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BBEAEHWE

Hewnpobnactoma (HB) n HedppobaracToma (onyxonb Bunbmca) ssastoTtca Hanbonee
PacnpoCTPaHEHHbIMM OMYXOJIIMW B L€ TCKOM BO3pacTe.

HB — pacnpocTpaHeHHas 3KCTpakpaHMaibHAs ONyx0/b AEeTCKOro BO3pacTa, MOXeT
NIOKAN30BaTbCA B OHPIOWHOM NONOCTH.

Onyxonb Buabmca — abgommHanbHas natosiorna ¢ 6eCCMMNTOMHbBIM TEYEHUNEM
XOTS B PeAKUX CAyYasix reMaTypusa MOXET OblTb XapaKTePHbIM MPU3HAKOM

LUE/Ib: VI3yunTb OCHOBHYIO N1y4eBYIO CEMUOTUKY
HenmpobaacTombl M onyxoan Buabmca



HEMPOB/ZIACTOMA

Henpobnactoma BO3HMKAET U3 CTBOJIOBbIX KJIETOK HEPBHOIO rpebHs, KOTopble
GOpPMUPYIOT CMMNATUYECKYIO HEPBHYHO CUCTEMY

[ncrtonornyeckoe ctpoeHne Hb: menkme ogHOPOAHbIE KPYT/ible KNeTKU C
rMNePXpPOMHbIM 4,POM, XapakTepHO GOPMMPOBAHME NCEBLOPO3ETOK

HB nmeeT cxoAHble K/IETOUYHbIE XapPaKTEPUCTUKU C 4 PYTrMMU
PacnpoCTPaHEHHbIMM OMYXONAMU Y AeTeun, TaKUMM Kak capkoma HOuHra,
MPUMUTUBHbIE HEMPOIKTOAEPMAJIbHbIE OMYXOJN, IEUKEMUS, IMMPOMA U
pabaommnocapkoma



HEMPOB/ZIACTOMA

* 90% onyxosien AMarHoCTUPYIOTCA K 6 rogam.

* YacTtoTa BCTpeYaeMOCTM BblLLE Y UL, €eBPONEOUAHOM pPachl.

* Onyxo/im HU3KOIro N cpeaHero pmcka — 90% BbIXXMBAEMOCTH, OMYX0JI1 BbICOKOTO
pYcKa — 40-50% BbI>KMBAEMOCTH.

* B 2002roay npumepHo 15% cnyyaeB cMepTu OT paka y geten bbiau BbizBaHbl HB

OAKTOPbI PUCKA : 60/1bLIMHCTBO C/Ty4aeB ABAAKOTCA CMOPAANYECKUMM.
AyTOCOMHO-A0OMUHAHTHbIN TUMN HAaC/1e40BaHMSA C HEMO/JIHOM MNEHETPAHTHOCTbHIO
BCTpedaeTcd 1% .

CywecTtByeT 60/1bLLIOE KOIMYECTBO COCTOAHMMN, KOTOpPbIe Bblin cBA3aHbl ¢ HB:
HempodmnbpomaTos 1-ro TMna, cmHgpom bekButa-Bangemara, 6onesHb
[MpwnpyHra n cnHapom Aunaxopaxa




HEMPOB/ZIACTOMA

[lporHo3: 3aBMCUT OT CTaA MM OMYX0JIM, BO3PACTa NaumneHTa, Onyxo1eBblX OHKOreHOB U

coaepxaHue AHK.

* OnkoreH MYCN oTBeyaeT 3a obecneueHme Koga, MCNOAb3YyEMOro beskamm npu
pPa3BUTUK TKaHeW. MNpu amnandumkaymm, MOryT pa3BUTbCSA OMYXOJ1eBbIE KNETKMY,
YCTOMYMBBIE K JIEYEHMUIO.

* Onyxonu c amnanpukaumnen MYCN knaccnduumnpyroTcs Kak Onyxoam BbICOKOrO pUCKa.

