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fromepynonedputbi — Gonbluas pasHOPOAHan NO NaTtoreHesy rpynna
3ab60s1eBaHUU, NPOTEKAIOLWMX C NOPAXKEHMEM NOYEUYHbIX KNybouKoB

2TUONOrmA:

* HacneacreeHHble/reHeTUYECcKme

* Wpanonatnyeckue

* B pamKax cMctemHbix 3aboseBaHuM

* BTOpuyYHbIE (N1EKAPCTBEHHbIE, aCCOUMMPOBAHHbIE C MHPEKLMAMMN,

napaHeonaacTu4yeckue)

MexaHM3M NoBpexXAeHNA:

*  VIMMYHHble KOMMAEKCbI

* LNTOKWUHDI

* OKcuagaTmMBHbIE MOJIEKYbI

* AHTUTENa

* [lapanpoTenHobl

* KomnnemeHT

e [ledeKTbl KONNAreHa
Jlokannsauma nosperkaeHnn

 Me3aHrum

* DHAOTENININ NOMEPYNAPHbIX KaNUNNAPOB

* [logoumnTsbl

* TnomepynapHaa 6a3anbHaA membpaHa

* boymeHOBO NpocTpaHCTBO U Kancyna EoymeHa




KnanHnueckue cMMnTomaTuKa MoMepynsapHbIX NOBPEXAEHWUIA:

N3onnpoBaHHasA MUKporematypus

Peunausupytowaa makporemaTtypus

N3onnMpoBaHHaA NpoTenHypuUa

N30n11pPOBaHHbIA MOYEBOMN CUHAPOM (MUKpPOremaTypusa ¢ YMepeHHOoM
NpoTENHYpPUEN)

HedbpuUTnueckmn cMHAPOM, OCTPbIN NAN XPOHUYECKNI (OTEKM,
apTepuanbHaa rmnepTeHsns, NpoTemHypusa meHee 3,5 r/n,
MUKporemaTypusa)

HedpoTtruecknit cuHapom (oTekun, npotenHypua 6onee 3,5 r/n,
rMNONPOTEUHEMMUS, TUNOabbyMUHEMUA +/- rMNepxonectepuHemms) c
apTepuanbHOM rmnepTeH3nen n bes Hee

CuHapom buicTporiporpeccupytollero Hedputa (NpoTemHypua, remaTypms,
ObICTPO HapacTatoLwlaa noYevyHaa ANCPyHKLUNA)

MouyeBOM CMHAPOM B COMETAHMM C apTePUaAIbHOU TMNEPTEH3UEN U
Me/IEHHO NPOrPecCUpPyroLLLNM MoYeY HON ANCPYHKLMNEN



KnnHuuyeckana gnarHoctuka 6asmpyerca Ha:

* JlaHHbIX aHaMHe3a

* OueHKe BbllLUEYKa3aHHbIX CUHAPOMOB, XdpPaKTePU3yroLWKnUX TUM
nopaxeHnAa noyek

* OueHKe BHeno4Ye4yHblix ﬂpOﬂBJ’IeHI/Ilz, e€C/in TakoBbie UMEIKOTCA

Heobxoaumbimu kKomnoHeHTamu gupdepeHumanbHoOU
AWNArHOCTUKU ABNAIOTCA:

e J[lononHuTenbHble NabopaTopHble UcCneaoBaHUA

* Mopdonormyeckmne AaHHble, NOSYYEHHbIE MPU UCCNEA0BAHUN
noyeyHoro 6monrtarta



JKCTpapeHanbHbie

npoAasneHna Co CTOPOHDI.

* Jlerkux
* KoXu

* (CycTaBoOB
* Ceppua

* JIOP-oprarHos

* [na3

* UHCwu
nepmdepmnyeckon
HEPBHOW CUCTEMBI

o MXKKT

* DHAOOKPWHHbBIX
OpraHos

* Cucrtembl KPpoBMU

Ceponoruyeckue mapkepbl:
PeematonaHbin paktop, ALLLIM
NmmyHOrnobynmHbl
KpnornobynviHbi
AHTUTena Kk AHK
AHTUHYKNEapHble aHTUTeNa
KomnnemeHT (C3 n C4)

AHTUTENA K ULUTOMNA3ME HENTPOPUIOB
AHTUTENA K peuentopam pocdonmnasbl A2
AHTUTENA K rnomepynapHon 6asanbHOM
MmembpaHe

AHTUTENA K KapAMONMNUHY

AHTUTENA K B2-TNOKOMPOTEURY
BoNYaHOYHbIM aHTUKOArYNAHT
Cybknacchl ummyHoriobynmHa G
AHTtuTena Kk Clq

MOHOKNOHabHbie Benku
(MMmmyHornobynnHbl, cBoboaHbIE Nerkue
uenu, ceobogHble TAXKenble uenun UI)




Mopdonornueckue rnomepynsapHbie U3SMeHeHuUA

MeTtoabl UccnepoBaHuUS:

* CBeToBass MMKPOCKONUA
* WmmyHodnoopecueHLUA/MMMYHOTUCTOXUMUSA _
*  DNEeKTPOHHAA MUKPOCKONUA | _

P e U el e s N B

Pasmepbl

* O6bl4yHble

* YBe/NnYeHHble
*  YMeHbLUEHHble

Me3aHrmanbHOe NPOCTPAHCTBO

* PacwunpeHune 3a cHeT yBeAMYEHNA MaTPUKCa
* Me3aHrmaabHaa rMnepKAeTONHOCTb

* MesaHrnonuns

dHaoTenni
* 3JHaoTennos («HabyxaHue»)

MpocBeT KanuANAPOB, KAaNUANAPHbIE NETIU

* CyxeHue

e OKkKNo3MA (NCceBgOTPOMObI, MUKPOTPOMObI)

e KonnabuposaHue (cmoplumBaHue)

*  JHAoKanuaiApHaa rmnepkaetToyHoctb/ee coctas (MMA/, MOHOLUTLI,
MMIOUMTBI, T.H. «KMEHUCTbIE» KNETKU U T.4.)

BasasibHble MembpaHbI

* YTonuweHue

* YABOEHME KOHTYpa

* PaspbiBbl

*  Ob6HaxeHue

e CpalleHue c Kancynoi (cuHexus) ??? HO yyacmayem He monbko M
* HepaBHOMepHOe UCTOHYeHUe / yToslLeHne

MoaounTtobl

* PacnnacTbiBaHWe (Crna)uBaHMe) MmasibiX OTPOCTKOB
* Otcnoenne ot IrbM

e Tunepnnasus / runeptpodua / dburypbl mmutosa

UameHeHunsa -
* Ouarosble (pokanbHble)/anddysHble
* CermeHTapHble/rno6anbHble S
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foaynyHua

* KneTtouyHble

*  ®ON6PO3HO-KNETOUHbIE
°  Onbpo3Hbie

JenosunTbl

Jlokanusauyma

* Me3saHrmanbHble

e CybaHaoTennanbHble

* WNHTpamembpaHosHble

* CybanutenuanbHble (3NMMemMbpaHo3HbIE)
XapaKTtep akcnpeccum

* JInHelHble

* KpynHorpaHynsapHble

*  MenKorpaHynsapHble

Cocras

*  /AIMMYHOKOMMJIEKCHbIE

*  MimmyHOrnobyanHbl (NOAK- U MOHOKNOHA/bHBIE)
* KomnnemeHT

BeckneTouHblt maTepuan

*  WHcypaTUBHbIE U3MeHEHMUA (T.H. «TannH»)
* DdubpuH

* Me3aHrnManbHbIN MaTPUKC

e Amunoug

He amunongHbiit matepuan

YNbTpacTpyKTypbl

* ®dubpunnsl

*  MuKpoTpybouKM
* XaoTu4Hble

* OpraHn30BaHHblEe



Mop@onormnueckue npodpwusin noBpexXaeHUAa Npu romepynoHedppurax:

*  MuHUMaNbHblEe N3MEHEHUA

* @DOKaNbHbIN CErMEHTapPHbIN MOMEPYIOCKIEPO3

* MembpaHo3HaA HedponaTUS

 Me3aHrnonponndpepaTuBHbIN [NTOMEPYIOHEPPUT

 MembpaHonponndepaTUBHbIN FOMEPYNOHEPPUT

* Quarosbli nponndepaTnBHbIN NMOMePYNOHEDPUT

* [AndPy3Hbiv nponndepatmBHbIn omepynoHedpuT

*  JKCTpaKanUAAAPHLIA rnomepyaoHedpUT

* (Ouyarosblil HEKPOTU3UPYHOLLUIN TNOMePYNOHEeDPUT

* ®doKanbHbIN rN0baNbHbINA N CErMEHTAPHbIN IMOMepPYNoCcKaepo3 (Kak ncxos ntobbix
HedponaTuin)

* [undpody3HbIn HeppocKknepos (Kak ncxoq ntobbix HedbponaTmii)

Momumo rnomepynoHeppuUTOB K PaspAaay IMOMepPYAAPHbIX NOBpeXAeHUIA OTHOCATCA:

 [lnabetnyecKan Hedpponatua

*  AMMAOMAO03 U Apyrve napanpoTenHeMnyeckme noBpexaeHns Knyboykosoro annapara

* HekoTopble reHeTUYeCcKn AeTePMUHIMPOBaHHbIE 3aboneBaHma (NaTonorma KonnareHa,
60n1e3HM HaKkon/eHuA...)

* TpomboTuyeckne MmKpoaHrmonaTum



BonesHb MUHYMaA/IbHbIX USMEHEHUUN

U Wamonatnueckasa MU

U BropuuHble MU:
» JlekapctBa
* HNBC (yacto coueraetca c OTUH)
* WHTepdepoH
* Jlutun
* 3on0T0
» onyxonu

* Temobnactosbl: numdorpaHysiemartos, He-Xo4KKMHCKMe numdombl/neiikosbl,
XPOHUYECKUIA MUENONIENKO3

* ConupgHblie onyxonu: nerkux, KT, nogkenyaouHou kenesbl, NOYEK, MOYEBOTrO Ny3bipA,
MOJIOYHOM }Kenesbl, AMMHUKOB, CAPKOMbI, TAMOMa, MeZ1IaHOMA, aHTMOMMUOIMNOMA

» Anneprus
* [MonneHos
*  YKyCbl HACEKOMbDIX
* CblBOpOTOYHaA 6onesHb
» CucremHble 3abonesaHuns
* BosvaHo4yHaa nogoumTonaTma
* IgA-HedponaTtua
> WUHdeKuyum
* BWM
* lWuncrocomunas
* ®unapuas
* Manspwua




P oKaNbHbIN CerMeHTapHbI IMoMEpPYIOCKAEpPo3

ManonaTtnueckui (nepsrdHbii) PCEC —AYCKOBOM MeXaHU3M He u3secTeH (pakTop NpoHULaemocTH)

BropuuHblie PCIC:
1. CemeiHbIN 4. ABaNTUBHbIN CTPYKTYPHO-PYHKLUOHANbHBIA OTBET, BEPOATHO Meg4unpyemblii runeptpodueit Kny6oukos unm
v" Mytauum a-actinin 4 runepunbTpaumnei
v" Mytauumn NPHS1 (HebpuTH) 4.1 YMeHblUeHMe MacCbl NOYEYHOMN TKaHK
v" Mytauumn NPHS2 (nogoumH) v' OnuromeraHedpoHuA
v' Mytauum WT- v\ EAMHCTBEHHasA noyka (areHesus)
v" Mytauumn TRPC6 v' [Incnnasua NoYeYHOM TKaHK
v" Mytauum SCARB2 (LIMP2) v KopTuKanbHblil HEKPO3
v" Mytauum INF2 (dopmuH) v Pedniokc-HedponaTtua
v" Mytauum CD2-accoummposaHHoro 6eska v" Hedpsktomusa
v' MuTOXOHAPUaNbHbIe UUTONaTUm v XpoHuueckas TpaHcnaaHTaLMoHHas HebponaTtma

v’ To3gHaAa cTaguma 11060ro 3a60/1eBaHNA NOHEK CO CHUMKEHNEM MaCChi A4EVCTBYIOWMX HEGPOHOB

4.2 M3Ha4YaNbHO HOPMA/IbHAA Macca NOYeYHOM TKaHK

v’ CaxapHblit agnabet

v TunepTeH3ua

v' OxupeHue

v BpoMAeHHble «CMHME» NOPOKM cepaua

v' CepnoBuAHO-KIETOYHas aHeMUs
2. Bupyc-accoummnpoBaHHbIi 5. 3n0KauyecTBeHHble HOBOO6pa3oBaHUsA
v' BWY-accoummpoBaHHas Hepponatms v' Temo61acTosbl: NMMOOMBI, UCTUHHAA MOAMLIUTEMMA, ICCEHLMANbHDIA TPOMOLMTOS, NEPBUYHBIA MUenodnbpos,
v" Napsosupyc B19 MWUEeNoANCNNACTUYECKUIA CUHAPOM, OCTPbIA MUEN0IeNKo3

v ConuaHbie onyxoau: nouek, KT, 1erknx, MosIouHO enesbl, MenaHoma, TMmMoma, GeoxpomoLmuToma
3. lekapctBa 6. Hecneunduueckme ®CrCc-noaobHblie U3MEHEHUA, BbI3BaHHbIE CMOPLLMBAHUEM NOYEK NPU [1IOMEPYIAPHbIX
v' TeponHoBas HedpponaTtma 3a6oneBaHUAX
v" UnTepdepoH-a v\ Oyarosbii nposindepaTnBHbIN romepynoHedput (IgA-HedbponaTna, BoAYaHOUYHbIN HeGPUT, MaNOMMMYHHbIA 04aroBbii
v' Nlutnin HEKPOTU3UPYIOLMIA U NOAYAYHHBIN [H)
v' MamuapoHat/aneHapoHaTt v' HacneactseHHbIn HedpuT (cMHAPOM AnbriopTa)
v' Anabonuyeckune cteponapi v" Memb6paHo3Has riomepyaonatvsa

v' TpomboTuyeckas MUKpoaHrmonaTums

v TMpeaknamncus ;




MembpaHo3Haa HepponaTus

Upuonatnueckaa MH (~ 80%) — pruarHo3 UCKNOUYEHUSA
O AHTUTeNna K aHTUreHam-muLeHAM nogoumtos rnpu UMH:
e 75% - aHtTuTtena Kk mPLA2R (peuentop ¢pocdonmnasbl A2 M-tuna), oTkpbIT B 2009r.
o 5O - antutena k THSD7A (7A copepalumii aomeH TpombocnoHamHa | tmna),
otkpbIT B 2014,
e [lpyrue aHTUreHbl?
O AHTuTena Kk mPLA2R
* He sbiasnatorca npn ®CIC u AH, ncuesarot Ha oHE UMMYHOCYNPECCUUN, BHOBb

NOABNAKOTCA NPU peunansax
* Hannume a/T K MPLAR - auddepeHumanbHan ANarHOCTUKa MAMONATUYECKON U
BTOpMYHOM MH
Q AuTtutena k THSD7A
 [nddepeHumanbHbin anarHo3 MMH 1 MH npu onyxonax ¢ Apyrmmum BTOPUYHbIMMU
MH




