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FAOMepyAOHe(i)pHT— rpynna 3aboneBaHnin NMoYek,

ANs KOTOPbIX XapaKTepHO nopaxeHue KnybouKkoB C
nocnenywLwmMMm BoBieYeHMEM B npouecc
TY6YyNOUHTEPCTULMANBHOIO NMPOCTPaHCTBA, YTO NPUBOAUT K
nporpeccnpoBaHuto 3abosieBaHNAa U B KOHEYHOM UTOore K
XIMH. MH 6b1n BNepBble onnucaH JIOHAOHCKUM BpayoMm
Pnyapaom bpanTtom B 1827 roay.
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DTHNOAOI'A

Ha nepBOoM MecTe cpeaun NpUYUNH pa3BUTUSA rNoMepynoHe(dppmuToB CTOUT
nHdekuma:

T
14 14 14
BO3HUMKHOBEHME OCTpPoro rnomepysioHedpura

NMHeBMOKOKKMU

CanbMoHenNbl

DHTEPOKOKKMU

Bupycbi:

dnwTtenH — bappa

Bupyc npocToro repneca
Nenatmtbl B n C

Mapa3unrapHbie 3abos1eBaHNs:
Manspusa (Yauwe yeTbipexaHeBHass Manapua)
TpenoHeMbl (6neaHas TpenoHeMa)
Pukkercmm

HenHpeKUNOoHHbIEe NPpUYUNHDbI:
CbIBOPOTKM, BaKLIMHbI

MeaukaMmeHTbl (Npy pa3BUTUM aJlJiIeprmiyeckmx peakuum), a Tak xe
npenapartbl 30210Ta, 1 — neHMUnNNaMmH

NMnepypukemMusn
3noynorpebneHune ankoronem

Bropu4yHbie rnomepysioHedputsl Ha poHEe CUCTEMHbIX 3aboneBaHun
(CKB, BackynuTbl), TUpeornobysmH, TmpeovaHbin aHTUIreH




IlaTorenes riiomepy/jioHegpuTa

MeXaHH3MBI TTOBPp &XKA€HHU A K.]'IyGOlIKOB

HMMYHHbBbI €

Nmeercs ABd MeXdHH3Md TdKOT' O TTOBPp e JeH Wi :

1. peiicreue Hedp OTOKCHYIECKHX aHTHT €1,
B OCHOBHOM ITPOTHB 0 azanbHOMN

MeMOpaHkl KimyboukoB (anmu-EMK aHTHTeNa).

2. OT/I0)KeHHe HMMMYHHbBIX KOMILIEKCOB.

HeHMMMYHHbI€

1. AKTHBaLMsA MeJHarop oB
B 0 CT1a/TIeHUsA

['nomepynoHedpur c
MUHHUMA/TbHEIMA M3BMEHeHHWIMU U
IJIOMepYy/IoHedpuT C
T1OJTY /Ty H WA MU




I laTorenes

NMMMYHOKOMMNNEKCHbIN FNOMepynoHeppuUT

Al MoryT coeanHnTbca ¢ AT B KpOBOTOKE U B
TKAHAX

B dunsmnonornueckunx ycnoemsax UK oTknagbiBatoTCA B
Me3aHIrmu, GarounTUpyroTCs Me3aHrnasabHbIMU
darountTamMn nam MOHoUMUTaMmM — Makpodaramu,
npuxoaawmmMm n3 Kposu. lNpu nepenonHeHnmn UK
MEe3aHIrmsa OHW AO0JITO COXPAHAKTCA B HEM
npespawasach (4epe3 Kackaj peakuumn) B Aen0o3UThbl.

Aeno3untbl MK Moryt dpopmMmnpoBaTbCs JIOKaSIbHO
(MecTHO), B knyboukax oTknaabiBaetcsa Alf, 3aTem
npucoeanHdaetca AT. [leno3unTbl MOryT
OTKNlaAblBaTbCA B cybanuTennanbHOM,
Me3aHrmasabHOM, cybaHaoTEeNMaibHOM NMPOCTPAHCTBE

Ponb koMnneMmeHTa: aktmempyetca UK nnm AT K
BEMK. B pe3ynbTaTte akTnBauum obpasyroTcs
BelleCcTBa aKTUBMpyrLwme HeMTpoPusibl, MOHOUMUTHI,
BbI3blBAET AerpaHynaynio 6a3od@uioB N TYUHbIX
KneTok. Npn membpaHO3HON HedponaTnn
pa3BMBAETCS NIOKaslbHAs aKTUBaLUUS KOMIMJIEMEHTA
cybanuntennanbHbIMMN AEMNO3MTAMN MMMYHHbIX
KOMM/IEKCOB C nocneaywLwmm noepexageHnem bM



I laTorenes

AHTUTENbHbIN rIoMepysioHeppuUT

AT k Al (rnukonpoTtenHy) BMK, anbBeon nerknx, M
NoYeYHbIX KaHaNbLEB

dopMUpYyOTCA NONyNyHUa B Kancyne boymeHa
[[NaBHblIE MeamnaTopbl NOBPEXAEHNA —MOHOLUTDI
(MHPUNBTPUPYIOT KNybouek, GoOpMUPYIOT NOAYJTYHUS)
1 Mpn MMMYHOMHOOPECLUEHTHOM NCCeN0BaHUN
obHapyxusatotca Ig G, pexe IgA, IgM saonb BMK

0 N9 noCcTaHOBKM AnarHo3sa HeobxoammMo OOHapyXUTb )
unpkynupyrouwme AT kK BMK. BbiaBnarT METOA0M HENMPAMOU
NMMMYHOMIIOoOpecUueHUMn nnm paanoMMMyHHbIM METOA0M




I laTorenes

B noBpexaeHun knyboyka y4yacTBytoT BbipabaTbiBaemMble MMdpounTamm,
MOHOUMTaMN, HENTpoduiamn, a Tak e CoO6CTBEHHbIMU K/1eTKaMy
KSTy60UKOB LUMTOKMHBbI U (paKTOpbl poCTa.

