IgA He(pponaTusa




o IgA HedpbponaTus

LlymakTapabiH,  mMe3aHrumiHge IgA
XNHanybIMeH cunartTanaTbiH
Me3aHrmonponudgepaTmsrTi
rMoOMepynoHempPUTTIH Bip Typi.

[ NOMepynoHePUTTIH HblCaHbl anemaeri
eH ken TapanfaH aypy 100 000 TypfbiHFa
LaKKkaHOa S agamMmaa Kkesgeceni.



ITUONIOINUsAChbI

Bepxe aypybl TOMbIK 3epTTENIMEreH, bipak MbiHa aypynapmeH
OannaHbICThbI

AckasaH-iLLek xongapblHblH aypynapbl - eH angbiMeH Lenuakus
XXKOHe iLWeKTIH KabbIHy aypynapbl, bayblp aypynapbi;

Xymnerni aypy - xyuveni kpidbin xeri ( EAB) ,

peBMaToUATbI apTPUT , aHKUMNO3NPYIOLLUI CNOHOUIUT, Ncopuas ,
capkougos XyKnanbl aypynap - renatut B Bupychl , repnec
Bupyctap , E. Coli, caHblpaykynakrap, Tydoepkynes xaHe b6acka Bacillus
aypy Aamybl

Bepxe aypybl reHeTuKanblKk aypynapra 6enimai . byn
XPOMOCOMaHbIH 6g22-23 Xblflbl ayTOCOMHO yCTeM MyTaumamm IgA
HedponaTua BipnecTiri , IgA - HepuTTiH xaHe HLA BW35 xoeHe HLA -

DR -4 aHTUreHHiH apacblHaafbl 6bannanbIiC cunatTanfad gen
KepCeTINreH.



laToreHe3i

IgA - HedpponaTna aHTMaeHe eHAipy KenemiHiH, apTybl XaHe
TasapTy Oy3yLlbINbIKTap HOTMXKECIHAE HaTuxXeciHae IgA KypambliHaa
NMMMYHAbIK KelleHaepaiH , KOHUEHTPaUNSCbIHbIH apTybl 60MbIM
Tabbinagb! .

Heriari runoTeH3uBTI NaToreHesi: KanbinTaH ToiC IgA noniMmepnenyi
XaHe KabblHy 6ap KanbinTaH ThiC JIEUKOUMUTTEPAIH aKTUBTESYI XXoHe
KaObIHY caTblnapsbl
KanbinTbl agam capbicyblHAA HeridiHeH IgA MoHOMepHAEe anHanaTbIH
, IONUMeEPNIK HbiCaHOapbl , COHOAan-akK WbIPbIWTbl KAObIKTbIH ,
anHarnbICTarbl Xy3iHOe ewkaHgan KynablpayblH Kynusanapab! .
3epTTeynep HerisiHae akaynbl raslakTo3a XXeHe CuarioBom KblLKbISb
KaH capblicyblHAarbl IgA , 6anKiM, WbIPbIWTLI TIMMAONATHIK
Xacywanapabl eHaipinreH , 6ipak kaHfa OHbIH aygapy TeTiri benricia
bonbin kanyga ekeHiH . ¥CblHabI



