* HEONYXOJIEBAA NATO/10TUA
NMOYEK



* KIACCU®HUKAILTHA 34A50JIEBAHHHU ITOYEK

6 3asucumocmu om npeumymecmeeﬂﬂoﬁ JIOKdtiuzauuu

namoiocu4ecKko2o npouecca
1. Fﬂomepyﬂonamuu (600naﬂum6ﬂbﬂbl€, He eocnaﬂumeﬂbubte)

a. I nomepynonegppum (nepeuunwtii, mopuunblii)
0. Ilepeuunoviii neghpomuueckuit CUuHOpoMm:
JAUNOUOHBLU Heppo3, memOpano3naa nepponamus, OCI'T
8. Amunouoos nouex
2. Tyoynonamuu (npuoopemémnnsle, Haci1e0CcmeeHHbvle)

3. CmpomanvHo-cocyoucmole 3a0oneganus (nueioneppum,
myoy10uHmepCcmuyUaibHulil Hehpum, apmepuoiocKiepo3s)

4. MouexkameHnHas 001e3Hb

5. lHopoku (napywienus) pazeumusi nOYKU — AHOMAUU KOJIUYECmEa,
pamepa; ROAUKUCHO3; OUCMONUS; NOOKOBOOOPA3HAA NOYKA U np.

6. Onyxoiu nouek
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KUPKUMUC
BCHICCTBO
HOYKH

8-Y — COC/IMHHUTEC IbHBII KaHa 1C

1 COOMPATCILHBII IPOTOK

5. 3
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Mosrosoge
BCILICCTBO
NOYKH
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Cxema rnomepynsipHoro 6apbepa

Urine

CkopocTb
Kny6o4koBou punbTpaumum

GFR=125 ml/min
[Alb]=4 mg/L

o) — % WP m}ys Endothelium
TS . A> ESL

7 nukokanukc
~ Ha NoBepXHOCTH
aHAOTENMS

...

Qp=700 mi/min
[Alb]=40 g/L
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*CBeTOBaFI MUKPOCKOINHNA - reMaToKCnJinH 1 503U1H

*IucToxmmma - PAS- peakumsa, cepebpeHne, KOHro-poT, MMKPOMYKCMH
no BaH [M30HY U np.

*MMMYHOrMCTOXMMMSA - MMMYHOdIyopecLieHTas MUKPOCKOMMS -
BbiABieHHE UM, AT, ddbpaKLUuM KOMMIEMEHTA M Mp.

*J1eKTpoHHaA MMKPOCKONMA - 06A3aTe/bHO!

* OcHoBHbIe Memodbl

Mopgosiocu4yecKko20 uccsiedosaHus
6uonmama noYKu



(LLULMNK-) peakumns

*PAS




* UMMyHoIyopecLeHLMA

2a; Granular (lumpy, bumpy) deposition of C3 2b: Linear, ribbon-like deposition of IgG
such 1n Poststreptococcal Glomerulnephritis such 1n Goodpasture’s Syndrome

lpaHynsipHOe oTnoxeHue INnHelHOe NeHTOBUAHOE




*3M - cybs3numenuasbHelie,
UHMPAMeM6PpaHHble, Me3aH2uda/IbHble,

cy63Haomenua_anble aenO3umbl




*T'nomepynoHedpuT

— 3TO ABYCTOpPOHHEe AMddYy3HOE, KaK npaBuio
MMMYHHOE BOCMaJieHue KJIy0O4KOB NoYeK



* KPUTEPUH KJIACCH®HKAIIUU TTIOMEPY/IOHE®PHTA

1. Hozonozcus 4. Teuenue (ocmpuwtit, n00OCmMpbulil,
y XPOHUYECKUil)
Sl 5. Mopghonozus
0. 6mopuuHblil a. monozpagus npouyecca
2. dmuonocus UHMPAKARUTLIAPHBLU
a. YCMAaHOGICHHOU IMUOSI02UU
bakmepuu (cmpenmokoKk) IRCMPAKARULIRPIBES
npocmenuiue (ManApuUHsli .
nAazMoouiL) 0. pacnpocmpanéHHoCmp
8UpyChl ouazoeuvlil ((hokanvHbIIL)
0. HeyCMano61eHHOU oughgpy3uoli
3. Ilamozenes 6. Xapaxkmep npouecca
IKCCyoamueHblil (cepo3Hulil, _
da. ”gMJ’”wa”‘legK” puodpuno3HbBIL, 2EMOppazudecKuil)
?u%%fﬁgfgﬂ%excma nporupepar gt
, y
AHMUMETbHbLIL) CHEkTeIAeeg

0. UMMYHONIO2UYECKU
He 00yc106/1eHHbLU



* MEXAHH3MBI NOBPEHCOCHUA K/IYOOUKOE8 npu
ITTOMEPY/IOHE®PUTE

1. HNMMYHOKOMNJIeKCHbIU - B OCHOBE - LIMPKY/IMPYIOLLME
MMMYHHble KoMnaeKkcbl (LWMKK) - ocTpbiM CbIBOPOTOYHbIM

HedpUT

2. AHmMumenbHbIU - AT + PpUKCcHMpoBaHHble aHTUreHbl = UK in
situ

3. Knemoy4yHo-06yc/108/1€HHbIU - CEHCUMOUN3MPOBAHHbIE
HepUToreHHole T-IMMPOUMTHI.

4. lNospexxkodeHue KJiemo4YHbIMU Meduamopamu
(KomnaemeHm, Ig) u nu3ocomMasibHbIMU hepmeHmamu
(BblpabaTblBalOT NEUKOLMTbI, MAaKpodaru,
MHPUIBbTPUPYIOLLIME MOYEYHBIM KJIYOOUYEK; KNETKMU
NOYEeY4YHOro Kayobo4Ka)



