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IGA-BACKYJIUT: CTAPBIV 3HAKOMBII. Coobusenue 1

YO «benopycckuii 2ocyoapcmeenHvili MeOUUUHCKUTL yHUBepCcUmem»,
I'YO «benopycckas meOUuyuHcKas akademus nocieouniomHoz0 00pa3o8anus»’

Coenacro nocneoHeti mex0yHAPOOHOLI KOHPepeHUUU NO HOMEHKLAMYpe, OUAZHOCIUKe U JIeHeHUI0 BACKYNU-
moe 6 Yanenv Xunne 6 2012 200y, nypnypa Llennetin-Tenoxa nonyuuna nosoe Hassanue IgA-sackynum. B cmamuve
C COBpeMeHHBIX NOZUUUTE PACCMAMPUBAIONCS 80NPOCHL NAMO2eHe3d, KIUHUKU U OUAZHOCIUKU 3111020 3A00/1e6AHU.

Kniouesvie cnosa: sackynum, ummyHHole KOMNIIEKCbI, AHMUMENA, UMMYHO02TI00YIUH, Hepponamus.
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IGA-VASCULITIS: THE OLD ACQUAINTANCE. The report 1

According to a recent international conference on nomenclature, diagnosis and treatment of vasculitis in Cha-
pel Hill in 2012, Henoch-Schonlein was renamed IgA-vasculitis. The article dealt with the modern positions the pa-
thogenesis, clinical manifestations, and diagnosis of this disease.
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LUMPOKOM CMbICAE BACKYAWUT MNPEACTaBASieT

c060M BOCMAAMUTEABHYIO AEWKOUMTAPHYHO WH-
OUABTPALMIO B COCYAUCTOM CTEHKE C PEAKTUBHbIM MO-
BPEXAEHMEM TMPUCTEHOUHbIX CTPYKTYyp. HapylieHue
LIEAOCTHOCTU CTEHKM COCYAa MOXET MPUBOAUTL K KPO-
BOTOUMBOCTH, @ CY>XXEHME ero NpocBeTa - K ULLIEMUK
N HEKPO3Y MOAAEXALLMX TKaHeW. KAnHuyeckne npo-
ABAEHWS BaCKyAMTOB MHOroobpasHbl M 3aBUCAT
0T pasmepa, BUAA U AOKAAM3aLMKU MOPaXEHHbIX CO-
CYAOB. BackyAUT MOXET SIBASITbCA CaMOCTOATEAbHbIM
(NepBUYHbIM) 3a60AEBAHMEM WMAM Pa3BUMBATbCA BTO-
PUYHO Ha GOHe Apyror natorormu [1].

TouHble MexaHW3Mbl, AeXallMe B OCHOBE 3TWX
HapyLleHU, OCTatoTCA HEAICHbIMU. AAA 0BbSICHEHMUS
deHOMeHa XapaKTepPHbIX KAMHUYECKUX MPOSIBAEHWH,
CBSI3@HHOMO C MoOpaXeHWeM OMnpeAeAeHHbIX COCYAOB,
NPEANOXEHbI TPU OCHOBHblE MaTOreHeTUYeckue Mo-
AeAr 3aboneBaHus [2].

e OnpeAeneHHas AOKaAU3aLIMS aHTUTEHHbIX CTPYK-
TYp B COCYAMCTOMN CTEHKE, XapaKTEPHbIX AASl KOHKPET-
HOrO BACKyAWTa, OMPEAEASIET TUM COCYAA, BOBAEUEH-
HOro B MATOAOTMUYECKUIA MPOLIECC.

e HekoTopble 3HAOTEAMAAbHbLIE KAETKM Crocob-
CTBYIOT MPUBAEUYEHUIO U HAKOMAEHWUIO BOCMAAUTEAb-
HOr0 MHGUALTPATa, B TOM YUCAE MyTEM IKCMPECCUU
MOAEKYA aATE3UU UAU APYTUX PELENTOPHbBIX MOAEKYA,
CeKpeLMn ropMOHOB M NENTUAOB, a Takxe cneuudu-
UEeCKOro B3aUMOAEWCTBUS C KAETKaMK BOCMAAEHUS.
Takum 06pa3oM, OAHM SHAOTEAMAAbHbIE KAETKI 06Aa-
AQIOT CMOCOBHOCTBIO K MPUBAEUEHWUIO BOCMAAUTEAb-
HbIX KAETOK, a Apyrue Her.

e B peryasiumy BocnaAWTEABHOTO Mpolecca yua-
CTBYIOT Apyrve (He3HAOTeAMAaAbHbIE) CTPYKTYpbl CO-
CYAVCTON CTEHKW. B AOMOAHEHUE K 3HAOTEAUAAbHBLIM
KAETKaM, KOTopble 06ecneunBatoT KOCTUMYAMPYIOLLLYHO
OYHKLMIO, APYTe KAETOUHbIE KOMIMOHEHTbI CAYXaT aH-
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TUreH-NPEe3eHTUPYIOLWLUMIN KAETKaMK 1 CNOCOOCTBYHOT
BbIpaboTKe NPOBOCMNAAUTEAbHbIX MEANATOPOB.

BeposiTHee Bcero B pa3BuTME BaCKyAMTa BHOCST
CBOM BKAQA 3IAEMEHTbI KaXAON MOAEAW.

BackyAutbl yacto ABASAKOTCA TSXEAbIMK 3abone-
BaHWSIMU, MHOTAQ CO CMEPTEAbHbIM MCXOAOM, Tpe-
6yOLLMMK CKOPENLLErO pacno3HaBaHWA U AEUEHMUS.
KAMHUYECKME MPOSIBAEHUS MOTyT OTpaxaTb W30AW-
pPOBaHHOE MopaxeHue Kakoro-Anbo opraHa UAM KOM-
6MHALMIO HECKOAbKMX. Ha OCHOBaHUM MNopaxeHus
OpraHoOB W CUCTEM MOXHO NPEAMNOAOXWUTb HaAUUME
OMNPEeAENEHHOr0 BaCKyAUTa, OAHAKO B OOAbLUMHCTBE
CAyyaeB HabAOAAETCA NEPEKPECT CUMMNTOMOB.

K cuacTbto, CEropHs CyLllecTBytoT 3ddEeKTUBHbIE
METOAbI AeYEeHUA, 0COBEHHO B NepuoAbl 060CTPEHUS
3aboneBaHusA. OAHAKO BO BpeMs NMOAAEPXUBALOLLEN
Tepanuu rAHOKOKOPTUKOCTEPOMAAMU U UMMYHOAEMPEC-
caHTaMu Bce OoAblLIee 3HaUeHne NprUobpeTaroT BTOPUY-
Hble MHPEKLMOHHbBIE OCAOXHEHUS. M3yueHne nokasarte-
AW CMEPTHOCTM NaLMEHTOB, CTPAAAKLLMX CUCTEMHbI-
MW BaCKyAUTaMM, MOKa3ano, UTO PaHHSA AETAaAbHOCTb
CBsi3aHa, Kak MpPaBUAO, C aKTUBHOCTbIO 3aboAeBaHMS, a
MO3AHSIA — C OCAOXHEHUSIMU NPOBOAMMOWM Tepanuu [3].

B 2012 roay Ha MeXAyHapOAHOW KOHQEepPEeHL MK
B Yanenb Xuane (Chapel Hill) ¢ yuactmem BepyLmMx
crneunasucToB B 06AaCTM pPeBMAaTtoAOrMu, HedpPOoAo-
MK, UMMYHOAOTUN U MOPGOAOTMK BblAa NMPUHATA HO-
Baf MNepecMOoTpeHHass HOMEHKAATypa BaCKYAMTOB,
KOTOpasi COAEPXMT PSAA YTOYHEHWM, MO CPaBHEHWUIO
C NpeAblayLLEen HoMeHKAaTypon 1994 ropa, a Takxe
BBOAMT HOBbl€ Tpynnbl (BACKyAWTbl C MOpPaXeHUeM
COCYAOB Pa3AMYHOro Kaambpa, BaCKyAWTbl C Nopaxe-
HWEM EAMHCTBEHHOIO OpraHa, BaCKYAWUTbI, aCCOLIMMPO-
BaHHbIE C CUCTEMHBIMW 3a00AEBAHUSIMU U BACKYAWUTbI
C YCTAHOBAEHHOM aThoAormen) [4]. HoBass HoMmeHKAaTy-
pa He ycTaHaBAMBaET AMArHOCTUUYECKMX KPUTEPUEB AAS
KAMHUYECKOrO MPUMEHEHUS, a AWLLb ABASIETCA OCHOBOM
ANSl TIOUCKA Y GOPMYAMPOBAHMSA YTOUHEHHbIX KPUTEPK-
€B AASI AMArHOCTUKM M KAaCCUOUKaLIMM BACKYAUTOB.

