TpeboBaHus kK oby4varoLmmcs

1.

2.

B npouecce 3aHATUA He OTBI1IeKauTeCb, BHUMATENbLHO 3HAKOMbLTECH C
npegoctaBnaemMon MHpopmaumen.

HacToslLee 3aHATHME NPOBOAUNTCA B AUCTaHLUMOHHOU pOpME, HE
ABNAETCH NeKumen n He 3aMeHSEeT ee.

B xone npoBeaeHuns 3aHATUS OygeT NnpoBOANTLCA KOHTPOSb
NPUCYTCTBUS

B xonoe npoBegeHns 3aHATUA OyayT NoABNATLCA 3a4aHUA, HA KOTOpPbIE
Bbl 4OMXKHbI A4aTb OTBETLI B MMCbMEHHOW oopMe (MPOTOKOS 3aHATUS).
[TlogrotoBbTE PYYKY U Dymary.

[TpoTokon 3aHATUA Heobxoaumo nognucathk (ykasate PUO, Homep
rpynnbl)



TpeboBaHus kK oby4varoLmmcs

6. B KOHUE 3aHATUA KaXXabli 00y4vatoLLUNCS OTNPaBnseT CTapocTe rpynnbl
doTorpaduto (MMbdO ckaH) HaNMCaHHOIo NMPOTOKOa 3aHATUS.

Ha3BaHue poTorpaduu:
Homep rpynnel_ PO _CuHapombl 3J1
Hanpumep: 301_HNeaHosN.U._ CuHOpombI3S]
Ecnu @pomoepagbuli HECKOMBLKO — MPOHyMepyume ux:
Hanpumep: 301_HNeaHosN.N._ CuHOpombI3]] 1
301 _UNeaHos.UN._ CuHOpombI3]] 2

7. CtapocTarpynnbl B OAHOM NMUCbMe B Te4eHMe O4HOro Yaca nocrie
OKOHYaHWA 3aHATUA NepecbinaeT Bce NosiyvYeHHble doTorpadpum
(CKaHbI) C NpOTOKOIaMN 3aHATUA CTYAEHTOB Ha SNMIEKTPOHHYIO MOYTY
Kadpedpb!l NporneaeBTUKN BHYTPEHHNX BOe3HeN.

8. ®doTtorpacdum byayT pacnevataHbl U NepeaaHbl NpenoaaBaTernto.




[NouTa Kaheapbl nponeaeBTUKU BHYTPEHHUX Oone3Heun:

kafedra.propedevtiki.spbgmu@mail.ru



[lomaluHee 3agaHue
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CUHAOPOM MHMPEKLUNN MOYEBBLIBOASALLMX NYTEN
OcTpbIn NMenoHepuUT

XPOHUNYECKNN NUENOHePUT

CuHgpom obctpykumm MBI

CuHAPOM KaHanbLEeBbIX ANCAYHKL NN
OcCTpbIN MHTEPCTULMANBHBLIV HEMDPUT
OcTpoe noBpexageHne rnoYek

XpoHun4yeckasa bonesHb no4yek
TepMuHanbHasa novyeyHasd HeOOCTaTOYHOCTb



CunHapombl 3aboneBaHUN
noyek. Hactb 1



CUHAPOMbI NOpaXXeHUst No4ekK

CuHAPOMbI NOpaXXeHNUs NO4Ye4YHOro
Knyo6ou4Ka (rmomepynsipHble

CUHAPOMBI): AKcTparnomepynsipHbie CUHAPOMbI:
HedpoTuyeckuin cuHapom CunHOpOM KaHanbLEBbIX ANCHYHKLIMI
Hedputmnyeckuin cuHapom CuHapom nHdpekunm MBI

(M30nMpoBaHHbLIN MOY€BOW CUHAPOM, CuHApom o6cTpyKLmy MBI

OCTPbIN, BLICTPONPOrpPECCUPYIOLLINA,
XPOHMYECKn)

CuHpgpom rnobanbHou auccdyHKUUn
Nno4ex:
OcTpoe noBpexaeHme noyek
XpoHunyeckada 60ne3Hb novek
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CTpoeHue KanunnapoB Knybo4YKOB NMOYKU

DHAOTEAUI,0PTaHEAABI

ITpocseT KanmAAspoOB ¢penecrprr

Me3anrunasbHbie
KAETKH U MATPUKC



AHaToOMUM4eCcKoe CTPOEHME MMOoMePYNApPHOro annaparta
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Figure 13-1 Schermatic diagram of a lobe of 3 normal glomerulus,



Bonpoc Ne 1

Bpems omeema - 5 MUHYyMbI
Kakue kneTtkm obpasytoT weneByto anadgparmy?



MexaHn3mbl NoBpeXaeHns Knyboyka

[NloBpexneHUe CTPYKTYp

)~ Knybouka ¢

C penos3unuuen (oTnoxeHuem)
MUMMYHHbIX KOMIMJIEKCOB B
CTPYKTYypax Knybouka

rpynna Heo4HOPOAHbIX MO 3TUOMOrNK
MMMYHOOMNOCPEAOBaHHbIX 3ab0fieBaHNN C
NepBUYHbLIM/BTOPUYHLIM MOpaXeHnem
KIy©O4KOB 1 C Nocneayowmm
BOBIEYEHMEM B BOCNASINTENbHbIN
npoLuecc BCero HepoHa,
NHTEPCTULMASIbHON TKaHW, C ICXOO0M B
HedpocKknepos 1 pas3suTne gMcPyHKLNU

be3 geno3nuumn (OTrNoOXeHus)
UMMYHHbIX KOMIMJIEKCOB B
CTPYKTYpax Knybouka

- BosgewncTteue pasnnyHbIX, B T.u.
NMMMYHHbIX (PaKTOpPOB, Ha CTPYKTYpbI
knybouka, Ho 6e3 geno3unumnm NK
(nopakeHue no4vek npun gmabdete;
6orne3Hb MUHUMAarbHbIX UIBMEHEHNI U
npou.)

- [eHeTnyeckne nedeKkTbl CTPYKTYP
knyoouka (PCI'C, cuHgpom AnbnopTa)

-  MexaHun4yeckne pakTtopbl




MMMYHHbIE MEXaHN3Mbl NOBPEXOEHUS KITyOO4KOB

feno3ngnsa B
Al npotus Al — AT npotus AT, CTPYKTYypax Knybouka
GenkoB CTPYKTYp OKasaBLUerocs B LMPKYNPYHOLLINX
kny6o4ka CTPYKTYpe knybouka NMMYHHbIX

BocnanutensHas kneToyHas
[eno3numst UMMYHHbIX KOMMSIEKCOB B [enosnuus UMMYHHBIX KOMMIIEKCOB B nponudepauns — yBenmueHme ymcna
CTPYKTYype Krybouka, Ho 6e3 xemoTakcuca CTPYKTYype Kiybouka, xeMoTakcne KNETOK — PE3UAEHTHbIX KNETOK
MMMYHHbIX KINETOK N 6e3 pasBntus UMMYHHbBIX Kﬂ%TOK W passutne Krny6ouyKa (3H40TEeNMOLMTOB,
BOCManuTenbHom nponugepanmmn, Tak Kak BOCManuTenbHoOW nponudepauum, Me3aHrMoLmMTOB, NapueTanbHoro
MK nokanunsosaHbl 3a [ BM 1 He foCTynHbI [anbHeliLee NOBPeXAEeHNE CTPYKTYP ANUTENUSA Kancyrbl) U KNEToK
ANSt UMMYHHBIX KIETOK kny6ouka MMMYHHOW CUCTEMbI B OTBET Ha
(MeMBpaHo3Hasa HedponaTus) (rmomepyroHedpnTbI) BOCManeHve n NoBpeXaeHue.




BapunaHTtbl noBpexaeHus knyoboykos
(rmomepynoHedpuThbl U rmomepynonaTtun)

momepynoHedpuT - rpynna HEOAHOPOOHbLIX NO 3TUONOrNK, NaToreHesy 1 NPorHo3sy
MMMYHOOMOCPeaoBaHHbIX 3abonesaHnm KNybo4vkoB

MmomepynonaTtua - rpynna 3aboneBaHnmn, XapakTepuUsyoLWMXCa NopaxKeHnem Knyboyka B
OTCYTCTBUW NponudepaTnBHbIX U3BMEHEHNN

momepynoHedp
UTHbI
‘%nomepynonaww\l‘
“YADbIC
NMepBUYHbLIE

[NloYykn BOBNEKaKTCA B NaTONOrm4yeckmum
bones3Hb 3aTparnBaeT TONbKO MOYKM. npoLecc BTOPUYHO — CTAHOBATCH
[MoYkm ABNATCA eAUMHCTBEHHbLIM MULLEHbLIO BO3OENCTBUA YXKe
nopaeHHbLIM OpraHom, rae CYLLeCTBYIOLLEIO B OpraHn3me
pa3BopavnBalOTCA MMMYHHbIE peakuun B naTosI0rM4YeCcKoro npowecca
cllydae UMMYHHOrO reHe3a noBpeXaeHuns (ayTOMMMYyHHbIe 3aboneBaHus,
noyvek NHJEKLNN, OHKONOrM4yeckmne npoueccol u

nn_)

AP+



momepynsapHbie CUHAPOMbI

/ Hedputnyeckmun \

CUHOPOM
NMoBpexaeHue:

*JHOOTEeNUOUUTDI
-'BM

*Me3aHrmouuThbl

K BocnaneHue

FmomepynoHed ‘
pMF
- 4 &

ApTepuanbHas runepTeH3ns
CHunxeHue CK®P, moueBOU CUHOPOM

HE®POTUYECKUN
CUHOPOM
NMoBpexaeHue:

[TogounTbl

Mmomepynonar

A
HET BOCINANEHUA
e[loBpexpeHne nogouUToB
e[MoBpexpeHue NBM
eCnywmuBaHne nogoumToB

2

MaccuBHasi npoTenHypua
*OTeku




JIlokanusauusa MMMYHHbIX KOMMJIEKCOB B rnomMepyriax onpeanensdeTt XapakKrtep

KINMNHNYEeCKUX

JHAaoTenuanbHoe
noBpexaeHue

XpoHun4yeckum
HecdppUTUYECKUN

UHdumnbTpauus
HenTpodunamu
Makpodaramm

U3onupoBaHHbIN

MO4YeBOU CUHAOPOM 7
AP - 2

— DD
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PaspbiBbl FTBM 1
obOpa3oBaHue
NONyNyHUN

