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YTto npeacraBnaeT cooon MHOXeCTBEHHOEe 3HAOKPUHHOEe
HoBOOOpa3oBaHue nepsoro Tuna (MOH1)?

MHoXecTBeHHOE SHAOKPMHHOE HoBOOBpasoBaHue nepsoro Tuna (MOH1) — ato 3abonesaHue,
KOTOpOe MOXET nepeaasatbcs B ceMbsax. [pn MOH1 onyxonu, B TOM YMcne HeKoTopble
HEMpO3HOOKPUHHBIE onyxonn (H3O), obpasytoTca 6onee Yem B O4HOM Xernese 3HO0KPUHHOM
cucTeMbl opraHnamMa. [NopaxeHHble xenesbl MoryT 3aTeM BblpabaTbiBaTb YBENNYEHHbIE
KOnmyecTBa ropMOHOB — XMMUYECKUX MECCEHXKEPOB OpraHn3mMa, YTo B CBOKO odepenb
BbI3bIBAET PSA PasnnyHbIX CUMNTOMOB. Kaxablii BUA OMyxoreBoro pocta MOXeET BO3HUKATb
OTAENbHO U He3aBucumo ot MOH.

MHoxxecTBeHHOe = 6onee ogHOM OnNyXxonu ; QHOOKPUHHOE = CUCTEMA XXenes ;
HoBoobpa3oBaHue = ycuneHme pocTta HopMasibHbIX KNETOK C 0bpa3oBaHMEM OMyxornu

Kaxk guarnoctupyerca M3IH1?
[Mpn ogHOM 13 criegyroLwmMX YCNoBUIW cynTaeTcs, 4To y naumeHta MOH1.

@ Y nauventa ase (unu 6onee) onyxoneii, KoTopble BCTpeyatoTcs npu MOH1.

@ Y nauueHTa TONbKO OAHA OMyXorb, HO B CEMEVIHOM
aHaMHe3e eCTb poacTBEHHMKM ¢ MOH1.

instagram.com/netcancerday

) Pesynbrat aHanmsa KpoBu NOKa3biBaeT U3MEHEHNe
B reHe, KoTopoe Bbi3biBaeT MOH1.

Y naumeHTa MOXeT UMETLCA U3MEHEHWE reHa, KOTopoe
BbI3biBaeT MOH1, HO Npu 3TOM HKM OHAa U3 onyxonen
He passuBaeTcs. [1ns Takoro nauneHTa cyLecTsyeT
puck obpasosaHusa onyxonen MOH1, noatomy cnegyet
NPeanoXuTb perynspHoe NpoxoXxaeHne CKPUHNHIOBLIX
aHarnuv3oB 1 BU3yanu3sauuio.

MapalwmToBUAHbIE Kenesbl

f facebook.com/netcancerday

Kaxue onyxomm ceasanbi ¢ M3H1?
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Y 6onee yem 8 3 10 (80 %) naumeHToB ¢ MOH1 k 40 rogam pasoBbETCA NO MEHbLUEN
Mepe ofHa 13 Takmx onyxonen unu byget HabnogaTbCA NOBbILWEHHAas aKTUBHOCTb
cooTBeTcTBYloLen xenesbl. K Bo3pacty 20 net ato npousonget npumepHo y 4 ns 10 (40
%) nauneHToB. 3aperncTpmpoBaHbl cryydyaun 3abonesaHms u B 6onee monogom BospacTe.
Cutyauus cunbHO BapbupyeTca gaxe B npenenax ogHoOM CeMbU, TakK YTO He Y KaXaoro
ee 4neHa 6yayT MMEHHO Takue e OnyXonu u He 06s3aTenbHO B TOM XKe BO3pacTe.

He y Bcex naumeHtoB ¢ MOH1 pa3oBblOTCA BCE ONyX0nu, pacCmMaTpmBaeMbie B 3TOM
MHOPMaLMOHHOM BronneTeHe.

