEH >Xacyllabl/aHannacTukanslk Megynnobnactomacol (50%) 6ap H6ananapmMeH canbiCTbipFaH-
aa (7,31%) TemeH bonabl. IcikTi ToNbIK pe3ekumsanay benwekTik pesekuusta (15,78%) kaparaHia TOMeH 6iMm
napexecimeH (5,26%) 6arinaHblCTbl 60A2bI.

KopbITbiHAbI. Makcumangbl kayincia pesekuus xaHe XxMMuoTepanusamMeH MegyanobaactomanapibiH 6on-
>KaMbl KoNanbl. lereHMeH, eMip cypy HOTUXENEPIH XXakcapTy XaHe iCiKTiH KaliTanaHyblH a3anTy yLWiH MoaeKy-
Nanblk TUMNKe XaHe MeayanobaacToMa Kayni ctpatudukaLmacbiHa HerizgenreH apbip 6ana yLiH >Xeke Tepanus
NPOPUAIH XaKcapTy KaxeT.

Herisri cespep: Meaynnobnactoma, sMbpuroHanabl iciktep, apTkbl 6accynek LWyHKbIPbI iCikTepi, MOaeKynap-
Nbl-reHeTuKanblk cyoTnnTep.
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G.I. Olenbay, 1.Z. Mammadinova, G.S. Ibatova, A.S. Iskanov, S.M. Abdykarimova, D.A. Surdin, S.B. Seitbekov,
A.B. Isaeva

JSC “National Centre for Neurosurgery”, Astana, Republic of Kazakhstan

SURGICAL TREATMENT RESULTS OF MEDULLOBLASTOMA:
OUR CENTER EXPERIENCE

Introduction. Medulloblastomas are embryonic tumors that arise exclusively in the posterior fossa and
have the potential for leptomeningeal spread. Due to the aggressive nature of the tumor and age-related
features of the posterior cranial fossa in children, treatment with medulloblastoma is associated with significant
complications and high mortality. The purpose of our study was to evaluate the results of surgical treatment of
children with medulloblastoma treated in our center.

Materials and methods. The study included the outcomes of surgical treatment of 71 patients with a
verified diagnosis of “Medulloblastoma” who underwent surgical treatment on the basis of JSC “National
Centre for Neurosurgery” from 2015 to 2020.

Results. The average age of patients was 6.1 + 3.3 years (1 month — 16 years). In most cases, the clinical
features were presented by hypertension-hydrocephalus syndrome (94.36%). The mortality rate within 1 year
was 15.49%. The number of deaths in patients with desmoplastic/nodular medulloblastomas was lower (7.31%)
than in children with large-cell/anaplastic medulloblastoma (50%). Total tumor resection was associated with
lower mortality (5.26%) than partial removal (15.78%).

Conclusion. With a maximally safe resection and following chemoradiotherapy, the prognosis of
medulloblastoma is favorable. However, improvements are required in stratifying the risk of medulloblastoma
and profiling individual therapy for each child based on the molecular type in order to increase survival rates
and decrease relapses.

Keywords: medulloblastoma, embryonal tumors, posterior fossa tumor, molecular-genetic subtypes.





