[ momepyimonepput

KIIMHUKO=MOP(OJIOTrNUYECKUE BapHUaHTHI,
ni(epeHIMpOoBaHHAS TEpaIus



ONATHOCTUKA ITTTIOMEPYINIOHE®PUTA

TepaneBTUYECKUN YPOBEHDb

e Bpay-TepaneBT (Bpad obLen nNpakTmKn)

e obGcnegoBaHue B TepaneBTn4eCKoOM oTaerieHnn

CneunanunsnpoBaHHbIU YPOBEHb

e obcneposaHne B HEGPONOrM4YECKOM OTAENEHNN
(Mopdronornyeckas sepmudukaums)

BbicokocneunanuanpoBaHHbIN
(uccnepoBaTenbCKUU) YPOBEHb

e obcnepoBaHve B HeOPONOrM4YECKOM OTAENEHNN C BbIMNONTHEHNEM
MaKCUMarbHO BO3MOXHOIO KOMMJSieKca nccnegoBaHunii

e OONbLUON KITMHNYECKUW OMNbIT CNeymnannucToB



TepaneBTUYECKUN YPOBEHD
OUArHOCTUKU U JICUCHUS
rIoMepynoHepprTa



TEPAMNEBTUYECKWM NOoAxXoa K AUATrHO3Y
FMMOMEPYNOHE®PUTA

(rmomepyrnoHedponaTuKk, rmomMmepynonaTun)

.
KITIMHNYECKWE CUMINTOMbI, ONPEOENAKLUAE TTIOMEPYITOHE®PUT

FrEMAT VE.F! NMPOTEUHYPUA OTEIlM
APTEPUAINBbHAA ‘ CHUXXEHUE
FTMMNEPTEH3WA KNYBOYKOBOW !

Il
HAITUMYNE UTTN OTCYTCTRUE—SKCTHRPARERAHBHBIX" CUMITTOMOB

FMOMEPYNOHE®PUT / \

NEPBUYHBLIN BTOPUYHbIN
(nguonaTn4yeckKni) CUCTEMHbIE 3aboneBaHng,




lll. COBOKYMNMHOCTb KINTMHUYECKUX NMPOABIEHUN
U OLUEHKA UX OUHAMUKHA
(knnHMyeckaa knaccudpukauumsa rnomepynoHedpuTa)

e OCTPbIW - ¢ passepHyToii KNMHUYECKON KapTUHON (LUKTUYECKas chopma)

— CO CTEPTbIMU KITMHNYECKUMM NPOSBIIEHNAMMU
(aghemepHblie omeKu U apmepuaribHas 2urnepmeH3usl)

— U30NMUpOBaHHbLIN MOYEBOWN CUHAOPOM

e XPOHUYECKWUU — N30NNPOBaHHbI MOYEBOW CUHOPOM
(nameHMHbIU Heghpum)

— rmnepToHnveckaa popma
— HEPPOTUYECKNN CUHOPOM

— HepoTUYECKN-TUNEPTOHNYECKAsA doopma
(cmewaHHasi gpopma)

a) ¢paza 3aboneBaHmna 6) PyHKUMOHANbHbLIA AUArHO3

e BbICTPOMPOINPECCUPYROLUUU (nodocmpsiti)



NMOCNEACTBUA PA3HbIX YPOBHEW
OAWATHOCTUKU TTIOMEPYINIOHE®PUTA

TepaneBTU4YECKUM Ownobkn guarHosa
ypoBeHb B 30 - 70% cnyuaesB

ToNbKO cuMnTOMaTn4yeckoe

ne4yeHue
Cneunannu3npoBaHHbIN fIcHbIM AnarHos
YPOBEHb

JleyeHne no npuHUMNam

«AoKasaTesibHOU» MeauLUUHbI
Bbicokocneuunanmsu- He Bceraa sicHbI AnarHos
poOBaHHbLIN YPOBEHb 5
(uccnepoBaTenbLCKUi) WHanvBuayanbHeIM noaxon

K Tepanuu




MKbB-9, BO3, Xeneesa, 1975
KIACC X — BOJNNIE3H/ MOYEMONOBOUN CUCTEMbI

HE®PUT, HE®POTUYECKUN CUHOPOM U HE®POS3 (580-589)

® 580 OcTpbin rmomepynoHedpuUT
.0 Twuna nponudepaTMBHOIO rMoMepynoHedpuTa
4 Twuna BbICTPO NPOrpecCUpyYOLEro rnoMepynoHedpuTa

®581 HedpoTnueckun cUHAPOM

.0 C nponudepaTUBHLIM rMOMePYNOHEPPUTOM

1 C MeMBpaHO3HbIM rMOMEPYNOHEDPUTOM

.2 C MeMBpaHO3HO-NponudepaTUBHLIM MMOMERYNOHED PUTOM
.3 C rmoMepynoHedpuToM ¢ MUHUMarbHbIMA U3MEHEHWUAMMN

.8 C ApYyruM yTOUYHEHHBLIM

_ NOpakeHUeM Moyek
®582 XpoHu4eckuu rnomepynoHecdpur

.0 Tuna nponndepaTMBHOro rmoMepynoHedpnTa

1 Trna MmembpaHo3HOro rmomMepynoHedpuTa

.2 Tvna MembpaHO3HO-NponugepaTUBHOIO rnoMepynoHedpuTa
4 Twuna BbICTPO NPOrpeccUpyoOLEro rmoMepynoHedpuTa

5 C ApYrvM YTOYHEHHBIM NOPaXKEHNEM MOYEK



MKB-10, BO3, XKeHeea, 1992.

KINTACC XIV - Bone3Hn MmoyenonoBou cCUCTeMbl
(N 00 - N 99)

- N 00
- N 01
- N 02
- N 03
- N 04
- N 05
- N 06

MOMEPYINAPHbBIE BONE3HU (N 00 - N 08)

OcTpbin HechpUTUHECKUU CUHOPOM

BbICTPO Nnporpeccupyrownm He(ppMTU4HECKUU CUHOPOM
Peuungnsupyrowiana n ycronumBas rematypus
XpoHn4yeckum HeppnUTUYECKNN CUHOPOM
HedpoTtnyeckum cuHgpom

Hedputnyeckmm cmHopom HeyTOYHEHHbIN
U3onupoBaHHas NpoTenMHypus ¢ YTOYHEHHbIM

MopdONoru4ecKkum nopaxeHmem

- N 07

HacnepctBeHHast HedpponaTus, He

KnaccudmumpoBaHHas B Apyrux pyopukax

* N 08* FmomepynsipHble nopaxeHus npu 6ones3HsAX,
KrnaccucdpumumpoBaHHbIX B APYrMX pyopukax



OCHOBHbIE KTMHWYECKUE NMPOABNEHUA
MOMEPYNOHE®PONMATUN

U3onmnpoBaHHbIM MOYE€BOUN CUHOPOM
(npoTenHypusa n/unm rematypus)

HedpoTnyeckum cuHgpom
OcTpbin He(hpUTUYECKUN CUHOPOM

BbicTponporpeccupyrowmm
HedbpUTUYECKUN CUHOPOM



Haubomnee yacthie OMIMOKM JUArHOCTUKH TJIOMEPYJIOHE(PpUTa Ha
TE€PANEBTUYECKOM 3Tare

e CBOeBpeMeHHO He pacrno3HaeTcs bbICTpoNpPoOrpeccUpyroLLnn
rmomepynoHedpuT (moumu eceada)

e [MNepamnarHoCTMKa OCTPOro rrnomepyrioHedpuTa

e He pacno3HaeTcsa npuynHa BTOPUYHOro rinomepyrnoHedpuTta
(BackynuTtbl, onyxonu, nekapctea, nHdekumn, CKB n gpyrue)

e [unepgmarHocTUKa O0OOCTPEHUSA XPOHUYECKOro
rmomepynoHedpurta

e [rNnomepynoHedpuTUYEeCKne Mackm ammnonaosa, NoNMKNCTo3a,
MWEenoMbl, UHTepPCTULUaribHOro Hedpputa n apyrmx
HechponaTum n 6onesHen MoYeBbLIBOASALLMUX NYTEU

e [wvnepanarHocTuka nnenoHecdpputTa Nnpu SIBHOM HanNN4nu
HedppuUTUYECKOro cuHapoma



NEYEHUE BOJIbHbIX NMOMEPYNNOHE®PUTOM
(ponb TepaneBTa)

. Pexxkum

OXpaHeHne OT UHAEKLNN

caHauunsa o4yaroB MHMEKL MK

orpaHn4YeHne NpUBUBOK

NCKINOYEHMe SKCTpemMasribHOU on3nyeckon Harpyskm
OTKa3 OT KypeHuns

orpaHunyeHus, cesasaHHble ¢ Al, otekamn n XI'NH
coxXpaHeHune couunarnbHOM akTUBHOCTM



[TaryOHOE BIMSIHUE KYpEHHS
Ha OpraHu3M -

CTtumynsauusa KapumHoreHesa Pred
YBenu4yeHue pucka cep.qeqHo-cocy.qwCTblf("*"f%?'-’i
3aboneBaHuun
YyalweHune u yTaxeneHue nerodyHbix 3abonesaHun

MovyeyHble nposBNeHuUs

N3meHeHnsa noye4yHOU reMOANHAMMUKMU,
cnocoOCTByHOLEE YCKOPEHUIO NMpOorpeccnpoBaHus
XpPOHMYeCKux HechponaTumn

CHunxeHue BbIXKMBAeMOCTU OOSIbHbIX, MONy4YaroLmnX
rieyeHne nNporpaMMHbIM AUariu3om



Bausinve KypeHusl Ha MOYKHU

e OcTpbin 3hdeKT KypeHnss Ha opraHmM3M obycnoBfieH NPSMbIM
NENCTBUEM HUKOTUHA N NPOSBNSETCS YCUIIEHNEM CUMMATUYECKON
aKTUBHOCTU (B T.4Y. NOBbILLEHNEM YPOBHS KaTEXO/ITAMUHOB B KPOBW)

e Obwme cMMNTOMBI

e nosblilweHne AL (AA__[o 21 MM pT. CT.), Taxmkapaus

cucr

e lI3MeHeHusa noyeyHou remoamHaMukm (cy)keHne addepeHTHOU
apTepuonbl, 3almiuatoLee knyboyek ot oCTporo 1 AaBNeHUs)
NOBbILUEHNE COMPOTUBIEHNS NoYveYHblX cocyaos (+ 11%)

CHUXeHue KnyboukoBon punbtpaumm (—15%)

CHWXEHue punbTpaumoHHon dpakumm (—18%)

npu 3aboneBaHMaX NOYEK Ba30OKOHCTPUKLMNS ANNATUPOBAHHOM
addepeHTHOM apTEPMOSIbl OKa3bIBAaETCSA HEAOCTAaTOYHOM, BO3HUKAET
NHTparnoMepynisipHas rMnepTeH3ns

e [OYeYHble U3MEeHEeHNS npeaoTepallaoTca 6eTa-agpeHobnokaTopamm



NEYEHUE BOIJIbHbIX TNOMEPYINOHE®PPUTOM

(ponb TepaneBTa)

2. lneTta

e cBOOOAHBLIN NpUeM BoAabl (MPU OTCYTCTBUM OTEKOB)
e orpaHudeHue HaTtpua npu Al n otekax

e orpaHuyeHue 6enka oo 0,6—0,8 r/kr/cyT

® AHTUNMUNNOEMUYECKUN XapaKTep

® alKkoronb +/—



NEYEHUE BOIJIbHbIX TNOMEPYINOHE®PPUTOM

(ponb TepaneBTa)

. HeoTnoxHaa Tepanuna oCrnoXxHeHUu

N MHTEPKYPPEHTHbIX O0ne3Heun

. CumnTomaTmnyeckas NnekKapCcTtBeHHasA Tepanus

dHTUTNNepTeEH3NBHaAA

NPOTUBOOTEYHAA

dHTUNPOTEUHYPUNHECKAA

aHTuruneprnnnmgeMmny4ecKkas

yMeHbLlieHne CMMNnTomMoB no4ye4yHou HeO4OCTaTOYHOCTU



Jleuenue o0o01vHBIX
XPOHUUECKUM 2loMePYToHehpumom

OO1IMe NPpUHLIMITBI KOPPEKIIMK apTEPUATIBHON THUIIEPTEH3UU Y OOJIbHBIX
XPOHUYECKUM TIIOMEPYIIOHEDPUTOM

YcTaHOBUTbL Hanu4uue M ypoBeHb apTepuanbHOWM
rmnepTeHsnmn, runeptpodumn neBoro xenyao4ka

UcKkniounTb apyrme NnpruynHbl rTMNepTeH3nmn

OueHnTb ypoBeHb ypoBeHb notpebrnieHns NaCl, maccy
Tera, BOAHbIU OanaHc (3agepKKa XUAKoCcTU, aouypes)

Onpegenutb LeneBou ypoBeHb A[l:
e <130/80 MM pT. CT. Npu npoTenHypum <1 r/cyt
e <125/75 MM pT. CT. Nnpy npotenHypum >1 r/cyt

OrpaHnunTb notpedbneHmne NaCl, Ha3Ha4YNTbL AUYPETUKM,
AVeTU4YeCcKue orpaHn4yeHus npu n3obITKe Beca, Heme-
ANKaMEHTO3Hble CNOCOObLI KOPPEKUNN TMNepPTeH3nn

Ecnu adpcpekTa HeT, HA3HAYNTb aHTUTUNEPTEH3UBHbDbIE
cpencTBa



Jleuenue o0o01vHBIX
XPOHUUECKUM 2loMePYToHehpumom

(CxeMa aHTUTHUINEPTEH3UBHON TEpAINn

e [potenHypua <1 r/cyTt e [lpoTtenHypusa >1 ricyt
e LeneBon ypoBeHb Al <130/80 e LleneBou ypoBeHb ALl <125/75
e HasHauuTb e HasHauuTb

e orpaHu4yeHue notpedneHna NaCl e NHrMbutopbl Al

® [UYPETUKU e orpaHundeHue notpebneHna NacCl

e UVHrMbutopbl Ao ® QaHTaroHUCTbLI PeLenTopoB

e Oera-brnokartopbl aHrvorteHsuHa

e OGeTa-bnokaTtopsbl

e PeructpupoBaTtb B Te4yeHue 4-6 Hea.:
ypoBeHb ALl, Kanua nnasmbl, NPOTEUHYPUU

« Ecnu adpcpekTa HeT:

® YTOYHMWTb, BbINOSHAKTCA NN HAa3HAYEHNS?
yBENUYUTb 003y MHrnomntopa Ao
nobaBuTb OMypeTukn, nokatopbl Ca** kaHanos
nobutbea ycrnexa B TedeHne 3 Mec.



Jleuenue o0o01vHBIX
XPOHUUECKUM 2loMePYToHehpumom

TepaneBTruecKasi TaKTUKA BEICHUS OOJIBHOTO
C He()pOTUUECKUM CHHIAPOMOM

0 npeaynpeauTb OCrOXHEeHUA HedppPOTUYECKOro
CUHAPOMA, BOBPEMSAl UX ANAarHOCTUPOBaTb U YCTPAHUTb

1 YMEeHbLWNUTb OTEKN CUMNTOMaTU4eCKUMUN cpeactBamum

[ npuMeHATb NaToreHeTU4YeCKyr Tepanuio ToSbKO B
criy4yasax oOCTOBEepPHOU ANArHOCTUKU HO3O0JIOrM4YecKoro
unm mopdgonornyeckoro BapuaHta HecpponaTum

0 npu akcnepumeHTaribHOM Tepanuu KOpTUKocTepougamm
Ha3Ha4vaTb MNONMHYIO A03Y Ha CPOK He MeHee 4 HeA.



