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doKaNIbHbIN U
CerMeHTapHbIA
r;ioMepyJiocksiepo3

“CnekTtp 60ne3Hun
MMHUMaNbHbIX U3MEHEeHUn"

= OfHo 3aboneBaHue wnm Tpu?
= /IMeeT nn 310 3HayeHue?

m ECTb N1 pas3nnums B KIIMHKKE,
NporHo3e u/vnun Tepanumn?

Bone3Hb MMHUMANbHbIX U3MEHEHUM

CnekTp MMHUMaAJbHbIX
N3MEeHeHUH

» B0one3Hb MMHMMATIbHBLIX M3MEHEHMIA
(nunounaHbIn Hedpo3)

m Me3aHrnonaTnyeckuii
rnomepynoHedpuT ¢ IgM genosutamm

m DoKasnbHbIN 1 cerMeHTapHbINI
rNIOMEPY/IOCK/IEPO3

Bosie3sHb MMHMMaJIbHbIX U3MEHEHUMN
(AmnounpgHbIV Hedpo3)

m CBETOBAs MMKPOCKOMUS —
HOpMaJsibHbIE KITy60uKM

m VI® — HeraTMBHO MO roOMepYsiPHLIM
Aeno3uTam

m DM — crnaxmBaHue MasbIX HOXKEK
noaounToB




MesaHruonaTuueckmii
rnomepynoHecdpput c IgM
_Aeno3uTtamu (“IgM HedponaTusa”)

= CBeTOBass MUKpPOCKOMUS —
HOpMaJsibHbIe KITy6ouKM Mnn nerkas
Me3aHrnanbHas rmnepKNeTo4HOCTb

n O — anddy3Hble rpaHynspHble
Aeno3utbl IgM B Me3aHrum

= DM — crnaxuBaHue MasbIX HOXeEK
NnoAOLMTOB; Me3aHrnasnbHbIe
aeno3ntbl (~60%)

Minimal Change Disease, Mesangial IS THERE AN IgM NEPHROPATHY?
Proliferative Glomerulonephritis and Focal
Sclerosis: Individual Entities or a Spectrum M.J. MURPHY

war Nephrology Aegistray, Dapartiment of Nephralogy, Chnsichureh Hospéal
of Disease?
R. R. BAIL
Chairpersons: Renée Habib and Jacob Churg
Discussants: Jay Bernstein, J. Stewart Cameron, Arthur H. Cohen, A. R. McGIVEN
Marie-France Gagnadoux, and Edmund J. Lewis Prodessor of Pathology, Depariment of Pathalogy, Cwsichurch Cinical $ch




W Border OTnnune 60ne3Hn MMHUMaJIbHbIX J Weening

U3MEHEHUH OT Me3aHruasbHbIX 3abosieBaHUM
Kidney Int 34:419-34,1988 ISN cumno3nym UroHb 2003

Patterns of glomerular injury and their clinical expression
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®doKasibHbIA U CErMEHTapHbIN
rJioMepyJsiocKsiepo3 doKanbHbIN U CerMeHTapHbIn

Rich (1957) Fahr(1925) il rJIOMepysiocK/iepos3

[
m [NEPBMYHO U3MEHEHUA BO3HUKAIOT B

OKCTaMeayISipHbIX Ky6oukax
m YBENNYEHME KITy60UKOB
m ?NepBUYHOE MOPaXXeHWE NOAOLMTOB




®dokanbHbI U CEerMeHTapHbIi
rJIOMepysioCK/iepos

m CBETOBasi MMKPOCKOMMS — CErMEHTaPHbIN
CK1Iepo3 unu “HopMasbHble”
knybouku/rnomepynomeranus

m IO — B cKNepo3npoBaHHbIX cermeHTax: IgM,
C; B HeM3MeHeHHbIX knyboykax: HeraTuBHO

= DM — B CKNEPO3NPOBaHHbLIX CErMeHTax:
OTC/I0MKa NOAOLMTOB, KOMJIanc
KanunnspHbIX netenb, obnutepauus
npoceeTa (MHCyAATUBHbIE U3MEHEHWS); B
Apyrux knyboukax: criaxvsBaHne masbix
HOXEK MoAoLnTOB

®dokasibHbIli U CerMeHTapHbIi
rJIOMepyNocKiepo3

m [oBpexaeHune n 6onesHb

m bonesHb sBNSIETCA AMarHo3oM
UCKJTIOYEHUS

m CerMeHTapHbIN CKNepo3 MOXET

BCTpeYaTbCAa Npuv MHOrNX no4veyHbix
3aboneBaHunsAx




CerMeHTapHbIA CKNepo3

TepMuHonorus +3BOJ1I-0L|M$| noBpeXxaeHui

m (hOKasNbHbIV Y CErMEHTAPHbIN | m PaHHue — runepTpodus 1 runepnnasus
F7IOMEPYNOCKNEPO3 BUCLiEPabHbIX ANUTENNANbHBIX KINETOK;

