Yto npepcrasnseT coboit MHOXecTBeHHOe 3HA0KPUHHOEe
HoBoObpa3oBaHue Tuna 2B (M3H2B, unn M3H3)?

MHoOKecTBeHHOe 3HA0KPUHHOE HOBoOBpa3oBaHue Tuna 2B (MIH2B) — sTo 3aboneBaHue, KOTopoe
MOXKET nepegasartbca B cembax. Mpn M3H2B onyxonu (B TOm YMcNe HEKOTOPbIE HEMPOIHAOKPUHHbIE
onyxonu, H30) obpasytoTca bosiee Yem B 0AHOM XKenese sHAOKPUHHOM CUCTEMbI OpraHn3ma.
MoparkeHHble Kenesbl MOryT 3aTemM BbipabaTbiBaTb YBEANYEHHbIE KOIMYECTBA FTOPMOHOB —
XMMUYECKUX MECCeHAKepPOB OpPraHM3ma, 4YTo B CBOKO oYepeab BbI3blBAET pAL Pa3/IMYHbIX
CMMNTOMOB. Kaxablil BUA ONYX0/IEBOTO POCTa MOMKET BO3HUKATb OTAE/bHO M HE3aBUCMMO OT
M3H2B. M3H2B nHorga Tak*Ke HasbiBatoT MOH3.

MHoxecTBeHHOe = 6onee 0gHOMN ONyX0/n
JHAOKPUHHOE = CUCTEMA Kenes

HOBOO6pa3OBaHMe = ycunneHune poCta HOpMa/JibHbIX K/IETOK C 06pa3OBaHMEM onyxonum

Kak duazHocmupyemcs M3H2B?

Mpu ogHOM U3 CeayoWMX YCA0BUIM CYMTAETCA, YTO ¥ NnaumeHTa MDOH2B.

1. Y naumeHTa aBe (nnn 6onee) onyxonen, KoTopble BcTpeyatotcs npu MIH2B.

2. Y naumeHTa TO/IbKO O4HA OMYX0/b, HO B CEMEMHOM aHAaMHe3e eCTb POACTBEHHUKK ¢ MDH2B.
3. Pe3ynbTaT aHanM3a KPOBKU NOKa3biBaeT nameHeHue B reHe RET.

Hapsay ¢ aHAOKpuHONOramm, Hannume M3IH2B moryT 3anogo3puTb Bpaum M3 pasHbix obnacteit
MeanumHbl. Meanatpbl (Cneunanuctbl No AETCKUM 60o1e3HAM) MOTyT 3anogo3putb MIH2B, ecan

y pebeHKa unm mnageHua oTmevatoTca HapyweHMsa pocTa AU NMUTaHUA, KOTopble OTPULATENBHO
BAMAIOT Ha pasBuTUE (NpenaTCTBYIOT 61aronony4HoOMy pa3BuTUIo), NMbo ecnun pebeHoK nnavet 6e3
cnes. CTomaTtosior Uam TepanesT MOryT 3anoao3putb M3H2B, Koraa BuaAT 6yropku (Helipomsl
CAU3UCTOMN 060/104KM) B MONOCTU pTa (Ha AecHax 1 (UK) A3bIKE) UK LepoxoBaTbie rybbl —
TUNWYHBIN NpM3HaK MOH2B Ha anue. CneumanmcTbl Mo 60AE3HAM NULLLEBAPUTENBHON CUCTEMDI
(racTposHTeponorun) moryT Takke 3anogo3pute MIH2B, ecin 06HapPYKMBAIOT, YTO pacluMpeHne
TOJICTOM KULWKW (MErakosioH), 3anop v (Mnun) avapes Bbi3BaHbl 406POKaYeCTBEHHBIMMU OMYXONAMM
KMLLUEYHMKA, KOTOPble HAa3bIBAOTCA FAHMIMOHEMPOMAMM.

Kakue onyxonu ecmpevyaromcsa npu M3H2B?

Mpn M3H2B moryT BCTpevaTbCAa ONyX0n Tpex BUA08. A UMEHHO:
1. B wuTOBMAHOW }Kenese B 061acTu Wwen (MeaynnapHbIA paK LWUTOBUAHOM XKenesbl).

