OueHKa ocmoperynupyroLen aesaTenbHOCTU
noyek

[lpoba ¢ BoaHow aenpusaumen (18-36 u)
[Tpoba ¢ pecMonpeccMHoOMm
[1poba ¢ BogHOM Harpyskou

[Tpoba C.C. 3uMHuLKoro

(HUKTYPWS, rTMNON30CTEHYPUS)




NMpoba C.C. 3MMHMUKOTO
[lHeBHOW punypes3 > 60/blile HOYHOIO

MakcumanbHaa OTHOCUMTENbHaA NJOTHOCTb
> 1017

Pa3HOCTb mMexay Mexay MaKCUManbHO

MUHUMA/IbHOWM OTHOCUTE/IbHOW MJAOTHOCTbIO
> 8

MnotHoctb 1022 1009 1012 1005 1013 1014 1017 1019
Ob6bem 200 350 150 300 100 100 120 150

[eHb 1000 mn Houb 470 mn

MOYU

A
MOYU



OcHoBHble MeTOAbI NapaKIMHNYECKOro
nccrniegosaHnsa MBC

» JTaBopaTopHble * UHcTpyMeHTanbHbIE
— AH.MOYM (Bwjganwsupyromue)
— [loceB mouun

— pgonnneporpadusa
— OnpepeneHne CKo — AKCKpeTopHan
— [1poba 3nmMHULKOro yporpadus
— YpoBeHb a30TeEMUU — CT/MRI
— OneKkTponuThl — CtaTunuyeckasi/guHamum
— JInnonpoTeunHsl Heckas
cuuHTUrpadus
— benok/anbbymuH

— bunoncus



CoHorpadust no4ku - Hopma




CoHorpadunsa no4vkn — pacLumpeHue
MOJTOCTHOWN CUCTEMBI

{ Yaweyku
Llenkn
INloxaHka
MprnoxaHo4HbIN OTAEN MOYETOYHUKA




YoVl — NSBMeHeHNne 3XOreHHOCTU

NapeHXnMbl N J1IOKAJIbHbIE

Aalﬂhﬁﬁnhl 101 4

Hopma

fat, blood vessels

KUCTg) Xp.rMapoHeipo3
Renal Hilum: calyces and Fluid-filed  Hilum - Normal renal Thinned Dilated
cortex collecting system, cyst cortex cortex calyces







LiBeTHOEe JonnepoBCKoe

IVANOVA,LIL : 14:19:20
SPbMU named after |.P. Paviovy 26-Feh-08

[2D[10 cm
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QHepreTnyeckast
uonnneporpacbmsl

IVANOVA,LIL 14:17:10
SPbMU named after |.P. Paviov 26-Feb-08

[2D[12 cm




[lynnekcHas

ponnneporpadusa:A.renalis

3C-RS
Renal

27£ SPbGMU named Paviov
©)27/02108 17:13:18
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[lpocTasa peHTreHorpamma
nodek

g 0630p|ﬂ»Rg

Tomorpacpus *KOHKpeeHTbI
*OpueHTMpOBKa B pasmepax *Pazmepbl
Jlokanusawuu

*JlokanbHbIe 00pa3oBblaHuA

JlokanbHble 06pa3oBaHUA efloKanm3aaums



BHyTpnBEHHasA (3KCKpeTopHas)
yporpadus

*3HaYUTENbHO TOYHEe
*Pasmepbl

Jlokanu3auus
*CTPYKTYpPHbIe U3MEHEHUSA
*JlokanbHble 0bpa3oBaHusA

+

OueHka NONOCTHOU CUCTEMb

+

MouetouHuku n HMBIT

+

dOvHKkunSg (ODUCHTUDOBOYHO)



BHyTpuBEHHaA (3KCKpeTOopHas)
yporpadus

© Elsevier Ltd. Haslett et al: Davidson's Principles and Practice of Medicine 19E www.studentconsult.com



2-CTOPOHHUN T’MOpPOHEdPO3




KomnbloTepHaga Tomorpadous

@© Elsevier Ltd. Haslett et al: Davidson's Principles and Practice of Medicine 19E www.studentconsult.com

Jlokanusauus

*Pasmepbl

[lapeHxnma
*JlokanbHble
*[duddy3Hbie

*[1pn KOHTpPacTUpOBaHMK

Cocyabl
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TaTn4deckaqa cunHTurpadus
noyek

i
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3
i
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Y
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b4

LEFT = 61% RIGHT = 39%
POSTERIOR =

© Elsevier Ltd. Haslett et al: Davidson's Principles and Practice of Medicine 19E www.studentconsult.com



NuHamunyeckas CLUMHTUIPadUSA NMoYek c
99m Tc-DTPA

Activity A
over the
kidney

//,\ s verpos

\

o tmaxgo T1/2 5 30 Time (min)




CumMnTOMBI Nnpn BN3yasindauimi

MO4YeK
YBenunyeHue pasmepoB ..
1X KomneHc.rmneptpodus/Jlok.obpas.
2X Knctos/mHpunstTpauna/BeHO3HbIN

