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YTto npeactaBnaoT cobon cnopagnyveckue popmbl
cheoxpoMoLUNTOMbI U NaparaHriAMombI?

deoxpomMoLuTOoMa (Oanee «peo») U NaparaHrnMoma (oanee «napa») — peakue

Me[ IeHHO pacTyLue HEMPO3HAOKPUHHbBIE OMyXOmnu, MPOUCXOASALLME COOTBETCTBEHHO
3 MO3rOBOrO BellleCcTBa HAAMOYEYHMKOB M CUMMAaTUYECKMX UMK NapacuMnaTnyeckux
naparaHrnves.

Hapg kaxxgown noykon nmeercs ogmH HagnodedHuk. Onyxonun «eo» pasBmBaloTCs B
LeHTpe HagnoyevyHrka B ero Mo3roBom Bellectse. Onyxonu «napa» pasBmBaloTCA 3a
npegenaMmm HagnoveyHuka, Yawe Bcero B obnactu ronosbl, WeW, B rpyaAHON KNeTke,
OptoLLHOM NONOCTM UK NONOCTK Tasa.

TepMUH «crnopaguyeckasi» OTHOCUTCA K ONyxonun «deox» Unn «napax», Kotopas He
CBsI3aHa C yHacnegoBaHHOMW reHeTu4eckon MyTtaumen. BeposaTHOCTb MOBTOPHOIO
BO3HUKHOBEHUSA A58 cnopagmyeckon opmbl 3aboneBaHns HUXe, Yem Ons
Hacnegyemon oopMmbl.

Onyxonu «ceo» n «napa» MOryT BO3HMKaTb B 1l0OOM
BO3pacTe, HO Yalle BCero OHv nopaxxatoT ftofel B Bo3pacTte
ot 20 po 50 ner.

HepnaBHue nccnegoBaHusa nokasanu, YTo guarHos «eo» mnm
«napa» 6yaet yctaHoBneH ogHomy 13 3000 YenoBek

B TEYEHME MX XKM3HU, HO Y MHOTUX Ntogen
CMMNTOMbI HabngarTCca rogamm, Npexae Yem
3aboneBaHne ByaeT gMarHocTMpoBaHo.

Hapnoueynuku

Kene3bl
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CumnTombl +/- CUHPOMbI, CBA3aHHbIE C 3TUMU 3a00neBaHMAMM

Kak onyxonu «eo», Tak n onyxonu «napa» MoryT BbipabaTbiBaTb M30bITOK FOPMOHOB,
Ha3blBaeMbIX KaTexornaMmHamu, B YMCIO KOTOPbIX MOTYT BXOAUTb HOpaapeHanuH
(HopanuHedpuH), agpeHanuH (anvHedpuH) n godamuH. PesynstatoM BbICBOBOXAEHUS
KaTtexonaMmMHOB MOryT ObITb CreaytoLne COCTOSAHUA, MOCTOSIHHbIE MU ANM304UYeCKumeE:

@) noBbllWEHHOe KPOBAHOE AaBreHNE;
ronoBHas 6onb;

NOTNUBOCTb;

NPWNnBBLI,

©negHocTb NUua;

CHW>XXeHne Maccebl Tena,

yJyalieHHoe cepguebnenne n/vnmn Tpemop;

TAXernada TPEBOXHOCTb U Apyrme CUMNTOMbI.

MocKkonbKy HEKOTOPbIE U3 3TUX CUMNTOMOB MOTYT ObITb Bbi3BaHbl TAKKE MHOXECTBOM
APYrMX COCTOSIHUIA, BO3MOXHA 3aepiKka C NOCTaHOBKOM AmarHo3sa. B pegkux cnydasax
«beo» n «napa» He BbI3bIBAKOT HUKAKMX CUMMTOMOB M MOTYT BbISIBNATLCA CITyYanHO
npv BU3yanu3auumn no NoBoAY He CBSA3AHHOIO C HUMK 3abonesaHus. Onyxonu «napa»
B 06nacTtu ronosbl U Wen o6bIYHO He BbipabaTbiBalOT KaTexonaMmnHoB. B aTom crniyyae,
€CIM MECTHbIE CUMMTOMbI HE NMPOSABNSAOTCSA, ONYXONM MOryT OblTb OGHAPYKEHbI
cnyyanHo (BO BpeMs BU3yanusauum rno gpyron npuymnHe).

