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YTto npepcraBnsaeT cobon meaynnsapHbIN pak
wurosngHom xenesbl (MPLLXK)?

MegynnspHbIn pak wuTtoBnaHom xenesbl, nnn MPLLK, — peakas doopma paka WuToBUAHOM
Xernesbl. JTa Xenesa ABNAeTCA YacTblo SHAOKPUHHOW CUCTEMBI, Kak NMokasaHo Huxe. Ecnu
31O 3aboneBaHMe OTCYTCTBYET B CEMEVNHOM aHaMHe3€, Ero HasblBakT CropagnyeCcKon
dopmon MPLLPK. OguH n3 veTbipex, unu 25 %, cnydaes MPLLXK BcTpedatoTcs B BUae
COCTaBHOM 4acCTu peakoro 3aboneBaHus, KOTOPOe MOXET nepeaaBaTbCs No HacneacTsy B
CEMbSIX N Ha3bIBAETCA MHOXECTBEHHbIM 3HAOKPUHHBIM HOBOOOpa3oBaHMEM BTOPOro Tuna
(M3OH2). Bcem naumentam ¢ coopmon MPLLXK, koTopasi npeacraBnseTca cnopaguyeckon,
Heobxoanmo npeanaratb NPonTU CkpUHUHF JHK (reHHOoe TecTupoBaHune), ecnn OHY NepBsble
HOCUTENN reHHOW aHoMarnuu B ceMbe. CM. Hawu UHgbopmayuoHHble brornnemeHu « Ymo
rnpedcmaernsem coboli MHOXXeCmeeHHOEe 3HOOKPUHHOE HO800bpa3osaHue murna 2A?» u

«Ymo npedcmaensiem cobol MHOXXeCmEeHHOe S3HOOKPUHHOE HOB0O6pasosaHuUe mura 2B?».

LLlnToBMAOHAaA Xenesa HaxoauTcs Ha nepeaHer CTOpoHe Leun. ATa

Xenesa BblpabaTbiBaeT TPY ropMOHa: TUPOKCUH U TPUNOATUPOHUH i £ ‘g:;;;;:?"
(HeobxoguMmble Ans nogaepxaHusi obMeHa BELLECTB B OpraHn3me, € ; *
AN YMCTBEHHOIo 1 (oM3N4eCKOro pasBmTus), a Takke KanbLUTOHMH. - unogus

MPLLDK HaunHaeTca B C-kneTkax LUUTOBUAHOM Xene3bl,
BblpabaTbiBalOWMX KaNbLUUTOHUH. YBENM4eHue
yncneHHoctu C-knetok (runepnnasma C-kneTok)
npoucxoauT Ao UX npesBpaileHus B pakoBble. MPLLDK
MOXeT pacnpoCcTpPaHATLCA B bnvkanwme numcoysnbl.
Ho paxe npu aTom ¢pmanyeckne cMMNTOMbI MOTyT
otcyTcTBoBaThb. 1o mepe pocta MPLLX noBbiwaeTtcs HaanoueuHuk
YPOBeHb KanbUUTOHMHA.

MapawmnToBrAaHbIE XKenesbl

Ecnu xvpypruyeckum nytem yaanutb LMTOBUOHYIO Xenesy
n Grvkanume NMMOoy3anbl B TO BPEMS, Kak pak BCe eLle
He BbIXOAMWT 3a npeaenbl LWMTOBUAHOM Xenesbl (ToTanbHas
TUPEOUOIKTOMUSA U LieHTparibHaa NMMdageHIKTOMUS),

MogxenypoyHas
nauyneHT 00ObIYHO ncuendeTcqd. Ecnu nocne onepauunun xenesa

YPOBEHb KarnbLMTOHMHA MO-NPEXHEMY MOBbILLEH, 3TO
MOKa3bIBaET, YTO pakoBas OMyxorib pacnpocTpaHunach
(meTacTtasupoBana) unu He 6bina NOMHOCTLIO yaarneHa.