HomeHKAaTypa BaCKyAMTOB
nepecmoTtpa 2012 roaa

BacKyAuTbl ¢ nopa)keHMeM KPYNHbIX COCYAOB

* Aptepuunt Takanacy

* [MraHTOKAETOUHbIN apTEPUNT

BackyAuTbl ¢ nopaxeHUemM COCYAOB CpeAHero
Kanubpa

* Y3eAKOBbIV MOAUAPTEPUNT

* bone3Hb KaBacaku

BacKyAuTbl ¢ nopa>xkeHHeM MeAKUX COCYyAOB

e BackyAuTbl, acCOUMMPOBAHHbLIE C HAAUUYMEM
AHTUHENUTPOPUABHbBIX LUTONAA3MATUUYECKUX aHTUTEA
(AHLA-accounmnpoBaHHble BaCKyAUTbI)

© MUKPOCKOMUYECKMUIA NOAUAHTUNT

o [paHyAnemaTos ¢ noAMaHrumTom (BereHepa)
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O J03MHOPUABHbIV TPaHyAeMaTo3 C MOAMAHIMK-
Tom (Mapra-Ctpocc)

* IMMYHOKOMMAEKCHbIE BaCKYAUTbI

o BboAe3Hb, Bbl3BaHHas aHTUTEAAMW K TAOMEPY-
ASIPHOM Ba3anbHOM MeMbpaHe (AHTU-TBM BacKyAmT)

o KpnornobyAMHEMUYECKNIA BaCKYAUT

o IgA-BackyauT (LLleHAenH-TeHoXa)

o [MNOKOMMNAEMEHTEMUUYECKUIA BACKYyAUT C Kpa-
nMBHULEN (@HTU-CLQ-BaCKyAUT)

BacKyAuTbI ¢ NOpa)keHUeM COCYAOB Pa3AUUYHO-
ro kanubpa

» bonesHb bexyeta

* CnHapom KoraHa

BacKyAutbl ¢ nopa>xeHuem €eAUHCTBEHHOro
opraHa

* KOXHbIN AEMKOLMTOKAACTUYECKUIA BACKYAUT

* KOXHbIW apTepunt

* MepBUYHBbIN BACKYAUT LEHTPAAbHOMW HEPBHOWM
CUCTEMBDI

* U130AMpPOBaHHbI a0PTUT

* [Ipoumne

BackyAuTbl, acCOUUMUMPOBaHHbIE C CUCTEMHbI-
MU 3aboneBaHUAMMU

* BackyAUTbl MPpKY CUCTEMHOM KPACHOW BOAYAHKE

» BackyAuTbl Npu peBMaTtoMaHOM apTpuTe

* BackyAuTbl Mpu capkompaose

* [lpoune

BacKyAuTbl ¢ ycTAaHOBA€HHOW 3TUOAOTUEN

* KpnornobyAMHeMrUyYeCcKuin BaCKyAWT, aCCOLMMPO-
BaHHbIN ¢ renatutom C

* Backyaur, accoummpoBaHHbIi ¢ renatutom B

* CUPUAMC-aCCOLUMMPOBAHHBIN a0PTUT

* N\eKapCTBEHHO-MHAYLUMPOBAHHbIM UMMYHOKOM-
MAEKCHbI BaCKyAUT

* \eKapCTBEHHO-MHAYLMPOBaHHbIV AHLLA-BacKyAuT

* BacKyAuT, acCOLUMUPOBAHHBIN CO 3AOKAUECTBEH-
HbIMW HOBOOHPa3oBaHMAMM

* [lpoune

Cpean 60AbLIOrO pasHoobpas3unss BACKYAUTOB, Bbl-
AEAEHHbIX C YYETOM COBPEMEHHbIX AOCTUXEHNIN MEAK-
LMHCKOW HayKW Ha OYEpPEeAHON COrAaCUTEAbHOM KOH-
depeHuMn B Yanenb XMAAE, Mbl XOTEAW Obl NOAPOO-
Hee OCTaHOBUTLCA Ha IgA-BackyAuTe, OTHOCALLMMCA
K UMMYHOKOMMAEKCHBIM BaCKyAUTaM C MOpPaxXeHuem
MEAKUX COCYAOB WM HasblBaBLUEMCS paHee Mmypnypoun
LLleHAelH-TeHoxa (MLUT). CoranacHoO AaHHbIM HOBOW
HOMEHKAATYpPbl CUCTEMHbIX BaCKyAUTOB, |gA-BaCKyAnT
OMNPEAENETCA KaK BACKYAUT C MOPaXeHWeM MEAKUX
COCYAOB (KanmMAASIPOB, BEHYA UAW apPTEPUOA) U OTAO-
XEHWEM B UX CTEHKE MMMYHHbIX KOMMAEKCOB, COAEP-
Xawmx npevmyllectBeHHo IgA noaknacca 1 (IgAl).
B npouecc BOBAEKAIOTCA KOXA U XEAYAOUHO-KULLEY-
HbIM TPAKT, YaCTO OTMEeYaEeTCcs HaAMure apTputa. Moxet
pa3BUBaTLCA MOMEPYAOHEDPUT, KAMHUUYECKU U MOPDO-
AOTMYECKM HE OTAMYatoLLmMies oT IgA-Hedponatum [4].
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C yyeToM KOMMUASILMU AUTEPATYPHBIX AAHHBIX,
B KOTOPbIX OTMEYAETCH POAb OTAOXKEHUM aHOMAAbHOMO
IgA B COCYAUCTOMN CTEHKE B KQUeCTBE ONPEAEAAIOLLENO
NaTodU3NOAOrMUYECKOro GaKTopa, MOCAEAHWIA KOHCEH-
cyc 3ameHsiet anoHum MU Ha IgA-BackyamT (IgAB).
My nauneHToB ¢ cucteMHbiM IgAB, 1 nNpu M30AMPO-
BaHHOM nopaxeHuun novek (IgA-HedponaTtns) B CbiBO-
POTKE KPOBU M B TKAHEBbIX OTAOXKEHUAX OTMEYaeTcs
HapyLlLleHNe TAMKO3UAMPOBAHWA LLIAPHUPHOW 0BAacTH
TSKEAbIX Lenern MOAeKyabl IgA1. Takxe CyllecTByHOT
AaHHble, MpeAnoAararolme HaAvuue Yy MauneHToB
¢ IgAB u IgA-Hedponatuen LMPKYAUPYHOLLETO B KPOBM
aHOMaAbHO TAMKO3UAMPOBaHHOrO IgA1, 1, BO3MOXHO,
rAMKaHcneumouueckmx IgG-aHTuten, 06pasyowmx M-
MyHHble KOMMAeKebl aHTU-IgAL (IgA1-1gG). Moaarator,
yto IgG-aHTUTENa CBA3LIBAKOTCA C aHOMAAbHO MKO3W-
AMPOBaHHbIMU MOAeKYAaMU IEAL U AOKaAU3YHOTCA B CO-
CYAMCTOMN CTEHKE, BbI3bIBasi BOCMAAUTEABHYIO PEAKLIMIO.

Kak u ppyrve BackyauTbl, ISAB MOXET NPOABAATbL-
CcA nopaxeHWem OAHOro opraHa. M30AMpOBaHHbIN
KOXHbIM BapuaHT IgAB aHanornueH IgA-Hedponatum
6€3 CUCTEMHbIX NPOABAEHUIW. Y NauneHTOB C M30AU-
poBaHHOM IgA-HedponatMen MAM KOXHbIM BapuaH-
TOM IgAB CcO BpeMeHeM MOXET pa3BMBaTbLCA CUCTEM-
Hbl IgAB. IgAB MOXeT pa3BMBaTbCs Ha GOHE APYTUX
3aboneBaHWI, TaKMX Kak BOAe3HM NeyeHu, BocnaAu-
TeAbHble 3aB0AEBaHUS KULLIEYHMKA U aHKUAO3UPYHO-
LLMM CMOHAMAMT.

PacnpocTpaHeHHOCTb,
npeapacnonararoume pakropbl

Aonaroe Bpems nypnypa LeHaelnH-TeHoxa (MLUT),
BNepBble ONMMCaHHasa y AeTeW B NepBOW NMOAOBUHE
19 Beka (Heberden, 1801, Schénlein, 1837), cuuta-
Aacb BOAE3HbBIO AETCKOro Bo3pacTta. B pabotax LUeH-
AEMHA U3NOXEHO onucaHWe Yy BOAbHbIX AETEN coue-
TAHUA KOXHbIX BbICbINaHWMA M CYCTABHOW MaTOAOTUM,
a [eHOX ycTaHOBMA CBSi3b 3ab0AEBaHUSA C UBMEHEHUS-
MU CO CTOPOHbI XEAYAOUHO-KULLIEUYHOro Tpakta U no-
yek. B mocaepHWe AECATUAETMA MOKas3aHo, YTo, He-
CMOTPSA Ha HanBOAbLLIYHO YaCTOTy 3TOro 3aboreBaHums
y AeTel, pasBuTMe BOAEe3HU BO3MOXHO B AOOOM BO3-
pacTte, B TOM YMCAE Y MOXMABIX AHOAEH.