BblAENAOT UMTOKUHBI C NPOBOCMANIUTENbHbIM AENCTBUMEM — UHTEPSIEUKUH —
1, ®HO-a; -nponundepaTtmBHbIM — TPOMBOLMTAPHbIN (PaKToOp POCTa;
bunbposnpyme UMToKNHbI —TOP .

LIMTOKNHBI B3anMOAENCTBYIOT C APYTMMN MeaAnaTopamMmu noyeyHoro
noBpeXaeHus.

OaHMM 13 noBpexaarwmnx GakTopoB B HACTosiLee BpeMS pacCMaTpuBaroT
aHrMoTeH3uH II.NHayumMpyeT aKcnpeccuto TpomMbounTapHoro aktopa pocTa
n TOP-B B rNaakoOMbILLIEYHbIX N Me3aHrnasnbHbIX KNeTKax, npnBoasa K
KSIETOYHOW nponindepaunmn v npoaykummn maTpukca.

B oTBET Ha MMMYHHYIO peaKkLuto BO3HMKAET nponmndepaunsa KneTok
Knybouka (rmnepkieTo4dHOCTb) U pacliupeHme Me3aHrmanabHOro MaTpukca,
«HAKanIMBalOTCA» KNEeTKWU BOCMaseHNSA: MOHOHYK1eapHble U
HEUTPOPUbHbIE NENKOUUTDI.

B pe3synbTaTte ASIMTENBHOMO0 MMMYHHOIO NMPOLLecCa B M€3aHrMasibHOM
NPOCTPAHCTBE pa3BUBAETCH CK/IEPO3MPOBAHMNE. B OTBET Ha BO3HMKAIOLLYIO
NPOTEMHYPUIO MOBpeEXAeHME, a 3aTeM UBPO3  MHTEPCTULMANIBHOIO
NpPOCTPaHCTBA.

OTNOXUBLUNNCA ME€3aHTNaNbHbIV U NHTEPCTULNASbHBIA MAaTPUKC MOXET
pe3opbupoBaTbCsa Noa AeUCTBUEM MPOTEOINTUYECKNX (PDEPMEHTOB:
CepuHOBbIe NpoTeasbl, MAaTPUKCHbIE MeTasIJIoNpPoTENHA3bI.



Knaccudmkanyma
rmoMmepynoHedpuTa

0 OCTPbIN - cpassepHyTol KAMHWYECKON KAPTUHOM (YUKIUYeckas (hopma)

— CO CTEPTbIMU KIMHUYECKMI NPOSIBNEHUAMY
(3chbeMepHble OMeKU U apmepuarbHas 2unepmeH3usi)

— MU30N1POBAHHbIN MOYEBON CMHOPOM

0 XPOHWYECKUWM - nsonmposanHbiii MOYEBOM CHHAPOM
(mameHmHb Il Heghpum)

— TnNepToHnYeckas gopma
— HePOTUYECKUN CUHIOPOM

— HePPOTUYECKN-TUNEPTOHNYECKAs hopma
(cmMewaHHas popma)

-remaTtypuyeckas gopma
-ombponnacTuyeckast (TepMuHarnbHas) gopma
a) haza 3aboneBaHna 6) pyHKLMOHANbLHLIN AUArHO3

0 BbICTPONPOrPECCUPYIOLLMN (nodocmpsiti)




OcTpbIl TAOMEPYAOHEPPUT

KnnHnyeckmne @opMbl OCTPOro
rnomMepysioHe®puTa:

1 Pa3zBepHyTasa ¢dopMa
1 HedpoTuyeckas dpopmMma
1 C n301mMpoBaHHbIM MOYEBbLIM CUHAPOMOM




CyOBeKTUBHBIE ITPOABACHUA

Bonn B NoOACHMYHOMN obnacTtu
CHuxeHune paboTocrnocobHOCTH
[OnoBHbIE 60U
>Kaxkaa

OAblWwkKa
CHuxeHune anypesa
OTeku

«KpacHasa Mo4ya»
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OOBbEKTUBHBIEC CUMITTOMBI

1 OTeku
1 ApTepuanbHasa rmnepreH3uns

1 [MopaxxeHne cepaeyHOo-CcoCyaAncTomn
CUCTEMBI

1 Mo4yeBOU CUHAOPOM
1 HedpoTnyeckmm cMHApoOM
1 OcTpoHedpUTNYECKNN CUHAPOM




Kanmanka XI'H (AarerTHas dpopma)

0 OTcyTcTBME 3KCTpapeHasibHbIX CMMNTOMOB (OTEKOB,
aptepunanbHon runeptoHun (Al), N3MeHeHUIN rNa3Horo
AHa).

1 WN3onpoBaHHbIM MOYEBOW CUHAPOM: NpoTenHypua o 3,5

r/CyT, MUKpOremaTypus, UMINHAPYPUS, COXPaHHas
OTHOCUTENbHAA NJIOTHOCTb MOYM.

