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IgA-HedponaTua ABIAETCA CAaMOM YacToM (DOpMOX INIOMepyIOHe(dPUTAa BO BCEM MHpe. ITO 3200/ I€BaHHE
XapaKTepH3yeTCA OTIOXKEHHEM B ME3AHTHH IIOJTHMEPHOTIO IgA1 1 yBeIMYEHHEM €r0 KOHIIEHTPAIHH B IIa3Me
KpPOBH. YPOBEHb IgA B IU1a3Me OIIpEeAEIaeTCA CKOPOCTHIO €0 IIPOJYKIIHMH H BBIBEJCHUA TEMKOIHTAMU 1 KJI€TKA-
mu nedeHu. KaraGoauam IgA 3aBHCHT OT IBYX (haKTOPOB: PEIENTOPOB K IgA 1 HMMYHOXHMHYECKOH CTPYKTYPhI
MOJIEKyYJIBL. CHIBOPOTOYHBIN IgA nipu IgA-Hed ponaTny HMeeT HECKOIBKO 0oco0eHHOcTeH. Hanboiee Ba>KHOM U3
HHX SB/IIETCA H3MEHEHHOE INTMKO3WIHPOBAHHE MOJIEKY/IbL. TO H3MEHEHHE CTPYKTYPBI MOKET BIHATH HA B3AHMO-
JEFICTBHE C OEIKAMH MATPHKCA, C PENENITOPAMH K IgA Ha ME3aHIHATBHBIX KJIETKAX, TEHKOIMTAX U IeIaTOINTAX
H ¢ KOMILIEMEHTOM. Takoe HapyllleHHe, BO3MOXKHO, HI'PAET ITTABHYIO POJIb B IATOT€He3€ JeNOHUPOBaHu:A IgA1 B
ME3aHIHH C IIOCTEAYIONIHM IOPAKEHHEM KIYyOO4IKOB IpH IgA-HedponaTuu.

IgA-nephropathy (IgAN) is the most common form of glomerulonephritis. It is characterized by predominant me-
sangial polymericIgA1 deposits and with increased plasma IgA1 level. The level of plasma IgA is determined by the rate
of IgA production, its uptake by leucocytes and removal by hepatocytes. The catabolism of IgA depends on two factors:
IgA receptors and immunochemical nature of the IgA molecules. Serum IgA in IgAN displays a number of unusual phys-
ical characteristics. The most important of them is a change in glicosilation. This IgA defect can influence IgA capacity
to interact with matrix proteins, IgA receptors on mesangial cells, leucocytes and hepatocytes and with complement.
It may play a key role in the pathogenesis of mesangial deposition of IgA1 and subsequent glomerular injury in IgAN.

BBengenue

IgA-HedponaTys NPeACTABIAET COOOU 3260IEBAHUE,
Xﬂ.pﬂ.KTCpI/ISYIOH_lCCCH OTIIOKEHUEM HNMMYHHbBIX KOMIUICK-
COB, copepkamux IgA1 B KIyOOUKaX IIOYEK, IPUBOJALEE
B OOJIBIIMHCTBE CIy44€B K XPOHUYECKOI IIOYEUHON HEZIO-
CTATOYHOCTH. IgA-HE(POIATHA BXOAUT B CTPYKTYPY ME3AH-
IrHONPOMU(EPATUBHBIX ITIOMePynoHedpuToB (Me3III'H).

JI0 HaCTOAIIETrO BpEMEHH [TATOT€HE3 JAHHOTO 3460/1€BA-
HUS OCTA€TCSl HEU3BECTHBIM. DTO 3200JIEBAHUE CO CIOKHOM
JUATHOCTUKOM, OCHOBAHHOM Hd UMMYHOI'MCTOXUMUYE-
CKOM UCCJIEA0BAHNY 6G1ONTATa. KpOMe TOro, He CyIeCTByeT
AICKBATHBIX METOMOB PAHHEN JUATHOCTUKU JAHHOI'O
3a605eBaHMsL. BCe 3TO CO3/a€T ONPEENIEHHBIE TPOOIEMBI
JUIS BpAYEN B KIIMHUKE U UCCIIENOBATENEN, PAGOTAIOMNX B
06/1aCTH HEPPOJIOTUH.

