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OnpepeneHue

rnomepynoHedputbl (FTH) — rpynna pasHOPOAHbIX MO 3TUONOIUM,
natoreHesy 1 NPoOrHo3y UMMYHOOMNOCPEeAOBaHHbIX 3a60n1eBaHUM,
obLien yepToi KOTOPbLIX ABAAETCA BOCNaAuTenbHana npoandepaumsn

TEX UZIN UHDBIX KNIeTOK Kny60q|<a.
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/ FrmomepynoHedppur
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N \

( rnomepynonarma?...

\

rnomepynoHedpput», AHP, 2021



MMMYHHblIe meXaHu3mbl
rnomepynonaTtuu

AnbTepHaTuBHbIE
KnetouHbin NYTU aKTUBaLUU
MMMYHUTET cucTembl
KOMMNIeMeHTa

AHTUTENO-
onocpenoBaHHble
nospexXaeHua




Mopdonornyeckasa KnaccmdpuKauma
rnomepynonaTtmi

NMponndepatnsBHble HenponudepartmnsHbie

AnddPy3Hblin SHAOKANUANAPHLIM | BoNe3Hb MMHMMAIbHDIX
nponandepatusBHbin N'H nsameHeHuni (6MMW)

rnomepynoHedppur c rnomepynocknepos (PCrc)
NONAYNYHUAMM

Me3saHrnonponudeparusHoin FH | MembpaHo3Haa HedpponaTus

(MH)

MembpaHonponndepatnsHbin M'H
(Mme3aHrMoKanuaAnApHbI)

JKCTPaAKaANUANAPHDbIN doKanbHO-CEermeHTapHbIN ‘
7

Cepos B.B., 198



CUHAPOMDBI NPU TNOMEPYNAPHbIX 6one3HAX

’Hecbpumqecxuﬁ CMHAPOM

HedpoTtnueckum cuHapom
’ApTepMaanaﬂ rmnepTeH3us
’ N30nUpOBaHHbIM MOYEBOU CUAPOM

’ lMpoTenHypus




Hedputnuecknm cuHapom

‘Ap'repuanbl-laﬂ rmnepreHsuna

‘Moqeeou cm-lp,pom (rematypwus) \

|EOI1M B NOACHUYHOM 06nacCTH

IOnMrypml

IAsoTemuﬂ, CHnXeHue CKoO

KnnHuyeckune pekomeHgaumm «MembpaHonponmdepaTMBHbIn rnomepynoHebpuT,
2021, Accoumaums Hedppoaoros Poccuu;



Hedputuueckmm cnHapom:

BAPUAHTbI Te4eHUA

‘ OcTpbIN

e OcTtpoe noABneHue cmmntomos (1-5 aHen)

{ BbicTponporpeccupyloLwum

e Mporpeccupytowee cHueHue CK®P 2-3 ma/muH B cyTku u
6bonee

‘ XpoHnUYecKum ]

KnuHuueckue pekomeHgauum «MembpaHonponmdpepaTuBHbIiA
rnomepynoHedpput», AHP, 2021



Hedpotuueckuu cnHgpom (HC)

[CVTOHHaﬂ npotenHypma >3,5 r/cyt Ha 1,73 m? ‘

f’MnoanbbymuHemuna < 30 r/n

[ lMnonpotenHemua

HH

lMnepxonecrepuHemuA

’ OTeKku

|

KnuHuueckne pekomeHgaummn « MembpaHonponudpepaTusHbIii
rnomepynoHedpput», AHP, 2021



KanHnueckue npoasneHUa HeppoTHUUECKoro




[TaToreHes oteKoB npu HC

NpoTteuHypua
M’MnoanbbymmnHemums

MNMoBbiweHUue
CHuxkeHue NPOHULLAEMOCTHU
OHKOTUYECKOro KanUANAPOB TpaHcnopTepos Na B

AaBneHus KaHanbLuax
' (NHE3, ENaC)

AKTUBaUuUA

TpaHccyaauma

CHuxeHue OUK
3aaep:xka Na v Boapbl

OTeku

Aktusauua PAAC,
CHC, ceKkpeuua
AAOl

KAMHUYECKne peKoMeHaaLmMm no AMarHocTUKe, IEYEHUIO U NPOrHo3y 60/1€3HM MUHUMA/IbHbLIX U3MeHeHUI y B3pocabix, HOHP, 2014



OcnoxxHeHua HeppoOTUYECKOro cCMHAPOMA

s
OcTtpoe noBpexaeHue
no4ex

Tpom60ambonuun n
Tpom603bi

be epreTuyeckas

f'MnoBoaeMu4YecKui WOoK

JIKOBO-39H
HeAOoCTAaTOYHOCTb

KAMHUYECKne peKoMeHaaLmMm no AMarHocTUKe, IEYEHUIO U NPOrHo3y 60/1€3HM MUHUMA/IbHbLIX U3MeHeHUI y B3pocabix, HOHP, 2014



N3onmnpoBaHHbIN MOYEBOUN CUHAPOM

MarporemaTtypums % LunuHapypus

Mukporemartypusa

[poTeuHypuUua
JlenKkouuntypus

<3,5 r/cyTKu




Knaccupumkaumua (MKB-10)

