Yro npepctaBnaotr cobou cnopaguyeckme ¢opmbl PeoOXpPOMOLUTOMbI U
naparaHriMombi?

deoxpomouutoma (ganee «peo») M naparaHriMoma (manee «napa») — pefkne medjeHHO pacTylime
HEeMPO3HAOKPUHHbIE OMYX0/M, MPOUCXOAALLME COOTBETCTBEHHO M3 MO3rOBOrO BellecTBa HaAnoYeyHNKoB
N CUMNATUYECKMX WY NapacMmnaTUUYeCKUX naparaHrimes.

Hag Karkaol MOo4YkoM uMmeeTca OAMH HaanoyeuyHuk. Onyxonu «¢peo» pas3BMBalOTCA B LEHTpe
HaAMNoYeYHMKa B ero MO3roBom BelecTse. Onyxonn «napa» pa3BMBalOTCA 3a NpeAenaMm HaAnoyYe HnKa,
yalle Bcero B 061acTV roNoBbI, Wew, B rPyAHON KNeTKe, 6pIoLWHOK NOAOCTU UAX NOAOCTU Ta3a.

TepMUH  «Criopaanyeckaa» OTHOCUTCA Konyxonnm «deo» WAM  «napa», KoTopas He cBA3aHa
C YHacnefoBaHHOW TeHeTUYecKon myTaumei. BepoATHOCTb MOBTOPHOIO BO3HWKHOBEHMS  AAA
cnopaanyeckoi ¢opmbl 3a601€BaHNA HUXKE, YEM N8 Hacaeayemol Gopmbl.

Onyxonun «dpeo» 1 «napa» MOryT BO3HMKaTb B It0OOM BO3pacTe, HO Yallle BCEro OHWM MOpaXKatoT oaen
B Bo3pacte ot 20 go 50 ner.

HepasHue uccnenoBaHWs NoOKasanu, YTo AMarHos «heo» uam «napa» byaeT ycTaHOB/EH OAHOMY M3
3000 4enoBeK B TEYEHME UX KM3HU, HO Y MHOTUX IOAEN CUMMTOMbI HaBAO4AIOTCA FrOAaMK, NPEKAE YEM
3aboneBaHne byaeT AMarHOCTUPOBAHO.

CMmMmNTOMbI +/— CUHAPOMDI, CBA3aHHbIE C 3TUMU 3aboneBaHNAMMU

Kak onyxonn «deo», Tak M ONyXOoaWM «napa» MOryT BbipabaTbiBaTb M3ObITOK rOPMOHOB, Ha3blBaeMbIX
KaTexoNaMUHaMK, BUYUCAO KOTOPbIX MOTFYT BXOAWTb HOpagpeHanunH (HopanuHedpwH), agpeHanuH
(snuMHedpuH) M podamuH. Pe3ynbTaToM BbICBOOOMKAEHMA KaTexoNaMMHOB MOTYT 6biTb creaytolime
COCTOSIHMA, NOCTOAAHHbIE AW 3NU30ANYECKUE:

® MOBbILWEHHOE KPOBAHOE AaB/IEHMUE;

e ro/ioBHaA 60.b;

®  MOTAWUBOCTb;

®  NpPWUAUBbLI;

e 6/1eAHOCTb IMLA;

®  CHU)KEHWe macchl TeNa;

e yyauweHHoe cepauebuerne n/mam Tpemop;

®  TAMesas TPEeBOXKHOCTb U APYr1e CUMMTOMbI.

MOCKO/IbKY HEKOTOpPbIE M3 3TUX CUMMTOMOB MOTYT BbITb BbI3BaHbI TaKKe MHOXKECTBOM APYTUX COCTOSHUM,
BO3MOMKHA 33Jep’KKa C MOCTAaHOBKOM AMarHosa. B pepKkux ciyyasx «peo» M «mapa» He Bbi3biBAOT
HWKaKMUX CUMMNTOMOB M MOTYT BbISIBAATLCA C/Ty4aliHO NPW BU3yan3aL,MmM NO NOBOAY HE CBA3aHHOTMO C HUMM
3aboneaHusA. Onyxonun «napa» B 06/1acTU ro10Bbl U LWen 06bIYHO He BbIpabaTbiBatOT KaTeX0NaMUHOB.
B 3TOM C/lyyae, ecnm MecTHble CUMMATOMbI He NPOABAOTCA, ONMYX0AN MOTYT HBbITb 06HAPYKEHbI CIy4aliHO
(BO Bpemsa BM3yanunsaLmm no gpyrov npuynHe).

