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IgA-HedponaTnsa: 0 4eM CTOUT NMOMHUTL Bpady-Hedposiory?

IgA-HedpponaTUsa: 0 4eM CTOUT NMOMHUTDL
Bpauy-Hedponory?

IgA-HedponaTmnsa npenctasnseT cobon reteporeHHoe MMMYHOBOCMAINTESIbHOE
3aboneBaHune no4vek, NPUBOASALLEE K PA3BUTUNIO HEOOPATUMbBIX N3MEHEHUN NX CTPYKTYPbI.
Huv>Xe Bbl CMO)XeTe 03HaKOMUTBLCA C OCHOBHbIMU KJIMHUKO-MOPMOJI0rn4eckumMm
XapakTepuctmkamu IgA-HecponaTum n pakTopamm HebnaronpnusaTHOro NpPorHo3a.
3aTpPOHYTbl BONPOCHI 3HAYMMOCTU ANArHOCTUKN N MOPKONOrn4ecKom Knaccnpukaumm
MEST-C n npuBeeH aeTasibHbi aifOPUTM BEAEHUS MALMEHTOB C AaHHbLIM 3abosieBaHMEM.



lMoxanyvcrta, HAaXXMUTE Ha MHTEPECYIIOLUN Bac pasaes, 4Tobbl ero OTKPbITh.

IgA-HedpponaTusa: OCHOBHbIE XapPaKTEPUCTUKU U 0CODEeHHOoCTH,
pacnpocTpaHeHHOCTb



IgA-HedponaTns — reTeporeHHoe ayTouMMyHHoe 3abonesaHue™’, onncaHHoe XXaHoM
Beprepom B 1968 roay’. 9To caMas pacrnpocTpaHeHHas hopMa NepBuUYHOro
rnomepynoHegpuTa B Mupe, Kaxaas TpeTtba Hecpobuoncus (27%) nmeeT aaHHoe
3akodeHne’. MpoueHTHoe COOTHOLEeHMEe BCeX ciydaes IgA-HedponaTun K obLieMy Yncny
WHONKAUWMOHHbBIX Buoncmm n Moponornyeckn noaTBEP K AEHHbBIX NEPBUYHBIX UMMYHHbIX
rnomepynonaTuin coctasnsaeT 20,5% 1 31,7% cooTBeTCTBEHHO®. Bonee Toro, AaHHas
naToJsIorna ABNAETCHA U CaAMON YaCcTOW MPUYNHOW Pa3BUTUS TEPMUHAJILHON NOYEYHON
HeJocTaToYHoCcTU™ *,

CTpykTypa Hedpobuoncuin (n=8517) no gaHHbIM BpruTaHckoro peructpa UKRR™.

Image



3a60n1eBaeMoCTb CPeAn B3POCOro HaceneHnss COCTaBAsSeT NPUMEPHO 25 clyyaeB Ha
MWUJISIMOH YesI0BEK B ron’.

nobasibHble AaHHbIe MO PAaCNPOCTPaHEHHOCTN IgA-HedponaTn B HEKOTOPbLIX PernoHax
a
Mupa‘.

Image

B poccuinckon nonynsauum IgA-HedponaTus He ToJIbKO aBnseTca Hanbonee
pacnpoCTpaHEeHHON raoMepynonaTuein, HO TakXe npeactasnseT cobon oamH n3 Hanbonee
YacCTbIX KJIMHNYECKNUX N MOPKONIOrn4eCcKUX ANarHo30B B NpakTuke Hedponoros. B HAN
Heposornn eXxxerogHoO perucTpupyeTcsa okono 45 cnydaeB IgA-HedponaTum cpeamn
pe3unpeHToB CaHKT-MNeTepbypra. 3To cBnaeTeNbCTBYET 0 3aboneBaeMoCTun, 4OCTUratoLWLEen
ypoBHSA oT 8 o0 10 cay4YaeB Ha MUJIIMOH HaceNeHUs, 4TO CONOCTaBMMO C €BPOMNencKom
CTAaTUCTUKOW. PacnpoCTpaHEHHOCTb, KJIMHNYECKNE XapaKTEepPUCTUKK 1 NPOrHo3 IgA-
HedponaTun pas3siN4atoTCa B 3aBUCMMOCTW OT reorpadm4eckoro n 3THMYECKOro KOHTeKCTa
B Poccun®.

