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AHHOTALOUSA

[TpeacraBieHHbIe peKOMEHAAUN 0000IIAIOT MPUHSITBIE B MUPE MOJXOAbI K JUArHOCTHUKE U JICYCHHIO OIHOTO M3
HanOoJiee pacpoCTpaHEHHBIX BHOB IIoMepyiaoHedpura — [gA-nedponarnn. OHU COCTaBICHBI B COOTBETCTBUH C CO-
BPEMEHHBIMH MEXITYHAPOAHBIMH [ 1] 1 OTe4eCTBEeHHBIMH [2] peKOMEHIAIMSIMHA TI0 JICIEHHUIO TTIOMEPYTOHE(PPUTOB, OCHO-
BaHHBIMH Ha Pe3yJbTaTax CHCTEMATHYECKHX 0030POB U METa-aHAJM30B PCIICBAHTHBIX KIMHUYECKHUX HCCICOBAHUM, a
TaK)Ke HAKOIUICHHOM Ha CETrOHSIIHUI OTeUYeCTBEHHOM OIIBITE aJalTallii MEXIYHAPOIHBIX PEKOMEHAAIMH K YCIOBUIM
Poccuiickoro 31paBooxpaHeHusl.

Jlannble PekoMeHIanuu He cliefyeT pacCMarpuBarh B KadeCTBE CTAHIApTa OKa3aHUS MEAMIUHCKON TOMOIIH, I10-
CKOJIBKY B CYIICCTBYIONICH KIMHUYCCKON MPAKTHKE 00EM TUATHOCTUKHU W JICUCHHS ONPEICIICTCS HHINBUIYaTbHBIMU
0COOCHHOCTSIMU MALUEHTOB, IOCTYTHOCTBIO PA3IMYHBIX JISKAPCTBEHHBIX CPE/ICTB U CHELU(PUKOI KOHKPETHOT'O JISYUeOHOTO
YUPEKICHUS. 32 YMECTHOCTh IIPUMCHEHUS TAHHBIX PeKoMeHIauii B KOHKPETHOW CHTYaIlUl HECET OTBETCTBCHHOCTD UC-

[IOJIB3YOLIMM UX Bpad.
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OIIEHKA CWJIbl PEKOMEHJIAIIMI M YPOBHS X TOKA3ATEJILHOCTH
Jlns pexoMeHaImii cuia ykazana Kak YpoBeHb 1, 2 Wiin «HeT cTerneHmn» (Tadl. 1), kagecTBo T0Ka3aTeabHOMI
0a3p1 o0o3HaueHo Kak A, B, C (Tabm. 2).

OueHka cunbl peKoMeHazauunmn
(cocTaBneHa B COOTBETCTBUM C KJIMHNYeCKuMu pekomeHgauuavu KDIGO)

Tabnuua 1

YpoBeHb

OueHka pekomMeHaLmi

CO CTOPOHbI NaUMEHTOB

Co CTOpPOHbI Bpaya

[anbHeriliee HanpasieHne NCcnosb-
30BaHuA

YposeHb 1
«3KcnepTbl
pPEeKoOMeHAYIoT»

Mopaensawowee GONMbLWNHCTBO
nauMeHToB, OKa3aBLUWXCS B MO-
[OGHOM cuTyaumm, npeanoynm
Obl CrlefoBaTh PEKOMEHAYEMbIM
nyTeMm 1 b HeGOosbLUIas YacTb U3
HVX OTBEPINM Obl ATOT NyTb

MopaensiowemMy GONbLUMHCTBY
CBOVX NaumeHToB Bpay GyaeT pe-
KOMeHA0BaTh C/lefoBaTbh UMEHHO
9TUM NyTeEM

PekomeHpauuns moxeT 6bITb npuHATa
B KayeCTBe cTaHpapTa AeNCTBUA Me-
AVNUMHCKOro nepcoHana B 60nbLUMH-
CTBE KJIIHMYECKMX CUTYyauuni

YpoBeHb 2
«JKenepThl
nonaraioT»

Bonblias yacTb NauMeHTOB, OKa-
3aBLUMXCS B NOA0OHOM cuTyaumu,
BblCKa3anucb 6bl 3a TO, 4TOOHI
cnefoBaTb PEKOMEHOYEMbIM My-
TEM, OJIHAKO 3HAYUTESIbHAs YacTb
oTBeprna 6bl 3TOT NyTb

[nsa pasHbIX NauneHToB cneayer
noadvpaTth PasnnyHble BapuaHTbl
pekoMeHgauun, noagxonsuime
MMEHHO uUM. Kaxgomy naumeHTy
Heobxoavma NoMollpb B Beibope
M MPUHATUN PELLEHUS, KOTOpoe
6yneT cCoOTBETCTBOBATb LEHHO-
CTaM 1 NpegnoyYTeHndamMm JaHHOro
nagmneHTa

PekomeHgaumm, BEPOATHO, NoTpe-
6yi0T 06CYXaAEHUS C y4acTMEM BCeX
3aMHTEePECOBaHHbIX CTOPOH A0 Mpu-
HATUA UX B KQYECTBE KJ/IMHNYECKOro
cTaHgapTa

«HeT rpapaunun»
(HI)

JaHHbIn YPOBEHbL NPUMEHAETCA B TEX CJlyHasX, Korga B OCHOBY peKkoMeHaaunn yknagblBaeTca 3,El,paBbII7I CMbICN
nccrnegosarend-akcnepTa nnn Toraa, Korga o6cy>Kp,aeMaﬂ TemMa He OonyckaeT agekBaTHOro npuMeHeHuna
CNCTEMbI 00Ka3aTeNbCTB, NCMNOJIb3yEMbIX B KNMHUYECKOoM npaxkTunke

OueHKa Ka4yecTBa JoKa3aTesibHoM 6as3bl

Tabnuua 2

(cocTaBneHa B COOTBETCTBUM C KJIMHN4YEeCKUMun pekomeHgauuamm KDIGO)

