Karenpa no oO1ia 1 KIMHUYHA aTOJIOT U,
MenunuHcKn yHUuBepcuTeT-BapHa

3200/19BaHUA HA OTAECJAUTEIHATA
cucreMa
| Tomepynonarnu

no1l. 1-p Xpucto Ilomos, 1M



':HopManHa OBOpeUYHa PYyHKIIMS

yPHHOOOpa3yBaHe:
¢ TJIOMEpyIHa pruiITpanus
¢ pcadbcopOoIus
¢ CEeKpeuus
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[JTIOMEPVII

— GREESTCHIE OT
KaIHJIsIpy, 0OXBaHATH OT
OayMaHOBaTa Karicyia

°* MNOAOLIUTH U
[apyueTaIHu KICTKU

* ME3aHI'MaJIHU KJICTKH

- KalujisipHa OpuMKa
* (peHEeCTpHUpaH CHIO0TEI
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[JIOMEPVYJIOITATHUN

——
rpyna ObOpeuHu 3a00JIsIBaHUS C

Kiaacupuxkanusa

Bb3 OCHOBA Ha KJIMHUYHHU, 1a00PaTOPHU 1
MOP(hOJIOTUYHN OIPOMEHH, U ITAaTOrCHETUYHUTE
MEXaHU3MHU

+ TEXHOJIOTHMYECH aciekT: Morbus Bright. ..

4 Hali-dyecTo ca UMYHOJIIOTHYHO MEIUUPAHA
€ CUMETPUYHO 3aCETHATH, CTEPUIIHA YPUHA




TOAXOIAIIA MAIIMEHTHA 3A TRU CUT
. BUOIICHUS

¢ He(pPOTHYECH CHHAPOM
¢ HeppUTEH CUHIPOM
¢ ocTpa 0bOpeYHa HEAOCTATHLYHOCT

¢ ObOpeYHa TpaHCIIAHTALIUS



'~ MHCTPYMEHTM 3A B3BEMAHE HA
MATEPUAJIM YPE3 TRU CUT BUOIICHUS




PA3JIMKA B IEBEJINHATA (G) HA UTJIMTE
i

16Gor14 G



OBPABOTKA HA MATEPUAJIM, B3ETU UPE3
s TRU CUT BUOIICHS OT BbBPEK

¢ tru cut omoncus — 1cm/1,2 Mmm
¢ bu3HoJIOrnYeH pa3TBoOP

¢ OT/eJIsiHE HA MaTepHuaJ:
> XHUCTOJIOTUSA
» UMYHO(pIyopeciieHIUs/ UMYHOXUCTOX MU

»EJ1eKTPOHHO-MHUKPOCKOIICKO H3CJIeIBaHe



OBPABOTKA HA MATEPHUAJIU, B3ETH YPE3
=== RU CUT BUOIICHUA OT BbGPEK

Two coras




ObPABOTKA HA MATEPUAJIHU, B3ETHU YPE3
== TRU CUT BUOIICUA OT bbBPEK




o‘ﬁlfA‘“E()TKA HA MATEPUAJIN. B3ETU YPE3

s TRU CUT BUOIICHS OT BbBPEK




OBPABOTKA HA MATEPUAJIM, B3ETH YPE3
s TRU CUT BUOIICHUS OT BbBPEK

Duxcanusa

Bouin
Dubosq - Brazil

IIpeauMcTBa: HUCKA CBMBA€MOCT, BUCOKO KAa4€CTBO HA
OLIBETSIBAHE U KOHTPACT
Henocrarpuu: EM n ITHC

¢ Formalin (4% phosphate buffered, pH 7)

IIpeauMcTBa: MOKe 1A Ce U3I0JI3Ba 32 CBETJIMHHA,
€JIEKTPOHHA MUKPOCKONMA U HUMYHOXUCTOXUMMUA

Hexocrarbuu: BUCOKA CBUBAE€MOCT, HUCKO OlIBETSIBAHE
1 HUCHK KOHTPACT



BKJIFOYBAHE 1 PA3SAHE

THKAHHO 0JIOKYEe
IrpPelHo

50% ot
ThKaHTA Ce
ryom, ako ce
U3BbPIIBAT
CepUUHHU Cpe3H

ThbKAHHO O0JJO0KYEe
IPaBUJIHO

Hwuio He ce
ryom ot
MarepuaJia



IlpeqMCcTBO Ha 100pe MOApPeaeHUTE CPe30Be
B

JIECHO MpocjeAsiBaHe HA
[JIOMepPyJIuTe B CCPUUHM
cpe3oBe




e [IOCJIEJOBATEJIHOCTTA HA
OUBETSABAHUNATA BUHAI'U TPABBA JIA

i BbJIE EJTHAKBA!!!

f
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HE EvG PAS PAS SFOG Meth PAS Sirius



TBHBK "

KpacuB cpe3:

