Ymo npedcmasnsaem coboli medynnapHsili paK wWumoesuoHoU
weene3ol (MPLUX)?

MeaynnapHbii pak WwutosmuaHom Kenesbl, nan MPLK, — peakas dopma paka WMTOBUAHOM
yenesbl. ITa Kenesa ABAAETCA YacTbto SHAOKPUHHOM CUCTEMBI, KAaK NMOKAa3aHo HUxKe. Ecam aTo
3abosieBaHMe OTCYTCTBYET B CEMEMHOM aHAMHE3€e, ero Ha3blBaOT cnopaanyeckoin opmoinn MPLLK.
OpuH 13 yeTbipex, unm 25 %, cnydyaes MPLLK BcTpeyatoTcs B BUAE COCTaBHOM YacTu PeaKoro
3ab0neBaHMA, KOTOPOE MOXET NepesaBaTbCsA NO HACNEACTBY B CEMbAX U Ha3blBaeTcA
MHOKECTBEHHbIM 3HA0KPUHHbIM HOBOOBpaszoBaHMeM BToporo Tuna (M3H2). Bcem naumeHTam

¢ dopmoit MPLLHK, KoTopas npeacTaBnseTca cCnopaanyeckon, HeobxoaMmo npegnarate NPOUTH
CKpUHUHT OHK (reHHOe TeCcTMpOBaHUE), €CIM OHWU NepBble HOCUTENIM TEHHOM aHOManuKn B cembe. Cm.
Hawu MHPOPMaLMOHHbIe BonneTeHn «4To NpeacTaBaseT cobon MHOXKECTBEHHOE SHAOKPUHHOE
HoBOoObpasoBaHMe TMNa 2A?» 1 «Y1o NpeacTaBnseT coboit MHOKECTBEHHOE 3HAOKPUHHOE
HoBOOGpa3oBaHWe TMNa 2B?».

LLinToBMAHaA Kenesa HAXOANUTCA Ha NepeaHel CTOPOHe LWewn. ITa Kenesa BbipabaTbiBaeT
TPU FOPMOHa: TUPOKCUH U TPUNOATUPOHUH (Heobxoamnmble Ana noaaepaHua obmeHa BELLEeCTB
B OpraHunsme, ANA YMCTBEHHOTO U GU3MYECKOTO PA3BUTKA), @ TaKKe KaJIbLUUTOHUH.

MPLLX HaunHaeTcsa B C-KNeTKax WMTOBUAHOM Kenesbl, BbipabaTbiBaloWMX KaIbLUTOHWH.
YBenunuyeHue uncneHHoctu C-kneTok (runepnnasma C-KNeTok) nponcxoamT Ao Ux npespalleHmn
B pakoBble. MPLLXK mokeT pacnpoctpaHaTbea B 6anxkanwme numdoysnbl. Ho gaxke npm atom
dur3nYecKkme CMMNTOMbI MOTYT OTCYTCTBOBaTb. Mo mepe pocta MPLLXK noBbiwaeTca ypoBeHb
Ka/NbLUUTOHUHA.

Ecnun xnmpypruyeckum nytem yaanutb LNMTOBUAHYIO Kenesy n bauKaiiume nmmdoysnbl B TO BPEMS,
KaK paK Bce elle He BbIXOAMT 3a Npeaebl WMTOBUAHOMN Kenesbl (ToTa/ibHas TUPEOUAIKTOMUSA U
LeHTpanbHan nnmdageHsKToMUSA), NaumeHT obbluHO ucuensetca. Ecam nocne onepaunun ypoBeHb
KaZbUMTOHUHA NO-NPeXXHEeMY NOBbILWEH, 3TO NOKa3bIBaeT, YTO PaKOBAA ONYX0/b PAacCApPOCTPaHMAACh
(meTacTasmnpoBana) Mau He 6blna NOMHOCTLIO YAaseHa. B 3ToM ciyyae 414 KOHTPOIMPOBaHUsA ee
pOCTa MOXKET BbITb NPOAOIKEHO XUPYPrUYECcKoe leyeHme, AN MoryT BbiTb HazHauYeHbl Apyrue Buabl
Tepanuu. [1o cnmx Nop He CyLw,ecTByeT CpeacTBa AN NOSHOTO U3/Ie4eHMA OT MeTacTasupoBaBLUEro
MPLLX, ogHaKo ero pocTt HepeaKo 3amesieH U MOXKET 6€CCMMNTOMHO NPOA0/IMKATLCA FO4aMMU.
MoasnAroWMeECA CMMATOMbI HacTO MOXXHO KOHTPOAMPOBATb, UCMONb3YA JIy4eBYIO TEPANUIO, HOBblE
MeAMKAMEHTO3HbIE METOAbl IeYEHUA U OUYEHb PEAKO XMMMoTepanuio (cM. pasaen «Kak nposoautca
NevyeHue npyn MPLLX B cnyyae ero metactasMpoBaHUA?»)

