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fromepynoHedputbl — H60abLLIAA PA3HOPOAHAA NO NAaTOreHesy rpynna
3aboneBaHUM, NPOTEKAOLWMX C NOPAXKeHMEeM NoYeUHbIX KnybouKkos

2TMoNorua:

* HacnepactseHHble/reHeTUYeCKME

* Wpanonatnyeckue

* B pamKax cMcTeMHbIx 3aboneBaHumn

* BTOpWYHbIe (NEKAaPCTBEHHbIE, aCCOLMNPOBAHHbIE C UHDEKUMAMM,

napaHeonaacTU4YecKkune)

MexaHn3m nosperkaeHuA:

*  VIMMYHHble KOMMNAEKCbl

* LNTOKWUHDI

* OKcuaaTmMBHbIE MOJIEKYbI

* AHTUTENa

* [lapanpoTeunHsl

* KomnnemeHT

* JledeKkTbl KONNAreHa
JIoKa/in3auma noBpeKaeHUN

e Me3aHrum

e  DHAOTENNN TNOMEPYIAPHbIX KaNUANAPOB

* [logouuTsl

* [nomepynapHada 6a3anbHas membpaHa

* boymeHOBO NPOCTPaAHCTBO U Kancyna boymeHa




KnanHnueckue cumnTomaTuKa rMomMmepynsapHbIX NOBPEXAEHWUIA:

N3oanMpoBaHHaA MUKporemaTtypus

PeunanBupytowaa makporemaTtypus

N3o1nMpoBaHHaA NPOTENHYPUA

N30n11pPOBaHHbIA MOYEBOMN CUHAPOM (MUKPOremaTypus ¢ YMepeHHOM
npoTeEUHYpUuen)

HedpUTnyeckmnim cMHAPOM, OCTPbIN NN XPOHUYECKNI (OTEKMH,
apTepuanbHasa runepTeHsmns, NPoTenHypms meHee 3,5 r/n,
MUKporemaTypusa)

HedpoTtruecknit cuHapom (oTekn, npotenHypua 6onee 3,5 r/n,
rMNONPOTENHEMMUS, TMNOANbOYMUHEMUA +/- TMNepXxonecTepnuHemms) c
apTepuanbHOM rmnepTeH3nen n bes Hee

CuHapom bbicTponporpeccupytoLlero HeppuTa (NpPoTeEUHYPUA, remaTypus,
HbICTPO HapacTatowaa novyevyHaa ANCPyHKUUA)

MouyeBOM CUHAPOM B COMETAHUU C apPTEPMANIbHOU TMNEPTEH3NEN U
Me[/IEHHO NPOrpeccupyroWwmm nodyeyHom auchyHKLMen



KnnHuuyeckana guarHoctuka 6asmpyerca Ha:

* JlaHHbIX aHaMHe3a

* OueHKe BbllLEYKAd3adHHbIX CUHAOPOMOB, XdpPaKTePU3YyHOLWUX TU
nopaxeHnAa novek

* OueHKe BHENOYEYHbIX I'IpOFIB!'IEHI/II‘/’I, eC/in TarkoBble UMEIKOTCA

Heobxoaumbimu kKomnoHeHTamu gupdepeHumnanbHoOU
AWNArHOCTUKU ABNAIOTCA:

e J[lononHuTenbHble NabopaTopHble UCCneaoBaHUA

 Mopdonornyeckne gaHHble, NOAYYEHHbIE NPU NCCNEA0BAHUN
noyeyHoro 6monrtara



JKCTpapeHabHble

npoAasneHna Co CTOPOHDbI.

* Jlerkux
* KoXu

* (CycTaBoOB
* Ceppua

* JIOP-opraHos

* [na3

* UHCwu
nepudepunyeckon
HEPBHOM CUCTEMDI

o MXKKT

* DHAOOKPWHHbIX
OpraHos

* Cucrtembl KpoBU

Ceponoruyeckue mapkepboil:
PeematonaHbin paktop, ALLLIM
NmmyHOrnobynmHbl
KpnornobynmHoi
AHTUTena Kk AAHK
AHTUHYKNeapHble aHTUTena
KomnnemeHT (C3 n C4)

AHTUTENA K UMUTONNA3ME HENTPOPUIOB
AHTUTENa K peuentopam pocdonmnasbl A2
AHTUTENa K rnomepynsspHon ba3anbHoun
MmembpaHe

AHTUTENA K KapAMONNUNUHY

AHTUTENa K B2-rnoKonpoTenHy
BoNYaHOYHbINM aHTUKOArYNAHT
Cybknaccbl UMMyHornobynmHa G
AHTuTena K Clq

MOHOK/I0OHaNbHble Benku
(MMmmyHOrnobynunHbl, cBO6OAHbIE Nerkue
uenu, ceobogHble TAXKenble uenun UI)




Mopdonornueckue rnomepynapHbie U3SMeHEeHUA

MeTtoabl uccnepoBaHuUsa:
* (CseToBaA MUKpPOCKoONUA

*  UmmyHodnoopecueHuna/MMMYyHOrMCTOXMMUA
* JneKTpOHHasa MUKpOCKoNUA

Pasmepbl

* O6bl4yHble

* YBe/NnYeHHble
*  YMeHbLUEHHble

Me3aHrmanbHOe NPOCTPAHCTBO

* PacwunpeHune 3a cyeT yBENMYEHNA MATPUKCA
* Me3aHrmaabHaa rMnepKAeTOMHOCTb

* MesaHrnonuns

dHpoTennin
* 3JHpoTennos («HabyxaHue»)

lpocBeT KanuANAPOB, KaNUANAPHbIE NeTIn

* CyxeHue

e OKk03MA (NceBaOTPOMObI, MUKPOTPOMObI)

e KonnabuposaHue (cmoplumBaHue)

*  JHAOKanuAnApHaa rmnepkaetTovyHoctb/ee cocras (MMAJ, MOHOLUTBI,
MMIOUMTBI, T.H. KMEHUCTbIE» KNETKU U T.A4.)

BasasnbHble MembpaHbI

* YTonuweHue

* YpaBoeHue KOHTypa

* PaspbiBbl

* O6HarkeHue

e CpallieHue c Kancynomn (cuHexus) ??? HO yyacmeayem He monbKo [6M
* HepaBHOMepHOe UCTOHYEHUe / yTo/lLLeHMe

MogounTtsbl

* PacnnactbiBaHWe (Crna)uBaHMe) MasibiXx OTPOCTKOB
* Otcnoenne ot IrbM

e Tunepnnasus / runeptpodua / dburypbl mntosa

U3meHeHus
* Ouarosble (poKanbHbie)/andPysHbie
* CermeHTapHble/rnobanbHblie

MonynyHua

* KneTtouyHble

*  ®UBPO3HO-KNETOUHbIE
* ®unbposHble

Jeno3nTtbl

JNlokanusauma

* Me3saHrmanbHble

* CybaHgoTennanbHble

* UHTpamembpaHo3Hble

* CybanutenuanbHbie (3nMMembpaHo3HbIE)
XapaKTep aKkcnpeccum

* JInHelHble

* KpynHorpaHynsapHble

*  MenKorpaHynsapHble

Cocras

*  MIMMYyHOKOMMAEKCHble

*  MimmyHOrN06YyAnHBI (NOIU- U MOHOK/IOHA/IbHbIE)
* KomnnemeHT

BeckneTouHbI maTepuan

* WHcypatTUBHbIE U3MEHEHMUA (T.H. «TUaNNH»)
* @OubpuH

* Me3aHrnanbHbIN MaTPUKC

e Amunoug

He amunongHbiit matepuan

YNbTpacTpyKTypbl

* ®dubpunnsl

*  MuKpoTpybouKkM
* XaoTW4Hble

* OpraHn30BaHHbIe



Mopdonornueckne npodpunm nospexkaeHua npu romepynoHeppurax:

