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d HambOoaee yacTo penmausupyoniye 3a001eBaHNsI
d YacTtoTa penimansupoBaHMsI

d dakTOpHI puCcKa penuavBa

d Kanmanyeckne mposiBaeHNsI

J Cpoxm BOSHMKHOBEHNSI peliagnBa

d Puck morepu TpaHCIIAaHTaTa BCAeACTBYIE peliiAViBa
Jd Baustae oco0eHHOCTEN A0HOpa

d Cpoxku ripoBeaeHMs TpaHCIIAAHTALVIN

d IIpodmnaaktuka penansa

d /leyeHne pennnanBa



I'210MmepyaoHeppUTHL
Nanonarugecknit (mepsuyansiin) PCI'C 20-50%

Vanonatnyeckas (mepsuyHast) MH 10-42%

IgA-nedppomnaTs 20-40%
(Mopdoaormuaecku 40 60%)

CucreMHbIe 3a001€BaHIS
ANCA-acconmpoBaHHbIe BaCKy AUTBI 5-20%
Cungpom I'yamacuepa 5% (a0 50% mpu + a/T x TBM)

CucremHas KpacHast BOA4aHKa 2-10%
(Mopdoaormueckn 30-50%)

3aboaeBaHIs, acCOLMPOBaHHLIE C AVICPeryAslyiell KOMIL1eMeHTa

MIITH II Tuna (004€3Hb HAOTHBIX A€TIO3UTOB) 80-100%
Atunmansiii ['VC 30-50%
IIpoune 3ab0aeBaHYs

Ilepsrunas runepoxcaaypms 100%

AunabeTtmyeckas HeppomaTus 50-100%
AMnaonaos 5-33%

bozesun Pabpu




I/IAI/IOHaTI/I‘IeCKI/II/I (I)CFC/BMI/I

HOBpexaeﬂme MaAbIX OTPOCTKOB IIOAOLIITOB
T-xaeTounas naroaorus (pakTop IIPOHUITAEMOCTH)

> bMI

v T-kaerouHast aricpyHKIVSI — BBIOPOC IVITOKMHOB — HapylIeHue
IIPOHNIIAEMOCTI TAOMePYASIPHOro puabTpa Aasi aabOyMMnHa

> DCI'C (mamoraTmyeckmin)

v IIaTOTeHe3 A0 KOHIIAa He M3y4eH, OCHOBHBIe (PaKTOpPHI — IMjeaeBas gviadpparma,
UTOCKeaeT NOA0NUTOB (CMHaNITONOANH, C(pUMHTIA0AVININABI) U X CBA3b ¢ [TBM
(MHTEerpMHDLI)

v B oranune ot bBMU, npu @CI'C T-kaeTrounHasi AvicpyHKIMS COIIPOBOKAAETCSI
npoaykmyen ¢pakTopoB pocTa, rnnepTpoduern KAyOOUKOB U
IIporpeccupoBanvemM HedpornaTmumn

Circulating urokinase receptor as a cause of focal segmental glomerulosclerosis
Pactsopmmbii perjenitop ypoknsasel (SuPAR) — moseiien y 2/3 60apHb1x ¢ PCI'C HO He IOBBIIIIEH HY TP KaKOV MHO

raomMepyAaoratmm
B MOJeAN Ha MblIIITaX — aKTUBIPyeT [33 VIHTETPIH II040INTOB, BBI3bIBAsI PaCIlAacCTblBaHI€ MAaAbIX OTPOCTKOB

C. Wei et al. Nature Medicine 17, 952-960 (2011) doi:10.1038/nm.2411




Bropmuanbie ®CI'C:

1. CeMmeriHbIN

v Myranumn a-actinin 4

v Myrtanymu NPHS1 (seppurh)

v Myrtanyn NPHS2 (rmoaormh)

v Mytaumm WT-

v Myrtanun TRPCé6

v Myrtanumu SCARB2 (LIMP2)

v Mytaumu INF2 (popmmr)

v Myrtanun CD2-acconmmpoBaHHOTO
Oeaka

v MUTOXOHApMaAbHbIE IINTONATIN

2. Bupyc-acconmpoBaHHBINI

v BUY-accormmmpoBaHHast
HedpommaTus

v ITapBoBupyc B19

3. /lekapcTBa

v’ T'eponHoBast HepponaTusi
v IntepdepoH-a

v’ Antnit

v IlammnapoHaT/aaeHapOHAT
v AHabGoam4decKkue CTepONAbI

4. AAanITUBHBIN CTPYKTYPHO-(PYHKIIMIOHAABHBIN OTBET, BEPOSITHO

MeANpYeMbIit ruirepTpoduen Kay0ouKkoB nan rurepdpmabTparment
4.1YMeHbIIIeHNe MaCChI TIOYeYHOV TKaHU