——

OcTpbIn HehpUTUYECKUN
CUHAPOM

BbicTponporpeccupyrowmm
He(ppUTUYECKNN CUHAPOM




Hemputnyecknm cnHapom

ApTepunanbHasi runepTeH3unsi, HeppuUTUYECKUE OTEKU, MOYEBOW CUHAPOM (MPOTEUHYpPHUS,
3PUTPOLMUTYPUSA, LUNUHAPYPUA), cHMKeHne CKP

OcCTpbIN HEPPUTUYECKUI CUHOPOM

BbicTponporpeccupyoLwmi (MogoCTpbin) HePPUTUYECKUA CUHOPOM

XPOHUYECKNN HEQPUTNYECKNA CUHOPOM

N3onnpoBaHHbIN Mo4eBon cMHOPOM (HeT Al" n oTekoB)

[MporpeccupoBaHmu . OH )I/I(II;lII%
e AMCHYHKLNM C BMHC

noyek (CHmxeHue

CKO®)

Bpems

1 MecsL, | 2mecaua | 3Mecsaua | | ............ 1ron m 10

JieT




MoryT ObITb Kak AN
3aboneBaHus, NpoTekaroLLme ¢ NepBU4HLIMU
nopaxxeHuem rrnoMepynsapHoro (ManonaTuyeckumm),

R N annapara Tak 1 BTOPUYHBIMM
npes3eHTauus- \
noodoun BapuaHT N
HedpuTN4eckor KnuHunyeckas
\O cuHApoOMa npe3eHTauus-
HecppoTUYHECKUN
NMponudepaTnBHbIE \ CUHAPOM

(rmomepynoHedpUThbI):

Ouddy3HbIN NponndepaTuUBHbIN
(aHgokanunnapHein) ['H

MesaHruanbsHo-nponugepatneHbiv ['H

MembpaHo3HO-NponMdepaTUBHbLIN
rmomepynoHedput I-Il CT.

dokanbHO-HeKpoTU3upyowmnm M'H
(rmomepynoHepUT C NONYNYHUAMN)

HenponudepaTtuBHbie
(rmomepynonaTtun):

BonesHb MUHUMarnbHbIX U3MEeHEHUW

doKanbHO-CerMeHTapHbIN
[MOMEpPYJIOCKI1epo3

MembpaHo3Hasi HedoponaTus



OcCTpbI HEPPUTNYECKNNA CUHOPOM
(OcTpbin gnddoy3HbIK NponndepaTUBHLIX MOMEPYNOHEDPUT)

« OcTpoe Hayano 3abonesaHus y nauneHTa 6e3 ykazaHu B aHaMHe3€e Ha Kakne-nmbo
3aboneBaHMsA NOYEK NN NUBMEHEHUS B aHanNM3ax Modu, XapakTepusyroleecsi BHe3anHbIM
(1-5 gHen) nossBNEHNEM HEDPUTNYECKNX OTEKOB, TMNEPTEH3NN, FreMaTypumn (Makpo- nnm

MUKPO-) B COMETAHUM C NPOTEUHYpPUEN, umnuHapypuen, cHmxkeHmem CKO c passutmnem
onurypum

* [1pnymnHa — ocTpoe, BrnepBLle pa3BuBLLeecs ornocpegosaHHoe VIK nponndepaTtmneHoe
BocnarsneHue krnybo4vkos UJ1 ocTpo BO3HMKaOLWAA akTMBU3aLUA XPOHNYECKOro

nponudpepaTtnMBHOIo BocnarneHus, NpoTeKkaroLlero 4o 3Toro B CTepton popme
(obocTneHune)

«rop6bl» - K




Bonpoc Ne 2

Bpems omeema — 5 MUHym
[lepedncnute npninHbl cHXxKkeHna CK® npun octpom

HEPUTUNYECKOM CUHOPOME



OcTpbINt HEPPUTUYECKNN CUHOPOM KaK KNMHU4YecKoe
nposaBneHne MHPEKLUMOHHOIo rnmomMmepynoHedpuTa

UHdeKUuMOoHHbIe
JsfomepynoHedpuThl

NMocTH(eKUNOHHbIe
Bo3HUKaeT 4yepes HECKOSbKO AHeWn/Hedenb nocre
KyNnpoBaHUA NHMEKL MK
lNMpnynHa: He NONHOCTLIO BbiBEAEHHbIE
n3 opraHnama VK (c nHpekunoHHbiM Al),
cdopMupoBaBLUNECHA aHTUTENA K
NMMNAHTUPOBAHHOMY B NMOYEYHYIO TKaHb aHTUTEHY
MexaHusm: [lepenyHaga nmnnaHtauma Ar (MKin
situ)
NN UMPKYNUPYOLLME NMMYHHbIE KOMIMNEKCHI

KnnHnyeckne npumepbil:
[TOCTCTPENTOKOKKOBLIN rMoMepysioHedpuT
[THEBMOHMA, raCTPOIHTEPUT

3

UHTpanH(peKUNOHHbIe
Bo3HUKaeT 4Yepes HECKOSbKO Heaerb
Ha poHe TeKyLlen NMHpeKLnm
NMpu4yunHa: reHepayma Al
nepcucTupyoen MHgekuneu
MexaHusm: umpkynupytowme MK

KnnHnyeckne npumepsbil:
NHdEKUMOHHBIN (bakTepmanbHbIN)
oHOoKapauT
Ctona gnabeTtnka (MHMUMPOBAHHLIE S13Bbl)
OcTteomunennt
Abcuecchbl BHYTPEHHMX OpraHoB



Bonpoc Ne 3

Bpems omeema — 6 MUHYmM
I'Iepeqmcnme MWUKPOOPIraHnN3Mbil, MMMyHHbIIZ OTBET B

OTHOLLEHWUN KOTOPbIX MOXET NPUBECTU K PA3BUTUIO
OCTpPOro nponndepaTtmBHOro rmomepynoHegpuTa



OCTpbIN MOCTCTPENTOKOKKOBLIU
rmomepynoHedopuT

* OcTpbIvt ANPdDY3HbIN
nponugepaTmBHbLIV IMOMepPYITOHEPUT,
KOTOPbIV pa3BmnBaeTcyd cnycrq 1-3
Heaenu nocne NHeKUnmn, BbIaBaHHOW
HEPUTOrEHHbIMU LUITAMMaMM beTa-

reMOJINTNHECKNX CTPEMNTOKOKKOB Ipymribl
A.

* HedppUTOreHHble LTaMMbl:
*M-tun 1, 2, 4, 8, 12, 18, 25 — HocornoTKa
*25,45,47,55,57, 60 - KOXXa



[laToreHe3 oCcTporo NOCTCTPENTOKOKKOBOIO
rmomMmepyrioHedpuTa

I

Streptococci r“ Q
\ o~ @ Pharyngitis
W @F ;
?. t?;?t 2 Throat
Skin \ *
Impetigo 4 Bloodstream
Secreted _~"

bacterial
antigen

aHTUreHbl CTPENTOKOKKA (SpeB —
cepuHoBas npoTeasa
CTpPenTOKOKKa, NAPI —
accounmMpoBaHHbLIN C HePUTOM
peuenTop nnasMuHa) nonagaroT
C KPOBOTOKOM B MOYKY

Bowman'’s space

\ -

o) aE g»  Inactive
o © A <— matrix
metalloproteinase

NAPIr Pro-collagenase

NAPI/SpeB akTUBMPYIOT NinasmMuH
-> aKTnBaums

KonnareHas 1 MaTpUKCHbIX
MeTanonpoTtenHas ->
noBpexaeHne

CTpyKTyp aHOoTENNS,
rmukokanukca, [ bM

https://www.immunopaedia.org

Mesangial Bowman'’s capsule

I‘i\/

' " OQ 0 L“

O
Q
NAPI/SpeB+AT nonagatoT
cybanutenuanbHo, 0bpasys «ropobi»,
aKTMBUPYHOT CUCTEMY KOMMIIEMEHTA,
XeMOoTakCUC MMMYHHbIX KNETOK
[MoBpexaeHune cTpyktyp BM
NPUBOANT K SPUTPOLINTYPUM,
NPOTENHYPUN

\ Erythrocyte




O O &8O &8 &8

KnnHnyeckaa KkapTuHa OCTPOoro
NOCTCTPENTOKOKKOBOIO rMoMepyroHedpuTa:

CTpeI'ITOKOKKOBaFl VIHC*)eKLI,I/Iﬂ BEPXHUX ObIXaTEeJlbHbIX I'IyTeI7I NN KOXWN — aHIM'MHa, CbapI/IHI'I/IT,
POXUNCTOE BOCMNaleHne, CKkapiiatmnHa

«J1aTeHTHbIM» Nepnoa Mexay nepeHeceHHON MHApeKUnen n passuTmeM CUMNTOMOB NOPaXeHua
noyek okosio 7-21 aeHb. B criyyae cTpenToKOKKOBOM MHADEKLINMK KOXM BO3MOXEH bornee AnMTensbHbIN
naTeHTHbIV Nepunoa.

