Boarorpaackuii

IrOCYAAPCTBEHHBIN Kadeapa
MEAUIIMTHCKUN ITATOAOTHUYECKOM
YHUBEPCUTET aHATOMHUH

3abosieBaHnd NoYek u
MOYEBbLIBOAALLNX NYTEWN.
[ nfomepynonaTtus.
Tybynonatus.



[louyka yenoBeka




[Toyka yenoBeka




[loYKka KpbIChl




Cxema yrnbTpaMUKPOCKONMNYECKOTO CTPOEHUS
DbunbTPaLNOHHOIO bapbepa nNnoyvyek

MNpecser kanunnapa
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MNepsuuHan
MoMa

1 - SHIOTEIHOUMT KPOBCHOCHOIO KaMWIIIAPa COCYANCTOro Kaybouka; 2 - TpexcioiHas memOpana; 3 - nogo-
LHT BHYTPCHHEIO JINCTKA KANCYibl KAyOouka; 4 - TpabeKy 1a mojouMTa; 5 - NeAMKYIIbl NOAOUHTA;
6 - NOAOCTE Kancyanl Kaybovuka,




IloueunsbIiilt KAYyOOUYEK

Parietal
epithelial cells

Bowman'’s
space

— Visceral
epithelial

L~
processes

momepynsapHasa 6a3anbHas membopaHa
(FTBM) nokpbiTa OTPOCTKaMn NOAOLUTOB
(foot processes).



IToueuynsbIlt KAyOOUEK




OINEKTPOHHAsS MUKPOCKOMNS

IToueuHsie KAYyOOUKH.

IToueunsie KAyOOUKH




OINEKTPOHHAsS MUKPOCKOMNS

-.s-\‘
4%

AnuUTeAnOUUTHI IPOKCUMAABHOI'O KAaHAABIA.

BHI/ITCAI/IOI_II/ITBI IIPOKCUMAABHOTI'O
KaHAaABIIA.




bone3Hy noyek

bosie3Hn noYyek YC/I0BHO MOXHO
pa3aennTb Ha YeTbipe rpynnbl B
3aBNCMMOCTM OT TOro, Kakas
Mop@oJsiornyeckasa CTpykKTypa
nopakeHa B 60/iblLUEN CTENEHUN —

Knybouku,

KaHanbLbl,

CTpoMa (MHTEepPCTULUNIN) NNn
KPOBEHOCHbIE COCY/AblI.




XOTHA KIMHMYECKas KapTUHa KaXaoro Tmna rinomepysoHedpuTta
MMEET CBON O0COBEHHOCTM, CYLLECTBYET YETbIPE OCHOBHbIX NpaBuia,
KOTOPbIE, XOTS N HE abCOMOTHBI, HO NpUeMSIEMbI AN 60SIbLUMHCTBA
C/ly4Yaes.

1. CTpyKTYpHble N3MEHEHUS FNOMepYSspHOM 6a3anibHON MeMbpaHbl
(B OCHOBHOM, CBsiI3@HHblEe C ee YTOJIWEHNEM) UIN MACCUBHbIE
HAKOMJEHNA MEe3aHrmaJibHOro MaTpukKca NpuUBOAST K MAaCcCUBHOMN
notepe 6esika C MOYOU U PA3BUTUIO HEDPOTUYECKOIO CUHAPOMA.

2. TnoMepynspHble NOBPEXAEHNS, BO3HMKAOLWME N3-3a
nponndepaunmn sHAOTENNANBHBIX UM ME3aHInasibHbIX K/ETOK,
CBSI3aHbl C pasBUTUEM FreMaTypumn, NN HEHPUTUYECKOIO
CUHAPOMaA.

3. Ecnm noBpexaeHns 6asanibHoON MeMbBpaHbl COMPOBOXAAOTCS
K/IeTOYHOWM nposindpepaumnen, To roBopsaT O HA/IMUYNN CMELLIGHHOIro
He®DPpUTNYECKOIr0O/HEDPOTUYECKOIO CMHAPOMA.

4. Ecnu noBpexaeHns knyboukoB pa3BMBatOTCSA 6bICTPO N HOCAT
ANDPY3HbIN XapaKTep, HabnwaaeTcs KapTMHa OCTPOU NMoYeYyHoU
HeAOCTaTOYHOCTM.
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15.1. VIHTpaKkanunnapHbIn NponugepaTUBHbIA rMoMepYNoHeppuT.
BWAEH YBENWUYEHHBIA MHOTOKNETOYHBIN NOYEYHbIN KnyBoyek (1). TMNepKkneToYHOCTb CBA3aHa
¢ nponudepauuen U HabyxaHuem 3HAOTENUANbLHBIX KNETOK, NPUCYTCTBMEM HEMTPOUIOB B
NPOCBETE KANUNMAPHbIX NETENb, HE3HAYUTENBHOM NPONUMEPaLMEN ME3AHTUANbHDBIX KNETOK.




CyLuecTBYET ABE POPMbI NOBPEXKOAEHUN NOYEYHbIX
KIyOO4KOB, CBSI3aHHbIE C AEUCTBUEM @aHTUTEN:

s 1) noBpexaeHuns, CBA3aHHbIE C
oCaXAeHNeM pacTBOPUMBbIX
LIMPKYJINPDYIOLLUNX UMMYHHbIX
KOMIIJ/IEKCOB,

= 2) NOBPEXAEHUS, Bbl3bIBAEMbIE
aHTUTE/IaMU, CBA3bIBAKOLNMUCS IN
Situ nn6o c HepaCcBOPUMbIMMU
rNIOMepyISspHbIMU @aHTUreHamu, nmnbo
C aHTUreHamMmu, BHegpPEeHHbIMU B
NoYeyHbIn Knybouek.



15.2. Pukcayma Aeno3nToB MMMYHHBIX KOMMMEKCOB B noyeyHom knybouke
npv OCTPOM rnomepynoHedpute (NOMUHECLEHLNA).
Mo xoay HazanbHOW MeMDpaHbl BWAHO rpaHyNAPHOE CBEYEHMEe
(CBETATCA OTNOXEHUA B BUuae Mbibok).




HedpoTnyecknm cMHAPOM

XapaKTepusyeTcs

TAXEeNon npotenHypuen (>3.5 r benka/cyr)
C rmnonpotenHemuen (rmnoanboymmHemunen),
nepngepnveckumMmm otekamum,

rmnepnunuaoemMuen.



My>X4KnHa, 56 neT, C
HedpoTUYecKknm cmHapomom, IgM
noBbllleH B nna3me. B
MKponpenapaTe
nmMdonaasMmoumTonaHas
nMM@oMa CHapy>Xun OT Karcysbl
no4ykun. MakpornobynmHemns
BanbaoeHcTpeMa.



Yeunenne rmomepyaspHoil
MNPOHHIIAEMOCTH

Y

[loTeps [loTeps [loTepst (hakTOpPOR
HMMYHOITOOY IHHOB TOPMOHOR, KOaryasaiHn
+ METAILIOR, +
EHTAMHWHOB
Yeunenne nHgermil TpomGoa

Ha poHe ocnabaeHUA *
HMMYHHTETA

Henpocratok | |Vownedwe arperatim
DENKOR TPOMDOLHTOBR

VoweHue Y + +
KAHATELIEBOTD
KaTaGoIHaMa BellKoR ANBLOY MHHY PHA [HmepnunuIeMHs

Y !

[Hmoansoy MHHEMHH Younenne cuHTE3a
+ JHNONPOTEMHOR

Otex




MemOGOpaHo3Haa HedponaTua (30%)

Mmomepynonatum npu cucteMHbIX 3aboneBaHnax (20-30%)
BornesHn MUHUMarbHbIX N3MeHeHUU (20%)

dPoKanbHbIN CerMeHTapHbIN rnomepynocknepos (10-20%)
MemGpaHonponudepaTuBHbIU rromepyrioHedpput (5%)
AOpyrvue nepBuUYHbIe rinomepynonatum (5%)

BornesHn MUHUMarnbHbIX N3MeHeHUu (70%)

doKanbHbIN CermeHTapHbIU rromepynocknepos (10%)
MemOGOpaHo3Haa HechponaTtua (5-10%)

momepynonatum npu cucteMHbIX 3adboneBaHmax (5-10%)
AOpyrve nepBuYHbIe riomepyrnonatum (5%)



Hedputnyeckmnm cuHapom xapakrepusyeTcsi:
- rematypuem,

- npoTtenHypuen (<3.5 r/cyrT),

- ONIUrypuem,

- CHWXKEHUEM CKOPOCTU rroMepyrnsipHOun
donnbTpauum (C yBerimn4eHUEM B KpOBU
NPOAYKTOB a30TUCTOro oomeHa u
KpeaTUHUHA).