= (hOKa/bHbIN CErMEHTAPHBbIN 6enKkoBble pe30pbLUMOHHbIE Kanan, BaKyosu
rIOMEPYIOCKNEpo3 } u [TPOMEXYTOUHbIE — MOHOLINTbI/NEHNCTbIE

= (hOKasIbHO-CErMeHTapHbIN KNETKM B MPOCBETE KaNWISPOB; paHHUe
rJIOMEPYIIOCKNEPO3 WHCYAATUBHbIE ABEHNS

= (oKanbHbIl CKnepos m [lo3aHME —KONNANC KanwiisapHbIX NeTesb,

= OCTC WHCYATUBHbIE U3MEHEHWSI, YBENMYEHNE

= OrC 3KCTPALENIIONSPHOrO MaTpUKca
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®doKaNbHbIN U CErMeHTapHbIN
rJ7ioOMepysioCKJ/1epos3 : nokanunsaumsa

U3MEHEHUH
» lOKCTamMenynnspHole kny6oukm
m Y cocyaucroro nontoca (perihilar)

= Bepxywka kanunnapHoro ny4ka (y
Ty6ynsapHoro nontoca)

= [TIpOMEXYTOYHO

pPaHHUe nosgHue

®doKanbHbI U CEerMeHTapHbIi
rJIOMepy/loCK/Iepo3 = BapuaHThl

" w TURNYHbI — (NOS) not otherwise
specified

» BepxyLueyHblii BapuaHT

= KonnabupytoLas rnomepynonatus

m KNeTouHbIil BapuaHT?




Perihilar cermeHTapHbIN
cknepos (y cocyanucToro ny4yka)

BepXxyLe4yHbli BapuaHT
(tip-lesion)

m CerMeHTapHbIN CKIEpO3 BEPXYLLKU
KanuNNsapHOro ny4yka y TybynsipHoro
nontoca (BepxyLuka - tip) Bo Bcex
NMOPaXXeHHbIX Kyboukax

= CKNepos B OTHOCUTESIbHO paHHeN ctaaun
3BONIOLMMN
— U3MEeHeHUs NoAoUUTOB,; NMEHUCTbIE KITIETKU B

NPOCBETE Kanunnisapos

= OcTanbHble kybouky “HopMasnbHble” nnm ¢

JIErKON Me3aHranbHON MMMNepKIETOYHOCTbIO

BepxyweuHbi¥ (tip-lesion)
CEDET S

= QoKanbHbIN U CErMEHTaPHBIN
r7IoOMepysiocknepo3 y TybynspHoro nostoca

= Bo Bcex nopaxkeHHbIX knyboukax
N3MEHeHWs Jo/DkHb! bbITb y TYBynsipHOro
nosnioca

m /I3MeHeHUs B CK/IEPO3UPOBaHHbIX CErMeHTax
B PaHHEN WM NMPOMEXYTOYHON CTaaum




Konnabupyrowasn
Konnabupyrowas rnomepynonatus
raomepynonatus

+ +
|
®m BbIPAXEHHAsH NPOTENHYPYS = MaH-HedponaTus ¢ NopaxeHUeM

= OCTas/MporpeccupyoLLas NoyeuHas NOYeYHOro anNuTenus — BUCLepasibHbIX
HeNOCTaTON s ety N NapueTanbHbIX KNETOK, TyOynsapHbIX
A anuTenuasnbHbIX KINETOK
pa3suTtnem XIMH

= [IOMepynsipHOe MOopaXeHue: Tskenas
= pacoBasi NPeApacnosiOXXEHHOCTb - NpOTEenHypHs

appoameprkaHLbl » TybynspHOe nopaxxeHue: ocTpas
= YaLlE Y MYXKUMH rnoYeyHas HeLOCTaTOYHOCTb

Konna6bupyrowana Hepponatus
Mopdonormyeckme ocob6eHHoOCTH

m CerMeHTapHbI CKNepo3 B paHHew
cTaguu

m /I3MeHeHns anuTenmasbHbIX KNeToK

= [leancddepeHumaums anuTenmanbHbIX
KNETOK

m OCTpoe nopaxxeHue KaHanbLEeB




Konna6upylowas rnomepynionartus
MCTOPUYECKME acrneKTbl

= 1986 nepsoe onucaHue - Weiss et al

m 1988 ycraHoBneHo, 4to npu BUY
accouMmpoBaHHOW HedponaTum
MOpONornyeckne 3MeHeH1s: HanoMMHaoT
KonNabmpyoLLyto rnoMepynonaTuio

= 1994+ yBennuyeHue 4mcna onuvcaHHbIX
crnyyaes

= 1998 Hayano mlydeHns natoreHesa u
[AeTann3aumsi NaToorMyeckmnx acrnekToB




Konnabupyrouwias
Konnabupylowas rnomepysionatus rnomepynonartus (CGP)
tancperynnpoBaHHble NoAOLMUTbI” MapKepbl NOAOLUTOB

