OININ npu rnoMepynsapHbIX
MOopaXKeHUAX novex

J1.1. AHMKOHOBa
XI1 CeBepo-3anaaHbii LLikona-ceMuHap PAO
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Anroputm noucka npmuumnHbl OMM

A3oTtemus
HOpMaJibHble pasMepbl NoOYeK, COXpaHHas
napeHxmMa (MCK. 06CTpyKUMS) BakTepnypus }_" Muenoredbput ‘

Jledkountsl, | TYH
LUMInHApPLL, 30

OcTpoe noueyHoe

nonpemnelrme \ 3/'

MaTonoruyeckue puTpOLMTapHbie TpoM603 noueyHow
N aHanmsbl Moun, aHaNM3bl MOUM LUMAMHAPbI apTeEPUN UMW BEHBI
onnroypust onuroypms \
\, AncmopdHbie 3pUTPOLUTDI,
BMEKTPORNTE! MO | TpSi3HO-KOPUUHEBbIE SPUT.LUWINHAPDbI, NPOTENHYPUA
UMAMHAPLI, 6EMoK, 1
aMopdHbI 0cafok
/ | Hedpoburoncus ‘
FeNa <1% FeNa >1%
OcMonspHOCTb OcMonspHOCTb r
>500 MOCMOSb <300 MOCMOSb NOMEPYNOHEDPHT /1M
BaCKynuT
k! VIMMYHOKOMMJIEKCHBIW,
MpepexankHas OKH aHTU-TBM, AHLIA
asoTemus

Harrison’s Principles of Internal Medcine, 18th Edition, 2012 (aganr)




[pu3HaKu oCTporo
HedppuUTUYECKOro CMHApPOMa

= [IpoTenHypus pasnnyHom cTeneHn, obblYHO 1-2 r/cyT

= [emaTypus ¢ aucMopdHbIMK 3pUTpoumnTamMmn (>5
ap/none 3p), SpUTPOLUTAPHBIMU LIUINHAPaMK,
nnypwms

= [loBbllWeHNe KpeaTnHMHA, 0b6yCcnoBeHHoe NajeHnem
Kny6o4koBOM MNbTpauMmn BCNeACTBME OBLUMPHOrO
nopa)xkeHust Knyboukos

= PeTteHuUunsa conu n Boabl (TMNEPTOHUA U OTEKN)

Mpumepsbl 3aboneBaHMmn, CNOCOGHbBLIX NPOABUTLCA
OCTpbIM HehpUTUYECKMUM CUHAPOMOM

= [loCTCTpenToKoKKoBbIM TH*
= ACCOLIMMPOBaHHBIN C MH(EKLNOHHBIM SHAOKApAUTOM™
= CKB*
= AHTU-TBM 60ne3Hb™
= IgA HedponaTua™
= AHLA-accounnpoBaHHbIe BaCcKy/MTbI
- [paHynemMaTo3 ¢ NofMaHriMmToM *BereHepa)™
- MUKpPOCKOMMYECKUIA NOMUAHTUNT>
- D03UHOMWbHLIV FPaHyNEMaTo3 C NofMaHrnTom (Yapra-
Crpocc)*
= IgA —accoummpoBaHHbIl BackynuT (LLieHneiH-TeHoxa)™
= KpuornobynuHemms*
= MembpaHonponudepaTBHbIN FTH*
= Me3aHrmonponudepatvBHbii H

*MoryT umerts ripusHaku bINMH

Harrison’s Principles of Internal Medcine, 18th Edition, 2012




NocTuHdekunoHHbin '
(Mndekuma —accounnpoBaHHbiii TH)

= [locTcTpenTokokoBbI ANddY3HbIN
nponudepaTneHbIi M

= [H, accoummpoBaHHbIN C MHPEKLMOHHBIM
3HAOKapAWUTOM

s LUyHT-HedpUT (NpK MHDOUUMPOBAHUN BEHTPUKYO-
aTpuanbHbIX WYHTOB)

= [H, accoumMmpoBaHHbIN C HGEKUMEN Pa3NTNYHOM
nokanusauun (Koxa, /Ierkunx, opraHbl 6proLLIHOM
MosIoCTW, Masnoro Tasa, BUCLEpPasbHbIE U
comMaTuyeckue abcueccol 1 T.n.)

Harrison'’s Principles of Internal Medcine, 18th Edition, 2012

MocTcTpenTokkkoBbi MH
(NCrH)

= [CIH - npoToTKN OCTPOro 3HAOKANWUANISPHOrO
nponudepaTneHoro N (cuMtancs sKBMBanNeHTOM
OrH).

= BonetoT getn ot 2 go 14 net, 2-1 nNuk - >65 net

= 3abonesaHuIo NpeawecTsyeT UHMEKLMS KOXN UK
ropnia HepUTOreHHbIMW LITAMMaMK CTPEMNTOKOKKA

= Hauano lNCIrH yepes 2-6 Hea nocne UMNETUro, Yepes
1-3 Hea nocne CTPenTOKOKKOBOro (hapuHrmTa

= Yauwe y My>XuunH 1,4-4:1




MocTnHpexkunoHHbi MH

= 3a nocnegHve 3-4 gekagabl NPON30LLAN
60/IbllIME U3MEHEHUS B ANUAEMUOSION MK
= B pasBuTbIX CTpaHax B 60MbLUNHCTBE
6onetoT B3poc/ble, 0CO6EHHO NOXMNIOro
BO3pacTa, C 0C/labneHHbIM UMMYHUTETOM

(amabet, ankoronnsm, UCTOLLEHHE U T.N.).

= Yacrora: 0,6-4,6% 6uoncuin y
B3POCJIbIX

= CnekTp MHdEKUMK: y B3pOCSbIX
cracmnokokKoBas UHDEKUMS TakxKe
4acTo, KaK CTPernTOKOKKOBas, 1 B 3 pasa
Yalle y vy nocne 65 net

= /Hdekums yacTto npucyTCTByeT B MOMEHT
AnarHosa MH

= MecTa nHdekuum bonee pasHoobpasHble

= B oTnnume ot getei, kotopble
BbI310PaBMBaOT ~ B 98%, Yy B3POC/IbIX
ncxoa B XIMH ao 45%

BAN
) (0-67%)
) . Cepaue
Nerkune | (0-20%)
(7- 18%)
Koxa
f MBI
- 0,
(6-28%) | " (0-150)
NCTOYHMKN
i MHdeKL N
' npv MUMH

S. Nasr et al. Bacterial infection—related GN in adults. Kidney Inter (2013) 83, 792

MaToreHes

MNosiBneHve HedpUTOreHHbIX
6akTepuanbHbix Al, Hanp.
CTPENTOKOKKOBbIX:

- GAPDH (CTpenTOKOKKOBbI
MeMbpaHO-acCoLMMPOBaHHbIN
peuenTop niasMmHa)

- M1poreHHbI 3k30TOKCUH B (SpeB)

(1) MaceuBHoe oTnoxenune LUK B Buae
cybaHaoTenumanbHbiX u/unn M3
[enosnToB, ¢ akTmBaumei C no
anbTepHaTUBHOMY M K/lacCU4ecKoMy
nyTu;

(2) O6pazosanue UK in situ: AT+ Al strep.
oceBLUMX paHee, uam AT+AT MeCTHbIV
(MonekynspHas MUMMKPUS) C
obpaszoBaHneM cybanmTenmanbHbIX

[enoxuposaHme LIMK

Jlokanuzaums
6akTepuanbHbIX
AT Insitu 6e31g

nNasMuH
@ bBaktep.Ar
# Cy63HpoTen enosuTsbl
@ MesaHr. leno3uTel

Cy63nuTn. lenosuTsl
g KOMTIEMEHT

HedpuToreHHble 6akTepuanbHble Al
Streptococci Staphylococci
* SPeB

v

B

Staphyloki

&

o
o
d"h

= 3

L e
[
gne

Unknown Al

Superantigens

nase

Staphylococcal p70

In situ 6akTepuanbHble
Ar-AT UK

AktuBaums C
Mpueneyerme L
nponudepaums
eToe (3HA.,
e3)
[erpapauus
i TBM

[lenosuTtoB u akTusauuen C no
anbTepHaTUBHOMY MyTw;

(3) O6pazoBaHue in situ: oceBlUNM B M3 1
Ha 'BM 6akTepuanbHbiin Al+ nnasMuH
(6e3 1g), aKTUBMPYHOLLMI KOMMIEMEHT
no anbTepHAaTUBHOMY MM NEKTUHOMOBY
nyTy.