0 OTa popMa UMeeT ANnTeNbHOe TedeHne, 4acTto
BbIABNIAETCA BO BpeMs ANCNAaHCeEpU3aunn, HepeaKo yxe
Ha cTagunn XI1H.




Hedpormaeckas dpopma

0 BbIpaXeHHble OTeKM BMJOTb A0 aHacapku, cnabocCTblo,
OTCYTCTBMEM anneTuta, obbIYHO HOpMasibHbIM A/l

0 MacCMBHas NpoTeuHypusa cBblilwe 3,5 r/cyT, umnuHapypvs,
MUKpOremaTypus

0 TFUMONpoTENHEMUS, ANCMIPOTENHEMUS, runepanbda-2 n
raMmma - rnobynmHemus

0 runepxonecrepuHemmnda B OAK: aHemunsa, ysenndyeHmnem CO3.
MOXeT OCNOXHUTbCA HEDPOTUYECKNM KPU3OM.



| nrepronnveckas popma

i

[lposBnsieTCsa CUHAPOMOM apTepuanbHOW rMNepTeH3nemn
(ronoBHbIMM 60JIAMN, FOJTIOBOKPYXXEHNEM, CHUXKEHUNEM
3peHund, neneHomn nepenq rnasamm, 6ongamm B 0b61actu
cepaua, oablWwkon, cepauedbueHmnem, nogbemom A/,
pacwupeHneM rpaHuy cepaua sneso, Ha IKI - [TDK, Ha
NTA3HOM [HEe: CYXEHNe N N3BUTOCTb apTepun «PeHoMeH
nepekpecrta uin MegHom NpoBOJSIOKN» eAUHUYHbIE
KPOBOU3TUSAHUSA)

MouyeBoun cuHapom (HebonbLasa NpoTenHypus,
MUKporemMaTtypus) ata opMa MOXET OC/TOXHUTbLCS
NeBOXenyao4ykoBon cepaevyHom HeaoCTaTOYHOCTbIO!
cepaevyHon acTMOMN, OoTeKoM nerkmx, XIMH.



l'emarypuaeckas dpopma

i

MouyeBon cMHAPOM C npeobsiagaHneM rematypmm (Mo4a
LBeTa MSCHbIX MOMOEB) MakporemaTypusd, yrnopHas
MUKpOremMaTypus, NpoOTEUHYPUS, LULMNNHAPYPUSA, HN3KAS
OTHOCUTEeNbHada NIOTHOCTbL Moun, Al HoOpManbHOE, OTEKOB
HET WM OHU HEe3HauyuTenbHbl. [eMaTypus XxapakTepHa ans
H c oTnoxxeHnem B knyboukax Ig A (6onesHb bepxe)

CMellaHHasa popMa coyeTaeT Npmu3Hakm HedpoTUYecKkoun
dopmbl n Al, BCcTpeyvaeTcsa MeHee 4eM B 10% cnyyasx.



Teuenme XI'H

1 BblaenawT MensieHHO nporpeccupytollee
(pobpokayecTBeHHOE) TeyeHune C
NPOAO/IKUTENBbHOCTbIO XU3HN B CPpeiHEM
10-15 net n 6onee HabnoaaeTcsa npu
NaTeHTHOWU, reMaTypunyeckoun u
rmnepTeH3nBHOU popMax.

1 BbiCTponporpeccupytoliee TevyeHme C
4acCTbIMWU 0BOCTpPEHNAMUN N CpenHEN
NpOAO/IKUTENBHOCTbIO XU3HN- 3-5 neT.




KNUHUKO-MOP®ONOMMYECKAA KNACCUPUKALUA
NEPBUYHOIO NTOMEPYJIOHE®PUTA

o [Onddy3Hbin reHepanu3oBaHHbIN 3KCCYAATUBHO-
nponudepaTMBHbIN

o Me3anrnonponudepatmsibin - IgA-Hedpponatua (6one3Hb
bepxe), IgG- n IgM-HedhponaTum

o MembpaHo-nponuchepaTUBHLINA (Me3aHIMOKaNUNNAPHbLIN)

o JKCTPaKaNUNNAPHbLIN (2510MepyIoHehpum ¢ nonayayHussMu)

o MembpaHo3Has HechponaTus

JlunonpHbIN Hepo3 (2s1o0mMepynoHeppum / Heghppomuyeckul
CUHOPOM € MUHUMaJIbHbIMU U3MEHEeHUsIMU)

OvaroBbIv rNOMepPyNnocknepos ((hokasnbHbIU ceaMmeHmapHbIU
2J/10Mepy1I0CKepo3/2nomepyio2uanuHo3s

o ®ubponnactuyeckum

o Pepkue BapuaHTbl — pMOPUNNAPHBLIA U UMMYHOTaAKTOUAHBLIN
rnomepynoHedpuTbl, KonnareHoBasa hubpunnapHas
rmomepynonaTtusi, TMNONPOTEUHOBAsA rMomMepynonaTus




®oKanbHbIN CerMmeHTapHbIA
rnomepynocknepos

IgM

MponudepaTMBHLIA 1
3KCYAaTUBHbINA [N-T
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rnomepynoHedqput

1gG
C3

Memb6paHo3Has HedponaTus

CxemaTtunueckoe
n3obpaxeHune

- Pa3JINYHbIX

BapuaHToOB
rnomepynoHedputa



KnetoyHas HdenosuTtsl BHekneTo4Hble CTPYKTYpbI
nponudepaums =

CxemaTuyeckoe
n3obpaxeHue
Pa3nnUyYHbIX UIMEHEHUN
~ Knyoou4KoB npu
rnomepynosecputa

