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Mbip3abekoBa A.K




AHbIKMamMachl

HedpoTtukanblk cnHgpom (HC) —
e aHacapkara AeWiH iCiHy (acuuT, NoOINCepPo3nNTTEP)

e NpoTenHypua 3.5 r/Tay-TeH Xofapbl - epeceKkTepae,
>40 mr/m2/car xoeHe 1 r/m2/Tey - bananapga

e rnonpoTenHemmna<s0 r/n
o rMMNoanbbyMmmHemMmna<25 r/n
e rUMep-a2-rnobynmHemMuns
o [MnepxonectepnHemus

o TUMEPTPUrNULEPUOEMUS




OraH Koca:

o O K Xofapbl
o AKK KanbInTbl HEMECe TOMEH
o [emaTypusa ToH emec




HC naTtoreHesi:

LUYMaK Kanunnsaprnapbl KadbiHaOb! D
noaouUMNTTEP KILLKEHE adKllanapbiH epual
MaCCUBTI npo‘ﬂéMHypm

rmnonpOTeHMé]MMﬂ, rmnoanboymMmHemums

!

KaHOa OHKOTUKarbIK KbICbIM |

4
ICIHY
( +PAAX 1)
Cy, Ty3 ogaH JLpi XUHanysl




HC

o bipiHWINiK (ngnonaTnanblK) — Oynpek
LLIYMaKTapbIHbIH TiKerneun OIpIHLUISIIK
3aKkbiMaanybl - Heri3iHeH bananapra ToH

o EKIHWINIK — 8p Typni aypynap ooHbIHAa
HemMece COoJl1 aypydblH acKblHYbl peTiHaOe
OamMmunabl -HEFYPIbIM epeceKkTepre TaH

o [Tya namga 6onfaH HC — nogouunt
benokTapbiHblH Hemece [ BM reHeTukanbik
Oy3binbicTapbl HOTMXECIHAE AaMUTbiH HC



KopTukoctepouaTtel emMmre ayabbiHa bannaHbicTbl HC
arbIMbIHbIH BapuaHTTapbl

CTepomJ,ce3|MTan NpeaHn3oH/NPeaHN30rIoH 2 Mr/Kr
Hemece 60 Mr/M? 4-anTanblK KypcTa — peMuccus

Cmepoudmayesidi — npeaHN30N0H MernLepPiH asanTy
Hemece arnbin TacTafaHblHa 2 anTa Tonman TypfaH
kKesiHoe HC kauTta epLuyi

CmepoudpesucmeHmml HC - npegHun3onoH/npegHn3oH
2 Mr/kr Hemece 60 Mr/M? go3acbiHaa 6 anTanblK Kypcra
NPOTENHYPUS PEMUCCUACKIHBIH, XXOK 60sybl



HC mopdhonoruansik Herisgepi | ::

MCN
FSGS
MPGN
DMP
BINrH
MIH

npyrue

[ 1CTepounag-4yBCTBUTE/NbLHbI
B CTepona-pe3snCTeEHTHHbI

o___-_-l_l..

| |
25 50 75 100 125
bakblnay caHaapbl



MunHumangbl e3repictep aypysl

o bananapaarbl CCHC-TbIH MOpdonornanbik
Heri3i 90%-aaH apTbIK XXafganga MuHUManabl
e3repictep bonaabl

o EpecekTepne kes- kenreH HC kesiHae
aypyablH eH bacbkiHOa MIHOETTI Typae dynpek
ouoncusacsl.

o HC Gap 6ananapna byupek buoricusicbl

aHblKTanfaHaa,
aFHM HC bacTanfaHHaH 6 anTagaH KeniH faHa
eTKI3Ineal.



MunHumangbl e3repictep aypysl

HC 6acmanybkiHa biKnan ememiH xardaursap.

e XXepen pecnumpaTopnbl aypynap Hemece backa
Oa nHpekumnanap

o ANNEPrusinblK peakunsanap
e Eerynep

e rpenapaTtTapMeH y3aK yakbIT eMaeny
o KobiHece cebebi berricia



MunHumangbl e3repictep aypysl

[lamoeeHe3l.

