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O. U. Poouonosa

XPOHUYECKUH IOJUIIO3HbIN PUHOCUHYCUT
Y PEBEHKA C MYKOBUCIII1/I030M

YO «Benopycckuil zocyoapcmeennvitl MEOUYUHCKUL YHUBEPCUMEM >

Hecmomps na 6onee uem 20-1emuuti onvim PyHKYUOHUPOBAHUS CUCTNEMbL OKA3AHUSL MEOUYUH-
CKOU NOMOWU NAUUECHINAM C MYKOBUCUUIO30M, MOJbK0 ¢ 2019 200a 6 PB 60300106/1€H HEOHAMAIbHBLU
ckpunune. Boavwuncmey demeil 0uazno3 6biICMABAANC 6 MeUeHUe NePEozo 200d KU3HU, HA OCHOBA-
HUU COBOKYNHOCMU XAPAKMEPHHIX KIUHUYECKUX NPOSBIEHUL U NOCIeIY0Ue20 2eHEMUUECK020 eCTni-
posanus, y 14,3 % — ¢ dowxoavnom eozpacme (do 5 nem), y 6,1 % — ¢ 5 do 9 aem, 1 pebenxy —
6 14 1em, 4mo c853aH0 ¢ <HEBLIPAKEHHLIMUS KAUHULECKUMU NPOSBACHUSMU, CINEPMbIMU, CYOKAU-
HuueckuMu opmamu mevenus 3ab6osesanusi. 3ano3oaias OuazHOCMUKA eiedem Nno3oHee HAUdL0
KOPPEKUUOHHBLY MEPONPUSTNUL, 4MO, & C68010 0uepedb, Upesamo Oblcmpuli pa3eumuem HeoOpamu-
MbLY u3Menenull, npexde 6cezo, 6 aeekux. Illpumepno y 3 % nayuenmos Myxosucyudo3 ocmaemcs
HeOUAzZHOCMUPOBAHHBIM U 60 83POCAOM COCMOAHUU. Manas oc6edOMACHHOCb 8pauell 0 CMeKHOU
namoziozuu, 6apuadesbHOCMb KAUHUYECKUX NPOSBLCHUL U CINENEHU UX BbIPAKEHHOCU NPUBOOSN
K MOMY, 4O NAUUECHMbL C MYKOGUCUUOOIOM MOZYM OJUMENbHOE 8PEMsL IeUUNHCS Y CREUUANUCTNOE
¢ Opyeumu duaeznozamu. B cmamve npuseden Kaunuueckui cayuai ycmanosieHnozo 0uazno3d my-
Kosucyudosza y pebenxa 10-1emmuezo 6o3pacma, panee Hada1100aA6uULez0CI U LEUUBULEZOCS NO NOBOJY
XPOHUUECKO20 NOJUNOIHOZ0 PUHOCUHYCUMA.

Katouesvte cioea: myxosucyudos, oemu, puHOCUHYCUM, NOAUNO3.