O4oHOWM 13 XxapaKTepHbIX ocobeHHocTen IgA-HedponaTum aBnaeTCca oTnoxxeHune IgA B
Me3aHI UK KIyBo4YKOB, YTO MPUBOAUT K MPoandepaLmnm Me3aHrnanbHbix Knetok’ . Puck
nporpeccnpoBaHuna IgA-HedponaTnm 40 KOHEYHOW CTagnun NoYe4YHon HeJoCTaTOYHOCTH
yepes 10 feT 3Ha4YUTeNLHO BapbupyeTcs (0T < 10% 00 60%)'. Ha paHHUX 3Tanax 3TOT Tun
HedponaTum MoOXKeT BbiTb CMOHTAHHO 06paTMMbIM, 4TO NOOYEPKMBAET Ba)>XHOCTb PaHHEN
AVNArHOCTUKWN N NMPOBeAEeHNA afeKBAaTHON Tepanun oas npenoTepalleHnsa gasbHenLwero
nporpeccnpoBaHuns 6onesHun. MauveHTbl, cTpadatowme IgA-HecbponaTmen, TpebytoT
anntenbHoro HabnwgeHns (He meHee 10 neT), NOCKONbLKY 3aboneBaHne nMeeTt
CKJIOHHOCTb K MPOrpeccupoBaHunio’. Ba>kHO OTMETUTb, YTO COrlacHO AaHHbIM PerncTpos
Hedpobuoncun, IgA-HedponaTns B 50% (13—60%) cnyyHaeB MOXET peunanBnpoBaThb B
TPaHCMIaHTUPOBaHHON noyke™,

Ponb MMMYHHOM cucTeMbl B pa3Butum IgA-HecdpponaTtum m ponb
aKTUBaL UM NyTU KOMMNJIEMEHTa



BocnanuTtenbHas peakumsa cam3ncTbix 06ono4ek 3anyckaeT cuHTe3 IgA, o4HaKo Ha oHe
TOYeYHbIX MyTauun reHoB obpasyeTcs aedeKTHbIN 6enoK C N3MEHEHHON CTPYKTYpon —
rasiakTo3o4eduUUunTHbIN IgA1*. Pa3BnuTne NaToIOrM4eCKOro npoLecca ConpoBoX4aeTCs
obpa3oBaHMeM ayToaHTUTEN, HanNpaBJIEHHbIX NPOTUB ranakTtosogedpuunTHoro IgAl, a
Tak>Xe obpa3oBaHMeEM MaTOreHHbIX MMMYHHbIX KOMMJIEKCOB, cogepxxawmx IgAl, 4To
NPUBOANT K aKTMBALMN KOMMNJIEMEHTa Yepes aJibTePHATUBHbIN NyTb. Lnpkynupyouwmne
WMMYHHbIE KOMMNJIEKCbI MOMNadaloT B Me3aHrni 1 Bbi3bIBAOT KJIETOYHYIO Nponundepayunio
Me3aHrnasibHbIX KJIETOK 1 Ype3MepHoe obpa3oBaHMe BHEKIETOYHOr0O MaTpuUKCa,
LIMTOKMHOB 1 XEMOKMHOB, MOBPEXAas MNpu 3TOM noykm® 2,

Image

Y 90% nauuveHTOB CYLUEeCTBYIOT N’MCTOJIOrMYecKue aAoka3aTesibCTBa BOBJIeYeHUs
asbTepHaTUBHOIO NyTU KOMMJIEMEHTa.



CoBMeCTHOE OTJIOXKEeHNEe KOMMNOHEHTOB aJibTEPHATUBHOIO NyTH (Taknx kak C3, nponepanH
n q)aKTop H) c MMMYHHbIMW KOMIMJIEKCaAMWN B Me3aHIM noanep>XmBaeT aKTUBHOCTb
aJIbTEPHATMBHOIO NYTN aKTNBaUUN KOMIJIEMEHTaA.