IgA MonekynapnblK KypbibIMblHAAfblI ©3repictep HaTuxeciHOe OaybIp
acyluanapblHblH OHbIH pecimaey 0Oy3y 6onbin Tabbinagpl . CoHbIMEH
katap, Oyn npouecc aHTUreH-aHTUAeHe KelleHai KanbinTacTbipyFa
3appan werefi. ®UOPOHEKTMH , NaMuHWH , konnareH Typi IV - IgA
XacywagaH Tbhic 6enokrap ywiH polymerizes keHe nanaa
>KaKbIHAbIFbIH deglycosylated
C3 easrepictep HaTMXeCiHOE - KOMMIMMEHT dpaKuMsACbIHbIH IgA
MOneKynacbiHbIH YWiH KomMnnemMeHT XXyWecCiHiH >aHaaHOblpy NpPOLECI
iIcTeH. JKeTKIiniKci3 rmukosnnmpoBaHHbiM IgA aHTUreH peTiHOe apekeT
Oactangbl - rmukosunmpoBaHHbiM IgA acTbiHaa kapcbl IgA xeHe 1gG
eHAipiciH ecTi. KoMnnemMeHT XyMecCiHiH KOCy oaKernepni KanbintacTbipy
MMMYHAbIK KelleHOepAiH LWyMakTbl Me3aHrnarbHbIX JKacyllanapbiH,
oyvpek IgA penosuttepiH Binding, on TeH epekKWenikTepi
rMCTONaToNIOrMYecknX aKkeneai, on ap Typni UMTOKUHAEPAIH XoHe ecy
bakTopriapbiHbiH  OyMpek knetkanapbl MeH aivHanbiM kacylanap
CUHTE3IH Kagarananabl.



IgA - HedpponaTma AFHM , rmomepyrnoHedput mesangioproliferative
KaTbICTbl  HEridiHeH LWyMaKTbl Me3aHrmanbHbIX  KepCiHAipinreH
KoMnnemMeHT XXYWECiHIH >XaHOaHOblpy >XaHe UUTOKUHAepOiH eHaipy
TyblHOAFaH pecenwin kabbiHyra xaHe Profibrotic esrepictep Hedput
byn e3repictep , OyuMpek Knybo4yKoB Typanbl Me3aHrmanbHbIX
nponudepaumns xacywa apkbifbl WYMaKTbl Me3aHrmarnbHbIX XOHe
subendothelial nmmyHablK KeweHaepaiH, Me3aHrmanbHbIX KEeHEWTy
TYHAbLIPY cunattanagbl. byn 6ykin aypy Tobbl onunsinapbiH GipiKTIpETIH
cosblnManbl rrnomMepynoHedpuUt MoOpPdOnorvsasnblk €eH Ken TapanfaH
Typi 60nbin Tabbinagbl.



KnuHuyeckue nposBneHuA

Operte  1-3  KyH  eTKip  pecnupaTopriblk  Hemece  illek
NHpeKunanapabiH, KeviH , cankblHaaTy Xxypeai : XXannel [emaTtypus .
KesiHoe MO'-IeI/ICI'IyCKaHI/II/I , Stinging 2-5 kyH >anfacypa , Oipak
Oonawak Makporematypuven kbingap OipkaTap — cakTanagbl.
[nomepynoHedpuT ellKancbiCbiHbIH DaeTTe , DOacka ellkaHOau
benrinepi ( XOK iCIHY , rvnepTeH3nsa , OyMpeK XeTKinikciaairi
benrinepi

AypyaoblH TONKbIHObI KYPCbl - TUMTIK KauWTanaHaTblH [ematypus .
HedopoTukanblk CUHAPOMHBIH AaMybIMEH ( NPOTEUHYpUst acaTbiH 3 T
/ ToyniriHe , gipoalbuminuriya , runepnunuaemuns) kenae acuuT xeHe
LUEMEH OdaMbITy, rMnoBonemMuns gemiH , iciHy ecin gipoonkoticheskie
bankanagbl . lwTiH XeHe rozhepodobnoy Tepi aputemacbl 6ap
HegpoTukanelk ( kinin ) garaapbic, rMnoBoNeMUSAnbIK LWOK , TPOMOO3,
ayblp MHdeKuusanap , KaH anHanbiMbl >KeTKIJ'IIKCI3LI,IFI -
acKblHyrnapablH angbiH any ywid angblHFel MyHOawv xargannapga