®aKTOpEI BRYTPEHHNE
reHeTu4yeckas npeap.
“#——————— HapyLueHwe B aKTUBaUun
C no anbTepHaTUBHOMY
nytm
MocTnHbEKUMOHHBIN H

-




MocrnHgpexymnoHHbisi MM,
(Mudpexymsi-acounnpoBarHbii NH)

KnuHuka

KnuHnueckne nposiBneHust y B3pocibiX Mano OTIM4akTCs OT
MCrH y aetei — pa3snBaeTCcs OCTPbIA HepUTHUYECKU
CUHAPOM.

OcobeHHoOCTHU:

= SCr BbllLe, YeM y AeTelt - 0c06eHHO Ha oHe anabeTnyeckom
HedponaTtum (sCr>0,35 MMosb/N: >64 neT - 2/3 60MbHbIX,
[0 64 neT — 1/3 60nbHbIX); A0 1/2 HyxpaatoTca B O/
(asoTemus, runepruapaTtaumsl)

= [unokomnnemeHtemns (C3) — 35-80 % Yy B3pOC/bIX, NO CPaBH. C
90% y peTeit

= YacTb NAUMEHTOB C WYHT-HedpuTOM, N3 NMeIoT B CbIBOPOTKE
kpuornobynuHel, AHA, UMK, AHLUA (aHTn-MMNO, MNP-3), PO

= [eMOKynbTypa 06bI4HO ()

'Mcronornyeckue UaMeHeHus

CM: Onddy3HbIl SHAOKANUANSPHBIN —
nponudepaTmBHbIN M -72%; iy
DOoKasbHbI NPONUbEpaTUBHbIN-12%; |
MalrH - 8%;

HekpoTusmpytowwmin/c nonynyHUsMm
~5% (npu N3 >50%)

MIMH - 2% (WyHT-HedpuT>50%)
N®: rpanynsipHble aeno3untbl C3
(c/6e3 1g) B Me3aHrMM 1 CTeHKax

Kanunnspos («3Be3aHoe He6O»,
TMPNSIHAHBIN, Me3aHrnasbHbIA TUM)

SM: BoJibLUNE 3J/IEKTPOHHO- CM, U® 1 3M 3-x 6onbHbIX CM:
NJIOTHblE cy6anuTenunanbHbie a) M3MrH, b) ANrH, () ANrH c
Aeno3nTbl (<ropbbl»), nonynyHusmun. d—f CeeveHne C3 B M3

HE3aBNCMMO OT nNaToreHa; Menkue Y BAOMb KAMWIADHBIX CTEHOK. g-i
Me3aHIrMasbHbIe, CyGoHAOTeNMaNbHble ~ CYOIMTENMaNbHbIE «ropbbi»

AENo3nThl lasr et al. Kidney International (2013) 83,
S Sethi et al. Kidney Inter (2013) 83, 293.




TTOCTUHGEKLMOHHBIV r/IOMEDYTIOHEDPUT

AnarHocTuyeckue Kpurtepmm

1. KnuHnyeckue wnm nabopatopHbie Npu3HaKu
nH¢ekuum, npeawecteyrowen N'H nam Ha
MOMEHT NOosiBJIEHUM NPU3HAKOB HedpuTa;

2. CHMKeHMe KOMIJIEMEHTA CbIBOPOTKM,;

3. DHAoKaNUANSAPHbIA NposincgepaTUBHbIA U
3KccyAaaTUBHbINA TH;

4. C3-AOMMUHAHTHOE WM KO-AOMUHAHTHOE
cBeyeHue npu U0;

5. Cy6anutennanbHbie «ropbbi» npu M.

He MeHee 3 U3 5 npu3HaKoB TpebyeTcsa ans
AvarHosa

OAnddeHeunanbHbi ANarHos

3aboneBaHns UccneposaHns
3abonesaHus, C3, C4,
conpoBoXxaaroLmecs AHA.
rMNOKOMIIJIEMEHTEMUEN: aHTu-dsIHK,
=CKB, aHTW-HBV-AT,
=KpPUOrnobynMHeEMMYecKM BackynuT |aHTu-HCV-AT,
=C3-Hedponatus AHLIA
3aboneBaHusi, NnpoBOLMpPYEMbIE
nHbekumen
=/ AH,
=AHL|A-accoumMmnpoBaHHbIN
BACKy/IuT)




OAndcdeHeumanbHbIi ANArHos

M'vnokomnnemeHTemusi, AHA, anddysHbi nponvdepaTyBHbI MH

TocTHHGEKUNOHHBIN CKB
Huzkuit C3 cbiBopoTkn | Hu3kmin C3, C4
N®:C3 goMuHmnpyet N®: Clq, Bce knaccol 1gG
SM: cybanuTtenunanbHble | OM: 6onblue cybaHaoTeNnnanbHbIX U Tybyno-
«rop6ebi» WHTEPCTULMANbHBIX AEN03UTOB

AHLIA, HEKpPOTU3MPYIOLWMIA, NONYNYHHbIN MH
MUurd AHLJA-accoymnnpoBaHHbIH BaCKyJINT

CM: nponudepaTnBHbIi M CM: HenponudepaTtvBHbIn M
No: penosutbl C3, 1gG N®: ManonMMyHHbIN MH

MmnokomnnemeHTemus, MMNIMH, cy6anuTtenuanbHble Aeno3nTbl («rop6bbls)
NMWUIrH (zaraHysLumics) C3-rsiomepyrioHepput

N®: penosutel C3, IgG | ®: C3 6e3 IgG. OM: 6onblune M3, BHyTpu-IBM,
cybanutenmanbHble Aeno3unTtbl. OTCYyTCTBUE
NpWU3HAKOB MHEKLMWN; NOCTOSIHHO HIU3KKI C3;
anutenbHocTb MH (Mecaubl)

JleueHue

= Jpaaukauus nHdeKuun
= = JleyeHune ocnoXHeHU (orpaHMyeHne conm,

—  aHTUrMnepTeH3uBHble, anypeTtukmn), MAN®, bPA (ripu
NPOTENHYPUN).

= AMMyHOCynpeccMBHasi Tepanus He peKoOMeHAoOBaHa
Ansa 60bWKUHCTBA 60/1bHbIX

= KC HasHayvaTca B 22-48% - Nosb3a He AOKa3aHa

= Y nayneHToB ¢ AndhPY3HbIMU NOJTYJSTYHHBIM U
HekpoTusupyrowmm N'H (ocobeHHo ¢ AHLLA+) nynbce
KC + L|® M.6. npoBeaeH npu yCnoBUMU OTCYTCTBUS
TeKywen nHdekuun n uMMyHoaepmumuTa

= [pun MCIrH KC He npoTuBonokasaHbl, HO NMpu Apyrux
nosb3a/puck 4.6. XOpoLIO OLEHEHbI




IgA HepponaTusa (UFAH)

M3Ha4yanbHO onncaHa Kak 3nu30Abl KakK
cuHdapUHruanbHOM MakporemMaTypum,
BO3HMKaAlOLEN OAHOBPEMEHHO/Cpa3sy BCiea 3a
nHdekumnen BAM

Makporematypusa: B 30-40%, MHTEMUTTUPYIOLLAA
MukporemaTtypus ¢/6e3 npotenHypumn (0bbIMHO< 2r/CyT)
HC — peako; ~ B 5% npoTenHypus 6e3 rematypum

OIMN pepko: <5%6 cny4yaes; BC/IeACTBUE OCTPOro
MMMYHHOI0 BOCnaJsieHusi ¢ obpa3zoBaHuemM
NOJIYNNYHUI 1/14 KaK pe3yJsibTaT OKK/1H03MH
KaHa/bLleB 3pUTpoLMTaMM Npyu MakKporeMmatypum
XBIM: cHxeHne PyHKUunMn+Al Ha MOMEHT AMarHo3a
(cneacTeBne ANUTENBHO TEKYLUEN, HE
AMarHOCTUPOBAHHOWN 60M1e3HN)

IgA HegpponaTns (UFAH)

KnuHunyeckne, MMMYyHONOrM4YeCcKne U rucTonornyeckme
NPU3HaKM YKa3blBalOT Ha TECHYIO CBA3b Mexay UIA-
aCcCcoUMMPOBaHHbLIM BackynutoM (eHoxa-LUeHnsiHa)
(UrAB) n UT'AH.

