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BBepgeHue (1)

+

FnomepynsipHblie 60s1e3HM

HacnencrBeHHble NMpnobpereHHble

BpoXkaeHHbIN HeDPOTUYECKUA CUHAPOM
CMHAPOM HOITEN - HAAKONEHHMKA
CuHapoM AnbnopTa



BBegeHue (2)

NMPUOBPETEHHDbIE N'TOMEPYJISAPHbIE BOJIE3HU

WONONMATUYECKUM HC FINMOMEPYJIOHE®PUT

- CTEPONAYYBCTBUTENBHbIN
-YaCTMUYHbIN CTEPOUAPEINCTEHTHbLIN
- CTEPOUAPE3NUCTEHTHbIN




BeBeneHue (3)

+

FnoMmepynoHedppuT

MMMYHOOOYC10B/IEHHOE rJIoMepyisipHoe
nospexaeHue, npusoasillee K rnaoMmepynsipHomMy
BOocnasieHuto (*)

BHYTPpEeHHUM pe3y/ibTaTOM KOTOPOro Mo)eTt 6biTb
Unu naneueHme (CaMoKynupoBaHue)
Unu panbH. noBpexaeHue (nporpeccmpoBaHune)

* eAMHbIN OTBET HA TKaHeBOoe NoBpeXaeHue,
KOHTPO/IMP-CA MEXaHU3MaMM NO3UTUBHOMU U
HeraTuBHou o6paTHOM CBSI3M, BOBJIEKAlOLLUMN
XMMUUYECKNne MegmaTopbl, 1IEMKOLIUTDI,
MUKpoOcCoCcyabl U Ap.



BBepneHue (4)

+

FrnomepynoHedpurt
Oc+)bu‘/’| Xpo»imquKm‘/’l
TepBuqulﬁ BTOpUYHbIN

avonaTnueckum ~ CUCTEMHbIE NPOLIECCHI



BeBeneHue (5)

+

Xapaktepuctuku IH

- rematypus

- remaTypus + NpoTenHypus

- HechpoTUUYECKUN CUHAPOM

- OCTPbIA He(ppUTUUYECKUN CUHAPOM

- OCTpas OJIMro-aHypuieckKkas nouyevyHas
He[oCTaTO4YHOCTb



BeBeneHue (6)

+

HedpoTnu. cuHapom OcTpbi HehbpUTUUYECKUU C-M

- Tsaxenas - BblpaxXeH. reMmatypus
npoTenHypwus - MNpoTenHypus

- OTekm - runeprTeH3us

- wno-anbbymMnmHeMuss - onuro-aHypms

- 'mnep-nmnnpemus - 'Mno-KoMMnJieMeHTeMUSA

# ['unep-koarynsu. - runo-asnLbyMUHeMms

@ CcTaTyc - OTEeKH

- remMarypus - rMnepTeHs. sHueganonaTns

- apTepuarsbH. rmnepr.
- onmrypmsi



BBeaeHue (7)

+

FnomepynoHedpuTbi
UcToNornyeckKkasa Xxapakrepucrmka

(He cBsi3aH co crieyngunyd. 3THOIOrMeN)

- andpdy3Has sHAOKaANUINISIPHaS
nponudepaunsn

- MeMbpaHoO3Hasa rnomepynonaTus
- MeMbpaHonponucdepaTuBHbin N'H
- TH c nonynyHnamm

- IgA-rnomepynonaTtus



F'mcronorusa (1)
HOpMaJibH. rnaomMepyna ~ “MUHUMAa/IbHbIE
rnoBspexaeHuns”

+

8. a. Minimal change disease: The findings are normal by light
microscopy (Jones Silver staining; original magnification, xX40).




'ncronorusa (2)
anddy3Has sHAOKaNW/ NS ipHas
nponudepauusn

4. a. Acute postinfectious glomerulonephritis. Note the numerous infiltrating neutrophils
and several closed capillary loops (H&E staining; original magnification, x40).




F'mcronorus (3)
MeMb6paHo3Has rnomepyJsionaTms

-
& 3

8. e. Membranous nephropathy: Note the spikes of basement
membrane that have grown between the subepithelial deposits. (Jones 8. f
Silver staining; original magnification, x40).




'mcronorusa (4)
MeMbpaHonponudepaTuBHbin 'H

z 5. e. Membranoproliferative glomerulonephritis Type II: Note the ribbon-like, electron-dense]
5. d. Membranoproliferative glomerulonephritis Type II: Splitting deposits in the glomerular capillary basement membrane (electron microscopy).
(reduplication) of the glomerular basement membrane is shown
(Jones Silver staining; original magnification, xX40).