V. I. Radzionava

CHRONIC POLIPOSIS RHIHOSINUSITIS IN A CHILD
WHO WAS LATER DIAGNOSED WITH CYSTIC FIBROSIS

Despite more than 20 years of experience in functioning of the patients with cystic fibrosis
medical carve system, a neonatal screening was resumed only from 2019 in RB. Most of children
were diagnosed during the first year of life, based on a set of characteristic clinical manifestations
and subsequent genetic testing, in 14,3 % — under 5 years of age, in 6,1 % — from 5 to 9 years
of age, in 1 child — at 14 years of age, which is due to unexpressed clinical manifestations, erased
and subclinical forms of the disease. Delayed diagnosis leads to a late start of corrective measures
and rapid development of irreversible changes in the lungs. The cystic fibrosis remains undiagnosed
in about 3 % patients until adulthood. The low awareness of doctors of the related pathology
and the variability of manifestations and the degree of their severity lead to the fact that patients
with cystic fibrosis can be treated by other specialists for a long time. The article presents a clinical
case of the established diagnosis of cystic fibrosis in a 10 year old child who had previously been
observed and treated with chrnic polyposis rhinosinusitis.
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IVI YKOBUCLIMAOS (KUCTO3HbIN GUBPO3) ABAAETCA HaW-  MX XKM3HM, KOTOPas Ha CEroOAHALLHWI AEHb TakXe Bapby-
6oAee yacTblM HAaCAEACTBEHHbIM ayTocomHo-  pyeT oT 10 (cTpaHbl AatuHckon Amepunkn) po 40 aeT (CLUA,
peLLecCUBHbIM MOHOTEHHbIM 3aboaeBaHneM cpean AuL,  EBpona) u yxe BMOAHE PeaAnCTUUYHbIMKU BbIFASAAT MPO-
6enoii pacbl. PacnpocTpaHeHHOCTb MyKOBMCLMAO3a B Pec-  THO3bl OXXMAAEMOM MPOAOAKUTEABHOCTU XU3HU BOABHbBIX
nybamke benapych coctaBasieT 1:8000 HOBOPOXAEHHbIX,  MYKOBMCLMAO30M, POXAeHHbIx nocae 2000 ropa -
B Poccun - 1:10 000, B 6oablunHCTBE cTpaH EBponbl 50 AeT [4, 10]. Mo pAaHHbIM Ha 2019 roa, B Pecnybanke
n CesepHoit AMepukn - ot 1:2000 po 1:4000 HoBo-  Benapych 3apeructpupoBaHo 149 petelt u 44 B3POCAbIX
POXAEHHbIX, @ B ®UHAAHAMK — 1:25 000. MNpu aTOM cne-  NauUeHToB C MyKOBMUCLMAO3OM [1].

LMAAMCTbl OTMEYatoT, YTO AMArHOCTMKa A@HHOW MaToAO- Hecmotpsi Ha 6onee uem 20-AeTHUI ONbIT GYHKLMO-
MKW 3HAUUTEABHO HUXeE (bonee uem B 10 pas) peaAbHOM  HUPOBAHWSI CUCTEMbI OKa3aHUS MEAULMHCKOM MOMOLLIM Na-
3aboneBaemocTtu [4-6, 9, 10]. LUMEHTaM C MyKOBMCLIMAO30M, TOAbKO ¢ 2019 roaa B Pb Bo-

YAEAbHbI BEC NALMEHTOB C MyKOBMCLIMAO30M B MOMy-  300HOBAEH HeOHaTaAbHbIA CKPUHUHE. Aulb y 22,5 % na-
AALMK YBEAMUMBAETCSH, KK U CPEAHAS MPOAOAKUTEABHOCTb  LIMEHTOB AMArHO3 MyKOBUCLIMAO3 BbICTABAEH C NEPBbIX AHEN
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XW3HW. BOABLUMHCTBY AETEN AMArHO3 BbICTABASIACS B Te-
YeHue NepBoro ropa XuW3Hu, Ha OCHOBAHWKW COBOKYMHO-
CTW XapaKTEePHbIX KAMHUYECKMX NMPOSIBAEHWUIA U NMOCAEAY-
IOLLEro reHeTMYeCKoro TecTMpoBaHua. B 1o xe Bpewms,
y 14,3 % peTer AMarHo3 MyKOBUCLMAO3 ObIA BbICTABAEH
B AOLLKOABHOM Bo3pacTe (A0 5 AeT),y 6,1 % - ¢ 5 p0 9 reT,
1 pebeHKy - B 14 AeT, UTO CBA3AHO C «HEBbIPAXEHHbIMU»
KAMHUYECKMMU NPOABAEHUAMMU, CTEPTLIMU, CYOKAMHMYE-
CKUMK dopMamu TeueHuss 3aboneBaHUsA. 3anospanas
AMArHOCTMKa BAEYET MO3AHEE HAYan0 KOPPEKLUMOHHbIX
MepPONPUATUIA, UTO, B CBOKO OUYEPEAb, YpeBaTo ObICTPLIM
pas3BUTMEM HeOobpaTUMbIX U3MEHEHUH, NPEXAE BCEro,
B Aerkux. MpumepHo y 3 % nauMeHTOB MyKOBMCLMAO3
OCTaeTCs HEAMarHOCTUPOBAHHbBIM M BO B3POCAOM COCTOS-
Huu [1, 4, 10].