Bnaok NOO-NO8 MomepynsapHbie 6one3Hu
NOO OcTpbiit HeppUTUYECKUN CUHAPOM
NO1 BbicTponporpeccupyowmmn HeppUTUYECKUIA CUHAPOM
NO2 Peunausupyrowian yctonumsana rematypus
NO3 XpoHuuecknit HeppuTUYECKUN CUHAPOM
N04 HedpoTnueckum cmHApom
NO5 Hedputnuecknm cMHAPOM HEYTOYHEHHDIW
NO6 U3onnpoBaHHaA NpOoTenHYpUA
NO7 HacnheactBeHHasa HedponaTusa, He KnaccupuumpoBaHHasa B Apyrux pybpukax

NO8 MomepynapHbie nopaxkeHua npu 6onesHAx, KNACCUPULMPOBAHHDbIX B APYyrux pybpukax



Knaccupumkaumua (MKB-10)

lononHuTenbHble KoAabl

* .0 He3HauuTenbHble rNOMepyNApPHble HapyLueHUus

.1 OuaroBbie U cermeHTapHble IMomMmepynsapHblie HapyLUeHUnA

.2 Anddy3HbI membpaHO3HbIN romepynoHedppuUt
.3 AndpdPy3HbIN me3aHrmanbHbin npoandepaTtuBHbin romepynoHeppur

4 AndPy3HbIN SIHAOKANUANAPHBIN NpoaudepaTUBHDLIN
rnomepynoHeppur

.5 AndPy3HbIN Me3aHIMOKaNUANAPHBLIA romepynoHedput
(mMembpaHonponndepaTusBHbI)

* .6 bone3Hb NNOTHOro ocaakKa
e .70ndPy3HbIN CEepnoBUAHbIN rnomepynoHedpPUT (3KCTPaKanNnUNNAPHDbIN)



[MpuHUUNDbI ANArHOCTUKU
rNoMepynsapHbIX bonesHen




JlabopaTopHaa AMarHOCTUKa

KanHuyeckum aHanums

O6Lwum aHanus3 mouu
KpOBM

bUOXMMUYECKUN aHANU3: ‘

Ka/IMn, KaTpuii, KpeaTUHUH, e

21 mouesuHa, ANT, ACT, Koarynorpamma
rNIOKO3a, xonecrepuH, CPb,

NPOTEMHOrPaMmMa |

CyTouHaAa NnpoTenHypuma
| LN COOTHOLLEHUE
6enoK/KpeaTMHuH

OueHka CKO®




UMmmyHoONnormyeckaa AMarHoCTukKa

UcKntoueHne CTpenToKOKKoOBOM MHPeKLumn

MapkKepbl BUpPYCHbIX renaTtutos, BUY

MapkKepbl cuctemHbix 3aboneBaHnit (AH®P, aHTUTENa K

AsyxcnupanbHoit AHK, AHUA)

AHTUTENa K 6asanbHoOU membpaHe, peuentopy Ppochonmnnasbl
A
2

UMMyHOTrnobynunHbl, KoMmnaemeHT




UHCTPpYMeHTaNnbHAA ANArHOCTUKA

WS | Y3U 6prowwHoii
. P Hedpobuoncus
NONOCTU
PeHTreHOrpamma KT
rPyAHOM KNeTKU
Mo noKasaHuaMm: 271 UcknioyeHne
e KT, MPT nouek 4% | BTOPUYHDIX
. -3 o
e Nonnneporpadpua ?ﬁ rnomepynoponaruu




buoncua NnoYKu: NOKasaHusA

MpuHATHE pelueHunsa o
BbINO/IHEHUU Buoncuun
noyek

MauuneHTsbl,
nonyyawouime ne4yeHme
6e3 6uoncum

Buoncua — 3o0n0TOM
CTaHAapPT ANArHOCTUKU
rMoOMepynApPHbIX
6onesHemn

Mpumepbl cutyaumi,
Koraa seyeHne MoXKHO
HayuHaTb 6e3 buoncuum

Aetu:
BonesHb MMHUMANBbHDbIX U3MEHEHUMN

MoctcTpenToKoKKoBbIM MH

NMoKa3aHo BbiNno/HEeHUue 6MOI1CVIVI, eciun
pe3yabratbl BANUAIOT Ha /iedyeHune unum TpEGVETCH
AONOJIHNTEJIbHAaA MH(I)OpMaLI,MH no NPorHosy

MembpaHo3Hana HepponaTua (P/1A2+)
AHLUA-accouumnpoBaHHbiit Backyaut (MMNO+, MP3+)
AHTUTBM-rnomepynoHedpput

bone3Hb Anbnopra

BonesHb Pabpu

CemenHbie popmbi PCIC

Jlronyc-Hedpur

MpoTtuBonoKasaHusa K buoncum

Mo matepuanam KnMHUYECKMX peKOMEeHAaLMI N0 1IeYEHUIO IoOMepYNAPHbIX 6one3Hel
KDIGO, 2021