OcnoxHeHus: HePPOTUUYECKOTO CHHIpOMA

e LIMpKYyNATOpPHbLIN Konnanc OlnH
(rmnoBonemus) HecdpoTuueckum kpuns

e OOwWMe nuhekuun NMepBUYHLIN NEPUTOHUT
LlennonuT

CenTuunemwmsn

e TpomOoO3bl BeHO3Hble (B T.4. Nero4Howu

(rmnepkoarynsauus) apTepun U No4YeYHbIX BEH)

ApTepuarnbHble

e [wvnepnunuaemus ? YcuneHHbIN aTteporeHes
e [Nedununt Genka UcToweHue , cTpum
OcTeoneHus (+ yponutunas)

e CmMellaHHbIe CuHgpomMm ®aHKOHM



JleueHue OOJBHBIX CO CTOMKMMHM HEPPOTHUYESCKUMHU OTECKAMMU

Ob6ecnevnTb BbINONHEHNE BpavyebHbIX pekoMeHaaumn (pexum, auerta, npuem rnekapcTs)
YMmeHbLmnTb noctynneHne NaCl < 75 — 100 maks/cyT
ConocTtaBuTtb LenecoodbpasHoCTb N pUCK OPCUpOBaHNS Anypesa

[MpekpaTtnTb (eCnu BO3MOXHO) NMPUEM feKapCTB, CMOCOBCTBYHOLLNX NOAOEPKAHNIO OTEKOB
(HMNBC, ondeHunH, npobeHeuna v ap.)

YBennunTb 403y NepopasibHOro NeTNeBoro guypeTrka o MakcumMasribHo 6e3onacHon:

dypocemna, 6ymetanng 10 mr/kr/cyT, Topacemumg 3—5 Mr/Kr/cyT; yBENNYNUTb 4acToTy
npuema (He < 2 p/cyT); HasHa4YnUTb CanypeTuKn BHYTPUBEHHO (MOCTOAHHAs  MHAY3USA
npyn KO < 30 — 50 mn/mMuH)

[Jo6aBnTb AncTanbHO AENCTBYOLIME OANYPETUKN (Yepel AEeHb UM eXXeOHEBHO) B
HebonbLon ao3e: peros: MeTonasoH 2,5-10 mr/cyT, runotnasng 50-100 mr/cyT
8HympugeHHo: xnoptnasng 800—-1000 mr/cyT

[o6aBunTb Kanumn-coxpaHsoLwme gUypeTmukm (Npyu rmnokannemMmm Nnu ecrnm oHa
oxungaetcs K pa3sutuio, a KO > 30-50 mn/mMuH)

BBecTn HNM3KOCOMNEBOW CbIBOPOTOYHbLIN anbOyMNH BMECTE C 9KBUMONSIPHbIM KOSTMYECTBOM
dypocemunaa (25 r ansbymnna + 150 mr doypocemuga), BBoanTb B TedeHne 1—2—4 4

OKCTpakopnoparnbHoe yaaneHne XuakocTtn (ynstpadunstpauus, remognapunsrpaums)
dapmakonormyeckaa amnytauma nodek unu HedppakTommsa (0gHO- NN OBYCTOPOHHSASA)



Jleuenue o0o01vHBIX
XPOHUUECKUM 2loMePYToHehpumom

AHTUTUNCPIUIIUACMHUYCCKAs TEpaIus
y OOJILHBIX ¢ HE(POTHUSCKUM CHHAPOMOM

0 pueta HeadpdeKkTBHA

0 MeaukamMmeHTO3Hble cpeAcTBa AOMKHbI
NPUMEHATbLCS TONbKO B cnyvyasaXx AnNuUTesibHOro
nepcucTUpoOBaHUA runepnMNuaeMmn, To ecTb npu
HeKynupyeMmom HeppoTU4eCKOM CUHApOME

- He paHee 1 - 1,5 neTt ot AebroTa HechpoTUvecKkoro
cuHapoma

0 Hanbonee achchekTUBHLI U ODe30nacHbI CTaTUHDI,
no3sonarowue NPoBOoAUTb MHOFOMECAYHYIO
(MHOroneTHIOK KOPPEeKUUIo runepnunuaemMmmn)



CraHgapTHBIC OIIMOKH B JICUEHUM OOJIbHBIX
C He()POTHUYCCKUM CHHIPOMOM

[TyHKUMOHHOE yaaneHune acumuTa u nnespanbHoro Bbinorta
dopcunposaHne anypesa

N30biTOuHasA ynsTpadpunsrpaums

BeBegeHue anbbymmnHa 6e3 4OoCTaTOYHbIX NOKa3aHN
OT1cyTcTBME NPOMPUIaKTUKM TPOMOO30B

HeobocHoBaHHO AonuTenbHasa ctepougHasa Tepanus,
BeAyLlasa K CTEPOMOHbIM OCIOXXHEHUSIM

HeapekBaTHas aHTuruneprnnmgeMmnyecKasa tepannd
3ano3aaroe peweHne o Ha3Ha4yeHnn UUTOCTAaTUKOB



NEYEHUE BOIJIbHbIX TNNOMEPYINOHE®PPUTOM

(ponb TepaneBTa)

. «[aToreHeTnyeckasi» nekapcTBeHHasa Tepanus
ANs TepaneBTa ABNAETCA 3KCnepuMeHTanbLHOW

rMIOKOKOPTUKONADbI
— [1PeO0HU30/10H, MemurirnpeoHU30/10H
UMMYHOAEeNnpecCaHThbI

— Yukrnogocgamuo, azamuoripuH,
JsieuKkepaH, UUKIoCcriopuH u op.

aHTnarperaHTbl — KypaHmursi, acrupuH
aHTUKOArynsHTbl — 2ernapuH, ¢peHuUsIuH, OUKyMapuH
UHrMontopbl Al



NEYEHUE BOJIbHbIX TMOMEPYJIOHE®PUTOM

(ponb TepaneBTa)

6. HeadhdhekTBHbLIE MeTOAbLI TEpanuu
e huTOTEpaneBTUYECKME cpeacTBa
e romeonartuyeckue cpeacrtBa

e (husnoTepaneBTUYECKUE MeTOAbI

MoryT npuMeHATbLCA NPU OTCYTCTBUM
KNMHn4eckux/mopcgonornyeckux Nnpu3HakoB akKTUBHOCTH
Oone3Hn B KayecTBe NcuxorepaneBTUYECKMUX CpeacTB
MpU COOTBETCTBYHOLLEU NOTPEeOHOCTN 6ONBLHOro



NEYEHUE BOIJIbHbIX TINOMEPYINOHE®PPUTOM

7. QKkcnepuMeHTanbHaa Tepanus

e 3dphepeHTHbIE MeTOAbI
— rriaamaghepes
® MMMYHOINOOYnnHbLI
— rneHmaarnobuH
® MHTEpPrenknH — bemarieukuH



Crienuaan3upoOBaHHbI YPOBEHD
JAArHOCTHUKHU
M JICUCHUS [JIOMEPYJIOHEPpHUTA






MOP®ONOMNMYECKUN Noaxoa K AMArHO3Y MMOMEPYNOHE®PUTA
(

rmomMepynoHedponaTmn, rnomepynonaTnm)

l. ANDOY3HbBIE 7% OYAIOBbIE
FMOMEPYNAPHbIE ——
N3MEHEHUS

MTEHEPAIIM3OBAHHBIE unm ( CEIMMEHTAPHBIE
enobanbHbie)

HEKPO3

SKCYOAIRTA L Kanunnsapos

NPONMN®EP AL LNTLI, PUDPUH, MOHOHYKIeapbl
— TMnepuUeniopgeHbIN KNybodek

aHAoTeNnmarnb
MesaHr1ansHas (MHTERUaBARNRPHAIe RRAMREH MEM Ge3 Hero

aHpoKanunnApHaa (MHTpakanunnsapHada, MesaHranbHo-eHAoTENnanbHas)
aKCTpakanunnspHasa (B TOM YMgne B BMAE NOMyMNyHWIA)

USMEHEHUA CTRYIFYPRICBABAIBHOMWMEMEPAHDI

CKNEPO3, MNAYISHOSHVE, [BYXKOHTYPHOCTb, AENO3UTHI, "WNMbI", paspbiBbl

AEMNO3UTbI (
MMMYHOTNOOYNUHBLI, amunoung, ap. pubpunnapHble CTRYKTYPLI)



KIMHUKO-MOP®OJIOTMYECKAA KIIACCUDPUKALIUA

NMEPBUAYHOI O NTOMEPYJIOHE®PUTA

Ondodpy3HbIN reHepann3oBaHHbIM SKCYyaaTUBHO-NPONnUgepaTUBHLIN
Me3saHrnonponudepatneHoln — IgA-HedponaTtmna (6orie3Hk

bepxe), 1gG- n IgM-Hedponatum
MembpaHo-nponndepaTuBHbIN (Me3aHMMoKanunsapHbIN)
OKCTpakanunnapHbIN (ar1omepyrioHegbpum ¢ rosyayHUsmu)
MembpaHo3Has HedponaTus

JlnnongHbI HEPPO3  (ariomepyrioHegpum / Hecbpomu4decKuli
CUHOPOM C MUHUMa&IbHbIMU U3MEHEHUSIMU)

QOuyaroBblIl rIoOMepyriockrnepos (ghokasibHbIU ceaMeHmapHbIU
2J710MepyriocKrepos/ariomepyriocuaniuHos

dndponnacTniecknn

Penkune BapuaHTbl — QpUopUnNnsapHbIN U UMMYHOTaKTOUOHbIN
rmomMmepynoHedpuT, KonnareHosas pubpunnnapHas
rrmomepyrionaTums, NUNonpoTeMHoBas rnomMepynonarTus



Focal segmental
glomerular sclerosis
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Proliferative and exudative
(poststreptococcal)
glomerulonephritis

1gG
C3

Type Il Dense deposit disease
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a~-GBM glomerulonephritis

Membranous nephropathy

IgG
C3

Type | Membranoproliferative
glomerulonephritis

Fibrin




Cell changes ' Extracellular structures
9




Arterial and
arteriolosclerosis

- Malignant hypertension
b NN, Haemolytic uraemic
Fl % 2\ syndrome-thrombotic
. N ud thrombocytopenic purpura
ey w R Scleroderma
\‘\:. " . " ) .
Ny <12
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Mucoid—'onion skin' - \ S
\w
’
\
74
= Y
’ —
Fibrinoid necrosis
W /

—

\ Thrombotic microangiopathy




JInddy3HBIN TeHEpaITUn30BAHHBIN
AKCYIATUBHO=IIPOJIU(EepaTUBHBIN
TJIOMEPYIOHEPPUT

C. bopoesoii, 2003



Oundcpy3HbIN reHepanmM3oBaHHbIN 3KCYAATUBHO-NponudepaTUBHbLIN rnomMepyrioHedpuT
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OcTpbI NOCTCTPENTOKOKKOBBLIU FMoMepyrioHepurT.
PUOpPUHONAHBLIA HEKPO3 MENKOMN apTepun, rmariuHOBbLIN LIUNUHAP U r’MNepueriionapHbIA KNyoo4ek.
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Owndcy3HbIN reHepanmM3oBaHHbIU 3KCYAATUBHO-NponudepaTUBHbLIU rnomMepyrioHecpumr,
rpaHynsipHbie otnoxeHusa C3 B knybouke (KapTuHa «3Be3gHOro Hebay)



KnuHuKko-mopghorioatiyeckue

ONDDOY3IHBIA MPOJNTMDEPATUBHbIPa#Me! enomepyionepuma
(

MOPONOrnyecKUin IKBUBANEHT OCTPOro rnomepynoHedpuTa)

CuHoHUMBI: —
Auchbhy3HbIN reHepann3oBaHHbIN AKCyAaTUBHO-NponudgpepaTUBHbIN

MNOCTCTPENTOKOKKOBBIN rmomepynoHedhput
Mopghonocus:

CM -

Ky 0 OMHGRQTRIPION SYTHIEESB OSSN P btea HT AP YU PHRN A,
PE3KUM CYyXXeHUEeM NnpocBeTa KanurnriAapoB U Kancyrnbl,
B NpocBeTax Kanunnapoe HenTpodunol

7[> -
rpaHyfs@ikpifeTpesse Hafrgle (pexe IgM u IgA) B mesaHrum

M -
6OJ'IbL(IVIe cy63nmenmmanble QNEeKTPOHHOMNOTHbIE OTITOXXEeHUA

OB hikn8MNe 3aHrfBYIESHIIE AMARK 9D oHa0Te NManbHble
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Anddy3HbIN reHepannM3oBaHHbIN 3KCyaaTUBHO-NponudgepaTUBHbLIA rIoMepyrnoHedpuT,
cyb6anuTenuanbHble Aeno3nTbl («ropobbi»)




OcCTphIi TOCTCTPENTOKOKKOBBIN INIOMEPYJIOHE(PUTE CXeMa pa3BUTHS

beTa-remonn3npyrownMm CTPENTOKOKK rpynnbi A

Tun 12 Tvn 49
PapuHruT UmneTuro
6 — 20 oHeM 14 — 28 aHeMU

OCTPbIU IMOMEPYNOHE®PUT




OcTphlli MOCTCTPENTOKOKKOBBIN MIOMEPYJIOHEPPHUTE
JUArHOCTUYECKNE KPUTEPUU

e KrnuHu4yeckue:

OCTPbIN HE®GPUTUYECKUN CUHOPOM,

accounmpoBaHHbIN C UHQOEKLIMEWN:
MaKporemartypusa, OTeKW, apTtepuaribHas runepTeH3us

e JlabopamopHhble:

TPAH3UTOPHAA TMMOKOMIMJIEMEHTEMUA
CHWXeHue ypoBHa C3 unm CH-50

NMPU3HAKU CTPENTOKOKKOBOWU UH®EKLUU
nosbilweHue Tutpa ASO nnn AH

e Mopgonozuyeckue:

ON®DY3HbIN TEHEPATTU3OBAHHbIN
3KCYOATUBHO-MNPONIUDEPATUBHbLIN MOMEPYNOHE®PUT



HpI/I‘II/IHBI N 9aCTOTAa T'MITIOKOMIIUNICMCHTCMHUHU

e CucrtemHasn KpacHaa Bon4yaHka — 80 — 90%

e [ocTUH(PEKUNOHHLIN rromMmepyrioHePpuT
(mMOCTCTPENTOKOKKOBbLIU, MPU OaKkTepuaribHOM
aHAoKapauTe unu wyHToBoM Hedpute) — 90%

e KpuornooynuHemus — 85%

e MIIMH (tvun 1 50 — 80%, Tun Il 80 — 90%

e XonectepuHoBas ambonua 25 -70%



BapI/IaHTBI I'MITOKOMIIJICMCHTCMHUH

NMpu akTuBauum
KNacCU4YeCcKoro nyTu

MNMpu akTuBauuu

C,C,unC,
(cnctemMHagqa KpacHas
BOJTYaHKa,
bakTepunanbHbIN
9HOOKapOWuT,
LLIYHTOBOU HEPUT,
KpuornodynnmHemus)

dlibTEPHATUBHOIO NYTH

C3 (C2,C4=N)
(MIIM'H, ocTpbin

NOCTCTPENTOKOKKOBbIU
rmomepyrioHepuT)

C, npu MNrH:
| Tun 20 25%
Il Tvin 60 75%
(Bbicokun ypoBeHb C_.NeF)



AccounnpoBaHHbIN
c uHdpekuuen

® OCTPbIA

NOCTCTPENTOKOKKOBBIW
rmomepynoHepuT

rMoOMepPYNnoHeEPUT Npu
NHEKLUMOHHOM 3HOOKAap-
avTe, BUCLEeparibHbIX
abcueccax, WyHT-HedpUT

rmomepyrnoHedpur,
BbI3BaHHbLIN MHEBMOKOKKOM,
MEHMHIOKOKKOM,
MUKOMa3mMoun, BUPYCOM
Epstein-Barr n gp.