MWT y B3pOCAbIX 4aCTO ABASETCA PELMAMBUPY-
oMM 3aboAeBaHWEM C TAXEAbIMU OpraHHbIMK MO-
paXeHWsiMU B BUAE TAOMEPYAOHEDPUTA, KEAYAOUHO-
KMLLEYHbIX KDOBOTEUYEHUI, MHOTAA AAXe MHTpaanbBe-
OAAIPHbIX FreMopparvii, NopaxeHuemM KOoxXu, Hepeako
PE3UCTEHTHbIM K AeueHuto. Ho obcyxaaeTcs ata npo-
6AemMa HeuyacTo, 0COOEHHO B PYCCKOA3bIYHOW AUTE-
paTtype, 13-3a OTHOCUTEAbHO PEAKOW BCTPEYaAEMOCTH
M HepoCTaTKa AaHHbIX. TepMuH «nypnypa LUeHAenH-
[eHoxa» rOCMOACTBYET 3a pybexom A0 HaCTOALLEro
BpemMeHU. CUHOHUM «reMopparmyeCcKnin BaCKyAUT» UC-
NMOAb3YETCS TOAbKO Ha MOCTCOBETCKOM MPOCTPaHCTBE

1 BBeAEH B 1959 roay BblA@OWMMCA PEBMATOAOIOM
B. A. HacoHoBoW.

MLUT aBaseTca camon yactor GOpMOK CUCTEM-
HOro BaCKyAMTa B AETCKOM BO3pacTe M BCTpevaeTcs
noytn B 20 pas valle, YeM Yy B3pocCAbIx (22,1 1 1,3 Ha
100000 HaceneHuss cOOTBETCTBEHHO), npuiem 90%
CAyYaeB NPUXOAUTCA Ha Bo3pacT oT 3 A0 15 aeT (rhaB-
HbIM 0bpasom maaale 10 aeT) [5].

B nonyAALUMOHHOM MCCAEAOBAHMMU, NPOBEAEHHOM
B BeankobputaHuu, exeropHas 3aboreBaemMocTb CO-
cTaBuAa okono 20 Ha 100000 aeTeit maapwe 17 aer,
¢ nukom 3aboneBaemoctn 70 Ha 100000 peTel B BO3-
pacte oT 4 po 6 AeT [6]. B pabotax aBTopoB U3 Tai-
BaHA U Yexum BCTpevyanocb MeHblue caydaeB - 10
Ha 100000 aeteli B Bo3pacTe A0 17 AeT, C MMKOM 3a-
6oneBaemocTn B 5-7 AeT [7, 8]. ISAB HaMHoro pexe
BCTpeyaeTcs Y B3pocAblx [9]. Tak, Hanpumep, exeroa-
Has 3a6oAeBaeMOCTb Y B3POCAbIX B CAOBEHMU COCTaB-
AseT 5 cayyaeB Ha 100000 [10]. B AByx peTpocnek-
TUBHbIX UCCAEAOBAHUSAX, MPOBEAEHHbIX B McnaHuu
n Kopee, B3pocAble nauneHTtbl ¢ IgAB cocTtaBuan
oT 25 po 30%. B obewnx rpynnax y B3pPOCAbIX yallle
UMEAOCb MOpaXXeHWe MNoyvyek, U OTMEeYaAUChb XyAllue
MCXOAbI, NO CPaBHEHUIO C AeTbMK [11,12].

Avua myxckoro noaa 6oaeroT noytM B 2 pasa
yaute. COOTHOLLUEHME MYXCKOrO MoAa K XXEHCKOMY
coctaBasieT 1,2:1-1,8:1 [13, 14]. NauneHTbl YepHOoW
pacbl U UHAYCbI CTpaAatoT ISAB pexe no cpaBHEHUIO
¢ 6enbiMK UAK a3raTamu [6]. IgAB uacTo BcTpevaetca
B EBpone, ocobeHHo BO OpaHumun, Utaamun, UcnaHum,
BeankobputaHnu n OUHASHAMK, U B cTpaHax Asuu
(rnaBHbIM 0b6pasom B AnoHun, CuHranype u Kutae).
3HauUUTEABHO pexe cAyvyau 3aboneBaHWs BbIABASIIOT-
¢ B cTpaHax CeBepHor AMepUKkK U AQpPUKM.

Mk 3aboreBaemocTn IgAB NpUXOAMTCA Ha OCEH-
He-3MMHe-BECEHHEeE BPEMS, UTO MOXET 0ObSACHATLCA
accouuaumen 3aboneBaHUS C MHOEKUMAMK (dYalle
BEPXHUX AblXaTEAbHbIX MyTEN W, pPeXe, KULEYHbIMM),
KOTOPbIE ABASAIOTCH TPUITEPHLIMW daKTOpaMK MOUTH
B 2/3 cAyyaeB, ocobeHHO y peTel [13-15].

Cpean cnopaprMyeckm OnmncaHHbIX NPOBOLMPYHOLLIMX
dakTopoB BblpeAAtOT Streptococcus 3, Helicobacter
pylori, Yersinia, Mycoplasma, Toxoplasma, B1UpyCbl Be-
TPSAAHOM OCMbl, KOPK, KPACHYXM, apeHoBUpPYCbl, BUY 1 He-
KOTOpPbIE APYT1E areHTbl, HE MMEIOLLIME, OAHAKO, AOKa3a-
TEAbHOM 6a3bl 0 BO3MOXHOW NPUYMHHOM CBA3U.

B HeKoTOpbIX CAyyasax OTMeYeHa CBA3b pa3BUTUS
3aboneBaHMA C COMYTCTBYHOLMMU aAAEPrUUECKUMMU
peakuMs MU Ha BakUMHALMK (MPOTMUB OCMbl MAW FPUM-
na), npuemM AeKapCTBEHHbIX CPEACTB (LMNPOPAOKCALMH,
BaHKOMMWLIMH, MUHOLUMKAWH, KapbamasenuH 1 Apyrue),
YKYCbl HACEKOMbIX MAU APYTHE anAepreHbl [16].

B AuTepatype onucaHO HECKOAbKO CAy4YaeB ce-
MeWHOro 3aboneBaHMsa U OrPaHUUYEHHbIX AaNMAEMUYE-
CKMX oyaroB 3aboAeBaHUS.
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MNpn NpoBEeAEHWW TEHETUYECKMX WMCCAEAOBAHUM
npu IgAB ycTaHoBAEHa cBA3b 0bHapyxeHuss HLA B35
C NOBbILLIEHHBIM PUCKOM Pa3BUTUS TAOMEPYAOHEDPU-
Ta. lpeanonaratoT Takxe ydyactMe B GopMMUpOBa-
HUKM noyeyHon natonormn HLA DRB1*01, DRB1*11
n DRB1*14. lNocAepHUE MCCAEAOBAHUA AEAAlOT aK-
LEHT Ha M3yYyeHWUU MNOAMMOpPPU3MaA TFEHOB, KOAMPY-
IOLLMX MNPOBOCMAAUTEABHBIE MOAEKYAbI, MOAEKYAbI
aAresvu, CBs3aHHbIE C aKTMBALMEN SHAOTEAMAABbHbIX
Kknetok, TNF-a, IL-13, IL-8, TGF-B, u VEGF [17]. OaHako
B 6OAbLLMHCTBE CAyYaEB MOKa 3T UCCAEAOBaAHKA orpa-
HUYMBAIOTCA CPABHUTEABHO HEOOABLLIMMK KOTOPTaMM.

YacTtota IgAB 3HAuMTEABHO BbIlEe (OKOAO 5%)
Yy NaUMEHTOB C CEMENHOW CPEAN3EMHOMOPCKON AM-
XOpPaAKOM, KoTopas yacTo Habaopaetcs B U3pau-
Ae U Typumu, U xapaKTepusyeTca akTMBauMen Heu-
TPOOUAOB C MX MUrPaLMEN Ha CEPO3HbIE NMOBEPXHO-
ctu [18, 31, 32].