Oba 3aboneBaHNsl XxapakTepU3yoTCa NPUCYTCTBUEM
Me3aHruanbHbIX IgA AENO3NTOB U B HACTOsILLEE BpeEMS
NIFAB paccmaTpmBaeTcs Kak cucteMHas dopma UTAH

onpepgeneHnne. Backynut C npenmyLlectseHHo IgA1
MMMYHHbIMW AEMNO03MTaM1, NOPAXKAoLWMIN MENTKUE COCyabl.
YacTto nopaxaroTtca koxa, XXKT, a Takke cycTasbl
(apTpuT). MoXxeT pa3BuTbcs MH, HEOTANUYUMBIN OT
UIr'AH» (CHCC2012).

J. C. Jennette, R. J. Falk et al. ARTHRITIS & RHEUMATISM Vol. 65, No. 1, January 2013, pp 1-11




IgA Backynurt (FeHoxa-LUennsuHa) (UFAB)

Y peteit VIFAB B 20 pas valle, YeM y B3pOC/bIX; BO3PacT -
5 - 15 neT, YactoTa B nonynauum 10-20/100 000 aeten B
rof; HeppuT KIMHUYECKKN BbisBAseTcs B 20-40%.

= Y B3pOCAbIX CpeaHuii Bo3pacT ~ 50 neT;
3abonesaemocTb 1,3-1,4/100 000 YenoBek B rog;
HedpUT KIMHUYeCKM BbisBnseTcs B 50-85%. lMNopaxeHune
noyek MMeeT bonee THXKeNoe TedeHue

a) HekpoTuaupytoLmii 6ynnesHbiin BacKyuT y MyxuuHbl ¢ UTAB. 6) cermeHTapHbIN
HEKPOTU3MPYIOLLMIA NONYNYHHBIVM MTH ¢ XxapaKTepHbIMU Me3aHrManbHbIMK Aeno3utamm 1gA

S. SHRESTHA n ap. Q J Med 2006; 99:253
Hyung Jung Oh n gp. Kidney International (2012) 82, 1304

MatoreHes UIrAH

4 S
K,
T, <A ke Y IgAl — oTnnyaeTca ot
:$“£ r;,?' “t g -\% OPYTrYIX LMPKYIIMPYHOLWMX
B P : 6€NKOB MPUCYTCTBUEM
‘t:\;-&" O-CBSA3aHHbIX Caxapos B

LIAPHUPHON 30He
(4epHbIN y4acTok)

1-# 31an B naroreHese VIMAH —
HapyLweHue rnuko3nnuposaHusa I1gAl c
AedUUMTOM ranakTo3bl B LUAPHUPHON
obnactu Tsxkenoun uenm IgAl

Floege J. Am J Kidney Dis 58: 992—-1004, 2011
Novak J et al. Semin Nephrol 28: 78-87, 2008
Couser W. J Am Soc Nephrol 23: 381-399, 2012




4 3Tana naToreHesa I'IOBbILIleHHbIﬁy;OBeHb Mpoaykumns yr?uuanbublx

" rAH (r" |10Te3a) runornuno::nuposauuoro\sl\gAl / aHTMrﬂMKaH:BbIXAT
!
= 1) npoaykums gedekTHoro IgA1l ;,- 13 "L_1
cybnonynsuueit IgA1-cekpeTmpyoLmx [ it !
KNETOK i l ]
1 1
= 2) cuHTe3 AT, pearvpyoLmx C 1 4 /
I||_ OT/I0)XKEeHMe B ME3aHIMK, akTuBauusa .I'
,U,ereKTHHM |gA1 \ M3 knieToK- noBpexxaeHue kny6ouka
= 3) obpazoBaHue 6onblmx UK 1gG-1gAl, s

KJIMPEHC KOTOPbIX HapyLUeH

= 4) penoHunpoBaHve UK B Me3aHrumn n
3arycK NoYe4yHoOro NoBpexaeHns

"] Mponudepauns
Mpoaykuus
MaTpukca
LIMTOKMHBI
®akTopb! pocTa

3 "™ Mes knetkn
~ 1gAl
KOMMNJ1EeKCbl
AnbrepHaTrnBHas reopus — OTNOXeHne
[} [ l
Monekyn IgAl B Me3aHrmm (MHepTHble i I | umTokmmbl
fAeno3unTbl — Yy 15% 340p0oBbIX), K i
KOTOPbIM MO3AHEE NPUCOEANHAIOTCS
aHTU-rnmkaHoBble AT ¢ obpa3oBaHueM

WK in situ, VHULUUPYLLMX BOCNaneHve.

Suzuki, et al. JASN 2011; 22: 1795 " nopowss:

'mcronorna Ur'AH

= CM BapbupyeT oT no4t N A0 TsSHKenoro
HEKpOTU3UpYyoLero nonynyHHoro N nnu
roMepynockneposa

= Me3aHrnanbHas rmnepkneTo4yHoCTb 06bl4HO Anddy3Has
rnobanbHas; M.6 - oyaroBasi cermeHTapHas

= /O: IgA Aaeno3uTbl- rnaBHas OT/IMYUTENIbHasA
yepTta UFAH — NpucyTCTBYIOT B ME3AHIMNN U, B MEHbLLEN
CcTeneHn, BAONb NMeTesb Kanuinsapos

= 1gG n IgM conyTcTBytoT IgA B BONbLUMHCTBE Clly4aes

= C3 geno3nTtbl XxapakTepHbl (90%) 1 UMEKT Takoe
pacnpegeneHue Kak IgA

= OM: DNEKTPOHHO-M/IOTHbIE AENO3UThI, MPENMYLLIECTBEHHO
B Me3aHrmu
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Oxcdopackan knaccucpukaums (2009)

= OueHka 4YeTbipex NaTosornyecknx rnpouecca ans
- NPOrHO3MPOBaHMS! CKOPOCTU Pa3BUTUSI MOYEYHOMN
HepgocTaToyHocTu: MEST wikana
= Me3saHrnanbHas runepkieTo4Hocts (M: M0<0.5, M1> 0.5)
» CermeHTapHbIli rnomMepynocknepos (S: SO = absent, S1 =
present)
= JHAOTeNuanbHas rmnepkneToyHocTs (E: EO = absent, E1 =
present)
« TybynspHasi aTpodus/vHTepCTULIMANbHbIA hnbpos (T: TO <
25%, T1 = 26-50%, T2 > 50%)

= LLkana KoppenupyeT co CKOPOCTbO MNaAEHUSI MOYEYHOM
(yHKUMM (BbICTPOTOM NPOrpeccupoBaHms B
AONFOCPOYHOM aCMNeEKTE)
= HefoctaTok — He BKOYEHbI MOMynyHUs nnu
HEKPOTU3MPYIOLLNE MOBPEXAEHNSA
Cattran D et al. Kidney Int 2009; 76: 534-545

" Anroputm
[oka3saHHas 6uoncuen nepBuiHasa UFAH ) BepeHus UIFAH B

( Jl l 3aBUCUMMOCTHU OT
; ¥ : & Y  K/INHWYeCKOro
Huskun puck | CpeaHumn-BbICOKMI ‘ TeueHus
‘ CNB<0,5 rlcyr, | puck: CMB>0,5-1 rlcyT onn
CK®-N, AT -Her | ' +| CK® u/unu AT :
| ' }
ExerogHoe NoppepxuBarowas [ | Cneactsue
HabnoaeHne Tepanus - Makpo-
rematypum

; ! 1 |

CIMB >0,5-1 rlcyt, CK®- |

I
N/menneHHoe |, Ho >30- CK®<30-50 mn/mMmuH HC vinn BINrH Z:‘:HTZP)::::W
50 mn/muH - | 5
} I I
MopaepxuBatowan MoppepxuBatowan M M MyHO'
Tepanusi He MeHee Tepanusi, 6e3 UMMyHO-
3-6 mec cynpeccum (uck.BIMIH) | cynpeccus
L,
. ;
MopaepxuBatowan [ [o6aeutb KC, ecnu
Tepanusa npu CMNb<1 rlcyt CnB>1r/cyT unun ; . .
1 |CK® <30% 32 Gmec nporpeccis |CK® Floege J, Eitner F JASN 2011;22:1785
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Neyenve (KDIGO, 2012)

= UFAH n OINMN, accoumnpoBaHHbIM C
MaKporemartypuen
= [loBTOpHas 6Moncusi MoYKK, ecnmn yepes 5 aHen nocne

Hayana CHMXXEHUS NOYEeYHOM YHKUMM HE HAacTynaeT
ynyJlleHne

= [logaepxuBatowas Tepanus, ecnm npym éuoncun,
BbINO/IHEHHOWN BO BPEMS 3NN304a MaKporeMaTypuu,
MUMEIOTCA TOJMbKO rncTosnornyeckme npusHakm OKH ¢
3pUTPOLUUTAPHBIMU LMTMHAPAMW B MPOCBETE KaHANbLEB.

