bone3Hu noyek:
rmomepynonaTtun

High-Yield concepts



Knaccupukauus
rmomepyrnonaTtumn

1. lNepBuUYHbIE:

OCTPbIX NponndepaTuBHbIN rMOMepyNnoHePPUT
(MOCTUHMEKUMOHHBLIN 1 Op.);

BbICTPONPOrpeccupyoLLnm rnoMepynoHedpuT;
MeMbpaHo3Hasi HecbponaTus;

6one3Hb MUHUMAarnbHbIX U3MEHEHN;

PCIC;

MemMbpaHonponugepaTnBHbIM rMoMepynoHedpuT;
6ornes3Hb NNOTHbLIX 4EMNO3NTOB,

IlgA-HedpponaTus;

XPOHUYECKNN rmomepynoHedpuT.



Knaccupukauus
rrjoMepyr naTuu

2. BropuyHeble (cucrtem aborneBaHUsl C BOBNEYEHNEM
KIy©Oo4KOB):

CKB;

caxapHbl AnaberT;

amMmnounaos;

Cungpom 'yaonacyepa;

MWUKPOCKOMUYECKNN NONNAHTNUT/NONMNapTEPUNT;
[ paHynemartos BereHepa;

nypnypa WeHnanHa-l'eHona,

bakTepuanbHbIn QHOOKAPAMUT.

3. BpoxxgeHHble 3aboneBaHusa: cnHapom AnbnopTra;
b6ornes3Hb TOHKOW Ba3arnbHOon MeMmbpaHsbl; bonesHb ®abpu



OCHOBHbIE CUHAOPOMbI NOPAXXEHUS
MOYEYHbIX KITyOO4KOB

1. Hedputnyecknn: remartypusd, asotemMuq,
BapuabenbHass NPOTEUHYPUA;  ONUrypus,
OTEKWU, TMNEPTEH3US.

2. Cwunpgpom bBIMMH: octpbin  Hedpwur,
npoteunHypus, OlH.

3. HempoTnyeckmn cCuMHOPOM: CyTOYHaA
npotenHypus >3,5 r; runoanboymmHemus,
aHacapka; runepnunuaeMma n nunuaypua.

4. CvHgpom XIH — azotemua — ypemus.

5. N3onnpoBaHHbIE rmomepynsipHas
remaTtypus n cybHedpoTnyeckas
NPOTEUHYPUSI.



HedpoTtnyecknn cnHOpom 4acto
OCITOXHAETCS TPOMOO30M/TPOMOOIMOONNEN

* [loTepa aHTUKoArynaHToB Npu HempOoTUYECKOU
NPOTENUHYPUN (AHTUTPOMOWMH llI, NPOTEUHBLI CUS) C
akTuBaumen  TPOMOOLMTOB  MOXET  CTaTb
npuyYnHON Tpombo3a noveyHbiXx BeH. OCObEeHHO
4yacTo 93Ta CcuUTyauma pasBMBaAETCA Yy nul,
cTpajaroLmnx MmemopaHo3HOM HedbpornaTUEN.

« Y pgeten camaga 4yactad npuynHa nepBUYHOIo
TpomMb03a NOYEYHbIX BEH - AerngpaTtauus.
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KoMnrneKkc «OTPOCTOK nogouuTa-
LeneBas anadpparma»
.

p ' ‘ Padocalyxin
/ NHERF2Z
- Ezrin |
__-—Foot rocess -
Synpo /‘ P \ o >

LEPP \]/ cczAP

/ % \ Podocm\ ‘r;.
Neph-1\% .
F-actin_\ = ‘ . \

-

2 - -
MAGI-1 %M& P@»ﬁ‘l
LXG -Race- 4 y Nephrin GJ

H:_:_,[\‘—_’!

| Utrophm



Komnnekc «0TpoCTOK nogoumTa-Llenesas
anadparma»: CTPYKTYPHbIE KOMMOHEHTHI

Molecule Gene Functional Properties

Podocyte-Slit Diaphragm Complex

Nephnn NS ?

Podoon IS2

CD2zAP CD2AL0
MNEPH-1 KRREL
201 TPT
mFATY FAT

Pcadhern o3

Maor strudhural protein of it daphragmg member of immunoglobulin superfamily; assocates with ggnaling domairs of
foot process cedl mesmbranes (ped rafs) & nteracts with COZAP and podocn

Transmembrane mokecule that mantains sructural inkegrty of it daptvager; interacts with neplyin, CD2A8, & NEPH-1 &
thus sgnaing

Intracelhls adapter podocyte protein birds to cytoplasmic domain of neplrin & links it to acbinbased optoskeleton
Transmembeane protein of immunoglobuln superfamily; NEPH-1 interads with pedadn, 201, & nephrn