B atom cny4dae gnst KOHTPONMPOBAHWS €€ POCTa MOXET ObITb MPOAOIMKEHO XMPYpPruveckoe
neveHuve, nnun moryT ObiTb Ha3HavYeHbl Apyrve Buabl Tepanuun. [1o cux nop He cyLlecTsyeT
cpeacTsa AN NorHoro nsneyvyeHust ot metacrasmposaslwero MPLLK, ogHako ero poct
Hepeako 3amenneH n MoXeT 6eccMMNTOMHO NpoAaomkaTbes rogamu. Nosienatowmecs
CMMMTOMbI YaCTO MOXHO KOHTPONMPOBAaTb, UCMOSMb3Ys JyYEBYHO Tepanuio, HOBbIE
MeanKaMeHTO3Hble METOAbI NEYEHUS 1 O4YEeHb PeaKo XMMmnoTtepanuio (cM. pasden «Kak
rnposodumcs nedyeHue npu MPLLPK e criyyae e2o memacma3suposaHusi?»)
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Kak guarnoctupyerca MPULK?

B GonblumnHCTBE cnyyaeB nauMeHTbl MMb0o MX NapTHEPbLI N KOSNErn MoryT 3aMeTUTb
BHOBb nosiBusLUMincst 6yropok Ha wee. NHorga MPLDK moxeT Bbi3biBaTh Anapeto, XoTs He
cpasy CTaHOBUTCH SICHO, YTO 3TO MOXET BbITb CBSA3AHHO C nosiBNeHnemM byropka Ha Lee.
MPLLPK mMoXeT 3HauUMTbCA B aHaMHE3E HEKOTOPbLIX CEMEN, YTO AenaeT HeobxoanMbIM
reHeTMYEeCKoe TECTMPOBAHME OCTasbHbIX YIIEHOB CeMbU. [lnarHo3 MegynnsipHoro

paka LWMTOBUAHOW Xenesbl MOXET OblTb NoATBEPXOEH TOHKOUIONbHOM Bruoncuen
LUEeMHOro Byropka n B KOHEYHOM pesynbrate — XUpyprudeckon onepaumen (CM. pasgen
«Obcnegosanne Ha MPLDK»). Ona guarHoctnkn MPLLPK nHorga ncnonb3yoT aHanms
KPOBW Ha YpOBEHb KasibLUMTOHMHA, OAHAKO OH MOXET ObITb NOBbLILWEH MO pa3HOOOpa3HbIM
npuyrHam, a He Tonbko BerieactTeme MPLLDK.

Jletu n MPLK

Y neten MPLLPXK passuBaetcs peako. OgHako Te OETH, Y KOTOPbIX OH BCE e OBHapY>KeH,
AOIMKHbI NPONTK 06CcneaoBaHne B reHETUYECKON KIMHUKE NyTEM TECTUPOBaHUA Ha
reHeTu4eckne 6onesHun, KOTopble MOryT NepeaaBaTbCs NO HACNeacTBY B CEMbSIX,
MOCKOSbKY Y Taknx AeTeN BEPOATHO BO3HUKHOBEHME MMEHHO 3TOro 3abonesaHns u

nx notpebyetca obcnenoBaTh Ha Apyrve NoTeHunanbHble NPobnembl CO 300POBLEM.
Bonee nogpobHyto MHOpMaLMIO O COMYTCTBYHOLLMX FrEHETUYECKNX 3ab0NEBaAHNAX CM. B
HaLLMX MHGOPMALMOHHBIX BronneTeHsax « Ymo npedcmasrnsem coboli MHOXeCmMBeHHOe
9HOOKPUHHOE HoBoObpaszosaHue mura 2A?» u «HYmo npedcmasrisiem cobou
MHOXXeCmeeHHOoe 3HOOKPUHHOE HO800bpa3osaHuUe murna 2B?».

OGcnepgosatue Ha MPLLK
BoamoxHo, 4To anga nogreepxaeHus anarHosa MPLLK Bam npuaetcs:

@ MNepBHUYHLIA aHaNM3 KPOBM Ha KaNbLUUTOHWH - YPOBEHb KarnbLWTOHWHA NPy
MPLLK 06bl4HO noBbIWweH (0bpaTnte BHUMaHME Ha TO, YTO KPOBb crieayet
B3ATb HEMOCPEACTBEHHO Nepea aHann3oMm n Ha negsHon 6aHe B OXNaXaeHHYo
nabopaTopHyo LEeHTPUAGYrY).