AyTOMMMYHHbIE
AyTOMMMYHHbIe 3abonesaHua
CucTteMHas KpacHas BoJiMaHKa
PeBMaTougHbIA apTpuUT
CmeluaHHoe 3aboneBaHue coefMHUTENIbHOM TKaHU
Aepmatomumnosut
AHKUNO3UPYIOLWMA CNOHAUAUT
CuctemHas cknepogepmusa
MwuacTteHus gravis
BynnesHblii nemduromp,
AYTOMMMYHHbIA TUpEOUAUT
CuHpgpom LWerpeHa
BUCOYHbIN apTepunt
BonesHb KpoHa
Peakuua TpaHCNNAHTaAT NPOTHB X03AMHA

~ BropuuHas MH

I UHeKuuu
Fenatut B

Fenatur C

Bupyc ummyHoaeduumuTa yenoBeka

Mansapusa

lincrocommnas

dunapuas

Cudunnc

9HA0KApAUT (BbI3BaHHDbIM IHETPOKOKKOM)

IXOHOKOKKO3

Jlenpa

KapuuHombl He KapunHoMbl
Nerkunx XoAKKMHCKaA numboma
Muwesopa He-xoaKKMHCKas ammdpoma
ToNCTOI KULIKK XpoHuyecknin nnmeonenkos
MosiouHoI Kenesbl Me3oTtenmoma
Menypka MenaHoma
Noukun Onyxonb Bunbmca
AnyHuKoB AZeHOMa nevyeHun
Mpocratbl I AHrnodonnuryanapHaa ammeoma
Monoctu pTa u roptaHu LliBaHHOMa
Helipobnacroma
laHrMOHeMpoMa HaZMnoYeYHNKOB
JNlekapcrBa/TOKCUHDI Pegkune
3onoto CaxapHbi anabet (accoumaLusa nv npruurHa?) Capkoamos
NeHnunnnamuH CepnosuaHO-KAETOYHaA aHemmsA
byunnnamuH Monnkucros
PTyTHbIE NpenapaTbl Oednumnt al-aHTUTPUNCUHA
Kantonpun BonesHs Bebepa-KpuctmaHa
Mpo6eHnuua, [lepBUYHBIN BUANAPHbIY LLUMPPO3
TpumertagmoH CUCTEMHbIVI MacToLMTO3

HectepounaHbie npoTusoBOCNanuTe/ibHble NpenapaTbl

MHrMbuUTopbl LUKNOOKCUTEHA3bI-2
Knonuporpenb

Nutnii

dopmanbaerup,
YrnesoaopoaHblie coeanHEHUA

CuHapom 'meH-bappe

YpPTUKAPHbIA BaCKyAUT
FeMoNUTUKO-YPEMUYECKNI CUHAPOM
| FTepneTMdOpPMHbI AEPMaTUT
Mwvenoancnnasua




MemOpaHoIIpoanidpepaTUBHbIN I10MePyAOHEPPUT

= CoBpemeHHasa knaccupurkauma MMMH (6asmpyerca Ha gaHHbIx UD)
> Ig (MOHOKNOHa/IbHbIE, OJIMFOKNOHANbHbIE, NONUKAOHA/IbHbIE)1C3
v UMMYHOKOMMNEKCHbIN MeXaHWU3M
*  WHdeKumn (Ign C3)
*  AyToMMMyHHble 3aboneBaHua (Ig n C3)
v" MOHOK/IOHa/IbHble UMMYHOrN06YAuHbI (Ig 6e3 C3)

*  BonesHb OTNOXKEHMA MOHOK/IOHAIbHbIX UMMYHOTN06YNNHOB
*  [pyrne MOHOK/AOHaNbHbIE FTAMManNaTum

> TonbKo C3

v' C3-rnomepynonatua
. DDD: mytauma ¢akTtopa | uam MCP + napumanbHaa amnogmctpodua + «apysbi» U AereHepauma ceTyaTkm
*  C3-rnomepynoHedput: myTauma ¢aktopa H nam nHrnbumpytowme ero aHTuTena (napanpoTeunHol!)

»  Hulg Hu C3 - TpombOoTMHECKaA MUKPOaHIMonaTus

* Wauonatuueckuii MMNIH — aAnarHo3 UCKAKOYEHUA: ETU, MOJIOAbIE B3POC/ible, Hanume

NONMKNOHaNbHbIX Ig+C3, N «BCE NCKAOYEHO»




0 XpoHuueckue nHdbekuum

. fenaTtut C (KpuornobyanHemmyeckun MIMNMH n MNMH 6es kpuoraobynnHemmu;)
. lenatut B

. NHPEKLMOHHbIV 3HAOKAPAMNT, KaTETEPHbIE N «LUYHT»-UHPEKLUN

. Lnctocomunas, punapuas

. Manapwus

. MwuKonNa3mos, rmcTonAasmos, KOKKLMAOMUKO3

. lpnbKoBble MHPEKUUM

U AytoummyHHble 3ab6oneBaHua
. CKB (BH IV knacca)
. CapKounpgos
. CC3
. ApTtepuut Takaacy

U 3nokauecrBeHHbie HOBOOGpa3OBaHMﬂ

. Jlerkmx

. Mouek

. KT

. MonouHo xenesbl

. lMpocTaTbl, MOYEBOrO My3bIpA
. MenaHoma

. Tumoma

. AHrMocapkoma

. XpOHUYECKUIA MUEeNo/MUeNOMOHOLMTAPHbIN NENKO3,
d MoHOKNOHanbHble rammanaTum
B BonesHb OTN0XKeHMA NIerkux uenei, 60n1e3Hb OTN0XKEHNA TAXKENbIX Lenel
. Ninmdbombl/numdonnasmaumutomsl ¢ KPUOTAOOYANHEMUYECKUM/MMMYHOTaKTOUAHbIM MTTH
U HapyweHua perynauum KomnaemeHra
. bonesHb NNOTHbLIX 4eN03MTOB
. C3-rnomepynoHedput
Q XpOHW-IECKMe TpOMGOTM‘-IECKMe MUKPOAHIUOMNaTUu U UX NocC/ieACTBUA
. AHTMdOoChONMNNAHBIA CUHOPOM
. [eMONANTUKO-YPEMUYECKNIN CUHAPOM
. TpomboTuryeckas TpomboumToneHnyeckan nypnypa
. Opyrne TMA



>a00aeBaHVis, aCCOLVIiPOBaHHBIE C
rmcroaormaeckoy Kaptuaonym MIIT'H

J Xpounueckne nudpexnnumn (0ocooeHHo reratut C)

d AyrouMmmyHHEBIe 3a004eBaHNs (0coOeHHO BH)

1 MoHOKA0OHaAbHEIE TaMManaTuu (0co0eHHO, 00Ae3Hb OTAOXKEHII
AeTKVIX I1ellell I MOHOKAOHaAbHEBIX Ig()

d Hapyuienus peryasmun koMmiraeMeHnTa (0coOeHHO 4epUIINT
¢axropa H)

 Xponnueckue TpoMOOTHYECKI i€ MUKPOAHTMOIIATUM U UX
ITI0CA€ACTBIS

8.1: Ouenxa MIII'H
8.1.1: ObcaeaoBaTh MAIIMEHTOB C TUCTOAOTUYECKOMN (CBETOOIITUYECKOT)
KaptyrHOo MIII'H A45 BRIsSIBA€HMST OCHOBHOIO 3aD0AeBanuis IpeXKAe yeM pellarhb
BOIIPOC O IIPMMEeHeHNY Celu(pUIecKolt Tepanum (HeT CTerleHn)




Me3saHrmonponudeparnsHbin INMOMEPYIOHEPPUT

IgA-HedponaTmsa

BonyaHouHbI HeppuT (Knacc li)

MocTMHPEeKUMOoHHbIN TH

MeslIH npu wuctocommnase, punsapunase

MeslI'H npu BUY

C3-rnomepynoHedput

Clg-HedponaTus

Mes[IH npu gepmatommosnte/nonmMmmosnTe

Me3lIH npu ocTpor peBmaTUYECKon MxopaaKe, aptTepunTe Takaacy, peunanBmpytoem
NONINXOHApUTE

Me3MNIH npu 601e3HM OTNOXKEHUA NETKUX Lenen

Me3slNIH npu myuenonponudepatnsHbix 3aboneBaHmnax: mmenodnbpose, MICTUHHOM NOINLUTEMMUN,
3CCEeHUMaNbHOM TPOMBOLNTO3E, MMENOANCNNACTUYECKOM CUHAPOME, XPOHUYECKOM MUENONENKO3E
Nanonatnuecknii MeslrH (?)