Membirane protein located at attachment between st disphiragm & foot process; interacts with NEPH-1 & actin-based
cytoskeleton; may partiopate in signakng events through tyrosne phosphondation

Pratacadherinin sl diapheagm; lunctiors may include cell adbesion & role to maintan extracellular space

Slt diapbragm molecule rmohed in cell adhesdon

Podocyte-Glomerular Basement Membrane (GBM) Complex

alfpt-
integrin
Dystroghtan

Podocyte

Podocalyon  POCXL
CLEPPA
WT-1 wWir-1

Cyeaskelets)
and athers

Archor podocyte faot processes to CBM; bridge dructurd proteins of GBM [cokagen IV, laminin) to oytoskeleton

Padocyte transmembrane mobecude with o & B subunits; a subunit binds to cationic componernts of GBM, &intracelluls B
stiuret binds Lo actin otaskeleton

Maor determinant of podooyte anionic glyrocalyx located along luminal (facng urinary space] sspect of podocyte;
martains glomerular architecture & foot process integrity via s cannactions to actin-based otoskeleton

Transmembrane protein slong luminal aspect & a receptor tyrasine phasphatass; may help regulate glamerular Fitration
rate through effects on podocyte dructure and function

Transcription Factor restnicted to podacytes inaduk bdney

Cytoskedetal prateins [actin, rmyasin, a-actinin, & synaptopading foc integrity of faok processes C3b receptor, wnentin,
TRPCE ian charnel, cell dyding molecules such as p27, pS7, cydin D3; trarecription factars such as PAX2, Ped1, LMX18



KoMnrneKkc «OTPOCTOK nogouuTa-
LeneBas anadpparma»
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[ noMepynapHbIN PUNLTP

Podocyte fool processes

II A ll‘ Nephrin H ||II

Endothelium (fenestrated)



[ eHeTn4yeckme ocHoOBbI
NPOTENHYPUN

[eH NPHS1 kogupyeT HeMpwH, MyTauuum 3TOro reHa
NpuBOAAT K BpPOXOEHHOW dopMe HedPPOoTUYECKOro
cuHgpoma (PUHCKUKU T1n).

[eH NPHS2 kogupyeT nNodouuH, ero Mmytauum nexar B
OCHOBE  CTEepOUO-PE3UCTEHTHOrO  HedpPOTUYECKOro
cuHgpoma y geten nnum aytocomHo-pereccunsHoro ¢CIC.
MyTaumn reHa, Kogupylowiero a-actinin 4 — nNpuUYKHa
ayTocomMHo-gomMuHaHTHoro ¢CIC.

MyTaumnm reHa TRPC6 — npuynHa PCIC y B3pocnbiX.



OTBeThLI KNyOOYKOB Ha NoBpeXaeHne

* 1. [MNEepPKNeToO4YHOCTb: nponudepaumsa mMesaHrmanbHbIX
n/unn  SHOOTENUarnbHbIX  KNETOK;  UHUNbTpaums
nevkoymtamm (B TOM  4ucne, Heutpodunamuy,
MOHOUMTAaMN U MHOrga — numdouymTamm); obpasoBaHue
NoNynyHUN 3a CYET NpenmMyLLecTBeHHOU nponudgepaunm
napueTanbHbIX KNETOK Kancynbl, pexe — BucuepanbLHoro
nucTka.

e 2. YTonuweHue 6asanbHOM MeMOpaHbl: 3NEKTPOHHO-
NNOTHbIE aMOpHbIE OENO3UTbI HA ANUTENMarnbHON UNU
9HAOOTENManbHOM CTOPOHE MeMbpaHbl, U B ee TOJSILWE
(UK, unbpuH, amunoug, KpuornodynuHel wn Ap.);
YCUNEHHbIN CUHTE3 6enkoB npu aOnabeTnyeckom
rmomMepynockriepose; dopMnpoBaHne AOMNONHUTENBHbIX
cnoes npu MIIMH.



OTBeThLI KNyOOYKOB Ha NoBpeXaeHne

* 3. nannHoBbLIE W3MEHEHUA: HaKonsieHne amMopdPHbIX
903MHOUNbHLIX BHEKIIETOYHbIX MacC M3 Mfia3MeHHbIX
6enkoB; MOryT BbI3blBaTb KOMMPECCUIO KanUNMspHbIX
neTernb, cnencreune noBpexaeHus aHOoTENnnS
KanunndapoB W pe3ynbrtaT KOHEYHbIX CcTagun MHOTUX
rMOoMepPYNAPHbIX NOBPEXOEHUN.

