Henpobnactoma y geTen

NHdopmaunsa onsa pogutenen n 3akoHHbIX NpeacraBuTesien No POCCUUCKUM

KNnuHn4ecknm pekomeHgaumam 2024 roga

[ ONA POOUTENEN 1 SAKOHHbIX I'IPE,D,CTABVITEJ'IEVH




41O Takoe HenpobnacTtoMa —
NPOCTbIMK C/TOBAMU

Henpobnactoma — 3TO 3110Ka4eCTBEHHAsA OMyXx0Jb, KOTOpasi pa3BMBaETCA N3 HE3PENbIX KNeTOK
CUMMNAaTU4YeCKON HEPBHOMN CUCTEMbI — TOW YaCTU HEPBHOW CUCTEMbI, KOTOpas ynpasnseT
ceppuebueHnem, abixaHMeM, faBneHNEM U MOTOOTAENEHNEM.

SMOBpPMOHaIbHas OMnyxosib BTopad no yacTtote

3ayaToK Ornyxonun NoABSIETCA ELLE A0 Cpean connaHbix onyxosnen y aeten
POXAEHMUs1 pebEHKa — B nepunop HenpobnacTomMa 3aHMMaeT BTOPOe MeCTOo
BHYTPUYTPOOHOIrO PasBUTUSA HEPBHbIX — Nocrie onyxosien rofloBHOro Mo3ra.
KNEToK.

YHMKaIbHag OCOBEHHOCTb

Y HEKOTOpbIX M1afeHLUEB HeNpob6IacToOMa MOXET UCYE3HYTb cama 6e3 neyeHUs — 3TO
sIB/IeHNe, He BCTpeYatoLeecs Npu Apyrux Buaax paka.

[J Hewnpobnactoma — 3TO He «3apa)KeHue» N He pe3ysnbTaT YbeN-TO BUHbI. TO
reHeTUYEeCKnin C60i B pa3BUTMUM HEPBHbIX KNETOK, KOTOPbIN HEBO3MOXHO

npegoTBpaTuTb.



Kak 4yacTo BCTpevyaeTcsd HenpobiacToMa

[laHHble no Poccumnckomn dDe,u,epau,MM CBUAETENIbCTBYHOT O TOM, 4YTO HeVIpO6ﬂaCTOMa — peakoe, HO 3Ha4YnMoe 3abonieBaHMe AETCKOro BO3pacTa.

5—-07 ~1060

[lona cpenn OeTCKMX PaKoB HoBbIX cnyyaeB B rof
Helpobnactoma cocTaBnsieT A0 6% BCEX 3/7I0KAYECTBEHHbIX ONyXonen y Okono 150-170 peten B Poccun exxerogHo nosiydaroT aToT AMarHos
jeten

907 15-18

Monoxe 6 net MecsaueB — cpeaH1 BO3pacT

MopasnsatoLee 60/bLLMHCTBO 3ab60NeBLUMX — AETU A0 LWeCTU neT TUNUYHBIN NALUUEHT — MNafeHeL, BTOPOro roga XuU3Hu

[ Y HOBOPOX/AEHHBIX M JeTen NepBOro rofa XXuUsHn HenpobacToMa AB/SETCA CaMOW YaCTOM 3/10KayeCTBEHHO onyxosnbio. COOTHOLLEHUE
ManibdMUKKN/neBoYkun coctapnset 1,3:1.



[loyeMy BO3HUKAET HEMPOBHIACTOMA

Mo gaHHbIM pOCCMVICKMX KITMHN4YeCKUX peKOMer,aLLMIZ 2024 roga, nogasnaroilee 6ONbLUNHCTBO cny4vaes HeVIpO6ﬂaCTOMbI I_eHeTl/]quKl/]e CMHﬂ,pOMb|, noBblLLaoLWwme pMCK

— 9TO cnyyaiHble reHeTUYecKue NosIoOMKK, KOTOpble HUKaK He CBSi3aHbl C NMoBeAeHNeM POaMUTESEN, SKOTOTUen Un
06Pa30M XKMN3HW. BonesHb [NMpLInpyHra
CuHAPOM YHAUHbI (BPOXAEHHAA LIeHTpasibHaa rMNoBeHTUAALNA)
Helpodurbpomatos | Tuna (peako)
CuHapom bekButa—-BuaemaHa (pegko)

Hanuumne aTux cMHApoMOoB y pe6éHka — NMoBofA AJA PErYsiPHOro HabIoAeHUs Y OHKosIora.