Buoncusa noYkm My>X4UmHbl,
53 net, c rematypuen,
NPOTENHYPUEN aHOMATUAMMU
BEPXHMX AblIXaTesbHbIX
NYyTEN N BbICOKUM TUTPOM
AHTUHEUTPODUNBHbIX
LMTOMIa3MaTUUYECKMX
aHTUTEen. B
MWKponpenapaTe
npeacTaB/ieHa TOJIbKO
noyeyHas yaweyka, HO B
HEN OTMeYaroTCs NPU3HaAKU
OCTPOro aprTepummTa
(cTpenka).



Knaccmopukaunga nepBUYHbIX rmomMepyrionaTtum

FnomepynoHedpputbl (BocnanuTtTesnbHbie raomMepysionaTtmm)

» OcTpbinlH
» bBbicTponporpeccmpytowmm (nogoctpbin) MH
» XpoHuyecknin MH:
|  MwuHuUManbHble N3MeHeHUsA K1YHOUKOB - UMMYHOTIO3UTHUBHEIE
Il MembpaHOo3HbIV
1l Me3aHrranbHbIN
e Me3aHrmomemMbpaHO3HbIM
e Me3aHrnonpoandepaTUBHbIN:
- 6bonesHb bepxe
e Me3aHrnokanuanapHoii (MembpaHonponpepaTmBHbIN)

T™™mn 1 (rnoMepynoHedpuT € cybaHaoTeNnanbHbIMM Aen0o3uTaMmn)

1N 2 (6onesHb NIOTHbIX A4ENO3UTOB)
T™7n 3 (FTH ¢ cybaHaoTennanbHbIMM N cybanuTenmanbHbIMKU AENO3UTAMK)

IV ®ubpomnnactuyeckuii
HeBocnajureJbHbIE [JIOMEPYJI0HATHA

» HacnencTBeHHAs IIIOMEPYIIOIATHS

» bone3Hb TOHKUX 0a3albHBIX MEMOpaH

» MembOpaHo3Has riioMepyionatus (Hedgpomnarus)

» Jlunionaueiit Hehpo3 (MUHUMAIbLHBIC N3MEHCHHUS)

» DOKaJIbHBIN CErMEHTAPHBIN TIOMEPYJISIPHBINA CKIEPO3/THATHHO3



[OnabeTnyeckn rmomepynocknepos
AmunongHas HedgoponaTums

[TapanpoTenHemmnyeckas HedoponaTug (npu
MHOXECTBEHHOW MMUENOME, MakporsiooynmHeMum
BanbgeHcTpeMa, KpnorrnodbynmHemmn)

BonyaHoyHasa HedponaTug

[ MomMepyroHepUT, accouMnpoBaHHLIN C
bakTepuanbHbIM 9HOOKAPANTOM

[ nomepynoHedpuT npu 6onesumn LleHnanHa—I eHoxa



s Cpegn Hanbosiee BaXXHbIX OpM
rMOMepy/IoOHeEdPUTA pPa3InNyatoT

m OCTPbIN MOCTCTPENTOKOKKOBbIN
(CTPEenTOKOKKOBbIN),

= NOAOCTPbIN
s XPOHWYECKUUN rnoMepy1oHedDpPUT.




[ TOMEPYJIOHE®P WT bl

- 00JIC3HU IIOYCK,
00YyCJIOBJICHHBIC IBYCTOPOHHUMM IOBPEKICHUSIMU
KJIyOOYKOB UIMMYHHBIMH KOMILIEKCAMU WU
aHTUTEIaMU. I IepBUUHBIC M1 BTOPUYHBIC
[aTOJOTNYECKUE N3MEHEHNSI MOT'YT BO3HUKATh TAKKE
B KaIlCyJiax KJIyOO4YKOB, KaHAIbIaX, MHTEPCTUIIHH.



OcCTpbIN rMoOMepPYNoOHEPUT

. OCTpbI rNOMepyJIOHEdPUT
(OMH) - 3abosieBaHne No4Yek, KOTOpoe
XapaKTepusyeTcs coapy>XecTBeHHbIM
MMMYHOKOMMJIEKCHbIM MOBpPEXAEHNEM
6onblIMHCTBa NnoyeyHbix Teney (90 % u
6onee). Bo3HukaeT yepes 1-3 Hegenu
nocne MHPeKLUMoOHHOro 3abosneBaHunsd,
yalle BCero - nocjsie CTpenToOKOKKOBOW
MHDEKLINN.



OcCTpbIN rMoOMepPYNoOHEPUT

2. OTnosiorns. AHTUreHbol 6erta-
rEMOJINTUYECKOro CTPENTOKOKKa rpynnbl A,
0cobeHHO 12-ro wrtamMMa, BUPYCOB
renatutoB B n C, Bo3byauteneun
Manapumn, 6prowiHOro Tnuda mn ap.



OCTpbIN MOCTCTPENTOKOKKOBbLIN
(MponndepaTUBHbLIN) IMOMEPYSIOHEDPUT

OCTpbIN MOCTCTPENTOKOKKOBLIN (MPpoandepaTUBHbIN)
rnomMepynoHedppuTt — anddysHoe rnobanbHoe 3aboneBaHne
K1y60ouyKoB pa3BuBaeTcs, 0bbIYHO, Yepe3 1—4 Hep nocre
CTPENTOKOKKOBOW MHMEKLUUWN FIOTKN UM KOXWU U Yalle
BCEro BCTpeyaeTcs y AeTten B Bo3pacte 6—10 net, ogHakKo
MOryT 6051eTb 1 B3poc/ble Nt0boro Bo3pacTa.

Knaccnyeckasd mopdosormyeckas KaptuHa 3aboneBaHus
npeacTtaB/eHa YBEIMYEHHbIMU, MHOTOK/IETOYHbIMY,
OTHOCUTEIbHO MasIOKPOBHbIMU K1ybouKaMu.



[lamozeHe3 arroMepysapHbIX
r1o8pexxo0eHuU.

B ocHoBe 60/1bLUMHCTBA C/ly4YaeB NEPBUYHOIO
rnoMepynoHedpuTa U MHOMMX BTOPUYHbIX FIOMepyionaTum
1eXXMT AMMYHO-oONocpeaoBaHHoOe BocnasieHue. OcTpoe
BOCMaNleHne XapakrtepmsyeTcs MHUubTpauen
noYye4yHoro kKanybouka neMmkoyumtTaMm U OTEKOM, NHoraa
COMNpOBOXAaloLeecss HEKPO30M, reMopparmsaMm m
Tpomb60o30M. NpeocbnagaHne HEUNTPOPUIOB TUNNYHO ANS
OCTPOro BOCMasieHusl, B TO BpeMS KaK A/ XPOHNYECKOro —
6osiee XxapakKTepHO Halnyme B MHOUIbTPATE MOHOLMTOB U
nmmpounTos. NoMMMoO 3TOro, BOCNasieHNne ConpoBOXAaeTCs
NOSIB/IEHMEM B MOYEYHbIX K/1yH60UYKaX OT/IOKEHUMN
MMMYHHbIX KOMIJIEKCOB.



OCTpbIN NOCTCTPENTOKOKKOBbLIN
[FTIOMEPYIIOHEMDPUT




dopmupoBaHne 1 paspyLUeHne
MMMYHHbIX KOMMJIEKCOB B Mra3sme

MNepauunan
MoMa




(DOpMI/IpOBaHI/Ie N pa3pyieHne NMMYHHbIX KOMIJ1EKCOB
B CTEHKE KallnriJidpa Kny6oq|<a MOYKU

Mpocser kanunnapa

Mepauunan
MeMa




daKkTopbl CUCTEMbI KOMMJIEMEHTA

Aaresmm nemkounToB

XeMoTaKCUYeCKon aKTUBHOCTU HEUTPOPUIIbHbIX
eNKOLNTOB M1 MOHOLINTOB

[ToBpexxaeHnda membpaH (dpakTop MeMbpaHHOW
aTakun)



OcTpbI NOCTUHAEKLIMOHHBLIV
rmomMepyrioHePUT

Increased

mesangial — N
cells




OCTpbIN rIoOMepPYynunT




OcTpbIt TOCTUHMPEKLNOHHBIN

[FTIOMEPYITIOHEMDPUT

s NIMX
(MMMYHOMEpPOKCUAA3-
Haga peakuund, AT K
C9), MyX4uunHa 67 n. C
OCTPbIM
NOCTUHMEKLIMOHHbIM
rJioOMepys1I0HEmPUTOM

s [ paHynbl KOMMNJIEMEHTA
PaCMNOJIOXXEHbI
HeEpPEerynapHO CHapy>Xwu
OT KanunnsapHbIX
neTesb C Aeno3nTamu
B ME&3aHIrmu




[ paHyngapHoe oTtnoxeHue IgG
(MMMYyHOHOOPECLIEHTHOE NCCIiedoBaHme)
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DNIEKTPOHHAs MMKpodoTorpadus
noyeyHom é6moncumn M., 47 ner.
MeMbpaHbl KiTy604YKOB UMEKT
HOpPMaNbHbIW BN TOJILLMHOMN OT
270 go 340 HM. Ha BHewWwHeN
CTOpOHEe MeMbpaHbl, €CTb HOXKMU
SNUTENNANbHbIX KJIETOK
(cTpenkammn), pasgeneHHbIX
LLEeNbIO.