B TeueHune «nateHTHOro nepuoga» B opraHname dopMmpyeTcs UMMYHHbI OTBET Ha
CTPENTOKOKKOBbIE aHTUIEHBbI

[lanee pasBmBaeTcd OCTPLIN HEPPUTUYECKUN CUHOPOM

MakporemaTypus, Moda LBeTa «MACHbIX MOMOEB»

PeHonapeHxnmMaTo3Hasi apTepuanbHasa rmnepTeHans

Hedputnyeckme oteku

CHmxKeHne oyHKUMKM novek (CHmxKeHne CKO)

[1pu BbipaXXeHHOW 3a4€PXKKE XKNOKOCTU, ONUTypunKn, BO3MOXKHO pasBUTUE HEPPOreHHOro oTeka nerknx
O6u_|,|/|e CUMITOMBDI - CJ'Ia6OCTb, CHMXXeHne 1oJ1IePaHTHOCTUN K HAarpya3ke, CHUXeHune arnneTuTa
B 6onblUMHCTBE Cry4yaeB 3akaHYNBAETCS BbI3OOPOBEHNEM N HOpManu3aumen yHKUNK NoYeK

NabopaTtopHasa anarHocTuka: riabopaTtopHble CUMMTOMbI obLLeBocnanuTensHoro cuHgpoma (CPB, COJ,
NenkoumTo3), NoBbILLEHMNE TUTPa aHTUCTpenTonmanHa-O n gpyrux aHTUreHOB CTPENTOKOKKA



MHTpanHPEKUMNOHHbLIV rIoMepynoHepuT

* KnnHn4eckn MoXeT NpoTeKkaTb B BUAE OCTPOro nponungepatnBHOIro
rmomepynoHegpmnTa (0OCTPOro HedPUTNYECKOro cuHAOpPOoMa)

* Bo3HWKaeT Ha boHe TekKyLLEeN, KaK NpaBuno, baktepuansHon MHEKLUNN K
onocpenoBaH opMUpoOBaHNEM MMMYHHbLIX KOMMMNEKCOB, NonagaHUeM Ux B
KInybouyek, akTnsaumen CUCTeMbl KOMMNEMEHTa, NPUBIEYEHNEM NMMYHHbIX
KIETOK U HapyLwieHnem cTpyktyp 'bM un knybouka B Lenom

* [lpumepbl bakTepuanbHbIX MHMPEKLIMN, NPUBOOSLLUX K Pa3BUTUIO
angdoysHoro nponudepartmeHoro ['H

- NHQEeKUMOHHBIN SHOoKapaAnT
- ['lHeBMOHUMK

- OcTeomumenut

- BucuepanbHble abcuecchl



bbicTponporpeccupyroLLmn He@PUTUYECKNU
CUHAOPOM

* OTHOCUTENBHO OCTPOE Havano 3aboneBaHnsa (1-2 Heal) C NOSABNEHUS] BCEX OCHOBHbIX MOYEYHbIX
CUMNTOMOB (remMaTtypusi, NPOTENHYPUS, LMNUHOPYPUS, apTepuarnbHas rmnepTeH3nsi, 0TeKN),
XapakTtepusytouieecs nporpeccupyrowinmm nageHnem CK® (2-3 mn/mMuH/cyT), 4To 0bycrnosnueaet
ONUrypuIo U HapacTaHne a3oTeEMUMN.

* B TeyeHue 1-2 mecsiLeB (6e3 nevyeHnst) bopmMmpyeTcsa TepMUHanbHasa nodeyHasi HeJoCTaTOMHOCTb

* Mopdonornyecknn cybctpar, nexawmn B ocHoBe bINMHC — dookanbHbIN HEKPO3 Kanunnisapos
KIybouKa ¢ aKCTpakanunnspHon nponudepaunen n obpazoBaHMeM NoOynyHUM




[TaToreHe3 bBINHC

MponudepaTtnBHblie hopMbl
rnomepynoHecdpuTta ;

v

v
AyToaHTuTena K aHtureHy FrbM AHTUTena K uMTonnasme HeuTpoduno UMMYHHEIe Komnnekchl
|

l

ArpeccuBHbIN XapaKTep
BOCNannTenbHON peakumMm B MecTax
otnoxeHunsa UK

\J

PoKanbHbIN HEKPO3
KanunnapoB Knybouyka

> <

AKCTpakanunnapHasn
nponudepauma

MmomepynoHedput c
NonynyHUAMMU

NMonynyHue BbICTPONpPOrpeccupyoLmin
HedhpUTUYECKUA CUHAPOM



OnHamuka pa3BUTUSA NONYNyHUN

PubposupoBaHme Pectutyy,

U ns HUK
cKnepo3npoBaHum Hedchnonoruu




Mopdonornyeckasi aMarHocTuka rmnomepynoHedpuTta ¢ nonynyHUsMu

CBeTOBasi MUKPOCKONUA

N
°

% 2
2
dy

OTcyTtcTBMe
OTJIOXXEHUM Ig

OnurommmyHHbIM TH

JInHenHbIe OTNOXEHMUA Ig

AHTU-TBM-TH

paHynsipHbIe
OTIOXeHus |

UMMYyHOKOMMNIIEKCHbIN
H




KnuHuko-naTonoruyeckas knaccudpukaumsa rnomepyrnoHedgppura c

NONyNyHUSIMK

OTtcyTcTBUMe

OTINOXKEHWIA Ig,.,

OnurommmyHHbIM TH

JInHenHbIE OTNOXEHMUA Ig

CucrtemHble 3aboneBaHusa c
I'H c nonynyHuamu

AHLA-nonoxurtenbHbIe
BaCKyInnTbl
MwuKpoCKkOnMMYeCcKnn NosinaHrmmT
[paHynemarto3 BereHepa
bonesHb Yapaxa-LLUtpocca

AHTU-TBM-TH

paHynsapHbIe
OTNoXeHus |

CucremMHble
3aboneBaHunsasclfrHc
NoNynyHUsiMu1

CuHgpowm lN'yonac4yepa

UMMYyHOKOMMNIIEKCHbIN
H

CuctemHble 3aboneBaHns c NH c
nonynyHUAMmn

CKB

CwmeluaHHas (1gG/1gM)
KpnornobynnHemnsa (renatut C)
[Mypnypa LWWeHnenna-lreHoxa

N'H c nonynyHnsamu Ha cpooHe
MHMEKLUOHHBbIX 3aboneBaHUN

[MocTcTpenTokokkoBbIn ['H
NHJEeKUMOHHBIN SHOOKapaAuT
BucuepanbHbin cencuc (abecuecc)
[enatnTbl B 1 C C BACKynuTOM 1/Unu
KpnornobynmHemmnen

Kak npaBusio, nMmeetT MeCTo CUCTEMHOCTDL MNnpoLecca




CnCTEMHOCTb NATONMOrMYECKOro npotiecca

e CncrteMHbIn BocnanuTenbHbIN (MH(PEKUNOHHbIN NN HEUH(PEKLMOHHbLIU,
T.€. ayTOMUMMYHHbIN npouecc):

« OgHoBpeMeHHOEe nosiBneHne cybbekTUBHbIX N OO bEKTUBHBIX CUMMTOMOB,
XapakTepHbIX AN nopaXeHUst HECKONbKUX OpraHoOB M CUCTEM + 0bLLme
CUMMNTOMbI BOcnaneHus

e OOLWMe CUMNTOMBI:
» oblieBocnanuTenbHbIM CUHAPOM (NMxopaaka, nosbileHne CO3, CPb)

. I/IHTOKCI/IK)aLI,VIOHHbII7I CMHAPOM (NporpeccupytoLlas cnaboctb, yTOMNAEMOCTb,
MUanrmm

* HekoTopble npumMepbl NOpaxeHNsi BHYTPEHHMUX OPraHoB:

 Koxa: FfeMopparnyeckas KoxHasi cbinb - Nanbnupyemas nypnypa npwu
CUCTEMHbIX BackynuTax

« CycTaBbl: apTpUTbl U apTpanrun (CyCTaBHOWM CUHOPOM — NMOpPaXKeHne
cOeMHUTENBHOM TKaHW CyCTaBOoB)

« CepaLe: MMokapaur (nonyc-mmokapauT), aHgokapauT (Jlnbmana-Cakca npu
ayTOMMMYHHbIX 3aboneBaHusax, bakTepmanbHbIv Kak nepBuYHbIM UCTOYHUK K)

Jlerkue: cnHopom HesocnanuUTenbHOWU MHUNLTPAL MK NEro4HOU TKaHN
(ondpdysHas anbBeondpHas remopparms)

* [lo4ykn: nponngrepatnBHbIM BapuaHT ['H, B ToM ynucne n ['H ¢ nonynyHnamu
KKT: KpoBON3NUAHUA CNU3NCTON, KpOBOTEYEHNE
* [lepudhepunyeckme HepBbLI: MOHOHEBPUTLI, NONTMHENPONATUA




Bonpoc Ne 4

Bpems omeema — 10 MUHym
Kakue rmoMepyndapHble CMHOPOMbBI MOT'YT ObITb BbIABMEHbI

y naumeHTa ¢ MHPEKLMOHHbIM BakTepmanbHbIM
9HOOKAPANTOM; OOBACHUTE UX MEXAHU3M



CuHapom 'yanacyepa (AHTU-I BM-

bone3Hb)

* AyTOaHTUTENa K a3-Luenu KonnareHa IV Tnna

(npucytcTteyeT B [ BM, BM anbBeon)
CNOCOOCTBYIOT aKTUBaL MM KOMMNOHEHTOB
KOMMJ1eMeHTa, pa3pyLUeHU0 CTEHKU
Kanunnsapa, MHUnsTpaunen
BOCManuUTeNbHbIMU KNETKaMu U
doopmMurpoBaHUIO NONYNYHUN

* [TopaxeHune nerkmx — MexaHm3m
noBpeXxaeHna aHanornvHbIn, NPUBOAUT K
PA3BUTUIO NErOYHOro Kanunnapura —
CUHOPOM HEeBOCHNaNMUTeribHOWU
UHUNbLTPaUUU NEero4yHoOn TKaHu B

BapuaHTe audpd

Y3HOM aribBEOSIAPHON

remopparum (KposoxapkaHbe, [1H)

5 F 2 ,.-;.,.?_.:;:_'_'.’
: 3’?-7':?*45.‘-1 P
>A’.' ,l&; '.‘ |/ “.; .- 3 g ‘\ N "
AR IR
A SR A f . A
Figure 23.1 Alveolar hemorrhage in a patient with Goodpasture’s

disease. Open lung biopsy. (Courtesy Dr. E. Mary Thompson, St Mary's
Hospital, London, UK.)

Comprehensive Nephrology, 2010



Bonpoc Ne 5

Bpems omeema — 10 MUHymM
OnuwunTe KITMHUYECKYHO KapTUHY NMOPaxXeHN4A JNerknx npu

cuHapome 'ygnacyepa B paMKax JIerodHbIX CUHOPOMOB

CyObeKTMBHbIE CUMNTOMBbI
O6wwui ocmoTp

dun3nkanbHOEe nccnegoBaHne nerknux



e e e [lopakeHne novek npy cucteMHblx AHLLA-
O % accoummpoBaHHbIX BacKynurax

 AHUA — aHTUHenTpounbHble aHTuTena — AT,
obpasoBaBLUMECS K Denikam, BXOOAALLNM B COCTaB rpaHyr
HeuTpodounos (Hanpumep, AT K Mmenonepokcmngase,

OTcyTCcTBME npoTenHase-3 n ap.)