* HB c AHK, nmetowen runepamnaonaHyro CTpYKTYpPY, MEHee arpecCUBHbI

XpomocomHble abeppauumu:
* [leneuuns B KOPOTKOM rjeye XpOMOCOMbI 1 ( 0ko10 25% ).
* [leneums ANMHHOIO Nae4ya XpoOMOCOMbI 11 € HeamnaneuumposaHHbiM reHom MYCN



HEMPOBJIACTOMA. KJTNHUKA

YBennveHue xunBoTa

Boneson cnHapom

Anapes (13-3a n3bbITOYHOM BbIpabOTKM Ba30aKTUBHOIO KMLLIEYHOIrO NenTUAQ)
Obpa3oBaHue B HPIOWHOM NOJOCTM MOTYT CAABAMBATbL MOYEYHbIE COCYAbI, YTO
MPUBOAMUT K MOSIBJIEHNIO apTEPUASIbHOWN FTMNePTEH3NN.
[MapaHeonacTUYeCcKMn CUHAPOM.

CUHAPOM ONCOMMOKAOHYC-MUOKIOHYC, OC/IOXHSAOLWMNN 2-4% CyyaeB
3aboneBaHus.

Ob6pa3oBaHuMe B rpyAHOM KNETKE MOXET Bbl3blBaTb OOCTPYKLLMIO AbIXaTeNbHbIX
nyTeun, CKoaAno3 nnm bbiTb 0OHapyXeHa Kak cayvyanHas Haxo4Ka npum
NPOBeAEHUN PEHTIEHO/IOMMYECKOr0 NCCNe0BaHNA OPraHOB rPYAHOM KAETKM




HEMPOBJIACTOMA. KJTNHUKA

* MeTactasmpoBaHue BcTpeYvaeTcs B 50% caydaes Hb.

PacnpocTpaHeHHble MeCcTa MeTaCcTa3MpoOBaHUS :

* neyeHb,

* AuMdaTmnYeckme y3bl,

* KOCTHbIM MO3T,

* OCHOBaHWe Yepenay,

* AHO OpbUTLI, YTO NPUBOAMUT K NEPMOPOMUTANBHBIM IKXMMO3aM M MOSBJIEHWNIO TaK
Ha3bIBAaEMOI0 «raccoon eye»



HEMPOBJIACTOMA. ANATHOCTUKA

PEHTTEHOIPAOUA

Mpu3Haky, ykasbiBatowme Ha 3abosieBaHue rpysHOM KNETKU:

* [lpaBas 1 neBas napaBepTebpasbHble IMHUK - 3TO MeCTa B3aUMOAENCTBUS
NErkoro Uam NAeBpbl C TKAHAMU CPeAOCTEHMS.

* Y peten napaBepTebpanbHbie MMHUM HABAOAAIOTCA pexe, YeM Yy B3POC/bIX, U3-
3@ MeHbLLEro KOJIMYeCTBa XMPOBOU TKAHU B CPEAOCTEHUN U OTCYTCTBMS SKTA3UM
aopThl.

*  YTO/EeHMEe N HEPOBHOCTb 3TUX IMHUMN, B YAaCTHOCTM NPaBOU
napaBepTebpasibHON AMHUK, KOTOPas 0BbIYHO He HabatoaaeTCs y 340POBbIX
AEeTen, MOXET YKa3blBaTb Ha pPaclUMpPEHMNE CPeSOCTEHMUS



PEHTTEHOITPA®NUA OTK,
NMPAMAA MPOEKLU NS

JleBouyka, 3 roga

* Heupobnactoma sagHero
cpeAoCcTeHUs C/1eBa
* SJpo3UA 3a4HUX OTPE3KOB 3 U

4 pebpa




HEMPOBJIACTOMA. ANATHOCTUKA

Y3

NccnepoBaHmne nepBouv IMHUK B NeANATPUMN.
Obpa3oBaHMe reTeporeHHOM 3XOCTPYKTYPbl, UMEIOTCA YYaCTKM KanbumbmkaLmnm

Ansa nnaHMpoBaHMA onepayumn v onpeaeneHme pucka Heobxoamma bonee
noapobHas B1U3yaansaymsa npm nonepevyHoM CKaHMpOBAHUM



HEMPOBJIACTOMA. ANATHOCTUKA

KT

Obpa3oBaHMe, pacnosIOXXeHHOE MO CPEAUHHOU JIMHUMN.