MHOI'0
AeTauJIn,
MAaJIKO LIBAT

THhbHBK NJIN JEBEJI CPE3

nebdes1 cpes:
MHOI'0 IIBAT,
MAaJIKO
aAeTaluan
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TbHDbBK UJIX 1EBEJI CPE3
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" ThbHBK WM JEBE] CPE3
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C‘TAHI[APTHPI PYTUHHU OLUBETABAHUA




H&E: KJAETBYHA JUDEPEHIIUALUSL, SIIPA
U LIUTOILJIAZMA

Eosinophiles Nuclei Calcium



PAS — 0CHOBHO CIICIIHAJIHO OLIBETSIBAHE

MaTpukc:
'BM un mesaHrnym



TRICHROME: AFOG (SFOG)

- (ACID FUCHSIN ORANGE G)
WL e 2 REN R
IlporenHHH OT/IAraHUSA ' o.;{\ ,(z B\
B [VIOMEPYJIHU Y s Y - WERS S
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 TRICHROME

cyOenuTeJ T Hu
JNETMO3UTH...

Bn3ya.11n3aunﬂ cCaMoO C
trichrom stain!



TRICHROME

MUWJINMHABP OT JICKN BEPUT'HU
,LIght chain casts







OuBeTsiBaHETO Ce HYX/1ae OT NMPelr3eH KOHTPOJI M0 MUKPOcKom!!!




METHENAMINE SILVER




Modified Silver Impregnation Method for
s=Basal Membranes in Renal Biopsies




Modified Silver Impregnation Method for
=Basal Membranes in Renal Biopsies
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IPEJAMMCTBA U HEJOCTATBLU HA IF/IHC
B 3AMPA3SEHU UJIM ®UKCUPAHU THKAHU

3ampassiBalu cpe3u

BHCOKA YyBCTBHTEJIHOCT
OTKPHBAaHE HA BCHYKH
aHTHICHH

HuceK backround

Joma Mopgosiorus

OIIUT C KpUOCTATA U
HEroBUTE BL3MOKHOCTH
CHEeMAJTHUA MUKPOCKOIH

DuKCHpPaHAa TbKAaH

cpeaHa uyBcTBUTEIHOCT (30%
Mmo-HUCKA!)

OrpaHv4eH Opo AaHTUIeHU
BHcoKk backround (uecto)

n00pa mopgostorus
He Ce U3MCKBA CllelUATIeH
MHUKPOCKOII



CTAHJIAPTU3UPAHA UMYHO®TYOPECUEHIIMS
e (IF)/ AIMYHOXUCTOXHAMMSI (ICH)

® POTUHHM:

» Immune globulines
(IgA, 1gG, IgM)

» Complement factors
(C1q, C3c, C4)

» K- and A-light chains

» C4d, SV40

e PSAAKO U3No3sallun ce:
» albumine
» fibrinogen
» fibronectin
» AA-amyloid

- T

Full house bei SLE [V






' UMAMTE IPEJIBUJI PA3IIMYMSITA B
' TEXHUKUTE!

C4d
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--IKAKBO E HEOBXO/IUMO, 3A JIA CE
“HAITPABHM N3BO/I 1 1A CE TIOCTABH
v TOYHA JIMATHO3A

KJIMHHUKO0-J1a00paTOPHA KOHCTEIAIUS

IPeaNnOCTABKH 32 ONTHUMAJIHUA OUoncus/
pe3yJararu

TeXHUYECKHU aCIEeKTH HA OMoIcMYHaTa 00padoTKa
CBETJIMHHA MUKPOCKOIUSA

NMYHOXUCTOXMMHUS WA UMYHO(IYyOpecCeHI A
€JIEKTPOHHA MUKPOCKOIHUSA

B3€MaHe HA pelieHue

ONHUCAHUE

3AKJIIOUCHHE/ IMAarHo3a



KOPEKTHA JIMAI' HO3A

Clinical
findings

— History
— Lab. data

microscopy

Immuno-
Electron ) _
microscopy histochemistry




- KJIMHWYHU CUHJIPOMU

d

XEMaTypus, a30TeMHUs1, U3PA3€HA B Pa3JIMUHA CTCIICH
POTEUHYPUS, OJTUTOPUSI, OTOK U XUIECPTOHHUS

d

npoTeuHypus >3.5g24 4, XUMoaJIOyMUHEMHUSI, XUTICPIIUITUIEMUSI,
UMY PUS

d
OCTBP HE(MPHUT, MPOTECUHYPHUS U OCTpa ObOpEYHA HETOCTATHYHOCT

d
a30TeMUs — YpEMUs, ITPOorpecUupaiia ¢ TOAUHUTE

d



JIaBoparopHu nipoMeHu IIpu ObOpeUHU
= 3a00JIsIBAHHUS

> — YBEJIMYECHH HUBA HA ypesl B KPbBTA
(blood urea nitrogen - BUN) u kpeatnauH,
nopaau HamaneHa dmirrpanms (glomerular
filtration rate - GFR)