YMeHbLLEeHNEe pasmepoB OTTOK

*IJ'IOTHOCTI/I napeHxumbl  P1Opo3/cknepos/rmnonnasus
Paclumpenune YJ1K Pnbpo3/MHpmNLTPpaUnSs
JlokanbHble o6paszoBaHus OOCTPyKLUS

CHWXeHVe KpoBoToka  KuUCTbl/onyxonu
CTeHo3 a.renalis/Hedpocknepos



OCHOBHbIE NOYEYHbIE CUHAPOMDbI

[Tpod. Bnagumup AnekcaHaposumy
[1obpoHpaBoB



[To4YeYHbIN CMHOPOM

- KombuHauma cumMnTomMmoB

- MPUCYLLUX, NCKITHOYNTESNBHO, NATONOMM
noyek/MBI1

- 00ycnoBneHHbIX e4NHbIM NaToreHe30Mm

- Vimetowwas onpeneneHHoe AnarHocTnyeckoe
3HavyeHune



OCHOBHbIE NO4YeYHbIE CUHOPOMbI

CuHapombl rnobansHON AUCHYHKLMM NOYeK
- OcTtpas noyeyHass HeAOCTAaTOMHOCTb
- XpoHuueckasa guchyHkuma noyek/ XpoHuyeckas noyeyHas He[oOCTaTOYHOCTb

CuHAPOMBI NOpaXeHUs NapeHXuMbl NoYek
- WU3onupoBaHHbIM MmoyeBon cuHapom (UMC)
Hedpotnyeckuit cuiapom (HC)
OcTpbin Hedpputnyeckun cuHapom (OHC)
XpoHuueckuun (meagneHHonporpeccupyrowwmnn) Hedgputudeckun cuigpom (XHC)
bbicTponporpeccupyrowmn Hedpputndeckun cuHapom (bIMHC)

CuHapom kaHanbueBbIx gucdyHkuumn (CKO)
CuHapom nHekumm modeBbiBoaawmx nyteu (AMBIT)
CuHapoMm 0O6CTPYKLUMKU MOYEBbLIX NyTeW



OCHOBHbIE (PYHKLMN MOYKU W
CUMNTOMBI UX HApPYLLUEHUN

OYHKLNN NOYKN

CUMNOTOMbI UX HAPYLUEHUIA

OKCKpeTopHas

Bontomoperynauug
Ocmoperynauus

ONEKTPONUTHbIN BanaHc
Perynauma KOC
OHOOKPUHHAS

A3oTemus
Ypemus

ApTepunanbHag
rmnepTeH3ns (OTekn)

[1n3anektponntemMus
MeTtabonunyeckum aunoos
AHeEMUS
ocTeoancTpodugd




CKkopocCTb Knybo4koBOw punbTpaLnm
N KpeaTUHWH KPOBW — rMaBHbIe
KNMMHUYECKME NoKa3aTenu

rnodoansHoOM YHKUUM NoYek
* Cr kpoBu < 0.12 M(ggﬂb/

« CK® > 90 mn/muH

— KnupeHc kpeatuHuHa, POIl1, nHynuHa

— PacyeTHble dpopmynbl (www.kidney.org)
» Kokpodpt-lonT
« MDRD



. CK® = N (>90)
OcTpble 3a6 @ XpoHu4yeckue 3a6.

* HavyanbHoe cHmxeHne CKO (50-89) (Scr=N

<0,12 mmol/l)
» [lanbHenwee nau@me CK® (<50) Scrﬁ
A3oTemus

YpemMusn



A3oTemusi — nabopaTtopHbIn
CUMMTOM

[loBbILLEHME KOHUEHTPAUNN B MNiia3Me KpoBU
a30TcoaepKallnx BeLWEeCTB:
- KpeaTtnHumH (N 0.06 — 0.12 mmonb/n)
- MoyesunHa (N 1.2 — 7.0 mmonb/n)

OunarHocTn4yeckoe 3Ha4YeHune=
cywiecTBeHHOe CHMXeHMe (PpyHKLMN NnoYyek




Ypemua

* YpeMnyeckmne c-mMbl BTOPUYHDI MO
OTHOLLEHUIO K NporpeccupytoLlen
KYMyNAUUn ypeMmnyeckmnx TOKCUHOB
(=Taxxenown asoTemMun)

OunarHocTn4yeckoe 3Ha4YeHune=
BbIpaXXeHHOe CHMXeHne PYyHKLUMN NoYeK




OCHOBHbIE NMPOABIIEHUSA

ypemMmuu
Ob6wume
— CnabocTb
— [loxyoaHune

[Mepukapant — dUOPUHO3LIN NN BbINOTHOW
OHuedanonaTms - Koma, CMepTb

[lep. HenponaTnsi - 6eECNOKONHbIE HOU

KKT - annetut, aucnencus, guappes

{O)Xa — CYXOCTb, 3y, 9KXMMO3bl, TUMNYHbLIU LUBET
"lonoBasi cuctema - CHuxenwue libido, amenorrhea