v OanromeraneppoHMsI

v EAMHCTBeHHasI [TI04YKa (areHesist)

v’ Aucriaa3usi IOYeYHO TKaAHU

v KopTuKaabHbII HEKPO3

v’ Pearokc-Hedporarust

v Hedppokromms

v XpoHndveckast TpaHCIIAaHTaIMOHHas HedporaTyst

v TIo3ausist cTaaust AI000r0 3a00A€BaHMsI [TOYEK CO CHVKEHVIEM MaCChI
AericTByIonmx He(ppOHOB

4.2 VI3HauaabHO HOpPMaabHasl Macca IIOYEYHOV TKaHN

v CaxapHblil gniabet

v TuniepreHsus

v OxmupeHne

v BpoXXaeHHBbIe «CVHVe» IIOPOKU cepALia

v CepOBMAHO-KAETOYHAsT aHEMMSI

5. 3a0KkavyecTBeHHbIe HOBOOOpa3oBaHus1 (amMd¢poma)

6. Hecnemmpnuaeckne ®CI'C-noao0HbIe M3MeHeHNs1, BbI3BaHHbIE

CMOpIIVBaHVEM I1I04YeK IIPY IA10MepYAsIPHBIX 3a001eBaHMsIX

v Ouarossii nipoandepaTusHbii raomepyaoHedpur (IgA-HeppomnaTms,
BOAYaHOYHLIN Hepput, MaaonmMmyHHbI I'H)

v HacaeactBeHHBIT HeppuT (CMHAPOM AabIIOPTA)

v' MeMOpaHO3Has1 TA0Mepya0naTus

v TpoMOOTHYIECKasT MUKPOAHT IO ATV
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Yacrora permmansos 20—50%
IlaTorenes permansos
* Yewm Boinre KoHLleHTpanus SUPAR niepea tpaHcriaanraren
— TeM BbIIlle PUCK peryanBa
* ¥V nanmeHTOB, HO OTBe4YaloMX Ha MMMYHOCYIIPEeCCUBHYIO
Teparmio 10 II0BOAY peniiauBa yposeHb SUPAR ycromnmumso
IIOBBIIIIEH
Wei C, et al. Nat Med 2011; 17(8):952-60
Kaunmnka: maccuBHast nporennypust, Al', auchyHkims
TpaHCIIAaHTaTa
BpeMmst BOSHMKHOBeHMsI peljiigiBa: B TeUeHye IIepPBOro roaa
rmocte Tx, 9acTo B IepBble AHN U Aa’Ke YacChl
Mopdoaorus:: Ha paHHUX CTaausIX BBITAsAANUT Kak bBMU nipn
CBeTOBOVI MUKPOCKOIINY, Iipy DM - pacnaacTbiBaHye MaAbIX
OTPOCTKOB IIOAOIIUTOB
AudPpepennmaanpuniin guaraos: PCI'C de novo, BUU-
HedponaTusi, napsosupyc B19
Puick oTepu TpaHciiaaHTara 40 50%
Tx OoT XMBOTO AOHOpPAa — He BAMsIeT Ha PUCK penuanBa



/leyenmue
JdIlaasmaoOmeH (8-12 mporieayp B pexxume 3-4 pasa B
Heaearo ¢ oomenoM 1,5 OIIK c 3amemnteHneM 5%

aAbOYyMVIHOM)

 Het PKU

* Pesyabrartnl ayunte, ecan ITA rmpoBoanTs cpa3y npm rosiBAeHUN
IIPOTEVHYPUN

* IlpusHaku HepPockaeposa IIpu OMoICuN TpaHCIIAaHTATa —
IIpeAVIKTOPp HeOaaronpmsITHOTO ucxoaa (50% uHe orseuarot Ha I1O
AV A€eMOHCTPUPYIOT IIOBTOPHBIE PeMAVIBDI)

* IIpodmaakTuaeckme raasmMmaoOMeHBbI = 3a HeOea10 40
TpaHcHAaHTanmy (KMBOV 40HOP) 1Ay 3a 24 gaca a0
TpaHcHAaHTauy (TpyIIHbBIA AOHOP)