IlnarHocTuKa

3epTxaHanblK AnarHoCTUKa : 389p - Makpo HeEMeCe MUKPOCKOMUASbIK
remaTypun bonybl . Kenbip HaykacTtap avtapnbikTan IgA mMasmMyHbI
OHbIH NONUMEPSIK HblCaHOgapbiH 6ackiM KaH capbiCyblHOA ©cCTi.
Anauvpa , IgA - Hedoponatusa 3.15 r/ n , xofapblga ipkiT IgA geHreni
KOTepy KapacTblpy acblpblH aypy AOuarHOCTUKanbIK KpuUTepumn
KediHae Owuoncusicel gepektep OonmaraH . KoMnnemeHT [OeHrewni
afeTTe KanbInTbl.

buoncusacel Oynmpek buoncusicel  MOpPONOruAnbIK  3epTTey
OuarHoCcTUKacbIHbIH, Heri3ri agici . XKapblk MUKPOCKONUA mesangium
Xacylwanap MeH Me3aHrmanbHbIX XacyllagaH TbiC MaTpuuya ecTi
CaHbl npenapartTblH apTTbIpy COMacChbIH aHblKTaabl
MMMYHOrMCTOXUMUASBIK 3EPTTEY Xeke TymipwiktepaiH Oipre Oipiryi
peTiHOe mesangium Xbifibl  IgA  XXMHaKTay aHblKTangblpTrey
ANarHOCTUKACbIHbIH HETi3ri aaiCi



HopmarnbHbIn noveyHbIn KIybodek (crieea) n mesaHrmonponudgepaTneBHbIN
rmomMepynoHedpuT (cnpasa)



OnddepeHumnanbHasn
ANarHoCTUKa

Berger aypybl lyumbalgicheski - hematuric cuHgpombl xeHe 6acka Aa
TyKbIM KyanayLblifbIK HePPUTTIH co3bliMansl HEePPUTTIH
MHTepCcTMUManablk 6acrtan , goHekep TiHHIH XXyneni aypyrnap HedpuT, XiTi
rmomepynoHedput bacTan capanaHFaH

« JKegmen  rmomepynoHedpuTTiH Kbkl aypy  beprep  rematypuu
anblpMaLlbIfbiFbl KEWiHre KangblpbliFaH cunatbl ( CTEeHOKapaust Hemece
eTKIp pecnupaToprblK aypydblH keiiH 7-10 kyH iwiHae nanga ) aKcrnoHaTbl
rmneptoHnsa , protivostreptokokkovyh aHTugeHe TuTprepdi, KOMMSeMeHT
CS- kaH bpakumnsnapblH KbICKApPTY ©CTI

e IgA Hedponatus genumutaumsnay , nogarpe KesiHAe KonaaHbinaTbiH |
lyumbalgicheski - hematuric cnHaopombl XeHe TyKbIM KyanamTbiH HEPPUTTIH
Oap nHTepcTuumnanbabl HedpuT IgA OeHreniH eHe KaHOafbl 39p KbILWKbIrbl
aHblkTayfra kemekTecedi . LUWewywi pgepekrep Oynpek 6uoncus 6Gap.

e ¥nNbl KNbIHObIKTAP , OUTKEHI KNUHUKanNbIK KOpiHiCTepiHe , afbiMaafbl , BIp
BarbITTbl UMMYHOMOIMASBIK XXeke bacblH KyanaHablpaTbiH aybiCbiMAa YXOHe
Oyiipek mopdhonorusanblK  e3srepictep ykcacTbifbl IgA  Hedponatusa
remMopparnanblk  BacCKynuT  Ke3iHOe  HedpuTTiH,  anddepeHumanabl
AnarHocTMKachkl TyblHOaybl MyMKiH . On remopparusansik BackynuT ( nypnypa

, OipneckeH cuHgpombl , abdominalgii ) TunTik extrarenal 3akbiMgaHy
AUKIKTAV VIIHIIH MAHKIRAKI 60M1KIA TAOKIAANAKI



[Tpn BLICOKOM puUCKe nporpeccupoBaHns (NpotenHypus Boiwe 1-3,5 r/cyT)
- HasdHadeHne [KC, uyutocTtatMyeckon Tepanuu, nyrbc-Tepanud
uuknodgocdamuaom (LLOA) cBepXBbICOKMMU LO3aMMU.