« 4. CKknepos: paspacTaHuMe KOmJiareHoBbIX BOJIOKOH B
MaTpPUKCE Me3aHIMs C KOMnarncom KanumnnsapHbIX neTenb;
pe3ynbraT KOHEYHbIX CTaAu MHOMMX TFMOMEPYISPHbIX
NOBPEXOEHNI; OYEHb XapakTepeH Ans anabeTtnyeckoro
rmomMepynockneposa.



[ ncrtonorndyeckmne ocobeHHoOCTU
rmomMmepynonaTtun

According to percentage of glomeruli affected

‘ FOCS'-(LCSY;.&!JI-{.S.‘J'..\'!'J
«  Difluse (>50%)

Injury in each glomerular tuft can be

¢ Global (imvolving mast of the glomerulus)
According to characteristic of lesion

¢ Prolferative when showing increased cellularty.

¢« Endocapdlary (Prolferabon of cels in the capiliary (i)

«  Extracapilary (Extension of prodferabon nto Bowman's space)

o Synechise (Epthelial podocytes attach to Bowman's capsule)

¢ Crescents (when fibrocelular/fibein collections fill all or part of Bowman's space)

¢« Sclerosis (Acelular, amoephous accumulations of proleinaceous malerial throughout the 1uft with
loss of functional capillanes and nomal mesangium)



[laToreHes rmomepynonaTtun
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Jlokanu3auusn
UMMYHHbIX
KOMIJIEKCOB B
Krnyooukax

CybanutenmanbHble
«ropbbl» Npn OCTPOM
rmomepynoHedpuTe.
InMmemopaHo3Hble
AenosunThbl npu
MeMbpaHO3HOM
HedponaTumn n Hecpute
XanmaHHa.
CybaHgoTenuanbHble
Oeno3suTbl npu nwnyc
Hedpute n
membpaHonponudepar
NBHOM
rmomepynoHedpuTe.
MesaHrnanbsHble
AenosunThbl — npu
bones3Hu bepxe.




HekoTopble BaXKHble PaKThb

[lpn Heppute XammaHHa BHYTPEeHHEe (PUKCUPOBAHHLIA AHTUMEH —
MeranuH — noKanmayeTca Ha BUcLeparnbHbIX 3nuTenmanbHbIX
KNeTkax, akTMBUPYET CUCTEMY KOMMIEMEHTA U  Bbl3biBaeT
obpasoBaHue cybanuTenuanbHbIX [OENO3UTOB U rPaHynsipHbLIN
naTTepH npmn PUO.

AHWOHHbIE aHTUreHbl PopMUPYIOT CybaHaoTeENnanbHble OENO3UTHI,
KaTUOHHble (MOryT MPOHUKaTb 4epes3 wenu anadpparmel 'BM) —
cybanutenuanbHble Oeno3nTbl; HeuTpanbHble — Me3aHrnasibHble
0enosunTol.

IMMYHHbIE KOMMSIEKCbl AalT rpaHyndapHein natrepH npu PUAD ¢
HaKonneHnem BAOsb basarnbHON MeMbpaHbl U/UNn B ME3AHTUNN.

KpynHble pasmepbl LUK He no3ssonawT nm Hakannueatbes B ['BM,
TaK Kak OHM CBOEBPEMEHHO yOanAaTCAa U3 LMPKYynaumm paroumutamu.,
LIMK manbix pasmepoB — Hanbornee NaTtoreHHs.I.



OCTpbIN MOCTCTPENTOKOKKOBLIN
rmomepynoHedpuT

Haunbonee yacTto nopakaet Aeten B Bo3pacTe 6-10 ner.

Passntne  4epes 1-4  Hep. nocrie  apuHruTa nnu
NMMNETUro/nMmogepmsbl, BbI3BaHHbLIX HEPUTOreHHbIMW LITaMMaMu
BICA (1, 4, 12 noatuvnbl).

Hanuune yHukanbHbiX ONn9 HeppuToreHHblx wTtammoB bBICA
KaTUOHHbIX aHTUreHOB, MULWLEHEN AN POPMUPOBAHUSA UMMYHHbIX
KOMMJ1EKCOB: HedpuT-accounnpoBaHHbLIN CTPENTOKOKKOBbIN
NIasMMHOBLIM  PELIENTOP; CMPEeNnMOKOKKO8bIU  MUO2EHHbIU
3K30MOKCUH B (SpeB) 1 ero a3sMMoreHHbI NpeaLwecTBeEHHUK (zSpeB);
CTPENTOKOKKOBAaA rnuuepanbgerna-gerngporeHasa.

Mpexoasilee cHmkeHne C3 B KpOBM Ha 6-8 HeAEeNb C NOCNEeaYLNM
BOCCTaHOBNeHneM (bonee ANUTENbHO MO BPEMEHW CHUXEHUe
dpakumm KomnnemMmeHTa — NoUcK Apyroro 3abonesaHus!).