@ Y3U n ToHKouronbHas acnupaumoHHas 6uoncus - besbonesHeHHoe
yNnbTPa3BYKOBOE CKaHMPOBAHME LLen NO3BONSET NOyYaTb CHAMKM LLMTOBUOHOW
xenesbl 1 Nobbix 6yropkos nnu kuct. Obpasel TkaHu (buonTtaT) nonyyatroT
nyTeM BBELAEHUS O4E€Hb TOHKOW UMbl B ONYXOrb LMTOBUAHOM Xenesbl. Obpasey
N3y4aroT Nog MUKPOCKOMOM, YTO CNYXXWUT BeCbMa HaZeXHbIM CNocobomM
AunarHoctnpoBaHna MPLLPK.

2 https://incalliance.org

twitter.com/netcancerday facebook.com/netcancerday instagram.com/netcancerday

post@incalliance.org


https://incalliance.org/members/ 
https://incalliance.org/members/ 

International
Neuroendocrine
Cancer Alliance

no09o0d Lasuaeldfadu oL

noHnaoinm xed niaHdsrrAdan

ra)

OKITIdIN) 19€3Lr3XK

A

Jlevenne npn MPLLK

MPLDK otnuyaeTcsa oT Apyrnx BMO0B paka LWMTOBUAHOM Xxeresbl. OnTumManbHoe neyeHve
B 3TOM Cny4ae npoBoauTcs B 6onbHuLE, KoTopas obnagaeT onbITOM B fIe4EHMM NALMEHTOB
¢ MPLLPXK, n xupyprom — crneumanmcTomM no SHAOKPUHHOM CUCTEME MM 0BnacTu rofioBbl U
LLIeN, KOTOPbIV PeryrsipHO ornepupyeT Takux NaunueHToB.

Kak Tonbko guardHo3 MPLLPDK noctaeneH, cnegyet nposecty Y3U weun onsa kaptmpoBaHus
pacnpocTpaHeHHocTn 3abonesanns (Y3W ¢ uenbto ctagnpoBaHns paka). Ecnv Het
No403PEHNS Ha yBenuyeHve nMmMaOoysnoBs, LWMTOBUOHYIO Xenesy yaansawT BMecTe C
LeHTpanbHbIMM1 NMMdOoy3namm (TMPEoONAIKTOMMUS C LeHTParbHOM NMMAaaeHIKTOMUEN).
Ecnn yBennyeHHble nuMmdoy3nbl 06HapyXeHbl, 0QHOBPEMEHHO C TUPEOUAIKTOMUEN
crnegyet NpeanpuHATL yaaneHue apyrux WwerHbix (bokosbix) numdoyanos. Ecriv
yctaHoBneH anarHo3 MPLLXK, HeoGxoammo NnpoBeCcTy aHanm3sbl KPOBM U MOYM (gaxe

npu OTCYTCTBUM rEHETUYECKON NPeapacnonoXeHHOCTN B CEMENHOM aHaMHe3e), YTOObI
NCKIMIOYNTL OMyXONeBbIN POCT B HAAMOYEYHUKAX, KOTOPbIM MOT Obl Bbi3BaTb NpobrnemMbl BO
BpeMs Unu nocre onepaumu.

Xupypruyeckoe neuenne

ToTanbHasa TMPEoNAIKTOMUS + LieHTparnbHas NMMAageH3aKTOMUS: Yy OCHOBaHUS nepegHen
CTOPOHbI LLIEV [enatoT pa3pes, Yepes KOTOPbIN yAansaoT WUTOBUAHYIO Xenesy 1 brnvkanme
K Her numdoysnbl. Ecnn TpebyeTtcsa yoanutb Takke 6oKoBble LelrHble NMMA0y3rnbl, AenatoT
BonbLunii paspes. MNprHUMaThL NULLY 1 NUTb MOXHO MOYTK cpa3dy nocne nNpobyxaeHns ot
Hapko3a.

MNMpebbiBaHue B 6onbHULUE - Bam, BEpOATHO, NpuaeTca NpoBecTu B BonbHULE B
obLLen CrnoXHocTn 2—3 gHA.

dPakTopbl pucka - Onepaums Ha LWMTOBUAHOW Xernese, Kak npasusio, 6esonacHa,
OLHaKO MOryT CyLLeCTBOBaTb HEKOTOPbIE (PaKTOPbl pUCKa, O KOTOPbLIX CrneayeT 3HaThb:

@ TpasmupoBsaHue HepBOB, YNPaBNSIOLLMX FONIOCOBLIMM CBA3KAMM, YTO MOXET
noBNuATb Ha ronoc (1-2 %).

