Ymo npedcmasnsaem cob6oli MHOXecmeeHHoe 3HOOKPUHHOEe
Hoeoobpa3osaHue nepsoz2o muna (M3H1)?

MHoOKecTBeHHOe 3HA0KPMHHOE HOBOOBpa3oBaHMe nepsoro tTuna (MOH1) — aT1o 3a6oneBaHue,
KOTOpOEe MOXKET nepeaasatbca B cembax. [pn MIH1 onyxonn, B TOM Yncne HeKoTopblie
HelipoaHOoKpuHHbie onyxoau (H30), obpasytoTcs bonee yem B 0AHON Hcesne3e 3HOOKPUHHOU
cucmemeol opraHusma. MNopakeHHble xenesbl MOryT 3aTeM BbipabaTbiBaTb YBEMYEHHbIE KOINMYECTBA
20PMOHO8 — XMMMUYECKMUX MECCEHAKEPOB OPraHM3Mma, YTO B CBOIO OYepesb Bbi3bIBAET PAS,
pPas3nnNYHbIX CUMNTOMOB. KaXKabli BUZ ONYXONEBOr0 POCTA MOXKET BO3HMKAaTb OTAENbHO U
He3asucmmo ot MIH.

MHoxecTBeHHOe = 6on1ee 0gHOM ONyX0/n
SHAOKPUHHOE = cUCTeMa »enes

HoBoo6pa3oBaHue = ycuneHne pocta HOPMasbHbIX KNETOK C 06pa3oBaHMEM OMyX0/u

Kak duazHocmupyemcsa M3H1?

Mpu ogHOM U3 CnepyoWwmx yCA0BUIM CUUTAETCA, UTO ¥ NnaumeHTa MIH1.
1. Y naumeHTa aBe (unn 6onee) onyxonen, Kotopble BcTpeyatoTca npyu MIH1.

2. Y naumeHTa To/IbKO 0ZHa OMyX0Jib, HO B CEMEWHOM aHaMHe3€e eCTb POACTBEHHUKMU
c M3H1.

3. Pe3ynbTaTt aHanM3a KPOBU NOKaA3bIBaeT U3MEHEHUe B 2eHe, Komopoe 8bi3bieaem M3IH1.

Y naumeHTa MOXKeT UMEeTbCA U3MEHeHMe reHa, KoTopoe Bbi3biBaeT M3H1, HO npu 3TOM HM OAHa U3
onyxosieit He pasBuMBaeTca. 1A TaKoro NauneHTa cyLwecTsyeT pUck obpasoBaHusa onyxonei MIHL,
NosToMy cneayeT NPpeanoXunTb perynapHoe NpoxoXKaeHne CKPUHUHIOBbIX aHaIN308 U
BU3yanmsaumio.

Kakue onyxonu cesazaHsl ¢ M3H1?

EcTb TPM OCHOBHbIX BUAA ONyXxonen, cBasaHHbIXx ¢ M3H1. 3Tn onyxonm ob6bluHO 006poKavYecmeeHHble
(He pakoBble). }Kenesbl, B KOTOPbIX 3TW ONyX0an obpasytoTca:

1. napawumosudHsie Kenesbl B 061acCTh LWew;
2. 3HAOOKPWHHAA YacTb M00MeayO004HOU Kenesbl U KULLEeYHWKa (4BEeHaALATUNEPCTHAA KULLKA);
3. eunogus (pacnonoeH y OCHOBaHMA roJI0BHONO MO3ra no3aam Hoca).

Y 6onee yem 8 13 10 (80 %) naumeHToB ¢ MIH1 K 40 rogam pa3oBbETCA NO MeHbLUE Mepe oA4Ha
N3 TaKMX onyxoJsieit unu byaet HabnAaTbCA NOBbILLEHHAA aKTUBHOCTb COOTBETCTBYIOLLIEN
xenesbl. K Bo3pacty 20 neT 310 NnpomnsonaeT npumepHo y 4 n3 10 (40 %) naumeHTOB.
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3aperncTpmpoBaHsbl cnyyaum 3abonesaHus 1 B 6onee monogom sospacte. CUTyauma CUAbHO
BapbMpPyeTCs AaXKe B Npegenax o4HOM CeEMbMW, TaK UTO He Y KaXK4oro ee YieHa byaytT UMeHHO
TaKKe e onyxoan n He 06s3aTeNlbHO B TOM e Bo3pacTe. He y Bcex nauneHTos ¢ MIH1
Pa30BbIOTCA BCE OMYXO0/IM, PpacCmMmaTpuBaemMble B 3TOM MHPOPMaALMOHHOM BloniieTeHe.

