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COKPALIEHUA

AT apTepuanbHasi THIIEPTEH3US

A/l aprepuanbHO€E JaBICHUE

BPA Giiokaropsl perientopoB anruoteHsuna Il
I'H rnomepynonedgput

n-All® uHrnOMTOPHI aHTHOTEH3UHITPEeBpamtaromero gepmerara M3IIT'H
ME3aHTUOTIPOIU(EPATUBHBIN TIIOMEpPYIOHEPPUT
HC nedporuueckuii cuHapom

OIIH ocTtpast moueyHasi HEAOCTATOYHOCTD

ITY nporennypust

CK® ckopocTh Ki1yO0uKOBOM (huiIbTpanuu

TITH TepMmuHanbpHas no4yeyHasi HEAOCTATOYHOCTh
XBII xpoHndeckas 001€3Hb IMOYEK

XITH xpoHunyeckas noyeqyHasi He10CTaTOYHOCTh
IgA ummyHOTIIOOYIIMH A

KOJUPOBAHMUE 110 MEXIYHAPOJHOM KJIACCU®PUKAIIUU BOJIE3HEH 10-
MNEPECMOTPA (MKB-10)

Kiacc X1V: Bonesnu mouenonosoii cuctemsl biiok NOO-NO8: I'tomepyisipabie 6one3Hu

NOO.3 Octpsrii HehpuTHUeckuii cuHIPOM — AU dy3HBIH ME3aHTHAIBHBIN NponudepaTUBHBINA
TJIOMEPYJIOHEPPUT

NO1.3 Beictpornporpeccupyromuii HehpuTHUUeCKuilt CHHAPOM — AU Py3HbII Me3aHTUATbHBIN
nponrdepaTuBHBIN TIIOMEPYITOHEDPHUT

NO2.3 PermmauBupyromas u ycroitunbasi remMaTypus — 1udGy3Hbli Me3aHTHaIbHbII
npoaudepaTuBHbIN rIoMepyIoHehPUT

N03.3 Xponuueckuit HeppuTUUECKHIA CUHAPOM — AU y3HBINH Me3aHTHAIBHBINA PO epaTUBHBIN
rJIoMepysoHehpUT

NO04.3 HedpoTtrueckuit cunapoM — qudy3Hblii Me3aHTHaIbHbIN MpoiaudepaTUBHbIHN
rJIoMepysoHehPUT

N05.3 Hedputnueckuit CHHIpPOM HEyTOUHEHHBIN — M (y3HBINH Me3aHTHaTbHBIN
npoaudepaTuBHbIN rIoMepyIoHehPUT

N06.3 N3onupoBaHHast MPOTEUMHYPUS C YTOUHEHHBIM MOP(OIOrHYECKUM MTOPAKEHUEM —

¢ Gy3HBIM Me3aHTHANbHBIN Nposr(epaTUBHBIN TTTIOMEPYIOHEPPUT

NO7.3 HacneacrBenHast HehponaTusi, He KilacCU(PpULIMPOBaHHAS B APYTUX pyOpHKax — Tudy3HbIH
MeE3aHTHaJIbHBIN NposindepaTUBHBIN TIIOMEPYIOHEPPUT

BBEJEHUE

IgA-nedponarus (cunonumsl — |gA-HedpuT, Oone3ns bepxke, cuHdapuHruTHas rematrypus) —
MMMYHOKOM- IIJIEKCHBIH IIIOMepyIoHEe()PUT, XapaKTePH3YIOLIHICS MPEUMYIECTBEHHBIM
OTJIOKEHHEM B Me3aHriu UMMyHOTI00yiHa A (IgA), MpH KJIacCHYecKOM TEYSHUH —
Me3aHTHAIbHOH mponudeparuei.

IMUIAEMHUOJIOI' U

[Ipencrasnser co6oit HanboJIee pacIpoCTPaHEHHYIO (OPMY NTEPBUYHOTO (MAMOATHYECKOTO)
rnomepyinoHedputa (I'H) B Mupe: mo 1aHHbIM MOP(OJIOTHYECKUX PETUCTPOB, YacToTa IgA-
He(poIaTHH BapbHPYET B 3aBUCHMOCTH OT Teorpadudeckoro peruona, coctariss or 10-20% B
CHIA u EBpone, 1o 40-45% — B ctpanax Asuu [3-5]. [lo-Bunumomy, HCTHHHAS
pacnpoctpaneHHOCTh IgA-HedpomnaTuu BhIlIE, TaK KaK, C OJJHOW CTOPOHBI, HE BCEM MAIlMEHTaM C
XapaKTepHOW KIMHUYECKON KapTUHON 3a00JIeBaHUS BBIOIHAIOT OUOIICHIO TIOUKH, C IPYTOil —
npusHaku |gA-HepponaTun oOHapYXMBaAIOT B OMONTAaTaX MOYEK Y JIUI] 0€3 SIBHBIX KIMHHYECKUX
nposiBiicHUu# 3a0oneBanust [6,7]. IgA-HedponaTus yarie pa3BUBaeTCs y MPEICTaBUTEICH a3UaTCKON



U eBponeon1HoM packl [8]. OHa MOXKeT HaYMHATHCS B JIIOOOM BO3pacTe, OJHAKO MUK
3a00JIeBaeMOCTH IPUXOJUTCS HA BTOPOE U TpeThe AecstuieTus xu3nu [9,10]. Myx4nHbl
3a00JIeBalOT, B CPEIHEM, B 2 pa3a yaie, 4eM skeHIuHbL. |gA-aedponatus B 35-50% ciryuaes
PELUIMBUPYET B TPAHCIUIAHTATE; BEBDKMBACMOCTh TPAHCIUIAHTATA BBIIIE, YEM IIPH APYTUX OOJIE3HIX
noyek [11,12].