Mopdronorust ONCIH: ToTanbHoe, rmobanbHoe nopaxeHne Krnyboykos,
HenTpodunbl + nponudpepauma MesaHrmanbHbIX WU 3HOOTENMarnbHbIX
KIMETOK; rpaHynsapHbIM TUM OTNOXeHna cybanutenunaneHbix UUK,
HenTpopunbHaa uWHQUNBETpaumMa knybouykoB, C3(+) rpaHynsipHble
OEno3nThl r|p|/| PNO («starry sky»)

‘ \,” ‘\ \". .
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OCTpbIN MOCTCTPENTOKOKKOBLIN
rmomepynoHedpuT
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bbiCcTponporpeccupyonn
rmomepynoHedpuT

Crescentic Glomerulonephritis
4= i 3
Type | RPGN (Anti-GBM | Type lRPGN (Immune | Type Il RPGN (Pauci immune)
antibody) | complex)

« Mdicpathic ¢ |dwopathic '+ |diopathic.
+ Goodpasture’s syndrome. |+ Poslinfectious '+ ANCA assocaled.

« SLE, HMencch Schonlen |+ Wegener's granuomalosss.

Purpura '+ Microscopic palyanglus

Iaunmoﬂumscomﬁndlm‘ hmnunoﬂuomm«ﬁndny ‘ laununoﬂmm«ncoﬂndlnq |

¢ Linear GBM deposits of I9G |+ Lumpy  bumpy” granufar |+ No  immunogiobuin - or
and C3 paffern of staining - complement deposits in GBM



Mopdonorua bIMIN'H

Knaccuyeckne
«nonynyHus» (bonee 50%
KIy©Oo4KoB buonTara)
npeacTaBfeHbl
nponugepnpyoLLnMm
napueTanbHbIMU KIeTKamu,
nenkouuTapHbIMmU
NHUNeTPaTamn,
MOHOLUUTaMu 7
Makpodaramu,
pasgeneHHbIMU
npocnonkamn n3 domndpuHa.
[MporHo3s npu BINIMH 3aBucuT
OT KONnnyecTBa MNonynyHun,
KOTpOE B CBOK oO4vepenb
KOPPENUPYET C TSXKECTbHO
ONUrypum n a3zoTeMum.




Mopdoonormna bI'lMH

Macrophage




AHLA - BackynuThbl

accouMnpoBaHbI C

nayuu-uMMYHHbIMMU
BIMNrH

AHTUHEUTPOMUSIbHbIE
uMTonnasmarmndyeckme
aHTuTena

-K NpOTEnHa3e 3;
-K MMenonepokcuaase.

ANCA

| Cytoplasmic staining (c-ANCA) |

Antigen here is proteinase 3
Seen in conditions like
* Wegener's granulomatosis

| Perinuclear staining (p-ANCA) |

Antigen is myeloperoxidase (MPO)
Seen in conditions like

* Microscopic polyangiitis

* Churg-Strauss syndrome

* Goodpasture's syndrome

* Crescentic glomerelonephritis

* Ulcerative colitis

* Primary selerosing cholangitis

* Drugs (hydralazine, propythiouracil)



[ TpUYNHBI HEPPOTUYECKOTO
cCuHApoMa

Primary glomerular diseases
Membranous glomerulopathy (~30% In adults)

Minimal-change disease [~65% In chikdren)

Focal segmental glomerulosclerosts (~35% in adults)

Membranoproliferative glomerulonephntis
igh nephropathy

Systemic diseases

Diabetes mellitus

Amyloldosis

infections (malari, syphills, hepatitis B and C, HIV)
Systemic lupus erythematosus

Orugs (peniciliamine, “street heroin”)
Malignancy (carcinoma, melanoma)

Others (bee-sting allergy, hereditary nephritis)



MembpaHo3Haga HedponaTust

« HacTaa npnymHa HedppoTn4eckoro
CuHApoMa Yy B3pochbixX (30%).

« Xapaktepuasyetca YHUMOPMPHbIM
ONAPAPY3HbLIM YTOSLLEHNEM CTEHOK
KanunnsapoB C HAKOMMEHUEM 3NEKTPOHHO-
MNMOTHbLIX 4eN03NUTOB Ha
cybanutenunanbHou ctopoHe [ BM.



ITUONorma MemMopaHo3HOU

HedponaTum

« 1. NepBuyHas (nanonaTtnyeckas) — oo 85%.

* 2. BropuyHasa: J1C (neHnymnnamuH,
kantonpwun, HMNBC, 3onoTto), 3HO
(KapUMHOMBI FTETKOro, TONICTON KULLIKW,
MenaHOMbIl U IMMAOOMBI); ayTOUMMYHHbIE
HapyLweHuns (CKB, Tupeongmt XawwmmoTo);
nHdekuum (BI'B, BI'C, mansapus, cudounuc,
LLLUCTOCOMO3).