* ONUrOMMMYHHBIN rMOMeynoHedPUT C MONYNYHUSMU

OnurommmyHHbIn H

MUKPOCKOMMYECKMIA * KnHNYecKn — ObICTPONporpeccupyoLmnin HepuTn4eckmnit
NOJTIMNaAHTNNT CI/IH,EI,pOM

[paHynemartos ¢ « CoyeTaHune c nopaxeHunem gpyrux opraHos (JIOP-opraHsi,
NoNMaHrMmMTOM nerkue, cycrtaBbl, KoXa)

(cuHopom BereHepa)

) » OcobeHHOCTb naTtoreHesa — otcytcTeme goopmuposaHus UK,
%‘;1"'}/‘;%%”;:822‘” NOBPEXAEHME COCYI0B MEMKOTO Kannbpa oCyLIecTBNSeTCS
NONVaHIMUTOM 3a CYHET HEUTPOUIbHbLIX SKCTPALIENSTHONAPHLIX CUMNKOB [
(bonesHb Hapaxa- oTcyTcTeme otnoxeHun VIK npn MMyHOMII00pEeCLEHTHOM

LUTpocca) MR ANADRAUIAIIA (AFIAFAIARMMM/UULIIA FraAmnmanv/nauachniaT)



MexaHn3m obpasoBaHUA HEUTPOPUINbHbLIX AKCTPALIENTIONIAPHbIX
cunkos npn AHLA-accounnpoBaHHbIX BacKynmuTax

Neutrophil Neutrophil Acute inflammation Chronic inflammation
priming activation and necrosis and scarring
A A A P A
r N N =
Unprimed
neutm“ w“

}

C3b8bC3v
(C5 convertass) Cytotamicity

< 14

: o

)\C) o .4 'pv"’
o @

c5

) Fereceptor \_/ Adhesion molecide mcepior
() Cyrowne b4 Cytokine receptor
] Csa || CSa recaptor (CD88)



XPOHNYECKMN HEPPUTUYECKUN CUHOPOM

« XapakTepusyeTcs Hanm4mem nepcucTUpYoLLIMX B TEYEHNE
Oonee roga U3AMEHEeHU B aHanmaax Mo4du, CoueTaroLLmXca C

apTepuanbHOU rMnepTeH3nen N meaneHHo NPorpeccupyoLwmnm
CHMmXeHnem CKo

« [lnarHocTn4yeckoe 3HavyeHumne — nponndepaTtnBHoe BocnarneHme
HU3KOW CTENEHN aKTUBHOCTU N dopMUpoBaHmne pmnbposa
NOYEYHbIX CTPYKTYP

* HeBbICOKas NpoTENHYPUS, MUKPOreMaTypusi (M3MeHEeHHbIe
SPUTPOLMUTBI), LUNUHOPYPUS



Bonpoc N2 6

Bpems omeema — 5 MUHym
Hapucynte, Kak BeIrmagmnT MUSMeHEHHbIN 3pUTPOLUT NpU

MWUKPOCKOMUMN MOYU, HanuwnTe Ha3saHmne aTon opmbl
apuTpoumnTa h 06 bACHUTE MEXAHN3M N3MEHEHUN



XPOHNYECKMN HEPPUTUNYECKUN CUHOPOM:
Me3aHrmanbHo-nponnaepaTtnBHbIv [ H

* MOpdporiorndyeckaa doopma ['H, xapakrtepusyrowiasacs
yBENNYEHNEM KINNETOK Me3aHrnga (Me3aHrmanbHaga
nponudgepauna) n mesaHrmanbHOro MaTpukca B pesynsraTe
OTNOXEHUA B Me3aHMMN UMMYHHbIX KOMMSIEKCOB. [1poTekaeT be3

noBpexaeHusd FBI\{I;

=t




lgA-HedpponaTua (bornesHb bepxe)

« Hanboree yacTo BCTpevaroLWnnca rinomepyrnoHedpuT B nonynsaymm

* KNnMHMYeCKn Yallle Bcero npoTekaeT B BUAE XPOHNYECKOro
HedpuUTUYEeCcKoro cnHapoma

* B HEKOTOpPbIX Cry4yasax MOXEeT NpoTeKaTb B paMKax CUCTEMHOIO
nopaxeHus — IgA- BaCKlzlJ'II/IT (6bones3Hb LeHnanH-I'eHoxa) ¢
nopaxeHunem Koxun, XXKT. Ipn arpeccuBHOM Te4eHNU 3ab0n1eBaHUS —
noYyeyHble NposiBreHna MoryT pa3susaTthbcs B BapuaHTte BINTHC ¢
doopMmnpoBaHUEM MONYNYHUN

« OCHOBHOE 3BEHO naTtoreHe3a — UaMeHeHune kKoHdopmauum IgAl ns-3a
HapyLLeHWs ranakTo3unnmpoBanunsa O-rnukaHa n npnobpeTeHne nv
aHTUIEeHHbIX CBOMCTB, COOPMUPOBAHHbIE UMMYHHbIE KOMIMIEKCh
OTKINaablBalOTCH B Me3aHru, BbidbiBas nponudepawmio
MEe3aHMMOLINTOB

* [1Tpyn MMMYHONMOOPECLEHTHOM UCCeaoBaHnn HeppobuonTaTa
OOMUHUPYIOT 0eno3nThbl IgA



ITatorene3 IgA-Hedponaruu

Physiological conditions IgA nephropathy
£ -0-GalNac ¢ -0-GaNac

Fab
portion

= -O-GalNac = -0-GalNac
Hinge : '
region

%' -0-GalNac = -O-GalNac
Fc
portion = _0-GalNae = -O-GalNac

[Tpu IgA-Hedponarum HapylIeH MPOLECC TaJaKTO3WINPOBaHUS MIapHUPHOTO yyactka [gA1 B pe3ynbrare
yero nospisiercs ranakrozonepunutHbii IgA1 (gd-IgAl), 4To NpUBOIUT K U3MEHEHHUIO KOH(popMaIuu
MOJIEKYJIbI K IPUOOPETEHUIO €0 CBOMCTB AaHTUTEHA, a TAKXKE K HAPYIICHHIO KIUpeHca Ae(PEKTHOrOo
UMMYHOTJI00yJIMHA.




ITaTtorenes IgA-nedpomnarun (MpogOIKEHHUE)

I'eneTnueckas GALT i
IPEIPACIIOIOKEHHOCTD Iupkyasuus Ieuenn

IgG/M/A

— &,.;s,;.‘ ,<

BosneiicTBue naroreHa Ha Hapymenne ximmpenca

-

oy ANA gd-IgA1 B neuenu
») O0pa3oBaHNE HIMMYHHBIX
= KOMIIJIEKCOB
Y
A gd-IgAl DHI0TEHH
Me3aHrui

* Ilponykuus ranakrozonedunutaoro IgAl
» gd-IgA1l He cnocoben mpeoOpa3oBbIBaThes B SIgA
* [Tlomamanue gd-IgAl B upKyasmuio

IHonOUUTE g ®

*  Jleno3unus MK B Me3aHruu KiryOO4KOB

*  AKTHBaIMs CHCTEMbI KOMIUIEMEHTA

*  IIpoaykuus mpoBOCHOIUTENBHBIX MEAHATOPOB (IIUTOKWHOB, XeMOKHHOB, POCTOBBIX (haTOPOB)

* IIponudepanns Me3aHTHANBHBIX U SHAOTEIHAIBHBIX KIETOK, YBEIMUCHHE ME3aHTUATBHOTO MaTpUKCa
*  @®opmHpOBaHHE ITIOMEPYIOCKIEPo3a, Gudpo3a TyOyTOMHTEPCTUIIUS




KinHnueckue nposBiIeHUA

N301MpOBaHHBIA MOYEBOW CUHIAPOM

Makporemarypust (40-50%) — BozHnkaeT Ha QoHe Tekymero nHdpexuonHoro mpouecca BAIL XKKT (uepes
24-72 yaca ot Havyana), Yae npu 00OCTPEHUHU XPOHUUYECKOTO TOH3WJIJIMTA, BCIEICTBUE YETO €€ HAa3hIBAIOT
cuHpapuneumnou cemamypuei. JJlanabiii GEeHOMEH SIBJISETCA )IH(I)(bepeHuHaanHM npu3HaKoM [gA —
HedponaTtuu U noctuH@ekmonHoro I'H, nmpu koTopoM MakporemMaTrypuu BO3HUKAET Uyepe3 2-3 HeJleNIM Iocie
nepeHecEHHON NH(DEKINU

MHUKpPOreMarypusi+npoTeunypus

[Iepcuctupyromias MUKpOreMaTypus SIBIISIETCS OTPAXKECHUEM XPOHUYECKOTO BOCHAIUTEIBHOTO MPOIECCa B
KJIyOOuKaX. 3a4acTyro 0OHapyKUBAETCs CAy4aiHO IpU pyTHHHOM obOcienoBanuu (10 30-40% ciay4daes).
[IpoTennypusi, Kak mpaBuio, He3HaYUTENbHasA (MeHee 1 r/cyT). Hapactanue mpoTeMHYpHUH BILUIOTh A0
HedpoTUdecKoro ypoBHs (0ojee 3.5 r/cyT) oTpakaeT Mporpeccuto 3ad0jieBaHus

XpoHunyeckuil He(ppPUTHYECKUI CHHAPOM BO3ZHUKACT NIPU JJIUTEIBHO CYIIECTBYIOLIEM BOCHAJIIEHUU
KJIyOOUKOB Y MPOSABISAETCS U3MEHEHHBIM MOYEBBIM OCAJKOM, PA3BUTUEM apTEPUATIBHON TUIIEPTEH3UH, a
TaKXke TUCHYHKIINU ITOYEK

Hedgporuueckuii cunapom (5%) pazBuBaeTcs Mpyu NOPAKEHUH MOAOIUTOB, YTO IMIPOUCXOAUT MPHU
JUTATEJILHOM T€UEHHU 3a00JIEBAHUS.

beicTponporpeccupyrmui He(ppuTUICCKUNU CUHIAPOM — [gA-BaCKYIUT C TOYITyHUSIMU.



BocnaguTeabHble X HEOIJIACTHYECKHAE U3MEHEHHUS CJAU3UCTBIX 000/10YEK
(akTuBanusa GALT —gut-associated lymphoid tissue — sum@pongHasaA TKaHDb,

ACCONMPOBAHHAS ¢ KHIICIHHKOM )

ToOH3WIINTBI
CUHYCHTBI

Nubekiusa HUKHUX JbIXaTeIbHBIX MyTen

Bozneiicteue numieBbix Al' Ha IgA (Lienmakus)

Nudexuun XKT (H.Pylori)

BocnanutenpHble 3a001€BaHUST KUIIICYHUKA (SI3BEHHBIN

KOJIUT, 00s1e3Hb KpoHa)

MALT — numdomsl (mucous-associated lymphoid tissue)

© o Dietary
o gluten

[ (( peptides

Epithelial
cells
) Increased Mucosal atrophy
\/ intestinal and epithelial cell
%00 permeability apoptosis
% I’ Deamidation

2'°f g © o Production of

0,0 byTG2 o % _ inflammatory
09y ° :
/ © ™ cytokines e.g.