IgA-HedponaTua:

nepsuyHas IgA-HepponaTusa:

namonaTnyeckaa (bonesHb bepike)

IgA-Backynnt

BTOpUYHan IgA-HedponaTua
LMPPO3 NevyeHun

LennaKkus

o)
AN
L

BMPYCHbIN renatnt Cu B

repneTMpopmHbIN AEPMATUT

6onesHb KpoHa, HAK

aHKUI03UPYIOLWMIA CNOHANA0APTPUT, NCOPUATUHECKUIN apTPUT, CUHAPOM PeilTepa u Ap. CEPOHEraTUBHbIE apTPUTI
MENKOKNETOUHbIE KAPUUHOMbI, ONTYXONUN IETKUX, BEPXHUX AbiXaTeNbHbIX MyTeu, NONOCTY PTa U HOCOTNOTKK, noveK, KT
ANCCEMUHUPOBAHHbIN TybepKynes

ob6auTepupyouLMii 6poHxMonnT

numonponndepaTmsHble 3ab0n€BaHNsA (MMMPOrpaHyematos, T-K/ieTouHble JiuMbombl, rpboBUAHbIA MUKO3)

MmuenonponndepaTnBHble 3a60eBaHNA (UICTUHHAA NOAULUTEMUA, MUENOAMUCNNACTUYECKMI CUHAPOM, XPOHUYECKMIN MUENONEIKO3)



O4aroBbin MponnuPepaTuBHbIN U ANDDY3HDbIN
nponndepaTUBHLIA MOMEPYAOHEPPUT

O UHdekuuum
* OcTpbIX NOCTCTPENTOKOKKOBLIN [H
* [locTUHDEKUMOHHbIM TH npn MHPEKUMOHHOM 3HAOKapAUTE, KLLIYHT) -
nHbekunun, BUY, sBupycHom renatute C, WLMCTOCOMME3E, MaNApuUn
[ CucremHblie 3abonesaHuns
* CKB (BonuaHouHbIi Hedput Knacc |l n V)
* [lypnypa leHox-LlWeHnanHa
d NlumdonponndeparnsHbie 3abonesaHun
* BoNe3Hb OT/IOKEHUSA NETKUX/TAXKENbIX Lene
* NMponudepaTtmBHbIK rNOMeEPY/IOHEPPUT C MOHOK/IOHAIbHBbIMM
nenosutamm 1gG/IgA (6onesnb Nasr)




PNOPUNNAPHBIN U UMMYHOTAKTOMAHBLIN r1OMepyaoHedpuUT

CBeToBasA MUKpPOCKONUA

ATMnu4yHaa membpaHo3Hasn
HedponaTus

AtununuHbin MOTH

OnddysHbin nponndepatusHbiii N’H

dneKTpoHHaA
MMUKpOCKonunsa

| DnbpunaspHbln TH

HmmMyHOrno6yanHbl

[TonnknoHanbHble IgG

AccouunpoBaHHble sabonesaHuA

AYyTOMMMYHHblE 3a60/1€BaHUA:

e CKB

* 6onesHb KpoHa

* bonesHb peiiBca, MamMonaTnyeckas
TpombouuMTOoNneHnYecKkasa nypnypa

°  MEepPBUYHbIA BUANAPHbIN LUMPPO3

* bonesHb bextepesa

* cuHapom LllerpeHa

°  BaCKY/UTbI

3n10Ka4YecTBEHHbIe HOBOOOPa30BaHUA:

*  paK WMTOBMAHOM Kenesbl

* renaToueoNfPHaA KapLuMHOMa

*  paK MOJIOYHOW Kenesbl

*  PaK TO/NCTOM KULLKMK

*  paK NOYKM

* MenaHoma

* MHOJKECTBEHHas Muesioma

* numobonponmdepatnBHsie 3aboneBaHns

lfenatut C

Opyrue

MMMYHOTaKTOUAHBIN
rH

MoHoknoHanbHbIe IgG

NiumbonponndepatrBHble 3abos1eBaHMUA:
*  XPOHMYECKUit inmdoneiikos

*  aumooma

®* MOHOK/NOHa/IbHAaA rammanaTtuAa

Opyrue:
* CKB

°  ayTOMMMYHHble/BaCKYAUTbI
* BWY
e renatmnt C




IKCTpaKanNUANAPHbIUA TIOMEPYIOHEPPUT

BbICTPOMPOIPECCUPYIOLLIUIA (‘B'KCTPAKAHMI'InﬂPHbIﬁ, HOI'IYI'IYHHbIﬁl MH:
<OAHMANAHII

| [ —

AHTUTENbHbIN (aHTU-TEM) HedpuT:

cuHgpom lNyanacyepa

aHTN-TBM-HedpuT

MMMYHOKOMMNNEKCHbI 3KCTpaKanuasiapHbi MH:

cucTeMHan KpacHana BosvaHKa (BH 1l v 1V knacc)

KpuornobynmHemumyecknin Hedpput (renatut C, itumdombl, TMMPONNA3MaLUTOMbI)

BACKY/IUT Npu peBMaTomaHom apTpute (MoxeT 6biITb ANCA-NO3UTUBHbLIM)

HeppUT Npn MHPEKUMOHHOM 3HAOKApAMUTE

IgA-Hedponatua (nypnypa leHox-LUennsainHa)

dnbpunnspHbin M

MaioMMMYHHbIN 3KCTPaKanUANAPHbIN U 04aroBbli HEKPOTU3MpPYoWwmin MH:

cuctemHble ANCA-accoumMmpoBaHHble BaCKyAUTbI

orpaHu4yeHHo-no4YeuHbii ANCA-BackynuT

ANCA-HeraTuBHbIM MaIOUMMYHHbIN 3KCTPaKanuAnApHbIN MH

IKCTpPaKanUANAPHbIN 'H ¢ nepekpecTHbIM CUHAPOMOM:

aHTM-TBM/ANCA



»
cmoned b OO A1 3AXADOBOU F B

IKcTpakanuAnApHbI aHTU BM-Hedput

_ IKcTpaKanuanapHoblv MH ¢ nepekpecTHbIM cMHAPOMOM: aHTU-TBM/ANCA
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CUCTEMHbBIE BACKY/IUTbI

AHLIA-accouumpoBaHHble BAaCKYAUTbI

MonuaHrMuT ¢ rpaHynemaTosom/rpaHynemartos BereHepa

Ma/IOMMMYHHbIN 04aroBbI U CErMEHTapPHbIM HeKPOTM3upyoLLmMn TH

MaNOUMMYHHbIA NONYYHHbIN (3KCTpaKanuanapHbiii) M
MWKPOCKONUYECKUI NOANAHTUUT

MaIOMMMYHHbIA 04aroBblA M CerMEHTapPHbIM HeKpoTusnpyowmn N

MaJIOUMMYHHbIN NONYAYHHbIN (3KCTPaKanuniAapHbin) MH
303UHOUNBbHBIM NONNAHTUKT C rpaHynemaTo3om/cnuHapom Yapra-Crpocc

MaZIOMMMYHHbIA O4aroBbIA U CEFMEHTaPHbIN HEKPOTU3MpPYoWwMiA FH

MaZIOMMMYHHbI NOJIYYHHbIM (3KCTPaKanuUAAApHbIN) MH

Kaaccnpmkarpis
2011r

®oxaabHBI > 50% IMoayaynnbii > 50% Cmemannbni | Ckaeposupyronmmii > 50%
HOPMAaJAbHBIX KAYOOYKOB | KA€TOYHBIX ITOAY AYHI CKAepO3MPOBAHHBIX KAYOOYKOB