Be3 neveHust onyxonb «eo» nnn «napay MoXeT NPUBECTU K TSXKENbIM UK
YrpOXKatoLLMM XXN3HM COCTOSIHUSIM, B TOM YMCHE K MHCYNLTY U MHapKTy. BaxHa paHHss
AVarHOCTUKa, NOTOMY YTO B OTCYTCTBMM NIEYEHUS ONyXonn «eo» 1 «napay» MoryT aatb
MeTacTasbl, YTO B KOHLIE KOHLIOB MOBMeYeT 3a cobon cmepTb.

Mpuntbl  (wau) thakTopbl pucka passutia (dieod u «napa)

Mbl He 3HaeM TOYHO, YTO Bbi3blBAeT BO3HUKHOBEHME «heo» 1 «napa», Ho 'y 40 %
NauMeHToB C 3TUMW AMarHo3amu BbisiBieHa reHeTuyeckas myTtaums. Kaxabiii, komy
MOCTaBIEH TaKOW AMarHo3, JOMKEH NOCOBETOBATLCS CO CBOMM BPavoOM O reHETUYECKOM
TecTupoBaHun. Kpome Toro, 04eHb BaXkHO CregoBaTh PEKOMEHAALUSM MO BEAEHUIO
300pOBOro o6pasa XW13HWU: 30OPOBOMY MUTAHUIO, PUINYECKUM YNPAXKHEHMSIM N OTKa3y
OT KyPEeHUS 1 Ype3MepHOro ynoTpebrneHunss ankoronsi.
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00biuHble aHAAN3bI, KOTOPBIE MOXHO MCNOAb30BATL ANA AUArHOCTIKN

Ananu3bl KpOBH [lns AMarHoCTMKM UCMOMb3YT aHanu3abl KPoBK U Mo4n (cbop

il MOYM CYTOYHOM MO4N) AN U3MEPEHUS YPOBHA MeTabonntos
katexonamumHoB. K aTum meTtabonutam oTHOCATCS
HOpMeTaHedpPUH (MeTabonuT HopanuHedpuHa), MeTaHeppuH
(meTabonut annHedpuHa) n 3-MeTOKCUTMPaMUH (MeTabonuT
aodamuHa). MNMocnegHuin MeTabonuT o4eHb NoneseH Ans
ANarHOCTUKM «napax» B 061acTu ronoBbl U LWEW, a Takke MOXET
NMOMOYb B BbISIBNIEHUN MeTacTasoB. Bce Tpu metabonuta
N3MepPSIOT O4HOBPEMEHHO B 04HOM Npobe KpoBu, XOTH
3-MeTOKCMTMPaMKH OnpeaensoT He BO BCex nabopatopusx.
Kpome TOro, ato aHanus3 He cambii ocTynHbIn B CLUA 1 moxeT
ObITb HE O4YEeHb PacnpPOCTPaHEH.

PekomeHayeTcs NpoOBOANTL CKPUHUHT A5 BbISBNEHUS
NOTeHUNarnbHbIX FEHETUYECKMUX MPUYUNH, TaK KakK 3TO MOMOXET
nogobpartb cnocobbl MEANLIMHCKOrO 00CNYXMBaHUA NaLNEHTOB
C «deo» n «napay, a Takke ux cemen. leHetTnyeckoe
TECTMPOBAHME MOXET BbINOMHATLCA NyTEM aHanM3a KpoBu Unm
CIOHbI.

OTpuuaTtenbHbI pesynsTaT reHeTUYeCcKoro TeCTMPOBaHUS

He MOXET MOMHOCTbI0 UCKNIYUTL YHACNeLOBaHHY0 NPUYNHY
«peo» n «napar». leHeTMka BbICTPO pa3BMBaeTCs, U
nayneHTam pekomeHayeTcs pa3 B HECKOSTbKO JIeT NOBTOPHO
obcrnenoBaTbCs Y CBOEN MeANLMHCKOM Bpuragbl, 4TobbI
O0OHOBUTb CBOM MHOAUBUAYASbHBIA U CEMENHbLIN aHaMHe3,
MOCKOSbKY BNOSIHE BO3MOXHO, YTO B OyAyLLEeM CTaHyT U3BECTHbI
HOBbIE CBA3W MeXY reHamMu 1 onyxonsamMu «dpeo» 1 «napay.