LQuAIID/BPA B MaKCMMaAbHBIX A03aX

U BbicOoKme A03bI IIMKAOCIIOPMHA

dITaazsmao0MeHHI + ntmkaodochammg

dITaazsmaoOMeHBI + puTYKMcMaO 2-6 BBegeHWI 10 375
Mr/mM? ¢ MHTepBaaoMm B 1-2 Heageau, BpeMsI 40
AOCTVKEHMSI OTBeTa — A0 9 MecsiLieB



MeM6paHo3Hana HedponaTus

MH - UIK nospexaenne c ¢popMupoBaHmem
Cy0snMTeAaAbHBIX 4€IIO3UTOB

» Manomatnuaeckass > 80%
Anturen-muirens: mMPLAR (penentop antudgocpoanmnassr A2 M-
Tnma), orkpsIT B 2009r., HaxoauTCst B mogonuTax. Jdpyrue aHTUIeHbI?

Tpurrep obpasosanust a/Tr Kk mPLAR? D. Salant, WCN 2011 _, v

a/T K mPLAR ne soasasioresa npu @CI'C u AH, ncuesaror Ha ¢pone y v

ncC P .;.~> . ot
Haamane a/T Kk mPLAR - aud . 43 namnonarmieckoit 1 BTOPUIHOIN ¢,y

MH? (n3 94 6-x c uanonaruaeckon MH 69% nmean a/T Kk mPLAR B A ‘

KpOBU U B IIOYEYHOI TKaH!, IIpu BTopruHoit MH — Hu y oaHoTo
O0ABHOTO. E. Hoxha, ASN 2011

* Bropmanas




AyTOMMMYyHHBIE
AyTouMMyHHBIe 3a001eBaHsI
CucreMHast KpacHasi BOA4aHKa
PesMaTOMAHDBIN apTPUT
CmenranHoOe 3a004€eBaHIe COeAMHUTE AbHOM TKaHM
JepMaTOMMO3NUT
AHKI203MPYIOIIVIN CIIOHAVIANT
CucreMHas1 CKaepoAepMust
Mmnacrenmns gravis
byaaes3ubwi memgurong,
AyTOMMMYHHBIVI TUPEOVANT
Cunapowm Illerpena
Bucounsbii aprepmit
Bboae3un Kpona
Peaknms TpaHCIIAaHTaT-IIPOTUB XO35IMHAa

Nadexnym

l'ematut B

l'ematut C

Bupyc nmMmynogedpunmnra yea0seka
Maasipus

IMIncrocomma3s

Duasipmas

Cuduanc

DHAOKapANUT (BHI3BAaHHBIN YHETPOKOKKOM)
DXOHOKOKKO3

/Jempa

3A0KaueCcTBEeHHBIE HOBOOﬁpaSOBaHI/I}I

Kapoumaombr
/Aerkmx
ITnmesoaa
ToACTOM KUIIIKM
Moao4HO1 XKeae3bl
Keayaxa
IHoukn
SIMIHNKOB
ITpocTaTsl
IloaocTu pra 1 ropTann

/lekapcTBa/TOKCHHBI
304010
IMenmimaaamua
bynnaaamum
PryTHBIE IpenapaTsl
Kanrompua
IIpoGenymia
Tpumeraanon
HecTeponanble NpOTHBOBOCHAANTEAbHBIE IIpellapaThl
VHIrnouTopsl HUKA00KCUTeHa3hbI-2
Kaommaorpeap
Autun
dopmaabaeria
YraeBoaopoaHbIe cOeAVTHEHMST

He xapriiaomer
Xoz>xknHCcKast auM¢poma
He-xoz>xknHckast aum¢poma
XpoHngeckni AI/IMCI)OAEIZKOB
MesoTteanoma
Meaanoma
Onyxoas Buabrmca
AzeHoMa 11e4eHun
Anrnodpoaaukyaaspaas auMmdpoma
[IIBanHOMA
HeiipobaacToma
l'anranoneripomMa HagIllOYeUHIKOB

Peaxue

CaxapHslit guabet (accoruanus au npuunta?) Capkoanos
CepnioBIAHO-KAE€TOYHAs aHEMILS
TToaukucros
Adedunut al-aHTUTpUIICHHA
Bboaesns Bebepa-Kpucruana
IlepBraHbIl OMAMAPHBI IUPPO3
CucTeMHBIT MaCTOLIUTO3
Cunapowm I'men-bappe
YpTukapHsIit BacCKyAUT
I'eMoANTHKO-ypeMUYeCKIUIT CUHAPOM
I'eprieTnopMHBI AepMaTHUT
Mueaoaucriaasust




