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AHHOTAIUA

[IpencraBneHHble peKOMEHAAUU 000OLIAIOT MPUHATHIE B MUPE MOJIXOABI K TUATHOCTUKE H
JICUCHUIO OJHOrO U3 Hauboyiee pacHpOCTPaHEHHBIX BUAOB TIioMepyilnoHepputa — IgA-
Hepponatuu. OHU COCTaBIEHBI B COOTBETCTBUU C COBPEMEHHBIMU MEXIyHApOAHBIMH [1] u
OTEYECTBEHHBIMH [2] peKOMEHIALMAMU MO JICUCHUIO TJIOMEPYIOHE(PPUTOB, OCHOBAaHHBIMH Ha
pe3yabTaTax CHCTEMAaTHYeCKHMX OO030pOB M METa-aHAIM30B PEJIEBAHTHBIX KIMHUYECKUX
HCCIIEIOBAaHUM, a TaKK€ HAKOIUIECHHOM Ha CErOJHAIIHUNA OTEUECTBEHHOM OIBITE ajalTaluu
MEKIYHAPOIAHBIX PEKOMEHAALUN K YCIOBUAM POCCUIICKOrO 31paBOOXpaHEHU.

Januele PexomeHpanuum He cleayeT paccMarpuBaTb B KayeCTBE CTaHAApTa OKAa3aHUs
MEIULIMHCKOW TIOMOIIY, IOCKOJbKY B CYIIECTBYIOIIEH KIMHUYECKOM MpPaKTUKEe O00BbeM
JIMAarHOCTHKH M JICUEHHUs] ONpeeNseTcs WHIAUBUIYaJbHBIMH OCOOCHHOCTSAMHU MAIMEeHTOB,
JOCTYITHOCTBIO PA3JIMYHBIX JIEKAPCTBEHHBIX CPEICTB M CHEUU(UKON KOHKPETHOTO JIe4eOHOTro
yUpEeXJEHUA. 3a YMECTHOCTh NPUMEHEHMs JaHHbIX PekoMeHpanuii B KOHKPETHOM cUTyaluuu
HECET OTBETCTBEHHOCTD UCIOJIb3YIOLIUN UX BPay.



OIIEHKA CHJIbI PEKOMEHJJALIU n YPOBHASA nx
JOKA3ATEJIBHOCTH

Jlns pekoMeHIauui cujia yKa3aHa Kak ypoBeHb 1, 2 mnm «HeT ctemneHu» (Tadi. 1), kauecTBo
J0Ka3aTelIbHOM 0a3bl 0003HaueHo Kak A, B, C (tabu. 2).

Tabnuna 1. Quenka cunvl pekomenoauuii
(coctaBiieHa B COOTBETCTBUHU ¢ KiiMHMUecKuMU pexkomenaamsimMu KDIGO)

Yposenn OueHka peKoOMeHaanui
Co cTtoponbl nanuenToB | Co cTOpOHBI Bpaua JanbHeiimee
HanpaBJeHHe
HCIO0JIb30BAHUS
Yposens 1 IHopasnsromee IHopasnsromemy Pexomennanus MOXKET
«IKCHepThI OONBIIMHCTBO MAUCHTOB, | OOIBIIMHCTBY CcBOWX | OBITH MPUHSTA B KAaueCTBE
PEKOMEHAYIOT» | OKa3aBIIMXCA B MOAOOHOHM | MaMEHTOB Bpad OyJeT | craHaapTa JIEHCTBUS
CUTyalluH, MPeanowIn Obl | pEKOMEHI0BaTh MEIWIMHCKOTO IIepCOHaa
CJIeI0BaTh clenoBaTh MMEHHO 3THM | B OOJBIINHCTBE
PEKOMEHIyEeMbIM IIyTEM U | IyTeM KIIMHUYECKUX CUTyalui
TUIIs  HeOOJbIIasl dYacTh
W3 HUX OTBEPIIH ObI 3TOT
myTh
Yposens 2 Bonpmas yacTh | Jid pa3HbIX NauuMeHToB | PekomeHaauuu, BEpOSTHO,
«IKCHepThI MalKUEeHTOB, OKa3aBILIMXCS | CIEAYEeT noadupaTs | IOTPEOYIOT 00CYXKICHHUS C
M0JIaraT) B MOJOOHOW CHTyaluH, | pa3jindHbIe BapHAHTHI | Y4aCTHEM BCEX
BBICKa3alnuch ObI 3a TO, | pEKOMEHIAIHH, 3aMHTEPECOBAHHBIX CTOPOH
9TOOBI CJIEJIOBATh | MOAXOASAIINE HMEHHO UM. | 0  TPUHATHS  HX B
pexoMeHayeMbIM  myTeM, | Kaxmomy MAIUEeHTY | KAa4eCTBE  KIMHHUYECKOTO
OJTHaKO 3HaYUTENbHas | HE0OXoaMMa TOMOINb B | CTaHAApPTa
gacTb OTBepria OBl 3TOT | BBIOOPE W NPUHATHH
nyTh pemeHus, KoTopoe Oyaer
COOTBETCTBOBATh
LEHHOCTSIM u
MPEINOYTEeHUAM JaHHOTO
ManyeHTa
«Her JlaHHBIM ypOBEHb NPUMEHSETCS B TeX CIIydasx, KOIZla B OCHOBY PEKOMEHIAINU
rpajanumy YKJIaabIBaeTcd 3APABBI CMBICH HCCIEAOBATeNA-3KCIepTa WIM TOTJAa, Koraa
HT) oOcyxnaemass TemMa HE JONYCKaeT aJeKBAaTHOI'O MPHUMEHEHHUS CHCTEMBI
JIOKa3aTeIbCTB, NCIOIb3YEMBIX B KIMHIHYECKOH NMPaKTHKE.