[TaToreHe3 membpaHO3HOW
HedponaTum

* [lepBnyHaa — aytoMMmmyHHaa OonesHb (accoumauunm c
HLA-DQA1), aytoaHTuTena K peuentopy PJIA2 Ha
MembpaHe NogouUnTOoB, YTO NPUBOAUT K obpasoBaHuto VK

in situ.  Hedput XammaHHa —  Knaccuyeckas
aKcnepmMeHTarnbHas mMoaenb MEeMOpPaHO3HOM
HedponaTuu.

« BropunyHasa — LMK ¢ 3k3oreHHbIM (Yalle NHAPEKLNOHHBLIM)
NN QHAOrEHHLIM aHTUIFEHOM (Harp., TUPEeOornodynuH).

« B knyboykax npakTU4eckn OTCYTCTBYKOT  KMNETKU
BOCManUTENIbHOrO WHMUNIeTpaTa U TPOMOOUUTLI, NpwU
9TOM HaKannueatoTcs KoOMNoHeHTbl C5a-C9, oTpaxas ero
NpPSAMYIO aKTMBaUMIO C NoOcCneaylwum npoTteasHbiM U
oKcuagaTuBHbIM noBpexgeHnem [BM w©n passutnem
HedpoTU4YECKOU NPOTEUHYPUMN.



Mopdhonorns membpaHo3Hon HedoponaTtum: A — anpdoysHoe
YTOSLLEHMNE KanuUnnAapHbIX CTEHOK, OKpacka
reMaToKCUNMMHOM 1 303MHOM; B — anarpamma; C -
cepebpeHmne

Diffuse thickening Proemment sikar-slaired
of capdary walls sples peopcting from GEN
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Mopdronorns memopaHo3HOM
HedponaTum
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OBOMNOLUSA Cy63n|/|Ten|/|aan bIX UMMYHHbIX

komnnekcoB B [ BM

1. KaI'II/IJ'IJ'IFlprIe CTEHKN YyMEepPEHHO YTOJIWEHbI, C Halin4ynem
ANMEKTPOHHO-TJTOTHbIX Cy63I'IVITeJ'II/IaJ'IbeIX AEeno3nToB.

2. Bokpyr nnoTHbIX Oen0O3UTOB (POPMUPYIOTCH BbiNAYMBaHUS
mMaTepmana [BM, B pesynsrate AOeno3uTbl BbIMAOAT Kak
«LUMMNKKU» Ha cybanuTenmanbHon ctopoHe 'bM.

3. HoBooOpa3soBaHHbIN MmaTepuan [ bBM okpyxaeT Oeno3uTbl U
norpyxaetr ux B CBOW MaTpuKC, B pesynbrate 4vero [BM
CTAHOBUTCA  BbIPaXE€HHO  YTOSIWEHHON, C  HEPOBHbLIMU
KOHTYpaMMu.

4. PaspylwleHue norpyxeHHbix B 'lBM MMMYHHbIX 0eno3nToB
npuBOOUT K €€ BbIpa)XeHHOM MOPO3HOCTHU, MeMObpaHa
npuobpeTaeT Kpy>XeBHOW BML.



bonesHb MMHUManbHbIX

N3MEHEeHNN

* [luk — getTn B BO3pacTe 2-6 neT: camasd
yacTas npuynHa HedpPOTUYECKOTrO
cuHOpoma y OeTeun.

* lIndbpysHoe «pacnnacTblBaHUE» HOXEK
nogoumnToB BUCLeparibHOro NINCTKa
Kancynbl boymeHa, oTcyTCTBME BUOUMBbIX
M3MeHeHUN B CBETOBOM MUKPOCKOnNe.

e [loNHbLIN NONOXWUTENbHbLIA OTBET Ha
nevyeHne KopTukocTepomngamu.



[laTOreHe3 nMNongHoro
Hedpo3a

1. OTcyTCTBME WMMYHHbLIX [OEMN0o3UTOB He WCKMIYaeT HEeKOTOPbIX
KOCBEHHbIX TMPU3HAKOB, YyKasbiBalOWMX Ha BO3MOXHYK  pOnb
NMMYHOJOMMYEeCKUX MexaHU3MOB:
* pa3BuTUE 3aboneBaHUsi MNOCMe pecnuUpaTopHbIX WHAEKUMN WUnn
PYTUHHOW UMMYHN3aUNU;
* YacTble accoumnalmm c atTonnyecKUuMmn HapyLeHnAaMmu (actma, ak3ema);
* YBENUYEHNEe YacToThbl BCTPEY4aeMoCTN y NunL, ¢ NIMMPoMon XOOKKNHA;
* POSib ONpeaeneHHbIX rannoTmnos HLA — obcyxaaeTcs;
* OTBET Ha NleYeHme KopTUKocTepongamm nnm UMMyHocynpeccaHTamum.

