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*OnpepeneHune

*CuHOpom [Nydnacyepa (reMopparMyeckuii NEro4YHO-NMOYEYHBIA CUHAPOM)
penkoe 3abornesaHune, B OCHOBE KOTOPOro MeXWUT ayTOMMMYHHas peakuusi C
BLIPABOTKOM ayToaHTUTEN rnaBHbIM o06pasomM K 6GasanbHbIM MembpaHam
KanunnspoB KNy604YKoB NOYEK U anbBeorn Nerkmx

* KnuHnyeckm nposiBnsieTcs cMMMTOMaMu ObICTPONPOrPECCUPYIOLLETO
rmomepyrnoHedpuTa 1 remopparmyeckoro nyrnbMOHUTa B COMETAHUN C NErOYHbIM
KPOBOTEYEHNEM (KPOBOXapKaHbEM)

* 3abonesaHue BNepBble ONUCaHO rappapackvm natonorom 3. lyanac4epom B 1919
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*3nupgemnonorn

ki PacnpocTtpaHeHHOCTb ;3L6oneBaHm'-|
— 0,5 Ha 1 MJTH HaceneHu4d

*K 1984 r. B MMpoBOI nuTepaType
onMcaHo 280 criyyaes, B
OTeYeCTBEHHOM 21 crny4anm 93TOro

Heayra (y 8 XeHWWH N 13 MY>X4YKH)
(KO.M. MocToBou 1 coaBnrT.)

* 3aboneBaloT Yalle My>X4UHbI B

Bo3pacTe 20-30 neT (3aunkcnpoBaHo
3aboneBaHune 1 B bonee paHHEM
BO3pacTte — 16 ner)
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* [lo HaCTOSALLEro BpEMEHW He U3BECTHA

*TMpennonaraeTcs reHeTUYecKas
npeapacnonoXeHHOCTb, MapKep — Hanuuue
HLA-DRW?2

* CBsA3b ¢ 6akTepranbHLIMU M BUPYCHBIMM
NHJeKUNamMun
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*NMaToreHe

. OgOBHaH Teopusi natoreHesa — ayToMMMyHHas

* OTnonormyeckme akTopbl — aHTUreHHasi TpaHcdopmauusa 6Ga3anbHbIX
MeMOpaH IerovHbiX arnbBeosT U MNOoYeyvHbIX Knybo4ykoB, NMOO BbipaboTka
AHTUTEN&T K HEeWU3MEHEHHbIM CTPYKTYPHbIM 3fieMeHTaM (aHTUreHbl)
GazanbHbIX MeMOpaH JerovyHblX anbBeosl U Mo4Yek B pesyrbraTe cpbliBa
TONEePaHTHOCTU UMMYHHOW CUCTEMDI

“Mpn BupycHoWn, 6GakTepuanbHOM WHMEKLMM BO3MOXHO Hanmyme OobLmX
aHTUreHoB Kak B ©0asanbHblX MeMbpaHax Krnybo4ykoBbIX W JIErQ
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*NaToreHe

*I‘Ipop,yu,mpyeMbB ayToaHTMTENa CBA3bIBAKOTCA C

aHTUreHom membpaH B npucyTcTBum C3-komMmnremeHTa
C nocrnegywwum  pasBuTUEM  BOCMHANUTESNBbHOMO
npouecca, MMMYHHblE KOMMSIEKCbl OTKNaAdblBalOTCS
BOoNb ©OasanbHblX MeMbpaH kanunnspoB - —
rmomepysrioHepuT, anbBeOsNIUT

* OCHOBHble  KNETKM WMMYHHOTO BoOcnaneHus: T-
NNMAOLUTBI, MOHOLMTHI, 9HAOTENUNOLMUTHI,

nonMMopgHoOAOEPHbIE  NENKOUNUTLI, anbBeOosIpHbIe
Makpodaru

* BONbLUYI0 POfib B Pas3BUTUM MMMYHHOMO BOCManeHus
UrpaloT  MeTabonuTbl  apaxuaoHOBOW  KUCNOTHI,
cBOOOOHbIE paduKanbl KMCropoaa, NpoTeonMTUYeckue
dbepMeHTbIl, aare3avBHbIE MONEKYIbI