Kak duazHocmupyemcsa MPLLUM?

B 60nbLIMHCTBE CyYaeB NauueHTbl MO0 UX NapPTHEPbI UK KONETM MOTYT 3aMeTUTb BHOBb
nosBMBLUNICA BYropoK Ha wee. MHoraa MPLLUX moKeT Bbi3biBaTb AMapeto, XOTa He cpasy
CTAHOBUTCA ACHO, YTO 3TO MOKeET HbITb CBA3AHHO € NoaBaeHWem ByropKa Ha wee. MPLLK moxxeT
3HAYUTbLCA B aHAMHE3€e HEKOTOPbIX CEMEN, YTO AenaeT HeobX0AMMbIM FreHETUYECKOe TeCTUPOBaHMeE
OCTa/IbHbIX Y1EHOB CEMbU. [lNMarHo3 meaynnspHOro paka LWMTOBUAHOM XKee3bl MOXKET bbITb
noaTBepPKAEH TOHKOUTO/IbHOM Buoncuen WwenHoro 6yropka U B KOHEYHOM pesyabTaTe —
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Xnpypruyeckon onepaumeit (cm. pasgen «0ObcnegosaHme Ha MPLUK»). Onsa anarHoctnkm MPLLXK
MHOr4a UCMO/Ib3YHOT aHa/IM3 KPOBU Ha YPOBEHb KaNbLIMTOHMHA, OA4HAKO OH MOXKET ObITb NOBbLILWEH NO
pa3Hoobpa3HbIM NpUUYMHAM, a He TO/IbKO BeeacTeme MPLLK.

Ademu u MPLL)X

Y peteit MPLLK pa3suBaeTcs pegko. OgHaKo Te 4ETH, Y KOTOPbIX OH BCE Ke 0OHAPYKEH, AOJIXKHbI
npontn obcnegoBaHne B reHETUYECKON KAMHUKE NyTEM TECTUPOBAHMUA Ha FreHeTUYeCcKne 6onesHu,
KOTOpble MOTYT NepesaBaTbCA N0 HAaCAeACTBY B CEMbAX, MOCKO/bKY Y TaKNX AeTel BEPOATHO
BO3HMKHOBEHME MMEHHO 3TOro 3ab60/1eBaHNA U UX NOTpebyeTca obcnenoBaTth Ha Apyrue
noTeHumManbHble Npobnembl co 3a40poBbem. bonee NnoapobHy0 MHGOPMALMIO O CONYTCTBYHOLLMX
reHeTUYecKmx 3aboneBaHMAX CM. B HaWMX MHPOPMaLMOHHbIX BronneTeHsax «4To npeacTaBaser
coboli MHOXKecTBEHHOE 3HAO0KPUHHOE HoBOObpasoBaHue Tnna 2A?» u «4to npeacrasaseT cobok
MHOKeCTBEHHOE 3HAOKPUHHOE HoBOOGpasoBaHMe Thna 2B?».

O6cnedoesaHue Ha MPLUMX

Bo3morKHO, 4TO Ans noaTeep»aeHus anarHosa MPLUXK Bam npuaetcsa npontu cneayrowme suabl
obcnenoBaHus

MepeuYHblli aHAAU3 KPOBU HA KAAbUUMOHUH

YpoBeHb KanbLMTOHMHA npy MPLLXK 06bl4HO noBbiweH (06paTUTe BHUMAHME Ha TO, YTO KPOBb
cnepyeT B3ATb HEMOCPEACTBEHHO Nepes aHa/IM30M U Ha eAAHOW baHe B OXNAaXKAEHHYIO
nabopaTtopHyto LeHTpuoyry).

