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BBenenne.

Cunagpom Aunbmopra (HacleOCTBEHHBIM HEPpUT) — HEUMMyHHas
TeHEeTHYECKH JeTepMHUHUPOBAHHAS TIJOMEpYJONaTHs, OOYyCIIOBIEHHAs MyTaluei
reHOB, Komupyromux KoiuiareH IV Tuma 6a3anbHBIX MeMOpaH, IpOSBIAIOMIASACST
reMaTypuei u / WM IpOTEHHYpHEH, IPOrpecCUpYIOIUM CHIXEHUEM MOYEYHBIX
byHKIUH, HepeIKOo COYeTAIOMasACs ¢ IIaTOJIOTHel CilyXa H 3peHus.

[TOCTOSTHHBIM XapaKTEepHBIM IPHU3HAKOM JaHHOrO 3aboJeBaHUs SBISETCS
MUKPOTE€MaTypusi, BBISBICHHAs B pPaHHHE CpPOKHA JKHU3HHU. Y B3pocCIBIX
ITOBTOPSIOIIUECS 3MU30[bI MaKpOreMaTypHHM IOCTaTOYHO DPENKH, a y HNETeH B
Bo3pacte a0 16 ner Habmonparorcs mpuMmepHO B 60 % ciydaes. IlosBistrorcs u
MPOTPECCUPYIOT C BO3pacTOM, B 3aBHCHMOCTH OT IIOJla IAalME€HTa M THIIA
HaclIeIOBaHMs, MPOTEMHYpHUsS U  IIOY€YHAas HENOCTaTOYHOCTb, KOTOpEIE
OTCYTCTBYIOT B Hadaine 3a0oieBaHMsA. ApTepHalbHAs TUIEPTEH3US SBIIIETCS
IO3THUM IIPU3HAKOM.

Huxorna He ObIBaeT BpPOXISHHOW [BYCTOPOHHEH HEHPOCEHCOPHOM
TYTrOyXOCTH, MIOpaXKaroIIe! CIryX BBICOKON M cpenHeld dacToTsl. Kak mpasuiio, ona
BEISBIISIETCS. B TEUEHHE IIEPBBIX HECATH MECALEB JKU3HH K YacTo HMeEeT
IPOTPECCUPYIOLIEE TEUEHHE Y NETEMH.

3puTenpHBIE pacCcTpPOiCTBa y MAlMEHTOB TAKKE IIPOTPECCHPYIOT C
Bo3pacToM. OTMedaeTcsi HECKOJIbBKO THIIOB IIOP&KEHMS, KaXKIbli H3 KOTOPBIX
ABIIAETCA CHenuMUIHBIM © HaOMonaeTcs NPUMEPHO y TPETH IAIMEHTOB.
[lepenuuit JEHTUKOHYC — 3TO KOHYCOOOpa3HOE€ BBIISYMBAHUE IIEpENHEH YaCTH
XpycTaimuka. VI3MeHeHHs  CcO  CTOPOHBI  CETYAaTKH  XapaKTepU3YHOTCs
IIPOTPECCUPYIOIIUM IOSIBICHHEM OECCHMITOMHBIX IEPUMAKYJIAPHBEIX IISTEH
XKEJITOBATOr'0 LIBETA.

Ipu cuHApOME ANBIIOPTA PeaKo HabIronaeTcs IeHOMHOMATO3 U
H3MEHEHHbIE TPOMOOIUTEL. Jleriomuomamo30om Ha3bIBAETCS IIATOJIOTHIECKUA
IIPOLIECC, XapaKTEPUCTUKAMU KOTOPOTO SABIIIOTCS NpoaHdepanus IIagkKux
BOJIOKOH MBIIII, B TKaHSIX U OpraHax, KOTOPBIE COAEPKAT B HOpME

rIIaaAKOMBIIICYHYIO TKaHb.