CyuwiecTtByeT rmnoTesa 0 YeTbipexaTanHoM pa3BuTumn IgA-HecponaTun, B paMKax KOTOpPOM
npennonaraeTcs akTUBaLMSA NyTW KoMnnemMeHTa™ ™ *2,

Image

IgA-HecpponaTUA: KIMHUYECKaAs KapTUHA, AMAarHOCTUKA U NPOrHo3 Aans
nauMeHTa

IgA-Hed ponaTua xapakTepusyeTcs LULMPOKUM CMEKTPOM KJIMHUYECKUX



xapaktepucTuk’ > 1>71% 36,

e FeMmaTypma: MUKPO- N MakporemaTypusa otmedaeTca y 40—50% naymeHTos. MNpun
(ha30BO-KOHTPACTHON MUKPOCKOMNM OCaZika MOYM BbIABAAKOTCA ANCMOPQHbIE
3PUTPOLMUTHI.

e NMpoTtenHypua: obbl4HO < 1 r/CyT, peaKo U30aMpoBaHHasa. HepoTNYeCKNN CUHLPOM
BO3HMKaeT Yy 5% naumeHToB, Yaule y oeten n noapoCcTKOB.

e ApTepuasibHas rMNepPTeH3mns: Jyalle B CoO4eTaHUN C BbICOKOAKTUBHbIM
rnomMepysioHepuUTOM, NPOTENHYPUEN U OCTPON NOYEYHON HEJOCTaTOYHOCThIO.

e OcTpas noYyevyHas HeAO0CTAaTOYHOCTb: MOXET BO3HUKHYTb Ha fitobon cTaanm mns-3a
TSXKEeJsI0ro NoBpeXXAeHns KJybo4KOoB UM OKKJIIO3UN KaHaslbLeB 3puTpoLmTamMu.

e XpoHMUYecKas noyeyHas HeAOCTAaTOUYHOCTDb: Yallle pa3BMBaETCA Yy MauneHTOoB C
BbICOKUM PUCKOM MNPOrpeccupoBaHuns.

e NMoBbilWmeHue ypoBHA IgA (B OCHOBHOM NOJIMMEPHbIX (pOpPM) B CbIBOPOTKE
KpoBM: oTMevaeTcs Yy 35—60% nauneHToB 1 0O6bIYHO HE CBA3aHO C TAXKECTbIO
3aboneBaHus.

KayecTBeHHas AMarHoCTMKa UrpaeT Ba)kHYHO POJib B onpeaesneHnn HeobxoammocTun
npoBeaeHns ruorncum. 1o BKAOYAET B cebs 0bLMA aHaIN3 MOYM ANA OLEHKM
NPOTEMHYPUN U FEMATYPUN, a TaKXKe U3MepeHne CKOPOoCTU KJIyB0oUYKOBOW (huabTpaLnn.

OCHOBHbIE NOKa3aHUA K BbINOJIHEHUIO Guoncum noukn’’:

Image

CTonkasa npoTenHypusa n (Mnn) rematypus nocae NCKIYEHNS APYrX NPUYNH.
Image

HedpoTnyecknin cmnHgpom.

Image

Hedputnyeckuin cMHOpoM (oCTpbI, BbICTPONMPOrpeCccnpyoLLnin, XPOHNYECKNA).
Image

CHmxeHne CK®, HeobbsACHUMOE NpU KIIMHUYECKOM UCcnenoBaHum (ocTtpoe nnm
XPOHMYECKoe).

Image

YTO4YHeHMe xapakTepa nopakeHns noyYek npu CUCTeMHbIX 3aboneBaHnAX (MHOXXeCTBEHHas
Muesnoma, AL-amunonnos, AA-amnnonaos, CUCTeMHasa KpacHad BoN4YaHKa,
AHTUPOCHONMNNUAHBLIA CUHAPOM, CACTEMHbIA BaCKy/IUT 1 Ap.).