NumdpouutTep
nogounTTep adKwanapblHbiH apacbiHOAfbI
caHblnaynbl AnadparMmaHbiH, 3aKkbiMaarnyblH
LLaKblpaTblH anHanbIMaarbl eTKI3MILWTIK d0aKTOPbIH
eHaipeal— noaounT askLwanapbl Terictenin,
caHblnaynbl anadparma oy3binagsl —nNoaounTTEP
©3IHIH KanbINTbl KbI3BMETIH TOKTaTaAbl, an onapabiH
apacbliHOafbl anbbyMuH Hecenke epkiH Tyceai
(MpomeuHypus).






MunHumangbl e3repictep aypysl

Mopgbornoauscsi

o Cayneni MuKkpockonTa LyMakTap, kaH TaMmbiprap
XXoHe e3eKkllenep, TiHaep e3repicci3 6onaabl

e JNEKTPOHOblI MUKpOCKONTA: nooouyum
asgkwanapbiHbIH 0ughgy30b! xoHe ar106aribokbl
mypoe meeaicmeryi kepiHeai. LLlymak KypbinbIMbl
(bM xeHe mMe3aHrnn) esrepmeni.

o« NI'X 3epTTEYOE WymaKTap HerisiHeH bosnmanabi.



MunHumangbl e3repictep aypysl

Ewmi:
o Toecekmik pexxumMHeH aynak 0onfaH aypbiC, OUTKEHI
on TpomMO Ty3iny KayniH XKofapbinaragbl

e EmOamM HaTpunai WekTeyaeH Typaasbl.
rmnoanbbyMmMHeEMUA Ke3iHAE iCiHY yaeMec YLliH
Kenae CymbIKTbIKTbI Kabblngay wamarnbl lekreneai

o CumnmomamuckarsbiK eMm. INMEKTIK ANYPETUKTEP-
doypocemuna, kenge CMpoHONAKTOH HeEMece
TnasuaneH bipre kongaHbinagbl. Ananaa
onypeTukanblk emal TaHgay KesiHae BoneMUanbik
Xarganabl 6iny Kaxer.



MunHumangbl e3repictep aypysl

[lamoeeHemukarnbiK em. HC anfalukbl
3MN304blIHbIH, EMI KENECi cTaHaapT boMblHLLIA
[MIOKOKOPTUKOCTEPOMATAPMEH eMaeyaeH
bacTtanagbl:

o [lpegHun3onoH 60 Mr/m2/Tay, eH Xofapfbl
no3a 60 mr/Tay, 6 anta 6oMbI(MHOYKUNANBIK
em) — lNpegHusonoH 40 Mr/M2kyH apa 6 anTa
boubl (KongayLlbl em)

o [13 DapnbIk TOYNIKTIK MenLepiH TayniriHe Oip
PET TAaHEPTEH KabbIngay Kaxer.



MunHumangbl e3repictep aypysl

o 40 mr/m2/48 car. menweppaeri 6 antanbiK
Kongayuwbl (ansTepHUpneyLli) KypcrtaH KeuiH
YHeMI npeaHn3osioH MesnwiepiH antacbiHa 10
Mr/M2-fa Kenge ogaH ga basyblpak
TeMeHAETININ oTbipaadbl Aa TOmNbiFbIMEH
TOKTaATKaHFa aewiH xyprisineai (4-5 an).



3 MHAYKUMANDbIK eMiHe Xayan 0epyiHe XXoHe KeWiHri oo

arbiMblHa 6annaHbicTbl HC Typnepi

Anrawkel cezimmanoblnsik, FTKC Bip peTTik KypCbIHaH KEeWiH ToNbIK 'y3aK
pemuccust bepeTiH, peunane 6epMenTiH Typi

Ceazimmar, cupek peuuous bepemiH: 'KC anfalukbl KypCbiHaH KEWIH
bonaTtblH peMmuccusigaH CoH peunanBTep cupek, 6 anga 1-2 pet
Cesivman, xul peuuous bepemiH (KPHC): peMmuccusira XXeTkeHHeH
KeniH 6 anga 2 peTTeH a3 emMec peunaus bankanaasbl,