OcTpbI NTOCTUHMEKLMOHHbIV
rmoMepynoHepuUT
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= MyXuunHa 381.,
OCTPbIN
NOCTUHMEKLMOHHbIN
rJIOMepyIoHEdDPUT,
KpYMHbIE
cybanutenmnanbHble
(noa nogounTamMn)
AEeNo3nTbl «ropbbl»
(cTpenka)



HecTpenTOKOKKOBBGLIMN
OCTPbIUN rnomepynoHedpur.

= CxoaHas popMa rnoMepysioHed@puTa BO3HMKAET
Cropajnyecku B CBA3U C APYrMMU BbaKTepuasibHbIMU
NMHPEKLUMNAMN, HAaNPUMep CTadMIOKOKKOBbLIM 3HAOKApPANTOM,
NMHEBMOKOKKOBOW MHEBMOHUEN N MEHNHIOKOKKEMUEWN,
BUPYCHbIMM 3a60/1eBaHNSaMKU, HAaNnpmMep renatntom B,
CBMHKOW, BETPAHKON, NHDEKLNOHHBbIM MOHOHYKJ/1E030M U
napasnTapHbIMU MHDEKUMAMU (ManSpUen,
TOKCOMMJ/Ia3MO30M).



OcTpbI NTOCTUHMEKLMOHHbIV

mn M. 44 r. C
MeMbpaHonpoan-
depaTuBHbIM
rioMepysioHedpu-
TOM,
cybaHaoTennanb-
Hble AEerno3UThl




KnnHnyeckumne NnpodBJiIEHNA U OCJTIOXKHEHUA

PasBepHyToe 6ypHOe TeyeHne xapaKTepulyeTcs
K/1aCCUYeCKou Tpnaaonu CUMMNTOMOB — OTEKaMM,
rmnepreH3nemn C BbICOKMM ANACTOINYECKUM
NaB/EHNEM N reMaTypuemn.

HenocpeacrtBeHHOW npuynHon cMmeptu npun OMH
MOryT 6bIThb:

OcTpada noyeyHasd HeAOCTAaTOYHOCTb
OcTpasa cepaeyHad HeAOCTaTOYHOCTb
DKJIaMncus

KpoBou3snnsgHmMe B roJ=IoBHOM MO3re



bbicTponporpeccupyroLnn
(moaocCTpbInN) rmomMepyrioHedpuT

BbiCTponporpeccupytowmnm
rnomepysioHedput (BI'H) — 3aboneBaHune C
BbIpa>XEHHbIMN N PpaACNPOCTPAHEHHbBIMM
NOBPpEeXAEHNAMN ayToaHTUTENaMN 6a3anbHbIX
MeMbpaH NoYyeyHbIX TeNeLl 1 KaHaslbLEeB.

[lpegnonaraercd posib
MHMDEKLIMN, SK30reHHbIX HEMHMEKLIMOHHbIX
aHTUreHoB. bosiee yeMm y 90 % 60/1IbHbIX HE yaAaeTCH
YCTA@HOBUTb MPUYNHY pa3BuUTUSA 3abosieBaHuS.



bbicTponporpeccupyroLnn
(mogocTpbIv) rmoMepynoHedpuUT

MMMyHOMaTo/iormyeckmne peakumm MOXHO YC/I0BHO
pa3aenintb Ha 2 @as3bl:

O6pa3oBaHne nnn oTNIoXeHNe rpaHynsapHbix UK
Ha BM kny604yKOBbLIX KanuaasipoB Bbi3biBAET
nepBUYHbIE NoBpeXxaeHnss memMbpaH C UIBMEHEHUNEM
AHTUFEHHbIX CBOWUCTB pa3pyLlUeHHbIX Y4YacCTKOB, T.
e. obpasoBaHuem . K HUM
BbipabaTbiBaOTCS

[Ilpy OHOBOM COCTOSIHUWU - ,qmccbyHKLwlM
MMMYHOKOMMNETEHTHON CUCTEMbI, HECNOCOHBHOCTU ee
YEeTKO pa3/sindyaTtb aHTUIreHbl HOpMaJibHbIX BM 1
pa3pyleHHbIXx bM, BO3HUKaeT
reHepaansoBaHHoOe noespexaeHne bM

KNyb0o4UYKOBbIX KanuanapoB, Kancyn knybouykos, BM
KaHa/bLEeB
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15.3. MNopocTpeiit rnomepynoHedpuT (bonbluas NecTpan Nouka).
MNouka yBenuueHa B pasmepax. bneaHan. ¢ neTexnansHsIMU KPOBOM3NMAHMAMM Ha NOBEPXHOCTH.




Makpockonuyeckasa KapTuHa

«bonbluaga nectpas novka»




BbicTponporpeccupyrowmmn
(mnonynyHHbIN) rnomepyrioHedpUT

XapaKTepusyeTcs bbICTPbIM U MPOrpeccUpyroLLnM CHUXEHUEM (DYHKLNN
noyek, HepeaKko C TAXesIoM OJINMFYPUEN U aHYPUEN, B TEYEHNE
HECKOJ/IbKUX Heaenb unmn mMecsues, o6bIYHO NpuBOAsLLEN K HEOBpaTUMOM
NOYeYyHOM HedoCTaToOYHOCTU. Bce cnyyam bbicTponporpeccupyrowero
rnoMepyJsioHepUTa CONPOBOXAAKTCA (DOPMMPOBAHMEM SMUTENNANBHbIX
NONYNYHUW B 60/bLUMHCTBE NOYEYHbIX K1y604KOB.

BbiCcTpOnNporpeccupyowmnin rnoMepyioHedpuUT Noapas3aensatoT Ha TpuU
rpynnbl:

= MNOCTUHPEKLMOHHBLIN (MOCTCTPENTOKOKKOBLIN);
= PN CUCTEMHbIX 3ab0osieBaHUSAX;

= mamonatnyeckn (Tak HasbiBaeMbI NEPBUYHBLIN, NN N30JIMPOBAHHbLIN)
ObICTPONPOrpeccupyroLmnini rnoMepysioHedpuUT.

[lpy CUCTEMHOM KpAaCHOM BOJIYaHKE U MOCTCTPENTOKOKKOBbLIX (bopMax
ObICTPpONpPOrpeccupyoLlmMin rnoMepysioHed®punT CBS3aH C MMMYHHbIMU
KoMnaekcaMu. beicTponporpeccnpytowmim rinomMmepysioHed@puT, CBA3aHHbIN
C CMHAPOMOM ['yanacyepa, — KJlaCCMYECKUN NpUMep aHTUTENTbHOrro
HedpuTa.



MopdoreHes bbicTponporpeccupytoulero 'H

MNpocser kanmnnspa

Mepsuusan
MO~




MuKpockonnyeckasa kKapTuHa
[TonynyHUa B NOYeYHbIX TefbLax
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15.4. SxcTpakanunnApHLIM NPOAYKTUBHEIN rMoMepynoHedpuT.
WMAOHbI NONYyNyHWUA, obpasoBaHHble 33 cyeT nponudepauun 3NUTENUA HaPYXHOro NUCTKa Kancynol
YMNAHKCKOro — boymMeHa U MUrpayvm MOHOLIMTOB U MakKpodgaros B NPOCTPAHCTBO MEX Ay Kancynon u
canunnApHeIM Knyboukom (1). Mexay cnoAammn kneTox B NoNynyHUAX — ckonneHua pubpuHa. Knybouky
Aasnedbl (2). B HMx oTMmeuawTcA (POKaneHbIN Hekpos, avddpy3Has unu ouarosas nponudepauyun
BHAOTENWA, nponudepayma mMe3aHrma. YacTe KaHansues aTpoM@UyHa, B 3NUTENMN HEKOTOPbIX M3BUThIXN
KaHanbueB — Maponvuyeckan unu ruanvHoBo-kanensHas auctpodpus (3). B cTpome oukun — cknepos,
numdcpomarpocparanebHbiil MHbUNsTpaT (4).




