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Mopdonormnyeckme sapmaHTbl XIMH

Me3aHrnonpoamdepaTmBHbIn
(IgA HedponaTna ( bonesHb bepxe)
Bone3sHb MMHUMaNbHbIX U3meHeHun (BMI)

PoKanbHO-CErMEHTAPHbIN NMOMEPYIO0CKNEPO3
(PCIC).

MembpaHonponndepaTuBHbIN TNOMEPYNOHEDPUT.

MembpaHo3Hasa HepponaTma
(MembpaHOo3HbIN rnomepyioHedpuUT)

(12-23% y B3pocabix n 1-5% y neten)



MembpaHo3Haa HedpponaTua (MH)-

JloKanunsayma UMMYHHbIX
KOMMN/1eKCOoB

* 9TO BapuaHT
MMMYHOONOCpea0BaHHOM
rnomepynonaTtum c
cyb63numenuanbHouIim
omaoxceHuem UK.

* KnemoyHasa
npoaugepayusa npu MH
omcymcmeayem.

Cyb6anutennanbHole i
AEno3uTbl.



dBonOUMNA NUSMEHEHUM
'BM npu membpaHo3HOMU

HedponaTum

A. MenKue
cybanutenunanbHbie
Aeno3untobl (1gG)

B. «lUunbi»

C. «Kynona»

D. YTonweHue rbM u
NON0CTU pe3opbunn
MUMMYHHbIX AEeN03UTOB
(v3bepeHHana monbio
membpaHa, nogobHasn
LUBEMLLAPCKOMY CbIpy)

Churg et al., 1995




MemGpaHo3Hasa HecpponaTus



Cxema cTpoeHus rmomepynspHoro ¢ounbTpa

bnarogapsa cosgaHuto B8 1959 .
¥¥nBoTHOM moaenn MH 6bin
MAEHTUPULUNPOBAH NOYEYHbIU
ayTOQHTUIEH B HOMKOBbIX OTPOCTKAX
noaounToB — 6€N10K MeraauH.



Bnomapkepbl nanonatnyeckom MH

(OTCYTCTBYIOT NPU APYIrNX rMOMEPYAAPHbIX
3a60/1eBaHUnAXx.

* MogounTapHbIN TPAHCMbBpPaHHbLIU peuenTop
docdhonmnasbl A2
(AT K PLA2R), npenmyuwiectseHHo IgG
( BbiABAAtOTCA B 70-80% cnyyasx )

YpoBeHb AT KoppenupyeTt ¢ npoTenHypmuen u oTBETOM
Ha Tepanulo.

AT ncyesatoT Npu pemmnccmnin, NOABAAIOTCA NpU
peunamee Uan BO3BpaTe B TPaHCN/1AQHTaTe.



KDIGO Update:

Membranous Nephropathy Diagnosis and Treatment

Factors associated with risk
of progressive loss of kidney

ehvtc e | function in patients with MGN:
) | ! Low risk factor
Pasilive +—————— PLAZR anfizory ‘e—b‘icinhw: - Proteinuria <35 g/d
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Floege J, Barbour SJ, Cattran DC, Hogan JJ, Nachman PH, Tang SCW, Wetzels JFM, Cheung M, Wheeler DC,
Winkalmayer WC, Rovin BH; Conference Participants. Management and treatment of glomerular diseasas (part 1): Arkan a

conclusions from a Kidney Disease: Improving Global Outcomes (KDIGO) Controversies Conference. Kidney Int. .
2019 Feb:05(2):268-280. PubMed PMID:30665568. Laboratorles




bnomapkepbl nignonatnyeckon MH

* BuomapKepbl NPOAONHKAIOT N3YyUATbCA: ONUCAH BTOPOU
aytoaHtureH npu MH y B3pocabix B 2014 r -aomeH
TpombocnoHanHa tmna 1 (THSD7A).

1) (AT K THSD7A cneundunyuHbl ona namonatmdeckomn MH,
He 0OOHapyXKMBAOTCA NMPU APYIUX [NTOMEPY/IONATUAX U B
rpynne KoOHTpons.

2) Y umetowmx AT K THSD7A nauymeHTOB Yalle BO3HUKAIOT
peunanBbl 3aboneBaHMA Nocae TPAHCNAAHTALUMM MOYKMN.

3) MonoxutenbHbie Haxoakn AT K THSD7A 6blan oyeHb
peakn Nnpm BTOPUYHON membpaHO3HOW HedponaTum

(1,27%) 1 TONBbKO B cOYeTaHUM C OHKO3aboneBaHMAMM
(NUweBapuTeibHas 1 MOYENoa0BaA CUCTEMA).

