Yto npepcrasnseT coboit MHOXecTBeHHOe 3HA0KPUHHOEe
HoBoObpa3oBaHue Tuna 2A (M3H2A)?

MHoOKecTBeHHOe 3HA0KPMHHOE HOBOOBpa3oBaHMe Tuna 2A (M3H2A) — 370 3aboneBaHue, KoTopoe
MOXKET nepeaanaTtbca B cembax. [Mpn M3H2A onyxoniu, B TOM YUC/ie HEKOTOPble HEMPO3HAOKPUHHbIE
onyxonu (H20), obpasytotca 6onee Yem B OIHOM Kenese SHAOKPUHHOM CUCTEMbI OPraHU3Ma.
MoparkeHHble Kenesbl MOryT 3aTemM BbipabaTbiBaTb YBEANYEHHbIE KOIMYECTBA FTOPMOHOB —
XMMUYECKUX MECCeHAKepPOB OpPraHM3ma, 4YTo B CBOKO oYepeab BbI3blBAET pAs Pa3/IMUHbIX
CMMNTOMOB. Kaxablil BUA ONYX0/IEBOTO POCTa MOMKET BO3HUKATb OTAE/bHO M HE3aBUCMMO OT
M>3H2A.

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

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

Kak duazHocmupyemcs M3H2A?

Mpn ogHOM U3 CAeayoWmX YCAOBUIM CUMTAETCA, UTO ¥ NaumeHTa MDOH2A.

1. Y naumeHTa aBe (nnn 6onee) onyxonemn, Kotopble BCTpeyatoTcs npn MIH2A.

2. ToNbKO 04HA ONyX0/b, HO B CEMEMHOM aHaMHe3e eCTb POACTBEHHMKKM ¢ MOH2A.
3. Pe3ynbTaTt aHanM3a KpOBU NOKasblBaeT n3meHeHue B reHe RET.

BblBaeT, YTO NPU HANNYUKN U3MEHEHMUS, Bbi3blBatowero MIH2A, HM ogHa U3 onyxonei He
pa3BmBaeTca. M3-3a pucka obpasoBaHMA onyxosei, XxapakTepHbix gna MIH2A, TakMm naumeHTam
cnefyeT NpPeasioXUTb NPorpaMmy PeryasipHoOro CKpUHMHrA.

Kakue onyxonu ecmpevyaromcsa npu MOH2A?

Mpn M3H2A MmoryT BCTpeYaTbCA ONyXoau Tpex BUA0B. A MUMEHHO:

1. B wmTOBMAHOM Kenese B 061acT Wwen (MeaynnsapHblit pak LWUTOBUAHOM Kenesbl).

2. B napawmToBMAHbIX Kee3ax, PacnooKeEHHbIX Y LWMTOBUAHOW ¥Kenesbl UAN BHYTPU Hee
(onyxonn napaWwnToBUAHBIX Kenes).

3. B HaAnoyeyHUKax, PacrnoNoKeHHbIX Had KaxKaoh 13 nodyek (peoxpomoumTomsl).

MNepBan neyebHas npoueaypa npn MIH2A o06bI4HO NPOBOAUTCA NO NOBOAY MeAYNNAPHOrO paka
WMTOBUAHOM Kene3bl. OHa NpeacTaBaseT cO60M XMPypruyeckyto onepaumo AN yaaneHums
LWMTOBUAHOM Xenesbl U OKpyKatowmx ee nnmdoysnos. lMocne 3Toro gasa KOHTPOJMPOBAHMA APYTrUX
onyxosel, KoTopble BCTpevatoTca Npu MIH2A, npoBepstoT ypOBHM TOPMOHOB NyTEM aHa/IN30B
KPOBM M MOYM, @ TaK}Ke NPOBOAAT BM3yannsaLmio 061acTu Wweu 1 kenyaka. MHorga sTo moxet
NPUBECTU K HEOBXOAMMOCTU AOMNONHUTENBHOIO XMPYPrMYECKOro BMeLLATeNbCTBa A1 YaaneHus
ApYrux onyxonei u (Mn) NoparKeHHbIX Keses.
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MedynnsapHsliii pak wyumosudHoli xcene3ol (MPLLK)