Be3s neyeHus onyxosb «Peo» WAM «MAPa» MONKET MPUBECTU K TAMKENbIM WUAU YIPONKAOLWMM KU3HU
COCTOAHUAM, B TOM YMC/IE K MHCYNbTY U MHOAPKTY. BaykHa paHHAS AMAarHOCTMKA, MOTOMY YTO B OTCYTCTBUM



neyeHus onyxonm «deo» M «napa» MOTyT AaTb MeTacTasbl, YTO B KOHLUE KOHLLOB MoBJsieyeT 3a coboi
cMepTb.

MpuunHbl 1 (Man) dpakTopbl pucKa passutua «dpeo» u «napa»

Mbl He 3Haem TOYHO, YTO Bbl3blBAaET BO3HMKHOBEHWE «Peo» U «napa», HO y 40 % MauMeHTOB C 3TUMMU
AVarHo3amu BbiAB/IEHA FeHeTu4yeckas myTauma. Kaxapl, KoMy nocTaB/eH TakKoW AMArHo3, A0JIXKeH
NMOCOBETOBATHLCA CO CBOMM BPAYOM O reHEeTUYECKOM TECTUPOBAHUKN. Kpome Toro, o4eHb BaXKHO Cef0BaTb
peKoOMeHZAUMAM MO BeAeHWI0 340POBOro 0bpasa MKU3HW: 340POBOMY MUTAHUIO, GUINYECKUM
ynpaxKHeHMAM W OTKa3y OT KYpeHMUA U Ype3MepHOro ynotTpebaeHma ankorons.

O6blyHble aHaNu3bl, KOTOpbleé MOXHO UCNO0/Z1Ib30BaTb A1 ANArHOCTUKU

AHanunsbl KPOBU U MOUU

[N ANarHoCTUKM MCMNOJIb3YIOT aHan3bl KPOBU M MouM (c6op CyTOYHOM MOYM) A1 U3MEPEHUN YPOBHS
MeTabo/IMTOB  KaTexo/slamuMHOB. K a3Tum meTabosMTam OTHOCATCA HopmeTaHedpuH (meTabonuT
HopanuHedpuHa), MeTaHedpuH (MmeTabonuT 3snuHedPpuHa) U 3-METOKCUTUPaMMH (meTabonuT
nodamumHa). MocnegHnin MeTabonuT oUYeHb NoJsie3eH AN AUAarHOCTUKKM «napa» B 061aCTu ro/ioBbl U Lew,
a TaK)Ke MOMKEeT MOMOYb B BbIIBEHUMM MeTacTasoB. Bce Tpyu metabonuTa M3mepstoT ogHOBPEMEHHO
B 04HOM Npobe KpoBM, XOTA 3-METOKCUTMPAMMH ONpeaenatoT He Bo Bcex 1abopaTtopusax. Kpome Toro, aTo
aHaNuM3 He camblit fOCTYNHbIN B CLLA 1 moXKeT 6bITb HE OYEHb PACNPOCTPAHEH.

PekomeHayeTcAa NPOBOAUTL CKPUHUHI ANA BbIABNIEHUA NOTEHUMANbHbIX FTEHEeTUYEeCKUX NMPUYMH, TaK KaK
3TO MOMOXET I'IOLI,O6paTb Cnocob6bl MeanunHCKOro O6CI'IY)-KVIBaHVIFI nauneHToB C «cbeo» M «rnapa», a Takxe
nx cemen. FleHeTUYecKoe TECTUPOBAHME MOXKET BbIMNO/IHATLCA NYTEM aHA/IM3a KPOBU UIN C/ZTIOHDbI.