He cBA3aHHbIN ¢ MH(eKunen

MeMbpaHo-nponmdepaTUBHbIN
rmomepynoHedput

CUCTEMHas KpacHas BofyYaHKa
rpaHynemaTto3 BereHepa

rMnep4YyyBCTBUTENbHbIV
BaCKYIUT

Y3€ErnKOBbIW NOSIMapTEPUUT

MWUKPOCKOMMNYECKUA
nonnapTepumnt

remopparm4yeckum BacKynuT



npodunakTuka runepTeH3nBHON SHLedanonaTum n OCTPou
cepaeyHon HedoCTaTOMHOCTM (aHTUTMNEPTEH3NBHbIE CPEeACTBa,
KpOBOMyCKaHune)

YCTaHOBUTb (UNU UCKIMIOYNTL) CBSA3b C KAKOMN-NMOO0 MHJOEKUNEN

auarHocTnyeckasa Hedopoburorncmst MoOXeT He NPOU3BOAUTLCS:
® pu BLICTPOM 1 NOSHOM paspeLLleHNN HEPUTNYECKOTO CUHAPOMa
e Yy JeTeu Npu OOCTOBEPHOW CBA3UM CO CTPENTOKOKKOBOU UHAbeKLmnen

aHTUbakTepuanbHas Tepanns NPoBOANTCS TOMBbKO NPU HaNM4num
SIBHOIO o4ara MHdbekuumn

fie4yeHme: orpaHnYeHne NoBapeHHOM Conu, ANYPETUKN,
npodmnakTuka Tpomb030B

MO NUCKMNIOYEHUM OCTPOro rnomepyrnoHedpuTa - nevyeHve B
COOTBETCTBUM C BapuaHTOM rromMmepyrnoHedputa






AKTMBHOCTb peHUHa nnasmbl MpencepaHbIN HaTpUypeTUYECKUI hakTop
3 40
30
o (N
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*
il " ol | |
C20 C120 C300 AGN NS C20 C120 C300 AGN NS

Rodrnguez-Iturbe et al. (1990)




Me3zaHrnonpou@epaTuBHbIM
TJIOMEPYIOHEPPUT

IgA nedponarus

C. bopoesoii, 2003
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Me3saHrnonponudepaTuBHbIN rnomepyrioHedpuT (aeno3ntbl IgA B Me3aHrum)



MesaHruonponudgepaTUBHbIN rMomMepynoHepUT (3NIeKTPOHHOMIOTHbIE AeN03UTbl B Me3aHrum)



Knuruko-mopgbosioauyeckue

ME3AHMMONPONUGEPA TWBHISIA ™
MMOMEPYJIOHE®PUT ¢

Me3aHauanbHOo-npougpepamueHbill)

Mopchonorus:

CM -
npronudepauns Me3aHrMoOLMTOB U pacluMpeHne MesaHranbHoro MaTpukca
NErkon Unu yMmepeHHoW CTeneHun, UMeHeHus ouyaroBble Unu aAnddysHble,
OpeuMyLLLECTBEHHO CErMEHTapHbIE)

yqaCTKM yTOJWEeHUA DasanbHOn MeM6paHb| B napameeaHrMaanom obnacTtu
No IgA, IgM, C3, C4

rpaHynspHble OTNOXeHUA B Me3aHruu 1gG,
3M - nponudepaums mesaHrus, SNEKTPOHHONMNOTHbIE AEN03UTbI B ME3aHIUN

KnuHunyeckune nposaBneHUs -
_ ocTpoe Ha4vano y 1/3 bonbHbIX,

y OONbLIMHCTBA PErUCTPUPYETCA CryYanHbIM OOHapYKeHUeM
U30nNpoBaHHOTO MOEGRRAIECU BRI em apTepnanbHoii rmneprexann
MeANEeHHO nporp

U NOYEYHOU HeAOCTaTOYHOCTU (He Yy BceX DOrbHbIX),



OCOBbIE ®OPMbI
ME3AHITMOMNMPOJNTM®EPATUBHOIO NMOMEPYJIIOHE®PUTA

e bone3Hb bepxe — nepBuyHaga IgA-HedpponaTua

CuHoHumMbI — nepBunyHas IgA-IgG HedponaTus
— poKarnbHbIN cerMmeHTapHbIn IgA-HeppuT

KnuHu4eckuu akeueasieHmM — remaTypuyecknm HeppuT
NpPenMyLLECTBEHHO JODPOKAYECTBEHHOIO TEYEHUS

e IgM-Mme3aHrmanbHasa HedpponaTus
KnuHu4yeckue ocobeHHOCMU — BbICOKasA 4YacToTa
CTEPOMAOPE3INCTEHTHOINO HEPPOTUYECKOIO CUHAPOMA
C NMNOXmuM NpPorH03om, remMartypuad ynydaeT nporHos.



Les dépots intercapillaires d’IgA - IgG

par MM. J. Berger et N. Hinglais (*)

Sur les biopsies rénales de 25 malades, ont été mis évidence
par immunofluorescence des dépots intercapillaires fixant le
sérum anti-IgA et moins intensément les sérums anti-IgG et
anti-B, C-globuline. En revanche, il n’y avait aucune fixation
sur ces dépdts, des sérums anti-IgM, anti-fibrinogéne, anti-
albumine, anti-coeruléoplasmine, anti-a,-macroglobuline et
anti-B-lipoprotéine. Les dépots intercapillaires étaient présents
dans tous les glomérules.

L’existence de dépdts intercapillaires n’avait €té reconnue
en microscopie optique que dans 3 cas. Dans la moiti€ des cas,
le diagnostic histologique avait été celui de glomérulonéphrite
focale: en effet, une partie des glomérules présentaient des
lésions focales hyalines ou quelquefois nécrotiques, mais les
autres glomérules paraissaient normaux. Dans les autres cas, le
diagnostic histologique avait été celui de glomérulonéphrite
inclassée, de néphrite chronique, d’altérations artériolaires
isolées ou de rein normal.

La présence de dépOts denses et finement granuleux situés
entre la membrane basale et les cellules intercapillaires a été
vérifiée par la microscopie électronique dans les 10 cas qui ont
été étudiés par cette technique.

Tous les patients avaient une protéinurie modérée et une
hématurie microscopique. Dans la moitié des cas, étaient surv-
enues une ou plusieurs hématuries macroscopiques, suivant
habituellement une angine. La fonction rénale était normale dans
la grande majorité des cas. Trois malades étaient hypertendus.

La durée d’évolution de la néphropathie depuis sa décou-
verte jusqu’a la biopsie allait de quelques mois a douze ans.

Il apparait donc que dans la plupart des cas de gloméru-
lonéphrite «focale» chronique, il existe en plus des lésions
focales, des dép6ts intercapillaires diffus. Cette constatation,
outre son intérét théorique, a une utilité pratique: I’'immunoflu-
orescence permet de faire trés aisément le diagnostic de cette
variété de glomérulonéphrite dans les cas ol la microscopie
optique ferait croire a tort que le rein est normal ou atteint
d’autres Iésions.

(Clinique néphrologique [Professeur J. Hamburger], Hopital
Necker, Paris.)

Cratba XaHa bepxe n Hukonb XuHrnamc



Mopdomaorus IgA nHedpomarun

e Onpepensarwwmmn cumntom - Audcy3Hbie oTnoxeHusa IgA
B Me3aHruum, KoppenupyrolLime ¢ 3f1eKTPOHHOMNNOTHbIMU
AenosutaMuv B Me3aHrMm npuv 3NeKTPOHHON
MMKPOCKOMNNU

e MoryT HabnopaTbca ageno3ntbl C3, IgG, pexe IgM, a
Takxe IgA B KanunnapHoOM CTeHKe

e [lpn cBeTOBOU MUKPOCKOMUU - OT MUHUMANbHbIX
U3MeHeHUn Ao cermeHTapHon unu andysHoun
Me3aHruasribHou runepuennronsapHOCTU, C pa3BUTUEM
¢pokarbHOro cermeHTapHoro ckneposa, atpodpumu
KaHanbLeB U UHTepcTuumanbHoro oubposa

e [lpwn 3NeKTPOHHON MUKPOCKONUMU - BbICOKaA YacToTa
¢dokanbHOro nctoH4yeHus N'bM



L 10.7% (19.7%)

5%

(18%) 12%

PacnpocTtpaHeHHOCTb IgA HedpponaTum B pa3fnnyHbIX permoHax




ITatorene3 IgA nedponaruu

e JH3UMaTUYECKMU AernnkonmnsnpoBaHHbIn IgA1
norimmepusyeTtcs, npumodpetaeT CpoACTBO
K BHEKNETOYHbIM 6enkam (UOPOHEKTUHY,
namumHuHy, kKonnareHy IV tuna. lNpun otnoxeHuu
B KNyb6o4kKe BO3HUKaeT MHpUNbTpaums ero
HenTpodunamu.

® Sano etal., NDT 2002, 17, 1, 50-56

e KoHueHTpauwus IgA B cbiBopoTke 3,15 r/n aBnsaercs
ANnarHocTn4yeckum Kputepuem IgA HehponaTtum

Tomino et al., J Clin Lab Anal 2000, 14:220-223



IIpuposma u MPOUCXOXKIECHUE TTIOMEPYIAPHOIO

IgA

e [lpu IgA HecpponaTum cHukeHa npoAykuma IgA. mn
J-Luenu B CNU3UCTLIX, TOrga Kak npoayKuus
nonumepHoro IgA, B KOCTHOM MoO3re yBesiM4eHa

Lai et al., Kidney Int. 1996: 49, 839-845



KnnHuueckue nposiBIeHUA
IgA Hebpomnaruu

e Beaywum cumntom - 6eccMMmnTomMHas
MUKporemaTypusi, UsonmpoBaHHasa unu
conpoBoXxagaemasi NpoTeuHypuen

e Y 40-50% OOnbHbLIX - KpaTKOBpPEMEHHbIe 3anNn3oabl
MaKporematypuu, npoBouupyemMbie pecnmpaTopHoun
UNun Knwe4vyHou nHdekumen, unm pmsnydeckomn
Harpy3Kkowu

e Yactorta HechbpoTHMUECKOro cuHgpoma - He dbornee 5%



IgA nMMmyHHas cuctema

e MoHoMepHbIU IgA MOXeT 0O0pa3oBbLIBaTh AUMEpPbLI U
Oonee KpynHble NofiuMepbI C NOMoLbIO J-Uenu

e B KpoBU UMpKynupyeT npenmMmyLLecTBEHHO
MOHOMepHbIN IgA, KOCTHOMO3roBOro
npoucxoxpeHus

e IgA, npoaoyumpyembii B UMMYHHON CUCTEME
CIIN3NUCTbIX O0OONI0YEK, TPAHCMOPTUPYETCH Yepes
3aNuTeNnun NnocpeacTBOM norimMmepHoro Ig
peuenTopa un BXOOAUT B COCTaB UX CeKpeTa .
Mpoaykuma cekpetopHoro IgA HaxoauTca noa
KOHTponem yoT-numdcpountoB



Jluarnoctuka IgA nedponaruu

e [mnarHo3 IgA HedpponaTum TpedbyeT BbINONTHEHUSA
AnarHocTtn4yeckomn Hecppobmoncumn

e Mukporemartypusa c npotenHypuen <1 r/cyt oObIHHO
paccMmaTpuBaeTCcH Kak «kHeonacHbIN» MO4YEeBOM
cuHapom. B KnnHn4veckomn npakTmke Hecpbpoodbuoncus,
KaK npaBuIio, BbINMONIHAETCA Npu CTaOUNbLHOMU
npotenHypumu donee 1 r/cyr.

e Oxwnpaemble pe3ynbraTbl NPU N30NTMPOBAHHOMU
MUKporemMatTypumu
e IgA HedhbponaTua

® CUHAPOM TOHKOU Oa3aribHOU MeMOpaHbI
e BpOXAEHHble HedhponaTum



Penkye BapuaHThI
IgA nHedbponaruu

e MHorpa Ha choHe makporemaTypum passuBaeTtcs OlMH,
OA4HaKO OHa MOXeT ObITb Bbi3BaHa u IgA
3KCTpaKanunnsapHbIM rromepyrioHecppmnTom

e OI1MH - nokasaHue Ana AMarHOCTU4YeCKou
HecppobUuoncum ¢ Lenbro pacnosHaBaHus IgA
3KCTpaKanunnsipHoro rnomepyroHecgpputa

e Peakune BapuaHThI
e cuHapom lN'yanacyepa ¢ NMHENHLIMU OTNOXeHUAMU IgA

e IgA ANCA npwu IgA HechponaTum unm remopparm4ecKom BacKynuTte

e IgG ANCA npu IgA HecpponaTum ¢ npuaHakaMmm MUKPOCKONUNYECKOro
norivaHrMMTa Unu rpaHyrniemaro3sa BereHepa



Ig-A
HecpponaTua

—NepcUCTUpPYIOLLAA reMaTypua
___Me3aHruanbHble oTnoxeHua IgA

AYHaA BTOPUYHasA
oone3Hb
CUCTEeMHbIe Done3Hun Oone3Hu NeYyeHwu
Bepxe reMopparmyeckuii BackymnuT

CUCTEMHAs KpacHas BOnYaHKa
KprornobyrnuHemus

Berger J. & Hinglais N.
J Urol Nephrol 1968
iHmepkanunngapHeie denosumsbt IgA




bone3Hun, cnopagnyeckn accoummpoBaHHble
c oTnoxeHuem IgA B me3aHrum

Bone3Hn coeguHUTENbHON TKaHN — aHKUNO3UPYOLWMIW CMOHAOWNNT,
peBMaTonaHbIN apTpUT, CcMellaHHoe 3aboneBaHne
COeAUHUTENBHON TKaHU, MNOCTUHAIEKLMOHHbLIN apTpuUT

Borne3Hun KMWeYyHUKa — uenunakanbHasa cnpy, A3BEHHbIN KOMNUT,
pPerMoHanbHbIN SIHTEPUT

KoXHble 6one3Hun — repnetmdopmMHbIN AepmMmaTuT, ncopuas

Onyxonu — KapunHoMbl (BpoHXOreHHble, NapuHreanbHble, MYLMH-
cekpetupytowme), IgA-rammanatus, QyHrIMONAOHbLIA MUKO3,
HEeXOOKKMHCKada numdoma

BonesHn KpoBU — LMKNNYecKkad HENTPONEHUSA, CMeLLaHHas
KpuornobynmuHemMunsi, UMMyHHasi TPOMOOUMTONEHUSA, NONNLNTEMUS

Opyrue 6onesHu — nanonaTN4eCcKnUin nerovyHbI remocuaepos, capkomaos,
peTponepuToHeanbHbin prudpos, amnnonagos, MmacTeHus, nenpa,
BNY-nHdekums, cmHapomM TOHKOM 6a3zanbHOWM MeMbpaHhbl

(John H. Galla, 1995, KI, 47, 2, 377-87, Cincinnati, Ohio, USA)



YactoTra CHUKEHUST (PYHKIIUU MOYEK
npu 0osie3Hu bepxe

20 net

Schena, 1990; Lee etal., 1982



EcTecTBeHHOEe TeyeHUe nepBuUYHOU IgA HedpponaTum

(2500
SRR BENIUBLLRE IR P! 97094 22g50,
perT 67%
MporHocTnyeckue pakTopbl OthocurenbHbin PUCK
My>cKou non 1,3—-2
BospacTt > 35 2
ApTepunaniléda rmnepTeH3ns 22-2,8
[TpoTenHypusa > 1 1,9-2,7
QYT 2.5
r/cyT >3 52
“rIOMEepYNOCKNEPeysT 3,7
AAHTepcTUumanbHbi rnbpos 2.8
lonynyHus 1,9

[Mpo2HOo3 nyywe npu 3rnu3odax makpo2emamypuu




Ilepsuunas IgA nedponaruss
JICYCHHUE

e KopTtukoctepoungbl — B AeboTE KNUHUYECKNX
NposiBIEHNN, CPOKOM OT 6 A0 36 Mec. OTYETNMBLIN
adopeKT npu ABHOM NPOTENHYPUN, OCODEHHO Y BOSTbHbLIX
C COXpaHEeHHOW (PYHKLMEN MOYEK.

e Puibnn xxnp — peayrneraTbl UCCreaoBaHNN
HeoOHO3Ha4Hbl. [103a — 12 r/cyT.

e [lneTta Cc HU3KUM cogepxXxaHnem aHTUreHoB —
arnoTeHoBasi, 6e3 MONOYHbIX N MACHbIX NMPOAYKTOB.

e LlMknocnopuH He npumeHsaeTcA.

e BHyTpuBEHHOE BBeaeHMe bOOonbLIMX 003
MMMYHOIMoBbynuHa.

e NHrmbutopsl AMNd. OddekT 3amedeH rnpu DD-reHoTune.



Ilepsuunas IgA nedponaruss
CTpaTerusl JCUCHMS

e [lpn HepgaBHeEM aHaMHe3e OTOOP BOSbHLIX HA aKTUBHYIO
Tepanuio No KNMHUYECKUM N MOPPONOrniecknm
npmM3Hakam akTUBHOCTU U NSI0OXOro NporHo3aa.
Has3Ha4deHue rrnokokopTukongos n/vnun LG Ha cpok He
MeHee 6 Mec, nepBble 2 MecC. B MNOMHOW O03e€.

e [lanee, a Takxe nNpu OTCYyTCTBUM MPU3HAKOB aKTUBHOCTMH,
aHTUTpoMbouunTapHas Tepanus — kypaHTun ~ 250 mr/cyT
+ acnupuH 100 Mr/cyT Ha onUTenNbHbIW CPOK — 0 2,5 net

e [lanee, a Takke ecnu NPOTENHYPUS HE YMEHbLLIAETCH
n/Vnn npuUCcyTCTBYET apTepunaribHas runepTeH3na —
NHrMouTtopsl Alld.

e [lpenapartbl pbibbero xupa. Hu3koaHTUreHoBasi AneTa.