@  MoxeT npon3oiTn HensBexHoe yaaneHue U TPaBMUPOBaHWE NapaLLUTOBUAHBIX
Xernes, KOTOpoe MOXET NPUBECTU K BDEMEHHOMY MaJEHMIO YPOBHSI Kanbuusi B
KpoBM (runokanbumemun). IHorga ato siBNeHMe MOXET cTaTb NepMaHeHTHbIM. K
CMMMNTOMaM HU3KOro YPOBHSI KarbLWsi B KPOBU OTHOCSITCS MoKanbiBaHWe B rybax,
nanbLax pyk 1 Hor, nepepacTatoLlee B cygoporu. Bce aTn cumntombl nogaatoTcs
MeAMKaMEHTO3HOWN KOPPEKLUN.
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Kakue nekapcrea mue notpeyercs npuHumats?

) JleBOTUPOKCHH - [ocne ToTanbHOM TUPEONOIKTOMUM HEOBXOANM MOXN3HEHHbIN
npuemM NeBOTUPOKCUHA (TUPOKCKMHA). TabneTkn npMHMMaloT pas B AeHb, a A403a
3aBMCUT OT Macchbl Tena naumeHTta (06b14HO 100—-150 MKr 4na B3pocnbIX, ANs
aeten — meHble). Bam notpebyeTcs perynsapHo caaBaTtb KPOBb Ha aHanms,
4TObbI YO6eanTbCcsa B NpaBunNbHOCTM A03bl. CNULWKOM BbICOKas 403a MOXET
Bbl3blBaTb TakMe CMMMNTOMbI, Kak y4alleHHoe cepguebneHmne, noTnmBoCTb,
TPEBOXHOCTb, TPEMOP U CHMXEHNE Macchl Tena. CrnnLWKOM HM3Kas 4033 MOXET
BbI3blBaTb TakMe CUMMTOMbI, Kak BbICTpasi yTOMMASIEMOCTb, 3aMeasIeHHOe
cepauebreHmne, noBblWEHHAsa YyBCTBUTENBHOCTb K XOroay 1 yBenuyeHme
Macchl Tena. XoTs NepevncrieHHbIE Bbille CMMNTOMbI NO3BONSAIOT NPEANONOXUTb
HeobX04MMOCTb UBMEHEHUS LO3bl, TAKUE XXe CUMMATOMbI MOTyT BCTpeYaTbCs npu
OPYrux COCTOAHUAX. TOYHO YCTaHOBUTbL, YTO 4O3Y criedyeT U3MeHUTb, Bpadam
MOXET NOMOYb TONbKO aHanu3 KPOBU Ha coaepXxaHne TMPEOTPOMNHOro ropMoHa
(TTI). Kak Tonbko nNo aHanu3am KpoBu Byaet onpeneneHa naeanbHasa onsa Bac
003a, NOBTOPHbIE aHanNu3bl NOTpebyeTca NPOBOANTL TONBLKO pa3 B rof.

no09o0d Lasuaeldfadu oL
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MenoukaMeHTO3HOe 3aMelleHne Kanbums (TpebyeTcsa B criyvae TpaBMUPOBaHUS
NN Hen3BeXXHOTro yaarneHus napalmnToBUOHbIX XXene3 Hapsay Co LUTOBUOHON)

] ButamuH D - ButammH D B TabneTtkax unum kancynax crnocobCcTBYET YCBOEHUIO
Kanbuus n3 nuwm. OBbIYHO NPUHUMAaEMbIN pa3 B AeHb, 3TOT nNpenapaTt MoXeT
ObITb €4MHCTBEHHbBIM NIEKAPCTBOM, KOTOPbIN NPUAETCA MPUHUMATb NOXU3HEHHO
nocne TpaBMMPOBaHUA UNW yaaneHus napallnToOBUOHbIX Xeres.

noH'naoiLnm ded niaHdsururAdon

ra)