IMATOI'EHE3 IGA-HE®POIIATUN

Mexanusm passutus IgA-Hedponatuu — IMMYHOKOMILIEKCHBIN. [0 coBpeMeHHbIM
MPEJCTAaBICHUSAM, BEAYIIYIO POJIb UTPAIOT U3MEHEHUS CTPYKTYpPhI MoJieKyIbl IgA, 00ycioBieHHbIe
HapyILICHUEM IIPOLIECCOB €€ INIMKO3WIMPOBAHUS U TIOJTUMEPU3AIIMU U, KaK CIe/ICTBUE, HAPYILIEHUE
B3aMMOJICHCTBUS C OeKaMHu MaTpuKca, perentopamu K |gA Ha Me3aHTHATBHBIX M IPYTHX KIETKaX,
C KOMITOHEHTaMH CHCTEMbI KOMIUIEMEHTA. DTO MPUBOJIKT K JACHOHKPOBaHHIO mojuMepHoro IgAl B
ME3aHTUH, aKTHBAIH CUHTE3a KJIETKAMHU TTOYEK PA3IMYHBIX IIATOKHHOB U ()aKTOPOB POCTa C
PasBUTHEM XapaKTEPHBIX MOP(HOIOrnYecKux u3mMenenuii [13-15].

[IpenpacmonoxernHocTs k IgA-HehponaTuu MOKET OBITh 00YCIOBIICHA HOCUTEIIBCTBOM
OTpeieNIeHHBIX JIOKycoB cuctembl HLA, B yacTHOCTH, 1715t cCeMEMHBIX (POpPM UIEHTUDUIIUPOBAHBI
nokycel 6022-23 (IGAN1), 4926-31 (IGAN2) u 1791222 (IGAN3) [16,17]. YTouHsieTcs poib
JIPYTUX BO3MOKHBIX T€HOB-KaHM/IaTOB.

[TpoBorupyrommmMu GpakTopaMu SBISIOTCS WHPEKIIUA BEPXHUX M HIKHUX JBIXaTeIbHBIX MyTeH,
ocTpble UH(GEKIMOHHBIEC WM BUPYCHBIE TACTPOIHTEPUTHI, APyrue HHPEKInU, BakuuHaius, Y d-
o0ydcHHE.

KIIMHUYECKAS KAPTUHA

Knunnueckas kaptuna IgA-HedponaTiun pasHooOpa3Ha: MPOSBICHUS BAPbUPYIOT OT
U30JIMPOBAaHHOI OECCUMITTOMHON MHUKpOreMaTypuu 10 Obictponporpeccupyromiero 'H [18-21].
OcHoBHbIE KIMHUYecKHe nposiBieHus |gA-nedponaTuu:

* ['emaTypust — pa3HOii CTETIEHU BBIpaAXXKEHHOCTH (MuKporemarypus, B 40-50% ciyyaes
MaKporeMaTypHsi), MOXKeT ObITh U30JIMPOBaHHON U B coueTanuu ¢ [1Y, npu $a30Bo-KOHTpacTHOI
MUKPOCKOIIMU OCaJIKa MOYH BBISBIISIOTCS AUCMOP(QHBIE IPUTPOLIUTHL.

* [Iporennypust — 00b14HO HeOombinast (< 1 r/cyT), u3omupoBanHOl ObIBaeT peako. Bo3aMoxHO
pa3Butue BoipaxkeHHol I1Y ¢ popmupoBannem nedpporuueckoro cunapoma (HC) Ha pazHbix
ctanusax 6one3nu. HC BoisBnsieTcs Toibpko y 5% Bcex 60abpHBIX ¢ IgA-HedponarTueit, 6onee
XapaKTepeH /s IeTel U MOAPOCTKOB. BrIpa)keHHOCTh MPOTEUHYPUH ONPEAEISET MPOTHO3
3a00JIeBaHuUs.

» AprepuanbHas runeprensus (Al') — vamie Habo1aeTcs Mpy BEICOKOAKTUBHOM TeueHuu I'H B
COUYETaHHH C IPOTEUHYPHUEH U OCTPoil movyeuHoit HegocTaTouHocThIO (OITH) (B nebrote unu npu
obocTpeHnu HedpuTa), TAK)KE pa3BUBACTCS MPU HOPMUPOBAHUH HEPPOCKIEPO3a.

* OcTpas novyeyHas HeIOCTATOUYHOCTH (B COUETAHUU C OJIUTYpUeH, oTekamu U Al') MokeT
BO3HUKHYTh Ha JIt000i ctaguu IgA-Hedponatuu B pe3yabTaTe TSKEI0ro UMMYHHOTO TOBPEXACHUS
KIIyOOUKOB ¢ ()OPMHUPOBAHUEM TOTYIYHHI WM BCIECTBUE OKKITIO3UM KaHAIbIIEB SPUTPOLIUTAMHU.
* XpoHHnuecKas oueyHasi HeJOCTaTOYHOCTh Pa3BUBAETCS MPH JJIUTEIILHOM TEUEHUH 3a00J1eBaHMs B
OCHOBHOM Y MallMEHTOB C BBICOKUM pUCKOM IporpeccupoBanus XI'H.