2. HemmmyHonormyeckme wmexaHuU3Mbl — MOHOrMeHHble OedyekThl,
accouMnpoBaHHble C MyTaUMsaMM reHOB HepprHa 1 NnogouunHa.

3. IMmyHOnornyeckne HapyleHuss BegyT K U3ObITOMHOM MpoayKumn
UMTOKMHOB  T-numdountamy, HTO  BbI3blBAeT  MNoBpexaeHue
BUCLIeparbHbIX KIIETOK Kancyrnbl, NOTEP MNONMMAHUOHHLIX 3apanoB U
BbIXOA4Y aHWOHHbLIX 6erkoB (anbbymuHa) 3a ['bM, 4To BEOeT K MacCuMBHOW
NPOTEUHYPUN,



Mopdronormnyeckune npusHakm 6ones3Hu
MUHUMAanNbHbIX U3BMEHEHNI

° Ha6yxaHHe " pacCIIaCTbIBAHHUC HOKCK OTPOCTKOB ITOAOLIUTOB,

o HAKOINNICHUC JIMITNAOB B SIIUTCIUAJIBHBIX KIICTKAX ITPOKCUMAJIbHBIX U3BUTLIX KaHAJIBICB.

Pariedal epithelial cell
Nmal glamerular basement membrane v

NS /‘Q_\
. At . BowIran space

) Viscersd

Normocelluar glomerulus



BornesHb MMHUManbHLIX M3MeHeHUW (oKkpacka cygaHom )




doKanbHbIK CErMeHTapHLIN
rMomMepyrocknepos

1. NepBUYHLIN (MOnonaTnyecknmn): 10% y oeten u oo 35% y B3pOCHbIX.
2. BTopu4yHblie doopMbl:

accouuaunm ¢ BUY (konnabupytowas HedoponaTtus), reponHOBOM
HapKoOMaHmen, ceprnoBUaHO-KINETOYHOMN DONE3HBLIO N MACCUBHbBIM
OXUPEHUEM;

cliecTBMe opraHm3aumn paHee MMeBLUNX MECTO HEKPOTUYECKNX
N3MEHEHUN KanunnapHbIX NeTesib Knyobo4dka JHanp., npy 6051e3Hn
Bepxe);

Kak afanTuUBHbIA OTBET Ha NOTEP0 NOYEYHON TKaHM NP HEKOTOPbIX
BPOXAEHHbIX aHOManuax (yHunartepanbHas areHe3nsa unm
avcnnasug novek); npu pedrroKCHOM Nnn rmnepTeH3nBHON
HedponaTuu;

MOHOTreHHbIE MPUYNHbI — MyTaLUun NOAOLIMHA, -aKTUHMHA 4, TRPCG.



Mopdonorna ®CIC
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DvIiT-
accounnpoBaHHas
HechponaTua (meton
cepebpeHus no

[>XOHCYy)

Konnabupytowas HedponaTus
npu BWUY saensetrca nogTtunom
OCIC, Xapakrtepusyertcsd
peTpakumemn rIToMepynsapHbIX
netenb (OQMHOYHaaA  CTpernka),
CY>XEHNEM MPOCBETOB Kanunmisapos,
nponndepaunen n OTEKOM
BUCLEpPAanbHbIX KNEeToK (OBoWHas
cTpenka), BHYTPULENIONAPHbLIM
HakonfieHnemM B6enkoBbIX Kanesnb B
nogoumTax.

Camasn yacTtas npuyinHa

Konnabupyrwuwen Hedhponatum y
aeTen — LUCTUHOS.




MembpaHonponmndepaTUBHbIN
rmomepynoHedpuT

MPGN

. v

Primary or idiopathic MPGN Secondary MPGN
Seen with HBV, HCV, HIV, CLL, lymphoma

v v

Type Il MPGN
Fype [MEGH (Dense deposit disease)
— Immune complexes in glomeruli cause activation — Immune complexes in glomeruli cause activation
of both classical and alternate complement of alternate complement pathway
pathway
— Subendothelial and mesangial immune complex — Dense deposits in the glomerular basement
deposits membrane (intramembranous deposits)
— Granular pattern of C3 with IgG, C1q and C4 — Granular and linear pattern of C; with absence

of IgG



AKTBauus

anbTepHaTUBHOIO NyTU
C npnu MINIH

JINC wn aHOoTOKCUHBI, arrperatbl IgA
KoHBepTupytoT C3 B C3b.

