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Annomayun: Hetipoonacmoma (HB) — ambpuonanvnas onyxono
CUMNAMUYECKOU HEPBHOU CUCMEMbl, B03HUKAIOWAsL 8 npoyecce GHYMpuympooHo20
UIU paHHe20 NOCMHAMANbHO20 IMAN08 pa3sumus peOeHKa u3 Cmeoilo8blx Kiemox
HepBHO2O 2pebHs. Dmo camas 4wacmas SKCMpaKpaHudibHas COAUOHASL ONYXOIlb,
Komopas. 8 CmpyKmype 6cell 310KauecmeeHHou namono2uu cocmaeiiem S8%.
Hcknrouumenvuvimu — yepmamu — HeUpPOSeHHbIX — OnyXolell  A6IAomcs KAk
CnocoOHOCMb K CNOHMAHHOU pezpeccuu 00pazosanus (00bluHO y Oemell 8
sospacme 0o 18 wmecayes) uau Kk cospesanuio (Ougpepenyuposxe) 6
000poKauecmeeHHbl APUAHM — 2AH2TIUOHEBPOMY, UHOYYUPOBAHHOMY JleUeHUEM,

mak u a2p€CCl/l6HbllZ HeyanZGJZﬂeMblI;l pocm, u 6ypH0€ memacmasuposarue.

Knioueegvle cnosa: netipobiacmoma,onyxoib,epynnsl puckd.
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Abstract: Neuroblastoma (NB) is an embryonic tumor of the sympathetic
nervous system that occurs during the intrauterine or early postnatal stages of a
child's development from neural crest stem cells. This is the most common
extracranial solid tumor, which accounts for 8% of all malignant pathology. The
exclusive features of neurogenic tumors are the ability for spontaneous regression
of the formation (usually in children under 18 months of age) or maturation
(differentiation) into a benign variant — ganglioneuroma induced by treatment, as

well as aggressive uncontrolled growth and rapid metastasis.
Keywords: neuroblastoma, tumor, risk groups.

Baxknocts Tembl: B 3aBucumoctn oT crenenu auddepeHImpoBKu
pasnmuuator HbB, ranrmmoneiipodnactomy (I'HB) u ranrmmoneiripomy (I'H).
ITokazarens 3aboneBaemoctd HB cocrtaBager 0,95-1,4 ma 100 ThBIC. IETCKOro
HacesieHus: B Bo3pacte 0—14 ner, mpu 3TOM MUK 3a00JI€BaEMOCTH MPUXOJAUTCS Ha
nereil mepBoro roga xu3Hu. Hb siBisierca cambiM wacteiM BugoM 3HO y gereit
MEepPBOTO ToAa >KW3HH, cOoCcTaBisiss A0 28,6-35 % Bcex ciaydaeB 3a00JIeBaHUSA.
bonbmmmHeTBO cinyyaeB Hb  paccmarpuBaroTcss Kak CIIOpaJIMYECKHUE, OIHAKO

INIOKa3aHa BO3MOXHOCTb Ppa3BUTHUA OIYXOJU Yy JIML, HMMCIOIIUX TI'CHCTUYCCKYHO
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MPEeApacloNoOKEHHOCTh, 7 BKJIIOYash ceMmedHble (QopMmbl  3a0oieBaHUs U
dbopmupoBanne Hb Ha dhoHEe onpeneneHHbIX TeHETUYECKUX CHHAPOMOB. B paHHHX
MONYJISIIIUOHHBIX ~ MCCJIEAOBAaHUAX, HANPABICHHBIX HA  OIEHKY  BKJIaJa
reHeTudeckux ¢akropoB B pazsutue 3HO perckoro Bo3pacrta, ObUIO MOKa3aHo,
YTO HACJIEACTBEHHOCTh OTBETCTBEHHA 3a 0,2 % Bcex cmywaeB Hb. Opnako B
NOCJIEIHUE  TOAbl  IIMPOKOE  BHEJIPEHUE MOJIEKYJIIPHO-T€HETUYECKUX
WCCIICAOBAHUM TIO3BOJMJIO TOpa3/lo JydIle OXapaKTepu30BaTh TI'E€HETHYECKUE
coObITusA, crnocoOcTBytome pa3Butuio HB u  BBIIBUTH  1ONOJHUTENBHBIE
TE€HETUYECKUE CHHIPOMBI, XapaKTEPU3YIOLIUECS MOBBIIIEHHOW YaCTOTOM pa3BUTHUSA
Hb, a taxxe myuiie oxapakTepus3oBaTh ceMeiHble ciiydan 3aboneBanus [1,4]. B
OCHOBE OMOJIOTHYECKOM U KIMHUYecKou rereporennoctu Hb nexar renernueckue
HapyLIEHUsl, KOTOpblE MOTYT ObITb OOBEAUMHEHBI B JBE OOJbIIME TPYIIIbL:
HapylIEHUsT 4YHClIa XPOMOCOM M CermMeHTapHble Hapyuenus. llociennue
XapaKTEPHBI IS OIyXOJIEH, XapaKTEPU3YIOIIUXCS arpeCCUBHBIM KIMHUYECKUM