Komtaren IV tuma — 3To Oonblmasi TpexcnupalibHas MOJIEKysa, COCTOSINAS
U3 Tpex anbda-meneld, OOMOTaHHBEIX JpYyr BOKpYr apyra. Kaxmas memb
XapaKTEepU3yeTcs HEKOJUIareHOBEIM YyYacTKOM C aMHHOKHCIOTHOTO KOHIIA.
Breigensror 6 pasnmuuHbIX anbda-menedf, ot ambda-1 mo ampdpa — 6, KOTOpHIE
KOOUpYyIOTCS ImecTbio otTaensHbiMH reHamu, 0T COL4Al1 po COL4A6,
pa3MelIaoIMMICs TOMapHO Ha TPeX Pa3HBIX XpOMOCOMaX. OTH IeNH
CaMOCTOSITEIbHO KOMIIOHYIOTCS 10 (G OPMHUPOBAHUS TPeX Pa3HBIX THUIIOB MOJIEKYI,
00BeIUHEHHBIX B TP Pa3HbIE CETH.

Mytanuu B reHax COL4A3, COL4A4 umu COL4AS xonnarena IV tuma

CBA3aHbI C CHHOAPOMOM AJII)IIOpTa.



MUAEMHOJIOTHS U DTHOJIOTHS.

Yacrora cungpoma AnpnopTa B nomyssiuu cocrasiser 1:5000. On ciy)uT
npryrHOK 1% Bcex ciyyaeB XpoHH4eckoi OoiesHu moduek. CuHApOM AJbIOpTa
OIKCaH y NPEeACTaBUTEIEH BCEX pac Ha BCEX KOHTHHEHTaX. JacToTa pasiIM4HEIX
BapMaHTOB CHHApPOMa Anbpnopra (2yTOCOMHO-TJOMHHAHTHOTO ¥ aAyTOCOMHO-
PEIEeCCUBHOTIO) HEOJIMHAKOBa B Pa3IHMYHBIX HOITYTISIUSIX. ITo
SMUAEMUAOIOTHYECKAM NaHHBIM B Poccum gactota CA cpenu neTckoif momy isinuu
coctasiia 17:100000 Hacenenus.

CunznpoM Arnbnopra — STHOJOTHYECKH TeTEPOreHHOE HACIIEICTBEHHOE
3aboneBaHue MOHOTeHHOH mpupoxbl. [IpmdnHa 3a00J7€BaHUS JIEKHT B MyTalldH
ongHoro u3 reHoB: COL4A5, COL4A4, COL4A3.

IIpu xnaccuueckoM BapuanTe CA mytanus mpoucxomut B reae COL4AS,
PAacIIoNOKEHHOM Ha JUIMHHOM Ijlede X-XpOMOCOMEBI, KOTOPBIA KOAUPYET aS-Iemb
koJutaresa IV tuna.

AyTocoMHO-perieccuBHass (Qopma cuHApoMa Aubemopra 00yClIOBIIeHA
mytanuedl resoB COL4A3 u COL4A4, pacmnonoxeHHBIX Ha XpPOMOCOME 2 H
KOJUPYIOIUX COOTBETCTBEHHO a3- 1 a4-1ernu KoJulareHa 3Toro TUila.

AytocomHO-nomMuHaHTHass (opma CA cHemieHa ¢ TEHHBIM JIOKYCOM
COL4A3-COL4AA4.

IIpu omuoBpemeHHoON MyTanuu reHoB COL4A5u COL4A6 passuBaetcs
CHHIPOM AJBIOpTa C JISHOMHO30M MHUIIEBOIA.

IIpy ONHOHYKIEOTHIHONW 3aMeHe aMIHOKHCIIOTH B T'eHe KojutareHa IV Tuma
3aboyieBaHUe IpPOTEKaeT Jierde, HEPEAKO BBIABIETCS TOJIBKO TIe€MaTypHs, H
60JI€3Hb MOXXET MMETh OJarompHsITHOe pa3BuTHe. [Ipu Henernuy 3HAYUTEIHLHOTO
ydacTKa IeHa OOBIYHO OTMEUaeTCs TSDKENloe TeUeHHe 3a00JIeBaHus C MTOpaKEHHEM
HE TOJBKO IIOYEK, HO K OpraHoB CIlyXa M 3peHHs, C pPaHHHM pa3BUTHEM

XPOHUYECKON OONIE3HU MOYEK.



Knaccudukanus.