KayecTtBO pgokasa-
TenbHol 6a3bl

3HayeHne

A — BbICOKOE

OKCnepTbl yBEPEHbI, YTO Habntaaemsblin 3 dekT 630K K 0XXngaeMmomy

B — cpenHee

JKkcnepTbl nofaratoT, 4To HabaaeMblin 3P dekT 67IM30K K 0XXKMAAEMOMY, HO MOXET 1 CYLLLECTBEHHO OTINYATLCS

C — Hu3KOoe

Habnopgaemblit 9adEKT MOXET CYLLLECTBEHHO OTNMYATLCS OT OXnaaeMoro apdekra

D — O4yeHb HU3Koe

OxunpaeMsbiii apdekT o4eHb HeonpeaeneHHbI U MOXeT BECbMa OTNMYaTbCsl OT HablogaemMoro

MeToabl, Henoab3yeMble 1JIs1 (POPMYJIHPOBKH PeKOMEHIAINIi: KOHCEHCYC IKCIIEPTOB

Coxkpamenus

Al

ALl
BPA
I'H
u-Alld
MS3IIT'H
HC
OITH
Iy
CK®
TIIH
XBIT
XITH
IgA
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apTepuanbHas THIePTCH3HUS
apTepuaabHOE aBJIcHHEe

roMepynoHepuT

HE(DPOTHUCCKUI CHHAPOM

0CTpast TIoYeyHast HeAOCTATOUHOCTh
MPOTEHHYPHSI

CKOPOCTB KIIyOOUKOBOH (PHITBTpAIIA

XpOHHYECKast 60Ie3Hb MOYEK

UMMYHOIJIOOYIMH A

0JIOKATOPBI PEIenTOPOB aHrnoTeH3uHa 11

MHTHOUTOPB! aHTHOTEH3MHIIPEBPAIIAIONIETO (epMeHTa
Me3aHTHOIPOIH(EPATHBHBIN TIIOMEPYIOHEPPUT

T€PMHUHAJIbHAA TOYCIHAsI HEAOCTATOYHOCTH

XpOoHHUYECKaA MmovYeyHasd HEJOCTATOYHOCTb
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KOJIUPOBAHUE IO MEKJIYHAPOJIHOM KJIACCUPUKAIIUU BOJIE3HEM 10-ITIEPECMO-
TPA (MKB-10)

Knacc XIV: boie3nan MOYEIIoa0BOi CHCTEMBI

brox N00O-NO8: ['momepymsipabie 0oe3HH

NO00.3 | OcTpbiii HebpUTUHECKUIA CUHAPOM — ANDDY3HBI ME3aHTManbHbI NPoAndepaTnBHbI MomepynoHebput
NO1.3 | BeiCTpONpOrpeccupyioLLmnin HePpUTUHECKUIA CUHAPOM — AP DY3HbI Me3aHranbHbI NponMdepaTUBHbIA rMoMepynoHedpuT

NO02.3 | Peunamsupytowias n yctondmsas rematypust — andodysHbIi Me3aHrnanbHbIi nponndepaTmBHbIv oMepynoHebput
NO03.3 | XpoHuyeckuit HepUTUHECKUIA CUHAPOM — ANDDY3HBI Me3aHrasnbHbIi NponndepaTUBHbIN rMoMepynoHedpuUT

NO04.3 |HedpoTtunyecknin cnngpom — anddy3sHbI Me3aHrnasbHbIi NPponndepaTnBHbI rMomepynoHebput
NO05.3 | HedpuTtnyieckunini CMUHAPOM HEYTOYHEHHBIN — AP PY3HbI Me3aHrasbHbI NponndepaTyBHbIA rmoMepynoHedput

NO06.3 | N3onmpoBaHHasa NPOTEMHYPUS C YTOHHEHHBIM MOPGDONOrM4ecKnM nopaxeHnem — anddy3sHbIi Me3aHranbHbli nponude-
paTMBHbIN rmomepynoHedpuT
NO7.3 |HacnepcteseHHasi HedponaTusi, He knaccudUuMpoBaHHas B Opyrux pyopukax — anddyasHbii Me3aHranbHblii nponude-
paTMBHbLIN rmomepynoHedpuT

1. BBEJIEHHUE

IgA-nedponarus (cunonnMbl — [gA-HEeQpuT, 601e3HL bepike, cnH(apuHTHUTHASI TEMaTypHs) —UMMYHOKOM-
TUIEKCHBIA TIIOMepYTOHE(PHT, XapaKTePUIYIOLIUIICS MTPEUMYIIIECTBEHHBIM OTJIOKEHHEM B ME3aHT MU HMMYHO-
mmobynuHa A (IgA), ipu KITacCHYeCcKOM TEUCHUH — ME3aHTHAIbHOM mponrdeparneii.

OnuaeMUO0I0T U

[IpencraBnser coboi Hanboee pacpoCcTpaHeHHYIO POPMY TIEPBHYHOTO (MIAHOMATHIESCKOTO) TIIOMEPYIIO-
Hedpura (I'H) B Mupe: o 1aHHBEIM MOP(OTOTHISCKUX PETUCTPOB, HacToTa [gA-HedpomaTuu BapbUpyeT B 3a-
BHCHUMOCTH OT Teorpaduaeckoro peruona, cocransisist o 10-20% B CLLIA u Espone, 1o 40—45% — B cTpanax
A3sun [3-5]. [lo-BuIUMOMY, HICTHHHAS PAaCcIIPOCTPAHCHHOCTD IgA-HedpomaTuu BeIIIe, Tak KakK, C OJHOW CTOPO-
HBI, HE BCEM MAIFIEHTaM C XapaKTepHOW KIIMHUYECKOH KapTHHON 3a00JIeBaHNS BBITIOTHSIIOT OMOTICHIO TTOYKH,
¢ Ipyroil — mpu3Haku [gA-Hedpornatun 0OHApYKUBAIOT B OWONTATaX MOYCK Y JUI O0€3 SIBHBIX KIMHUICCKUX
TposiBIIeHUH 3a0omeBanus [6,7]. IgA-Hedpomarus Jame pa3BUBaeTCA y MPEACTaBUTENICH a3UaTCKOW U €BPO-
neouaHON packl [8]. OHa MOXET HaUMHATHCS B JIIOOOM BO3pacTe, OJHAKO MUK 3a00JIeBA€MOCTH TIPUXOIUTCS
Ha BTOPOE U TPEThE mecsITrmieTus xxu3nu [9,10]. MykauHbI 3a00JI€BaOT, B CPEAHEM, B 2 pasa Jare, 4eM JKeH-
mmHEL [gA-aedpomatus B 35-50% cinyyaeB penuIuBUpPYET B TPAHCIUIAHTATE; BBDKUBAEMOCTh TPaHCIIAaHTATa
BBIIIIE, YEM TIPH IPYTHUX OoJe3Hsx mouek [11,12].