2. B MapawuToOBMAHbIX }Kee3ax, PacrnoIoKeHHbIX Y LIMTOBUAHOW Kenesbl UN BHYTPU Hee
(onyxonn napalWwnToBUAHBIX Kenes).

1|CTp.



Kpome Toro, y naumeHTos ¢ MOH2B yacTo oTmeyvatoTca obpoKavecTBeHHble (He pakoBble) Byropku
Ha rybax, B M0/IOCTU pTa U NO BCEMY KMLIEYHUKY. Y getelt c M3H2B BepoAaTHOCTb Npobaem NUTaHUA
W NULLLEBapeHMA Bbile, YEM Y UX POBECHUKOB.

MedynnsapHsliii pak wyumosudHoli xcene3ol (MPLLU)

MouTtn y Bcex naumeHToB ¢ MOH2B pasBuBaeTca meaynnspHbIi pak WwWUToBMAHOM Kenesbl (MPLLK),
MHOrAa B TeYEeHWe NepBOoro roda M3HU, ec/iv He NPUHUMATb NPodUIaKTUYECKME MepbI.
LLMToBMAHAA Kenesa HaxoaMTCA Ha nepeaHel ctopoHe weun. MPLLXK HaumHaeT pactm

B NapadOoNNUKYNAPHbIX KNeTKkax (C-KneTkax) LWMTOBUAHOM Kenesbl, BbipabaTbiBalOLWMX FOPMOH
KanbUUTOHMH. Mpn M3H2B MPLLXK pa3srBaeTca B o4eHb paHHEM BO3PacTe M MOMKET BbICTPO
pacnpocTpaHnTbCA Ha bankanwme numooysnbl. Ho gaxke npu aTom GUsnyeckne CUMNTOMbI MOTYT
oTcyTcTBOBaTh. 1o mepe pocta MPLLK noBbiwaeTcA ypoBeHb KaNbLMUTOHMHA.

JleueHue npu MPLMX

Ecnum xnmpypruyecknm nytem yaanutb LUUMTOBUAHYIO Kenesy U banxKanwme nnmdoysnbl B TO BPEMS,
KaK runepnnasma C-KNeToK MK pak BCe eLle He BbIXOANUT 3a Npeaebl WMTOBUAHON Kenesbl
(ToTanbHas TMPeOMA3KTOMMUA U LieHTPaIbHaA AMMbaAeHIKTOMUA), NaLUEHT 0BbIYHO NCLenaeTcs.
Ecnn nocne onepaumm ypoBeHb KanbLUUTOHMHA NO-NpPeXHEeMYy NPEeBbIWAET HOPMY, 3TO MOKA3bIBAET,
YTO paKoBan OMyxo/b PacnpPocTpaHunach (MeTacTasnpoBana) nam He 6bla NONHOCTLIO YAaNeHa.

B aTOM cnyyae an1a KOHTPOIMPOBAHUA ee POCTa MOMKET ObITb NPMMEHEHA HOBAs onepaLma nam
Ha3HauyeHbl Apyrve BUAbl NeYeHuns. [Jo HaCTOALLEro BPEMEHW He CYLLEeCTBYeT cnocoba nosHoro
n3sieyeHns ot meTactasmposasliero MPLLXK, ogHaKko yacTo ¢ 3Tum 3aboneBaHMEM YAAETCS HEMOXO
CNpPaBAATbLCA, NPeaoTBPALLAA NPOABAEHME €r0 CUMNTOMOB B TEYEHME MHOTUX sieT. CUMNTOMBI,
KOTOPblE MOI/IN Bbl Pa3BUTbLCA, MHOTAA YAAETCA KOHTPOIMPOBATh C MOMOLLLbIO Iy4eBOM Tepanuu, a
B HEKOTOPbIX C/Ay4aAaX U NpuMeHeHnem XmummoTepanumn.