Bugyanugaumg Buayanusaums noMoXxeT ycTaHOBUTb floKanu3aumto, Yncno
onyxonen n nx pasmep. CHa4vana obbl4HO ucnonb3ytoT KT u

W Apyrue uccneposanus > pasMep onesy
MPT — ewe go npoBeaeHnsa (pyHKUMOHANbHOW BU3yanuaaumu.

K doyHKUMOHanNbLHOW B13yanusauun moryTt oTHocutca ®OM-MNMaT/
KT, 123I-MUBI" nnn 68Ga-AOTATAT/AOTATOK. Bribop 3aBucut
OT floKanua3aumm onyxonu n gpyrnx gakTopos.
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Natoructonorug MauueHTam ¢ NOAOo3pPeHNEM Ha «eo» UK «napa» nmbo
C HanVuveMm Takomn ONyXonu He PEKOMEHAYETCS MPOXOANTh
BUONCHI0, MOCKONBKY MaHUMYMSILMA C ONYXOMb0 MOXET
BbI3BaTb BbIGPOC KaTexonamMMHOB, KOTOPbI NPUBEAET K
MMNEPTOHNYECKOMY KPU3Y.
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Jlevenue

CornacHo Bceo6LleMy cornaweHuio, 4OCTUrHYTOMY NMyTeM KOHCEeHcyca, Bce
nauneHTbl C HEMPOIHAOKPUHHLIM PakoM Ans obecnevyeHMA Hauny4llero yxoga 3a
HUMM OONMXKHbI 06CNYXMBaTbLCA cneunanM3MpoBaHHOW Mo 3TOMy BuAay 3aboneBaHus
MeXgucuunnmHapHon 6puragon.

Mpu yCrnoBumn paHHEro BbiSIBNeHNs «deo» U «napa» B noaasnsoem 60nbLIMHCTBE
Cry4aeB BO3MOXHO YCMeLLHOe NleYeHne U aanbHellee BegeHve naumeHta. Metogom
BblIGOpa NpuW 3TOM CNYXXUT XUPYprudeckasi onepauus no yaaneHuo onyxonu (onyxonen),
O[IHaKo B TOM CIly4Yae, ecrnu onepaumio NPOBECTU HEBO3MOXHO, CYLLECTBYIOT U Apyrue
BapWaHTbl JleYEHUs.

MNMepen onepaumen

AHeCTe3nst 1 MaHUNyNSAUUS Ha ONyxonv BO BPEMS onepaLyn MOryT Bbl3BaTb MOLLIHbIN
BbIOPOC KaTEXONAMMHOB, YTO MOXET NPUBECTU K TMNEPTOHNYECKOMY Kpuay. Bo nsbexaHue

3TOro NauueHToB Nnepes onepauunet HeobxoaMMo Haanexalum o6pa3oM «3abrnoKMpoBaTbY.

[ins HopManuaaLummn KPOBAHOTO AABIEHNSA N YaCTOThbl CEPAEUHbIX COKPaLLIEHUIA Ha3HavaloT
anbda- n 6eta-6rokaTopbl, KOTOpPbIE 3aLLMLLAIOT NaLMeHTa OT AeNCTBUSI BbICOKOIO YPOBHS
KaTexornamnHoOB, BbiAensiembixX B xoae onepauuv. CHadvana no MeHbLUeln mepe 3a 2 Heaenm
[10 onepauuy HasHavaloT anbga-brnokupyolime npenaparbi.

Hanbonee pacnpoctpaHeHHbIMK anbda-brnokatopamu cryxat peHoKkcMbeH3aMuH 1
AOKCa303uH. Mocne Heckonbknx AHEN NpUMeHeHns anbga-onokaropa 60mnbLMHCTBY
NauMeHTOB JOMOMHUTENBLHO NPONMCLIBAOT BeTa-6nokaTop, MHorga B COMETAHNUM C
Gnokatopamu KanbUueBbIX kaHanoB. Kpome Toro, MOXXHO MOPEKOMEHA0BaTh LOCTATOYHYHO
nepopanbHyo rmgpataumnio 1 BbICOKOCONEBYHO ONETY.