* OcHosHble Mophosio2udecKue usmeHeHua 8 KJ1y604Kax
npu 27i1oMepyJ/ioHeppume

*MHo20K/lemoyYyHOCMb (2unepyes/IlASPHOCTb)

*YmosaweHue 6a3asibHOU MeMb6paHbI (NpeumnUTUPOBaHHbIE

6e/lku, Cyb63HA0TEeNMANIbHbIE, BHYTPUMMEMOPAHHbIE UM
cybanuTenuasibHbie 4eno3uThl )

* y
CuHexuu (cpalieHnsa, cnanku) Mexay KanunisapHbIMM
NeT/NIAMM, NETAAMM U Kancy/ioM

* loabyamocmb, 106y/18pHbIl 8UO
*I'anmHo3 U cknepos

*HakonneHue pas/iMyHbIX BelecTB: hUBPUH, AMNUABI,
aMuionn,

*Tpom603 KanUNNAPHbLIX NeTenb - UHTParJI0MepyApHbIN
TPOM603

*CnAnaHue oTpPOCTKOB NOAOLMTOB - TO/IbKO MPU 3/1EKTPOHHOM
MMKPOCKOMMM



* MHo20K/IemoYyHocmb K/1ly604K08
npu 2sioMepyJsioHegpume

A. Ilponugepauusn Kiemok 6 KiyoouKkaxa

1. [Ilponudepayua me3aHaua/ibHbIX KJ1IeMOK - 6onee Tpex
KJ1emoYHbIX faep B LLeHTpParbHOM YacTU KNyOO4YKOBOW OONbKMU.

2. [lponudchepauuss 3HdomesnuanbHbIX K1€MOK - NPUBOANT K

obnuTepaLmm npocBeTa COCy0B.

3. [Iponudepayusa snumesiua/ibHbIX KJIeMOK - NPUBOAUT K %!
dhopMUpPOBaHUNIO KNETOUYHbIX pa3pacTaHun B BUAe

nonynyHun, oé6nutepaumm npocsBeTta Kancynbl BoymeHa

R .
b. HHd)qubmpal{il}l KJIy00YK08 K1emKamu 60CNANEHUAE MH(bMﬂbTLé*&kdv Sl
Knyo6oukoB Heutpodhunamu, numdouutamm n makpocaramu. Octpoe
BOCManeHue ConpoBOXAaeTcs IKccyaauuen XnaKkocTtm u OTEKOM

Knyoou4koB ("akccyaaTuBHbIN riomepynoHedpput”)

-



* HAHBOJIEE BAJKHBIE ®OPMbI I'TOMEPY/IOHE®PHUTA

1. Ocmpoli nocmcmpenmoKoKKO8ull 21omepyionepum
UMMYHOKOMNJIEKCHbBLI
UHMPAKARUTLIAPHBLIL IKCCYOAMUBHBLU
IKCCYyOamueHO-npoauepamugHvlil
npougepamugHvlil

2. llooocmpolii 2nomepynonedpum
UMMYHOKOMNIAEKCHBIU UJIU AHIMUMETbHbLU
IKCMPAKANUAPHBLU RPOSIUGepamueHblil

3. Xponuueckuu znomepynonedpum

UMMYHOKOMNJIEKCHBLIL
ME3AHZUONPOSIUpepamueHblil
ME3AHZUOKANUNTAPHBIU (MemOpanonpopaugepamusHolii)
¢uoponnacmuueckui




* OcTpbIM NOCTCTPENTOKOKKOBBIM roMepyoHedpUT
- UuHmpaxkanuaApHsvli npoaugepamusnsii, HK

* lncdbdy3sHoe rnobasbHoe 3a601eBaHUE KNy6OUYKOB

*Pa3BuBaeTcsa uYepes 1—4 Hefenm Nocae CTPENTOKOKKOBOM
MHMEKLUMN FTNIOTKU UU KOXKM

* Yawe BcTpeyaetcay geter 6—10 neT, pexe -B3poC/bie
NIO60ro Bo3pacra

*MoseT npoTekaTb 8 mevyeHue 10 — 12 mecayes

*IA3MEHEHMA KaK NpaBWJI0 NOJIHOCMbIO 06pamuMmbl (NOJHOE
n3nieyeHue)

*  EC/IM USMEHEHUA COXPAHAIOTCA B TeYeHMe psaaa JeT,

OCTPbIX FNTIOMEPY/IOHEDPUT NEPEXOAUT B XPOHMYECKMI



NMo4yku npu ocTpom rnomepyrioHedpputTe yBermiM4yeHHble, Habyxwue.
NMupamngbl TeMHO-KpacHble, Kopa cepoBaTO-KOPUYHEBOroO LiBeTa C
MenKUM KpacHbIM KpanomM Ha NOBepPXHOCTU U pa3pe3e Uunum c
cepoBaTbIMN NONYNpPo3pavyHbIMM TOYKaMM («ObonbLuas nécrpas unu
KpacHasa no4kay).