PepKue sapuaHTtbl IKIMH
d NumdbonponndepatnsHble 3aboneBaHms

* 60oNe3Hb OTNOMKEHUNA NEerkux/TAXenbix Lenem

* aHTU-TBM HedpunT (MOHOKNOHaNbHbIe I18G n IgA)

5. & 4

J MuenonponndepatmsBHble 3aboneBaHuUsA
* UCTUHHaA NoAULUTEMUA
* XPOHWYECKMIA MNENONENKO3
* MMEeNnoancnNacTUY4ECKU CUHAPOM
(J BonesHb TakanAcy



BonuyaHOUHbIN HeppUT

Knacc

OnucaHue

Mopdonormueckum
npodpunb

MWHMMaNbHbIN Me3aHrManbHbI (HopManbHble Knybo4ukm npu cBeTOBOM
MWKPOCKOMUKN, Me3aHImnasibHble 4eMn03UTbl NPY MMMYHODIFOOPECLEHLLNN)

Me3aHrmnanbHbli NnponndepaTmMBHbIi (pacwmpeHne n/mam
rMNEePKNETOYHOCTb ME3aHInA+Me3aHrnanbHble 4eN03UThl)

Ovarosbiit (< 50% kKnyboukos) nponndepaTrBHbIiA, akTUBHbIN (A) U/mnm
XpoHuyeckum (C) (cermeHTapHaa sHAOKaNUANApPHaA Nnponndepaums,
cybaHAaoTeNnaNbHbIE AeN03UTbl, BO3MOXHbI Y4aCTKM HEKPO3a U NONYAYHUA)

Anddy3Hbin (> 50% knyboukos) nponvidepaTtBHbIN € cermeHTapHbIMK (S)
nnun rnobanbHbiMu (G) nsmeHeHuamu, A, A/C, C (sHAOKanuAnApHas
nponndepaums, cybsHaoTeNMaNbHble AENO3UTbI, MPOBONOYHbIE NETNN,
KapUOPEKCHUC, HEKPO3bI, MOAYAYHUA)

MembpaHo3HbIN (cybanutennanbHble Aeno3nTtbl)+/- uamenenusa Il nam IV
Knacca

Cknepo3supyrowmi (> 90% knybo4ykoB)

BonyaHo4yHaAa nofounTonaTma




CUCTEMHBIE BACKY/IUTbI e

- MesllH (IgA-HedbponaTua)

- AnddyzHbin nponndepatveHblii UMMYyHOKoMMAeKcHbIM (IgA) TH
- MMMyHOKOMNJiEKCHbIN (IgA) NOAYNYHHbIM (3KCTPaKanuanAapHbin) 'H

- MMMYHOKoMmMeKcHbIN (IgA) TH ¢ ucxogom B @CIrc
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CUCTEMHBIE BACKY/IUTbI

- KpuornobynnHemmyeckuii 'H (MMNIH ¢ aenosutamum IgM un C-3)

- MMMyHOKOMNIEKCHbIN NOAYAYHHbBIN (3KcTpakanunnapHelit) MNH ¢ genosutamu IgM n C-3




CUCTEMHbIE B‘ACK‘VH NTbl




OPYTUE PEBMATUYECKUE U AYTOUMMYHHbIE 3ABOJIEBAHUA:

IgG4-accoummnpoBaHHana 60ne3HbL
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NPYINE PEBMATUYECKUE U AYTOMMMYHHbIE 3AG0JIEBAHUA:

PeBMaTOMAHbLINM apTPUT

MNoparkeHuna Noyek, aCCOLI,VIMp()E;HH_bIe_ c_‘PA_ « & -
BtopnyHaa MH
MesMrH (IgA- naun IgM-HedponaTms)
AnddysHbliii nponndepatTmeHbin M
3KIH (HeKpPOTU3UPYIOLWMI U NONYAYHHDBIN): PEBMATOMAHbIN BaCKYAUT, MOMKeT 6biTb ANCA-NO3UTUBHbBIM
AA-amunnonpos
JlekapcTBeHHble noBpexaeHnA nodyek npu PA
3onoto: MH, BMU
MNennuynnamud: MH, nonynystbiid [H, BMU
HMBC: BMW, OTUH+BMMU
LUunknocnopuH: ®CIrC (?)
BamunHapoHat: dCrc
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OPYIME PEBMATUYECKUE N AYTOUMMYHHbBIE 3ABOJIEBAHUA:

rnomepynoHedpputsl (MH, MMIH) -

AA-amunonaos

epmMaToMuno3nT/nonum1o3uT
MesllH c genosutamu IgM . - -
BTOPMYHbIA MIMTH

OcTpas peBMaTHYecKan AMXopagkKa

Mes[llrH

AHKWUNO3UPYIOWMA CNOHAUANT U.cnHapom:PeliTepa

MesrH (lgA-vedponatna)

- e p
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bonesHb KpoHa, HAK
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BtopnyHaa MH
MesIrH (IgA-HedponaTua)

AA-amunonaos




nomMmepy/sionatun, aCCOULMMpPOBaHHbIE C He-remaTo/IorM4eCKUMHU onyxons

PaK nerkoro

NMouyeyHo-KNeToYHanA
KapuuHoma

PaK kenyaka

PaK TONCTOMN KULWIKU
PakK npocrtatbl
Pak moueBoro ny3bipa

PaK nog)xenypouHoun
enesbl

Pak Mmon04YHOM XKenesbl

PaKk nuwesopa
CtpomanbHbi pak KT
CapKoma ceneseHku

Pak obnactu ronosbi u
weun

Onyxonb Bunbmca
Tepatoma

Pak AsnyHuKa

MembpaHo3Han HedbponaTus, MUHUMa/IbHble N3MeHeHNA, membpaHonposindepaTnsHbii MH, IgA-
HedponaTma, GoKaNbHbIN CEFMEHTAPHbIN IIOMEPYNOCKAEPO3, NONYAYHHbIN [H, TpomboTnyeckan
MUKpOaHrmonaTua

AA amunonaos, nonyayHHbIn MH, IgA-HedbponaTtnsa, MMHUMANbHbIE U3MEHEHWNSA, POKANbHbBIN
CEermeHTapHbIN FOMepPYIOCKIepo3, membpaHonpoandepaTnsHblii MM

MembpaHo3Hasn HedponaTua, membpaHonponndepaTusHbii M'H, nonynyHHbIM TH,
TPOMbBOTUYECKaA MUKPOAHIMONATHSA

MembpaHo3Haa HepponaTna, MMHUMAbHbIE U3MEHEHMUA, NOAYAYHHbIM H
MembpaHo3Has HedponaTua, IgA-HedponaTua, noayayHHbIA MTH
MWHUMaNbHble U3MeEHeHUs, MembpaHonponndpepaTmsHbi MH, noaynyHHbIM MTH

MembpaHo3Hasa HedponaTma, MUHUMAbHblE U3MeHeHUs, IgA-HepponaTusa

MembpaHo3Has HepponaTna, membpaHonponnpepatnsHbii MH, IgA-HedbponaTma, GoKanbHbIN
CEerMeHTapPHbIN ITOMEpPY/IOCKNEPO3, NONYAYHHbIN H, TpomboTUYeCKaa MUKpPOAHIMoNaTms

MembpanonponudepatmnsHblit [H, GoKanbHbIM CErMEHTaPHbIM NOMEPY/I0CKIep03
AA ammnnounaos
AA amnnonao3s