* [ToBbiienue yposHs IgA (B OCHOBHOM MOJUMEPHBIX (POPM) B CHIBOPOTKE KPOBU OOHAPYKUBAETCS
y 35— 60% 60nbHBIX, KaK MPABUIIO, HE KOPPETUPYET C TAKECTHIO OOJIE3HH.

PaznuyaroT crnemyromue BapuaHThl KIIMHUYECKOTo TeueHus |gA-uedponarun:

1. Kitaccuueckuit ¢ MOBTOPHBIMHU 3MHU30aMU Makporemarypuu (cutpapunrutHas remarypus) (30—
50% GOIBHBIX):

* yalle pa3BUBAETCS Y MOJIOBIX JIUIL;

* XapaKTepHO OCTPOE HAYAJIO C JMU30/]a MAKPOTeMaTypuH, BO3HUKAET Ha oHE NHPEKIIMOHHOTO
3a00seBaHus (0OBIYHO PECITUPATOPHOM, PEeKE MOUYEBOM, KHIIIEYHON MH(MEKITMH U T.1I.)



OJTHOBPEMEHHO WJIH B NIEpBble 2—3 JHs OOJIC3HU U COXPAHSAETCS OT HECKOJIBKUX YacoB J10
HECKOJBKUX JHEH;

* BBISIBJISIETCS] MO4Ya OypOTO 1IBETA;

* MOT'YT OTME4aThCs 00U B MOSICHUYHON 00J1acTH;

* HAJIMYHE CT'YCTKOB KPOBU B MOY€E HE XapaKTEPHO;

* [IPY MUKPOCKOIMYECKOM HCCIIEIOBAHUN OCaJKa MOYN OOHAPYKUBAIOT TUCMOP(HBIE SPUTPOLUTSI,
SPUTPOLMTAPHBIE IMIUHAPHL;

* BeIsIBIsIeTCS ipoTennypus (I1Y);

* BO3MOKHO HapymeHne (yHKIMU MOYeK, KaK MpaBuiio, 00paTumMoe;

* OTMEYAeTCsl TPAaH3UTOPHAs apTepuanbHas runepronus (Al);

* B IPOMEKYTKAX MEXAY MHU301aMU MaKpOTeMaTypUu COXpaHSIEeTCs EePCUCTUPYIOIIAs
MHUKpPOIreMaTypHsl

WM HaOJII01aeTCs MOJIHAS HOPMaIM3alys aHAJTM30B MOYH (10 CIIEIYIOLIETO SMU30/1a).

2. beccumnromunbiit (y 30—40% GonbHBIX):

* yame pa3BuBaetcs y aui rnocie 40 jer;

* [Ip1 00CJIEJOBAHUY BBIABIISIOT IEPCUCTUPYIOLIYIO MUKpOreMaTyputo B couetanuu ¢ I1Y n/unu
AT

3. Atunuyssle GOpMbI IPOTEKAIOT ¢ KJIMHUYECKON KapTUHOM, B O0JIbIIEH CTENEHH CXOAHOM ¢
JIPYTUMH

BapUaHTaMHU INIOMEPYIISIPHOTO MOBPEXICHHsI — 00JI€3Hb MMHUMAJIbHBIX U3MeHeHui ¢ IgA-
JIENO3UTaMU B Me3aHTuH; ocTpoe nospexaenue nouyek (OI1IT), accounnpoBanHoe ¢ 3nu301aMu
MakporeMaTypuu; osictponporpeccupyroumuii I'H ¢ nonynynusmu u genosuramu IgA B Me3aHTHU.
Pexomenpanus 1. [luarnoctuka IgA-HepponaTuu 0a3upyercs Ha BbISIBJICHUN CHELU(PUIECKIX
M3MEHEHUH Py MOP(OIOrHYecKoM ucciaeoBaHuu Tkanu nodku. (HI')

Mopdonoruueckue kputepuu IgA-HepponaTun

ITpu cBETOBOI MUKPOCKOMHMH CHEKTP MOP(OIOrMUECKHX U3MEHEHUH IIUPOKUI U BapbUpyeT, B TOM
qucIie, B OMONTaTax OTICIBHOrO maruenTa [22]:

* XapaKTepHbI ouaroBas Wiy aud¢ys3Has Me3aHTHanbHas nposirdepanus ¢ paclimpeHueM
BHEKJIETOYHOT'O MAaTPHUKCA;

* BO3MOJKHBI PA3JIMYHOM CTENEHN BBIPA)KEHHOCTH MHTPA- UM SKCTPAKANMIUIPHAs Ipoudeparus;
* BO3MOXHBI CETMEHTapHbIN HEKPO3 KaMUIIPOB KIyOouka u oOpa3oBaHKE MOITYITyHUI;

* Ha MO3JHUX CTAJHIX OOJIE3HN OTMEYaeTCsl HHTEPCTUIHATIbHBIN (prOpo3, aHrMOCKIEepO3, aTpous
KaHAaJIbLIEB.