* Mopgposiocus ocmpozo nocmcmpenmoKOKKOB020

2/loMepyJioHedppuma
*B npoliecc BOBNEKalOTCA BCe MOYeUHbIe KNy6oUKu

*Kny6o4ku — 2unepemusi, MHO20K/Iemo4yHocmb - nponudepaums
3HAOTeNnuanbHbIX U Me3aHrmarnbHbIX KNeTokK, MHpUnsTpaums
Me3aHIrMa U KanunnsipHbIX neTerib HeuTpounamm —
UHTPaKanuUInsapHbIA 3KCCyAaTUBHbIU, 3KCCYyAaTUBHO-
nponudepaTnBHbIU, NponudepaTUBHLIN

*B me3aHa2uu u cy6anumenuanbHO 2paHyssipHbIe denozumsi UK

cyb6anumenuanbHbie «20p6bI» (Npu MMyHOKNyopecLueHTHOM
MukKpockonuu n 3M)

* Kananbyb! - 6enkoBasi pUCTPOMUA INUTENNUs,, B NPOCBETE
LMNUHAPLI U3 3PUTPOLIMTOB.

*Kanunnsipbl - o6nuTepaums npoceeTa

* B cmpome (UHmMepcmuyuu) - oTeK 1 BocnanuTenbHas
UHpUNETPpaUmA



Octpbid anddysHbin nponudepatueHbii rnoMepynonedpur

Hopyabmbil kiyGguek OCTpblit NOCTHHPCKIMOHHBI F0MEPY 10HChPH

Cy03nurenuajbHble ropObl
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FIOMCPYISpHas EuA_, — _-h
OasasHas MeMOpeHa
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HOJTOHHT
MCIAHT HA TBHBIN e Ll G : x
d MATPHKC MC3AHT HA TbHAA \

OB03HaYeHUn ! ICIRa
NPONMMEPAUNA SHAOTENNANBHBIX KNETOK M MHDUNLTPALMS NeTeNnb HeNTPODUNAMM:



* HHTPAKAITHJIIAPHBIH ITPOJTH®EPATHUBHBIH




* [Modocmpeili 210MepysioHedpum (6biIcmpo

npozpeccupyrouwuu, 3/10Ka4ecmseHHbIU,
C NoJ1yJIYyHUAMU)

*XapaKTepm3yeTcs 6bICTPbIM M NPOrpeCcCUpYIOLLUM

CHMMKEHUEM (PYHKLUMM NOYEK, B TeYEeHMe 6 MecsALeB
pa3sBMBaeTCA NoyevyHas HeJoCTaTOYHOCTb

3

BblgensoT Tpu rpynnbi:

* yamMonaTMYeCcKMM (MepBMYHBIN)

*NOCTUH(EKLMOHHBIN (MOCTCTPENTOKOKKOBBIN);

* npu cuctemHbIx 3a6onesaHuax (CKB, c-m MN'yanacuepa);

*MoskeT 6bITb MK, Yalle - aHTUTENbHbIN

*B NoNIOCTM KancyJsibl NOJyJlyHHble 06pa3oBaHMS
(«nonynyHma»)



* _Modocmpsili_2nomepysioHeppum, AT, 3IKCMPAKANUNAADHBILU

npodyKmusHbIU - Mopdosioaus
*B nonocmu Karncysnbl MosysyHHbIe 06pa3oeaHusi
(«nmosnynyHusi»), KOToOpble CAaBNUBaKOT KNybo4ek (Konnanc).

CoctaB nonynyHua — 1- nponudepauma anutenusa Kancynbl
(HedopoTEnuMsa) u nogoUNTOB; 2-MOHOUMTbI /MaKkpodaru

*B nonocmu karncynbl Maccbl ubpuHa

*KanunnsipHble nemsnu — cerMeHTapHbIA HEKPO3; pa3pbIBbl
(Mmukponepdopauun) memopaH, hubpMHOBLIE TPOMObLI

* Kny6oyek - nponudepaumsa Me3aHrus, 3HpoTeNnuNA
*3numenuii kaHanbyes- 6enkoBas gucTpodus

. UHmepcmuuyuu — otek, nuMmdonnasmountTapHas
nHpUNeTPpaUnA

* UMMmyHobriyopecueHuyusi — nuHenHo IgG, C3
*3M — neno3nToB HeT
*Makpockonuyecku — 6Gonbluas necTpasi UNM KpacHasi noyka



* BHIBI HOJIVJIVHHU B 3ABHCHMOCTH OT CTPOEHUS
(¢ OuHamuke):

*IMTHTEJIUA/TBHOE

*®HUBPOSIIHUTE/IHAILHOE

*OHBPO3HOE



BbiCTpOnporpeccupyowni NONYNyHHbIW rnoMepynoHedpur

DMUTEIHATLHOE TOJIVIIVHIC,
cojepkatiee Makpodaru
Ko/1anc kanwuispHbix

HCTC L



* 3KCTPAKAMUJIAPHBIA MPOJIM®EPATUBHbIN
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* DKCTPAKAITHW/I/IAPHBIH ITPOJTU®EPATHBHBIH TTIOMEPY/IOHE®PHT, X400




* Me3aHna2uonposiugpepamusHbIl 2710MepyIoHedpuUm

¢/ MatoreHes BO MHOMMX CyYasaX HEM3BECTEH

o Mopdonorua - oyarosas nam amddysHaa npoandepaums
Me3aHr1aJ/ibHbIX KNEeTOK (6os1iee Tpex Aaep B O4HOMU A0JbKe),
YTO/NIEHNE Me3aH2ua/IbHOo20 MampuKca

/DM -371eKTPOHHO-N/IOTHbIE OT/IOKEHMA B ME3aHT MM

v/Knaccudukaums - no TMny JOMUHMPYIOLLErO

MMMYHOI 100y/IMHA B MeE3aHrmu; Hambosiee yacto - 1gG,
IgM, KOMMNoOHeHTbI KomnnemeHTta C3, C4.