OO

Yacrora permmansos 10-42%
IlaToreHes penaAvBOB; CBsA3BIBaHVIE BVPKYAVPYIOIIVIX aHTUTEA K
PLA2R1 ¢ nogormmraMm A0HOPCKOW IIOYKM
Viccaeaosanue y nnarmmeHTos ¢ peauansamu MH 1 MH de novo
* 5/10 nanuenTos c penuansoM MH nMean nupkyanpyromnie aHTureAa K

PLA2R1 n anturen PLA2R1 B cocTaBe MMMYHHBIX KOMILA€KCOB

* He nantaensr Hu y ogHoro nauuenra ¢ MH de novo
Debiec H, et al. AJT 2011;11:2144-52

Kaunmygeckue mposiBaeHNs peryansa:

* yMmepeHHas nporennypus (0,5 r\a)

* yMepeHHOe HapymieHMe QYHKIVM TPaHCIIAaHTaTa (KpeaTUHIH
130-140 MKMOAB\a)

Cpoxu pa3ssutusi penyansa:
* Kak IIpaBMAO B TedeHVe IIePBBIX ABYX AeT rocae Tx
* BO3MOXHO 4epe3 10-12 mecsarieB

IloTrepu TpaHcnaaHTara:

* y4dacty 60abHBIX 10-15% B TeueHnme 10 aeT (TakXe Kak B
CpeAHEeM B IIOITY ASILIVIVI IIAIIVIEHTOB C II04YeYHbIM
TPaHCIIAaHTAaHTOM)

* y4acTy 00ABHBIX C penuaBaMu — 40 50%

Tx OoT XXMBOTO AOHOpa — He BAMsAeT Ha PUICK pelyanBa
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/eyenmne:
CrangapTHBIE peXXMMBI UMMYHOCYIIpeccuu (MKAOCIIOPHH,
MM® u nipeaHN3040H) He IPeAOTBpaIlaloT pa3BUTHE
pennausa
NAII®/BPA - c 11eabio CHVDXKEHUSI HIPOTeMHYPUM VI KOHTPOAST
AA
AuTnannmaemMmdeckast Tepanms
VIMeThb B BUAY BO3MOXXHOCTb TPOMOO3a II04Y€YHOV BeHbI
CrioHTaHHBIE peMICCUN Pa3BUBAIOTCSI PeAKO
Crepouabl — HEYyCTOMYMBLIN OTBET
Hukadochpamna, (MKA0CIIOPUH, TAKPOAVIMYC — He

9(ppeKTUBHDI
Stahl, R. NEJM 2010;363:496-498

Purykcmnma0 — HanOoaee 9¢ppeKkTuBeH Ipy paHHeM Hadaae

Tepanun
El-Zoghby, ZM. AJT 2009;9:2800-2807



YV VYV

Ig-A Hedpponarus (Boaesus Bepxe+ ITIIIT)

IIOBpeXXaeHNe COCyA0B MMMYHHBIMU Aerto3utamu IgA

DTHOAOINMS He sICHA, M3BeCTHO YTO pa3BMBaeTCsl MMMYHHBIN
oTBeT Ha MHpekumo BAII

HeaorankosmanposaHue B mapHupHOM obaactu IgA; rae 9
a/K MOTYT OBITb cBsi3aHBI ¢ N-arjeTia raaakTo3aMyHOM

AOeppaHTHO rauKoO3NAMpOBaHHbIE MOAeKyabl IgA; r1aoxo
BBIBOASITCSI, 00Opa3yIOT arperarsl, cBs3biBaroTcs ¢ IgG,
aKTUBUPYIOT KOMIIA€MeHT

OO0cy>XxaaeTcss, 9TO B3pOCAable ManMeHThl ¢ 00ae3HbI0 bepxe
CTpajaroT CyOKAMHM4IeCKOV (pOPMOI reMOpparn4eckoro

BaCKyAanTa

1

FRIIINIRIIETF
: Fl A

BEFIFY




d Yactora permmansos 20-40% (Mmopdoaormueckn a0 60%)
d dakTOpHI pUCKa peiAVIBOB
* Kamnmyeckme nnpeagKTOpbl OTCYTCTBYIOT
 HamOoabniee 3HaueHMe yIMeeT IIPOAOAXKNTEAbHOCTD
(G YHKIIVIOHVPOBaHMA TPAaHCILAaHTaTa
d Kanmauyeckne mposiBaeHMsI
* Y OOABIIVHCTBA IIalIVIEHTOB — CyOHedpOTMIeCKast
HPOTENHYPWSI
* Pexe — Mukporemarypmsi
* (DyHKOWs TPaHCIIAaHTaTa OOBIYHO He CTpajaeTr
Jd Bpems passurusa penuavsa
* B cpeanem 2,5 roga nmocae TpaHcriaaHTarvn
 Hapymenme pyHKIIMIM TpaHCIIAaHTAaTa — 110cae 5 et