Y3U u moHKou20abHAA acnupayuoHHasa buoncusa

Be3bonesHeHHOe yNbTPa3BYKOBOE CKaHMPOBAHME LEeU NO3BOAET NOMYyYaTb CHUMKWN WMTOBUAHOM

Xenesbl 1 Ntobbix 6yropkos nam KUcT. Obpaseu, TKaHM (bMoNTaT) NoNy4aloT NyTeM BBeAEHUA OYEHb
TOHKOW UTNbl B ONYX0/b LWMUTOBUAHOM Xenesbl. Obpasel, n3y4aroT Nog MUKPOCKOMOM, YTO CAYKUT

BeCbMa HaZeXHbiM cnocobom amnarHoctmposaHus MPLLK.

JleueHue npu MPLLX

MPLX oTanyaeTca oT ApyrMx BUAOB paKa WUTOBUAHOM Kenesbl. ONTUMabHOE Ie4EeHME B 3TOM
cny4yae npoBogmMTca B 60bHMLE, KOTOpaa 061agaeT onbITOM B 1edeHnn naumeHTos ¢ MPLLK, u
XUPYProm — cneuuanmcTom no sHAOKPUHHOW CUCTEME UM 061aCTU FOMI0BbI U LLIEU, KOTOPbIM
perynapHo onepupyeT TakNX NaLUEHTOB.

Kak TonbKko gmarHos MPLLUX noctasneH, cneayet nposectu Y3U wen ana KapTMpoBaHMA
pacnpocTpaHeHHoCTU 3abosieBaHus (Y3U ¢ Lenblo cTagupoBaHus paka). Eciv HeT nofo3peHus Ha
yBennyeHme nmmdoysnos, WUTOBUAHYIO XKenesy yaanatoT BMECTE C LLeHTPaIbHbIMU AMMPOoy3aamu
(TMpeonasKkToMma ¢ LEeHTPaNbHOM TMmbaaeHaKTommen). Ecnm ysennyeHHble 1MMPOy3bl
06HapyKeHbl, 0O4HOBPEMEHHO C TUPEOUAIKTOMUEN CeayeT NPeAnpPUHATL yaaNeHne Apyrux
welHbIX (6oKoBbIX) nnmdoysnos. Ecamn yctaHoBneH anarHo3 MPLLUK, Heobxoaumo nposectu
aHaNN3bl KPOBU M MOUM (LarKe NPU OTCYTCTBUM FreHETUYECKOW NPEeAPaCcnONOXKEHHOCTU B CEMENHOM
aHaMHese), YToObl UCKAOUYUTb ONYXOEBBIN POCT B HAAMOYEYHMKaX, KOTOPbIA MOT Bbl BbI3BaTb
npo6siembl BO BPEMS UM NOC/IE OnepaLmu.
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XupypauyecKoe ne4yeHue

ToTanbHaA TUPEOUASKTOMMUA + LLEeHTPabHasA AMMbAAEHIKTOMUA: Y OCHOBAHWA NepeaHel CTOPOHDI
Wen genatoT pa3pes, Yepes KOTOPbIN YAANAT WUTOBUAHYIO Kenesy n banKaiwme K Hel
numooysnbl. Ecnm TpebyeTca yaanuTtb TakKe 6oKoBble weliHble AMMdoy3nbl, genatoT 60abwni
paspes. MpUHUMATbL NULLY M NUTb MOXKHO NOYTM Cpasy Nocae NPobyKAeHUA OT HapKo3a.

MpebbieaHue 8 60nbHUYE
Bam, BepoATHO, NpuaeTca NpoBecTu B 60/1bHULE B OOLLEN CIOKHOCTU 2—3 AHSA.

dakmopel pucka
Onepaumna Ha WMTOBUAHOM Kesie3e, Kak npaBuno, besonacHa, 04HaKo MOTyT CyLL,ECTBOBATb
HeKoTopble GaKTOPbl PUCKA, O KOTOPbIX CleayeT 3HATb:

e TpaBmMMpoOBaHWE HEPBOB, YNPABAAIOLMX FOJ0COBbIMU CBA3KAMM, YTO MOKET MNOBAUATL Ha
ronoc (1-2 %).

