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KnuHunyeckasa knaccudpukaums

rmomepynoHedpura
[E.M. TapeeB, 1958; 1972; U.E. TapeeBa, 1988;
2000]

e OcTpbIN

ElomMmenvondaechniaT o

B coBpemMeHHOU Hedponornm gnarHo3 «0CTporoy,
«ObICTPOMPOrpPeCCUPYIOLLIErO» N «XPOHUYECKOTO»
MTOMepPYnOHEPUTOB HE MOXKET ABNATHLCA
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* CMeLUaHHbIV

* [NnomepynoHedpuUT NPN CUCTEMHbBIX
3aboneBaHnNAX

(BTOPUYHBbIN [H)




OcCTpbIn rIoMepynoHedpuT

ocTpoe audhdysHoe MMMyHOBOCNanuUTenbHoOe
3aboneBaHue Nnoyekx,

B OCHOBe natoreHe3sa KOTOPOro JIeXUT
MMMYHOKOMMJIEKCHbIN Me€XaHU3M

Cc 00sA3aTeNnbHbIM NMOpPaXXeHUeM Krnyoo4KoB,

B MeHbLLEeW Mepe — ¢ NopaxXeHnemM KaHanbLeB n
MHTepPCTULMaNbHOMN TKaHW,

MMerllee B UCXoOe BbI3JOPOBNEHNE UNU Nepexon B
XPOHUYECKUN rmomMmepyroHepuT



OcCTpbIN rMoMepynoHedpUT

 CBepgeHuna 06 annagemMmornormm oTCyTCTBYHOT (4acToTa
3aboneBaHus He U3BEeCTHA)

 Habnopaetcsa 3HaunTenbHo pexe, 4yem XI'H (1-2 cnyyasa OlH
Ha 1000 cny4aeB XI'H)

 OI'H yawe pa3BuBaeTca y aeteu 3-7 neT, y B3pocnbix 20-40
neT.

e MyX4unHbI 60neloT B 2-4 pa3a Yalle XXeHLLUH.



OTHnonorng

baktepuanbHasa nHdekuus — 3 reMoNIMTUYECKUN CTPENTOKOKK rpynnbl A
«HeppUTOreHHbIN), cTapnNOKOKK, MTHEBMOKOKK

Bupycbl —renaturta B, KpacHyxu, UH(PpeKLUMOHHOIroO MOHOHYKJ1€033a,
repneca, ageHOBUPYChLI

BakuUuHbI, CbIBOPOTKMU
[MpocTenwine (MansapunHbLIN N1a3MoanNn)
Ankorosnb, HAPKOTUKHU

JlekapcTBeHHbIe BelwecTBa — aHaNnbreTuky, cynbgpaHunamumasl,
AHTUOUNOTUKM

Onyxonu (napaHeonnacTU4eckum cCMHOPOM)

I'H «B pamkax» apyrux 3abonesaHnu: UH(peKLUNOHHbIN 3HAoKapauT, CKB,
reMmopparv4yeckmuu BaCKynuT un gp.



P NHAEKLINA |

AHTUreH +antutena —LUUK

|

MocTynneHne aHTUreHa B NOYKY

otnoxeHue LUK nnu hpopmupoBaHmne UK B noukax

Ob6pas3oBaHue
aHTUreHoB
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darouuTtos UK, nusunc
KINeTOK C BblaereHnem
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AKTUBaLuA KOMITUMEHTA,
MeMOpaHO-aTaKyHLMNN KOMMNEKC
C5b-C9

¢depmeHTOB
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AktTuBauumsa T-
numdcouuToB

AKTUBauus
TPpOMOOLMUTOB,
noBblLLeHne
NPOKoarynsiHTHOM
aKTUBHOCTU KpPOBM

NMopaxeHne 6a3arbHON MeMOpaHbI KTMHHHPOB KNyobo4KoB

NMponudepaunn
Me3aHrmouuToB,
npoAyKuus
LUTOKNHOB

-

NMputok HeuTpocunos,

MOHOUMUTOB, NMMK}OLMTOB C

obpa3oBaHuem
UHduNLTpaToB

KTUuBaLlunus anonrto3a

AKTBauus
KoMmnnanmMmeHTa C3a,
C5a,C5-C7




KnnHnyeckasa kaptnHa Ol'H

v MoyeBOU CMHOPOM
v CnHpgpom aptepunaribHON rMNepPTeH3nu

v/ OTeYHbIN CUHOPOM



[ NpoTenHypusa — cBsA3aHa C NOBbILLEHHOW pUNbTpaLnen
nnasmMeHHbI3X OenkoB Yepes KIyobo4yKkoBble KanuUnnaps.l, T.
K. IK yBenn4ymeatoT pasmepbl «nop» B 6a3arnbHOW
MemOpaHbl. [loTeps oTpuuaTensHOro 3apsiga 6asanbHoOW
MeMOpaHbl

[emaTypus
NenkouunTtypusa (HabnogaeTcsa HevacTo)

LiunuHapypus — BblAeneHne ¢ Mo4om 6ernkoBbIX U
KNETOYHbIX KaHanNbLIEBOIro NPOUCXOXAEHUS (3€PHUCTBIE,
BOCKOBWAHbIE U TMANNHOBLIE)




[ N'mnepBonemuna (3ageprkka B opraHM3mMe HaTpua 1 BoObl
BCIe4CTBUE CHMXXEHNA KpOBOTOKA B Kanunnapax)

[ lNoBbllLEHWNE aKTUBHOCTW NPECCOPHbLIX daKTOPOB:
akTnBauna CAC — HopagpeHanuH, PAC (aHrMoTeH3uHll),
ALl

[ NageHne akTMBHOCTW OeNPeCCOPHbIX CUCTEM BCreacTBme
nopaxxeHns NOYKN: KarnmuKpeNH-KUHMHOBOW CUCTEMDbI
(CHWXeHWe cogepxaHns bpaguknHuUHa, npoTtornaHanHa k)



(3apepxKa XXNAKoOCTU B OpraHu3mMe BcrieicTBMeE NOBbILWEHUA peabcopounmn HaTpus
U BOAbl B KaHanbLax)