KpoBb
— CKNOHHOCTb K KpOBOTEYEHUAM (TPOMOOUMUTHI)
— aHemMus




KJIMHUYECKWE CHUHIPOMEl ITIOYEYHOH
HELJOCTATOYHOCTHA

* A3oTEMUS

* Ypemud

e ApTepuarnibHasa runepTeH3uns
 AHEMUS

e OCTeoancTpodud

» [In3anekTponntemMums
 MeTabonuyecknn aumnaos
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[1n3anekTponutemms

N CHuxXeHwne

doyHKUMN NoYek
Kanuun 3.5-5.0 mmonb/n [ MnepkanmemMuns
Hatpumn 136-143 mmornb/n [Mno- nnu

rmnepHaTpuemms
Kanbuumn 2.3-2.6 MMmonb/n [ MnokanbLUmMeMus
MarHuu 0.7-1.1 mmone/n | 'MnepmarHmemus
Xnop 101-105 mmonb/n -
docdop (Heopr.) 1.0-1.5 mmonb/n | FT'mnepdgocdaremm

A




MeTabonnyeckumn aunaos

BydbepHas 6asa) - |

(
(
- SB (cTaHgapTHbIn Gukap6oHar) - |
* BE (aedounuymt ocHoBaHum) - < -2

* pO,- N

* pCO,- N



HapyLwieHnsa MmHepanbHoro oomeHa/
BTOpUYHBLIN rMnepnapaTnpeons

TPTH @&lé% TPTH
| Ca*
~

CuctemMHble
OcTteoauctpochus / ahhekThbl
11,25D TPi
*®UOPO3HLIN OCTENUT GF23 ‘HepBHas cuc-ma
«[lemvHepanu3aums \ / CCC
*[lepenomsl ‘o *QHOOKPUHHbIE
*bonb J XErl *IMMYHHbIE

*KoXHble




Kanbundoukaumsa aptepumn




Kanbundukaunsa MArkux TKaHen npu




Serum EPO (mU/ml)

CHWxeHne npoayKUumn SpUTPONoITUHA —
rmaBHast NpUYKHa
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[loveyHass HegoCTaTOYHOCTb

* OcTpaga noyeyHast HeAoCTaTOYHOCTb
* XpOHunyeckas



OnpepeneHne ocTpor NoYe4YHOM
HeJOCTATOYHOCTMH

°* CUHAPOM, XapaKTepuU3yHLUUNCS
ObICTPbLIM (B Te4YEeHUe YacoB UM OAHeN)
CHUXeHMeM (pyHKLUUN NOoYeK,
NpPeuMyLLecCTBEeHHO 3KCKPeTOPHOMU

* [lpegnonaraeT ocTpoe BbIKMNO4YeHUe U3
pabdboTbl bonbLen Yyactn HechpoHOB



otmnonormnga OIlNH

! [lpepeHanbHasn
(remoguHamMmunyeckas)

g PeHanbHas
(napeHxnmaTo3Has)

4 lMocTpeHanbHas
(o6CcTpYKTUBHAN)




Knaccupuxarmuss OCTpoM INOYEeUHOMN
HefoCTaTOYHOCTH

Puc. 1. Bapuarmsi ocmpoli noyeyHoli HedodcmamoyHocmu

OCTpaH novyeYyHaa HeaoCcTaToMHOCTh

N

[pepeHanbHas PeHanbHas ~ [lMocTpeHanbHas

[NMaTonorus
MNoYyeyHbiX
Cocynos

TyOynsapHbinN opTUKanbHblil MHTepcTUUManbHbI
HeKpo3 HEeKpo3 Hedpu

nomepynonaTuu

Nwemnyeckuin Tokcudeckut NMurmeHTHLIN



[MpepeHanbHas
OlMH: oCHOBHbIE NPUYNHDI

*YMmeHbLueHue OLK

CHMXeHne cepae4yHoro
BbiOpoca u Al

CHuMXeHue cuctemHoro Al



[aToreHe3 npepeHanbHou OlH

f’MnoteH3us

Pa3Hble NPUUYNHbI
YMEHbLUEHUA 0o6bema
KPOBU

FeHepann3oBaHHbIW
oTeK

AOGCOJIIOTHOE U/IN OTHOCUTENNBbHOE

yMeHblleHune OLIK

—

LleHTpa/ibHbIE
GapopeuenTopbl

:

CokpatutenbHas
NOCOOHOCTb MMOKapaa
(ecnn moxer)

Mepudepuueckue
GapopeuenTopbl

Ba3oKoOHCTpUKLua
aa.afferens

M'mpapocrtaruyeckoe
paBJieHue B KJ1IyGouKe

A——
MoyeuHbIN
* KPOBOTOK
%
|CK®D
>

tKoHuyeHTpauuu Cr un Ur

oK. LWeiimaH,




Oonurypusa — ueHTpanbHbIN
cumntom Ol'MH

* BblENEeHNE MOUYM 3a CYTKM B KOJTMMECTBE MEHEE
400 mn nnu meHee, 4em 20 mn/yac B criyyae
YCTAaHOBKM MOYEBOro KaTetepa (Npu OTCYyTCTBUN
CYLLECTBEHHbIX BHEMOYEYHbIX NOTEPL XNOKOCTU
N NH(PpaBe3nKanbHOM obCTpyKuun !).