Tabnuua 2. Quenka kauecmea 0okazamenbHoll Oa3vl
(coctaBiieHa B COOTBETCTBUHU ¢ KiIMHMYecKUMU pexkomenaamsimMu KDIGO)

KauecTBO 3HaueHne
JoKa3aTeJJbHOMH 0a3bl

A — BBICOKOE OKcnepThsl YBEpPEeHbI, YTO HabmogaeMblil 3(h(heKT 6JIM30K K 0KuIaeMOMYy

B - cpennee DKcIepThl MOararoT, YTo HaOIroAaeMblil 3¢ (dexT 6IU30K K 0KUAAEMOMY, HO
MOJKET ¥ CYIIECTBEHHO OTIMYATHCS

C — Hu3KOE Habmrogaemsiit 3¢(eKkT MOXET CyIIEeCTBEHHO OTJIMYAaThCid OT OKHIAEMOTO
¢ ¢ekra

D — Ouens HHU3KOE Osxupaemslit 3QPEeKT OYeHb HEONPEACICHHBIN 1 MOXKET BECbMa OTIIMYAThCSI OT
Ha0II01aeMOT0

Metoabl, ncnosb3yemble 1JIs1 GopMyTHPOBKH pexkoMenaanmii: KoHceHcyc akcnepToB




Coxkpamenus:

AT’ apTrepuaabHas TUIEPTEH3Us

All apTEpUAIIbHOE IABJICHUE

bEPA 6J10KaTOpBI pelenTopoB aHrnoTeH3uHa I1

I'H TJIOMEPYJIOHEPPUT

u-Alld MHTUOUTOPHI aHTHOTEH3UHIIPEBpAILAIOIIEero epMeHTa
M3IIT'H ME3aHTHONPOJIH(epaTUBHBIN ITIOMEpYIOHEPPUT
HC HEe(PPOTHUYECKUI CHHAPOM

OITH OCTpast I0OYEeYHask HEJOCTaATOYHOCTh

Iy [IPOTEUHYPUS

CK®D CKOPOCTh KJIIyOOUKOBOH (puibTpanuu

TIIH TepMHUHAIbHAs [IOYE€YHAsI HEAOCTATOYHOCTh
XBII XpoHUYecKast 00JIe3Hb MOYEK

XIIH XPOHHUYECKAs IOYEYHAST HEAOCTATOYHOCTh

IgA UMMYHOTJIOOYJIHH A

KOJUPOBAHME MO MEKIYHAPOJHOI KJIACCU®UKALIMY BOJIE3HEN 10-
MEPECMOTPA (MKB-10)

Kinacc XIV: bone3nn MO4YEn0I0BOH CUCTEMBI
brox NOO-NOS: I'momepynspabie 6osie3HH

N00.3 | Octpslit HEppuTHUECKHI CUHAPOM — AU Py3HBINA Me3aHTHAIBHBINA PO EpaTUBHBIN
TJIOMEPYJIOHEPPUT

NO1.3 | Beictponporpeccupyromuii HeppUTHIECKUI CUHAPOM — TP PY3HBIH Me3aHTHaTbHbIHI
nposiiepaTuBHBINA TIOMEPYIOHEPPUT

NO02.3 | PenunuBupytomas ¥ ycToOiH4MBasi reMaTypust — 1udy3HbIi Me3aHT HaTbHBIN
nposiiepaTuBHBINA TIOMEPYIOHEPPUT

NO03.3 | Xponuyeckuit HeppUTHIECKUN CUHAPOM — UG GY3HBIN ME3aHT HATbHBIN
nposiiepaTuBHBINA TIOMEPYIOHEPPUT

NO04.3 | Hedporuueckuii curipom — auy3HbIid Me3aHTHaIbHBINA TPOIuepaTUBHBIN
TJIOMEPYJIOHEPPUT

NO05.3 | Hedputnueckuii cMHAPOM HEYTOYHEHHBINH — TU(PPY3HBIH ME3aHTUATbHBIH
nposidepaTuBHBINA TIIOMEPYIOHEPPUT

N06.3 | M3onupoBaHHasi NPOTEUHYPHS C YTOUHEHHBIM MOP(]OIOTHYECKUM HOPaKEHHUEM —
1 y3HbI Me3aHTHATBHBIN TponHdepaTUBHBINA ITTOMEPYIOHEPPUT

NO07.3 | HacnenctBeHHas Hedponatusi, He KiIacCu(UIIMPOBaHHAS B IPYTHX pyOpHUKax —

1 y3HbI Me3aHTHATBHBIN PO epaTUBHBINA ITTOMEPYIOHEPPUT




1. BBEAEHUE

IgA-nedpomnatust (cunonumsl — IgA-nedput, 60one3np bepxe, cundapuHruTHAsS reMaTypus) —
MMMYHOKOMIUIEKCHBIM ~ TJIOMEPYJIOHE(PPUT,  XapaKTEpU3YIOIIUIHCS  MPEUMYIIECTBEHHBIM
OTJIOKEHHEM B Me3aHruu HUMMyHornoOyianmHa A (IgA), mpu KIacCMYECKOM TEYCHHH —
Me3aHTHAIbHOH mponudeparueii.

INUIEeMUO0JIOr U

[IpencraBnser coboii Hambosee pacHpOCTPaHEHHYIO (HOpMY HEPBUYHOTO (MAMOMATHYECKOTO)
rnomepyionedpputa (I'H) B mupe: mo gaHHbBIM MOPQOJIOTHYECKUX PErucTpoB, dactora IgA-
HeppoNaTuu BapbUpPyeT B 3aBUCUMOCTHU OT reorpauieckoro peruona, cocrasisis ot 10-20% B
CIIA wu Espome, mo 40-45% — B crpanax Asum [3-5]. Ilo-BuguMomy, HCTHUHHAs
pacrpocTpaHeHHOCTh [gA-HepomnaTuu BhIlIe, TaK KaK, C OAHON CTOPOHBI, HE BCEM MAIUEHTaM C
XapaKTepHO! KJIMHUYECKON KapTUHOW 3a00JIeBaHMs BBINOJHAIOT OMOICHIO MOYKH, C JPYro —
npusHaku [gA-nedponatuu oOHAPYKUBAIOT B OMONTATaX MOYEK Yy JUIl 0e3 SIBHBIX KIMHUYECKUX
nposiBieHuil 3abosneBanus [6,7]. IgA-nedpomatust damie pa3BUBaeTCs y IpeACTaBUTENCH
a3MaTCKOM U eBporneouHOM packl [8]. OHAa MOKET HaYMHATHCS B JIFOOOM BO3PACTE, OJHAKO MHK
3200J1eBa€MOCTH TNPUXOAUTCS HAa BTOpOE M TpeTbe necsaTuietus >xu3Hu [9,10]. MyKuuHBI
3a00JIeBalOT B CPeJAHEM B 2 pasza yaile, yeM XeHIUHbI. [gA-Hedpomatus B 35-50% ciyuaes
peLMIMBUPYET B TPAHCIUIAHTATe; BBDKMBAEMOCTh TpAHCIUIAHTATa BBIINIE, YeM MpPU JPYTUX
6one3nsx mouek [11,12].