*  MuWHUMaNbHble N3MEHEHUA

* ®@OKanbHbIN CErMEHTaPHbIN INOMEPYNOCKIEPO3

e MembpaHo3Haa HedpponaTUS

 Me3aHrnonponndepaTuBHbIN NTOMEPYNOHEPPUT

* MembpaHonponndpepaTuBHbIN MomepynoHedpuUT

* Quarosblit nponndepaTnBHbIN oOMepynoHedpuUT

* [AndPy3HbIN nponndepatMBHbIN ITOMEPYNOHEPPUT

* JKCTpaKanuAnapHbIN rnomepynoHedpuT

e (Ouyarosblil HEKPOTU3UPYHOLLUIN TNOMePYNOHEeDPUT

e ®doKanbHbIN rN0baNbHbLIA U CETMEHTAPHbIN INMOMePYNOCKAepo3 (Kak ncxos Ntobbix
HedponaTuin)

* [undpody3Hbin HeppocKknepos (KaK ncxoq ntobbix HedbponaTuii)

Momumo rnomepynoHeppuUTOB K paspaay IMOMepyAapPHbIX NOBpeXAeHUIA OTHOCATCA:

 [lnabetnyecKaa HepponaTusa

*  AMMAOMA03 U Apyrve napanpoTenHeMUYeckmue noBpexKaeHns KnyboykoBoro annapaTa

* HeKoTopble reHeTUYECKN AeTEPMUHMNPOBAHHbIE 3aboneBaHMa (NaToNOrnA KonnareHa,
60n1e3HM Hakon/ieHuA...)

* TpomboTUYECKNE MUKPOAHITMOoNaTUn



Mopdonormnyeckmne BapuaHTbl 'H 1 KAMHUMYECKUe accoumaumum

MuHUManbHble U3MeHeHUA * BMM Mem6paHonponudepaTuBHbIA *  WmmyHoKomnnekcHbii MMIH
* BropuuHblie MU rnomepynoHeppur cuctemHble 3a6oneBaHuA
Nekapcrea UHbEKLUN
CONUAHbIE ONYX0NUn * MapanpoTtenHosbiit MMTH
remo6nacTosbl remo6nacTosbl
anneprusa MOHOK/IOHa/IbHaA
* [edekTbl KONNareHa rammonaTtus No4Ye4yHoro
BTBEM 3HayeHusa
cuHapom Anbnopra e C3-MNTH
N - - * Clg-MNOrH
doKanbHbIN cermeHTapHbI * Wanonatnueckun ®Crc .« TMA
rNIOMepyoCKApeos J reHeTqucsuu dCrc * Wamonatnueckuii MITH ?
*  BropuuHbii CIC
BUY OuaroBbiii nponudepaTUBHbIA U *  WmmyHokomnaekcHbiii ONTH/ANICH
repouvH Anddy3HbIi nponndepaTMBHbIN cucTeMHble 3aboneBaHus
nobble HedpponaTum rnomepynoHedppur UHbEeKUUn
N N - * MapanpoTteunHosbiit ONMH/ANCH
doKanbHbIN U rNO06anbHbIM * BropuuHbIU reMo6acTo3bI
rIOMepyJ/iIoCcKNepos nobble HedpponaTum MIn3
Memb6paHo3Has HedpponaTua * Wpunonatnyeckaa MH * C3-OnrH/anrH
C AL Ll DKCTpaKanUANAPHbI *  AHTUTEenbHbIM IKIH
cucTemHble 3a6onesaHnA (nonynyHHbIl)/ouarosblit 6one3Hb N'ypnacuepa
P HEeKpoTU3MpyoLWmuii rnomepynoHedppur napanpoTemHoBbIN
/iekapcrsa *  UmmyHoKomnnekcHbi IKIH
CONMMAHBIE onyXonu cucTeMHble 3a6oneBaHus
remo6nacTosbl UHGEKLWM
Me3saHruonponugpepaTmeHbiii ¢° Wanonatuueckas IgA-Hedpponarua ? * ManonmmyHHblii IKTH
rnomepynoHedput * Mypnypa leHox-LeHnsaiiHa AHLIA-accouMmMpoBaHHbIi 1
* BropuuHas IgA-HepponaTus AHUIA-HeraTUBHbli
LMppO3 neyeHn * 3KrIH c ABOITHOM CepONO3UTUBHOCTbHIO
3aGonEBaHMAIKNLIERHHKA HoaynapHasa rnomepynonatua * [MapanpoTtenHoBas
CONNAHbIE ONYX0aU reMo61acTosb
remo6nacrTosbl MFHM3
MHpeKumnmn

e [Ounabetnueckasn

*  UmmyHokomnnekcHbii MeslNrH +  Wavonatuueckas

cucTemHble 3abonesaHua
MHpeKumnmn

e C3-MesllH

* Clg-MesMlrH




BonesHb MMHMMa/ZIbHbIX U3SMEHEHUUN

U Wpamonatnueckas MU

U BropuuHble MU:
» JlekapctBa
* HNBC (yacto coueTtaerca c OTUH)
* WHTepdpepoH
* Jlutun
* 3onoto
» Onyxonu

* Temobnacrosbi: nMumdorpaHynemartos, He-Xo4KKMHCK1e numdombl/neiikosbl,
XPOHUYECKNIA MUENONIENKO3

* ConupHbole onyxonu: nerkux, KT, nogxenyaouHon }kenesbl, NOYEK, MOYEBOTrO Ny3bipA,
MO/IOYHOM }ene3bl, AMYHUKOB, CAPKOMbI, TAMOMa, MeZ1IaHOMA, aHTMOMMUOIMNOMA

» Anneprus
* MNonneHos
* YKyCbl HAaCEKOMbIX
* CbIBOpOTO4YHAA 6onesHb
» CucremHble 3abonesaHun
* BonvaHo4yHasA nogoumuTonaTUA
* IgA-HedponaTtua
> WUHdeKuuu
* BWM
* lWuncrocomunas
* ®dunapwuas
* Manapua




doKanbHbI CErMeHTapHbI MOMEpPYNI0CKNAEepo3

MavonaTtnueckuii (nepsuuHbii) PCIC — nycKOBOM MmexaHU3M He u3secTeH (pakTop NpoHULaemocTH)

BropuuHblie PCIC:
1. CemeiHbIN 4. ABanTUBHbIN CTPYKTYPHO-PYHKLMOHANbHBIW OTBET, BEPOATHO MeAUnpyemblii runeptpodueit Kny6oukos unm
v" Mytauum a-actinin 4 runepunbTpaumnei
v" Mytauumn NPHS1 (HebpuTH) 4.1 YMeHblUeHe MacCbl NOYEYHOMN TKaHU
v" Mytauum NPHS2 (nogoumH) v' OnuromeraHedppoHuAa
v' Mytauum WT- v' EAMHCTBEHHas noyka (areHesus)
v" Mytauumn TRPC6 v' [Incnnasua noYevHolm TKaHK
v" Mytauum SCARB2 (LIMP2) v KopTuKanbHbIil HEKPO3
v" Mytauum INF2 (dopmuH) v' Pedniokc-HedponaTtma
v" Mytauum CD2-accoummposaHHoro beska v' Hedpaktomua
v" MuTOXoHApUanbHble uuTonaTUm v XpoHuuyeckas TpaHCcNAaHTaLMOHHas HedponaTtma

v MNo3saHAasa ctaama Noboro 3a601eBaHMA NOYEK CO CHUKEHMEM MacChl AeCTBYIOLNX HeGPOHOB