98-997%

CnoHTaHHble MyTaunn

BosHukatoT CﬂyanIHO B rnpouecce gersieHna KJNeETOK, He nepefaroTCA no HacneacTtey

1-2%

HacnencteeHHble GopMbl

CeMeitHble cny4yau, cBA3aHHble C reHETUYECKUMU CUHOPOMaMU

[ BHewhue (haKTOpbl — 3KOJIOrUS, MATAHMWE, CTPECC, JIEKAPCTBa — He A0Ka3aHbl KaK NpuunHa Helpo6iacToMbl. Poautenn He HECYT OTBETCTBEHHOCTH 32 BO3HUKHOBEHWE 3TOr0 3a60JiIeBaHus.



[oe MOXET pacTu HenpobnacToMa

OI'IyXOJ'Ib pa3BuUBaeTCA TaM, rge eCTb KJ1IETKU cuMnaTnyeckomn HepBHOVI CUCTEMDbI — a OHU pacCroJsioXXeHbl MO BCEMY Teny BAOJIb MO3BOHOYHUKA U B

Hagrno4ye4yHunkKax.

Adrenal Gland
Anatomy

Tho advenol glands st atep he kidneys

HagnoyeuyHnku

40-50% cnyyaeB. Hanbonee
yacTas sijoKkanusaumss — MO3roBom

C/NION HaANoO4YevYHuKa.

The Spine & Retroperitoneal Space
3ab6pIoLLNHHOE
MNPOCTPAHCTBO

~25% cny4vaesB. Boonb
CUMMaTUYecKoro cTBona,
pacrnosioXXeHHOro psagoM C
NO3BOHOYHUKOM.

[pyoHasa kneTka

15-20% cnyyaeB. 3agHee
cpenocTeHne — obnacTb 3a
NErKUMun n cepauem.

ANATOMY OF NECK AND PELVIS

llleg n Ta3s

5-10% cnyvaes. [1pun
HacneacTBeHHOW popmMme
BO3MOXXHbl MHOXXECTBEHHbIE
onyxonu (5-10% peten).



CUMMNTOMbI — Ha YTO 0B6PATUTb BHUMAHME

Y MHOrux geten CUMNTOMOB HET COBCEM — OMyXOJib OOHAPYXXMBAKOT CNy4anHO Ha nnaHoBoM Y3WU. Korga cMMATOMbI BCE XKe eCTb, OHW 3aBUCAT OT
pPacrnosioXeHusa onyxosu.

Jlokanunsauus CMMNTOMDI

Xusot YBENMYEHHbIN XXNBOT, Nanbnupyemoe o6pasoBaHue, 3anop unm noHoc, 6onm
[pyAHas KneTka Kaluenb, ofbllwKa, NOBTOPHbIe MHEBMOHMM (CAaBNeHNE NErKoro)

Les MpunyxnocTb, cuHapom MopHepa (onyLeHne BeKa, CYy)KEHHbI 3payok)
[MO3BOHOYHUK bBonb B cnnHe, cnabocTb B HOrax, HapyLleHMe Mo4YencnyckaHus

MeTacTasbl B KOCTH Bonu B KOCTAX, XpOMOTa, «CUMMTOM OYKOB» — reMaToMbl BOKpPYr rnas
MeTtacTasbl B KOCTHbI MO3T BnegHOCTb, CNabocCTb, KPOBOTOUMBOCTD, YacTble MH(EKLUNM

O6Lwue Heob6bAcHMMas nuxopagka, NoT/IMBOCTb, NOTEPs BECA, yTOMASEMOCTb

(J 3Tu cumnTOMbI B 60/bLUNHCTBE C/lydaeB Bbl3BaHbl HE paKOM, HO KaXXablh N3 HUX — NMOBOA, 06paTMTbCf-l K Bpa4vy 1 HE OTKJ1aAblBaTb KOHCYJ/1IbTaLlAIO.