IMarorenes IgA-nedponarun

Mexanmu3m pa3Butus [gA-Hedpomarnn — UMMYHOKOMIUTIEKCHBIN. [10 COBpeMEHHBIM MPEACTABICHUSM, BE-
IYIIYIO POJIb UTPAIOT U3MEHEHHs CTPYKTYPhI MOJEKYNbl IgA, oOyclioBlIeHHbIE HApyIIEHHEM IIPOIECCOB €e
TIMKO3WIMPOBAHUA U MTOJTUMEPHU3AIlNH U, KaK CIIEZICTBHE, HAPYIIEHHE B3aUMOACHCTBUS ¢ OeITKaMHi MaTpHKCa,
pernienniropamMu K IgA Ha ME3aHTHANBHBIX M IPYTUX KJIETKAaX, C KOMIIOHEHTAMHU CHCTEMBI KOMITJIEMEHTA. JTO
MIPUBOJUT K JCTIOHUPOBAHUIO TIONUMEpHOTo IgAl B Me3aHTHH, akTHBAIIMH CHHTE3a KIETKAMHU ITOYeK pasInd-
HBIX IIUTOKUHOB M (JAaKTOPOB POCTA C Pa3BUTHEM XapaKTEPHBIX MOp(doIorHaecKux n3MeHeHui [13—15].

[IpenpacmonokeHHOCTh K IgA-Hedponarnn MokeT OBITH 00YCIIOBICHA HOCHTEIHCTBOM OTIPEICICHHBIX
noKycoB cucteMbl HLA, B 9acTHOCTH, AT CeMEUHBIX (hopM HIAeHTU(DUITUPOBAHBI JIOKYCHI 6q22-23 (IGANT1),
492631 (IGAN2) u 17q12-22 (IGAN3) [16,17]. YTouHsAETCS POIH APYTUX BO3MOKHBIX TCHOB-KaHINIATOB.

[IpoBommpyromumu GpakTopaMu SBISAIOTCA WHGEKIINU BEPXHUX M HIHKHHUX JIBIXaTEIbHBIX MyTEH, OCTphIe
MH(EKIIMOHHbIE WM BUPYCHBIE TACTPOIHTEPUTHI, APYTHe NH(EKINH, BakuHanus, YD-o0mydenue.

Kaunuyeckas kapTuna

Kimmanueckast kaptuna [gA-Hedponarnu pasHooOpasHa: MPOSIBICHUS BAPEUPYIOT OT H30JUPOBAHHOMN Oec-
CHMITTOMHON MHUKpOTEMaTypHuH 10 ObicTporporpeccupytomero I'H [18-21].

OcCHOBHBIC KITMHIYECKHUE TPOsSBIcHUS [gA-Hedpomaruu:

*  [emamypus — pa3HOH CTENEHU BBIPAXEHHOCTH (MuUKporemarypus, B 40-50% ciydaeB makporema-
TypHsi), MOXKET OBITH M30JUPOBAHHON 1 B couetanuu ¢ I1Y, nmpu (pa3zoBo-KOHTpaCTHON MUKPOCKOIIHH OCaIKa
MOYH BBISBISIOTCS TUCMOP(HBIC SPUTPOITUTHI.

*  [lpomeunypuss — 061900 HeOOMbImas (< 1 T/CyT), H30MMPOBAaHHON OBIBaET peako. Bo3aMoXHO pa3Bu-
THe BeipakeHHo# I1Y ¢ hopmupoBanmem Hedporndeckoro cuaapoma (HC) ra paszubix cramusx 6ome3nun. HC
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BBISIBIISIETCSI TONIBKO y 5% Bcex 0oibHBIX ¢ [gA-Hedpomnaruei, 6onee XapakTepeH JUisl IeTeld U TOAPOCTKOB.
BbIpaskeHHOCTB IPOTEUHYPUHU ONPEICIISIeT MPOrHO3 3a00IeBaHNUSI.

* Apmepuanvnas eunepmensus (Al') — vaie HaGroRaeTCS MPH BEICOKOAKTHBHOM TedeHuu ['H B couetanuu
C IPOTEUHYpHUEH 1 OCTPOit moueuHoi HepocrarouHocthio (OITH) (B aeOrore min nipu obocTpeHun Hedpura),
TaKXKe pa3BUBaeTCs MpU POPMUPOBAHUHU HEHPOCKIIEPO3a.

* Ocmpas noueunas HedocmamoyHocms (B COYETaHNUU C ONUTYpHeit, oTekaMu U Al') MOXeT BO3HUKHYTh Ha
nro6oii craguu IgA-Hedponaruu B pe3ynbsraTe TSKeJI0ro MMMYHHOTO ITOBPEXKICHHUS KITYOOUKOB ¢ JOPMUpPOBa-
HUEM TOJTYYHUH WU BCIIEACTBUE OKKITIO3UU KaHAIBIEB 3PUTPOIIUTAMU.

* Xponuueckas noueunass HeOOCMAmMOYHOCHb PAa3BUBACTCS TIPU JIUTEIBHOM TEUeHHH 3a00JeBaHUS B
OCHOBHOM Y MAIIMUEHTOB ¢ BBICOKUM PUCKOM INporpeccuposanus X1 'H.