4.2 N3HaYaNbHO HOPMA/IbHAA Macca NOYeYHOM TKaHK

v’ CaxapHblit agnabet

v TunepTeH3ua

v' OxupeHue

v BpoAeHHble «CMHUE» NOPOKM cepAaLa

v' CepnoBMAHO-KNETOUHas aHeMMA
2. Bupyc-accoummpoBaHHbIi 5. 3n0KauyecTBeHHble HOBOO6pa3oBaHua
v' BWY-accoummpoBaHHas Hepponatma v' Temo61acTo3bl: NMMOOMbI, UCTUHHAA MOANLUTEMUA, ICCEHLMANbHbIA TPOMOLMTO3, NEPBUYHDBIA MMenodnbpos,
v" Napsosupyc B19 MWEeNoAMCNNACTUYECKUIA CUHAPOM, OCTPbI MUENONENKO3

v' ConugHble onyxonu: noyek, KT, N1erkmx, MoA0O4YHOI Xenesbl, MenaHomMa, TUMoMa, GeoXpoMoLUTOMa
3. leKkapcTtBa 6. Hecneundpuueckme ®Crc-nogobHble U3MEHeHUs, BbI3BAHHbIE CMOPLLMBAHUEM NOYEK NPU FTOMePYAAPHbIX
v' TepovHoBas HepponaTtma 3a6oneBaHUAX
v" UnTepdepoH-a v' Oyarosbiit npoandepaTtusHbIii rnomepynoHedput (IgA-HebponaTna, BONYAHOUHBIA HEPPUT, MaSIOMMMYHHbI O4aroBbIi
v' Nlutnin HEKPOTU3UPYIOLLMIA U NONYAYHHBIN [H)
v' MamuapoHat/aneHapoHaTt v' HacneactseHHbii HedpuT (cMHApom AnbnopTa)
v' Anabonuyeckue cteponapi v" Memb6paHo3Has riomepynonatusa

v' TpomboTHyecKas MUKpOaHrmonaTums

v Tpeaknamncus




MembpaHo3Haa HepponaTma

Npuonatnueckaa MH (~ 80%) — AMarHo3 UCKAOUYeHUA
O AHTUTena K aHTUreHam-mueHAM nogoumtos npu MMH:
e 75% - aHTuTtena Kk mPLA2R (peuentop ¢pocdonmnasbl A2 M-tuna), oTkpbIT B 2009r.
e 59 - antutena k THSD7A (/A copepskawmint gomeH TpombocnoHamHa | tuna),
otkpbiT B 2014,
* [lpyrue aHTUreHbI?
O AHTuTena Kk mPLA2R
* He sbissnastotcs npu ®CIC n AH, ncyesatot Ha PoHE UMMYHOCYNPECCUUN, BHOBb
NOABNAKOTCA NPU peunansax
* Hannume a/T K MPLAR - aguddepeHumanbHans ANarHOCTUKA UAMONATUHECKOMN U
BTOpM4YHOM MH
O Axtutena k THSD7A
 [nddepeHumanbHbin anarHo3 MMH 1 MH npu onyxonax ¢ Apyrumu BTOPUYHbIMMU
MH




BrtopnyHaa MH

AyTOMMMYHHbIE
AyTOMMMYHHbIe 3a6oneBaHuUA
CucTeMHas KpacHas BO/MaHKa
PeBMaTougHbIA apTpuUT
CmeluaHHoe 3a6oneBaHue coegUHUTENbHON TKaHU
Aepmaromunosut
AHKUNO3UPYIOLWMA CNOHAUAUT
CuctemHas cknepogepmusa
MwuacTteHus gravis
BynnesHblii nemduromp,
AYTOMMMYHHbIA TUPEOUAUT
CuHpgpom LlerpeHa
BUCOYHbIN apTepunt
BonesHb KpoHa
Peakuus TpaHCNNAHTAT NPOTUB XO3AMHA

UHdeKuum
Fenatut B
Fenatur C
Bupyc ummyHoaeduumuTa yenoBeka
Mansapusa
LLincrocomunas
dunapuas
Cundunnc
9HA0KApAUT (BbI3BaHHDbIM IHETPOKOKKOM)
9XOHOKOKKO3
Nenpa

3noKkayecTBeHHble HOBOOGpa3OBaHMﬂ

KapuuHombl He KapunHombl
JNlerknx XoaKKMHCKaa nammeoma
Muwesopa He-xoaKKMHCKas ammdpoma
ToNCTOI KULIKK XpoHuyecknin nnmeonenkos
MosiouHoI Kenesbl Me3oTtenmoma
Henypka MenaHoma
Mouku Onyxonb Bunbmca
AnyHuKOB AZieHOMa neyeHn
Mpocratbl AHrnodonnunkynnapHas numdoma
Monoctu pta u roptaHm LlIBaHHOMa
Henpobnactoma
[aHrAMOHeMpomMa HaZMnoYeYHNKOB
JlekapcTBa/TOKCUHDI Penkune
3on0T0 CaxapHbI anabeT (accoumaumsa am npuumnHa?) Capkoamos
NeHnunnnamuH CepnoBMAHO-KNETOYHAA aHemmA
byunnnamuH MNMonnkucros
PTyTHbIE NpenapaTbl Jednumnt al-aHTUTPUNCUHA
Kantonpun BonesHb Bebepa-KpucrtmaHa
Mpo6ennuua MepBUYHbIN BUANAPHBIN LUPPO3
TpumertagmoH CUCTEMHbIA MacToLMTO3

HectepouaHbie npoTMBOoBOCNANAUTE/IbHbIE NpPenapaTbl
MHrMbuUTOpbI LIUKNOOKCUreHasbl-2

Knonupaorpenb

Nutnii

dopmanbaerup,

YrnesoaopogHble coeguHeHusa

CuHapom 'meH-bappe

YpPTUKAPHbIA BAaCKyAUT
FeMoNNTUKO-ypeMUYECKUI CUHAPOM
lepneTMdopMHbIA AepMaTUT
Mwnenoancnnasua




MemOpaHoOIIpOoANdepaTUBHEIN I10MepPyA0HePPUT

= CoBpemeHHas Knaccupukauma MIMMH (6asupyertca Ha gaHHbIX ND)
» Ig (MOHOKNOHaNbHbIE, OJIMFTOKNAOHA/IbHbIE, NO/IMK/IOHANbHbIE)+C3
v UMMYHOKOMMAEKCHbIN MeXaHWU3M
*  WHdbekuuu (Ign C3)
*  AyToMMMyHHble 3abonesBaHus (Ig u C3)
v" MOHOK/IOHaNbHble UMMYHOTN06YNUHbI (Ig 6e3 C3)

*  bonesHb OTNIOXKEHMA MOHOK/IOHAIbHbIX UMMYHOTN06YNNHOB
e [lpyrye MOHOK/NOHaNbHble raMManaTim

> TonbKo C3

v' C3-rnomepynonaTua
. DDD: mytauma ¢akTtopa | uam MCP + napumanbHaa nmnoanctpoduma  « apy3bi» U AereHepauma ceT4aTkm
*  C3-rnomepynoHedput: myTauua paktopa H nnm nHrnbumpytowme ero aHtutena (napanpoTeunHol!)