0 AktuBauusa PAAC: runepnpoaykums aHrmoteH3uHal li
rmnepanbaoCTEPOHU3M

0 MNinepcekpeuuna AQI (BazonpeccuHa) yCUNneHue Xaxabl

0 BbipaxeHHas anbOyMUHypus

rmnoanboymMmmMHeMus U rMNOOHKUA

nepemMeLleHue XXNaKocTm n3 cCocyaoB B TKAHU U

rmnoBosieMus

CTUMYNALUA ceKpeuumn anbaoCcTepoHa

3afepiKKa XUAKOCTH|



Hecneuundmnyeckaa cumntomaTmka B Havyane passutus Ol'H

(nroboun BapunaHT)
YMeHbLUeHue KornimyecTBa BbIAGHHEMOVI MO4YU

[MacTo3HOCTbL NMNLUaA, BEK

YBenunyeHue Beca tena

TsikecTb B 00y1acTy NosICHULbI

UHorpa ansypuyeckme AaBneHus

UHoraa noBbiweHue A/l

N3MeHeHne uBeTa MO4YU — LiBeTa Kpenkoro 4yas, Kode. « MACHbIX MOMOEeB»
N3meHeHMe uBeTa MO4YM MOryT OTCYTCTBOBAaTb

Cybdebpunurer

YxypleHue odwero caMmo4yBCTBUSA

Bce cuMmnTOoMbI AepXXaTbCA HeAONro, BbipaXXeHHOCTb UX BapbupyeT



[0 MoHOCUMNTOMHbLIU — Hanodbonee YacTtbin (A0 85%)
N30NMpoBaHHbLIN MO4YeBOU CUHAPOM NPU OTCYTCTBUMN
Al n oTekoB

[ Hecbputnyecknnm — mo4yeBOU CUHOPOM, ONTUTOYpPUSA,
OTeKU, noBbiweHue ALl

[0 PasBepHyTbIN «OTE@YHO-TUNEPTOHNYECKUn» - Arl,
BblpaXXeHHble OTEeKU, NPOTEeNHYPUSA, BO3MOXHbI
OCJI0XKHEeHUA



OcTpasa ceppgeyHas HeOoOCTaTOYHOCTbL (He Oonee 4yeM B 3%
crnydJasx): neBoxenygodkoBas

TOTAalibHas

OcTtpan novye4yHass HeAOCTATOYHOCTL (Y 1%) XapakTepu3yeTtcs
aHypuen N NOBbILLEeHUEeM KpeaTUHUHA, MOYEeBUHbI, NageHue
CK®, cHnxeHue YB, noBbilWeHMe YPOBHS Kariusi B KPOBU

JKnamncusa (CyaopoXXHbIN CUHAPOM)
KpoBousnusaHue B ronoBHON MO3r
OcTpble HapyLweHUa 3peHus (npexoasaLwas crienoTa)



CTpenToKkOKKOBas UH(EKLNS NN UHble NPUYUHBI

NMNosiBNneHne nameHeHn B Mo4e
+

CHMXeHune NpoTEeMHYPUU U FreMaTypum yepes 4, pexe — 8-12 Hegenb

Hopmanusauua aHanusa mouun
(4epe3 8-12 mecsauLeB)

Bbi3gopoBirieHune

!

CnycTa rog Hopmanusauum
aHanu3a Mo4u He HacTynuIo

d

XpOHUYECKUU rnomepyrioHeppuT




* OCTpoe Ha4varno B codeTaHUM C MOYEBLIM CUHOPOMOM
(NpoTenHypusa + rematypus)

* [lpexopsauiaga aptepumarnbHasi rMnepTeH3ns
e OTEeKku

» OTCyTCTBME CUCTEMHLIX 3aboneBaHU 1 apyrux 3abonesaHumn
noyek



** nocTenbHbIN PpeXuM (CTpOornn) B cpenHe 2-6 Heagenb OO0
nuKBMaaumm oteKkoB U Hopmanusauum Al

< [NwueTa cobniogaeTcs A0 UCHe3HOBEHUSA BCeX BHENoO4Ye4YHbIX
CUMNTOMOB U PE3KOro ynydweHnsa aHarim3oB MO4M

= OOLWee KoNMYecTBO BbINUTOU XNUOKOCTU HEe AOJHKHO Ha 300 mn
npeBbILaTb KONMM4yecTBa BblAENIEHHON MOYMU

= OrpaHnyeHume Konuyectsa 6enka oo 0,5-1 r/Kr Beca tena
» KonnyectBo noBapeHHOU conun Ao 3-5 r/cyTku



% JlekapcTBeHHas Tepanus:

AuypeTtukun (canypetmkmu) — chypocemump,
40-120 mr 3-4 gHen

UHrnoutopsl AP,
AHTaroHuncTbl Ca (ny4we B KOMOMHaLUMN)

NpeaHn30mnoH 40-60 Mr/CyTKu C
nocneayroWmUM CHUXKeHnemM A03bl B
TeuyeHue 4-8 Hegenb

FenapuH 20-30 Tbic. EQl/cyTKM n/K B
TeyeHuUe 4-6 Hegenb

TonbKo Npu AnNUTeribHOU 3aAepKKe XXUOKOCTU(OTEeKMU),
noBbiweHne A[l, Hann4um cepaevyHomn
Hea4OCTaTO4YHOCTU

lNMpu coxpaHsaowenca apTtepuarnbHON TIMNEepPTEeH3UNn

Tonbko npu HedbpoTudeckon chopme OMH m
3aTAHYBLUEMCS Te4YeHUMn

Ol'H c BbIpaXXeHHbIMU OTEeKaMM U 3HAYUTESIbHbIM
CHWXXeHnem aunypesa



0 JleyeHue B cneynanusnpoBaHHOM CTaLOHape
0 MNMynbc Tepanua meTunnpegHN305I0OHOM

0 Unknodochammna BHYyTPUBEHHO

[0 UHTeHCcBHBLIN Nna3macdcpepes

[0 Buoncusa novku



* J[lnua nepeHecine Ol H HabntogatoTca Ha MPOTAXKEHNN 2
net

* B nepBbie 6 MecsLEeB aHanM3 Mo4m NpoBoasAT 1 pas3 B
Mecsl, B nocreayowem - 1 pas B 3 mecsua