Bnaropapsa reHeTUYECKOMY TECTUPOBAHMIO CTaNa BOSMOXKHOM paHHAA AnarHocTnka MOH2B, a
NOCKOJIbKY y NnaumeHTa ¢ MOH2B BbicOKa BepoAaTHOCTb pa3sutna MPLLXK B paHHem aeTcTse,
onepaumio No yaaneHuto WUTOBUAHOM Kenesbl AN NpeaoTBpaLleHMa 06pa3oBaHNA pakoBOM
OMyX0J11 NPOBOAAT B NEPBbIV rof XuM3HM pebeHka. [letTam 6onee cTapliero Bo3pacTa
TUPEONAIKTOMMUIO MPOBOAAT CPaA3y NOC/e NOCTaHOBKM AnarHosa M2IH2B.

JononHutenbHble cBegeHus o nedeHnn npu MPLLK Kak TaKOBOM MOXKHO HallTW B HalLem
MHbOPMaUMOHHOM BtonneTeHe «YTo nNpeacTaBseT cobor MeayANAPHbIN PakK NoAXKeNYA0YHOM
xenesbi?».

deoxpomoyumomol

deoxpomoumTomMbl («heo») — 3To HelMpPO3HAOKPUHHbIE onyxoan (HI0) HaanoveuyHMKoB. Mpu
M23H2B oHu noyTH Bcerga AobpoKayecTBeHHble (He paKkoBble).

Kakablii U3 ABYX HAAMNOYEYHNKOB OPraHM3ma B HOpMe MMEET pPasMmep rPeLKoro opexa u
pacrnonaraeTtca HenocpeACTBEHHO Hag, no4vkoi. Onyxonu «dpeo» pacTyT BO BHYTPEHHEN YacTu
¥enesbl (MO3roBom BeLLECTBE) U NPOM3BOAAT 60/bLIE YeM B HOPME FOPMOHbI, OTHOCALLMECA
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K rpynne KaTexo/saMMHOB (Hanpumep, agpeHanmHa). «deo» moryT pacTu roaamu, He Bbi3biBas
TAKENbIX CUMNTOMOB, HO BCIeACTBUE TAaKUX COOLITUN, KaK poxKaeHWe pebeHKa Man nepeHeceHHasn
onepauma, OHM MOTYT Ha4aTb NPOABAATbCA. XoTA «peo» npu MIH2B nouTtu BCceraa
[06pOKayecTBeHHbIE, OHM BCe XKe NpeACcTaBAAIT ONACHOCTb AAA NALMEHTA M3-33 BHE3AMHOTO
NpeBbILIAOLLEro HOPMY BbIBPOCa FOPMOHOB, KOTOPbIE OHU BblpabaTbiBatoT. MI3BECTHO, YTO 3TO
MOKET CTaTb MPUUYNHON UHCYNbTA, CEPAEYHOM HEAOCTaTOMHOCTU U NpeXaeBpeMeHHON cmepTh. Kak
TO/IbKO BbIACHUTCA, YTO Y NaumeHTa MOH2B, cnegyerT ewe 40 pa3BUTUA TAXKEAbIX CUMNTOMOB
NPOBOAMTL PerynApHble NCCe0BaHUA, HaNpaB/ieHHble Ha BbiABNeHWE «deoy.

K BO3MOMHbIM CUMNTOMaM «peo» OTHOCATCA BCE UM HEKOTOPbIE U3 CNEAYIOWMX COCTOSHUIM:
BHE3amnHble rosIoBHble 6011, yyaleHHoe cepauebrerne, abixaTenbHas HeAOCTaTOYHOCTD,
ypesmepHasa NOTANBOCTb, NMOBbILEHHOE (MW B PeAKUX CyYanx MOHUMKEHHOE) KPOBAHOE AaB/eHMe
(nocTosiHHO MK BpEMA OT BPpEMEHM), TPEMOP, BAeaHbIN BHELWHWUI BUA, YTOMAAEMOCTb, genpeccus,
TPEBOHOCTb M M10X0€ CAaMOYyBCTBUE — OO6BACHMMOE UK 6e3 NPUYKH.

Kak npoeodumcsa neyeHue npu «geo»?

