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Mepynno6nactombl y AeTeu

C 2007 no 2015 r. aBTOpBI HAbawganm 16 geten ¢ meaynnobnactoMon. Y 13 getein nmescs KnacCu4yeCcKum
TMn. N3 16 geter 3a 5 net ymepao 10 yenoBeK. OTeyTeTBUE CrieLMpUHECKON CUMMITOMAaTUKM Ha PaHHMX 3Ta-
rnax, H1u3Kasi OHKOJ10rM4ecKasi HaCTOPOXXEHHOCTb POAUTENIEN M Bpaden pasHbiX crielmasibHOCTEHM, OTCYTCTBUE
YETKON MPEeeMCTBEHHOCTU U e[JMHCTBa NMoAX0A0B K KOMOUHMPOBAHHOMY JI€YEHWIO SIBJSIOTCS TEMU 06CTOSI-
Te/IbCTBaMM, U3-3a KOTOPbIX 4ETH C MeAY/1J10671aCTOMOM NOCTYNarT B K/IMHUKY Ha MNO34HUX cTaausix 3abosie-
BaHUs1. BbIXXKMBAaeMOCTb TaKMX NalMeHTOB OCTaeTCs Ha HU3KOM YPOBHE.

KnioueBble cnoBa: megynno6nacroma, Kaaccu4ecKui TUN, iydyeBass U XMuMHUOTepanus, JeTH.
(Ansa uyntupoBaHus: Conosbes A.E., MopryH B.B., Maxonb4yK A.l1. Meaynno6nactoMmbl y aeten. OHKoneauaTpus.
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BBEAEHME

Meaynno6bnactoma — ogHa W3 CaMblX 4acTo
BCTPEYaEMbIX 3/10KAa4€CTBEHHbIX OMyXO/Jen ron0B-
HOro MO3ra y AeTen, nopaxkallmnx Mo3xe4vyok [1-4].
Mo paHHbIM BcemunpHOW opraHM3auuu 34paBOOX-
paHeHus, BblaensitoT 5 TMNOB Meaynno6aacToMbl:
KnaccuyecKyto, [AecMomnaacTUYeCKylo, Y3JI0BYIO,
KPYNMHOKIETOYHYIO M  aHanjaacTtuyeckyw [5-7].
[JecmonnacTtuyeckas 1 yanosas GopMbl UMeOT 61a-
ronpuUaTHbIM NPOrHO3 B ne4vyeHun. Knaccuyeckas
Meaynnobnactoma BcTpevaeTca vaue apyrux (7,3%
BCEX OMyXOfiIeM rOIOBHOrO MO3ra y [eTen) WU, Kak
ocTanbHble GOPMbI, UMEET XyALKnn NporHos [3, 5, 8].
3aboneBaeMocTv Hanbosiee NoaBEPKEHA BO3pacT-
Haga KaTeropusa 4—7 net. Manb4ynkm 60netoT B 2 pa3a
yauie geBoyexk [5, 6, 8].

NALUUEHTBI U METOAbI

MauuneHTbl

Mo Ha6nogeHnem ¢ 2007 no 2015 r. HaxoauIUCb
16 peten ¢ gnarHo3om «Mepaynnobnactomar, y 13 us
HUKX BblN KNAacCUYECKNIM TMN 3aboneBaHns. Manb4MKkoB

6bino 5, peBovyek — 11. B Bo3pacTte Ao 3 net 6bin0
4 peten, ot 4 po 10 net — 6,01 11 go 18 net — 6.