»  Hulg Hu C3 - TpombOTMHECKaA MUKPOaHrMonaTua

= Wpuonatnyeckuit MMIH — oMarHo3 UCKAKOYEHUA: NE€TU, MONOAbIE B3POC/ble, HainUne

MONIMKNOHANbHbIX Ig+C3, U «BCE UCKNIOYEHO»




0 XpoHuueckue nndpexkuumn

. frenatut C (KpuornobynmHemuyecknn MMNMH n MMNIH 6e3 kpruornobynmHemmu;)
. lenatut B

. NHPEKLMOHHbBIN 3HAOKAPAMUT, KaTETEPHbIE N KLLYHT»-UHPEKLUN

. LWncTtocomunas, punapmas

. Manapwus

. MuKonNa3mos, rmMcTonasmos, KOKKLMAOMUKO3

. lpnbKoBble MHPEKUUM

O AytoummyHHble 3ab6onesaHus
. CKB (BH IV knacca)
. CapKounpgos
. CC3
. ApTtepuut Takasacy

O 3nokauecrtseHHble HOBOO6pPa3oBaHUA

. Jlerkmx

. Mouek

. KT

. MonouHo xenesbl

. MpocTaTbl, MOYEBOTO MNY3bIpPA

. MenaHoma

d Tumoma

d AHrvocapkoma

. XpOHUYECKMIA MMeno/MMenoMoHOLMTAPHbIN NIEAKO3,
D MOHOKNOHabHbIE raMManaTtum

. BonesHb oTNOXeEHUA Nerkux Lenei, 601e3Hb OT/IOKEHUA TAXKENbIX Lenen

. Niumdpombl/AmoonnasmaumTombl ¢ KPUOTN0BYNMHEMUYECKUM/MMMYHOTaKTOMAHBIM MIMTH
U HapyweHua perynauum KomnnemeHTa

. bonesHb NAOTHLIX 4eN03MTOB

. C3-rnomepynoHedput
Q XpOHW-IECKMe TpOMGOTW-IECKMe MUKPOaHrMonatum U UX nocneancrsuna

. AHTMdOoChONMNNAHBIA CUHOPOM

. [eMONUTUKO-YPEMMYECKNA CUHAPOM

. TpomboTryeckas TpomboumTOoNneHnYeckana nypnypa

. Opyrne TMA



3a00aeBaHMsI, aCCOLUVIPOBaAHHBIE C

rmcroaormdeckom Kkaprmaon MIII'H

d Xponnueckne nadpexnyu (ocodenHo reratut C)

d AyronmmyHHEBIe 3a004eBaHMs (0coOeHHO BH)

1 MoHoka0oHaAbHBIE TaMMaTiaTum (0cCOOeHHO, 00A€3Hb OTAOXKEHUS
A€TKIIX IIeIlell I MOHOKAOHaAbHBIX I1gG)

d Hapymenus peryasaumumu koMir1eMeHTa (OCOOeHHO Ae(pUIINT
¢paxropa H)

1 XpoHnueckne TpoMOOTHMUECKVI€ MUKPOAHIVIOIATUN U IX
I1I0CA€ACTBILA

8.1: Ouenxa MIII'H
8.1.1: ObcaeaoBaTh MAIIMEHTOB C TUCTOAOTUYECKON (CBETOOIITUYECKOT)
KaptyHoV MIII'H A4 BRISIBA€HMS OCHOBHOIO 3a004€BaHNs ITpeXKAe YeM pellaTh
BOIIPOC O IIPMMEeHeH!U! cIienprIecKon Tepanni (HeT CTeIIeH!)




Me3aHruonponmndepaTtuBHblit rnomepynoHeppuT

IgA-HedponaTma

BonyaHouHbIM HedpuT (Knacc 1)

MocTMHPEeKUMOHHbIN TH

MeslIH npu wuctocommnase, punapunase

MeslI'H npu BUY

C3-rnomepynoHedput

Clg-HedponaTtus

MesMrH npu gepmatommnosunte/noaMmmosnTe

Me3MIH npu ocTpoi peBmaTUYecKom AMxopaaKe, aptepunte Takasacy, peunanBmpyowem
NOINXOH4pUTE

Me3MIH npu 601e3HM OTNOXKEHUA NETKUX Lenen

Me3MNrH npu mmenonponndepatuBHbix 3aboneBaHnAX: mmenodpnbpose, UICTUHHOM NOAULUTEMUN,
3CCeHUMaNbHOM TPpOoMbOLNTO3E, MMENOANCNNACTUYECKOM CUHAPOME, XPOHUYECKOM MUENIONENKO3E
Nanonatnuecknin MesMrH (?)




IgA-HedponaTua:

nepBuyHasn IgA-HepponaTusa:

namonaTnyeckan (6onesHb beprke)

nypnypa leHox-LWeHnanHa

BTOpUYHan IgA-Hedpponartma
LMppPO3 neyeHU

Luennakua

o)
AN
L

BMPYCHbIN renatnt Cu B

repneTMpopmHbIN AEPMATUT

6onesHb KpoHa, HAK

aHKUI03MPYIOLWMIA CNOHANA0APTPUT, NCOPUATUYECKUIN apTPUT, CUHAPOM PeiTepa u Ap. CEPOHEraTUBHbIE apPTPUTI
MENKOKNETOYHbIE KaPUUHOMbI, OMYXON IETKUX, BEPXHUX AblXaTe/IbHbIX MyTel, NONOCTMU PTa U HOCOMNOTKK, noyeK, KT
ONCCEMUHNPOBAHHbIN TybepKynes

obnuTepupyrowmnii 6POHXNMONANT

numonponndepaTuBHble 3abonesaHuna (nMmoorpaHynematos, T-KneTouHble NMMPOMbI, FPUBOBUAHBIN MUKO3)

MmuenonponndepaTnBHble 3a60neBaHNA (MCTUHHAA NONULMTEMUSA, MUENOAMCNNACTUYECKMI CUHAPOM, XPOHUYECKMIN MUENONEIKO3)



Ovarosbin nponndepatuBHbIN U ANDDY3HbIN
npoandepaTuBHbIN OMepPYy/IoHeEDPUT

J UHdekuuum
* OcTpbI¥ NOCTCTPENTOKOKKOBbLIN H
* [locTUHPEKUMOHHbIN TH npn MHPEKUMOHHOM 3HAOKapAUTE, KLLIYHTY-
nudekumun, BUY, supycHom renatmute C, wmMctocommase, manspum
[ CucremHublie 3abonesaHuns
* CKB (BonyaHouHbIN HedpuT Knacc | n 1V)
* [lypnypa leHox-LLleHnAnHa
O NumdponponndepatusHble 3abonesaHus
* Bone3Hb OTNOXEHMA Nerkux/TaxKenbix Lenem
* [lponndepatnBHLIN TMOMEPYIOHEPPUT C MOHOKJIOHA/IbHbIMU
nenosutamn 1gG/IgA (6onesnb Nasr)




PNoPUNNAPHBIN U UMMYHOTAKTOUAHbIN r1OMepyaoHedpuUT

CBeToBasA MUKpPOCKONUA

ATMnu4yHaa membpaHo3Hasn
HedponaTus

AtununuHbin MOTH

OnddysHbin nponndepatusHbiii N’H

ONeKTPOHHaA
MMUKpOCKoNus

PnbpunnsapHbin N

MmmyHornobynutbl

MonnknoHanbHble IgG

AccouumpoBaHHble 3aboneBaHus

AyTOMMMYHHble 3a601€BaHUA:

* CKB

* 6onesHb KpoHa

* bonesHb peliBca, MamMonaTnyeckas
TpomboumToneHnyeckan nypnypa

* MEepBUYHbIN BUANAPHDLIN LMPPO3

* bonesHb bextepesa

* cuHapom LllerpeHa

*  BaCKy/UTbl

3n10KayYecTBEHHble HOBOOOPA30BaHUA:

*  paK WMTOBMAHOM Kenesbl

* renatoue/IoNAPHaa KapLMHOMa

*  paK MOJIOYHOW Kenesbl

*  PaK TOJICTOM KULLKMK

*  paK NOYKM

* MeNnaHoMa

* MHOKEeCTBEHHasa Muesioma

*  numoonponndepatnBHble 3aboneBaHNs

[enaTtut C

Ldpyrue

MMMyHOTaKTONAHbIN
rH

MoHoOKNoHanbHbIe IgG

NumdonponndepatmeHbie 3aboneBaHus:
*  XPOHMYECKUI1 Ainmdoneiikos

*  aumooma

®* MOHOK/IOHa/Z1IbHAaA rammanaTtuAa

Lpyrue:
* CKB

*  ayTOMMMYHHble/BaCKyAUTbI
* BWY
* renatmnt C




IKCTPAKANUANNAPHDBIN TOMepPYIoHeDPUT

BbICTPONPOrPECCUPYIOLLUIA (SKCTPAKAMUNNAPHBINA, MONYNYHHbIN) TH:

AHTUTENbHbIN (aHTU-TEM) HedpuT:

cuHgpom lNyanacyepa

aHTU-TBM-HedpuT

MMMYHOKOMNIEKCHbIM SKCTpaKanuanapHbii MH:

CUCTeMHanA KpacHana Bon4vaHKa (BH Il n IV knacc)

KpuornobynmHemumyecknin Hedpput (renatut C, itumdombl, TMMPONNA3MaLUTOMbI)

BACKYy/IUT Npu peBmaTongHom apTpute (moxkeT 6biTb ANCA-NO3UTUBHbBIM)

HeppUT Npn MHPEKUMOHHOM 3HAOKApAMUTE

IgA-HedponaTma (nypnypa leHox-LeHnaiiHa)

dmbpunnapHbii MM

ManoMMMYHHbI 3KCTPAKaNUANAPHBIN M 04aroBbli HEKPOTM3UpPYOLWMiA TH:

cuctemHble ANCA-accoumMmpoBaHHble BaCKyAUTbI

orpaHn4yeHHo-noYyeyHbin ANCA-BacKynmuT

ANCA-HeraTuBHbIM MaJIOUMMYHHbIN 3KCTPaKanuAnApHbIn M

IKcTpakanuAnapHbIn MH ¢ nepekpecTHbIM CUHAPOMOM:

aHTM-TBM/ANCA



PepgKkue sapuaHtbl OKIH
d TumdbonponndepaTtnsHble 3aboneBaHms

* 60N1€3Hb OTNIOXKEHUA NErKUX/TAxeNbIX uenen

d MuenonponndepaTtnsHbie 3aboneBaHuA
*  WCTMHHAA NOANUUTEMMUA
* XPOHWUYECKMU MMNENONENKO3
*  MWEeNoAUCNNACTUYECKUN CUHAPOM

(J BonesHb Takanacy



MomepynoHedpuTbl, aCCOLUMPOBAHHbBIE C UHPEKLUAMMU

NocrcTpenToKokKoBbiv MH 'H, accoumnmnpoBaHHblie c BUY
* OctpbinlH *  BWUY-accounmmpoBaHHana HepponaTua
e MMrH (konnabupyrowmin dCrc)

*  MmmyHoKomnneKkcHbiii MH (BonyaHoUHO-NoA06HbIN K

«LlUyHT»-HedpUT
- p Me3MNrH-noao6HbIit)

 MIIH
«  BMW/®DCIC)
H, accounmnpoBaHHble ¢ cMPUAUCOM, Nenpom * IgA-HedpponaTua
* MH *  Ouvarosbit nponndepaTuBHbI (NOCTUHPEKLMOHHDIM
* MMIrH rH)
H, accounmmnpoBaHHble ¢ MHPEKLMOHHbIM 3HAOoKapautom [H, accounmmnpoBaHHble C Mansapuen
e Ovarosbi1 nponudepatmsHbiii MH * MponndepartusHbiii NH
*  OndodysHbin nponndepatnsHbiv N'H * BMU
*  Aundody3Hbiit nponndepatusHbiv N’ c nonynyHuamm * MNOIH
[H, accounmnpoBaHHblie ¢ HCV-undekumei H, accounmnpoBaHHble C LLINCTOCOMO30M
*  MIIH (KpuornobynnHemuyeckum) * BMU
*  MIIH 6e3 KpuornobynuHemum * OCIc
 MH « MMrH
* O®CIc * MesllH
* IgA-HedponaTua * Ovarosblii nponndepatusHbiii N’H
*  Ouarosbi¥ npoandepaTusHbiii (NnocTMHPEKUMOHHbIN)  * OAunddy3Hbin nponndepatusHbiii NH
[H, accounmpoBaHHbie ¢ HBV-uHdekumneu H, accounmnpoBaHHble ¢ punapmosom
 MH * MeslllH
 MIIH * MMNOrH
* &CIC * BMU

* IgA-HedponaTtua Konnabupyrowmun ¢CIc



Bon4yaHOUHbIN HedpUT

Knacc

OnucaHue

Mopdonornyeckum
npodpunb

MWHUMaNbHbIN Me3aHrManbHbIN (HOpManbHble KNYOOYKM NPU CBETOBOW
MUKPOCKOMNUKN, MEe3aHrMasibHble Aen0o3UTbl NPU MMMYHO(AKOOpPECUEHLMN)

Me3aHrmnanbHbI NnponudepaTmMBHbIN (pacwmpeHne n/mam
rMNEepPKAETOYHOCTb ME3aHTInA+Me3aHrnanbHble 4en03nThl)

Ovarosbiit (< 50% kKnyboukos) nponndepaTrBHbIiA, akTUBHbIN (A) U/mam
XpoHunyeckum (C) (cermeHTapHaa sHAOKaNUANApHaA nponndepaums,
cybaHAOTENNANbHbIE AENO3UTbI, BO3MOKHbI Y4aCTKM HEKPO3a M NONYAYHUA)

Anddy3Hbin (> 50% kKnybouKoB) nponndepaTMBHbIA C CEFrMEHTAaPHbIMMU (S)
nnun rnobanbHbimu (G) nsmeHeHuamum, A, A/C, C (sHAOKanuAnApHas
nponudepaums, cybaHgoTeENNANbHBIE AENO3UTbI, MPOBO/IOYHbIE NETAN,
KapUOpPEKCHC, HEKPO3bl, MONYAYHUA)

Memb6paHo3HbIN (cybanutennanbHble Aeno3nTtbl)+/- usmenenusa Il nam IV
Knacca

Cknepo3supytowmin (> 90% knybouKos)

BonyaHo4yHaAa nogounTonaTmaA




CUCTEMHbBIE BACKY/IUTbI
AHLIA-accounmpoBaHHble BaCKyAUTbI
MOANAHTUMUT C rpaHynemaTo30M/rpaHynemaTos BereHepa

Ma/IOMMMYHHbIN 04aroBbI U CErMEHTaPHbIM HeKpOoTU3upytowmin M’

MaNOUMMYHHbIM NONYNAYHHbIW (3KCTpaKanuanapHbiii) MH
MWKPOCKONUYECKUI NONNAHTUNT

Ma/ZIOMMMYHHbI 04aroBbIii U CErMEHTapHbIN HEKpPOTU3Mpytowmin M'H

Ma/IOUMMYHHbIN NONYAYHHbIM (3KCTPaKanuanapHbin) MH
03MHOPUNbHBIN NOANAHTUUT C rPaHynemaTo3om/cuHapom Yapra-Crpocc