NmmyHODIII0OpECIIeHTHOE UCCIIeI0BaHUE — OCHOBA JuarHoctuku |IgA-nedponatun. BeisBistoT
neno3utsl IgA (dacto B couetanuu ¢ aenosuramu IgM n/wmu 1gG) B Me3aHTHH U KaMILTSIPHBIX
CTEHKax KI1yOouKoB. [Io 1aHHBIM pa3IyUHBIX LIEHTPOB, YACTOTA BBISIBICHUS U30JIMPOBAHHBIX
neno3utoB IgA xonebnercs ot 0 g0 85%. [TouTtn Bceraa oOHapy)kuUBarOT Jeno3uTsl C3, pexe C4;
Hasmyue aeno3utoB C1lq He XapaKkTepHO.

[Ipu 37€KTPOHHON MUKPOCKOTIMH XapaKTePHBI OTIIOKEHUS AMEKTPOHHO-TUIOTHOTO MaTepuana B
ME3aHTUH, PeXe CYOIHIOTENNANIBHO UIIH CYOANUTENNAIBHO, COOTBETCTBYIOIINE UMMYHHBIM
KOMIUIEKCaM, OIpeesie- MbIM TP UMMYHO(IIFOOPECIIEHTHON MUKPOCKOIHH.

JNOOPEPEHLHUAJBHASA TUATHOCTUKA

Pexomennanus 2. Jluarnos nepsuyHoit IgA-HedponaTuu gokeH 6a3upoBaThCs Ha UCKIIOYEHUT
BTOPUYHOTO XapakTtepa 3adoneanus. (HI')

IgA-HedponaTHio MOXKHO 3aM0A03PUTh HA OCHOBAHUH XapaKTEPHOM KIMHUYECKONW KapTHUHBI:
HaJIM4Yue 3MHU30]10B «CUH(APUHTUTHOW» reMaTypuu W/WIH MEPCUCTUPYIOLEH MUKPOreMaTypHUH B
coueTanui ¢ [TV pa3nuyHOil CTENEHN BBIPAKEHHOCTH U NOBBIIIEHHBIM YpOBHEM IJA B KpoBH.
HeoOxonuMm TiiarenbHbIN cOOp aHaMHe3a, KOMIUIEKCHAs OIL[EHKa Pe3y/IbTaTOB KIMHUYECKOTO,
71a00paTOPHOTO U MHCTPYMEHTAIBHOTO 00CIEIOBAHMS IS HCKITIOUEHHS BTOPUYHBIX TpuduH |gA-
Hedponatuu. [1pu BTopuunoit popme IgA-HEPporaTun Ha MOMEHT OMOTICHH, KaK MPABUJIIO, YKE
UMEIOTCS KIIMHIUYECKUE U JIa00paTOpHbIE IPU3HAKA OCHOBHOTO 3a00JIeBaHUS.



INPUYUHBI BTOPUYHOM IGA-HE®POIIATHUMN:

* 3a001eBaHMs IEYCHH: IIUPPO3 MEUCHU JIF0OO0M STHOJIOTUU

* 3aboseBaHus KUIIEYHUKA: [Ienuakus, 0one3nb KpoHa, Hecrienupuieckuil ssI3BeHHbIN KOJTUT

* Bone3nu koxxu: copuas, repneTuOpMHBIN I1epMATUT

* 3aboseBaHMs JIETKUX U OPOHXOB: CapKOU103, MYKOBUCIUI03, UIUONATUHYECKIII TeMOCHIEPO3
JIETKUX, OOTUTEPUPYIOUIHIA OPOHXUOIHUT

* 3110KaYeCTBEHHbIE HOBOOOPA30BaHUSI:

- paK JIETKOro, TOPTaHH, MOKEITYIOYHON KEJIe3bl, OIyXOJIH KUIICYHUKA

- XOKKUHCKas JiuMdoma, T-kieTounbie TUMMEPOMBI (B TOM YHCIIE, TPUOOBUIHBIN MUKO3)

* Undexuun u napazutapusie 3ad6onesanus: BUY-undexuus, HBV-undexuuns, HCV-nundexmus,
JMCCEMUHUPOBAHHBIN TYOepKyJie3, JIermpa, XpOHUUECKHU ITUCTOCOMO3, TOKCOIIIIa3MO03

* Jlpyrue cucTeMHbIE U ayTOUMMYHHBIE 3a00JIeBaHUsA: TeMopparnueckuii Backynut llenneitna—
I'enoxa, cucteMHasi KpacHasi BOJI- YaHKa, PEBMATOUIHBIN apTPUT, AHKMIIO3UPYIOLINI CTIOHIMIIUT,
Kpuoriao0ynuHemus, ckiepoaepmust, cunapom lllerpena, 6one3np bexuera, cunnpom Pelitepa

* 3aboneBanusi, KoTopble MOTYT coderarbes ¢ IgA-HedponaTueit: ANCA-BacKyIUTHI
(rpanynemaro3 Berenepa), muadernueckas HedpomnaTusi, MeMOpaHo3Hast HehpOomaTHsL.
IgA-nedpomnaruto cienyet nuddepeHpoBaTh C IPYrUMH Me3aHruaibHbiMu opmamu ['H u
PSIOM HACJIEJCTBEHHBIX He(DPOIIATHiA, MPOTEKAIONINX C reMarypueil (CHHIpoM AnbnopTa, 60JIe3Hb
TOHKHX MeMOpaH).