- prerenal - xunmomnepdy3us Ha TIIOMEPYIH

. postrerenal — oOcTpykims Ha ypuHaATa CIS

OBOpeKa
> - azotemla + KIMHUYHH U Jab0paTopHU

JaHHM 32 XpOHHUYHA OBOpEeYHA
HEJIOCTaThYHOCT



PedyHUK HA TEPMUHHUTE, U3MI0J3BaHH NIPH ONMCAHMETO HA
sy XMCTOJIOTUYHUTE JIC3UM B [JIOMEPYJIUTE:



~“PeyHUK HA TEPMUHHUTE, U3MOJI3BAHM NPH
ONHUCAHMETO HA XUCTOJOTHYHHUTE JIe3UH B
— [JIOMEpPYJIMTeE:



~“PeyHUK HA TEPMUHHUTE, U3MOJI3BAHM NPH
ONHUCAHMETO HA XMCTOJOTHYHUTE JIC3UH B
— [JIOMEpPYJIMTeE:



PeyHUK HA TEPMUHHUTE, U3MI0J3BAHH NIPH ONMCAHMETO HA
s XMCTOJIOTHYHUTE JIC3UU B [VIOMEPYJIUTE:
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" IJIOMEPYJIHA BA3AJTHA MEMBPAHA

Hopmanna gedennna - 310+380 nm

CM - 3anpeo0ensiBane — PAS peakius

EM — orimarane Ha aMmOp()E€H €IECKTPOHHO ILUTHTEH
Marepuaj BbPXy €HAOTEIHATA WA €HATEIHATA CTPaHA
Ha bM niu B camara bM

Jpyru BemecTa — (uOpHH, aMUIIOU/,
KpUOIIO0YJIMHY, a0HOpMAITHA (DMOPUIIECPHU TPOTECHHU



8 KJIACUDUKALIMS
s TJIOMEPYJIOIAaTUH

[1O TOITIOI'PA®UA HA

[TPOJIUDEPAITASITA

> UHTPAKATIWJISIPHU (ME3AHTUYM U
EHJIOTEJ)
> UHTEPKATIWISPHU (ME3AHTUYM)

> EKCTPAKATIWISIPHU (BAYMAHOBO
[IPOCTPAHCTBO)

49



| KITACUDOUKALA
N [JIOMEPYJIOHATUH

11O ITATOI'EHE3A

yJIaBIHE Ha [IUPKYIUPANIN UMYHHU KOMIUJIEKCH

oOpa3yBaHe Ha KOMILJISKCH IN SItu
IN SItU cBBp3BaHE HA AHTUI'CH C AHTUTSIIO

AJITCPHATHUBHO dKTHUBHUPAHC Hd KOMIIJICMCHTA

50



YiaBIHE HA APKYIUpAId UMYHHHA
K i KOMILJICKCHU

» 0aktepun, Bupycu uim JJIHK - He ca or 6b0peucH
IPOMU3XO/I:

> OIIUT 3a eIMMHHHMPaHE — CYOCHOTEIIHO,
CYOCIIUTEIHO WJIM ME3aHTHAJTHO

» ImyHODIyOpeCLICHIIUS
» EM — mrpTHU OoT/araHus
» IIPOMEHH B IIepMeaduanTeTa Ha romMepyiaHarta bM

51



OO0OpasyBaHe Ha KOMIUIEKCH N Situ

MMIIJIAHTUPAHE HA AHTUTCH B TTIOMEPYJINTE —
cJIe] TOBa Ce OTiara aHTUTSIIO0TO

> TJIaBHO CYOEIUTEIHO

» W@ - rpaHyIapHO CBETCHE

» EM — mIpTHH oTiIaraHus

52



"7 SItU cBBp3BaHE HA QHTUTCH C
ES AHTUTSIIO

AHTUICH € 0a3ajlHaTa MeMOpaHa — cHeU(pUIHU
AHTUTEJA, KOUTO CE€ OTarar qudy3Ho Mo
IIPOTEKEHUETO U

» aBTOMMYHHO 3200JIsBaHe —
aHTHOa3aTHOMEMOpPaHHHU TJIOMEPYIOHEPPUTHU

» D - nuHeapHO CBETECHE

» TeXKKH CTPYKTYPHHU YBPEKIAHUS

» cuagpoM Ha Goodpasture

53




==AJITEPHATHBHO aKTHUBUPAHE HA
n KOMILJICMEHTA

ITOBHUIIICH HepMI/Ia6I/IHI/IT€T Iopaar OTJIaI'aHC Ha
KOMIIJICMCHT, aKTHUBAIlUsA HA HGYTpO(l)I/IJ'II/I U MOHOILIUTH

» IUPEKTHO ICHUCTBUE HA KOMIIJICMEHTA

(C5b-9 = MAC)

» uaaupekTHo oT C5a n C3a — npuBnIMYa JICBKOIUTHA M MOHOIIUTH —
KOMILIEMEHT 3aBUCUMO HEYTPOMPHUIIHO YBpPEKIAHE