MpuUHUMNDbI TEpanuun romepynonaTumn




MMmmyHOcynpeccuBHana TepanuA

[ntoKokopTU-
LIUTOCTAaTUKMU
kouabi (MK)
e [lpeAHU3010H e AnKunupyiouime
(umknodochamupa,
e MeTunnpeaHU30NO0H X/IOPaMBYLMA)
e [lekKcameTasoH e AHTUMETaboNUTbI
(asatnonpuH, modetuna
MmukodeHonar)
* UHrmbutopbol
Ka/ibUMHENPUHA
(umknocnopuH A,
TaKpoanmyc)

buonornyeckue

npenaparbl

* Putykcumab (aHTu-
CD20)

e JKynnsymab (aHTu-
1gG2)




CumnTomaTtuyecKas Tepanus

e CtratuHbl, PnbpaTtbl, 33eTMMN6, MHrIMbUTOpPLI PCSK9

IO EN G ELN G CLE LN © UHrmbuTtopbl AMNP, BPA, BMKK

l OTeku * Metnesble, TMA3NAOBbIE AUYPETUKU, CMTUPOHONAKTOH

l fMnonpotenmHemus, S PR

rmnoanbbymuHemus

[ lMpodunaktnka tpom6o3oB |[EN-GLLCERLETC

Mo matepuanam KnMHUYECKUX peKoOMeHAALMUIA NO IeYEeHUI0
rmomepynapHbix 6onesHeit KDIGO, 2021



AHTUKOoarynaHTHaAa tepanua (KDIGO, 2021)

Mpu Tpomb03MbONNUYECcKNX CoOObITUAX
aHTUKoarynayunsa B NonHoun gose Tpebdyerca
B TeueHne 6-12 mecaues W/ NN NokKa
COXpaHseTCcA HeppPOTUYECKUIA CUHAPOM

BeHo3Haa Tpombosmbonna

ApTepuanbHbiil Tpombo3

Tpombosmbonna nerouHon apTepun

HeknananHasa ¢nbpunnauna npeacepanm

MpoeeaeHne npodpnNaKTUYECKOIA
aHTUKOarynayum B nonHomn gose
cnepyet paccMmoTpeTh npu:®

AnbOYMUH CbIBOPOTKK <20-25 r/n
1 nioboe n3:

[MpoTtenHypua >10 r/cyT
MHpekc macchl Tena > 35 Kr/m?

[eHeTMUecKas NpegpacrnonoXeHHOCTb
K Tpombosmbonmam

CeppeuHasq HeJOCTaTOYHOCTb,
Knacc lll-IV no knaccnpukauumm
Hbio-Mopkckoiil cepeuHoii
accoymnauum

HenagHAa opToneanueckas
N abAOMUHaNbHaA XUPYpPrug

HDDHDHH{MTEHbHaH nMMoOunn3aumna

OTHOCUTENbHbIE NAK
abconioTHbIe MPOTUBONOKa3aHNA
K NpodunnakTnyeckom
aHTUKoarynaunm

+ [NpegnouteHuns nauneHTa/
NPUBEPKEHHOCTD JTeUeHUIo

« [emopparnueckuin guartes

- [laTonorma ueHTpanbHOM HEPBHOMW
CKUCTeMbl, NpeApacnonarawLLas
K remopparnam

- [eHeTUyecKMe MmyTaumn, BNUSOLNE
Ha MeTabonn3m/3pPpeKTUBHOCTb
Bap¢dapuHa

+ ActeHnsa (napeHns)

. }KEﬂyﬂ,DHHD—KMUJE‘HHbIE
KpOBOTEYeHWA B dHaMHe3e



JKCTPaAKaNnUANAPHbLIN
rnomepynoHedppur ¢
NONYNAYHUAMMU

JHAOoKaNUANApPHbIK AndPy3HbIU
nponudepaTtnBHbIN

NMponndepatusHble
'H

Me3saHrnonponndepatMBHbIN MembpaHonponudpepaTuBHbLIN




[ToCTUHDEeKUNOHHbIe romepynoHePpuUTbi

LA Bupycel
bakTepumu . *]

= (renatut B, UHPEKLUMNOHHDIA

. '« 7%+ MOHOHYKNeos, BUY, Kopb,
Str. Pneumoniae, S., Treponema) ‘ KpacHyxa)

(Str. pyogenes,

MapasutapHblie NHBA3UU

&4 1| BakLMHbI U CbIBOPOTKY
(manapusa, Tokconnasmos) 21

MHPEKUMOHHDbIA  3HAO0KaAPAUT

Mo matepuanam KAMHMUYECKMX peKOMEHAALMII NO /1IeYEHUIO IMTOMEPYNAPHbIX 601e3Hel
KDIGO, 2021



KnnHuyeckue npoasneHus

ApTepuanbHas
rmneprteH3ua

OcTpbiX HEPPUTUYECKNIA CUHAPOM
JA JA

[emaTtypua




N3meHeHuA B \
aHanu3sax
MOUYM

KnnHuueckmne pekomeHgaumum «AnarHocTMKa n ne4eHune ocTporo
NOCTPENTOKOKKOBOro rnomepynoHedpputa», AHP, HOHP, 2014