Knaccudukanus cuanpoMa ANbIopTa B HACTOSIIEEe BPEMs MPOBOMUTCS II0
THUILY HACJEeIOBaHUS:

o X-CLeIUICHHBI IOMHHAHTHBEIM (kmaccuueckuit) — 80% Bcex ciydaeB
3a00JIeBaHU;

® ayTOCOMHO-pPELleCcCUBHEIN — 15 %;

® ayTOCOMHO-IOMHHAHTHBIA — 5%

BaxxHOCTh ompezeneHuss THIa MyTalud OOOCHOBBIBAETCS BBIPAKECHHOMU
(EHOTUN-TeHOTUNINYECKOM Koppeisiiuedf, 4YTO BaXXHO HJS NOPOTHO3HPOBAHHUS
CPOKOB OKa3aHHS IOMOIIM (TpOBEACHHE 3aMECTHTEIBHONW Tepamuh) ITHM
[alAeHTaM.

X-cyennennviii 0OMUHAHMHBIU MUN HACTIEO0B8AHUAL.

IIpu TakoM BapraHTe HAacIeNOBaHUS UMEIOTCS Pa3Indus CPEOU MYKCKOTO H
YEHCKOTO I10JIa B CKOPOCTH IIPOrPECCUPOBAHUS TSKECTU 3a6oneBaHH;{.‘

VY a1 MyXcKoro mosia — 3aboJeBaHne UMEeT MPOrPECCHPYIOIIee TeUeHHe:
XBII passuBaercs y 50% B Bo3pacte no 25 net, y 90% — B Bo3pacte no 40 net u
nout y 100% B Bo3pacte no 60 ner.

Kak npasuno, cpoku pasutuss XbII y MampunkoB ¢ X-CHENJIEHHBIM
JOMUHAHTHBIM BapUaHTOM CHHApPOMAa AJBIOpPTa CXO0XH C JPYTHMH UIE€HaAMH
CEMbH MYXXCKOTO IOJIa, TAKUM oOpa3oM, BpeMms HactyiuieHus XbII moxer OBITH
CIIPOTHO3MPOBAHO Aaxe 0e3 ompeeeHns TeHOTHUIIA.

VY w1 KeHCKOro moijia ¢ X-CUEIUIEHHBIM [IOMHHAHTHBIM BapuaHToM CA
TaKkoll B3aMMOCBSI3M HACTYIUIEHHUS CPOKOB XPOHHYECKOW OOJIe3HH II0YEeK He
Habmonaercs u3-3a X-HHaKTUBanuu. Pemenne Bompoca 00 aKTHBHON TEpardd y
KEHINUH C X-CLHEIIEHHBIM JOMHHAHTHBIM BapuaHToM CA 3aBUCHT OT (akTopoB
pHCKa INPOTPECCHUPOBAaHUS: MPOTEHHYpHUS, MaKporeMaTypus W HEeHpOCEHCOpHAas
TYTOyXOCTb.

Aymocomuo-peyeccugnulii mun HAcie008aHUs CUHOpoma Anvnopma CBS3aH

¢ mytanue# B 06oux amrensx COL4A3 nm



COL4A4. I'enodenoTUIINYECKHE KOPPEISIIIAY HE TaK BBIPAXKEHBI, HO XapaKTEPHO
pazButue XbII k 30-neTHeMy Bo3pacrty.

AymocomHo-0OMUHAHMHBIU  MUN  HACNE008aHUA CUHOpoma Anvnopma
cBa3an ¢ Myrtanuedn B COL4A3 wmmu COL4A4 mporpeccupyeT MemeHHO.
CrnenoBaTenbHO, MMeeT Malo IIOKa3aHUM Ui Hadajla Tepalul B IETCKOM

BO3pacTe.



IIaTorenes.

B cBsi3m ¢ MyTanuell reHa, OTBETCTBEHHOTO 3a CTPYKTYpy Koiuiarena [V
THIIAa, OTMEYAlIOTCS U3MEHeHWs B OasalbHBIX MeMOpaHax, MPeXIe BCETO
KITyOOUKOBBIX KanmuiuisipoB. ['momepynspHas Ga3aibHas MeMOpaHa — CJIOXHOE
o0pa3zoBaHue, KOTOPOE COCTOUT U3 I'€OMETPHYECKH MPABUIBHO PACIIOIOKEHHBIX
MoJIeKyJl kojutareHa IV Tuna u nmommcaxapuIHBIX KOMIIOHEHTOB. [Ipu MyTanusx B
reie COL4A5 obpa3oBaHue COUPATbHON CTPYKTYPHI KOJUTareHa HapyIIaeTcsl.

