HBIC JaHHBIC O OOJIBIIIEM KOJIUYECTBE AMHWHOKHCIIOT, YHaCTBYIOIIUX BO BSaI/IMO,HefICTBI/II/I peuenTopa ¢ aHTa-
TOHUCTOM, YE€M C arOHUCTOM, MOTYT OBITH HCIIOJIL30BAHEI B pa3pa60TKe CCJICKTUBHBIX IpE€NapaToB, KOTOPLIC
OBl 6J'IOKI/Ip0Ba.]'H/I JINIIb BSaHMOﬂCﬁCTBHC C aHTarOHUCTOM.
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©BI'MY
MOP®OJIOTHYECKAS XAPAKTEPUCTHUKA 3KCIIPECCHUU o3 U oS CYBBEJIUHUIL
KOJLJIATEHA IV ITIPU CHHJAPOME AJIBIIOPTA Y JIETEN

C.I0. JEJIUK, T.A. JETKOBCKAS
The object of the research was biopsy material from 24 patients of pediatric nephrology department. The purpose of
the study was to evaluate the pattern of collagen IV o3 and a5 expression in tissue specimens in combination with
familial history and electron microscopy study to apply these findings for Alport's syndrome diagnostic process. The
results showed varying patterns of expression in renal tissue specimens

KnroueBsle cioBa: cuHAPOM AJBIIOPTa, JOOPOKAYECTBEHHAsI CEMEIHAs reMaTypus

1. BBEJEHUE

Cunnpom Anbrnopta (CA) mpencraBiseT coboi 3a00ieBaHue, BEI3BIBAEMOE MYTAIlUsIMUA B T€HAX, KOMIH-
PYIOIIUX pa3IUuHbIC 0-CyObequHUIBI KoymareHa [V tuna [1; 2]. IpyrumM HaclieCTBEHHBIM 3a00JICBaHUEM, B
OCHOBC KOTOPOTO JIEKAT MyTallud B I'CHAX KOJlJIarcHa 1\Y TUIIA, ABJACTCA CUHAPOM TOHKHX TJIOMEPYJIAPHBIX
6azanpHBIX MeMOpan (CTBM). BeneacTBue pa3audHOTO MPOTHO3a 3TUX ABYX 3a00JIeBaHU, a TakKe pa3iInd-
HbIX BapuanToB CA, HEOOX0UMO MPOBOIUTH MX MU(D(HEPCHIINATBHYIO TUATHOCTUKY C MCIIOJIb30BAHUEM HM-
myHorucroxumudeckoro (MI'X) oxpammBanus cyoseannun komareHa IV a3 u a5 [3].

2. OCHOBHAS YACTb

Hccnenyemyro rpynmny cocTaBuiid HedpoOuorncun 24 maiueHToB HePpoaoruueckoro otaeneHus Y3 «2-
as IeTCKasi TOpoJcKas KIMHWYecKas OonmpHHUIA». Bermomneno MI'X mccnenoBanne ¢ mpuMeHEHHEM MOHO-
KJIOHAJBHBIX aHTUTEI K 03 ¥ 05 cyObenuHuIaM Kojuiarena [V, anexTpoHHass MEKPOCKOIIHsI 00pa3IoB Mo4ey-
HOMW TKaHHU.

Ha ypoBHe cBeTOBOI1 MUKPOCKOTINY OBUTH BBISIBIIEHBI HECTIEM(PHUIECKUE N3MEHEHNSI.

NI'X nccnenoBaHue OMBITHON I'PYMIBI MO3BOJIMIO BBIAEINTH 4 BapuaHTa dKCIpeccuu: a3«-»asS«-» (oT-
CyTCTBHE 3Kcmpeccuu a3 u aS), a3«-/+»a5«-» (hokanbHas 3KcIpeccus 03, OTCYTCTBHE JKCIPECCUU O),
a3«t»adS«-» (muddy3Has skcmpeccus), a3«t»asS«+t» (deTkoe, TUHEHHOE OKpalmMBaHue K o3 U a5 cyOnenau-
HUIAM). 03«-»05«-» BapUaHT AKCIIPECCUU OTMEUAJICS y 2-X MalMeHTOB. J[Ba HanOoJiee YacTo BCTPEUAIOIITHX-
Csl aTTePHA IKCIPECCHU U3 «-/»a5«-» 1 a3«+»aS«-» Ha0moAa0TCs y 18 marueHToB. a3«+»aS«+» marrepH
SKCIIPECCUU BBIABJICH Y 2-X MAJIBUYUKOB U 2-X JIEBOYEK.

3. 3AKJIFOUEHUE

03 «+»aS«-» maTTepH IKCIPECCHU B COUYETAHUU C NaHHBIMU DM 103BOJIsIeT BRICTaBUTH Auarao3 X-L CA.
ITpu UI'X mccaenoBaHuM OTCYTCTBUE SKCIPECCHU 0.5 CyObeMHUIIBI B Kancyne boymena no3sonser Bepudu-
mupoath auarao3 X-L CA B rpynmax ¢ a3«+»aS«-» U a3«-/+»0S5«-» maTTepHOM dKCIIPECCUH, C OTMCAHHBIM
B JIUTEpAType aTUIMYHBIM BapHAHTOM IIOJOKUTEIRHOU (hokampHOU/ muddy3HOM IKcmpeccuu a3, codeTaro-
mmMMcst ¢ oTpunarensbHoit sxcnpeccueit a5 [3]. [MarrepH a3« +»aS«+» He mo3BodseT uckIOUuTh CA, T.K.
BCTPEYAIOTCS Cllydau aTHUMUYHON sKcmpeccuu o3, a4, a5 cyObeanHUI], CpaBHUMBIE C IKCIPECCHel NTaHHBIX
cyOBeIMHUI] B HOPMaJTbHON TTOYEYHOU TKaHH.
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