YKa3aHuA Ha
npepaLwecTBYHOLYIO
CTPENTOKOKKOBYIO
uHdeKuuio (noces
WU 3aKOHOMEPHaA

\AMHaMMKa aHTUTEN)

A

Anti Streptolysin O Titre (ASO




NMoka3aHuAa K Heppobuoncum

HedpoTtnueckunim
CUHOPOM

Mouesou cMHApPOM
6onee 3 mec

lNporpeccupyrowiee
CHUXeHue PyHKUuUU
noyek

CHun)XeHue C3 KomnaemeHTa

6onee 12 Hepgenb (KDIGO,
2021)

KnuHunueckmne pekomeHgaumm « JMarHocTMKa n fe4yeHue
OCTPOro NOCTPENTOKOKKOBOro rnomepynoHedppura», AHP,
HOHP, 2014; KDIGO, 2021
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B. Kymap u coaBT. OcHOBbI natosorum 3abonesaHuii no Po66uHcy n Kotpany. M. Jlorocdepa, 2016



[MpuHUKMNbI Tepanun
nocrtpentoKoKKkosoro lNH

Aueta
’ AHTUOUNOTUKM

’I/IAI'ICD unu bPA

AnypeTuku

' [NIOKOKOpPTUKOUAbI



MMmmyHoOcynpeccuBHanA Tepanua:
NMNOKA3dHUA

bbicTponporpeccupytoulee
TeyeHue

BbiasneHue 6onee 30%

nonynyHuu B buonrtare

HedpoTuuecknm cuHapom
6onee 2 Hepgenob

KnuHunyeckue pekomeHaaumm «lnarHocTMKa u 1e4eHue octTporo
NOCTPENTOKOKKOBOro rnomepynoHedpputa», AHP, HOHP, 2014



DKCTPAKaNUANAPHbIN
rnomepynoHedppur c
NONYNYHUAMM

NMponudepatmsHbie
'H .

JHAOKANUANAPHbIN AN PY3HbIN
nponandepaTtuBHbIN

Me3saHrnonponndepatmMBHbIN MembpaHonponudepaTtuBHbIN




BbicTponporpeccupyoLwmm
HedppUTUYECKUN CUHAPOM

Wegener's Granulomatosis

CuctemHble BacKyauTbl (rpaHynemaTtos Orsl cavity: tlcerafions

Eye
v - d
BereHepa, MMKPOCKONMYECKWIA NONIMAHTUUT) i~ / s
\-Nose

i
- g:v?tsies - stuffiness
- bleeds - nosebleeds
AHTM BM K'60ne3|'|b - lung infiltrates - saddle nose
Heart
- pericarditis
; |
- nodules on the epwf’;: : -Kidneys

Skin
- purpura / - glomerulonephritis

Granulomas and (‘?‘O Positive
patchy necrosis ‘ rt anti-neutrophil

CuctemHble 3aboneBaHnsa coeanHUTENbHOMU
TKaHu (CKB)

in blood vessels cytoplasm test

Uanonatnueckum




Kputepun gnarHoCTuku

yaBoeHue
KpeaTUHUHA 33
3 mec

bonee 50%
NONYAYHUN NPW
Hedpobmoncmnn

HaunoHanbHbIe pekomeHgaumun «InarHoCTUKa U fie4eHune

6bicTponporpeccupytoLLero rnomepynoHedputa (IKCTpPaKanUANAPHOro
rnomepynoHedputa c nonynyHuamm), AHP, HOHP, 2014



MUMmmyHonaTtoreHeTu4yeckme Tunbl
(Glassok, 1997)

No CbIBOpPOTKa
MUKPOCKONUA

| JlInHennoe + - -
cBeyeHue

I [paHynapHoe S + -
cBeyeHue

m |- - -

1V JInHennoe + - +
cBeyeHue

2 | [ [

HaumoHanbHble pekomeHAaauun «[IMarHOCTUKA n eyeHune bbicTponporpeccupylowero rmomepynoHedppura
(3akcTpakanuanapHoro rmomepynoHedpputa ¢ nonynyHuamm), AHP, HOHP, 2014



KnnHuyeckue npoasneHus

ﬁ
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B. Kymap v coaBT. OcHoOBbI NaTonornun 3abonesaHnin
no Pob66uHcy n KotpaHy. M. florocdepa, 2016
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[MpuHUMNbI Tepanun

Hes3amepgnuntenbHoe Ha4vyano
Tepanuu!!

NMpepaHu3onoH-uuknopochamup,
(nynbc-Tepanua nnm Bbicokue
A03bl)

Nnasmadepes

3amecTutenbHaa novyeyHas
TepanuA

Putykcumab

HaumoHanbHble pekomeHAaUUN «[ilMarHOCTUKA U eyeHue bbicTponporpeccupylowero rmnomepynoHedppura
(akcTpakanunnapHoro rnomepynoHedpura c nonynyHuamm), AHP, HOHP, 2014; KDIGO, 2021; AnarHOCTMKa U
NeyeHue romepynoHedpura, obycnosneHHOro aHTutenamm K 6asanbHoit membpane, 2021, Accouunaums
Hedponoros Poccum

TRE AN S SRANR NN




A

JHAOKaNUANAPHbIN AndPy3HbIN
nponandeparuBHbIN

JKCTPaKaNnUANAPHbLIN
rnomepynoHedppur ¢
NONYNYHUAMMU

NMponndepatusHbie
'H

Me3aHruonponndepatmsHbIin MembpaHonponudpepaTuBHbIN

.