Briepsoie [gA-HedpomnaTus 6bi1a omucana B 1968 .
Berger n Hinglais moji Ha3BaHHUEM «MEKKATTUIUIIPHBIC
ornoxeHusa IgA-IgG». O6mMM 11 BCEX CIy4aeB ObLIO OT-
JIOJKeHHE IgA B ME3aHIMU ITIOMEPYJI, MHOIJd C HAIMYHUEM
IgG ¥ TPETHETO KOMIIOHEHTA CUCTEMBI KOMIUIEMEHTA. Ha
OCHOBaHMH JIAHHBIX, KACAIOMIMXCA 55 OOJIBHBIX C «H/IUOIIA-
TUYECKUM OTIOKEHUEM IgA B ME3aHI UM, bepike Ie1a€eT Bbl-
BOJI, YTO TeYeHHUe 60IE3HN OTHOCHUTENBHO O/IarONPUATHOE,
C MEUICHHBIM PA3BUTUEM; IIPU HEM CPABHUTEIBHO PEIKO

HAOJIOIACTCS APTEPUAIbHAS TUTICPTEH3US [7].

MesaHrnonponu@epaTuBHbINA IMOMEPYIOHEPPUT (PHC.
1) ABIIAETCA CAMOM PACIIPOCTPAHEHHOM MOP(POIOTMIECKOM
(popMO XPOHUYECKOT'O INIOMEPYIOHEPPUTA. Paznyaus B
KIMHUYCCKUX IIPOABICHUAX, TAKECTH U IPOrHo3e MesIl-
I'H, B HAPYIIEHUAX [IPU 3TOU MTATOJIOIMU I'YMOPATIBHOIO U
KIETOYHOI'O UMMYHUTET4, B YACTOTE BLIABICHUA PA3HBIX
AHTUI'€HOB I'MCTOCOBMECTUMOCTH ITO3BOJIINA UCCIIENOBA-
TEJIAM TIPEATIONOXKUTD, YTO Me3III'H — 310 nousTHe, 06'be-
JOUHAIOLIEE I'PYIITY BAPUAHTOB 3200JICBAHIA.

Ha OCHOBAaHMM AHAJIN3A KIMHUKO-IA00PATOPHBIX
JAHHBIX, PE3YIBIATOB UMMYHOTUCTOXUMUYECKOTO, CBE-
TOOIITHUYECKOTI'O U 3JIEKTPOHHO-MUKPOCKOIINYECKOI'O UC-
CJIEJOBAHUI BBLIEICHBI TPU KIMHUKO-MOP(HOIOTMUECKUX
BapuanTa MesIIl'H [2]:

¢ [gA-ME3aHIMONPONN(PEPATUBHBII [TIOMEPYIOHE(DPUT
(IgA-MeslIII'H);

e [gM-Me3aHIMONPONN(EPATUBHBIN ITIOMEPYIOHED-
pur (IgM-MesIII'H);

¢ ME3AHTUONPOIU(PEPATUBHBIN ITIOMEPYIOHEPPUT C
IgG-penosuramu wiv 6€3 HUX (TO €CTb «<MMMYHOHETATHB-
HBII» ME3AHTUONIPOIN(PEPATUBHBIN).

Hanbonee pacnpocTpaHeHHO! (POPMOI ITIOMEPYIIO-
He(ppUTa NOBCEMECTHO ABJIIETCA IgA-HEppomaTys, 3a60-
JIEBAEMOCTb KOTOPO MOXKET OBITb OLICHEHA KAK 5 CJIy4AEB
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Puc. 1. Me3aHTHONIPOTU(EPATHBHEIN INIOMEPYIOHEDPHT.
OKpacka reMaTOKCHJIHHOM H 303HHOM. x400
(1o pa6ore B.A. Bapniasckoro 1 cOaBT.)