F'ncronorus (5)
'H c nonynyHnamm

6. a. Rapidly progressive glomerulonephritis. Note the formation
of a crescent of epithelial cells and histiocytes (Periodic acid-Schiff
staining; original magnification, x40),




F'ncronorus (6)
IgA HecpponaTusa

4. ¢. IgA nephropathy. Immunofluorescence microscopy. Note the characteristic mesangial
deposition of IgA (original magnification, x40).




I

Anddy3Hana saHaoOKanuANapHas
nponudepauun

4. a. Acute p nfectious glomerulonephritis. Note the numerous infiltrating neutrophils
and several closed capillary loops (H&E staining; original magnification, x40).




DEP-GN

+

1. 3tmonorna & KniMHuka

A. lepBUYHbIK, M ANONATUYECKUN:

= He)pOTUUECKUN CUHAPOM C
reMmatypueu

B. BTOpMUYHbIA, NOCTUH(EKLMNOHHDIMN :
OCTPbIN NOCTCTPENTOKOKKOBbLIN 'H

= OCTpbI¥ HePPUTUYECKNNA CUHAPOM _
nocsie npeawecTByoLWen CTPenTOKOKKOBOM
nH(eKunn(ropso, Koxxa, KaTtetTep)



DEP

+

2. JlabopaTopHble AaHHble

A. WanonaTtnueckune (popMbi:

HeT Apyrux aHoMaJIu1, YeM UMeoLMAUCS
HecdhpoTUUECKUA CUHAPOM
B. Octpbin nocT-mHdeKLunoHHbIin M'H

TUTpbI ACJ10 1

KoMmnnemeHT & C3 |

bakTepunosiornyeckoe nNoATBepXxXAeHne
CTPENTOKOKKOBOWN MH(EeKLHnN.



DEP

+

3. NMNoyeyHasa rMcronorus

CBeToBasi MMKpOCKONUA UMMYHodoopecy. JDJIeKTPOHHasi MUKpPOCKoNnuUs

A. Ondpdy3H. KNEeTOouUH.
nponudep. IgM peno3uThbl ~

B. Ancdy3H. knet. nponud. IgG cy63nur. IN.MJIOTHbIE
C3 Me3aHrnym AEeno3uThbl



DEP

4. JleueHue

A. Steroids R/prednisone (cTaHA. AO3MPOBKaA)
ec/in cTepouapesunucT.: MMMYHOCYINpPEeCCaHTbI

B. TOIbKO Mepbl NoAAEPXKHU
IOKOM
CO/Ib & )XMAKOCTb OrpaHUYEHNE ~ ANYPETUKU U

APp-
neHnynizinH, aMrnnuuniyinH



DEP

+

A.YyBCTBUT. K CTEepoMaaM: XOpPOLUMM NPOrHo3,
peaKu peunauBbl

Pe3UCTeHTHbI K Tepanuu: nporpeccupoBaHue
(R/vn ANOD)

5. NNporHos

B.MonHaa pemuccus (> 95 %)

Bbipa)eH. FleMaTypua U runepreH3us ucuye3aroT B TeueHue
Heaenb

NPOTENHYPUA U TMNOKOMIJIEMEHTEMUA —2-YX MECsILIEB
remaTypus — B Te4eHue roga



I1
MeM6bpaHO3Hasa rnomepysonaTms

-
&

8. e. Membranous nephropathy: Note the spikes of basement

membrane that have grown between the subepithelial deposits. (Jones
Silver staining; original magnification, x40).




MEMBPAHO3HASA
FINMOMEPYJIONATUA

1.3TMoNnorus

A.TMepBunuyHan / UanonaTtuu. (50 %)
B. BTopnyHas
B T.4. NOCTUH(dEKLUHNOH : Tenatut B
: Mansapuva 4 4p.

acouump. C 3abones-eM : cepn-Kiner.
aHeMus

: 3/10Kau. M Ap.
JlekapCTB.-MHAYUMP. : NeHUUU1aMUuH
: KanTonpwuna yn ap.