KnnHuyeckue npoasneHus

Hedputnuecknimt cnHagpom
(«cMHpapuHruTHan
rematypuan)

beccMMmnToMHOe TeueHue

HedpoTuuecknm cuHgpom
(10%)




fucTtonornyeckaa Knaccmdpukauuma IgA
HedponaTuu (Oxford)

M (Mesangial
hypercellularity)

E (Endocapillary
hypercellularity)

S (Segmental
glomerulosclerosis)

T (Tubular athrophy)

C (Crescent)

Me3aHrnasbHas
nponudepaymsn

JHAOKANUANAPHAA
nponudepaumsa

CermeHTapHbIU
rMOMepPYNoCKNepos

TybynapHaa atpodus

NMonynyHua

MO - <50% knyboukos
M1 - 250% knyboukos

EO - oTcyTcTBYET
El - ectb

SO - oTcyTcTBYeT
S1-ectb

TO - otcyTcTByeT MAn <25%
KaHanbues

T1- 26-50% KaHanbueB
T2 - >50% KaHanbueB

CO - otcyTcTBYIOT
C1 -1-24% knybouKos
C2 - >25% knyboukos

KnuHuueckne pekomeHaaumm «fnomepynapHbie 601e3HU: UMMYHOTN06YINH A-
uoncdhnonatTuaysy AHD 2021 KDIGO 92001



BropuuHbie IgA HedponaTtum (1)

|D,pyme MHd)eKu,Mul

Llennakunsa BUY BonesHb Jlaima
bone3Hb KpoHa UmMB Ch. Pneumoniae
fAI3BeHHbIN KOAUT fenatut B Mansapua
3aboneBaHua neyeHun fenatut C LUncrocomos

(renaTuTbl, uMppo3bi) Xp. MHbeKumum

C/IN3UCTbIX PA3/INYHOM
NOKanusauuu

KnuHunyeckne pekomeHgauum «fnomepynapHble 60ne3Hn: MMMyHOrno6ynuH A-
HedponaTtua», AHP, 2021; KDIGO, 2021



BropuuHble IgA HedponaTuum (2)

CuctemHble
3aboneBaHmA

i N

AHKMnosupyloMﬁ
CNOHANNUT

PeBmatougHbIii apTpUT
CKB
CuHapom LWerpeHa

MNMcopuas

I.D,blxa'renbl-laﬂ CMCTeMal Onyxonum

Npunonatuueckum MHoXecTBeHHanA
NerovHblii pnbpos Mmuenoma
MyKoBucuunaos PaK nerkoro
MoyeyHO-KNEeTOUHbI
paK
NMumopombli

KnuHuueckne pekomeHgauum «fnomepynspHbie 6onesHn: ummyHornobynmH A-
HedponaTtua», AHP, 2021



|

[MpuHUMNbI Tepanun

JleueHne OCHOBHOrO 3a60n1eBaHUA NPU BTOPUUYHbIX popmax ‘

|

JledueHMe XpOHUYECKOro BoCcnaseHus

cAn3nCTbiXx obonouyek npu nepsmnyHom N

|

HedponpoTteKTuBHasA Tepanua

l MaTtoreHeTHuyecKkaa (MMMyHocynpeccuBHas) Tepanus

KnuHuueckne pekomeHpaumnm «fnomepynapHole 60ne3Hn: ummyHorno6ynmt A-
HedponaTtua», AHP, 2021; KDIGO, 2021



MeaukameHTO3HaA Tepanua

g HedponpoTtekTuBHaa Tepanus
Npotennypusa >0,5 (MAN®, BPA B MaKCUMaNbHbIX
r/cyTKu no3ax)

e HedpponpoTteKTuBHaA Tepanua
(MAN®, BPA)

* TnppokcnxnopoxmH 6 mec

[MpoTenHypua >1
r/cyTku 6onee 3 mec
\

HedpoTtnueckum . UmmyHocynpeccuBHaa Tepanus
cuHapom U (TK)
[ LR (AT BN (Tl © TK + modeTuna mmukopeHonar
\ ,

KnnHunyeckmne pekomeHpgaumum «fnomepynapHbie
6one3Hun: ummyHornobynuH A-Hedpponartua», AHP, 2021



JKCTPaAKaNnUANAPHbIN
rnomepynoHedppur ¢
NONYAYHUAMMU

JHAOKANUANAPHbIK AN PY3HbIN
nponandepaTtuBHbIN

NMponudepatmsHbie
'H

Me3aHruonponndepaTtmsHbIi MembpaHonponudepaTuBHbIN




[laToreHeTU4YecKue BapmaHTLbI

OnocpenoBaHHbIN OnocpenoBaHHbLIN He onocpepnoBaHHbIN
UK KOMMJIEMEHTOM UK, KomnanemeHTOM
e IM-no3nTUBHbLIU e KomnnemeHrT- e Ul-HeraTtuBHbIN,
(Ur+) no3uTuBHbIN (Ul-, KOMMN/IEMEHT-
C3+, C4+) HeraTuBHbIN
(Mr'l C')