d Ilorepu TpaHcIIaaHTaTa
* B ieaom 2-16%
* 10% uepes3 10 aet rmocte Tx
* B Teuenme nepsuIx 3 2€T — peaKko
d BeprxmBaeMOCTBH TpaHCIIAaHTaTa
* Ilepsblie 5-10 aet xopormias
* Ilocae 10-12 aeT cHU>KaeTCs
d IloBTOpHAas TpaHCIIAaHTALIVIA
* YacrToTa perimansos Bo3pacTaet 40 60%
* BupKmMBaeMOCTh TpaHCIIAaHTaTa XOpoOIasi, OCOOEHHO eCA
penMANBEI II0O3AHVIE M IIOTePsI IIePBOrO TPaHCIIAaHTaTa
103 AHSIS
d OcobGeHHOCTH AOHOpA — YacTOTA PEelIVIAVIBOB HECKOAbKO BBIIIIE
pu Tx OT pOACTBEHHBIX 4OHOPOB
d IIpodmaakTuka perignBos

« uAII®/BPA
« MM®?

d Jeuenmne penmausa
« uAII®/BPA

 Konurpoas A/



ANCA-acconmmmpoBaHHbIe BACKY AUTHI

d Dtnoaornyeckmne pakropor: mHpeknusa (S. Aureus u Ap.), CMAVIKOH,
IMApaAa3svit, IIPONVATOYpara, KOKauH+a1eBaMu30oa

O AxtuBanms T-anm@$onmTos, BBICBOOOXaeHne OqUTOKNMHOB, PR-3 1 MPO
MOOMAM3YIOTCS M3 IPaHyA, IIOBBIIAETCA X 9KCIIPeCcCysi Ha Hapy>KHOM
MeMOpaHe KAeTOK, +cTumyasanus B-ammponnros, npoagynmpyomux ANCA

0 CssaseiBanne ANCA c HeriTpodmaaMy 1 MOHOLIITAMMU - aKTUBaIsI,
AeTpaHyasiLiVisl M BBICBOOOJKAeHVe OKCMAAHTOB (OKCMAATVIBHBIN B3PHIB),
aAresusi K 9HAOTEeANIO COCYAOB M IIOBPeXAeHVe YHAOTe AN

0 AxTtuBHMpOBaHHBIe IOAMMOP(PHOsIAEepHBbIE HeMTPO(PMAbI 002a4aI0T
OUTOTOKCUYIECKVIM VI IPOTEOAUTUIEeCKMM IIOTEHIIaA0M

0 AxTumBammsi KoMrnaeMeHTa OaKTepusIMNI

0 Onconmsanusa u nmospexaeHne HemTpoPpnaos

U AxTHMBMpyeTCs aabTepHATVBHBIN IIyTh KOMIIAeMeHTa - C5 KOMIIOHeHT
KOMILAeM€eHTa — XxeMOoaTpaKTaHT HeMTpOo(Ppnaos




O Yacrora pernansos 5-20%
d dakTOopsI pHucKa penausa
* AKTMBHOCTB 3a002€BaHNMsI HA MOMEHT TPaHCIIAaHTaINI
* Puck MeHbIIle Ipy OrpaHNMYeHHBIX (pOpMax BacKyamra
d Bpems BO3HUKHOBeHUs penanBa : 2,5 — 4 roaa mocae Tx
d KanHmdeckue nposiBaeHMsI
* He Bce pentmanBbl IpOTEKaIOT C IOpa’keHNeM TPaHCIIAaHTaTa
* Ji3oampoBaHHBIe BHEIIOYEYHbIE IIPOsIBA€HMSI BO3SMOJKHBI, AaJKe eCaN
uX He O0b1a0 a0 Tx
* IIporemnypms, MuKporeMaTypus, HapynieHue (pyHKIVIN
TpaHCIIAaHTaTa
d Turper ANCA
* He aBasgioTcsi pegukTopamMu penmansa
* Tem He MeHee X caeayeT MOHUTOPUPOBATDH, Y MALIMIEHTOB C
IIOCTOSTHHO BBICOKVIMM TUTPaMV PUCK pelVAVIBa BbIIIe
0 Cpoxu rpancniaanTanmm
« IlanmeHTHI AOAXKHBI OBITH B peMUCCHM K MOMEHTY TpaHCIIAaHTalIn
* Y manmeHTOB C TAEIOIVIMI ITPOsABAeHUAMU rTopaxenmst 10P-
OpraHoB OTCpouKa Tx He yayuiiaeT MCXOAbI
d Ilorepm TpaHcniaanTata - 8% uepe3 10 aet
U BeDKmBaeMOCTb HAIMeHTOB ¥ TPaHCIIAaHTaTa He OTANYaeTcsI OT TaKOBOW
nnpu TXIIH B cxoae apyrux 3aboaeBaHumn
0 OcobGeHHOCTU AOHOpA — HEe BAMSIIOT Ha PUCK peligBOB