54



PHASE |
Immune Complex Formation

~« Antigenin
¢ circulation

Endothelium

Antigen-antibody Free antibody

complex



PHASE I
Immune Complex Deposition

Inflammatory
cell

Antigen-antibody
complex



PHASE Il

Immune Complex-Mediated
Inflammation

Complement

Neutrophil

Platelet
~~ aggregation

Fibrinoid
Necrosis

Neutrophil lysosomal enzymes



bubepithehal

|
CIRCULATING

IMMUNE COMPLEX DEPOSITION

Epithelial cell Foot processes
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ANTI-GBM ANTIBODY

Endothehum




' AHTUTSUIO MEJJUAPAHO TJIOMEPYJTHO
= VBPEXAHE

['PAHYJIAPHO JIMHEAPHO

59



h KITACUDOUKAILINA
K [JIOMEPYJIOIIAaTHH

11O MOP®OJIOI' 1A

I'’bPBUYHY [TIOMEPYIONATUN
CUCTEMHHU 3a00IBaHUS C
BbBJINYAHE HA [IIOMEPYJIUTE
HAaCJIEICTBCHU HAPYIICHUS

60



. II'bPBUYHU [JIOMEPYJIOTIATUN

R B
¢ Minimal change disease
¢ DokajiHa CErMEHTHA CKJIEpO3a
¢ MeMOpano3Ha Hepponarus
¢ |IgA HEppomaTus

¢ MemMmOpaHonponru(pepaTuBeH
[JIOMEPYJIIOHEPPUT

¢ OCTBp NOCTHH(EKIIUO3EH TTIOMEPYIOHE(DPUT



MINIMAL CHANGE DISEASE

¢ JlunonaHa HEPpO3a — TUNHUIHU KAKIIKU B
TyOyJIMTE€ U Makpodarv, HaTOBapEHU C JIUIUAU
,,.YPUHPHHU OBAJIHWU Ma3HUHHU

¢ bomect Ha Hum — nurica Ha Bp3OAJIUTEIIHU U
IPYTU IIPOMEHHU

¢ Crepout - 9yBCTBUTEIIEH HE(POTUYECH CUHIPOM

¢ Jleuara ¢ HEPPOTHUUYEH CUHAPOM, KOUTO YMHPAT
oT nH( ek (0akTepruaaeH CEeIcuc), ObopeuHa
HEJIOCTAaThYHOCT U TPOMOOEMOOIU3BM



| MINIMAL CHANGE DISEASE KIIMHHWKA

¢ llpenumMHoO B 1eTCKa BB3pacT

¢ Bbp3pacTHu - mbpBUYEH HE(QPOTUUECH CUHIPOM
— UAMONATHYEH HE(PPOTUYEH CUHIPOM —
MUHHAMAJITHO TJIOMEPYJIHO YBPEKIAHE

¢ Hagano — nporennypus 10 HEPpOoTHUECH
CHHJIPOM

¢ llneBpanHu U3IMBU U ACIIUT

¢ XeMarypus - psAaKo



2 MINIMAL CHANGE DISEASE
- XUCTOJIOI'UA

¢ Hopwmainu rimomepynu 1pu CBETJIMHHA
MUKPOCKOTIHS

¢ IMyHODIOOYJIMHU B KOMILUIEMEHT — psiako IgM
ME3aHT'UaTHO

¢ AJIOyMHH B TyOyJIHUTE

¢ EHCKTpOHHa MHUKPOCKOIIHSA — 3JIATCH CTAHIAPT



o AR T ¢
1C) \ aTeApa’ o ifi ma W KJ
Meauuuncku Yu

DD:

aMHUJION]103a
IAInouHa Hepo3sa
MHEJIIOM



MINIMAL CHANGE DISEASE
XUCTOJIOI'UA




E DISEASE
A



"7 MINIMAL CHANGE DISEASE
- XUCTOJIOT U

NPOMAHA BbB BUCLLEPA/IHUTE ENUTENHUN KNIETKU
Andy3HO HabbvbBaHe

U3rnaknaHe

CIBaHe Ha KpayeTaTta

HenpeKbCHaT LMTONIa3MeH C/10M No
BaHLHaTa CTpaHa Ha [bM




' ®OKAJITHA CETMEHTHA CKJIEPO3A
- JIMOUHUIN A

¢ DoxkaiiHa yBpeIa — JI€3UH, aHTAKUPAIIYA YaCT OT
[JIOMEPYJIUTE

¢ CerMeHTHa yBpeaa — JIE3UUTE aHTaXKUPAT 4acT OT
KAIIMJIIPHUTE OPUMKH Ha TIIOMEPYJINTE

¢ Ckiieposa — ie3us, ChCTOsIIA ce 0T (puOpuiIapeH
MaTeprail B pe3yJTaT Ha YBEJIMYECH ME3aHIMaJICH
MATPHUKC W/WJIH KOJAIC Ha 0a3aJHUTE KaIUJISIPHU
MeMOpaHu