* YKeHWwmHam He bepeMeHeTb B Te4eHue 3 neT

« 3anpeLllaetcsd TsKenbin dusnyecknun Tpya, pabora B
XONOAHbIX U CbIPbIX MOMELLEHUNSX

« CaHauma o4aroB XpoHNYeCcKon MHAEKLMN



= XpoHn4yeckoe anddysHoe 3adboneBaHune no4vyek
= B oCHOBe nartoreHe3a NneXxmutT UMMYHHbIN MEXaHU3M

= C nopaxeHnemM Knyobo4koBoro annapara, ¢
nocrieaAyrLwnmMm BOBMe4YeHNEM OCTaNbHbIX CTPYKTYP
MOYKMW

= [Iporpeccupytollee Te4eHue

= C pazButuem Hedppockneposa n no4e4yHOU
HeAOCTaTOYHOCTMU



* AH(pbeKLUMOHHbIe areHTbl — baKkTepuanbHble
(Str,Staf, Tbs n ap.), BUpycHsble (renatut B,C,
uunTomeranoBsupyc, BUY)

 TOKCHU4YeCcKue — ankoronb, HAPKOTUKMU,
opraHu4eckKue pacTtBopuTenu, ptTyTb



MexaHuambl doopmupoBaHmna XI'H

UMMYHOKOMITI1IEKCHbIE 2eMoOUHamu4ecKue
(c reTepoaHTUreHOM) Memabornuyeckue

aHmumersibHble, B T.M.:
ayTOMMMYHHbIE (C ayTOaHTUTEHOM)



KnnHnyeckne sapuaHTtbl XITH (1)

 JlaTeHTHbIV — camada YacTas (44%) N3onnmpoBaHHbIK MOYEBOWU
cuHOpom, nHorga ymepeHHaa Al'. MeaneHHo nporpeccupytiollee
TeyeHune. XI'NH yepes 15-20 net. Mopdonorndyecku :
Me3aHrmonnponnudepaTMBHbIN U MEMOPAHO3HbLIN
rmoMepynoHepuT.

* [emartypuyeckuin — B 6%, peako. [lpoasndaerca rematypuen, c
anmnaogamm MmakporemaTtypun. TedeHne bnaronpmusTHoOe, N034HO
pa3sueaetcsa XI1H.

* [MnepTtoHmnyecknm — okono 20%, nposenenune Al. UameHeHUA B
MOYe He3HauuTenbHble (MPOTEUHYPUA OO0 1 rp/CYyTKU, remaTypus
He3HauuTenbHasa). Mopdonormyeckn otme4aeTcs
Me3aHrnonponudepaTnBHbIN U MEMOPAHO3HO —
nponudepaTuBHbIN rMOMePYNoOHEPUT, TeHeHUE brnarornpuaTHOE;
HaNOMMHAET NATEHTHYIO popMy



* HedppoTnyeckmn rmomepynoHedpuUT — KNMHUKa
HEmPOTNYECKOIO CUHAPOMaA:
v MaccuBHaga npotenHypusa donee 3,5 rp/CyTkKu
v TunoanbbymMuHypus
v OucnportenHemusa — runep a2rnodoynmHemMus
v 'unepxonectepnHemus
v 'unepTpurnuuepmnaemus
v OTeyHbIn CUHOPOM
¢/ All He NOoBbLIWEHO U NOBbLILWEeHO He3HAYUTENbHO

YCKOpeHHO nporpeccupyroLlee Ted4eHne — Mop@oniorm4ecku
Me3aHMMoKanunnsapHbIN, POKanbHO-CErMEHTaPHbIN
rmomMepynockneposd. XI'1H 4yepes 5-6 net



« CMeLlaHHbIN rMoMepynoHedpuUT — (codeTaHne HePPOTUYECKUN +
rmnepToHndeknin). Hanbonee HebnaronpusaTHas popma.
MesaHrmokanmnnapHbIbIN rIMoMepynoHedpuT.
bbicTponporpeccupytoulee tedeHme. XI'NH dyepes 2-5 net

* [logocTpbin (3r10Ka4eCTBEHHbLIN) — HEPPOTUYECKUN cUHAPOM, C Al 1
ObICTPbIM pasBUTMEM NOoYe4YHOW HegocTaTodHOCTU. Mopdhonormnyecku
HaxoaaT nponudepaumst ANNTENns KIybo4koB ¢ popMnpoBaHUEM
«NonNynyHun». JletTanbHOCTbL Yepes 1-2 roga

« XI'H npu cucremubix 3abonesaHuax — CKB, remopparn4yeckom
BacKynure



« CTabunbHo Habnwaarwmncad Mo4eBom CUHOPOM
e [1INUTENBLHOCTL 3ab0neBaHnUs He MeHee 1,5 neT

« OTCyTCTBME APYrMX NPUYMNH. 00yCcrnaBnmBatoLLme NoABNEHNE
MOYEBOro cnHapoma

 [lpn Hannymm Al 1 oTe4HOro cMHapoMa UCKI. gpyroe
npoucxoxgeHue



* Pexxum orpaHnyeHmne usnyecknx Harpysok, naderatb
nepeoxnaxaeHum

 [lneta orpaHn4vyeHne nosapeHHou conun o 10. nHoraa 3-5
[/CYTKU

 MeaonkameHTO3Haa Tepanus B 3aBUCUMOCTU OT doopbl XITH,
Hann4na odbocTpeHnss 1 MopdofIorM4eckon KapTUHbI



* mmyHHasa cynpeccus (I'KC, untoctatukun) — npu
HedpoTuyeckom BapuaHte XI'H, XI'H y 6onbHbIX ¢ CKB,
riedeHune anuTernbHoe

« [le3arperaHTbl U aHTUKOAryrnsHTbI - reNapuH U KypaHTur.