Ha 100 000 nacenenus [1]. Bonee yem B 80% cirydaes OHO
IIPOAB/IACTCA IIPEUMYIIECTBEHHO I'eMaTypUEH, HHOIZA B
COYETAHUU ¢ IpoTennypuei [25]. Y 40-50% G0IbHbIX Ha-
6/II0AI0TCSA AMU30ABI MAKPOI'€MATYPHUH, KOTOPBIE OOBIYHO
COIYTCTBYIOT MH(PEKIMAM BEPXHUX JIbIXATE/IbHBIX ITyTCH,
KUIIEYHON HH(EKIUU U (PU3NIECKON Harpyske [12, 13]. B
15% cityuaes IgA-HedponaTys NPUBOAUT K TEPMUHAILHOM
XITH B Teuenue 15 set. B 20% cydaeB OHA MOXKET PEL/N-
BHPOBATH IOCJIE TPAHCIVIAHTAIIN ITOUKH [1, 9].

[TpUHATO BBIEATH IBE OCHOBHBIE (DOPMBI [gA-HED-
pomaTum: 3TO NepBUYHAA IgA-HeponaTrsa i 601e3Hb
Bep:xe u BropryHas IgA-HedponaTus, KOTOpas ABIAETCA
CJIEAICTBUEM JIPYTUX 326071€BaHUH. M3BECTHO OKOJIO 30
3200J1EBAHNI, COIPSDKEHHBIX C OTVIOKEHUEM IgA B TOUKax
[8,9, 28,31

[TepBuunas IgA-nedponartus MOXKET BO3HUKHYTD B
JIIOO0M BO3PACTE, HO YAIE B TPETHEU-YETBEPTOH JIEKA/IE
KU3HU [27]. COOTHOMIEHUE CPESU GOIBHBIX MYKUHUH U
JKEHIUH KoJte6ercst ot 2:1 B Anonuwm 10 6:1 B CeBepHOI
Esporie u CIIIA. [Tokazana acconpanus IgA-Heponatun
C XPOMOCOMOI¥1 6G22-23 [6].

Juarnocrudeckum KpurepueM IgA-nedponaruu npu
HAIMYNN KIMHUIECCKUX CUMIITOMOB SIBJ/IACTCA IIOBBIIICHUE
YPOBHA UMMYHOIVIOOYJIMHA A B CBIBOPOTKE KPOBHU BBIIIE
3,15 r/1[20], nHOT/IA B KOMILIEKCE C PUOPOHEKTHHOM [1].
[Ipu CBETOBOI MUKPOCKOIIMU OOHAPYKUBACTCS YBEIU-
YEHHUE KOJIMYECTBA KIETOK B ME3AHIUYME U YBEIIMYCHUE
KOJIMYECTBA ME3AHTMANIBLHOIO BeleCTBa. [Ipu nMMyHOIH-
CTOXMMMYECKOM UCCIIEAOBAHNY OOHAPYKUBACTCA HAKO-
IJIeHHE IgA B ME3AHIUYME B BUJE CAMBAIOMIMXCA MEKIY
COOO¥ OTAEIBHBIX I'PAHYJL, 4aCTO B coueTanun ¢ C3 ulgG (2],

I'unore3sl naroreHesa IgA-medponaruu

H3sBectHo, uTO npu IgA-HedponaTun NpoUCXOauT
YBEJIIMYCHUE KOHLICHTPALIMY UMMYHHBIX KOMIUIEKCOB, CO-
JEPKAIMIX IgA. DTO MOXKET IPONUCXOIUTD U3-34 YBETMUEHUA
HAPAOOTKHU AHTUTEN WIH B PE3Y/IBTIATE HAPYIIEHNA KIUPEH-
€4 UMMYHHBIX KOMIUIEKCOB. BBUIO ONIHMCAHO YBETMUEHUE B
KPOBHU MOJIEKYJI IgA IPOTHB MHOKECTBA AHTUT'€HOB, OHAKO
€TMHCTBEHHbBIU MATOT'C€HHBIN AHTUT'CH, BXOAIIMIA B COCTAB
MMMYHHbBIX KOMITIEKCOB, OTUCAH He 6611 [6]. Kpome Toro,
npu IgA-Hepponarun He 6pUI0 OOHAPYKEHO AyTOAHTUTET
K1acca IgA npoTuB ME3aHTUAIbHBIX AHTUT'CHOB.