¢ HeoOxoaumoct ot 20 1 moBeue riioMepyina B
ouorrara



' ®OKAJITHA CETMEHTHA CKJIEPO3A
ahen KJIMHUKA

¢ Cpenna Bb3pact 40-50 roguHu

¢ BuHaru Hajim4yHa NpOTEUHYPUS —
HECEJICKTUBHA

¢ XeMarypus — 4€CTO cpelraHa (MUKPOCKOIICKA)
¢ XUIIEPTOHUS

¢ IloBuIlllcHM HMBA HA ypes U KpeaTUHUH IIpH 1/3
OT ITAlIUCHTUTE



OOKAJIHA CEITMEHTHA CKJIEPO3A

¢ H’prI/I‘IHa — UIUOIIdaTUYHA

¢ Bropuuna:

Fedwucad Mephrom Mass

Solitary kidney (oongendtal or aoquiresd)
Oligomeganaiuronia

O besityd'=les apnea

Reflux nephropathny

Sickle o=l ameErmia

Sy=temic hypertension

Dirugs
Pamidronabe
Heroin
Interfercon-aliz
Sirolirmes
Lirthimm

Wiru=scs

HI

Poareowirus E19
S0
Cytomegalowsines

Imherited

Autoscoimal recoessive

Autosomal dominant

COAAF muis@ons

Synmdromiic foecal ==sgmental glomerulosdarosis
MMitochondrial DRSS muts@ons




' ®OKAJIHA CETMEHTHA CKJIEPO3A

Type
Penhilar vanant

Tip varant

Collapsing variant

Callular vanani

FG5 NOS

Differentiating Features
Perinilar fiyalinosis and sckerosis in most glomeul

with segmental lesions

Segmental lesion at ongin of proximal tubule in 2
gast one glomerulus

Tuft collapse with overlying visceral ce
yperplasia and hypertrophy in at least one

glomerulus (usually in most)

Segmental endocapillary hypercellularity wath foa
cells and vanable epithelial cell prominence

| acks features of other vanants




- ®OKAJIHA CETMEHTHA CKJIEPO3A
e XHUCTOJIOITMHHU BAPUAHTU
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' ®OKAJIHA CETMEHTHA CKJIEPO3A
s XMICTOJIOTMYHU BAPUAHTU

= ‘f.-’ _4',0.‘ A




R4 OKAJIHA CEI'MEHTHA CKJIEPO3A
e XI/ICTOJIOI‘I/I‘IHI/I BAPI/IAHTI/I
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"7 T®OKAJIHA CETMEHTHA CKJIEPO3A
e XVCTOJIOTMYHU BAPMAHTU




' ®OKAJIHA CETMEHTHA CKJIEPO3A
s XMICTOJIOTMYHU BAPUAHTU




' ®OKAJIHA CETMEHTHA CKJIEPO3A
s XUCTOJIOTMYHU BAPUAHTU
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' " ®OKAJIHA CETMEHTHA CKJIEPO3A
s XUCTOJIOTUYHU BAPUAHTU
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' ®OKAJIHA CETMEHTHA CKJIEPO3A

XNUCTOJIOIT'MYHN BAPUAHTU



' ®OKAJIHA CETMEHTHA CKJIEPO3A
s XMICTOJIOTMYHU BAPUAHTU
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"7 "T®OKAJIHA CETMEHTHA CKJIEPO3A
=MYHO®JIYOPECLIEHLIS - AJIBYMUH
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' ®OKAJIHA CETMEHTHA CKJIEPO3A
s UMYHO®TYOPECLIEHIIVIA - IgM

B~

& -
-« ’44: ' b
& “ e
‘b—f&;‘; S \{i}\;
;’" ~
s



.. MEMBPAHO3HA HE®POITATUSI
=

¢ N3zpazen - >3,5 ¢/l nedppornucH cuaapom

¢ 30-50 rogumiHa Bb3pacT

¢ Okoso 25% ot ciaydanTe ¢ rIoOMEPYIIHO
YBPEKIAHE

¢ Moxxe na ObAe nIbpBa U3sBa IIPU JKECHU ChC
CHUCTEMEH JIYITyC

¢ IloBuieH puck oT TpoM003a U XUIIEPKOATYJIALIUS
¢ 30% xuneproHus
¢ 50% MHKpPOCKOICKA XeMaTypHs — IIapagoOKCaIHO!



MEMBPAHO3HA HEDOPOITATUA

¢ CyOenurenHo ornarane Ha 1gG u C3




MEMBPAHO3HA HEDOPOITATUA

KIIACOBE
-

¢ | — cyOenuTeneH ACMO3UT OpU HEYBPEACHU
KanWISIPHU 0a3ajiHu MEMOpPaHu

¢ |l — cyOenuTeneH aeno3ut ¢ popmMupaHe Ha
[IAIYETa U apKU

¢ |l — maTpaMeMOpano3€eH AECIO3UT C
(bopMHpaHEe HA apKU U JBOCH KOHTYp Ha
KaNWISIPHUTE Oa3aiHu MEMOpaHU

¢ |V — u3paseHo 3a11c0esIBaHe HA KAIIMJISIPHUTE
0a3zajlHu MEMOpaHU U JCIO3UT BbPXY TAX



. MEMBPAHO3HA HEDPOIIATHS




MEMBPAHO3HA HEDOPOITATUA




. MEMBPAHO3HA HE®POITATHS




MEMBPAHO3HA HEDOPOITATUA
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MEMBPAHO3HA HEDOPOITATUA
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MEMBPAHO3HA HEDOPOITATUA




" - MEMBPAHO3HA HE®POTIATHS 1gG
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bPAHO3HA HE®POIIATHUA IgG
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f IgA HEOPOITATHA

R =

¢ Onmcana 3a IbpBU IBT OT Berger npe3 1968
roj.