& Kap6oHaT kanbuus - 3T TabneTtky, HanoMnHarLwme Men, Hago XXeeaTb UNn
cocaTtb. X 06bIYHO MCMOMb3YHOT ANs1 BPEMEHHOMO «MOACTErMBaHUA» YPOBHS
Kanbuus nocne onepaumm, Ho He 06s3aTenbHO Ha3Ha4YaKT Ha BCKO OCTaBLLYHOCS
Xn3Hb. O TOM, YTO A403a CIIMLLKOM BbICOKa UMK YTO Npuem 3Ton obaBku
BonbLue He TpebyeTcsi, MOXET CBMAETENBbCTBOBATL MOSIBMIEHNE Yy NauneHTa
rorioBHbIX GONewn, TOWHOTLI U PBOTHI.

OKITIdIN) 19€3Lr3XK

A

() MarHuneBasa gob6aBka - MOXeT npMMeHATbLCA B POPME MHBEKUNIA UK TabneTok
(Hanpumep, muuepodocdat MarHns), Ho peako Ha ANUTENbHbLIN CPOK.

Kak npoBojuTcA neyenue, ecau npou3oino pacnpocrpanenne MPUDK?

Y naumeHToB ¢ MPLLK BbICOKMI YPOBEHb KarbLMTOHMHA B KPOBU MOXET COXPaHATLCS Aaxe
nocne onepaumn. OgHako, HECMOTPS Ha TO YTO 3TO CBMAETENLCTBYET 00 OCTAOLLMXCS B
opraHmname knetkax MPLK, naumeHTbl, y KOTOPbIX YPOBEHb KarnbLMTOHNHA NpeBbILaeT
HOpMY, ocTaeTcs 6e3 U3SMEHEHNSI C TEYEHNEM BPEMEHW UM MESIEHHO MOBbILLIAETCH,

4YaCTO He HY>XOAlTCH B AanbHenWwmnx obcrneqoBaHUax Unm nedyeHmn. JTo CBA3aHO C TeM,
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4YTO METO4aMM BU3yanu3auumm He BCeraa yaaeTcs BbisiBUTb Nokanusaumio 3abonesaHus 3a
npegenamm LWew, ecnmn ToNbKo YPOBEHb KamnbLUUTOHWUHA HE CITULLKOM BbICOK: KanbLMTOHMH
cam no cebe He CnyXuT AokasaTenbCTBOM OMyxoneBoro pocta. M Bce e ans HeKoTopbIX
NnauneHToB MOXET ObITb LienecoobpaseH Nnonck Metacta3oB 3aboneBaHns ¢ NPUMEHEHNEM
pasnMyHbIX METOAOB BM3yanusaumm (B TOM Y1cre, C UCMONb30BaHNEM PaanOaKTUBHbBIX

I/I3OTO|'IOB), nocrne 4yero I'IOTpe6yeTCFI OONOJTHUTENbHOE XUPYpPrnvecKkoe riedeHne unm nyyvyesas

Tepanusi.

C-kneTkn BblpabaTbiBalOT Takke BELECTBO, HA3bIBAEMOE KapLMHOIMOBPUOHaNbHbBIM
aHTUreHom (KGA), cogepkaHne KOToporo onpeaenstoT napannernbHO C KanbLUUTOHUHOM Ans

c6opa AOMNOSTHUTESbHbBIX CBEAEHUN O 3aboneBaHun, pacnpocTpaHnBLLEMCA 3a npenersbl Wen.