Mo pe3synbTaTaM Buoncum novyek MoryT BbITb NpoBeAeHbl CBETOBAasA MUKPOCKOMMUS,
NMMYHoOMJIIoopecLeHTHaa Mukpockonus (MPA) n anekTpoHHasa Mukpockonus. Hanbonee
nokasaTesibHOM C TOYKN 3peHUs MOATBEPXKAEHUS ANarHO3a MOXET C/IyXUTb buoncus c
NDA>,



MpoBOAATCA aHaNU3bl KPOBU, TaKMe KaK M3MepeHne yYpoBHSA KpeaTUHUHaA. MNpun oueHke
brnonTaTa NOYKM YYNTHLIBAIOTCHA TMCTONIOMMYECKME NapaMeTpbl, TakKMe KakK Me3aHrnasbHas
nponndgepaumnsa (M), sHgokanunnnapHasa nponngepaumns (E), cermeHTapHbIN
r1oMepynocknepos (S), atpodusa KaHanbLEB U MHTeEpCTULUMaNbHbIN hnbpo3 (T), a Takxe
Han4yme KNeTo4YHbIX nanm punbposHo-KNeTo4vHbix nonynyHun (C). OueHKa Kaxaoro
napameTpa buonTaTa NoMoraeT NPOrHO3MPoOBaTb CKOPOCTb CHUXEHMUA PYHKL NN

novek” *°.

CBSI3b rMCTOJIOrMYECKUX XapaKTEPUCTUK Mo wKane MEST ¢ KNMHNYECKUMHU
acnektamu IgA-HecdponaTun®’:

Me3aHruanbHas nponudgepauuns

Image
Image

TevyeHune 3aboneBaHMA y NaUMeHTOB C Me3aHrnanbHom nponugepaunen (M1) n paxe
HWU3KOWN NpoTenHypuen < 1 r/aeHb XapakTepusyeTcsa CXOXKMUM MPOrHO30M, Kak y NayneHToB
CO CTONKOW NpoTenHypmen ot 1 Ao 2 rpaMm B AeHb. Taknm obpa3oM, HecMoTpsa Ha bonee
HU3KYI 3KCKpeuunto besika, B NepBOM CJly4ae MOXXHO roBOpuUTb 0 Bonee BbICOKOM pUCKe, a
TakK>XXe 0 BO3MOXXHOW nosib3e 6onee paHHeN MMMyHOCYynpeccumn, NoTeHLUarbHO
yy4LlatoLen coxpaHeHmne Mmaccbl HeppoHos™.

dHpoKanunanapHaa nponucepaums

Image
Image

CBs3aHa c 6bonee 6biICTpON NoTepen PYHKLNN NOYEK N XyALLEN NMOYEYHOWN BbIXXNBAEMOCTbIO.
Mpn 3TOM NCNosib30BaHME UMMYHOCYNPECCUN MOXKET MaCcKUpoBaTb NPOrHOCTUYECKYIO
LLEHHOCTb E B OTHOLIEHUN NOYEYHbIX NCXOA0B. [laHHbIA NPU3HaK yKa3blBaeT Ha
HeobX0AUMOCTb UCCNeN0BaHNA NPUMEHEHUS UMMYHOCYNPECCUBHON Tepanumn’>,

CerMeHTapHbIA rOMepynocksepos (bosee YeTbipex Me3aHrmasnbHbIX KJ1€TOK):

Image
Image

Mpr3Haku rmnepTpodumn NOAOLUTOB NN CKEepOo3 C IoKaJnsaumen Ha KaHabLeBoM
noJsitoce, ABASAILLMECH OAHOW U3 NPUYNH CErMEHTapPHOro r1oMepysiockneposa, CBA3aHbl C
Hbonee BblpaXkeHHOW NpoTenHypuen n 6osee BbICTPbIM CHUKEHNEM PYHKLUN NOYEK.
BmecTe ¢ TeM y NnauneHTOoB, UMELWNX ONNCaHHbIE MPU3HAKWU, UMMYHOCYNpecCUBHas
Tepanus CBA3aHa C JydLlen NoYeYyHON BbDKUBAEMOCTbIO™,