¢ AHOpPMAJICH UMYHEH OTTOBOP CPEIly AaHTUT€HHU
B TOPHUTE AUXATECIHU nbTUINa uin [ UT

¢ IgA anTHTENna — Oapuepa B JIMTABUIIUTE
¢ IloBumenu |gA npu T€31 MaMEeHTH
¢ IgA npegumuo B me3anruyma /C3 u IgM/

¢ MezaHrnonpoin@epaTuBeH ITIOMEPYJIOHEPPUT



— IgA HEDOPOITIATH A

o
¢ 1-2 cenmunu ciaen MHQEKLIUS
¢ lllupok BB3pacToB auaria3oH

¢ /lena m Mmnaau xopa — OypHa XeMarypus — 4au
WJIA KOJa

¢ AcUMIITOMaTHYHA XEMATypus
¢ Hedporuuen cungpom

¢ Munaam xopa — KopeMHa 00JIKa, apTPUT WJIM KOXKEH
0OpHB

¢ Te3u cuMIITOMHU CE€ MPUYMHABAT OT
MMKPOCKOIICKM BacKyJauT — IgA oTimarane




IgA HEDOPOITATHA

Variable Score
Mesangal hyperceliularty M0: =3 cellsfmesangial asea m =50% of glomenuli
M1 >3 cellsimesangial asea m > 50% of glomenuli
Sagmenis] w1 gmsant
ghamenulasCierasis 31 preseni

erdoapiiary hyperceliularty  EQ: absent
E1: present

Tubular atrophyiintesstiial 10 0-25%
flbrosis 1: 26-50%

- .-
| Py




IgA HEDOPOITATHA

Glomerular “pattern”:

Mesangial hypercellularity in > or <50% of glomeruli (M 0/1)
Endocapillary hypercellularity — present/absent (E0/1)
Segmental sclerosis/adhesions — present/absent (50/1)

Tubular atrophy/interstitial fibrosis — 0-25%, 26-50%, >50% (T0/1/2)

In addition: Total number of glomeruli
Endocapillary proliferation - %
Cellular/fibrocellular crescents - %
Necrosis - %

Global glomerulosclerosis - %

Example summary line: There is an IgA nephropathy showing diffuse mesangial

proliferation with focal segmental sclerosis and moderate chronic tubulointerstitial
damage (M1,E0,51,T1)
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IgA HEDOPOITATHA

VS »



















IgA HEDOPOITATUA

Diszase Differentiating Features

gA nephropathy Mesangial igA, igM, £IgG, (3, kappa, lBmbda

Lupus nephnis (oiass 1 "Fullhouse" IE, TRI by EM

ncidental or incompletely Mesangial C3, subepithelal “humplike™ depasits
msolved Plak

oM nepheninathy Mesangial gV

(g nephrapathy Mesangial C1g, igh, igh, C3; F4G5 vanant [7)



MEMBPA HOITPOJIM®EPATBEH/ME3AHI MIOKATIVJISIPEH

K i [JIOMEPYJIOHE®PUT

¢ Omucan 3a nmpsB 06T 0T Galle 1962 rog.

¢ IIposiBa — Bcsika Bb3pact /5-15 roa./

¢ 4-7% ot He(ppuTUTE C HEPPOTUYEH CHHIPOM
¢ Tun | v Ton |

¢ YHact ot ciiyyanTe umar nepcucTupaia
MHKPOCKOIICKA XEMaTypusl

¢ OcTbp HE(DPUTEH CUHAPOM

¢ 25% CbC 3aBUIIICHN HMBA HA yPEs U KPCaTUHUH
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| I\/IEMBPAHOHPOHI/I(DEPATI/IBEH/ ME3AHI MOKAITNJIAPEH

[JIOMEPYJIOHEOPUT
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MEMBPAHOHPOHI/I(DEPATI/IBEH/ ME3AHI MOKAITNJIAPEH

[JIOMEPYJIOHEOPUT
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MEMBPAHOITPOJINM®EPATUBEH/ME3AHI'MOKAIINJIAAPEH

[JIOMEPYJIOHEOPUT
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MEMBPAHOHPOJH/ICDEPATI/IBEH/ ME3AHI MOKAITNJIAPEH
[JIOMEPYJIOHE®PUT IgG
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MEMBPAHOHPOJII/ICDEPATI/IBEH/ ME3AHI MOKAITNJIAPEH

I[JTIOMEPYJIOHE®PUT C3
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I\/IEMBPAHOHPOHI/I(DEPATI/IBEH/ ME3AHI MOKAITNJIAPEH