[JnarHoCTrKa — aTanbl MO POCCUNCKUM peKoMeHaaumsaM 2024

[MonHas aAnarHocTuka HeVIpO6J'IaCTOMbI BKJ1FO4aeT HECKOJIbKO rnocsieaoBaTesibHbIX 3TanoB U NPOBOANUTCA B d)ep,epaanblx cneunannsnpoBaHHbIX LleHTpax.

Y3 MIBG

[lepBuYHOE [Monck oTaanéHHbIX
OOHapy>XeHne Onyxonu MeTacTa3oB

CA

&\

MPT /KT AHanm3 Mo4m

YTOYHEeHne pa3mepa u KaTexonamMuHbl Kak
nokanusauum 6nomapkepbl

Kakablit aTan AMarHOCTUKM HECET He3aMeHUMYHo MH(hOopMaLMIO: OT NEPBUYHOIO O6HapYXXeHust Ha Y3W Ao MoneKynsipHo-reHeTudyeckoro aHanusa (amnandukauums MYCN, nnongHoctb [HK), KOTopbI onpeaensieT TakTUKY
neyeHus. AHann3 MoYM Ha KaTexonamuHbl (FOMOBaHWUIMHOBAs U BaHUAUIMUHAANbHAsA KUCOTbI) NoBbiweH B 90-95% cnyyaeB Helipo6/1acToMbl.



Ctagnn HenpobnacTtoMbl — cuctemMa INSS

MexayHapogHasa cuctemMma ctagupoBaHumsa INSS ncnonbayerca BoO BCEM MUPE N 3aKpersieHa B POCCUNCKUX pekoMeHaaumsax 2024 roga. Ctagms — 0AUH U3 KIOYEBbIX (aKTOPOB
Bbl6Opa flevyeHus.

Crapus XapakTepucTuka MporHos

1 JlokanusoBaHHas onyxosb, yaaneHa nosiHoCTbIo. JIMM@Oy3nbl CO CBOEN CTOPOHbI He OTANYHbIN
nopaxeHbl.

2A JlokanusoBaHHasa onyxosb, yaaneHa He NONHOCTbHO. JIMM@Ooy3nbl CO CBOEN CTOPOHbI He Xopowun
NMOpa>keHbil.

2B JlokannsoBaHHas onyxosnb. ECTb nopakeHne nMM@oy3noB CO CBOEN CTOPOHbI. Xopowumn

3 Onyxonb NepexoauT Yyepes cpegHoo nuHuMto Tena UM nopaxeHbl niMMdoy3nbl ¢ CpepHunin/BbICOKNI

NPOTMBOMNONOXHON CTOPOHbI, JTN onyxonb HeonepabenbHa.
4 OTpanéHHble MeTacTasbl (KOCTU, KOCTHbIA MO3T, MeYeHb, APYrue OpraHbl). Bbicokuii puck (Kpome MageHLEB)

4S Tonbko y aeteit Mnagwe 1 roga: NokanbHas Onyxosb + MeTacTasbl ULWb B NMeYeHb, KOXY OyeHb XOPOLLMI — YacTOo CMOHTaHHanA perpeccus
WM KOCTHbIN Mo3r (MeHee 10% K1eTOK).

(J Craawus 4S BbiaeneHa oTAeNbHO, MOTOMY UYTO JlaXke Npu Haln4ymMnm MeTacTas3oB Y MiafeHLEeB NMPOrHo3 OCTAETCA NPEeBOCXOAHbIM — HepeAKo 6e3 arpecCUBHOIO JIeYeHuUs.