ITaTtorenes IgA-nepponaruu

Mexanusm  pa3Butus [gA-Heppomatum — HUMMYHOKOMIUIEKCHBIH. Ilo  coBpemMeHHBIM
IIPECTAaBICHUSIM, BEAYLIYI0 POJb WIPAlOT U3MEHEHUS CTPYKTYpbl MOJeKylbl [gA,
00YCJIOBJICHHbIE HAPYLICHHEM IIPOLECCOB €€ IIMKO3WJIMPOBAHUS U IMOJUMEpHU3aluN M, Kak
CIIEZICTBHE, HApyIICHUE B3aMMOJACHUCTBUS ¢ OelkamMu MaTpukca, peuentopamu K IgA Ha
ME3aHTHAJIBHBIX U JIPYTUX KJIETKaX, C KOMIIOHEHTAMH CUCTEMBI KOMIUIEMEHTA. DTO MPUBOAUT K
JICTIOHUPOBAHUIO TouMepHoro IgAl B Me3aHruu, akTHBallMM CUHTE3a KJIETKAMU IIOYEK
pPa3NUYHBIX LUTOKUHOB M (DAaKTOPOB pocTa C Pa3BUTUEM XapaKTEPHBIX MOP(OIOTHUECKUX
u3meHenu [13-15].

[Ipenpacnonoxennocts kK IgA-nHedpomatun MoxkeT ObITh 00yCIOBIE€HAa HOCHTEIHCTBOM
OlpelieNIeHHBIX ~ JIOKycoB  cuctembl HLA, B uactHocTH, [ui1  ceMeWHBIX  (opm
uaeHtudummupoBansl JoKycsl 6q22-23 (IGAN1), 4q26-31 (IGAN2) u 17ql12-22 (IGAN3)
[16,17]. YTouHsieTCS pOsIb IPYIHMX BO3MOXKHBIX F€HOB-KaHIUAATOB.

[TpoBouupyrommmMu (GpakTopaMu SBISIOTCS MHPEKIMU BEPXHUX M HIDKHUX JIBIXaTEIbHBIX ITyTeH,
OCTpble UH(PEKIIMOHHBIC WX BUPYCHbIE TaCTPOIHTEPUTHI, APyrue HHPEKINH, BakuHanus, Y -
o0y4yeHwue.

Kinnuyeckas kapTuHa

Knunnueckas kaptuna IgA-nHedpponatum pasHooOpa3Ha: TMPOSIBICHUS BAapbUPYIOT  OT
M30JIMPOBAHHON OECCUMIITOMHON MUKpOTreMaTypuu 110 ObicTponporpeccupyromiero ['H [18-21].

OcHoBHbBIE KIMHUYECKHE posiBieHus IgA-nedponaruu:



* [emamypus — pa3sHOW CTENEHU BbIpax€HHOCTU (MukKporematypus, B 40-50% ciayuaes
MaKporeMaTypusi), MOKeT ObITh M30JUpOBaHHON M B coueranuu c IIY, mpu ¢a3zoBo-
KOHTPACTHOM MUKPOCKOIHMH 0CAJIKa MOYH BBISIBIISIFOTCS TUCMOP(HBIE SPUTPOLIUTHI.

* [Ilpomeunypus — o0ObuHO HeOombmas (< 1 r/cyT), M30JUPOBAHHON OBIBAET PEIKO.
Bo3mokHO pa3Butue BelpaskeHHOH 1Y ¢ dhopmupoBanreM HehpOTHUECKOTO CHHIpPOMA
(HC) na pasubix cragusx 6ose3nun. HC BoisiBisieTcs Toabko y 5 % Bcex OonbHBIX IgA-
Hedpomatuelt, Oonee xapakTepeH Ui JeTeid M MOAPOCTKOB. BhIpaeHHOCTh
NPOTEUHYPUH ONPEIEIAET MPOrHo3 3a00IeBaAHUS.

*  Apmepuanvuasn eunepmensus (Al') — daiie HabIIONAETCSA MPU BBICOKOAKTUBHOM TE€UEHUU
I'H B coderanun ¢ npoTeuMHypHed U ocTpoil modeuHoil HenocrarouHocThio (OIIH) (B
neloTe win npu obocTpeHMH HeppuTa), TAaKXKe pa3BUBAaeTCs HpuU (HOpMUPOBAHUH
HepoCcKIepo3a.

*  Ocmpasa noueunas HedoCmamouyHocmv (B COYETAHMU C OnNUrypued, orekamu u Al)
MOXKET BO3HUKHYTh Ha J000i crtanuu IgA-Hedponmatun B pe3yibTaTe TKEIOTO
MMMYHHOT'O TOBPEXACHUS KIyOOUKOB C (DOPMHUPOBAHUEM IOJIYJYHUH WM BCJIEICTBHE
OKKJIIO3UU KaHAJIBLIEB S3PUTPOLIUTAMM.

*  Xpouuueckas noyeuHas HeOOCMAamoOYHOCMb PA3BUBAETCS IMPU JUIMTEIBHOM TEUEHHU
3a00JIeBaHus, B OCHOBHOM, Y MAIIMEHTOB C BBICOKMM PUCKOM nporpeccupoBanus XI H.

* [losviwenue yposns IgA (B OCHOBHOM, IOJHUMEPHBIX (OPM) B CBIBOPOTKE KpPOBH
obHapyxuBaerca y 35-60% OONbHBIX, KaK MpPaBUJIO, HE KOPPEIUPYET C TAKECTHIO
OoJe3HH.