Mpu «deo» ana neyeHns obbIYHO NMPOBOAAT XMPYPrMUECKyto onepaumio. YAanatoT Kak onyxosb, Tak 1
I'IOpa)KeHHbI[/'I €0 Haano4Yye4yHuK. Ecan onyxosib hmeeTcAa TO/IbKO B OAHOM Haano4ye4yHUKe, TOrga Ha
3TOM 3Tane yaanaoT TO/IbKO 3Ty Kese3y. ITO CBA3aHO C TeM, YTO B pesy/ibTaTe yaaneHuns obemx
}enes naumeHT 6yAeT BClo OCTaBLUYIOCA KMU3Hb HYXAaTbCA B MOAYYEHUU KOPTUKOCTEPOUAHBIX
npenapaTos A/1A 3aMelLeHNA rOPMOHOB, BbipabaTbiBaeMbIX STUMM XKenesamu. Bpauun npeanoymraoTt
MaKCMMaNbHO OTKNAbIBaTb NPUMEHEHWNE TaKON MeAMKaMEHTO3HOM Tepanuu, NOCKO/IbKY OHa UMeeT
CBOM NoTeHUManbHble HegocTaTku. Mepes onepauueit 06blMHO Ha3HayatoT npenapaT (6aokaTop
anbda-agpeHopeLenTopos), 418 TOro YTobbl CTabMAN3MPOBaTh KPOBAHOE AaB/IEHNE HAaCKO/IbKO 3TO
BO3MOXHO. 3TO HEOH6XOAMMO, MOTOMY UYTO «PEO» MOMKET Bbl3BaTb BHE3aMHbIN BCMNIECK KPOBAHOIO
AaBneHuna. Yacto nepe onepaumeit, elle A0 NOCTYNAeHMA B 6ONbHULY HAUMHAIOT MPUMEHATb
anbda-bnokatopsl (GeHOKCMBEH3aMUH MM AOKCA303UH), @ UHOraa 1 beTa-610KaTopbl (aTeHONON
WAW Nponpaxoaon).

B cnyyae yganeHusa o6omx HaANOYEYHUKOB NaLMEHT A0KEH NOAyYaTb ABa OCHOBHbIX NpenapaTta —
rMAPOKOPTM3OH U GAYAPOKOPTU30H. OHM 3aMeLLatoT rOPMOHbI KOPTU30 U anbA0CTEPOH,
BbipabaTbiBaeMble 3TMMM Kenesamu. 3T npenapatbl 6epyT Ha cebs nopaepkaHMe HOPManbHOro
YPOBHS caxapa B KPOBU, MOMOLLb B BbI340POBEHUN NOCNE TPAaBMbl M CTPECCA, A TAKXKe COXpaHeHue
HOPMaNbHOro BOAHO-CONEBOro 6anaHca B opraHMsme.

Niobyto onepaLmio Ha HaANOYEYHUKAX JOXKEH BbINONHATH CNELMANNCT, TPUYEM HEKOTOpPbIE
XMPYPrU CNOCOBHbI BbIMOMHATL «LLAAALLYIO» ONepaLmio C COXPaHEeHNEeM Kopbl HAAMOYEYHMKA, YTO
03HAYaeT YMeHbLUEHWE NOXKU3HEHHOM NOTPEBHOCTH B NPpUEME TMAPOKOPTU30HA U
bNyLpoKOPTU30Ha.

Y HEeKOTOpbIX NALMNEHTOB BbIABAAIOTCA OYEeHb MeIKue «cbeo», KOTOpble He Bblpa6aTbIBa|0T ropmoHoB
U NPponsBoAAT KaTeEXO/1TaMUHbI B HeboNbLINX KO/in4ecTBax, MoO3TOMy B onpeaeneHHbIX Cydanax
AO0CTaTO4YHO 6y,CI,ET NMPUMEHATb TaKTUKY ((Ha6}1|0ﬂ,eHMFI N OXMNAaaHnA» 1 MeanNKaMeHTO3HO
KOHTPOINPOBATb KPOBAHOE OaB/IEHUE.