KNETOYHAA NPONUPEPALINA

1. Me3aHrmannbHas
2. 3HaoTennanbHas
3. aKcTpakanunnsapHas

AENO3UTDI

4. cybanutennanbHble
5. MHTpameMbpaHO3HbIe
6. cybanpoTennanbHble
7. «<NNOTHbIE AEeNO3UTbI»
8. Me3aHrmanbHble




BapuaHThbi
COCYAUCTbIX
U3MEHEeHUN

ApTtepun

ApTtepuonsbl

A

V¢ ‘,‘}
& ,}0 ApTepvo- u
2 - apTepuonocknepos
. N
\ »~ _ [wnanunHoBble
O)f / /' [OenosunThbl
W/l
3nokavyecTBeHHas
runepTeH3us
ryc/armn
Cknepogepmus

MykoungHoe
HabyxaHue

| PUBPUHONOHLIN
HEeKpo3

TpomboTu4yeckasi
MUWKpOaHruonaTus

Hekpotusupyrowmmn
BacKynut




ONDDY3HbIN FEHEPAHI/IBOBAHHbIIZV
9KCCYOATUBHO-NPONTUOEPATUBHBLIW
[TIOMEPYJIOHE®PUT



Oundcy3HbIN reHepanmM3oBaHHbIN 3KCYAAaTUBHO-NponudepaTUBHbLIN rInomMepyrioHedpuT







KnuHuko-mopghoioauyeckue
gsapuaHmbl ernioMepyrioHegpuma

ONDDY3HbI NMPONMMPEPATVBHbBIN

(MOphonNornyecknin IKBNBarneHT OCTPOro rnomepynoHecdpuTta)

CuHoHuUMBI: — aNhhY3HbIN reHepann3oBaHHbIN SKCyaaTUBHO-NponudepaTUBHbIN
— MOCTCTPENTOKOKKOBbIN rnomepyrnoHedput

Mopdgponozus:

CM — Knyboukn bonblune, runepuennonapHble, ¢ Andgy3Hou,
rnobanbHoO Nponudepaymen Me3aHrnsa n SHA0TENnS,
Pe3KUM CYXXeHNEeM NpocBeTa KanunnsapoB 1 Kancynbl,
B NpocBeTax KanunnsapoB HeUTpocunbl

NP — rpaHynsapHble otnoxeHus IgG (pexe IgM n IgA) B mesaHrnm
N KanunnapHbIX NeTnsx

oM — 6onbwue cybanutennanbHble ANMEKTPOHHOMMOTHbIE OTMNOXEHNSA

("ropObl”, npu CM - chykcuHohunbHbIE)
N Menkue MmesaHrnanbHble W/unmn cybaHaoTennanbHble




Anddy3HbIN reHepannM3oBaHHbIN AKCyaaTUBHO-NponudgepaTUBHbLIA rIoMepyrnoHedpuT,
cyb6anuTenuanbHble Aeno3uTbl («ropobbi»)



Me3aHrnonponudepaTuBHbIV
rmoMepynoHepuT



Knunuko-mophbonoaudyeckue anomepynoHegpuma

ME3AHMMOMNPONMNGEPATUBHbLIV
[ TIOMEPYJNIOHE®PWUT (meszanauansro-nponugpepamusHbiii)

Mopdonorus:

CM - ME3aHIMoUMTOB U pacluupeHne Me3aHrmanbHOro MaTpukca
Mponudepaums
Nerkon unn ymepeHHou cTeneHn, uaMeHeHust ovarosble unu anddysHole,
OpenmMyLLeCTBEHHO CerMEHTapHbIE) napamesaHrvansHon obnacrtu

_y4acTku yTonweHns ©azanbHOW MemMOpaHbl B
No me3aHrum I1gG, IgA, IgM, C3, C4

rPaHyInApHblEe OTIOXEHUA B
SM - nponuq)epau,nﬂ Me3aHInA, SANEKTPOHHOMIOTHbLIE AENO3NTbl B ME3AHINHU

KnuHu4yeckue nposiBneHus —
_ ocTpoe Ha4vano y 1/3 6onbHbIX,

y OonbLUMHCTBA perncTpupyeTca cnyvyaiHbiM oOHapyXeHueMm
U30MMPOBAHHOTO MOYEBOTO CUHAPOMA,  4hrenuanbHON MMNepTeH3NM

MEeANEHHO NPOrpeccupyeT ¢ pasBUTUEM
1 NOYEYHOWN HEAOCTATOYHOCTU (He Yy Bcex DOMbHbIX),




Me3saHrnonponudepaTuBHbIN rIomMepyrioHedpuT



IgA He(pponaTus



OCOBbIE ®OPMbI
ME3AHIMOMNMPOITM®EPATUBHOIO
MOMEPYJIOHE®PUTA

0 bone3Hb bepxe — nepBuyHan IgA-HedpponaTtus

CuHoHumbI — nepeuyHas IgA-1gG HedponaTtus
— (poKasnbHbIN cermeHTapHbIv IgA-HepuT

Knunuyeckuu akeusaneHm — remaTypuyecknn Hedpput
NPeMMyLLLEECTBEHHO 10OPOKAYECTBEHHOMO TEYEHNS]

0 IgM-me3aHruanbHas Hejpponartus
Knunuyeckue ocobeHHOCMU — BbICOKasi YacToTa
CTEPONIOPE3NCTEHTHOIO HEPOTUYECKOTO CUHAPOMA
C NMOXMM NMPOrHO30M; reMatypus ynyyaeT NporHos.