TCUCHUCM.

HeobxoaumocTh ONTUMU3AIMN TEPATNIEBTUIECKUX TOIXO0I0B y MAI[UEHTOB
c Hb moauepkuBaetrcsi tem ¢akroM, uro Hb 3aHumaeT HenmponopuuoHagIbHO
BBICOKOE MECTO B CTPYKTYpE CMEPTHOCTH JETCKOTO HACEIIEHUS B PA3BUTHIX
CTpaHax, pacroJjiaraich Ha 3-M MECTE€ M YCTynas TOJbKO JIEMKO3aM U OIyXOJIsIM
nenTpaibHoi HepBHOU cuctemsl (LIHC). [Ipu atom yaenbusiii Bec Hb B cTpykType
cMepTHOCTH JoXomuT 1o 15 %. JduddepeHnupoBaHHBI MOAXO0M K JICUYCHHUIO
namueHToB co 3HO B nenom u 3HO y gereil B 4aCTHOCTH B HACTOSILEE BpPEMsI

paccMaTpuUBaeTCAd KaK CTaHAAPT OKa3aHWsl CHENUATU3UPOBAHHON MEIUIIMHCKON
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IOMOIIM. B OCHOBY TaHHOTO MOJAX0/a MOJIOKEH aHAIN3 Pa3JINYHBIX KIMHUYECKUX
XapaKTePUCTHK U OMOJOTHYECKHX OCOOEHHOCTEW OIyXOJH, KOTOpbIE 00JIagaroT
BIMSHUEM Ha TEYEHUE M NPOTHO3 3a00JeBaHMs, C IMOCIEAYIOIIEH aganTanuen
o0beMa ¥ WHTEHCUBHOCTH MPOBOJMMON MPOTHBOOIYXOJEBOM Tepanuu B
3aBUCUMOCTH OT HaJIM4YMs WM OTCYTCTBHS HEOJArOMPHUATHBIX (DAKTOPOB MPOTHO3A.
Cnegyer OTMETHTb, YTO OCHOBHOM 3aJadyeid SBISAECTCA MUHHAMAJIU3ALMA
TEpaneBTUYECKOrO0  BO3ACHCTBMS Yy  MalMEHTOB C  OJIarONpUATHBIMU
XapakTepUCTUKaMH  3a00J€BaHUsl  IyTEM  yMEHbBLIEHUS  KOJIMYECTBA U
KYMYJISAITUBHBIX 103 LUTOCTAaTUYECKUX MPENapaToB, YMEHBIICHHUS YHCIIA
nanueHToB, Tpedyromux nposeaeHus JIT u 8 6oabme0ObEMHBIX XHUPYPTUUECKUX
BMEILIATEIbCTB, M, CJIEJ0BATEIBbHO, CHWKEHHS PUCKA OTHAJIEHHBIX MOCIEICTBUN
Tepanuyu NOpU COXpaHeHUM BbICOKMX mokazarened bCB u OB. Hampotus, y
NAlMeHTOB C  COYETAaHWEM  HEOJArompHsTHBIX  XapaKTEPUCTUK  OIYXOJHU
OPEINPUHUMAIOTCS TOMBITKM WHTEHCU(DUKAIIMM Tepanuy, BKIIOUYEHUS HOBBIX
TEpaneBTUYECKUX OMILIMI C 11eJIbI0 HUBETUPOBAHUS HEOJArONPUATHOTO BIUSHUS HA

MPOTHO3 3a00JICBaHUS YIIOMSHYTBIX BBIIIE (PaKTOPOB.