Ha nepBeIX 3Tamax pa3BUTHS CHHAPOMA AJBIIOPTa IPOUCXOIUT HCTOHUEHHE
OasanpHON MeMOpaHBI, OCOOEHHO ee cpenHed macTHHKE lamina densa,
OJHOBPEMEHHO HaOIIOAaeTcsl paciuerieHne 0a3abHONH MeMOpaHBI U IOSBIICHHE
ee CIIOMCTOCTH. Bce 3TO SBIISIETCS CIENCTBHEM H3MEHEHHs CBONCTB MOJIEKYIT
KOJUTIareHa.

[Ipy 3NEKTPOHHOW MHUKPOCKONMHM OWOITaTa IIOYKH OTHOBPEMEHHO C
TOHKHMH TJIOMEPYJIIPHBIMU 0a3aIbHBIMH MeMOpaHaMy BBISBIISIOTCS YTOJNIICHHEIE
0azaybHBIe MEMOpaHBI C yJacTKaMH IIPOCBETIIECHUS, HAIOMUHAIOIINE ITYEITUHBIC
COTHI. bazampHBIe MEMOpaHBI TEPSAIOT CBOIO CTPYKTYPY, BHYTPH HHX IOSBILTIOTCS
CKOILICHHUS TOHKOIPaHyJISIPHOI'O BEIECTBA.

ITo Mepe manpHEHIEro MPOrpecCHpPOBaHMs OOJIE3HH IMPOWCXOMUT TsDKeNas
OECTPYKIHS TJOMepyJsapHo ©Oa3anpHOH MeMOpaHBEI ¢ ee JalbHEHIIHM
YTOJIIEHUEM U AUcTpobueii.

N3menenuss kacarorcs OaszaibHBIX MeMOpaH HE TOJBKO KITyOOYKOBBIX
KalWJUIIPOB, HO ¥ KAHAJIBIIEB, & TAK)Ke MEMOPaHHBIX CTPYKTYp BHYTPEHHETO yXa H

rias.



KinHuveckas kapTHHA.

s cuaapoMa ANbIiopTa XapaKTepHBI CIeAyIoIe IPU3HAKHU:

* J)KaIOOBI Ha OBICTPYIO YTOMIIIEMOCTE, T€MaTypHIO;

* IpX OCMOTpeE: OJIETHOCTh, CHIYKSHHE MBIIIIETHOT0 TOHYCa, a Ha MMO3IHAX CTaIUsIX

38.60J'I€BaHI/IH, KaK IIpaBUJIO0, IIOABJIACTCA apTEepHaJIbHAas THIICPTCH3U I,

HaJlU4Yue€ BHCIMHUX H COMATHYCCKHX CTHIM I[I/I33M6PI/IOFGH633 (I‘I/IHepTeHOpI/ISM

ria3 ¥ COCKOB, BBICOKOE€ He60, MHKpOaHOMAJIMU IMAJIbIECB BEPXHUX U HUXXHUX

KOHEYHOCTEM: HCKPUBJIICHUEC H YKOPOYCHHE MH3HHIIA, CaHJajIeBUJAHAsA IICJIb,

cuHpakTims wm TeaaeHus K Heit 11 u Il nanenes croms! u ap.). CBoeoOpasue

IepMaTorTuGUKH, OTIHYHON OT APYTUX HepOoIaTHii;

* U3MCHCHH B aHAJIM3aX MOYHU H KPOBU:

v
v

reMarypus;
BO3MOXHA JIEeWKOIUTYpus (uMQONUTYypus), Hocsmas abaKTepHallbHBIN
XapaxTep;
nporerHypuss (OOBIYHO WOSBIAETCS IpPH HEOIArONpHATHOM Da3BUTHH

3a00JI€BaHMs; B CTAQOU{d HAYMHAIOMEWCS XPOHUYECKOW II0YE€YHOM
HEJ0CTaTOYHOCTH MOXKET Pa3BUTHCS HEQPOTUUECKUI CUHIIPOM);
CHIDKEHHE IIOYEYHBIX (YHKIUMH BIUIOTH [0 pPa3BUTHS TEPMUHAILHOM

XPOHMYECKOH IOYE€YHON HEAOCTATOYHOCTH.