[MepBas NnHMA nccnegoBaHni Ans 6oNbLNMHCTBA ONyxonen, ceaszaHHbix ¢ MOH1, —
npoBepKa ypoBHEN TOPMOHOB B X04€e aHann3oB KPOBU, a Takke Bu3yanuaaumsa obnactum
ronoBsbl, Wen N opraHoB BGpIOLLHON NONOCTU. B cnyyae BbIABNEHUSA ONYyXONn MOXET
notpeboBaTbCs XMpypruyeckasa onepaums no yaaneHuto nmbo TonbKO Camor OMyXosu,
nnbo Bcen NOpaKeHHOM Xenesbl.

Heitpo3n0KpuHHbIe OnyX0AM nofpKkenyouHoR xene3bl npin M3H1

Mpn MOH1 npumepHo y 3 13 4 YenoBek pa3BMBaETCS BbICOKOANMdepeHUMpoBaHHaS
HENPO3HOOKPUHHAA ONyxonb B nogxenyaoyHon xenese (NHJ3O0). JleueHne naumneHToB
C ONyXoNsAMMN NOKEeNyA04YHOW Xernesbl 3aBUCUT OT Y1cra, pa3Mepa 1 Buaa onyxonen, a
Takke OT MUX NnokKanuaauuun B xenese.

LononHumeneHas uHgpopmauyusi o nHIO npusodumcs 8 Hawem UHGHOPMaUUOHHOM
6ronnemeHe «4Ymo npedcmaensgem cobol HelpOIHOOKPUHHbIU pak nodxenydoyHou
Kenesbi?y.

Onyxo/m napauiuToBUHbIX Kene3

MouTn y BCcex ntogen ¢ MOH1 k 40 rogam obpasytoTcst Onyxonuv napalimToBUAOHbIX Xenes.

MapawunToBMAHbIE Xernesbl HAaXOASATCS HenocpeaCTBEHHO NO3aau LWMTOBUOHOW XKenesbl,
XOTS nHorga y naumeHToB ¢ MOH1 nmetoTcs 4ONOMHUTENBHBIE Xenesbl B BEPXHEM
oTaene rpyaHon Knetku. B pegknx cnyyasix oHM o6HapyXnBakTCs BHYTPY LLMTOBUOHOW
xenesbl. MNapawmnToBnaHbIE Xenesbl OTBEYAKT 3a PErynaumio cCogepXKaHus Kanbums B
opraHuame, BblAeNssA B KPOBb NapaTUpPeOonaHbI FOPMOH (MapaTtropMoH). OTO nomoraeT
NOAAEPXKMBATb HOPMAIbHBIN YPOBEHb KanbLMs B KPOBU, KOCTAX N MOYE.

BbipabaTbiBasi crnivwkomM 60nbLLIOe KONMYECTBO NapaTropMoHa, Onyxonu Bbi3biBaloT
COCTOsIHME, Ha3biBaeMoe runepnapatnpeo3om. K ero cumntomam OTHOCATCSA Xaxaa,
YyTOMNSEMOCTb, Tynble N OCTpble 60K, HapyLLIEeHNs NamMATN, HECBapEHMWE Xernyaka

n genpeccusi. OHM MOryT BNOCMEACTBUM TaKXKE NPMUBOAUTL K OCTEONOPO3Y UMK
noYe4YyHoKaMeHHOW BonesHu.
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JleyeHure npm onyxonsx napawmMToOBUAHbLIX Xernes

JNleyeHune 3akntoyaeTcs B onepaTMBHOM yaaneHuu xernes ¢ onyxonsmu. B HacTosiwee
Bpemsi B 6ONbLUMHCTBE CrlyYyaeB XMPYPri yaansioT 6onbLUyo YacTb NapalnuToBUAHbIX
Xenes, 0CTaBnsas NvLb NOMOBMHY OAHOW Xenesbl (KynbTio) Ans nogaepxaHus obMmeHa
KanbLus B opraHnamMe (cybToTanbHas napatupeonasaktoMmus). Ecnv kynsTts He
BO30GHOBUT CBOKO (PYHKLMIO, NALMEHTY NOTpebyeTcs NOXU3HEHHO NPUHMMaTL npenaparhbl
aKTMBMPOBAHHOIO BUTaMUHa D, KOTOpbIN cnocoGCTBYET NoAAEPXKAHMIO 340POBOr0 YPOBHS
Kanbuus B opraHnsmMe. PelleHunsi no aTum Bonpocam xmpypr obcyaut ¢ Bamu Ha npreme.