* [losviutenue yposHs IgA (B OCHOBHOM IOJIMMEPHBIX (POPM) B CHIBOPOTKE KPOBH OOHApYKUBAeTCs y 35—
60% OOJIbHBIX, KaK MPABUIIO, HE KOPPEIUPYET C TAKECThIO OOJIC3HU.

Paznuyarot cremyroniye BapuaHThl KITHHUYECKOTO TeueHus [gA-Hedponaruu:

1.  Knaccuueckuit ¢ nosmopusimu snuzooamu makpozemamypuu (cunpapunrutaas remarypus) (30—
50% OGOJIBHBIX):

* yaIle pa3sBUBACTCS Y MOJIOJBIX JIULL;

* XapaKTEepPHO OCTPOE HAYaJo C STH30/1a MaKporeMarypHH, BOZHHKaeT Ha (hoHe HH(EKITMOHHOTOo 3a001eBa-
HUSI (0OBIYHO PECTTMPATOPHOM, pEKe MOUYEBOM, KMIIIEYHOH MH(EKIINH U T.1I.) OHOBPEMEHHO HJIH B TiepBbIe 2—3
JHsI OOJIE3HU M COXPAHSIETCS] OT HECKOJIBKUX YacOB JI0 HECKOJIBKUX JAHEH;

* BBISIBJISICTCS MOYa Oyporo IBeTa;

* MOTYT OTMEYaThCsI OOJIN B MOSICHUYHOW 00J1acTH;

* HAJIMYHE CTYCTKOB KPOBU B MOYE HE XapaKTEPHO;

* IPM MUKPOCKOITUYECKOM HCCIIEIOBAHIH OCajKa MOYM OOHAPYKHBAIOT JTUCMOP(QHBIC SPUTPOLUTHI, dPH-
TPOLMTAPHBIC IIMITHH/IPEI,

* BeIsIBIIsSIETCS poTennypust (I1Y);

* BO3MO)KHO HapylleHne (yHKINH MOUYeK, Kak MpaBuiio, 00paTuMoe;

* OTMeYaeTcs TpaH3UTOpHas apTepuaibHast runeptonus (Al);

* B MPOMEKYTKAX MEXKIy 3MM30[]aMHi MaKpOreMaTypHH COXPaHseTCs MEePCUCTHPYIONIas MUKPOTeMaTypHsl
WM HAaOJIOIaeTCs TIOJTHASL HOpMAaITM3allHsl aHAJTH30B MOUH ([0 CIIEAYIOIIETO AHU30/a).

2. Beccumnmomnutit (y 30—40% 60IbHBIX):

* qaIre pa3BuBaeTcs y nui nocie 40 net;

* [Ipy 00CIICIOBAHUY BBISIBIISIIOT MIEPCUCTUPYIONLYI0O MUKpOTreMaTyputo B couetanuu ¢ [1Y u/umu Al

3.  Amunuunsie hopmsl IPOTEKAIOT C KIMHUYECKON KapTUHOH, B OOJIBIIECH CTENICHH CXOIHOHN C IPyTUMH
BapUaHTaMU TIIOMEPYJISIPHOTO TIOBPEXKIEHHS — O0JIe3Hh MUHUMAJIBHBIX H3MEeHeHHH ¢ [gA-nemno3utamMu B Me-
3aHruM; octpoe noppexaenue novex (OI1II), acconnnpoBanHOE C 3MTNM30/1aMU MaKporeMarypuu; ObICTPOIIpO-
rpeccupyromnuii I'H ¢ momynmyHusMu u aeno3utamu IgA B Me3aHTHH.

Pexomenpanus 1. [Inarnoctuka IgA-nedponarun 6azupyercss Ha BBISBICHUH CHEHU(PUUECKUX U3MCHE-
HUI Ipy Mopdoornueckom uccnenoBanuu Tkauu nouku. (HI)

Mopdoaornueckne kpurepuu IgA-Hepponaruu

[pu ceemosoit mukpockonuu criektp MOp(HOIOrMIECKUX N3MEHEHUH IINPOKUI 1 BAPBUPYET, B TOM YHCIIE,
B Ouomnrarax OTAe/IbHOro naiueHTa [22]:

* XapakTepHbl o4aroBasi Wiu audQy3Has Me3aHrHalbHas Mpoaudepanus ¢ paClIuPeHUEM BHEKICTOUHOTO
MaTpHKCa;

* BO3MOXKHBI Pa3IMYHON CTENICHN BBIPAXEHHOCTH MHTPA- WIH KCTPaKaNMUIIpHAs posudepanus;

* BO3MO)KHBI CETMEHTAPHBINM HEKPO3 KaTMIUIIPOB KIyOOoUuKa U 00pa3oBaHUE MOTYITyHUH;

* Ha TIO3JIHUX CTAHUAX OOJIE3HN OTMEUAeTCsl HHTEPCTHIUABHBIN (UOPO3, aHTHOCKIIEPO3, aTpodusl KaHAIb-
LEB.

Hmmynognioopecuenmnoe uccinedosanue — 0CHoBa TarHoctuku [gA-nedponaruu. BeIBISIOT Aem031-
ThI IgA (uacto B coueranuu c nenozutamu IgM n/unm IgG) B Me3aHT 1M U KaTMIISIPHBIX CTEHKAX KITyOOUKOB.
[To naHHBIM Pa3TMYHBIX IIEHTPOB, YaCTOTA BBISBICHUS W30JMPOBAHHBIX JIEMO3UTOB IgA komebnercs ot 0 1o
85%. Iloutu Bcerna oOHapykuBaroT neno3utsl C3, pexe C4; nannuue neno3utoB Clq He XapaKTepHO.
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[pu anekmponnoil MuKkpockonuu XapakTepHsl OTJIOKEHUS HIEKTPOHHO-INIOTHOTO MaTepHaia B ME3aHIHH,
pexke cyO0IHIOTENNAIBHO WM CYyO3IUTENHAIbHO, COOTBETCTBYIOIINE UMMYHHBIM KOMIUIEKCAM, OIpeserse-
MBIM TIPH UMMYHO(ITFOOPECHIEHTHOW MUKPOCKOITHH.