[Tpupona orTnoxeHus IgA B ME3AHTUN OCTAETCA O0b-
€KTOM MHOTOYHMC/ICHHBIX UCCIEOBAHNUM [4, 5, 11, 14-16,
18,20-22,29].

B HOpME MOneKya IgA, CEKpETUPYEMOTO IIJIa3MATHYC-
CKUMHU KJIETKAMH CJIM3UCTBIX OOOJIOUEK, ABIAETCS UME-
POM WJIY IIOJIUMEPOM B OTIIMYME OT CBIBOPOTOYHOIO IgA,
OOBIYHO TPE/ICTABIISIONIEIO COOOH MOHOMED. V YeJIOBEKA
O6HApYKeHO 2 m3otuna IgA — IgA1 n1gA2. TnazmaTuyeckue
KJIETKH, ACCOLITUMPOBAHHBIE C TACTPOUHTEPCTULIUAIBHBIM
U PECIUPATOPHBIM TPAKTOM, IIPOAYLIUPYIOT KaK IgA 1, Tak
1 IgA2, B TO BpEMA KAK INTA3MATUYECKUE KIIETKH KOCTHOT'O
MO3I'd, IAM)OY3JIOB U CEJIE3EHKH IIPOAYLIUPYIOT IIPEUMY-
mecTBeHHO IgAT [12].

TOMBKO HE3HAUUTEIBLHOE KOIUYECTBO OOWETO IgA,
IIPOAYLIUPYEMOI'O B KOCTHOM MO3I€, CEJIE3CHKE U JIUM-
(paTHYECKUX y3/1aX, CEKPETUPYETCA. BOIBIMMHCTBO LUP-
KYJIMPYIOIUX B KDOBU MOJIEKYJ IgA KaTaboMu3upyercs,
HE TOCTYIIAA B CEKPET CIUBUCTBIX [18]. CHIBOPOTOYHBIN
IgA — B OCHOBHOM MOHOMEPHBIN IgA1 KOCTHO-MO3TOBOTI'O
NIPOUCXOXKAEHUA. A, TPOAYLIMPYEMBIN UMMYHHOM CUCTE-
MO CIU3UCTBIX O00JIOUEK, BBIBOAUTCA U3 OPTaHNA3MA YEPE3
CEKPELIMIO CJIM3UCTBIMU, HE IIONAAAA B IUPKYJIALMIO. DTO
B OCHOBHOM NONMUMePHbIN IgA [12]. ITpu IgA-nedponatun
NIPOUCXOJIUT OTIOXKEHUE NMEHHO MONMNMEPHOTO IgAl B
ME3AHTUUL.

[TpOBOAMMBIE UCCIENOBAHMA YKA3bIBAIOT HA CHIDKECHUE
cuHTe3a IgA1 B CIMBUCTBIX U YBEIIMYEHNE IPOAYKIIMH I10-
JIMMEPHOIO IgA B KOCTHOM MO3re npu IgA-nedponarun
[12].