Pazmuuaror 4 knuHMYeckue craguu  HeillpoOmactomel  (International
neuroblastoma staging system): [ cragms. Jlokanu3oBaHHAs ~ OITyXOJb,
HaxofsImascs B O0NacTH TMEPBOHAYAIBHOTO pPa3BHUTHSA; HOBOOOpPa3OBaHUE
MOJIHOCTBIO YAAJIEHO € WM 0€3 MUKPOCKOIMMWYECKUX IMPHU3HAKOB €r0 OCTaTKOB;
MaKpPOCKOIUYECKH TMOATBEPKICHHOE OTCYTCTBUE TMOPAKEHUs JTUM(PaTHIECKUX
y3JI0B 10 00€ CTOPOHBI MO3BOHOYHMKA. [TA cTagus. OTHOCTOPOHHSA OMYXOJIb C

ynajeHueM OoJbIIe €€ 4YacTH; MHKPOCKOIMMYECKM — HEeT TOpaXKeHUs
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muMpaTryeckux y3i0B ¢ obeux ctopoH. IIB cramus. OQHOCTOPOHHSS OITyXOJlb,
yIaJleHHAsT TIOJIHOCTBIO WJIM OOJbINas €€ 4acTh, MHUKPOCKOTMYECKH — HUMEETCS
NOpaK€HHWE OJHOCTOPOHHUX JNuMdaruueckux y3ioB. III cragusa. Onyxonb
pacnpocTpaHsieTcs Ha IMPOTUBOIIOJIOKHYIO CTOPOHY C WM 0€3 METacTaTUYeCKOro
MOpaXEHUsI PErMOHAPHBIX JHUM(ATUUECKUX Y3JI0B; OJHOCTOPOHHSIS OMYyXOJb C
MeTacTa3amM B MPOTUBOJICKAIIUX JTUM(PATUUECKUX Y3JIaX; CPEAUHHAs OMyXOJb C
MeTacTa3aMl B JUM@aTHYECKUX Y3il1aXx ¢ oOeux cropoH. IV  cragus.
JlucceMuHUpOBaHHasi OMyXOJib C METacTa3aMd B OTHAJICHHBIX JTUM(ATUYECKHUX
y37lax, KOCTSIX CKEJEeTa, MEYEHH W TMOPAKEHUEM KOCTHOro Mmosra. IVs cramus.
Jlokanu3oBaHHas MNEpBUYHAS OIMYyXOJb, omnpexnensercs B craauu [ um Il ¢

MCTAacCTa3aMM B IICYCHb, KOXY W/WJI KOCTHBIN MO3T.

Heab: Ilenpto HacTOsIIEr0o HCCIEAOBaHMWS CTajga pPeTpo — |
IPOCIIEKTUBHAsL ~ OLIEHKAa  PUCK-aJalTUPOBAaHHOW  Tepanmuh y  JeTe ¢
HeHpoOJacTOMOM, a Takke MoaupuKanus Je4YeHHs] C UHTeHCUuUKaruen
KOHCOJMMJAUMA M  TOCTKOHCOJWJAUMK B  TpPyHIe  BBICOKOTO  pHCKa

peluanBa/ IPOrPECCUPOBAHMS.