Gut lumen

\ / Thi TNF'U. 'FN"}’
‘ ’ response
(8)Th2 ”
CD4 response ', 2 9

B cell y
0"\
0"\ .
o d o ° '(Q::
o o o Production of
3 antibodies to
@) gliadin and TG2

Anti-gliadin IgA is
released into the
systemic circulation

IgA immune complexes deposit

in the mesangium leading to increased

TF receptor and TG2 expression, mesangial
cell activation, and cytokine production

and forms immune
complexes with
sCD89 and gliadin

Pa3zButne IgAN npu uejunaxkuu
TG2 —TpaHcriiyramuHasa 2



IgA-Backynut (Ilypnypa Illenmnsiin-I enoxa)

MIMMYHOKOMILIEKCHBIN BaCKYJIMT, TOPAXKAIOIINI COCYIbl MUKPOLIUPKYISATOPHOIO pycia U
XapaKTePHU3YIOITUICS JTEUKOITUTOKIA3UEeH U OTI0KEHUEM B UX CTEHKE HMMYHHBIX JICTIO3UTOB,
COCTOSIIMNX NPEUMYIeCTBEHHO U3 IgA. JleTr 001e10T 3HAaUUTEIBLHO Yallle B3POCbIX, ITPH 3TOM
3a00JICBAaHME Yy HUX MPOTEKAECT OosIee T0OpOKAYECTBEHHO.

Xapakrepusyercs nopaxenne koxu, JKKT,
CYCTaBOB, IIOYEK.

Kpurepun nuarnosa

Hannuure koxHOU ChINU (MaabIUuPyeMO

nyprypsl) + JIF000# U3 CIEAYIOIIUX KPUTEPUEB:

1) abmoMuHATBEHBIC OOIIH;

2) CyCTaBHOM CHUHIPOM;

3) omnoxkeHus [gA B MOpaKEHHBIX TKAHIX U
opraHax (OOBIYHO BBISBIISIEMbIC TIPH OHMOIICHH
KOKH W/WJTU TTOYEK)

4) 1osIBJIEHHUE U30JIMPOBAHHOIO MOYEBOIO
CHHJIpOMa/He(hPUTHUCCKOTO CHHAPOMA/
HEe(POTUUECKOTO CHHIPOMA

NM®. Otaoxenne IgA B cocynax
JAepMbl

Koxxnas nypnypa




3onnpoBaHHbLI MOYEBOU CUHOPOM

Hanunuune Tonbko nabopaTtopHbIX CUMNTOMOB, YKa3bIBalOLLMX Ha NOpaXXeHne Knyodouka:
beccumntomMHaga (MMKPO) rematypusi, MakporemaTtypus
bBeccumnToMHaga NpoTeNHypuUA

+/- UUNMNMHOPYpPUS
[1pn OTCYTCTBUM TMNEPTEH3NN N OTEKOB

DOYHKUMSA NOYEK ANUTENbHOE BPEMS OCTAETCHA COXPaHHOM

CuHOpOoM BbISIBNSOT B CBSA3U C 0OHapy>XeHNneM U3MeHEHUN B OBLLIEM aHaNn3e Mouu,
3a4acTylo caaHHOM B pamKax npodunakTnyeckoro ocMoTpa

« Mopdonorunyecknm cybcTpaTtomM MOXET ABNATLCA Me3aHrmanbHo-nponnudepaTuBHbIv
rmomMmepynoHedpuT C HU3KOW aKTUBHOCTbLIO BOCNaNnMTENbLHOIo rnpouecca, MMerLwen MecTo,
KaK npaBuno, B aebtoTe 3aboneBaHus.

« Hannuune n3onnupoBaHHON NPOTENHYPUM MOXET ?/Ka3bIBaTb Ha aeblT HenponudepaTMBHbIX
rmomepynonatui (MembpaHo3Has HedponaTus

» HekoTopble HacnencteeHHble natonorun 'bM moryT npoTtekaTb B BUAE N30NMPOBAHHOIO
MOY€EBOro cCMHApoMa



MomepynsipHble 60Mne3Hn, npuBoasiLine K pasBUTUIO
N301IMPOBAHHOIro MOY€BOro CMHAPOMaA:

* bornesHb TOHKMX MemMbpaH (obpokayecTBeEHHAsS ceMeNHas
remaTtypus) — UsonmpoBaHHaa MUKporemMaTypus ¢ OETCKOro

BO3pacTa

* CuHapom AnbrnopTta — MUKporemMaTypusa B ebtoTe; 3aTemM —
nporpeccupoBaHue Xbl1 B codyeTaHun ¢ NporpeccnpyroLLnm
CHMXXEHMEM Cryxa N 3peHunst (reHeTUYeCKU AeTePMNHNPOBAHHOE

3aboneBaHue, 0OycrioBnNeHHOE AeEKTHON CTPYKTYpOun
KonnareHa IV Tuna)

» XpOHUYECKOEe TeveHune IgA-HedbponaTtum



MembpaHonponudepaTtuBHbIN rMOMepPYnoHedopuT

(Me3aHrmokanunAapHbI

* Mopdhosiornyeckaqa gpopma rromepyrnioHedpuTa, Kotopas xapaKTepm3yéTcs| nponudepauunen
MEe3aHIrns U yTornweHneM CTEHOK Kanunnsipa knyboyka B peaynesrarte akkymynsiumm 8 [bM
MMMYHHbIX KOMMJieKcoB, noBpexaeHns bM c nocneaytoLen nHTepnosmunen mesaHrmg

» KnnHn4yecku Yalle Bcero npotekaeT B BUAe codeTaHns HedopoTUYECKOro (MopaxeHne CTPYKTYpbI
[[BM) n He(ppuTHUyeckoro (BocnaneHne Knybo4ykoB) CUHOPOMOB

* [MaToreHes — HapyLLeHe perynaumMm Unn akTMBauns ansTepHaTUBHOMO UMM KNacCU4eckoro nyTu
KOMMNJieMeHTa B pe3yrnbrate MHAEKLMOHHOro npoLiecca, ayTOMMMYHHbIX U Ap. 3aboneBaHuni

ToHKad YTonweHHas

MeMbpaH - r*l\/_l_e_ aHa
% e fb '?' ei ‘J‘p “9<
npu ceeToBou "
| ’ * /9 ,( r” ‘
e 3&« )
Mponudepauunsa n t %

MUKPOCKOMnn

MHTEpNOo3nums
mMesaHruna (yronweHune '6M)

| -ho6yhﬂpr|ﬁ| pvlcyH-OK.Ha dooHe



MaTtTepH membpaHonponudepaTuBHoro rnomepynoHedputa (MINIMH)

[ CBeTOoBass MUKPOCKONUA ]
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Bonpoc Ne7
Bpems omeema — 10 MUHYM

[TauneHT 16 NeT oKONo Heaenu Hasag NepeHeC ann3o] aHrMHbI,
obpaTuncs K yHacTKoBOMYy TeparnesTy B NOMUKITMHUKE B CBS3U C
Xanobammn Ha N3MEHEHME LIBETA MOYM — MO TUMY «MSICHbIX
NMOMOEB», NOABNEHNE NepnopdbuTanbHbiX OTEKOB. [pn namepeHnn
ALl 150/90 mm.pT.cT. B 0bLiem aHanmse mMoum apuTpoumnTypua —
N3MeHeHHble OPMbI CMSIOLLb MOKPbLIBAKOT MOSS 3pEHUS,
npoTenHypusa 1 r/n, 3epHUCTbIE LUNUHAPLI 1-2 B none 3peHusi, 2
ApUTPOLMTapPHbLIX LumnuHapa. Beigenute n o60CHYNTE CUHOPOMBI.
Kakne nabopaTopHble TECTbI AOMKHbI ObITb HA3HAYEHbI
OOMOSTHUTENbBbHO N NoYemy?



momepynsapHbie CUHAPOMbI

/ Hedputnyeckmun \

CUHOPOM
lNoBpexneHue: HE®POTUYECKMI
*JHAOTENMUOUMUTLI CUHOPOM
*rbM MoBpexaeHue:
Me3aHrmoumThbl MopoLunTbI
-['BM
K BocnaneHue
-
MmomepynoHed ‘ N MesﬂynonaT
pu HET BOCIAJIEHUA
e[loBpexpeHne nogouUToB
a4 g 9 e[MoBpexpeHue NBM
Gem eCnywmuBaHne nogoumToB

2

MaccuBHasi npoTenHypua
*OTeku

ApTepuanbHas runepTeH3ns
CHunxeHue CK®P, moueBOU CUHOPOM




MoryT ObITb Kak AN
3aboneBaHus, NpoTekaroLLme ¢ NepBU4HLIMU
nopaxxeHuem rrnoMepynsapHoro (ManonaTuyeckumm),

R N annapara Tak 1 BTOPUYHBIMM
npes3eHTauus- \
noodoun BapuaHT N
HedpuTN4eckor KnuHunyeckas
\O cuHApoOMa npe3eHTauus-
HecppoTUYHECKUN
NMponudepaTnBHbIE \ CUHAPOM

(rmomepynoHedpUThbI):

Ouddy3HbIN NponndepaTuUBHbIN
(aHgokanunnapHein) ['H

MesaHruanbsHo-nponugepatneHbiv ['H

MembpaHo3HO-NponMdepaTUBHbLIN
rmomepynoHedput I-Il CT.

dokanbHO-HeKpoTU3upyowmnm M'H
(rmomepynoHepUT C NONYNYHUAMN)

HenponudepaTtuBHbie
(rmomepynonaTtun):

BonesHb MUHUMarnbHbIX U3MEeHEHUW

doKanbHO-CerMeHTapHbIN
[MOMEpPYJIOCKI1epo3

MembpaHo3Hasi HedoponaTus



HedpoTnueckum cnHapom

0%co2s < B cell T cell ) : O
I —> S T, 17
UMMyHHBIe > = @/
Mexa H M3M bl Memory B cells <~ % CD20 = © T
noBpexaeHus RituximX o Od
2 oluble mediator
HacnepncrBeHHbIe 9 2 (Cytokine? Ab? Other?)
AedeKkTbl “
CTpy KT)@X Genkos
1. NoBpexaeHne unTockeneta Glomeruar basement
NOOOUNTOB («CIUSAHUE» BTOPUYHbIX Endotnelial fenestrae
HO>XKOBbIX OTPOCTKOB) Sl

Glomerular
capillary lumen

2. [loBpexaeHune
rmomepynsipHon 6asanbHOM
MeMbpaHbl -> BTOPUYHOE
noBpeXxaeHne LMTocKerneTa

§0H8HBEQ&I,GH ne aHOoTENNnA

(CHI/I)KeHI/Ie oTpunuaTesribHoOro
3apdapa) -> BTopuyHoe

noBpeXxgeHne LnTockeneTa [ - a» | (e ) [ e
noAounToB «+)» 3zapsan

Mathieson, P. W. (2003); Vivarelli, 2018




HedpoTnyecknm cMHOpoM-

CUMMTOMOKOMIMJIEKC, OOYCNOBEHHbIN HAPYLLUEHUEM ITTOMepPYNAPHO-
basanbHoro bapbepa ¢ pa3BUTUEM MacCUBHOM (HEPOTUYECKON)
NPOTENHYPUMN.