/leuyenne
d «Ilyabce» MeTuAIIpeAHI3010Ha
d Purykcumad — a3pdekTrBeH 4451 1e4eH1s
JICXOAHOTO 3a00/1€BaHMsl, €CTh OTAe/AbHbIe
cooOmeHnsa 00 >PPeKTUBHOCTU ITPU
pelAMBax B TpaHCILAaHTaTe

d [Hukaodpochamua




0 MwumieHb 4451 a/T - HEKOAAareHOBBIVI AOMeH

AsTH-I'BM 00ae3HL (cHAPpOM/O02e3HBb I'yaniacuepa)

DTHoaorndeckye PpakTopbl
Bupycnas madexunst (Bupyc rpummna A2)
Opranmueckie pacTBOpUTEAN, YTA€BOA0POADL Goodpasture
Kypenmne
MeTaaangeckas Iblab
Kokann

o Cnenudnueckne a/t k 'bM

Oxidant

Immune Reaction

3 menm koaaareHa IV tumna (a/r I'yariacuepa)

CBsi3pIBaHVE a/T C MUIIEHSIMU B
IAOMEePYASIPHBIX ¥ aAbBeOAsIPHbIX
MeMOpaHax

OcHOBHBIE OPpTraHbI-MUIIICHM: IIOYKV 1
AerkKue




d Yacrora permmausos 5% (a0 50% nopu + a/t k I'bM)
d dakTOpHI pUCKa pelinanBa
* Hwupkyaupyrommue anrtureaa K 'bM
* OtcyrcrBue anturea K 'bM 0oaee 6 mecsnies —
pUCK permavsa MeHee 5%
d Aeuenne
* Koprtukocrepounasl
* IInkaodpocpammg
* ITaazmaoOMeHsI
d ITocrrpancnaanTiimonHast anTu-I'bM 0oae3Hsb y
OOABHBIX C CMHAPOMOM AAbIIOpTa — MOJXKeET
pa3BMBaTbCsI BCAEACTBYIE Ay TOMMMYHHOM peaKIiin
Ha HeOaHTUTeHBI TPaHCIIAaHTaTa



CucremMmnast KpacHasa BOA4aHKa

HapyweHne MMMYHHOW TOJIEPAHTHOCTU K
AAepHOMYy MaTtepuany

HapyweHuns KauMpeHca anonTOoTUYECKMUX
KJ1IeTOK €% p * Antigen-

presenting
& Peptides cell
CTLA4

HapyweHune d@yHKuMn T-nMM@PoLUTOB M e s ¢
CUHTE3 NPOoBOCMNaJINTEJIbHbIX LUTOKUMHOB Y Cogo \/‘/s’ﬁ T”
NMpoaykuMa  aHTUAAEPHbIX WU ApPYIrux Bc;f}'*@ Amvaéd /
ayToaHTUTEn & o Bcem

NMpamoe noepexgatouyee aeucrTeue crine

Cytokines

ayToaHTUTEn
MMMMYHHbIE KOMIJIEKCbl -
uMpKyaupyrouwme m obpasyrowmecs in situ
TpoMmb6oBackysimt - B paMkax AO®C

(anTudocchonunuaHbie a/T)
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0 Yacrorta pernansos 2-10% (Mopdoaormuaeckn 30-50%)
d dakTOpHI pUCcKa peryansa
*  JXKeHckni moa
* Moaoaoi Bo3pact
*  DTHHUYeCKNe OCOO0eHHOCTU
* IloBbimennsle a/T K AHK x MoMeHTYy TX He ABASAIOTCSI IpeAVIKTOpaMM penuAnBa
d Kanamdyeckue nposiBaeHNUsI
« Cepoaormueckyie MapKepbl He MMeIOT OOABIIIOTO 3HaUYEeHIsI
* Ilporemnypus, MukporemMartypus, QyHKIVsI OOBIYHO He HapyIieHa
* TI'mcroaormyueckuii TMII OOBIYHO COOTBETCTBYeT TAKOBOMY B COOCTBEHHBIX ITIOYKaX,
peXe — MOJKeT OBIThb VIHBIM
d Cpoxkm pa3sButus peryiansa — B cpeaHeM 3 roaa rmocae Tx
U BorkmBaeMOCTD MAIMEeHTOB — HEe OTAMYAEeTCsI OT BbIXKMBAeMOCTHU B O011Ieit
IOILYy AV TPaHCIIAaHTUPOBAHHBIX OOAbHBIX