e AHYpUSA — NONHOE OTCYTCTBME OTAENEHNS MOYM
(<50 mn).

o[InarHocTnyeckoe 3HaveHne — peskoe cHmkeHne CKO,
DONbLWMHCTBO KIYOOUKOB HE DYHKLUMOHUPYET




NIUHaAMHUEKA AWYyDne3a npw

npepgHanbHoK OfH
Onurypym OCCTAaHOBJ1eéHUue p,uypesa
yachbl yacCbl

[

NPUYNHA




JTUonornyeckue BapuaHTbl OCTPOro
TYyOYyNnApHOro HeKpo3a

* NWEeMUNYEeCKUU (HapyLLIeHMFI
CUCTEMHOMU reMoOANHaAMMKN
e CM. NpUYMHbLI NnpepeHanbHoun OlNH

* TOKCU4YECKUM
® 4YacCToO JieKapCTBa
e [IMrMEHTHbLIN
— MuornoouH/Hb



[aToreHe3 npepeHanbHou OlH

Pa3Hble NPUYNHbI
rMnoTeH3us yMeHblUeHnA obbema FeHepann3oBaHHbLIN
KpOBMU OTeK

AOGCOJIIOTHOE U/IN OTHOCUTENNBbHOE

yMeHblleHune OLIK

—

LleHTpa/ibHbIE
GapopeuenTopbl

Mepudepuueckue

\/ 6apopeLenTopbl

CokpatutenbHas
NOCOOHOCTb MMOKapaa
(ecnn moxer)

Ba3oKoOHCTpUKLua
aa.afferens

OTH

NMoueuHbIN fmpgpocTarnyeckoe
* KPOBOTOK AaBlieHue B Ki1yoouke
ICK®D

v

tKoHueHTpauuu Cr un Ur

oK. LWeiimaH,



OcTpbIn TYOYNAPHLIN HEKPO3

CkonneHwe oMepTBeBLUNX OroneHHan 6asanbHas

KneToK mMembpaHa KaHanbua
\ YTeuka

YacTuyHo nospexaeHHbIe KNeTku

[x. WenmaH, 1997






AuHamuka auypesa npy OTH

OnUIYpPUUecCKUU BapuanT

A3otemus

Ypemus
ApTepuarnbsHas
rmnepTeH3unsa (oTeKkn)
[Aun3anekTponutemus

Monuypua
INOHWn — Hepenu

BbI3[0POBIIEHN
e

MeTtabonuyeckun auma
AHemusa

Perpecc azotemum
YnydJiweHue cOCTOAHUA

L‘ AN
Npn4mnHa Onurypus Monuypus BoccTatios-
{/ [Hun — 3 Hep OHn — Hepenu NeHne
anypesa

Heonurypyueckuu BapuaHt




PenanbHas OlMH Ha dpoHe

nopaxeHusa Kriyobo4ykos
* [locTeneHHOe Ha4yano

* OTCYyTCTBME ABHON BHELWHEN NMPUYUHDI
* [IpoTenHypusa donee 1-2 r/cyTku
* [ematypus

* InuTenbHbIn nepuog onurypuun/aHypum (10-14
LoHewn)



AVHAMMUEA auyne3a npy nopa:keHun
KNYOouKoB

npuYMHa

BoccTaHoBneHue
ouypesa
\My_

CHuWXeHue auypesa -  onurypus
AHW/Heaenw




OcHoOBHbIe no3uuun anddepeHumansHON
puarHoctuku ONMH v XTH

 AHaMHe3
— ['unepTeH3ns
— VI3amMeHeHnsa B move
— Huktypus
— KpeaTtuHuH KpoBu

* Pasmepbl noyek
— CoHorpadus
— [p. nccnenoBaHus
* BolgeneHne HaTpua ¢ MOYOoU



XpoHun4yeckas 6orne3Hb No4yekK — 310
«Hann4ne npu3HakoB NOBPEXKOEHUS
NOYEK UNN CHKEHNS YPOBHS (PYHKL MW
No4YeKk B Te4YeHne Tpex MecsLeB U
bonee, HE3aBUCUMO OT AMarHo3a»

BO3HUMKAET NPU NOPaXeHnn noYek ritodomn aTmnonorny,
XapakTepusywLliee MmeaneHHo-NporpeccmpytoLLyto (B Te4eHme
MEeCALEB-IIET) HEOOPATMMYIO MOTEPHO YACTU
dyHKUMOHUpPYOLWMX HEPPOHOB 1 pasBuTre ndposa

(Am. J. Kidn. Dis. 2002: 39. Suppl. 1. S 17-S 31)