JononHutensHble cBeAeHUs 06 UccnefoBaHMAX U METOLAX IeveHns NpPu GeoXPOMOLUTOMAX MOKHO
HaWTK B Hawem MHGopmaLMoOHHOM BtonneTeHe «4To npeactaBnstoT coboi cnopaguyeckmne hpopmol
beoxpomoumnToMbl U NaparaHrINOMbI?».
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Apyaue cocmosaHusA, ceA3aHHble ¢ M3H2B

FaHanuoHelipomoli

FaHrAMOHepoMbl — 3TO A06pPOKaYecTBEHHbIE ONYX0aW (He paKOBbIE) YH4AaCTKOB HEPBHOM TKaHM

B NuLeBapuTenibHoM cucteme. OHKM BCTPeYaroTCA NoYTH y BCex naumeHToB ¢ M3H2B 1 moryT pactm
NoBCHOAY — OT NOJIOCTU PTa A0 NPAMON KULIKMU.

3T ONYXO/IM YacTo He CBA3aHbI C KAKUMMU-TMBO CMMNTOMaMM, HO Te U3 HUX, KOTOopble 0bpasytoTca
BA0/Ib KALWEYHMKA, MOTYT MPUBOAMUTb K B3AYTUIO }KMBOTA U U3MEHEHMUIO GOPMbI TONICTOM KULLKK
(merakonoHy), Bbi3blBasA AMapeto UK 3anop. IT1 npobaembl MoryT Habato4ATLCA Y HEKOTOPbIX
naumeHToB ¢ MOH2B B paHHeEM AETCTBE, YTO MHOTAA AeNaeT HEOOX04MMbIM XMPYypruyeckoe
BMeLIaTeNbCTBO.

FaHFIMOHEPOMbI BHYTPW POTOBOW MONOCTU U BOKPYT pTa (HEMPOMbI CIM3UCTOM 060104KM) Cay»KaT
NPUYMHOM onyxaHus ryb u nosasneHns BYropKkoB Ha fA3biKe U (MAK) gecHax, KoTopble YacTo
OoTMeuyatoTca y naymeHToB ¢ M3H2B. HekoTopble onyXo/n MOXHO yAannTb, 0CO6EHHO €CNN OHU
3aTPYOHAIOT YUCTKY 3y60B. MoX0XKan onyxob (HeMPOMa) MOXKET BO3HUKHYTb TaK:Ke BA0/1b BEK
nauueHTos ¢ MOH2B.

MapgaHoudHblii BHewHUli 8Ud

MaumeHTbl ¢ M3H2B 4acTo OTANYAOTCA BbICOKMM POCTOM, XyA0601 U ANMHHBIMW NanbLaMu PyK U
HOT. 3TO CBA3AHO C PACNPOCTPAHEHHbBIMM aHOMAIMAMM, 3aTPArMBAOLWMMM MblLLLbI U (MAK) KOCTU
(mapdaHomnaHbIl BHelwHWUI BUA). K uncay nogobHbIX opToneanyeckmux OTKAOHEHWI MOryT
OTHOCUTbLCA TaK¥Ke aHOMAIMK CTON M Ta30beapeHHbIX CYCTaBOB, MOBbILEHHAA NOABUKHOCTb
CycTaBoB M ckonunos. Y ntogent ¢ MOH2B HeT cuHapoma MapdaHa.

Cymb 2eHemu4ecKo20 mecmuposaHuA

Xpomocomel u 2eHbl

B KarKaoM KneTke opraHMama umetotca 23 napbl XPOMOCOM, B KOTOPbIX COAEPKATCA HaWM reHbl. OT
KaXX[0ro u3 poautenen mbl Hacaeayem no O4HOM XPOMOCOME KarKA0oM napbl. 9TO O3HAYaEeT, YTO Mbl
Hac/feLyem no OAHOMY 3K3eMNASAPY KaKA0ro reHa oT KaXkAoro U3 Halux poguTenei, 4to