CumnTomMaTtuMKa

[lepBbIMM KAMHUYECKMMWU MNPOSBAEHMAMU (Tabn. 1)
npu meaynnobnactomax y geten Obiin TOWHOTa M
noxygaHue (y 13), KoTopble ANUTENbHOE BPEMS OCTa-
Banucb 6e3 BHUMaHua poauTtenen. C pocToM onyxonu
W yBEIMYEHUEM BHYTPUYEPEMHOrO AaBNEHUSA NOABASA-
UCb roNoBHasa 60/b U pBOTA. PAHHUMM NpU3HAKaMMu
OMNYyX0/IN Yy HEKOTOPbIX AETEN OblNM BO30YKAEHMKE (Y 3),
BANOCTb (Y 6), rMNoTOHYC (Y 8); Ha NO3AHMX CTaAnAX —
LATKOCTb NOXOAKM, HUCTarm. Y 3 geTen B Bo3pacTte Ao
3 net nosiBMNachb Makpouedannsa n HanpsixxeHue poa-
HWUYKOB; NMPU3HAKW MOBbLIWEHHOrO BHYTPUYEPEMHOrO
[aBfieHWs Ha rMa3HOM [IHE OOHApPYKEHbI Yy 7.

UccnepoBaHusa

Kpome o06uwero KAMHUYECKOro o6cnenoBaHus
HaMW M3Y4YeHbl JaHHble CTEPHANIbHON NYHKUMK (y 7),
CMMHHOMO3rOBOM XUAKOCTU (Y 16), OHKOMapKepbl (y
6). [pun cTepHanbHOM NYHKL MKW MeTacTasbl He 06Hapy-
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Medulloblastomas in Children

We observed 16 children with medulloblastoma from 2007 to 2015. Over the period of 5 years 10
patients out of 16 children died. The lack of specific symptoms in the early stages, low oncological
alarm of parents and doctors of different specialties, the lack of a distinct continuity and unity of
approaches to combined treatment are the reasons for children with medulloblastoma come to a
clinic in the later stages of the disease. The survival rate of these patients remains low.
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Ta6auuya 1. KiMHUYECKME CUMMITOMbI y AeTEN
¢ meaynno6nactomon (n = 16)

CumnTombl Kon-Bo geten
TowHoTa 13
MNoxynaHue 12
PBoTta 12
[onoBHasa 60/b 7
Banoctb 6
Bosb6yxaeHune 3
Kocornasue 2
[MnoToHyC 7
LLlaTkaa noxoaKka 5
Huctarm 3
Makpouedanus 4

EeHbl HX B OJHOM cny4ae; y 2 neten — MeTtacTtasbl B
nunkBope. OHKOMapKepbl MOBbILWEHbI Y 6.

HenpocoHorpadusa (Y3U) nposeaeHa 4 getam. Npu
3TOM OMyX0Jb BbIFAiAeNa KaK 3XOreTeporeHHbIn o4ar
B MNPOEKUUM 3agHen 4vepenHon amKu. OTMedanocb
NOBbILIEHNE 3XOTEHHOCTM NMOPaXKEHHOro y4acTka 6e3
YEeTKUX rpaHuL,.

Ha cHuMMKax KomnbtoTepHon Tomorpadum (KT)
MeZaynno6aacTombl Bbirnsiaenm Kak runepaeHCcUBHbIE
(MO OTHOLWEHMIO K HOPMalbHOM MO3roBOM TKaHW) 06b-
eMHble 06pa3oBaHUsA pPa3NMYHbIX Pa3MepPoB M MJOT-
HocTh. OueHKka KT ¢ KOHTpacTMpoBaHMEM BbiiBUNa
NOBbIWEHHYIO MJIOTHOCTbL oOnyxonu. WMccnegosaHue
Nno3BONSNO MNOCTaBUTb [AMArHoO3, ONpeaenuTb pac-
NPOCTPaHEHWE OMyXONM Ha Apyrue, psaoMm nexauline
CTPYKTYPbI, ONPeaenTb CAaBNEHNE NTMKBOPHbIX NyTEN
M OKK/IO3MOHHYIO ruapouedanuio. OOHapyKeHue
OMyXONEeBbIX Y3/10B B CynpaTeHTOpMasbHbIX OTAenax
roN0BHOrO MO3ra CBMAETENbLCTBOBANO O METacTasu-
poBaHWKM Meaynno6aacToMbl.
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Puc. 1 A, B. NauuneHT M., 13 net. MPT: megynno6nactoma
MO3)e4yKa, TaMnoHupytowas IV xxenygoyek (Mpodunb)
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Puc. 2 A, B. MNauneHT ., 13 net. MPT: meaynno6nactoma 4epss
MO3)euvKa