* [MnonMNnaeMmnyeckme - ctaTuHbl NPU HEPPOTUYECKOM
CUHOPOME

* Mo4eroHHble Npn HEPPOTNYECKOM CUHAPOME, OTEYHLIN
cuHgpom — pypocemuna

* MHrmouTtopsbl Al'l® n antaronmnctel Ca npun Al
* AHTUOMOTMKM NpPU NPUCoegNHEHNN NHEKLNN



CuHpgpom
(rpeyd. syndromos — BmecTe
Ocerywunn)

YcTonynBasi COBOKYNMHOCTb CUMMTOMOB

(CYOBEKTUBHbLIX W/MNN OOBLEKTUBHbLIX), 0O beANHEHHbIX €ONHLIM
naTtoreHe3om (MPUYNHOW), aHaTOMUYECKUM UK
naTosioroaHaToOMNUYeCcKUM cybcTpaTom

CuHagpom npeacTtasnsaetr cobon nHgmeuayanbHbl, BpadeOHbIN
MHCTPYMEHT Knaccu4eCKoWu KIMMHUYECKOWU NaToreHeTUYeCKou
ONarHoCcTuKK, npegnonaratowmm CUHOPOMHbLIN NPUHLIXM MbILLNEHUSA
Bpa4a:

«OT CUMNTOMA K CUHOPOMY, U OT HEro K guarHosy»



CUHAPOM KaK UHCTPYMEHT
OANArHOCTUKM

[MpocTon cuHapom
bonee To4Has
AnarHocTuKa
naTonorn4eckKoro
npoLecca C NOMOLLbIO
HECKOINMbKMUX MeEeToO0B
nccnegoBaHus

NMpumep:

MoueBou cMHOPOM
CuvHOpom apTepuarnbHOU
rMnepTeH3nn

«OTEeYHbIN CUHOPOM»

CnoXHbI® CUHAOPOM

Kak MHCTPYMEHT KITMHNUYECKOU
OVAarHoCTUKN BCEX BHELUHUX
NPOSABNEHUN, OOCTYMHbIX
nccregoBaHuio, TUMNOBOIO
naTosIorM4yecKoro rnpotecca
(npoueccoB)

NMpumep:

OcTpbIN HEPPUTUYECKNN CUHOPOM
bbicTponporpeccmpyoLmn
HedPUTNYECKNN CUHAOPOM

XPOHUYECKNN HEPPUTNYECKUN
CUHOPOM
HedpoTtnyeckmun cnHapom

NI



AHaTomus
rmomMmepynbl . .. o

Glomerular . : arteriole

Interlobular artery capsule {
and vein

Renal artery

Proximal convoluted

Arcuate artery
and vein

Collecung?
duct |

Renal 3

artery Distal
Renal tubule
vein




CTpoeHue KanunnapoB Kryoo4koB

NMNOYKU
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Cxema CTPpOEeHUA NneTesib Kanuninsapos
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Parietal epithelium ]
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OCHOBHbIE KNMUHNYecKue

CUHOPOMbI OOne3Heun no4vek
* HeppUTHU4ECKNUN CUHOPOM
* OCTPbIN HedpuTndeckum cuHgpom (OHC)
* ObICTpONporpeccupyrowmm Hedputnyeckmumn cuHgpom (bIrNHC)
* XpoHU4eckumn Hedpputmnyeckmn cuHapom (XHC)

* U30NNPOBAHHbLIN MOYEBON CUHAPOM («DECCUMMTOMHANA»
npotenHypua wu/mnm remarypus) (MMC)

« HedppoTtnuecknn cnHgpom (HC)

« XpoHundeckas bonesHb novek (XblM) — cuHopom
* Octpoe nospexaeHue noyek (Oll) — cuHgpom
* CnHOQpOM KaHanbLeBbIX ANCAHOYHKLNN

* CnHOPOM MHAEKLNN MOYEBLIBOAALLNX NYTEN

* CnHOpOM OBCTPYKUMM MOYEBBLIBOASALLMNX MYyTEN



momepynapHan 6a3anbHas
MmemMmOpaHa

basanbHas
vembpaHa

MoueBoe
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‘ HoxxkoBble NXFS
deHecTp \ OTPOCTKY R
JUSVIUTCFVEVI UGS
bl ‘ noaounToB
SHOOTENM
9 4
‘ Podocyte
‘ Integrin
|
. | GBM
Collagen 1V ,.
AyTOMMMYHHbIE U FeHeTnueckmne npnunHbl HC (PCIC) y
UMMYHHble MeXaHU3Mbl B3POCHbIX
noBpexaneHns Front. Med. 2017:DOI

10.1007/s11684-0-117-0564



[MomepynsipHble
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ApTepunanbHas runepTeH3us
CHunxeHune CK®D, moyeBoun
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Hedputuyeckun
CUHAPOM

OcTpbit HEPPUTUYECKNNA CUHOPOM

bbicTponporpeccnpyrownm He@PUTUYECKUA
CUHOPOM

XPOHUNYECKUN HEPPUTUYECKNN CUHOPOM

3onnpoBaHHbIK MOYEBOW CUHAOPOM



INokanusauua UK B rmomepynax onpegenseT
XapaKkTtep KIMHUYEeCKUX CUMMNTOMOB
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OcTpbin HehpUTUYECKUN

OcTpoe Havang pRP RAiVs y NnauneHTa b6es ykasaHuii B
aHaMHe3e Ha Kakme-Inobo 3aboneBaHusa NOYEK UK N3MEHEHNSA B
aHanusax mMo4u, xapakrtepuayrlleecd BHe3anHbiM (1-5 gH)
NosiBNEHNEM rematypum (Makpo- Unm MMKPO-) B COMETAHUN C
NpoTENHYPUEN, umnuHapypuen, cHmxeHmem CKO,
HedPUTUYECKUMMN OTEKAMU N TUNEPTEHINEN.