Cesivmar, cmepouo-mayendi (CTHC): TKC menwepiH TeMeHaeTkeHae
HemMece onapAbl TOKTaTkaHHaH KeniH 2 anTa iwiHge peunans gammasl,
EkiHwinik pezucmeHmmi: FKC-Fa anfalKkbl )xayabblHaH KeliH, Keneci
OaMblfaH peunanBTepae ofaH AereH cesiMmtaniblk XXofanaabl;
Keuw-ceaimmanoeineik: pemuccns F'KC emai bactaraHHaH KeniH kel 8
anTagaH ackacblH OaMUTbIH PEMUCCUS;

bBipiHwinik pesucmeHmmi: 6acbiHaH ByKin aypy Ke3eHiHae TOonbIK
peMuccusiHblH 6onmaysil;



MunHumangbl e3repictep aypysl

o XPHC xaHe CTHC kesiHoe cmepoudmaH
cakmaywhsbl, arHn ' KC menwepiH TeMeHOeTyre XaHe
OHbI anblIn TacTayfa KeMeKTeCeTIH, ankunaeyLui
areHTTep - Hemece
KongaHblnagbl.

o AnKungeylli npenapartapMeH emaey KypcbiHaH
KEeWiH, pemuccus y3ak borimaraH Keaae,
KanbUWHEBPUH TEXeriLi - (LICA)-Hbl
KongaHaabl, on T-numdounTTeEpPAIH NAaTONOrnAnNbIK
oenceHainiriH bacaabl




dokanabl-cermeHTapsibl MoMepynocknepos
(PCIC)

o Ctepouna-pesncteHtTi HC [13-meH 6 anTa
(MakcMmMmym 8 anta) MHOYKUUATLIK KypCreH
eMOaereHHeH KeuiH, ofaH Koca
METUNNPEeaHN30NOoHAbI MHAY3nAanaraHaa
pemmnccua bonmaca, aHblKTanartblH Xargamn



dokanabl-cermeHTapnbl
rmomepynocknepos (PCIC)

o Mopdgpornoeusicbl.Kenbip wymakrapabiH 6enek kanunnsap
INnMeKkTepiHae (rmanunHo3ablH), CUHEXUs Bosybl ToOH.

o« OM- ga ckneposchi3 Wymakrapaa, noaounTrep adakwanapbiHbIH
dookanabl Terictenyi aHblKTanagbl, an ckneposgaHfraH
anmakTtapga [bBM- ga nogounttep 6onmaybl MyMKIH

o UI'X kesiHae cknepo3naHraH anmaktapga IlgM »xeHe C3 weryi
Oankanabl.

e ¥3ak arbiMabl PCIC kesiHOe HeMece OHbIH ayblp TypnepiHae
e3eKkwenepaid, atpodusacel, MHTepcTUUMangbl gmnbpoas,
NUM@OrMCTUOLUTaPIbl MHUNETPATTap, ©3eKLenepae xaHe
NHTepCTUUMNOE KeNipLUIKTI Xacywarnap, aprepuonanapabiy
rmanunHo3bl aHblKTanagol.



®CTC

KanbinTbiaa










dCIC

o Vanonatusansbik
o EKIHWINIK
e [EeHeTunkanbIK




OCIC

o MpononatuanblK TYpiHiH HeridiHae MOA-fbI T-
XacywanblKk UMMYHUTETTIH OY3bISibICBIMEH XKYPETIH
naToreHeTuKanblKk MexaHuU3M XaTtbIp.

o bipiHwinik PCI'C MOA-H xanfacbl gen ecenteneqi.
AVKbIH TYpaKTbl NPOTEUHYPUS LWYMaKTa
TyOblpbIN, Kanunnapnapabiy
3aKkbiMaanyblHa, onapabiH Kornanc rneH ckneposbliHa
anbin Kkenepg,.

o [logounTTep XofanfaH anMmakTapaa 0enoktap Kenten
LUbIFbIM, KancynacbIMeH CUHEXuANap gamuabl.

o byn ®CI'C-ke ToH benri xaHe cknepo3 beH
KanunnsprapablH Tycin Kety cedbenTepiHiH Bipi 6osbIn
Tabbinagbl.