1) EcTb MmHeHMe o uenecoobpasHocTn BBeAeHUA 3TUX AT K
THSD7A B OHKOCKPUHMUHT.



KNACCUDPUKALUNA
MEMBPAHO3HOWN HE®POMATUN
|. UpmonaTnueckan (nepsuyHasn)
(yawe y B3pocsbix B Bo3pacte 30-60 net (oo 80%), m.>x.,
M. bonetoT TAXKenee, y aeten scero 2-10%)

Il. BropuuHasa ( 20% y B3poC/bIX)

m A. AccoumnpoBaHHaAa c Apyrumu
bonesHamum

m 6. UHAYUuMpOBaHHAA IeKapcTBaMU NN
TOKCMYECKNMMU BeLlecTBaMum

m B. CBA3aHHaA C UHPeKUMAMM

3abonesaemoctb MH Bbipocna 3a nocnegHue rogbil.



BTOPUYHAA MEMBPAHO3HAA
HEPPOMATUA (MPUYUHDI)

Onyxonu (KapumMHOMa Nerkux, Keayaka, KUWeYHuKa,
MOJIOYHDbIX XKenes3; NoYeK, Ne4YeHU, KULIEYHUKA, NPOoCTaThl,
nmmeoma, mesiaHoma, Hempobnactoma u ap.)

AyTonmmyHHble 3aboneBaHusa (CKB, PA, CCA, AUT, c-m
LlerpeHa, 6-Hb KpoHa)

UHdeKkumun (renatntbl, BUY, manapua, U3, cudunuc,
3XMHOKOKKO3)

Capkoupos
NMonunkucros
XpOHMYecKoe OTTOpPXKEeHUe NoYeYyHOro TPpaHCnJaHTaTa



Oco6eHHOCTU KAMHNYECKOU KapTUHDI
membpaHo3HOU HedponaTum :

y 80% nauneHTOB-
HedPOTUYECKNN CUHAPOM:

* npoTenHypus bonee 3,5 r/cyTkun
* rmnoanbbymmHemma

* rMNonpoTenHemMus

* rMnepannuaemus

* OTEeKMU




* BzanmocBAasb passutna HC u
Tpomb03a BNepBble BbIABAEHA

B 1840 r. BblgatoLmMmcs
dpaHuUy3cKnum Bpayom P. Rayer,
KOTOPbIN B MOHOrpadumn
«bonesHn novyek» npencraBun

7 ayTONCUMNHbIX HabatoaeHnIn
Tpomb03a noyeyHbix BeH (TIB),
npuyem 2 13 onnNCaHHbIX
60/1bHbIX NPU *KN3HU menun HC .

(Rayer P. Traite des maladies des reins et des alteret lens
de la secretionsurinaire. Baillieve. 1840;2:550-9)



[na pa3smutmna Tpombo3a
Heobxoanmbil:

e 3amenieHUe KPOBOTOKA
e [loBpeXkaeHne CTeHKU cocyaa

e HapyweHune npouecca

CBeEPTbIBAHNA KPOBMU.
1865r Pynonbd Bupxos (1821-1902)

«Ipnaga Bnpxosa»




Ha Goxe HC

AKTHBALMA CHHTE3] AKTHBALMA COCYAMCTO-
npotpomboTuyeckmux TpomBoumTapHoro
daxropos: remocrasa:
daktop V MUHUM3NbHbIA
daxrop VIII TpombouuTos
daktop dox Bunnebparaa MoBbiweHne
WHrMBUTOP  aKTUBATOPa arperauMoHHOM
NNasmMuHoreHa -1 cnocobHocTU
WHrMBUTOP O-NNB3MUHE TpoMBoLMTOB
Tpombodunus

MoTepa aHTMKOAryNAHTOB C MOYOM:
o aHTUTpOMBUH Il

o npoTenH C 1 npoTeunH S (B03MOKHO)

Puc. 1. IloTennnansueie Mexanu3Mbl pa3suTHs TPoMOodHIHE Ha pore HC

Kerlin BA et al. 2012, Loscalzo J, 2013, Ismail G et al, .2014



daKTOpbl PUCKA TPOMBOTUYECKUX
ocnoxXHeHnn HC:

O6ycnosneHHble HC: runepkoarynauna n rmneprumaparayma,
ncnosibzosaHue anypetmkos u INKC.