Mpn MOH1 gononHuTenbHble NapalnTOBUOHbIE Xere3bl HacTO MOXHO OOHapPYXUTb
BHYTPU U1 BOKPYT BUNNOYKOBOM Xenes3bl B BEpXHEM oTaene rpyaHon knetku. o aton

NPUYMHE MHOTUE XMPYPrM OAHOBPEMEHHO C TOTarlbHOM NapaTMpeoUa3KTOMUEN BbIMONHSAOT

TaKke TUMIKTOMUIO (yoaneHne BUTOYKOBOW Xenesbl B BEPXHEM OTaene rpyaHomn
KNeTkn). YaaneHvue BUNOYKOBOW Xernesbl MOXET Takke YMEHbLUUTbL PUCK Pa3BUTUS B HEW
HEeMpPOIHOOKPUHHOWN OMyXonu.

Onyxonu runodpu3a

MpumepHo y 3 n3 10 yenoeek ¢ MOH1 obpasyeTtca onyxonb B runoguse. lmnogums
Haxo4MTCHA Yy OCHOBaHWUA Yyepena no3aan Hoca 1 Nod 4YacTbio rMasHbIX HEPBOB B
KOCTHOM sIMKe, KOTopas HasblBaeTCcs Typeukum cearnom. [laxe npu ToM 4To runooums
pasMmepomM 1 oOpMOM HAaNOMUHAET FOPOLLUNHY, 9TO — rNaBHas Xesesa 3HA0KPUHHON
cucTeMbl opraHmMama. FopMOoHbI rMnognaa BaXHbI A9 pocTa U pa3BuTus, obmeHa
BELLECTB (MpeBpaLLeH1s NMULLN B IHEPTUIO) U pa3MHOXeHUSA. CyLLeCcTBYEeT HECKONbKO
BMOOB ONyxonen rmnodguaa, Kotopble MOryT Bctpedatbca npy MOH1. Hu ogHa n3 Hux
He aBndaeTca pakoBon. OHM MOTyT pasnuyaTtbCs No pasmepy: Te, AnameTp KOTopbIX
mMeHee 10 MM, Ha3bIBalOT MUKpoageHOMaMu, a Te, Yen gnameTp npesbiwaet 10 Mm —
MakpoageHomamu. MakpoageHOMbl MOTyT OKa3blBaTb JAaBMNeHWe Ha rMasHble HEPBbI U
BbI3blBaTb HAPYLUEHUS 3peHUs U NpenaTcTBOBaTb HOpMarnbHOW paboTe rmnogu3aa.

Buabl onyxonen runocdpusa npu MIOH1

@ TponakTnHoMbl — Hanbonee pacnpoCTPaHEHHbIN BUA ONyXonu runodgusa npu
M3H1; n3bbiTouHas BbipaboTka ropMoHa NPONakTUHa MOXET Bbl3blBaTb FOMOBHbIE
6onu, a Takke HapyLLEeHN MEHCTPYarbHOMO LIMKNA Y XXEHLUUH N 3PEKTUNbHYIO
ANCHOYHKLUNIO Y MY>XYUH.

@ CowmaroTrponmHombl MOryT BelpabaTbiBaTh M30LITOK rOPMOHa POCTa, Bbi3biBas
akpomeranuio (rmraHTuam)

@ MpoayueHTbl AKTT BbipabaTbiBatoT CMMLLKOM BOSbLIOE KONMYECTBO rOPMOHa
AKTT, koTOpbIN 4encTByEeT Ha HAgMNOYEYHUKN, BbI3blBasi COCTOSIHUE, U3BECTHOE
noa HaseaHnem 6onesHb KywuHra. K ee cumntomam OTHOCATCS yBENMYEHNE
Maccbl Tena, NPUuBbI K MUy U Wwee, U30bITOYHbIM POCT BOSTOCAHOIO NOKPOBa Ha
Tene v nuue, UsMeHeHne opMbl Tena 1 NOBbILLEHHOE KPOBSAHOE [aBrieHune.