PaznuuaroT cinenyromuye BapuaHThl KIMHUYECKOro TeueHus IgA-nedponaruu:

1. Knaccuueckuit ¢ noemopuvimu 3nuzooamu maxpozemamypuu (CuH(bapUHTUTHASL
rematypusi) (30-50% 60nbHBIX):

*  yayie pa3BUBACTCS y MOJIOBIX JIUII,

*  XapaKTEepHO OCTPOE HAYaJo C AMHM30J]a MAKPOreMaTypuH, BO3HUKAaeT Ha (oHe
MH(PEKIMOHHOTO 3a0oieBaHusi (OOBIYHO pPECHUPATOPHOM, peke MOYEBOH,
KUIIeYHOUH MH(EKINU U T.1.) OJHOBPEMEHHO WU B NepBble 2-3 nHs 00Je3HH
U COXPaHSIETCS OT HECKOJIBKHMX YacOB JI0 HECKOJIBKUX JHEH;

* BBIABIAETCA Moya Oyporo IBeTa;

*  MOTYT OTMeuaTbcs 00JIH B MOSCHUYHOM 00acTu;

* HaJU4Yue CTYCTKOB KPOBHU B MOUYE HE XapaKTEpPHO;

®* @pu MHUKPOCKONMYECKOM HCCIICJIOBAHUHM OCaJKa MOYHM OOHAPYKHBAIOT
TUCMOP(HBIE SPUTPOLUTHL, SPUTPOLIUTAPHBIC IIMIIUHAPHL;

* BoIABIsEeTCs nporennypus (11Y);

* BO3MOXHO HapylleHHe (PYHKIUU ITOYEK, KaK IPABUII0, OOpaTUMOE;

* OTMEYaeTCs TPAH3UTOPHAs apTepuasibHas runepTonus (Al');

* B IPOMEXKYTKAX MEKIY OIH30JaMH  MAaKpOTreMaTypuu COXpaHsAeTCs
NEPCUCTUPYIOLIasl ~ MHKpOreMaTypus,  WIM  HaOmofaercs  MOJHas
HOpMaJIM3aIHsl aHAIU30B MOYH (0 CIEAYIOIIETO 3HU30/a).



2. beccumnmomnutit (y 30-40% GONBHBIX)
* yame pa3BuBaeTcs y jun nociue 40 ner;
* mpu 0O0CIEeOBAHUU BBIABISAIOT IEPCUCTHUPYIOIIYI0 MHKpPOTEMATypuIO0 B
couetanu ¢ [1Y w/umm AT.

3. Amunuunsvlie popmesl TPOTEKAIOT C KIUHUYECKOW KAPTUHOWM, B OOINBIICH CTENeHH
CXOIHOW C€ JpyrMMH BapuUaHTaMH TJIOMEPYJIIPHOIO MOBPEXICHHS — OOJIE3Hb
MUHUMAaJIbHBIX U3MEHEHUH ¢ IgA-neno3uraMu B ME3aHIUU; OCTPOE MOBPEXKIECHUE MTOYEK
(OI1II), accouuupoBaHHOE C AMHU30JAMHU MAaKpOreMaTypuH; ObICTPOIPOrPECCUPYIOLIHIA
I'H c nonynynusimu u aenosuramu IgA B Me3anrum.

Pexomennauus 1. [luarnoctuka IgA-Hedponatun 6a3upyercs Ha BBIIBICHUU CIEHUPHUUECKUX
M3MEHEHUH ipu Mopdonoruueckom uccneaoBanuu Tkanu nouku. (HI)

Mopdonornyeckne kpurepun IgA-nepponarun

[Tpu céemoesoit mukpockonuu cuexTp MOpP(OIOTUIECKUX U3MEHEHHUH IUPOKUI U BapbUPYET, B
TOM 4YHCJIe, B OMoNTaTax OTACIIBHOIO MamnueHTa [22]:
* XapakTepHbl o4yaroBas Wi JUQQy3Has Me3aHTHaNbHAs Npoaudepanus ¢ paclupeHueM
BHEKJIETOUHOTO MaTPUKCA;
* BO3MOXHBI DPAa3JIMYHOM CTENEHH BBIPAKEHHOCTH MHTpAa- WIM 3KCTpaKanuuIIpHAas
nposnepanus;
*  BO3MOXHBI CETMEHTAPHBIM HEKPO3 KaWILIPOB KIyOOUKa U 00pa3oBaHKUe NOTYITyHU;
* Ha MO3JHHUX CTaAUsAX OOJIE3HH OTMEYAeTCs MHTEPCTHIHMAIBHBIA (UOPO3, aHTHOCKIEPO3,
aTpo(usi KaHAIIBLIEB.

Hmmynogpnroopecyenmnoe uccnedoganue — OCHOBa JUAarHocTuku IgA-nedpomnaTum.
BrusBistor geno3utsl IgA (dacto B coueranuu ¢ aenozutamu IgM w/unm 1gG) B Me3anruu u B
KallWUIIPHBIX CTEHKaX KiIyOoukoB. [lo MaHHBIM pa3iMYHBIX LIEHTPOB, YacTOTA BBISABICHHSA
M30JIMPOBAaHHBIX Jemno3uToB IgA komnebrnercs or 0 no 85%. Iloutm Bcerga OOHApYXHUBAKOT
neno3utsl C3, pexxe C4; nannuue neno3utos Clq He XapaKTepHO.

IIpu 21exmponnoit mukpockonuu XapakTepHbl OTJIOKEHUS JIEKTPOHHO-IUIOTHOTO MaTepuala B
ME3aHTUHU, peke CyOIHAOTETHATbHO HIM CyOSNHUTENHaIbHO, COOTBETCTBYIOIINE HMMMYHHBIM
KOMILJIEKCaM, OTPEAEISIEMbIM ITPH UMMYHO]ITyOPECHEHTHON MUKPOCKOIHH.

2. IMOOEPEHIIUAJIBHAA IUAT'HOCTHUKA

Pexomennauusi 2. JluarHo3 mnepBuuHOil IgA-Hedpomatum nomkeH Oa3upoBaThCS Ha
UCKJIFOUEHUH BTOPUYHOTO Xapakrepa 3aboneBanus. (HI)

IgA-HedponaTiio MOKHO 3aMoOJ03pUTh HA OCHOBAHMM XapaKTEPHOW KIMHUYECKOM KapTHUHBI:
HAJIMYKME SIHU30]10B «CUH(DAPUHTUTHOIN» reMaTypuyl W/UIM MEePCUCTUPYIOIIEH MUKPOreMaTypHH
B coueTanui ¢ [1Y pa3nuuHoii cTeneHn BBIPa)KEHHOCTH U NIOBBILIEHHBIM YPOBHEM IgA B KpoBH.