Kputepun onpegeneHna XpoHNYeCcKoun
b6one3Hn novek

1. NMoBpexaeHne NovyeK NPOoAOMIKUTENbHOCTbLIO 2 3
MeC, KOTOpPOe NMPOoABISETCA B BUAE CTPYKTYPHbIX
nnn pyHKUMOHaNbHbIX HAPYLWWEeHUN OeATeNbHOCTU
opraHa co CHMmxeHuem unum 6e3 cHmxeHusa CK®P

2. CHmxeHune CK® < 60 mn/munn/1.73 Mm? B Te4yeHue
Tpex u bonee mecsaues, BHe 3aBUCUMOCTHU OT
Hariuuusa Unum oTCyTCTBUA APYrMX NPU3HaKoOB
noBpeXxaeHUus no4yek



[loBpeXxaeHns no4yevyHon napeHxXnmsbl
ONarHoCTUPYHTCA:

Ha ocHoBaHUN N3MEHEHUN B aHanM3ax KpoBy,
MOYM (a30TeMUSA, gpyrme CUMNTOMbI AUCAYHKL MU
Nno4vek, NPoTENHYPUA, UISMEHEHUA KITETOYHOIO
cocTaBa MO4M)

CcHXeHune CKOP

Ha ocHOBaHUM JaHHbIX UHCTPYMEHTAarbHbIX
METOoO0B 0bcnegoBaHua (Bn3yanmaaunm opraHa)

Mopdonornyecku



[TpnbnusntenbHaa XpOHONOrMsa Pa3BUTUSA
HEKOTOPbIX CUMNTOMOB XPOHUYECKOW
BUCAYHKLMU NOYeK

anboymMmunHypus
'MnepteH3us
HUKTYpUS

dHeMus EL
a30TemMus

|Ca 1K

aumaoo3

ypemus

aHypwus
90— 60— 5040 3020100 CKO




OCHOBHbIE KITMHNn4YecKue
Kputepuu Xbll

o ANbOYMUHYPUS/NPOTENHYPUS =
HapyLleHne npoHnyaemocTu [ bM,
peabcopOLIMOHHON EMKOCTU KaHamNbLEB

e CKOpOCTb KInybo4koBou punesrpaumnm
(CK®) = macca gencreyrowmnx HedOpoOHOB

TonbKo 3TU NapamMeTpbl NO3BONAKT BbIABMAATL paHHUe
OOoKnMuHn4yeckue ctaguu XbI1

B.A.fJobpoHpasos, 05.04.2006



Knaccuukauus XpoHu4eckon 60nesHu

A.ZlobpoHpasos, 05.04.2006






XPOHWYECKAA NOYEYHAA HEAOCTATOYHOCTb

KITMHWKO-OMOXMMNYECKUIA CUHAPOM, BO3HUKAIOLLNNA
NPY NOPaXeHUN NoYeK froodon 3TUOMOruu,

00YCMOBMNEHHBIN F

eobpaTmoun noTepen

GonbLWKUHCTBA PYHKLIMOHWUPYIOLWLMX HEDPOHOB

BCMEACTBME NoCcTeneH

HO-NPOrpeccmMpoBaBLLEN (B

TeYeHne MecsiLIEB-NeT) yTpaThl SKCKPETOPHOM U

3HO0KPUHHOW

(YHKLWK opraHa



ananms

yaaneHne n3 Kposu HU3KO- U
CpedHEMONNEKYNAPHbIX BELLECTB, a TakKxXe
BOObI NyTeM AN dY3nn U
yrieTpadpumnsTpaunm (KOHBEKLUN) Yepes
NonyrnpoHnuaemyo membpaHy B
ONanu3npyroLwmmn pacTteop.



10/42

Hemodialysis

Homodialy s =
maching




XPOHWYECKAA NOYEYHAA HEAOCTATOYHOCTb

KITMHWKO-OMOXMMNYECKUIA CUHAPOM, BO3HUKAIOLLNNA
NPY NOPaXeHUN NoYeK froodon 3TUOMOruu,

00YCMOBMNEHHBIN F

eobpaTmoun noTepen

GonbLWKUHCTBA PYHKLIMOHWUPYIOLWLMX HEDPOHOB

BCMEACTBME NoCcTeneH

HO-NPOrpeccmMpoBaBLLEN (B

TeYeHne MecsiLIEB-NeT) yTpaThl SKCKPETOPHOM U

3HO0KPUHHOW

(YHKLWK opraHa



OCHOBHbIE NO4YeYHbIE CUHOPOMbI

CuHapoMbl rnobansHON AUCHYHKLMM NOYeEK
- OcTtpas
- XpoHuueckasa 6onesHb noyek/ XpoHnyeckasa noyeyHas He[OCTaTOYHOCTb

CuHAPOMBI NOpaXeHUs NapeHXuMbl NoYek
- WU3onupoBaHHbIM MmoyeBon cuHapom (UMC)
Hedpotnyeckuit cuiapom (HC)
OcTpbin Hedpputnyeckun cuHapom (OHC)
XpoHuueckuun (meagneHHonporpeccupyrowwmnn) Hedgputudeckun cuigpom (XHC)
bbicTponporpeccupyrowmn Hedpputndeckun cuHapom (bIMHC)