MaZIOMMMYHHbI 04aroBbIii U CETMEHTapHbIN HEKpPOTU3Mpytowmin M'H

MaZIOMMMYHHbIM NONYNAYHHBIM (3KCTpaKanuANApHbIN) MH




CUCTEMHbBIE BACKY/IUTbI

CuHapom lNyanacyepa

- IKcTpaKkanuAnApHbIN aHTU BM-Hedput

_ 3KCTpaKaI'IWlnﬂprIM Hc nepereCTwa\ CUHAPOMOM: aHTU- I'EM/ANCA




CUCTEMHBIE BACKY/IUTbI

Ffemopparuueckuii Backynut/nypnypa leHox-LLeHnsiiHa

MeslrH (IgA-HedbponaTua)

OnddysHbi nponndepaTUBHbIA UMMYHOKOMMEKCHbIN (IgA) TH

MMMyHOKOMNIeKCHbIM (IgA) nonynyHHbIM (3KCTpakanuanapHbin) MH

MMMYHOKoMMNeKcHbIN (IgA) TH ¢ ncxopgom B ®CIrc




CUCTEMHBIE BACKY/IUTbI

KpuornobynmHemuueckuii BaCKynumT, Yalye Bcero accoummpoBaH ¢ HCV-undekumein n JiN3
- KpuornobynnHemmyeckuii 'H (MMNIH ¢ aenosutamum IgM un C-3)

MMMYHOKOMMIEKCHbIM NONYNYHHbIN (3KCTpakanuansapHbiii) NH ¢ aenosutamm IgM u C-3




CUCTEMHbBIE BACKVJ/IUTbI

MnoKomnaemeHTEMUUYECKUIA YPTUKAPHDbIN BacKynuT/aHTU-Clg-Backynur

Me3saHrnonponndepatmsHbii N'H
Memb6paHonponundepaTmsHbii M
MembpaHo3Hasa HedponaTmsa
BonesHb MUHMMANbHbBIX U3MEHEHWUI

KcTpakanuanApHbin M




OPYTUE PEBMATUYECKUE U AYTOUMMYHHbIE 3ABOJIEBAHUA:

IgG4-accoummnpoBaHHasn 6one3Hb

MembpaHo3Haa HepponaTma




NPYIrME PEBMATUYECKME U AYTOUMMYHHbIE 3AGO0JIEBAHUA:

i apTpur

PeBmaTtonaHbl

- MNopaxeHuna noyek, accoummpoBaHHble ¢ PA

BtopnyHaa MH

MesMrH (IgA- naun IgM-HedponaTms)

OnddysHbii nponndepatmeHbin M

3KIH (HeKpPOTU3MPYIOLWMI U NONYNYHHDBIN): PEBMATOMAHbIM BaCKYUT, MOMKET 6biTb ANCA-MO3UTUBHbBIM

AA-amunnonpos

€KapCTBEHHbIE NOBpPEXAEHNA NOYEK NPU PA

BMMU

7

3onoto: MH

MNennuynnamud: MH, nonynyHHbii TH, BMU

HMNBC: BMW, OTUH+BMW
LUunknocnopuH: ®CIrC (?)

BamunHapoHat: dCrc

=




OPYIME PEBMATUYECKUE N AYTOUMMYHHbBIE 3ABOJIEBAHUA:

Capkoungos

rnomepynoHedpputsbl (MH, MIMTH)

AA-amunongos

|

epmaromuosm/nonumuosm

MesllH c genosntamm IgM

BTOPMYHbIA MITH

OcTpas peBMaTHyecKas aMxopagkKa

Mes[llrH

AHKWUNO3UPYIOLMIA CNOHAUAUT U CUHAPOM PeliTepa

MesMlH (IgA-HedponaTtus)

AA-amunonaos

bonesHb KpoHa, HAK
BtopnyHaa MH

MesIrH (IgA-HedponaTua)

AA-amunonaos




FnomepynonaTtmm, acCOUMUPOBAHHbIE C HE-FreMaTONI0rMYeCKMMM ONYXONAMU

PaK nerkoro

NMouyeyHo-KNeToYHanA
KapuuHoma

PaK »enypkKa

PaK TONCTOMN KULWIKU
Pak npocratbl
Pak moueBoro ny3bipa

PaK nog)xenypouHoun
yKenesbl

Pak Mmon04YHOM XKenesbl

PaKk nuwesopaa
CtpomanbHbin pak XKKT
CapKoma ceneseHku

Pak obnactu ronosbi u
weun

Onyxonb Bunbmca
TepaTtoma

Pak snyHuKa

MembpaHo3Haa HedponaTna, MUHUMaNbHbIE U3MEeHeHUA, MembpaHonponudepaTusHbii M, IgA-
HedpponaTna, PoKanbHbIN CErMEHTAPHbIM FMOMEPYNOCKAEPO3, NOAYAYHHbIM [H, TpomboTMyecKan
MUKpOaHrmonaTua

AA amunnonpaos, nonynyHHoi M'H, IgA-HedponaTna, MMHUMaNbHbIE N3MEHEHUA, POKaIbHbIN
CErMeHTApPHbIN INTOMEpPYN0CKAepo3, MeMbpaHonponmdepaTmBHbii MH

MembpaHo3Haa HedponaTna, membpaHonpoandepaTuBHbii M'H, nonynyHHbIM TH,
TPOMbBOTUYECKAA MUKPOAHIMoNaTms

MembpaHo3Haa HebponaTnA, MUHUMANbHbIE U3MEHEHWUA, NONYAYHHbIN H
MembpaHo3Haa HedponaTus, IgA-HepponaTua, nonynyHHbIn M
MuWHUMaNnbHble U3MeHeHUs, MembpaHonponndpepaTusHbii MH, noaynyHHbIN MTH

MembpaHo3Hasa HebponaTmua, MUHUMaAbHblE U3MeHeHUs, IgA-HepponaTusa

MembpaHo3Has HepponaTua, membpaHonponndpepatnsHbii MH, IgA-HedbponaTra, GoKanbHbIN
CEerMeHTapPHbIN ITOMEPYNOCKAEPO3, NONYAYHHbIN H, TpOMBOTUYECKaA MUKPOAHIMoNaTms

MembpaHonponndepatnsHbii MH, GoKanbHbIN cErMEeHTapHbI OMEPYIOCKIepPO3
AA ammnnounaos
AA ammnnongos

MembpaHo3Has HedponaTua, IgA-HepponaTus,

MembpaHo3Haa HepponaTna, membpaHonpoandepaTnsHoin M
MembpaHo3Has HedponaTua

MembpaHo3Haa HedponaTma, MUHUMabHblE USMEHEHUSA, MONYAYHHbIN H



Fnomepynonatum, accouuMpoBaHHbIe C He-remaToNorMYeCKUMm onyxonamm

PaK weiku maTtku
Pak sHaomeTtpua
PaK Aa3bika cancer
Me3oTtennoma

MenaHoma

PaK Koxxu (6azannoma,
CKBAaMO3HbliA)

deoxpomouuToma

Tumoma

PaK cnioHHOM »Kenesbl
PaK AanykKa

310KauecTBeHHbIe
onyxonu mosra

LLiBaHHOMa

CapKkoma

AHrmockpkoma

PaK wutoBnAaHoOi enesbl

Capkoma Kanowu

Memb6paHo3HaA HedpponaTma
MembpaHo3HaA HedpponaTma
IgA-nephropathy
MuHUManbHble N3MEHEHUSA

MembpaHo3Haa HedponaTnsa, membpaHonponmdpepaTnBHbii MH, poKanbHbIA cErMeHTapHbIN
rMOMEpPYNOCKIepo3

MembpaHo3Haa HedponaTms

MembpaHo3Haa HedponaTms

MwuHMMaNbHble U3MEHEHUA, MeMbpaHonponndepaTuBHbiii MH, PoKanbHbIA cCErMeHTapHbIN
rIOMepPY/IOCKNEePO3, NOAYAYHHbIN H