MembpaHo3Haa HedponaTus, IgA-HepponaTus,

MembpaHo3Hasa HedponaTus, membpaHornponndepatneHein M
MembpaHo3Haa HedponaTus

MembpaHo3Hasa HepponaTmsa, MUHUMANbHBIE U3MEHEHWA, NOAYAYHHbI TH



PaK weunku matkum MembpaHo3Haa HedponaTua

Pak saHpomeTpua MembpaHo3Haa HedponaTua

PaK asbiKa cancer IgA-nephropathy

Mesotennmoma MuHUManbHble N3MEHEHUA

MenaHoma MembpaHo3Haa HedponaTua, membpaHonponndepaTusHbii MH, GOKaNbHbIA CErMEHTAaPHbIN
FMOMepPYNOCKIep03

Pak Koxu (6a3anmoma, MembpaHo3HaAa HepponaTma

CKBAaMO3HbliA)
deoxpomouutToma MemobpaHo3HaA HedpponaTma

Tumoma MuHUManbHble N3MeHeHUA, membpaHonponmdepaTuBHbiin MH, doKanbHbIM CErMEeHTapHbIN
rNOMEpPYNOCKNepPOo3, MONYAYHHbIN MTH

Pak cntoHHOM Kenesbl MembpaHo3HaAa HepponaTma
Pak AnukKa MembpaHo3Haa HedponaTus
3n0Ka4yecTBeHHble MembpaHo3Hana HedpponaTus

onyxosan mo3ra

LLBaHHOMa MembpaHo3Has HedbponaTua
Capkoma MuHMManbHble U3MEHEHUA
AHIMOCKpPKOMaA MembpaHonponndepatmsHbii MH

PaK wutoBugHom kenesbl  MonynyHHbiM ['H

Capkoma Kanowu MonynyHHbiA MH



LLMTOKUHbI U
NONUKNOHANbHbIE Ig

P oKabHbI CErMEHTAPHbIN
rNIOMEPYNOCKAPEeOo3

Me3aHrmnonposndepatmeHbin H

MembpaHo3Hasa HepponaTua

IgA-HepponaTua
BoicTponporpeccupytowmi N

MembpaHonponnpepatusHbii H
MuHMManbHblE USMEHEHUA
MIl13-accounmpoBaHHan
rnomepynonatua

NCTUHHAA NOAUUUMTEMUA, 3CCEHUMANbHAA
TpomboumTemus, NEPBUYHBIN MMENOPUNOPO3,
OCTPbIN MUENONENKO3

VICTMHH2aA noanuMTeMmsA, sccCeHUManbHas
TpomboumuTemua, NepBUYHbLIN MMENoPUOpPo3,
OCTPbI MUENOSIENKO3

[NepBu4HbI Mnenodrbpos, XpOHNYECKNIA
MMENOMOHOLMTAPHbIN IENKO3, OCTPbIN
MWEN0IENKO3

NCTUHHaA noanumMTeMmnaA, XpPOHUYECKUI
MUENONENKO3

NcTUHHaAA nonnumtemmsa, XpOHUYECKUM
MUENONENKO3

XPOHUYECKUI MNUENOIENKO3

XpOHMYECKMIN Mnenoneimkos

MNepBuYHbIN Mruenodnbpos, NCTUHHAA
NOAUUMTEMUA, 3CCEHLMANbHAA TPpOMboLMTEMMS,
XPOHUYECKUN MUENONENKO3

(Me3aHauanbHbIl CKAEPO3/2unepKnemo4YHocms, ce2meHmapHsIli cKaepos, xpoHuyeckas TMA,
UHMPAKanuanapHas UHGUaAbmMpPayus 2eMoroamuyeckumu Knemxkamu)



[NIOMEPY/IIPHBIE MOPAYXEHUA NP IMMONPONUGEPATUBHBIX 3AEONEBAHMAX

Be3 genosuuun napanpotemiod . . . |
. napaHeonnactTuyeckme rnomepynoHedputol (MH, BMW, PCIC, MIIH, BMNIrH)

. paguaunoHHbIA HedpUT
.neKapCTBeHHble HedpponaTtumn (MU, MH)

Ob6ycnoBneHHble napanpoTeMHeMuen .

C OpraHM30BaHHbIMM 4ENO3UTaMM NapPanpPoOTENHOB
MMMYHOTN06YAnMHOBbIN amunonaos (AL/AH)
UMMYHOTaKTOMAHbIN rnomepynoHedput (GOMMID)
KpuornobynnHemumyeckuin rnomepynoHedput (npyn nnmebomax n makpornobynmHemumn BanbgeHctepma)
C He OpraHM30BaHHbLIMM AeN03MTaMu MapPanpPoOTENHOB
60Ne3Hb OTNOREHNS ACTKUX/TaKebIX benel (LCDD, HCDD, LCDD/HCDD)
nponndepaTUBHbIN MomepynoHedPUT C MOHOK/IOHaNbHbIMK geno3utamu 1gG/IgA (PGNMID, 6one3Hb Nasr)
roMepyoHedPUT C MOHOKIOHAbHBIMU UHTPAKANUAAAPHLIMK Aerio3uTamu |gM (npu

MakpornobynmHemum BanbaeHctpema)

aHTU-TBM 60ne3Hb, MHAYLMPOBAHHAA NapanpoTenHamm

C3-rnomepynoHedpuT, UHAYLMPOBAHHbIK NapanpoTeMHamm






HoayndapHaa romepynonaTua

(] BonesHu oTnoXKeHMA MOHOK/IOHA/IbHbIX
MMMYHOTrN0bYNMHOB (MHOMeCTBEHHaA MUeNoMa,
MakpornobyinHemmna BanbaeHctepma, B-
KNneTouHble Aum¢pombl, MOHOKAOHaNbHasA
raMmmanaTma NoYeyHoro 3Ha4yeHms)

* Bo/s1e3Hb OTNIOKEHUSA NIerKUX uenen
* B0/1e3Hb OTNOKEHUA TAMKENbIX Lenen
* B0/1e3Hb OT/IOKEHUA NETKUX N TSIKENbIX Lerne

(J CaxapHblii gnaber
J NaononaTtmnyeckas



NocTcTpenToKOKKOBbIMA I H
*  OcTtpbin l'H
e MMOrH

«LUyHT»-Hedpurt
e MMOrH

H, accounmnpoBaHHble ¢ cMPUAUCOM, JiIeNPon
* MH
« MMrH

H, accoumnmnpoBaHHble ¢ UHDPEKLLUOHHBLIM IHAOKAPAUTOM

i H, accounmnposaHHblie ¢ BUY

* BWY-accoummpoBaHHana HepponaTua
(xonnabupyrowmin ®CIC)

*  MmmyHoKomnnekrcHsiii F'H (BonrYaHOUHO-NOA06HbIN K
MesMNrH-noao6HbIN)

«  BMW/®DCIC)

* IgA-Hedponarus

*  Ovarosblii nponudepaTuBHbI (NOCTUHPEKLMOHHDIM
rH)

[H, accoummpoBaHHble C Mansipuen

*  Ouarosbi npoandepatusHbiii NH
*  Aundody3Hbiit nponndepatusHbin NH
*  Aundody3Hbiit nponndepatusHbiv N'H c nonynyHuamm

[H, accounmnpoBaHHble ¢ HCV-uHdekumnemn

*  MIIH (KpuornobynnHemunyeckum)

MMIH 6e3 KpuornobynnHemuu

MH

®Crc

IgA-HedponaTua

*  Ouarosbi¥ NpoAndpepaTUBHLIN (NOCTUHPEKLMOHHDBIN)

[H, accounmnposaHHble ¢ HBV-uHdekumen

* MH
* MIrH
* &CIc

* IgA-HedponaTua

* MponudepatusHbiv N
* BMM
« MMOrH

H, accoummnpoBaHHbIe C LULNCTOCOMO3OM

* BMU

s ®CIC

* MMOIH

* MeslllH

* Ovarosbiii npoandepatueHbivi N’