[oynmnbl pPUCKa — OCHOBA BbIOOPA SIeYEHUS

[pynna pucka onpegensaercsa no COBOKYNHOCTU (pakTOpPOB: CTagun, Bo3pacTy, amnandukauymm reHa MYCN, nnongHoctn AHK 1 ructonorum onyxonun. UMeHHO

rpynna pucka sagaét UHTEHCMBHOCTb BCen Tepanuu.

#

HW3kn prck

Ctaausa 1, 2, 4S c bnaronpusaTHbIMU

npusHakamun. MYCN He amnnnguumnpoBaH.

JleueHue: TONIbKO onepaums nm
HabnoaeHne. Xummnotepanus — peako.

CpefHni pUcK

Ctaaus 3 6e3 amnnandukauum MYCN, nnu
ctaausa 4 y mnageHues 00 12 mecsileB C
61aronpuUsaTHbLIMW NPU3HAKaMM.

JleueHue: onepauus + yMepeHHas
xumMunoTtepanus (4-6 KypcoB).

BblCOKWMIA pUCK

Ctapgua 4y peten ctaplue 18 Mecsues,
amnnudukauma MYCN (npu nto6oi ctagun),
cTagma 3 ¢ Heb6NaronpMsATHOM FTMCTONIOTNEN.

JleueHue: MHOroaTanHas MHTEHCUBHas
Tepanus — XuMmnoTepanus, onepauus,
TpaHCcNaHTaLuMs CTBOMIOBbIX KJETOK,
nyyeBas Tepanusl, UMMyHOTepanus.

[  Amnaundukaumsa reHa MYCN Bbisinsercs y 20—-25% nawumeHToB 1 ABMIAETCA [NaBHbIM MapkepoM He61aronpusaTHOro NpPorHo3a, TPe6yHoLLMM CaMoro

MHTEHCUBHOIO JIe4YEHUA.



JleyeHne HempobnacToOMbl BbICOKOIO PUCKA — No3aTanHasg cxemMa

ﬂpM BbICOKOM pUCKe Jie4eHne COCTOUT N3 HECKOJIbKUX NnocyiefoBaTes/ibHbIX 3TaMoBs, KaXkabln n3 KOTOPbIX BbIMOJIHAET CBOKO POJib B JOCTUXEHUN PpEMUCCUN.

HAYKUMOHHAas XMMUoTEepanus

1 5-6 kypcoB (~3—4 mecsina). Cxembl N7, Rapid COJEC: BUHKPUCTUH, Kap6oniaTuH, aTonosug, unknodbocdammua, LOKCOPYOULMH. Llenb — MakcMManbHO YMEHbLIUTD
OnyXxorsib.

Xupyprmyeckoe yganeHme

PagukanbHoe yaaneHue nepBUYHON ONyXosn Nocsie yMeHblUeHUs e€ pa3aMepoB Ha poHe XMMUOoTepanuu.

Bbicokogo3Has XNMMoTeparia + TpaHCrylaHTauna CTBOJ10BbIX KJTETOK

Cxema BuMel nnu aHanor (~1 Mecsiu). BosBpaT paHee 3aroToBfIeHHbIX COGCTBEHHbIX CTBOJIOBbIX KJIETOK pe6EHKA.

JlyyeBas Tepanus

O6nyyeHne noxa nepBuMUHoM onyxonu (21-24 'p) n ocTaTOYHbIX METACTA30B B TeueHne 2—3 Heaenb.

IMMyHOTepanua aHTn-GD2 + nogaepika

AvHyTyKCcnmab 6eta + UI-2 unn GM-CSF + peTnHoeBasi kucnota (~5-6 Mec). 3aTeM — U30TPETUHOMH eLé 6 MecALEeB.

[Mpn HU3KOM U cCpeiHEM pPUCKe NleyeHne 3Ha4YUTEeNbHO MeHee MHTEHCUBHOE: HepeaKO A0CTaTOYHO TOIbKO onepauun nnn 4-6 KypCOB XUMUNOTEpPanuu.