Heo6xonuMm TiiaTensHbIH cOOp aHaMHE3a, KOMIUIEKCHAs OLIEHKA PEe3yJIbTaTOB KIMHHYECKOTO,
71a00paTOPHOTO U HMHCTPYMEHTAIBHOTO OOCIENOBaHUS Ul HCKJIIOYEHHS BTOPHYHBIX MPUYHH



IgA-nedponatuu (tabdn. 3). [Ipu Bropuunoit popme IgA-nedponaTun Ha MOMEHT OMOTICHH, KaK
MPaBUJIO, YK€ UMEIOTCS KIMHIUUYECKUE U JTa0opaToOpHble MPU3HAKU OCHOBHOT'O 3a00JI€BaHUsI.

Tabauua 3.

IIpuunnsl BTOpuyHOi IgA-HedponaTun

*  3abonesanus nevenu: TAPPO3 IEUCHU JTFOOOH ITHOIOTHH

* 3abonesanus KuweyHuka: nenuakus, oone3ns Kpona, Hecienupuueckuii i3BeHHBIN KOJIUT

*  bonesznu koodcu: Icopuas, repneTuOpMHBIN 1epPMaTUT

* 3abonesanusi Jneckux U OpPOHX08: CAPKOWUIIO3, MYKOBUCLUUI03, HIUONATUYECKUN
IeMOCHJIEPO3 JIETKUX, OOIUTEPUPYIOIUH OPOHXUOTUT

* 3nokauecmeenHvle HOBOOOPA30BAHUSL:

O paK JIETKOro, FOPTaHH, MOIKEITYT0UHOM HKeJe3bl, OMyXOJIU KUILICYHUKA
O XO/DKKMHCKas nuMmdoma, T-kierouHsle JTUM(OMBI (B TOM YHUCIE, I'PUOOBUIAHBIN
MHKO3)

* Ungpexyuu u napasumapuvle 3aodonesanus: BUY-undexnus, HBV-undexuus, HCV-
UHQEKIMs, AUCCEeMHUHUPOBAHHBIA TyOepKyses3, Jienpa, XPOHHYECKHH IIMCTOCOMO3,
TOKCOILIa3MO03

* Jlpyveue cucmemHvle U aAYMOUMMYHHble 3A0071€6aHUA: TEMOPPArHUECKUl BaCKYJIUT
[llenneiina-I'enoxa, cucreMHas  KpacHas  BOJYaHKA, PEBMATOUAHBIA  apTpPHT,
AHKWJIO3UPYIOIIUH CIIOHIWINT, KPHOTTOOyTUHEMHUs, ckiepoaepmus, cunapom Lllerpena,
6one3np bexuera, cunapom Peiitepa

* 3abonesanus, xomopwvie mozym coyemambvcs ¢ 1gA-nedpponarueit: ANCA-BaCKyJIUTHI
(rpanynemaro3 Berenepa), tuabernueckas Hepomnatus, MeMOpaHo3Hast HeporaTusl.

IgA-nedpomnaturo cienyer auddepeHunpoBaTh ¢ APYTUMU Me3aHruaibHbIMU Gopmamu I'H u
PSAIOM HAcJEICTBEHHBIX He(ppomaTtuid, MPOTEKAIMX € TreMarypuei (CuHapoM AJbropra,
00J1e3Hb TOHKUX MEeMOpaH).

Knuauueckne mnpossieHus IgA-Hedponatun He pa3IM4aOTCs MPH  HIUONATHUYECKOM H
BTOPUYHOM BapHaHTaX 3a00J€BaHuUs, B 3TOU CBsA3U AU depeHnnanbHas IMarnocTUKa 3TUX Gopm
J0JDKHA 06a3MpOBATHCS HA MCKIIIOYEHUH BCEX BO3ZMOXKHBIX BTOPHUYHBIX MPUYMH 3a00JeBaHUs (CM.
Tabm1.1).

Heo06xonuMo MpOBECTH MOJIHOLIGHHOE YpOJOTHYECKOoe 00cieoBaHue s  HCKIIOUYCHHS
OIyXOJIEW II0YEK M MOYEBBIBOAAIIMX IIyTEH, AHOMAJIUM CTPOCHUS U IIOJIOKEHHUS II0YEK,
MOYEKAaMEHHOH 0O0Je3HH, KOTOphlE MOTYT CHUMYJIHpPOBAaTh KIMHUYECKYIO KapTuHy IgA-
He(pomnaTuy, a TaKKe COCYIIECTBOBATh C HEM.

3. JEYEHUE

Crnenuduueckoro (3THOJIOTMYECKOro) JeueHus NepBUYHOM IgA-HedpomaTun B HacTosIiee
BpEMS HE CYLIECTBYET, OCHOBHAS LI€JIb TEPAIIUU — OTCPOUYUThH HAYAJIO 3aMECTUTEIBHON TOUEYHON
tepanuu [1].

Pexomenpanusa 3. Takruka gedyenuss O0oabHbIX IgA-HedpomaTmell ocHOBBIBaeTcsi Ha
OllcHKe PHCKAa MPOrpecCHpPOBAHMA € MNOMOIIbI0  KJIMHHKO-JIA00paTOPHBIX H
Mopgdosrornyeckux kpurepues (HI').

YcTaHoBneH psan (akTOpoB, OKa3bIBAIOIIMX HAaNOOIee 3HAUMMOE BIIUSHUE HA TIOYEUHBIN MPOTHO3



y 6ombHbIX IgA-HEeponaTueii [23-40](Tab. 4).

Tabnuua 4.

Kpurtepun nHednaronpusitHoro nporuo3a IgA-nepponarnu:

Knunuxo-nabopamopnuie

* CHwxkenue CK® wnM mOBBILEHUE YPOBHA KpeaTUHMHA B KPOBU HAa MOMEHT
YCTAQHOBJICHHS JIMarHO3a WK B T€UEHHE 3a00JIeBaHUs

d ApTepI/IaﬂbHaﬂ FI/IHepTeHSI/IH HAa MOMCHT yCTaHOBHeHI/IH Auardo3a HWJINn B TCUYCHHUC
3a00J1€BaHUA

* Ilepcuctupyromias npoTeuHypus = 1 r/cyr

*  Myxckol o

*  Crapmmii BO3pacT Ha MOMEHT Hayaja 3a00JeBaHU
e OxupeHue/TUCIUUICMU

* T'unepypukemusi.