OTpuuaTenbHbIi  pesynbTaT reHEeTMYEeCKOro TEeCTMPOBAHMA HE MOMKET MOJIHOCTbIO  UCKAUYNUTb
yHacnedoBaHHyO npuunHy «deo» M «napa». [eHeTMKa 6bICTPO pasBMBaeTcsa, W MauuMeHTam
peKkoMeHAyeTcA pa3 B HECKOJIbKO JIET NOBTOPHO 06C/1e40BaTbCA Y CBOEM MegUUMHCKOM Bpuraapl, YTobbl
06HOBUTL CBOW MHAMBUAYANbHbIA U CEMEMHbIN aHaMHe3, MOCKO/IbKY BNOJIHE BO3MOXHO, YTO B byayLiem
CTaHYT U3BECTHbI HOBbIE CBA3W MEXAY reHaMM 1 onyxonamu «heo» 1 «napar.

Busyanusauma u gpyrme nccnenosaHua
Busyanusauma NOMOMKeT YCTaHOBUTb JIOKA/IM3aLLMIO, YACIO onyxonein u ux pasmep. CHavana obblYHO
ncnonbaytoT KT 1 MPT — ewwe fo nposeaeHnsa GyHKUMOHAbHOM BU3yanm3aumu.

K dyHKUMOHaNbHOW  BM3yanu3aumMm moryt  oTHocutca  OAr-N3T/KT, 1231-MWUBI wamn  68Ga-
OOTATAT/AOTATOK. Bbibop 3aBUCUT OT IOKANAN3aLLMM OMYXOU U APYrMx GaKkTopos.

Marorucronorusa

MaumeHTam c NoAo3peHNEM Ha «beo» UaM «napa» MO0 C HaIMYMEM TaKOM OMYyX0/IM He PeKOMeHayeTcs
npoxoanTtb 6I/IOI'ICVII-0, MOCKOJIbKY MaHUNynAaAunAa € onyxosiblo MOXET BbI3BATb Bbl6pOC KaTexo/1aMM1HOB,
KOTOPbIV NPUBEAET K TMNEPTOHUYECKOMY KpU3y.




JleueHue

CornacHo Bceobuwemy  CcOrnalweHWo, AOCTUTHYTOMY  MyTEM  KOHCEHCyca, BCe  MauueHTbl
C HEMPO3HAOKPUHHBIM PaKoM a/1a obecneyeHnn Hauay4yLlero yxoa 3a HUMMK O0JKHbl 06CayKMBaTbCA
cneunanmnsnpoBaHHOM No 3ToMmy BUAy 3aboneBaHma mexamcumnnanHapHon 6puragon.

Mpy ycnoBum paHHEro BbifBAeHUA «peo» U «napa» B NoAaBAAIOWEM 6O/bLWMHCTBE C/lyYaeB BO3MOXKHO
ycnewHoe JseyeHne M JanbHelwee BedeHWe nauveHTa. MeTogom Bblbopa NpU 3TOM  CAYMKMUT
XMpypruyeckas onepauua no yganeHuto onyxonu (onyxonei), of4HaKo B TOM C/lyyae, eciv onepauumio
MPOBECTN HEBO3MOXHO, CYLLECTBYIOT M ApYyrMe BapuaHTbl eYeHMS.

Mepea onepauuei

AHecTesnss U MaHUNyAAUMA Ha OMyXOoAuM BO BPEMA OMepauuMm MOTyT Bbi3BaTb MOLLHbIN Bbl6pOC
KaTexo/laMMHOB, YTO MOMKET MPUBECTU K FIMNEePTOHUYECKOMY Kpu3y. Bo nsberkaHne 3Toro naumeHToB
nepeg onepaumen Heob6xoAMMO HagnexKawmm obpasom «3ab10KMPOBaTLY.

[na HopMmanusaumm KPOBSAHOTO AaBNEHNA M YACTOTbI CepAeUYHbIX COKpaLLeHUn HasHavatoT anboda- n beta-
610KaTOpPbI, KOTOPbIE 3aLLMLLAOT NALMEHTA OT AEACTBUA BbICOKOTO YPOBHS KaTeXo/1laMMHOB, BblaeNaembIX
B xoge onepauuu. CHayana nNo MeHblled mepe 3a 2 Hegenun A0 onepauuu HasHavaloT anboda-
610KupyoLWwKe npenapaTbl.