Tepanus ¢ npumenenuem MUBT/oktpeoruna

B Tex cnyyasix, korga xvpypruyeckoe revyeHme CTaHOBUTCH HEBO3MOXHbBIM U3-3a
pacrnpoCcTpaHEeHHOCTN UK Nokanusaumm 3aboneBaHnsi, HEKOTOPbIE CneLmnanm3npoBaHHble
MEeOULMNHCKNE LIEHTPbI MOTMYT MPOBECTU fleYeHME C NPUMEHEHNEM PaaNOAKTUBHBIX BELLIECTB
(oktpeotng unu MUBIT) 3Tn BelecTBa JalOT O4EHb Mano NOBOYHbIX APEEKTOB 1 MOTYT
cnocobCTBOBaTb YMEHBLLEHMIO UK caepXmnBaHuto pacnpoctpaHeHna MPLLK. OgHako nx
NMPUMEHSIIOT TOMbKO B TOM Crlydae, eCnmn UccrnefoBaHus NOKaXyT, YTO 3TU BewlecTsa OyayT
NPOHMKaTb B OMyxorb. BellecTBo MeasieHHO BBOASAT B BeHy. [auMeHT Ha HECKOMNbKO OHEN
OCTaeTCH paguoakTUBHBLIM 1 NOITOMY AOIMKEH COAepXaTbCs B OTAEMNbHOM CreLmanbHOM
nomeLLeHnn. JleyeHne MoxeT noTpeboBaTbCsl NOBTOPUTL HECKOMBLKO pa3 C UHTEpPBasioM B
Tpy Mecsiua unm B nonroga. K BO3aMOXXHbIM NOBOYHBIM 3dbdekTam Tepanmm ¢ NpUMEHEHEM
MWBI /okTpeoTnga OTHOCUTCA yXYALLEHNE CaMOYyBCTBUSA, MHOMAA YXyALEHNE COCTOSIHUS
300pOBbA.

[lo Tex nop, noka He HangeH METOA NOSIHOMO U3NeYeHns], B HaCTosILLEe BpeMS NPy fie4eHum
B crny4yae obwmpHoro metactasmposasLlero MPLLUXK MHOro BHMMaHus yaensitoT obneryeHmio
CMMNTOMOB, KOTOPbIE OH BbI3bIBAET.

@ [uapesn: moxeT noTpeboBaTLCS M3MEHEHME xapakTepa NMTaHUsa nauyeHTa,
Hapsay C NpoTMBOANAPENHBIMU NpenapaTtamn ansi ee ycTpaHeHusl. B HekoTopbix
cnyvasix Avapeto yaaeTcs KynupoBaTb C NMOMOLLbIO NpenapaToB oKTpeoTuaa
UM NaHpeoTMaa, HO OHM NOMOoratoT He BceM. HekoTopble nonaratoT, YTo B Takux
cnyyasix npenapaTbl MOryT Takke NoMoYb 3aMeaSINTb POCT OMyXOsu.

@ Npwunusskl: nHoraa Ana caepXuBaHUs NMPUNBOB MOTYT UCMOSMb30BaTLCA
npenapaTbl NPOTUB s13Bbl Xenyaka, HasbiBaemble H2-6nokatopamu (LMMETUAMH
UM PaHUTUOUH).

() bBone3HeHHble MeTacTa3bl B KOCTAX: 60nb, Bbi3biBaeMyto Mmetactazamv MPLLPK
B KOCTHYIO TKaHb, MHOr4a MOXHO BbICTPO 06rerymTb ¢ MOMOLLbIO AUCTaHLUWUOHHOMN
ny4eson Tepanun. Bo Bcex cnyyasx moryT 6biTb HazHadeHbl o6e3bonueatoLme
cpeacrtea.
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Jipyrue upbi Tepaniu npu metactazax MPULX

[na Tex cnyyaes, Korga apyrve Buapbl nedeHust npy metactasax MPLUPK He gatot
pe3ynbTaToB, CTAHOBATCA AOCTYMNHLIMU NpenapaTthbl, OTHOCALMECS K MHIMBUTOpam
TUpo3nHknHasbl (UTK) n nHrmbmntopam mynstmuknHasesl (MMK). 3Tn npenapatbl HE NPUHOCAT
ncLeneHnsi, Ho MOryT Y HEKOTOPbIX ftoAern crnocobCTBOBaTh 3aMeIEHNIO NN OCTAHOBKE
pacnpocTtpaHenns MPLLK, a Takke obnerdeHunto cumntomoB. Bam crnegyet obcyanTtb aToT
BapuWaHT, BO3MOXHbIe No60oYHbIE 3dhdekTbl U Apyrie BONPOChI, KacaroLwmecs 3TuX BuaoB
Tepanuu, co ceoum creypnanuctom. TK n MMK He Bcerga MoryT nogonTu NaumeHTy.

no09o0d Lasuaeldfadu oL

Pecypcol

@  Association for Multiple Endocrine Neoplasia Disorders
(Accoumaiua cneyuanucTos No MHOMECTBEHHbIM SHAOKPUHHIM HEONAA3MAM)

www.amend.org.uk
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