[eHeTMuyeckM 06YyCAOBAEHHOE HapylueHue paboThbl
XENE3UCTbIX KAETOK CAM3UCTON OOOAOUYKM AbIXaTeAbHbIX
nyTen, NOBbILEHWE BA3KOCTU CEKpPETa NPU MyKOBWCLIU-
AO3€ NPUBOAMT K LIUAMAPHON AUCKMHESWM, 3aTPYAHEHUIO
APEHMPOBAHUA MOAOCTM HOCA M OKOAOHOCOBBIX Masyx,
KOAOHM3aLMKU B HUX MATOreHHOW MWKpodAopbl. B pe-
3yAbTaTe pPa3BMBAETCA XPOHUYECKMM PUHOCWMHYCUT, -
Nno HEKOTOPbIM AaHHbIM, — ¥ 100 % naumeHToB C MyKO-
BMCLMAO30M, B TOM UYMUCAE C MOAMMO3HbIM MEPEPOXAE-
HUEM CAU3UCTON 0OONOUKK (0T 7 A0 48 % naumeHToB) [B].

MpoBeAEHHbI HAMKW PETPOCTNIEKTUBHbINM aHaAn3 70 me-
AMLIMHCKMX KapT CTaLMOHAPHbIX NaLMEHTOB, MPOXOAUBLLMX
AeyeHne B PecnybAMKaAHCKOM LEHTPEe AETCKOW MyAbMO-
HOAOTWMM U MyKOBMUCLMAO3aA Ha 6ase 3 TAKB r. MuHcKa
nokasan, YTo XPOHUYECKUIA PUHOCUHYCHT, BbISSBAEHHbIN
pEHTreHOAOrNYECKH, nmenn 45 (64,3 %) naumeHToB,
npuyem y 25 13 Hux (55,6 %) aHAOCKONUUYECKMU ObIA MOA-
TBEPXAEH MOAMMNO3HbIN XapakTep pUHOCHHycuTa. MoAn-
NMo3 HOCa M OKOAOHOCOBbIX Ma3yx B AETCKOM MOMNyASiLMK
6€3 MyKOBMCLMAO3A@ BCTPEYAETCS KpalHe PeAKo, 3TOT
baKT ABASIeTCA OCHOBaHUEM AASt AOOBCAEAOBAHWS C LIEAbLD
WUCKAOUYEHWUSI AAHHOM naToAaoruu [3, 71.

MPYBOAMM KAMHUYECKOE HabArOAEHWE MOAMMO3HOIO
PUHOCKHYCHTa Y pebeHka, KOTOPOMY BMOCAEACTBHM ObiA
YCTaHOBAEH AMAarHO3 MyKOBUCLIMAO3a.

MaumneHTka M., 2008 r. p., BnepsBble obpaTvrach
n 6bina rocnutasmMavpoBaHa B NOP-otaeneHne 3 TAKB
r. MnHcka B ceHTabpe 2014 r. (B Bo3pacTte 5 AeT) ¢ xa-
AobaMu Ha 3aTpPyAHEHHOE HOCOBOE AbIXaHWe B TeYeHWMU
HECKOAbKUX HeAeAb. BbICTaBAEH KAMHUYECKWUIA AMarHo3:
«XPOHMYECKMI ABYCTOPOHHWIA, CAEBA MOAMMO3HbIN BEPXHE-
YEAKCTHOM CUHYCUT, TMnepTpodusa aAeHOMAOB», HadHaue-
HO KOHCEpPBATMBHOE A€YEHME MO MNOBOAY CUHYCUTA (@HTU-
b6akTepuranbHas Tepanwus, TOMUUYECKUE AEKOHreCTaHTbl,
AHTUIMCTaMUHHbBIM Npenapar). YunTbiBas SHAOCKOMNMUYe-
CKM onpepeAsieMbli MOAUMO3 NOAOCTH Hoca, pebeHKy Bbl-
NMOAHEHA PEHTFEH-KOMMbIOTEPHAA TOMOrpamMma OKOAO-
HOCOBbIX Na3yx, NPU KOTOPOK BbIABAEHbI MPU3HAKKU XPO-
HUYECKOrO MOAMMO3HOIO0 BEPXHEUYEAKOCTHOIO CUHYCUTA,
noAMna AeBOW MOAOBMHbI Hoca. Taknum 06pas3om, BbiAK
onpeAeneHbl NoKa3aHUs U 06beM XMPYPruyeckoro BMme-
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LaTeAbCTBa — IHAOCKOMMYECKAsA SHAOHa3aAbHas MOAM-
noTomMusl ¢ 06enx CTOPOH, aAEHOTOMMSI C SHAOCKOMUYE-
CKUM KOHTPOAEM, KOTOpas 1 6biAa BbIMOAHEHA. AaHHble
NaTOAOrOrMCTOAOTMYECKOTO MCCAEAOBAHMA TKaHEN, yAa-
AEHHbIX U3 MOAOCTM HOCA W Madyxu — MOAMMbI; U3 HOCO-
FAOTKM — TMnepnaasvsa AMMGOOMAHOM TKaHW. MNocaeone-
pPaLUMOHHbIN nepuoa npoTtekan 6e3 ocobeHHocTel. Bbi-
nMcaHa Ha 5 CyTKM NocAe onepalumn, HOCOBOE AblxaHWe
npu BbinUcke cBoH6OAHOE. PEKOMEHAOBAHO NPUMEHEHNE
MOMETa30Ha B HOC A0 3 MeCALEB, UPPUraLMOHHAsA SHAO-
Ha3aAbHas Tepanuns COAeBbIM PacTBOPOM.