MaroreHes

IgAB aBAfeTcA MMMYHOOMNOCPEAOBaAHHbLIM BacCKy-
AUTOM, CBA3AHHbBIM C OTAOXEHWEM B COCYAMCTOU CTEH-
ke UMmMyHoranobyanHa A (IgA). XoTss npu3HaeTcs poAb
B pPa3BUTMK 3aB0AEBAHMA MHOTOYUCAEHHbIX UHOEK-
LUMOHHbIX U XMUMWUYECKUX TPUITEPOB, OCHOBHAS MPUUK-
Ha IgAB ocTtaetcs Hen3BecTHOW. [loxoxe, B naToreHe-
3€ UrparT PoAb UMMYHOAOTMYECKWE, FEHETUYECKUE
W 3KoAornyeckue daktopbl [19-21].

XapaKTepHbIM Npu3Hakom IgAB sBAfeTCA AeMKo-
LMTOKAGCTUYECKMIA BaCKyAWUT, COMPOBOXAAMOLLMMUCA
OTAOXEHUEM WMMYHHbIX KOMIMAEKCOB, COAEepXaLLmX
IgA, B npeaenax NopaxeHHbIX opraHoB. KoxHble 6u-
OMNCUU Yy4aCTKOB, MOPAXEHHbIX Nypnypor, NPOAEMOH-
CTPUPOBaAM BOBAEYEHWE B MPOLLECC MEAKMX COCYAOB
(B nepByto oyepeAb NOCTKAMUAASAPHBIX BEHYA) B Mpe-
AEAaX COCOUYKOBOro cAOsl AepMbl. Mpeobrapatommm
TMNAaMKW KAETOK B NpeAenax BOCMAAMTEABHOTO WH-
durAbTPaTa ABAAIOTCA HEUTPODUABI U MOHOLMTHI.

NMMyHOPAIOOPECLIEHTHOE UCCAEAOBaHUE BbIAB-
ASIET B CTEHKAX NOpaxeHHbIX COCYAOB IgA, KOMMOHEHT
3 kKomnaemeHTa (C3) 1 otaoxeHne dubpurHa. IgA, C3,
dUbPUH, UMMYHOTAOBYAMH G (IEG) 1, pexe, UMMYHO-
rAobyArH M (IgM) ocaxaaroTcs TakxXe B 3HAOTEAMAAb-
HbIX U MEe3aHTMaAbHbIX KAETKax NoYeyHblX KAYyOOUKOB.

BHUMaHWe B n3yyeHun natoreHesa IgAB 6bino co-
CPEAOTOYEHO Ha MOTEHUMAAbHOW POAM MOBbILLEHHbIX
CbIBOPOTOUHbIX YPOBHEN IZA U MMMYHHbIX KOMMAEK-
CoB, copepxalumx IgA. Kpome Toro, B pAAe MCCAEAO-
BaHUI coobllaetcss 06 U3MEHEHWU B TAMKO3UAMPO-
BaHUA IgA, NOBbLIWEHHbLIX YPOBHAX aHTUKaPAUOAUMNK-
HOBbIX IgA-aHTUTEA, TpaHCchOpMUpytoLero dakTopa
pocTa-6eTay naumeHToB ¢ IgAB [14, 22-26]. OcTaeTcs
HEMOHATHbLIM TOT $akKT, 4To NpK 3TOM 3aboAeBaHWUK
B BOCMAAUTEABHOM WHOUABTPaTe O6HapyXMBaeTcs
AWLLb OAMH U3 ABYX NoATMNOB IgA (IgA1, HO He IgA2)
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[27, 28]. AHaAOrMUHbIM 06pPa30M OCTAOTCA HESICHbI-
MW B natoreHese IgAB TouHasa poab IgA u cneunduye-
ckoe yyactue IgAl. Paa nccaepoBaHUi Npeanosaraet
yyacTtve B NaTOAOrMUYECKOM NPOLECCE aHTUKaPAUOAU-
nNUHOBBIX IgA-aHTUTEA [22, 29, 30]. Pe3yabTaTtbl OAHO-
ro U3 HUX AEMOHCTPUPYIOT, UTO BeTa-2-rAMKONPOTEUNH
| TMNa ABASIETCA @aHTUIEeHHOW MULLIEHBIO AAA IgA [30].
OAHaKo, HecMOTps Ha MOBbILEHHOE MNPUCYTCTBUE
3TUX @aHTUTEA, UMEETCH AWLLb HECKOABKO COOBLLEHWMI
0 HaAMYMU TPOMBOTUUYECKUX OCAOXKHEHW.

MpowncxoasiMe AOKaAbHblE UBMEHEHUS B COCYAU-
CTOM PYCAE€ AOCTATOUHO XOPOLLUO U3yYeHbl HA MOAEAU
IgA-HebponatMm, KOTOPYHO MHOIME WCCAeAOBaTEAU
CUMTalOT OorpaHMyYeHHbIM BapuaHToM IgAB. YcTtaHoB-
AEHO, 4TO npu IgA-HedponaTtUn NPOUCXOAUT YBEAUYE-
HUE KOHLEHTPaUUKU UMMYHHbIX KOMMAEKCOB, COAEpP-
xawmx IgA, Kak B pe3yabTaTe NoBbILLIEHWA MPOAYKLMM
aHTUTEA, TaK U B pe3yAbTaTe HapyLEHUS UX KAUPEH-
ca. OcHOBHas runotesa naToreHesa, pacnpocTpaHeH-
Has B HacTosiLLee BpeMs, NpeAnoAaraeT aHOManbHOe
FAMKO3MAMPOBaAHWE K MNOAMMEpM3aumio IgA ¢ oTro-
XEHNEM MMMYHHbIX KOMMAEKCOB, COAEPXaLLUUX aHO-
MaAbHbI IgA B KAYOOUKaX, C aKTMBaLIMEN AEMKOLIMTOB
N Kackaha BOCMaAeHus.

B HOpme B CbIBOPOTKE 4YEAOBEKA LMPKYAMPYET
NPeMMyLLECTBEHHO MOHOMEPHbBIN IgA, NOAUMEpPHbIE
xe GopMbl, CEKPETUPYEMbBIE CAM3UCTLIMU 0BOAOUKA-
MU, NMPaKTUUYECKU He MOoMNapatoT B UMPKYASLMIO. JTa
rmnoTesa MNOATBEPXAAETCS PAAOM UCCAEAOBAHUM.
B 2003 r. Haddad E. n coaBT. noka3aAn CHWXeHue
CUHTE3a MOHOMEPHOTrOo IgA B CAM3UCTBLIX U yBEAUYE-
HUEe MPOAYKUMU MOAUMEPHOro IA B KOCTHOM MO3re
npu IgA-Hedponatumn [4]. Ha 0OCHOBaHUU UCCAEAOBa-
HuA Kar Neng Lai n coaBT. NpeAnOAOXEHO, UTO Ae-
dEKTHbIM MO ranakto3e M CuanoBbiM KUcAOTam IgAl
CbIBOPOTKK, BEPOSITHO, NPOAYLMpPYyETCH AMMGOUAHDI-
MW KAETKaMW CAM3UCTbIX [5], 0AHAKO MexaHU3M nepe-
HOCa €ro B KPOBb OCTaEeTCA HEU3BECTHbIM.

B pesynbtrate M3MEHEHUSA CTPYKTYPbl MOAEKYAbI
IgA MPOUCXOAMT HapyLLEHNE €ro KAMPEHCA KAETKaMMU
neyeHn — Ha KAETKax NMeyeHu aKcnpeccupyertcs acua-
AOTAMKONPOTEMHOBBIN peuenTtop - ASGPR, pacnosHa-
IOLLIMIA KOHEYHble OCTaTKW ranakTo3bl M kaTaboAU3K-
pytowmi IgA. Kpome TOro, ctpapaet npouecc obpa-
30BaHWA KOMMAEKCA aHTUIFEH—-aHTUTEAD, B TOM YMCAE
3a cueT B3anMoAencTBms ¢ Fe-peuentopom. Aeramko-
3UAMPOBAHHBIN IgA noAMMepuayetca 1M npuobpertaet
CPOACTBO K BHEKAETOUHbIM BeAKaM — GUOPOHEKTHHY,
AaMWHWHY, KOAAareHy IV tuna. B pesyastate nameHe-
HuA C3-cBA3biBAKOLWEro caTta Ha MoAekyne IgAl Ha-
pyLlaeTca NpoLect akTMBaLUUKU CUCTEMbI KOMMAEMEH-
Ta. HepoCTaTouHO MAMKO3UMAMPOBaHHBIN IgA HaumMHaeT
BbICTYNaTb Kak aHTUreH, 1 NPOTMB HEro YBEAUUYMBAET-
cs npoaykums IgA n 1gG. Takxe BbIAO MOKa3aHo, YTo
HEAOCTAaTOUYHO TAMKO3UAMPOBAHHBLIM IgA nauueHToB
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¢ IgA-HedponaTner 3HaUUMTEABHO NOBbLIWIAET anonTo3
n cuHTe3 NO Me3aHrManbHbIMU KAETKaMK B CpaBHe-
HuK ¢ IgA 300p0BbIX. CBA3bIBAHWE UMMYHHBIX KOMMAEK-
COB Me3aHIManbHbIMU KAETKaMMU MOYEYHOro KAy6ou-
ka ¢ obpa3oBaHMEM AEMNO3MTOB IgA MPUBOAMT K ak-
TMBALMU CUCTEMbI KOMMAEMEHTa, 3arnyckaer CUHTE3
pPas3AUUHbIX LMTOKMHOB M $GaKTOPOB pocTa KAETKaMu
NMoYeK U LUPKYAUPYIOLLMMU KAETKAMM, UTO MPUBOAUT
K XapaKTepHbIM M’MCTOMNATOAOrMYECKUM NPU3HaKaM.