MepBan NMHUA UccneaoBaHUI Ana 60bLWMHCTBA ONyxoekn, cBszaHHbIXx ¢ MOH1, — npoBepkKa
YPOBHE rOPMOHOB B XOZ€ aHa/IM30B KPOBM, @ TaK¥Ke BM3yanun3aumna o61acTu rosioBbl, LWEN U
OpraHoB H6pHOLWHOM NoaoCTU. B ciyyae BbIABAEHMA ONYX0AN MOXKET noTpeboBaTbCA
XMpYypruyeckaa onepaums no yaaneHuto ambo TonbKo camon onyxonu, iMbo Bcein NoparkeHHom
xenesbl.

Helipo3HOOKpUHHbIe onyxoau nooxcenyoo4Hol xene3sovl npu MIH1

Mpn M3H1 npumepHo y 3 13 4 yesioBeK pasBMBaeTCA BbicOKoandPpepeHUMpoBaHHas
HeNpPO3HAOKPMHHAA ONYX0Ab B NOAMKENYA0UYHOM Kenese (NHI0). SleyeHne NaLMEHTOB C ONYXOAAMMU
noaXKenyao4HOM Kesesbl 3aBUCUT OT YMCAa, Pa3Mepa M BUAA ONYXONeM, a TaKKe OT UX IOKaAn3aumnm
B XKenese.

JononnutenbHasa nHpopmauyma o nHI0 npusoanTca B Hawwem nHGopmaunmoHHOM bronneteHe «Yto
npeacTaB/AeT cobo HEMPOIHAOKPUHHBIN PaK NOAKENYA0YHOM Kele3bl?».

Onyxonu napawjumoeuodHbIX Xcenes

MouyTtn y Bcex nogeit ¢ MIH1 K 40 rogam o0bpasytoTca onyxoam NapamnToBUAHbIX XKeses.
MapawmToBnaHbIE Kenesbl HaX0AATCA HENOCPEACTBEHHO NO3a4M LWUTOBUAHOM Kefesbl, XOTA
MHorga y naumeHnToB ¢ MOH1 nmeroTcs AONONHUTE/NbHbIE XKefe3bl B BEPXHEM OTAe/Ee rpyaHOMN
KNETKW. B peaKnx cnyyasnx oHM 06HapyKMBAOTCA BHYTPU WMTOBUAHOM Kenesbl. NapalmnToBnaHbie
YKenesbl OTBEYAIOT 3a PeryNAaLUI0 COAEPKaHMNA KanbLUA B OPraHM3MeE, Bbl4eNAS B KPOBb
napaTMpeouaHbIiM ropMoH (MapaTropMoH). 3To NoMoraeT NoAAEPKUBATb HOPMAJIbHbIN YPOBEHb
KanbLUA B KPOBU, KOCTAX U MOYe.

BbipabaTbiBas CAMLLIKOM 60/1bLLOE KOJIMYECTBO NapaTropMOHa, OMyX0/IM BbI3bIBAKOT COCTOSHME,
HasblBaemoe runeprnapaTvpeo3om. K ero CMMNTOMamM OTHOCATCA ¥KaK4a, YTOMIAEMOCTb, Tynble U
ocTpble 6011, HapyLIeHNA NaMATH, HECBapeHUe Kenyaka n aenpeccun. OHYM MOTyT BNOCAeACTBUM
TaK¥Xe NPMBOAMUTbL K OCTEONOPO3Y UAN NOYEYHOKaMeHHON 6one3HM.