[ MMEepPKNeTo4YHOCTb

rl/IFIepKJ'IeTO‘—IHOCTb CBA3aHa C 4 rnaBHbIMU MPpNYNHaAMN.

nponndepaunen n HabyxaHMeM 3HAOTENMNASbHbIX KIETOK;

OT/IOXXEHMEM INblI6OK MMMYHHbIX KOMMJ/IEKCOB Ha
SNNTENNANIbHON CTOPOHE rIOMepYJsiISpHOM 6a3asibHOM
MeMbpaHbl;

NPUCYTCTBUEM HENTPOMUIOB B MPOCBETE KanUAASAPHbIX
neTenb;

He3HauYnTebHOW Nposindepaunen Me3aHrmasabHbIX KIETOK.
[Iponndepauns n nemkoumTapHas MHPUAbTPaALUNA HOCAT
ANMDPY3HbIN XapaKTepP M BOBJIEKAKOT BCe A0J/IbKU BCEX
kKnyboukoB. KoMbuHaumsa ns nponndepaummn, HabyxaHus m
IEVKOLUUTAPHON MHMWUAbTPaUMN BeAeT K obnntepaunm
NpPOCBETa Kanunndpos. B ctpoMe (MHTEPCTULMN) BO3HUKAIOT
OTEK N BOCMAaJIeEHWe, a KaHasblbl C MPpU3HakKaMm ANCTpodunmn
SNUTENNA CoAepXXaT B NPOCBETE UMINHAPbI U3 3PUTPOLINTOB.



BbicTponporpeccupyrowmm

= Knyboyek B noyeyHoM
6uoncnm oT XEHLNHbI 67.
BboyMeHOBO NPOCTPaAHCTBO
3aMo/IHEHO K/EeTKaMMu.
BonokHa HauynHaloT
NOABNATLCS MeXAy KNeTKamu,
MNOKa3aHO Mepmnoanyeckoe
OKpalunBaHue cepebpoM.




JlnHenHble oTtnoxeHna IgG
(MMMYyHOOOPECLIEHTHOE NCCIiedoBaHme)




bbiCcTponporpeccupyoLmm
NOAOCTPbIN) rMOMepPYIIOHEPUT
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bbicTponporpeccupyrowmnn
(moaocTpbIn) rnomMmepyrioHedpuT

KnnHunyeckune nposiBJiIeHUs:

Hauano 3aboneBaHns MoXeT 6bITb OCTPbIM UMK
nocreneHHbIM. KnnHnyeckasa KapTuUHa
CKJlaAblBaeTCs U3 TAXesiloro HepoTUYECKOro
CUHAPOMA, CTOUKOWN TMNepPTEH3NN, OINrypumn,
HepeaKo — MakporemaTtypuun. bonbHble yMUparoT
yepe3 6-18 MecsaLeB OT No4Ye4yHOoU
HeAOCTaTOYHOCTU.



XPOHMNYECKUE rMoMepyJIOHEPUTHI

(XTH) -
6one3Hn noyek, KOTOpble NpPoTeKalT BCeaACTBME
ACUHXPOHHbIX MOBPEXAEHUN MMMYHHbIMU
KOMMJiekcamMn kKnybouykoB, B MeHblUen cteneHn — bM
UX KarncyJsl U KaHaNbLEB.

[lo XxapakTepy MMMYHHbIX MEXaHM3MOB MaTOreHe3a u
MOPdOIOrMYECKUM OCOBEHHOCTAM pasinyaloT:

MeMbpaHo3HbIN XITH
Me3aHrmnanbHbie X[ H



MemMOpaHO3HbIW rIMoMepyroHEPUT

MeM6paHO3HbIN
rnoMepynoHedput - 3to ¢opMa XIH ¢
noepexageHnsamm bM knybouykoBbIX
KannnnapoB UMMYHHbIMW KOMMNJIEKCaMMU,
dopMUpOBaHME KOTOPbIX MPOUCXOAUT B NOYKaAX U
NpoOTEKAET 3aMeasiIeHHO BceacTBmne OHOBOro
MMMYHOAEMUUUTHOIO COCTOAHNSA W HU3KOIo
ypoBHSA Ig.

3aboneBaHne MOXET BO3HUKATb Mpw
XPOHNYECKUX UHDPEKUNSAX B T. Y. BUPYCHbIX
renatutax B n C, onyxonsx.



MuKpockonmnyeckaqa KapTuHa




MembpaHo3Hbiv ['H




MemOpaHO3HbIW rMoMepPYNoHEDPUT

KnnHnyeckume nposBsieHUNA:
v Hed®poTtnyeckmnm cmHapom
v Mukporematypud

10-neTHa9 BbDKMBAEMOCTb — OKO/10 85 %



Me3aHrmnansHble rmoMepyrioHeEm@PUTHI

OnpepeneHvs. MesaHrmanbHble rnoMepysIoHedPUTbl — 3TO
3aboneBaHuns, CBSA3aHHbIE C aCUHXPOHHbIMMU
NnoBpeXaeHnsIMn Kiy604KoB LUMPKYINPYHOLWMMN MMMYHHbIMU
KOMMJIeKCaMU.

BcrpeyaeMocTb. 3a601eBatoT yalle MY>XUYMHbI B BO3pacTe
no 40 ner.

Kaaccupukanus:
Me3aHrnomemMopano3Hbii ['H
Me3aHruonpoaudeparuBabid ['H
Me3aHTHoKanuuIsipHbid ['H (MeMOpanonpoiudepaTuBHBIN )

ITHOJIOT A
bakTepunanbHble, Napa3nTapHbi€ UM BUPYCHbIE NHDEKLINU

SHAOreHHbIe (MpY ONMYyX0asaX) UM 9K30reHHbIe
HEMHPEKUMNOHHbIE aHTUreHbl (/leKapCTBEHHbIE
npenaparhbl).



Me3aHruanbHble rmomMepyroHePUTD
[laToreHes

rMMrMOKOMIJiEMEHTEMUASA

nepeHachblleHne CUCTEMbI MOHOHYKJ/IEapHbIX (darounToB U3-
3a BbICOKOW KOHUeHTpaunn LUK (npn XpOHUYECKUX
NMHMEKLMNAX, ONYyXONaxX U T.4.), WU FEHEeTUYECKHU

06yC/10B/IEHHOW HNU3KOMN darounTapHOM aKTUBHOCTU KJ/1ETOK
5TOW CUCTEMBI

HakonaeHne B MesaHrnm UMK, a Takxxe nx npoHMKHOBEHUA
noa sHaootenunm U B BM Kanunnapos

TEMMN U BblIPa>XEHHOCTb MOBPEXAEHNN BO MHOIMOM 3aBUCAT OT
ceomncte UMK - nx pasmepos, Bngos Ig

KoMnsiekcbl ¢ IgM obnagatoT HU3KOM HEPPOTOKCUYHOCTbIO U

NX OT/IOXXEHUS HE BbI3bIBAOT Bbipa)XeHHOW nponndepaLmm
Me3aHrMoLnToB

KoMmnnaekcol ¢ IgG CTUMYNUPYIOT HE TOJIbKO nposindepaunto
MEe3aHIrmoumnToB, HO U CMHTE3 TPOMOKOJIJTareHa UMK, UTo
NpUBOAUT K BbICTPOMY (PUOPO3MPOBAHNIO A0/1EK KITYOOUKOB



Cxema MopdoreHe3a Me3aHrMoMeMOpaHO3HOro
rromMepynuTa




MuKpockonnyeckas KapTuHa
Me3saHrnonponndepaTtBHbIU rMOMEPYIINUT




MesaHrnonponudepatmBHbin [H (OM
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PacnpocTpaHeHHbIN rMannHo3 Kryoo4yKkoB




Makpockonmnyeckas KapTuHa
[ nomepyrnoHePPUTUYECKNN HEPPOCKITEPO3




KnnHnyeckue npoaBrieHnsd u
OCJI0’)KHEHNA:

OCHOBHOW CMMMNTOMOKOMIMJ/IEKC, KOTOPbIN
pa3BMBaAETCA BCneacTteBme nporpeccmpoBaHnda XiH
— 3TO XpOHMYeCcKas noyeyHas
HeaocTtaTo4yHocTtb (XIH):

/ a@30TeMus, rmnokanbumemmns, rmnepdocpaTreMmns
~ BTOpMYHa4a nogarpa
v «ricepaonoaarpa» - OT/1I0XXeHUe nmpodocdaTa
~ MeTabonnyecknn aumnaos
/- ypeMuns (HakonaeHne cpegHunx MoneKkyn,
deHos10B, nosinosios, 6erta-aMMHON300yTNPOBOU
KNCNoTbl, 6beTa-acnapTatrinunHa n ap.) — YMcno
dyHKUMOHUPYOWNX HedppoHoB MeHee 10 %.