CoBpeMEHHBIE UCCIIEJOBAHUA C(HOKYCUPOBAHBI HA
ONPE/ICTICHUN U3MEHEHUI B MOJIEKYJIC IgA KaK OCHOBHOM
(paxrope B narorenese IgA-nepponarun. OT ITUX U3ME-
HEHUH 32BUCUT KaTabonu3M IgA. ccneposaTenssmMu 6110
MOKA3dHO HaNMM4Ke Je(EKTa ramakro3mwInpoBanus IgAl B
CBIBOPOTKE M CMBIBE 13 OMOIITATa IOYEK OObHBIX IgA-HED-
pomarueii [4, 15]. B monexyne IgA1 yBennansaeTcs 4acToTa
YITIEBOJHBIX IIEIIOYEK, COCTOSIMX TONBKO 13 N-areTmira-
JIAKTO3AMHH4, 10 CPABHEHUIO C FUIAKTO3WINPOBAHHBIMU U
CHAIMPOBAHHBIMU (POPMAMU. [Je(DEKTHBIH 10 T'AJIAKTO3€E U
CHAJIOBBIM KUCJIOTAaM IgA 1 CBIBOPOTKH, BEPOATHO, IPOYIIH-
pyercst TMbOUIHBIMHU KIETKAMU CTM3UCTHIX [ 16], OIHAKO
MEXAHM3M IIEPEHOCA €I'0 B KPOBb OCTACTCA HEM3BECTHBIM.
OO6HAPYXEHO TAKKE HApyIIEHUE Oananca IgA- u IgG-ripo-
JYLHPYIOMIUX KIETOK B CTOPOHY 3HAUHUTEIBHOI'O YBEIUYE-
HUA IPOAYKUNY IZA, 9TO U CIIYKUT ITTABHBIM UCTOYHUKOM
YBEJIMYCHUA KOJIMYECTBA HEAOCTATOYHO I'ATAKTO3WINPO-
BaHHOIO IgA nipu IgA-nedponatnu [11].

B pesynbrare HapymeHus INMTUKO3WINPOBAHNA IgA
U3MEHAETCA CTPYKTYPA JAHHOM MOJIEKYJIBL, YTO MOXET
IIPUBOJUTE K PSAZTY U3MEHEHUI IIPU B3AUMOACHCTBUN C JPY-
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UMW MOJIEKYZIAMH [ 1 2]. B 4aCTHOCTH, MOTYT IIPOUCXO/IUTH
CJIEAYIOUINE HAPYLICHU:

¢ HAPYIICHHUE KIMPEHCA KIETKAMU [IEYEHHU, IVIABHBIM
JIMT'AHJOM JUI KOTOPBIX ABJIACTCA FUIAKTO32 O-IVIMKAHA,

¢ HAPYLICHUE OOPA30BAHMA KOMIUICKCA AHTUICH—AH-
THTEJIO;

¢ HAPYLIECHHE B3AUMOJECUCTBIA C FC-petenTopoM, s
KOTOPOTO CBA3BIBAIOIIUM LIEHTPOM sBseTca CH,-omen;

¢ HAPYLIEHHUE CIOCOOHOCTH B3AaUMOJIECHCTBOBATD C JK-
CTPALEC/ULIOJIAPHBIMUA KOMIIOHEHTAMH IJIOMEPYIL Jleru-
KO3WIMPOBAHHBIN [gA NIOMMMEPU3YETCA U IIPUOOPETACT
CPOJICTBO K BHEKJIETOUHBIM O€NKaM — (PUOPOHEKTHHY,
JIAMUHUHY, Kojutareny IV tuma;

° HapymeHI/Ie AKTHUBAIIMHU CUCTEMbI KOMIIVIEMEHTA B
pesynbrate usMeHeHusa C3-CBA3BIBAIONIECIO CANTA HA MO-
Jexyne IgA1;

¢ YBEJIMYCHHE CIIOCOOHOCTH K ArPETMPOBAHUIO;

¢ 06pazosanue IgA u IgG IPOTHUB HEOCTATOYHO ITIN-
KO3WJINPOBAHHOTO IgA.

[IpuBE/ICHHDBIE BBIIIE HAPYIIEHUS CBUJIETEIBCTBYIOT O
TOM, YTO HEJOCTATOYHO [TIMKO3WINPOBAHHbIH IgA 1 MOXeT
BBICTYIATD NIPU JAHHOM IATOJIOTMU KaK dHTUreH. Kpome
TOI'O, OBUIO IIOKA34HO, YTO HEAOCTATOUHO I'IAKTO3HIIN-
pOBaHHBIN IgA 60bHBIX IgA-HE(MDPONATHEN 3HAYUTEILHO
YBEIMYMUBACT ANONTO3 M CUHTE3 NO ME3aHIMAIbHBIMU
KJIETKAMU B CPAaBHEHUU C IgA 310POBBIX [5].