CTpyKTypa reTeporeHHas, C HeYeTKMMU KOHTYPaMM.

[NaBHbIMW NPU3HAKaMU ABASIETCA HaM4YmMe Kanbumdpmkaumnm ( 80-9o% cnyyaes)
1 30H HEeKpO3a.

CmMeLlLeHne psaoM PacnosIoXKeHHbIX OpraHoB, be3 npopacTaHnsa B HUX.
KoHTpacTHOe ycnaeHme No3BONSET OLLEHUTb BAaCKY/IPM3aLLMIO OMYXOJIN.
Cocyancran nHBa3sns He SBJISETCA KNACCUYECKUM NPU3HAKOM



HEMPOBJIACTOMA. ANATHOCTUKA

MPT

OCHOBHOW MEeTOZ, BU3yan3aLuun.
OnpeaenarTcs y4acTKM KanbLnduKaLmm n KpOBOU3ANAHUS

T1BW: obpasoBaHMe rMNOMHTEHCMBHOE
T2BW: obpa3oBaHne runepmHTEHCMBHOE
ABW: orpaHnyeHune andodysmm




MPT, T2BW,
KOPOHAJIbHASl NN1IOCKOCTb

Manbuuk, 3 roga

* Henpobnacrtoma
PacnoJioXKeHHas B
6prowHoOM nonocTy,
Aedopmupytowan
NPOCBET aopPThl




MPT, T2BW,
AKCUANIBHASA NOCKOCTb

JeBouka, 2 roga

* Heitpobnacroma c MHBa3nen B
pebpo

* CmewieHue aopThbl

* /1IBYCTOPOHHUM NieBpaibHbIU
BbIMOT




MPT, T2BW
AKCUANIBHAS NOCKOCTb

Manbuuk, 3 roga

* Henpobnacroma pacnonoxkeHHas
napaBepTebpasbHO

* [laHHOe nopaxeHue
NO3BOHOYHOrO KaHasa
HabalogaeTca Ha eAJUHCTBEHHOM
cpese




MPT, T2BU
KOPOHAJIbHASl NN1IOCKOCTb

Manbumk, 2 roga

* HeitpobnacTtoma c
npopactaHuem B
NO3BOHOYHbIN KaHa




KT C KOHTPACTUPOBAHWEM,
AKCUANIbHAA NMNTOCKOCTb

JleBouka, 2 roga

* Henpobnactoma
pacnosoxxeHHas B bprolHoOM
NOJIOCTU C NPU3HaKaMu
KanbumbukKaumm




HEMPOBJIACTOMA. ANATHOCTUKA

CULUHTUTPAOUSA (MIBG)

* MeTtanogobeHsnnryanmamrosas (MIBG) cunHTUrpadums yyBCTBUTENBHA U
cneuymdunyHa gna HB

* Bonee 90% onyxonen yyBcTBUTENbHBI K MIBG, HO 4151 TEX MEPBUYHbBIX OMYX0/1EMN,
KoTopble He aBaaoTca MIBG-akTUBHbIMK, B HAaCTOALLEe BpeMs PeKOMeHAYyeTCs
CUMHTUrpadua KocTen ¢ ucnosibzoBaHneM PMTC-andocPoHaTa A9 BbIIBEHUS
3aboneBaHuM KOCTEN

Nudopmaymna moxet 6bITb nonyyeHa B 3D-popmate npu nomowwu MIT nan OPIKT.
ObbeanHeHMe noayyeHHbIx 3D-1306paxkeHnn C KOMNbIOTEPHOU TOMOrpadumen
MOXEeT CnocobCTBOBaTL ONpeaeneHnto 30Hbl OMYyX0U 1 340POBOU TKaHM



HEMPOBJIACTOMA. ANATHOCTUKA

CUMHTUTPADOUSA (MIBG)

B HacToswee BpeMsa NPOBOAATCA UCCAeA0BAaHNSA, CPAaBHMUBAKOLWME APYrie METOAbI
dYHKLMOHANbHOW BU3YasIn3aLLmn.