*MaTomopdronor

ﬂpemmymeCTBeHWﬁlopameHme MUKPOLIMPKYNATOPHOro pycna no4vek u
NEerkux;

B nerkux KapTuHa BEeHYIINTOB, apTepuornntoB, Kanummnapmutos C
BblPpaXX€HHbIMU ABJNNEHNAMU AECTPYKUNN U rlponmcpepau,vm;

[MopakeHne KanunnsipoB  MPEVMMYLLECTBEHHO B  MeXallbBEONsSPHbIX
neperopokax, pasBMBaeTcs afibBeOsIUT C reMopparm4ecknum aKkccyaaTom B
anbBeonax;

[MopaxeHne noYeKk XapakTepusyeTcs pasBUTUEM IKCTpaKanuinisaspHoro
nponudepaTuBHOro rnomepyrnoHedpuTa Cc nocrneayoLmnm
dopmupoBaHmeM rvanvHo3a W ubposa, YTO NPUBOAMT K PasBUTUIO
NMOYEYHOW HEAOCTATOYHOCTY;




*KnuHunyeckas
*B Ka(p:TMHa cryyaes  3aboresaHue

pa3BuBaeTcs BHe3anHo rnocrie OPBU, npoasnsetcsa
cMMnTOMamMu nopaxeHus Nerkux:
KPOBOXapKaHMEM WIIN JIEFOYHbIM KPOBOTEYEHUEM,
OAbILLKOW, KaLunem, 605bto B rpyaHOW KIeTKe;

* O6Lwas cnabocTb, NOBbILLEHHAs Temnepartypa,
NoxyaeHue;

*Heckonbko MO3Ke OTMeYalTCs CUMMATOMbI
MOpaXeHUsA MNoYeK: MUKPO- M Makporemartypus,
NPOTENHYPUS, LUNMHOPYPUS, BLICTPO HapacTatT
NPU3HaKM MOYEeYHOW HegoCTaTOYHOCTM Ha (poHe
ONIUTYpPUN N JaxKe aHypuu;

* OAVH 13 OCHOBHbIX NPU3HAKOB — BO3HVKHOBEHME
YK€ B paHHUe CPOKM 3aboneBaHns Npu3HaKkoB
XenesogedununTHON aHeMuu (BcrneacTeune :
4aCcToro KpoBOXapkaHUs U remopparnn B NerovHble —

I~ s 1)




*O6BbeKTUBHbIN

% Wyesxaﬂ GrnenHoOCTb KOXHbIX NOKPOBOB 6€3 NpM3HaKoB LINaHO33;

*Mpy NepKyccumn NeroYHbIN 3BYK HE U3MEHEH, MOXET ONpeaensaTbC YKOpoYeHme
NEPKYTOPHOro 3ByKa Hag OOLLMPHBIMU o4aramMm NEroYHbIX KPOBOUINUSHWUI;

* Mynbc YacTblil, 06LIYHO MaNOro HaMoMHEHUs!, MArKUIA, apTepuaribHoe AaBleHne y
OonbLUMHCTBA B Npeaenax HopMbl;

*TleyeHb W ceneseHka He NanbNUPYIOTCH, OYEHb PEAKO — remopparMyeckue

N3MEHEHUS KOXW U CNU3UCTbIX ODoroYek, renatomeranvs, NpU3HaKkM cepaedHoMn
NeKoMneHcaLunmn, nepukapauThbi;

“Tpn ayckynsTauum B MErkUx BLICAYLUMBAKOTCA CyXMe M BriakHbie (0COBEHHO B
nepuog Nero4yHoro KpOBOTeLI‘eHVI?-I) XpUnbl Ha




* NabopaTopHble U MHCTPYMEHTaNbHbIEe
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* YMepeHHbIli NeNKOLMTO3 YKe Ha pMﬁm%M MMH;

* CO93 06bIYHO 3HAYUTENBHO MOBLILLEHA M OCTUraeT 50-70 MM/Y;

& [Mpn HOpmManbHOM PE3NUCTEHTHOCTU JPUTPOLUTOB CPOK WX XKU3HU
CYLLIECTBEHHO COKpaLlaeTca (B TAXKenNbIX cryyaax oo 5-12 aHen);

*Tpn BUOXMMUYECKOM MCCEedOBaHUM KPOBU HEPEAKO CHUMKEeHUe
coaepXaHUsi CbIBOPOTOYHOTIO Xenesa Ao 10 Mmonb/n;