Y coBepIeHCTBOBAaHUE TEPATMH MAIMEHTOB ¢ HEWPOOIACTOMOMN TPYIIITHI
BBICOKOT'O PHUCKa PEIUAUBA/MPOrPECCUPOBAHUS TyTeM J00aBJICHUS Ha JTare
KOHCOJIUIAIUU peMuccuu TaHJIEMHOTO pexuma BBICOKOJI03HOM
MOJIUXUMHUOTEPATUU C TPAHCIUIAHTALIMEN ayTOJOTMYHBIX CTBOJIOBBIX KIIETOK KPOBHU
M Ha JTane IMOCTKOHCOJUJIAIMK MOHOKJIOHAJIBHBIX aHTUTEI B COUYETAHUHU C
mudpepeHUpoBOUHON  Tepamue 13-1uc-peTMHOEBOM  KHCIIOTOW  MO3BOJISAET
MMOBBICUTHh MHOKazartenau oOuieil BbDkuBaeMoctd ¢ 30 mo 80%. 7 B Hacrtosiei
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paboTe J0Ka3zaHa BOCHPOU3BOJMMOCTh, IEPEHOCUMOCTh METOJOB JICUCHHS,
NPUMEHSEMBIX y JIeTell ¢ HeHpoOIacTOMOW; W3Yy4eHBl HEMOCPEICTBEHHBIE U
OTHAJICHHbIE pe3yJibTaThl NpuMeHeHus TtanjaemHor BJIIXT c tpancmianTanuen
ayTOJIOTUYHBIX TE€MOMO3THYECKUX  CTBOJIOBBIX KJIETOK M  IOCIEIYIOIIUM
YCUJIEHWEM TMOCTKOHCOJMUauuu ¢ paoOaBieHueM aHTUGD2 MOHOKIOHATBHBIX
antuten. llonmydeHHBII Marepuans MOXET CIYXXATb OCHOBOW JUISL CO3JaHMS
METOJUYECKUX PEKOMEHJAUM, Y4eOHO-METOAMYECKUX TMOocoOuil. Pe3ynbrarsl
paboTbl  HCMOJB3YIOTCS B MPAKTUYECKOM  JIEATENBHOCTH  JIETCKOTO
OHKOJIOTMYECKOTO OTACJICHUs] W BHEIPEHbl B JIGKIIMOHHBIA IUKI Yy4eOHOTO
rmpouecca OTAENa HWHHOBAIMOHHBIX METOJOB TEPAIEeBTUUYECKOW OHKOJOTHMU H

peadunmuranun ®I'bY «HMUILL onkonorun um. H. H. TTerpoBay.

Meromonorndeckas 0aza HCCIEIOBAaHUS BKIIOYAa HECKOJHKO ATaroB:
OTIpeJieNiCHHe IeIM M 3a7ad, 0030p JHMTEPATypHBIX JaHHBIX [0 HU3y4aeMOu
npobjieMe u pa3pabOTKy TIIaHa Hay4dHoW pabotel. HMccienoBanueM ObUH
oxBaueHbl JgaHHbIe O 80 marmueHtax. OCHOBHOM 3Tam pabOTHI 3aKIIOYaJCS B
CTATUCTUYECKOM 00pabOTKe MaHHBIX C OIGHKOM HWH(OpMalMM U CO3JIaHHEM
0J1000TpaMM MOJIENH «IpUYMHA — cliecTBUEY. «ClIeACTBUEM» B JJaHHOU paboTe
SBJISTIACHh 3aBUCHMAs MEPEMEHHAs «BBDKHUBAEMOCTHY». J[OTIOJHUTEIHHO B JIAaHHOM
WCCJICIOBAHUKM OBUIM HCIIOJIB30BAaHbI  OOINCHAYYHBIC METOJbI, BKJIFOYAIOIINE
JIOTUKO-UHTYUTUBHBIN aHAIN3, WHAYKTUBHBIE U JEAYKTHUBHBIC METOJNBI, a TaKKe

MPUHIIHAIBI 00BEKTUBU3MA, HAOIIOJAaEMOCTH U COOTBETCTBHS.