KnnHuueckne pekomeHgaummn «MembpaHonponudepaTuBHbIii
rnomepynoHedpput», AHP, 2021



[TPpUYUHbI BTOPUYHOIO
membpaHonponundeparusHoro 'H (Ur+)

MOHOK/NOHaNbHbIE

NHdeKkuun CuctemHble 3aboneBaHusn UHble 3abonesaHusn
rammanaTtumum

Il ! ! 2
Bupycbl (renatut B,C, MHoKecTBeHHasn

[ Sars-Cov-2) [ cke [ Mmuenoma [ Numdome:
bakrepuu [] PeBmaTOoMAHDIN apTpUT MaKporno6yamHemms [ ] Capkoupos
(vHd.aHpOKapauUT,

BanbpgeHcTpema

nenpa) [] C-m Werpena [[] Pak noukm
Mpocteitwne (manapums, CmelwlaHHan
lwmncTocomos) u KpuornobynmHemus L] umbomsi

[ ] MenaHoma

KnnHuueckue pekomeHgaumm «MembpaHonponudepaTusHbIif
rnomepynoHedpput», AHP, 2021



[TPpUYUHbI BTOPUYHOIO
membpaHonponudepatmusHoro N'H (UIr-C-)

‘ AHTndochonnnmnaHbii CUHAPOM I

‘ JlyueBou HedpuUt ]

‘ HedponaTtua, accouMmpoBaHHasn C TPaHCN/AHTaLMeEN

KOCTHOIro mos3ra

€eKapCTtBeHHO-accoummmnpoBaHHaa TPOMOOTUYECKAA
MUKPOAHIMonaTuA

‘ CepI'IOBM,qHO-KIIETO‘-IHaﬂ dHeMuUA

KnnHunueckne pekomeHgaummn « MembpaHonponudepaTusHbIi
rnomepynoHedpput», AHP, 2021



KAanHun4yeckaa KapTuHa

N3011MpOBaHHbIN o
o HedpoTuueckmnum
MO4YeBOU

CUHAPOM CMHAPOM CMHAPOM

Hedputnueckum




MpuHUMNDbI TEPanUM NPU UANONATUYECKOM
BapuaHTe

OTtcytcTBMEe HePPOTUUYECKOro CUHAPOMA,

HOpMa/sbHasA unAn ctabnnbHo cHMXXeHHaa CK®

e HepponpoTeKTMBHAA Tepanua

HedpoTtnuecknm cuHapom

e [KC, uHrMbuTopbl KanbunHENPUHA, LUTOCTAaTUKU, PUTYKCMMAD

KnuHunueckne pekomeHgaummn «MembpaHonponudepaTuBHbIiA
rnomepynoHedpput», AHP, 2021



bonesHb MUHUMANbHbIX
usmeHeHumn (BMMU)

HenponundeparmsHbie
rnomepynonaTum

rnomepynocknepos (PCrc)

MembpaHo3Han J ®OKaNbHO-CErMEHTaPHbIIA

HedponaTtua (MH)




bonesHb MMHMMANbHbIX USMEHEHUMN:
mopdoanormyeckme Kputepum

Hopmaabnbiii kayGouek I'nomepyaonedpur ¢ Munn-

OTpOCTKM 3nuTENM- MaJIbHbIMH H3MCHCHHSIMH
anbHbIX KNETOK

CnuaHue HOXKeK NoAOoLUUTOB U UX
TpaHchopmauuma

Cnuaxue
OTPOCTKOB

BazanbHan
mMembpana

BazanbHasa
Membpaxa

OtcytcrBUue nponudepaumm KNeToK u
UHPUANbTPAL UK NerKouUuTamm

SHAOTENUNA

OTCVTCTBME OTNI0XKEeHUA UMMYHHbBIX KOMNJ1IEKCOoB,

UMMYHOTN06yNIMHOB, KOMN/IEMEHTA

KOMNNEeKCb! He
onpeAenAlTCA
M’MannMHoBoO-KanenbHaa agucrpodusa anutenms

NMPOKCUMAJIbHbIX KaHa/ibLieB

KnnHuyeckne peKkomeHgauum no AMArHoCTUKe, 1e4eHUIo U NPOorHo3y 6onesHun
MWHUMAJIbHBIX U3MEHeHUI y B3pocnbix, HOHP, 2014; KDIGO, 2021



CoctoaHuMA, accouunpoBaHHbie ¢ BMU (1)

Atonua JleKapcTtBa

e T e R T

YKycCbl nyen, meays; NumdorpaHynemaros, HMBM, npenapaTtbl
KOLLa4ybA WepCTb, nMmoombl; 3onora, prymm, -
NbiNIbLA PacTeHuUiA; MaKpornobynmHemums NeHUUUNNAMUH,
OOMALLHASA NblNb; Banbpecrtpema; 6udocdoHarbl,

