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MOP®OJIOTUMYECKAS TMATHOCTUKA CUHIPOMA AJIBIIOPTA Y IETEN

C. I0. IEJIUK, T. A. JETKOBCKAS
The object of the research was biopsy material from 18 patients of pediatric nephrology department. The purpose of
the study was to evaluate the pattern of collagen IV a3 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. These findings, together with familial history and elec-
tron microscopy data confirmed Alport's syndrome in 15 cases. 3 cases appeared to have abnormal pattern of expression
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1. BBEJEHUE

Cunnpom Ansnopta (CA) npeacrasisieT coOoii 3abosieBaHNe, BHI3BIBAEMOE MYTAaLUsIMH B Te€HaxX, KOAU-
PYIOIIMX pa3IU4YHbIEe 0-CyObenuHuUIb! Koutarena [V tuma [1,2]. IpyruM HacieacTBEHHBIM 3a00JI€BaHUEM, B
OCHOBE KOTOPOTO JIeXKaT MyTallul B reHax KojuiareHa IV tuna, sIBIsSeTCS CUHAPOM TOHKUX TJIOMEPYIIIPHBIX
0azanbHbix MeMOpaH (CTBM). BceriencTBue pa3iuvHOTrO NPOTHO3a 3THX JABYX 3a00JIC€BaHUN HEOOXOAMMO
MPOBOOUTh MX OU(PQPepeHIHaTbHYI0 JHArHOCTUKY C HMCIOJb30BaHHEM HMMyHorucroxumuueckoro (MI'X)
OKpamBanus cyorenuHuI kojutarena [V a3 u oS [3].

2. OCHOBHASI YACTb

HUccnenyemyro rpymnimy coctaBuin HepoOuoncuu 18 manueHToB HEPPOIOTUISCKOTO OTACTICHHS Y3 «2-
ast TeTcKasi TOpoJcKasl KIMHUYecKas OompHUIAY. Beimonaeno MI'X uccieqoBanue ¢ MpuMEHEHHEM MOHO-
KJIOHAJIbHBIX aHTUTEN K 03 ¥ 05 cyObeauHuIam KoiutareHa [V,

Ha ypoBHE cBeTOBOW MHKPOCKONHH OBUIH BBISBICHBI HecTenn()UIecKre W3MEHEHHUS — B 3-X
ciy4asx (pOKaIbHO-CETMEHTAPHOTO TIIOMEPYJIOCKIEpo3, B 14-TH cilydasx — cerMeHTapHas)/Tao0alibHas
Me3aHTHab-Has nponudepanus, B 1 cirygae — MeMOpaHO3Has HeppomaTus.

UI'X uccrnenoBanue ONMBITHOM TPyHIIBbI TIO3BOJIIIIO BBIACITUTH 4 BapUaHTA SKCIPECCUU: 03«-»a5«-» (0T-
CyTCTBHE 3Kcmpeccud o3 u ad), a3« —/+»aS« —» (pokampHas dKcrpeccus a3, OTCYTCTBHE DKCIIPECCHH 0.5),
a3«t»aS« —» (muddysnas skcrpeccus), a3«+»aS«+» (4eTkoe, IMHEHHOE OKpaIlIuBaHue K o3 U o5 cyObeau-
HUIAM). 03« —»05« —» BapuaHT IKCHPECCUH OTMEYaJics y 2 —X ManueHToB. /[Ba Hanboee 4acTo BCTpeyaro-
HIUXCS MaTTepHA dKCOpeccuu 03« —/+t»aS« —» u a3«+t»adS« —» HabmonaTces y 13 manueHToB. a3«+H»asS«+»
MaTTepH SKCIPECCHHU BBISBIIECH Y 2-X MaJIbYUKOB U 1-01 JEBOYKH.

3. 3AKJIIOYEHUE

03«»a5«», a3«—/t»asS«—» 1 a3«t»aS«—» BapHAHTBI IKCIPECCHH B COYCTAHWHM C HACJICICTBCHHBIM
aHAMHE30M IT03BOJISTIOT BepuduimpoBarh auaruo3 X-cuemieHHoro (X-L) CA [1]. [Ipu a3«+»aS5«-» marrep-
He Bepu((MKaIMs IUarHo3a He MOXKET ObITh MPOBE/ICHA TONBKO Ha ocHoBaHuM WUI'X uccrienosanus, T.K. Ta-
KOH BapHaHT 3KcIpeccuu MoxeT Habmogarbes kKak npu X-L CA, tak u npu CTBEM [3]. Takum obpazom, amns
Bepudukayu nuaraoza CA nHeodxoanmo nposeaenne NI'X okpammBanus K CyObeIuHUIIAM 03 1 05 KoJuIa-
rera IV, koTopoe mo3BONHMT HanOoJIee TOYHO YCTAHOBUTH KaK JAMATHO3, TaK U XapaKTep HACIeIOBaHUS Ha-
CIJIE/ICTBEHHOT'O HEQpUTA.
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