JleyeHue npu onyxonax napaujumosudHbix xenes

JleyeHune 3aKNt0YaETCA B ONEPATUBHOM YAANEHUN Keses ¢ Onyxonsamu. B HacToswee Bpems

B 6O/IbLIMHCTBE C/IYYaEB XMPYPTU yAANAOT 60/1bLUIYI0 YaCTb NAPALLUTOBUAHBIX XKenes, OCTaBAA
1L NONOBUHY OA4HOW Xenesbl (KyAbTio) Ana nogaepxaHua obmeHa KanbLmsa B OpraHM3me
(cybToTanbHas napatMpeonaskTomms). Eciv KynbTa He BO30H6HOBUT CBOIO QYHKLMIO, NALMEHTY
noTpebyeTcs NOXKM3HEHHO NPUHMMaTb NpenapaTbl aKTMBUPOBAHHOIO BUTaMuUHa D, KoTopbli
cnocobcTByeT NoAaepKaHUIo 340P0BOr0 YPOBHA KabLMA B OpraHM3me. PelieHnsa no stum
BOMPOCaM Xupypr obcyamT c Bamu Ha npueme.
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Mpy M3H1 agonoaHUTENbHbIE NAPALLUTOBMAHbBIE KeNe3bl YaCTO MOXKHO 06HAPYXUTb BHYTPU UK
BOKPYT BUIOYKOBOW XKenesbl B BEPXHEM OTAE/e rPyAHON KNeTku. Mo 3Tol npuymMHe MHorne XMpypru
OAHOBPEMEHHO C TOTa/IbHOW NapaTUPEOUAIKTOMMEN BbINONHAIOT TaKKe TMMIKTOMUIO (yaaneHue
BM/I0OYKOBOW Xenesbl B BEPXHEM OTAe e rpyaHON KNeTkn). YaaneHue BUAI0YKOBOM Kenesbl MOXKeT
TaKKe YMeHbLUUTb PUCK Pa3BUTUA B HEW HEMPOIHAOKPUHHOM ONyX0/u.

Onyxonu aunogu3sa

MpumepHo y 3 n3 10 yenosek ¢ MIH1 obpasyeTtcsa onyxonb B runoduse. Nmnodus HaxoanTca

y OCHOBaHMA Yepena no3agm HOCa M NoJ, Y4acTbto rNasHbIX HEPBOB B KOCTHOM SIMKE, KOTopas
Ha3blBaeTCA TypeuKkum cegnom. Jaxke npu Tom 4to runodus pasmepom u ¢opmoin HanoMmmnHaeT
rOpoLUMHY, 3TO — r/1laBHasA Kesie3a SHAOKPUHHOM CUCTEMbI OpraHu3ma. FopmMoHbl rMnodursa BaKHbI
ONA pocTa M pa3BuTMA, obmeHa BelwecTs (MpeBpaLLeHNA NMNLLX B SHEPTUIO) U Pa3MHOMKEHMUS.
CyLecTByeT HECKOJ/IbKO BUAOB onyxosaen runodumsa, KOTopble MOryT BcTpedaTbea npu MIH1. Hu
0fHa N3 HUX He ABNAeTCA pakoBon. OHM MOTYT pas3INYaTbCA N0 pa3mepy: Te, ANAMETP KOTOPbIX
meHee 10 mm, Ha3bIBalOT MMKPOaAeHOMaMM, a Te, Yel AgnameTp npesbiwaet 10 mm —
MaKpoageHoMamn. MaKkpoaZeHOMbl MOTYT OKa3blBaTb AaBJIeHUE Ha rNa3Hble HEPBbI U BbI3bIBATb
HapyLLeHMs 3peHUs UAM NPEenATCTBOBaTb HOPManbHOW paboTte rmnodusa.

Budel onyxoneii 2unoghuza npu M3H1

1. MNponakTMHOMbl — HamMbonee pacnpPOCTPaHEHHbIN BUA, onyxonun rmnodusa npu M3H1;
M36bITOYHasA BbIPpaboTKa rOPMOHA MPOIAKTUHA MOXKET BbI3bIBaTb FO/IOBHbIE BO/N, A TaKKe
HapyLWeHMA MEHCTPYa/IbHOTO LMKANA Y KEHLMH U SPEKTU/bHYIO AUCOYHKLMIO Y MYMKUMH.