TI'enemuueckue

*  Orsarouennslii o IgA-nedponaTun cemeiHblii anamMHe3;
* HocwutensctBo renoruna DD noaumopduoro mapkepa /D rena ACE.
Mopdgponozuueckue

e (CaeroonTuyeckas MHUKPOCKONMS: CHAalKh C  KamCyJlod M IOJYJIyHHS,
IJIOMEPYJISIPHBIA  CKJIEpO3, aTpodusl KaHAIbLIEB, HMHTEPCTHLIMAIBHBIN (udbpo3,
YTOJILLIEHUE COCYAUCTON CTEHKHU

*  HmmyHO(DIIOOpECIEHIN:0TIOKEHUS IgA B KaMIUIPHBIX METIIX

*  DJEeKTpOHHAss MUKPOCKOIHUS:ME3aHTHOJIN3UC, Ae(DEKThI TIIOMEPYIAPHON Oa3anbHON
MeMOpaHbI

Jns  craHmapTU3allMd  BBIPAXKEHHOCTH M3MEHEHMM IIpU  CBETOBOM  MHKPOCKOIIMH,
OTIpeJieNIeHUs] MPOrHo3a U BBHIOOpA TAKTUKM JiedeHUs Oblia paspabotana Oxcgopockas
knaccugpuxayus  IgA-negpponamuu  [41,42]. TlokazaHo, UYTO C HEOIATONPUSITHHIM
MOYEYHBIM MPOrHO30M (HE3aBUCHMO OT HCXOJHBIX KIMHUYECKUH MPOSBICHUH, a Takxke
ypoBHs IIY u kauectBa KOHTpois Al’) Koppenupyer BBIPa)KEHHOCTb CIIEIYIOIINX
Mopdonoruueckux n3menenui (mkaaa MEST):

* Me3aHTHaJIbHOU runepkiaeTounoctd (M: My< 0,5; M; > 0,5);

* sapokanwusapHoi runepkietrouHoctu (E: Eg = nHer; E; = ectp);

* CEerMEHTapHOro riaomepyiockieposa (S: So= HeT; S| = ecTb);

* T1yOynsapHo# atpoduu u uaTepcTUnManbHoro Gudposza (T: Ty < 25%; T = 25-50%;

T2>50%).

OnHako naHHas KJIacCU(PHUKAIMA HE YUYUTHIBACT HATUYKE MOTYTyHUH U HEKPOTUZHUPYIOLINX
MIOBPEXKICHUM.

Oxcghopockasn xknaccugpurayus npumensemcs ¢ Espone, Cegeprnoii Amepuxe, Kumae. B
Hawlell cmpaHe O00KA3amenvbHAs 6a3a ee 6ANUOHOCMU HeOOCMAMOYHAsA, HeoOX0O0UMbl
oanvHeuuue ucciedo8anus.

Crpatndukanus rpynn pucka 00JabHbIX IgA-HepponaTueii:

*  Huskuii puck: manuentst 6e3 [1Y wnu ¢ [TY< 0,5 r/cyTt, HopMansHbIM A ], HOpMalIbHOI
CKo.

* YmepeHHbli puck: nanueHtsl ¢ [TY > 0,5-1 r/cyT u coxpanHo# QpyHKIMEH nodek u/uim
¢ ymepenno cHmkenHoil CK® (Ho He < 50 mn/mun/1,73 M) w/mm ¢ AT



 Bbicokmii puck: mamuentsi ¢ 1Y > 3 r/cyr w/umn ¢ CK® < 30 mn/mun/1,73 %,
nanuenTsl ¢ BIITH.

OT60p OONBHBIX B TPYNIBI TEPANHH OCYIIECTBISETCS B COOTBETCTBUU C BBISIBICHHBIM PHUCKOM
nporpeccupoBanus (Tabm. 5), oOUIMil aNTOPUTM JICUCHHUS MIPEICTAaBICH Ha puc. 1.

Tabauua 5.

Omoéop nayuenmos é 2pynnvt mepanuu

* DbonpHBIM C UW30JUMPOBAHHOM TIeMaTypuei, a TakXke C COYETaHHEM TIeMaTypuu C
munumanpao I1Y (< 0,5 r/cyt), HopmansHOii CK® u orcyrctBuem Al, nedeHue He
MOKAa3aHO. JTHU MAIMEHTHI JOJKHBI HAXOUTHCS 01 HaOmroAeHneM Hedpoiora u pas B 6-
12 mecsiieB nmpoxoauTh oocnenoanue (onenka 1Y, ypoBus kpearnnnna/CK®, AJl) ans
CBOEBPEMEHHOTI'0 BBISBJIICHHS IOKa3aHUM K HA4aJly Teparuu.

* IIpu mnepcuctupoBanuu IIY > 0,5 r/cyr mnokazaHa HePpPONPOTEKTUBHAS Teparmusl.
B03M0HO prCOeMHEHNE PHIOBETO KHUPA.

* Ilpu ITY nedpoTtnyeckoro ypoBHs wiau nepcuctupoBanuu I1Y > 1 r/cyt (HecMoTps Ha
tepanuto HAIID/BPA B Teuenue 3-6 mec. u anexBatHblii kKoHTposib AJ]) u CK® > 50
mi/mun/1,73 M” oka3aHa MMMYHOCYIPECCHBHAS TEPAITHSL.

3.1. HepponporexkTtuBHasi Tepanus [43-54]

Pexomengauus 3.1.1. IIpemnaraercs Je4eHue UHTUOUTOpaMHU
aHruoTeH3uHNpeBpamniaromero ¢epmerra (MAIID) wnmm OnokaTopamMu pPeErENTOPOB
aaruoten3una Il (bPA) mpu ITV ot 0,5 no 1 r/cyt. (2D)

Pexomenganus 3.1.2. Pexomennyercs mymrensHoe aedenne nAII® niu bPA npu ITY >
1 r/cyT, C MOBBIIIEHUEM JI03bI penapaToB B 3aBucuMoctu oT AJl. (1B).