Poxkaapubii I'H c oraokeHnem B kayooukax Ig A (IgA , IgG-
Hedponatuu, 0oae3Hb beprke)

1 Knybo4yku c oyaroBom cerMeHTapHou uimn gndpady3HoOU
nponngepaymen Me3aHrma n HapactaHmeM MaTpuKca,
6azanbHaga MembpaHa He yTonuweHa. [Npu 31eKTPOHHOW
MUKPOCKOMUU OT/I0XKEHUE AEMNO3NTOB B Me3aHrmasbHOW
obnactu.

1 3abonesaHue pa3BMBAETCH B MOJIOAOM BO3pacTe valle y
MYX4YUH, Beaywmm cmmntom rematypumd. Y 50% 60/bHbIX
OTMEeYaeTCqa peumansmpyrollas MaKkporemaTtypus,
BO3HMKAlOLWAA B NepBble AHU TNXOPaA0YHbIX
pecnupaTopHbIX 3abonesBaHnin. KnnHM4eckn Bo3BpaTHas
remaTtypus, KoTopas npoaosikaertca 2-5 Heaenb U ncyesaer.
B Moue remaTtypud, pexe npoTenHypus.

0 [porHo3 6s1aronpuUATHbLIN.




Peakue BapuaHThl IgA HechponaTum

0 IgA akcTpakanunnapHbIN rnomepynoHepur
(OlMH, pa3BuBLlIasca Ha hoHe MaKporemaTypum,
ABNAETCA OAHUM U3 NOKa3aHuu K Hechpobuoncum)

01 cuHapom 'yanacyepa ¢ NUHEUHbIMKU OTNOXeHUAMU IgA
0 lgA Hedbponatusa (unu remopparnyeckum sackynut) c ANCA

0 IgA HedpponaTusa ¢ npu3HaKamn MUKPOCKOMUYECKOro
nonuvaHrumTa unu rpalynemarosa BereHepa,
accoummnpoBaHHas ¢ |gG ANCA

0 lgA Hedhponartus, coyetarwanca ¢ MUHUManNbHbIMU
U3MEHEHMSAMU UNu ¢ guabdeTMyeckum rnomepynocKnepo3om




MembpaHo-nponudepaTMBHbLIN
rmoMepynoHedpuT

(Me3aHrno-KanunnApHbIK, NOOYNAPHLIN rnoMepynoHedpuT)



MemGpaHo-nponudepaTtMBHbIN rmomMmepynoHedpuT



Knuxuko-mopchosoauyeckue
sapuaHmsbi 21oMepynoHegppuma

MEMBPAHOMPOJIM®EPATUBHbLIN
THOMEPYNOHE®PUT

CUHOHUMbI -
—MeMbpaHO3HO-NPONMdEepPaTUBHLIA TMOMEPYNOHE®d PUT
Me3aHIMoKanUNNAPHLINA rMoMepynoHedpuT

Mopdponozuyeckas xapakmepucmuKa

HndpdysHaqa NHTepnoanyma YTonuweHue NMMyHHbIE
Me3aHraneHags t+ Me3aHIns + | rnoMepynapHom + 0ENO3UTHI
nponugepayns KanunnapHon

KRITETOR WM Md | PUKCA CIeHnkn

Mopdgponozuyeckue eapuaHmnbi:

a) o —
) no nokanusaymn TUN | ™N Il Dense Deposit Disease
NMMYHHBIX OTITOXEHWIA Me3aHrManbHble U
cybaHgoTenuankeHble MHTPaMeMbpaHO3HLIe
0) — eCKUN)
CBETOMUKPOCKOMNUYECKHE: OpocTon (Krnaccuy

nobynapHbIA
C NONyNyHUAMM (B OTAENBHEIX KNyDoYkax)




MemOpanozuno-mpoandepatusubit ['H

i

CoctaBnsget 10%-15% Bcex 'H. BcTpeuaeTcd npenmyLlecT-
BeHHO Yy 6enbix, M=>XX. Hauwe Bcero namonatnyeckumn, y
50% 60/bHbIX BbICOKOIrO TUTPA CTPENTO/IN3NHOB.
BTopunyuHbin TH BCTpeyaeTcs npu cUCTEMHbIX 3aboneBaHusx,
BUPYCHbIX renatutax, 3, abcueccax BHYTPEHHNX OPraHos,
nMM@oMax, nemkosax, capkomaose v ap.

Hauano ocTtpoe - y 20-30%; HC - y 40-50% u
6eccmMmnToMHasa npotenHypus - y 20 - 25% 60bHbIX.
OcTpoe Ha4vano ¢ 4YacTbiMM 060CTPEHNAMU - CaMbIU
HebnaronpuaTHbIM BapmnaHT; Yy 40-50% 60/1bHbIX TeyeHue B
Bmnae so3BpatHoro HC c npucoeamHeHnem L1 Ay 90%
60NbHbIX.

OyeHb peako crioHTaHHble pemuccum (5% 60/bHbIX).
[MnokoMmnnemeHtemuns (y 60%).