2. ComaToTpONMHOMbI MOTYT BbipabaTbiBaTb N3ObITOK FTOPMOHA POCTA, BbI3blBAsA aKPOMEranuto
(rvraHTU3Mm)

3. MpoayueHTbl AKTI BbipabaTbiBalOT CAULWKOM Bo/blLIOE KoMYecTBo ropmoHa AKTI, KoTopbiit
AEeNCTBYET Ha HAAMOYEYHUKM, BbI3blBAA COCTOSIHME, M3BECTHOE NOA, Ha3BaHWeM 60ne3Hb
KywwuHra. K ee cumnTomam OTHOCATCA yBEIMYEHME MAcChl TeNa, MPUAUBLI K MLy U Wee,
M36bITOYHbIN POCT BOJIOCAHOIO MOKPOBA Ha Tefle U nue, M3meHeHne Gopmbl TeNa 1
NoBbILWEHHOE KPOBAHOE AaB/eHME.

4. TopMOHaNbHOHEAKTUBHbIE

JleyeHue npu onyxonax aunogusa

JleveHune MoKeT 6bITb MEAMKAMEHTO3HbIM UAN XMPYPrUYECKMM. ITO 3aBMCUT OT BMAA OMYXOanN U ee
pa3mepa. MHoraa ¢ MenkMmMm onyxoasiMy MOXKHO CMPaBUTLCA C MOMOLLbIO TaBNETOK MU UHBEKLMIA.
B HEKOTOPbIX (peaknx) caydanx, eCAN XMPYPrMYEecKoro eYeHnsa camoro no cebe HeAOCTaTOYHO Ann

KOHTPOJIl OMYX0/N1I€BOr0 POCTa, TpebyeTcs nyyesas Tepanus.
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Cymb 2eHemu4ecKo20 mecmuposaHuUsn

Xpomocomel u 2eHbl

B Kax40M KNeTKe opraHn3ama MmetoTca 23 napbl XPOMOCOM, B KOTOPbIX COAEPIKATCA Hawu reHbl. OT
KaXK[0ro us poauTenen mbl Hacaeayem no o4HOM XPOMOCOME KaXKAoM napbl. 9TO O3HAYaET, YTO Mbl
Hacneayem Mo O4HOMY SK3EMNIAPY KaXKA0ro reHa OT Kax40ro U3 Hallmx poautenei, 4to

B pe3ynbTaTe AaeT HaM A,Ba IK3eMnasApa reHa. Y 60/blMHCTBA toAel UMEOTCA ABa HOPMAIbHO
bYHKUMOHMpYowmx reHa MIH1. Y naumeHToB ¢ MOH1 oaMH reH us aToit napbl HeceT B cebe
nameHeHue (myTtaumio). Mytaumsa moxkeT bbITb yHaceg0BaHa oT toboro ns poautenem
(HacnepcTBEHHAA, MAK ceMeliHan nepesaya) MM MOXKET BO3SHUKHYTb Y OTAE/IbHOIO YeNoBeKa
Brepsble (HoBas myTauus, uam mytauma de novo). Ecam y aivua ¢ M3H1 ecTb Aetv, UM MoXKeT BbITb
nepegaH AMH60 HOpManbHbI, IGO0 M3MEHEHHbI reH. Kak npu nog6pacbiBaHUM MOHETbI, 3TO
BblNagaeT cay4YaniHo. Takum obpasom, gaa Kaxaoro pebeHka BepoATHOCTb HAC/1e40BaHWA
M3MeHeHHOro reHa coctasnseT 1 ns 2 uam 50 %, un cyiecTsyeT pMCK pasBuTUa onyxonen npu M3IH1.
Tako# cnocob HacneaoBaHMA Ha3blBAETCA AYyTOCOMHO-A0OMUHAHTHBIM.

feHemu4yeckoe mecmuposeaHue

B HEKOTOPbIX CEMbAX C MOMOLLbIO TEHETUYECKOTO TECTUPOBAHMA MOXHO BbIACHWTb, YHAc/eA0Ban AN
KTO-M60 M3MEHEHHbI reH. MepBblit 3Tan — NPOBECTM aHaIN3 KPOBU OAHOTO U3 YIEHOB CEMbM