IgA1 manuenToB ¢ IgA-HepponaTuei, BBEJCHHBINA
MBIIIAM, JOJBIIE HAXOJUTCA B LIUPKYIALUU, yeM 1gA
KOHTPOJIBHON I'PYIIIBI [12], 4TO NPOUCXOQUT, BEPOATHO,
13-32 U3MEHEHUA CTPYKTYPBI MOJIEKYJIBI U, KAK CJICICTBHE,
HAPYIIEHNA €€ KIMpeHCd. OJHAKO KIUPEHC IgA 3aBUCUT
HE TOJIbKO OT UMMYHOXHUMHUYECKON IIPUPO/IBI MOJIEKYIIDI
IgA, HO U OT IKCIPECCUN PELENTOPOB K IgA. OgHuM U3
BAKHENINNX HAIIPABICHUH B U3y4EHUN MEXAHU3MOB I1ATO-
reHesa IgA-nepponaTuu ABIACTCA U3YYCHUE HAPYIICHUI B
JIMTAH/I-PENENITOPHOM B3aNMO/IENICTBUU. C 3TOU MO3UITNHA
BEIETCA NMOMCK M3MEHEHUI IKCIPECCUN PELEITOPOB K
IgA pa3INYHBIMU KIETKAMU, 4 TAKKE U3MEHEHUH CPOJ-
CTBa IgA K COOTBETCTBYIOIUM perentopam. Handosnpimmia
HHTEPEC C ITOU TOUKU 3PEHUA IPECTABIAIOT ACUAIO-
ITIMKONPOTEHNHOBRIN perienTop, FcaR1 u TpancheppuHo-
BBIF PELICIITOP.

¢ ACHANOITMKONIPOTENHOBLIN penentop (ASGPR) B
HOPME Y YEJIOBEKA SKCIIPECCUPYETCS HA KIETKAX [1€YECHU
[19]. 3BECTHO, YTO KIUPEHC NEeYEHbIO IgA1 CHIKEH Y
607bHBIX IgA-HepponaTHEN. ACHATOTINKOIIPOTENHOBBIC
penentopel (ASGPR) B reyeHn, paco3HAOMKUE KOHEY-
HBIE OCTATKU TAIAKTO3BI, ABIAIOTCA OCHOBHBIM MECTOM
Karadonnusma IgA. Ponb 3TUX PELENITOPOB B KINPEHCE
MAJIOTAIAKTO3MIMPOBAHHOIO IgA1 /10 CHX IOp OCTAETCsA
HEOIPEAEIEHHON. BO3MOXHO, B PE3Y/IBIATE HAPYIICHUA
KIMPEHCA KIECTKAMU [IEYECHU Je(PEKTHBIIN 110 TAIAKTO3€ IgA
OCTAETCA B IUPKY/LALIAHN, YTO BEJET K €I'0 ACIIOHMPOBAHUIO
B ITIOMEPYJIAX [TOYEK.