MouTtn y Bcex naumeHToB ¢ MOH2A K 40 rogam pasBuBaeTca MeayANnspHbIA pak WUTOBUAHOM
)enesbl (MPLLK). LLMTOBMAHAnA Kenesa HaxoauTca Ha nepeaHen ctopoHe weun. MPLUXK HaumHaeT
pacTu B NapadonInKynsapHbIX KneTkax (C-KneTkax) WMTOBUAHOM Kenesbl, BblpabaTbiBatloLWMX FOPMOH
KaNbUUTOHUH. COCTOAHME, NPeALLIecTBYOLWEE PAa3BUTUIO paKa, Ha3blBaloOT rmnepnaasuneit C-KNeTok,
npu KOTOPOWN NPOUCXOAUT AHOMANbHbI POCT HOPManbHbIX C-KNETOK U ycuaeHue BbipaboTkm
KanbuuToHMHa. MPLLX 0b6bl4HO pa3BMBaeTCcaA rogbl CNyCTA Noc/e 3TOr0 aHOMa/IbHOro POCTa, OA4HaKOo
MOMKET Ha PaHHMX CTaZAMAX PACNPOCTPAHUTLCA Ha Bankaliwme AMmooysnbl, XoTa Gpusnyeckue
CMMNTOMbI MOTYT MPW 3TOM OTCYTCTBOBATb. Puck MPLLK BapbMpyeT B COOTBETCTBMU C KOHKPETHOM
MyTaLMel B CEMbe, MOSTOMY BO3HUKAIOT AMCKYCCUM O BO3PACTE, B KOTOPOM 3aTPOHYTOMY MyTauuei
pebeHKy MOXKHO peKOMeHA0BaTb MPOBECTM ONEpPALLUIO.

JleyeHue npu MPLLMX

Ecnum xnmpypruyecknm nytem yaanutb WUTOBUAHYIO Kenesy n bavKanime nmmdoysnbl B TO BPEMS,
KaK runepnnasunsa C-KNeToK UK paK BCe eLle He BbIXOAMT 3a Npesesibl LUTOBUAHOM Kenesbl
(ToTanbHas TMPeoMA3KTOMMUA U LLeHTPabHaA AMMbaAeHIKTOMUA), NaUNEHT 0BbIYHO NCLeNAeTcs.
Ecnn nocne onepaumm ypoBeHb KanbLUUTOHMHA NO-NpeXHeMy NPeBbIWAeT HOPMY, 3TO MOKA3bIBAET,
YTO PaKoBas OMyXo/ib PACNPOCTPAHMUAACh (MeTacTa3npoBana) UK He bblna NOMHOCTLIO yaaneHa.

B aTOM cnyyae an1a KOHTPOIMPOBAHUA ee POCTa MOXKET ObITb NPMMEHEHA HOBAs onepaLma nam
Ha3HauyeHbl Apyrue BUAbl 1eyeHuns. [Jo HaCTOALLEro BPEMEHN He CyLLLeCTByeT cnocoba noaHoro
n3sie4eHns ot meTactasmposasliero MPLLXK, ogHaKko yacTo ¢ 3Tum 3aboneBaHMEM yAAETCS HEMIOXO
CNpaBnATbCA, NPeaoTBpaLLaA NPOABJAEHME €ro CUMNTOMOB B TeYEHME MHOTUX JIeT. CUMNTOMBI,
KOTOpPble MOT/IN Bbl Pa3BUTbLCA, MHOTAA YAAETCA KOHTPO/IMPOBaTh MPUMEHEHMEM NIYYEBOM Tepanuu, a
B HEKOTOPbIX C/AYy4aAX — U XUMMNoTepanuu.

Bnarofapsa reHeTMYECKOMY TECTUPOBAHUIO CTa/la BO3MOXKHOW paHHAA gMarHocTMka MIH2A, a
NOCKOJIbKY Yy naumeHTa ¢ MOH2A BbicOKa BepOATHOCTb pa3sutma MPLLUXK, aetam — HocuTenam reHa
Tenepb NPOBOAAT ONEpaLLMio MO YAANEHUIO LWNTOBUAHOM Kenesbl. B HeKOTOpbIX Cyvasx onepawmio
BbINOJIHAIOT B BO3pacTe A0 5 neT, ytobbl NpesoTBpaTUTL pa3BUTME paKa. Jetam 6onee crapliero
BO3pacTa TMPEOUAIKTOMUIO NPOBOAAT Cpa3y nocae NOCTaHOBKM amarHosa M3H2A.