[Oe neyat HenpobnacTtomy B Poccnin

JleyeHue HeVIpO6ﬂaCTOMbI npoBOANTCA UCKNMIOYUTEJIbHO B Clneynaim3npoBaHHbIX ¢enepaanblx LeHTpax, MMerwnx TIMueH3nto Ha TpaHCrJlaHTauuto
CTBOJIOBbIX KJTIETOK U UMMYHOTEPArutio. FIpM NMoCTaHOBKE AMnarHo3a HGO6XO,D,VIMO KaK MO>XHO CKOpee noJjiy4ynTb HarnpaB/ieHne B OANH U3 3TUX LEHTPOB.

HMWLU OIF'OWN nm. Mutpurs Poradesa HMWU oHkonormm nm. H.H. bhoxmHa

MockBa — Beaywmn heaepanbHbli LEHTP AETCKOM reMaTonioruu, MockBa — HUW petckon oHkonoruun n rematonormn POHL,

OHKOJ1OTNN U UMMYHOJTOTUNN. [MonHbIN CNeKTp nevyeHnd MHOIO/IETHUMN ONbIT SIeYeHunA HeVIpO6ﬂaCTOMbI.

Henpob1acToMbl.

OI'bY «HMUWLL onkonorum» MuHsgpasa Poccmm PermvoHanbHble LeHTpPbI

CaHkT-lleTepbypr, EkaTepuHbypr, HoBocnbupck, KazaHb — obnacTHble

PocToB-Ha-[JoHy — creuuanu3MpoBaHHbIi LIEHTP A1 NaUneHTOB
JIETCKUE K/IMHUYECKUE 6ONTbHULIbI C OTAENEHUAMN AETCKON OHKOOMUN.

lO>KHOro (heaepanbHOro okpyra.

[J He OTKJlagbiBanTe HarnpaBJ/ieHne: cBoeBpeMEHHOE HaYvaslo JiedeHUA B crneynaim3ampoBaHHOM LUEHTPE HanpAaAMYrO BJIUAET Ha pe3ysibTaT Teparinu.



[TPOrHO3 — KaKue LWaHChl Ha BbI3OOPOBAEHUE

3a nocnegHue 10 NeT NPoOrHo3 Npu HeMpo61acTOME 3HAYUTENbHO YAYULLMICA 6r1arofiapsi BHeAPEHUI0 MMMYHoTepanuu aHTU-GD2 1 BbICOKOI03HON XMMMUOTEpPanum ¢
TpaHCnaHTaLunein CTBOMOBbIX KIETOK.

85-95% 00-70%

9570+

Hn3knin prck CpenHumn pu1ck BbICOKWIN pUCK
5-neTHAA 6eccobbITUNHAA BbXXMBAEMOCTb MO AaHHbIM CTabunbHO BbICOKME pe3ynbTaTbl NPU NPaBUIbHO C uMMyHoTepanuen aHTn-GD2 — nokasaTtenu
poccumnckux ueHtpos 2022-2024 rr. noao6bpaHHON Tepanumn NpoAo/MKaKOT pacTu

DaKTopbI, YAy4LLaloLMe MPOrHo3 [nsa poonTtenen

BospacTt mnaguwe 18 mecsaueB [ake Npy BbICOKOM pUCKe 60NbLUMHCTBO AeTen usneunBarrca. CoBpeMeHHble
. OtcyTtcTBMe amnnamdukaunm MYCN POCCUIACKME NPOTOKOJIbl COOTBETCTBYIOT MUPOBbIM CTaHZapTaM. He TepsainTe
. Ctagua 1, 2 nnun 4S Hagexnay — MeguumnHa He CTOUT Ha MecCTe.

[MONHbIN OTBET HA UHAYKLUMOHHYO XMMUOTEpPanuto




HabntogeHune nocne nevyeHmsa — 4YTto BaXKHO 3HaTb

Mocne 3aBepLueHnd Teparnmm pe6éHOK HaxognTcAd noa NoOXXmM3HeHHbIM HaGHIOAEHMEM. aT10 HeO6XO,EI,I/1MO KaK aJ1d CBOEBPEMEHHOIO BbiAB/IEHUA peunanBa, Tak U AJsid KOHTpPO4 OTAANEHHbIX

nocneacTBUN NIeYeHUs .