MarHuTHo-pe3oHaHcHasa Tomorpadua (MPT) npo-
BeleHa BceM 16 getam. Meaynnob6nactoma Ha CHUM-
Kax BbIrMaAeNa Kak roMoreHHoe u reTeporeHHoe no
KOHCTUTYUMn o6pas3oBaHune. UccnegoBaHne UMeeT
PS4 NPeUMyLLECTB Mepen KOMMbIOTEPHLIM METOAO0M
B BbIIBIEHWM JIOKanM3aLun Onyxonum M oBGHapyxe-
HMWM MeTacTa3nMpoBaHMSA B FOJIOBHOM U CMIMHHOW MO3T.
MN306parkeHne ycunmBanoCb MNOCNe BBEAEHUS KOH-
TpacTa (puc. 1, 2).

Jlokanusauns onyxonyM MO3XKe4vyKka onpegensnacb
Ha ocHoBaHuK Y3WU, KT, MPT, a Take AaHHbIX, Nony-
YeHHbIX BO BpeMs onepauunu. Hanbonee yacto ony-
X0Nlb pacnofnaranacb B 0671aCTU YepBsa MO3XKe4dKa (y
11), y 5 peten onyxoNb OAHOBPEMEHHO Haxoaufiach
B remucdepe Mo3xKeukKa, a B 4 cnydyaax meaynnobna-
cToMa npopacTtana B AgHo |V xenygoyka.

Cuctema onpeaeneHus crtaguuM 3aboneBaHus
no Yaury 6bina paspabotaHa B 1969 r. B ocHoBy
MOJIOXKEHbl MHTPAONEpPaLMOHHbIE HAaXOAKW U AaHHble
npegonepauMoHHOro MccnegoBaHus. 3ATa cuctema
ncnonb3yeTcs A0 HACTOSALWEro BPEMEHU M NO3BOJIAET
pas3aennTb geTen no rpynnam pucka. N3 taén. 2 sua-
HO, 4TO HanMbonee 4acTo y HabngaeMbix AeTen oTMe-
yanucb T3b 1 T4 cTtaguu.

JleyeHue

JleyeHne peten ¢ mepynnobnactoMor BKJOYa-
/10 XMPYPru4yeckKoe yaaneHue OMnyxosu, Jy4eByl W
xumuotepanuio. Llenb onepauum — yMeHblleHue
o6bema onyxonu (ToTajibHOe unu cybToTanbHOE yaa-
JIEHUE), a TaKKe BOCCTAHOB/IEHME NIMKBOPOOTTOKA.
Mpn TAXEenom coCTOsiHMM B KavecTBe 1-ro atana
npoBoAnNach TMKBOPOLIYHTMPYOLWAs onepauns nim
Hapy»Hasa BeHTpukynoctomusa (y 3). Y 4 geten nuk-
BOPOLWYHTUPYOWAa onepauns BbINONHEHA Moche
OCHOBHOTO 3Tana.

06beM yganeHuns onyxoin BO MHOIOM 3aBUCEN OT
BpacTaHus onyxonu B AHO |V }enygouka nnv 60KoBOK
BbIBOpOT. OCHOBHas rpynna geten ¢ meaynnobnacrto-
Mon (n = 10) onepupoBaHa B HUW Henpoxunpypruu
um. A.lN. PomogaHoBa HAMH YKkpauHbl. [pn aTom He
BO BCEX Cjyvyasx yaasocb NPOM3BECTU TOTallbHOE W
cybTOoTanbHOE yaaneHume.
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Ta6nuua 2. Ctaguun 3a60/1I€BaHUSA U UCXOAbl NeYEHUS AeTen ¢ meaynnobnactomon (n = 16)