v/ IgA Hepponamus (6on1e3Hb Berger /bepske, nosbiweHue 8
CbiIBOpOMKe ypoB8HA IgA) npr3HaeTCa CaMoM
pPacnpoCcTpPaHEHHOU NPUYMHOM XPOHMYECKOM NMOYEYHOM
He10CTaTOYHOCTM BO BCEM MMUPE

v/ Teuenune - XMH pa3susaemca Med/1eHHO



AyAa ncypviliiainn

HOPMANbHbLIK CErMEeHT [gA-HedponaTus

Me3aHrnanoHble IgA
AENO3UTHI

[apamesanrnanbHbie

Me3aHrui SR | MesaHruanbHble NeNO3UTh

KNETKU



* ME3AHIMOMPOJIM®EPATUBHbIMU
'J/IOMEPYJ/IOHE®PUT - ysenuvyeHue mMe3aHaus




TUBHbBIA /IOMEPYJIOHEDPUT L
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* Mem6paHonpoiugepamusHbIl/
Me3aH2UOKanu/1IAPHbIl 2/10MepyioHedpum

MIMrH BKkAOYaeT TpM TuMNA MOPAXKEHMA MOYEK, KaxKAblM M3
KOTOPbIX pacCMaTpUBAETCA KaK oTAe/ibHOe 3ab0/1eBaHME

*MIMrH | TMna - MK 3a6oneBaHue C MHTEPNO3MLMEN ME3aHIUA
1M YABOEHMEM KOHTYPOB 6a3asibHbIX MEMOpPaH.

* MATH Il TMNa - cBs3aH C aKTUBaLUMEN KOMIJIEMEHTA MO
a/ibTEPHATMBHOMY NYTH; 0O01I€3Hb NJOTHbLIX AEMNO3MTOB

*MIMrH 1l TMna coveTaeT B ce6e npusHaku | 1 Il TMnos

MPOMHO3 - PA3BUTUE XIMH B TEYEHUE 10 JIET



* Mem6paHonpougdepamusHbili / Me3aH2UOKanUNAPHBbILU

2/sioMepysioHedpum - MINIMH | TMna
csemosas MUKpocKohus

* KNyGOYKM - yBENMYEHbI, A0NbYaTOCTb, CUHEXMUM

MEe3aHrmMmn - pacliMpeHne U rmnepKrieTo4YHoOCTb
neTsiu KANUNNAPOB UMEKT ABOMHON KOHTYP

NnpocCcBeTbl KaNnUNnNApoB CyXeHbl, B HUX eAWHWUYHbIe NIeUKOLMUTbI

* %k kX

MOTFYT ObITb MONYNYHUSA, CErMEeHTapHbIA CKNepo3
UMMVYHoIyopecueHUUA - ceedeHne C3 — IgM, IgG, peako — IgA.
JICKMPOHHAA MUKDOCKONUA

*MUrpaumusa mesaHrus c ero WHTepno3uunen BAONb CTEHOK
Kanunnapos U o6pa3oBaHneM HOBOU CyOaHaOOTeNnnanbLHOM
OaszanbHOU MeMOpaHbl.

3ﬂeKTpOHHO-I1.I'IOTHbIe Aeno3nTbl
*HO)KKOBbIe OTPOCTKU NnoAOLUUNTOB TOTAJIbHO CIINTLI



* MINIH 1 Tuna. Kny6ouek - A0NbYATOCTb, YBEMYEHUE
Me3aHrMaslbHOr0 MaTPUKCa, YTOJILLEHUE CTEHOK KanuaaspoB
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YTonuweHue CTeHOK Kanu




*MI'II'H 1 TMNa. AynnMKaTypa BM. Cepe6peH|4e




MIIMH 1Tnna. UmmyHodpnyopecueHuus — otnoxeHus IgG




HbI

HOHU MEMBbPA

\ TVILTHKATYPA BA3AJIB]




* Memb6paHonpoiugpepamusHbili / Me3aH2uoKanuIIAPHBbIL
2s1omepysoHedpum -MIMNIH Il TMna

cBemosasa MUKpockonusa
- Kanunnapbl KNy604KoB - yTonuweHue cteHok (PAS-peakuus)

- ME3aHIMn - pacuiunpeHume C ysesim4yeHMEemM MatTpukca um
KINeToO4YHOCTH

- Kancyna knyoou4ka, 6a3arnbHble MEMOpaHbl KaHaNbLEB -
cerMeHTapHble yTonLeHns

UMMYHod1iyopecyeHUua - ceBevyeHne C3 KommnnemeHTa

3JISKMPOHHAaA MUKPOCKonuAa - B lamina densa
rmomepynsapHou 6azanbHON MEMOpPaHbl, Me3aHrum, cermeHTax
Kancysnbl Knybo4yka u 6asanbHbIX MeMOpaHax KaHarnbLueB
MEJIKOrpaHyNAPHbIN 3TIeKTPOHHO-MMOTHLIN MaTepuan




* Cknepo3upyrowuli ($pubponnacmuyeckuii)
2/sioMepysioHeppum (I'H)

* KoHeuHas cTagus ecTeCTBEHHOro TeYeHus BCex
mopdonormyeckmx popm N

*  Mopdonoruyeckme npUsHaKm:

-CK/1epo3 KanuJIApHbIX neTesb, MX
CUMHEeXMM C KarcyJioM,

-(pn6pOoKNEeTOUYHbIE U PMUOPO3HbIE MONY/IYHUSA,

an3HaKM -nepMFHOMepynﬂprlﬁ CKJ1epos3
rJIOMepYy- - AMCTPOCI)MH 7] aTPOd)MFI AMNTEeJIMAJIbHbIX K/1eTOK
nTa KaHaJlbLleB

- CK/1ep03 UHTepCcTmumA

*Ucxopn- BTOPUYHO CMOPLLEHHAsA NOYKa
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* Hegppomuyeckuili cuHOpom cocmaesisiem a2pyrnna

. CUMImmomos.
1) BblAe/leHUe CYyTOYHOro 6e/Ika C MOYOM B KOJIMYeCTBe,

npesbiwawwem 3,0 r/n (MaccMBHaa NpoTENMHYPUA)
2) runonpoTteMHeMmA
3) pucnpotenmHeMumA
4) runepamnnpemMms
5) oTeKku
NossBneHne CAMO20 2/1ABHO20 CUMNMOMA - MACCUBHOU
npomeuHypuu - €843aHO c
1-nosbiweHUeM NnpoHUYaemMocmu 2/10MepyiapHouU MeMb6paHnbil,

2- HapyweHueMmM peabcopbyuu besika snumesiueM KaHasbyes
(2uasiuHoBO-Kane/ibHAA, 2udponu4yecKas, *uposas
ducmpoduu)



* HE@POTHYECKHH CHHIPOM

IHEPBUYHBIH

I. bonesnv MUHUMAIBHBLIX UIMEHEHUN (TUNOUOHDBLI
Hepo3)

2. Membpano3nan negpponamus

3. @CIT

BTOPUYHBIHU

Ilpu paznuunvix 3abo0neeanusax (2iomepyionepum,
amuaouoos u op.)



% \ 3
bone3nv munumanvnolx usmeneHul (MIUNOUOHDBLU
Hegpo3)

* lemckuli eo3pacm
*Mod ceemosbiM MUKPOCKOMOM KNyGOYK/ BbIMMAOAT MHTAKTHLIMM.
*UMmmyHObIyopecyeHyusi - OTNOXEeHUA HeT

* 3M: BM He uameHeHa, HOXKW OTPOCTKOB MOAOLMTOB «CIMBAOTCH»
BCneAcCTBUE YNPOLEHUSA apXUTEKTYPbl KIeToK, pacnnacTbiBarOTCS

Ha BM

*ﬂpquHa - AMMYHHaA ANCPYHKUMA C npoayKumneun
LMTOKMHONOAOOHbLIX BelwecTB, KOTOPbIe NopaXakT NoaOUUTDI

* Mocne KOPTUKOCTEPOMAHOW Tepanuy U3AMEeHeHUsI 06paTUMBI

*KneTku npoKcMManbHbIX KaHanbLEB - XXMpoBasi AUCTPodus,
BCneAcCTBMe peadbcopOoumnm anntenmem siunonpoTenHoOB, NPOXoasLUX
CKBO3b NoBpexaeHHble Knyoouku ( "s1unoudHsbiii Heghpo3”) +
2uaJIuHoB8O-KanesibHass u 2udponu4yeckass ducmpoaguu




BonesHb MMHUMaNbHbIX U3MEHEHHH (NMNOMAHBIH Hedpo3)

HOPManbHbIN NOYEYHbIN KNyboYek MWHUMaNbHbLIE U3MEHEHWS

Mouesoe
NPOCTPAHCTBO

MoaoumnTsl

'nomepynspHas
basanbHas
MeMbpaHa

Me3aHrum






* Mem6paHo3HbIlU MH (MITH) / Mem6paHo3Hast
Hegponamus

*Hegpbponamusi, ebizeaHHasi Oughgby3HbIM 2106anbHLIM
cyb6anumernuanbHbIM OMJIOKEeHUEeM UMMYHHbIX 0erno3umoe e
CmeHKax Ki1iy604KoebIX KarnuJsisisipos.

*3Tnonorus, aHTUreH HeM3BeCTHbI.

* Mopdgponozuyeckass kKapmuHa
- oTcyTcTBMe nponudepaunm (Me3aHrna, aIHOOTEeNNNA)

-yTonuweHusa BbM knybo4ykoB B pe3yrnbTaTe OTINOXeHuUs
MMMYHHbIX geno3unTtoB (IgG, C3) mexay cnosiMm MemMOpaHbI

*TeyeHue u ucxoabl -ocHosHas NnpUYMHa HedhPOTUYECKOro CUHAPOMA Y

B3pocnbix UK npupoabl; 6onee yemy 1/2 6onbHbIX pa3BuBaeTcs
XpPOHMYecKasa novyeyHass HeAOCTaTO4YHOCTb, B 20 % cny4aeB B Te4yeHue 6

ner.



* Cmaduu MemMb6paHo3Holi Hepponamuu:

*Cmadusi | - cyb6anuTennanbHoe HakonneHne WK — npwm
3NIeKTPOHHOU MMKPOCKOMNUM KYynonooobpa3Hble OTIOXEeHUSA

("ropbbI"). CBeToBasg MUKPOCKONUA — MWHUMAaAribHble
N3MEeHEeHuUA.
*Cmadusi Il - OCTPOKOHEYHbIe BbIPOCTbI - KWUMNUKUY» B

CTOPOHY 23nuTenus, obpa3oBaHHbLIe BewecTteBom bBbM,
3anonHAwWMM npoctpaHcTBo BOKpyr UK ; otnoxeHunsa UK
He OKpaLuMBaloTCH

* Cmadus Il -IV- ¢dopmupoBaHue [ABYXCNOWHOW

pacwenneHHon bBbM, cnowu coeaAnHEeHbl BbIpOCTaMu
(kapTHa uenu, roe HeoKpalleHHble 30Hbl - OTIIOXEeHUSA
UK).