= UFAH nnm UTAB c OINN/BIMNTH ¢
NoONyJyHUSIMU

= [TpuMeHsTb cTeponabl 1 LI® no cxeme, aHanornyHom
cxeme neyenus AHLIA-BackynuToB

AHTN-T'BM 60ne3Hb
I
= Onpepenermne. AHTN-F'BEM 60ne3Hb — BaCKynuT,

g nopaxkatoLwmmn Kiyb0ouKOBbIE UM NTEFrOYHbIE KanUAnspbl,
Unu Te n Apyrne BMecTe, C Ageno3utamm ayto-AT K
6a3anbHoM MeMbpaHe. MopaXKxeHne nerkmx Bbi3blBaeT
KpoBOXapKaHbe, noyek - 'H ¢ Hekpo3amu 1 nonynyHUsMu
(CHCC2012).

*«AHTU-TBM 60ne3Hb» — KOHCEHCYC OTHOCUTENBHO HA3BaHUS AOCTUMHYT Npu
nepecMoTpe HOMEHKaTypbl

J. Jennette, R. Falk et al. 2012 Revised International Chapel Hill Consensus Conference
Nomenclature of Vasculitides. ARTHRITIS & RHEUMATISM Vol. 65, No.1, 2013, pp 1-11




AHTN-TBM 60N€E3HDb

AHTW-TBM 60Nn€e3HT — ayTOMMMyHHast

6onesHb B CBA3MN C obpa3oBaHMeM ayTo-

AT Kk Al Ha HeKon/1lareHoBOM JIOMeHe
(NC1) a3 uenu konnareHa IV Tuna.

2 HedpUTOreHHbIX 3NUTONA N3BECTHbI
Kak EA n EB.

AnuTomnbl 06LIYHO CrIPsITaHbI B
rekcamepe NC1 JOMEHOB U
06Ha)kaloTcs nocne Bo3AencTemns
TOKCMHOB (Hanp., Tabaka, NeTyunx
YFNEBOZIOPOAOB) UM MHEKLNN,
M3BECTHbIX KaK TPUITEPbI Pa3BUTUS
bonesHu.

leHeTuyeckne hakTopbl YHacTBYIOT B
pa3BuTum 6onesHun: HLA annenm DR15
n DR4 npeapacnonaratoT K 60ne3Hu, a
DR7 n DR1 - 3awiMLaloT OT pasBuUTuA

s i g, Cower

Cremms X

s s
CRTaWaWaAVaATAVAVE " |
e

Crwarmwora

F e H
mmorm 13
 RATAYAVAYAYATAVA
LAV AW e WaWaWaVaty ™
¥t
R T
™= ¥, ol & E.oaL

KonnareH 1V Tuna coctouT u3 6
ueneii (al —a6), koTopble
cobupatoTcst B TPOWHblE
crupanbHble KOH@Urypaumm —
npotoMepsl. Kaxxaas cnmpanb
COCTOWUT M3 3 JOMEHOB:

1) 7S pomeH Ha N-koHUe, 2)
KONnareHoBbli - B LEHTpe, 3)
HeKkonnareHoBbI AoMeH (NC1) Ha
C-koHue. NC1 1 7S foMeHbl
Cnupanen coeauHsoTcs, obpasys
ceTb.

S3anuTonsl EA and EB, BCTpOeHHbIe
BHYTpM NCI AoMeHa uenu a3
SBNSAOTCSH @HTUIEHHON MULLEHBIO
ans AT npu aHTn-FBM 6onesnu

areéHToM

YactoTa 1:1 M/IH HaceneHus B roj,
Pa3BuBaeTcs B ntoboM Bo3pacTe, MUK — 3-9 U 6-7 aekaapl
MHoraa npoBoumpyeTcs MHAEKLMEN NN TOKCUYECKUM

AHTH-TBM 60/1€3Hb

OCHOBHbl€ CUMINTOMbI — KPOBOXapKaHbe /1/in1

CBAA3aHbl C pa3BUTUEM noyeyHom HeaAoCTaTO4YHOCTH

KpoBoxapkaHbsi B OCHOBHOM 6bIBaeT y KypUbLLUNKOB,
celyac Habnogaetca B ~ 50%; Ha4ano C
KpOoBOXapKaHbs aCCoOLMMPYETCA C NyYLUNMM NCXOAO0M

(bonee paHHee BbISIBNEHMWE).

13



AHTH-TBM 60/1€3Hb

B pebrote- ocTpbii HehpUTUUECKUA CUHAPOM

Jsontoumns ot N cpyHkuumn ao nosissieHns OMM y
MOXKET COCTaBJ/IATb < 12 Y

Hauyano c onuroypum accoummpyeTcst C NIoXmM NCXOA0M
MpoTenHypus 0bbluHO <3 r/cyT

be3 neueHnsa aHtn-rbM 6osnesHb nouTn Bcerga
nporpeccupyet Ao TXIMH,

HO cMHTe3 aHTU-FBM AT BpeMeHHbI, YacTo [YIUTCH
<2 Mec.

OwnarHocruka aHtu-rbM 6onesHumn

AnarHo3 ycraHaB/INBaeTcs rpu
= BbisiBneHun AT (k a3NC1 gomeHy konnareHa 1V) B

LUMPKYNSLUUN M/m

= AaHHbIX Hecppobuoncum.
= VIMeeTca koppensaums Mexay TUTpoM aHTu-IbM AT u

TSHKECTbIO NMOYEYHOro NOPAXKEHUS; CTEMNEHb NOPAXEHUS
Nerkux He 3aBuUcuT oT TuTpa AT

= [lpyrue nokasartenu HecneumuyHbl
= 10 -15% nauuneHToB TakxXe Haxoaat AHLIA AT

HanpasneHHble npotne MIO (3Ta noarpynna 60/bHbIX
¢ AHLIA -accoummnpoBaHHbIM BapMaHTOM MMEET Ha
YAVBIEHNE XOPOLUNIA NMPOTrHO3 MpU NTIEYEHNN)

= Rg nerkmx —N unm anbBeosnipHOE 3aTEHEHNE

(Npr3HaKKN NOSIBASIIOTCS U Mcde3atoT bbICTpee, YeM npu
NHbeKUnn)

14



MmcTonorunsa

®okanbHbIN HeKpoTU3Mpyowmn M
C obpa3oBaHMEM MONYTYHWUN,
COCTOSILLMX M3 MApUETANIBHOIO
anuTenusa n Makpodaros, 3aTeM
(p1OPO3HBIX.

OTnnumnTenbHasa yepTa: Bce
MONYNYHUS HA OJHOW CTaauM
3BONIOLMM — (B3PbIBHOM XapaKTep
6onesHun)

JIHelHoe cBeveHne AT HaxoasT y

Bcex 60MbHbIX, He 3aBUCUMO OT : -
TAXKECTU AHTU-TBM 60n€e3Hb. CM:

AT noutv Bceraa IgG, Ho B 1/3 Monynyme co caasnenmem
cocyaumcTtoro knybouka (Schiff,

cnyyaes IgA (unm IgM). X200).

JlnHelHble C3 - 60-70% N®. NnHeiiHoe cBeyeHme
'BM, BbisiBnsiowee 1gG
(x400).

AHTH-TBM 60/1€3Hb

NMporHo3 N1oxou, ecin

= B HedpobuonTaTe >50% (PUOPO3HBLIX NONYNYHUNA,
= SCr >0,44-0,52 mMonb/n,

= Onuroypus B aebtote nnu notpebHocts B O]

= [1py HannuMm 3TNX pakTopoB BONBLUMHCTBO HUKOrAA He
BOCCTaHaBnMBatoT yHKUuio npun Tepanum KC un
nnasadepesom.