. [OpMOHanbHOHeaKTUBHbIE
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JleueHue npu onyxonsix runodusa

JleyeHne moxeT ObITb MEANKAMEHTO3HbLIM U XNPYpPrn4ecknm. OTO 3aBUCUT OT BMAa onyxonu

n ee pasmMmepa. WHorga ¢ menkumm onyxonaMum MOXXHO CrnpaBUTbCA C MOMOLLIbIO Tabnetok unm

NHbEKUMIN. B HeKoTOpbIX (pedknx) cnyyasax, ecrnm Xupyprumyeckoro riedeHust camoro rno cebe
He4OoCTaTOYHO ANs KOHTPOMSA OnyxorneBoro pocra, TpebyeTca nyvesas Tepanusi.

CYTb TEHETNYECKOro TecTupoBanug

XpoMOCOMBbI U FreHbl

B kaxxgon kneTke opraHnamMa nmeroTcst 23 napbl XPOMOCOM, B KOTOPbIX COAEPXKaTCAa Hallu
reHbl. OT KaXgoro n3 poguTtenen Mbl HacneayemMm nNo 0gHON XpOMOCOME KaXaow napbi.
OTO 03HAYaET, YTO Mbl Hacnegyem nNo O4HOMY IK3EMMAAPY KaXA0ro reHa OT Kaxaoro 13
HalLMX poauTenen, YTo B pesynbrate AaeT HaMm ABa 3K3emnnsapa reHa. Y 6onblumMHCTBa
nogen MMerTcs ABa HopMmanbHO YHKUMOHUPYOLWMX reHa MOH1. Y naumeHToB ¢ MOH1
OLVH F'eH 13 3ToN napbl HeceT B cebe nameHeHne (Mytaumo). Mytaumst MOXeT ObITb
yHacnegosaHa OT ntoboro u3 poautenen (HaCNeacTBEHHas, UNK ceMenHas nepegaqa)
NI MOXET BO3HUKHYTb Yy OTAENbHOrO YeroBeka Bnepsble (HoBasi MyTaums, Unu Mytaums
de novo). Ecnn y nnua ¢ MOH1 ecTtb getn, M MOXeT ObiTb NnepenaH NMbo HopManbHbIN,
6o n3ameHeHHbIn reH. Kak npy nogbpacbiBaHU MOHETbI, 3TO BbiNagaeT CryvanHo.
Takum ob6pasom, ons kaxgoro pebeHka BepOATHOCTb HAacrneaoBaHMUsl UBMEHEHHOTO reHa
coctaenset 1 n3 2 unu 50 %, n cywecTsyeT puck passutuna onyxonen npy MOH1. Takon
cnocob HacnegoBaHWst Ha3bIBaeTCA ayTOCOMHO-AOMUHAHTHbBIM.

FeHeTU4YecKoe TeCcTU poBaHue

B HEKOTOPbIX CEMbSAX C MOMOLLbI FTEHETUYECKOIO TECTUPOBAHUSA MOXHO BbISICHUTD,
yHacnegosan nv KTo-rinbo nameHeHHbI reH. NepBbin 3Tan — npoBecTy aHanua