KnaccupukaumnoHHble KpUTepum

AN MCMOAB30BaHUSAA B Hay4YHO-UCCAEAOBATEAb-
CKMX NMPOTOKOA@X U yyeTa pe3yAbTaTtoB MCCAEAOBaHUN
AAs TILUT 6bIAM NpeANOXeHbl pa3HO0bpa3Hble KAAcCH-
OUKAUMOHHbIE KPUTEPUMK, KOTOPbIE HE TOAMAUCH AAS
AVNArHOCTUKKN OTAEAbHbIX CAyYaeB 3aboAeBaHMS.

B 1990 roay kKoMUTETOM AMEPUKAHCKOIO KOAAEA-
xa peBmartonoros (ACR) ycTaHOBAEHbI KPUTEPUN AASA
KAacCUPUKaLMKM CEMU BUAOB CUCTEMHbBIX BACKYAUTOB,
B TOM uncAe u pns MU [33,34]. K HUM OTHOCUAKUCB:

* nanbnuMpyemas nypnypa

¢ Hauyano 3aboneBaHuA B Bo3pacTe < 20 AeT

¢ ocTpas 60Ab B XMBOTE

* BbliBAEHME NPK BUONCUU rPaAHYAOLMTOB B CTEH-
Kax MEeAKUX apTEPUOA W/UAN BEHYA.

3™ KpuTepun 6a3NPOBANCL HA CPaBHEHWW 85 na-
umeHToB ¢ MMM n 722 B3pOCAbIX MALUUEHTOB C APY-
rTMMKU GOPMaMU CUCTEMHbIX BacKyAnToB. lNpu paspe-
AEHUU B3POCAbIX MaumeHTtos ¢ MM ot pApyrux dopm
BaCKyAMTa HaAMuMe ABYX U Bonee KpUTepueB UMEAO
YYBCTBUTEABHOCTb U CNELUNOUUHOCTL OKOAO 90%.

B 2005 roay EBponerickoi avroi 6opbbbl ¢ peBMa-
TMuecknmu 3abonesanmnsammn (EULAR) n EBponeirickum
peBMaToAornyeckum obulectBom neanatpoB (PRES)
pa3paboTaHbl KpUTEPUM 3a60OAEBAHUA ANA MEANATPU-
YyecKom npakTuku [35], KoTopble BMNOCAEACTBUM BbIAK
yTBEPXAEHbI MeXAyHapOAHOW opraHn3aLlmen no npo-
BEAEHUIO KAMHUYECKMX UCTbITAHWUIW B AETCKOW peBMa-
Tonornn (PRINTO) [36]. 3T1 KpUTEpMM apanTUPOBaHbI
ANSI EAMATPUUECKON MNPaAKTUKKM, KOrAa Bpad MbiTa-
eTcs NPoBecTn AnddepeHuManbHblit anarHos LU,
Hanpumep, C racTPO3HTEPUTOM WAWM anneHAULMUTOM,
a He ¢ rpaHyaremato3om BereHepa. 06a3aTenbHbIM
KpUtepuem sBAAIOTCA nypnypa (0O6blYHO NaAbnupy-
emMasi U CAMBHasf) UAM NeTexunu, rAaBHbiM o0bpas3om
Ha HWXHWUX KOHEYHOCTSIX, NPWU OTCYTCTBUMU TPOMOO-
UMTONEHUN WAM KoaryaonaTuu. [lauMeHTbl Takxe
AOAXHbI UMETb OAHO UAU HECKOABKO M3 CAEAYHOLLIMX
NPOSIBAEHUM:

* Bonb B XuBoTe (06bIYHO OCTPas, pasamTasn)

* APTPUT UAK apTPaArusa (OCTPOE Ha4vyano)

* [lopaxeHue noyek (NPoTeEMHYpPUSA, rematypus)

*AEeNKOUMTOKAGCTUUECKMI BACKYAUT UAU MPOAU-
depaTUBHbIA TAOMEPYAOHEDPUT C NpeobrasatoLMM
OTAOXeHUeM IgA.

KauHMyeckune nposiBA€HUS

Cumntomatuka IgAB (MLUT) Ayywe onucaHa y aAe-
Ten. KAaCCUYECKON KAMHUUECKOW TETPAAOM NPU 3TOM
3aboneBaHMM OCTaOTCS:

* [laAbnvpyemasn nypnypa B OTCyTCTBME TPOMOO-
LUMTOMEHMM N KOaryaonaTmm

* ApTput/apTpanrus

* BoAb B XunBoOTE

e [laTtonorusa noyek

3TN KAMHMYECKUE NPOSIBAEHWUS MOTYT pasBuBaTh-
CSl B Pa3AMUYHOM NOPSAAKE OT HECKOAbKUX AHEN AO He-
CKOAbKMX HepeAb. Kak npaBuAO (HO HE BO BCEX CAy-
yanx), oTMevatoTcs nypnypa u 6oAM B cyctaBax. pu
OTCYTCTBMM KAQCCUYECKUX KOXHbIX BbICbIMAHUN AMar-
HO3 IgAB MOXeT He OblTb OUEBUAHBIM. Y MaUMEHTOB
C BblPaXX€HHbIM CYCTaBHbIM CMHAPOMOM MAK CUAbHbI-
MW BOAIMU B XMBOTE MOXHO 3amMoA03PUTb MHEKLU-
OHHOEe 3aboAeBaHWe UAU XUPYPTUUECKYHO MATOAOTUIO.

lManbnupyemas nyprnypa pa3BuBaeTca y BCeX na-
umeHToB. E€ nosBAeHME MOXET MNepeoueHMBaTbCH,
NMOCKOAbKY 3TOT KAMHUUECKUI NPU3HAK ABASIETCA 0085-
3aTeAbHbIM AN IgAB, 0AHaKo MOXeT BCTpeyaTbCs
W Npu Apyron natonornu. B pebrote 3aboreBaHuA no-
UTM Yy KaXAOro 4eTBepToro pebeHka KAaaccuyeckue
KOXHbI€ BbICbIMaHWA OTCYTCTBYHOT, CO3AaBasi TPYAHO-
CTU B AMArHOCTUKE, KOTAQ KOXHOMY CUHAPOMY MpeA-
LLECTBYIOT apTPUT U/UAM BOAU B XMBOTE.

CHauyana BbiICbIMaHMA 4aCcTO HOCAT 3pUTEMATO3-
HbIW, NATHUCTBIN XapakTep UAU MMEKOT BUA KPanUBHU-
Ubl. 3aTeM NSATHa CAMBAIOTCS U GOPMUPYIOTCA TUMKY-
Hble 3KXMMO3bl, NETEXMWU M MaAbNMpyemMas nypnypa.
Chbinb, Kak NpaBWAO, HabAIOAGETCA Ha CUMMETPUYHO
PaCMOAOXEHHbIX YYacTKax KOXM U NEPBUYHO AOKAAU-
3yeTcsl B MECTax NOABEPratoLLMXCS Harpy3Kke AU AaB-
AEHWIO, HaNpUMep, Ha HUXKHUX KOHEYHOCTSIX.

Yacto MoxeT obHapyXmnBaTbCa AOKAAM30BAHHbIN
OTEK MOAKOXHOM KAETUYATKW, Hanpumep B nepuopbu-
TaAbHOM 06AaCTH, 0CODBEHHO Y AeTer MAaaLLe 3 AeT. Oa-
HakKo 3To nposBAeHKe IZAB HabAopaeTCsa Uy B3POCAbIX
NauMEHTOB, B YaCTHOCTU Ha TbIAbHOM MOBEPXHOCTU PYK.