C deBpana no okta6pb 2015 ropa nauueHTka obpa-
wanacb K AOP-Bpauy 3 TAKB ¢ xarobamu Ha 60AM
B yLwax. Kpome OCTpOro cpeaHero otuTa, yxe B despa-
Ae 2015 ropa (uepes3 5 mecsiueB NOCAEe XMPYPrMYeCKOro
AeYeHUs)) BbIA AMArHOCTUPOBaH PELMAMB MOAMMO3HOIO
PUHOCUHYCcHUTa. Ha3HayanoCb AeYeHWe OCTPOro cpeaHe-
ro oTMTa U NPUMeEHEeHUe 3HAOHA3aAbHbIX TAFOKOKOPTUKO-
CTEPOMAOB AAMTEABHBIMUW KypCamMu.

B ceHTa6pe 2016 ropa (B Bo3pacTe 8 AeT) bbina roc-
nutaandmpoBaHa B NOP-otaeneHne 3 TAKB AASl NAaHO-
BOrO A€YEHMUA C AMArHO30M «XPOHWUUYECKMUIA MOAMMO3HO-
FTHOMHbIMA raMMOpPO-3TMONAMT». ONpeAeneHbl NOKa3aHusA
1 BbIMOAHEHO XMPYPruyeckoe BMeLIATEAbCTBO — 3HAOCKO-
nuMueckas 3HAOHa3aAbHasi MOAUMOTOMUS C 0BENX CTOPOH.
AaHHble NaTOAOrOrMCTOAOrMUYECKOTO0 MCCAEAOBAHUA TKa-
HeW, YAaAEHHbIX M3 HOCa M CUMHYCOB: A@HHbIE XapaKTep-
Hbl AASl MOAMMOBUAHbBIX pa3pacTaHuii. NocaeonepaumoH-
HbI Neproa npoTekan 6e3 0cobeHHOCTEN, NAaLMEHTKA Bbl-
nucaHa Ha 6 CyTKM NocAe onepalymn, HOCOBOE AblxaHWe
npv BbiNncke cBoboaHoe. PekoMeHAOBaHa NOCTOSIHHAsA
MppUraumMoHHas Tepanusa NoAOCTU HOCa COAEBbIMM pac-
TBOPaMW, MOMETa30H B HOC AAUTEABHO, AECEHCUOUAU3U-
pytoLLas Tepanus.

B mapTte 2017 ropa BHOBb o6paTtuaack k AOP-Bpauy
3 TAKB ¢ xanobamu Ha 60Ab B yLlax, ObiA BbICTaBAEH
AMarHo3s: «OcTpbl ABYCTOPOHHUI CPEAHWI OTUT. ABYCTO-
POHHUI XPOHUYECKWUIA MOAMMO3HO-THOMHbIA TarlMOopo-
3TMOUAMT. B Ha3HaueHHOe AevyeHUe TakXe BKAIOYAACSH
MOMETAa30H U MPPUTraLMOHHas Tepanusa Hoca, PEKOMEH-
AOBaHa NOAMMOTOMMWSI B MAGHOBOM NMOPSIAKE.