[lpn cBeTtoBOU MUKpockonuu yTtornweHne bM (PAS-p-1)



Membpano3aHan HedponaTus

paHHue I-1I cragum ' nosaxue I11-1V craamm

LWHUNMUKKU

LWHUNMUKKU

ol . . > {)

O603HaYeHUA:
INEKTPOHHONNOTHbIE CybanuTenuanbHblie Aeno3uTbl B rnoMepynsipHon 6asansHon membpane;

2 ~ nabas nponudepauns Me3aHruanbHbIX KNeToK, 3 — pacTBOPEeHUe Aen03nTOB B YTONLLEHHOM
FNOMEDVYNADHOU Ba3ansHOU MeMbBbpnane: 4 - HaK()ﬂﬂPHﬁP MEIAHIMANKHOTO MATNUKCA



* Mem6paHo3Has Hegpponamus, cepebpeHue









* ®okasbHbIU cezcMeHmMapHbIl 2/10Mepy/I0CKA1epo3 U 2ua/IUHO3

(DCIrC) - nepsu4yHaAa 2s1o0MepysionamuAa, xapakmepusyemca
ceaMeHmMAapHbIM CKJ1Iepo30M 8 4acmu K/1ybo4kos
*B Ha4yane 3a6osiegaHusi — B 4acTU KNy604KkoB (hokanbHO) —

cerMeHTapHbIN CKNepo3, CUHeXuu, nponudepaums
Me3aHrManbHbIX KNEeTOK, yBennyeHne Me3aHrmanbHoro

MAaTPUKCA, KOJIJ1aMNC KAMUIINAPHBLIX NeTeJlb
*Mo Mepe nporpeccuMpoBaHua - 2/106arbHbIL 2710MepyIOCKIEPO3
*UMmMyHOrMcToxummns -rpaHynsipHbie aeno3utbl IgM u C3.

*AnekTpoHHasA MUKPOCKONUSA - NOTEePSA HOXeK NOAOLUTOB,

yTosileH1e, paccrioeHme n cknagyaroct bM,
cybOaHaoTenuanbHble NIIOTHbIe AeNO3UThI.

*XpoHuyeckas noyeyHas He,OCTaTOYHOCTb Yepe3 3-10 neT






¥
AMU/I0UOO3 hoYeK

*BmopuyHbil, 6es0K AA

*Mamoezeres - rMNepcekpeLns nevYeHbo dbenka ocTpomn

drasbl BocnaneHua- anbda-rnobynuHa (SAA) B OTBET
Ha noboe xpoHnyeckoe BocnaneHune (ocrnoxHsaet XObJT;

Tybepkynes — pubpo3HO — KaBEPHO3HbLIN, FEMaTOrEHHbIN
XPOHUYECKUN OECTPYKTUBHbLIN, OCTEOMUENMNT,
peBMaToOUAHbIN apTPUT v np.)

*ﬂepupemuxynﬂQHbu‘i (N0 X04y PETUKYIAPHBLIX BOMOKOH)

*OdHoepemeHHo rnopaaromces:. cerneseHka, nevyeHn,
NOYKN, HAgno4dYeyHukun, XKT

*OpraHbl YBEMUYEHBI, NIOTHLIE, HA pa3pe3e CanbHbIN
MaToBbIn bneck (K. PokumaHckuu — carnbHas 60sie3Hb)




*Makpockonuyeckul -

P-p MoAa + cepHas KucsoTta = ¢pmoneToBoe
OKpalluuBaHMe KaK y Kpaxmana (nat.amelo).

P. BuUpxoB HenpaBU/IbHO OL,EHN1 USMEHEHMUA
KaK KpaxMa/JIMCTOe NnepepoKaeHue -
ammaonaos. TepMUH ocTancs.

MukpocKkonu4YecKkul - 6GUMONCHUA KULLIKU UIU
AeCHbl, OKpallMBaHME KOHIO KPACHbIM,
U3y4YyeHue B NnosiIApu3aLMOHHOM MUKpPOCKoNe
8 AIOMNOJIHUTEJIbHO MOXHO onpeAesiMTb TUM

eJiKa

*AMusioudos - duazHo3



* CTAAMU AMUJIOMO3A MNMOYEK

B nupamuaax (cocoukax) amunoua no xopy

1. Jlamenmnas- NPAMBIX COCYAOB M cobMpaTenbHbIX TPYOOK

2. Ilpome ;
Mupamnabl, Me3aHruit Knybo4ykoB, apTepuonbl

no4yKa

3+ Hegpomuueckan - 6onbwas 6enas amunoudHas

1-Me3aHrun 6onbWKUHCTBA KNYOOUKOB, 2-apTepun 1 apTepuonsl, 3-no
xopny 6asanbHON MembOpaHbl KaHanbLes, 4-B CTPOME NePUPETUKYNAPHO

4. Y, pémuuecKasn- amunouoHo cMopuweHHas no4vka



AMHIIOHI03 IOYEK







& «AMUIION03 NOYEK, HePPOTUYECKAA CTaAUA, XKUPOBas

CydaH L.