MEMBPAHO3HbIV
[TIOMEPYJIOHE®PUT
(MembpaHo3HaA HedponaTus)
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KnuHuko-mopghosiocuvdeckue
eapuaHmbI 2/71lo0MepyJiIoHeghpuma

MEMBPAHO3HbIVA TMMOMEPYNOHE®PUT

CUHOHUMBI: — MeMDOpaHo3Haa HedponaTns
— MembpaHo3Haa rnomepynoHedponaTus
— rnomepynoHedput ¢ cybanutennanbHbiMA Aeno3nTamun
— QKCTpamemMOpaHO3HbIN HedopuUT

Mopdronormyeckum Kputepumn

cybanuTennanbHble OTIOXEHUS + MemMmbpaHo3Has
MMMYHHbIX KOMMIEKCOB TpaHcchopmaums
MicTonornvyeckue 1) cybanuTenuanbHble A4eno3uTbl 6e3 LWnnos
cTaguu: 2) "wunbl" n "kynona”

3) Aeno3nTbl BHYTpK BasanbHon MemOpaHbl

4) Toncraa membpaHa ¢ pe3opbupoBaHHbIMU
Aenosntamu ("n3bvegeHHas monbko”, nogobHas
LUBENLIAPCKOMY CbIpy)

Mopdonornuecknin NpusHaKk akKTUBHOCTHU
— Menkue cybanuTenunanbHble 4eno3uTbl




MemOpanosuserit I'H

1 XapakTtepusyeTtcsa AP Py3HbIM YTONLWEHNEM CTEHOK
Kanunnsapos KJy60o4yKOB C X pacllensieHneM U yaBoeHUueM,
MaCCUBHbIM OT/IOXXEHMEM KOMMJIEKCOB Ha 3NuUTefinasibHOM
ctopoHe AHK.

0 Y 1/3 60nbHbIX yaaeTcs YCTAaHOBUTb CBSA3b C BUPYCOM
renatmuta B, onyxoneBbiM NMpPoOLECCOM U IeKAPCTBEHHbIM.
BoneoT Yawe MyX4uuHbl, 'H nposaBnseTcs npoTtenHypuen
NN HepoTnyecknm cuHapomoM, y 15-30% -rematypu4d,
Al.

1 Mukpockonus: knyboukn yBenndeHnbl, 6a3anbHble
MeMbpaHbl YTOJILLEHbI, CybannuTenmanbHble WMUMbI.

0 Te4dyeHue OTHOCUTENIbHO 6/1aronpuATHOE 0COBEHHO Y
XXEHLLMH, NoYeyHas HeJoCTaTOUYHOCTb Pa3BMBAETCS JIULLb Y
NOI0OBUHbI BOJTbHbIX.




JBONMOUNA NU3MEHEHUN
'BM npu membpaHo3HOMN
HechponaTumn

A. Menkue
cy6anutenuanbHble
aeno3uthbl (IgG)

B. «lUunbi»

C. «Kynona»

D. Pe3opbunss MUMMYHHbIX

Aeno3mtoB

Churg et al., 1995




JIEKAPCTBA, BbI3bIBAOWMWE
MEMBPAHO3HYIO HE®@PONATUIO

D-lMeHnumnnamuH

Taxenble meTannbl (PTYTb, OpraHU4eCcKoe 3050T0)
Kantonpun

[pobeHeunn

TpumeTaguoH

OpraHuyeckue pactBopuTenu

HecTtepouaHbie NpoTUBOBOCNANUTENbHbIE




MHOEKLMWN, ACCOLUMUPOBAHHBIE
C MEMBPAHO3HOW HE®POMATUEWN

O O O O O O O 4

Manapus

Ilenpa

CtpenToKoKkkoBas MHdeKLus

dunapunos

LLinctocomuas

IXMHOKOKKO3

[enaTuT B, XpOHUYECKUWN aKTUBHbLIW renaTuT
Cucbunuc (BpoxaeHHbIN N BTOPUYHBIN)



NIMNOUAHbIN HE®PO3

(rnomepynoHed)pUT ¢ MUHUMANbHLIMU U3MEHEHNAMM)






MuanmMaAbPHBIE U3MEHEHU S

1 Mopdonormndyecku: npu CM knybouku Bbirnagar
HOopMaJibHbIMU, NpU N® MMMYHHblEe AeN03UTbl OTCYTCTBYIOT U
TONbKO NMpun DM oTMe4YaeTca pacnjlaBIeHne OTPOCTKOB
NOoAOUNTOB N CNUSAHME HOXEK MOoAOUMTOB Kanunnsapos
kKnyb6oukoB, (BHe 060CTpeHus - HopMa).

0 3Ta Mopdonornyeckas dopma HabnwagaeTcs yale y aAeTen.
XapaKkTepeH Bblpa>XeHHbIN HePPOTUYECKNN CUHAPOM,
n3peaka npexoadauwasa Al u asotemus.

01 B Moue npoTenHypus, peako — remaTypus.

1 [pwv aTon dpopmMe Hamnbonee aPpPeKTUBHbLI
FNIOKOKOPTUKOMNAbI.

01 [porHo3s 6naronpuaTtHbin. XIMNH pa3zsuBaeTcs peako




CTpPYKTYpPHbIE N3MEHEHNS NOOOLIMTOB NMpU NUNOMAHOM Hedpo3e (cnpasa)




OyvaroBbIy rmomMmepynocknepos
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OyaroBbI# rMOMepPynocKnepos.