B 2018 roay pebeHOK ABaXAbl MepeHec NHEeBMO-
HWIO, UTO HapsAY C AAHHbIMW @aHaMHe3a OMNpPeAeAUAM
AaAbHENLLWM AMArHOCTUUYECKUI MOUCK. PebeHOoK Bbia Ha-
NpaBAEH Ha rEHETUYECKYHO KOHCYAbTaLMIo. B pe3yabtaTte
OCMOTpa reHeTUKa BbIIBAEHA MOAOXMTEAbHAA NoToBas
npoba, NpoBeAeHa MOAEKYASIPHO-TEHETUYECKAA AUarHOC-
TWKa W BbICTABAEH AMArHo3 — «MykoBUCLMAO3». B OKTA6-
pe 2018 (10 aeT) 6bIAG FOocnUTaAU3KMPOBAHa B nepuart-
pUYEeCKoe OTAEAEHME MYAbMOHOAOTMYECKOIO MNPOOUASA
3 TAKB AAA 06CAEAOBAHUA U A€UEHUS MYKOBUCLIMAO3A.
KAMHMYEeCKUI pnarHo3: OCHOBHOM: «MyKOBUCLMAO3, CMe-
LaHHasA dopma. XPOHUUYECKMIA MOAUMO3HbIA PUHOCUHYCHT,
ob6ocTpeHre. IK30KPUHHAA HEAOCTATOUHOCTb MOAXEAY-
AOYHOM xenesbl». OCAOXHEHUSA: «<XpoHMUeckan BOH yme-
PEHHOW CTENEHU TAXXECTU». COoNyTCTBYHOLLME: «PEKOHBANEC-
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LEEHT ABYCTOPOHHEN NHEBMOHKUK 0T 05.2018, npaBocTo-
pOHHeW NHeBMOHMMK 0T 10.2018. Mea. anneprust: 3vHHaT,
ayrMeHTUH». KOHCYABTMPOBaHa BPa4YoM-OTOPUHOAAPUHTO-
AOTOM, BbICTABAEH AMArHo3: «ABYCTOPOHHWUI XPOHUUYECKUIA
NMOAMMO3HO-THOWHbIM PUHOCKUHYCUT, 0bocTpeHue. ckpuBs-
AEHMEe HOCOBOW NEPEropoAKM BrnpaBo. MyKOBUCLMAOS».
MaureHTKe NpoBeAeHO 0BCAeAOBaHWE M KOHCEpPBATUB-
HOE AeyeHMe COrAacHO KAMHUUYECKMM NPOTOKOAAM AMar-
HOCTMKM U AeUYEHWMS MyKOBMCLMAO3A. 1o MoBoAy pMHO-
CHHyCUTa, KPOME CUCTEMHOM aHTMOaKTEPUAAbHON Tepa-
nuu, NoAyyana GpamMuLETUH B HOC 7 AHEN, MOMETa30Ha
dypoat B HOC, MppUTraLMOHHas Tepanus NMOAOCTM Hoca
OUBMONOTMUECKUM COAEBbLIM PacTBOPOM, B pe3yAbTaTe
AEUYEHUA HOCOBOE AbIXaHWe YAYULLIMAOCH. [TpU BbINUCKE
nauMeHTKe, KpoMe Tepanun OCHOBHOIO 3aboAeBaHUA —
MYKOBMCLIMAO3a, PEKOMEHAOBAHO ObIAO MNPOAOAXATb
MPPUraLMOHHYIO 3HAOHA3aAbHYHO Tepanuto COAEBbLIMMU
pacTBopamMu, MOMETa30H B HOC MPUMeHSTb A0 1,5 me-
caueB 1 bonee nop HabaropeHrem NOP-Bpaua no mecty
XWUTEAbCTBA, MPU YXYALLEHWMU HOCOBOTO AbIXaHUA PEKO-
MEHAOBAHO XMPYPruyeckoe AeYeHne — NOAMNOTOMMSI.