MembpaHo3Haa HedponaTms
MembpaHo3Has HedponaTua

MembpaHo3Has HedponaTua

MembpaHo3Has HepponaTua
MWHUMaNbHbIE U3MEHEHMA
MembpaHonponndpepatmsHbii MNH
MonynyHHbIM TH

MonynyHHbIM TH



LLMTOKUHbI U
NONUKNOHANbHbIE Ig

@D OoKaNIbHbIN CETMEHTAPHbIN
[TOMEPYNOCKAPEO03

Me3aHrmnonpoandepatmsHbin N

MembpaHo3Hasa HepponaTua

IgA-HedponaTua
BoicTponporpeccupytowmnia N’

MembpaHonponndepatmeHbin MH
MuHMManbHblE USMEHEHNA
MTr13-accounmnpoBaHHan
rnomepynonaTtua

NCcTMHHaA noanumteMus, scCeHUManbHan
TpombounTemua, NnepBUYHbLIN MrUenodmnbpos,
OCTPbIN MUENONENKO3

NCcTUHHaA noanumMteMmnsa, scCeHUManbHan
TpombounTemua, NnepBUYHbIN MrUenodmnodpos,
OCTPbI MUENONENKO3

MNepBUYHbI Mnenodmbpos, XpoOHNYECKNIA
MMENIOMOHOUMTAPHbIN IEMKO3, OCTPbIN
MUENONENKO3

NCTUHHaA noanumMTeMmnaA, XpPOHUYECKUI
MUENONENKO3

NCcTUHHaA noanumteMmna, XpPOHUYECKNUI
MWENO/IENKO3

XPOHUYECKUI MNUEeNoienKos

XpOHMYECKMIN MNENonemKkos

MNepBnYHbIN Mnenodumbpos, NCTUHHaA
NOAMUMTEMUA, SCCEHUMANbHAA TpOMboumTEMMS,
XPOHUYECKMIN MNENONENKO3

(Me3aH2uanbHbIU CKAepo3/2unepKaemo4yHocms, ceameHmapHslli cKkaepos, xpoHuyeckasa TMA,
UHMPAKanuaaapHaa UHGUAbLMpPAayusa 2emMornosmuYyecKkumu Kaemxamu)



FMOMEPYNAPHLIE NOPAXXEHUA NPU TMMOONPOTUPEPATUBHBLIX 3ABO/IEBAHUAX

bes aeno3uuMmn napanpoTemMHoB

napaHeonnacTuyeckme rnomepynoHedputol (MH, BMU, ®CIC, MMNIH, 6MNrH)
. pagMaunoOHHbIA HehpUT

NleKapcTBeHHble HedponaTuu (MU, MH)

O6ycnoBneHHble NapanpoTenHeMUen
C OPraHM30BaHHbIMM AeN03MTaMK NapPanNPOTENHOB
MMMYHOTN06YAnMHOBbIN amunounaos (AL/AH)
UMMYHOTaKTOMAHbIN rnomepynoHedput (GOMMID)
KPMOTrNobynMHEMUYECKUIM TNOMepPYIoHePPUT (Npu inmdomax U MmakpornobynmHemmn BanbaeHctepma)
C He OpPraHM30BaHHbIMK AENO3MTaMM NAapPaNPOTENHOB
6one3Hb OTNOXKEHUA Nerknx/Taxenoix uenen (LCDD, HCDD, LCDD/HCDD)
nponndepaTUBHbLIN MoMepynoHeGPUT C MOHOK/IOHANbHbIMKU Aeno3uTtamu IgG/IgA (6onesHb Nasr)
rnomepynoHedpUT C MOHOKNOHANbHbIMWU MHTPAKaNUANAPHbIMUK Aeno3ntamu IgM (npwm

MakpornobynmHemum BanbaeHctpema)

aHTN-F'BM 6one3Hb, MHAYUMPOBAHHAA NapanpoTeMHamm

C3-rnomepynoHedpuT, MHAYLMPOBAHHbIA NapanpoTeMHamm
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HoaynAapHaa romepynonaTua

(] BonesHu oTnoXKeHMA MOHOK/IOHaAbHbIX
MMMYHOTrN0bYNMHOB (MHOMeCcTBEHHaA MUeNoMa,
MakpornobynnHemuna BanbgeHctepma, B-
KneTtouyHble AMMPOMbl, MOHOK/IOHa/IbHasA
raMmmanaTma NoYeyHoro 3Ha4yeHms)

* BonesHb OTNOXKEHUA Nerkux uenen
e Bone3Hb OTNOKEHMUSA TAXKENbIX Lenen
e Bone3Hb OTNOKEHUA NErKUX N TAKENbIX Lenew

(J CaxapHblit gnaber
J Nanonatnyeckas



JleKkapcTBeHHble romepynoHedpuUTbl

BMMU

@Crc

MH

BonyaHo4yHO-
noao6HbIV HedpuT

ManoummyHHbIt IKIH

Nntnn, 3onoto, nHTepdepoH, HMBC

[epouH, MHTEPDEPOH-A, NUTUMA,
namuapoHaT/aneHapoHar,
aHabonnyeckne ctepounbl

3010TO, NEHULWUANAMWNH, KanNToNpuAn,
6yunnnamnH, pTyTHble NpenapaThbl,
Kantonpua, npobeHnumna,
TpumeTtagnoH, HMNBC, nurnbutopsbl LLOT-
2, Knonuaorpenb, NUTUN,
dbopmanbaerng, yrneBogoposHble
coeguHeHnsa

MapanasuH, XMHUANH

NHrMBUTOPbI MMMYHHbIX KOHTPOIbHbIX ToYek (ICPI)
NHrMbutopbl aHrMoreHesa - COCygmcToro
sHpoTennanbHoro ¢akrtopa pocta (VEGF),
NHrMbutopsbl peL,enToposB cOCyanUCToro
saHpoTennanbHoro ¢pakrtopa pocta (EGFR) n
TUPO3NHKMHA3bI

NHrMBuUTOPbl MMMYHHbIX KOHTPOIbHbIX ToYeK (ICPI)

NHrMBUTOPbI MMMYHHbIX KOHTPOIbHbIX ToYek (ICPI)
NHrMbutopbl aHrMoreHesa - COCygmcToro
sHpoTennanbHoro ¢akropa pocta (VEGF),

NHrMBuUTOPbl MMMYHHbIX KOHTPO/IbHBIX ToYek (ICPI)

NHrMbutopsbl peL.enTopoB coCyancToro
aHpoTennanbHoro ¢pakrtopa pocta (EGFR) n
TUPO3NHKUHA3bI



HacnepactBeHHble n cemeitHblie HedpponaTum

CnHapom AnbnopTa: NPOTEUHYPUA, SpUTPOLUTYPUA. [AnarHo3 Nnpu OTCYTCTBUM
cemMenHoro aHamHesa — M. BoamoxHo dopmuposaHme HC Bcheacteme pa3Butus
BTOpUYHOro ®Crc

Bone3Hb TOHKMX 6a3anbHbIXx MembpaH (A0bpoKayecTBEHHAA ceEMenHaA remaTypums)

BpoxaeHHbin HC «dnHCKOro Tuna» n apyrme spoxaeHHble HC: nposBasawoTca y
AeTen, reHeTnveckoe obcnegoBaHmMe Ha MyTaumu reHOB HeppuHa M NOAOUMNHA -
NPHS1 NPHS2, (nHOraa y noapoCTKOB M MOJIOAbIX B3POC/bIX — MyTaUuU He
NAEHTUPUUMPOBAHDI)