Knaccudpmkauma dpokanbHoro
cerMeHTapHOro rnomMepynockneposa

o [lepBuyHbIV (Mgnonatuyeckun) ®CrcC, nHoraa cemMenHbIn -

camocmosimernbHoe 3abonesaHue
- MOPHOI02UYECKUE 8aPUAHMBI: KNacCu4ecKud,
KO/171aNnMOUOHAbIU

o BWY- unu reponn-accouymmpoBaHHbin OCIC
o BropnuHbin ®CI'C - mopgonozauyeckull peHomeH

A. C ymeHbLIeHMeM b. C nepB1YHO HOpManLHOM
NoYe4YHOW Macchl No4Ye4YHON Maccou
OnuromeraHepoHus
OOHOCTOPOHHSISA areHe3mnst NOYKK CaxapHblit guabeT
[NoueyHas gucnnasms [vnepTeHauns
PedontokcHast HedpponaTus OxvpeHue
CybToTanbHas HedppakToMS Mpe- 1 sknamncms GepemeHHbIX
HepocTaTouHOCTb MOYEYHOTO LinaHoTu4eckast BpOXaEeHHas
TpaHCnanTara cepaeyHas He4oCTaTOYHOCTb

Iltobas nporpeccupytollas 6onesHb novek
Ilntnesas Hegpponatus




OCHOBHbI€ NPUYUHbI

thokanbHOro rnomMepynockneposa

MepBuyHbIN (M anonatnyeckun) ®CIrC, no HeKOTOPbLIM
XapakTepucTukam 6nuskum K nunongHomy Hedpo3sy
BropuuHbin PCIrc
Healing npeawecTsyowero o4aroBoro rinomepynspHoro
NoBpPeXAeHUs - 04aroBoro BON4aHoOYHoOro Hedhpura, IgA
HedoponaTUm UK BacKynura

3HauuTenbHasa yTparta He(hpOHOB - NOYTU NPU BCEX
BapuaHTax XpoOHU4eCcKnx 6onesHemn noyek

XpoHuyeckasa novyevyHasa Basoaunataumna - caxapHbiu anaoer
1 TMNa, cepnoBUAHO-KNETOYHAA aHEMUS, oonesHb
HaKonneHus rmukoreHa 1 Tuna, MaccuBHoe OXWUpEeHue,

TAXenasd npeaknamncus

e [lpyrve npuymnHbI
BWY- 1 reponH-accoummpoBaHHbIn (KonnancupyoLwas rnomepynonaTus —
Konnanc Knyoo4koBbIX kKanunnapos. [MnepTpodms, runepnnasusa anuTenmnanbHbIX
KNeTokK, AMCTPO(PMA KaHanbLeB, OTEK UHTEPCTULIUS.
Onyxonu., npeumvLLlecTBeHHO NUMMdOMbI utD




BEbICTPOMNPOIPECCUPYIOLLUM
FNIOMEPYNOHE®PUT

— KMUHUKO-MOPONOrNYecKniA CUHOPOM,
BapWaHT TEYEHNS Pa3NMYHbIX rIIOMepPYoHEPUTOB
C ObICTPbIM Pa3BUTUEM MOYEYHOW HELOCTATOYHOCTM




Kak anarHoctupoBaTb
bbicTponporpeccupyownn rnomepynoHedput ?

ana YTBEPXOEHUA O HAIWYUWA BIMrH
HEOBXOOWMbl U OOCTATOYHbI:

0 KnuHuyeckue npu3aHaku rnomepynoHedpura
(rnomepynspHasa rematypus, NPOTEMHYPUA)

0 bbicTpoe oT Hayana 6onesHu (Yepes Heapenu, 2-3 mec.)
pa3BuTUE NOYEYHON HEAOCTAaTOYHOCTYU U e
eCTeCTBEeHHOe nporpeccupyollee TeyeHue

0 Mopdonornyeckun aKBMBaneHT (NOAYNyHUSA
uunu Hekpo3bl B 20-50% kny6o4KkoB)



Knurnuko-Mmopgbonoaudyeckue
gapuaHmsbl anomMepynoHeppuma

9KCTPAKANMUNNAPHLIA TMOMEPYNOHE®PUT

CUHOHUMDbI: —
[noMepynoHed puT ¢ NoNynyHUAMU
BbICTPONPOrpeccUpyroW i rnomMmepynoHepuT
NofoCTPbIN HEDPUT

KnuHuyecKiiil aketieaneHm

BbICTPONPOrPeCcCUpYOWMN HeppPUT —
CHUXEHMUe KnyboukoBon punbTpauyum

L T 8 ﬂﬂQlﬂ
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Mopdponozus:

CM -
—3HA0- U IKCTpakanunnapHas nponugepayma
HEeKpo3, akcyaauus, nonynyHua
BasanbHble MemMbpaHbl MU3MEHEHbI HEYacTO
Nno -
—NUHENHbIE UM/ TPaHYNAPHbIE OTNOXeHUA 196G, IgM, KoMnnemMeHTa

YacTO OTNOXEHUN HE HaXOoAAT
KnuHu4deckoe meyeHue —

nporpeccupyrollee, ¢ neTanbHbiM MCXO40M Yepes
HEeCKOJNbKO MecaleB Unu 2—3 roga oT Hadana 6ones3Hu




AaboOpaTOPHO-UHCTPYMEHTAABHAA
armaraocTuka 1’ H

1 KpoBb: nenmkouuntos, yesennyeHune CO3,
rmnepdpmnbpnHoreHeMuns, rMNONpoTeENHeMus,
ancriporemHemud, runep anbdal, anbda2, ramma-
rnobynmHemund. YsenmyeHne ypoBHSa KpeaTUHUHA.