Ne¢ Ha6nioaenne | BospacrT, ner Mon Craamsa JleyeHue Bbli;":;:;g G
1 K-a 9 il TiMO O-+/14+X Xuea
2 L-a 14 il T3M3 O-+X+LU Ymepna
3 3-8 11 M T2MO O-+/14+X Xus
4 M-a 16 A T3M2 O-+/14+X Xuea
5 LW-a 12 A T4 O-+1+X Ymepna
6 A-a 5 a T3bM2 O-+/T+X+L1U Ymepna
7 L-a 5 M T3bM3 O-+JT+X+1U Ymep
8 MN-a 2 M T3bM3 O-+X+LU Ymep
9 N-a 1 a T3bM3 O+X+LU Ymep
10 C-B 14 M T4 O+X Ymep
11 M-y 13 il T3bM3 O-+X+LU Ymepna
12 K-8 1 M T3bM3 O+X+LU Ymep
13 B-k 4 A T3bM3 O-+X+LU Ymepna
14 K-p 10 mec il TAMO O+X+LU Hua
15 l-o 17 a T3aM2 O-+N1+X Xuea
16 b-a 5 il T3aMO O-+/14+X Xuea
lMpumeyarnne. O — onepauus, J1 — nyyeBas tepanus, X — xumuoTtepanus, L — wyHT.
Mo paHHbIM HUWU Henpoxupyprum um. A.M. Po- 3AKJ/TIIOMEHUE

MOJaHOBa, pe3ynbTaThl 1e4eHUa Meaynno6aacTom
3HAYUTENbHO YIYYWMKUIUCL NOCNE BHEAPEHUA KOM-
OGUHUPOBAHHOIO MeToAa leYeHuns, BKOYaa XMpyp-
rMyecKoe yaaneHue Oonyxonu, NIy4eBYIO U XMMMUO-
Tepanuio [1, 5]. OgHako pesynbTaTbl 3aBUCENN OT
MHOTUX GaKTOpPOB: pa3Mepa OMnyxosin, BpacTaHus
ee B CTBOJl MO3ra, Hannymsa OonyxoneBblX KNETOK
B IMKBOpPE M MeTacTa3oB, o6bemMa onepaTUBHO-
ro BmewartenbcTBa. BbiKMBaemMocTb M neTanb-
HOCTb B pPa3HbIX rpynnax pucka oTan4yanucek. Tak,
no HalWMm JaHHbIM, U3 16 geTen ¢ meaynnobna-
CTOMOW 4yepe3d 5 neT BbKWMAK 6 aeTen: 2 — co
ctaguen TAMO, 1 — co ctaguen T2MO, 3 — co
ctagnen T3M2. OcTanbHble aeTn ¢ Mmeaynnobna-
CTOMOW yMepnu.

Takum 06pas3om, OTCYTCTBUE creundUIYECcKon CUM-
NTOMaTUKM Ha PaHHMX 3Tanax, HU3Kas HaCTOPOXKEH-
HOCTb poAMTENEN M Bpa4ven pasHbiX CreunanbHOCTEN
OTHOCUTENIbHO OHKOJIOrMYecKoro 3aboneBaHua ABNS-
I0TCA TeMU 06CTOSATENbCTBAMM, M3-3a KOTOPbIX AETU C
Meaynn061acToMON NOCTYNatOT B KIAMHWUKY Ha NO3AHMX
cTagusix 3aboneBaHus. OTCYyTCTBME YETKOW MpeemcT-
BEHHOCTM M eJMHCTBA NOAX0A0B K KOMOUHUPOBAHHOMY
JIEYEHUIO NPUBOASAT K HUSKOMY YPOBHIO 5-NIE€THEW BbIXKN-
BAEeMOCTU NALMEHTOB C 3TOM CNIOXHOM NaTOOrMeEN.