HCpBBIC CHMIITOMBI 3a00JIEBaHUS BKJIFOYAIOT B CEOS: MIOTCPH aIIICTUTA U
BC€Ca, MOBLIIICHUC TCEMIICPATYPbl TCJIA. HOB)]HI/IC CHUMIITOMBI HCprO6J'I3CTOMBI
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3aBUCAT OT JIOKAJIU3ALMK OIyXOJIEBOTO MpOoILiecca: IPHU PaclooKEHUU OMYXOJH B
YKUBOTBI, OOBIYHO 3TO MaJIbIIUPyeMasi OMyXOJib U 3aMOphl; 3aTPyAHEHHOE JIbIXaHUE
- IPY HAJTMYUU OITYXOJIM B TPYJTHOM KJIETKE; MPHU PACIIOI0KEHUHA HOBOOOPA30BaHUS
Ha IIe U, pacIpOCTPaAHSICh Ha IJ1a3HOE SI0JI0KO, BBI3bIBAsl €0 BBIMSTYMBAHUE; MPU
METacTa3upOBAaHUN HEMPOOIACTOMBI B KOCTH, MOTYT Pa3BUThCS XPOMOTa, OOJIH B
pyKax W HOrax; IpH CIaBJICHUU OIYXOJIbIO CIIMHHOTO MO3rda, MOTYT BO3HUKHYTH
napesbl U nmapajiuyu KoHeuHocTed. Ecim y peOeHka umeercss CUMITOMBI, KOTOPbIE
MO3BOJISUTH 3aI0JI03pUTh HEHpoOIacToMy, HEOOXOIUMO MPOBECTH KOMILJIEKCHOE
oOcnenoBaHue, TO3BOJISIONIEE YCTAHOBUTH JIaHHBIM nuarHo3. Jlms  sToro
BBITIOJTHSIIOT J1a00OpaTOPHBbIE METOJbI UCCIIEOBAHUSI, TAKHE KaK aHAJIU3bl KPOBU U
MOYH, KPOME 3TOT0 JIJIsi JUATHOCTUKH HCIOJb3YIOT METOAbl BU3YaIU3HPYIOIIETO
n3o0paxkenust - Y3U, KOMIBIOTEpPHYI0O M MarHUTHO-PE30HAHCHYIO TOMOTpaduu.
JInst yTOUHEeHHs! pacpOCTPAHEHUS OITyXOJIEBOI0 Mpolecca (METacTa30B B KOCTHBIN
MO3T W KOCTH) TIPOBOJUTCS HCCIEAOBAHHE MHEJIOTPAMMBI U  BBIOTHSICTCS
PaIMON30TONIHOE HCCIENOBAaHWE KOCTeHM cKenera. Hecmorps Ha TO, 4YTO
JTUArHOCTUYECKoe oOcle/loBaHNEe TalMeHTa JaeT TMOJIHYI0 HMHPOPMALUI0 O
HaJW4YUU  HEUpoOJACTOMBI, TE€M HE MEHee, OKOHYATeJIbHbIH JUarHos
YCTaHaBJIMBAETCA TOJBKO MPU TMCTOJIOTMYECKOM MCCIIEIOBAHUU OIMYyXOJH IPHU €€
ouoricun wim ynanenuu. Kaxapiii peOeHOK ¢ HeHpoOIacCTOMON JTODKEH MOIYIHUTh
CHeIUaIbHOE JIeYeHUE, KOTOPOE 3aBUCHUT OT CTaJAWM 3a00JieBaHMs, BO3pacTa H
rpynmnel pucka. ['pynma pucka MMeeT caMoe TJIaBHOE 3HAau€HHUe TpPH BBIOOpE
Merona JiedeHus. [lanmmeHThl B Tpymme HU3KOTO pHUCKAa TPeOYIOT OOBIYHO
XUPYPruyecKoro Je4yeHuss U HaOmojeHus. boybHbIE TPOMEXYTOYHOTO WIIU

CpeaAHCTO PpUCKAa HYXIAKOTCA, IMOMHMO, OIICPATHBHOI'O JICYCHUS, IIPOBCICHUA
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XUMUOTEpanuu W JIy4deBOW Tepanuu. JleTsaM Tpynmbsl BBICOKOIO  pHCKa
IPUMEHSETCS OYE€Hb MHTEHCHBHAs XMMHOTEpanusl C TPaHCIUIAaHTAlUEHd KOCTHOTO
Mo3ra. XHUpPYypruyeckoe JIeUEHHWE W JIydeBasi Tepamusi MOTyT OBITh COCTaBHOM
YacThIO JIe4eOHOM MPOrpaMMBbl, MOCJIE€ OKOHYAHUSI KOTOPOM, MallMEHThI MOIYYaroT

OnoTepanuio.

[Tpu mpaBWILHOM BBIOOPE METOJA CICIUATBHOTO JICYCHUS, BEPOSTHOCTD
BBI3/IOPOBJICHUS TIOBOJIBHO BBICOKAsl. TakK, HAWIYYIIUI MMPOrHO3, OTMEUEH y JIeTei
JOKaJM30BAaHHOW ¥ MECTHO-PACIpPOCTPAHEHHOW CTaAWsIMU HEUPOOIACTOMBI
(Tpymnmbl  HU3KOTO H  MPOMEXKYTOYHOTO pHCKa), BbI3nopaBnuBaeT 70-90%
nanueHToB. HecMOTps Ha WHTEHCHUBHOE JI€UeHHE OOJBHBIX BBICOKOTO PHCKA,

MPOTHO3 3a00JIeBaHMS TUIOXO0U U cocTaBisieT 5-30%.
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