Moaudpunuyupyemoie:

* rocnutanmsauuna, paHee nepeHeceHHoble BTO, anntenbHan
nmmobumnnmnsauma (>3cyTok), ueHTpasbHble U Nnepudpepnyeckme
BEHO3Hble KaTeTepbl,

* npuobpeteHHble Tpombopunum (APC, runepromoumnucTtenHemms),
* ayTOMMMYHHbIE [/IOMepPY/IoNnaTuu,

* 3/l0Ka4YecTBeHHble HOBOObOpa3oBaHUA,

* OXWUpPEHUE, NPMEM OPabHbIX KOHTPALLENTMBOB

Hemoauuunumpyembie: NoXnaoM Bo3pacT U HaCNeACTBEHHbIE
Tpombodunmm.



TpomboTmnyeckne ocnoxkHeHna npu HC

B 35-38% cny4daeB y B3pocabix npu HC -BeHO3Hble TPOMbDO3bI :

Tpomb603 No4YeYHbIX BeH (25-37%),

Tpomb603 rmyboKknx BeH KoHevHocTen (15-70%) m HUKHeN
NOJION BEHbI,

T3J1A (10-30%).

Tpomb03bl Me3eHTepuanbHbIX, NOAB3A0LLHON, BOPOTHOMW,
cesie3eHOYHON, APEMHOUN BeH- bonee peakue
NOKanusauyuu.

apTepuanbHble TPOMOO03bl € NOpPaXKeHMEeM KOHeYHOCTeM
VN TO/I0BOrO MO3ra, KOPOHAPHbIX COCYA0B BCTPEYAtOTCH

eLie pexe.
Pallavi R, et al., 2016



TpomboTnyeckne ocnoxkHeHma HC
(Zhang LJ et al ,2014, 512 60nbHbIX)

e Obuwee yncno naumeHToB ¢ Tpombo3amm 35 %
* N3onnposaHHaa TIJ1A 44%

* N3onmnposaHHbIN TIB 24%

 T3J1A B coyeTaHuu c TMB 56%

 TIB B coyeTtaHumn c TIJ1IA 76 %

MHoeogpakmopHesil (32 pakmopa) aHanu3—

gedyuwue, accoyuuposaHHslie ¢ pazsumuem TI1B u T3/IA npu HC -
MmembpaHo3Hasa HedponaTuA,

BO3pacT cTapuwe 60 ner,
BbICOKUIN ypoBeHb SCr.

JleBas novyeyHaa BeHa TpombupoBanach B 2 pa3a valle.

Y 60nblWMHCTBA NaLMEHTOB OTMe4Yanocb becCcMMNTOMHOE TeYeHne He
TonbKo TI1B, HO n TIJIA.




KAnHn4Yeckne nposasaeHma Tpombo3a noYeyHou
BeHbl (TIB) 1 ero ocobeHHocTn npu HC

( n3 nekuunn npod. H.J1. Koznosckon, 2019r)

Cvmntombl TINB

Boan B noAcHM4YHOM o0bnacTu
nnn 6OKOBbIX oTaenax
KNBOTA

[loyeyHaAa KOUKa
Onurypusa/anypus

MuKpo- nnu
MaKporemaTypus

[lpexogAawan NnpoTenHypua
HapyweHune dyHKUUM novekK

bonu B anuractpanbHoOM
obnactum

JlnxopaaKa

BeccumntTomHoe TeyeHue B 90%
c/ly4aes

Hepegko TINB morkeT 6bITb NepBbiM
npoasneHnem HC

Bo3mMOXHO pa3BuTUE OCTPOro
Tpomb03a, 04HAKO Yalle pa3BMBaETCA
XpOoHu4yeckmm TINB
OAHOCTOPOHHUM — Yalle Npwu
JIOKaNbHOM Tpombo3e, ABYCTOPOHHUM-
npu Tpomb03e HIMNB

B 6onblIMHCTBE C/1y4aEeB
ocnoXxHaetca TIJ1A, TaKKe
npoTeKatoLwen 6eccMMnToMHO Aarke
NPU NOPaXEHUU KPYMHbIX apTEPUNA.



Cutyaumm, npu KOTopbIX TpebyeTcs
nmckntoyeHme TINB y 6onbHbIX HC:

Mpn membpaHoO3HOM HePpoONnaTUM

[Mpwn pa3BUTUM BHE3ANMHOW aHYPUU U
NOYe4YHOM HEeJOCTaTOYHOCTU UAU BbICTPOM
HapacTaHMMU MACCUBHOM NMPOTENHYPUM

Mpn HC c bonamu B XKMBOTE UM MNOACHULE
Y 60nbHbIX ¢ HC 1 cumntTomamum TIJTA

Mpu Hannumm Tpomb030B B aHaMHe3e




MeTtoabl anarHoctuku TI1B

Y3U noyek: yBenmyeHme pasmepoB MOYKM Ha CTOPOHE TPOoMb03a
Y3/AI: oTcyTcTBME BEHO3HOMO KPOBOTOKA B peXxume LUK

CenektnBHaa no4vye4yHana seHorpadpuma , MPT, MCKT c
KOHTpacTupoBaHuem: (pacwmpeHune BeHbl bonee 1,5 cm,
OTCYTCTBME KOHTPACTUPOBAHUA BEHbl, AedeKTbl HANO/IHEHUSA,
HapylweHue nepdysmun B NapeHXnme noyek).