e FcaR1 (CD89) CBA3BIBAET KAK MOHOMEPHBIE, TAK 1 I10-
mmMepHble popMbl IgA1 1 IgA2 n He ceaspiBaet IgG. FcoR1
3KCIIPECCUPYETCS HA HEUTPOPUIAX, MOHOLIUTAX, MAKPO-
(parax 1 303uHOPUIAX. OCHOBHAS POJIb 3TOT'O PELEIITOPA
3AKJII0YACTCA B BBIBEJCHUN MMMYHHBIX KOMIUIEKCOB U3
LUPKY/IALMHA [29]. BBUIO TOKA3aHO CHIKEHHUE IKCIIPECCUN
CD89 na k1eTkax Kposu IIpH IgA-HEPPOITATUH, YTO MOXKET
BECTU K CHIDKEHHUIO KIMPEHCA IgA U, CJIEI0BATENBHO, YBEIU-
YEHUIO KOIN4YeCTBA IgA B IIUpKynupyloneit Kposu. Kpome
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TOT'O, OBIIO MOKA3aHO HAPYIIEHHE NOCTTPAHCIALMOHHON
moaudukarn CD89 npu IgA-uedponaruu [6]. [Ipesrmo-
JIAraeTCs, YTO HEJOCTATOUHO IAIAKTO3WINPOBAHHDIN IgA,
B3aUMOZEHCTBYA ¢ CD8Y Ha KIETKAX MUEIOUIHOIO P,
CIIOCOOCTBYET CIYMIMBAHUIO BCEI'O KOMIUIEKCA C KIETKU U
JATbHENIIEN eT0 (PUKCAITAN HA ME3AHTMAIbHBIX KJIETKAX
yepes TIR [21].

o Tpancgeppunosbi penerrrop (TfR wmm CD71). BHOop-
M€ OH (J1260 IKCIIPECCUPYETCA HA TYOYILIPHOM SIUTEINHN B
rinomepyine. CD71 criocO6€H CBA3BIBATD TOIBKO IIOJIMMEP-
ubii1IgA 1. [Tpu IgA-He(pponaTHN HAOMIONACTCA YBEITUUCHUE
3KCIPECCUN ITOI'O PELENITOPA B INIOMEPYIIaX Ho4YeK. OnHa-
KO TAKOE YBETNYEHHUE SKCIIPECCUU XAPAKTEPHO HE TOJIBKO
1t IgA-nedpponatuy, HO U Ui APYTUX IJIOMEPYJIOHED-
puTOB. MHTEHCUBHOCTD €TI0 3KCIIPECCUN KOPPEIUPYET C
HMHTEHCUBHOCTBIO IPOIU(EPALUN ME3AHTMATIBHBIX KIETOK
(14, 22]. [Tokazano, uto TR, SKCIIpecCUpyeMblil ME3AHIU-
QIbHBIMU KJIETKAMU ITPU IgA-He(ponaThy, BLICOKOABUIHO
CBA3BIBAET IE(PEKTHBIN I10 TAIaKTO3€e IgA1 [22].

Bo3MOXHO, fEMEKTHBIA 11O I'aIAKTO3€ IgA MOXKET
creru@UUecKy CBA3bIBATHCS C PEIEITOPOM (TpaHcdep-
PHUHOBBIM WM KAKUM-TUOO JPYIUM) HA IOBEPXHOCTU
ME3AHIMAIbHBIX KIECTOK, YTO OyZIET IIPUBOAUTD K YCHJICHHIO
3KCIIPECCUM ITOT'O PELENTOPA HA MIOBEPXHOCTH ME3AH-
THAIBHBIX KJIETOK. DTO, B CBOIO OYEPE/D, OYIET BECTU K
YBCJIMYCHIIO ACTIOHUPOBAHWA IgA ME3aHTHUA/IbHBIMU KJIET-
KaMM ¥ UHYLIUPOBATD UX IPOIU(EPALHIO U IIPOAYKIIUIO
IIUTOKUHOB [14].