HeBocnanutenbHble
rmomMmepyrionatmum
MemOpaHO3Has rnomepynonaTus

MemM6bpaHo3Haa rnomepysnonarus
(HedbponaTuna) 9BnNgeTCss OCHOBHOM
NPUYNHON HEMPOTUYECKOIrO CUMHAPOMA
B3POC/1bIX N XapaKTepusyeTcs HaMynem
3/1EKTPOHHOM/IOTHbIX AEMO3UTOB,
coaepXalmnx MMMYHOr1o6ynHbl 1
PACMOJIOXEHHbIX BAO/Ib SNUTENNASTIbHOW
CTOpPOHbI (cybanutennanbHo) 6a3anbHOMU

MeMbpaHhbl.



MemOpaHoO3Haa rnoMepynonaTus




MemM6bpaHo3Haa rnoMmepynonarus




15.5. MembpaHo3Hana Hecbponatua (LUVK-peakuma).
MomepynapHana basanbHaa membpana auddy3Ho ytonuleHa (1).




MemM6bpaHo3Haa rnoMmepynonarus




-

| 15.6. MemGpaHoaHan HechponaTis. |
MpK 3MEKTPOHHOM MUKPOCKOMNMM BUAHSI CYB3NUTENMasHble AeN03uTsI B IMOMEpYAPHON
GazansHon MemOpake (1), yTonuleHue BazansHoi MemBpaHs!, HaKonseHue BellecTea

DazancHoW mMemOpaHbl Mexay HOXKaMmu No4ouMTOB, yTpaTta nogouutamu OTPOCTKOB

W UX pacnnacTelBaHue Ha YTomnlleHHoW aedopmupoBaHHOW DazanbHOW Membpaxe (2).




15.8. MembpaHonponuMepaTUsHbIN rMoMepyNnoHeMPUT.
Mo4yeyHbie KyDo4YKM KpYMHblE, MHOMOKNETOYHbIE, UMEKDT A0NbYaThiv BUA 3a cYeT nponudepaymm
MeE3aHrManbHbIX KNETOK U YBENUYEHUA ME3AHIMAaNbHOro MaTpukca (1). OTMedaeTcs yTonweH1e u
MeCTaMu yaBOEHWE rMoMepynApHbIX Da3sanbHbiXx MemOpaH. Mexay Kanunnapamu v Kancysnou

KOVOQUKS — H LIDE4]) A A VIBAHOR
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15.11. Me3aHrmonponudgepaTusHbIA rmomepynoHedpuT. o
[Mpy 3NeKTPOHHON MUKPOCKONUW BUAHLI SMEKTPOHHO-NMNOTHbLIE Aen03nThkl B Me3aHrm (1).

-




bone3Hb MUHUMAaNbHbLIX N3MEHEeHUN
(MMnongHbIn Hedpo3)

s OTHOCUTENIbHO A06poKayecTBeHHOe 3abosieBaHNeE, KOTOPOE
yalle BCero aBagdeTcd NnpmyYnHom HedpoTNYECKOro CMHApPOMa
y AeTeun

= XapaktepusyeTtcs ANdPPY3HbIM NCHE3HOBEHMEM HOXEK
OTPOCTKOB MOAOLUNTOB, KOTOPbIE BbIMSAAAT HOPpMasibHbIMU
Nno4d CBETOBbIM MUKPOCKOMOM.

s PazBuTtne nunomaHoro Hedposa CBA3bIBAKOT C MMMYHHOW
ONCAHYHKUMEN, NPOSBALOLWLENCS NpoAYKLUNEN
LUTOKMHOMOAOOHbLIX BELWECTB, KOTOPbIE Nopa)atoT
BUCLEpPa/ibHbIE aNUTeNnasnibHble KJIETKU N Bbi3blBAlOT
NPOTENHYPUIO.



bone3Hb MUHUMAaNbHbLIX N3MEHEeHUN
(MMnongHbIn Hedpo3)

= Y/1bTPACTPYKTYPHbIE UBMEHEHNS OTUYET/IMBO YKa3bIBalOT Ha

MEPBUYHHOCTDb NnoBpeXXaeHnd BUCLUEPAJIbHbIX 3MNMUTEJTNAJIbHbIX
KJIETOK.

s OCHOBHbIE noBpeXaAeHNA pa3BnBAOTCA B BUCLEPAJIbHbIX
AMUTEJTNAJIbHbLIX KJIETKAX, HOXKWN OTPOCTKOB KOTOPbIX
CJINBAKOTCA.

= O06040K LUNTOMNA3Mbl NPN 3TOM BbIFNSANT
BaKyONM3NPOBaAHHbIM N HabyXLWMM, B HEM NOSAB/ISIETCS
MHOXECTBO MESIKUX BOPCUH (BuaNe3Has runepnniasns).



Bbone3Hb MUHUMAJIbHbIX U3ME@HEeHUMU
(nmnomagHbin Heppo3)

JnutennanbHble Knetkun (epithelial cells, EC) ¢ BunnesHoun
runepnsiaamen, MHOXeCTBOM Bakyoneun (vacuoles, V). ba3sanbHas
membpaHa (BM); MoyeBoe npocTpaHcTBo (US, urinary space).



OTcyTCcTBME Yy nogoumTa MmasbiX OTPOCTKOB (OM)




PoKanbHbIN CerMmeHTapHbIU
(rmomepynsipHbIN) FrMaNmTMnHOS3
(rmoMmepynocknepos)

XapaKTEPU3YETCH CK/IEPO30M HEKOTOPbIX, HO HE BCEX,
KJ1yOOUKOB, @ B MOPa>XeHHbIX Kybouykax — BOB/IEUEHMEM
INWb YaCTU KanuaaspHbIX NeTENb.

OTa 60/1e€3Hb KJIMHUYECKN YaCTO CONPOBOXAAETCS
HEe(POTUYECKNUM CMHAPOMOM UMUN TAXKENON NPOTENHYPUEN.



PoKanbHbIN CerMmeHTapHbIU
(rmomepynsipHbIN) FrMaNmTMnHOS3
(rmoMmepynocknepos)

nanonaTnyecknm okanbHbI CErMEHTAPHbIN FNTIOMEPYJIOCK/1EPO3;

(OoKaNbHbIN CEerMEHTAPHbIN FNTOMEPY/I0CK/eP03, Hac/lanBarLLMNINCS
Ha Apyroe nepBuMYyHOE rroMepysspHoe 3abosieBaHne, HanpuMmep
IgA-HedponaTuto, MeMbpaHO3HY0 HedponaTuo, CUHAPOM
AnbnopTa;

(oKaNbHbIN CEerMEHTapHbIN FTOMEPYJIOCKIEPO3, CBA3AHHbIN C
YMEHbLUEHWEM MACCbl MOYEYHOW TKAHWU, KOTOPbIN BCTPeYaeTcs Ha
NO34AHMX CTaausaX Apyrux 3aboneBaHMM NoYek, Taknux Kak
peditokc-HedponaTns, aHasbreTuyeckad Hedponatus u
OAHOCTOPOHHSAS areHe3ns novek;

BTOPMYHbIN POKas/IbHbIA CErMEHTAPHbIN FTOMEPYJ/1I0CKIEPO3,
CBS3aHHbIN C APYrMMU U3BECTHbIMK 3a60/1eBaHNSIMU NN
3Tnonornyeckmmmn dpaktopamu (BUYnHdekumnen, ynortpebneHmnem
reponHa).



PoKanbHbIN CerMmeHTapHbIU
(rmomepynsipHbIN) FrMaNmTMnHOS3
(rmoMmepynocknepos)

I3MeHeHns BHYTPU KNybouyka MOryT pacrnosaraTtbCs B pas3inyHbIX
ero 4yacrtsax,

yaule scero — B obnactu, 6/1M3KO pacrnosioXXeHHOW KO BXoA4y M
BbIXO4Y apTeEPMOST — PYKOSATKM KNybouka,

B MecCTe Bbixoda M3 boymMeHOBOWM KancyJ/sibl cerMeHTa S1
MPOKCMMANIbHOr0O KaHasnbla.

[lepBOHaYasibHO MOpa)karoTCs OKCTaroMepynspHble Knybouky,
3aTEM NOBpPEXJAEHME CTaHOBUTCS 6osiee reHepanin30BaHHbIM.