15



OnddepeHumnanbHbIi AUArHoO3

bonesHu, npotekarowme ¢ OMM u ocTpoii 1IerouHou
HEe[O0CTaTOYHOCTbIO

= OTek nerkux, BTopnuHbIi Kk OMMM nto6oi apyroit 3TMoniormm
= Tsbkenas CH c nerouyHoi runonepdysnen u neroYHbIM 0TEKOM

= Tsbkenas nHeBMOHMSA (Hanp., Legionello) , accoummpoBaHHas ¢ OTH

= CucremHble Backynutbl- [TIA, MIMA, YCC

= BTopuuHble Backynutbl — CKB, PA, BexyeTa, KprornobynmHemmm
= [oYeyHbIi BEHO3HbIM TpOM603 ¢ TIJIA

= OTpasneHue repbuumaamm

= TpoMboTuyecKkast MMKpoaHr1onaTtust (reMoIMTUKO-YPEMUYECKHI
CMHAPOM) C OCTPbIM JIEFOYHLIM CUHAPOMOM.

= BbigBneHue aHTn-NBM AT penaet aMarHo3 oYeHb BEPOSTHLIM, HO
nX Takxke HaxoadaT y Hebonblon yactm 60nbHbIX ¢ AHLIA-AB

= Kynutamu

= !l B 60onblIMHCTBE nabopaTopuii onpeaenstot aHTu-NM AT Tonbko

knacca IgG — 3HadeHne 6Gmoncum ewle 6onblue Bo3pacTtaT

JleyeHue aHTU-FrbM INH (KDIGO, 2012)

L+ KC + nnasmacepes (e/aAHEBHO B TeueHue 14
AHEeW UK [o Tex nop, noka AT He UCUYE3HYT)

HckrroueHue:
= [Inanuns-3aBucnMbie NaLmMeHTbl HA MOMEHT ANAarHo3a,

= 100% nonynyHun n 6e3 NeroyYHbIX KPOBOTEYEHMN.

16



AHLIA accouumpoBaHHbiv H

I LT gy e L \qllr;
‘ ;:griw’-'" = {‘“- A%

" = HekpoTuaunpyrowmn

P e e T
nonynyHHoin M'H 6e3 }
WMMYHHbIX AEen03uUTOB,
no3AHee Ha3BaHHbIN Naycu-
UMMYHHbIM H onucaH B 1979,

[ neKa,qoﬁ MO3>XE BbidBJ/IEHA €ro CM: TTIA. ManouMMyHHBI
cBs3b C AH Ll,A, HeKpoTM3MpyroWwmin M ¢
KNETOYHbIM MOYyHUEM CBSI3U
HanpaBJIEHHbIMU K C MHOXECTBEHHbBIMM pa3pblBamMu
Muenonepokcnaase (MMO) u B TBM (cpbpuHonareIA
HeKpo3). YuacTok
npotenHase-3 (MP3). HenopaxeHHOro cermMeHTa
knybouka (Ha ~5 yac)
Moka3sblBaEeT OTCYTCTBUE

nponugepaumm nnmn UK

3aboneBaHus, cBa3aHHble ¢ AHLIA 1 pokanbHbIM
HEKPOTU3NPYLLUMM W/UNKN NONYAYHHbIM TH —
| AHLA- accoumnpoBaHHble BacKy/uUThl
.

| i e [paHyneMaTos C nosnaHrMmToM
v (BereHepa) (IMIA),

o MUKPOCKOMUYECKMI NOSTUAHINN
(MNA)

¢ 303MHOMWNbHbIN rPaHYIEMATO3
¢ nonnanrmmtoM (Yapra-Crpocc)
(3rMNA)

= HekpoTuanpytowmiA BackymT ¢ HEGOSbLLNM KONIMYECTBOM U/
OTCYTCTBMEM MMMYHHBbIX AENO3MTOB, MPENMYLLECTBEHHO NMOPAXKAOLLMIM
Menkue cocyapbl (Kanunnsapbl, BEHYsbl, apTepUosibl U MENKue apTepun),
ACCOLMMNPOBaHHBIV ¢ aHTU-MIMO AHLA nnm aHTr-MP3 AHLIA.

= Y yactu naumeHToB (10-20 %) AHLA He BbIsSIBNAOTCS.

Jennette, Falk at al. 2012 Revised International Chapel Hill Consensus Conference
Nomenclature of Vasculitides. ARTHRITIS & RHEUMATISM Vol. 65, No.1, pp 1-11
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Van Timmeren, Heeringa. Curr Opin Rheumatol 2012; 24: 8-14.)
Xing et al. J Clin Immunol 29: 282-291, 2009

LinTokuHbl (MHeKLus)

npanMupyoT HeUTpousbl 1
AKTMBUPYIOT aZre3unHbl Ha
HeWTpodmnax u aHgoTenum

B HelTpocunax - nepemelLeHme

LMTONNasMaTUYECKUX rpaHyn
Ha KJIETOYHYIO MOBEPXHOCTD,
rae AHLIA cBs3bIBaloTCS C
MMO, NP3, BbI3bIBas
«[blXaTeNbHbIN B3PbIB» C
BbICBOHOXKAEHNEM NpoTeas u
OKCUAQHTOB

AkTUBauuns HeUTpocunos

TaKxKe nHayuupyer
BbICBO6OXKAEHME
nponepauHa (P) n
¢dakTopa B (B) c
aKTuBauuen KOMNJieMeHTa
Mo anbTepHaTUBHOMY

nyTu.

l'eHepaums C5a ycuinBaeT

BOCMaNUTENbHbIN OTBET -
[OMONHUTENbHOE
npueneyeHue L n nx
npavimmpoBaHue ans AHLIA-
0MocpeioBaHHOW aKTVBaLMK

AHLA accoymmnpoBaHHbie TH

= Kaxabli U3 BacKynToB
UMeEeT CBOW YHUKAsIbHble
yepThbl; KnaccnUKaLNOHHbIE
KpUTEPUN AaHbl B
Knaccndukaumm

= B TO )e BpeMsa MHOro
nepekpecTHbIX CUMNTOMOB

= [laumeHTtbl ¢ AAB moryTt
nMeTb Niobble AT.

= CyLllecTBeHHO, 4YTO KakK
rpynna oHu nevaTcs
OAVHAKOBO

MaumeHTsl ¢ AAB MoryT
NUMeTb Ntobble AT, HO aHTK-
NP3 yalle y naunMeHToB C
ITIA (BereHnepa) , aHTn-MIMO
AT - yawe npu MMNA nnu
JIMA (Yapra-Crpocc)

18



AnarHoctuka AAB

= Knuuuka OMNMN vnu BINIrH
= BHenouyeuyHble NPOSABNIEHMS BaCKy/mMTa
= AHTM-MMNO-AHLA 1 autTn-rnP3-AHLUA
- yyBCTBUTENLHOCTL AHLIA — 80%
- cneundunyHoOCTb — 89%
JloxHo (+) - 14%,
JloxHo (-) — 16%
B 10-20% cny4aeB ManouMMMyHHbIX H, aHTU-MIMO u aHTn-NP3 He
BbISIBNIAIOTCS

OTn pe3ynbTaTbl NpefocTeperatoT OT UCMOJIb30BaHWe OAHOro TecTa
Ha AHLIA ans nocTaHOBKW AnarHosa

Hedpobuoncusa vmeet BaxxHellLee 3HaYeHWe Ana anbanarHosa,
Ans NporHo3a

= B TO e BpeMs, B ciiyyasx KnvHukn BIMH, neroyHo-noyevHoro
cuHapoMa (Tem 6onee npy AHLIA (+) Hauano Tepanuu € nynbca
M1 He AO/MKHO OTKIAALIBATLCSA A0 MOSTyYEeHUS pe3ynbTaToB
6uoncun

Knaccudpmkauma Berden/EUVAS (2010)

= NpeanoXeHa ANs OLUEHKM NPOrHO3a B MOMEHT
YCTaQHOBNIEHNS AMArHO3a,

= OCHOBAaHa Ha narosiorumn Kyb604KoB,
oueHnsaemou ripu CM.

Knaccel TH:

= OoKanbHbIN: =50% HOpPManbHbIX KNy60ouKOB,

= [MonynyHHbIM: 250% KNETOYHbIX MONYNYHUN,

= CMewwaHHbIN: KOMbMHaumsa <50% HOpMasibHbIX

KNyboukoB, <50% C KNIeTOYHbLIMW NONYTYHUSMMU,
<50% NONHOCTbIO CKIEPO3UPOBAHHbIX.