e MoKeT Npon30inTH HensberkHoe yaaneHme Uan TpaBMMpPOBaHME NaPaLLUTOBUAHDBIX XKenes,
KOTOPOE MOKET MPUBECTU K BPEMEHHOMY MaAEHUIO YPOBHSA KaNbLMA B KPOBM
(rvnokanbunemmuu). MHorga sTo ABNIEHNE MOMKET CTaTb NepMaHeHTHbIM. K cumnTomam
HW3KOro YPOBHSA KaNbLMA B KPOBM OTHOCATCA NOKablBaHMe B rybax, NnanblLax pyK U Hor,
nepepacratoliee B cygoporu. Bce aTu cuMnTombl No443a0TCA MeAMKaMEHTO3HOM
KOppeKuuu.

Kakue nekapcmea mHe nompebyemca npuHUMamo ?

JleeomupoKcuH

Mocne TOTanbHOM TUPEOUAIKTOMUN HEOBXOAMUM NOKUIHEHHDBIN NPUEM IEBOTUPOKCUHA (TUPOKCUHA).
TabneTKn NPUHUMAIOT pa3s B AEHb, a 4033 3aBMCUT OT Maccbl Tena nayueHTa (06bi4HO 100—150 MKr
AN B3pOC/bIX, A1A AeTelt — meHblue). Bam noTpebyeTca perynsapHo caaBaTh KPOBb Ha aHaNM3,
4yTObbI Y6EANTLCA B NPaBUIbHOCTM A03bl. CAIMLWKOM BbICOKasA 033 MOKET BbI3blBaTb TaKNe
CUMNTOMBI, KaK yyallleHHoe cepauebreHune, NOTIMBOCTb, TPEBOXKHOCTb, TPEMOP U CHUMKEHWE MacChbl
Tena. CANWKOM HM3Kan 4033 MOXKET Bbl3blBaTb TAKME CUMMTOMbI, KaK BbICTpas yTOMAAEMOCTb,
3amepanieHHoe cepauebreHune, NoBbILEHHAA YYBCTBUTENIBHOCTb K X004y U YBE/IMYEHME MacCbl Tena.
XoTsa nepevyncneHHble Bbille CMMNTOMbI NO3BONAKOT NPeANON0XKUTb HeO6X0,qMMOCTb N3MeHeHNnA
[03bl, TAKME }Ke CUMMNTOMbI MOTYT BCTPEYaTbCA NPU APYIMX COCTOAHUAX. TOYHO YCTAHOBMUTb, YTO A03Y
cnepyet U3MEHUTb, Bpavyam MOXKET MOMOYb TO/IbKO aHa/IM3 KPOBM Ha coAepiKaHe TUPEOTPOMHOro
ropmona (TTT). Kak To/IbKO Mo aHann3am KpoBu byaeT onpeaeneHa naeasnbHas 1 Bac 4033,
NMOBTOPHbIE aHaIM3bl NOTPebyeTca NPOBOAUTbL TO/IbKO Pa3 B FOA.

MeAanKaMeHTO3HOoe 3aMeLleHne Kanblma (TpebyeTcs B cyYae TPaBMUPOBaHUA AN HEeU3BEXKHOro
yAaneHuna napawmToBUAHbIX Xenes HapAgdy co WMTOBUAHOM)

3|CTp.



BumamuH D

ButamuH D B TabieTKax MK Kancyiax cnocobCcTByeT yCBOEHMIO Kanbuus u3 nuwm. O6bIYHO
NPUHMMAEMbIN Pa3 B AeHb, 3TOT NpenapaT MOXKET 6bITb €4MHCTBEHHbLIM IEKAPCTBOM, KOTOPbIM
NpPUAETCA NPUHMMATb NOXKU3HEHHO NOC/E TPABMMPOBAHMA UM YAANEHNA NAPALMTOBUAHDIX Kenes.