Hpu X—Cl{enﬂeHHOM mune Hacie008aHUs Yy UL MYXXCKOI'0O I10J1a OTME€YacTCA.

v’ Bcerja 0ojee TsKeJIoe TeUeHHe; OTCYTCTBHE Iiepeiadu 110 MYXCKOM JTMHUH,

v/ reMaTypus- IOCTOSHHBIN IIPU3HAK;

v/ NIpOTEUHYpHUS — HApacTaeT C BO3PacTOM;

v’ 3a00JIeBaHHE IPOrPECCHPYET J0 TEPMHHAIBHOU cTamuu Oone3HH modek (5

cramus XbI1 no CKOD).

Hpu X—cz;emzeHHom mune Hacieo08aHUs Yy JIHII )KCHCKOI'0 II0JIa OTMEYacTCs.

v

v

reMarypuss — NEpHOAWYECKH BO3HHKaroIas, 4vale BCEro BO B3pOCIIOM
BO3pacTe,

IIPOTEUHYPHUS — OOBIYHO CpENHEH BEIDAXKEHHOCTH HIIA OTCYTCTBYET;



4 XPOHHUYCCKaA 00JIe3HE ITOYEK Pa3BUBACTCA B €EJMHUYHBIX CIIy4dadX.

Ilpu  aymocomHo-peyeccusHomM  mune  HACAe008AHUSL  OIPENEITIOTCI

ClIeIyIoIIne XapaKTepHbIe MPU3HAKH:

v’ pOJICTBEHHbIE OpaKky B aHAMHESE;

v’ TspDKeloe TedeHWe OONIE3HH Yy MAIMEHTOB JXEHCKOTO I[0jia, OTCYTCTBHE
TSDKEJIOro 3a00IeBaHus y poAUuTeNel;

v MHKpOTeMaTypus y OTIIa;

v’ 00JIe3Hb IPOTEKAET KpaliHe TSIKEIO;

v’ 00s13aTeNFHO BCTPEYAETCs HAapyIIeHHe CiryXa.

Ilpu aymocomHo-0oMuHaHmHoOM mune HAcled08anus 3abojeBaHUe MPOTEKaeT
Oomee Ilerko, dYeM MpeAblAyllde TUIBl HACIENOBaHWSA, C IIO3IHUM

nporpeccupoBanreM XbII u morepeii ciyxa.



JAMarHocTukKa.

1. JIns AMarHOCTHKY CHHApoMa AIbIIOpTa HEOOXOIUMO HAIMUHE TPEX U3 MATH
IPU3HAKOB:

1) remaTypust UK JIETATBHBIA UCXOMI OT XPOHUUYECKOMN
MOYEYHO! HEJOCTATOUHOCTH B CEMBE;
2) remaTypus U / WM OPOTEUHYPHS B CEMBE;
3) cnenuduueckne u3MeHeHHUs 0a3aabHBIX MeMOpaH KIyOO4YKOB y OOJBHOTO IMpH
3JIEKTPOHHOU MUKPOCKOIUH OHONTaTa;
4) cHIDKEHHE CTyXa 0 JaHHBIM ayJHOMETPUYECKOT0 UCCIIEIOBaHMS;
5) BpoXieHHAs TaTOJIOTHS 3PEHHUSL.

2. buoncus mouku. DIeKTpOHHAs MUKpOCKoIus HedhpobronTara.
KputepusmMu IOuarHoCTUKH SBISIOTCS HCTOHYEHHWE Oa3aibHO MeMOpaHEBI, ee
cpemHel turacTHHKE lamina densa, OTHOBpeMEHHO HaOMIONAeTCS pacIIeIlIeHHe
BM u mosBieHue ee CIOUCTOCTH. IIpH 3JIEKTPOHHOH MHMKPOCKONHMM OHomTara
IIOYKH OJHOBpeMeHHO ¢ ToHKUMH ['BM BeIBISIFOTCS yTonmeHHsle ['BM ¢
yYacTKaMd MPOCBETICHHS, HAIlOMUHAIOIIAE ITYeIWHBIe COTHL. basaibHbIe
MEMOpaHEI TEPSIFOT CBOIO CTPYKTYpY, BHYTPH HHX IIOSBISIOTCS CKOIUICHHUS
TOHKOTpaHYJISIpHOr0 BemecTBa. Ilo Mepe HaibHEHIIEro IPOrpeCcCUPOBaHMUS
00JIe3HN IPOUCXONUT TspKemas nectpykuus ['BM ¢ ee ganpHEHIINM yTOJIIICHUEM
u guctpoduent

3. IlpoBemeHue MOJIEKYJIIPHO-T€HETHYECKOI'O HCCIENOBAHHA. YTOYHEHHE, B

KakoM TeHe IIPOHM30IUIa MYyTalus, HMeeT pellarolnee 3HadeHHe I

AUarHOCTHKHU 3a0o0eBaHUs.