4 BerxmBaeMOCTb TpaHCIIAaHTaTa
« Ilorepu TpaHcmaaHTaTa BCcaeACTBUeE permansa 2-7%
e IIpmu arpeccuBHOM Te4eHUN HECKOAbKO BbIIIIe
O OcobeHHOCTHI A0HOpA — CYIIeCTBEHHO He BAUSAIOT Ha pe3yabTaThl TX

d Cpoxu TpascniaaHTanmmn
- TpaHCl'IZIaHTaI_H/IfI HeXXeldaTeabHa IIpu COXP&H)IIOH.IEIKCH dKTMBHOCTMN
3a001eBaHMs
* Ecam IIaliVIeHT B peMuccny, TpaHCIlIaaHTaninio OTKAa4dblBaTb HeXXeAaTeAbHO —
AANTEeAbHOE Hpe6bIBaHI/Ie Ha AMaans3e yxyamaeT MICXOAbI
° COXpaHHIOIlIaﬂCH cepoaormieckas akTMmBHOCTDb AOITYCTVIMaA IIPY OTCYTCTBUN
KAVMTHMNYIEeCKMX HpOfIBZlEHI/If/l



d IIpodmnaaxktuka peransa
* VmmyHOcympeccus mocae Tx cama o ceOe
CHIIKaeT PUCK perjyianBa
d Jleuenne penyiansa
* BbicOKmMe A403bI KOPTUKOCTEPOMAOB
* IInkaopochpamma
* Ilaasmadepe3 — orgeabHbIe COOOLIEeHMsI 00
yCIIeTHOM IIpVIMEeHEeHN
* Eaynuunsble cooOmenus o npuMenennu MMO
* PurykmcmaO



d TpomOOTHMUIECcKMe OCAOKHEHMSI

e /10 25% 00abHBIX

* AcconmmposaHbl ¢ aHTU(OCHOAUTTVIAHBIMN
aHTVITeAaMU ¥ BOAYaHOYHBIM
AHTVIKOAry AsTHTOM

 MoryT pa3ssuBaTbCs B A1000€e BpeMsI I10Cae
TPpaHCIIAaHTaIMy, HO KaK IIPaBya0 He B
paHHeM I10CAeOllepPalliOHHOM IIeproje

* JKezaaTeabHO mpegoriepanMioHHOE
Ha3HadYeHVe aHTUKOAryAsHTOB Y IIallIEHTOB C
aK/ n/man tpomO03aMy B aHaMHe3e



MIIT'H - coBpeMeHnHbIe rIpeacTaBAeHUSI

Positive Igs

Negative Igs

+/- C3

!

Ig-mediated

!

!

Monoclonal gammopathies Autoimmune
Dysproteinemia

diseases

!

[iﬁr{fréctions ]

Sethi S et al. Semin Nephrol;31(4):341-348

+ C3

!

Complement-mediated

|

C3 Glomerulopathies




d Yacrora permausos 80-100%
d daxkTOpHI pHcKa peynAVBa
* Moaoaoi Bo3pact
* TsokecTh MOpakxeHMsI IO AAHHBIM OMOIICUIVI COOCTBEHHBIX
MO4YeK/IMOAy AyHWsI
* TI'mnmokomMIiaeMeHTEeMUsI
* Yposenb C3 Nef ¢pakTOpa He ABAsIETCS IEePAUKTOPOM
4 Kamanyeckuie IposiBAeHS
* MaccuBHasI IPOTENHYPUSI
 Hapymenmne ¢yHKIMM TpaHcIiazaHTaTa
* KommiaemMeHT MOXXeT ObITb B HOpMe
* AuddepennmaabHbIN AMIarHO3 C TPAHCIIAaHTALIVIOHHOM
raoMepyaoraTuen
d Cpoxy BOSHMKHOBEHMSI pelignBa
e 15-4roaanocae Tx
* Eme panbure - ecay BbIIIOAHSIIOTCS IIPOTOKOAbHBIE OVIOIICU
d Ilorepu TpaHcIIaaHTaTa
* 15-25% B TeuyeHme 5 aet
* BopkmBaemocTb Tx Xy>Ke, 4eM y nariyieHTOB C APYTVIMI
IAOMePYyASIPHBIMY 3a002€BaHUAMM COOCTBEHHBIX ITOYeK
d OcobeHHOCTU AOHOpA — IIPU POACTBEHHOM TX pUCK penjiAyiBa BhIIIe