2. IMOOEPEHIHUAJIBHASA ITUATHOCTUKA

Pexomenmanus 2. Jluarnos nepeudnoi IgA-nedponariu gomkeH 6a3upoBaThes HA UCKIIOUSHUN BTOPHY-
Horo xapaktepa 3abonesanus. (HI)

[gA-HedponaTiio MOXKHO 3aII0I03PUTh Ha OCHOBAaHUHU XapaKTEPHOH KIMHUYECKON KapTHHBI: HAJTMYUE 111~
30/10B «CHH(APHUHTUTHOW TeMaTypHU H/WIH IIEPCUCTHPYIONIEH MUKporeMarypin B codetanuu ¢ [1Y pazmuu-
HOM CTENeH! BbIPAa)KEHHOCTH U TIOBBIIIEHHBIM ypOBHEM [ZA B KpoBH.

HeoOxoaum TimatensHblii ¢cOOp aHaMHe3a, KOMILISKCHAsI OIIEHKA Pe3yJIbTaTOB KIMHUYECKOTO0, J1aboparop-
HOTO U HHCTPYMEHTAJIBHOTO 00CIIeIOBaHUs JJIsl HCKIIIOYCHHUSI BTOPHYHBIX IpUunH [gA-nedponarun (tadm. 3).
[Tpu BropuuHO# Gopme [gA-HedponaTi Ha MOMEHT OHOTICHH, KaK MPaBUIIO, YKE UMEIOTCS KIMHUYECKUE U

J1a00opaTOpHbIC MPU3HAKKA OCHOBHOTO 3a00JICBaHUSI.
Tabnuua 3

[MprynHbl BTOpUYHOM IgA-HedponaTnm

+ 3abos1eBaHus NeYeHu: UMpPO3 neveHn nioboi aTmonorum
+ 3aboneBaHus kKnLLEYHMKA: Lennakusl, 6onesHb KpoHa, Hecneundbuiyecknii S3BEHHbIN KONUT
+ bosesHu Koxu: ncopuraa, repnetmdopMHbBIN AepMaTuT
+ 3abosieBaHyIsi nerkux v GPOHX0OB: CapKOMA03, MyKOBUCLMA03, NAMOMNATUYECKNA FEMOCUAEPO3 JIEMKMX, 0BNUTEPUPYIOLLMIA BPOHXMONNUT
+ 3s10ka4eCcTBEHHbIE HOBOOOPA30BaHUS:

- pak Nerkoro, ropTaHu, NoaXenya04HOM XeNesbl, OMyXOnau KALWLEYHMKA

- XO[XKKMHCKas TuMdboMa, T-kneTouHble imMdomMbl (B TOM Yucne, rpnboBuaHbINn MUKO3)
* UHgekumm v napasautapHbie 3aboneBarus: BUY-nndekuns, HBV-uHbekums, HCV-nHbekums, ANCCEMMHMPOBAHHbIV TYOEpKynes,
nenpa, XpoOHNYeCKMi LUMCTOCOMO3, TOKCOMIa3mos
- [lpyrue cuctemMHbie v ayTOMMMYHHbIe 3a60/1eBaHus: remopparuyeckuii Backynut LLieHneiiHa—-leHoxa, cMcTemMHasi kpacHas BO-
YyaHKa, PeBMaTONAHbIN apTPUT, aHKUIIO3VPYIOLLMIA CMIOHAWUINT, KpUOrnobynuHemus, cknepoaepmusi, cuHapom LLlerpena, 6onesHb
BexyeTa, cuHapom PeinTtepa
+ 3aboneBaHus, koTopbie MOryT coyetarbcsi ¢ IgA-HedponaTtumein: ANCA-BackynuThl (rpaHynemaTo3 BereHepa), anabeTtuyeckas
HedponaTus, MeMbpaHo3Hasa HedponaTus.

IgA-nedponaruto crenyet auddepeHIpoBaTs ¢ APYrUME Me3aHTHanbHBIMU Gopmamu ['H u psgom Ha-
CJIEJICTBEHHBIX He(pomaTrii, MPOTEKAIOIINX C reMaTypuei (CHHIpOM AIbIopTa, 00Je3Hb TOHKUX MEMOpaH).

Knmanyeckne npossienns IgA-HedponaTnn He pa3inyaroTcsi IpH HIHMOATHIECKOM M BTOPUYHOM BapH-
aHTax 3a0o0JeBaHMs, B 3TOW CBs3M MU depeHInanbHas TUarHoCTHKa 3TUX (POopM TobKHA 0a3upoBaThCs Ha
WCKJTIOYEHUH BCEX BO3MOJKHBIX BTOPUYHBIX MTPUYWH 3a00eBaHus (cM. Tabi. 1).

Heo0xommMo mpoBecTH MOMHOLIEHHOE YPOIOTHYECKOe 00CIeI0BaHUE ISl UCKITIOUSHUS OITyXOJIel ToYeK U
MOUEBBIBOIAIINX ITyTEH, AaHOMAJINI CTPOCHHS U MOJOKESHUS MTOYEK, MOYEKaMEHHOH 00JIe3HH, KOTOPBIE MOTYT
CHMYJIUPOBATh KIMHUYECKYIO KapTuHY IgA-HedponaTum, a Takke COCYIIeCTBOBATh C HEH.

3. JIEHEHHUE

Crierudrdeckoro (3THOIOTMUECKOr0) JieueHUs epBUUHON IgA-HedponaTun B HacTosilee BpeMsi HE Cy-
LIECTBYET, OCHOBHAS 1I€JIb T€pPauK — OTCPOUUTH HAYaI0 3aMECTUTEIbHON NoYeyHoi Tepanui [1].