CuHapom kaHanbueBbIx gucdyHkuumn (CKO)
CuHapom nHekumm modeBbiBoaawmx nyteu (AMBIT)
CuHapoMm 0O6CTPYKLUMKU MOYEBbLIX NyTeW



CuHapomM nsonumpoBaHHbIX UBMEHEHUN
mouu (MMC)

beccumntomMmHasa (MUKPO) remaTypus
Peungusupytowlaa makporemartypus
beccumnToMHaga NpoTeNHypuS

+/- UMNUHOPYPUS



HempoTunyecknm cuHapom

IOTO KNNHNKO-NabopaToOpPHbIN
CUMMNTOMOKOMMMJSIEKC, OBOYCNOBMEHHbIN
HapyLleHNneM rmomMepynapHo-6asarnbHOro
bapbepa ¢ pa3sBUTUEM MACCUBHOMW
(HeppoTnYeCcKon) NPOTEUHYPUN



HempoTnyeckmm cnHgpom

- [lpoTenHypua = 3.5 r/cyT (HedppoTnyeckas
NPOTEUHYPUSA)

- T'mnoansbymmnHemumsa (<30 r/n)
- OTekun (HeppoTnyeckne)
- [unepnunnoemus

‘unepxonecrtepuHemMmuna > 6.0 MMornb/n
‘uneptpurnuuepungemmsa > 2.0 mmorsnb/n

‘MnoanbdaxonecrepuHemuns < 0.95 mmonb/n



[laToreHes no4yeyHbIX OTEKOB

NMoTtepsa 6enka c mo4yon
>3.5 rlcyT {

| CuHTe3a anbbymmHa B neveHun

]

MnoanbL6yMnHemus 4
)

| POHK nnasmsbl

'

[NepemellueHmne XnakocTn B

/ [ NnomMepynapHoe nopaxeHne noyek \

[MoBbIWweHne peabcopbumm
Na

l

<

3apepxka Na n Boabl B
opraHusme

1 Mopo3HocTH

Kanunnapos

NHTEpCTULMNANbHOE NPOCTPAaHCTBO

OTEKU

—

1 Pesopbuumn Na

1 anbgoCTepoH

P

Tmnosonemus

+ AOM

T Pesopbuuu HZO




CTPYKTYpPHbIE N3MEHEHNS,
CBA3aHHble C pa3BUTUEM
npotenHypum n HC

Basement Membrane

. (1) noBpexageHune S
aHAOOTEeNMNA — 3
CHUKEHWE OTp.
3apsaaa;

* (2) noBpexaeHwune
FBM:

» (3) HapyLleHus
HOXKOBbIX OTPOCTKOB
noAOLNTOB




BapuaHTt nopaxeHuna 'bM npu HC




CnunsaHune oTPOCTKOB NOAOLUTOB




[lnarHoctmnyeckoe 3HadyeHne HC

* YNbTUMaTUBHO — rnopa>xeHme KJ'Iy60‘-IKOB

» Tspkenoe nopaxeHune Knyoo4ykos nobon
aTHUonorum



He®p Tn4yeckmm cnHgpom

"IpoTenHypus
‘emMaTypus
lnnungpypus
OTeku

[ MnepTeH3ungd

* [INCOYHKLNA NOoYeK

bbiBaeT OCTPLIN/XPOHNUYECKN/NOAOCTPbIN
(ObICTpONpOrpeccmpytoLLnin)



OcTpbl HEPPUTNYECKUN CUHOPOM

BHe3amnHoe (B TedeHne 1-5 gHeun) nosiBneHuns
rematypum (Makpo- nnm M1UKpo-) B
COYeTaHUN C NPOTEUHYPUEN,

LMNnHOpypuen,
+

cHmxeHne CKD n(nnn) otekn n(nnn)
rmnepTeHsna n(unn) onurypus



[TpnUYMHBI OCTPOro HedopUTUYECKOro
cuHapoma (=gmarHocTnyeckoe 3HavyeHue)

« OcTpoe nponndepaTnBHOE BOCNarieHne
Krny6o4koB (OCTpbIN rMoMepyrioHedmpuT)

* XPOHNYECKOE aKTUBHOTEKYLLEE
nponndpepaTtnBHOe BocnaneHune
(obocTpeHune/akTuBHas dpasa
XPOHUYECKUX rMOMepynoHedppuUToB)



OnpepnenexHne
ObICTpONPOrpPeCccMpyroLLEro
HEPPUTUYECKOIO CMHAPOMA

* bonee, yem 50% cHWXeHne PyHKLUUN
NoYyeKk B TedeHne Heaernb/MmecaueB OT
MOMEHTA BbIABMEHUA N3MEHEHUN B MOYE
Ha pOHe NepCcUCTUpPOBaHUS
HedpUuTn4eckoro cuHgpoma, Al