,» OKD.

ancTpodusa anuTenusa KaHaabLLEBy»
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* OCHOBHBIE ITOYEYHBIE CHH/IPOMbI

Hedputuueckun -noBpexpeHme cocyamcToro Knyoodka -
2emMamypusi pa3siudHoOU cmereHu ebipa>KeHHocmu,
apTepuaribHas rmnepTeH3us, onurypusi; MMHMMaribHas
WU yMepeHHas MPoTEeNHYPUS,; OTEKU

Hed poTnueckuin -u3sMeHeHUs rnomepynsapHou 6asanbHOMU
MeMOpaHbl UNMN MacCUBHbIE HAKOMJIEHUA Me3aHrmasnbHOro
MaTPUKCa — 3HaYUTeNnbHas NPOTENHYPUSA, MUNUAYpU

OcTpas novyeyHasa HeO4OCTaTOYHOCTb
XpoHun4yecKkasa noye4yHass He4OCTaTOYHOCTb
Ypemus

Opyrue (renato-peHanbHbIU; ANIUTENbHOro pasgaBnvuBaHns
(Kpaw-cuHApPOM); FNEero4yHo-noYe4YHbIn (CMHAPOM
'yanacyepa)



Ocmpas nodye4yHass Hedocmamo4yHocmb (Orl1TH).

OIIH- cunapoM, BKJIKOYAIOLIM A
*ObICTpOE (B TeYEHNN HECKONbKUX YaCOB) CHMXeHne
Knyoo4ukoBou chunbsrpauum
°3a[lepXKy B OpraHuaMe KOHeYHbIX nNpPOAYKTOB
a3oTUCTOro oomeHa
*HapyLieHue o6 bemMa BHEKIIETOYHOU XNAKOCTU
*HapyLleHue 3NIeKTPOJSINTHOIO n KUCJIOTHO-
LWeJ1I0O4HHOIo
PaBHOBecus
XapakTepu3yercs MoBbINICHHEM
KpeaTHHUHA CHIBOPOTKH KpoBH Ha (0,5 Mr% B cyTkH
MoyeBUHBI Ha 10 Mr% B cyTKMH.



HeKpoTUYeCKUMU Hedpos -
HEeKpo3 3NMTe/IMA KaHa/1bLieB M
HapyLleHMe NoYe4YHOro KpoBo - U
nmMmdoobpalleHns



Imuonozuueckue pakmopor OIIH.

1. WHTOKCUMKaUUA:
a. CoNnu TAXenbIX MeTarnsioB (PTyTb- cynemMoBasi No4kKa, CBUHeEL);
0. KUcnotbl (cepHas, xrnopucrosogoponHas, cpocopHas)
B. MHOrOaTOMHbIE€ CNUPTbI (3TUMEHITIMKONb — aHTU(PU3);
I. BellecTBa HapKoTu4yeckoro psaaa (xnopodopm, 6O6apobutypartbl);
O. NeKapcTBeHHbIe npenapartbl («cynbgaHunammaoHasy,
«aHanbruHoBasi» No4kKa);
2. LHOK u TpaBMaTUyeckme NOBpeXOeHUA:
CUHAPOM AnNUTeNbHOro pasaasnuBaHua — crush syndrome
(+*Mnorno6uH), nocneonepaunoHHasa OlNH, oOwWupHbIe oxoruy,
remMosiu3 — «reMmofinTu4yeckKasl Novka», oo6e3BoXxmBaHue "
obecxnopuBaHue (xnoprugporneHMYeckas rnovka u 1.4.)

3.HheKunn: cencuc, xonepa un ap. TAKENOro Te4eHUs



Cmaouu meuenus OIIH:

1. HauaabHas (IoxoBasi) craausi.
2. OJuro- anypu4yeckasi Crajaus.

3. CTaausi BOCCTAHOBJICHUS JUYpe3a.
I10JIHOCTBIO pereHepUpPYIOT KAHAJIbIbI, 0a3ajibHAsA
MeMOpaHa KOTOPbIX cCOXpaHeHa. B ouarax gecTpykuuu
0azajbHOM MeMOpaHbI (TyOyJ10peKcuca) - HepocKJaepos.



Ilamonocuueckas anamomusa OIIH.

MakpocKonM4ecku NOYKM yBenn4YeHbl, Habyxwiue, oTe4yHble,
¢dnbpo3Hasa Kancyna HapsiXkeHa, CHUMaeTCH Jierko, KOpKOBbIW
CqIOM LUNPOKUKN, OneagHo-cepbin, OTrpaHUYEeH OT TEMHO-
KpacCHbIX MONMTHOKPOBHbLIX NUpamMupa.
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* XpoHuyeckasa novyeyHasa HegocTaToyHocTb (XIMH)

- CMMNTOMOKOMIJIEKC, BO3HMKAWLWMK B pe3y/sibTaTte€ NEPBUYHOIO

MAM  BTOPUYHOITO  XPOHMYECKOro  3a60seBaHMS  MOYEK,
06YyCNOB/IEHHbIM MPOrpPeECCUPYIOLLMM CKAEPO3MPOBAHMEM TKaHMU
MOYKU WU TMBENblo HedpoHOB, NPOABAAKWMACA MEANIEHHbBIM
HapacTaHMEM YPOBHA KpPeaTMHMHA M MOYEBMHbI CbIBOPOTKM
KpOBMU.