Ilepsuunas IgA nedponaruss
AHTUTPOMOOIIUTAPHBIC ITPEIapaThl

1988 — 1973 6onbHbIX IgA HedponaTtnen, 150 mr gunupmnaamona
x 2 p/cyT B TedeHne 6 mec. CyToyHas NpoTENHYPUA CHU3UNACh

c 2,291 go 1,64 r (p<0,01). Qunupuagamon okasarsncs apdekTUBHbIM B
70,2% cny4aes (B nnauebo-rpynne — 33,8%, p<0,01).
Hanbonbwunm apdekT, BKovasa yny4lleHne noYedHbIX QyHKLMIA,
Habnogancs B rpynne 60MNbHbIX C aKTUBHBIMWU MPOoniMgepaTnBHbIMU

M3IMeHeHnNAMn B Kﬂy60‘—|KaX
(S. Tojo, Heart & Circulation, 1988, 3, 3, 14 - Hoapaku, Anonus)

1988 — 34 6onbHbIX NnepBu4YHbIM MIIH. 16 6onbHLIX B TEYEHME roaa
nony4vanu gunupugamorsn 100 mr/cyTt n acnupuH 500 mr b.d.
Y 8 B0sbHbIX KNMPEHC KpeaTuHuHa Bo3poc Ha 20%, y apyrux
ocTaBarsics ctabunbHbiM. B nnauebo-rpynne oyHKUMA noyek bbina
cTabunbHOW nnu yxygwanach, 2 00fbHbIX Ha4Yanu revyeHme
ananusom. Cpeamn 6 6onbHbIX ¢ XINH K® Bo3pocna ot 49 no 60
MIT/MUH B NepBble 6 MecC. U Janee octaBanacb CTabunbHON.
(G. Millet, Heart & Circulation, 1988, 3, 3, 14 - Maopuo, HUcnanus)



Ilepsuunas IgA nedponaruss
AHTUTPOMOOIIUTAPHBIC ITPEIapaThl

1988 — 1973 6onbHbIX IgA HedponaTtnen, 150 mr gunupmnaamona
x 2 p/cyT B TedeHne 6 mec. CyToyHas NpoTENHYPUA CHU3UNACh

c 2,291 go 1,64 r (p<0,01). Qunupuagamon okasarsncs apdekTUBHbIM B
70,2% cny4aes (B nnauebo-rpynne — 33,8%, p<0,01).
Hanbonbwunm apdekT, BKovasa yny4lleHne noYedHbIX QyHKLMIA,
Habnogancs B rpynne 60MNbHbIX C aKTUBHBIMWU MPOoniMgepaTnBHbIMU

M3IMeHeHnNAMn B Kﬂy60‘—|KaX
(S. Tojo, Heart & Circulation, 1988, 3, 3, 14 - Hoapaku, Anonus)

1988 — 34 6onbHbIX NnepBu4YHbIM MIIH. 16 6onbHLIX B TEYEHME roaa
nony4vanu gunupugamorsn 100 mr/cyTt n acnupuH 500 mr b.d.
Y 8 B0sbHbIX KNMPEHC KpeaTuHuHa Bo3poc Ha 20%, y apyrux
ocTaBarsics ctabunbHbiM. B nnauebo-rpynne oyHKUMA noyek bbina
cTabunbHOW nnu yxygwanach, 2 00fbHbIX Ha4Yanu revyeHme
ananusom. Cpeamn 6 6onbHbIX ¢ XINH K® Bo3pocna ot 49 no 60
MIT/MUH B NepBble 6 MecC. U Janee octaBanacb CTabunbHON.
(G. Millet, Heart & Circulation, 1988, 3, 3, 14 - Maopuo, HUcnanus)



Ilepsuunas IgA nedponaruss

poiouii xup (W=-3 KUPHBIC KUCIOTHI)

1994 — 106 60nbHbLIX, paHAOMU3NPOBAHHOE, NMNaLebo-KOHTPONMPOBAHHOE
nccrnegoBaHune, AnuTenbHOCTLIO 2 roga. Peidouin xup cHmuaun puck 50%
yBENMNYEHUA KpeaTUHMHA CbIBOPOTKM Ha 82%, a puck TXIH nnn cmeptn Ha
67%. CHWKeHMe KnmpeHca KpeaTuHuHa - 0,3 Mr/MuH/1.73 m?/rog npoTtu
7,1 mn/mnn/1,73 m2/rog B nnauebo-rpynne. 9Ty AaHHble 6bInn
NoaTBEPXOEHbI N Yepe3 6,4 r. ganbHenwero HabngeHus.

(JV. Donadio, New Engl J Med, 1994, 331, 1194-1199 - Mayo Clinic)

(JV. Donadio, J Am Soc Nephrol, 19994, 10, 1772-1777 - Mayo Clinic)

1988 — 34 60nbHbIX nepBnYHbIM MIITH. 16 6onbHLIX B TE4eHMe roga
nony4vanu gunupugamorsn 100 mr/cyTt n acnupuH 500 mr b.d.
Y 8 BOnbHbIX KNMpeHC KpeaTnHuHa Bo3poc Ha 20%, y apyrmx
ocTaBarncd ctabuneHbiM. B nnauebo-rpynne gyHKumMs nodek obina
cTabunbHOM UNK yxyawanacsk, 2 00fbHbIX Ha4Yanu neyYyeHne
anann3om. Cpeamn 6 6onbHbIX ¢ XIMH K® Bo3pocna ot 49 oo 60
MIN/MUH B NepBbIE 6 MeC. 1 aanee octaBanacb CTabunbHOWN.
(G. Millet, Heart & Circulation, 1988, 3, 3, 14 - Maopuo, Hcnanus)
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HCH&CBIHICHHBIC JKUPHBIC KHCJIOTHI

JIMHOJIeHOBasA K-Ta o-/IuHo/IeHOBasA K-TA
(pacTuTe/bHBIE MACJIA) (Mopckue pbIObI)

INKO30IICHTACHOBAA K-TA
NOKO030IreKCaeHOBAasA K-Ta
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Ser / Thr - O - GalNac --- 81,3 ---







Treatment No treatment
D;O 2 3 8 9 50 100
Ubinepiimpciomyiis (Bt o 4ah Nephritic Rats | .
without (non-nephritic) injection of — — -
anti-mesangial cell antibody 100 -
Il - PDGF-Antagonist ) 80+
(n=12) =
[] - Inactive Antagonist & 807
(n=13) 2 401
71 - Buffer alone p
(n = 6) T 20-
e
: LM oW
NN -PBSalone(n=3 2
- : ) o oe Non-Nephritic Rats
] - PDGF-Antagonist (n = 3) 40-
'-p(O-OS “-p<0.01 20-l & @ @ ﬂ
O.M_ g;
10 25 40 55 70 85 100

Days after Disease Induction




MeMOpano=npoundepaTuBHbIN
TJIOMEPYIOHEPPUT

(Me3aHTHO-KaMMILISIPHBIT
VTN JTOOYIISIPHBIN TIIOMEPYIoHEPPHUT)

C. bopoeou, 2003



Mem6GpaHo-nponudepaTtMBHbIN rnomepyrioHedpuUT



MemGpaHo-nponudgepaTtMBHbIN rmomMmepynoHedpuT




Mem6GpaHo-nponudepaTtMBHbIN rnomepyrnoHedpuUT



MemGpaHo-nponudgepaTtMBHbIN rmomMmepynoHedpuT
(vHTpameMOpaHO3HbIe INMEKTPOHHOMNSIOTHbIE A4ENO3UTbl, UHTEPNO3NLUA ME3aHIMOLIUTOB)



Knturuko-mopgbosio2udeckue
gsapuaHms! 2i0mMepyoHepuma

MEMBPAHOMPOJIM®EPATUBHbLIN
MMOMEPYJNOHE®PUT

CUHOHUMbI -
—MeMbpaHO3HO-NPONMdEepPaTUBHLIA TMOMEPYNOHEM PUT

MEe3aHrMoKanunnapHbINA rmoMepynoHedpuT
MopdponozuvyecKkas xapakmepucmuka

b dysHada NHTepnoasnyma YTonuweHue NMMyHHbIE
Me3aHraneHas t+ Me3aHrus + | rnoMepynapHom + L0,ENO3UTHI
nponuepayms KanunnapHomn

RITETOR W Md | PHIKGA CIeRkA

Mopdgponozuyeckue eapuaHmni:

a) b —
) no nokanmnsaymn TN | ™R I Dense Deposit Disease
MMMYHHBIX OTITOXEHWUN Me3aHIrmalibHble K
CYGSHﬂ,OTeﬂmaﬂbele MHTpaMeM6paHO3HbIe
0) - ECKNIA)

CBETOMMKpPOCKOMNMUYECKHWe:  OpOCTOWN (Knaccuy
nodbynapHbBIA
C NONyNyHUAMMN (B OTAENBHBIX KnyboYkax)



KNACCUDOPUKALIUA

MEMBPAHOIPOJIM®GEPATUBHOI'O
MMOMEPYJIOHE®PUTA | TUTIA

A. lepBUYHBbIN

(wnnonaTtnyeckun)

Bb. BtopuuHbin

Nenatut C (c KpuornodbynmHemmen unm 6e3 Hee)
Nenatut B

CucrteMHasn KpacHas Bofl4YaHKa
CepnoBuaHO-KNeTo4YHasa aHeMus

CuHapowm LerpeHa

Capkounpos

LlyHTOBOM HedpUut

Odedunumut aHTuTpUncuHa

4-gHeBHasA Mansapwus

XpoHun4yeckasa TpoMboTMYecCKas MUKpoaHrnonaTms
CuHpgpom Buckley

Bone3sHb OTNOXEeHUN Nerknx Urun TXxenbix Leneu



['ucronmornueckue Bapuantel MII1I'H

e Tunl XxpoHU4Yeckas UMMYHOKOMMJIEKCHAsA 6one3Hb
¢ MMMYHHbIE 0eNnNOo3UTbl B M€3aHIMN U CY63H.EIOT€J1VIVI

e accouuupyetcs ¢ renatutom C, cmewaHHoMn
KpuorrnooynmHemumen, renatutom B, 6aKkTeprnanbHbIM
3HAOKApAUTOM

e Tunll OGone3Hb NMOTHbLIX AENO3UTOB
e C3 npun ummyHodnyopecueHUMn, HO 6e3 UMMYHOIrNOoOYNNHOB
e aytoaHTuTena K C3 koHBepTupyrowemy cepmeHty (C3Nef)
e B 90% cny4yaeB peunamBupyeT B TPaHCMNNaHTaTe

e Tunlll XxpoHn4yeckas UMMyHOKOMMJIEKCHasA OONe3Hb

e B oTNnnyme ot | TMNa MmeroTCH cybanuTenuanbHbie 4eNo3UThl
N paspyLieHue 6asanbHON MeMOpaHbl C NPO3paYHbIMU
nakyHamm



MemGpaHo-nponudepaTtMBHbIN rmomepynoHedput (DDD)



MemGpaHo-nponudepaTtMBHbIN rmomepynoHedput (DDD)



MN3meHeHunsa rna3sHoro gHa npv MITMH Il Tuna



MapuunanbHas nunogucTpodusa



MapunanbHaa nunoaucTpodcdpus



llocmungexyuonnviit MIII'H u OIIH y 36-n1emueti
nepeopoosweil Ha 24 nedene bepemenHocmu,
JIeYeHHOU NPEOHUZ0NOHOM U 9-OHEeBHbIM OUATIU3OM.

Demetriou et al., NDT, 1998, 13:2121



MMrH, Il Tun. Npy6bie nameHeHns N'BM, pe3koe ytonuweHue, nakyHbl, MICTOHYEHME MNSIOTHOMN
NfacTuHbI, cyGanuTenuanbHble Aeno3nUTbl



MeMOpaHOTIpOSIM(EPATUBHBIN
[JIOMEPYJIOHE(PUT:  JICUCHHUE

e KopTukoctepounabl wumeroT acphcdekT B nedrote
KNMMHNYeCKnx nposasneHun, y geten, npuv MIMIMH |
Tuna. Nynbc-tepanua Ne3, nanee B NofIHOU [03€
6 12 mec, nogaepxuBarwwan gosa 20 mr/y.geH B
TeyeHue 3 4 10 net. AP deKT Takon Tepanmn y
B3POCIibIX HE U3YYEH.

e AHTUTpOMOOLUUTApPHbLIE cpeacTtBa acnupuH 1 r/cyTr
+ KypaHTun 200 250 mr/cyt He MeHee 1 roaa.

e Lnknodocchammng [ocTtoBepHbIX AAHHbIX O
None3HocTU HeT. Jlyuwe co4yeTaTtb C
KOpTUKOCTeponaamm.



MeMOpaHOTIpOSIM(EPATUBHBIN
IJIOMEPYJOHE(PPUT: CTpaTerus JICUCHUS

e Yem KOpoye aHaMHe3, TeM arpeccCMBHeU Tepanus.

e KomMOMHMpOBaHHaA NMMyHOAENPEeCCUs MNpPU KOPOTKOM
aHaMHe3e Uy 6bICTPOM MporpeccupoBaHnNmn

e [lpepgHnsonoH nynbc-tepanua Ne3, nanee nepopanbHbIU
npuemM No anbLTePHUPYIOLLEN CXeMe

o LI® exxeaHeBHbIM BBegeHuem no 200 mr 1,5 2 mec, nanee
YMeHblUeHMe O03bl MEeTOAO0M YpeXxeHUs ero BBeaeHus

e [InNnuTenbHOCTL NIe4eHUsA He MmeHee 8 Mec.

e [lpu oTcyTcTBUM ahdeKTa NN NPU3HAKOB aKTUBHOCTU
e KypaHTusn + acnupuH anuTtesibHO (Ao 2 3 ner)
e UHruoutopbl AlD
e CUMMNTOMaTU4YECKUe cpeacTBa, NOArOTOBKA K remoaunanuay



MeMOpaHO3HBIM TIIOMEPYJIOHE(PUT

(MeMOpano3Has HedpomaTus)

C. bopoeou, 2003



KnuHnyeckmi criyqan

bonbHON M., 42 net, 0bpaTnnca K Bpady u3-3a BHE3anHo
Pa3BUBLLUMXCS OTEKOB. PaHbLle cumnTan cebs 340pOBbIM,
KaKnx-mbo aHaMHECTUYECKMX YKa3aHUN Ha

XPOHWYECKYI0 HedponaTuo He Hawyiock. [pn ocMoTpe:
MACCUBHbIE OTEKU HOI U nosicHuUbl. Oabiiku HeT. Al 135/80
MM pT. CT.

JTabopaTopHble AaHHbIe: KpeaTUHUH CbiIBOPOTKN KpoBn 0,11
MMOJ1b//1, MOYeBMHa 8,2 MMonb/n, 0bwmmn 6enok 49 r/n,
anbbyMuH 17 r/n.

[poTenHypus 6,8 r/n. Ocagok Mouun: aputpounTtos 1-3 B 1.
3p., NENKOLMTOB 4-6 B N. 3p., peAKNE rmannHoBblE LINNHAPLI,
OBaJibHble XXMPOBbIe TesbLa.

[AnarHo3s: lNepBnyHast MeMbpaHO3Has HedponaTus,
HedpOTUYECKUN CUHAPOM NPU COXPaHEHHOW DYHKLIMK TOYEK.