OCIC

o EkiHWINiK ®CIC unHpekymanap, xymneni kadblHy,
ayToMMMYHAbI, nnmMmdoonponudepaTtmeTi aypynap,
y3aK Mep3iMai apTepuanslk rmnepTeH3nsa gamybl
MYMKIH.

o EkiHwinik ®CI' C-ka rmomepynomeranus TeH, dipak
nogounTTep askwanapblHbIH Terictenyi asgay
bonaabl.

o EkiHWINiK ®CI'C ke3-kenreH rmomMmepynonaTtusaHbiH
vaemerni catbiCbl 00nybl MYMKIH, Dipak
nanonatusanelk CIC-ka KaparaHaa OipiHLWInNIK
aypyablH ructonaronorusanblk 6enrinepi bavkanybl
THiIC.




OCIC

KnuHukarbiK KepiHici.

e OPTYPNI ABpexeneri NPOTENHYPUA HeMece aulKbiH
HC.

o HaykacTtapgbiH 40-50%-0a mukporematypus, an
bipwama Haykactapga (5%-fa geniH)
MaKporemMaTypua KepiHiCTepPIMEH KepiHYI MYMKIH.

o Al bGananapra kapafaHga epecekTepae bipluama
XUI aHbIKTanaabl.

o LLICIK-HbIH TOMeHOeyiI aHbIKTanybl MyMKIH.




dCIC

. MmiokokopTukocteponarap (FKC) ¢CIC-TbIiH KONTEreH XxargannapbiHaoa
kemektecnengi. PCIC-tblH ngnonatmnanslik TypiHae 15-20%-0a
epecekTepre KaparaHaa, 6ananapga TonblKk HEMece TOMbIK EMEC
pemMuccus TyfFbldagbl.

. Ankunpgeyuwi areHtrep. ®CIC kesiHae umknodocdammna neH
xropambyunngi kongaHyablH 3PdEKTUBTINIM XOFapbl eMec.
. UuknocnopuH A - ®CI'C-Tbl emaeyae eH OipiHLi TaHaaynbl npenapat

bonbin Tadbbinagwl. LiknocnopuH A (LIcA), kKanbLMHeBpUH aHTaroHUCI
Oonbin Tabbinagbl, OHbIH 8Cep €Ty MeXaHW3MiHiH KOpbITbIHABICHI MblHaAa:
LicA NF-ke Texxengi, on e3 keseriHaellL-2 cekpeuunsicblH, T-
nMoumnTTEPAIH MOHOKOHANAbI NPONUgepaunscbiH XeHe onapabiy
LUTOKUH CUHTE3aeYiH Texena,.

. OpaH Gacka LyMaKTbIH 8KenyLli apTepuonacblH Kbicaabl, CON apKbirbl
[ BM-HbIH 6TKI3rWTIriH TEMeHaeTeq.
. LicA-meH empaey 3-5 mr/kr/Teyn, 4-6 ai y3aKTbIKTa Xyprisineai.

Pemuccusira Kon »eTkidreH catTeH bacTtan, LICA-Hbl 12 angaH kem emec
yakbIT apanbifblHOa MesilepiH TeMeHaeTe OTbIPbIN XasFacTbipaabl

. ®OCIC kesinge LICA-HbI KongaHy, npenapaTTblH, HEPPOTOKCUKANbIK 8CEpiH
ecKepy KaxeTt



MembpaHo3abl HedpponaTus

- epecektepaeri HC-TbIH eH Xui cebebi.
bananappga cupek kesneceai xeHe HC-neH
HaykacTapablH 1-2%-bIH FaHa Kypanabl.