DTOpAEe30KCUTIOKO3a (aHANOT /1HOKO3bI) — ABASETCA SMUTTEPOM MO3UTPOHOB.
CreneHb MeTabonn3sma roKosbl U, cnegoBaTtesibHo, noraowerHnsa QA Boiwe B
Takunx onyxonax, kak Hb.

CywecTtByeT npobaema T0XKHOMONOXUTENbHbBIX U TOXXHOOTPULLATE/IbHbIX
pe3y/bTaToB B HEOMYXO0J/1eBbIX y4acTkax. MiccnegoBaHus, cpasHmBatowme MIBG ¢
OAr-M3T, nokaszanu, 4To nepBas MOXeT ObITb YYBCTBUTENBHOW U CNeLUPUYHON
npu 6onee BbiICOKNX CTaguax 3abonesanHus, npm atom QAM-MN3T nonesHa npyim 2
cTaauax 3abosieBaHUA



HEWPOBNACTOMA. ANATHOCTUKA
CUMHTUTPADOUSA (MIBG)

HoebiMm coeanHenunem MNIT [ KT asasetca « AOTATATE, Ga-68», KOTOpbIM MCNONb3YyeT
3KCNpeccuto peLenTopa comatoctatnHa B HbB.

[annnn-68 npeactaBnseT cO60M NPOM3BOAUMbIV TEHEPATOPOM MO3UTPOHHO-
M31y4atowmm n30Ton, KOTopbin 0bbeamHeH ¢ xenatopom DOT 1 npon3BoAHbIM
okTpeoTtuga nentmngom TATE.

[lenTug cBA3bIBaETCSA C peuenTopaMm COMaToCTaTUHa.

[MpumeHeHne JOTATATA B KauecTBe AMAarHOCTUYECKOrO CpeaCcTBa He 0bsA3aTeNbHO.

B nccnepgosarHum Gains n coasT. coveTanocb ncnonb3osaHme JOTATATA Ga-68, a 3atem
Lu-177- JOTATATA ans TapreTHOM MOAeKyAapHOU Tepanmu . 3TO NOKA3aao0
MHoroobeLwatolme pesyabTaTbl BOSMOXHOMO NpenapaTa A4/19 NaLMeHTOB



CUMHTUTPADUSA MIBG

* OTMeyaeTca aKTUBHOeE
nornoweHune POI B bproiHoOM
NoJ1I0CTU

* PacnpocTtpaHeHue MeTacTa3oB
B KOCTU

@

Buoncusa KocTHOro mosra Heobxoauma ana
noATBepXAeHus 3aboneBsaHus kocten




CTAANPOBAHUA HEMPOBNTACTOMDI (INSS)

MEXAYHAPOAHAA CNCTEMA

Cragusa onyxonu

OnucaHue
- JlokannsoBaHHas OMNyxo0/ib C NO/IHbIM YAaJIeHUEM (+ [/ -MUKPOCKONMUYECKUIA OCTAaTOK OMyX0/1n)

- lInmdaTtrueckue y3snbl c romosaTepasibHOU CTOPOHbBI HE COAEepXXaT OMyX0/1eBbIX KJIETOK

- fonyckaetca: JlumpaTtmueckue ysnbl, npunexalyme K onyxoau, U yaaseHHble BMecTe C HeU, MOryT cogepXXaTb
onyxoJieBble KNAeTKM
- Jl=okannsoBaHHasA ONyXoJ/lb C HEMO/IHbIM YAa/IeHUEM