MOJIOYHbIEe NPOAYKTbI KapuuHombl KT, QHTUOMOTUKM
noa)kenyao4uHou (pudamnuuuH,
»enesbl; paK MOJIOYHOMN uedanocnopuHbl),
yKenesbl, NPOCTaThl, aTaHepuenT

JIErkoro, No4YKku

KAnHMYECKne pekomeHaaunmn no AMarHoCTUKe, N1e4EeHUI0 U MPOrHO3y 601e3HK
MUHUMANbHbIX U3MEHEHWI Y B3pocabix, HOHP, 2014



CoctoaHuMA, accouumnpoBaHHblie ¢ BMMU (2)

| Opyrue 3abonesaHua |

| |

\ et

ICVICTeMHbIe 33601'IEBaHVIﬂ|

BUY CKB BonesHb lNpeiiBca

lfenatut C PeBmaTtongHbIv apTpuUT CaxapHblit gnaber Tun 1
MHPEeKUNOHHbI AHTUdochonMnmugHbIN PTNX
MOHOYKAEOS CApoM MepBUYHbLI BUANapHDBIN
Cudunnuc LuMppos
Tyb6epKynes Capkoupos
LWnucrocomos

KAnHnyeckne pekomeHaaunm no AMarHOCTUKe, N1e4EHUIO U NPOrHO3y 601€3HN MUHUMANbHbIX
n3meHeHWUn y B3pocnbix, HOHP, 2014



KnnHuyeckue npoasneHus

BbicOKOCeneKTuBHana nporemHypua bes
MO4Y€EeBOro ocagaKa U runepTeH3snm

bbicTpoe pa3sutne HeppoOTUYECKOro
CMHAPOMA

OcnoxXHeHua: Tpomb03bl,
rmnososieMmmyecKkum wok, Orn




[laToreHeTn4yecKana repanua

MpepgHun3onoH 1 mr/Kr 4-8

(16) Hepenb - UHrnbuTopbl
KaZbUUHEUpHHa

- Uuknodpochpamup,

- Modetnna mukodpeHonar
(HenepeHocumocTb MK un
APYrnx LUTOCTaTUKOB)

Putykcnmab (?)

Kputepuin pemuccun: CrNb<300 mr,

Hopman n3a LI,MFI an b6yMM Ha KnuHuyeckue pekomeHAaaumMm no AUarHoCTUKe, IeYeHUIO0 U NPOrHo3y 6one3Hu
MWHUMa/IbHbIX U3MEeHeHu y B3pocabix, HOHP, 2014; KDIGO, 2021



bosne3Hb MUHUMANbHDbIX
U3IMeHeHUuu

HenponudepatusHbie

rnomepynonaTtum

(i

Mem6bpaHo3Has P oKanbHO-CerMeHTapHbI
HedponaTua MOMepY/0CKNepo3




CmopLwimBaHue Knyboukos

B cKnepo3npoBaHHbIX
cermeHTtax IgM un C3

fMneptpodpuma u
BaKyonusauua nogoumnTtos

KnnHuyeckune pekomeHaaumm «PoKanbHO-CEFMEHTapHbIN rnomepynocknepos», 2021,
Accoumauma Hedponoros Poccum



3tnonorua PCIrc

\\\

UpuonaTtu-

[eHeTUYECKM
AeTepMUHUPO-
BaHHbIU

MyTtauuum reHa

KonnareHa IV TMI'Ia, KnuHuyeckue pekomeHgaumm «FnomepynsipHble 601e3HU: GoKaibHO-CErMEHTaPHbIN
rnomepysiocknepos», 2021, Accounaums Hedpponoros Poccum
$OpMMUHA, aKTUHUHA




MpuunHbl BToprnuHoro PCIc (1)

JleKapcTBeHHble npenapartbl

e AHaNbreTuKM, AOKCOPVGMU,MH, aHabonnueckue crepouapbl, npenapartbl IMTUA

ToKCHUYeCKUe BellecTBa

e NnaueTunmopdPuH

Bupycol u 6akrepun

~* e LIMB, B3B, BUY, renatutbi B u C
\ 4 e Mukonnasma

e

KnuHuyeckmne pekomeHpgauuu «fnomepynsapHble 60ne3Hn: GpokanbHO-CErMEHTAPHbIN
rnomepynocknepos», AHP, 2021



MpuunHbl BToprnuHoro PCIC (2)

CuctemHble 3aboneBaHMA coegUHUTENbHOM TKaHU

e CucTemMHaA KpacHaA BONYAHKA
e PeBMaTonaHbIN apTPUT

Onyxonu

e Jlumdpomnbi, XJI1
e [Moanuutemma

Apyrvue npnymnHbI

e ApTepuanbHana runepteH3unsa
e Capkounpos

KnuHuueckne pekomeHgaumm «fnomepynsapHbie 6onesHn: poKkanbHO-CErMeHTapHbIN
rnomepynocknepos», AHP, 2021