Knuanueckue nposisienus |gA-HedponaTnn He pa3uyaroTCs MPH UAKONATUYECKOM H BTOPUIHOM
BapHaHTax 3a00JieBaHus, B 3TOH cBs3U AuddepeHinaibHas 1MariocTuKa 3TUX (GopM JOKHA
0a3MpOBATHCS HA UCKITFOUEHUH BCEX BO3MOXKHBIX BTOPUYHBIX IPUYHH 3a00JI€BaHUS.

Heo0OxonmuMo npoBecTH MOJHOIIEHHOE YPOJIoTHiYeckoe 00cae1oBaHue ISl UCKITIOUSHUSI OIyXoJeit
MOYEK ¥ MOYEBBIBOISIIUX MyTEH, aHOMaIHMA CTPOCHUS U MOJIOKEHHS ITOYEK, MOYeKaMEHHOU
00J1e3HH, KOTOPbIE MOTYT CUMYJIMPOBATh KIIMHUYECKYIO KapTHHY |gA-HedponaTuu, a Takxke
COCYIIIECTBOBATh C HEW.

JIEYEHHUE

Crnenuduueckoro (3THOJIOTMYECKOr0) JIedeHus: nepBuuHoOi IgA-HedponaTtuu B HacTosIIEee BpeMs
HE CYIIECTBYET, OCHOBHAS I1€JIh TEPAITUU — OTCPOUUTH HAYaJI0 3aMECTHTEIBHOM MMOYEYHOH Teparnuu
[1].

Pexomennanms 3. TakTrka nedeHust 00abHBIX ¢ |gA-HedponaTreil OCHOBBIBAETCS HAa OIIEHKE PHCKA
IIPOrPECCUPOBAHUS C TOMOILBIO KIIMHUKO-JIA00paTOpHBIX U Mopdoaornueckux kpurepues (HI).
YcraHoBIIeHBI Pl GaKTOPOB, OKA3BIBAIOIINX HANOO0JIee 3HAYMMOE BIIMSTHAE Ha ITOYEYHBIH MTPOTHO3
y 6onbHBIX ¢ IgA-Hedponarueii [23-40].

Crparudukanus rpyni pucka 601bpHbIX ¢ IgA-HepponaTueit:

» Huzkwuii puck: manmentsr 6e3 [TY wim ¢ [TY< 0,5 r/cyr, HopmanbabiM AJl, HopManbHOi CK®.
* YMmepennsiit puck: nauueHTtsl ¢ [TY > 0,5-1 r/cyT u coxpanHoi pyHKIMENH oYeK 1/ UiH ¢
YMEpPEHHO

camkenHoit CK® (ao He < 50 mn/mun/1,73 mM2) u/unu c AT

* Beicokwuii puck: mamuenTsl ¢ [TY > 3 r/cyt w/wmm ¢ CK® < 30 m/mun/1,73 M2, marueHTs ¢
BIIIH.

OT60p OOJNBHBIX B TPYIIIEI TEPANTUN OCYIIECTBISETCS B COOTBETCTBUH C BHISIBIIEHHBIM PUCKOM
porpeccupoBaHms, OO alNrOpUTM JIeUeHHs IpeACTaBiIeH Ha puc. 1.

Tabmuma 1



Kputepumu HeGnaronpustHoro nporHo3a IgA-Hedpponatum:
KnuHuko-naboparopHsie

+ CHuxeHne CK®D unum nosbileHne ypoBHS KpeaTUHUHA B KPOBY HA MOMEHT YCTAHOBJIEHUS AMarHo3a v B TedeHue 3abonesaHus
+ ApTepuanbHasi rMnepTeH3ns Ha MOMEHT YCTaHOB/IeHUS MarHo3a unm B TedeHne 3abonesaHns
+ MepcucTrpytowas npoTenHypws i

FeHeTnyeckme

+ OTaroweHHbI No IgA-HedponaTtum cemMenHbli aHamHe3
+ HocutenbctBo reHotuna DD nonumopdHoro mapkepa /D rera ACE

Mopdonorunyeckme

+ CBeToonTunyeckas MUKPOCKOMNUS: Canky ¢ Kancynon u NoNynyHUsi, MomMepynspHblil CKNepos, atpodus KaHanbLes, UHTEPCTULM-
anbHbln GrMBPO3, yTONLLEHNE COCYANCTON CTEHKN
* UmmyHODnI0OpecUeHUmMa:0TnoxXeHns IgA B kKanunnsipHbIX NETAsX
+ ONeKTPOHHAA MUKPOCKONUA:ME3aHrMonmnanc, aedekTsl rMomepynsapHoin 6aszanbHon membpaHbl
[na cTaHaapTM3aummn BblpaxXeHHOCTU M3MEHEHWIA NPy CBETOBOW MUKPOCKONUW, ONpeaeneHus NporHo3a u Beibopa TakTukn neve-
Hus Bbina paspabotaHa Okcgopackas knaccupukaums IgA-Hepponarum [41, 42]. NokasaHo, 4TO ¢ HEBNAroNPUATHLIM NOYEYHLIM
NPOrHO30M (HE3aBMCUMO OT UCXOAHbIX KIIMHUYECKUIA NPOSIBNEHWUIA, a Takxe ypoBHS MY n kayecTsa koHTpons Al') KoppenupyeT Bbl-
PaXeHHOCTb cneayowmx Mopghonoruyeckmx nameHeHunin (wkana MEST):

- Me3aHranbHon runepknetoyHocTn (M: M < 0,5; M, > 0,5);

- 9HAOKANUNNAPHON rnnepkneToyHocTu (E: E = Het; E, = ecTb);