B psifie CryYaes-RerMcTpupyeTGa Afrvols S,
TVNna I~ S %
a A %
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UHTepnosuny,
UK B dopme us

«rop6oB» Me3aHrus

HentpodunbHble
NenuKouUTbl



KnuHuko-mopdonornyeckas
XapakKTepucTtukKka OCTporo

bt ARHYGRSSTEP Lot BRI P
H

[ToCTUHMEKUNOHHbIN [H V

CKB
MembpaHonponudepatusHbiv ['H I/lll Tnna

NHTpanHPeKUNOHHbIN [H V
TapanpoTenHemMn4eckum
KpuornobynuHemmndecknn V
lapaHeonnacTnyeckmnm
C,-rmomepynonatuu

BpoxaeHHble U npnobpeTeHHble AncdyHKLMN
ansTepHaTUBHON CUCTEMbI aKTUBALIMW KOMMIIEMEHTA
IgA-HedponaTus



NMHEeKUNOHHDbIE

MocTindesimon e PpuTE!

bl
NHTpanHdeKuUOoHH
LA (OcTpbin) anddy3HbIN

nponudepaTnBHbIN

rnomepynoHecppuT (MCIrH)

urinary

Bowman's capsule .
space '

epithelium
endothelium

epithelium
{(podocyte)

mesangial ___— '
matrix mesangial cell



[MocTH(EKUMNOHHbIN
rmomMmepynoHedput
Ha‘—II/IHaeTCFI, KaK Mnpasuiio, 4epe3 HEKOTOPOE BpeMA MNocsie KynmpoBaHUA
NHEeKUNM (OHW, Heaenn)

[TpynHa: HenonHOCTLIO BbiBeAEeHHbIE U3 opraHuamMa VK (¢ nHdpekumoHHbiM Ar),
chopmmpoBaBLLUMECH aHTUTENA K UMMMAHTUPOBAHHOMY B MOYEYHYIO TKaHb
aHTUreHy

MexaHusm: INepBuyHaa nmnnadtaumnsa Ar (UK in situ) nnu umpkynupyoLime
NUMMYHHbIE KOMMJEKChbI

AHTUMHMEKUNOHHBbIE cpeacTBa HeEA(MEKTUBHLI B NleyeHun ['H
B Taxenbix cnyyaax onpasaaHbl [ K 1 uUMMYyHOCYnpecCcaHThl

KnnHn4veckmne npumepsi:

MNCIrH

[THeBMOHUA, racTpoaHTepuT (Str.pneumon., Klebsiella, Mycoplasma)
Moodonorva: [NIMFH nexe MBI H -1



[MoCcTUHMDEKLUNOHHbIN
Andpdy3HbIN nponudgepaTUBHbLIN
rmomepynoHedppur

a) ceetoBas MK;
0) rpaHynsipHble oTnoxeHusa IgG Baonb 6a3anbHbIX MEMOpaH; B) OTINOXeHUS

C3-dopakumm KoMnremMeHTa;

r) HpUNLTPaLMA NeNKoLuMTaMm U 3MEeKTPOHHOMNMNOTHbLIE OTOXeHnA B hopme
«ropooB»



KnuHnyeckune npossBneHus
NOCTCTPENTOKOKKOBOIO

rmomepvnoHedbpuTa v Aeten U NOXUnNbIX

[emartypus 100
[TpoTenHypus 80
OTekn 90
[MnepTeH3uns 60-80
Onurypus 10-50
Opblwka/cepaeyHas <5
HEegoCTaTOYHOCTb

HedpoTtnyeckas npoTenHypus <4
A3oTemus 25-40
ﬁ?ﬂ;ggﬂ.ggﬁ?}'f.ﬁcﬁ%r. 1: 0.3 ua 100 TblCTOA

HAacanaHiiqa

100
92
75

80-86
58
43

20
70-83
25

no R. Rodriguez-lturbe,
2004



UHTpanHdpeKUMOHHbIN
rmomepynoHedpur

Bo3HMKaEeT Yyepes3 HECKOSbKO Hedernb Ha dooHe TeKyLen MHAEeKL U
[TpnymnHa: reHepaumsa Ar nepcucTupyroen MHeKLnen
MexaHu3Mm: Kak npasuno, unpkynupyrowme VK

AP PEKTUBHBI aHTUMHAIEKLUMOHHbIE CPEACTBA B OTHOLLEHUN TEYEHUSA
H

['K 1 nmmyHocynpeccaHTbl onpasgaHbl NULLb B 9KCKMO3MBHbLIX Clydasax
KnnHun4yeckmne npumepsi:

Ctona gnabeTuka (MHUUMPOBAHHbLIE SA3Bbl)

bakTepunanbHbI 9HOOKAPAUT

Octeomunenur

Abcueccbl BHYTPEHHUX OpraHoB

Mopdonorna — AITMH, MesanrnonponudgepatuneHbin ¢ IgA, MBIITH |

mnum .
«laA-nommidadTaRIA OCcThRIIA TNanichenaTurdkiiz THy



bakTepuanbHble UHEKUUU, npuBoasaLLMe K
pazsuturo AOIMNTIMH vnun MIOTMH-I, nnu lll Tnna,
KNMHUYecKu nportekarowmx B popme OHC

3aboneBaHue UHdeKkT-areHT

PapunHrnt Umneturo
NHdunumpoBaHHas 4yecoTka

[MTHeBMOHUA

OcTteomunenur

bakTtepuanbHbIn 93HOOKapAUT
OCTpPbIN

NO4OCTPbLIN

NHUUMpoBaHHbLIN 5
BEHTPUKYIO-aTpuarbHbIn
LUYHT

BucuepanbHble abcuecchl

Tndb. nabatvd

Str. B-remonuTnyeckun rpynnol A

Str. pneumoniae

Str., S. aureus

S. aureus

Str. viridans, mitis, mutans,
haemolyticus

S. albus, epidermidis Enterococcus
(Gonococcus

Ps. aeruginosa
S. albus, epidermidis, aureus
Blé)ht roides
rrafia
Ps. aeruginosa
S. aureus

Ps. aeruginosa
E. coli

Pr. mirabilis
S. tvyphi. S. paratyphi A. C



TakTuka Bpava-tTepaneBTa
Nnpu oOCTPOM He(ppUTUYECKOM

cunHapome
[lnarHoctnyeckasd

OLI,eHI/ITb KITMHN4YeCckKkmne CUMMNnTombl
N NX AUHaMUKy
Hedputnyeckne oTeku
ApTepuarnbHaga runepTeH3nd
Makporemartypus
Onurypwus
OpablLka

OueHnTb JaHHble aHaMHesa
CoumnanbHbIN cTaTyC
Bospacrt
Ouaru cTpenToKOKKOBOW
NHpekunn
Hpyrne oyarn nHgekumn