Kap6oHam Kanvyus

3Tn TabneTkn, HanomuHatowWwme Mes, Hago *KeBaTb UK cocaTb. VX 06bIYHO MCNONBL3YIOT AN1A
BPEMEHHOr0 «MNoACTErMBaHMA» YPOBHSA Ka/ibLma NoCc/ae onepaumm, Ho He 0b6A3aTelbHO Ha3HavaloT
Ha BCIO OCTaBLUYHOCA XMU3Hb. O TOM, YTO A,03a C/IMLWKOM BbICOKA MW YTO Npuem 3Ton J06aBKK
6o/blue He TpebyeTcs, MOXKET CBUAETEIbCTBOBATL NOSABAEHME Y NALMEHTa FONI0BHbIX 6onel,
TOWHOTbLI U PBOTHI.

MazHuesasa 0dobaska
MoKeT NpumeHATbCA B Gopme MHbEKLMIA UK TabneToK (Hanpumep, ravuepodocdat marHumsa), Ho
peaKo Ha A/INTEJIbHbIN CPOK.

Kak nposodumca ne4yeHue, ecau npou3owano pacnpocmpaHeHue
MPLL?

Y naumeHTos ¢ MPLLUX BbICOKUIT ypOBEHb KaNbLUUTOHMHA B KPOBU MOMKET COXPaHATLCA Aae nocne
onepauuun. OgHaKo, HECMOTPSA Ha TO YTO 3TO CBUAETENLCTBYET 06 OCTAOWMXCA B OpraHU3me KaeTKax
MPLL}, naumeHTbl, y KOTOPbIX YPOBEHb Ka/bLMTOHMHA NpPeBbilaeT HOpMY, ocTaeTcs 6e3 usmeHeHuA
C TeYeHMeM BpeMeHU NN MeIeHHO NOBbILLAETCA, YaCTo He HYXKAAloTCA B AabHENLLIMX
06cnefoBaHUAX AN NedeHnn. ITO CBA3AHO C TEM, YTO METOAAaMM BU3yan3aL MM He BCEraa yaaercs
BbIABUTb JIOKaM3aUMio 3a60neBaHMA 3a Npeaenamm LWeu, ecv TO/IbKO YPOBEHb KaNbLUTOHUHA He
C/IMLLKOM BbICOK: KaNbLMTOHWUH Cam No cebe He CAYXKUT A0Ka3aTeNbCTBOM OMyxonesoro pocra. U sce
e A1 HEKOTOPbIX MaLMEeHTOB MOXKET bbITb LienecoobpaseH NoncK MeTacTa3oB 3ab0n1eBaHUsA

C NPUMEHEHMEeM Pas/INyHbIX MeTOA0B BU3yannsaumum (B TOM Yncne, C UCNoAb3oBaHUEM
PaAMOaKTUBHbIX N30TOMOB), NOC/e Yero notTpebyeTca AONOAHUTENbHOE XMPYPruYeckoe neveHne niam
NlyyeBas Tepanus.

C-KneTKku BblpabaTbIBAIOT TaK¥Ke BEL,eCTBO, Ha3blBaeMOe KapLMHOIMBPUOHAAbHBIM aHTUrEHOM
(K3A), coaeprkaHne KoToporo onpeaenatoT NapannenbHo C KalbLUMTOHMHOM anAa cbopa
LOMNONHUTE/IbHBIX CBEAEHWIA 0 3ab0NEeBaHMM, PACNPOCTPAHUBLUEMCA 3a Npeaebl Weun.

Tepanusa ¢ npumeHeHuem MUBI/okmpeomuda

B Tex cnyyasnx, Korga XMpypruyeckoe sedeHme CTaHoOBUTCA HEBO3MOXKHbIM M3-3a
pPacnpocTpaHeHHOCTU UAK I0KaNM3aLmMmn 3aboneBaHnsA, HEKOTOPbIe CNeLnannsupoBaHHble
MeAMLMHCKNE LLEeHTPbI MOTYT MPOBECTM JieYeHne C MPUMEHEHMEM PAaANOAKTUBHbIX BELLECTB
(okTpeotna nan MUBI) 3Tn BewecTBa A4alOT 04eHb Maao NO60YHbIX 3GPEKTOB U MOTyT
CNocobCcTBOBaATb YMEHbLLEHUIO UM CAEPMKMBAHMIO pacnpocTpaHeHua MPLLUXK. OgHako nx
MPUMEHSIOT TO/IbKO B TOM C/ly4ae, eC/IM UCC/IeA0BaHUA MOKAXKYT, YTO 3TW BelecTBa byayT NPOHMKaTb
B ONyxo/ib. BellectBo meaneHHo BBOAAT B BeHy. MalUMeHT Ha HECKONIbKO AHel ocTaeTca
PaAN0aKTUBHbBIM M MO3TOMY AO/IKEH COAEPKATLCA B OTAENbHOM CMeumasbHOM NOMELLEHMUMN,
NeyeHne morkeT NoTPeboBaTLCA NOBTOPUTL HECKOJIbKO Pa3 C MHTEPBAJIOM B TPU MeCALA UAW B
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nonroaa. K BO3MOKHbIM NOBOUYHbIM 3pdeKTam Tepanuu ¢ npumeHeHnem MUBT/okTpeoTnaa
OTHOCUTCA yXYALIEeHME CaMOYYBCTBUA, MHOTAA YXYALEHMNE COCTOAHNA 300POBbA.