ApPTpanrusi/apTput. B GOAbLLMHCTBE CAYU3EB 3TO BTO-
poe No BCTpeUuaemMocTy nposisAeHue IgAB, HabAopaemoe
y 50-75%, a N0 HEKOTOPbIM AaHHBIM A0 84% nauMeHToB
[13]. OaHaKko xanobbl Ha 60AM B CycTaBaX, B KauecTBe
€AMHCTBEHHOrO CMMMNTOMa 3aboAeBaHUA, ABASAKOTCA
PEAKMMM M BCTPEUAOTCA NPUMEPHO Y 15% nauneHToB.

ApTpuT, Kak MPaBUAO, ABASETCA MPUXOAALLMM UAK
HOCUT MUTPUPYIOLLLMI XapaKTep, 06bIYHO 3TO OAMIoap-
TPUT (MOpa)arTCcsa OT OAHOIO AO YETbIPEX CYCTaBOB),
He OoCTaBASIOWMIK NnocAae cebsi pedpopmaumi. Yaue
B MPOLIECC BOBAEKAIOTCA KPYMHblE CycTaBbl HUXHUX
KOHeuyHocTel (Ta3obeApPEeHHbIe, KOAEHHbIE U TOAEHO-
CTOMHbIE), AW, PEXE, BEPXHUX KOHEUYHOCTEMN (AOKTE-
Bble, Ayde3ansiCTHble U KMCTU pyk) [13,14,37]. YacTo
WUMEETCSI BbIPaXeHHbIN NepUapTUKYAPHBIA oTek U 6o-
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AE3HEHHOCTb, HO, Kak npaBuAo, 6e3 BHYTPUCYCTaB-
HOro BbINOTa, MOKPACHEHUSA UAM MOBbLILLEHWA TEMME-
paTypbl KOXK Hap 0OAACTblO NMOpPaXXeHHOro cycTaBa.
MaureHTbl MOTYT NPEAbSABAATb XaA00bbl HA 3HAYMUTEAb-
Hyt0 6OAb M OrpaHMUeHE ABMXEHMA B MOPaXEHHbIX
cycTaBax. ApTpUT He OCTaBASIET MoOcAe cebst XPOHMU-
YECKUX MOBPEXAEHUN UAUM OCAOXHEHWW. OH MOXET
NPeALIECTBOBaTb MOSIBAEHUIO MyPMypbl, XOTS, Kak npa-
BUAO, HE BOAEE YUeM Ha OAMH AU ABA AHSA.

BboAu B Xu1BOTE NO TUMY KOAMK OTMEYaroTCa NOYTH
Y NOAOBMHbI NaumeHToB, B 20-30% cAayyaeB MMeroTcs
NPU3HaKKU XEAYAOUHO-KMULLEYHOIO KPOBOTEUEHMS.

CvMNTOMbI CO CTOPOHbI XEAYAOUHO-KMULLEYHOMO
TpakTa BCTpeyarTcss NPUMEPHO Y MOAOBWHbI AETEW
c IgAB 1 BapbMpyrOTCA OT AErkux (TOWHOTa, PBOTa,
60AM B XMBOTE, Y NPEXOASLLLAA KMLLEYHAA HEMPOXOAM-
MOCTb) AO BoAee 3HAUUTEABHbBIX (KEAYAOUHO-KULLIEUHbIE
KPOBOTEYEHUSA, ULLIEMUSA U HEKPO3 KULLEYHMKA, KULLIEY-
Has HENPOXOAMMOCTb W nepdopaumnss KULLIEUYHUKA).
CkpbiTaa KpOBb B Kane BbIIBASIETCS A0 56% naumeH-
TOB, OAHAKO MAaCCHBHbIE XEAYAOUHO-KULLEYHbIE KPO-
BOTEUEHUSA OTMeuaroTcsa peako [39]. Yactoe npucyT-
CTBME B Kane CKPbITOM KPOBW, yBEAUUEHWE B KaAe aAb-
¢da-1-aHTUTPUMNCUHA W HaAMuMe TUNoaAbOyMUHEMMWU
NPy OTCYTCTBUM NMPOTEUHYPUU, AGXE Y NaLMeHToB 6e3
KAMHUYECKOM CUMMNTOMATUKKU CO CTOPOHbI XEAYAOUHO-
KWULLEYHOro TpakTa, MO3BOAAET MPEANOAOXUTb UMELD-
LLLeecsi MOBPEXAEHME XEAYAOUHO-KULLEYHOro TpakTa
N CAM3UCTOM 0DONOUYKM KULLEYHUKA Yallle, YeM AEMOH-
CTPUPYET KAMHMYECKOE TeueHne 3aboreBaHus [38].

CUMNTOMbI  CO CTOPOHbI  XEAYAOUHO-KMULLIEYHO-
ro TpakTta 06bIYHO Pa3BMBAKOTCA B TEUEHWE BOCbMM
AHEWN MOCAe MOABAEHWS CbiNK, XOTS onucaHbl bonee
AAUTEABHbIE MHTEPBAAbI (OT HEAEAb A0 MECALIEB). ATH
CUMMTOMbI MOTYT MPEALIECTBOBATb BbICbINAHUAM
Ha Koxe B 15-35% cayuaeB. YCTaHOBUTL AnarHo3 IgAB
B TAKMX CAyYasix 3HAYUTEAbHO CAOXKHEE.

Boan B xumBoTe npu IgAB 06yCAOBAEHbI MOACAM3U-
CTbIM KPOBOM3AMAHUEM M OTEKOM. [emMopparmyeckme
NOBPEXAEHUS MOXHO BMAETb NMPU 3HAOCKOMMUYECKOM
WUCCAEAOBAHMU, 0ObIYHO B HUCXOASLLIEM OTAEAE ABE-
HaAALATUNEPCTHON KULLUKK, XEAYAKE U TOACTOM KHULLIKE.
TakXxe MOXeT BOBAEKATbCHA B MATOAOrMYECKUK Mpo-
Lecc TePMWHAAbHbIA OTAEA MOAB3AOLLUHOM KMLUKM.
B pas3AnuHbIX OTAEAaX TOHKOTO KMLIEUYHMKA (MOAB3AOLL-
HOM W TOLLEN KULIKE) MOXHO OBHapYyXWUTb NMOACAU3U-
CTbIM OTEK, N3BA3BAEHMS U yYACTKU CNAa3MUPOBaHMS.

Hanbonee pacnpocTpaHeHHbIM OCAOXHEHUEM
ISAB y AeTeln ABASIETCS MHBArMHaUMs KuLIEeYHMKa. Pexe
BCTPEUAKOTCA TakMe MPOSIBAEHUS XEAYAOYHO-KULLEYHOM
NaToOAOrMK Kak OCTPbIM MaHKPEeaTWT, XOAELUMCTUT, nep-
dopaLma TOACTOrO KULLIEYHMKA U (Y AETEN) BHTEpONaTUS,
conpoBoXxAatoLLLancs notepen benka [39, 40-43].

lpu3Haku nopaxeHuss No4Yek oTMmedarorca y 21-
54% petel, cTpapatowmnx IgAB. B 6oAbLLEN cTENEHU
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noyeyHas NaToAOrnsa KacaeTcsa AETEeM CTaplUero BO3-
pacTa 1 B3pOcCAbIx [37]. Yallie BCero BbiIABASIETCA re-
MaTypusa - U30AMPOBaHHAN UAW B COYETAHUU C HE3HA-
UynUTEAbHOM NpoTenHypuen. MpoTenHypua HedppoTUle-
CKOrO YPOBHS, MOBbIEHWE KpeaTUHMHA CbIBOPOTKU
W/VAU pa3BUTUE apTepUaAbHON TMNEPTEH3UN OTMeYa-
FOTCS AMLUb B OTAEAbHbIX CAyYasix. MX Haanuue, a Tak-
Xe couyeTaHue remaTypun u nNpoTEUHYPUM, CBA3AHDI
C MNOBbILLIEHHbIM PUCKOM MPOrpeccupoBaHus 3abone-
BaHWA, KOTOPOE Yalle OoTMeyaeTcsa y B3POCAbIX. Ipu
NPOBEAEHMM BMOMNCUN MOUYEK BbIABASIOT U3MEHEHUS
WMAEHTUYHbIE IgA-HedponaTum.

B KAMHMYeCKOM TeueHuMM 3aboAeBaHWUS MeEXAY
B3POCAbIMUK U AeTbMU C IEAB nmetotca ABa OCHOBHbIX
pasAnMums:

* MHBarnMHaums KULLIEYHMKa pPeAKO pa3BUBaETCA
Y B3POCAbIX.

e B3pocable MMetoT 6oAee BbICOKWI PUCK Pa3BUTUS
MOYEeYHOM NaTOAOrMK, B TOM UYUCAE TEPMUHAABHOW CTa-
ANW XPOHUYECKOM NoYeUHOM HepocTaTouHoCTH (XIMTH).