O6Lwmmn aHann3 mMoum
Mukporematypus (L-ypus)

bunaximmussekwrne nccnegoBaHus

KPOBRAXPaHHbIN y.B.
KpeasmmiRVouesura
IPCK® Ha 50% n bonee

Y3W noyek

HopmanbHOro nnm CUMMETPUYHO
yBennM4yeHHoro pasmepa noyku

TepaneBTnyeckas u
2P RAMBANRSAOMH AANOTEH3NBHOW

Tepanuu:

n-Alro
AT ,-6rnokaTtopbl
brnokaTtopbl Ca++ kaHanos

MoueroHHas Tepanus
[leTneBble oUYypPETUKN
AHTUbBaKTEpPUanbHas Tepanus
NpWN HaNU4YnUm NPU3HaKoB NHMPEKLNK
E\MOKcmumnnMH, a3NTPOMULINH)

M@H8QMWVE3QIS&EHM HedpUTU4ECKUM

CUHOPOM



TakTuka Bpava-Hedponora

npu ocTpomMm HedppUTUYECKOM

cuHapome
[narHocTtunyeckasd epaneBTn4ecKas

JTabopaTopHas u
MUKpobunonormvyeckaa AguarHocTuka
CTPENTOKOKKOBOW WHMPEKLMN
[ToceBbl N3 o4yaros
Tntp ACJ1-O
AHTUreHbl HEOPUTOrEHHbIX
LUTAMMOB CTPENTOKOKKA
CH.,, C3, C4

50’
KnnHuko-nabopaTopHo-
NHCTPYMEHTanbHasa guarHocTmka
BTOPUYHbLIX popm 'H

bakTepunanbHbIM SHOOKaApPAUT
CucteMHble 3aboneBaHus
KpuornobynnHemus

Hedpobuoncus

CumMmnTomMmaTmnyeckas
Tepanus

HedponpoTtekTnBHas

AHTMbakTepunanbHas

MMMyHOcynpeccuBHas
Tepanna B COOTBETCTBUM C
OCHOBHOW Martosorneu



INokanusauua UK B rmomepynax onpegenseT
XapakTep K/MHUYeCKMX CUMNTOMOB
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bbicTponporpeccupyto
LWMN HedPPUTUYECKUU

OTHocuTerGAdIELID@MHa4vano
3aboneBaHug
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Mopdonornyeckasa aguarHocTuka

C c“z-' S PPpUTa
nonynyHusam Loz oer 2
P L e Z
n %,
%

OTcyTtcTBME JlnHenHbIE paHynsipHbIe

OTNOXEHUHK OTIIOXEH OTNOXEH
< MMMyHOKOMNIIEeKCH
OnMUroMMMyHHbIU AHTN-rbM- y Lii TH
- TH 'H



KnuHuko-natonorn4yeckas
Knaccudpukauus
THenmepynoredpvvave NonynyHNAMHU

e CucrtemHble 3aboneBaHusa ¢ N'H ¢ nonynyHnsamm
— CuHpgpom lN'yanacuepa
— CKB
— CwmewaHHasn (IgG/igM) kpuornobynmuHemus (renaTtut
C)
— MNypnypa WWeHnenHa-NeHoxa
— AHLUA-nonoxutenbHble BacKynuThbl
* MUKpOCKONMUYECKUU NMONTINAHTUUT
* 'paHynemaTto3 BereHepa
 bone3Hb Yapaxa-LUTpocca
— Heonna3smbl (KMWIEeYHUK, Nerkue)
— PeunauBupyrowmmn nonmMxXoHapUT
* ['H c nonynyHusamu Ha poHe MHPEKLIMOHHbIX
3aboneBaHum
— MMocTcTpentokokkoBbiu M'H
— WHdeKUMOHHbIN 3HAOKapAUT
— BwucuepanbHbIn cencuc (abcuecc)
— Tlenatutbl B n C ¢ Backynutom n/nnm



IJnHamMmunkKa ecteCTBeHHOro pa3BuUTus

Pubpo3upoBaHu Pectutyum
. HUK

A

CKnepo3npoBaHum Hecpponorum



Anropntm gnddepeHumanbHoOn gmarHoCTUKK 1
bbicTponporpeccupytoLero HepPUTUYECKOro cuHapoma

KnnHunyeckune
CUMMNTOMBI

* Onurypwus
* OTeku

* ApTepunanbHas
rmnepTeH3nd

* CUMNTOMBI YpeMum

* CMMNTOMbI CUCTEMHBIX
3abonesaHnK (KoXa,
nerkue, KKT)

« CUMNTOMbI UHMPEKLINN

—

JTabopaTopHble
CUMMTOMBI
Moua » CK < KpoBb
o

* Mukporematypmua e« | CKO 2-3 * T KpeaTuHMHa

MI/MUH/OEeHb
* UMNNHAPYpPUS * 1 MOYEBUHbI
* NPOTEUHYPUS * aHeMu4
« 1 CO3

-—

Y3 noyek



Anropuntm andpdepeHymanbHON ANarHoOCTUKN
bbicTponporpeccupytoLero HepPUTUYECKOro cuHapoma

AJ 111 CUMIME | PUYHO VBEJ IMYEHb
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Anropuntm andpdepeHymanbHON ANarHoOCTUKN ‘
bbicTponporpeccupytoLero HepPUTUYECKOro cuHapoma




TakTuka Bpava-TepaneBTa npw

BIMHC
OunarHocTtuyeckas TepaneBTHn4eckas
KnuHnyeckasa guarHoctuka [MnoTeH3nBHag Tepanus
[Tanbnupyemasa nypnypa
KPOBOXAPKAHbE MouyeroHHble
Jlnxopapka CpoyHas rocnmtanuaaums
ApTpanruu 1 Muanruu B Hedhponornyeckoe oTaeneHme
Makporemartypud
Onurypus [narHo3 HanpasneHus:
MOHOHEeBpPUTHI BbicTponporpeccunpyroLmm

HEPPUTUYECKUN CUHAOPOM

JlabopaTtopHasa anarHocTuka
paTopHas n (neroyHoe kpoBoTeyeHne?) B

HeppunTnyeckui moveson crnyyasix KMMHUYECKOM

ocafokK OOCTOBEPHOCTM OCHOBHOW

TKp U MOYEBUHDI naronornn. )