= CknepoTunyeckuii: = 50% MOMHOCTbIO

CK/1epO31POBAHHbIX KITyH6OUKOB.
E. Berden et al. J Am Soc Nephrol 21: 1628-1636, 2010
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OnddepeHumnanbHbIi AUArHoO3

= Mexay dopmamun AAB (TTIA, MNA, 3IMA)

= KpunornobynnHemmuyeckunii BacCKymT

= HCV-, HBV-accoumMMpoBaHHble

= WrAB (FeHoxa-LLeHnsiiHa)

= AHTU-TBM 60ne3Hb (—20% uMmeloT conyTcTBytowme AHLIA)
= CKB

= [pyrue dopmbl BINMH,

= TpoMbBOTUYECKas MUKpOAHrMonaTus

= WccneposaHus Ha AHLIA, aHTU-TBM, KpnornobynmHbl, TeCTbl Ha
HCV, HBV, AHA, ypoBeHb KOMMJIEMEHTa

= [IpsamMas N® cocyaos B KOXHO-MbILLEYHOM NTOCKYTE Mn
HedpobuonTaTte: JoMUHMPYOLWMe Aeno3nTbl IgA- npu UTAB; 1gG 1
IgM feno3uTbl - KpUOrnobyIMHEMUYECKOM,
6cyTcTBMEe/MMHMManbHoe — npn AAB

PexxumMbl neyeHns AAB ¢ HekpoTusupyowmm N'H (KDIGO, 2012)

MpenapaTt Cnoco6 | HavanbHas posa
BBEAEHUS
Lnknodocdamuma | B/ 0,75 Mr/M2 ka)xable 3-4 Hef.

0,5 Mr/m2, ecnu Bo3pact >60 net unn CKO
<20 MN/MWH/1,73 M2

wm
15 mr/kr kaxable 2 Hea NQ 3, 3aTeMm 15
MI/KF Kakable 3 Hef B TeYEeHUe 3 Mec.
YMeHblUeHWe A03bl B 3aBUCUMOCTU OT
Bo3pacta unun pCKoO

Unknodochamng | BHyTpb 1-2 Mmr/Kkr/cyT,

KopTukoctepouasl | B/B lynbcbl MeTUNpeaHn3ooHa no 500 Mr
€/[HEeBHO B TeyeHune 3 JHeun

KopTukocteponab! | BHYyTpb MpeaHwn3onoH 1 Mr/Kkr/cyT B TeueHue 4 Hefl
(Makc. 60 Mr), MOCTeNeHHO CHUXaTb 403y B
TeyeHune 3- Mec

Putykcumab B/B 37,5 Mr/M2 e/HenensHo, 4 BBEAEHUS

Mna3smadepes 0O6beM 3amelleHns 60 mn/kr; N© 7 u/peHb
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lpoBegeHne nnasmagpepesa
PEKOMEHAOBAHO NnayneHTam
i = Tpebyownm amanusa, u
m C 6bICTpO HapacTatowmm sCr. (1C)

m C LI,Md)d)YBHbIMM JIErO4HbIMMN KPOBOTEHEHUAMU.

= MauMeHTaM C nepekpecTHbIM CUHAPOMOM -
coyeTaHmeMm AHLIA-BackynHTa 1 aHTu-I'bM M'H

n OTMeHsaTb Tepanuio DA yepe3 3 mec y
nayneHToB

= OCTaKOLMXCSH ANann3-3aBUCUMbIMU N He
MMEIOLNX BHEMOYEYUHbIX MPOSIBNEHNI
3abonesaHus. (20)

BosiuaHOuYHbIN HedhpuT (BH)

i = Y 30-50% pguarHo3 CKB yctaHaBnusaeTcs
BNepBble NPU KIIMHUYECKUX nposaBneHnsax MNH

= pa3BUTUE OCTPOro HehpuTUYECKOro
CUMHAPOMA - CMEKTP remaTypuu,
NPOTENHYPUUN, TUNEPTEH3UN N NOYEYHON
HeAOCTaTOYHOCTU - TUMNYHO ANS NAUMEHTOB C
BH 111-1V knaccos
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NMNatToreHes

AyTOMMMYHHbIE NPOLECCHI, NexallmMe B OCHOBE
CKB MHTEHCMBHO 13y4aloTCs

Hanbosee xopoLuo ycTaHOB/IEHHbBIE UMMYHHbIE
HapyLieHrns ripy CKB :

= MOTEPS TONEPAHTHOCTU MHOXECTBY
cobcTBEHHbIX AT,

= B KneTtoyHas runeppeakTMBHOCTb C
rmnepnpoaykumen ayto-AT,

= JedekTHas T KNeTouYHasi perynsaumsi.

= OCHOBHas ceposiornyeckas 0cCo6eHHOCTb
CKB - npucyrtcreue antu-dsflHK B
CbIBOPOTKE M B KJZ1Iyboukax

_ MaToreHe
; e ey AenoxuunposBanunsa LUK, aktueupyrowmnx
|2"':"' KOMMJIEMEHT c 06pa3oBaHMeM: 1) XeMOKHHOB,
ﬁw nHbunbTpaumeit neiikountammn (knacc 111-1V)

[lecbekTbl anonTo3a 1 HeCBOEBPEMEHHOE yaaneHne
arnonTo3HbIX TeN — OCHOBHAs NMPUYMHA NOSIBNEHUS
AHA npu CKB

;‘h npucytcrBytoT npu BH. [lecbekTuBHbIN anonTos -
& ¥ : ; O6pazosaHye HEKpO3 M BbICBO60)XAEHNE HYKJ1IEOCOM U3
# g’ ¥ MMMYHHBIX anonTo3HbIX Ten, o6ecneunBas pocryn k AMNK
! 2 = éeKIE;OWTOB neu (AeHAPUTHDBIM) M BbIXOA B LIUPKYIALMIO.
Fl e Hykneocombl cnoco6Hbl cBsizbiBaTbhesi € TLR (K n
= ) ‘ A)'E KNYy604KOBbBIX KJ1€TKaxX) U B CBA3M C
- nepeKpecTHoli MUMMKpPHEN C MHGEKLMOHHbIMU
% ; CTPYKTYpaMM MPUBECTU K NOTEpPe TOJIEPaHTHOCTHU
2 .-\.-}

nnan 2) MAK (knacc V).

AKTMBauus anbTepHaTMBHOro nytu npn CKB
MMeeT 6onbluee NoBpexaalollee aeicreme
O6pasoBaHnem UK in sity :

1) nepekpecTHble peakumn cy6kioHoB aHTu-AHK
AT c mectHbiMK 6enkamu (FTBM-naMuHuH,
aKTUHWH; M3—aHeKCHH)

2) cesisbiBaHua aHTM-AHK c AIHK B cocTtaBe
HEKPOTMYECKUX HYK/IEOCOM, OCEBLUUX paHee

LiMpkynupyiowme HyK/1€0CoMbl B U306Mnnn

Dieker n ap. NDN 2004, 19:282

Krishnan un ap. K idney Int 2012; 8: 2:
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AnarHocTumka

= OCTpbI¥ He(PpUTHUUYECKNIA CUHAPOM, HEPEAKO

(—50%) ¢ npoTenHypuen HeppoTUYECKOrO YPOBHS

= AHTM-dsOHK AT (HaunydwmMm obpa3om KoppenupytoT

C HannumeM MH; apyrune ayto-AT He cneumduyHbl 1nu
He KoppenupytoT ¢ BH)

= MMnokoMnneMeHtTeMmusa HabnwaaeTcs npu oCTpoM B

BH B 70-90%; nageHWe KOMMAEMEHTa MOXET CNY>XUTb
CUrHanoMm obocTpeHus.

= Hedpobuoncusa — metog ans naeHTndunkaumm

Mopdonornyeckoro sapnaHTa BH 1 nporHosa

=  Mopdonornyeckas knaccudukaumsa ISN/RPS 2003 r xopoLlo

KOppenupyeT C KIMHUYECKMMM NPOosiBNieHMaMM, obecneunsaet
MPOrHOCTMYECKY0 MHopMaLmnio U popMUpyeT OCHOBY ANs
pPEKOMEHIALIMI MO NIEYEHWIO.