MGP

+

2. KnnHnueckmne nposiBneHums

B N1t060M Bo3pacre

- remaTtypus

- rematypuvs + npotTeMHypus

- HE®GPOTUYECKUU cnHapoM c remaTypueii



MGP

+

3.J1abopaTopHble AaHHbIe
(rematypus, npoTenHypus)

A.HeTt gpyrnx aHoManum

UCKJ1I0Yas He(PpPOTUUYECKYIO
XapPaKTEepUCTUKY

B. lNenatut B-accouuupos. MITI

neyeHouHble pepMeHTbI |
nonoXxwurt. Al renaTtuta B (e-Ag)
oTpuuyaTt. AT ren. B

kommnemeHT / C3 |



MGP

+

4. NMNoyeyHas naronorus

CBeToBas NMMMYHODIIOOPECLIEHTH. DNIeKTPOHHAsA MUKPOCKOMNMUS
A. YTonuieH. 'bM 1gG Bgonb rBM 3JIEKTPOHHOMJIOTHbIE
(cy63nuT) Aeno3uTbl

B. YTtonweH. TlBM 1IgG spoons 'BM
HBc antigen



MGP

+

5 . JleueHue

R/ Noapep)xuBarowan Tepanus ansa HedpoTuka

A. XXpatb n HabnroagaTtb (CNOHTaHHOE pa3pelueHue)
HET ctepoupgamM !

B cnyuyae nporpeccupoB-1 R/ chlorambucil — nANo®

B. )XXaaTtb n HabnroaaTb (CIOHTaHHOE pa3peLueHue)
HET ctepoupamM !
R/ IFNa (?)



MGP

6. MPONrHO3

CnoHTaHHOe Bbi340pOBJ/iIeHue
60onbLUMHCTBA AeTen

Peako nporpeccMpoBaHuve A0
TepMmuHanbHou XIMH



I11
MEMBPAHOMPOJIN®EPATUBHbLIN
IMOMEPYJIOHE®PUT

Membranoproliferative glomerulonephritis Type II: Splitting
(reduplication) of the glomerular basement membrane is shown
(Jones Silver staining; original magnification, X40).




MPGN

+

Mem6paHonponudepaTtnsHbin 'H (MPGN)
rnomMepynsipHasi rMnepK/eTouyHOCTb
yBeJIMyeH Me3aHrmaJsibHbiu MaTpPUKC
YyTOJIWEeHue CTeHKU Kanunnaspa

= MesaHrnokanumnsapHoin '<H (MCGN)

= XpOHMUYEeCKMHN rmnoKkomriyieMeHtremunyeckum rH



MPGN

+

1.3TMOoNorus

A.Y npeobnaparouiero 60nbWIMHCTBA AeTEN
nanonaTudeckmm

B. BTOpu4HbIe U CMHAPOMaAJbHbIe (pOpPMbI
UCKJTIOUUTEJIbHbI

renaTtuTt C-accouMnMpoBaHHbIN
HacneacTBeHHble AedULUUTbI KOMIJIEMEHTa
aCCOLMMPOB. C YaCTUYH. imnoaucrpodpuen



MPGN

+

2. KnnHnueckmne nposiBneHus
N y nanonatnueckmnx, U y BTOpMUHbIX ¢(hopm

~ HecpOoTUYECKUN CUHAPOM
OTEeKW, r1ro-asibbyMuHeMus, rmnep-mnuaemMms
~ OCTPbIA HE(PUTUY. CUHAPOM
BbIpa)XX. reMaTypusi, rMnepTeH3uns], OJINrypusi,
~ aCUMINTOMAaTUY. reMatypms + NpoTemHypus



MPGN

3. JlabopaTopHble faHHbIe

N y nanonaTtnueckmnx, U y BTOpMUHbIX ¢(hopm
KpomMe KOMNOHEHTOB HeppoTUYECKOro CMHAPOMa

MPGN unmMmeeT oTanumnTtenbHbie yepTbl (80 %)
koMmmnemMeHT & C3 |
HopMma Clq, C4
ayTo-aHTUTena: HeppuTnyecknumn akTop



MPGN

+

4. NoyeyHasa rMcronorms

CeetoBas M-5 : aupdy3Has rMnepkNneTovYHOCTb
yTOJILEHUEe KanWNSIPHbIX CTEHOK

U® + OM noka3sbiBaeT Tpu noaTUNa

MPGN TMun I : cy6anpotrenmanbHo C3, C4, C5 & IgG
MPGN t™vn II : Ha npot. 'BM, nnotHble aeno3uTbl [C3, I1gG

MPGN tvn III : cMewaHHan bopMa



+

MPGN

5. JleueHue
noaaep)XuBatroLjas Tepanus

(AMypeTukKn, aHTUrmnepTeH3nBHbIE U AP.) BaXKHbI

He nmeetcsa obmnx noaxoaos K cneundunueckomy
neyenuvro MINIMH

R/ ANUT-HO BbICOKME A03bl CTEPOMAOB B aJ/IbTEPHUP.
pexxumMme (?)

R/ cyclophosphamide (?)