= 10Tepst MapKepoB MoAoUMTOB onpeaenset m MapKepbl 3peNioCTU KIETOK
NOHATME ANUCPEryIMPOBaHHbIX NOAOLINTOB — WT-1, CALLA, C3b peuenTop, GLEEP-1,

m ABNSETCA 06LWIMM KaK A1 KONIabupyoLen NOAOKANMKCUH, CUHANTONOANH
rnoMepynonaTum, Tak u ans HIVAN (BM1Y- — Mapkep nponndepaLmm knetkn Ki-67
accoUMMpoBaHHON Hedponatim) uccnenosath npu CGP , HIVAN, fiMnonaHom

= npeanonaract 0ANHaKOBLIY Hedpo3e, MeMbpaHO3HON HedponaTiy, B
MaTOreHETNYECKUI MEXaHI3M C BO3MOXHbBIM LB EHOVIROD e AL BT e

T1EPBUYHBIM MOPa>keHneM oJoLNUToB [ouKe

Barisoni | JASN 10:51,1
2RO RO 2l Ja ] DU, 105 m CGP, HIVAN — noteps mapkepos, Ki-67+

Konna6bupylowasa rnomepynonartus
3TUOJIOrMYECKME aCneKTbl

HIVAN- BUY-accounnpoBaHHas
HedponaTusa

= Bupyceol

— HIV (BUY)

— Parvovirus B19 (napsoBupyc)
= Pamidronate (6udocdoHaTh!)
= Mwemus
= TpaHcnnaHTaums
= ?npouune

Konnabupyrowas rnomepynonartus

nokanusauusa B19 napsoBupyca Konna6upyowas rnomepynonatus
(ISH) Parvovirus B19

= MapueTanbHble aNnTeNManbHble
Knetku (4/5)

= BUCLiepasbHbIe annTeNManbHble
knetkun (4/5)

m TY6ynspHble knetku (3/5)

m apTepuasbHble 3HAOTENNASbHbIE
knetku (1/5)




CeMelHbIN (hoKasIbHbIA U
CerMeHTapHbIA INIOMepYNoCK/IEPO3

® ayTOCOMHO AOMWHAHTHbIN
m ayTOCOMHO PEeLIeCCUBHbIN
m OHO MOKOJIEHNE

m HECKOJIbKO MOKOJSIEHUN

CemMeiiHblit (hOKaNIbHbIA U
CerMeHTapHbIi rNMTOMepy/I0CKNepo3

-MaTonorus
i

‘ v
= K/TYBOUKMN — CerMEeHTapHbIN CKIEPO3
—3M — HopMarsibHble 6a3asbHble MEMOPAHDI

m aTpodus KaHanbLEB U
WHTEPCTUUMaNbHbIN hrbpo3

CermMeHTapHbIi CK/1€po3,
OCJIOXHSAOLWMWIA APYryO NaTOJIONMI0

_~_

= OXxupeHune
= Cugpom AnbnopTa
» LIMCTMHO3, no3gHee Havano

» Pechniokc HechponaTus/XpoHNYECKHI
WHTepCTUUManbHbIA HedpuT

» [Inabetnueckas HepdonaTms
n [Ipyrue

CeMelHbI (hoKasIbHbIA U
CerMeHTapHbIA rNIOMepyI0CK/IePO3

m aYTOCOMHO AOMWHAHTHbIN -
Xpomocoma 19q13
—reH : ACTN4 (alpha-actinin-4)

m aYTOCOMHO PELIECCUBHBIN - XPOMOCOMa
1g25-31
—reH : NPHS2 (nogoumH)
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Bo3BpaTHbIN hoKaNbHbI U
CerMeHTapHbIi r1I0MepysiocK/epo3

m Cr1aXKu1BaHMe MarblX HOXEK
NMoaoLUTOB

m YBEJIMYEHHBIE MOAOLMTHI C 6EMKOBbIMU
PE30PBLIMOHHBIMU KansisiMu

m MEHUCTbIE KNETKW B MPOCBETE
Kanunnspos

m C(hOPMMPOBABLLNIACS CErMEHTAPHbIN
CKNepo3

CerMeHTapHbIW rNIOMEpYJIoCK/Iepo3
yBenuyeHue knyboukos

= [vnokcus
— BpOXZAEHHas naTonorus cepaua
— CepnoBMUAHO-K/IETOYHAs aHEMUS
— Ty4HOCTb/sleep apnea
m CHWXXEHME Yncna AENCTBYIOLMNX HEDPOHOB
— YHWnaTepasbHbIi areHes

— 3HauYUTENbHAS PE3EKLMS MOYEYHON TKaHU
— onuromeraHedpoHms
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