Knaccupmkaums sonyaHouHoro Hepputa (ISN/RPS, 2003

I MWHUManbHbIN HopManbHasi FTMCTONOrUs, Me3aHr1asnbHbIe LB

KNacc | Me3aHrmanbHbI fdeno3utbl (MO, M)

I Me3aHruanbHbIi Mponudepaums Me3aHrmasnbHbIX KNeToK,

Knacc nponM(bepaTM BHbI/ | PaCLlLMPEHUE MAaTpUKCa

Il dokanbHbIn MH doKanbHbIN S3HAOKAMUISIPHBIN

Knacc 3KCTpakapunnspHas nponndepaums c
okanbHbIMK cy63aHAOTENMANBHBIMY
[leno3uTamMm 1 YMepeHHbIM pacliMpeHneM
Me3aHrus

v Ondady3Hbin AnddysHas sHAOKaNUANSPHbIA

Knacc | yecopu 3KCTpakapunspHas nponndepauus c
anddy3sHbIMKU CybaHAOTENMANBbHBIMM
LLernosutamMu 1 nepecTpomKon Me3aHrus

V MeM6paHO3HbIN YTonweHve MM, anddyzHole

Knacc | yecopu cybanuTenuanbHble A4eno3uTbl; MPU3HAKK
MOrYT MPUCYTCTBOBATb OAHOBPEMEHHO C
npu3Hakamu knacca 1 unm IV (cMellaHHbIN
MeM6paHO3HbIN 1 NponndepaTUBHBbIN)

Vi Ckneposupytolmii | FnobanbHein cknepo3s (>90 kny6o4KoB)

Knacc Heq)pwr
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111 — 1V knaccbl BH

= CM:

= Knacc 111 - okanbHble n3MeHeHns ¢
nponudepaumen M ckieposoM, 4acto
cerMeHTapHble; TeueHue BaprabenbHoe
MoBbiweHne sCr - 25% BO/bHbIX.

= Knacc IV — rnobanbHble anddy3Hble
nponudepaTnBHbIE U3MEHEHMS C
BOB/ieYeHneM 60bLIMHCTBA Kybo4KOB.

= NO: Jeno3nTbl 3-x knaccos 1g: 1gG, 1gA,
IgM, a Takxe C3, Clq

= [laumeHTsbl IV KNacca 4acto MMetoT
BbICOKMIA TUTP aHTU-AHK AT,
MMNOKOMMIEMEHTEMUIO, OCTPbIN
HedpUTUYECKMIA CUHAPOM; Y 50%
NpoTENHYpUs HePOTUYECKOrO YPOBHS.
MauneHTbl C NONYNYHUAMU 4acTo UMEIOT
KNnHKUKY BIMMH

e

AR ALY
) Y AN Ty
g ! T._i.i‘&-'» AR

o iy

A ran |
[+ Xl ¥,
CM: MponucepaTusHsbiii BH knacc 111/1V,
XapaKTep13yeTcs SHAOKANUANISIPHOM
nponudepauyeit, kotopasi M.6. NpUBECTU K

CerMeHTapHOMy HEKPO3Y — pesynbTaTy
Ccy63HAOTENMANBHOrO AEMOHMpoBaHUs UK.

Nd: MaccuBHble, 6ecnopsifioyHble
£enosuThl B M3 1 kanunnsipax.

[Aeno3nTbl 3-x knaccos Ig: 1gG, 1gA,
1gM, a Takke C3, C1

f A

3M. CybaHaoTenuanbHble, MacCUBHbIE
nenosuTbl MK

ABF/Vanderbilt_Collection.

Pe)>xuMbl MHUUManbHOM Tepanuu BH knacc 11171V

(EULAR/ERA-EDTA, 2012)

MNpenapat Cnoco6 | HadanbHas gosa

BBEAEHUS

Uunknodocdamng | B/B

0,5-1,0 r/M2 exxeMecsi4HO; CyMMapHas o3a 3
I B TeyeHue 3 Mec

MukodeHonaTa BHYTPb [Jo 3 r/cyT B TeueHue 2-6 Mec

mModeTmn

KopTukoctepouasl | B/

MeTtun-npeaHn3onoH 500-1000 Mr exxeHEBHO
B TeueHue 3 AHen

KopTukocteponab! | BHYyTpb MpeaHu3onoH 0,5 Mr/kr/cyT Ao

0,7-1 mr/kr/cyT (Tskensle dopMbl BH nnm
TSOKENble 3KCTpapeHasibHbIE NPOSIBIEHUS UMW,
ecnv B/B M HegocTyneH/NpoTUBOMOKA3aH)

Putykcumab B/B 375 Mr/M? exxeHeaenbHo, 4 BBEAEHUS
Mnasmadepes O6bem 3amelleHns 60 Mn/Kr; 7 npoueayp B

TeyeHue 14 gHeit (npwv BMNMH)
LmknocnopuH BHYTpPb

Hedponorua u avanuz. T.14, N°4 2012; ¢.206
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= Pe3ynbTathl uccnegoBaHua ALMS, camMoro KpyrnHoOro
nccnegosaHua BH, nokasanu, 4to yacrtoTa
6naronpusaTHLIX OTBETOB Ha 6-Mec Tepannito MM®
(uenesas po3a MmnkodeHonaTta Mmodetuna 3 r/cyT) un Lo
B/B (e)xeMecsiYHble «NynbCbl» B Ao3e 0,5-1 r/mM2)
cornocTraBuMma.

= PekomeHayloTcs HM3KKMe o3bl IO B/B (CyMMapHasi 4o3a
3 r B TeyeHne 3 Mecaues) B codeTaHum ¢ K (0,5
MI/Kr/CyT) B KayecTBe MHUUManbHoW Tepanum BH 111-1V
(V) knaccoB ans npeacraButenen 6enon packl

= [lobaBneHue putykcumaba k Tepanum KC+MMO/Ld
[AEKOHCTPUPYET CNOopHble pe3ynbTaThbl

Appel et al. J. Am. Soc. Nephrol. 2009. Vol. 20. P. 1103
M.Weidenbusch. Beyond the LUNAR trial. NDT (2013) 28: 106-111
Rovin B et al. LUNAR study. Arthritis Rheum 2012; 64: 1215-1226

MemM6paHo-nponudepaTUuBHbIN

iFH

= bonesHb Briepsble onvcaHa Rene Habib
B 1961, B 1965 — BbisIB/ieHa €e CBA3b C
HU3KWUM YPOBHEM KOMI/IEMEHTA

= MIIM'H gMarHoCcTMpyeTca Ha OCHOBaHUM
XapakTepHoOMU MOpPdO0rMYeCcKomn
KapTUHbI
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Mopdonorns MITH 2 <& 5 st s

el S P S e Y Ve
CM: RS e
1) Me3aHrnanbHas :‘f»"‘vs&’ e BN
nponudepaums ¢ A0bKOBON Fif:'f"*ﬂ-;}ﬁf-} '{a#‘-,jg
cerMeHTaumen knyboyka %’:‘:ﬁ:‘? _Iﬁ_ai"-‘-f; L
2) MesaHruanbHas OM uny6oua ¢ wesamrvaneioli
FMNEPKNETOYHOCTbHO. Bblpa)KeHHOe yTonuweHue
nHTEpno3numsa mMexay 'bM u crerox Ka“r;ﬂﬂ,m'i i
SHAOTENMNANBHBIMUKIETKAMM N g MP
(hopMUpYyET ABOIHOM KOHTYp piicorictosl j Fids
(«TpamBaiiHble nyTun») i ,,’;;

Db 3

3M BbISIBNSIET 3NEKTPOHHO MNIOTHBIE AEMO3UTbI B KanWINSPHOW CTEHKE U
pasnn4yHoe pacrnonoXXeHne Aeno3nToB, YTO ABISIETCA OCHOBAHUEM
knaccncukauumn MMrH:

I Tvn (cybaHpoTennanbHble 1 Me3aHrnanbHble 4eno3uTbl)

Il (BHyTpUMEMOpAHO3HbIE 3/1IEKTPOHHO NSIOTHBIE)

111 (cybaHaoTennanbHble U Me3aHruasnbHble U cybanuTenuansHbie).