* OudpdysHbin nponudepatmsHbiv MM

FH, accoummnpoBaHHble C QMIIHQMO3OM

* MesllN4

MIIrH

* BVIU
Konnabupytowmii dC Irc



_‘ [/ [ nekapcraenbie inouepyioneppute | LoD

@Crc

MH

BonyaHouyHO-
noao6HbIN HedpuT

ManoummyHHbIit IKIH

Nvutnn, 3onoto, nHTepdepoH, HMNBC

[epouH, MHTEpDEPOH-A, NUTUMA,
nammapoHaT/aneHapoHar,
aHabosinyeckne ctepousbl

3010TO, NEHULUNTAMWNH, KanNToNpun,
6yunnnamMuH, pTyTHble NpenapaThbl,
Kantonpua, npobeHnumna,
TpumeTtagnoH, HMNBC, nHrnbutopsbl LLOT-
2, KNONMAorpenb, MUTUN,
bopmansgernn, yrnesoaoposHbole
coeguHeHnsA

MAapanasyvH, XMHUANH

NHrMBUTOPbI MMMYHHbIX KOHTPO/IbHbIX ToYeK (ICPI)
NHrubutopbl aHrMoreHesa - cocygmcToro
sHpoTennanbHoro pakropa pocta (VEGF),
NHrMbutopsbl peL.enTopoB cOCyancToro
sHAoTennanbHoro ¢akropa pocta (EGFR) u
TUPO3UHKMHAE3bI

NHrMBUTOPbI MMMYHHbIX KOHTPObHbIX ToYek (ICPI)

NHrMBUTOPbI MMMYHHbIX KOHTPO/IbHbIX To4YeK (ICPI)
NHrMbutopbl aHrMoreHesa - COCygmcToro
sHAoTennanbHoro ¢akropa pocta (VEGF),

NHrMBUTOPbI MMMYHHbIX KOHTPOAbHbIX ToYek (ICPI)

NHrMbutopsbl peLenTopoB cocyanucToro
sHpoTennanbHoro ¢pakropa pocta (EGFR) u
TUPO3MHKUHA3HI



HacnegfcreeHHble U cemeiiHble HedponaTum

CnHapom AnbnopTa: NPOTEUHYRUA, SPUTPOLUTYPUA. [AuarHo3 Nnpu OTCYyTCTBUM
cemMenHoro aHamHesa — 9M. BoamoxHo dopmmposaHume HC Bcheacteme pa3Butus
BTOpUYHOro ®Crc

Bone3Hb ToOHKNX Ba3anbHbIX MembpaH (AobpoKayecTBEHHaa cemenHan remaTtypus)

BpoxkaeHHbin HC «dUHCKOro TMna» n gpyrue spoxaeHHole HC: npoasaatoTca y
AeTen, reHeTnveckoe obcnegoBaHmMe Ha MyTauMu reHOB HeppuHa N NOAOUMHA -
NPHS1 NPHS2, (nHOraa y noapoCTKOB M MOJIOAbIX B3POC/bIX — MyTaUUU He
NAEeHTUOULMPOBAHbI)

Cunapombl enunc-Apaw, ®pansep, Henn-Matenna, NupcoH, Lnumke u ap.
(myTaumm reHos WT, Lmx1b n ap.) — HedpoTUYECKMI CUHAPOM

BropuyHbit @CIC npu annasmmn/rMnonnasmnm v pasinyHbiX AUCnaasmnax co
CHUXKEHUEM MaCCbi AEUCTBYIOWEN NapeHXMbi



HacnepcreeHHble 60n1e3HU HAKONEHUSA C NOPaXKEHNEM KYBOUKOB.

Bbone3Hb Pabpu (KNy60UKM + KaHa/bLib!l U cOCyAbi) rMukochuHronunugbi -3 > &7 - N .
rnoboTtpuaosunuepamm 2 D i A S

p uepamug) 5D Aa M -

T RAST g 2y N

» ’? & f*\ :

Cunpgpom lN'ypnep/mykononucaxapmgos tuna | H MykKononucaxapuabl (/IMKO3aMUHO/TUKAHDI)

I-knetouHasa 6one3Hb/Mmykonunupos Tuna |l MyKononucaxapuapl (MMKO3aMUHOINUKaHbI) U chUHronunuabi
bonesHb lNowe nukoaunugol (rwKouepedposng)

Hedpocuanngos Onurocaxapuabl

JiunonpoTteMHoBaA rnomepynonaTusa AnonunonpotemH A, Bun E

Oedbunuunt neKTMH-xonectepon auunTpaHcdepasbl NnHN

KonnareH lll rnomepynonartus KonnareH lll

®n6pPOHEKTUHOBAA rMomepy/ionaTusa DOubpoHEKTUH

HedponaTtnueckunii ULUCTUHO3 (YaLle KaHaNbLbl + UnctuH
KNy60uKM)
Bone3Hb MNMpKe/60ne3Hb HAKONEHUA FUKOreHa FMuKoreH

(kny60OUKM + KaHaNbLbl)

bone3Hb Pedcyma duraHoBanA Kucnota



Mopdonormnyeckmne BapnaHTbl 'H n KAnHnyeckune accoynaumnmn

MuHuMManbHble U3MeHeHUA 8- BMMU Mem6paHonpoindepaTusHbInA *  UmmyHoKomnaeKcHblii MMTH
¢ BropuyHbie MU riioMmepynoHePpput cucTemHble 3a6oeBaHuA
NekapcrTea UHbEKLUUn
CONUAHbIE ONYX0NU * MapanpoTtenHosbiit MMIH
remo6nacTosbi remo6nacTosbl
anneprua MOHOK/IOHa/IbHaA
*  [edekTbl KONNareHa rammonaTtus No4Ye4yHoro
BTBEM 3HayeHusa
cuHapom Anbnopra e C3-MNTH
N - 5 * Clg-MNOrH
doKanbHbIN cermeHTapHbI *  Waunonatnueckuii ¢Crc .« TMA
rNIOMepyoCKApeos J reHeTqucsuu &Crc * Wamonatnueckuii MITH ?
*  BropuuHbii CIC
BUY OuaroBbi nponndepaTUsHbIA U °  NUmmyHokomnnekcHbii ONTH/ANIH
repouvH AvudbysHbIA nponndepaTBHbIN cucTeMHble 3a6oneBaHus
nobbie HedpponaTum romepynoHeGpuT UHPEKLUN
N N N * MapanpoTeunHosbiit ONITH/AMNCH
doKanbHbIN U rNO06anbHbIM * BropuuHbIU reMo6acTo3bI
rIOMepyJ/iIoCcKNepos nobble HedpponaTum MIn3
Mem6paHo3Has HepponaTua * Wawonatnuyeckas MH * C3-ONrH/AnrH
v S L JKCTpaKanUANAPHbIN *  AHTUTEenbHbi IKIH
cucTemHble 3a6onesaHnA (nonynyHHbI)/ouarosblit 6one3Hb N'yanacuepa
P HEKPOTU3UPYIOLLKNIA rnomepynoHedpuTt napanpoTenMHOBbIN
A T *  NmmyHOKomnnekcHbi IKIH
K" Ny cucteMHble 3aboneBaHus
remob6nacrosbl UHpEKLMM
Me3aHrronponndepaTUBHbIi * Wanonatuyeckas IgA-Hedponatus ? * ManonummyHHblii IKTH
rnomepynoHedput * IgA-Backynut AHLIA-accouMmMpoBaHHbIi 1
*  BropuyHas IgA-HedpponaTtus AHLIA-HeraTMBHbIN
LMPPO3 neyeHn * 9KI'H c ABOIiHOI CEpONO3UTUBHOCTbIO
3a60s1eBaHUARMUIENHIKA HoaynsapHasa rnomepynonatusa * [MapanpoTtenHoBas
conupHble onyxonu reMo61acTosb
remo6nacrtosbl MrHM3