Kputepuu:

* [lpoTenHypusa = 3.5 r/cyt

* [MnoansbymmHemumnst <30 r/n

* OTEKN (HEDPOTUYECKMNE) He 0Bs3aTENLHDIN CUMITOM

* [Mnepnunuoemunsa:

- [unepxonectepmHemMmst > 6.0 MMOrb/I

- MosbiweHue JIMHI >3 mmonb/n, JINOHI >1,5 mmonb/n
- [TunepTpurnuuepugemms > 2.0 MMOJb/ I

- CHmxeHwme JIMNBI1 < 0.95 mMmonb/n



HedpoTnyecknm cmHOpoMm - natoreHes

lNoBpexaeHMe UMTOCKeneTa

NnoaoLUNTOB
(noBpexaeHue cbmanbauMOHHoro Gapbepa)

NpoTenHypua
CenekTuBHas, MmaccmBHas >3,5
/ [/CYTKK
'MnoanbL6ymuHem
a CHMXeHue aKTUBHOCTHU
" nunas, HapyLwieHue
KaTabonu3ama nunnaoB
CHUXeHune $
OHKOTUYECKOro
.anneH%ﬂ nna3mbl rMnepnMnMneMMﬂ
HedpoTnyeckune

OTeku



HedpoTtnyeckun, HeppntTn4eCKUN CUHAPOMBI U

——OTeKWm -
y Hedputnuyeckun
HedpoTnueckun (?;II:ID,DOM
c““fpom BocnaneHue BocnaneHue
My >3,5r/cyt
‘ '
Ykt u CKo
rmnoanboyMunHem ny>3,5 r/cyT *
V4
us
ﬁL ¢bunbwpauuu
CHuXxeHune N%‘
oHkoTnHeckoro lNepBMYHana 3agepKKa HaTpUA n
p,aBneHml nnasmbl BonLI
Na-K-2CI-K ENaC
CHunxeHue 30LK kpoBu
Hano*Heva n HanonHeHns cocyauctoro pycna
* cocyauc- (Overfill)
TOoro pycna —He&uuael-me—mhpeera*meexem—
ﬁwwqﬂ'ﬂﬂ‘*'%@*ﬂﬂm—, KanunnspHoOro AaBneHuns +
KOMMNeHca- HaKonmneHune

; OTEKWU € :




BonpocNes8
Bpems omeema — 5 MUHYM

OBbbACHUTE MEXaHU3M Pa3BUTUA NONOCTHbLIX OTEKOB (acLUTa,
rmgpoTopakca, rmgponepukapga) npm HedppoTUHECKOM CUHOPOME



[laToreHe3 HePOTUYECKOIo CUHAPOMA U ero
OCJTO)KHEHUS

[MoBpexgeHUue UUTOCKeNeTa

BeHoO3HbIe U flioaouTos 5
noBpeXxXaeHu UIb MOHHOTI b
aloTe"""aé“"“'°'e (noBp ¢ ¢au PRroro bap epeHOTepﬂ
TPOMOO3bI MMMYHOIMobynnHos

UHekunn

HOTep;I CbaKTOpOB HpOTeMHprH n apyrux CbaKTODOB

* aHTUKoarynsaumm Cenextvanas, e
CuHapom / / MaccuBHas >3,5 Peabcopbums
rMNepBs3KOCTM KPOBU r/cyTku anbbymuHa u gpyrux

fMnoansbymuHem CHMXEeHUe aKTUBHOCTU 6EMnKoB
[eMOKOHLEHTpauus $1;| nunas, CHN>xxeHune NPOKCUMasbHbIMM
KaTabonuima nunnaoB KaHanbLamMu
* CHuxeHue
[Mnosonemusi e OHKOTUHecKoro MMnepnunuaoemus i
* AaBJieHUA nnasmbl
CHwxeHune Al y MospexaeHve
CHUxXeHMe HedpoTuueckue B3H Passntue u KaHanbLEB (OCTPbIN
nepdy3unm noyex OTeku Moteps nporpeccupoBaH KaHanbLeBbli HEKPO3)
MblLUeYHOWU ue
v Macchbl aTepockneposa *
onn «Hedpocapkar Ol peHanbHoe
npepeHanbHoe




Hanbonee yacTtble 3aboneBaHns Noyek,
conpoBoXxgarlLimecs passutmem HedppoTUYECKOro

CMHAPOMa
[MepBUYHbIE / \ BTopuyiHble
rmomepynonaTtumm rmomepynonatumm
* MembpaHo3Has « [Inabetnyeckas
HedoponaTus HedoponaTus
» doKkanbHO-cermeHTapHbIN * [lopaxeHne noyek npu
rTOMepynocKiepos amunongos (AL-, AA-unT.4.)

 bone3sHb MMHUMANbHbIX
N3MEeHEeHNN



MemOpaHoO3HaA HebponaTusa (rnomepynonam;l)

* IMMyHOKOMMIIEKCHOE NopaXkeHne NoaouUnTOB C NocneayoLwmm
pa3BuTUEeM nameHeHnem ctTpyktypol ' bM B B1uae andpdgysHoro
yTornLeHns BcneacTeune cybanutenmanbHon U MIHTpaMeMbpaHO3HOM
0eno3numm UMMYHHbIX KOMMNEKCOB NPy OTCYTCTBUM peakLumn
nponudpepaTtnBHOro BocrnasieHus.

* B 25-40% - npy4mHa HedppOTUYECKOrO CUHAPOMA Y B3POCIIbIX

 [1lo MKB-10: gndpdy3sHbln MeMBpaHO3HbLIN riomMepyrnoHedpuT

MmyHOntoopecueHTHas
MUKPOCKOMMA:

CBeToBasA MMKPOCKOMUS:

CBeToBas «wmnuku» B 'BM (cTperku)

MUNKPOCKOIUA:

cybanuTenuaneHble MK OM: cybanutennansHble [enosuThI,
, YTonuweHue 'bBM (I'9) 6
doi: 10.1177/2374289518813673 (cepebpeHwue no [xoHcy) yTparta BTOPUYHbIX HOXXKOBbIX OTPOCTKOB

TN T 7N 11 AT 7\ ™S




[TaToreHe3 membpaHo3HOU HeEDpoNnaTUM

H IJ’rotein leakage  Protein leakage
b= CSONMEC
space [l ML o

‘ ‘ i‘}l‘.f"“‘ﬁﬁﬁﬂn“.“ : l || ‘;

Slit
diaphragm

Slit
diaphragm

A | AT
A' _: }’ Glomerular basement membrane

CBo6o,u,Hb|e A; Knacca I'Ipomcxop,m aKTuBaums ;OMI'IJ'IeKC Al -

lgG CBA3bIBAIOTCS C KoMmnnemeHTa, C5b-9 obpasyet CybnuTunyeckoe KonmyecTsC CTtpykTtypa
aHTUIeHOM HOXXKOBbIX MPOHUKAET B MeMbpaHy cybanutenuanbHo MAK BHYTpu nogouuTa yuTockenerta
OTPOCTKOB nogoumrta NOAOLUTOB peno3nt; MAK nonagaetr  npvMBOAMT K €ro akTMBauumn v HapyLlaeTcs,
AT knacca lgG s/ KOMMOHEHTbI KOMMAEMEHTa BO BHYTPUKNETOYHYIO NPOAYKLMN OKCUAAHTOB U HOXKKOBbIE OTPOCTKM
AHTUrEHbI BaKyoIb 1 npoteas, KoTopble cnusaroTcs,
| nogounTa M MAK (C5b-9) TpaHCMNopTUPYETCA B nospexaatot 'bM nponyckaroT 6enok

MO4Y€eBO€ NMPOCTPaHCTBO
Comprehensive Nephrology, 2010



CTtagnmn membpaHo3HOW HedponaTUn
(yNbTpacTPYKTYPHO):

| cTagnga — 4 Il cTagmna — )
Stage | Stage Il ‘
cybanuTtenuarnbHbie < cybanutennarnbHble
0eno3nTbl B HEOONbLLOM : 0eno3ntbl obpasytoT
KONnn4yecTBe '} A |\ BbICTYyNbl («LLKMbI») y
NI Ve
Stage Il ‘ Stage IV / \

IV ctagmnsa — audpdoysHoe
CKI1ep0o3npoBaHuE 1
yTorneHne basanbHOM
MemMOpaHbl, YMeHbLLEHNE
— yucra genosnToB Yy,

lll cTagust — 4eno3unThbl
oKasblBaloTCH
NHTPaMeMOpaHO3HO

http://www.ndt-educational.org/




ITronorna memopaHo3Hon HedoponaTun

* NMepBUYHan (75%)

« ObpasoBaHune AT K aHTUreHawm,
floKanmM3oBaHHbIM B NogouuTax
(MMMYHHbIE KOMMJIEKCHI in situ)

* AT K peuenTopy doocconumnasbi
A2 (80% cny4aeB nepBUYHOU
MH)

* AT K TPOMBOOCNOHAMNH-
nogobHomy aoMeHy 7A

* AT K opyrum aHTUreHam
nogouuta/l BM (?)

e Bropu4Hble (25%)
« ObpaszoBaHue AT K aHTUreHam,

obpasyrLmMcsa Npu cneayroLmx
NaTONOrM4YeCKUX COCTOSAHUSX:

3roka4yecTBeHHbIe
HoBoOOpa3soBaHus (nerkue, XXKT,
npocrtarta)

* AyTOMMMYHHbIe 3aboneBaHus

(cucTeMHasqa KpacHas Bon4vaHka,
peBMaToONOHbIN apTPUT,
ayTOMMMYHHbIW TUpEeouanT)

NHeKUMOHHbIE 3aboneBaHUs
(renaTtuT B, npocTtenLumne)

[Tpnem nekapcTBeHHbIX cpeacTs (O-

NneHnuunniamMunH, npenapartbl 30J10Ta,
LIFDA)



Bonpoc Ne 9

Bpems omeema — 10 MUHymM
Ha3oBuUTe, Kakum CUHAOPOMOM KITMHUYECKU MNMPOABITAETCAH

MeMOpaHo3Has HedpponaTua u nepedmncrnnTe n oboCHymnTe
C TOYKU 3pEHUSA NATOreHe3a OCHOBHbIE KITMHNYECKME
CUMNTOMBbI

Cy6beKkTMBHbIE CUMMATOMBbI
O6wwui ocmoTp

[Mepkyccua nerknx

OcmoTp 1 nanbnauus xXmneota

[laHHble nanbnaumMm novek
[laHHble obLLero aHann3a Mmoym

N3meHeHne CK®D n cyTtodHom notepu
benka



bone3sHb MMHUMaNbHbIX U3SMEHEeHUN

HeBocnanntenbHasa u

HEeMMMYHOKOMIMEKCHas MpeAanonoXutTenbHbIN
rmomMepyronartus ¢ naTtoreHes o0
M30MMPOBaHHbLIM NOBPEXAEHUEM . _ ) S
O~ scD23 o cell T cell oo TiA
nogounToB (nogoumuTonaTung) °e 2@ ————— @
75% GOJbHbIX - AETU %{{’ ©
XapakTepuayetcst 6bICTPbIM f el G

pa3BUTNEM OTEKOB B CBA3U C
TOTasnbHbLIM MOpPaXXeHMeM BCEX
KIy©bO4YKOB 1 MacCUBHOWN

Adhesion

NpoTENHYpPUeEn Mfmolocules

Glomerular basement
membrane

Endothelial fenestrae

Mopdponoruyeckuii cyoctpar— 7"
TOTalnbHOE CIIUAHNE HOXKOBbBIX ciomoruar
OTPOCTKOB NOAOLIMTOB e
BCMeACTBME HapyLUEeHUs
LMTOCKeneTa

[pn cBETOONTUYECKOM U
NMMYHOIHOOPECLIEHTHOM ‘
ncenegosaHnMm — Hem3aMeHeHHasd m
TKaHb, NBMEHEHUSA BUOHbI TOSTbKO
NpPU 3NEKTPOHHOWN MUKPOCKOMNU

Aa6opaTopI/m Kamsrraeckoit ummysoAornu u mopdporornn HUK HecpPOAorm/I T'OV BIIO I'ocyaapcrsensbrii MeARIIIHCKIIT
Vausepcurer N.I1LITasaosa, Canxr-IlerepOypr , Poccus —sas. Cumosckuii B.I'.



BapunaHTbl noBpexaeHns Krnyoo4kos
(rmomepynoHempPUTOB K1 rmomMepyrnonaTun)

momepynoHedp

UTbl

‘ﬁmmepynonamh\

lNepBUYHbLIE

bornesHb 3atparnBaeT TONbKO MOYKMU.
[Toukn aBNAOTCS €AUHCTBEHHbLIM
Nopa€HHbIM OpraHom, rae
pa3BopavnBalOTCA MMMYHHbIE peaKkuun B
criydae UMMYHHOrO reHe3a noBpeXaeHud
noyek

YHbIEe

[lovkn BOBNEKaTCA B MaTONorm4eckum
npouecc BTOPUYHO — CTAHOBATCS
MULLIEHBbIO BO3OENCTBUSA YXKe
CYLLECTBYIOLLENO B OpraHm3ame
naTonorM4eckoro npouecca
(ayTOMMMYHHbIE 3aboneBaHus,
NHJOeKLMKN, OHKONOrM4ecKkne npoueccol n

N\

AP+




JTnonorus nepsmnyHon MW

HenmmyHHas

reHeTn4yeckme gperepMmmHNpoBaHHLIE
N3IMeHeHuns npoTenHoOB LweneBMgHoOM
.quacbparMbl N UMTOCKEersnetTa noaouunToB:

LLlenesou gnadpparmbl 1 LMTOCKENETA
nogounTtoB — NPHS1, NPHS2, TRCP6, CD2AP,
ACTN4, INF2;

docdonunasbl — PLCEL;

[MomepynsapHon 6asanbHON MeMOpaHbI —
LAMB2;

dakTopoB TpaHckpunumm — WT1, LMX1B;
JIn3ocomHbIX ©6enkoB — SCARB2;

MwuToxoHapuanbHbIX 6enkoB — COQ2;

UMMyHHas

HapyweHue perynsauum T/B
KNeTO4YHOro MMMyHUTETAa
JKcnpeccua nogountamm
TpaHcMeMbOpaHHoro 6enka CDS8O0,
ABNSOLWNMCS KO-CTUMYNUPYIOLLEN
MOJIEKYSTION T-KNETOK.

cywiecTBOBaHUe LMPKYIMpyoLero B
KpOoBU «PpaKTopa NPOHULAEMOCTNY,
npoayumpyemoro T-Knetkamu u
Bbl3blBatoLLEro ANCAYHKLMIO NOAOLNTOB U
pasBUTNE NMPOTEUHYPUMU



Jtnonorus sTopnyHon bMW

Onyxonu

e JlumdponponudgepaTtmBHble
3aboneBaHus

e« MakpornobynnHemums
Banbactpema,

o KapuumHombl XKT,
NOXKENy4O4YHON XKenesbl,
NpoOCTaThbl, NNIEFKOro, NOYKN,
MOJTOMHOW »Kenesbl, TUMOMA,
Me30TennmomMa AnyKka,
capkowma.

NHPekunn

BripycHble
(MHPEKUMNOHHbIN
MOHOHYKNeo03, BUNY,
BUPYCHbIV renaTtuT C)
bakTeprasibHble
(cnownnuc, Tybepkynes),
MMKOM1a3MO03, 3PJINXMN03
napasnTapHble
(3XMHOKOKKO3,
LLUMCTOCOMMA3,
CTPOHINONA03)

JlekapcTBa

HIMBIT

AHTUOUNOTUNKU
(prpamMnmnumH,
aMmnmunnnnH/
NeHNLUINVH,
LedanocrnopuviH)
raMma HTep¢epoH
30/10TO, INTUW, PTYTb
NeHnYMIIaMnH
6ndochoHaThl,
MPOTNBOCYAOPOXKHbIE
(TprmeTagnoH,
napameTaanoH)
3TaHepcenT
TUOMPOHWH.



BTopuyHble dpopmbl BMA

A Apyrve 6onesHun
TonuA e Peakuusa "TpaHcnIaHTaHT NPOTUB
X03AMHa" Npu TpaHcn1aHTaunm

* [lbinbua pacTeHni reMaTono3TUYEeCKMX CTBOMOBbIX
e  MOJIOYHbIE MPOAYKTHI

e [OMALLHSS NbIMb KNETOK,

e YKyCbl NUEn, Mefy3; e CUCTEMHbIE ayTOMMMYHHbIE

e  KOLIAYbS LIEPCTh. 3aboneBaHus (CKB,

PeBMAaTOUNAHbIV apTPUT),
e repnTU@POPMHbLIN AepMaTuT,
TUPEOUNIUT,
e AHTNOOCPONUMUNAHBIV CUHAPOM,
e CaxapHbIV anabet 1 TMNa
e TMepBUYHbIN BNIMAPHBIN LPPO3
e CapKouAos,
e 6osnesHb periBca



Bonpoc Ne 10

Bpems omeema — 5 MUHym
Kakmne nameHeHus B aHarnmse mMoyu NP MUKPOCKOTTNN

ocaika MoryT ObITb NMosly4YeHbl Npun 6onesHn
MUHUManbHbIX NBMEHEHUWN U NOYEMY



dokanbHO-cerMeHTapHbIN IMOMepPYIoCKNepo3

* KNMHUKO-MOp@onornyeckn cMHOpoM nopakeHuda nogounToB
(nogounTonaTmd) ¢ HapyweHuem ux ceasu ¢ ['bM, npneoasawen K
oTcrovke nogouutoB OT [ BM 1 nx cnywusaHuem (nogountoneHus). B
MecTe Taknx U3sMeHeHNU BO3HUKaeT oopMnpoBaHmne cpalleHud
«OrONEHHbIX» KanunmApHbIX NETENb C Karcyrnomn krnybouyka,
3anycrteBaHue U CKINepo3 KanunnapHbIX NeTensb.

cpaleHNs «OroNeHHbIX»
KanumnssipHbIX NeTenb C
Kancyrnow kryboyka

OTCronKa nogoumToB OT
['/BM n nx cnywmsaHmem




otnonorna ¢CIC

MepBUYHBLIN

leHeTUYecKknn
AyTOCOMHO-OAOMUHAHTHbIE
N ayTOCOMHO-PELEeCCUBHbIE
MyTaLunu reHoB OEnKoB
LUuTocKeneTa nogounTa

[Mpumepbi:

MyTauusa B reHe He(ppuHa —
JOMHCKUI TUM
HedpoTMYCeEKOro cuHapoma
MyTauunsa B reHe APOL1
(anonunonpoTeunH L1)

Mswonamqecmﬁ»
HapyweHne
LMTOCKENeTa
NoaoLUNTOB NpU
BO30ENCTBUN

«(pakTopos
MPOHNUAEMOCTU»

[Mpumepbi:

- suPAR (peuenTop

aKTusaTopa

nnasmMmHoreHa

YPOKMHA3HOro TMna)

- CLC-1
(kKapOnoOTPONUH-
NoAOOHbIV LUTOKUH
1)

BTopn4iHbIn
MexaHn4yecknmn cTpecc B
pesynesrate NoBbILLEHNS
BHYTPUIMOMEPYNAPHOro AaBliEHUS
dakTop rmnepdpunsTpaymn B
OTAENBLHO B3SATOM Kinybouyke:
OxupeHune
[nabet
CHWXeHne mMmaccbl 4ENCTBYHOLMX
He(poHOB