- lInmdaTtrueckue y3snbl c romosaTepasibHOU CTOPOHbI He MOpPaXKeHbl, YTO NOATBEPXKAEHO MUKPOCKOMUYECKU
- l=okannsoBaHHas ONyxoJb + [ - NOJIHOEe yAa/ieHue

- lInmdaTtrueckme ysnbl c romosaTepasibHOU CTOPOHBI COAEpPXXaT OMyXo/ieBble K/IETKU

- KoHTpanatepanbHbie iMmdaTnyeckue ys/bl He MOPaXKeHbI

- HeonepabenbHasa 0HOCTOPOHHSAN ONYXO0/b, PaCNpPOCTPAHAETCSA 3a NpeAe/ibl CPeANHHOW INHUU

- Mopa>keHne pernoHapHbIX IMMPaTUYECKUX Y3/10B
- MepBUYHas onyxosb C MeTacTasMpoBaHueMm B AMM$aTUUecKue y3/bl, KOCTU, KOCTHbIA MO3T, NeYeHb, KOXY U [ unu
APpyruve opraHbi

- Tonbko ANA AeTei MaajLwe 1 roja

- JlokannsoBaHHas nNepBMYHasn onyxo/ib, UMeloLmnecs MeTacTasbl B KOXY, Ne4yeHb 1 [ UM KOCTHOro Mo3ra
(nopa>keHne KOCTHOro Mo3ra < 10% npu buoncum 1 oTpuuaTenbHbi pesyabtat MIBG B KOCTHOM Mo3re)



MEXXAYHAPOAHAA CUCTEMA CTAAUPOBAHUA TPYITI
PUCKA HB (INRGSS)

Cragusa onyxonu OnucaHue
- JlokanbHoe 3aboneBaHue 6e3 IDRF
- JlJokanbHoe 3abosneBaHMe c 0 AHUM UAU
Heckoabknmu IDRF
- OTpaneHHOe MeTacTaTnyeckoe 3abosesaHue

- OTaaneHHoe MmeTacTaTuyeckoe 3aboseBaHue,
Nlokanusyiolieecs B KoOXe, NeYyeHu u [ unu
KOCTHOM Mo3re (nopaxeHue <10%) y auy,
Maajle 18 mecsiueB

IDRF — pakTopbl p1cka, BbiaBAEHHbIE NMpu Bu3yanmsaumn. IDRF BkatoyatoT BoBAeYeHMe
OMYXO0/1bI0 KPYMHbIX COCYA,0B, HEPBHbIX CTBOJIOB, MOYEYHOU HOXKM U APYTrUX PaKkTOpPOB




OAKTOPbBI PUCKA, ONMPEAENAEMBIE MO N3OBPAXXEHNIO
(IDRF)

QakTop pucka OnucaHue
[omonaTtepanbHasa onyxonb, ° Lllea-rpyaHas knetka

pacnpocTpaHsalowWascsa Ha ABe

 (pyaHas kneTka-bprowHasa NonocTb
obnactun Tena

* bplowHaa nonocTb-Ta3
LLieq * Onyxo/b, OXBaTbiBaeT COHHbIE U [ NN NO3BOHOYHbIE apTepun n [ UK
APEeMHYI0 BEeHY

e OnNyxo/ib, pacnpoCTpaHAIOLWaACa Ha OCHOBaHMe Yepena

e Onyxonb, CAaBANBAIOLLAA TPAaXelo
LLleiiHO-rpyAHOM Nepexos, e BoB/ieyeHne nNie4YeBOro Cr/ieTeHUs, NOAKIUYNYHbIX COCYAO0B U [ UK
MO3BOHOYHbIX U [ NI COHHbIX apTepUM

* Onyxonb, cAaBAUBalOLWaa Tpaxelo

lpyAaHasn kneTka » BoBneueHue aopThbl U [ UM KPYNHbIX BETBEU
e CaaBneHne Tpaxen U/uam rnaBHbix 6poHxosB

e OnNyxoJ/ib HAKHUX OTAE/I0B CPeAO0CTEHUS, UHPUABTPUpPYIOLLAA
pebepHONO3BOHOHDIN Yroa Ha ypoBHe Thg-Tha2