CKopocCTb Ky604KoBOU DMIbTpaLUmH

_ M NoYyeyHaAa HeJoCTAaTOYHOCTb.
CkopocTh KI1Y0OUKOBOM

puabTpanuu
3aboneBaHue npotekaeT 6eCCMMNTOMHO.
0 0
50%- 35% KoMneHcaTopHble MeXaHW3Mbl HanpsKEHbI.
OT HOPMBI

[lepBble NPU3HAKN NOYEYHOW
HeAOCTaTOYHOCTU, a30TEMMUSI.

35%-20%
0T HOPMBI
BbipaxeHHas noyeyHas HeAOCTAaTOYHOCTb — YPEMMUSI.
Menee 20% Ecnu ypoBeHb MoYeBMHBI NpeBbIwaeT 35,0MMonb/n,
OT HOPMBI  ypoBeHb kpeaTuHUHA 6onee 1200 mkmonsb/n,
a KnupeHc KkpeatuHuHa meHee 10 mn/muH,
paccMaTpUBalOT BO3MOXHOCTb NOYEYHOro Ananu3a unm
TpaHCNNaHTaLuMU NOYKMK.



*MpuyuHsl XMH

*Bocnanumeanble 3abos1e8aHUA:

-XpOHUYECKHNH rnomepy/iIoHedpUT
-XpoHUyYeckum nmenoHedpuT

o [Mopa)keHne novyek Nnpu ayTOMMMYHHbIX U peBMaTUYECKMX
3ab6o0s1eBaHMAX

*Ty6epKy/sie3 noyek

*HedponaTtna npy MHGDEKLMOHHBIX 3a601€BaHMAX

* MemabosiudecKue u 3HOOKpUHHbIe 3ab0/1e8aHUS:
caxapHblM AuabeT, nogarpa, ammaonaos (AA, AL)

*Cocyducmble 3a60/1e8aHUSA . aTepOCKIEPOTUHECKU U
apTepHOJIOCKIEPOTMUYECKUM HE(POCKIepo3

*HacnedcmseHHble u 8poxXdeHHble 3a60/1e8aHUS

*06cmpyKkmusgHble Hehponamuu: MoyeKaMeHHas 601e3Hb

*ToKkcu4eckue u ieKkapcmseHHble HePPOoNAmMUU: aHanbreTMyecKas,
asKoroJsibHaA HegponaTua
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* kecmpapeHasibHbIe MPOS8IeHUs YpPeMuUU

*Kosa — cepoBaTo-3eneHoBaTas (YypOXpoMm), HaneT corne
(xnopupgbl, ypaTbl); rmnepdyHKUNA NOTOBLIX Xene3;
remopparm4eckmum CUHOPOM.

*MapeHxumamo3Hbie op2aHbl — aucTpodus (kuposas),
HEeKpos3.

*Iono8HOL MO32 — OTEK, o4Yarn pasMsryeHus u
KPOBOMW3MUSIHUSA.

*Jleckue — oTek, (oMBPUHO3HaAA oyaroBast MHEBMOHMUSI.

*Cnusucmbie 0605104KU —BOCNaneHue KatapanbHoe,
cepo3Hoe, pnbpnHo3Hoe, PUOPUHO3HO-reMopparnveckoe -
JTAPUHIUT, OPOHXUT, TPAXEUT, raCTPUT, SIHTEPOKOJSINT.

* Cepo3Hble 060s104KU - (PUBGPUHO3HBIA MONMUCEPO3UT —
nepukapaut (Borocartoe cepaue), NfeBpUT, MEPUTOHUT.

*Cenesera yeeJsiu4eHa, HanmoMnHaeT CenTn4ecKyro.
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[Moye4yHO-K/1emoYHbIU PaK.

pynnoBoe 000O3Ha4YeHMEe HOBOOOpPa3OBaHUM -
afileHOKapLUuuHOM, napeHXmma KOToOpbIX MOMHOCTbLIO
U YaCTUYHO anddepeHUNpPyeTCA B CTOPOHY
3NUTENNA NOYeYHbIX KaHarnbLEB.

. OnAa KINnHUYeCcKux nposiBrIeHUNn XapaKkTepHa
Tpunapa NPU3HaKoOB:

. - MaKkporemaTtypus (8- 83%);

. - 6onun B 60Ky (20-45%);

. - nansnupyembiu y3en (6-48%).
. 30% nauneHTOB K MOMEHTY BbISIBIIEHUSA ONYXONN

NMMEeroT MeTacCTa3bl.



*Iucmosio2uvyeckas Kaaccuguxkayus

i Mopdgosiocuyeckue sapuaHmeoi:
-CBETNOKNETOYHbIN
- COCOYKOBbIU (MAMUINNAPHbIN)
- XPOMO®OBHbIU
OPYIUE MNKK
- MYLUMHO3HbLIN TYBYNAPHbLIA U BEPETEHOKNETOYHbIN
- TYBYNOKUCTO3HbIN
- TPAHCNOKALMOHHbIU
- PAK U3 COBUPATEINbHbIX KAHATNBLEB
- MEOQYNNAPHbLIN
- HEKNACCU®ULUPYEMbIN

* CmeneHb dugppeperyuposku (no Oypmany)
[ 1-7 ctenenb (Bbicokas cTeneHb AnddepeHUMpPoBKY) —
[ 2-7 cTenenb (ymepeHHasa cteneHb ancdepeHUUpPOBKN)
[ 3-1 cTenenb (Hm3Kasa creneHb andhepeHUNPOBKN)

[ 4-a ctenenb (Heand depeHunpoBaHHas onyxorsib)
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* Pak no4yKu




U mun no4Ye4YHOKJ/1Iemo4YHo20 paKa

lNanunnapHbi

(adeHoKapyuHoma)