Pexomennaums 3. TakTuka jgedenus 601bHbIX ¢ IgA-HeponaTueil 0CHOBBIBAETCS HA OLICHKE PUCKA
NPOrPecCUPOBAHUS C MOMOLIBI0 KIIMHUKO-1a00paTOPHbIX U Mop¢osiorudyecknx kpurepues (HI').

YcraHoBJIEHBI Pl (PaKTOPOB, OKA3bIBAIOIINX HanOosIee 3HAYMMOE BIMSHUE Ha ITOYECUHbIH IPOTHO3 y 00JIb-
HBIX ¢ [gA-Hedponarueit [23—40] (Tabm. 4).

Crparnduxanus rpynn pucka 001bHbIX ¢ IgA-Hedponarueii:

*  Huskuii puck: manuenTs! 6e3 [TY wmm ¢ [1Y< 0,5 1/cyT, HopmanbaeiM A1, HopmaibHOM CKD.

®*  VYmepeHnnslii puck: namuerTsl ¢ 1Y > 0,5-1 r/cyT u coxpanHo# (yHKIHEH MOYeK U/WIH C YMEPEHHO
camkennoit CK® (uo ne < 50 mi/mun/1,73 m?) w/unm ¢ AT.

. Boicokmii puck: nanuentsi ¢ I[TY > 3 r/cyt w/nmm ¢ CK® < 30 mur/mun/1,73 m?, manmentst ¢ BITTH.

OT160p OONBHBIX B TPYIIIH TEPATIHMU OCYIIECTBISIETCS B COOTBETCTBUH C BBISIBIICHHBIM PHUCKOM ITPOTPECCH-
poBaHus (TadI. 5), 0OIMil aNTOPUTM JIeUeHUs TIPeICTaBIeH Ha puc. 1.
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Tabnuua 4

Kputepuu HeGnaronpuaTHoro nporHo3a IgA-Hedpponatum:

Knunuko-naboparopHsie
+ CHmxeHne CK® nnn noebileHNe YpOoBHS KpeaTuHNHA B KPOBM HA MOMEHT YyCTaHOBNEHUS AMarHo3a Uim B TedeHune 3abonesaHus
+ ApTepuanbHas runepTeH3nst Ha MOMEHT YCTaHOBJIEHWS ArarHo3a uimv B TedeHne 3abosieBaHms
+ MepcucTupyowas NpoTenHypus i

FeHeTnyeckue

+ OTdaroLweHHbIN no IgA-HedponaTum CEMeNHbIN aHamHe3
+ HocutensctBo reHotuna DD nonumopdHoro mapkepa I/D reHa ACE

Mopdonoruyeckue

+ CBeToonTMyeckas MMKPOCKOMNMS: CNaiky C Kancynon 1 NOAynyHUsl, IMOMepPYsipHbIA CKNepos, aTpodus KaHanbLEB, UHTEPCTULM-
anbHbIi GUBPO3, YTOJLLEHME COCYANCTOMN CTEHKU
* ImmyHOdnoopecueHLmSa:0TIoXeHNs IgA B KanunnsgpHblX NeTnsx
+ ONEeKTPOHHAst MUKPOCKOMNUA:ME3aHTMon3nc, AedekTbl MoMepynsapHor 6a3anbHoi MeMbpaHbl
[lna ctaHgapTM3aunmn BbIPaXEHHOCTU M3MEHEHWNI NPU CBETOBOM MUKPOCKOMUN, ONpeaeneHns nporHo3a 1 Beibopa TakTUkKn neye-
HUs Bbina paspaboTtaHa Okcgopackas knaccugpukaums IgA-Hegpponarum [41, 42]. Noka3aHo, 4TO C HEOGNAroNPUATHLIM NMOYEYHbIM
NPOrHO30M (HE3aBMCMMO OT UCXOLHBIX KIIMHUYECKNA NPOSBAEHNI, a Takxke ypoBHSA MY n kayectsa KoHTponsa AlN) KoppenvpyeT Bbl-
pPaxXeHHOCTb cneayLmnx Mopdonornyecknx naMmeHeHnii (Lukana MEST):

- Me3aHruanbHom runepknetouHoctv (M: M < 0,5; M, > 0,5);

- QHLOKANWINAPHOM runepkneTodHocTu (E: E = HeT; E, = ecTb);

- CerMeHTapHOro romMepysockieposa (S: = HeT; S, = ecTb);

- TYOynapHo aTpopun 1 NHTEPCTMUManbLHoro epubposa (T: T < 25%; T, = 25-50%; T,> 50%).
OpHako AaHHas KnaccudurkaLmsa He YHUTbIBAET Hanmymne nonynyHUin U HEKPOTUSUPYIOLLMX MOBPEXOEHNIA.
Okcgoprckas knaccugpukaums npumeHsietcs: B EBpone, CeBepHou Amepuke, Kutae. B Hallueri cTpaHe goka3aresibHas 6a3a ee
BaMAHOCTY HEAOCTATO4YHasl, HeOOXOAVMbI AaJIbHEHLLINE NCCIe[0BaHNs

Tabnvua 5

OTGOp NauMeHTOoB B rpynmnbl Tepanumn

+ BOnbHBIM C N30IMPOBAHHOK reMaTypureit, a TakxKe C COYETaHMEM reMaTypun ¢ MuHUMansHoi MY (< 0,5 r/cyT), HopmanbHoii CKD n
oTcyTcTBMEM Al leYeHVe He MoKa3aHOo. OTU NaUMEHTbI OJIXKHbI HAXOAUTLCS oA, HabnaeHnem Hedponora u, pas B 6—12 mec npo-
xoauTb obcnenoBanume (oueHka MY, yposHs kpeatnHuHa/CKdD, ALl) nns CBOEBPEMEHHOIO BbISBIIEHUS OKA3aHWIA K HAYany Tepanum
+ Mpu nepcuctnposanum MY > 0,5 r/cyT nokazaHa HeGpPONPOTEKTUBHAS Tepanus. BOo3MOXHO nprucoeanHeHre pbibbero xmnpa