MH-HbIH eKi TYpIH aXblpaTaabl.
o MOuonamusinblik, GIipIHWInNIK
o EKIHWINIK



MembpaHo3abl HedoponaTus

o [lamomopgpornozuscsl. MH ke3iHaeri
[ BM meH nogounTtTepAaiH apacbiHaa

opHanackaH. CybanuTtenuanapl (3nMMemopaHo3ablK) UMMYHAbIK
nenosnTTep kabblHy TyAblpMaiiabl, onap HerisiHeH
nogounTTePAiH 3akbiMAanyblHa XXeHe HePOTUKANbIK
CUHAPOMHBLIH Nanga b6onybiHa skeneai. MH kesiHae
XacywanapablH, nponudepaumnsacesl bonvangbl, 'bM
KanbliHOAWObI.

e MH-HbIH gamybl TepT caTblgaH Typagbl:

| caTtbl — ycak cybanutenuanabl 4eno3nTTep (alblk-Cyp)

|l catbl — TIKeHeKTep
lIl caTbl — oeno3uTTepaiH anHanacbiHAarbl XXaHa Ty3inreH [ bM

IV catbl — ' BM-HbIH BipTEKTI eMec KanbliHOAaYybl )XoHe OenO3nTTepaiH
epyi



(Y X )
0000
MEMBPAHO3/IbI I'H carbliapsl o000
00
(MGN) T3

®
Stage | Stage |l Stage |l Stage IV
Subepithelial deposits, GBM spikes Deposits “incorporated* GBM thickening,
normal GBM between deposits into GBM resolution of deposits

Renal Disease 2" ed. Churg, Bernstein, Glassock eds., Ilgaku Shoin 1995




MembpaHo3abl HedpponaTus

e [lamoeeHesi: nanonatuanolik MH kesiHae
aHTUreH peniH nogounTTepaix
TpaHcMeMbpaHarblK rMMKONpPoTENHI — A2
docdhonmnasaHblH peLenTopbl
aTkapaabl.

[MUKOMPOTENHIE KapCbl aHTUAEHENEP
(aHTU-PLA2R) eHgaipineni oe nogount
adKLlanapblHbIH a1 acTbiHAA
cybanutenuangbl oeno3nTTep Ty3ineai. byn
MexaHun3mMm nguonatuanslk MH-rfa ToH.



MembpaHo3abl HedponaTus

o EKiHWinik MH-HbIH cebenTepi :
o VHdekuuanap
BBI, CBI, napa3nTTik aypynap, mepes

o Karepni iciktep (60 »kxactaH ackaH HaykacTtapablH 20%-0a, »acbl
60-ka xeTnereH HaykactapablH 4%-4a)

o Kenewmgai iciktep (ekne, cyT 6e3i, TOK iLLEK, KybIKacTbl Oe3i)

o [loHekep TiHIHIH ayTOMMMYHAbIK aypynapsbl

o KX, Tnpeonaut, anabet, bymnpek annoTpaHcnnaHTaTTapsbl
o [lpenapattap/TokcnHaep

o KKCEI1, anTblH, neHMunnnamMmuH, kKantonpwun, celHan, TnTun,
doopmanbgerua.



MembpaHo3abl HedpponaTus

o VK cybanutenuangbl KEHICTIKTE 9K30reHAai
aHTUreHHIH aHTUAEHEMEH peaKUUNACHI
apKbinbl TY3iNyl MYMKIH.

o KomMmnnemeHTTIH 6enceHyi nogounTTepaix
MeMbpaHachbIHbIH, iLLiIHE EHETIH
TY3INyiHe akenea,.




MH ke3iHOe2i 6ylpeK Kbi3aMemiHiH 6Y3bi/IbICbIHbIH
yOeyi.

e MH ke3iHaeri Heri3IHEeH
nogounttep MeH [ bBM-HbIH 3aKkbiMaanybiHa
bannaHbICTbI. [TpoTENHYPUA ©3EKLLUENIK-
NHTEPCTMUMNNIK DNbpPOo3abiH JaMybiHa aKenea,.