B cknepo3mpoBaHHbIX CEFMEHTAX HabMoAaeTcsa Koananc
6a3anbHbiX MEMOpPAH, YBEIMYEHNE ME3AHIMANIbHOIr0 MaTpuKca U
HaKOM/JEHME TMaSIMHOBbLIX Macc (rmaamHo3), 4YacTo C ANNUAHBbIMU
KanasMu.



PoKanbHbIN CerMmeHTapHbIU
(rmomepynsipHbIN) FrMaNmTMnHOS3
(rmoMmepynocknepos)

-

-----
_______

Kny6oukun BbIrSAaT HOpMasibHbIMM HA PaHHEN CTaann, HO B HUX
MOX>XHO HabnaaTb HE3HAUNTENIbHOE YBE/IMYEHNE 30HblI ME3aHIrns n
MOTEepIo Typropa B paAae KanuwindpHbIX NeTenb — nepBbiX
Npu3HakoB ux cnageHus. NMpu WNK-peakunmn BnaHbl o6n1acTtu
CerMeHTapHOro CKjepo3a U aare3amm KanuansgpHbIX neTesnb K
Kancyse knybouyka.



PoKanbHbIN CerMmeHTapHbIU
(rmomepynsipHbIN) FrMaNmTMnHOS3
(rmoMmepynocknepos)

——

s Knyb6ouku BbIrnagsaT
HOpPMaJibHbIMN HA PaHHEN
CTagun, HO B HUX MOXHO
HabnwaaTb yTosLLEHNE

SE5o W5 e b o 6azanbHoM MeMbpaHhbl,

foot processes s AN CNngHMe MasnblX OTPOCTKOB

| NoAOLIMTOB



PoKanbHbIN CerMmeHTapHbIU
(rmomepynsipHbIN) FrMaNmTMnHOS3
MepynocKnepos3s)
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KopkoBoe BelecTBO NMOYKMU, XEHLUMNHA,
67 neT, peHanbHaa QyHKUUA c
NpPoOTEeNHypUuen " apTepuanbHoOMn
runepteH3nen. PaHHue aTpodunyekue
U3MeHeHus KaHanbueB, KoOTopble
CBUOETeNbCTBYHOT o Hann4uu
no4ye4yHoum HepgocrtaTtoyHoctn. OauH
Knybo4yeKk uMMeeT Yy4YacTOK CKJepo3a
(ctpenkamu). [OuarHo3 MOXeT ObITb
npepocTtaBrieH KakK dokanbHbIN
CerMeHTapHbIU paccTponcTBO
CKNepo3upyroLU, BO3MOXHO, Aaxe
rMNepToOHNYEeCKMN HedpocKnepos, HO
KNyb604KU U KaHanbLbl YBENMYUBaKOTCS
B pa3mMmepax, U eCTb BEpPOSAITHOCTb, YTO
3TO CBAA3aHO c YMEHbLUEHNEM
No4Ye4YHOM MaccChl.



PoKanbHbIN CerMmeHTapHbIU
(rmomepynsipHbIN) FrMaNmTMnHOS3
(rmoMmepynocknepos)

KopkoBoe BelecTBO B
noyeyHou ouoncumn y
XEeHWnHbl 44 ¢ ocTpom
noye4yHoOuU HEOOCTAaTOYHOCTbLIO
U KIMHUYECKM YCKOpMBLLUEWUCH
rMNepTeH3nu. CywecTtByeT
paHHAA aTpodmsa KaHanbLeB, C
UILEeMUNYECKUM Kosnarncom
OA4HOro Knyoou4ka (oaHa
cTpenka). [Apyroun Knybouek
UMeeT Y4YaCTOK CKnepo3a, C
agresven K Kancyne
LUymnsHckoro-boymeHa
(ABOMHas cTpernka).



MemOGpaHonponudepaTuBHbLIN
rmomMmepynoHeppur

= MembpaHonponundepaTtUBHbIN rMTOMEPYJSIOHEDPUT
BXOAUT B rpynny 3abosieBaHnN, XapaKTepu3yoLnXcs
YTOJILLEHNEM FToMepy/iIspHOU 6a3asibHOM MeMbpaHbl U
nposinepaumen MesaHrnasabHbIX KAeToK. Tak Kak
nponndepaund HabngaeTcs Yalle BCero TosibKo B
Me3aHrmm, Hepeako MCNoJIb3yeTcsd CUHOHUM
"Me3aHrmoKanungapHbIN raomMepysioHepuT”.

= MeMmbpaHonponndepaTuBHbIN rMOMeEpPYIOHEDPUT
BCcTpe4yaeTtcad B 5—10% HabntogeHnn
nanonaTuyeckoro HedpoTNUYeCcKoro cuHApoma y
AeTen U B3POC/iblX, BbI3BAHHOI0O NMoBpeXaeHnaMm
rnomepyndpHon 6asasibHon MeMbpaHbl.



MemOGpaHonponudepaTuBHbLIN
rmomMmepynoHeppur

PasnnyatoT ABa TMNa MeMbpaHonpongepaTnBHOIo
rnmoMepysioHedpuTa, BblAENEHHbIX HAa OCHOBE OTUYET/INUBbIX
YIbTPACTPYKTYPHbIX, MMMYHOM/TYOPECLEHTHbIX U
NaTOreHeTUYECKUX NMPU3HAKOB:

I TN MemMbpaHonpoandepaTMBHOro rnomMmepysoHedpuTa C
cybaHaoTeNnanbHbIMU AEMO3UTAMMU

IT TN — C NNOTHbIMU AENO3UTAMN BHYTPU MIOMEPYISAPHON
6a3asibHOM MeMbpaHbl — 60/1€3Hb MNJIOTHLIX AEMNO3UTOB.

Kpome Toro, paaHoBMAHOCTb MeMbpaHonpoandepaTUBHOIO
rnomMmepynoHed@puta ¢ 60nbLLIMHCTBOM YepT I TMNa, HO C
Aob6aBsieHNEM MHOIMoYMnCeHHbIX CybanntTennanbHbIX
Aeno3unToB bblfla Ha3BaHa MeMbpaHonponndepaTUBHbLIM
rnomepynoHedputoMm III Tnna.



MemOGpaHonponudepaTuBHbLIN
rmomMmepynoHeppur
SO N |

\ * » [nomepynsapHas 6a3anbHas
MeMbpaHa ANMOPY3HO YTOJILLEHA,
Hanbosiee 3aMeTHO — Ha
nepundepumn KannnnsapHbIX NeTesnsb.
[Tpy oKpawmnBaHUn cepebpoM U
LHNK-peakunn cTeHKa
FNIOMEpPYNSPHbIX KannnnsgapoB 4acTo
NMMeeT ABYKOHTYPHOCTb. IDTY
ABYKOHTYPHOCTb YacTO Ha3bIiBaOT
"“TpaMBanMHbIMN NyTAMKN”,
paclliensjieHneM, yaBoeHNEM
rnomMepynsspHon 6a3asibHOM
MeMbpaHbl.




MemOGpaHonponudepaTuBHbLIN
rmomMmepynoHeppur

I TN Me3aHrmonpoandepaTuBHOro
rnoMepysoHedpuTa B ABYX TPETSX
CNly4yaeB XapaKTepusyeTcs Haln4ynem
cybaHgoTenmanbHbIX
S/IEKTPOHHOMN/IOTHbIX AEN0O3UTOB.
BcTpeydaloTcs Tak)Xe Me3aHrmasnbHble U
peakue cybanutennanbHble Aen0o3nThl.
[Mpn MMyHOMIyopeCcUeHLUMN YacTo
0bHapy>XMBAOTCS rpaHyAsipHble
aAeno3ntbl C3, a Takxe IgG 1 paHHuKe
KOMMNOHeHTbl koMmnaeMeHTa (C1g n C4).
Bce 3TO No3BONIFET npeanosiaraTthb
MMMYHOKOMIMJIEKCHbIN NMaToreHes
3abosieBaHus.
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Knybouek, buoncus
MY>UYMHa 53 T., C
KpUornobyamHeMmnyeckmnm
rnoMepysioHempPUTOM, NpuU
cepebpeHnn BUAHDI
AErno3nTbl B HEKOTOPbIX
NeTNndax Kanuinispos,
yABOeHne 6asanbHOMn
MeMbpaHbl.



Knybouek, buoncus
MY>UYMHa 53 T., C
KpUornobyamHeMmnyeckmnm
rnoMepy/10HEd@PUTOM.

