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AkrtyanabHocTh: C3-rmomepynonarus noarun DDD — 310 3a0oseBaHne, BOZHHKAOINIEE B pe-
3yJbTaTe OTJIOKEHHS MPOU3BOAHBIX C3 KOMIIOHEHTa KOMIIJIEMEHTa B TMOYEYHOM TKaHu. JlmarHos cra-
BUTCSl OOJIBIIMHCTBY MALMEHTOB B Bo3pacTe oT 5 110 15 net, u B Teuenue 10 jgeT npuMepHO y MOJIOBU-
HBI IPOrPECCUPYET TEPMUHANIbHAS CTAIUS IOYEUYHOH HenocTaTouHOCTH. OCOOEHHOCTH 3TOTO 3a00I1e-
BaHUS — BBICOKAs BEPOSITHOCTH PEUIMBOB TTOCIIE TPAHCIUTAHTAIIMH TTOUKH. [loHuMaHne MeXaHn3MOB
BO3HUKHOBEHHSI 1 MOP(OIOTHUECKUX U3MEHEHHI TKaHU MTOYKU JacT OCHOBBI It Oojiee TOYHOH Au-
arHOCTHKH JaHHOTO mojaTHIa 3aboneBanus [1].

Leab: 3yunTh MEeXaHU3MBbl pa3BUTHUS 3a00J€BaHUS U MOP(OIOrHUECKUE U3MEHEHUS TKaHH T104-
KU y AeTeH.

Marepuanbl 1 MeTOAbI: MaTepuall pparMeHTa Mo4Ky ObLT Moy4deH 3 (oHaa Kadeapsl THCTOIOTHN
u sMOpuosorun uMm.npogeccopa Knoppe. Marepuan Obun 3aduxcupoBan 10% ¢GopmaaiHOM H 3aJIUT B
napaduH 1o cTaHAapTHOMY NpoTokoiy. Hapesky marepualia mpou3BOAMIM HA POTALMOHHOM MHKPOTOME
MIIC -2. JlenapaduHupoBaHHE CPE30B MPOBOIMIIOCH ITO CTAHAAPTHOM cxeMe uepe3 Kenioi. Cpessl okpa-
IIMBAJIM TeMATOKCHIIMHOM 110 Kapariiiy 1 503MHOM 1 3aKITI0YaIi B KaHAJICKUK Oanb3aM. CheMKy MUKpO-
(ororpaduii mpousBoamiM Ha Mukpockore Zeis Axio Lab.A1 FL-LED c kamepoii Gryphax Arctur.

Pe3yabTaThl: KOMIIOHEHT Kackaia KomruieMeHTa C3 MOXKeT CHOHTaHHO MOJIBEPTaThCs TUAPOIIN3Y
¢ oopazoBanueM (pparmeHToB C3b u C3a. C3b obmamaer crmocoOHOCTHIO CBA3BIBATHCH € (pakTOpoM B
¢ obopazoBanuem komiuiekca C3FB, koToprlii BriociencTBun pacmeruisiercs gakropom D ¢ o6pa3o-
BanueM (pakiuii FBa u FBb. Kommuiekc FBb, oGiiazaet mporenHa3HOM aKTUBHOCTHIO B OTHOIIICHUH
C3, 4TO IPUBOAUT K 0OOPa30BaHMIO HOBBIX MOJIeKys C3b. PerynupyloT anbTrepHaTHBHBIN My Th KacKa-
na xomremenTta ¢akropsl H u [ myrem mHakTuBanuu C3b. MyTtaruu B reHax, KOAUPYIONIUX JaH-
HBIC PETYJSATOPBI, IPUBOAAT K OCIA0JICHNIO HEraTUBHOM PEerysliuy aJlbTepHAaTUBHOTO MyTH KacKaja
KOMIIJIEMEHTA ¥ HAKOIUIEHUIO IJIOTHBIX C3 — arperaroB B IIOYEUHOM TKaHM, B PE3yJbTaTe pa3BUBa-
ercst C3- miomepynonarusi «00Je3Hb IUIOTHBIX OTIIOKEHHI» M HapyLIaeTcsl CTPYKTypa TKaHU TIOYKH.
B marepuane HepoOuoncun npeacTaBieHbl KOPKOBBIH 1 MO3TOBOM CJIOW TKaHH MOYKH, KITYOOUKH
PE3KO yBEINYEHBI, JOTYATOr0 THIA, C BBIPAXKEHHBIM PAaCIIMPEHUEM ME3aHTHAJIbHOTO MPOCTPAHCTBA
3a CY€T PE3KO BBIPAXKEHHOM I'MIIEPKICTOYHOCTH MaTpukca U 1ud(y3HON IUIepKICTOYHOCTH SHI0-
TEJHS.

I'momepynspHas 0a3anpHas MeMOpaHa pe3ko yrodiieHa. J{uddy3Hbie MaCCUBHBIC JCTIO3UTHI OTpe-
neisitorest B Toime 'BM ¢ MONHBIM ee 3aMeleHreM, TaK e B ME3aHTHaIbHOM U CyOIHAOTEIHaNb-
HOM NPOCTPAHCTBAX KJIyOOUYKOB, B CyO3MUTENNATBHOM IPOCTPAHCTBE KIIYOOUKOB — B BUIE MEIKHX
1 KPYIIHBIX OyrOpKOB U cimBaromuxcs mMacc. L{uTornasma snuTenus KaHanbLeB 3epHucTa [2,3].

BoiBoabl: BeposTHOU MPpUYHUHON pa3BUTHS 3a00JICBAHUS SBISICTCS HAPYIICHUE PETYIAINN KacKa-
Jla KOMIUIEMEHTa BelieAcTBUe MyTanuu reHa gaxropa H u [. Mopdonoruuecku C3- rimomepynonatust
MPOSIBISIETCSA OTIOKEHUEM IUIOTHBIX arperaroB B TIIOMEPYJISIPHON Oa3anbHbI MeMOpaHe, Me3aHTH-
aJbHOM, CY0HI0 — M CyO3NMTENIMAIBLHOM MPOCTPAHCTBE ITOYEUHOTO TeJbla BCIEACTBHE HAKOILIE-
HUsI U30BITOYHBIX MPOAYKTOB Aerpanannu C3b- dpakmmm.

Jluteparypa
1. Richard J. H. Smith, Gerald B. Appel, Anna M. Blom. C3 glomerulopathy — understanding a rare

complement-driven renal disease — 2019.

©00000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000 o

FORCIPE VOL.5 SUPPLEMENT 3 2022 ISSN 2658-4174



MaTepuanbl BCEpOCCUMNCKOro Hay4Horo ¢opyMa CTyAeHTOB
c MexxayHapoaHbiM yyactueMm «CTYAEHYECKAA HAYKA -2022» 209

© 0000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000

2. Ahmad SB, Bomback AS. C3 Glomerulopathy: Pathogenesis and Treatment. Adv Chronic Kidney
Dis. — 2020.

3. C.C. llaxumxkanos, A.E. ®ununmnosa,, A.A. byrsuiun,, ®.U. AtaynnaxanoB. CoBpeMeHHOE Ipe/I-
cTaBlieHHE O cucTteMe komrieMenta — 2019.

©000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000000 o

FORCIPE TOMS5 CHNELUBbLIMYCK 3 2022 elSSN 2658-4182