o MH kesiHgeri Oynpek KbI3METIHIH TOeMeHOeyY
XblfigamMAablfbl MPOTENHYPUA O8peXeciMeH e3apa
GannaHbICTbl XXeHe LyMaKTapablH anKbIH
3aKkbiMOanyblHbIH KOPCETKILL

e MNPOTEUHYPUAHBLIH ©31 ©3eKLeNiK anuTenmanablK
Xacylwanapfra 3naHabl acep eTeal



MH-HbIH KNUHUKachbI

o Aypy bactanfanga 60-70% - HC,

o YOewmeni npotenHypus —1-2 xbin iwiHge HC.
o HaykactapabiH 30-40%-0a mmukporemartypus.
o Makporemartypua ete cupek Kkesgecep,

o MH-HbIH bacTankbl ke3eHiHae AKK kanbInThbl
bonagbl.

o Aypy bapbicbiHOarbl runepTeH3ns Tek 10-20%
Xafganga doankananbl.



NouonamusinbiKk MH-HbIH eMi.

Naononatuanbik MH-HbIH XeHin afbiIMblHOA UMMYHOCYIMPECCUBTI eM
Xyprisinvenai.

4 r/Teyn. apTblk NPOTENHYPUSA, 6 all OOMbI NPOTENHYPUSFA XBHE rMNepTeH3nsFa
KapCbl XYyprisinreH emMre kapamactaH nNpoTenHypusiHbIH Xounbinmaybl, HC-H aybIp
KeHe emipre kayin TeHaipeTiH cumnTomaapbiHbiH 6onybl UCE xyprisyre
KepceTkilw 6onbin Tabbinaabl.

KaH KpeaTuHWHI XofapblnaFraH HaykacTapfFa em eptepek bactanagpl.

Aypy bactanfaHHaH bactan 6 an iwiHae HaykacTap Tek cymemenaeyLli emai
anybl TMic, cebe0i ocbl yaKbIT ilWiHAEe onapablH Kenwiniriiae

OamMybl MYMKIH.
AypyabiH cebebiH aHbIKTan, OHbl XXOK— TOSIbIK PEMUCCUSI.
CumnmomamuckarblK em:

ONYpPETUKTEP

aHTMNpoTenHypusnolik (AADK, APB)
aHTUIrMNEepPTEeH3UBTI
aHTUIMNEPNMNNAEMUASILIK eM
aHTMKOArynauumnanbik em.



EKiHWINIK MH-HbIH emi

o Heriari aypyabl Aep KesiHAe aHbIKTan, OHbI
emaeyre Tikernen 6annaHbICThI.

o MH-HBIH eKiHWINIK cebenTepiHiH bapnbifbiHAA
eM Heri3iHeH bacTbl cebenTepre
(MHpeKkuunanap, iciktep XaHe T.0.)
bafbITTanfaH.



UaononatusanbiKk MH-HbIH
MMMYHOCYNpPEeCcCUBTI eMi

[ToHmuyennu adici. 'KC MeH ankungeyu
npenapaTtTapabl Ke3eKkTecTipin 6 an 6onbl em
xyprizinegi. NKC 1-wi, 3-wwi xaHe 5-wi annapga
KonaaHbinagbl, byn kesge apbip anabiH bacbiHaa
MEeTUNNPeaHn3onoH 3 kyH 6onbl 1000 mr
MerLwlepiHae BeHaiwinik nynbCcneH, an anabiH
kanfaH kyHgepiHge 13 0,5 mr/kr/Teyn. menwepiHge
aybl3 apKblrbl bepinea;;

o Llnknodoocdamuma 2 mr/kr/Teyn. Hemece
xnopambyuun 0,1-0,2 mr/kr/Teyn. 2-wi, 4-wi xaHe 6-
bl annapaa 6ep|nep,| Ocbinanua, ek annbIK LUK
3 peT KanTanaHagbl.



UaononatusanbiKk MH-HbIH
MMMYHOCYNpPEeCcCUBTI eMi

o LlMknocnopuH meH Takponumyc NoHTnyennu
apici bonblHLLIA eMHEH bac TapTKaHaa
HemMece OHbl XYpPridyre Kapcbl KepceTKiluTep
bonfaHga kongaHaabl.

o Kenbip aBtopnap HC-H XeHin afbiMbIHOA
ModpeTnn MrMkodeHonaTblH TafranbiHOayabl
yCblHaabl.