[Mon penctBnem doaktopoB B, D C3b
npeBpaiwlaetca B KoHBepTady C3
anbTepHaTUBHOIO NMyTW.

C3bBb - nabunbHbi  EPMEHT,
paspywaerca daktopamu | U H, HO
cTabnnuanpyeTcs nponepanHoOM.

Y naumenHtoB ¢ 2 Tunom MIIMH
obHapyxeHbl 1gG ayToaHTuTena k C3-
KoHBepTasze - (C3-HedpuUTn4eCcKum

doakTop.

C3NEF ctabununsupyet C3 -

KOHBepTas3y, B pesynkrarte
HabroaaeTcsa NocToaAHHAsa U CToMKas
aKTMBaLMA CUCTEMbl KOMMIEeMeHTa C
pa3BUTUEM MMNOKOMIMIIEMEHTEMUMN,

zalion
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Mopdonoruna MINIMH

Capilary wih
Hyparcolulr  endathakal
Thickening of GBM gomenhs  prolarasan

Accentuaon ol Thickening of GBM Accentuaton of Kbuaton
abalation



A- tTun 1 MII'H - KpynHble cybaHOoTennarnbHble
MMMYHOKOMMMEKCHble Oen0o3UTbl BOOMb BHYTPEHHEro Kpagd
['BM; B- Tn 2 MINIMH, nutpamembpaHo3HbIe AEMNO3UTHI.

Panetal epithelial ozl Parietal epithakal ced

« Bowman space

CwMan SpEce

Focal loss nd fool processes Focal loss of oot processes
Inferpasibon
) - of mesangial
cell process 3
3 5 - ¢ . : i
‘ He Erdothalial call 5 \ X -—-‘Exr:og;:a! call
- proliferation o A iferabon
' O.5 > Thickened < - gy Thickened
e GBM "N -' GBM
-f‘-»cf.;f‘( ) vy Mesangal
B = _—— Mesangis intramembranous Ui cell proderation
}\ vy }!’ cell prokferation deposts e
_..‘._ L g\t
Mesa'ngial
mglrix
Type | MFGN Type I| MPGN



lgA-HedpponaTus (bornesHb bepxe)

Hanboree yacrtas popma rnomepyrnoHedpunTa BO BCEM
MUpe;

BXOOAUT B  rpynny  mMmesaHrnonponugepaTtmBHoOro
rmomMepynoHeppuTa;

B KPOBW MOBbILLEHA KOHLEHTpaLKs IgA ;

nopaxaeT NPeUMyLLLECTBEHHO AETEN N MONOAbIX NIOAEN;

ABMNAETCA YaCcTou NPUYNHON pPeLNanNBUPYIOLLLEN MAKPO- U
MUKporemaTypunu.



Mopdhonornyeckne npusHaku IgA-HedponaTtum

Me3aHrmaib-
HbI€ KJIETKU

A — HopManbHbIn Knybouek. b — IgA-HedponaTtusa. MesaHrnn cogepxur
oTnoXxeHus IgA n paclwumpeH 3a cYeT nponundepaumnm MmesaHrmasnbHbIX
KIETOK.



|gA-HepponaTumg



dakTopkl, ycyryonswouime nporHos npu
lgA-HedoponaTum

no3gHee Havano 3abonesaHuda (y nuu cpegHero u
NOXXMNOro Bo3pacTa);

BblpaXXeHHasa NpoTenHypus;
apTepuanbHag rmnepTeH3uns;
O dy3HbIN CKITepO3 KIybO4KoB.



Mopdonorus IgA-
HedponaTuum

A. B cBeToBOM
MWUKpOCKonne
onpegenseTcs
paclmpeHue
Me3aHrmanbHoro
MaTpuKca 3a CcueT
nponudpepauymu
MEe3aHMMOLUTOB.

B. PN® —
Me3aHrmarbHble
neno3unThbl IgA




XPOHUYECKUUN FIOMEPYNOHEdPUT

« CobupartenbHoe NoHATME, BKItoYatoLee 60bLLIMHCTBO
pPa3HOBMOHOCTEWU rmomMmepyrioHedpuTa u
rmomepyrionaTmun.

« YacTto noag XpoHMYECKUM rroMepynoHeEPUTOM
NOHUMAKT TEPMUHASIBbHYIO CTaAUI0 IMOMEPYIAPHbIX
3aboneBaHuin, KOTOPOW 3aKaH4YMBaETCS OONbLUMHCTBO U3
NOBPEXOEHNN MOYEYHbIX KITyDO4KOB.
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XPOHUYECKUI TrITOMepPYNoHedpUT C UCXOL0M B
Hedpocknepos



[nabetnyeckas HedponaTus

1. HedepmeHTaTnBHOE [MUKNpoBaHne u obpasoBaHne advanced
glycation end-products. 3T NpPoAyKTbl CBA3bLIBAOTCA CO CBOUMM
peuentopamMmm - RAGE - 4YTO BbI3bIBAET: YCUNEHME CUHTE3a
9KCTpaLUEenmonapHOro maTpukca, ycunenme npoagykumm AOK, npsimoe
NepeKpPeCcTHOe CBA3bIBAHWUE JKCTPaAUESTIONAPHbLIX MaTPUKCHbIX
benkos.