MIIrH

1) NMepBUYHDbINA 2) BTOpUYHbIN
|
= MNpw nepBunyHbIX hopmax MIMMH MexaHU3M
6one3Hn cocpeaoToUeH BOKPYr HEHOPMasTbHOM
aKTMBaALUUKW KOMIMJIEMEHTAPHOro Kackaja
- MNP
M '—-,—'-11
| - |
no { Ig (+) ‘ ['9 ©) ‘
= _ I ===
L[ T o
D — = l—_]_—l -
I/IHdJEKLWI9|| /:zLOMMMYH OI'IYXOHM Pa3Hoe| [Sin;epynOHedeMT ;_nsgggzziorénC’THfI)i_
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BropuuHblie ¢popmbl MIIMH | TMNa

= VIHPEKUMOHHBIN 3HAOKApANT

= CKB

= [enatut C + KpuornobynmHemus

= CMellaHHas KpuornobynnHemms

= [enatut B

= PAK: nerkme, Mono4yHas »xenesa, npnaaTku

= Han6onee yacto npununHoin MIMIrH y
B3poC/ibiX saBnserca renatut C

= MINIMH | Tna Ha cdoHe kpnornobynnHemun |l
TMna - npeobnagatowmnn sapmaHt MM npu
HCV-nHpekuun

‘

~= Backynut ¢

KpuornobynuHemuueckmm
BackynuTt (KB)

KpMOrno6ynMHeEMUYECKUMU
AEno3nTamm, NopaXkatoLmm
MEJIKMe Cocyabl
(NpenMMyLLLECTBEHHO Kanunnspsbl,

BEHY/Ibl, apTEPUOsbl) U Tpuana Menstuepa
CBA3aHHbIN C KpVIOFJ'IO6y1'IVIHaMVI « Nanbnupyemas nypnypa,
B CbiBOpOTKE. O6bIYHO * aptpanruu,

BOBJIEKAIOTCA KOXa, Kiybouku, ° cnadocte

FnomepynoHedpunt (—30%6)
nepupepn-eckne Hepabl pa3BMBAETCS MOC/E AMTENBHOMO

(CHCC2012). nepvopa HCV-uHdekumm, B
cpeaHeM uepes 4 roga nocne
BO3HMKHOBEHMS NEPBbIX NPU3HAKOB
BacKynuTa
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v

[MlaToreHe3 KB

= [NaBHbIM HepputToreHHbIM cumntaroT HCV E2 npoTeunH,
KoTopbI HaxogAaT B coctaBe LINMK n kny6o4koBbIx
Aenosurtax

= 1gG3 AT, HanpaBsrneHHble npotus HCV E2, moryT
BbI3bIBaTb NPOAYKUUIO B KrneTkamm MOHOKNOHamNbHbIX
IgMk AT (P®) k nonuknoHansHomy aHTn-HCV IgG

= CnocobHble npeumnuTMpoBaTh arperaTol IgG, IgM,
BUPYCHble 6enKn/HyknenHosble KNCnoTbl n Clq
06pasyoT Me3aHrmanbHble 1 cybaHaoTenManbHble
WMMYHHbIE 4en03uThl, BbI3biBAOT akTUBaL IO
KoMnnemeHTa, B 60nbLUern CTENEeHN No Krnaccuyeckomy
nyTu.

Kpnorno6ynnHemmvyeckmnun rH

i n Y 20-25% Habnopaetcs

peunansupytoulee teyeHue N'H ¢
3Nn304aMn OCTPoHeMPUTNYECKOIO
cuHapoma mnun HC (obbI4HO coBnagaet C
060CTpeHMAMM BacKynuTa)
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Mopdcdonorusa

I
= BHyTprkanunnsipHole «TpomM6bbIx» {,}Jr,r
" 3 203MHOGUILHOrO MaTepuana — =, & ; b
npeumnuTathl UK nnu ST e
KpUOrnobynvMHOB; W

= [MNepKneTo4yHOCTb KIybo4yKoB
W13-3a MaCCMBHOW UHGUNLTpauumn 4 e
F.O. MOHOHYKﬂeapaMM, a TaK)Ke N mnrx. [1BOViHbIE KOHTYpbl MeM6paH.

BHyTpuKanunnsipHble Aeno3nTbl BLIMSAAT Kak

HeVITpOd)VIJ'IaMVI MUKPOTPOMObL.

e BblpaxeHHoe yaBoeHue 1 yTonweHne bMK Bcneacrteme
nepudepunyeckon MHTepnosuumn Ms

e Backynut apTepuin Mefnkoro u cpeaHero kanubpa c
y4yacTkamu MbpUHONAHOMO HEKPO3a M MOHOLIMTAPHOMN
NHPUNbTPaALMEN CTEHKM

MUmmyHodnoopecueHUUn
» IrpaHynﬂprle AEeno3uThbl
C3,1gGunigMBM3 1B
nepucgpepmnuecknx neTnax
Kanwisapos

= NMNoaobHbIe Mopdonornyeckne " "
. Aeno3nTbl B VI3, B neTnsax
U3MEHEHUSA M-BMﬂeTb an Kanwﬁnnpos (aHTn-1gGx400)
NH(EKLMOHHOM 3HAOKapauTe,
LWYHT-HedpuTe

|
|

SR O By I B P

Ud: genosutbl B M3, B
neTnsx KanunnspoB aHTU-

IgM x200)
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Kpurepum gnarHosa

MIMIrH + HCV-undexkumusa + npusHakm CKI

Y 60/bLUMHCTBA B CbIBOPOTKE KPOBM M KpUOMpeumnuTaTax Mapkepbi
HCV (AT K HCV 1 HCV-PHK);

KpuornobynuHel BbisBASOT y 50-70% 60nbHbIX (> 100 MKr/Mn);

Bbicokuit (> 5%) ypoBeHb Kp1OKpUTa (MOXXET BapbMpoBaTb OT 2%
[0 70% Yy 1-ro unu pasHbix 60MbHbIX)

MoHoKMoHanbHbIN PO (IgMK) — oTnnunTenbHas yepTta
kpuornobynnmHemunyeckoro N’

AnekTpodopes 1 MMMyHodMKcauus BbiSBastoT 11 Tun CKI

CHukeHue ypoBHS KoMnoHeHToB C B kpoBu (0cobeHHo C4, CH50;
C3-N);

B Moue 4acTo BLISABMSAIOT K-erkue uenm

JNleyeHnue (KDIGO, 2012)
T1Ipn npm3HaKax oCTPOHE@PHUTHYECKOIro CHHAPOMA:
= nna3Madepes,
= PUTYKUCMaAb, wim

= Umknodochamupg + metun-
npeAHU30/1I0HOM B/B + CONYTCTBYHOLas
NPOTUBOBUPYCHas Tepanus. (2D)
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MMMyHOCynpeccMBHas Tepanus

1. HaunHaloT ¢ Kpno- wim riasmadepesa (3 ceaHca/Heg,
6-7 ceaHCOB) C LUenblo yaaneHus usbbitka KI', MeamaTopos
BOCMANEHUS U yIyULIEHNS MUKPOLIMPKYISLIMK.

2. OgHoBpeMeHHO Ha3sHa4yatoT 'KC n umtocTtaTmkm:

= MeTunnpenHmM3osioH B/B KanenbHo 500- 1000 mr 1 p/cyT,
2—3 cyT wm

. MpepHn3anoH B/B kanensHo 500—1000 mr 1 p/cyT, 2—3
cyT

. Luxnodcdochammp /B kanenbHo 10— 25 mr/kr (600—1000
Mr) B 200 mn 0,9 % p-pa NaCl, ogHoKpaTHO B 1-e CyT nocne
ceaHca Kpuo- Unn nnasmadepesa unn BHyTpb 2—3 Mr/kr 1
p/cyT, 3—4 Mec.

[Ao3y LA cHmxaroT B 2 p npu sCr >0,35 MMosib/n (CK® <
50 Ms1/ MUH)

= CoyeTaHHyI0 Ny/IbC-TEPANuNI0 MOXHO NOBTOPATL Yepe3 3—4
Heaenu 40 KynupoBaHUs OCTPOHEMPUTUYECKOrO C-Ma Unu
HC.

i 3ak/o4eHme

= [IoMepynsipHble NOPaXXeHns NoYeK
COCTaB/ISAOT ~ 5 % B 06LLEN CTPYKTYype
OrM, ogHako mx

= Pacno3HaBaHMe n agekBaTHOE NieYyeHme
UMEIOT BaXXHeNLee BNUgHME Ha ncxon
noyeyHoro 3aboneBaHns n
BbDKMBAEMOCTb
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Cnacunbo 3a BHMMaHue
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