R/ cyclosporin A (Mano coobweHnn y aeten)

R/ indomethacin (y B3pocnbix)

R/ NHrmébutopsbl AMN® (TeopeTny. NnoKa3saHUN)



MPGN

+

6. lNporHos

[1py OTCYTCTBUM J1eyeHuUs
Ocob6eHHO Yy geTen ¢ HechpoTUUECKUM CUHAPOMOM

be3)XaNoCTHoe yxXyAaLweHne NnouyeyHou (PpyHKLNKU U
U nporpeccupoBaHue B TepMuHanbHyro XIMH
KAK NMPABWUJ10

BbICOKMIW PUCK peLuanBa Nocsie TPaHCM/IaHTauum NoYkm !



IV
NUMmmyHornobynumu-A HEOPOIMNATUA

4. ¢. IgA nephropathy. Immunofluorescence microscopy. Note the characteristic mesangial
deposition of IgA (original magnification, x40).




IgA-H

IgA-HedponaTus

LLinpokopacnpocTpaHeH., Hambonee
yacTto BcTpevarowmuca '

~ pa3/ZINyHag 4YacToTa
~ pa3J/iIMuHasl KJIMHUKA
~ pa3J/iIMyuHas NoyeyHasi rMcTonormsa
~ pa3JZInyHoe JieyeHue
~ pa3/IN4HbIA NPOrHoO3



IgAN

1.9TMonorus

A.NWpgnonatnd. / NepBuyHan y 60nblUNHCTBA
nAeTen:

B.BTtopuyHasa / CucreMHblie popMbli
nypnypa LLleHnenH-reHoxa
XpoHu4yeckue 3aboneBaHns neyeHwm

(of CemenHble / reHeTnueckme ¢opmbl



IgAN

+

2. KnnHnuyeckue nposiBnieHus

- MOCTOSIHHAsA MUKPOCKONMUY. reMaTtypus
- peunanBup. Makpockonuu. rematypus
- HebpoTHUUY. CMHAPOM+ reMatypus

- OCTpPbIN HepUTUY. CUHAPOM

- XINH

- 'H c nonynyHnamm



IgAN

T3

. JlabopaTopHble AaHHble

rematypus +/- npoTueHypus
(uHorga runo-asb6yMmuHeMUs, ruNeEpPINNULEMUS)

cpeaHum yposeHb IgA-CbIBOPOTKM Bbille YeM B
KOHTpoOJie

(koMmnnemMeHT -N, HEeT ayToaHTUTEN)



IgAN

+

4. NMNoyeyHass NMMCTONIOrNA

CBeTOoBasi MUKPOCK. NMMyHoOdoopeculeHUms
CermeHT. nnm andpdpy3Han AN dy3H. Me3aHr.Aeno3unTbl
rMNepKAeToOYHOCTb U/ Unun IgA > C3

Me3aHr. nponudepaums
NoONYNyHUSA



IgAN

+

5. JleueHue
Ona n3onup. reMatypum.
»AaTb U HAbnoaaTb (CNOHTaAHHOE pa3peLueHun!
Ons HedppoTHUY. / rMNepTeH3UBH. NAaLMEHTOB :
noaAep)XuBaroLwlan Tepanus

Cneundunueckas tepanus
- steroids (HeppoTHU. C-M)
- omega-3 XUpPHble KUC/OTbl
- UHrMbuTtopbl AMN® (3Hananpun, AM3MHONPUA U AP



+

IgAN

6. NMporHos
- CNMOHTaHHOe pa3pelueHue
- cTabunbHbIM “AgMarHos”Ha pecaTrunerusn
- nporpeccupoBaHue B XIMH
y 25 — 35 % nayueHTOB
Cnycta 20 - 30 nert
NHAMKaTOPbI NJ1I0XOro NporHo3a 3abosesaHusn
1. CyujectBeHHass NPOTEMHYPUS U TMNEepTeH3uns
2. Tybyno-nHrepcruu. nopaxxeHma npm bunoncumn



\")
FnomepynoHedpuT C NOAYJIYHUAMN

6. a. Rapidly progressive glomerulonephritis. Note the formation
of a crescent of epithelial cells and histiocytes (Periodic acid-Schiff
staining; original magnification, x40).