— [JIOMEPYJIOHE®PUT IgG



MEMBPAHOITPOJIN®EPATUBEH/ME3AHT MOKATINJIAAPEH
0 [NTIOMEPYJIOHE®PUT




I\/IE‘MBPAHOHPOHI/ICDEPATI/IBEH/ ME3AHI MOKAITNJIAPEH

[JIOMEPYJIOHEOPUT

Ois-ea5=
SdemioErsoaaonalii=srstreaes
glomerulorsphnntis

Lupas mephrids [(Class WG]

Aoute postmifecbous

g lomeer ulomsapnntis

g~ nephropathy tunooemimeoen]

Mo t=cbond | giomeenu o nephe s

Fbrill=ry gicemnsnuliconsphrti=

Cifferentiatmg FeEaures

Fiee=anai=l and sub=ndothelial deposits weith
G B doplc=ston

Glomeulisr preciuveEment may be w=nanle

o o gkl with Eght cfhams (maey bhe
Mo icenal]

Fiee=anai=l and sub=ndothelial deposits weith
G B doplc=ston

Glomeruiasr rrecv=ment may be venaol=
=509 of tudft in ==50% of glomssauli]

==y & fewy cuinenitde=li=l deposats

“Full-fyouwss" |IF st=mnang

TH by ER

Fi==anoi=l and endecapillary prolission
Capillary ws=ll G, T2 precdosminantchy
FMi==angi=l and larg= (T hwmplikeET" ]

sanesn ithe=disl depocsits=
Mo SGHAMAS duplicaton

FMi=sanoi=l = capillary ==l Ig& st=eng
oy === organiced mesamngiiEal depeasits Dy B

FEiacrotubules (2055 nmd by ([ER
FMost sse monoeclonasl g

Fwrillary depo=irs § 1=2—2% nrmi

kgio, T2 comemeom by IF [(=rveodoyy 0
p==udclinear]

Podycliaonal Eeght chams



OCTBP AU(Y3HO

npoiar@epaTuBeH
I'H

OBP30
Iporpecupail
(monynynen) I'H

MeMOpaHO3Ha
IJI0OMEpYIOnaThs

OoJIeCT Ha
MHUHUMAaJIHUA
U3MEHEHUS

CM

Hudy3Ha
npoardepanms,
HEYTPODUIH

[Honynynus —
IapreTaIHA
KJIeTKH, Mo n Ma

Jndy3Ho
3aj71c0eIIBaHe HA

KaluJisipHara
CTEHA

Hopmanuu
TJIOMEPYIIH,
JIATUIA B
TyOyJIuTE

O)\Y|

lgGu C3B
bM n
ME3aHThyMa
— rpaHyJIapHO

®uOpuH

[ panynapHo
1gG u C3;
auQy3HO

HerarusHa

EM

CyOenurenHu
I'bpOUIU

[Tonsikora
CyOCIUTEIHU
JETIO3UTH,
paskbcaHna bM

CyOenurenHu
JCTIO3UTH

3ary0a Ha
KpauyeTaTa Ha
MOJOIUTUTE






- BbP30 [TPOI'PECHPAIL (ITOJIYJIYHEH) I'H

| sem= (aHTHMOA3aTHY AHTUTEA)
UIMOIIaTUYCH jk

cuaapoM Ha Goodpasture

|l i (1K) [ Trn
MIMONATUYCH AHTUHYKJICApHU
IIOCTHUH(PEKIINO3ECH AHTHUTEIA
CUCTEMECH JIYITYC rpaHyJioMaTo3a Ha

Henoch-Schonlein (IgA) Wegener

134



LUPUS

“TEJIEHW bPUMKHN*




SO CTCTPENITOKOKOB I'H

l

bbP30 ITPOI'PECUPAILL T'H

MEMBPAHO3EH T'H \
DOKAJIHA //'

[TIOMEPVYJIOCKJIEPO3A
MEMBPAHO 0
[TPOJIMOEPATUBEH I'H 50 /O

IgA \50% - 20r.
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XPOHI/IL H TJIOM!

SPYJIOHE®PUT ()

N CKJIE,

XuajlruHHA 00IUTEepaIns
Ha [JIOMEPYJIUTE
AprepuonapHa u
apTepuaiHa CKiepo3a
Atpodus Ha TyOyNIH
dubpo3a
MonoHnyKeapHa
UHQUITpALUs

PO3UPALLL T'H
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HaMaJICHU pa3Mepu

OJ1eI 1B
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T, (hMHA

ApeOHa 3bPHUCTOCT

Ha Cpe3 U3ThHEHA Kopa




- CMCTEMHM 3ABOJISIBAHUSI C BbBJIUYAHE HA
INIOMEPYJIUTE

N B
CUCTEMEH JIVITYC
3AXAPEH JIUABET
AMWJIOUIO3A
CUHJIPOM HA GOODPASTURE
MUKPOCKOIICKY MOJUAPTEPUTATIOIUAHTUUAT
BEIEHEPOBA 'PAHYJIOMATO3A
[TYPITYPA HA IIOHJIAMH-XEHO
BAKTEPUAJIEH EHJIOKAPIUT

HACIEACTBEHU HAPYUHIEHUA
CUHIPOM HA AJIIIOPT
BOJIECT HA ThbHKATA HFA3AJIHA MEMBPAHA

139
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e JTMABETHA HEDOPOIIATHA
- Kimmelstiel-Wilson syndrome???