NT'X BbigaBneHune IgM,
BMOHbI CONMUAHbIE arperaThl
IgM B yactn KanunnagapHbIX
netenb (CTpPenkn)



lg A HecpponaTua (bonesHb bepxe)

= Ig A HedpponaTtusa (6onesHb beprxke) BXxoanT B rpynny
Me3aHrmonpoandepaTUBHOro rnomMmepysioHedpuTa m
XapakTtepusyertca geno3mtamMmm IgA B Me3aHIruu,
BbISIB/ISEMbIMY C MOMOLLLIO UMMYHOd/TyOpEeCLEHTHOM
MWKPOCKOMUU. BoeaHb MOXXHO 3anoA03pUTb U Npun
CBETOOMTUYECKOM MccneaoBaHmm buonTaTtoB novyek, oaHaKo
NOCTaBUTb AMArHO3 MOXHO TOJIbKO C MOMOLLbIO
NMMMYHOLIMTOXNMNYECKON TEXHNUKN. IgA-HedponaTna —
yacTtas NpuyYnHa peunanBuUpyoLeENn MaKpo- U
MWKPOreMaTypun U, BO3MOXHO, SBJ/ISIETCS CaMbIM
pacrnpocTpaHeEHHbIM TUMNOM r/ioMepyioHedpuTa.



lg A HecpponaTua (bonesHb bepxe)

[McTonornyeckn B kKNyboukax yalle BCero paclumpeHa 30Ha
Me3aHrms 3a cYeT nposandepaunm MesaHrnasabHbIX KJIETOK.
B HekoTOopbIX Ky6ouKax BCTpeyaeTcd cerMmeHTapHas
nponngepauns (No Tmny okaabHOro NpondepaTUBHOro
rnoMepysioHedpuTa), B Apyrux — andapysHas
nponndepaunss MesaHrnasibHblX KJeTok (no tuny
Me3aHIrMonposiInepaTMBHOro rnomMepysioHedpuTa) nnu,
pexe, NoNyNyHHbIN rnoMepysioHedpuT. PybuesaHune
doKanbHbIX NPoOANdEPATUBHBLIX NBMEHEHNI MOXXET NPUBECTHU
K d)OKa/ibHOMY ckepo3y. [Ana 3abosieBaHnsa XxapakTepHa
NMMMYHOMNYOpeCLEHTHAA KapTUHA Me3aHrnmasabHbIX
Aeno3ntoB IgA, Hepeako BMecTe ¢ koMnieMeHToMm C3,
nponepanHoM n HebonbwmnMm Konmdecteamm I1gG vnm IgM.



lg A HedbponaTua (bonesHb
Bepxxe)

Knybouek, buoncus
MY>XUnHa 49 1., C
XPOHMYECKON MoYeyHOoun
HEeAOCTaTOYHOCTbHO,
remMatypuen,
NPOTENHYPUEN U
rmneptH3ven. NIMX
BbidB/ieHne IgA nokasano
neno3ntbl IgA B Me3aHrnm
BbDKUBLLUMX KYy604YKOB U B
Knyb6oukax ¢ rnobanbHbIM
CK/1epo30M (CcTpenka).
OvarHos - Ig A
HedponaTus



lg A HedpbponaTua (bornesHb

Ee pXxe)

Knybouek, 6bmnoncus
XeHLWwmnHa 28 n. UIM'X
BbidB/ieHNe IgA nokasano
neno3ntbl IgA B Me3aHrmm
kny6oukoB. uarHos - Ig A
HedponaTus



lg A HepponaTug

MY>XUYMHa 62 T., C
XPOHMYECKON MoYeyHOoun
HEeAOCTaTOYHOCTbHO,
remMatypuen,
NPOTENHYPUEN U
rmnepTeH3nen. YactnyHas
aTpodPns KaHanbLEB.
YBennmyeHne Me3aHrmga B
knyb6oukax. UIMX
BbidB/eHne IgA nokasano
neno3ntbl IgA B Me3aHrmm
kKnyb6oukoB. quarHos - Ig A
HedponaTus




s /Inp@Py3Hbin riioMmepyIoCcKiIepos, yBeJandeHue
ME3aHTHAJIbHOI0 MATPHUKCA.







,El,l/la6eT|/|L|eC|<a$| HecbponaTMﬂ

» HIUK (PAS) peammﬂ I[ml)(])yzsnbm I‘JIOMepyJIOCKJIepO3
yTOJIIeHHe 023a1bH0Ii MEMOPAHbI, CTEHKH apTEPHOJIbI
(apTepHOI0CKIIEPO3).



[nabeTtnyeckass Hedp

onartus
( {~

5

s HINK-peakuus. uddy3Hblii rj10MepyaoCcKIepos,
yBeJUYCHHE ME3AHIMAJTBHOT0 MATPUKCA, YTOJINEHHE
0a3ajIbHON MeMOpAaHBI.



UONHTHING POWDER CO
1-800-852-0300

15.13. AMMNIOMA03 NOYEK.
Moyku yBENUYEHbI B pasmepax, NNnoTHble. Ha pa3pese KOpKoBoe BELWECTBO LWMPOKOE, MaToBOE,
a MO3roBOe BELLeCTBO CEPO-PO30BOro LBeTa (Donblwas canbHaa noyka).




Focal loss
of foot
processes

Increased
mesangial
cells

Thickened
BM




AMopdHbIe anua0PUIbHbIE (PO30BbIE) AEM03UThHI
AMMJION/IA PACIIOJIOKEHBI BOKPYI apTepUi, B MHTEPCTULIUHA,
B KJY0OUYKax. DYHKIHUSA MOYEK CHUKEHA.
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m Jleno3utsl amuiionaa "AL" BUAHBI B KJIy0OUKe U
aprepusix. IlanueHTKa ¢ MHOKECTBEHHON MJIA3MAIATOMOU
U TMIEPHPOAYKIUEH JerKux nerned MMMYHOIJI00yJIHHOB.
Mo:xet ObITH ""AA" THII aMHJIOHMT032, IPUYNHA KOTOPOIO
YacTO XPOHHUYECKHE BOCIAIMTEIbHbIE 00JIE3HU.
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15.14. AMUNOKA03 NOYEK (OKPACKa KOHIO KpacHbIM).
AmMunouna Oypo-KpacHoro LUBeTa BbIABNAETCA B ME3AHTMM NOYEYHbBIX KNYDOYKOB (1), OTAENbHbIX
KanunnapHbIX NeTnAx W aptepuonax (2), no xogy OasanbHbiXx MeMmOpaH KaHanbues (3).
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15.12. XpoHuyeckui rmomepynoHedpuT ¢ MICXO40M B CMOpLUMBaHWe (BTOPUYHO-CMOPLLEHHDBIE MOYKK).
[MOoYKM CUMMETPUYHO CMOPLLUEHBI U UMEKT MENKO3EPHUCTYHO NOBEPXHOCTh.







XI'H

XIMNH. M'mapoHedpoc
BClieaACcTBue
peTponepuToHeasbHOro
dnbpoza. MeroTcs
y4acTKn atpodum
Tpybouek, yBennyeHume
A0/ MHTEPCTULUNS.
OcTaBllMecs KaHabLUbl
pacwupeHbl. Knybouku
XapaKTepU3yTcs
YTOJILLLEHUEM KarCYy/ibl.



Tyoynonatum

= OcTpas noyeyHas HeAOCTAaTOYHOCTDb -
CUHAPOM, KOTOPbIN BO3HUKAET BC/eaAcTBue
HEeKpo3a anuTenns KaHanbueB 1 rnybokmnx
HapyLleHNN KpoBO- U nnMm@oobpalleHns. B
PAa3BUTUN AAHHOW MATO/IOrNN BbIAENSAOT ABE
OCHOBHbIE MPUYNHbI - UHTOKCMKALUIO U
MHEKLMUIO.



[laTOnoroaHaToMUYeCcKn BblOENAOT 3
cTaauun.

= 1. HayanbHag WOKOBasa CTagmnsa XapakKTepusyeTcsd BEHO3HbIM
NOJIHOKPOBUEM MHTEPMeaMnasibHOM 30HbI U MUpamMmna Npm o4aroBowu
NIWWEMUN KOPKOBOIro €105 (CrnaBLwmecs Kanunnisapsbl). 20NMTennin
KaHasbLEB rMaBHbIX OTAE/NI0B NOABEPXKEH r’MasiMHOBO-KaresibHON,
rMAPOMNNYECKON NN XXNPOBON ANCTPOdUN. [MpoCcBETbl KaHalbLEB
HEpPaBHOMEPHO pacClIMpeHbl, coaep>kaT UMANHAPbI, @ UHOr4a n
KpucTtanabl MMornobumHa.