Hexupypruyeckoe neyeHwue:

Xupypruvdeckasi onepaumsi MOXeT OKka3aTbCsi HEBbINOMHMMOW M3-3a NPOrpPeCcCcpoOBaBLLENO
3aboneBaHusi UNN MeTacTasnpoBaHns. B TakoM criyyae MoOXeT ObiTb NPEANOXEH OOUH U3
crneyroLmx Nogxoa0B UMM HECKOMbKO U3 HUX:

@ AxTuBHOe HabnogeHue. OnbITHBIA Bpad MOXET NPEASIoXUTb TONbKO perynsipHbii
MOHUTOPWHI OMyXONu (Onyxonewn), Npu OTCYyTCTBUN CEKPELUN KaTeXONaMNHOB U
CUMNTOMOB, a TaKKe Npu yCnoBun ctabmnnbHOCTM onyxonu (OTCYyTCTBUSA pocTa).

Ll,eneBaﬂ Tepanund, CAICTEMHaA XMMMNoTepanuma

[AnctaHumoHHasa niydyeBasd Tepannd, nHBa3nBHaA pagnororna

@ LUeneas pagnodapmMaleBTuyeckas (paguoHyknuaHas) Tepanusi, HanpuMmep
131I-MUBI" (meToa, aoctynHbii B CLLUA) nnn 177Lu-0OTATAT (nentugHas
peuenTopHas Lenesas nydyesasi Tepanus, PRRT)

@) Bawa cneunanuavpoBaHHas Ha «peo» 1 «napa» Gpuraga MoXeT NPEAoXUTb
noaymatb 06 y4acTuMM B COOTBETCTBYIOLLEM KITMHUYECKOM UCCIeqoBaHnm
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llocnepytouiee Hanofenne

[lonrocpoyHoe perynapHoe nocriegyruiee HabnogeHne pekomMmeHayeTCcA NpoxoanTb
BCEM NaLMeHTaM. Cne,qyeT eXerogHo cgaBaTb aHalin3bl MOYU UIMN KPOBU Ha «(*)60»
N «mapa» C Ueribio BbIABIIEHNA OCTATO4YHOIO 3aboneBaHus, peungnea nin pa3BnUTUA
MeTacTasoB. Jluuam c cekpeTopHbIMKU «heo» K «napa» BCneacTBne oCcTatovyHoOro

3aboneBaHNs UM MeTacTasMpoBaHNUs credyeTt cooblaTtb YneHaMm MeauUUHCKo Gpuragpl

o nobon nnaHnpyemMmon npouenype, Tak 4Tobbl NPy HEOBXOANMOCTU MOXKHO BbINIO

Ha3Ha4nTb KypC 6]'IOKaT0pOB, a Ha SKCTpeHHbII‘/'I cnyqaﬁ UM criegyeTt HOCUTb MeOMLUMHCKNI

npeaynpexaatowwmin 6pacnet nnu oxepenee. Jlmyam ¢ o6LIMPHO NEPBUYHON ONYXOMbHO
n (MNKN) C reHeTU4EeCKon MyTaumen Npy nocneayrLwem HabngeH pekomeHayeTcs
npoxogntb KT, MPT nnu dyHKUMOHanNbHy0 BM3yanuaaumio. [JonrocpoyHoe perynspHoe
nocnegytouiee HabnogeHne obecneynBaeT NauNEHTOB C «(Peo» 1 «napay» HOBbIMU
CBEOEHUAMU O NieYeHnn 1 pesynbratax uccregoBaHunii B 3Torm obnactum no mepe nx
NOCTYNMEHUs.

Pecypchl

@ Association for Multiple Endocrine Neoplasia Disorders

(Accoumauns cnewwuanucTos N0 MHOXECTBEHHbIM JH0KPUHHBIM Heonnasuam)

www.amend.org.uk

@ Pheo Para Alliance

(AnbsiHe no «dieos n (napa»)

www.pheopara.org

MonHein cnucok uneHos INCA: https://incalliance.org/members/

4]

post@incalliance.org

twitter.com/netcancerday

facebook.com/netcancerday

instagram.com/netcancerday

https://incalliance.org

=] instagram.com/netcancerday

f facebook.com/netcancerday

L 4 twitter.com/netcancerday

post@incalliance.org

|


https://incalliance.org/members/ 
https://incalliance.org/members/ 
https://incalliance.org/members/ 
http://www.pheopara.org 
http://www.amend.org.uk
http://www.amend.org.uk
mailto:post%40incalliance.org?subject=
http://twitter.com/netcancerday
http://facebook.com/netcancerday
http://instagram.com/netcancerday