Pexomennanus 3.1.3. [Ipu IgA-nedponarun nenesbiM ciexyer cuutath AJ[ < 130/80
MM PT. cT. A manueHToB ¢ [TY < 1 r/cyt u AJl < 125/75 mm pr. cr. ipu ITY > 1 r/cyT.
(HI')

Pexomengaums 3.1.4. [Ipennaraercs noseimenue 1036l UAIID u BPA 1o makcumanbsHo
MEPEHOCUMBIX ¢ TeM, 4T0o0bI noctryb [1Y< 1 r/cyt. (2C)

Pexomennanus 3.1.5. IIpu nepcuctupoBanuu I1Y 1 r/cyt, HecmoTps Ha 3-6 MeCAUHYIO
tepanuto uHruoutopamu AII® naum BPA wu anexkBatHblii KOHTpodb A/l, mpemaraercs
UCIIOJIb30BaHUE pbrIObero xupa. (2D)

Pexomennanust 3.1.6. Y mnanuentoB c¢ IgA-nHedpomatueit wu - aucaunuaeMuen
nenecoobpa3Ha KOPPEKIMsA JIMOUIHBIX HApyIIEHHH COTJIACHO COOTBETCTBYIOIIUM
pexomernanusam s 6oapHBIX XBI1. (HI')

3.2. UmmyHocynpeccuBHas Tepanus [55-74]

Pexomennanus 3.2.1. [Tauuentam ¢ nepcuctupyromeit ITY > 1 r/cyt (mecmotps Ha 3-6
MecsiuHOE onTuMalibHoe nojaepkuBatoniee jgeueHne nAIID/BPA, anekBaTHbIN KOHTPOIB




aprepuansHoro gapnenust) 1 CK® Gomnee 50 mn/mum/1,73 M, mpemaraeTcs IpoBeaCHIE
6-MeCSYHOTO Kypca MOHOTepanuu KopTukoctepougamu. (2C)

Ilpu omcymcmeuu omeema Ha mornomepanuio kopmuxocmepouoamu (I'KC) maxmuka
oanvHeuwen UMMYHOCYNPECCUBHOU Mepanuu He OnpeoeieHd, COOMBenmcmsayuue
PAHOOMUBUPOBAHHbIE KIUHUYECKUE UCCTIe008AHUS He NPOBOOUTUCD.

Pexomennanus 3.2.2. ¥V namuentoB ¢ IgA-nedpomnaTtueii npennaraercs He NPUMEHATH
COYETaHHE KOPTHUKOCTEPOMIOB ¢ HuKiIopochaMuaoM WIM  a3aTHONPUHOM (32
UCKIIIOUEHHEM ciy4aeB IgA-Hedponatuu ¢ TOMYIYHUSIMH M OBICTPHIM CHHXCHHEM
byHkmuy nmouek). (2D)

Pexomennanusi 3.2.3. V GombHbeix IgA-nedponarueit co CK® < 30 mn/mun/1,73
IpeJJIaraeTcsi He MCIOJIb30BaTh MMMYHOCYIPECCHBHBIE Ipenaparhbl, 32 HCKIIOYCHHEM
ciydaeB IgA-HepomaTtun ¢ MOMYIYHUSMH M OBICTPBIM CHM)KEHHEM (YHKIIMU IIOYEK.

2C)

Y omoenvuvix 6Oonvnvix npumenenue I'KC 6 couemanuu c yuxiogocghamuoom unu
a3amuonpuHoM CHudicaem akmusHocms IgA-nepponamuu, oowako omcymcmeyem
ookazamenvHas 0A3a IUAHUAL OAHHOU MePaAnuU Ha OMOALEHHbI NPOSHO3.

Pexomennanusi 3.2.4. Ilpeamaraercss He MCIONB30BaTh MHUKO(EHOIaTa MO(PETH s
neuenus IgA-Hedponatun B kauecTBe npemnapara «nepBoit auaumy. (HI)

Omcymcemeyiom dokaszamenbcmea Oonbuiel Ul  CONOCMABUMOL €  NPEOHU30TOHOM
appexmusHocmu npumeHerusi Opyeux UMMYHOCYNPECCUBHBIX NPEnapamos (6 mom uucie
MuKkoghenonama mogemuna) 6 xKauvecmee mepanuu nepeou auHuu y Ooavuvix ¢ IgA-
Heghponamuetl.

3.3. Jleuenne arunu4Hbix Gpopm IgA-nedpponaruu [75-79]

bone3nv munumanvnvix usmenenuii ¢ 0oenosumamu IgA

Pexomennanus 3.3.1. Y nanuentoB ¢ HC u BbIsBIEHHBIMU IpU OMOIICUM NIPU3HAKAMU
00JIe3HM MHMHUMAJIBHBIX H3MEHEHMH C  ME3aHTHaJIbHBIMU  Jeno3utamu  IgA
pPEKOMEH/IyeTCsl MPOBOAMUTH JICUEHUE B COOTBETCTBUU C PEKOMEHIAIMAMHU JUIs OOJIe3HU
MUHUMAJIbHBIX U3MEHEHUH. (2B)

IgA-negpponamus c maxkpozemamypueit u accoyuupoeannoi c neit OIlH

Pexomennanusi 3.3.2. YV manueHToB ¢ NOATBepkIAeHHOM IgA-nHedpomartueit npu
pazsutun OITH, accouumupoBaHHON € MakKporemarypuei, [elecooOpa3HO MPOBECTH
MOBTOPHYIO OWOTCHIO TIOYKH, €CIIM 4epe3 5 AHEH Mociie Hadyala CHIKCHUS MMOYEeUHOM
¢ynkuuu He Hactynaet yayumenue. (HI)

Pexomenganus 3.3.3. [Ipennaraercs npoBoauTs noaaepkuparontyto tepanuto OITH npu
IgA-nedpponaTuy, ecnu mnpu  OMONCUM, BBIMOJIHEHHOW BO  BpeMsl  3SIU30/a
MakporeMaTypuu, HMEITCS TOJBKO IPU3HAKKM OCTPOrO KaHAJIbLIEBOIO HEKpo3a ¢
SPUTPOLMTAPHBIMY LMJIMHAPAMH B IIpocBeTe KaHanbLeB. (2C)



IgA-negpponamus c nonynynuamu

Pexomennanus 3.3.4. [Ipu IgA-nedponatuu ¢ OBICTPONIPOrPECCUPYIOLINM YXYALICHUEM
¢yHKIMM U BBIABICHMEM B OuonTare mnonyiyHuid Oonee yem B 50% KiyOOUKOB

npeiaraeTcs JIeYeHHEe KOPTUKOCTEpouAamMu U IuKIodpochaMuoM TO CXEeMe,
anajornyHoit cxeme jeuenust AHL[A-Backynurtos. (2D)

3.4. [lpyrue Buasbl Jiedenus [80-86]

Juema. Jluetnyeckue peKOMEHIAIMM pPa3pabaThIBAIOTCA HWHIUBUAYAIBHO C  YYETOM
ocoOeHHOCTeH TeyeHHs 3a00jieBaHMSI Yy KOHKPETHOTO OOJIBHOTO B COOTBETCTBHHM C

pekomeHjauusaMu 1o jgeyeHnro XbII.