BIMHC — opnarHocTnyeckoe
3Ha4YeHune

o I1tnonorunsa bINHC — Tsakenble nopaxeHnst Kanunnsapos
KIy©OO4YKOB C YaCTUYHLIMU HEKPO3aMUM N OYaroBbIMU
pas3pbliBaMnN CTEHKU

— WmmyHokomnnekcHble 'H (noctnHd.,CKB, IgA, KI')
— AHTM-BM 6onesHb
— Backynutol (I'B,MINA, MOHOOraHHbIN NOYEYHbIA BACKYNT)

« XapakTepHbIh MOPEONOrM4eckUn NPnU3HaK —
«NONyNyHUsI» B KNybo4vkax



Hekpo3 netesb Kanunnapos Knybouk,nponupepauums
aNUTenNus Kancynbl 1 0bpasoBaHne «NonynyHum»
e T A l/',\ P L

Mooty

- -
.



Capillary loop
- Bowmzn's capsule

Urinary space
Break in GEM

Depositon of fibrin Epithevial oal
and fibronectin proliferation

Breax in
, -~ Bowman's capsule
Macrophage o

inftration L.
| .. Influx of m&crophage Fibrocellular Fibrous

and fibroblasts crescent Crescent

Normal Scarring and
glomerulosclerosis



B3aMMOCBA3U NOYEGUHbIX CUMIITTOMOB

BocnaneHue/nponudepayus
FBM/MopounTtbli/OHAOTENNUA Knybouek /MHTepcTULMIA

NS

W3onupoBaHHas W3onupoBaHHas
NPOTEeUHYpUs remaTtypu
TN
ye
HU
e MeﬂﬂeHHU\ /6bICTp0

[epBU4HOE/BTOPNYHOE
nopaxeHue KaHanbLeB




ManonmyHHbIN [TH

Anti-GBN
ANCA

-

in the glomerulus on the left are cells (presumably PMNSs) reactive with
anti immunoglobulin stain, indicating that the patient’s serum is ANCA
positive.



AHLIA (ANCA)

NnoTenHasad Muenonepoxcuaasa



[ noMepynoHepuUT

ITO rpynna HeoAHOPOAHbIX MO 3TUOMNOrMK
MMMYHOOMNOCPeaoBaHHbIX 3aboneBaHnn C
nepBUYHbLIM MopakeHNem Kryobo4KkoB U C
nocnegyooLwmm BoBne4YeHneM B
BOCMNanuTenbHbIN NPOLIECC BCEro
HePOHAa, UHTEPCTULIMANBHOW TKaHWU, C

MCXOO0OM B HeppocKnepos3 1 pa3BUTUEM
XI'H



YnpolleHHaa cxema
MMMyHonaTtoreHesa [ H

|/| K ~ Aktuauus C,-komnn. OcBoboxaeHne PaspywweHne Tr
l npoBocnanuTesnbH /
. bIX LUMTOKMHOB *
JlenkoxemoTakcuc N-1. NN-8. TNE- CepoTOHMH, rMCTaMuH
\ a, UHTEPdEPOH-Y |
OcBoboxaeHue HentpodusnbHble HecTtpykuunsa NBM
NPOTEOSIUTUYECKUX [+ NenkounTsl,
drepmMeHTOB, KNHUHOB Makpodaru

l

HapyweHne yHKunm

Hectpykuna 'BM Tr

!

Y

TpombokcaHbl +

1 Arperaunn Tr

[MpoTenHypus, Aktneannsa OXIl TPOMBOLIMTAPHbLIN
remaTypus dakTop
OTnoxeHus pudpnHa . v
B MecTax CKOMMEHNS Funepkoarynauus, Ba3oKOHCTPUKLMS
K MUKPOTPOMOO3bI




Cumntombl OINCI'H

[ematypuna — 100% (30% - makpo)

Otekn — 80-90% (y 60% - rmaBHas xanoba)
[MnepteH3unsa — 60-80% (y 50% Taxenas)
HedpoTtuueckas npotenHypust — 20% (>3 r/cyT)
Onurypua — 10-15% (y 15% < 200 mn/cyT)

- Azotemus — 83%

OcnoxHenusa OMNCIH

- 3acTomnHas cepgeyHas HegocTaTto4vHOCTb (43%)
- OTek nerkux

- [loye4yHaqa aknamncugd



Knaccudomkaumsa ['H c
nonynyHunsamu un ¢ bINHC

| TN — aHTn-rbM-Heput (10-20%)
A. T[lepBnyHbin [H 6e3 nopaxeHnsa nerkmx
B. ['H c nopaxeHnem nerkmnx (cuHgpom lN'yanacyepa)
C. Amntutena k 'BM npn gpyrmx nepsudHbix 'H (MBI'H)
II Tn — nmmyHokomnnekcHoin 'H (40%)
A. TllepBnyHbin 'H
B. CwucremHble 3abonesaHus (CKB, renatut C, kpuornobynmHemus)