[lepBble 2 roga

MPT nnu KT kaxgble 3—6 mecsaueB. MIBG-cumHTurpadumsa kaxable 6—12 mecaues.
AHanns3 Mo4n Ha KkaTexonamuHbl. OCMOTp HeBporsiora.

[locne 5 net

ExxerogHoe Y3U nnu MPT + aHannabl — NOXXWU3HEHHO. KOHTPOJb WNTOBULHOM
»Kenesbl, Cnyxa, NCMXonornyeckas peabunutaums.

0%

LLlnTOBMAOHAA »Xeneza

KoHTponb ¢yHKUMKM nocne obnyvyeHns oonactu wen — TTI, T4 exxerogHo.

8

PocT 1 passutme

OueHka d)VI3VI‘-IeCKOI'O n HeVIDOKOFHMTMBHOFO pPa3BUTUA Ha KaXXJOM BUSUTE.

P

Cnyx

3-5 neT

06cnepoBaHus Kaxable 6—12 MecALEeB MO peLLEHNIO KOHCHUnyMa. OueHKa pocTa,
pasBUTUSA U Chyxa.

PerynsipHas ayaMoMeTpus nocsie NpuMeHeHus npenapaTos niaTuHbl (Kap6oniaTuH).

&

[cuxonormuyeckas peabunmraums

Mcuxonormyeckas nogaepxxka pebeHKa 1 Bcell ceMby Ha NPOTSAXEHUN BCEro nepunoaa
HabnoaeHuns.



Pesiome ong pogutenen — rnaBHble TeE3UChI

1 Yro Takoe HepobnacToMa

Pak ns3 He3peJibIX HEPBHbLIX KJIETOK. Yaue 6onetoT AeTn Ao 6 ner. |_|pI/I‘-IVIHbI - CﬂyanIHble reHeTnyeckue nosioMku. Pogutenu He BUHOBATbI.

2 CUMMTOMbI U ANAarHoCTMKa

YacTto cMMnTOMOB HeT. OCHOBHbIE NPU3HAKN: YBENTMYEHHbIN XXMBOT, «CUMMTOM OYKOB», 6011 B KOCTAX. [JnarHocTmka Bkatoyaet Y3U, MPT/KT, MIBG-cumnHTurpadwmtio,
aHasIM3 MO4YM Ha KaTexoslaMUuHbl, BUOMNCUIO U NCcnefoBaHNe KOCTHOIO MO3ra.

3 Craguu v rpynnbl pUcka

Ctagum INSS ot 1 go 4S. Ctagus 4S y MnafieHueB — OT/IMYHbIA NPOrHo3. Mpynnbl pucka (HU3KWI, CPeAHUIA, BbICOKMIA) onpeaenstoT MUHTEHCUBHOCTb SledeHnst. naBHbIN
Mapkep — amnandukaymsa MYCN.

4 JleyeHne 1 NporHo3

BbiCcOKMi puck: xumMmnoTepanua — onepaumsa — BbICOKOA03HAA XMMUOTepanus ¢ TpaHcnaHTaumen — siyyeBas Tepanus — MMMyHoTepanusa aHTu-GD2. BbnkmBaeMocTb
npwn HN3KOM pucke — 6onee 95%, npu BbicokoM — 60-70% M pacTeT.

5 Nocne neuenus
Ha6mop,eHV|e NMNOXXNU3HEHHOE, HO 60ﬂbLUVIHCTBO I,EI,ETel‘/’I BO3BpaLU,aI'OTCF| K nOﬂHOLleHHOﬁ XU3HA. COBpeMeHHble pOCCMVICKMe I'IpOTOKOJ'IbI COOTBGTCTBYI’OT MVIpOBbIM

cTaHzapTam.

[J Helpobnactoma — usneunMoe 3aboneBaHue. [loBepsaiTe BpayaM, He 60MTeCh 3a1aBaTb BOMPOCHI U MOMHUTE: Bbl HE OfIHW Ha 3TOM NMyTW.



