Cpenu HOBBIX NOAXOMOB K JICUEHHUIO ocTporo nHpapkra muokapaa (OMM) 3aciyxuBaeT BHUMaHUsS Me-
TOAWKAa TMpUMeHeHHs runepoapudeckoi okcureHanmuu (I'bO), koTopas Ha OCHOBE MPHUHIUIIAATILHO HOBOTO
MeXaHH3Ma MO3BOJISIET MOJOWTH K ONTUMH3ALKU KUCIOPOAHOro Oananca oprann3Ma npu OUM [2].

Lenp wiccenoBaHus: OLEHUTH BIMSHAC PA3IMIHBIX PEKUMOB TUNIEpOapuIecKol OKCUTEHAITMN Ha aKTHB-
HOCTh Kapauocneun(puueckux GpepMeHTOB CHIBOPOTKH KPOBH y KpbIc ¢ 3kcrepuMeHTanbHeiM OUM. OObekT
WCCIIEJIOBAaHUS: Mepu(epruieckas KpOBb IKCIEPUMEHTAIBHBIX KUBOTHBIX (KPBIC), KOTOPYIO ISl MCCIIET0BA-
Hus 3a6upanu uepes 0, 6, 1 24 yacoB mociie JTUTUPOBaHUS JIEBOW KOpoHapHOU apTepuu [1].

[Toxazano, uTo mpu 3xcnepumerTaasbHOM OWMM y KpbIc HaOMOJAeTCS POCT aKTHBHOCTH KapIHUOCTICIH-
¢uueckux pepmenToB (TporonuH I, kpearnnpochokunaza (KOK-MB), nakrarnerunporenaza (JIA')) u He-
cnieruuaHON 11 nH(papkTa MuUokapnaa acmapratamuHoTpancdepassl (ACT) [3]. Ycranosiena 3¢ dexTns-
HOCTb NMPUMEHEHU 0AHOKpaTHOH npouenypsl I'bO npu skcnepumentansaom OMM. Tak, nokazarenn KOK-
MB depe3 6 gacoB mocie omeparii 1 Bo3aeicTsusa ['bO ObuM 3HAYUTENBHO HIDKE, Y€M MPU OTCYTCTBHH
I'BO, a uepe3 24 vaca — pe3KO CHU3MWINCH KaK M0 CPAaBHEHHUIO C JKUBOTHBIMHM, He noayuaBmmMu ['bO, Tak u ¢
MIPEABIAYITAM YPOBHEM aKTHBHOCTH (epMeHTa. AKTUBHOCTE JIJII' M TpomonwmHa I B Tpynmax >KHBOTHBIX C
I'BO 6bl1a MeHbILIE IO CPAaBHEHHUIO C KOHTPOJBHOM IPYMNION, OAHAKO AOCTOBEPHBIC pa3nuuus ObUTH TOJIBKO
st tpymmel ¢ 'BO 2 ATM. Ioewimenne aktuBHOCTH ACT Takke OBIIIO MEHEE BBIPAXKEHO y JKUBOTHBIX,
nponeueHHBIX ['BO. MbI monaraem, Takas KapTHHA OTpa)kaeT MPOLECC BOCCTAHOBICHHs KHCIOpoaoodecte-
YEeHHOCTH WIIEMHU3UPOBAHHOMN MBIIIIIEI CEPJIIa ¥ CITIOCOOCTBYET YMEHBIIIEHHIO 30HBI HEKPO3a.

Pe3ynbTaThl BHIIOIHEHHOTO HCCIIEIOBAHNS MTO3BOJISIOT CAEIATh CIEIyIOIINE BHIBOBI:

1. [Ipu OVIM y kpbIc HaOIFOAAETCS POCT AKTHBHOCTH KapAuOCTenn(UIecKnX (epMeHTOB (TPOITOHHHA
I, KOK-MB, JIAI') u vecnemmudugaroro anst OUM ACT, 94To MOXET CBHUACTEILCTBOBATH O BOZHUKHOBEHHUH
30H HEKPO3a CepACUHON MBIIIIIBI.