* Mpo6a Ha C-peakTUBHbIN BENoK NONoXUTEeNbHas

* B Moue yXX€ B paHHUMA nepuog 6ones3Hn BbISBAAKOT 6ernok — ot
cnegoB ao 10 r/nm;

* B ocagke, kak MNpaBuno, OBHApYXVWBAIOT 3PUTPOLMUTHI, pexe —
NenKoUuUTbI, 3ePHUCTLIE N SPUTPOLIUTAPHbIE LIUMNHAPSI;

* B MOKpOTe BbISIBNSAOT cuaepodar, reMocuaepmH.

*Tpn peHTreHorpadum nerkmx — AucdysHbIe ABYCTOPOHHME
ob6rakoBuaHble 3aTeMHEeHUs!, NPENMYLLECTBEHHO B HWXHUX O0MSAX
UAn  MNPUKOPHEBOW W  CPEAVHHOM  fokanusauuu, umetrowue
NPexoasiLLnm.
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Gross hematuria means blood

ﬁ can be seen in the urine.

Microscopic hematuria means blood can be
seen only with a microscope.




Ly 'uctonornyeckoe u MUMMYHOJIOrm4eckoe
nccriegoBaHme bnonTtaTtoB
XapakTepHble ansg cuHgpoma ['ygnacdepa npusHaku:

®* Hanuune MopdoSiIorMyecknx nPU3HaAKoOB rriomMepyrioHedpuTa
(Yalle aSKCTpakanunmnapHoro), reMmopparm4yeckoro aribBeosiuTa,
remocuaeposa n HTepcTuumanbHoro ondposa;

® BbidBIieHue I/IMMyHOCbJ'II-OOpeCLI,eHTHbIM METOOOM JINHEeNHbIX

OTNIOXeHuM IgG n C3-KOMNOHEeHTa KOMMNJieMeHTa Ha 6asanbHbIX
MeMOpaHax NeroYHbIX anbBeOon U NoYeYHbIX KIybo4KoB.
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o S Normal Anti-GBM crescentic
WY glomerulus glomerulonephritis
v 2 — Red blood cells in the
B

urine caused by
rupture of glomerular
capillaries

Abnormal crescent-
shaped accumulation of
cells in the urine
surrounding a glomerulus
(a crescent)

The bright green color
shows the location of
anti-GBM antibodies
bound to the GBM of
capillaries in a glomerulus
from a patient with anti-
GBM disease (by
immunofluorescence
microscopy)




* AnarHocTUYEeCKMe KpUTepun

Mpn nocrtaHoBKe JAumarHo3a cuHgpoma [yanacdepa  LenecooGpasHo
MoNb30BaTbCA CreayLWLMMN KpUTEPUAMNA:

*1. CoyeTaHMe Nero4yHou NaToNorMm U NaTonorMm noyek, T.e. KPOBOXapKaHbS

(Hepeaoko  nero4yHoro - KPOBOTEYEHMH),  OObILLKMK N CMMNTOMATUKMN
rmomepynoHedgpura.

*2. HeyknoHHO nporpeccupyrollee TevyeHue 3aboneBaHuMs C pasBUTUEM
AbIXaTeNbHOM N MOYEYHOU HEJOCTAaTOYHOCTMN.

*3. PasBuTue xenesoneduLMUTHON aHEMUW.

%4. BoisiBneHne npu PEHTIEHOJTIONM4YECKOM nccrnegoBaHMn nerknx

@»«ecmeﬂnblx ABYCTOPOHHUX O06sfTaKoBUAHbIX MH(UNLTPATOB Ha (poHe
YyaTown gedopmaumn NIErOYHOro PUCYHKa.

@6Hapy>|<eHme B KPOBN BbLICOKMX TUTPOB LUPKYIIUPYHOLLUX aHTUTEN K
3aNbHOU MeMbpaHe MNoYeYHbIX KIybo4yKoB 1 anbBeor.

*6. OBHapyXeHNe NMMHENHbIX Aeno3nToB IgG n C3-KOMMNOHEHTa KOMMNIIEMEeHTa
Ha 6asarnbHbIX MEMDOpaHax Kanunnsapos Knybo4ykoB 1 anbLBeon.