Hanbonee pacnpoctpaHeHHbIMKU anbopa-b6aoKaTopamm caykaT GeHoKcMbeH3aMMH U A0Kca3o3uH. MNocne
HECKONIbKMX OHEeW npumeHeHus anbda-6710KaTopa 6GONBLWMHCTBY MNAUMEHTOB  AOMOAHUTENLHO
nponucbiBaloT 6eTa-6/10KaTop, MHOTAA B cOYETaHUM ¢ 60KaToOpaMK KanbLUMEBbIX KaHanoB. Kpome Toro,
MOXHO NOPEKOMEHA0BaTb AOCTAaTOUHYIO MepopasibHYHO F’MAPATaUMIO U BbICOKOCONEBYIO ANETY.

Hexupypruyeckoe neyeHue:

Xupypruyeckaa onepaumna MoXeT OKasaTbCA HEeBbIMNO/JIHUMOM M3-3a nporpeccuposasLlero 3abonesaHun
MM MeTacTasnpoBaHmA. B Takom ciyyae moxet 6bITb npeanoxeH oaunH U3 cneayroumx noaxoanos naun
HECKOJ/IbKO U3 HUX:

o AKkTMBHOE HabnoaeHue. ONbITHLIN BPay MOMKET NPeaNOXUTb TOIbKO PEryISPHbIA MOHUTOPUHT
onyxonn (onyxonein), Npu OTCYTCTBUM CEKPELIMM KATEXONAMMHOB U CMMMTOMOB, a TaKXe npwu
YyCNOBMM CTabUABHOCTM ONYX0aU (OTCYTCTBMA POCTA).

e llenesas Tepanua, cMCTEMHAA XMMMOTEPANUA

e [IncTaHUMOHHAA Ny4yeBan Tepanua, MHBA3MBHaA paanonorua

e Llenesas paavodapmaueBTMUecKas (paanoHyKkanaHas) Tepanua, Hanpumep BHU-MUBT (meTtoga,
poctynHbii 8 CLWA) namn Y7Lu-AOTATAT (nenTuaHaa peuenTopHan Lenesas Ayvyesasa Tepanua,
PRRT)

e Balwa cneumannsmpoBaHHasa Ha «beo» 1 «napa» bpuraga MoxKeT NpPeanoXuTb nogymaTb 06
Yy4acTUK B COOTBETCTBYHIOLLEM KAMHUYECKOM UCCe0BaHNU

Mocnepylouwee HaGIIIO,ﬂ,eHMe
JonrocpoyHoe perynapHoe nocaegytouiee Ha6/'IIO,CI,EHM€ pekomeHayeTcA NpoxoaunTb BCEM NaUUNEHTaM.
Cne,u,yeT exerogHo caasatb aHa/N3bl MOYU UM KPOBU Ha «cbeo» M «napa» C Uenbto BbiABAEHUA




oCTaToyHoro 3aboneBaHuA, peunamea WAM PasBUTUA MeTacTa3oB. JIMLAM C CeKPeTOPHbIMU «deo» U
«napa» BCAeACTBME OCTAaTOYHOro 3abosieBaHWA WM METACTasnpoBaHMA caeayeT coobLWaTb YneHam
MegMLUMHCKOM Bpuragbl o N0boM nNaaHMpyemon npoueaype, Tak 4Tobbl Npu HEOBXOAMMOCTU MOMKHO
6bIN0 HasHauMTb Kypc OGN0KAaTOpPOB, @ HA IKCTPEHHbIN CAyvyad MM CnefyeT HOCUTb MEeAMUMHCKUIA
npeaynpexgalownini 6pacnetr uam oxkepenbe. JIMuam c oBWIMPHOW MEepPBUMYHON OMyXoabto U (Mnu)
C reHeTMYeCcKoM MyTaumen npu nocneayrolem HabawgeHnm pekomeHayetca npoxoaute KT, MPT uan
bYHKUMOHaNbHYO  BM3yanusauumio.  [JonrocpoyHoe  perynsapHoe  nocneaywowee  HabaogeHue
obecrneuymBaeT naumMeHToB c «peo» U «napa» HOBbIMU CBEAEHUAMM O eYEeHUU W pesysibTaTax
nccnenoBaHUi B aTon 061acT No mepe UX NOCTYyNAeHUA.

Pecypcbl

Association for Multiple Endocrine Neoplasia Disorders (Accoumauus cneunannuctos No MHOKECTBEHHbIM
3HAOKPMHHbIM HEOM/1a3UnaM)
www.amend.org.uk

Pheo Para Alliance (AnbsiHc no «$eo» 1 «napa»)
www.pheopara.org

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