JononHutenbHble cBegeHua o nedeHnn npu MPLLK MOXKHO HaliTK B Hawem MHGOPMALLUOHHOM
bronneteHe «YT0 NpeacTaBnseT cobor MeayNNsPHbIA PaK NOAKENYA0UHON XKenesbl?».

¢EOXPOM0qum0MbI

deoxpomouunTomsl («peo») — 3To HEMPOIHAOKPUHHbIE onyxonun (HO0) HagnoyeyHmKos. Mpu MIOH
OHM NOYTK Bcerga AobpoKayecTBeHHbIe (He paKoBble).

Karkabii U3 aBYX HAANOYEYHMKOB OpraHM3ma B HOPME MMeEeT pa3mep rpeLKoro opexa u
pacnonaraeTcsa HeNOCPeACTBEHHO HaA NOYKoM. Onyxonu «peo» pacTyT BO BHYTPEHHEN YacTu
¥enesbl (MO3roBom BELLLECTBE) U NPOU3BOSAT Ho/bLIe YeM B HOPME FOPMOHbI, OTHOCALLMECA

K rpynne KatexoslaMMHOB (Hanpumep, agpeHannHa). «Peo» moryT pacti rogamMu, He Bbl3blBas
TAXKENbIX CUMNTOMOB, HO BC/IeACTBUE TAaKUX COOLITUN, KaK poxaeHWe pebeHKa an nepeHeceHHasn
onepaums, OHW MOTYT HayaTb NPoABAATLCA. XoTA «peo» npu MIH nouTtn Bcerga
[06pOKayecTBEHHbIE, OHM BCE XKe NPeACcTaBAAT ONACHOCTb A8 NaLMEHTa M3-3a BHE3aNHOro
npeBbILIAOLLEr0 HOPMY BbIBPOCa FOPMOHOB, KOTOPbIE OHU BblpabaTbiBatoT. M3BECTHO, YTO 3TO
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MOXET CTaTb NPUYMHOM UHCYNbTA, CEPAEUYHON HEAOCTaTOYHOCTU U NPeXKAeBpeMeHHON cMmepTu. Kak
TO/IbKO BbIICHUTCSA, YTO ¥ NauneHTa MIH2A, cneayer ewe 40 Pa3BUTUA TAXKENbIX CUMNTOMOB
NPOBOAUTL PEryNsipHble UCCNeA0BaHUA, HanpaBieHHbIe Ha BbiABAeHUE «Peoy.

K BO3MOKHbIM cMMnToMam «Heo» OTHOCATCA BCE MW HEKOTOPbIE U3 C/IeAyOLNX COCTOAHMUMA:
BHe3amnHble rofIoBHble 601, yyalleHHOe cepauebueHne, abixateNlbHaA HeAOCTAaTOUYHOCTD,
ypesmepHasa NOTANBOCTb, MOBbIWEHHOE (MN B PEAKUX C/TyHanX MOHUMKEHHOE) KPOBSAHOE AaB/ieHue
(nocTositHHO MK Bpems OT BpeMeHM), Tpemop, 61eaHblii BHELWHWUIN BUA, YTOMIAEMOCTb, Aenpeccus,
TPEBOXHOCTb M NJIOXOE CAMOYYBCTBME — O0OBACHUMOE UK 6e3 NPUYNH.

Kak nposodumcs neyeHue npu «gpeo»?