ATpocdusa KaHaNbLEeB/MHTEpPCTULUANBbHBLIN ¢pubpo3

Image
Image

Kputepun nHtepctmnumansHoro gmnbposa (Cl) oueHnBaeT ypoBeHb hnbposa B



KOPTUKaNbHOM 30HE NMo4YKM. OLEeHKa 3TOro KpUTeEpUs OCHOBaHa Ha onpeaesieHnn npoueHTa
naowann nHTepcTmumanbHoro pnbposa B KOPKOBOM BelwlecTBe. B HopMe nonsa pubposHon
TKaHM B KOPKOBOM BelLlecTBe cocTaBnsaeT Ao 5%.

KneTto4yHble nnm d)"ﬁpOBHO-KﬂeTO‘-IHbIe nonynyHusa

Image
Image

Hanu4yne kneTo4HbiX nnam pnbpo3Ho-KAeToUYHbIX nonynyHuin (C1l) xapakTepusyeT 3Ha4Ynumo
B6osee BbICOKMIN pUCK HEGNAronpmMAaATHOrO NOYEe4YHOro ncxona Npu OoTCyTCTBUN
MMMYHOCYNpPEeCCUBHON Tepanun, 0gHAKO ncyesatrowmnn npu ee nposegeHnmn. ObHapyxeHune
e C2-npn3HaKoB roBopuT o0 HebaronpuAaTHOM NOYEe4YHOM NCXo4e BHE 3aBUCMMOCTU OT
UMMYHoCynpeccum®.

IgA-HecponaTua: NPOrHo3 AnA nauueHTa



OnpepesneHue NporHosa Te4yeHus IgA-HecbponaTuu B 32aBUCMMOCTMU OT KJIMHUYECKOM

KapTuHbI’*?%:

Image

MporHo3 3abonesaHns y nayneHToB C IgA-HedponaTren obyCcnoBsieH WNPOKNM CMEKTPOM
haKTOpPOB 1 3aBUCUT HE TOJIbKO OT Mopdonornyecknx ocobeHHocTen 3abosneBaHmns,

HO M OT KJIMHMYECKNX 1 NnabopaTopHbIX MOKa3aTesien Ha MOMEHT ero Ha4vasa (Hanpumep,
YPOBHS MOYEBUHBI, MPOTPOMOUHA, a2-rNobyJSiMHa B KPOBM 1 NpoTenHypun).
HebnaronpmaTHbIM NpU3HaAaKOM ABNAETCA MaHUecTaumsa B Bo3pacTe 35—40 neT, YyacTble
N BbIpaXKeHHbIE 3MM304bl MakporeMaTypum, a TakxKe anu3oasl obocTpeHns® . Y pneten,
0COBEHHO C PaHHMM Ha4asioM, NPOrHo3 0bbIYHO Bosiee 61aronNPUATHBIN, YeM Y B3POCbIX >,



Kputepun HebGnaronpmaTHOro NPorHo3a CorJacHo KJIMHU4YEeCKUM peKOMeHaauusaMm
Nno AMarHocTuke u neuyexHuio IgA-HepponatTun’:

Image

JleueHue IgA-HecponaTum: cywiecTeylowime noaxonbl

OcHoOBHble KpuTepuu 3cdekTusHocTu Tepanum IgA-HedpponaTun’:

Image

Ona nevyeHnsa IgA-HedhpornaTUKM KOo4YeBbLIM MEeTOA0M OCTaeTCa CMMMTOMaTU4YeCcKasa Tepanums
BHE 3aBNCUMOCTU OT YPOBHA NMpOoTENHYPUIN, CTaann XpOHI/I‘-IeCKOIZ MnoYe4yHown



HeJ0CTaTOYHOCTU WU TMCTOMATONOMMYECKUX U3MEHEHUN. OCHOBHbLIE Mepbl BKJIOYAIOT
npuMmeHeHue MHrnbutopos AMN®/BPA ona KOHTPONA apTepuasibHON rMnepTeH3nu