“ " :
'|.- . | 4
b N J v - -
: . ' r
Memb6paHo3Hasa HedoponaTua
























KnuHnuko-mopghbonozuyeckue
KnuHuko-Mopaghosioe: eapuaHmsi 2niomepynoHeghpuma

MEMBPAHO3HbIV TMOMEPY fIGHEEPIAT e

CUHOHUMBI: —
MembpaHo3Has HedhponaTus

MeMBpaHo3HaA MMMPYESIRPRARATIBALIMU Aeno3nTamu
rnomepynoHed
AKCTpamemMOpaHoO3HbIN HehpUT

Mopdornormyeckum kpurepum

cybanuTenuanbHble OTNOXEHUS + MemMbpaHo3Has
NMMYHHBIX KOMTIITEKCOB TpaHcdo
MMcTonornyeckune 1)

cTaaum: gybanutenuanbHble Aeno3nTbl 6e3 Wunnos

gmnbl" 1 "kynona”
ARNo3uTbl BHYTpU OasanbHo MeMOpaHbl

TORGTRIBMEMAPE WA Ko Re3rRBIRe AR RIbIIoGHO

LLUBEWNLLAPCKOMY CbIpY)

Mopdonorniuecknin npusHaKk akKTUBHOCTHU
— Menkne cybanuTenunanbHble 4eno3uTbl



dBONOLUUA USMEHEeHUN
'BM npn membpaHO3HOM
HedponaTumn

A. Menkue
cyb6anutenuanbHble
aeno3utbl (IgG)

B. «lUunbi»

C. «Kynona»

D. Pe3opOunsa MMMYHHbIX
Aeno3nToB

Churg et al., 1995




dBONOLUUA USMEHEeHUN
'BM npn membpaHO3HOM
HedponaTumn

A. Menkue
cyb6anutenuanbHble
aeno3utbl (IgG)

B. «lUunbi»

C. «Kynona»

D. Pe3opbunss MUMMYHHbIX

[eno3vuToB

Churg et al., 1995




Epithelium with
effaced foot processes

Thickened
basement
membrane
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Mem6GpaHo3Hasa HedoponaTus, | ctagua







MembpaHo3Hasa HecpponaTusa



MembpaHo3Hasa HecpponaTusa









MembpaHo3Hasa HecpponaTusa












'
=
=
©
=
o
*
=
=
©
=
o
Q
.3
Q
- =
'Y
©
L
(%]
o
L
©
Q
(e}
=
(%
=

. Rl 0/ ..A.\-
R e
.\ . -t.\. 4&3 .r..-VA.







MembGpaHo3Hasa HecpponaTusa, IV ctagua, obocTpeHue (Menkne cybanuTenuanbHblie AeNO03UTbI)










MembpaHo3Hasa HecpponaTua



MemGpaHo3Has Hedponatus npn CKB. CybanutennanbHble 3reKTPOHHOMOTHbIE
AEno3nTbl U BUpyconoaobHble YacTuLbl B LMTOMNMa3Me SHO0TENus.
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DKCHEpUMEHTAILHBIE MOJIEIN HEPpuUTas
1. sedhpur Heymann

| MR | MRl Auedet | Production of Nephrotic Syndrome in Rats by Freund’s Adjuvants and
PROTEINURIA Rat Kidney Suspensions. * (24736)

600

mg.per 400 |I| I |
24 hrs.
0 I WALTER HEYMANN, DONALD B. HACKEL, SARGENT HARWOOD, SYDNEY G. F, WILSON
AND JANET L. P HUNTER

Babies and Children’s Hospital, and Cleveland Metropolitan General Hospital, Western Reserve
University School of Medicine, Cleveland, O.

Proc. Soc. Exp. Biol. Med., 180: 660-664, 1951
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1500
mg.% 1000

o

5 M. AFTER 6
NO. OF FIRST INJECTION | FIRST INJECTION |4683493368

INJECTIONS 6566666664 6666664666 5464664555 F1G. 3. (A). Normal kidney. Note patent glomerular capillar-
ies, thin basement membrane. Periodic-acid Schiff stain.
480X%.

F16. 3. (B). Kidney of rat inj. With adjuvants plus rat kidney

. suspension. Note marked thickening of basement membrane

FI?- 2. Same as Fig. 1, except for use of 0.5 cc of Freund’s regions, synechiae, and alight cellular proliferation of capsu-
adjuvants. lar epithelium. Periodic-acid Schiff stain. 480X.




Molecular Understanding of
Heymann Nephritis




KNACCUDPUKALIUA
MEMBPAHO3HOU HE®POIMATUU

e |. Mgnonatnyeckasa (nepsunyHas)

e |lI. BropnyHas

e A. AccouunpoBaHHas ¢ Apyrmmm 60one3HAMM

e 6. HOyuMpoBaHHasa nekapcTBaMun U
TOKCUYECKMMMN BELLLECTBAMU

e B. CBA3aHHasa ¢ nHdpeKkUunamm



BOJNIE3HN, ACCOLUMNPOBAHHBIE
C MEMBPAHO3HOW HE®POMATUEW

Onyxonu (KapuuHoma nerkux,
Xenyagka, KNWeYHUKa, MOJSTOYHbIX

Xenes; numdoma, peako
nevkemums)

CucrtemHasd KpaCHaA BOJTHaHKa

AYyTOMMMYHHbIW TUpeonaunT
[epneTudopMHbLIN gepmMaTuUT
Capkoungos

CunHpgpowm LerpeHa

CepnoBuaHOKeToYHas 6onesHb

XpOHMYeCcKoe OTTOpPXeHne
NOYeYHOro TpaHcnaHTara

CaxapHbin gnabet
CuHgpom daHKoHU
bonesHb Kumypbl

bone3Hb Bebepa-KpuncueHa
Cunapowm NapaHepa-
[anmoHaa

bynnes3Hbin nemdgurona
Cungpowm 'ynnnaHa-bappe
PesmaTtonaHbIn apTpuT
Cvngpom LWapna
[lepmaTtomMmnosunt

Tpomb03 noyeyHbIX BeH (?7)



JNIEKAPCTBA, BbI3bIBAIOLLWAE
MEMBPAHO3HYO HE®POINATUIO

D-lNMeHnunnnaMuH

Tshxenbie MeTasisibl (pTyTh, OpraHMuyeckKoe 30J10T0)
KanTonpun

Npo6beHeuun

TpuMeTaauoH

OpraHunuyeckue pacrBopuTtenu

HecTepouaHblie NPOTUBOBOCNA/IUTE/IbHbIE



WHPEKLU WU, BbI3bIBAKOLLUUE
MEMBPAHO3HYIO HEPPOIATUIO

Manapus

Jlenpa

CTpenToKOoKKOBasi MHMEKLUUS

dunnapmos

LLinctocommnas

IXUHOKOKKO3

[enaTuT B, XpOHMYECKMN aKTUBHbIN renaTuT
Cnmnunc (BpoXKaAeHHbIN 1 BTOPUYHbBIN)



MEMBRANOUS GLOMERULONEPHROPATHY AT
UNIVERSITY OF TEXAS HEALTH SCIENCE CENTER
AT DALLAS (10% biopsies)

Idiopathic MGN
SLE

+ANA 7SLE

In Diabetes

In Transplant
Congenital N.S.

Following Gold Therapy

Malaria
Thyroid disease
Myoglobulinuria

IV Drug abuse

Sickle cell disecase

?7Goodpasture’s Disecase
fire ant bite

Obesity

1970-1933

29

N N W W W

1 of each

Rheumatoid arthritis without gold tx. (varicella)



MEMBRANOUS GLOMERULONEPHROPATHY AT OU

1994-1997

40 Patients:

20 Patients: Idiopathic (50%)
15 Patients: SLE (38%)
3 Patients: ?SLE (atypical)
1 Patient: HIV
1 Patient: Rheumatoid arthritis /| Gold Tx



Memb6paHo3Hasa HecpponaTua npu CKB. Cy6anutenuanbHble 31eKTPOHHOMNSIOTHbIE
Aeno3nTbl U BUpyconoaobHble YacTuubl B LUTONMasme 3HAOTeNus.



Noel et al. (1979)
Schieppati et al. (1993)
Donadio et al. (1988)
Honkanen (1986)

Wehrmann et al. (1989)

Murphy et al. (1988)
Zucchelli et al. (1987)
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EcTecTBeHHOe TeyeHMne nguonaTtn4eckom memopaHo3Hou HedponaTum

Schieppati et al., NEJM 1993, 329:85




KnuHuyeckoe TeueHue nepsu4yHOro MeMmbpaHosHoro rnomepynoHedpura.
OK0J10 NO/I0BUHDbI 60J/IbHbIX BXOAUT B peMUCCUIO (B TOM YMCJI€ B CMOHTAHHYI0),
oaHakKo y 25 - 40% 60sbHbIX pa3BuBaeTca TepMuHasibHas XIMH.




CAB + Pred

1a, percent

mnur

Pred alone
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CpaBHeHue 3hheKTUBHOCTHU fle4eHna mMeMopaHO3HOU HechponaTum
npeaHU30sIOHOM U ero KomouHauuen ¢ xropamoyLumnnom
Ponticelli et al., NEJM 1992, 327:599




Anroputm nevyeHunsi 6onbHbIX ¢ MEMOpaHO3HOM HedoponaTuen



Membranous Glomerulonephropathy

Glomerular Antibody Deposition



TpoM0O03 ITOYCYHBIX BEH
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JIunioniHBIM HE(DPO3

(rmomepynonedput
C MUHUMAaJILHBIMU H3MEHCHUSIMU)

C. bopoeou, 2003
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effaced foot processes
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FmomepynoHedpUT ¢ MUHUMANbHLIMU U3MEHEHUAAMU (CNIUsIHUE HOXEK NOAOLUTOB).
MoBpexaeHne BbI3BaHO NUGOKMHAMU, NpoAyLMpyeMbIMU aHOManbHbIM KIOHOM T-KneTok.













KuHUKo-Mop posicaudeckue
gapuaHmbi a10MepyioHedpuma

NIMNONAHBLIN HE®PO3

CUHOHUMBI! —
—rNoMepynoHedpuT ¢ MUHUMabHbIMA U3MEHEHNSIMW

MUHUMallbHbl€ N3MEHEHUA
Hed)pOTVI‘-IeCKVIVI CnHgpom ¢ MMHUMalribHbIMWU U3MEeHEeHUAMN

6ones3Hb ManbiX OTPOCTKOB NOAOLMUTOB
Mopdonornyeckum Kputepum

n3onunpoeaHHaa obpaTtumas AeCTPYKUNA HOXEK NOA0LUTOB
Mopdonorus:

CM -
_K.I'Iy60'-{KI/I HE U3MEHEHDbI
BblPa>KEHHaA ,D,I/ICTpOd)I/IFI ANMUTEeNNA NPOoKCUMalribHbIX KaHallbLUEB

WMMYHHbIX 4EMNO3UTOB HET
OM - cnunsiHne HOXEK NoAoLMTOB

KnuHuyeckue nposiBNeHUs: peunANBMpYIOLLMIA HEDPOTNYECKUA CUHAPOM,
CTEPONAOUYYBCTBUTENBHbINA,
CKIMOHHBbIA K CNOHTAHHbBIM PEMUCCUAM



CTpPYKTYpPHbIE N3MEHEHNS NOAOLIMTOB NPU NUNOMAHOM Hedpo3e (cnpasa)



Minimal Change Nephrotic Syndrome/Focal Sclerosis

Immune - Mediated Circulating Substance _
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Table 2. Distribution of patients by histopathology

No. of
Categories patients %

Minimal change nephrotic syndrome 398
Membranoproliferative glomerulonephritis 39
Focal & segmental glomerulosclerosis

Proliferative glomerulonephritis

Pure diffuse mesangial proliferation

Focal & global glomerulosclerosis

Membranous glomerulonephropathy

Chronic glomerulonephritis

Unclassified

Total




KITIMHUWYECKOE TEHEHUE NMOMEPYJIOHE®PPUTA
C MUHUMAJIbHbIMU USMEHEHUAMW
Y B3POCIIbIX

e 6-10% OONbHbLIX NOrMoarOT B TeYEeHUue
HeCKONbKMX NneT oT AebroTta bonesHu

o BonbLWNHCTBO CJiyydyaeB — HeJle4YeHble UIn
He OTBETUBLUME HA Jfle4eHune 0oribHbIe

e OCHOBHbIE NPUYNHbLI CMEPTHU:
. cepae4yHo-cocyaucTblie 3aboneBaHuns
. NneroyHasi ambonus
. NoYyeyHass HeAOCTaTOYHOCTb
. UHEeKUnun



KIMHUWYECKWE OCOBEHHOCTU NMOMEPYIIOHE®PUTA
C MUHUMAJIbHbIMUA UBMEHEHUAMMWU Y B3POCIJIbIX

® MNPOTENHYPUA YACTO HECENEKTUBHASA
e Mukporemartypua (40%)
e aunacrtonunyeckaqa runepteHsuna (30 — 40%)

® ro4yeyHass He4OCTATOYHOCTb, OCOBEHHO
y NOXusbix 60nbHbIX (20 — 50%)



JInnonaHBIM HEPPO3: CTPATETUs JTCUCHUS

e bonbLINMHCTBO BONbHbIX YyBCTBUTEJIbHbI K CTEPONOaAM U
LUUTOCTAaTNH4ECKUM UMMYHOOErNpecCaHTam

eJleveHne Bcerga Ha4YMHaloT ¢ KOpTUKocTepomaos. [1o3a
OOIKHA ObITb NOMHOW, a ANIUTENbHOCTb — HE MEHee 1,5
— 2 Mec. (onTMumanbHo 6-8 mec.)

eYeMm ObICTpee 1 Yalle BO3HMKAOT peumanBbl, TEM
ANUTENbHEE A0IMKeH ObITb MOBTOPHLIN KYpPC NEYEHUS.

e CTeponagoHeYyBCTBUTENBLHOCTb — OTCYTCTBUE 3dodpeKkTa oT
KOPTUKOCTEPOUAOB HA MPOTAXEHUN 2—12 Mec. nevyeHus.

e CTeponao3aBNCUMOCTb — peumnans HEPPOTNYECKOIO
cuHgpoma Ha ooHe YMEHbLUEHNA 03kl NPEeAHN30/IOHa UNK
BCKOPE MOcCsie ero OTMEHbI



JInnonaHBIM HEPPO3: CTPATETUs JTCUCHUS

e CTeponaoHeYyBCTBUTESbHbIE N CTEPOMOO03aBUCUMbIE
BoribHblIE AOMKHBbI CBOEBPEMEHHO MNEPEBOANTLCS Ha
neyeHue yuknogocammaom.

e[lpenapaTtom TpPeTbero psiaa SBNAETCA LMKITOCMOPUH
(nopgepkaHne ero KoOHLUEHTpaUum B Nnasme Ha
ypoBHe 200 — 300 — 400 pr%).

e[ lpnmeHeHne gpyrux LMTOCTaTUKOB OTHOCUTCH
aKCNnepuMeHTaribHOu Tepanun.

e[locToBepHOE OoTCyTCTBME adhpeKTa nevyeHns Tpebyet
NPOOOIMKEHUSA TONBbKO CUMIMTOMaTUYECKON Tepanun
HepoTMn4ecKoro cuHgpoma (+ nepecMoTp guarHosa).
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KymynsaTtuBHasa yacTota nosiHon peMmmccum rnomepynoHedputa ¢ MUHUMaNbHbIMUA U3MEHEHUAMU

B 3aBMCUMOCTM OT BO3pacTa, Xapakrepa u ANUTENbHOCTU NevyeHuns. Y OonbLIMHCTBA AeTen

pemuccus pasBMBaeTcsl B Te4yeHue 8 HepAl., y B3pocrbix Heobxoamma bonee aonutenbHas Tepanus.
(Cameron, 1996)




-0~ 12 weeks

-o— 8 weeks

KymynaTuBHasa yactotra peMmuccum rmomepynoHecgpputa ¢ MUHMManbHbIMU U3MEHEHUSIMU Yy ieTen
CO cTepouao3aBUCUMBbIM HE(PPOTUHECKUM CUHAPOMOM nocre 12 HeAa. u 8 Hel. nevyeHus
nepopanbHbIM L4uknodgocchamuaom (2pynna aemopoe, Arch Dis Child 1987, 62: 1102-1106)




— Cyclosporine

- == Cyclophosphamide

BepoATHOCTbL COXpaHEeHUs1 peMUCCUM CTEPONA03aBMCUMOro (UK C YacTbiIMU peunanBamm)
rmomepyrnoHecgpuTa ¢ MUHUMaNbHbIMU U3MEHEHUSIMU NOCTIe NpPeKpalleHNs fevYeHus
umknocgocchammaom (2 mec.) Unu uuUkKnocnopuHom (9 mec.). (Ponticelliet al., 1993)




TOYKU NMPUNOXEHUA UMMYHOLOEINPECCOPOB

MOHOUUTbLI T-numdcdountbl B-numdouuTbl

KopTukoctepouabl +++  ++ +/—
asaTUonpuH + ++ ++
uuknocgocamug - ++ ++

LLUKIOCMOPUH — +++ —



KOPTUKOCTEPOUAbI B JIEHEHUU NMTOMEPYJNIOHE®PPUTA
C MUHUMAJIbHbIMUA UBMEHEHUAMWU Y B3POCIJIbIX

Mpynna A [pynna b
e 14 My>X4nH ® 13 MyX4MH
o 14 >XeHLWwuH e 13 XeHLWuH

BoapacT 32 + 17 BospacTt 34 £ 15

[TpeaHN30mnoH 2 Mr/Kr
yepes 48 yac. — 3 Mec.,
CHWXeHue gosbl o 0

B TeyeHune 9 mec.