Mpun «peo» gna nevyeHns o6bIMHO NPOBOAAT XMPYPIUYECKYIO Onepaumio. Y4anaiT Kak onyxosb, Tak U
rnopaKeHHbIN eto HaanovyeyHuK. Ecam onyxonb MMeeTca TO/IbKO B O4HOM HagnoyeyHuKe, Toraa Ha
3TOM 3Tane yAanatoT TONbKO 3Ty Kenesy. ITO CBA3aHO C TEM, YTO B pe3syabTaTe yaaneHusa obenx
Xenes naumMeHT byaeT BCHO OCTaBLUYIOCA XU3Hb HY»KAATbCA B MNOJYYEHUN KOPTUKOCTEPOUAHbIX
npenapaToB A/ 3aMeLLLEHUA TOPMOHOB, BbipabaTbiBaeMbIX 3TUMMU Keesamu. Bpaun npegnoymntaior
MaKCMMaNbHO OTKNAAbIBATb NPUMEHEHME TAKOW MeAMKaMEHTO3HOM Tepanuun, NOCKO/IbKY OHa MmeeT
CBOW NOTEHUMANbHbIE HegoCTaTKK. Mepea onepaumelt 06bIYHO Ha3HayYaloT npenapart (610KkaTop
anbda-agpeHopeLenTopos), A1a TOro YTobbl CTabUAN3NPOBATL KPOBAHOE AaBAEHME HACKOIbKO 3TO
BO3MOXHO. 3TO HEOBXOAMMO, MOTOMY UTO «HEO» MOKET BbI3BaTb BHE3AMHbIN BCMIECK KPOBAHOIO
AaBneHus. Yacto nepepg onepaymen, ewe A0 NocTyrnaeHUsa B 601bHULY HAYMHAKOT NPUMEHATb
anboa-6noKatopbl (GeHoKcMbeH3aMMH MK A0KCa303UH), a MHorAa U 6eTa-610KaTopbl (aTeHonon
WKW NponpaHonon).

B cnyuae yaaneHna 060Mx HagnouyeyHWKOB NauMeHT AOXKEH Noay4aTb ABa OCHOBHbIX Npenapara —
rMAPOKOPTM3OH U GAYAPOKOPTU30H. OHUM 3aMELLLatOT FTOPMOHbI KOPTM30 U aNbh0CTEPOH,
BblpabaTbiBaeMble 3TUMM Kenesamu. ITu npenapaTtbl 6epyT Ha ceba nogaepiKaHMe HOPManbHOro
YPOBHA caxapa B KPOBM, NOMOLLb B BbI3A0POB/IEHMM NOCAE TPAaBMbl U CTPECCA, a TaKKe COXpaHeHue
HOPMaNbHOro BOLHO-CONEBOro HasaHca B opraHusme. J1iobyto onepaumio Ha HagnoYeyHnKax
[0/IKEH BbINOHATL CMELMUaNnCT, MPUYEM HEKOTOPbIE XMPYPrK CNOCO6HbI BbIMOHATL «LWAAALLYHO»
onepaumio C COXpaHEeHMEM KOPbl HaAMNOYeUYHNKa, YTO 03HAYaEeT YMeHbLUEHWE NOKU3HEHHOM
noTpebHOCTM B Npreme rMApPOKOPTM30HA U (YL POKOPTU30HA.

Yy HEKOTOPbIX NaUNEHTOB BbIABIAKOTCA O4YEeHb Me/IKue «d)eo», KOTOpble He Bblpa6aTblBal-OT ropmoHoB
NN NPon3BOoAAT KaTeXO/1laMUHbI B HeboNbLINX KO/In4ecTBax, MO3TOMY B onpeaeneHHbIX Cayvyanax
AO0CTaTO4YHO 6y,CI,ET NMPUMEHATb TaKTUKY ((Ha6J'II-OAEHMF| N OXNOaHNA» N MEOANKAMEHTO3HO
KOHTPO/IMPOBATb KPOBAHOE AaB/ieHUe.

JononHuTtenbHble cBeaeHna 06 uccnenoBaHUAX U MeTOAAX leHeHNA NPU GEOXPOMOLUTOMAX MOMKHO
HaWTK B Hallem MHPopMaLMOHHOM BlosineTeHe «4To NpeacTasnsatoT cobon cnopagmyeckne Gopmbl
$eoxpomMoUUTOMbI U MaparaHrIMOMbl?».