- CEerMeHTapHoro rmomepynockneposa (S: S = HeT; S, = ecTb);

- TyBynapHoit atpodum n nHTepcTuumansHoro epubposa (T: T < 25%; T, = 25-50%; T, > 50%).
OpHako paHHas knaccudukaums He y4uTbiBaeT Hanmune NoNynyHUn 1 HEKPOTU3NPYIOLLMX NOBPEXAEHUIA.
Okcoopackas knaccupukaums npumeHsiercs B Espone, CesepHoui Amepuke, Kutae. B Hawer cTpaHe gokasarensHas 6asa ee
Ba/MAHOCTN HEAOCTATOYHas!, HEOOXOANMbI AANIbHELLINE NCCEL[0BaHNS

Tabmnuua 2

OT60p NaLUMEeHTOB B rpynmnbl Tepanumu

+ BONbHBIM C N30IMPOBAHHOM remaTypueit, a Takxe ¢ codeTaHneM rematypum ¢ MuHumansHou MY (< 0,5 r/cyT), HopmansHoit CKD n
oTtcyTcTBuemM Al” neyeHune He nokasaHo. STu naumeHTbl 4OMIXHbI HAX0AUTLCS NoA, HabnoaeHnem Hedponora u, pas B 6—-12 mec npo-
xoanTb ob6cnenosanmve (oueHka MY, yposHa kpeatuHuta/CKd, ALl) ons CBOEBPEMEHHOIO BbISIBNIEHUS NOKa3aHWi K Ha4yany Tepanum
+ Mpwn nepcuctuposannn MY > 0,5 r/cyT nokazaHa HeponpoTekTUBHaA Tepanus. Bo3aMoXxHO npucoeanHeHne poibbero xupa

+ Mpwu MY HedpoTUHECKOro ypoBHSA nnn nepcnctuposanun MY > 1 r/cyt (HecmoTps Ha Tepanuio NAMN®D/BEPA B TeveHne 3-6 mec n
apekBaTHbIn KoHTponb AZl) u CK®d > 50 mn/MuH/1,73 M2 nokazaHa MIMMYHOCYNPEeCcCUBHas Tepanvs

HE®POITPOTEKTUBHAS TEPATINS [43-54]

Pexomennanus 3.1.1. IIpennnaraercs jiedeHre HHTUOUTOPAMH aHTHOTEH3UHIIPEBPAIAIOIIEr O
depmenta (MAIID) nnm 6iroxaTopamu perenropoB anruotensuna Il (BPA) mpu I[TY ot 0,5 1o 1
r/cyt. (2D)

Pexomenpamus 3.1.2. Pekomennyercs amurenbHoe iederne HAIID wim BPA npu ITY > 1 r/cyr ¢
MOBBI- IIEHHEM J103bI IIpenapaToB B 3aBucumoct oT A/l. (1B).

Pexomennarus 3.1.3. Tpu IgA-medponaTiu nenesbiM cineayet cuntath AJl < 130/80 MM pr. cT.
aist ma- nuentoB ¢ [1Y <1 r/cyr u AL < 125/75 mwm pt. ct. mpu [1Y > 1 r/cyr. (HI)
Pexomenpanus 3.1.4. [pennaraercs nopeimenne 1036l HAIID u BPA 10 MakcumaibHO
MEPEHOCUMBIX C TeM, 4T00bI JocThub [1Y< 1 r/cyt. (2C)

Pexomenmanms 3.1.5. [Ipu nepcuctupoannu 1Y 1 r/cyT, HecMoTps Ha 3—6-MeCSIHYIO Teparmio
uHru- outopamu AIl® wim BPA u anexBaTHbIi KOHTposib A/l, mpeanaraeTcs HCHOIb30BaHNE
pbiObero xwupa. (2D)

Pexomenganus 3.1.6. Y nanuentos ¢ IgA-HedponaTueil u AucIunuaeMuen menecooopasHa
KOPPEKIHS JIUITHTHBIX HAPYIIEHUH COTIIACHO COOTBETCTBYIOIINM PEKOMEHIAIHSIM TSI OONBHBIX C
XBII. (HI')

NMMVYHOCYIIPECCUBHAS TEPAIIUA [55-74]

Pexomenmanms 3.2.1. [Tartmentam ¢ nepcuctupyromei [TY > 1 r/cyr (HecMoTpst Ha 3—6-MecsiaHOE
ONTUMAaJh- HOE mojiepkuBaroniee geueHue HAIID/BPA, anekBaTHBIN KOHTPOJIb apTEPUATHHOTO
nasnenust) 1 CK® 6omnee 50 mn/mun/1,73 M2 npeyiaraercs mpoBeAcHUE 6-MeCSIIHOTO Kypca
MOHOTEpanuu Koptukocrepoungami. (2C)



[Ipu orcyrcTBUM O0TBeTa HAa MOHOTepanuio kKopTukoctepousamu (I'KC) TakTika nanbHeimei
MMMYHOCYTIPECCUBHOM Tepanuu He ONpeiesieHa, COOTBETCTBYIOUINE PaHIOMU3HUPOBAHHbBIE
KIIMHUYECKHE UCCIIEIOBAHUS HE IPOBOIUIINCE.