+FH C NONYJIYHUAMMU

B gnononHeHue Kk to MHTpakKaNUMANAPHbLIM
aHOMaNuaAM

(knetkn& MaTpukc nponngepaums, nospexaeHus M)

NMponudepaumns 3KCTpaKanuIJIAPHbIX K1eTOK
: MapUueTaJibHbIX 3NMUTENINAJIbHbIX KJIETOK
: BTOPXXEHUeE KJIETOK U3 LWUPKYyndaumMmn
(rpaHynountsl, IMMEPOLNTBI, MaKpogbarm)



'H c nonynyHmamm




'H c nonynyHmamm

IKCTpaKanuAnspHbie NOJIYIYHUSI MOryT 6bITb Npu
- Anddy3Haa sHAOKaNUANaApHaa nponudepauus
- MeMbpaHO3Has raomMepysionaTus

- MmembpaHonponudepaTtusHbin NH

- IgA HedponaTus



'H c nonynyHmamm

+

ECQiv NoJs1ylyHMSA NPUCYTCTBYHOT B

> 80 NpoueHTOB rnaoMepyn

= BbicTponporpeccupytowmm N



BbicTponporpeccupyrowmm N
(BINrH)

1.3TMonorus

A. U pnonaTtnyeckumn / nepBUYHbLbIN

B. BTOpUYHbIN
OCTPbIA NOCTCTPENTOKOKKOBbIN NH
nypnypa lWWennenH-reHoxa & Ig-Hecpponarus
BaCKynuTbl: BereHepa, y3/10BOM NOJIMApTPUT U AP.
ayTo-MMMYHHbIe 3aboneBaHusn: CKB



RPGN

2. KnnuHnyeckue nposiByieHUs

OCTpPbI HeppUTUUYECKUN CUHAPOM
(BbipaXx. reMaTypusi, rMrnepTeH3uns, OJIMro-aHypus)

C 6bICTPbIM YXYyZLLEHUEM U NOTEPEMN
BbI3[]0POBJIEHUNA



bIilNH

+

3. JlabopaTopHble AaHHbIE

o6buime
rematypus +nporemHypus
HedpoTHUUYeCcKue NposiBJ/IeHUSA

Cneundunueckue (3aBUCMMbie OT 3TUOJIOTUN)
aHTUHYKNeapHblie aHTuTena (ANF)

aHTUUMTONJIa3MaTUUYeckue HeuTpodpunbHblie AT
(ANCA)

rMmnoKomMmriieMeHTeMmus



bIilNH

+

4. NMNoyeyHass rMcronorus

CBeToBass MMKpPOCKONUS NMMmyHodnroopecueHumns
SHaokanun. nponudep- HEeT MMMYHbIX [EeNno31UTOB
JKCTpaKan. NonynyHus MMMYHHbIE AeNn03UThbl :

B 6onee 80 % rnomepyn C3, IgG, IgA,



bIilNH

5. JleyeHue (1)
Noanep)xuBaroLlan Tepanus
- OrpPaHN4YeHne Cosin N XXNAKOCTH
- ANYDPETUKU

- FTUMNOTEH3UBHbIE

- ANa/In3

Cneuncdunyeckas tepanua .. / ..



RPGN

+

5. JleueHue (2)

Cneundunuyeckan tepanus
- methylprednisolone nynbchbl
~ prednisone opaJsibHO
- cyclophosphamide nynbcbl
~ azathioprin opanbHO
- nna3Mmadepes
- AHTUKOAryNAHTbI



bIilNH

*’—6. NMporHo3 & ncxopn

NMpyu oTCyTCTBMM NHO6GOIro sieueHnss UNIN eCsin JsieyeHue
Ha4yaTo C/IMLLKOM NOo3AHO UWin He uMmeno 3ddgdekra:

JBosouua Bnepen B TepMmuHanbHyro XIMH
B TeyeHue MmecsL
(“3nokauecrtBeHHbIin TH")



BbIBOAbI (1)

+ NoueuHana 6uoncus
Y KaXXAoro naLueHTa C
reMmatypusa + npoTremHypus
HecdhpOoTUUECKMA CUHAPOM + reMaTtypus
OCTpbIN HeppUTUUECKUN CMHAPOM 6e3 ynyulueHus

Heob6xoaMma AN NOCTaHOBKM TOYHOIO AMarHo3a

O6s3aTenbHa AN AOCTAaTOYHOIO JiIeueHUs



BbIBOAbI (2)

+

Tak KaKk Mano u3BecTtHo 06 aTnonorum u
naTtodusnonormm rnomMmepysioHedppura He
cyuiecrsyet 3chcheKTUBHOU Tepanum

OAaHako, eCTb HaaeXaa, YTo MHrMébuTopobl AN m
aHTaroHucTbl AT peLenTopoB CrOCO6HbI

OrpaHUUYUTb NPOrpeccCupoBaHne, UTO CAENIAET NPOrH¢
AN HalLUX NaLMEeHTOB MeHee YHbU/IbIM.