¢ M3H1 (cKpuHUHT Ha myTauuio). M3meHeHMe reHa obHapyKMBaeTcsa He Bceraa. Ecnv nsmeHeHue
reHa obHapy»KeHo, Toraa Apyrmm Y4ieHam CEMbW MOKET BbiTb NPEANOKeHO CAaTb aHaM3 KPOBM
(NnpeaMKTUBHOE reHeTUYeCKOoe TECTMPOBAHME). B CBA3K C NPeAMKTUBHbBIM FEHETUYECKUM
TecTMpoBaHMeM UMmeeTca pag npobaem, ocobeHHO B TOM, UTO KacaeTca AeTel, N03ToMy BCe TaKkue
naumeHTbl A0/KHbI NPOXOAUTb OCMOTP M KOHCY/IbTaLMIO Y KAMHUYECKOTO reHeTunka. Ecam
WN3MEHEHHbIN reH He yaaeTca 06HapY»KMUTb MAKN €CAKN Y 3aTPOHYTOrO /IML,A HEBO3MOXKHO B3ATb
obpasel, KpOBM, TOrAa reHeTMYECKoe TECTUPOBAHUE HE MOKET 6bITb BbIMOJHEHO.

PelweHne o TECTMPOBAHUK AeTel, POAUTENIO KOTOPbIX MOCTaBAeH gnarHo3s M3H1, npuHMmaeTca
BCErga CTporo MHAMBUAYaNbHO, OAHAKO eCM U3MEHEHMWE B reHe B pPe3y/ibTaTe TaKoro TeCTMPOBAHMS
He BbIABAAETCA, MOXKHO BbITb YBEPEHHbIM, YTO AaNbHelee reHeTUYecKoe TeCTUPOBaHMUE AN HUX
He noTpebyeTca. ECnu »Ke 3TO reH yHacneA0BaH, MPorpamma CKPUHMHIA NO3BOJINT KaK MOKHO
paHbLUe BbIABUTL M YCTPAHUTL Ntobble onyxonu. TakMm 06pa3om MOMKHO CYLLLECTBEHHO YMEHbLUUTb
npobaembl, Bbi3BaHHbIE A3BAMM M KAMHAMM B NOYKax, 06pa3soBaBLIMMMNCA M3-3a ONyXONei
NapaLLmMTOBUAHDBIX XKe/es, a TaKKe NPorpeccupyloLMm Pakom OCTPOBKOBbIX KNETOK NOAMKeNYA0UHOM
)enesbl.