IpCK® 6onee yem Ha 50% CuctemHbIN BacKynuT

C NopakeHnem cocyaoB

NHCTpyMeHTanbHas AMarHoCTuKa MenKoro Kanubpa

HopmarbHbIX pa3mepoB Unm CvHgpowm l'yaonacyepa

CUMMETPUYHO YBENUYEHHbIE

MOYKK

NHDunesTpaTBHLbIE N3MEeHEeHUS



TakTuka Bpava-Hedpponora npu
BIMHC

OunarHoctuyeckana TepaneBTuU4Yeckas

Bepudukauusa BINHC [Mnasmadpepes (?)
MexcuHagpomHag [Tynbc-Tepanus
anarHoctuka (OHC, Orl1r [TIIOKOKOPTUKOMOaM
OpYyron aTMonornmn) 7
NckntoyeHune NHOyKUunoHHagd
NHPEKUMN KaK MMMYHOCYNPECCHUBHAasA
npuynHbl BINMHC Tepanus
Ceponoruyeckue [emogman
Mapkepbl: aHTU-I'BM- n3
aHTutena, AH®, aHTu-
AOHK; AHLA

Cpo4Haga buoncus

Cpou4Han
UMMyHodnroopecLeHUUs



OCHOBHbIE NMPUHUUNBLI Tepanuu
rmomepyrnoHedgpurta c
NONyNyHNAMU

« PaHHAA Tepanusa ¢ y4eToM MMMYHOMAaTONOrM4YecKoro Tmna

¢ OMnupuryeckas nynbc-tepanns MeTUNNPEAHN30NOHOM [0 MNosy4YeHus
OTBETOB CEPONOrm

« Hedpobuoncus BaxkHa Anga NporHo3a, cepornorusa BakHa ansa anmarHosa

* AnkunupytoLime LmMTocTtaTnkm Heobxogmmbl npn AHLIA-accoumMmpoBaHHbIX

dHIM'MAUTax

* TTpn anTU-I BM-HedpuTe HEOOXOOMMO Ha4YMHaTbL C N1a3MOObMeHa

« OTpaneHHbIn NPOrHO3 3aBUCUT OT TSXKECTU NopaXkeHus 40 Ha4varna nevyeHus
(a, cnegoBaTenbHO, OT BPEMEHW Havana Tepanum) n oT CTeNneHu
«CUCTEMHOCTU» MOpPaXKeHUs



INokanusauua UK B rmomepynax onpegenseT

XapaktTep KIMMHN4YeCKuxXx cCMmMmnTtomMmoB
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XpOHquCKMD’l HedppUTU4YECKUNn

MoueBown CI/IH,EI,pOM Iﬁ';%PeMHprﬂ (OObIYHO He Bbile 2 r/cyT), apUTPOLUTYPUS,

LMNNHOPYPUS
ApTepuanbHasi TMnepTeH3ns

CHmxeHne CK® (XbIT)

MoxxeT ObITb ncxogom nbon mopdonormnvyeckon popmel M'H, nogsepriuencs
ycnewHon Tepanuu B NpOLUSIoM

UacTo aBngaetcs nposisneHnem IgA-Hedponatum (b-Hb bepxe: xapakTepHbl
NPUCTYMbl CUHMPAPUHIMTUYECKON MaKporemaTypum B aHaMHese)

MoxeT oTMedaTbCs Npu CONyTCTBYHOLLEN CepaevYHO-COCYaANCTOMN NaToNOrnn:
apTepuanbHasa runepTeH3nd, cepaevyHass He4oCTaTOYHOCTb, aTePOCK1EPO3
NOYeYHbIX apTepuin, caxapHbln anabet Tmna 2

BpoxgeHHaa naTtonorna: ayToCoOMHO-A0OMMUHAHTHbLIN MOSIMKNCTO3 NOYEK,
ayTOCOMHO- OOMWHaHTHasi TyoOynouHTepcTuumnanbHas 60re3Hb NoYex,
pedntokc-HedpponaTns (MOXET OTMeYaTbCs BbiCOKasi NpoTenHypua donee 3,5
r/cyT, HO 6e3 popmmpoBaHust HC)



N3onupoBaHHbIN MO4YEBOU
CUHAPOM

HopMOTeH3us, OTCYyTCTBUE OTEKOB

MuHMManbHO BbipaXeHHas npotennypua (CIb <2 r/cyr),
MUKporemartypua, LUUnnHapypus

HopmanbHasa nnn ymepeHHo cHmxkeHHad CK® (XbI1 1-2 cT)

[TaTonormna noyek: IgA-Hedponatusa, xpoHudeckun TWH, BpoxkageHHas
naTonorunsi: 0one3Hb TOHKOW 6asanbHOM MeMOpaHbl (MUKporemMaTypus
NPy MUHUMArbHOW MNPOTEUHYPUN N OTCYTCTBUM OAHHbIX 34
yponornyeckyto naronormio. Heobxoanma Hedpobuoncus c
YNbTPaCcTPYKTYPHBLIM aHannaom HedpobuonTtaTa), Tybynonatum

Bo Bcex cnyyasax npoBoanTca AeTtanbHbi gudodoepeHumnanbHbi AnarHos
C YpOnorn4eckou naTtosriorneu



HedpoTuveckum

HEOPOTUYEC
KU
CUHOPOM

NoBpexaeHue:

e [loaouuTbl

'bBM

HET BOCIAJIEHUA
[loBpexaeHune
nogouuToB
[loBpexaeHune 'bBM




HedpoTnyecknum cMHOPOM — 3TO CTPYKTYpPHas
aHoManua nox ae CrusHus

Slit diaphragm MOoYeBUE
PDQCTPAHCTBO

HedpoTnueckmnm cuHgpom:

NMpotenHypua — 3,5 ricyrt
(«<HedppoTnyeckasa») NnoanbL6ymmHemus
— <30 r/n N'mnepnununagemusa — XonectepuH
— > 7 mmonb/n OTekn — HeobA3aTeNbHbIU

npuU3HakK



KaTeropunsauma noHATUA
« FHOMepynnunchnu:r_“_

1 [nomepynoHedpput l
MNponndepaTmBHbIE < MepBUYHbLIA UK > HenponudepaTtneHble
N3MEHeHUs B KITybouKax BTOPUYHbIN N3MEHeHMs B KiTybouKax

o ncbdy3HbI NponncepaTMBHLIN

i eb0ne3Hb MUHUMaNbHbLIX U3MEHEHWIA
(3HpokanunnsapHbiv) MH

e DoKaNbHO-CErMeHTapHbIN
rnoMepynocKknepos

*Memb6paHo3Hasa HedponaTus

!

eHedpoTnuecknin cuHapom

eIgA;-HedponaTtus

eMeMbpaHO3HO-
nponndepaTUBHbBIN
rnomepynoHedppwut I-1I IT.