CuHapombl Aenunc-Apaw, Ppansep, Henn-Marenna, NupcoH, LLnmke n ap.
(myTaumm reHos WT, Lmx1b n ap.) — HePpPOTUYECKUIN CUHAPOM

BropuyHbiit PCIC npu annasmu/rmnonniasmm n pasindHbIX AUCNNasuAax co
CHUXEHMEM MacCbl 4eNCTBYHOLWEN NAPEHXNUMDI



HacnepactBeHHble 601€3HM HAaKON/IEHUA C NOpaXKeHnem Kny6o4yKkos

bone3sHb ®abpu (Knyb6oukn + KaHaNbLbI U COCYAbI) MukocouHronnnuabl
rno6oTpuaosuauepammng,)

Cunpgpom lN'ypnep/mykononucaxapmugos tuna | H MyKononucaxapugbl (MIMKO3aMUHOI/TUKAHDI)

I-knetouHasa 6one3Hb/MmyKkonunugos Tuna |l MyKononucaxapuabl (IMKO3aMUHOINMKaHbI) U chUHronunuabi
bonesHb lowe Mukonunupabi (rnrokouepebposng)

Hedpocuanngos Onurocaxapuabl

JiunonpotenHoBana rnomepysnonaTusa AnonunonpoteunH A, Bu E

Dedbunuunt neKTuH-xonectepon auunTpaHcdepasbl NnHN

KonnareH lll rnomepynonartus KonnareH lll

®ubpoHEeKTUHOBAA rnomepynonaTus DOUbpPOHEKTUH

Hedponatnueckunii uMCTUHO3 (YaLle KaHaNbLbl + UunctuH
KNy60uKM)
Bone3Hb MNMpKe/60ne3Hb HAKONNEHUA FUKOreHa fukoreH

(Kkny60uKM + KaHaNbLbl)

bone3Hb Pedcyma dutaHoBanA Kucnorta



KI'IMHVIKO-MOpd)OIIOI‘M‘-IECKMe Koppenauuun npu rnomepynoHed)pwrax/rnomepynonamnx

Manonatuueckue N'H BEMW/®Crc UHdekuun onrH/anrH

MH MIrH

IgA-HedponaTua? MH

MMrH ?2?? 3KIH
CuctemHan KpacHasA BOMYaHKa MU MeslrH

MesNrH Onyxonu BMU

OonrH/AanrH MH

MMrH MMrH

MH

9KIH/OuaroBblit HEKPOTU3MPYIOLWNIA

rH
Mypnypa leHox-LWeHnsitHa/ MesNrH MapanpotenHemuun MIMrH
IgA-HedponaTua ONrH/ANTH MH

3KrH Anrd
AHLLA-accouumpoBaHHbIe BaCKyIUTbl 3KrH 9KrH

OuaroBbliii HeKpoTusupylowmii N’H HoaynapHaa rnomepynonatmsa
bonesHb Nypnacuepa 9KrH JlekapcTtBa BMU
Apyrme ayTouMmyHHbIe U CUCTEMHbIE MH MH
3abonesaHun — BCrC

Anrd Tpom60oTUUYECKME MMKPOAHTUONATUN MNTrH

SKTH AnddysHbiii Heppocknepos

IgA-HedponaTua

HapyweHusa perynaumm KomnaemeHTa

MMrH

MesIrH

OonrH/AnrH

Ucxop niobbix rnomepynonatuii

®Crc/orrc

OndoysHbi HeppocKnepos
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Currently Utilized Morphologic Classification
Schemes for Glomerular Diseases

IgA Nephropathy — Oxford (MEST) Classification
Cattran et al, Kidney Int 76: 534-545, 2009
Roberts et al, Kidney Int 76: 546-556-2009

ISN/RPS Classification of Lupus Nephritis
Weening et al, Kidney Int 65: 521-530, 2004

Columbia Classifiation of FSGS
D’Agati et al, Am J Kidney Diseases 43: 368-382, 2004

Classification of ANCA-GN (Leiden)
Berden et al, ] Am Soc Nephrol 21: 1628-1636, 2010

Classification of Diabetic Nephropathy (Leiden)
Cohen Tervaert et al, J Am Soc Nephrol 21: 556-563, 2010

Classification and Reporting of GN:
The 2015 Mayo Clinic/RPS Consensus Meeting
2 Basic Goals

* Develop a basic classification of GN based
primarily on etiology/pathophysiology, rather
than morphologic pattern

* Develop a way to incorporate this into the
pathology report:
* Logical
* Sequential
* Reproducible

* And most importantly addresses the key clinical questions




Summary

* The main aim and purpose of consensus meeting was to classify
glomerulonephritis based on the underlying pathophysiology and
etiology.

* Based on current knowledge there are five basic classes of GN-
immune—complex GN
pauci-immune GN
anti-GBM GN
monoclonal Ig GN
C3 glomerulopathy

* Specific entities exist within each group

* The consensus document provides guidelines for the kidney
biopsy report on glomerulonephritis
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ABSTRACT

A kidney biopsy is done to determine the etiology of the glomerulonephritis
(GN) and the severity of the lesion, to identify whether other lesions, related to
or not related to the GN, are present on the kidney biopsy and finally to
ascertain the extent of chronicity of the GN. The etiology of GN is based on the
classification of GN into five groups: immune complex—mediated GN,
antineutrophil cytoplasmic antibody (ANCA)-associated GN, anti-glomerular
basement membrane (GBM) GN, monoclonal immunoglobulin-mediated GN

L - 1 - - — 2 a 1. - v



Buoncua NOYKK BbINO/HAEGTCA ANA TOro, YTO6bl ONpeaennTb 3TUONOTUIO IoMepPyoHePPUTa U TAXKECTb NOBPEKAECHUA U
cTeneHb XpoHusauum (HeobpaTMmocTn) UsmeHeHUM
3TMonorMyeckum nogxoa nossonsaert Knaccupuuymposartb N'H Ha naTb rpynn:
NmmyHoKomnaekcHbIn MTH
AHLIA-accounmpoBaHHbiv MH
AHTU-TBM TH
'H, MmeanMnpoBaHHbIN MOHOKNOHA/IbHbIMU UMMYHOT100YIMHAMM
C3-rnomepynonatua
O MmmyHoKomnneKkcHbili TH BKAOYaeT MHOXeCTBO 3aboneBaHni
e BosiYaHOYHbIN HehpPUT
* IgA-HedponaTua
* TH, 06ycnoBneHHbIN UHPEKUNAMMU
e OubpunnapHoin N
O AHUA-accoummpoBaHHbini TH, aHTM-FTEM 1 C3-rnomepynonatua NpeacTaBAaoT cobol cneunduryeckyo
NaToNormio
O IH, megMmpoBaHHbIN MOHOKNOHA/IbHBIMW UMMYHOITOBYIMHAMU BK/THOYAET:
* [ponndepatnsHbIM TH ¢ MOHOKNOHANbHBIMKW AEN3UTAMMU
* bonesHb OTN0XKEHUA MOHOKNOHANbHbBIX UMMYHOI106YyIMHOB
Takum obpasom, uaeHtudpukauyma knacca N'H u cneymnduyeckoro 3aboneBaHna BHYTPU 3TOrO Kaacca No3Bonser
onpeaennutb aTnonoruio NH
Taxkectb 'H onpepensaerca npopunem nospexkaeHun
MonynyHHbIM
HeKkpoTmsunpyrowmin
AndPy3HbIM NnponndepaTBHbIN
JKCyAaTUBHbIN
MembpaHonponndepaTUBHbIN
Me3saHrnonponndepaTmBHbIN
Cknepo3supytowmm

uhwneE

NouhkwneE



Mbl cTOMm Ha nopore
HOBOMU KnaccnupumnKauum
rnomepynoHedppuTtos