[o Tex nop, NoKa He HalkAeH MeTo/ NOJIHOTO U3/IeYEHNA, B HACTOALLEE BPEMA NPU IEYEHUM B CayYae
obwmnpHoro meTtactasnposaswero MPLUX MHOro BHUMaHMA yaenaT ob6aer4eHno CMUMNTOMOB,
KOTOpble OH BbI3blBaeT.

Auapes: moxeT NnoTpeboBaTbCA U3MEHEHME XapaKTepa NUTaHUA NaLUMeHTa, Hapaay C
NpoTUBOAMAPENHBbIMIN NPenapaTamm 411 ee yCTpaHeHUA. B HeKOTopbIX CyYanx AMapero yaaeTcs
KYNnpoBaTb C MOMOLLbIO NPenapaTos OKTPEOoTNAA UK NaHPEOoTNAA, HO OHM MOMOTaloT He BCEM.
HeKkoTopble NOMAratoT, YTo B TaKMX C/yYasnx NpenapaTbl MOTYT TaKKe NOMOYb 3amMea/IUTb POCT
onyxonu.

Mpunuesl: UHOTAA ANA CAEPKUBAHMA MPUANBOB MOTYT UCMO/Ib30BATLCA NpenapaTbl NPOTUB A3BbI
Xenyaka, HasbiBaemble H2-610KkaTopamm (LMMETULUH MU PAHUTULMUH).

Bbone3HeHHble Memacma3sbl 8 Kocmsax: 6ob, Bbi3biBaeMyto meTactazamm MPLLUXK B KOCTHYO TKaHb,
MHOrAa MOKHO BbICTPO 061erYmTb C NOMOLLLbIO AMCTAaHLMOHHOM Ny4eBoi Tepanun. Bo Bcex cnyyasx
MOTYT ObITb Ha3HayeHbl 06e36o0nBalOLLIME CPEACTBA.

Apyzue sudsl mepanuu npu memacma3sax MPLUX

[na Tex cnyyaes, Korga apyrve suabl nevyeHma npu metacrtasax MPLLXK He patoT pe3ynbTaTos,
CTAHOBATCA AOCTYMHbIMW NPENApaTbl, OTHOCALLMECA K UHTMOUTOPAM TUPO3UHKUHA3LI (UTK) 1
WMHTMBUTOPamM MyNbTUKUHA3bI (MMK). 3Tn npenapaTbl HE MPUHOCAT UCLENIEHUSA, HO MOTYT

Yy HEKOTOPbIX NtoAel CnocobCTBOBaATL 3amMeNeHMIO AN OCTaHOBKe pacnpocTpaHeHma MPLLXK, a
TaK»Ke obneryeHmnto CMMNTOMOB. Bam cneayeT 06CyanTb 3TOT BAPMAHT, BO3MOXKHbIE NOOOYHbIE
3¢ deKTbl M Apyrre BONpOChI, KacatoLmeca STUX BULOB Tepanmm, co cBoum crneumannctom. UTK u
UMK He Bcerga moryt nogonTn NaumeHTy.

Pecypcobl

Association for Multiple Endocrine Neoplasia Disorders (Accoumauma cneymanmnctos no
MHOKECTBEHHbIM 3HA0KPUHHbIM HEOMNIA3UAM)

www.amend.org.uk

MonHbIi cnucok uneHos INCA: https://incalliance.org/members/
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