+ Mpwu MY HedpoTMHECKOrO YPOBHS U nepcucTupoBanum MY > 1 r/cyt (HecmoTps Ha Tepanuio MAMN®D/BEPA B TeueHre 3—6 mec 1
anekBaTHblil KOHTPob Al) n CK® > 50 mn/mMuH/1,73 M2 nokasaHa UMMYHOCYNPECCUBHAs Tepanus

3.1. HegponporekTuBHas Tepanus [43—54]

Pexomennanms 3.1.1. Ilpemraraercs JedeHre HHTHOMTOPAMH aHTHOTEH3WHIIPEBPAIIAIONIero GpepMeHTa
(mAII®D) mmu 6mokaropamu penentopoB anrnorensuHa Il (BPA) pu I1Y ot 0,5 1o 1 r/cyT. (2D)

Pexomennauus 3.1.2. Pexomenayercs mmrenbHoe iederne HAII® wimm BPA npu [1Y > 1 r/cyT ¢ moBsI-
IIIEHUEM JI03HI TIperapaToB B 3aBucuMocTH ot AJl. (1B).

Pexomennauus 3.1.3. IIpu [gA-nedpomarun nenesbim cnemyet cuntath AJl < 130/80 MM pT. cT. muis ma-
rueHToB ¢ [1Y <1 r/cyt u AJl < 125/75 mm pt. cT. ipu I1Y > 1 r/cyT. (HI')

Pexomennanms 3.1.4. Ilpemnaraercs noseimenue 1036l HAIID u BPA 10 MakcuManbHO MEPEHOCUMBIX C
TeM, 9To0b! foctudb [1Y< 1 r/cyT. (2C)

Pexomennauus 3.1.5. [1pu nepcuctupoanuu I1Y 1 r/cyt, HecMOTps Ha 3—6-MeCAYHYIO TEpaIMiO WHTH-
outopamu AIl® wim BPA n agexBaTHBIN KOHTpOb AJl, pemraraeTcst HCIOb30BaHNEe PHIOLETO Xkupa. (2D)

Pexomennauus 3.1.6. Y nanmentoB ¢ [gA-Hedpomnartueid u quciunuaeMueii meaecoodpazHa KOppeKIus
JUTHATHBIX HAPYIIEHUH COTYIACHO COOTBETCTBYIONIUM pekoMeHaanusam st 6ompHbIx ¢ XBIL. (HI)

3.2. ImmyHocynpeccuBHas Tepanus [S5-74]

Pexomengamms 3.2.1. [artmentam ¢ mepcuctupytomieit [1Y > 1 r/cyT (HecMoTps Ha 3—6-MecsiIHOE ONTUMAITb-
Hoe TomIepskuBaromiee jteuenne HAIID/bPA, anexBaTHBIN KOHTPOIL apTepranbHOro masieHus) u CK®D Gomree
50 mur/Mur/1,73 M2 ipe/uIaraeTcs IPoOBEAEHHE 6-MeCIIHOTO Kypca MOHOTEpAITiK KOpTUKocTeporaaMu. (2C)

Ipu omcymcmeuu omeema Ha monomepanutro kopmuxocmepoudamu (I'’KC) maxmuka oanvHetiuierl ummy-
HOCYNpecCUBHOll mepanuu He Onpeoeiend, COOmeemcmeayuue paHooMUUPOSaHHble KIUHUYECKUe UCCedo-
8AHUS HE NPOBOOUNUCH.

Pexomennauus 3.2.2. Y nanuenTtos ¢ IgA-nedponarueli mpepiaraeTcs He TPUMEHATh COYETaHNUE KOPTH-
KOCTEPOUIOB ¢ MHUKI0(hochaMUIOM WM a3aTHONPHHOM (32 MCKIIOUeHHeM ciydaeB IgA-Hedpomarun ¢ mo-
JYITYHUSIMH 1 OBICTPBIM CHH)KEHHEM (YHKIINH 104eK). (2D)
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Pexomenmamnus 3.2.3. V 6onbHbIxX ¢ [gA-Hedponarueit co CKD < 30 mi/mun/1,73 M? npeiaraetces He Uc-
M0JIb30BaTh UMMYHOCYITPECCUBHBIE MPENapaThl, 38 HCKIIIOUCHUEM CiTydaeB [gA-HedponaTuu ¢ momyTyHUsIMH
1 ObICTpBIM CHIDKeHHEM (QyHknu noyek. (2C)

Y omoenvnuix 6onvnvix npumenenue I'KC 6 covemanuu ¢ yuxnogocgamuoom unu azamuonpunom CHuica-
em akmugnocme 1gA-nepponamuu, oonako omcymemeyem ookazamenvHas 6aza enuAHUA OAHHOU mepanuu
Ha omoanenHulll NPOSHO3.

Pexomenmanus 3.2.4. [lpeanaraercs He ucmoib3oBarh MUKopeHonara moderwn ans neueHus [gA-
HedpomnaTHy B Ka4ecTBe npenapara «mnepBoi tuaumy. (HI)

Omcymemeylom dokazamenbcmea 60vuell Ui cOnOCMaguMoll ¢ NPeOHU30I0HOM dPhexmusHocmu npu-
MeHeHUs. Opy2uxX UMMYHOCYNPECCUBHLIX NPenapamos (6 mom uucie Mukogenonama mogemuna) 6 kavecmee
mepanuu nepeol iuHuY y 6onbHulx ¢ 1gA-nepponamuetl.