C,-rnomepynonarus

ebone3Hb NNOTHbIX
Jerno3nToB

*C,-rnomepynoHecdpuT

eDOKaNIbHO-HEKPOTU3MPYHOLLNIA
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HedpoTtuueckun, HechputHeCKMU CUHOAPOMBI
HedpoTtuueckum U OTEKU Hedputnueckum
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OcnoXxHeHusa HedhpoTUYECKOro

cunHapomMma
TpomboamMbonmnam:

- Tpomb03 rnyboKknx BeH H/KOHEYHOCTEN N TPOMDO3 Vv.renalis

(nctopunyecknn KOHTponb: 8% u 25% COOTBETCTBEHHO;

B Hawm gHn 1,5% n 0,5% COOTBETCTBEHHO, Yalle Y MOXUNbIX C
membpaHo3Hon Hedponatnen n HC (Kodner C. 2016; Kayali F et al.
2008):

ocTpas bosnb B 60Ky, MakporemaTypusi, Tpomoouuntonenua, TIJ1A
NHpekunn:

- Uenntonut

- [1HeBMOHUA

- [llepuTtoHuT (Yalle y geten)

- BupycHble MHeKL K
OrllI

[ MnepnunngemMuna: nporpeccmpoBaHne aTepocKkeposa



NMpuuunHbl OMNN npu

. I'IpepeHIe-llj%Hoe Ol («HedpoTUYECKNN KPU3»)

- 'vnoBonemua (OCTpbIN ULLEMUNYECKUA TYDYNAPHbLIN
HEKPO3)

- HIMBIM+1AlN®+AT16

. Pergiiriadalidd onm

. TpaHcgopmauusa rmomepynonatmm —— I HAN
(MH )

- Tybyno-nHtepctuumansHoe O[l1

: ETWRW%E)R;@WS!(B TOM Ymucne
. [loctpeHanbHoe Ol
- Tpomb03 NoYe4yHon BEHbI



JleyeHue
CnaGOQIéﬂgQ& HOCTHU

*OrpaHndeHune NaCl B guete (3-4 r/cyT)
*dypocemuna 40-80 mr/geHb B 2 npuema (npyn CKO<70 mn/muH)
['mapoxnoptnasmng 12,5-50 mr/aeHb (npy CK® > 70 mn/mMuH)
CpeoHeu BbIpaXXeHHOCTHU
*OrpaHunyeHue NaCl B guete (3-4 r/cyT)
*dypocemuna 160-180 mr/geHb B ABa npuema nnm
bymeTtanung 1-2 mr/geHb nnu
*Topacemng 40-160 mr/cyT
BbipaXeHHble OTEeKMU
«dypocemug B/B 160-480 mr/cyT+ meTonasoH per osT 5-20
Mr/cyT

'PB&BQW@MW@ per os 2,5-5 mr/cyT

eTedypocemn B/B MHDY3unen 20 mr/yac nnm

 bymertaHng 1 mr/yac nnu

* P-p anbbymuHa 25-50 mr + 120-240 mr
doypocemunga nnm

« [lpogosrmkurernbHas BEHO-BEHO3Has
ynbTpadunsTpauns

BantaHbl ?
TonBanTaH
(camcka) 30

Mrr




TakTuka Bpa4va-tepaneBTa

npu HC

[OunarHocTunyeckas

* OUEeHNTb KNUHNYECKNE CUMMNTOMBI N UX
ONHaMUKY
» OTéKN (andpbepeHumanbHas
ONarHocTuka)
» ApTepunansHaga runepTeH3us
» OpgbiwKa (rmapoTopakc)
* Acuut
* OBLWKMM aHanNn3 Mo4un
* [1poTenHypus
* [lycTon ocagok
» CyTO4YHas NpoTENHYPUS
» bBuoxnmmnueckne nccnegoBaHus KPOBU
* OOWKMM BHNOK
* AnbOyMuH
» KpeaTnHuWH

- “Af\l 1/79NI1A1 1 7Y

TepaneBTHn4YeckKkas

n opraHn3alulmoHHas

* AHTUNpOoTeuHypuyeckas Tepanma MATN® nnun AT-1

 [lnypetnyeckasa tepanums

dypocemung 40 mr x 2 p.

» CpoyHas rocnmtanusauma B cneunanmsanpoBaHHoe
otaeneHne [marHos HanpasneHus: HedpoTtunyecknm
CUHOpPOM



TakTuka Bpava-Hedppornora
npun HC

OunarHocTn4yeckas TepaneBTUYeCKas
 VickntoveHmne BTOPUYHBIX MPUYNH « CumntTomaTmyeckasa tepanus
HC
* [MnoTeH3nBHas
* Hedopobuoncusa * AHTUNPOTENHYPUYECKAS
* AHTUKOAarynsiHTHas
 [lerngpataymoHHas

* [nnonunuaoemmnyeckas

* [laTOreHeTn4eckas Tepannmnd OCHOBHOM
NnaTonormn



«Mouyka ABASIETCA YHUKANbHbIM
opraﬂm obnagarownm
Ha pamoﬁgmmgamgamauﬁone

npuemMmrie ;““ML' BbIDKUBaAHUNA OPraHnU3mMma
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BeJIMKA, Y !L l .ﬂﬂT Ha MbICJ1b O TOM, YTO ee

{
CTPYKTYpPHBIELKO AMOHEHTbI AOJKHbI ObITb

HaaeneHbIUHTEH neKToM