KOH®JIUKT UHTEPECOB

ABTOpbI JA@HHOW CTaTbW NOATBEPAMIMN OTCYTCTBUE
(pUHaAHCOBOW NOAAEPHKKU/KOHDNINKTA WHTEPEcoB, O
KOTOPbIX HEO6XOAMMO COOBLMUTb.
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Mo CTPAHULAM 3APYBEXHbBIX }XYPHAJI0OB

MOJIEKYNAPHO-rEHETUHECKHUE
MEXAHU3Mbl OHKOIEHE3A

N PESUCTEHTHOCTU ONYXOJIN

(mo matepuanam: Xia B., Tian Ch., Guo Sh. et al. c-Myc
Plays Part in Drug Resistance Mediated by Bone
Marrow Stromal Cells In Acute Myeloid Leukemia.
Leukemia Research. 2015; 39: 92-99).

BHaCTOFIIJJ,ee BPEMSI aKTMBHO M3y4aloTCHd MOJIEKY-
NAPHO-reHETUYECKNE MEXaHM3Mbl OHKOreHesa
W Pa3BUTUS PE3UCTEHTHOCTM OMYXOSM K NMPOBOAMMO-
My ne4vyeHuto. B uccnegoBaHun nokasaHo, YTO B3au-
MOAENCTBUE KIETOK OCTPOro MMENOUAHOIo NenKo3a
(OMJT) ¢ MMKPOOKPYXEHMEM KOCTHOro MO3ra urpa-
€T BaXKHyl0 po/ib B OTBETE 3TOro 3abo0sieBaHMUs Ha
XMMMHOTepanuio. YCTaHOBEHO, YTO ME3EHXUMaJSIbHbIE
CTPOMasibHble KNETKM ABNAIOTCA BaXKHbIM KOMIMOHEH-
TOM MUKPOOKPYXEHUS KOCTHOrO MO3ra W BAMSIOT Ha
*M3HECNoCco6bHOCTb KieTok OMJI.

ABTOpbI UCccnegoBann MexaHn3mbl TEKAPCTBEHHOM
ycTonM4YnBoCcTK KNnetok OMJ1, 06ycnoBneHHblIE ME3EHXM-

MaslbHbIMWU CTPOMaNbHbIMU KNETKaMK KOCTHOIMO MO3-
ra. O6HapyKeHo, 4YTO NocneaHne NoAaBNsAOT IEKAPCT-
BEHHO-MHAYLUMPOBAHHbIA LIMTOTOKCMYECKMI anonTos
JIENKO3HbIX KNeToK. TaKXe NoKa3aHo, 4TO Mpu COB-
MECTHOM KyNnbTUBMPOBAHWW NEMKO3HbLIX U CTPOMasb-
HbIX KJIETOK NPOUCXOAWT rMnepaKTMBaLma reHa c-Myc.
Monyy4yeHHbIN GaKT cTan BaxHbIM OTKPbITUEM, MOCKO/1b-
Ky no3Bonunn cuHTeanpoBaTb npenapat 10058-F4,
OTHOCHILLMICS K rpynmne masnblX MOMEKYN, WUHTMOMpPY-
loWKnn c-Myc 1 3anycKarlowmui anonTo3 B NE€MKO3HbIX
KNeTKax. BecTepH-610TTUHI-aHann3 TaKxe Nnokasarn,
noagasneHue c-Myc cnoco6CTBYET CHUKEHMIO IKCMPEC-
cum Bel-2, Bel-XL n ¢pakTopa pocTa aHAO0TENNS COCYA0B
(VEGF). Takum 06pa3om, aBTOpPbl MPULLM K 3aKto-
YEHUIO, YTO ME3EeHXMMasibHble CTPOMasibHble KETKM
3alMLLaoT IEMKO3Hble KNEeTKM OT anonTto3a 4epes
c-Myc-3aB1cUMble MeXaHM3MbI, a c-Myc cnocob6CcTBYET
NleKapcTBeHHON pe3ncteHTHocT OMJ1, onocpenoBaH-
HOM MUKPOOKpYKeHneM. Kpome Toro, c-Myc aBnsetcs
NOTEHLMaNbHOM TEPANEBTUYECKON MULLIEHBIO A1S Npe-
O/10/TEHNS NEKAPCTBEHHOM ycTOMYMBOCTM Npu OMJI.
MogrotosneHo ®.A. MaxayeBoi, T.T. BanneBbim