3.3. Jleyenne aTunu4HbIX (popm IgA-HepponaTum [75-79]

bone3nv munumanvuvix uzmenenuii ¢ denozumamu IgA

Pexomenmanus 3.3.1. Y manuenToB ¢ HC U BBISBICHHBIMHU NPU OUOTICUU MPHU3HAKAMH OOJIC3HU MHHHU-
MaJIbHBIX U3MEHEHMH C ME3aHTHaJbHBIMU JeTo3uTaMu IgA pekomeHayeTcst MpOBOIUTH JIEYEHHE B COOTBET-
CTBUH C PEKOMEHIAIMAMHU JUId 0071€3HM MUHUMAJbHBIX U3MeHeHUH. (2B)

IgA-neghponamus c maxkpozemamypueit u accouuuposaunoii c Heii OIIH

Pexomenmanus 3.3.2. Y manueHToB ¢ noaTBepkacHHON [gA-Hedponaruei npu passutun OITH, acconmu-
POBaHHOM C MaKporeMarypHei, 11eJ1eco00pa3HO MPOBECTH MMOBTOPHYIO OUOTICHIO MOYKH, €CIH Yepe3 S5 AHeH
nocyie Hayalla CHUO)KEHHSI TOYeYHOM (QYHKIUK He HacTynaeT yayqmenue. (HI)

Pexomenmaunus 3.3.3. [Ipeqiaraercst mpoBoanTs oz iepxkuBatomtyto repanuto OITH npu [gA-nepponaTun,
€CJIM NMpHU OUOTICHH, BHITIOJIHEHHON BO BpeMs SIH30/]a MaKpOTreMaTypuH, UMEIOTCs TOJIBKO MIPU3HAKH OCTPOTo
KaHaJIbIIEBOI0 HEKPO3a C IPUTPOLIUTAPHBIMH LMJIMHPAaMHU B IpocBeTe KaHajibles. (2C)

IgA-neghponamus c nonynynuamu

Pexomenmanus 3.3.4. [Ipu [gA-nedponaruu ¢ GBICTPONIPOrpeCCUPYIOIINM YXYALICHHEM (PYHKIIUU U BbI-
SBJICHUEM B OMoITare NmomyyHuid 6omnee ueM B 50% KiryOOUKOB Mpejiaraercs ieueHHe KOPTUKOCTEPOUIaMu
1 nukIohochaMuaIoM 1o cxeme, aHaJorndnou cxeme seuenust AHLIA-BackynutoB. (2D)

3.4. Ipyrue Buabl geyenus [80-86]

*  Jluema. Jluetndeckre pEKOMEHIAIMU Pa3padaThIBAIOTCS MHIUBUAYAIBHO C YYETOM OCOOCHHOCTEH
TEYCHUs 3a00JICBaHUsl Y KOHKPETHOTO OOJILHOTO B COOTBETCTBUHU C PEKOMEHIAIIUAMU 110 JieueHnto XbII.

- OrpannumBaeTcs norpedienue comu (10 3—5 r/cyT).

- Huzkoamneprennas auera (orpaHn4eHue TIIIOTEHA, Msica, MOJIOKa) He 3aMeJIsieT TIPOrPeCCHpPOBaHUsI
3a00JIeBaHMsI, HO MOXKET OBITh MIPEATIOKEHA ITpH codeTannu IgA-nedponaruu ¢ uenmakueit (HI).

- [To mepe cHmKeHUsT QYHKIUH IMOYEK MPU OTCYTCTBHH MPOTHBOIOKA3aHUK OTPaHUYMBAIOT MOTpeiie-
Hue Oenka ¢ mumeit: 10 0,6 r/kr maccsl Tena/cyt npu CK® wmke 60 mu/mun/1,73 M? (pu yciaoBUH
MPUMEHEHUS KeTOAHAJIOTOB aMUHOKHUCIIOT).

- BonbHBIM ¢ OKHpeHnEM, THIIEPIUNUACMHUCH, CHIDKEHHEM TOJIEPAaHTHOCTH K YIJIEBOAAM JTHMUTHPYIOT
yIoTpeOieHue KUBOTHBIX KUPOB U JIETKO YCBaUBACMBIX YIJICBOIOB.

*  Omxa3 om KypeHus u ynompeoneHus ankozosi.

*  VYempanenue ouazoe unghexkyuu.

Pexomennanus 3.4.1. LlenecooOpa3Ha caHalysi 04aroB WHGEKIIUHU, TPOBOLUPYIOLIUX 000CTpeHHE 3a00-
neBanus. (HI)

Pexomenmauus 3.4.2. [Ipennaraercss He TPOBOIUTH TUIAHOBYIO TOH3WILIPKTOMUIO mpH [gA-Hedponaruu
(2C). ToH3MUIPKTOMHUSI MOXET OBITh MPEUIOKEHA OTACIBHBIM OOJIBHBIM C YacThIMU penuauBaMu [gA-
HedponaTuy Ha (oHE 00OCTPEHUH XPOHUYECKOTO TOH3MILINTA, PH KOTOPOM He 3P eKTHBHBI KOHCEpBATHB-
Hble Meponpusatus. (HI')

*  Ilpumenenue dezazpezanmos.

Pexomennanusi 3.4.3. [IpemiaraeTcsi He HMCIIONB30BaTh Jie3arperanThl JUIs JieueHus IgA-Hedponaruu.
(20).
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[ MepBuryHan IgA-HepponaTma, NoATBEPKAEHHAA MOPPONOTMYECKU ]
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PucyHok. AnropuTtm nedenuns IgA-HedponaTtnm.

4. MNPOIHO3

Teuenue [gA-HepponaTny CUUTAIOT B LIEJIOM OJIaronpHUATHBIM. Y OONIBHBIX ¢ MUHUMabHOH [1Y oTmevaer-
csl HU3KUI PUCK MTPOrpecCUpOBaHMUSL.

®dakTOphl HEOIATOMPHUSITHOTO MPOTHO3a 00CYXAaTUCh Bhile (cM. M. 3 «OleHKa prcKa MpOrpeccupoBa-
HUS).

[Tpu BeIpakennoii [1Y u/unm noBeimieHHOM ypoBHE KpeaTuHuHa B kpoBu TITH passuBaetcs uepes 10 et
y 15-25%, uepe3 20 net —y 20-30% 6onpubIX [23,25].

IgA-nedponarus peunauBupyet B 20—-60% TpaHcuiaHTaToB. Pernans 3aboneBaHus IPUBOAUT K yXy/IIIe-

HUIO QyHKIMU 1 oTepe TpaHciuianTara B 1,3—-16% caygaes [11, 12].
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