Pexomenpanus 3.2.2. Y nanuentoB ¢ IgA-HedponaTueli npeiaraeTcst He IPUMEHATH COUCTaHUE
KOPTH- KOCTEPOHUIOB C IMUKI0(OChHaMUIOM WIH a3aTHUOTPUHOM (32 UCKIIFoUeHUEM ciiydaeB IgA-
HehpOmaTHH C MOIYIYHUSAMH B OBICTPHIM CHIDKEHHEM (QYHKIMHK T04eK). (2D)

Pexomenpanus 3.2.3. Y 6onbHbIX ¢ IgA-HeGponaTueit co CK® < 30 ma/mun/1,73 M2 npeanaraercs
HE UCTOJIh30BaTh HMMYHOCYIIPECCUBHEIE TIPEIapaThl, 3a HCKIIIoUYeHneM cirydaeB |gA-uedpomnaruu ¢
MTOJTYJTYHUSIMU ¥ OBICTPBIM CHIDKEHHEM (QyHKIHU mouek. (2C)

VY otnenbHbIX 60nbHBIX puMeHeHue I'KC B coueranuu ¢ mukinodochaMuoM wim a3aTHOIPUHOM
CHIDKAeT akTUBHOCTH |gA-HedponaTuu, olHaKO OTCYTCTBYET JoKa3aTenbHas 0a3a BIUSHUS JaHHON
Tepanuy Ha OT/IaJICHHBIN MPOTHO3.

Pexomennanus 3.2.4. [IpeniaraeTcst He UCNOJIB30BaTh MUKO(eHoIaTa ModeTrs 11 JedeHus IgA-
HedpomaTuu B KaUuecTBe mpernapara «epBoit muaum». (HI)

OTCYTCTBYIOT 10Ka3aTeIbCTBA OOMbILIEH WM COMOCTABUMON € IPEIHU30I0HOM (D (PEeKTUBHOCTH
MPUMEHECHHS IPYTHX UMMYHOCYITPECCHBHBIX TIPENaparoB (B TOM YHCIe MUKOPEHOIaTa MOGETHIIA)
B KaueCTBE Tepanuu MepBoi JIMHUU y 00IbHBIX ¢ IJA-HedponaTuei.

JIEYEHUE ATUITMYHBIX ®OPM IGA-HEDPOITATUU [75-79]

bone3snp MUHMMaNIbHBIX U3MEHEHUH ¢ eno3utamu 1gA

Pexomennanus 3.3.1. Y nanuentoB ¢ HC u BBISIBICHHBIMH ITPY OMOTICHH MPU3HAKaMK 00JIe3HU
MUHH- MAJIbHBIX HM3MEHEHUH ¢ Me3aHTHAIbHBIMU JIeTIo3uTaMu |gA peKoMeHyeTcs TPOBOINUTH
JIeUeHHE B COOTBET- CTBUU C PEKOMEHIAUAMU 7151 00JI€3HU MUHUMAJIBHBIX U3MeHeHui. (2B)
IgA-Hedpomnatus ¢ Makporemarypuei u accouuupoBanHoil ¢ Heit OITH

Pexomennanus 3.3.2. Y nanueHToB ¢ noATBepkaAeHHON IgA-Hepponatueit npu pazsutuu OITH,
accOlLMU- POBAaHHOW ¢ MakporemMaTrypueu, 11enecoo0pa3Ho MPOBECTH MOBTOPHYIO OMOIICHIO MOYKH,
eciy uepe3 5 THel mocie Hayajga CHUKEHUs ToyeyHol ¢pyHKIuu He HacTynaet yiayqmenue. (HI')
Pexomenmamms 3.3.3. IIpemnaraercst mpoBOAUTE Mo aepkuBatomtyto Tepanuio OITH npu IgA-
HedponaTuu, e Ipyu OMOIICHH, BHITOJHEHHOM BO BpeMs 31130712 MaKporeMaTypHuu, UMEI0TCs
TOJILKO MPHU3HAKH OCTPOTO KAHAIBIIEBOTO HEKPO3a C SPUTPOLUTAPHBIMHU IIHJIMHIPAMHU B TIPOCBETE
kaHaibIleB. (2C)

IgA-Hedponatus ¢ NOIyITyHUSIMU

Pexomennanus 3.3.4. IIpu IgA-HedponaTuu ¢ ObICTPONIPOrPECCUPYIOLIUM YXYALIEHHEM (YHKIUU
Y BBI- SIBIICHHEM B OMoNTaTe MoyryHuid 6omee ueM B 50% xiry00UKOB TpesiaraeTcs JeueHue
KOPTUKOCTEPOUAaMHU U LUKIo(ochamMuIoM 1o cxeme, aHaIoTH4HOoM cxeme sedenus AHIIA-
BacKynmutoB. (2D)

JPYT'UE BUJIbI IEUEHUW S [80-86]

* Jluera. /luetnyeckre peKOMEHIAIK pa3padaThIBalOTCA WHANBUIYAIBHO C YYETOM OCOOCHHOCTEH
Te4eHus 3a00JIeBaHUs Y KOHKPETHOTO OOJIEHOTO B COOTBETCTBUH C PEKOMEH/IAIIUSIMH T10 JICUEHUIO
XBII.

- OrpannuuBaetcs norpediaeHue comn (10 3-5 r/cyr).

- Huzkoanneprennas nuera (orpaHudeHuUe IIIIOTEHA, Msca, MOJIOKa) HE 3aMe IseT
MporpeccupoBanus 3a00JIeBaHUs, HO MOXKET OBITh IIpeIoKeHa Mpu codeTanuu IgA-HepponaTuu c
uenuakueit (HI).