YCTaHOBAEHO, UTO MOBPEXAEHUE MOUYEK ABAAETCS
rAaBHbIM GaKTOPOM, AETEPMWHUPYIOLLMM WMCXOA 3a-
6oneBaHuA [44]. Kpome Toro, y HOAbLLUMHCTBA AETEN
¢ Hedputom npu MNLUT npouecc 3akaH4YMBaETCa NOYTH
NMOAHbIM BbI3AOPOBAEHMEM, B TO Bpems Kak y 40%
B3POCAbIX COXPaHAETCA MNepcucTUpytollas remary-
pus, ay 10% passuBaetca XINH [45]. Pa3suTrne nato-
AOTUK MOYEK B LEAOM HEe CBA3aHO C BHEMNOYEYHbIMMU
nposiBAEHUsIMU. [lepnaTpbl OMUCLIBAKOT CUCTEMHOE
3aboneBaHWE C YMEPEHHbIM U TPAH3UTOPHbIM MOoYeYy-
HbIM MOpaXeHWeM, B TO BPeEMSA Kak HedpOAOTrh OTMe-
yaloT HaMHOro Bonee TSXEAOe MOBPEXAEHWE MOYEK,
KaK Yy AETEN, TaK U Y B3POCAbIX.

PeTtpocnektnBHoe uccaepoBaHne B Utanmm 95
B3POCAbIX U 57 peTel 3a 5-AeTHUN CPOK BbIABUAO CO-
XpaHsoLWKUecs M3MEHEHU B aHaAu3ax Mmoun y 31%
B3POCAbIX U 24% peTel, a XIMH y B3pOCAbIX pa3BuBa-
Aacb B 2 pasa valle, yem y aetert (15,8% n 7,0% co-
0TBETCTBEHHO) [46]. B nccaepoBaHnn 250 B3POCAbIX
naumMeHToB ¢ Hedputom npu MLUM, HabAtopaBLIMXCA
B TeueHue 14,8 aer, Pillebout u coasm. NOKasanu, Uto
npu OTCYTCTBUU MPOTEUHYPUU U reMATypPUn GYHKLMA
noyek BOCCTAHOBMAACb TOAbKO y 20% nauMeHTOB.
Y 19 naumeHTOB BbISIBASIAUCb MPU3HaKK NpoAndepa-
TUBHOIO TAOMEPYASIPHOrO 3aboAEBaHMA yMEpPEeHHOM
N TAXKEAOM CTEMEHMU, U3 HUX Y 32% OTMeUanach Taxenas
noyeyHas HepocTaTouHOCTb. Y 11% pasBuaach Tep-
MWHaAbHasi CTaAUSI MOYEYHOM HEAOCTATOYHOCTH [47].

NabopaTopHble AaHHble

Y 50-70% naumeHToB C IgAB onucaHo noBbille-
HWe YPOBHS CbIBOPOTOYHOrO IgA. YCTaHOBAEHO TaKXxe,
uTo ero 6oAaee BbICOKME YPOBHU CBSi3aHbl C nopaxe-
Huem nouek [13, 23, 48].
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PesyAbTaTbl PYTMHHbBIX aHaAM30B (pPa3BEPHYTbIV
06LLMI aHaAM3 KPOBU, BUOXMMMUYECKMI aHaAU3 Kpo-
BW, OOLLMIN aHaAM3 MOYM) AABAAKOTCA Hecneunduye-
CkuMU. OAHAKO B CAyYasiX, KOTAa KAMHUYECKUE NpU-
3HaKM He MO3BOASIOT yOEeAUTEAbHO OTAMUYUTL IgAB
OT APYrMx 3aboAeBaHWM, COMPOBOXAAIOLLMXCA KOX-
HOM Nypnypor Ha GpoHe TPOMOOLMTONEHUNU UAK KOary-
AOMaTUK, HEOBXOAMMO NMOATBEPXAEHWE HOPMaAbHOIO
KOAMYEeCTBa TPOMOOLMTOB M MCCAEAOBAHME KOaryno-
rpamMmbl (MPOTPOMOUHOBOTO BPEMEHMW).

Y nauMeHTOB MOXET BCTpeuaTbCsi HOPMOXPOMHas
aHeMus, CBSI3aHHast CO CKPbITbIM UAW SBHBIM XEAYAOY-
HO-KMLLEYHBbIM KPOBOTEYEHWEM. MapKepbl BOCNAAEHMS
00bIYHO OTPaXatT TPUITEPHbIE COCTOAHMA. Tpn IgAB,
BO3HMKLLEM MNOCAe BakTepranbHbIX MHOEKLIMIA, BEPOS-
TEH AeMKOUMTO3 M noBbllleHHas CO3. Nocae BUPYCHbIX
3ab0AeBaHUII BO3MOXHA AeMKOMeHUs. TMnokomnae-
MEHTEMMUSA (CHWXKEHHbIE YPOBHWU KOMMOHEHTOB KOMMAE-
MeHTa 3 U/uAK 4) vyalle oTMeYaeTcsa y AeTei, 0cobeH-
HO MOCAe HeAaBHO MepPeHEeCEHHOM CTPENTOKOKKOBOWM
UHOEKUMN. YPOBHU KOMMAEMEHTA HE KOPPEAMPYIOT
C TAXECTbIO 3ab00AEBAHUS UAM HAAMUMEM HedpuUTa.

Y Bcex naumeHToB C IgAB cAepyeT McCcAepoBaThb
aHaAu3bl MOYM AAA BbIABAEHUA NMPU3HAKOB Nopaxe-
HMA noyek. B oblieM aHaAM3e MOUM OLEHMBAIOT KO-
AMYECTBO NEMKOLMTOB U SPUTPOLIUTOB, @ TaKXe KAe-
TOUYHbIX UMAMHAPOB WU CTEMEHb NPOTEUHYPUU. Y B3PO-
CAbIX, B CBA3M C MOBbIWEHHbLIM PUCKOM 3ab0oAeBaHMS
noyek, HEOBXOAMMO MCCAEAOBATb YPOBEHb CbIBOPO-
TOYHOrO KpeaTuHMHa C pacyeToM MokKasaTeAsi CKOpPO-
CTU KAYOoUKoBOWM dUAbTpaLmm (CKOD).

AAST ICKAKOUEHUS OCAOXKHEHWI NPUMEHSOTCA UHCT-
pyMeHTaAbHble MeToAbl 0b6caepoBaHMs. Tak, y na-
LMEHTOB C BOASIMM B XMBOTE 0ObluHAA PEHTreHorpa-
¢dust BPOLHON NOAOCTM MOXET NPOAEMOHCTPUPOBATh
pacLlMpeHHbIE NETAU KULLEYHUKA CO CHUXEHUEM MO-
TopukK. MpoBepeHne Y3 opraHoB OPHOLLIHOM MOAO-
CTM NO3BOASIET OOHAPYXMTb YTOALLEHNE CTEHOK TOACTOrO
KULLIEYHMKA, HAAUYME reMaTOM, CBOBOAHOM XMAKOCTH
W MHBarnHaumio [14, 43, 49].

AnarHocTtuka

AnarHo3s IgAB, Kak npaBUAO, OCHOBAH Ha KAUHU-
yecknx NposiBAeHMAX 3aboreBaHus [50]. OH He BbI3bl-
BaeT 0CcobblX 3aTPYAHEHWI NMPU HAAUUYUK Y NALUEHTA
KAQCCUMUYECKMX MPU3HAKOB M CUMMTOMOB 3aboneBa-
HUSI, 0OCOBEHHO NMaAbMUMPYEMON Mypnypbl HA HUXKHUX
KOHEUYHOCTSIX M AroaMuax. Y nauueHToB C HEMOAHOM
KAMHWUYECKOM CUMNTOMATUKON MAM HEOBbIUHBIMM NPO-
ABAEHUAMU 3aboAeBaHWs, MOMOraetr NMOATBEPAUTb
AMarHo3 61orncua nopaxxeHHoro opraHa (Hanpumep,
KOXW MAWM MOYKM), NMO3BOAAIOLLAA BbISIBUTb AEMKOLM-
TOKAACTUUYECKWUI BACKyAUT C NpeobArapatoLLMM OTAO-
XEHWEM B COCYAMCTOM CTEHKE WMAM Me3aHrnu noyveu-
HOro KAybouka MMMYHOTAOBYAMHA A.