= 2. OnuroaHypuyeckast Ctaanst XapakTepmayeTcs Bbipa>XEeHHbIMU
HEKPOTUYECKUMU MpoLLecCaMn KaHalbLUEB raBHbIX OTAENOB.
BasanbHas meMbpaHa AUCTalibHbIX KaHa/bLEB MoABepraeTcs
Aectpykummn (tybynopekcuc). OTek MHTEPCTULIMA YCUNTUBAETCSH, U K
HEMY MPUCOEANHSIETCS JIEMKOUMNTApPHas MHMUAbTPaUnA m
remopparud. UnnmHapbel nepekpbiBaloT HEPPOH.

= 3. Ctagnsa BOCCTaHOB/IEHNA AMYype3a XapaKTepusyeTcd
YMEHbLUEHUEM OTeKa MHPUIbTPALMN NOYKKU, @ MHOrne Kiyboukun
CTAHOBATCS MOJIHOKPOBHbIMU. DOPMUPYIOTCH O4Yarmn CKiieposa.



= Makpockonnyeckas KapThHa Mo4YeK BO BCEX
CTaaAusAX OAMHAKOBA.

s [lo4yKkM yBenunyeHbl, Habyxuine, oTeyHsble,
dnbpo3Haa Karncysaa Hanps)XeHa n nerko
CHUMaeTcs. KopKoBbIN CION WWWPOKUKN, 61eaHo-
Ceporo uBeTa U pe3ko OoTrpaHMyeH OT TEMHO-
KpacHbIX NUpaMua, B JIOXaHKe OTMeYyalTCH
KPOBOU3MNAHUSL.

= /Icxon pas3sinyeH: BO3MOXHO U BbI3AOPOB/IEHUE, U
neTajabHbIA Ncxoa.



MHTepcTUUuManbHbIN HEPPUT

= [Ybynlo-uHTEPCTUUMNANBbHBLIN HEDPUT - 3TO
NaTO/IOrMYEeCKM NPOLECC, XapaKTepusyrLMnnNCcy
MMMYHOBOCMAINTEbHbIMUN MOpaXXeHnaMu
MHTEPCTULUUN N KaHabLeB noyek. [NpuymnHbl
Pa3HOOOpa3Hbl - MHTOKCUKALUWNS, MHDEKUNS,
MeTabosimyeckne HapylleHnsd, UMMYHO/1I0rM4YecKkmne
N CEHCUBUNM3NpPYLOLWLME NMPOLLECChI, OHKOJIOrUS U
HacneacTtBeHHasa nartosiormd. PasnnyatoT
NepPBUYHbLIN N BTOPUYHBLIN TY6BYyno-
MHTEPCTUUMANbHbLIN HEDPUT (NpU CMHAPOME
['yanacuyepa, peakumum OTTOPXXEHUS MOYKN).



[ lnenoHe@puUT

s [lnenoHedpuT - 310 3aboneBaHne NMHPEKLIMOHHOW
NpUpoabl, XapaKTEPU3YIOLLEECS NOpa*XeHNeM
NoO4YeYyHOW STIOXaHKM, YalleyeK N BeLLecTBa MNoyek,
C MPEUMYLLECTBEHHbIM MOPAXEHUEM MEXYTOYHOM
TKaHW. NnenoHedpUT MOXET BbITb OCTPbIM U
XPOHUYECKUNM.



OcCTpbIN NNENIOHEMdPUT.




[MTNEJIOHE®PUT

= IJTUONOIMMSA: Yalle BCEro KMLeYyHas nasaodka,
pexe CTadUIOKOKKN, CTPENTOKOKKMN.

= [laToreHes .
[TyTM MHOULUMPOBAHUS —

1\ HUCXoAALWMN \ reMaToreHHbIN - MpU HaJInymnm
ovyara MH@eKkuun B MMHAQNNHAX, Nerknx nu Apyrmx
opraHax\ cerncuc\ \

2\ BoCXoAdWmMmM \ Mo MOYETOYHUKaM Unu
MMM@PaTnyYecKnM nNpoTokam nNpu LUCTUTE,
BOCMNaJ/IEHNN MOSIOBbIX OPraHoB) .



dOpUT

A4

N TINEJIOHE

OcTpbl




N NMMenoHedpuT.

OcTpbl




OcCTpbIN NNENIOHEMmPUT.
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XPOHUYECKNN NMNETTOHEDPUT.

[Ipy XpoOHMYECKOM nuesioHedpuTe coyeTarTCs
NpoLIEeCChbl CK/iepo3a C 3KCCYAaTUBHO-HEKPOTUYECKUMMN
yalleYykn M NoXaHKn CKNepo3npyroTcs, C/n3ncrTas
060/104Ka NOINMO3HA, NEPEXOAHBIN ANUTENNN
3aMellaeTcsd MHOroC/10MHbIM. B TKaHM NOYKM Bblpa)XeHo
XPOHMNYECKOe MeXyToYyHoe BOocrnajsieHne C pa3pacTtaHUeM
coeaunHnTenbHOU TKaHW. KaHanblbl ANCTPOdDUUECKHU
M3MEHEHbI U aTPOMMPOBAHbI, @ COXPaHUBLUMECS - PE3KO
PACTAHYTbI, UX aNUTEINNA YNOLWEH, MPOCBET 3anoJiIHEH
KosiionaonoaobHbIM coaep>XUMbIM. ApTEPUU N BEHDbI
cknepo3npoBaHsbl. [1pyn AnnTesbHOM TeyeHnwu

PAa3BMBAETCA NMUENOHEDPUTUNYECKASA CMOPLLEHHAs
noyka.



XPOHNYECKUU
NMNENOHEMPUT




XPOHUYECKUN NUENTOHEPUT




s Cknepos knyboukos, And@dy3Hoe NpoayKTUBHOE
BOCMasieHne, MOHOHYKJieapHas MHPWUAbTPauus, yToJilLeHne
apTeEpU, paclUMpeHne KaHalbLeB, 3arnoJ/IHEHHbIX PO30BbIM
COAEPXUMBIM — «TUPEeOoAN3aLNSA» MOYKN.



XPOHUYECKUN NMNENTOHEMDPUT




Tybepkynes no4kn.




OBOCTpYyKTPUBHAA yponaTus.
bunaTtepanbHbIV rTMapoHedpocC.




[ napoHedpoc




Y1BOEeHne MOYEeTOYHUKOB.




[TouyeYyHO-KITIeTOYHbIN
(rmnepHedponaHbIN) pakK

— 3J10KaQYeCTBEHHas OMyxoJib U3 KaHa/1bL,EBOro
anuTenus. BolaenaoT cnepyowme dopMbl paka:

CBET/I0KJIETOUYHbIN (rMnepHed®ponaHbIn,
aNIbBEOJIAPHbIN);

Xenesncrtbl (ageHoKapLunHoma);
3€PHUCTO-KIETOYHbIN (TEMHOKETOYHbIN);

BEPETEHOK/IETOUYHbIN (MOJIMMOPMHOKNETOYHbIN,
CapkoMonoAobHbIN, arpecCuBHbIE
KapLUMHOCapKOMbl);

CMELUaHHO-KJIETOUYHbIN paK.



[TaToMopdonorus.

s [loyeyHOo-KIeToYHbIN paKk 0bbIYHO MMEEeT BUA
OKPYrJIOro nauv AoSib4aToro y3sia MAarkow
KOHCUCTEHLUWWN, XXENTOro UM OpaHXeBoro LBeTa,
OYeHb YacTo C oYaraMy HEeKpo30B U
KPOBOU3MNAHUN. BONBLWMHCTBO ONyXoJien pacTeT
5KCMNaHCMBHO, CO CAAB/IEHMEM MNpuiexallen
noyeyHon TKaHN N PopMUPOBAHUNEM
nceBAoKancysibl.



15.16. Pak noyku.
'mw(onb ﬂ[‘f—’ﬂC'aBﬂPHa umu bHr M \3nu Y *(1)Ppuuwxom lmpm- nC OFTUMT




[lo4eYHO-KNEeTOYHbIN pakK.




[TaToMopddonorua

= Onyxosb Hanbosnee 4acTto COCTOUT U3
NOJINTOHAJIbHbIX MOJIMMOPMHbLIX K/IETOK CO
CBETJION UMUTOMI1a3MON M MHOMTOYNCIEHHbIMU
MNUTO3aMUN, TMCTOXUMUNYECKN B HUX OMpeaenstoT
rnKoreH n nunmnabl. OnyxosieBble KAETKU
06pa3yloT anbBeO0sibl U A0JIbKU, XKXENE3NCTbIE U
COCOYKOBblIE CTPYKTYpPbl C HE6ONBLUNM

KOJIN4ECTBOM CTPOMblI N COCYyAaMN CUHYCONAOHOIO
TUTA.



[lo4eYHO-KNEeTOYHbIN pakK.
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CIMTACBO 3A BHUMAHNE