d ITpodmnaaktuka penmansa
* BroIsiBaeHMe 11 OIleHKa AVICpery Asiiin
KOMILAeMIeHTa
* VMndgysun C3II npe- n
IIOCTTPAHCIIAAaHTALIMMIOHHO C 3aMeCTUTEeAbHO
11eAbIO
d Aeuenne
* nAII®/BPA
* Konrpoanr A/
* C3 Nef
o Ilaasmadepes c 3amenieHeM aabOyMITHOM
o DKyamusymao?
 Myranumu rena ¢pakropa H
o C3II u/mau maasmaoOMeHBI



Atvnimanbin I'YC - komrnaemeHnT-acconmupoBanHasa TMA

YrHeTeHNe ¥ KOHTPOAb KOMIIA€MeHTa MHTerpaanHble Oeakm
®daxrop H (CFH), ®akTop I (CFI) C3
MCP (CD46) ®akrop B (CFB)

TPOMOOMOAY AVIH

CFH ayTo-aHTUTeAa Noris M, et al. Clin ] Am Soc Nephrol. 2010; Noris et al NEJM 2009

o IIpmumna TpoMOOOOpa3OBaHMsL: IOBPEXAeHNe SHAOTe AN

o I'emernmdeckue gedeKThbl HPUBOAAT K XPOHMIECKON HEKOHTPOAMPYEMON aKTUBALIVIA
KOMILAeMeHTa

o CFH ayro-aHTHTeAa — npmoopereHHast popMa, acCoumMpoOBaHasi C MyTarjyen B
CFHR1 u 3 rerosB

o IlocrosinHOe oOpa3oBanme C5a 1 C5b — MOITHBIX HPOTPOMOOTIUECKIX,
IIPOBOCIIAANTEABHBIX ¥ AeCTPYKTVUBHBIX MOA€KY ]

o Pasamunsbie TpUITEpbl, HAIIPpVIMEDP I/IH(I)EKI_H/II/I, ycnanBarOT aKTUBAINIO 11 YCKOPSIIOT
IIOpaXeHnne XKN3HEeHHO Ba’>)KHbIX OPraHOB

e Mo F RV ey




1 Yacrora permmansos 30-50%

d dakTOpHI pucKa peuavBa
 Ilo3auasas amarHocTuka al'yYC
* Koportkuit narepsaa Mmexay aedororom u TXIIH
* lcrmoab3oBanme MHIMOUTOPOB KaabLIVIHEBPpVHA
* Tpancriaanrammst OT pOACTBEHHOIO 4OHOpa

d Kanmanyeckne mposiBAeHUSsI
* TI'emoam3, TPOMOOLIMTOIIEHIS
 TMA npu Omoricum TpaHcIiaaHnTara
* AuddepennmaabHbI AVIaTHO3 C BOSHUKHOBeHNeM TMA
de novo

d Cpoku passutust permausa - y 80% B TeueHUe Mecsiria
rnocae Tx

d IIpodpmaaxktmka
* JI30eraTrb Ha3HaYeHUs MHIMONTOPOB KaablIMHEBPMHA
* buaarepaabnast HeppoKTOMMA?
* Ilaasmareparms
* Tpancnaanranms nnedeHm
* DKyam3ymaO
* beaaracernr?



3aKal04eHye

d Ao BpIITO2aHEeHUsI TPaHCIIAaHTAIII HEO0OX0AVIMO
yCTaHOBUTDb AVIarHO3 OCHOBHOTIO 3a002eBaHsI BO BCeX
cayd4asix, KOraa 9TO BO3MOXXHO

d IIpy noBTOPHOM TpaHCHIAaHTAMVI HEOOXOAVIMO
BBISICHUTD IIPUYNHY IIOTEPU IIPeAbIAYINeTro
TpaHCIIAaHTaTa

d Moandunnmposarh pe>XXMbl IMMYHOCYIIPECCU B
3aBMICMMOCTV OT OCHOBHOTO 3a001eBaHMsI

d IIpn nossBaeHny npoTerHypyN y 004bHOTO nnocae Tx —
BBIIIOAHEHVUTDb OMOIICUIO TPaHCILAaHTaTa C
91eKTPOHHO-MUKPOCKOIIMYECKIM VICCaeA0BaHVIEM