- [To mMepe cHIKeHUs PYHKITUH ITOYEK P OTCYTCTBUH MTPOTHBOITOKA3aHU OTPAHUIHBAIOT
notpebie- Hue 6enka c numei: 10 0,6 r/kr maccsl Tena/cyt npu CK® nmke 60 mu/mun/1,73 M2
(IpM ycOBMM MPUMEHEHMSI KETOAHATI0IOB aMUHOKHUCIIOT).

- BonbHBIM ¢ OXHpEeHHEeM, TUIIEPIUNUIEMHUEH, CHUKEHHUEM TOJIEPAHTHOCTH K YTIIeBOJaM
JTUMHUTUPYIOT YHOTPEOJIEHUE )KUBOTHBIX JKUPOB U JIETKO YCBAaUBAEMBbIX YIJIEBOJIOB.



Pexomennanus 3.4.1. [lenecooOpa3Ha caHanusi 04aroB HHPEKIIMH, MPOBOIMPYIOMIUX 000CTPEHUE
3abo0-

OTKka3 OT KypeHHs U YHOTPEOJICHHUS alIKOTOJIsA. Y CTpaHEHHE 04aroB HHQEKIIHH.

nesanus. (HI')

Pexomennanus 3.4.2. [IpeayiaraeTcst He TPOBOIUTH MJIAHOBYIO TOH3UJUIDKTOMHUIO TIpH IgA-
HedpomaTuu

(2C). TOH3WUIPKTOMHESI MOXKET OBITh MPEIIOKEHA OTACTBHBIM OOJILHBIM C YACTHIMU PEIMIHBAMHU
IgA- HedponaTin Ha poHE 0OOCTPEHHI XPOHUIECKOTO TOH3MWILIUTA, IPU KOTOPOM He 3 (HeKTUBHBI
KOHcepBaTHUB- Hble MeponpusTus. (HI)

* [IpumeHeHMe ne3arperaHToB.

Pexomennanus 3.4.3. [Ipemiaraercst He UCMIOIB30BATh JIe3arperanThl i JedeHus 1gA-
HedponaTuu.

Pucynok 1. Anroputm nedenus IgA-nedponatuu

[ MNepsuyHan IgA-HedpponaTtua, noaTBepAeHHas MOPdONOrMYecKu ]

. (~ . : B g
HU3KUM PUCK YMEPEHHbIW UK BbICOKUU PUCK OCTPOE UMW EbICTPOE
(He3HauuTeNbHbIE M3MEHEHUS Ocaaka (MY >0,5-1 rlcyT uimnu chmkenmne CKO, CHWKEHVE CK®
Moyu, HopmanbHas CK®, otcytcraue Ar) L winu Hanuyme Al ) )
\L A 4
g 3\
ExeroaHoe 06CrefoBaHye B TeYeHue ONTMMU3ALUS NOAAEPKUBAIOLLEH ?Agng:ja“f;;:j
KaK MuHumym 10 ner Tepanun YA APYTUX NPHYMH
\ 8 J NG
¢ y y
( ny > 0,5-1 r/k ( Y ( )
>0, rlcyt G
CK® B HOpME UNK HE3HAYMTENBHO CHIKEH, CK® < 30-50 mn/MuH/1,73 m? Hecbporuueckuit Moanepxusatouan
HO > 30-50 MA/MUH/L, 73 M2 cuHapom unum BMNrH Tepanua
. N 7N J
y y
4 )
( (" TpomomxkeHue nopnepxueaiowen ) ARG
MpoaomkeHue nopaepxuBaroLein Tepanum P A .
TEpanuu B TE4EHHE, KaK MAHIMYM, MmmyHocynpeccusHan Tepanus He MMMYHOCYIECCHBLO0N
3-6 mec N0Ka3aHa (3a UCKNIOYEHHEM Cyvaes Tepanum
. 3 BMrH) J
v v
MpucoeanHexue
lMpononxkexre noaaepxuBaioLien TMIOKOKOPTUKOCTEPOMA0B Npi MY
Tepanui npu MY < 1 r/cyT u CHKeHUM >1 r/cyT unu nporpeccupytoLlem
CK® < 30% 3a 6 mec CcHkeHun CK®, HecmoTps Ha

afieKBaTHbIA KOHTPONb All

IMPOI'HO3

Teuenune IgA-HehponaTuu CYUTAIOT B 11€JIOM OJArONPHUATHBIM. Y OOIBHBIX ¢ MUHUMAIBEHOU [TY
OTMEYaeTCsl HU3KHM PUCK MPOrpeCCUPOBAHUS.

®dakTopbl HEOIATONPUATHOTO POTHO3a 00CYKAATUCH BHIIIE (M. 11. 3 «O1eHKa prucka
IIPOrPECCUPOBa- HUSY).

[Tpu BeIpakennou [1Y n/unm nmoBeIIeHHOM ypoBHE kKpeatTnHHHA B KpoBu TITH pa3BuBaeTcs yepes
10 ner y 15-25%, uepe3 20 ner — y 20-30% GonbHbIX [23,25].

IgA-aedponarus peuunuBupyeT B 20-60% TpancmmanTaToB. Penuaus 3a001eBaHus MIPUBOIUT K
yXyIIeHno QYHKIUH U oTepe TpanciuianTara B 1,3-16% ciyuaes [11, 12].
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