Apyaue onyxonu, cea3aHHble ¢ M3H1

Y mogen ¢ MOH1 moryT pa3BMBaTbCA HEMpPO3HAOKPUMHHbIE onyxonn (H30) B opraHax rpyaHom
KNETKU UK B 0BNACTM KeNyaKa, a TaKkKe IMNoMbl (06poKayecTBEHHbIE OMYX0/IM }KUPOBbLIX KIETOK),
[06pOoKavecTBEHHbIE OMYXOW LUUTOBUAHOWM Kenesbl U A0OpOoKayecTBEHHbIE 0MyX0n Kopbl
HAAMNOYEYHMNKOB (aAPEHOKOPTUKANbHbIE aAEHOMbI).
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MeHee yem y ogHoro 13 20 YyenoseKk ¢ M3H1 B 4ONO/IHEHWE K OCHOBHbIM OMYyXO/IAM MOTFYT ObITb
Apyrue HeposHAOoKPUHHbIE onyxoaun (HOO/HIH). 3Tn onyxonu BbipabaTbiBatoT B 60/1bLWINX
KOJIMYeCcTBaX ropMOH CEPOTOHMH, KOTOPbIM BbI3bIBAET KaCTMYy», BHE3AMHbIE NPUAUBLI U AMapPEto
(RapunHoMAHbIN cMHApom). HOO0 yacTo ob6HapyKuBatoTCs B 061aCTU IETKUX, BUJIOYKOBOM »Kesesbl
(B BEPXHEM OTAENE FPYAHON KNETKU) UM KMLLEYHMKA. CUMNTOMbI Y 6ObLUMHCTBA NALUMEHTOB
yaaetca ob61eryntb ¢ NoMoLLbto aHasnoros comatoctatvHa (ACC). ACC BBOAAT A1 KOHTPOIMPOBAHUA
OMYyX0/JIEBOFO POCTa M BbIPabOTKM FOPMOHOB B BUAE PEryAspHbIX MHBEKLMIA OKTPEoTUAa,
JlaHpeoTMaAa UKW NacupeoTmaa. Xupypruyeckoe neveHne, nydeBana Tepanusa uam xsummotepanma
TaK»Ke MOryT HbITb None3Hbl. JledeHne npu HIO B cpesHUX OTAENAX KMLLEYHUKA — ITO
XMPYPruyeckoe BMeLIaTebCTBO UM PAANOHYKANAHAA Tepanua. Mpu pagnoHyKAMAHON Tepanum
(MPPT) ncnonb3ytoTcs paanoakTMBHbIe BelecTBa (MTTpuit 90 naum vawe noteymit 177), Kotopble
COMPAXKEHbI C OKTPEOTUAOM U MeANEHHO BBOAATCA KaneibHbIM CNOCO60OM B KPOBEHOCHOE pycno.
9TO MOKET 061er4ynMTb CUMMATOMbI, @ TAKXKe 3aMe/IUTb UKW OCTAHOBUTb AA/IbHENLLMIA POCT ONYXOMN.
O6bI4YHO KypC COCTOUT U3 4 LMKAOB, HO MHOTAA B 6o/1ee NO3AHWE CPOKM NPOBOAAT eLLe ABa LMKAA.
BMecTo pagMOHYKNMAHOM Tepanumn nan B ONOJHEHME K HEI MOTYT ObITb MPUMEHEHbI ApYyrue BUAbl
JleyeHun, Hanpas/ieHHble HEMOCPeACTBEHHO Ha NeYeHb, Hanpumep amboamnsauma uam
pagmoyacToTHas abnsauma. H3O BMAOYKOBOM Kenesbl B BEPXHEM OTAeNE FPYAHOM KNETKM BbI3bIBAOT
npo6sembl, CBA3aHHbIE CKOpee C MECTHbIM POCTOM ONYX0/N, @ He C BbIpabOTKON FOPMOHOB, NO3TOMY
B TAKUX CAyYaAx Oaf NeYeHMA Ny4lle BCero NoAxoamT Xupyprudeckaa onepauma. Og4HaKo npumepHo
8 1 13 4 cnyyaes (25 %) onyxonm BUNOYKOBOW Kenesbl npoayumpytotT AKTI 1 MmoryT BbI3blBaTb
cnHapom KywuHra.

Apyaue M3H1-nodobHble cuHOpoOMbI

Y 1134 (25 %) nauMeHTOB C KAMHUYECKUM anarHozom MIH1 nsmeHeHue reHa He BbisiBAETCA.

B aTux cny4vaax noBTopHoe TecTupoBaHue Ha M3H1, nposogmMmoe pas B NATb J1E€T, MOXKeT NO3BOANUT
BrnepBble 0OHaAPYKUTb U3MEHEHHbIM reH. B npoTMBHOM ciyyae ecTb ABa APYrMX CUHAPOMA,
HanomuHatowmx M3IH1, xoTa n ropasgo bonee peaKux, KOTOpPbIE TaKKe MOTyT BbITb LLENbIO
TeCTUPOBAHUA:

M3H4 — npu 3TOM CMHAPOME, BbI3BAHHOM M3MeHeHnem B reHe CDKN1B, BO3MOXHO pa3BuTue
onyxosiei NapawmnToBUAHBIX Kenes n runodusa. Cuntaerca, yto onyxonum npu MIH4 Bo3HUKaloT
B 6onee cTapwem Bospacte, yem npu MIHL.

CemeiiHble M30/1MpOBaHHble ageHoMbl runogusa (FIPA) — npu stom cuHapome, 06bI4HO
BbI3bIBaEMOM M3MeHeHWeM B reHe AIP, HabntogaeTca cemeliHOe pacnpocTpaHeHUe onyxonei
rmnodusa. Yacto 3To NPONAKTUHOMbI MU OMYXOAK, BbipabaTbiBatoLLME TOPMOH POCTa, KOTOpble
MOTYT NoABAATLCA B 6oslee monogom Bo3pacTe, yem npmu M3IH1.

Pecypcebl

Association for Multiple Endocrine Neoplasia Disorders (Accoumauma cneymannctos no

MHOXeCTBEHHbIM 3HAOKPUHHbIM Heonnaavmm)
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www.amend.org.uk

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