[Tlpy npoteuHypun OGornee 3,5 r/cyT unu pasBepHYyTOM HedPOTUYECKOM
CUHOPOME Heobxoamma akTMBHas Tepanusa NPegHN30NIoHOM B COMETAHUN C
UMTOCTaTUKaMK, B T.4. B CBEPXBbLICOKMX [O03aX — MPOBOOAUTCA MyrbC-
Tepanua LUOA B gose 1 r/m2 nosepxHocTu Tena 1 pas B 3 Hegenn Ha 2 1 um
bonee B codeTaHuu c npeaHnsonoHom 0,5—1 mr/kr/cyT ¢ AMHaMNYeCcKum
KOHTpOnem 3a apPeKTUBHOCTbLIO NleYeHUs.

[Ouetnyeckme pekomMmeHgauum paspabartbiBaloTCad MHOMBUAOYANbHO C
y4eTOM OCODOEHHOCTEN TeyeHUd HedponaTMn y KOHKPETHOro 4esrioBeka.
YHuBepcanbHbIMN  ABASAKOTCA PEKOMEeHOaunn CTPOroro orpaHunvyeHus
noTpebneHnss conun (4o 3—5 r/cyT) U 3KCTPAKTMBHbLIX BELWLECTB, MNoKasaHo
YMEpPEHHOe orpaHnvyeHne 6enka — pgo 0,8-0,6 r/kr B CyTKy, npu
HedpOTUYECKOM CUHOPOME NnoTpebrneHne b6enka OomkHO coctaBnaTb 1 r/kr
B CYTKAW. DBONbHbIM C OXUPEHWEM, CHWXEHWEM TONEPAHTHOCTU K
yrrnesoaam, rmnepnunuoeMmmen Heobxoanmo orpaHuymBaTb
NEerkogocCTyrHbIE YIIIEBOALI N XXUBOTHbIE XXUPBI.



JleyeHuUe

eTKIp pecnupartopnblk HemMece ackasaH-ileKk WHdeKkuuanapsl
TyAbIpbIN HEMECEe remaTypun Halapraybl 6ornca - aHTUOMOTUKTED
Tepanusa KypCblH ©TKi3ydi XXeH Aen caHanagbl. rmnepTeH3nsa dakbinay
- Al uHrMbutopnapbl Hemece aHrMoTeH3nH peuenToprapabi .
On 130/80 MM pT.CT. TemMeHAe KaH KbICbIMbIHbIH OEHreuiH
KaMTaMachI3 eTy YLiH KaXeT. ApT. rmnepTeH3na dbakbinay katap, byn
npenapattap, coHgan-aK antiproteinuric xxsHe antifibrotic acep etyi.
renoprotective  makcatelHga  All®  uHrMbuUTOpnapbl  Hemece
brniokatopbl peuentopnapabiH aHrmoteHsnHa |l xxeHe dipyridamole
Bipre nanganaHyra oonaabl.
Kbi3aMeTiH bafanay >kaHe OipTiHaen Oo3acblH TOMEHAOETY KeniH 3 an
bonbl cxemacblH anHbiManbl OoubiHWA npeaHn3onoH 60 wmr /
ToyniriHe : 1 r / TeyniriHe KaparaHga NPOTENHYPUS YIIKEH HEFYPIIbIM
alKblH rnporpeccuana , rmnepTeH3nst oTblpbin, OHbIMEH Dipre XXymcak
KanbInThbl Hemece TeMeHaereH bynpek doYHKUMACHI
[MIOKOKOPTUKOCTEPOUATEP ( I'KC ) TaranbiHOanybl MyMKiH
TNIMAINITiH .