B pe3ynbTaTe AaeT HaM A,Ba 3K3eMnspa reHa. Y 60/blWMHCTBA It0Ael UMEoTCA ABa HOPMAJIbHO
dYHKUMOHMPYowmx reHa MIOH2B. Y nauneHToB ¢ MOH2B oauH reH 13 aToi napbl HeceT B cebe
n3meHeHue (MyTaumio). MyTaumsa MOXKeET bbITb yHac/ie40BaHa oT Nt0boro ns poauTenei
(HacnepcTBEHHAnA, MAK ceMeliHan Nepesaya) UM MOXKET BOSHUKHYTb Y OTAE/bHOIO YeNoBeKa
Brnepsble (HOBasa MmyTauus, uam mytauma de novo). Ecam y nvua ¢ M3H2B ecTb AeTH, UM MOXKET 6bITb
nepegaH AM60 HopMasbHbIA, MO0 M3MeHEHHbIN reH. Kak npy nog6pacbiBaHUM MOHETbI, 3TO
BblNagaeT cay4ariHo. Takum 06pas3om, gaa Kaxkgoro pebeHka BepOoATHOCTb HAac/ e 0BaHWsA
M3MeHeHHOro reHa coctasnseT 1 ns 2 nam 50 %, u cyLLecTByeT pUCK pasBUTUA ONyxosel npu
M>3H2B. Takoit cnocob Hac/ieA0BaHUA HA3bIBAETCA ayTOCOMHO-A0MUHAHTHbIM.
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FfeHemuyeckoe mecmupoeaHue

B Ka 4o KneTke opraHnama umeroTca 23 napbl XPOMOCOM, B KOTOPbIX COAepPKaTcA Halwu reHbl. OT
KaXAoro U3 poamuteneit Mbl Hacsieayem rno OAHOM XPOMOCOME KaKA0M napbl. ITO 03HAYaAET, YTO Mbl
Hac/fegyem rno 04HOMY 3K3eMMAAPY KarKAoro reHa OT KakAoro U3 Hallnx poautenei, 4to

B pe3ynbTaTe AaeT HaM ABa 3K3eMnaspa reHa.

Y 60NbLWINHCTBA NHOAEN UMEIOTCA ABa HOPMAIbHO PYHKLMOHUpPYoWwmMxX reHa MOH2B (RET mau
npoTooHkKoreH RET). Y naumeHToB ¢ M3H2B oaMH reH 13 3Tol napbl HeceT B cebe usmeHeHue
(nHOra HasbiBaemoe «MyTaumen»). Hanbonee pacnpoctpaHeHHOe U3meHeHue reHa npu M3H2B
obo3HayaeTcs Kak M918T.

MN3meHeHMe reHa MOKeT b6bITb NepeaHo pebeHKy o4HUM U3 poauTenel, Ho y 60/bLMHCTBA Ntoaen
¢ M3H2B oHo BnepBble NOABAETCA Y CAMOTO ero Hocutensa (HoBaa mMmyTaums, uam mytauma de novo).
OpaHako ecnn y imua ¢ M3H2B ecTb AeTn, M MoKeT bbITb nepeaaH Mb60o HopmanbHbIM, 1Mb6o
M3MeHEHHbIN reH. Kak npu nogbpacbiBaHUM MOHETbI, MOXET BbINacTb 04HO UK Apyroe. Takum
o0bpasom, AN Kaxaoro pebeHka 3aTPOHYTOro 3TUM U3MEHEHUEM POAUTENA UMEETCA BEPOATHOCTL 1
13 2, uan 50 %, yHacnepoBatb gedeKTHbil reH RET. U Toraa ana atoro pebeHKa cywecTByeT puck
pa3suTUa onyxoneit MIH2B. 3To o3HavaeT TakKe BepoAaTHOCTb 50 %, 4To pebeHOK yHacneayeT
HOPMaJIbHbIN 3K3eMNAAP FreHa U No3ToMy He yHacsieayeT MOH2B. Takon cnocob HacieaoBaHus
Ha3bIBaeTCA ayTOCOMHO-A0OMUHAHTHbIM.

Pecypcobl

Association for Multiple Endocrine Neoplasia Disorders (Accoumauus cneuyanmcros no
MHOECTBEHHbIM 3HAO0KPUHHbIM HeoMnaasnam)

www.amend.org.uk

Pheo Para Alliance (AnbaHc no «deo» n «napa»)

www.pheopara.org

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