Onyxonu napauqumoeudelx Jcenes

Onyxonu B NapalMTOBUAHbIX Kene3ax MOryT Bbi3blBaTb NOBbILEHME YPOBHA NapaTUPeonaHoro
ropmoHa (mapaTropmoHa) no cpaBHEHUIO C HOpMoOW. OHM BCTpeyatoTcA y meHee yem 1 ns 4
nauneHTos ¢ MOH2A. MNapawmToBugHble XKenesbl HaxoaAaTcs B 06/1acTv Wen HenocpeacTBEHHO
nosaam WMTOBUAHOM ¥Kee3bl. B peaKux cnydyasx oHU 0B6HaAPYKMBAKOTCA BHYTPU LUTOBUAHOM
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)enesbl. MapawmnToBMaHbIE Kene3bl OTBeYaloT 3a Peryasaumio CoaepKaHusa Kanbuus B opraHmsme,
BblAE/A5 B KPOBb NapaTMPEOoUAHbIV TOPMOH (MapaTropMoH). 9To NnomoraeT NoaLepKnBaThb
HOPMa/IbHbIM YPOBEHb Ka/ibLiMA B KPOBU, KOCTAX U MOYE.

BbipabaTtbiBan cANLWKOM 60NbLIOE KOMYECTBO NapaTropMOHa, ONYX0/1M Bbi3blBalOT COCTOAHMUE,
Ha3blBaeMoe runepnapaTnMpeosom. K ero cMMntTomam OTHOCATCA Kaxaa, yTOMAAEMOCTb, Tyrble U
ocTpble 6011, HapyLUeHUA NaMATH, HeCcBapeHMe }Kenyaka u genpeccva. OHU MoryT BnocneacTsnn
TaK»Ke NPMBOAUTb K OCTEONOPO3Y UNM NOYEYHOKAaMEHHOM 601e3Hu.

JleyeHue npu onyxoaax napawjumoeuodHbIX yesne3

JleyeHue 3aKNt0YaeTCA B ONePaTUBHOM yAaNeHUN Kees ¢ Onyxonsamu. B HacToswee Bpems

B OO/IbLUMHCTBE C/TyYaeB XMPYPru yaansaoT 60NbLIYIO YacTb NapaLLUTOBUAHDIX Keses, 0CTaBAAs
JMLWb NONIOBMHY OAHOW »Kenesbl (KybTio) Ans noagepaHna obmeHa KanbLyma B opraHusme
(cybToTanbHasa napaTMpeonaskTomms). ECiv KynbTa He BO30H6HOBUT CBOIO QYHKLMIO, NALMEHTY
notpebyeTca NOXKM3HEHHO NPUHMMATL NpenapaTbl aKTUBUPOBAHHOIO BUTaMUHa D, KOTopblit
cnocobcTByeT NoAAepKaHMIo 340P0BOI0 YPOBHA KanbLyMA B OpraHM3me. PelueHns no atum
BOMNpPOCam Xupypr obcyamT c Bamu Ha npueme.

Cymb 2eHemu4yecKo20 mecmuposaHusA

Xpomocomel U 2eHbl

B Kaxkaon KneTke opraHM3ama umetrotcs 23 napbl XpOMOCOM, B KOTOPbIX COAEepKaTcsa Hawwu reHol. OT
KaX4oro u3 poamtenei Mol Hacnegyem no o4HOM XpOMOCOME KaX Aol napbl. 3TO 03HAYAET, YTO Mbl
Hac/feLyem no OAHOMY 3K3eMNAAPY KaKA0ro reHa oT KaXKAoro U3 Halux poguTeneit, 4to