SACAT'AHE HA TJIOMEPVYJIMTE:
3aae0emena bM Ha kanunsipute, 1udy3Ha
ME3aHIr'MaJlHa CKJIEpO3a, HOAYyJIapHa
[JIOMEPYJI0CKIEPO3a

CbOBU ITPOMEHMU: 660peuna
aTepoCKIIEpO3a U apTEPUOIOCKIEPO3a

[TUEJIOHED®PUT, BKJIFOUBAIILL
HEKPOTUSHUPAILL ITUEJIUT — HEKPO3A
HA ITMPAMUJINUTE

142



3ACITAHE HA IJIOMEPYJIUTE —
3AJIEBEJIEHA BM

< ™

P

'. e
PORTION OF NORMAL RENAL GLOMERULUS CHARACTERISTIC CHANGES IN DIABETIC GLOMERULO-
BM=BASEMENT MEMBRANE: = ENDOTHEUUM, CSCLEROSIS: MARKED THICKENING OF BASEMENT

L=CAPILLARY LUMEN; EP=EPITHELIAL CELL MEMARANE AND HYALIN DEPOSITION (H)



"3ACSITAHE HA TJIOMEPYJIUTE —
_HOJIVIIAPHA TJIOMEPYJIOCKJIEPO3A




-l

3ACSITAHE HA TJIOMEPYJIUTE
[IOMEPVIOCKJIEPO3A.

Ty ,
b T "‘/"'" :,/ ml/
b /4’ ,Wf
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' "I‘» T A
", [* " &




« granular surface
« healthy function » decreased function
 proper size « smaller size
« low urine protein « high urine protein

F/ADAM.

"CUMETPUYHH IPOMEHH;, 1Uu(y3Ha (PUHA 3bPHUCTOCT
"pas3irpeHa Kopa +++ 146



Cunapom Ha Goodpasture
(xeMoparndeH NyJIMOPEHAICH CUHIPOM )

20 - 30r

AHTHUTEIIA CPEIYy HEKOJIAr€HHATa 4acT Ha KOJIareH
tuil |V Ha BM Ha anBeolapHUTE U IIIOMEPYIHU
KaIluJIspy

Jectpyknust Ha BM Ha Ob0peYHHUTE TIIOMEPYIIN U
0€10APOOHUTE AJIBEOJIM

bbrOpenn — okaneH nponaudpepaTuBeH UM
MOJYIYHEH [IIOMEPYJIOHEPPUT

benu n1podoBe - HEKPOTU3UPAIll XEMOpParudcH
MHTEPCTUIIHATICH THEBMOHUT

N3x01 — HEOMaronpusaTeH

147



JIMHEAPHO OTJIATAHE HA
IgG u C3



= paHyIOMaTo3a Ha \Negener

TPUAJIA:

OCTPH HEKPOTHU3UPAIIH I'PAHYJIOMM Ha PECIUPATOPHUS
TpaKT

HEKPOTHU3UPAILl WJIM IPAHYJIOMATO3€H BACKYJIUT HA
MAaJIKA U CPEOHU CHIIOBE

(poKaJICH HEKPOTU3UPAILl MU AU(PY3HO HEKPOTU3UpAlll,
YeCTO NOJYIYHEH IJIOMEPYIOHE(HPUT

149



I panyiomaro3sa
Ha \Wegener




[IYPITYPA HA Henoch-Schénlein

Ilypniypa Ha eKCTEH30pHAaTa IIOBHPXHOCT Ha
pPBIIETE M KpaKara

AOnoMHHaJIHA CUMIITOMATHKA
ApTpalrus

bbrOpenu — ek GokaneH 10 audy3eH
me3aHruaieH | ' H no nmomynynen I'H

IgA B Me3aHTHyMa

151
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% ig}PHYPA HA Henoch-Schonlein




WETRD

TIVPIIYPA HA Henoch-Schénlein




TIYPITYPA HA Henoch-Schénlein
B
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"HACJIEJICTBEHU HAPYILIEH S

=
CuHAapOM Ha ANIOPT — HE(PUT, IIPOTPECHUpalI 10
XbH, rmyxota u 04HM HapylIeHUs

| momepynu —
3a7e0eeHa u
pasuenesa bM |

EnuTennn KiIeTKku —
MAacCTH U :
MYKOIIOJIM3aXapHuIx
Myramun Ha reH,
Koaupail kouarex |1V




' HacnencrBeHu HapylIeHU
B B

boiect Ha THHKUTE BM

damuiiHa acCUMIOTOMAaTUYHA XCMATYypu:A

Twaka BM (150-250 nm opu snopma 310-380
nm)

MyTauun Ha reHu - KojiareH tam |V
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