[1lpegHn300H

1 Mr/kr/cyT B
TeyeHune 2 — 4 mec.

(Simon & Meyrier, Kidney Int., 1981, 35, 201)



KOPTUKOCTEPOUAbI B JIEHEHUU NMOMEPYJIOHE®PPUTA
C MUHUMAJIbHbIMU UBMEHEHUAMWU Y B3POCIJIbIX

YacTtoTta o60CcTpeHumn npm creponao-
YyBCTBUTENIbHOM He(hpOTUYECKOM CMHAOPOME

yucno obocTpeHnn (1 2 T MHOX.

rpynna A (n=25) 9 7 £ 10

roynnab (n=23) 19 2 0 5

(Simon & Meyrier, Kidney Int., 1981, 35, 201)



KOPTUKOCTEPOUAbI B JIEHEHUU NMOMEPYJNTIOHE®PPUTA
C MMHUMAIIbHbIMA USBMEHEHUAMWU Y B3POCIJIbIX

e (OTBeT Ha Tepanuto NpeaHN30/I0HOM:
yepes3 6 Heaenb — 50 -80%
yepe3 20 Hegenb — 90%

e UYepes 24 mMec. peMnUCccnsl COXpaHseTCs
y 40 — 60% 60/1bHbIX

e [lepen TeM, KaKk caenaTtb 3aK/IHYeHNE 0 CTeponao-
PE3NCTEHTHOCTM 3ab0/1eBaHUs, IedeHne OO/MKHO
NpoAO/KATbCA He MeHee 16 Henenb (Un AonbLue)



NMOKA3AHUA K HASHAYEHUIO ULUTOCTATUKOB
NMPN HE®OPOTUYHECKOM CUHOPOME
C MMHUMAJIbHbIMU USMEHEHUAMW

® MpPOTMBOMNOKa3aHUA ANA CTeponaoB
® MJioxas NepeHoCMMOCTb CTeponaoB
® YyacTble 0060CTpeHus

e cTeponao3aBMCUMOCTD



YACTOTA PEMUCCUUN HEDPPOTUHECKOI'O CUHOPOMA
C MMHUMAJIbHbIMA UBMEHEHUAMUA
NMOCNE LUMTOCTATUYECKOWN TEPAMUU

n pemMmuccusa roa
e Cameron (1974) 58 36% 5
e McDonald (1974) 34 64% 5
e Chiu (1974) 36 50% 5
e Siegel (1981) 18 78% 6
e Grupe (1982) 49 80% 4

e [locne 2-mec. Kypca nedyeHus uuknocgochamumaom
60% OONbHbLIX COXPaHAIOT PEMUCCUIO B nNpeaenax oT
9 no 24 mec.

e LluknocnopuH A: pemuccusi y 75% 060nbHbIX



KYMYNATUBHbBIA PUCK PAKA MOYEBOIO NY3bIPA
NMOCHE NEYEHUA LUUKITODOCDOAMULOOM

OnntenbHOCTbL fnevyeHus > 2,7 T.
CymmapHasa go3a > 100r

5 net - 3%
10 neT - 5%
15-20 ner - 16%

Talar-Williams, Ann Int Med, 1996



O4aroBbil TNIOMEPYJIOCKIEPO3

C. bopoesoii, 2003
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Konnanc KanmnnAaApHbIX CTEeHOK.

BHEKJIeTOYHOIro MmaTpukKca







DIFFUSA GLOBALE

V

FOCALE SEGMENTARIA




Knaccudukanus (GpoKalbHOTO CETMEHTapHOIO
IJIOMEPYJIOCKIIEPO3a

[MepBUYHbLIN (MauMonaTnvyeckmn) ®CIC, nHorga ceMenHbIU

- camocmosimenbHoe 3a001e8aHue
- Mopghonoz2uyeckue sapuanmol. Kiaccuieckuu, tip lesion,
KOJLIAMOUOHbIU

BUY- unu repomnH-accoummnpoBaHHbin ®CIC
BTopuuHbin ®CIC - nopgonocuueckuii penomen

A. C ymeHblLUeHUuem b. C nepBnYHO
no4Ye4yHom macchbl HOPManbHOU NOYE4YHOU
OnuromeraHedpoHus Maccou
OOHOCTOPOHHSSI areHe3uns MNo4Kn
[NoyevHas gucnnasms CaxapHbiin anabert
PedntokcHas Hedoponatus MMnepTeHans
CybToTanbHasi HeOPIKTOMUS OXMpeHue
HepoctaTo4HOCTb MOYEYHOrO Mpe- 1 aknamncus
TpaHCrJ1aHTaTa 69pe|v|eH|_|b|X
Ilobas nporpeccupytoLasi bonesHe LInaHoTuyeckas BpoxaeHHas
Nno4veK cepaoeyHas

INntnesas HedponaTus He0CTaTOUYHOCTb



OCHOBHBIE IPUYUHBI
(hOKaJILHOTO TJIIOMEPYJIOCKIIEPO3a

e [lepBuyuHbIN (MAMonaTnyecknuun) ®CIC, no HeKOTOPbIM
XapakTepucTukam 6fiM3Kknm K nunoungHomy Hedpo3sy

e BTopu4Hbin ®CIC

Healing npealiecTBylOLErO0 O4MAaroBOro rnoMepynsapHoOro
NoBpeXxaeHUsa - o4aroBoro BoriYaHoOo4YHoro Hedpwura,
IgA HedpponaTum nnu Backynurta

3HauuTenbHasa yTpaTta HeppOHOB - MOYTU NPU BCEX
BapuaHTaxX XpOHMYECKUX bone3Hen novyek

XpoHuyeckasa noyeyHas Basogunatauma - caxapHbin
avabet 1 Tuna, cepnoBUAHO-KNEeTOYHast aHeMus,
Oorne3Hb HaKOMNeHUsA rnmukoreHa 1 Tuna, MaccmBHoe
OXUpeHue, TAXenasa npeaknamMmncus

e [lpyrue NpUYUHLI
BU4Y- un reponH-accoumMnpoBaHHbIN
Onyxonu, npeMmyLiecTBeHHO NTIMM(POMbI
JleyeHune nutuem



Ctaguu pasButus
o4yaroBoro
rmomMepynockrieposa
(male hypertensive
Fawn-hooded rats)

W. Kriz et al., AJN, 1998, 9, 3, 381

1. HopmanbHbIn kny6o4ek

2. unataumsa n npununaHue
kanunnspa k 'bM

3. PacwumnpeHune 30HbI agresun,
Kornmarc v rmarnmHo3s
Kanunnsipos

AR 0 /A ‘ . 4T i 1 0 R SR R
b2 50 < 0 1V el 27 €~ . [l 4. PasBepHyTaa ctagma
; roMepysriockreposa
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OvaroBbIi rMOMepyioCKnepo3 ¢ CerMeHTapHbIM CKNepo3oM B obnacTtu kaHanbueBoro nosnroca (tip
lesion). Kanunnspbl cogepXaT NneHUcTble KNeTKM (MOHOUUTLI, HacbllWeHHble nunuaamu. Mpunexawme
nogouuTbl runepTpodupoBaHbl U NnponudepupyloT. BapnaHT 6onee fobpokayecTBEHHOro TeveHus (?).




OuaroBbi rmomepynocknepos. OtnoxeHus IgM n C3 B 3oHax rmanuHosa.



OyaroBbI# rMOMepynocKnepos.
O6nutepaumsa KanunNnApoB NNOTHbLIMU «FTMANMHOBbLIMUY OAENO3UTaAMM.



OuaroBbIW rMoOMepyriocknepos, konnantonaHas opma.
B 30Hax cknepo3a npocBeTbl KanunnsapoB OTCYTCTBYIT. CKONNeHusi BakyoniM3MpoBaHHbIX NOAOLIMTOB.
BapuaHT GbicTpOonporpeccupylowero Te4eHus.




O4aroBbel NIOMEPYJIOCKIECPO3:
JICYCHUE

e OT 40 go 60% B60nbHbIX CTEPONOOHYBCTBUTENLHDI,
PEMUCCUS MOXET ObITb NMOSTHON (NPOTENHYPUS 400
Mr/CyT) UNn HeNomnHou (<2 r/cyT).

eJlydwle oTBevaloT Ha Tepanuio borbHble ¢ «glomerular tip
lesion» (80% NPOTUB 33%) Beaman et al., Clin Nephrol 1987, 27:217

el lnknodocdammng nnm azatmonpuH B MOHOTEpPaNun Unm
BMECTE CO cTepongamMm MoryT ObiTb 9 (EKTUBHLI B
Ha4yane Tepanuu.

eYeM BbiLLIE NPOTENHYPUSA, TEM XYXKE MPOrHO3.

e5- 1 10-NeTHAS BbPKMBAEMOCTb DONbHLIX C HEPPOTUYECKUM
cuHapomMmom cocTtaBnsaeTt B cpeaHem 60-90% n 30-55%,
COOTBETCTBEHHO.
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Pretreatment Treatment

YpaneHue uuMpKynupyoulero paktopa Ha aacopOLMOHHOW KOJIOHKEe Npu peunause
nepBuyHoro ®CIC B TpaHcnnaHTaTe NPUBOAUT K BPEMEHHOMY CHUXKEHMUIO

NPOTEUHYPUM.
(Dantal et al., NEJM 1994, 330:7)
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Follow-up

AddekTMBHOCTL Nna3macpepesa npu nepsuyHom PCIC. luHamuka npotenHypumn y 6
OonbHLIX, paHee pe3uCTeHTHbIX K Tepanun. HabnopeHune B cpegHem 18 mec. Y apyrmnx
5 6ONbHbIX TaKOro oTBeTa He ObINo.

(Mitvalli, NDT 1998, 13:1524)
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e——e Minimal change disease

PyHKLUMOHaNbHas BbLDKMBAaeMOCTb NPXU O4aroBOM rfioMepyriockriepose B CpaBHEHMU C NIMNONAHBbIM
Hedpo3oMm. [lecATUNETHAA BbKMBaeMOCTb okono 50%.
(Cameron, 1996).




Without nephrotic
syndrome

With nephrotic
syndrome

g

]

Q0

Mcxon ovyarosoro
rmomepyriockneposa B
3aBUCUMOCTHU oT
Hanuuunsa unun
OTCYTCTBMUA
He(ppoTHUUYeckoro
CUHApoOMa npu
yCTaHOBIEHUMU
AnarHosa.

Takou xe adpdekT
MMEeIOT CMOHTaHHbIe
I MHAYLUMPOBaHHbIE
Tepanuen peMuccum.

Ponticelli et al., 1996
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Pretreatment Treatment

YpaneHue uuMpKynupyoulero paktopa Ha aacopOLMOHHOW KOJIOHKEe Npu peunause
nepBuyHoro ®CIC B TpaHcnnaHTaTe NPUBOAUT K BPEMEHHOMY CHUXKEHMUIO

NPOTEUHYPUM.
(Dantal et al., NEJM 1994, 330:7)
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Follow-up

AddekTMBHOCTL Nna3macpepesa npu nepsuyHom PCIC. luHamuka npotenHypumn y 6
OonbHLIX, paHee pe3uCTeHTHbIX K Tepanun. HabnopeHune B cpegHem 18 mec. Y apyrmnx
5 6ONbHbIX TaKOro oTBeTa He ObINo.

(Mitvalli, NDT 1998, 13:1524)




TakTrnka BeaeHHsT OOJBHBIX XPOHUYECKUM
TJIOMEPYIOHEPPUTOM

YctaHoBneHue mopdgonornyeckoro BapuaHrta
rmomepynoHecputa
OnpeneneHue ha3bl 6051IE3HMN NO KITMHUYECKUM U
Mop¢onormiecKMm aaHHbIM
lNMporHo3npoBaHue Te4eHUsa 6onesHu
Mpn Hanuuuu akTMBHOU (pa3bl OONEe3HU, NPOrHose
nporpeccupyrowiero Te4eHus - akTUBHas natoreHeTn4yeckas
Tepanus
rMIOKOKOPTUKOMADI
LUTOCTaTU4YEeCKUEe NMMYHOAEeNnpPecCaHThbl
KOMOMHMpPOBaHHaA Tepanus
Mo pocTnXkeHMn peMmmccumn Unu NPU3HaHNA Tepanum
He3adhheKTUBHOM - aHTUTPOMOOLMTaAPHbIE CPeaAcTBa,
aHTUNpPOTEeMHypUu4ecKas Tepanus
CuMmnTomMaTUyecKkan Tepanus - aHTUrunepTeH3nBHas,
NPOTUBOOTEYHAS ....

C. Bboposoti, 2002
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Global Sclerosis: When
Is It Normal?

* Up to 10% of glomeruli in patients
under the age of 40
* Patient’s age/2 minus 10



Focal Sclerosis: Sampling Problems

If 10% of glomeruli have lesion and biopsy
shows 10 gloms: miss lesion 35% of time

If 10% of glomeruli have lesion and biopsy
shows 20 gloms: miss lesion 12% of time




CLINICAL CLASSIFICATION OF
FSGS

Primary FSGS
Secondary causes of FSGS
HIV-associated nephropathy
Intravenous heroin injection
Congenital or acquired reduction of renal parenchyma
Reflux nephropathy

Glomerulonephritis, primary or secondary to systemic
disease



RESPONSE TO STEROID THERAPY: 330 Patients

(Loss of proteinuria first 8 weeks)
Number Response Non-Response
Minimal Change 313 93% 7%
Focal Global Sclerosis / 64% 36%
Focal Segmental Sclerosis 10 29% 71%



MINIMAL
CHANGE

MESANGIAL

FOCAL
PROLIFERATION ' SCLEROSIS



brICTpOnpOorpeCCUupyromm
TJIOMEPYIOHE(DPUT

C. bopoesoii, 2003



BbICTPONMPOINPECCUPYHOLLUUN
NMTOMEPYJIOHE®PUT

— KJIMHUKO-MOPMONOrnyYeckni
CMHAPOM, BapUaHT TeYeHMuH
PA3/INYHbIX FTOMepyoHem@pPUTOB

C ObICTPbIM PA3BUTUEM MOYEYHOM
HEe0CTaTOYHOCTU



beIcTponporpeccupyromnmm rmoMepyioHeppur =
CUHOHUMBI

noaoCcTpbin HePpUT (rmomepyrioHedppuT)
3KCTpaKanunnAapHbIU rMoMepyrioHeppuT
rnmomepynoHedppuTt ¢ NONynyHUAMu
3KCTpaKanunnApHbIX HEPPUT C NONYNYHUAMU
OCTpPbIN 35rI0Ka4eCTBEHHbIN HeppuUT
aHypu4yeckum Hecpput

Aandpdy3HbIU rMoMepyrioHePpPUT C NONYNYHNAMMU (IKCTpa-
KanunnapHasa nponudgepaumns donee yem B 50% knyoo4KoB)

CerMeHTapHbIN CepnoBUAHOKIETOYHbLIN U/unu
HEeKPOTU3UPYHOLLUN rinomepyrioHedpuTt (nonynyHus
Unn Hekpo3bl 6ornee yem B 50% Knyb60o4KoB)

me3aHruonponudepatuBHbin N'H ¢ andpdy3HbIMK
NONyNyHUAMU



Kak nuarsoctupoBarb
OBICTPOIIPOTPECCUPYIOITUH TTIOMEPYIOHEDPUT 2

Ona yrtBepxaeHna o Hanuuuun bBITMH
HeoOXoAMMblI U AOCTATOUHbI:

e KnunHunyeckue npusHaku rmomepyrnoHedpuTa
(rmomepynsipHasa rematypusi, NPOTEUHYPUS)

e BbbICcTpoOe oT Hayana 6onesHu (Yepe3 Heaenw,
Mecsilubl) pa3BuTME NOYe4YHOU HEeAOCTAaTOYHOCTH
N ee eCTEeCTBEHHOEe nporpeccupyroLlee teyeHme

e Mopdonornyecknm aKkBuBaneHT (NonynyHus
n/unn Hekpo3bl B 20—-50% Krnybo4KoB)