C. [Hpyrmne mopdonornyeckne popmbl nepsmndHoro 'H (MBITH, IgA-
HedoponaTus)

D. WHdekunun, nekapcrtea

[l Tun — N'H ¢ He3HaunTENBLHLIMU UMMYHHBLIMU OTROXEeHUsAMU (ANCA-T'H)
A. TllepBnyHbin 'H
B. CucrtemHble 3aboneBaHus (rpaHynemaTto3 BereHepa)

IV T"n — aHTn-I BM-HedpuT + ANCA

V tun — Ngnonatmnyeckum N'H ¢ nonynyHnamm (OTCyTCTBUE MMMYHHbIX
oTrnoxeHun, antuten K 'bM n ANCA)



JleyebHO-OmMarHocTnyeckas TakTuka
npun BINHC

1. VIckno4unTb MHEKUNIO
2. CpoyHasa bmnoncus



JleyebHO-OmMarHocTnyeckas TakTuka
npun BINHC: bnoncus

Buoncus

1

/ MmMmmyHopntoopecueHums

JInHenHble oTnoxeHus Ig

!

AHTU- BM-HedpuT

I

YpoBeHb Cr 1 % nonynyHum

L

Cr<0.6 mmonb/n

% nonynyHnn<85%

Cr>0.6 mmonb/n

% nonynyHnn>85%

N

\

JleroyHble

[Mnasmodepes

2. MeTtunnpeaHn3onoH (nynbc-
Tepanus)

3. [peaHunsonoH (per os) unu
uuknodpocdaH (per os)

KpOBOTEYEHNS

OGS

\

OTCyTCTBI/Ie MMMYHHbIX EeNO3NTOB
NN nx HebonbLLoe KONMMYecTBO

(IgM, C3)

’

ANCA-Hedhput

\

JMobaga pyHKuMA nodek (Tskenas

OIlH c onurypuen)

!

[Mnasmodbepes (ecnm ecTb
nerovHble KpoBOTEYEHUS)

MeTunnpegHU30moH (nynbc-
Tepanusi)

[MpeaHn30noH nnm
uuknodocdaH

CumMmnTomaTtmnyeckas

Teparing, remognarnna




Knaccuopukauna MbI1TTH

. MBI1TH Tun |

A. VononaTtnyeckum

B. BTopn4iHbin

- XpOHUYeCKne NHeKUnmn (3HOoKapamT, BUCLeparnbHble
abcueccsbl, renatmt B, C, manapua n ap.)

- [NapanpoTenHosbl (KpnornodynnHemms)
- Heonnasuu (nenkossl, nMM@ombl, HeppobrnacTombl)

Il. MBI'T'H Tun I

A. VlononaTtnyeckum

Il. MBIIH Tun 1l

A. Nanonatnyeckum



[TpnymHbl BTOpHiHOro Mbl'H

NHpekumm
lrenatutBu C
MHGEKUNOHHBIN aHAOKapAUT (IHTEPOKOKK)
CTtpenTokokkoBasi MHeKLns
Manspus
Cudounuc

Onyxonu
KapuuHoma pasnmyHbIxX nokanusauum
MenaHoma
MesoTtennoma
np.

BonesHun coegMHNTENBLHON TKaHU
CKB
PeBmatongHbln apTput
Oepmatommnosunt
AHKMNO3NPYIOLWNIA CNOHAMNOaPTPUT

MegukameHTbl

. Kantonpun
OunknodeHak
KeTtonpodeH
MNeHnumnnamuH
3onoto
*ap.

Mpoune
CaxapHbli anabet
BbonesHb KpoHa
BunraoHbIi LMppo3 neveHu
Capkoungos u ap.



XpOoHU4Yecknmn (MearneHHonpPorpeccmpyoLmn)
HEPUTUYECKNN CUHOPOM

XapaKkTepusyeTtca Hannimem n3ameHeHu B
aHanm3ax Mo4um, coveTaroLmxca c
apTepunanbHON TMNEPTEH3NEN U

MeaIEHHOMNPOrPECCUPYIOLLIMM CHUKEHNEM
CK®



KpeaTuHWH CbIBOPOTKM — 3aBUCUT OT CK®
(muiia YCnosb30BaTh NS OCTDbIX
' cutyaumn - O {

TonbKo UNLTPALMA PunbTpaymsa n cekpeuus

AHYNIMH KpeaTUHWH

uv

CK® = p =125ml / min UV

CK®D = =90 —120m!/min
TP



Cxema HOpManbHOro Knyoou4ka.
CooTHoweHue KanunnsAaApHbIX neTtesib 1 Mme3aHruns

Basement Membrane

g Red Blood Cell
Endothelium 7,

Podocytes

<32 Endothelial
Cells

Cells Mesangial Matrix

-15% cdonnbTpauumn Yepes mMe3aHrum,

-oCTaribHoe Yepe3 (peHeCTPUPOBaAHHbLIU IANUTENUN.
-HopmanbHbIN aHMOHHbLIU 3apag TBM npenaTcTByeT
-naccaxy anboyMuHa Yyepes aHAOTEeNnnn