B pe3y/nbTaTe AaeT HaMm [iBa 3K3eMnasapa reHa. Y 60/blUMHCTBA Nt04en MMEoTCA ABa HOPMAJibHO
dYHKUMOHMPYowmx reHa MIH2A. Y nauneHToB ¢ M3H2A oauH reH 13 3Tol napbl HeceT B cebe
n3MeHeHue (MyTaumio). MyTauusa moxKeT BbITb yHac/eg0BaHa oT 1t0boro U3 poautenei
(HacnencTBeHHas, UNK cemeiHan nepeaaya) Uan MOXKET BO3HUKHYTb Y OTAENbHOrO YeN0BEKA
Brnepsble (HOBas MyTauuma, uamM mytauma de novo). Ecam y anuya ¢ MOH2A ecTb 4€TH, UM MOXKET 6bITb
nepeaaH NMM60 HoOpManbHbI, MO0 N3MeHEeHHbIN reH. Kak npu noabpacbiBaHUM MOHETbI, 3TO
BbliNagaeT cny4yaiiHo. TakMm 06pa3om, ANs KarKaoro pebeHKka BeposTHOCTb Hac/ie40BaHNs
M3MeHeHHOro reHa coctasnseT 1 u3 2 namn 50 %, n cywecTByeT PUCK Pa3BUTMA ONYyXOel Npu
M3H2A. Takol cnocob Hacnea0BaHMA Ha3bIBAETCA ayTOCOMHO-A0MUHAHTHbBIM.

Fenemuvyeckoe mecmupoeaHue

B HEKOTOPbIX CEMbBAX C MOMOLLIO FEHETUYECKOTO TECTUPOBAHUA MOXKHO BbIACHUTb, YHacaef0Ban in
KTO-MB0 M3MeHEHHbIN reH. MepBbIit 3Tan — NPOBECTM aHA/IM3 KPOBU, B3ATOM Yy KaKOro-n1nmbo YneHa
cemby ¢ MIH2A (CKpUHUMHT Ha MmyTaumio). M3ameHeHue reHa obHapyKMBaeTca He Bceraa. Ecnum
M3MeHeHWe reHa 0bHApYXeHO, TOraa APYrMm Y1eHam CeEMbW MOXKET BbiTb NPeaoKEHO cAaTb
aHa/M3 KpoBM (NpeauKTMBHOE reHeTMYecKoe TeCTUPOBaHUE). B cBA3M C NpeuKTMBHbIM
reHeTMYeCKMM TeCTUPOBaHMEM MMeeTCA pag, Npobaem, 0coObeHHO B TOM, YTO KacaeTcs AeTel,
NO3TOMY BCE TaKWe MaLMEeHTbl AOXKHbI MPOXOAUTb OCMOTP M KOHCY/IbTALMIO Y KIMHUYECKOTO
reHeTuka. Ecivm U3MeHeHHbIN reH He yaaeTca 06HapyXUTb AN eCn Y 3aTPOHYTOro N
HEBO3MOXHO B3ATb 0b6paseL, KPOBU, TOrAA rEHETUYECKOE TECTUPOBAHME HE MOXKET ObITb BbIMOJIHEHO.
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PelueHne o TeCTUPOBaHMM AeTeln NPUHMMAETCA BCeraa CTPoro MHANBMAYaAbHO, OAHAKO eciu npu
TEeCTUPOBAHUM Yy AeTel, POAUTENI0 KOTOPbIX NOCTaBAeH gMarHo3 M3H2A, 3TOT U3MeHEeHHbIN reH
OTCYTCTBYET, MOXHO 6bITb YBEPEHHbIM, YTO Aa/ibHelllee reHeTUYecKoe TeCTMPoBaHNe ANA HUX He
notpebyeTca. Ecan »Ke 3To reH yHacneA0BaH, NPOrpamma CKPUHUHIA NO3BOJIUT KaK MOXHO paHbLue
BbIABUTb W YCTPaHUTb NtobBble onyxonu. Beuay noteHuManbHON onacHocTU pa3suTna MPLLXK

Y 3aTPOHYTOro MyTaumel pebeHKa B paHHeM BO3pacTe, MHOTMe poauTenn npeanoynTaoT
0bpaTtuTbCA 3a 06CNea0BaHMEM CBOUX AETEN B NepBble rodbl UX }KU3HW.