BIII'H: uto Takoe rmoMepyrisipHOe MONTyIyHHE ?

momepynsipHoe nonyrnyHue — CKonsrieHme
KIeTOK, pacnonoXeHHbIX He MeHee YeM
B ABa (Mnu TpU?) psaa mexay rnomepyriou
N Karncyrnoum Knybouka

NMpoTsaXXeHHOCTb nponudepaTta —
He MeHee 1/3 OKpPY>XHOCTU Kancyrbl

NMonynyHua MoryT ObITb KINeTOYHbIMMU,
KNeTo4YHO-pMOpPO3HLIMU UNU PUOPO3HBLIMMU



Folhard & Fahr, 1914
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AKCTpaKanunAaApHbIN rmomMmepyrioHedpuT (Knyboyek ¢ KNneTo4yHO-hNOPO3HbLIM NOMYTyHUEM)







HekpoTusunpyrowmm rnomepynoHedpur




Knuruko-mopgbonoauyeckue
gapuaHmbl 2anomepynoHepuma

9KCTPAKANUNNAPHLIA TMOMEPYNOHE®PUT

CUHOHUMDbI. —

[rnomMepynoHed pUuT ¢ NonynyHUAMU

BbICTPONPOrPeccUpy oW rnoMmepynoHedpuT

NoQo0CTPbIN HEDPUT
Mopdpornioaudeckutli Kpumeputi Knurnuyeckut akeusaneHm
JKCTpaKkanMnnapHble nponudgepaTsbl, DbICTPONPOrPECCUPYOLUA HEDPUT —
YacTO B BUAE MONYNYHUN, CHUXEeHMe KnyboukoBon punbTpayum
yonee yem B 50-—-60% kKnyboykos B 2 pa3a 3a 3 MecC
Mopdponozusn:
CM -

—3HA0- U AKCTpakanunnapHasa nponudgepauns
HEKpO3, aKcyaauus, nonynyHua
BasanbHble MemMbpaHbl USMEHEHbLI HEYaCTO
o -
—NMHENHbIE UNX/K TPaHYNAPHbIE oTNoXeHUA 1gG, IgM, koMmnnemMeHTa

YacTO OTNOXEHUN HE HaXOoAAT
KnuHudeckoe meyeHue —

nporpeccupytollee, ¢ netanbHbIM UCXO00M Yepes
HECKONbKO MecaleB UK 2—3 rofa oT Hadana bonesHu
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SKCTpakanunnsapHbIA rnomMmepynoHedpurt







MmmyHHas aTaka
(HenTpohunbl, C5b-9, makpocparn n ap.)

\ U 4
‘ HapyweHue uenoctHocTu
6a3anbHON MeMbpaHbI

Cxema natoreHe3sa BIlNIr’H

lNMpokoarynsaHTHas Bbixoa oubpuHoreHa
aKTUBHOCTb B Kancysny Knybouka
l— PubpuH Al
MpununaHue Mponudepauusn
MOHOLUTOB KINeTOK Kancyrnbl
~— QOOpa3oBaHue -——
" NONyNyHUH ~—
v Y
Pa3pb"36 MHTakTHan
Kancynbl Knybouka kancyna
CuHTte3 'BM PaspelweHue
M KonnareHa NonynyHuUn
B NONYNYHUAX
Y
®unépo3 K |
cMopLwmBaHue

Knybouka



bIII'Hz:
COCTaB KJIETOYHBIX MOJYJIYHUU

KneTkn anutenus Makpodaru T-NUMQOLUTH
kancynbl

NlekoUnTHI

Oubpobnacre

KT o T




BI1I'H: mopdonornyeckne npossBneHus
NonynyHua (Hancock & Atkins, 1984)

Makpodaru 35%
HenTpodunbl 12%
anuTenunanbHbIe KIeTKU 10%

domnbpobnacTtbl (stumme KneTkn) 43%

Mmomepyna

— OYaroBbl€ U CErMeHTapHbIE HEKPO3bI

— 9HAOoTeNnuanbHas U Me3aHrnanbHaga nponudepaumnd

— MOHOUMTapHo-MakpodaransHas nHdunstTpaums

— T-KNeTKku

— UHUNbTpaUns HenTpodunamm

UHTepcTnumn (Hooke & Atkins, 1984)

T-numcpounTsbl (T, Ty = 1,0) — 64—80%; moHountbl — 19—22%;
B-numdouuntel — 10%; Hentpodunbel — 2%



bIII'Hz:
SBOJIIOIUSA KJIETOYHBIX IOJYJIYHUN

KneToyHoe nonynyHue

Knerouwo-pubposnoe nonynyrue @ Mopdonornyeckoe paspewerue

Oubpo3noe nonynyHue



Knaccudukauma brlrH

NMepBUYHLIN Tun | — c antutenamm K 'BM (aHTn-I BM-HedpuT)

Tun Il — c UKK
Tun Ill — ¢ HeycTaHOBMEHHBLIM MEXaHN3MOM
BTopuyHbIn
NHgheKkyUOoHHbI CucmeMHsblIe 3abosiesaHusi
— NOCTCTPEeNnTOKOoKKOBLIN [H — c-m ['yonacyepa, CKB
— 9HOOKapauT — remopparnyecknn BackynmT
— WYHT-HEPUT — Y3€erKOBbIW NonuapTepunT

— BUcUepanbHble abcuecchl — rpaHyrnemaTtos BereHepa
— CMeLllaHHasa KpmornobynmHemMus

OcnoxHeHue NepBUYHON rMoMepynoHedponaTum

(MembpaHo3Hon HedoponaTum nnu MIITH [l Tnna)
(U. Kuhlmann & D. Walb, 1987)



MMMYHOMOP®OJIONTMYECKAA KNACCUPUKALIMA BIrH

1. AHTU-TBM HecpuT (NMMHelHbIe aeno3uTbl UMMyHorno6ynuuoe) 20-30%
C NneroYyHbIM KpoBoTeYyeHueM (c-M 'yanacuepa)
Bes nero4Hbix remopparuin
OcnoXxHAKLWMM MeMbpaHo3Hyo HedponaTuio

2. UMMYHOKOMIMJIEKCHbIN (rpaHynapHble Aeno3UThl) 40-50%
lMepeuydHbie noyeqyHsie 6os1e3HU
Nr-A Hedoponatus (-uT)
MembpaHonponudepaTUBHbIN HEDPUT
Nanonatuyeckmun bINIMH
MembpaHo3Haa Hedponatuga (C aHTuTenamm K F'EM B CLIBOPOTKE)
CucmemHbie 6omne3Hu

oCMUHEKUUOHHbBIE KonnageH-cocyoucmesle 6one3Hu
[1OCTCTPENTOKOKKOBLIN [Typnypa LLeHnenHa-leHoxa
SHAoKapauT Bon4yaHOUHLIN HEPPUT
BucuepansHble abclecchl CMellaHHaga KpuornobynmHemma
LLIYHT-He puT Y3eNnKoBbIN NepuapTepumut 77?7
Hpyrue CuHgpom BereHepa 777

CUCTEMHbBIN CKNepos 777

3. 30-40%
BB&3/HMMYHHBIX KOMMJIEKCOB [MNepYyBCTBUTENBHBLIN BACKYUT
[NonnapTtepumnt ManonaTuyeckum

[paHynemaTtos BereHepa
Couser, 1988












KnyG6ou4ek




beICTpOnIpOrpeECCUPYOMIUA
HE(PPUTUYCCKUM CUHIPOM — COCTOSHHUE,
TpEOYIOIIECE HEOTIIOKHON AUArHOCTUKHU

1 HEOTJIO)KHOU Tepanuu



JuddepeHinanpHas uarHoCTHKA
OBICTPOIPOTPECCUPYIONIETO HEQPUTHIECKOTO CHHAPOMA

avarHocTmnyeckasa Hepobuoncus

aHTu-I bM aHTTENna

YPOBEHb KOMMIEMEHTA

aHTUHYKIeapHble aHTUTena

aHTUTEnNa K bernkam uutonnasmbl HENTPOUNOB
KpUornoodynuHbl



Jlmarnoctuka bIII'H

KopoTkuin aHamHe3 6ore3Hn, BKno4vatoLen B cebs
HedPUTNYECKNN MOYEBON CUHOPOM B COYETAHUU C
NpPOrpeccupyroLmMmMm CHUXXEHNEM PYHKLMN NOYeEK

[ToYKM OObIYHBIX UM BonbLMX pa3mepos (Y3WN)

Bo3moXXHOE Hannyue pasnnyHbiX CUMMNTOMOB, HE MMERLLINX
MPSAMOro OTHOLLEHUS K rMOMepynoHedpuTy

OuarHoctunyeckas Hedppobuorncus
JTabopaTopHble MeToabl

aHTu-I BM aHTnTena

YPOBEHbL KOMIMIIEMEHTA

aHTUHYKIeapHble aHTuTena

aHTUTena K benkam umtonsnasmbl HEUTPOUNOB
KPUOrmobysnHbI

anekTpodopes 6enKoB CbIBOPOTKM + |g KPOBU N MOYN



AnaTu=I'BM anturena (oowruno 1gG)

e cneuudunyHbl ana M2-cyobeanHULbl HEKOMareHoBOro
AomeHa (NC-1) a,-uenu konnareHa IV Tuna

¢ YHYyBCTBUTEJIbHOCTDL.

Henpamaa No® - 75 — 85%
TBEepaodasHuin aHanma - 90 — 100%

® NMOKa3aHUuA K onpeanesfieHuio.

BIrIrH-cuHaopom, nynbMo-peHaribHbI CUHOPOM,
HEODBACHMMOE KpOBOXapKaHbe, CEPUNHbIE
nccnegoBaHns Onst oueHkn adpdpekta Tepanmu, nepen
TpaHcnaHTaumemn rnouku, nocne TpaHcnaHTauum
NOYKN Npu cuHapome AnbrnopTa



CocTaB koJutareHa
B pa3JIMYHBIX 0a3ajbHBIX MEeMOpaHax

NMopouunThbl

Lamina densa

a 4 (IV)
a 5 (IV)

nuaepmMmnc
al(lV), a2 (V)
a5 (lV), a6 (V)

- Lamina densa

dHaoTenunun

Cyb6aHpoTtenuu

U Me3aHrum

a1 (V)

a2 (V)

KonnareH V Tuna
KonnareH VI Tuna

IOncTtanbHbIN KaHaneu.,
Kancyna boymeHa
al(lV), a2 (V)

a3 (lV), a4 (V)

ab (lV), a6 (V)




AHTUHYKJICAPHBIC aHTUTEIIA

e npu CKB n peBmartnyeckmx OOresHsix
™mTp > 1:160 — 1:320

e yyBcTtBuTENbHOCTL Npu CKB > 90 — 95%
e cneundumyHoctb Ana CKB He 6ornee 70%
® JIOKHOMONOXUTENbHLI Y 5% 300P0BbIX

(y 39% B BO3pacTe ctapuie 60 ner)

® [PV OCTPbIX U XPOHUYECKUX BOCMANUTESb HbIX
3aboneBaHuax TnTp < 1:160



AHTI/IHYKJ'IeapHBIC AHTHUTCJIA, CHGHI/ICI)I/I‘IHBIG JJIA

HEKOTOPBIX OOJIE€3HEH

anti-dsDNA
_ CKB, peemamouOdHsbiii apmpum™*
anti-Sm
CKB
aHTUITUCTOHOBbLIE
CKB**
anti-U-1RNP Churg-Strauss**
_ CuHOpom
anti-S-C1-70
cucmemMHasi ckrepodepmusi
aHTULEHTPOMEpPHbIe CREST-
CUHOPOM
anti-Jo depmamomu3um/noaumMuo3um

gnﬁ'—‘égwﬁo ssDNA AHA-HecamueHassi CKB
M —



AHTHTENA K OelIKkaM IUTOILIa3Mbl HEUTPO(DUIOB

c-ANCA
AHTN-NMPOTEUHA3HDbIE
(29kd

o BrsEpadrlenenernue
B UMTONNasmMe

p-ANCA
AHTU-MUernonepoKkCcCunagasHblie

(
MUSSISUIPRaTIQLIRAS),

pacnpenerfnieHune

@
e [ paHynemaTo3 BereHepa

Mukpockonuyeckui
SOJIMAHTUUT

e Nanonatnueckun bIrrH
“A3BeHHbIN KONUT

@
e Mouonatnueckuu bIrH
e CuHgpom Churg-Strauss

Mukpockonuyeckuu
SONMMUAHTUUT

CKB (cnoHTaHHaA u
sugpanasMHoBas)
e fI3BE€HHbIW KONUT

paHynemaTo3 BereHepa




YyscrButenpHocth ANCA
IpU Pa3IUYHBIX 3a00JICBaHHAX

c-ANCA p-ANCA
’ 85% 10%

‘paHynemaros BereHepa

. N RGKARNYeCKNiA 45% 45%

. Wanonatnyeckuin bINrH 25% 65%

y i 5% (A
3eNKOBbIN NONNapTepUNT

' 10%  60%

CuHgpom Churg-Strauss



c=ANCA BricokocIIeU()HIHBI

I rpanyiieMaro3a Berenepa (>95%)

HyBCTBUTENIbHOCTb 3aBUCUT
OT aKTUBHOCTU DONE3HMU:

90%
reHepann3oBaHHas
aKTUBHaa asa o
50-75%
NoNIMopraHHas
aKTMBHasa pasa o
30-40%

NonHas PeMUCCUs
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C-ANCA, x nporennaze-3 P-ANCA, x muenonepokcuaase

‘.




KpurorinoOynrHsI

— Oenku, oopaTMmMo npeuunuTUpyrome
npu 4°C

e cpasy nocne 3abopa KpoBb MNOMELLAETCH
B BOAAHY0 B6aHto npu Temnepartype 37°C

e LieHTpudyrnpoBaHue 4Yepes 72 4yaca

® KONMYeCTBO N COCTaB KPUOrnodynmHoB
onpenenarTca MMMYHO3IEKTPOXOPE3OM



Tunsl kpuormoOyJIMHEMHUI

N ACCOIMMHUPOBAHHBIC C HUM 0o0JIe3H"

TN KPUOTNOBYIMHEMUN ACCOLIMMPOBAHHBIE
BOJIE3HUN

[
T™MN. M@@KOgHaAbHRS MHOXecTBEHHAa MUernoma

Ko e bone3Hb BanbaeHcTpema
0 VT OETV) MoroKRorasHag FavtvafaTs——
TUN. CmellaHHad JinmponponudgepaTnuBHble
MOHOKNoHanbHasa IgM - NoNMKIoHarnbHble PaccTPOUCTBA

S
”i © AYTOUMMYHHbIE U MHPEKLIMOHHbIE
TMn. CMmellaHHas boneaHun, BknYag renatut C n B
nonMKnoHanbHag Igl\/l - Ig('-‘.
ScceHUnanbHaa cMellaHHas KprUornodynmHeMus
NHOTrAa ABNgeTcd NPUYNHOW N30NUPOBaAHHOW remMaTypum



AHTH(DOCHOIUNNIHEIC aHTUTENa

® reteporeHHoe CeMeUCTBO ayTOaHTUTES
NMPOTUB Pa3JINYHbIX aHNOHHbIX
dochonunuaoB, BKrrOYasa KapanonunuH

e Noao3peHue Ha BOJTYaHOYHbIN
aHTUKOArynsAHTHbIN CUHOPOM:
runepkoarynsaums, fIOXHOMONOXUTeslbHas
peakuus BacccepmaHa,
aHTUKapguonunuHoBble aHTutena (ELISA)



Knuandeckue npu3Haku aHTU(OCHOIUITHIHOTO

CUHApOMA

® TPOMOO3bI FMYOOKUX BEH U UHCYNbLTDI,
e TpoOmMOoOUUTOMNEHUA,

e MMOBTOpPHAasd noreps nnoaa,

e livedo reticularis,

e TPOMOO3 AMANU3HOrO LUYHTA,

e HedponaTusa (TpomMboTUYECKAA MUKPOAHIUO-
naTtna, MHdapKTbl, TMNepPTeH3uNA)