@)
@)

OrpannumnBaercst norpedienue conu (10 3—5 r/cyr).

Huskoanneprennas auera (OrpaHHMyYeHHE IIIIOTEHA, MsICa, MOJIOKA) HE 3aMeIUIseT
porpeccupoBaHusl 3a00JIeBaHUs, HO MOKET OBITh MPEUIoKEHa MpHU codeTaHuu IgA-
Hedponaruu ¢ nenuakueit (HD).

I[lo wmepe cHwkeHuss (QyHKIUM TOYEK MpPU OTCYTCTBHM MPOTHUBONOKA3aHUI
OTpaHUYMBAIOT MOTpebaeHue Oenka ¢ nuuiei: 1o 0,6 r/kr maccsl Tena/cyt npu CKO
ke 60 Mi/Mus/1,73 M (U YCIOBHH HPUMEHEHHS KETOAHAIOTOB AMHHOKHCIIOT).
BonbHBIM € OXUpEHHEM, THUIEPIUNUACMHEH, CHI)KEHHEM TOJEPAaHTHOCTH K
yIJI€BOAAM, JIUMUTHPYIOT YHOTPEOJICHHE KUBOTHBIX JKUPOB U JIETKO yCBAUBAEMBIX
yTJIEBOOB.

Omka3z om Kypernusa u ynompeﬁﬂemm ajlko2oJina.

YCmpaHeHue ouazoe un¢el<uuu.

Pexomennauusi 3.4.1. llenecooOpa3zna caHauusi O4yaroB HMH(QEKIMH, MPOBOLMUPYIOLINX
oboctpenue 3abonesanus. (HI')

Pexomennauus 3.4.2. Ilpenyaraercsd He MPOBOAMTH IUIAHOBYHO TOH3WIBKTOMUIO Ipu IgA-

Hepponatuu (2C). TOHZWIPKTOMHS MOXET OBITh NPEAJIOKEHA OTIACIbHBIM OOJBHBIM C

yacTeIMU penuauBamMu IgA-nedponartuu Ha (GoHE 0OOCTPEHMI XPOHHMUECKOTO TOH3WILINTA,

pU KOTOPOM He 3P PeKTHBHBI KOHCepBaTUBHBIE MeporpusTus. (HI')

11 pumenenue 0e3azpezaumoe.

Pexomennauusa 3.4.3. Ilpensaraercsd He MCIONB30BaTh J1€3arperaHThl s jedeHus IgA-

Hedpponaruu. (2C).



Pucynok 1. Aaropurm Jieyenusi IgA-nepponarun

MepBuyHas IgA-HedponaTna, NoATBEPKAEHHAA MOPPOIOrMYECKN

HU3KWUW PUCK
(HeaHaLII/ITeanble M3MEHEeHUA ocaaka
Mouu, HopmanbHast CK®, otcytcTeue Al

¥

)

YMEPEHbIA UMK BbICOKUN PUCK
(MY >0,5-1 rleyT winnm chmxeHne CKO
nivnu Hanmune AT )

ExeronHoe obcrenosaHie B Te4eHme
kak MuHuMym 10 net

OnTvMK3aLMs NOAEPXVBAIOLLEN
Tepanuu

OCTPOE U BbICTPOE
CHWXEHUE CK®

OrH Bcneacteve

makporemarypum
VAW APYTUX NPULUH

v

v

Ho > 30-50 mn/MuH/1,73 m2

CK® < 30-50 mn/mMuH/1,73 m?

[MoppepxvBatowas
Tepanus

HedpoTtuyeckuii
cuHgpom unu BIMrH

[pogomkeHne NoanepxmBaloLLen
Tepanun B TeYeHNE kak MUHUMYM 3-6
MecsLeB

My > 0,5-1 ricyt
CK® B HOpMe Unu He3Ha4UTENbHO |,

MpofomKeH e NOAAEPKMBaIOLLEN
Tepanmm
MMmyHocynpeccueHast Tepanust He
rioka3aHa (3a UCKnio4eHvem cnyyaes
BIrH)

lMpomomkeHe NogaepxK1BatoLLen
Tepanum npu 1Y < 1 r/cyT u CHUXEHUM
CK® < 30% 3a 6 mecsiueB

N B G U I G

4. ITPOI'HO3

MpucoeanHerne
TTTHOKOKOPTUKOCTEPOMEOB Npy MY

>1 r/cyT unm nporpeccupyioLLem
cHkeHun CK® HecmoTps Ha
aneKBaTHbIN KOHTpomb Afl

[MpucoepmnHeHne

UMMYHOCYNPECCUBHON
Tepanum

Teuenue [gA-Hedponatuu CYUTAIOT B 1[EIOM OJIArONPUSTHBIM. Y OOJNBHBIX ¢ MUHUMaNbHOU [TY
OTMEUAETCS] HU3KUM PUCK ITPOTPECCUPOBAHUS.

dakTopbl HEONArONPUATHOTO MPOrHO3a OOCYKAamuch Bbime (cM. M. 3 «OueHKa pucka

IIPOTPECCUPOBAHU).

ITpu Beipaxkennoit I1Y w/wim noBblIeHHOM ypoBHE KpeatuHuHa B KpoBu TIIH pa3BuBaetcs
gepe3 10 nery 15-25% , wepes 20 net — y 20-30% O6onpHbIX [23,25].

IgA-nedponatus perunuBupyet B 20-60% TpancruianTatoB. Penuaus 3a601eBaHust IPUBOAUT K
yXyaAueHuto (yHKIMU U noTepe Tpanciuiantara B 1,3-16% ciyuaes [11,12].
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