N NPOTEVHYPUWN, a TakXKXe ANeTY C orpaHn4yeHnem HaTpus. NMauneHTaM peKkoMmeHayeTcs
as3pobHas pr3mnHeckas akTUBHOCTb, KOPPEKLIMSA MacChl Tena 1 NpekpaLleHne KypeHus.
[N5 NauMeHTOB C BLICOKUM PUCKOM, Y KOTOPbIX MPOTEUHYPUS CTabuibHO BbICOKas (>

1 r/cyT), peKkoMeHayeTCa NPUMEHEHNEe MMMYHOCYNPECCUBHOM Tepanun B COYeTaHnm

C CUMNTOMATUYECKNM JlIeYeHMeM B TevyeHne 3—6 mecsaues™*°.

JleyeHue IgA-HedpponaTuUmn: BO3MOXXHbIe NepPCneKTUBbI

KpaTkui anroputm neudenus IgAN (pekomengauun KDIGO).

Image



K NposBAAIOT Ba)KHble NPOTUBOBOCMANNTENbHbLIE U UMMYHOCYNPECCMBHbIE CBONCTBA.
OOHaKo WKNpPOoKas BapnabesibHOCTb peakLnn Ha HUX Yy pa3HbiX NaLMEHTOB NpeacTaBiseT
CYLLECTBEHHYIO NpobrieMy. DKCNpeccus pasnyHbiX N30MOPM pPELIENTOPOB
rIOKOKOPTUKOUAOB BANAET Ha YyBCTBUTEIbHOCTb 1 cneundunyHocTb MK, KoTopble MoryT
N3MEHATHLCA B pe3ysibTaTe BOCNaJUTESbHbLIX U NaToN0rmyecknx npoweccos’” .

MepcneKTMBHbLIM HanpaBAeHNEM NeYeHNs ABASETCA NPYMEHEHNe KOMMIEeMeHT-
6nokupytowen Tepanuun. HrMbuposaHne NPOKCUMabHOM YacTy anbTepPHaTUBHOIO My TK
aKTMBaLMM KOMMIEMeHTa npeaoTBpallaeT aMmnandmrKaumio KoHsepTtasbl C3 n C5,
COXPaHASA aKTUBHOCTb JIEKTUHOBOIO 1 KNacCUYecKoro nyTei. Mpu 3ToM NponcxoanT
yrHeTeHne ob6pa3oBaHnNs NPOBOCHANNTENbHBLIX (DAKTOPOB: OMNCOHNHOB, aHaUIOTOKCUHOB
N MeMbpaHOaTaKYIOLLEro KOMMIeKca Yepes BblK/loYeHNe asibTePHaTUBHOrO NyTu
koMmnaemeHTa'" *°.

CnucokK cokpawieHuun



IgA — MMyHOrnobynnH A;

C3 — KOMMOHEHT KOMIJIeMeHTa 3;

C5 — KOMMOHEHT KOMMJiIeMeHTa 5;

MAK — mMeMbpaHoaTaKyloLWmnin KOMMNEKC;

M — nponepaviH;

Al — anbTepHaTUBHbIA NYTb KOMMJIMEHTAa;

JIN — NeKTUHOBLIN NYTb KOMMJINMEHTAQ;

TN — TepMUHaNbHbIA MYTb;

MCJ1 — MaHHO3a-CBA3bIBAOLLNN JIEKTUH;
FHR1,5 — 6enok 1,5, cBsA3aHHbLIN C aKTOPOM KOMMaemMeHTa H;
Al — apTepunanbHaga rmnepTeH3ns;

CK® — cKopoCTb Kyb04KOBOMN (hUabTpaLnm;
AN® — aHrvoTeH3nHNpespaLllaoLWnin hepmMeHT;
BPA — 6510KkaTOp peLenTopoB aHMMOTEH3UHa,
K — rniokKokopTukocTteponibl;

MM® — munkodgeHosnata modeTun.
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