KnnHunyeckasa xapaktepuctuka MU n ©CIC

Bo3pacT gebiota

BTOpPMYHOCTb MO OTHOLLIEHMIO K
MHOMY NaTorIorM4eckomy
npoueccy

CBeTOONTMYECKOE UCCreaoBaHNE
HedpobuonTarta

YrneTpacTpyKkTypHOe
nccnegoBaHme HepobuoTarta

HedpoTtuyeckun cuHgpom

[MporpeccupoBaHne UCPYHKLNU
no4vek

MIMMyHOCYynpeccuBHas Tepanus

Uawe y neteu
Penko

HeT nameHeHun
YTpaTa HOXKOBbIX OTPOCTKOB
noaoLUUTOB

TUNMnM4eH

KpanHe menoneHHoe

Kak npaBuno, 6biCTpbIn 3pdekT

B no6om Bo3spacTte
Yacto

dokarbHO-CErMeHTapHbIn
CKI1epo3 Krnybo4koB

YTpara HOXXKOBbIX OTPOCTKOB
NoaoLMTOB, OTCINOWKa NOAOLIMTOB

TUNMnM4eH

buicTpoe

XapakTtepHo passutune
PEe3NCTEHTHOCTH



Bonpoc Nel1l
Bpems omeema — 10 MUHYM

[TauneHTKa 56 net obparunachk K y4acTkoOBOMY TeparesTy B
NONUKITIMHUKE B CBA3M C Xarnobamun Ha NosABNEeHNE CUMMETPUYHbIX
OTEKOB HMXXHUX KOHEYHOCTEN 0 YPOBHA cepeanHbl FoNeHn.
M3meHeHns uBeta n oobema Moy He oTmevana. ['pu namepeHumn
ALl 150/90 mm.pT.CcT. B 0bLLIEM aHanNn3e mMo4yn NPOTENHYPUA 6 1/,
3epHUCTLIE LMNUHAPLI 2 B Nore 3peHusd. Belaenute n obocHyuTte
cnHapombl. Kakme nabopaTopHbie TeCTbl AOSKHbI ObITh
Ha3Ha4YeHbl OMNOSTHUTENbHO N NoYeMy?



BapunaHTbl noBpexaeHns Krnyoo4kos
(rmomepynoHempPUTOB K1 rmomMepyrnonaTun)

momepynoHedp

UTbl

‘ﬁmmepynonamh\

lNepBUYHbLIE

bornesHb 3atparnBaeT TONbKO MOYKMU.
[Toukn aBNAOTCS €AUHCTBEHHbLIM
Nopa€HHbIM OpraHom, rae
pa3BopavnBalOTCA MMMYHHbIE peaKkuun B
criydae UMMYHHOrO reHe3a noBpeXaeHud
noyek

YHbIEe

[lovkn BOBNEKaTCA B MaTONorm4eckum
npouecc BTOPUYHO — CTAHOBATCS
MULLIEHBbIO BO3OENCTBUSA YXKe
CYLLECTBYIOLLENO B OpraHm3ame
naTonorM4eckoro npouecca
(ayTOMMMYHHbIE 3aboneBaHus,
NHJOeKLMKN, OHKONOrM4ecKkne npoueccol n

N\

AP+




BonyaHo4YHbLIN HEDPUT (Ntonyc-HedpuUT) Kak Nnpumep
MMMYHOKOMINEKCHOIo BTOPUYHOTIO rinomMepyrioHedpuTa

CuctemHasa KpacHaga Bon4vaHka (Systemic Lupus Erythematosus) —

CUCTEMHOE BOcCnanuternbHoe 3aboreBaHne ayToOMMMYHHOIO reHesa %
o \ /." Swollen joints ‘/»,, ,2\.
[MopaxeHue nodvek npu CKB — Bon4YaHOYHbIN HEPPUT (NTtonyc- ‘{‘ e i gl g.
HedpuT)
« KnnHnyeckas kapTuHa npegcrasrneHa CMMNTOMaMm CUCTEMHOIO (e P -
nopakeHNst OpraHoB — KOXM, CyCTaBOB, NOYeEK, cepaL,a, FofIoBHOrO N ntamaion
Y, Ulcers in
MO3ra, HEPBHOW CUCTEMbI, CEPO3HbIX 0O60N0OYEK 1 T.4. 1 0BLLMK .- y mouth & nose
cMMNTOMaMK BOCManeHus :;j' ?\} podl | e preuns, \1/ \/"
. Pulmona;n::lr;;?slam \\\
* [TopakeHune nodvek npmn CKB BcTpevaeTcs B 50-60% crny4yaes U SLE -

Systemic LUPUS Erythmatosus mcror

cBuaeTenbCcTByeT 06 arpeccCMBHOM Te4eHUM 3aboreBaHNs

« Pa3BunTtme BoN4YaHOYHOro rrinomepyrnoHedputa odbycrnosneHo
BO34eNCTBUEM UMMYHHbIX KOMIMMEKCOB — ayTOaHTUTEN,
npoayumnpyembix npmn CKB

* [MopaxeHne NnoYek MoXXeT UMETb MbYI MOPdONOrnMYecKyHo
cdopmy, B TOM Yncne — rmomMmepynoHedpuTta ¢ NonynyHUsImMu

« B aTOM cnyyae gecTpykumns KanunnsapHbIX NeTenb Knyboyka Ha
hoHE UMMYHOKOMMMEKCHOIO NOBPEXAEeHNS NPUBOAUT K Pas3BUTUIO
BCEX KITMHNYECKUX NPOABNEHMN ObICTPONPOrpeCCUpYHOLLIETO




Knaccundukaumsa sondaHo4yHoro Hedoputa (BO3
2003, 2018) 1 KNMHNYECKME NpPoABIeHUs

Knacc I. MuHnmanbHble Me3aHrnanbeHble

nospexaeHnsa — IK MoXXHO BbISBUTb TOMNbLKO Mpw
» NO

KnnHnyecku:

N3onnpoBaHHbLIM MOYEBOW CUHAPOM

OTcyTCcTBME NOYEYHBIX CUMNTOMOB

Knacc Il. Me3aHrmanbHo-nponudepaTnBHbIN —
MK B me3aHrum, ero nponudepauma

KnnHunyeckn:
XPOHUYECKNN HEPPUTUYECKUIA CUHOPOM
N3onnpoBaHHbLIM MOYEBOW CUHAPOM

Knacc lll. dokanbHbI nponndepaTuBHbI
BOMYaHOYHbIN HEPUT — SHAOKANUNNAPHas

» (MIMH, OINrH) un skctpakanunnsipHas
nponudgepaumns

5 Knacc IV. Auddy3Hbin nponudepaTUBHbIN —
aHgokanunnsapHas (MINMH, OMNrH) n
SKCTpakanunngpHaa nponudepaums

KnuHunyecku:

Hedputnueckuin cuHgpom (OHC, XHC)
BIMHC (ecnu hopmupytotcs nonynyHus)
HedpoTndeckuin cuHgpom

” KnuHWyecku:
Hedputnueckum cnHgpom (OHC, XHC)
BIMHC (ecnu hopmupytoTcs nonynyHus)
~ HedpoTtnyeckn cuHgpom

Knacc V. MembpaHo3Haga HedpponaTtus —

cybanuTenuantHbie AenosunTbi Knacc VI. CkneposupytoLmii 'H — ncxon

nponndepaTUBHOro BapnaHTta
rmomepynoHedpuTa

» | [nomepynocknepos

# ' KnuHunyecku:
AncdyHkuma noyek (XpoHnyeckasn 6onesHb
no4ek)

KnnHnyecku:

» Hedpotnyeckmin cnHgpom




Bonpoc Ne 12

Bpems omeema — 5 MUHYmM

HasoBuTe npumep CrnoXHoro cMHApoma Ha npumMmepe ofHOoro u3
NoYe4YHbIX CUHAPOMOB N OOBACHUTE NOYEMY €ro MOXHO CYMUTATD

CJ10KHbIM



Bonpoc Ne13

Bpems omeema — 15 MUHym

MauuneHT 58 neT, cumTaeT cebs GonbHBIM B TEYEHME 2-X MeCSLIEB, Koraa
) OTMETWI NOSIBNEHNE PErynsipHbIX HOCOBBIX KPOBOTEYEHMIA; OKOMO 1 MecsiLia
OBuwum aHanms moum Ha3ap - NoBbILLEeHWe TeMnepaTypbl Tena ao 37,8 C, nossneHue 6onei Bo Bcex
LiBeT xxennm. YaenbHbiv BeC 1.016 A paryp A ! ¢
MpoapaurocTs Mpoap. Peakums cra6.  KPYMHBIX CyCTaBax BroTh 40 HEBO3MOXHOCTY CAMOCTOSATENBHO

Kucnasi - pH 5. nepeaBuraTbCs, OAbILKY CMELIaHHOro xapakrepa npu ymepeHHom pus.
ﬁ“e"ﬁ‘;‘;“’fj"f chnedoeaHue Harpyske, okosio 1 Hegenu Hasag NosiBfieHME ManonpoayKTUBHOIO KaLluns ¢
Fm0|<o3_l_La nem  Auetonwem  TPOXWIKAMM KPOBU B MOKPOTE, YyMeHbLUEHWE 0ObeMa Anypesa, nosiBneHne

YKenyHbl NUrMEeHT Hem OTEKOB NNLIA, HWKHNX KOHEYHOCTEMN.

YpobunuH Hem
Mukpockonuyeckoe uccrnedosaque AL —160/90 mm pT. CT.
JlenkouuTbl 1-2 8 rosne 3peHus

ApUTPOLNTbI 30-50 USMEHEHHbIE [NpeacTtaBneH ooOLWuin aHann3 Mouu.
Linnunapbl rmanuHoBble 2-3
»  3ePHUCTbIE 2-3 Bbigenute cumntombl U cUHAPOMbI. ONULLINTE MEXaHMU3M Pa3BUTUS
» BOCKOBUOHbIE €0 CMMNTOMOB.
ANUTENNN NOYEYHBIN - Kakue cb|/|3|/1|<aanb|e AaHHbIE MOT'YT ObITb noJtydeHbl npu nccriegoBaHmn
c 3» nnockun Hem nerkux, CCC, »xnuBota, no4yek?
nn3b -
Cgﬂl" yparbi+ Kakne nabopatopHble TeCTbl 4OMKHbI ObITb HA3HAYEHbI JOMOMNHUTESTBHO U
aKkTepuu -

no4yemy?