*7. OTCcyTCTBUE APYIMX CUCTEMHBIX (KPOME NIErOYHbIX 1 MOYeYHbIX) NPOSIBNEHMIA.



* OncbdbepeHumManbHbIN ANarHo3

*CuHppom [yonacyepa npuxoanTcsa
andpdepeHumpoBatb € pssigoMm  3aboneBaHun,
NMPOABNAIOLWNXCA KPOBOXapPKaHbLEM UMK JNIeroYHbIM
KpoBOTeYEeHuneMm.

*Heobxoamnmo MCKIH0YaTb OHKOMornyeckme
3aboneBaHna OpPOHXOB W nerknx, Tybepkynes,
abcuecchl nerkmx, 6poHxo0aKTa3sbl, 6bonesHn cepaua u
cocyaoB (nNpuBoOAsiLLIME K 3aCTOK0 U TMNEPTEH3UM B




*NeyeHue

*KopTukocTepounabil B Oonbwux  pgosax
(npegHn3onoH oo 100 mr/cyT) B cCoOYeTaHum C
LHMTOCTaTUYECKMMU npenapaTtamu (asaTuUonpuH
no 150—200 mr/cyT) Npu yCroBMn paHO HavaToro
nevyeHnsa MoryT samMeanuTb NporpeccupoBaHume.

*OnucaHo ycneLuHoe npuMeHeHue nnasmadepesa

B COYETAHMM C  MMMYHOCYMNpPecCUBHOM
Tepanuen.

*NmetoTcs eVHUYHbIE cooBLLEHNS 0
BbI3OOPOBMNEHUN  BOMbHBIX  MOCRe  feyeHus,
aHTMBMOTMKAMKN, MPUMEHEHWUsI  remMoavanuaa

(Lockwood et al., 1975; Fischman, 1976; Misiani et al.,
1978).
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*TUNNYHBIN BapuUaHT TEYEHUs XapakTepusyetcsi ObICTPbIM
nporpeccupoBaHmemMm 3aboneBaHusi C¢ npeobnagaHnem B
KITMHNYECKOW KapTUHE NEro4YHOMN NN NOYEYHON CUMNTOMATUKN.

*B KOpOTKMIA CPOK MaTONOrMs 3aBepLUAETCs NieTarnbHbIM MCXOA0M B

pesyrnbrarte pa3BUTUA Nno4ye4yHoM HeOOCTAaTOYHOCTU WUNN
JIero4yHoro KpoBoTte4eHwusl.

*CpenHsis NPOAOMKUTENBHOCTb XU3HU cocTaBnsieT 11-12 Mec.

*Pex(e 3aboneBaHne oOTNMYaeTcs OTHOCUTENBbHO MeOSIEHHbIM

MPOrpeccMpoBaHNEM JErovHbIX W3MEHEHWUA U  MPU3HAKOB
NopakeHNs NoYex.

*MHoraa oTMeYaroTCs CNOHTaHHbIE PEMUCCUM.

*Mpn  CBOEBPEMEHHO  HA4yaTOM  MEYEeHWM  NPOUCXOOMT

cTabunusaumns yHKLMM MOYEK, CHUXKAETCA TUTP aHTUTen K
GasanbHo MeMbpaHe KnyOO4KOB, YTO MO3BOMSIET MEPENTU Ha
ANUTENbHYI NOAAEPKUBAIOLLIYIO Tepanuio Lknodocdammnaom B
COMEeTaHUW C NPeagHU30NIOHOM B HEBLICOKMX [o3ax [Ao
NPOBeAEHNSA NporpamMMHOro remoananmaa.

*Mo paHHbIM D. Jayne (2001), y 6OMbHbIX YAaBanoCh COXPaHATH
cpyHKUMIO NoYek B TeueHne 12 net 6e3 3aMecTUTENbHON Tepanum
NporpamMmHbIM reMoaManm3om.

*TeueHue
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«jenb meduuyuHsbl — delicmeaue, a He oxudaHue. OnacHocmb
owubumbcsi 8 duacHo3e ecea20a eesiuKa, HO ewé oracHee
pUcKoeamb XU3HbIO 60/IbHO20, OcCMmasue e20 6e3 sie4yeHusi».

*Knod BepHap

*Cnacnb6o 3a
BHMMaHMe!