Aanee B okTabpe 2019 ropa (11 AeT) 6biAna BHOBb
rocnMTaAM3npoBaHa B MEAUATPUYECKOE OTAEAEHME MyAb-
MOHOAOTMYecKoro npoduast 3 TAKB AASt AeYEHUSE MYKOBUC-
LMA03a. KOHCYABTUPOBaHa BPa4YoM-0TOPUHOAAPUHIOAO-
rom, OTMEUYEHO NPOrpeccupoBaHne NOAMNO3a No AaHHbIM
PUHOCKOMUKU U PEHTTEH-KOMMNBIOTEPHOM TOMOrpadum (Mpu-
3HaKW TMNepnAacTUYecKoro (MOAMNO3HOro, rPUHKOBOIO)
PUHWUTA, STMOWMAMUTA, ABYCTOPOHHETO BEPXHEUYEAOCTHOMO
cuHycuTa Ha doHe ocobeHHocTen cTpoeHus MIMH), npak-
TUUYECKWU MOAHOE OTCYTCTBME HOCOBOrO AbixaHusA. Onpe-
AEAEHbl NOKa3aHUA K XMPYPrMyeckoMy BMeELLATEAbCTBY —
39HAOCKOMUYECKOW 3HAOHA3AAbHON MOAUMOTOMMM, CaHU-
pytoLLLEN onepaLun Ha BEPXHEUEAOCTHOM Nadyxe CAEBa,
KoTopasi 6blAa BbIMOAHEHA MOCAE KOMMEHCcaLMWU OCHOB-
HOM naToAorvun. B xope onepauun 6biAn yaaA€Hbl MOAWMbI
M3 MOAOCTU HOCa, 06enX 3STMOUAAAbHbIX U AEBOIN BEPXHE-
YEAOCTHON nasyx. AaHHble NaTOAOrOrMCTOAOTMUECKOTO
NUCCAEAOBAHUA: MHOXECTBEHHbIE MOAWMbI MOAOCTU HOCa
N BEPXHEUEAKOCTHOM Nasyxu, YaCTb NOAMMNOB UMEET CTPOoe-
HWE XENE3UCTbIX, XXEAE3bl 04aroBO PaCLUMPEHbI U 3aNOA-
HeHbl rYCTbIM CEKPETOM.

MocAeonepalunoHHbId NePUOoA Y MaLMEHTKU npoTe-
kan 6e3 ocobeHHocTel. BbinvcaHa No 0KoOHYaHWK Kypca
A€YEHWA OCHOBHOro 3aboneBaHMA - MYKOBMCLMAO3a,
Ha 4 cyTKM nocae onepaumu. MNpu BbIMMCKE HOCOBOE Abl-
XaHWe cBobopHoe. MomMUMO ambyAaTOPHOro AeYeHus
MYKOBMCLMAO3a NaUMEHTKE PEKOMEHAOBAHO MpUMeEHe-
HWEe MOMeTa30Ha B HOC 3 HepeAr 1 boAee nop HabAaoae-
Huem NOP-Bpaua, peryasipHas uppuraumoHHasa tTepanus
NMOAOCTW HOCA COAEBbLIMW PacTBOPaMMU.
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Takum 06pa3om, AaHHOE KAMHUYECKOE HabAtoAeHUE
NMOKa3bIBAET CAOXHOCTb AUArHOCTUKM CTOAb TSXKEAON Na-
TOAOTMU AETCKOI0 BO3pacTa, Kak MyKOBUCLIMAO3 (KUCTO3-
HbI d1bpP03), 0cOBEHHO MPU OTCYTCTBMU aArOPUTMA HEO-
HaTaAbHOIO CKpWMHUHIa. Manas ocBEAOMAEHHOCTb Bpayen
O CMEXHOW MaToAOrMK, BapuabeAbHOCTb KAMHUUYECKMX
NPOSAIBAGHWIA U CTEMEHU WX BbIPAXEHHOCTU MPUBOAAT
K TOMY, UTO MaUMEHTbl C MyKOBMCLMAO30M MOTYT AAM-
TEAbHOE BPEMS AEYUTbCHA Yy CMeuuasnucToB C APYrMMMU
AMarHo3amu.
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