MHpeKumnmn

*  UMmmyHoKomnneKcHblv MesMrH
cuctemHble 3abonesaHus
MHdpeKLnn

* C3-MesllrH

* Clg-MeslilH

e [Ounabetnueckasn
* Wanonatunyeckasa




Ko 00 BP/IOLREK IS OPPP AN L UE PO I ¥ om

Manonatuueckue N'H BMWU/DCrc Nudekruun onry/anrH

MH MIrH

IgA-HepponaTuna? MH

MIrH ??? SKrH
CuctemHan KpacHasA BOMYaHKa MU MeslrH

MesNrH Onyxonu BMU

OnrH/AnrH MH

MMrH MMrH

MH

9KrH/OuaroBblii HEKPOTUSUPYIOLMIA

rH
Mypnypa leHox-LWeHnaitHa/ MesNrH MapanporenHemuun MIMrH
IgA-HedponaTua ONrH/ANTH MH

3KrH Anrd
AHLLA-accouunpoBaHHbIe BaCKy/IUTbl 3KrH 3KrH

OuaroBbii HeKpoTusupylowmii N’H HopynsapHasa rnomepynonatmsa
bone3Hb Nyanacuepa 3KrH NekapcrtBa BMMU
[pyrue ayTouMMyHHbI€ U CUCTEMHbIE MH MH
3abonesaHun vird ool

AnrH Tpomb6oTUUYECKME MUKPOAHTUONATUM MIMrH

SKIH AnddysHbiii Hedpocknepos

IgA-HedponaTua

HapyweHusa perynaumm KomnaemeHTa

MIMrH

Mes[lllrH

OnrH/AnrH

Mcxop, nobbix rnomepynonatuii

®Crc/orrc

Ovddy3Hblit HeppocKknepos




|
A Primary diagnosis (with clinical modifier)

' laA nephropathy
{ LmMrnune ! Lupus naphritis
complex—-mediated GN
Infaction-related glomerulonaphritis

Fibrillary glomeaerulonaphritis

PR3-ANCA
! \‘ ANC A, - positiver
: | mssociated GN MPO—-ANCA
| 3 pomitive

Anti-GBM GN

PGNMID
MIDD

! Monoclonal Ig—-GN

C3GN
(S]]

C3 glomarulopathy

Standardized Classification and B rattern of injury
Reporting of Glomerulonephritis | 1 SR CabiiTary BrOTGTRUVE: r S8 bentie/nSorotising.
. B exudative, or sclerosing glomerulonephritis
S. Sethi; F.C. Fervenza I |
NDT 2019; 34(2): 193-199 o PR g
npep,l'lal'aEMaﬂ CXEMa OLI,EH KM l L IsSN/RPS: lupus Nnephritis; Oxford: 1IgA nephropathy
GMOHTaTOB D Additional findings=

Multiple patterns

Acute tubular Nnecrosis, acute interstitial nephritis,
TMA, atheroembolic disease

= Ancillary studies

1 . AR B e B | v J -
Pronase antigen retrieval, 1gG subtype, DNAJBS9
laser dissection and mass spectrometry

F Chronicity grading

v ( Minumal ,(to{él renel; c,_:"hronlclty score 0—1/10) ,.
l—{ Mild (total renal chronicity score 2—4/10) |
B

Modaerate (total remal chronicity score 5-7/10) ]

-{_ Saevere (total renal chronicily score = 8/10)

Mo oy wes Gources: Muphrol Dl Tranmpiant @ 0 190 Oxfomd Lnivernity 150 men



Standardized Classification and
Reporting of Glomerulonephritis
S. Sethi; F.C. Fervenza

NDT 2019; 34(2): 193-199
lNpeanaraemasn WKana oueHKU
XPOHU3aLUMU

Mild Moderate Severe
Score 2-4 Score 5-7 Score 28

Source: Nephrol Dial Transplant @ 2019 Oxford University Press



Mpumep 1

Mpumep 5

OCHOBHOW AMarHo3: UMMYHOKOMMAEKCHbIA HeDpUT,
accouMmMpoBaHHbI ¢ renatutom C (Mo KAMHMYECKUM AaHHbIM)
Mpodunb nospexgeHusa: MMMH

[ onoNHUTENbHbIE HAXOAKW: UMMYHHLIE MUKPOTPOMOLI C
FNOMEpPYNAPHbIX KANUANAPAX, BEPOATHO 0BCYNOBAEHHbIE
KpuornobynnHemueit Il Tuna

XpOHW3auua: ymepeHHas (OueHKa no Wkane xpoHusauum 6/10)

Mpumep 2

OcHoBHOWM guMarHos: IgA HedponaTtua

Mpodunb noBpexaeHna: mesaHrnonponndepaTuBHbIN 1
cKkneposumpytowmn N

LLikana oueHkn: M1, EO, S1, T1, CO no OkcoppacKkoln KnaccuduKauum

OcHoBHOW AnarHo3s: aHTu-Fr6M I'H (aHTrTena K F’BM no KAMHUYeCcKUm
OaHHbIM)

Mpodurnb NOBPEKAEHNA: HEKPOTU3UPYIOLLMI U NOAYNYHHbIA TH
[lononHWTebHbIE HAaXO4KN: BbiparkeHHbI OKH

XpoHu3aLma: nerkas (oueHka no wkane xpoHvsaumm 3/10)

ogvian B 191

OcHOBHOWM AuarHo3s: nponmdepatmsHbii MH ¢ geno3mtamm
MOHOK/IOHaNbHbIX I1gG kappa (PGNMID)

Mpodunb nospexaerus: MMTH

[onosiHuTenbHble Haxoaku: lgG3 cybknacc

XpoHM3aumA: ymepeHHan (oLueHKa Mo WKane xpoHusaumm 7/10)

Mpumep 3

Mpumep 7

OcHOBHOW AnarHos: ¢pubpunnapHbin M

Mpodunb noBpeKAeHUA: Me3aHIMoNpPoandepaTUBHbIN U
cKkneposupytowmin N’

L ononHuTeNnbHble HaXOAKN: NONOKUTENbHAA OKpacka Ha DNAJBY ,
HeraTMBHaA OKpacka KoHro-KpacHbIM

XpoHuM3auma: ymepeHHan (oueHKa no LWwKane XxpoHusaumu 6/10)

Mpumep 4

OcHOBHOW AMarHos: KkpuornobynmHemmyeckun MM, Tun |, ¢
MOHOK/IOHa/IbHbIMK geno3uTamu IgM kappa (MakpornobynmHemus
BanbaeHcTpema no KAMHUYECKUM AaHHbIM)

MNpodunb nospexgeHnsa: MIMMH

LlonosiH/TeNbHbIE HAXOAKW: UMMYHHbIE MUKPOTPOMObI B TNOMEPYNAPHbIX
Kanunanapax n aptepuonax

OcHoBHoM anarHo3: ANCA-accoummpoBaHHbIn MH (aHTUTena K PR3 no
KNMHUYECKMM OaHHbIM)

Mpodunnb NOBpEXAEHNA: HEKPOTU3UPYIOLLNI U NOAYAYHHBIA TH
Knacc: o4arosbii

[ ononHUTEeNbHbIE HAaX0A4KN: BblparkeHHbIh OKH

OcHoBHoWM anarHos: C3 M'H (accoummMpoBaHHbI C MOHOKNOHAaNbHOWM
rammanaTmen NoYEeYHOro 3HaYeHus)

MNpodune nopexaeHns: MIMNMH

[lononHUTeNbHble HaxoaKku: C4d - HeraTMBHO, METOAMKA C NPOHA30M He
BbIABM/1a 3AMACKMPOBAHHbIX A4EMNO3UTOB |Ig

XpOHM3aumA: nerkas (oueHﬁno_Luriane_xpOHmsau,MM 3/10) ey