TpoM0G0o3 NOYEYHbIX BEH




[loaTBepaeHune amnarHosa I11B:

l.e Y3/ nouek, Y3/1I no4yeyHbIX COCYAOB,
PEHTreHOKOHTPACTHble nccnenoBaHuUA

Il. OueHKa COCTOAHMNA CBEPTbIBAIOLLEN CUCTEMbI KPOBMU:

* Koaryaorpamma , MapKepbl BHYTPUCOCYANUCTOrO
cBepTbiBaHUA Kposu (PKOM, [-anmepsl),

* onpegeneHune AT lll, npotenHoB Cn S

lll. YTouHeHue npmnymnHbl TPOMb03a:

* N3y4yeHUe cemenHOoro aHamHesa

* OnpeaneneHne mapkepos APC

* OnpepgeneHne reHETUYECKMX MapKepoB Tpombopuamnm




[locheacTBnA OTCPOYEHHOro Hadana
aHTUKOArynaHTHou Tepanumn npu TIB

* Pa3BnTUE MHPAPKTA MOYKM

* OOCTPYKLUMA MOYETOYHMNKA B pe3ybraTe
Komnpeccmnu

* T3J1A

* PacnpocTpaHeHune Tpombo3a B cocegHume
BeHbl (HUKHAA NoJsiad, BeHa ANYKa)

Bashir R., Tinkel J., Malhotra D. Angiology 2007; 58: 640-643



JleyeHne TpomboTUUYECKUX
ocNoXHeHun npu HC

JleyeHue octporo Tpomb03a:
e Tpombonusumc npu TMNB 1 TI/1A no noKasaHmMAM
* HedpaKuMOHMPOBAHHbIN renapuH 8/B

* HuskomonekynsapHble renapuHbl (ganbrenapuH
5000 -10000 Ea/cyT, aHoKcanapuH 80-160 mr/cyrT,
HagponapuH 0,6 — 1,2 mna/cyT)

 @doHaanapuHykc (ApuKcrpa)
 BapdapuH c uenesbim MHO 2,0-3,0

[1poAoNKNTEeNbHOCTb Tepanmn -40 KynmpoBaHua HC, HO He
meHee 6 — 12 mec.




Mpodunaktnka tpomb60308 npu HC
AHTUKOArynAaHTHaA Tepanma HMI wan BapdapuHom

MOKa3aHa B TeyeHMe BCEro BpemMeHn MmaHubectaumm BbiparKeHHOTro
HC Bcneacteme wngmnmonatndyeckom MH naumeHTam ¢ ypoBHem
anbbymuHa Kposu < 20-25 r/n B coyeTaHun ¢ 1 unm bonee
daKTopamn pucka passutua BTO:

npotenHypua > 10 r/24 y,

WHAEKC maccbl Tena > 35 Kr/m2,

cemenHbIX aHamMmHe3 Tpomboambonnyeckux

OC/IOXKHEHUMU,

reHeTUUYECKUEe mapKepbl Tpombodununy,

XCH HlI-IV ®K no NYHA,

AnntenbHaa ummobunusauyus,

HeaaBHMe opToneauyeckue Uam abgomuHanbHble onepaTtuBHbIE
BMeLwlaTenbcTsa) (ypoBeHb pekomeHaauumn 2C).

Cattran DC, Feehally J, Cook HT, et al. Kidney disease: Improving global outcomes
(KDIGO) glomerulonephritis work group. KDIGO clinical practice guideline for
glomerulonephritis. Kidney Int. 2012; Suppl 2: 139-274.




C uenbto npodmnakTnkm BTO - anTaroHucT ButammHa K

BapdapuH.

 (CraptoBad aAo3a BapPpapuHa y naumeHTa ¢ XblN He AonXKHa
npesbIWaTb 5 Mr B cyTKU ¢ uenesbim yposHem MHO — 2,0-3,0.
Mepsbi KOHTPOIb MHO gonxeH 6bITb NpoBeAeH Noc/ie NPUEMA

nepBblX ABYX 403 npenapaTa, C Aa/ibHeNLWNM onpeageneHmuem 3
pas3a B Hepento B TeyeHue 1 mecsua, a 3atem 1 pas B 2 Hegenu.