DneKTpodope3 OCIKOB CHIBOPOTKHU

Lenb:

e nndhpdepeHUUpoBaTbL MOHOKITIOHArNIbHOE
U NONMUKNOHaNbHoOe yBerinyeHue
MMMYHOINoOynMHOB

e naeHTUMUMpoBaTb TUN TAXENbIX
(lgG-y, M-y, A—a,D-o0, E —¢,
Unun nerknx uenen (K unuA)



BIIT'H: dopmynupoBka guarHosa

1) MepBUYHBLIN NN BTOPUYHbIUN (C YKa3aHMEM AMarHo3za OCHOBHOIO
3aboneBaHusA), UNN OCJIOXKHAOLWNN NEePBUYHBLIN rMoMepynoHedh puT
(MH, MIrH 11)

2) Temn CHMXeHUA (PYHKLIMM MNOYEK — OCTPbIN 3NTI0KAa4€CTBEHHOro
Te4YeHUs, NOAOCTPOro Te4YeHuUs

3) NaToreHeTn4Yeckun BapnaHt: aHTn-rbM, UMMyHOKOMNNEKCHbIN, 6e3
otnoxeHuna UK

4) Mopdonornyeckum BapuaHT: C NOAYNYHUAMU UNN
HEeKPOTU3UPYHOLUU, CTaaUA MONMYyNYHUU, aKTUBHOCTb
Mopdrornorm4yeckoro npouecca

5) KnuHnyeckue CUHAPOMBLI: NYfibMO-peHaribHbIU, HePPOTUYECKUN

6) KnuHnyeckoe TedyeHue (CNOHTaAaHHOE UMK OTBET Ha JfleYyeHue) —
nporpeaveHTHOEe Te4eHue Unm pemmccus

7) OcnoXxxHeHMs1 OCHOBHOro 3aboneBaHua unu Hecputa



CrangapTHbIC OIIMOKK TEpareBTa
B nmuarHoctuke bIII'H

e OueHka BIIMH kak ocTporo rnomepyrioHedpuTa

e [1py HANNUMKN KaKNX-TMOO CUCTEMHbBIX NMPOSABNEHNN
(noxyaaHue, nuxopaaka, aHeMus, pesKkoe
yckopeHune CO3, naMeHeHUs1 KOXW, nerovyHas
NHPUNBLTPAUMS 1 Ap.) — UCKTIoYeHMe TybepKynesa,
NMOUCK OMyxosin, UHPEKLNOHHOIO UAN Kakoro-anbo
[IPYroro CUCTeMHOro 3abosneBaHusl.

e [lo3aHsAS rocnuTanmM3aums B HepPoNorn4yecknm
CTaLUMOHap, 3HaYMMO yXyaLLatoLwas NporHo3
60s1bHOrO.



NEYEHUE BbICTPOINMPOIPECCUPYIOLLEIO

MOMEPYNOHE®PUTA B AKTUBHOWN ®A3E

1. NMynbc-Tepanua npegHusonoHom no 1000 mr 3 — 5 gHew;
panee 120 mr per os Yyepes AeHb B TeyeHne 4 — 6 Hepaenv,
80 Mmr yepes geHb B TedeHue 2 — 3 Mec.,

60 Mmr yepes AeHb B TedeHne 2 — 3 Mec.
(00 dpasbl KNMHUYECKOWN PEMUCCUN).

2. Uuknodoccamua 200 mr/cyT B TedeHue 2 — 4 Hepensb,
aariee no anstepHupyowen cxeme (1 paz B 2 — 3 — 4 gHA)
0o 6 — 8 mec. B TeyeHne 1,5 — 2 nert

3. MNMnasmadepes (3—5 ceaHcoB) — Npu MyrNbMO-pPEHASIbHOM
CUHOPOME, NPU COXPAHEHNN CUCTEMHbIX NPOSIBIEHNN
bornesHn yepes 2—3 Hea. OT Ha4vana Tepanuun, Npu cericmce

4. 'emoguanus — No nokasaHWsM, paHHUM
5. MpodmnakTuka n ne4eHme onNOPTYHUCTUYECKUX UH(pEeKLUN
6. CumnToMaTuyeckasa Tepanus



NEYEHUE BbICTPOMNMPOINPECCUPYIOLLEIO

MOMEPYJIOHE®PUTA
B ®A3E KIIMHNYECKOW CTABUITUSALLUN

1. CumnTomaTmnyeckas Tepanus

2. iMmyHogenpeccuBHble cpeacTsa nNpu Hann4um
MOPMOSIOrM4YeCcKnUxX NPU3HAKoB aKTUBHOCTMU
(noBTOpHaa Hedppobuoncus)



HcTopruyeckue acrieKThl
cuaapoma I'yamacuepa

e 1919 — Ernest Goodpasture npusen ayToncCumHble
OaHHble 18-neTHero 60nbLHOro, KOTOPLIN YMEP oT
remopparm4yeckon NnHeEBMOHUMN, CoOYeTaBLLEeNCS C
rnopakeHNneMm roYex.

e 1958 — Stanton u Tange obcnenoBann 9 BOMbHbIX C
NogoOHOW KIMMHUYECKON KapTUHOM U NPEeanonoXnin
Hanuyne HoBoW OONE3HM, KOTOPYIO Ha3Basnu
cuHgpomom l'yagnacyepa.

® Goodpasture EW. The significance of certain pulmonary lesion in relation to the
ethiology of influenza. Am J Med Sci 1919, 158:863-870

e Stanton MC, Tange JD. Goodpasture s syndrome (pulmonary haemorrhage
associated with glomerulonephritis). Aust Ann Med 1958, 7:132-144



Ernest William Goodpasture
(1886 - 1960)

AMepuKaHcKun natonor




Hcropuueckue acriekTosl cuHapoma I yamacuepa

e 1967 — y OOMbHLIX OLICTPONPOrPECCUPYIOLLIUM

rmomMmepyrnoHedpuUToM (IKCTpaKanummsipHbIM, C
NONyNyHUAMK), COYETAIOLLMMCS C NIEFOYHbIM
KpoBOTEYEHNEM, ODHAPYXXEHbI aHTUTENA K ©asarnbHomn

mMembpaHe kryboukos (BM).

e Kputepumn cuHgpoma l'yonacyepa
e anbBeondpHasa remopparus

e ObLICTPONPOrpPeECCUPYOLLNA FITIOMEPYNOHEDPUT
(3KCTpakanunApHLINA, C MNOSTYNYHUAMU N HEKPO3aMM)

e Hanunyme aHTU-I bBM aHTUTEN B CbIBOPOTKE KPOBM

Lerner RA, Glassock RJ, Dixon FJ. The role of anti-glomerular basement membrane
antibody in the pathognesis of human glomerulonephritis. J Exp Med 1967, 126:989-1004



Cunnpom ['ynmacuepas

TEPMHUHOJIOTUSA
e CuHagpom N'yanacyepa e bone3Hb 'yanacuyepa
® LLUMPOKUN CNEKTP ® JleroyHoe
bornes3Hen, (anbBeonsipHoE)
NpPOoABNSALLMNXCA KpOBOTEYEHME
NeroYyHbIM

(anbBeonspHbIM)
KPOBOTEYEHUEM C
O4HOBPEMEHHbLIM
nopaxeHnem rno4vek
(NMynbMo-peHanbHbI
CUHAOPOM)

® [IOMepynoHepuUT
nodown ctenexHun
BblpaXX€HHOCTH

® NPOoaYKUMA aHTU-
[BM aHTuTEnN

AH Cohen, RJ Glassock 1993






[IpuynHbl yJIBMO=pPEHATBHOIO CUHIPOMA

AHTN-I BM HedpuT (bonesHb N'yanacuepa)

CUCTEMHbIN HEKPOTU3UPYHOLLMIA BACKYNUT (MUKPOCKOMUYECKUIA MONTMapTEPUNT)
[(paHynomaTo3 BereHepa

Cunapom Yapra-LUTpoca (annepruvyeckuin rpaHyriomaTtos ¢ BaCKyrIMTOM)
[[emMopparnyeckuim BackynuT

CmewaHHas IgG — IgM kpuornobynmHemus

CucTteMHagq KpacHas Bofn4vaHKa C Nero4yHbIMu NposiBIEHNAMMU

IgM aHTuUTEna K 6enkam uutonnasmbl HENTPOUIOB

HedponaTtus, BbiaBaHHaa D-neHnunnnammHom

NaononaTtnyeckuin nerovHsin remocmnaepos ¢ NopaKeHNeEM noyek

Tpomb03 nero4Hom apTepumn npm memopaHo3Hom HedponaTum ¢
HePOTUYECKUM CUHOPOMOM

borne3Hb NerMoHepPoB C UHTEPCTULMASIbHBIM HEPPUTOM
[emopparnyeckuin otek nerkmx npu XrH
[Mnep4yBCTBUTENBHLIN NHTEPCTULMANBHBbIN HEPPUT C MHEBMOHUTOM

AH Cohen, RJ Glassock (1993)



[Toueunast BeKHBaeMOCTh npu aHTU=I' BM Hedpute B TeueHue
IIepBOro roaa 0oJie3HU

e 10 80% npwn cBOEBPEMEHHO HA4YaTOU

arpeccuBHON MMMYHOOENPECCUBHOM
Tepanuu

e ~50% B OONbLLUMHCTBE OMMUCAHHBLIX CEPUN
BOSbHbIX

o <20% npwu 3ano3ganom fnevyeHnn u
NMPUMEHEHNN CTAHOAPTHLIX 003
MMMYHOCYMNPEeCCOPOB



Antu=I bM=Heput

dakTophl, YXYALIAKOIIME TPOrHO3 He(DpUTa

> 50% Krybo4KkoB ¢ nonynyHUsMu
dnbpo3npoBaHHbIE NONYITYHUS
KpeaTUHUH KpoBu bonee 0,6 Mmonb/n
ONUrypua nnn aHypus

OCHOBHBIC IPUYUHBI CMEPTH OOIBHBIX

e MHdeKunmn
® JeroyHble KpoBOoTEYEHUS



[NlpoTokon nedyeHusa aHtu-rbM BINIMH

W. Kline Bolton (Virginia, USA, 1996)

e A. [llynbc-Ttepanusa meTUNNpeaHN3ONTIOHOM

e He paHee 3 yacoB Nocrne NPUMEHEHUSI ANYPETUKOB,
HEe UCNonb30BaThb UX B TEYEHME CreayoLUX CYTOK;

e 30 mr/kr B/BeHHO — 20 MUH, pa3oBas ao3a He boriee 3 1, Ne 3;
e KOHTpoOnb 3a ALl B TeveHue 4 vac.

e B. [lpeaHnsonoH per os yepes AeHb

[103a 1 oNUTENBLHOCTL TEpanun

2,0 mr/kr — 0,5 mec. 0,75 — 6,0
1,75 - 1,0 0,50 - 6,0
1,50 - 3,0 0,25 — 6,0
1,25 - 6,0 0,125 - 12,0

1,00 - 6,0 0,0625 — 12,0



[NlpoTokon nedyeHusa aHtu-rbM BINIMH

W. Kline Bolton (Virginia, USA, 1996)

e b. Uuknodochammg 2,0 mr/kr exxegHeBHO — 3 MecC.
1,5 Mr/kr exxeaHeBHO — 3 MEC.
1,0 Mmr/kr exxegHeBHO — 3 Mec.
0,5 mr/kr exxegHeBHO — 3 MecC.
yMeHbLNTb J03Y Ha 50% npu KO <10 mn/mMuH

e B. [lMnasmoobmeH

e Ob6bem 4 n, NATb AHEN B Hederno (Unu Yepes OeHb),
He MeHee 14 ceaHcoB, 3amelleHne 5% ansobyMmmHom

e CBexe3aMOopOXXeHHas nrasma npu KPOBOTOUYNBOCTH
e Tonbko Ha poHe nevyeHnsa unkrnodgochammaom

e CtoumocTb 14-aHeBHoOro kypca — $ 34,000 +
CTOUMMOCTb rocnutanusauumu (Ho Oewesrie
rnpoepamMmMHo20 2emoduariusal)



Penkre BapraHThI
IJIOMEPYJIOHE(pHUTA

C. bopoesoii, 2003



OuOpUIIAPHBINA [TTOMEPYIOHE(DPUT

C. bopoesoii, 2003



i OnopunnapHbIN
S rriomepynoHedpuT



PnoépunnapHbIN rmomepynoHecdpput. AuddysHas akcnaHCcUs Me3aHrmanbHOro MmaTpukca.






PUOPUNNAPHbLINA
rnomepynoHedpuT

ANEeKTPOHHOMJIOTHbIE
¢unopunnb! B
cy6anntennanbHon obnactu
(anameTp 20-30 HM)



J

PnopUNNAPHbLIN rnomepynoHedpuT (MHTpamemMbpaHoO3Hble U CyOaHAOTeNuarnbHbie Aeno3UThbl)



s
-
T
(o)

(o)
>
Q.
=
(o)
Q
-
=

=}
=
s
Q.

&
Q
I
(@)
| =
>
Q.
Q
=
(@)
m
b
a
I
o
s
(©)
-
X
©
=
(@)
I
>
=
=
=
1A
i
=
=
s
Q
(e)
s
8
o
)
L
X
=
-
(&)
s
3
(©)
=
s
(@)
=
s
=
<
<




[ momepynonedponaTuu
C HEaMUWJIOWUJIHBIMHU (PUOPHILISPHBIMH JETIO3UTAMU

e DPuOpuNNApHbIN rnomepyrioHedhput (85%)

® NouYTU cenieKkTuBHoe otrnoxeHue IgG4 + C3 + nerkue uenwu
oboux Knaccos

® Y HEeKOTOPbIX O0MbHbLIX - PUOPUNNAPHBLIN KPUOMNPELUNUTAT,
coAaepXxawumn NosIMKroHaribHbie UMMYHOINOOYMUHLI U
MO poHeKTUH

® Yy HEKOTOpbIX 60onbHbIX I|g B OMonTaTe He OOHapyXuBarTcA

e MMMyHOTaKTOMAHLIN rMOMepynoHedpuUT
e MMKpOTPYOokun auametpom 30-40 Hm
® Y MHOrMx OOMnbHbIX - NApPanpPoTeuH B UNPKYNALUN UNKU

MOHOKIOHarIbHbIN UMMYHOITIOOYNMH B buonTtaTe
e PubpoHeKTMHOBAsA HedponaTus

e hubpunnsl anameTpom 12 Hm
® CUCTEeMHOe HacrneacTBeHHoe 3aboneBaHue



HeknaccudunupyemMble BapUaHThI
JIOMEPYJIONaTUH

C. bopoesoii, 2003



AnekTpoHorpammbl HecppobuonTaTta EcbumoBa A.B. , 1970 r. poxa., ot 8.07.02. Jlnct 1.

A - auckpeTtHoe yToH4YeHne 'bM (110 Hm)
B - TBM HopmanbHouM TonwuHbI (okoso 300 Hm)
FeHepanu3oBaHHOE CrNMAHUE HOXEK NOAOLUTOB.



AneKkTpoHorpammbl HecppobuonTaTta EcbumoBa A.B. , 1970 r. poxa., ot 8.07.02. JlucT 2.

A - DubpunnsipHblie BknoveHusa B F'bM b - PaspbixneHune uAyTonel-wle yuyactka TlBM
B - Menkune ocmnodunbHble oKpyrnble BKoYeHusa B FBM
I - Paccnoexnne N'GM [ - noKkanbHbIe NPOCBETNIEHNS B YTNOLWEHHOM yyacTtke 'BM



IlepCrieKTUBHBIE METOBI
JE€UCHUS IIIOMepyIoHePppuTa

e CuHTeTnyeckue petuHouabl 3chppeKkTNBHbI B
neyeHunun aHtn-Thy1.1 HedpuTa




IlepCrieKTUBHBIE METOBI
JICYCHUS TIIOMEpylIoHe(dpuTa

e bnokapa TNF-a npepoTBpawiaeT U NnevYnT aKCTpakanun-
NAPHbLIN rnomepynoHedpunT y Kpbic nuHun Wistar Kyoto

Beoounu
pacmeopumblil
peuyenmop sTNFr p55
00 U nocje 88edeHust
HeghpomoKcuyeckou
CbIBOPOMKU.

Karkar et al.(London),
NDT 2001, 16:441-4