2. [pu ucnons3oBanuu 'O Ha hone OMM Bo3pacTaHue ypOBHSI aKTUBHOCTH KapAHOCHEIU(PHIESCKUX
(hepMeHTOB OBUIO MEHee BHIPOKEHHBIM, YeM 0e3 JICUSHHS: OTMEUSHO JIOCTOBEPHOE Pa3NIMuue MEXIY YPOBHEM
akTuBHOCTH KOK-MB kak uepes 6, Tak u uepes 24 gaca nocine pazsutust OMM, ysenndenue aktuBHocTH JIJI
1 ACT 0puT0 MEHee BBIPOKEHO, YTO CBUICTENBCTBYET 00 YMEHBIIIEHHN 30HBI HEKPO3a U UILIEMHH MHOKap/Ia.
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©BI'MY
PA3JIMYMS B CTPYKTYPE CAUTOB CBSA3BIBAHUS ALIETUJIXOJIMHA
N ATPOIIMHA C M2-XOJIMHOPEIEIITOPOM YEJIOBEKA

O.K. TPHIEHKO, E.B. BAPKOBCKHI, B.B. XPYCTAJIEB
Tabnuya 1 — Ces3piBanue JHUraHaoB ¢ M2- A single 3D-structure of human M2-acetylcholine receptor
XOJIMHOPEENTOPOM from Protein Data Bank has been used as a material. In silico

AneTuinxonus | ATponuH

CBobopHas SHEPTHL CBA3BIBAHHS

-4,62 KKai/MoiIb | -8,86 kxan/mMoin

DHeprus BaH-Iep-BaanpcoBa B3anMOeHCTBHS, BO-

JOPOAHBIX CBsI3€H 1 JIeCOIbBaTaIlNH

-3,57 KKan/MoJib | -9,20 KKayu/mMoJIb

OreKTpocTaTH4ecKast IHEPrHsl

-1, 51 kkaj/mMOJIb -0,89 kkayn/mMoiIb

OO6m1ast MeXMOJICKYJISIPHAS YHEPTUS

-5,08 KKan/mMoJIb -10,09 kkan/Mob

IToBepXHOCTb B3aUMOJICHCTBUS

451,898 | 778,54
CBs3bIBaIOLINE AMUHOKHCIIOTHBIE OCTAaTKH
103 Asp 103 Asp 400 Trp
104 Tyr 104 Tyr 403 Tyr
107 Ser 107 Ser 404 Asn
426 Tyr 108 Asn 426 Tyr
429 Cys 111 Val 429 Cys
430 Tyr 155Trp 430 Tyr
195 Phe

experiments on the docking of acetylcholine and atropine to
human M2-acetylcholine receptor have been performed with
the help of Molecular Docking Server

KntoueBbie croBa: M2-xonmHOpenenTop,
aTpOITUH, cBOOO HAs 3Heprus ['ubbca

alETUIIXOJTUH,

B Hacrosmielr pabote ObIIIO MPOBEACHO MOJCTUPOBA-
HUE B3aMMOJICHCTBUS JBYX JIMTAHIOB (aTPOIMH W arle-
TUIXOJIUH) ¢ M2-XOTMHOPEESNTOPOM YelIOBEeKa, IS TO-
ro, 4TOObl PACCUMTATh 3HAUCHHE CBOOOJHOW DHEPruu
['m60ca mamHOTO TpoIecca W BBISBUTH AMHHOKHCIIOTHI
perenTopa, KOTOPbIC CBI3bIBAIOT JIMTaHAbl. Moemupo-
BaHHE NPOBOIWIOCH C¢ moMombio Molecular Docking
Server [1], a TpéxMepHAas CTPYKTypa perienTopa B3sATa Ha
RSCB Protein Data Bank [2]. Pe3ynbpTarsl sxciepumenTa
MPEJICTaBIICHBI B mabauye 1.

ATpONUH MPEBOCXOAUT AICTUIIXOJNUH MO CBOOOTHOMN
SHEPTUHU CBS3BIBAHHUSI C PEHENTOPOM, MO KOJIHYECTBY
aMUHOKHCIIOT, YYaCTBYIOIIUX B CBs3biBaHuUU. [lomyueH-

306



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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