[lepekpecTHOe cBA3bIBaHUE C KonnareHoMm 4 Tmna u pubpoHEKTUHOM
COMPOBOXOAETCA  CHWXKEHMEM  YPOBHSA  renapaHcynbdaTHbIX
npoTeornukaHos, ytonuweHnem [BM un yBenuyeHnem obbema
Me3aHrnasribHOro MmaTpuKkca.

2. lemoonmHamuyeckme HapyweHnst BeoyT K KiybodkoBom
rmneptpodoumn, ycunenuo npoaykumm APK, anonto3ly nogoumToB U
Pa3BUTUIO HEPPOTUYECKOU MPOTENHYPUMN.

3. [NonmMoneHbIN NYTb NpeBpaLLeHNs rMKo3bl 1 Apyrux rekcos npu CL
accouumnpoBaH ¢ nosbileHnem APK-peakTUBHOCTM.



Mopdbonorua anabeTmnyeckoro
[MOMEPYIOCKIIepo3a

Kimmelsed-Wison Hyalnzabon of both afferent X7 1 :
nochles Thickenad GBM  and eflarent arteroles PAS positive Kimmedstie-Wison nedules

periphery of lcbule



OuaroBbIf rMOMepPYII0CKepos



Onddy3HbIN romepyriockiepos



AMUNONI03 NOYeEK

CTtagmn ammnoungHoro Hedpoa3a:
1) naTteHTHas;

2) nNpoTeuHypu4yeckas;
3) HedpoTnyeckas;
4) asotemmyeckas (ypemunyeckas).



JlaTeHTHasa ctagus

* OTNOXEHUA aMuUronga no xoay NPAMbIX COCyaoB U
cobuparternbHbIX TPYDOO4EK;

* yTOnLeHne basanbHbIX MEMOpPaAH rMoMepynapHbIX
Kanunnsapos.



[IpoTenHypunyeckaqa ctagus

OTNOXEHUS aMmunounga B Kanunmnsapax u MesaHrmm
KIybo4KoB, B apTepuonax;

BbIPa)KEHHbIM CKNEpPO3 MOYEYHbIX MMPaMUL;
rmanMHoBO-KanenbHasa Unu rmaponmyeckas agnctpodus
ANUTENNA NPOKCMMAaTIbHbIX N3BUTbIX KAHaNbLEB.



«bonblasa canbHaga no4ka»



AMMIIonao3 NOYKKM (OKpacka KOHro KpacHbIM)



HedpoTnyeckaa ctagus

* OTNOXEHUs aMunonaa B CTEHKax COCydoB U
rMoMepynsapHbIX Kanunnapax;

* OTNIOXEHMS amunonaa B basanbHbIX MeMbpaHax
KaHanbLeB,

* paclLuMpeHne NPocBeTa KaHanbLEB M 3anofmHeHne nx
LUANHAPaMM.



A3oTeMunyeckas ctaams

e arpodus, rmbernb 0ornbLUMHCTBA HEPPOHOB N 3aMeLLEHNE
NX COEONHUTENBHOMN TKaHbIO.

« obpasoBaHMe aMUNonUaHO-CMOPLLEHHbIX MOYEK.



MopaxxeHue noyek
npu CKB

1. MMHMManbHbIN Me3aHrnanbHbIN
nionyc-HedpwT, Knacc 1 — oTcyTcTBme
N3MEeHEeHN Ha CBETOBOM ypoBHe, VK
npu PUO® B mesaHrnn.

2. MesaHrnanbHbIn
nponudepaTnBHbIN JONYC-HEPPUT,
Kriacc 2: nponudpepauns
ME3aHIMMoLUNTOB N HaKMoneHne
Me3aHrnmanbHOro MaTpuKca,
rpaHynsipHele aenoautbl I n C 6e3
BOBMNEYEeHMs KanunnspoB KiybouKkoB.

3. ®okarnbHbIN NNyc-HedpUT, Knacc
3, puc. A.

4. AndpdoysHbln nronyc-HepurT,
knacc 4, puc B, C — npoeosioyHbIe
neminu

5. MembpaHO3HbIN Ntonyc-HedpuT,
Knacc 5.

6. PacnpocTpaHeHHbIn
CKINepOo3npPYHOLLINKA NoNYyC-HedpuT,
Knacc 6.