Apyrue cocroaHua, cBAa3aHHble ¢ MOH2A

bone3Ho NlupwnpyHaa

OueHb peaKo y HeKOTopbIX NaumneHToB ¢ MOH2A MoKeT oTMeuaTbca Tak»Ke 3abosieBaHue,
Ha3bliBaemoe 6onesHbto MplunpyHra (Br). O6bI4HO 3TO 3a60/1€BaHMe BCTPeYaeTCcs B paHHEM AeTcTBe
M yalle Bcero obHapyKMBaeTca NPM KOHKPETHbIX FeHHbIX U3MeHeHusaxX (KkogoHos 609, 618 1 620).
OHaKo Aake B TAKOM C/ly4ae He Yy BCeX HOCUTEJIeN 3TUX FreHHbIX M3meHeHun byaet BI. MNoyemy
oAHW ntogm 3aboneBatoT, a Apyrne — HET, 40 CUX NOP HEU3BECTHO.

BI' — aT0 3aboneBaHMe NULLEBAPUTENBHOM CUCTEMDI, BbI3BAHHOE HEAOCTAaTKOM HEPBHbIX KETOK

B YyacTu XKKT. K cumnTomam moryT oTHocuTbcA 60/1b B *KUBOTE, B3A4yTHE KMBOTa U 3anop. Y aetel
MOXKET TaK¥e HaboaaTbCA HeAOCTaTOYHAA Macca TeJia Mo CPaBHEHMIO C oXKugaemoi. MHoraa brr
MOKET BbI3bIBaTb PBOTY UM Anapeto. bl MOXKHO 06HaPYKUTb PEHTTEHOCKOMNNYECKU. B HEKOTOPbIX
CNy4Yasnx U3 KULLIEYHUKA BepyT menkuit dparMmeHT TKaHWU, KOTOPbIN 3aTeM M3y4atoT nog,
MMKPOCKOMNOM. ITO Ha3bIBaeTCA pPeKTa/IbHOM buoncuein, ana NpoBeAeHUA KOTopol y aeTten bonee
CTaplUero Bo3pacta MoXKeT noTpeboBaTbcA aHecTesuns.

Bl yacto noaaaerca apGeKTUBHOMY XUPYPIrUYECKOMY /IeYEHUIO, KOTOPOE NPOBOANT ONbITHbIN
cneumnanunct. JleyeHne MOKET OCYLLLECTBATLCA NO3TANHO Ha MPOTAMXKEHUM HECKOIbKUX Heae b Uaun
mecaues. OTAeN KMLLIeYHNKA, KOTOpbIA He paboTaeT A40/IKHbIM 06pa3om, yAanatoT, a ABa KOHLa
OCTaBLUErocs 340P0BOro KMLLIEYHNKA COeANHAIOT.

Y3enkoevliii amunoudos

B HekoTopbIx cembax ¢ MOH2A Habntoganvch cnydaum, BNpodem oYeHb peaKkue, 3aboneBaHnA KOXKM
nog, Ha3BaHWeM y3e/IKOBbI amunongos. OH NPoABNAETCA B BUAE 3YAALLNX, MPUNYXLINX U MOXOXKMX
Ha CbINb Y4aCTKOB KOXW, HEMHOTO 601ee TEMHbIX, YEM OKpY»KatoLan Koxa. Mpn MIH2A Takue
y4acTKu 06bIYHO BCTPEYatoTCA B BEPXHEW HYAaCTU CMUHBI U MOFYT 6bITb BbI3BaHbl MHOFOKPATHbLIM
pacyecbiBaHUEM (CM. 3y, KOXKM CMIMHbI HUMKE).

3y0 Koxcu cnuHel (npypum)

Y MHorux naumeHToB ¢ MOH2A (KogoH 634) oTMeyaeTcsi 04eHb CUAbHbIM KOXKHbIN 3y, B BEPXHEN
4acTu cnuHbl. OH YacTo HaYMHAERTCA B AETCTBE MO NPUUYMHAM, KOTOPbIE A0 CUX MOP HE BbIACHEHDI.
CuunTaeTcs, YTo NOCTOAHHOE pacyecbiBaHWe 3ToM 061aCTU Bbi3bIBAET Y3€/1KOBbIN ammMnonaos (cm.
BbllLe).
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Pecypcobl

Association for Multiple Endocrine Neoplasia Disorders (Accoumauma cneuyanmnctos no
MHOKECTBEHHbIM 3HAO0KPUHHbIM HEoNAa3nam)

www.amend.org.uk

Pheo Para Alliance (AnbsHc no «deo» 1 «napa»)

www.pheopara.org

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