KpOBW OHOro 13 YneHos cembn ¢ MOH1 (CKpUHUHI Ha myTaumio). iameHeHue reHa
obHapyxunBaeTcsa He Bcerga. Ecnun nameHeHne reHa obHapyXeHo, Torga apyrum yrneHam
ceMbW MOXET ObITb NPeanoXeHo caaTb aHanM3 KpoBu (NMPeanKTUBHOE reHeTu4ecKoe
TecTnpoBaHue). B cBA3n ¢ NpeanKTMBHBIM reHETUYECKUM TECTUPOBAHNEM UMEETCS PAg,
npobrnem, 0CO6eHHO B TOM, YTO KacaeTca AeTen, N03TOMy BCe Takue naumeHTbl JOMKHbI
NPOXo4MUTb OCMOTP U KOHCYNbTaUMIO Y KITMHUYECKOro reHeTuka. Ecnvm nsmeHeHHbIn reH He
yaaeTca o6HapyXUTb UM eCnn 'y 3aTPOHYTOrOo NMua HEBO3MOXHO B3ATb 0bpaseL, KpoBu,
TOraa reHeTn4yeckoe TeCTMpoBaHNE He MOXET OblTb BbINOSHEHO.

PelueHne o TecTMpoBaHUM AETEN, POANTENO KOTOPbLIX NOCTaBneH anarHos MOH1,
NPUHUMAaETCS BCerga CTporo MHAMBMAYyanbHO, OAHAKO eCrln N3MEHEHNE B reHe B
pesyrbTaTe Takoro TECTUPOBaHUS HE BbISIBNSETCA, MOXHO OblTb YBEPEHHbIM, YTO
AanbHenwee reHeTn4ecKoe TeECTMPOBaHME Ans HUX He noTpebyertcsa. Ecnu xe 3To

reH yHacnegoBaH, NporpaMmma CKpUHWHIA NO3BOSIUT Kak MOXHO paHblLUe BbISIBUTb

N yCTpaHUTb Ntobble onyxonu. Takmm o6pa3om MOXHO CYLLLECTBEHHO YMEHbLUNTb
npobnemMbl, BbI3BaHHbIE A3BaMUN U KAMHAMM B Novkax, 00pa3oBaBLUMMUCA U3-3a OMyXOren
napawnToBNOHbIX Xenes, a Takke NPorpeccupyowmnmMm pakoM OCTPOBKOBLIX KNETOK

I'IOﬂ,)KeJ'Iy,D,O‘-IHOI7I Keneasbl. . .
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Nlpyrue onyxonn, cBA3aHkbie ¢ M3H1

Y ntogen ¢ MOH1 moryT pasBmBaTbCcs HEMPOIHAOKPUHHBIE onyxonu (HOO) B opraHax
rpyaHom KneTkn unu B obnacTu xxenygka, a Takke nmnombl (4OOpoKayYecTBEHHbIE
ONYXOmnKn XMPOBbIX KIETOK), 4OOPOKa4YEeCTBEHHbIE OMYXONN LWNTOBULHOM Xenesbl 1
[00pOKaYeCTBEHHbIE ONYXONN KOPbl HAAMOYEYHMKOB (aApEHOKOPTUKArbHbIE afe€HOMBbI).

MeHee yem y ogHoro 13 20 yenosek ¢ MOH1 B JONONHEHNE K OCHOBHbLIM OMyXOsaM
MOryT BbITb ApYyrMe HEMPOIHAOKPUHHBIE onyxonn (H3O/H3IH). 3Tu onyxonu
BblpabaTbiBaloT B BOMbLIMX KONMMYECTBaX rOPMOH CEPOTOHMH, KOTOPbIV Bbi3biBaET
«acTMy», BHe3arnHble Npunmnebl 1 guapeto (KapumHongHbin cnHgpom). HOO vacTo
obHapyxmBatoTca B 06racTu nerkmx, BUNOYKOBOM Xernesbl (B BEPXHEM OTAerne rpyaHon
KNeTKn) nnn knwevHmka. Cumntombl y 60NbLUIMHCTBA NAUUEHTOB yaaeTcsa obnerymTb

C nomoLbto aHanoros comartoctatmHa (ACC). ACC BBogaT Ans KOHTPONMPOBaHUS
ONyXOneBoro pocTa u BblpaboTKM rOPMOHOB B BUAE PErynsipHbIX MHbEKUMIA OKTpeoTnaa,
naHpeoTuga unu nacupeotuaa. Xvpyprmyeckoe neveHme, nyvyesas tepanms unm
XUMUHoTepanus Takke MoOryT ObiTb MNOSE3HbI.