JleueHnmue.

Crernuguaeckoro JedeHnus. CHHApoMa AJBIIOPTA HET.

e [lepBoii nMHUEN Tepanuu CHHApPOMa AJBIIOPTA SABIAIOTCS

UHTHOUTOPE! aHTHOTSH3WH-IIPEBPAINAOIEro hepMeHTa.
Hcnonp3yroT mpemnaparsr:

v’ pamumpui B no3e 1-2 mr/m2/cyT (mocie 18 mer),

v SHaJanprII B JO3MPOBKE BABOE BEIme (2-4 Mr/mM2/cyT), (mocne 18 net)

v/ MH3HHONPHI, (O3WHONPUI B IO3UPOBKE BYETBEPO Bhime (4-8 Mmr/m2/cyT)
(mocme 18 net)

e Bropoit nuumeir  Tepamuum CA sgBISIOTCS OJIOKATOPHI  PEIENITOPOB
aHTHOTEH3UHA.

Ucnonp3yroT mpenapaTsl:

v’ nosapran B mose 12,5 mr/m2/cyt, (yaBamBas 103y Kaxkasle 3 Mecsma J0
IOCTHXKEHHS] MaKCHMAaJIbHOM J03bI (IIPH OTCYTCTBHHU MOOOYHEIX 3 (HEKTOB)
mo 50 mr/m2/cyt.) (mocne 18 ner),

v’ upbucapTad — TpoiiHas mo03a jo3aprana (37,5mr/m2/cyt) (nocne 18 ser),

v’ Baibcapras — 1,5 mo3a nozaptana (18,75 mr/mM2/cyr) (mocie 18 mer).

Tepanust  MHrHOWTOpaMH  AQHTHMOTEH3UHIIpEBpalaiomero  (epMeHTa,
OmokaTopaMu penenTopoB K aHruoTeH3uHy Il mnmm xomOumHamus obomx rpymn
IIpernapaToB CIOCOOCTBYeT HE TOJBKO IIPENOTBPAIIEHHIO IPOrPECCHPOBAHMUS
IIOYEYHOT0  IIOBPEXIEHUS, HO U  pErpeccud  TIJOMEpYJIOCKIepo3a,
TyOyJIOMHTEPCTUIHAIBHOTO M COCYAHCTOrO IIOPAXEHUS IIpH XPOHHYECKOH
6onesnu mouek. PeHomporekTuBHBIA 3¢ ¢ekT u-Alld ocymectBisercs 3a cuer
CHIDKEHUS BBIPaKEHHOCTH BHYTPUIIOYEUHOH Ba30KOHCTPHUKITIH u
BHYTPUITIOMEPYJISIDHOM ~ THIEPTEH3WHM, YTO INPUBOAWT K  YMEHBIIEHUIO
BBIPaKEHHOCTHU IIPOTEHHYPHH.

OCHOBHBIM METOZOM Jie4eHHS OONBHBIX C CHHIPOMOM AIBIOpTa IpH
Pa3BUTHH XPOHMYECKOH NOYEeYHON HENOCTAaTOYHOCTH SBJIIETCS CBOEBPEMEHHOE

IIPOBEACHUEC



IIOYE€YHON TpaHCIIJIAHTAIHH.

Jleuenvie IPOBOAUTCSA IO PETYILIPHBIM KOHTPOJIEM YPOBHS KAJIHS.
IloBeIIEHNE €r0 YpOBHSA MOXET OBITH cBsi3aHO ¢ AeiictBueM u-AII® nmu BPA u
TpeOyeT CHIDKEHME 03Bl Ipemapata Ha 50%, a [Opd IEpPCHCTEHIHH
TUIIEPKAIMEMUH — IIOJHAsI OTMEHA TEPaIlvH.

B repmunansroi craguu XITH BBEITONHSIOT reMOIUANIA3.
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