* AnbTepHaTMBaA- HU3KOMOIEKY/IiPHbIE renapuHbl (HMI).
(OHoKcanapuH 40 mr n/K 1 pas B AeHb).

[MTpOTUBOMNOKA3aHNAMM K NPOPUNAKTUYECKOM
aHTUKOATYIAIHTHOM Tepanuun ABNAOTCA HEKOMM/IAaeHTHOCTb
nauueHTa, remopparnyeckmm CMHAPOM, TpombouMTONEeHUA
lll, }Kenyao4yHO-KuLlevyHble KpoBOTeYEeHMA B aHaMHe3e,
reMmopparnyeckmMm MHCYIbT, @ TaKKe reHeTU4YecKue
HapylweHna metabonnama sapPpapuHa



e inAa  peweHmAa Bonpoca O HeobxoaAMMOCTU
npoBeaeHnA NPOPUNAKTUYECKON aHTUKOArynsiHTHOWU
Tepanmn MH KoHdepeHumen KDIGO no cnopHbIm
BOMNpPOCaM AMArHOCTUKM U Tepanum rMoMepyaapHbIX
3aboneBaHun, cocroaswenca 17-19 Hoabpa 2017
rogpa, peKomeHaoBaH OHJIANH-KabKyNAToP,
MCNONb3YIOLWMM  WKany  KposoTeyeHun  ATRIA,
pacnonoXeHHoln Ha cTtpaHunue North Carolina School
of Medicine
(https://www.med.unc.edu/gntools/index.html)



https://www.med.unc.edu/gntools/index.html

Obcyxaaemble Bonpocbl Tepanum BTO
npu membpaHo3Hon HedponaTtmum n HC.

BO3MOXHOCTb MPUMEHEHUA HOBbIX OpasibHbIX
aHTUKOary/ISHTOB — NPAMbIX UHTMOUTOPOB TPOMbOUHA
(paburatpaH) n Xa daktopa (puBapokcabaH, annkcabaH) y
nauneHTos c HC

Ponb acnupuHa B npodunaktmke BTO npn HC ocTaeTtcs
HeAacHoW. Y 46% nauyneHtoB ¢ MH pa3suBanucet BTO,
HECMOTPA HAa NPUEM aHTUTPOMDOLMTAPHbIX NPEnapaTos .

ObcyxaaeTca poib acnUpPUHa B NPOPUIAKTUKE
apTepuanbHbix TPomb60308 y naumeHToB ¢ MH u
anbbymmHom 25-32 r/n c conyTcTBYIOWMM O4YEHb BbICOKMM
KapAMOBaACKY/APHbIM PUCKOM.



3aKn4veHue:

< TpomboTnyeckme n Tpomboambonnyeckmne
OCNOXHEHMA YaCTO BCTPEYatoTCa NPU memobpaHO3HOM
HedponaTtum c HC, cpean HMX npeobnanatot TI1B,
T3J1A n TI'B KOHe4YHoCcTEMN.

**OHN MMeloT MHOTOodaKTOPHYIO NpUpoay,
0bycnoBNEHbl COMETAaHMEM reHeTUYEeCKUX PaKTOPOB,
ancbanaHca NPo- 1 aHTUKOArynAHTHbIX $aKToOpPOB.,
ocobeHHocTAMU TedyeHmnAa HC n nekapcTBeHHOMU
Tepanuu.

** OcobeHHocTblo TeyeHna BTO y naumeHTos ¢ HC
ABNAETCA 4acToTa MaJIOCMMMNTOMHOTO TeyeHUs (Kak
TMNB, Tak n TIJ1A).



% Llenecoobpa3Ho npoBOANTb CKPUHUHT
NaLMeHTOB BbICOKOro pucka Tpomb60308,
0Cob6EeHHO NpPU OTATOWEHHOM CEMENHOM
aHaMHe3e, C Le/iblo NpoBeaeHUs
NPOPUITAKTUYECKON aHTUKOArY/IAHTHOM Tepanuu.

** MpodunnakTmyeckasa Tepanma oCHOBbIBaeTCA Ha
HanaHce «Nonb3a-pPUCK»: CHUKEHUE PUCKA
TpomMmboTHUYECKUX COBbITUM NPU OLLEHKE PUCKA
reMopparm4yecknx oCNOKHEHUM, CBA3AHHDbIX C
aHTUKOArynAHTHOM Tepanuemn.



bnazooapto 3a BHUMaHue!