JleyeHne npn HOO B cpegHnx otaenax KiWevyHMKa — 3TO XMpyprudeckoe
BMeLLaTeNbCTBO UK paauoHyknuaHaa tepanus. MNMpy pagnoHyknugHon Tepanmm

(MPPT) ucnonbaytotca pagnoaktTueHble BewecTsa (MTTpun 90 unu vawe nmoteuun 177),
KOTOpble CONPSXXeHbl C OKTPEOTUAOM U MEASNIEHHO BBOAATCS KanerbHbIM Cnocobom

B KPOBEHOCHOE pyCrio. 3TO MOXET obrnerynTbs CUMNTOMBbI, a TaKkke 3aMeannTb Unm
OCTaHOBUTb AanbHenwmnn poct onyxonn. OBbIYHO KYpC COCTOUT U3 4 LMKNOB, HO MHOr4a
B 6onee no3gHue Cpokmn NpoBOAAT eLle ABa uukna. Bmecto pagnoHyknugHon Tepanmm
UNKW B JOMNOMHEHME K Hel MOryT OblTb MPUMEHEHbI Apyrne BUAbl IeYeHUs], HanpasneHHble
HenocpeaCTBEHHO Ha NevyeHb, HanpuMmep ambonusauunsa unum paguodactoTHasa abnayms.
H3O Buno4koBoON xenesbl B BEPXHEM OTAENE rPYAHON KNETKM Bbl3biBalOT NPoGnemsl,
CBSA3aHHblE CKOpee C MECTHbIM POCTOM OMyXOfn, a He C BbipabOTKOW FOPMOHOB, NO3TOMY
B TaKMUX Crny4vyasax ans fiedeHuns nyyile Bcero nogxoauT Xmpyprudeckas onepaums.
OpHako npumepHo B 1 13 4 cny4yaes (25 %) onyxonu BUITOYKOBOW XKenesbl NpoayLmpyoT
AKTI 1 MoryT BblI3blBaTb CMHOPOM KyLuuMHra.
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Y 113 4 (25 %) naumMeHToB C KNUHUYeckuM guarHozom MOH1 nameHeHne reHa He
BbIsIBNSieTCs. B aTux cnyyasix noBTopHOe TecTupoBaHue Ha MOH1, npoBogumoe pas B
NSATb NIET, MOXET NO3BOMMUT BNEpPBbIE OOHAPYXUTb N3MEHEHHbIV reH. B npoTnBHOM cnyyae
eCTb ABa ApYyrMx cMHapoma, HanomuHatowmx MOH1, xota u ropasgo 6onee pegkux,

KOTOpPblIE TakKXe MOoryT ObITb LEenbto TECTUPOBAHUA:

M3H4 — npu aTOM cuHApoMe, Bbi3BaHHOM M3MeHeHneM B reHe CDKN1B,
BO3MOXXHO pa3BuUTME OMyxonen napawmMToBnaHbIX enes n runogpusa. Cuntaercs,
4yTO onyxonu npun MGH4 Bo3HukatoT B 6onee crapliem Bo3pacte, 4em npm M3IH1.

CemenHble usonupoBaHHble ageHoMbl runocumsa (FIPA) — npu atom
cvHApoMme, 0bbl4HO BbI3biIBAEMOM U3MeHeHueM B reHe AlP, HabnogaeTcs
cemMenHoe pacnpocTpaHeHne onyxonen runogusa. Hacto 310 NPonakTMHOMbI Un
onyxonu, BblpabaTtbiBatoLLmMe ropMOH pocTa, KOTOpble MOryT NOABNATLCS B 6onee

Monogom Bo3pacTte, Yyem npu MOH1.

Pecypcol

@ Association for Multiple Endocrine Neoplasia Disorders

(Accoumauns cnewuanicTos N0 MHOXECTBEHHbIM JHI0KPUHHBIM Heonna3unam)

www.amend.org.uk

MonHbin cnucok yneHoB INCA: https://incalliance.org/members/
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