01 Mou4a: HU3KUWN yaenbHbIN BEC, MPOTENHYpPU4,
nenkounTypus, rematypus, UMnnMHapypus.

1 [poba Pebepra-TapeeBa: yMeHblLUEHUE
KITy604KOBOW punbTpaunum n KaHallbLEBOW
peabcopbuumn.



AaboOpaTOPHO-UHCTPYMEHTAABHAA

armaraocTuka 1’ H

i
i

[lpo6a HeunnopeHko: remaTtypus, UMInMHApypus.

[Mpo6a 3MMHULKOro: rmrnocTeHypud, N30CTeHypus.
HUKTYypus.

PaanonsoTonHasa peHorpadpua - CMMMeTpU4YHoe
CHMXXeHne MdUbTPaLUMOHHOW U BblAENNTENbHON
MYHKUMN MOoYeK.

JKCKpeTopHad yporpadpus - CUMMeTpu4Hoe
YMeHblUeHne GnnbTpaunoHHON OYHKLUN NoYeK.

Buoncusa noyek: Mopdosiormyeckme BapmaHThl
Nopa>eHUs MoYyex.



[loka3zauusgd K OMOIICUHU ITOYKU

0 HedpoTnyeckuin cMHAPOM Yy B3POC/bIX

1 OcCTpbI HEPPUTUYECKUNN CUHAPOM
(3aTAHYBLUMUNCHA, PELMANBUPYIOLLNN NN C
HapyLleHneM noYyeyHbIX QYHKLUNN)

1 Peungmsupytrowas MmakporemaTtypus B
OTCYTCTBME YPO/IOrMYECKOMN NaToJSIornu

1 beicTponporpeccupyrowmm A
1 HemsBecTHad noyeyHad HEeaAOCTATOYHOCTb



Oormme npuaIUnsl Aegexans ['H

1 PeXxum
0 [AwneTa
1 MeanMkKkaMeHTO3Hasa Tepanus:
1 CuMnTOMaTMn4yeckas
1 llaToreHeTndyeckad

0 Acxoabl
Bbi3gopoBneHue
[lepexo B XpOHUYECKY0 (hopMy
JleTanbHbIN Ucxon
Bbi3aopoBfieHne ¢ aedeKToM

O OO O .3




Oomme npuaUnsl Aegeans ['H

1 N36eratb nepeoxnaxaneHunsd, ypeaMmepHo
dn3n4yeckoro HanpsaxXxeHumda,
NCUXO03MOLMOHAJIbHOIo CTpecca.

1 3anpewiaeTcs paboTta B HOYHOE BpeMH,
ropssunx U XosI0AHbIX NOMELLEHUAX, HE
DEKOMEHAYIOTCH KOMaHANPOBKMU,
neperpeBaHust, 3arap.




Oomme npuaUnsl Aegeans ['H

[lneTa

[

[

OCHOBHOW MPUHLUUMN ANETOTEPANUN: OrpaHUYeHne
NOBAPEHHOW CONMUN U XNAKOCTU NPU AOCTAaTOYHOM Kasiopaxe
n coaep>xaHMeMm BUTaMUHOB.

Llenecoobpa3Ho 6e3HaTpmeBas ameTa: pucosasl, PpyKToBO-
pucosas, @pyKToBO-0BOLWHAA, KapTodenbHad,
KapTodenbHO-96/104HbIN XXNPOBOW CTOJI.

PekoMeHAayeTCs TaK »Xe MOJSIoYHO-pacTuTenbHasa AuneTa,
coaepxaHue 6enka B CYyTOYHOM paLMOHE OrpaHUYMNBAETCS
no 0,5-0,6 r Ha kr Macchl Tena.

O6bwmnin cton + 2 rp. NoBapeHHOW Conu.



Oomme npuaUnsl Aegeans ['H

OO0 OO O

0 CuMnTOMaTU4yeckas Tepanus.
AHTUIMNEPTEH3NBHbIE NMpenapaThl
Mo4yeroHHble npenaparThbl
AHTUONOTUKN

0 lMaToreHeTu4yeckas Tepanus
NMpeaHN300H

LinTocTtatukm: unknodocdaH, umknocrnopmH A (HedpoToKCUYHOCTb, AlN),
ModeTnna MmmkodeHonaT (ToWwHOTa, pBOTa, ANapes, JIenKoneHus),
TaKpOJSIMMYC-NHIMBUTOP KanbuMmmnHenpmHa (HepoTOKCUYHOCTb, Al,
NOBbILLEHMNE KafIusl, MOYEBOW KUCIOTbI)

AHTMarperaHTbl

AHTUKOAQrynsHTbI

B nepuoa peabunutaumm caHaTOpHO —KYPOPTHOE JsieyeHue
OC/10>)KHEeHHUSA NaToreHeTn4YecKon repanmu

MpeaHunsonoH:cnHapom MueHko-KywmnHra. AcenTuyecknii HeEKpo3 rosioBKU
6beapeHHOM UK NNeYeBON KOCTU, CTeponaHbin AnabeT, 93Bbl MU 3PO3UN
Xenyaka.

LIMTOCTaTUKKM: arpaHy1ouMTo3, reMopparM4yeckmi UMCTuUT, anoneums,
HEeLOCTAaTOYHOCTb roHaa, UHdeKumns, TepaToreHHbIn 3 eKT.

LinknocnopuHoBas Hedponatus
JKCTpakopropasibHble MeToAbl iedeHunsa (nnasmadepes n remocopbums)
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