Y petent buoncusa NpPoBOAUTLCSH B CAyvasix Heo-
6bIYHOrO KAMHMYECKOro TeueHus IgAB (Hanpumep,
NpU OTCYTCTBUU KOXHbIX BbICbIM@HWUA WAU HAAUYUK
aTUMUYHON CbINK) AMBO BbIPAXEHHOM NOYEYUHOM NaTo-
AOTUK. TIOATBEPXAEHUE AMArHO3a ¢ NOMOLLbl Guon-
cuun aBAasieTcss 6Goaee BaXHbIM Y B3POCAbIX NMaLMEHTOB
B CBA3M C OOAbLLUEN PEAKOCTbIO 3TOro 3aboneBaHUsA
N CPaBHUTEAbHO BbICOKOWM 4aCTOTOM APYrMx Gopm Ba-
CKYAUTA, KAMHUYECKU NOXOXMX Ha IgAB.

AAs nocTaHOBKM AMarHosa IgAB, Kak npaBuAo, AO-
CTATOUYHO BbIMNOAHEHWS KOXHOM BUOMNCUsSi C 3aXBATOM CO-
CYAOB MEAKOro kaanbpa noBepxXHOCTHOIO CAOSI AEPMbl.
MceaepoBaHME C MOMOLLBIO CBETOBOW MWKPOCKOMUM
(OKpacka reMaToKCUAMHOM W 303MHOM) BbISIBASIET KAAC-
CUYECKUN AENKOLIUTOKAACTUUECKUIA BACKYAUT B MOCT-
KanUAASIPHBIX BEHYAAX C OTAOXKEHUEM IgA, UTO ABAAETCS
NaTtorHOMOHWYHbIM AAS IEAB [51]. UmmyHOdAKOOpEcC-
LEHTHaa MUKPOCKOMUs,, HeobxoaMMan AAA MOATBEp-
XAeHWs anarHosa IgAB, 06bluHO TPebyeT NPoBEAEHUS
NMOBTOPHOWM BMOMNCKUM C 3aXBATOM APYIOro y4acTKka KOXM.

Hedpoburoncua BbINOAHAETCA MAUMEHTAM C Hey-
TOYHEHHbIM AMArHO30M W MPU KAMHWUYECKMX MPU3Ha-
Kax TSXXEAOro nopaxeHusa nodvek. IgAB npu MMMyHO-
GAOOPECLEHTHOM MUKPOCKOMUKU XapaKTepmuayeTcs oT-
AOXeHMEM IgA B Me3aHIMK NoYeUHbIX KAYyOOUKOB, UTO
NOAHOCTbIO COOTBETCTBYET KapTuHe IgA-HedponaTtuu.
MNpu cBETOBOW MWKPOCKOMUM OTMEYaroTCA NPU3HAKK
Me3aHrMonpoAndepPaTUBHOIro roMepyAroHedpuTa, B TH-
XEAbIX CAyYasix COMPOBOXAAMOLLMECA HAAMUMEM KAE-
TOUHbIX/PUOPO3HBIX MOAYAYHUI B Kancyae boymeHa.

TeueHune u ucxop 3aboneBaHus

IgAB siBAsieTcs 0ObIYHO CaMOMW3AEUYMBAIOLLUM-
ca 3aboneBaHMEM, MPOAOAXKAIOLWMMCS B CPEAHEM
4 Hepenn. \vlb y HEBOALLLOW YacTU NaUMEHTOB OT-
MeuatoTcs peunamBbl. OpAHAKO 4actota pPeUMAMBOB
00ObIYHO CHMXAETCA nocAe 6 MecsiLleB OT Hayana 3a-
6oneBaHuA. Hedput BeTpevaetca y 40% naumeHToB
(B TeueHne 1 Mecsila oT Hayana 3aboreBaHus B 85%
CAyYa€eB W NOYTK Y BCEX B TeueHune 6 mecsuen). CTon-
Kas nypnypa, TsxeAable abAOMUHAAbHbIE CUMMTOMBbI
1 6onee CTapLUMi BO3PACT ABASIKOTCS 3HAUUTEAbHBIMM
daKTopamMu pucKka pasBUTUA MocAeaytollen Hedpo-
natmm. B ueAOM, y NMauMeHTOB C MUKpOrematypuen
M HeOOAbLLOW MPOTEMHYPUEN OTMeuaeTcs baaronpusaT-
HbI4 MPOrHo3. HanpoTtme, HaAMuMe HedPUTUUECKOTO
UAM HEDPOTUUECKOTO CMHAPOMA MMEET MAOXOW Mpo-
rHo3, ¢ passutnem y 20-40% nauneHToB CTOMKOro
HapylweHus ¢yHKumMM nodvek. OnucaHa cnabas kop-
peAsiLUA MeXAY TMCTOAOTMUYECKUMU MPOABAEHUAMM
n ucxopamu 3aboneBanus [29].

AnpdepeHumarbHasa AMarHocTuKa

Y AeTel C KAACCUUECKUMU KAMHUYECKUMU NPOsiB-
AEHUSIMW B BMAE MaAbMUMPyeMor nyprnypbl B KOMOU-
HauuK ¢ BOAIMM B XMBOTE, apTPUTOM/apTPaArUaMK
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W/MAM NOPaxXeHUeM novek pAnarHos IgAB, kak npaBUAO
He BbI3blBaeT 3aTpyaHeHu [35]. Tem He mMeHee, TpyA-
HOCTM BO3HMKAIOT NPU OTCYTCTBMM BCEX XapPaKTEPHbIX
KAMHWYECKMX CUMMNTOMOB, 0COOEHHO ecAan B Aebrote
3aboAeBaHMA He BbISIBAAOTCS KOXHbI€ BbIChINaHUSA.
B Takux cutyaumsx HeoOXOAMMO WCKAKYaTb Apyrue
MPWUYKHbBI, COMPOBOXAAIOLLMECA MYpPrypon, apTPUTOM,
abAOMUHAAbHBIM CUHAPOMOM U MOPaXeHWEM MOYEK.

MNeanatpbl Yalle NPOBOAAT AUddepeHLMaAbHYHO
AMArHOCTUKY C CENTUUYECKUMWU COCTOAAHUSAMM, MAMONA-
TMUYECKOW ayTOMMMYHHOM TPOMOOLMTONEHWEN, FreMO-
AUTUKO-YPEMUYECKUM CUHAPOMOM, AEMKO3aMM, pas-
AMYHBIMW KOaryaronatuaMu (Hanpumep, reMmopuanen),
OCTPbIM FeMOPParMYecknuM OTEKOM KOXW Y FPYAHbIX
AeTel, 3aboAeBaHUAMK MOYEK, CYCTABOB, XXEAYAOU-
HO-KMLUEYHOrO TpakTa U T.A. 3aTpyAHEHUS Bbl3blBaeT
TakXe npoBepeHne AnddepeHUnanbHOro AuvarHosa
Yy AETEW C TMNEepPUYyBCTBUTEAbHbBIM BACKYAUTOM.

Y B3POCAbIX MALMEHTOB Yalle MPUXOAMUTCA AUGD-
depeHumnpoBatb IgAB ¢ ApyrMumMn BUAAMU BaCKY-
AUTOB — NepBUYHbIMU cucTeMHbIMKM AHLIA-accoumu-
pOBaHHbIMW BaCKyAUTaMK (MUKPOCKOMUUYECKWIA NOAU-
@HIMKUT, FPaHyAEMaTo3 C MOAMAHTUUTOM, 303UHODUAL-
HbI FpaHyAeMaTo3 C MOAMAHTUUTOM), BACKyAUTaMMU,
aCCcoLMMPOBAHHbBIMU C CUCTEMHBIMKU (Hanpumep, Npu
CUCTEMHOM KpacCHOW BOAYAHKE) UAU MHOEKLMOHHbI-
MK 3aboAreBaHUSIMU (Hanpumep, renatntom B mnam C).
Y AML MOXMAOro Bo3pacTta NosBAEHWE remopparuye-
CKMX BbICbINaHWM Ha KOXEe MOXET ObITb MPOABAEHUEM
napaHeonAacTUYeCKOro CUHAPOMA U CAYXWTb CUrHa-
AOM K MPOBEAEHUIO OHKOAOIMYECKOTO NoUCKa.

B AMarHocTMke cUCTeEMHbIX BACKYAUTOB U CUCTEM-
HbIX 3aboAeBaHWU COEAUHUTEAbHOW TKaHW, MOMMWMMO
KAMHUYECKOW KapTWHbI, CYLLECTBEHHOE 3Ha4YeHue
UMET UMMYHOAOTUYECKUE UCCAEAOBAHUSA, B YacT-
HOCTU OMpPEAENEHUE B KPOBU TUTPA aHTUHYKAEAPHbIX
aHTWUTEA, aHTUTEA K AByxuUenodyevHon AHK, aHTUHeR-
TPOPUABHBIX LMUTONAA3MaATUYECKNX aHTuTen (AHLLA),
peBMaTOMAHOIO daktopa, KOMNAEMEHTA U T.A.
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