KnnHnuuyeckue npoasneHmna PCIrc

HedpoTtnueckmnu
CUMHAPOM

Mukporemartypusa

ApTepuanbHas
rmnepTeH3uA

KnuHuueckne pekomeHaaumm «fnomepynsapHbie 60n1e3Hn: PoKaNbHO-CEFMEHTAPHbIN
rnoempynocknepos», AHP, 2021



Tepanua ®CIrcC

e HedpponpoTteKTUBHaA
Tepanus

e JleueHue Al

e HedpponpoTeKTUBHaA
Tepanusa

*[K
* Llntocratukm

KnuHuueckne pekomeHgaumm «fnomepynspHble 6onesHu:
doKanbHO-cermeHTapHbIi rnomepynocknepos», AHP, 2021



bone3Hb MMHUMANIbHbIX
usmeHeHuu (6MMWN)

HenponudepatusHbie
rnomepynonaTtum

HedponaTma (MH) rnomepynocknepos (®Crc)

Mem6paHo3Hasn H doKaNIbHO-CerMeHTapHbIM



MembpaHo3Haa HedponaTma

UanonaTtu-

yecKaf AHTUTENa K peuenTopy
J docdonnnasbl A2

PLA2R

AHTUTENAa K ( ) uan Apyrum
dHTUreHam noaouunuToB

NEP (THSD7A, NELL)

Anno-
MMMYHHanA

BTopunyHasa




[NloBpexXaeHue nogouutos npu VIH

Hopma CrnaxuBaHue u oTCNoeHue
OTPOCTKOB NOJOLMTOB

OUNLTPALMOHHAR LENb

OTpocTku CrnaxupaHue
NOAOUNTOB
r p AuTuTeNa 2 " 1 =
i o ) — ) | LIUTOKMHb YO DIGEED IGEDY [ DD
Monexyna TOKCHHB
apresum JnpoTenui
basansHas

membpaHa

B. Kymap u coaBT. OcHOBbI natonorum 3abonesaHuit no Po66uHcy u KotpaHy. M. Jlorocdepa,
2016



KnnHuyeckaa kaptuHa npu MH

HedpoTtuueckuu
CUMHOPOM

ApTepuanbHan
rmnepTeH3unAa y
30-50%
nayneHToB

BeHO3Hble
TPOM603blI




O6cnepoBaHuMe nauueHTa ¢ membpaHo3sHoOn
HedponaTuen

PeHTreHorpamma

CKPUHMHr

OHKO/10TMYEeCKUX “~ Nerkux
| (capkonpo3s)

3aboneBaHuM

JlekapcTtBa
(HNBN,
NeHUUUNNAMUH,
30/10TO

fenatutbl B, C, — AHTUHYK/1eapHbIii
BUY, cudpunuc dakTop

AHamHe3 u
06BbEeKTUBHbIVM OCMOTP

KDIGO, 2021



Ctpatudukauma pucKka nporpeccMpoBaHus
MH

Puck nporpeccuposaHua
Huskuni ' CpeaHun ' BbICOKUM
B TeueHue 3-6 mec 4ONKHO NPUCYTCTBOBATb HE MeHee 2
Kputepmes us3 3

OuyeHb BbICOKUM

22 Kputepues Ha
MOMEHT
AnarHoctukm MH

PYHKUMA NOYEK CK®>60 mn/muH CK®>60 mn/muH CHuxKeHue * KpeatnHnH=2133
NN CHNKeHne<25% I nnm cHmkeHmne<25% | CKP>25% MKMOAb/ N
B KOHLUE nepmnoaa B KOHLe nepunoga (obycnoBneH
HabnogeHunA HabnoaeHnA MH)
[MpoTenHypua <4 r/cyTKn B KOHUe § 4-8 r/cyTKM B KOHUe § >8 r/cyTKM B KOHLE * CHikeHue
nepunoaa nepuoaa nepuoaa CKRP=25% ot
HabnoaeHnA HabnoaeHnA HabnoaeHnA UCXOAHOTO
YPOBHA,
YpoBeHb aHTUTEN B | YcTOMUYMBO HU3KMI | CTabunbHbIN TUTP YCTOMYNBO BbICOKMNI 06YCNOBAEHHOE
PdNA2 ™Tp (<50 U/ml) unmn § <150 U/ml nan ™MTp =50 U/ml nnu MH
CHUXXeHue 225% B yBennyeHume <25% yBennymsaetca T HIE
TeyeHune nepmoaa OT MCXOAHOro >150 U/ml
Habn rogeHunA YPOBHA «KnuHuueckué pekomeHgaumm « MembpaHosHaa Hepponatua», AHP, HOHP, 202D; KDIGO,
2021




ANroputTm HasHauyeHUA UHNLMANIbHOWN
MMMYHOCYnpeccuBHou Tepanuu npu VH

— Huskumu — HabnopneHue

Ha6bniogenne UJIN putykcnmab

] Cpep,l-mﬁ | UIU UHrnbutopel
KunbuuHenpuHatlrk
OueHKka pUCKa gm
< Putykcumab UJIN LUdiTK U
—  BbICOKMM  —— MHrMGUTOPI

KaNbLuUHenpuHa+pnbykcnmab

— OYeHb BbICOKUMU —— LUuknodochamupg +IK

KDiGO, 2021