OAKTOPbBI PUCKA, ONMPEAENAEMBIE MO N3OBPAXXEHNIO

(IDRF)

dakTop pucka

TopakoabgomuganbHas

BplowHasa nonocTb-Tas

Onyxonb € pacnpocTpaHeHUuem
B CMMHHOMO3roBOM KaHan

OnucaHue

* BoBneueHue aoptbl u [ uan HINB

* MHPumabTpaumusa BOPOT NneveHn n/uam renatofyoseHasibHOU CBA3KU

e BoB/sieueHne BeTBeN BepxHeun bpbikeeuHOM apTepmmn Ha YpOBHE KOPHS
6pbpKenku

* BoB/ieueHMe YpeBHOIo CTBOA U/UIN BepXHen bpbikeeyHOMN apTepumn
* MlHBa3uns B ogHYy/obe noyeyHblie HOXXKU

e BoBneueHue aopTbl /A NONOU BEHDI

e BoBsieyeHue NoAB340LWHbIX COCYAOB

e ONyxo0/1b Ma/Ioro Ta3a nepeceKkaer ceAa/IMLLHYIO Bbipe3KY

* MMlopa>keHne 6osee o4HON TPETU CMIMHHOMO3rOBOIr0O KaHa/1a Ha akCUaJIbHbIX
cpe3ax u/unv nepmumeayansipHble 1eNTOMEHUHreaibHble MPOCTPaHCTBa He
BM3YaJ/JIM3UPYIOTCA U[UN HapyLUeHUe CUMrHa/la co CMMHHOMo Mo3ra




OAKTOPbBI PUCKA, ONMPEAENAEMBIE MO N3OBPAXXEHNIO

(IDRF)
dakTop pucka OnucaHue
UHPunbTpaums e [epukapa
coceaHUX opraHos / *Inadparma
TPYKTYP *[louku
*[leyeHb

e O621aCTb 12-NEPCTHOM KMULLKU U NOAXKENYA0YHOM XXene3bl

e Bpbikenka
CocTosiHuS, KOTOpbIe * MynbTudoKanbHas nepBUUYHas ONyXob
HeobxoAumo * TneBpanbHbINA BLIMOT
PerMcTpuMpoBaTh, HO He

cyutathb IDRFs > A




HEMPOB/ZIACTOMA

OTcyTtcTBme IDRF no3sonseT npoBecTu onepaymio C NOJIHbIM YAaseHUEM OrMyxo/u, a
Hannume IDRF npnBogmT K 6oabLIen nocneonepauMoOHHOM 3abo1eBaeMoCTH

5-JIETHAA BBDKUBAEMOCTb: ¢ HM3km pnckom coctasaseT > 95%, B rpynmnax
cpefHero 9o-95% u BbICOKOr0 40-50%.

CrpaTernum neyeHus: KOMOMHaLMNA XMPYPrmyeCckoro BMeLaTeIbCTBa,
XMMMOTEPANUN U TIY4eBOWN Tepanmu C 4ONOJIHUTEIbHOU MMenoabaaTneHOM
Tepanueu, a Takxe UMMYHoTepanuen npu 3aboneBaHnAX BbICOKOrO PUCKA



HEMPOB/ZIACTOMA

* MaymneHTaM C ONyxX0abk HU3KOTO U CPeAHEro puUcka C/ieyeT NPoBeCTU pe3eKLmIo
nocae XMuMmMoTepanumu, C LeJiblo YyMeHblieHNs 06bEMa Onyxonu.

* [laymeHTaMm C ONyX0abio BbICOKOIO pUCKa NPOBOAUTCA 60s1ee MHTEHCMBHbBIN KYPC
XMMUOTEPANUK C NOC/IEAYIOWMUM ONEPATUBHbBIM JIEYEHNEM , A 3aTEM
MnenoabnaTMBHON XMMUOTEpPaNnen



CNACNBO 3A BHUMAHWE!