Kpome Toro, 0110oxeHue NoIMMePHOro IgA npuBOAUT K
AKTHBALIAM CUCTEMBI KOMIUIEMEHTA. Ha 9KCIIepUMEeHTAIb-
HBIX MOJEJIAX OBUIO IIOKA3aHO, YTO AUMEP U Monumep IgA
CIIOCOOHBI AKTUBUPOBATH CUCTEMY KOMIUIEMEHTA U BbI3bI-
BATb [OBPEKICHUA ME3AHIHMAIbHBIX KIETOK. Y OOIbHBIX
IgA-TOoMeEpYIOHEMPPUTOM HAOMOAACTCA HU3KAA AKTUBALIVS
CUCTEMBI KOMIUIEMEHTA, OCOOEHHO 110 AJILTEPHATUBHOMY
IIYTH. DTO CBUJETENLCTBYET O TATOICHETUYECKOU PO/H IgA
nipu IgA-nedponaruu. ITocne akrusannn C3-KOMIIOHEHTA
IIPOUCXOAUT COOpKA KoMILekca C5b-C9, cybmurudeckue
KOHIIEHTPALIMU KOTOPOI'O NPUBOJAT K AKTHUBALIUN ME3aH-
THAIbHBIX KIETOK U IIPOAYKIIMN MU IIPOBOCIAINTEIBHBIX
MEAUATOPOB. C3-KOMIIOHEHT HE TOJIBKO ICTIOHUPYETCS, HO U
CHHTE3UPYETCA ME3AHI M AIbHBIMU KIIETKAMU U ITONOLUTAMH,
0COBGEHHO UHTEHCHUBHO ITpH IgA-Hedpornatnn. Kpome Toro,
ME3AHIUAIbHBIE KIETKU CUHTE3UPYIOT OENIOK, PEIYIUpPYIO-
NI AKTUBALIUAIO CUCTEMBI KOMIUIEMEHTA, YTO OODbACHAET,
noyemy c6opka komiuiekca C5b-CO He npuBoANT K ME3aH-
ruonusucy [6, 12].

Taxkum 06pa3oM, 32 OTIIOKEHUEM HMMYHHBIX KOMILICK-
COB B KJIYOOUKAX CJIEAYET P COOBITUH, IPUBOAAIINX K
PA3BUTUIO BOCIIAINTENBHBIX PEAKIINI B TKAHU IIOYEK.

PoJIb aiT€3UBHBIX MOJIEKY/I U ITUTOKHHOB
B Pa3BUTHH BOCIATICHUA

COBpPEMEHHBIE NPEJCTABIEHUA O PA3BUTUN BOCIIAIN-
TEJIbHOM PEAKIIMN HEBO3MOKHDBI €3 YUdCTHA A/[TE3UBHBIX
MOJIEKYJ U IUTOKUHOB, OHU UI'PAIOT BAKHYIO POJIb B BO3-
HUKHOBEHUU U NOAJCPKAHNIHN ITATOIOTMUECKOIO IIPOLIECCa
npu IgA-nedponarun.

LIUTOKUHBI — 3TO GEJIKOBbIE WIN MOJUIENTHHBIE
MIPOAYKTBI AKTUBUPOBAHHBIX KIETOK UMMYHHOI CUCTEMBI,
KOTOPBIE ABJIAIOTCA MEAUATOPAMU MEKKIIETOUHBIX B3AUMO-
JEHCTBUM IIPH UMMYHHOM OTBETE, TEMOIIO33€ U PA3BUTUU
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BOCHAI€HNA. VIMMYHHBIE KOMIUIEKCHI, B COCTaB KOTOPBIX
BXOAUTIgA 1, IENIOHNPYACDH B ITIOMEPYJIE, IPUBOJAT K PA3BU-
THIO BOCIIAJIMTENBHBIX PEAKIUA. [IpONCXOIUT BBIICICHUE
GOJIBIIETO KOJTMYECTBA TUTOKUHOB U POCTOBBIX (DAKTOPOB,
MH(QWIBTPALUA KIYOOUKA IUM(OLUTAMU U MOHOLIUTAMHA
1 Ipoauepanysa PE3UACHTHBIX ITIOMEPYIIAPHBIX KIETOK,
YTO OTPAKAET BOCIAIUTENBHBIE H3MEHEHUH, IIPOUCXO/IA-
1ue B KIIyoouke npu IgA-nedponaruu [3).

BsaumoperictBre MakpoOMOJIEKyI IgA ¢ penienrropamu
H4 ME3AHTUAIBHBIX KJIETKAX BBI3BIBACT IPOBOCIAIATEIb-
HYIO ¥ TPOPUOPOTHUYECKYIO TPAHC(POPMAITUIO ME3AHTU-
yma. Kpome TOro, 310 BBI3BIBACT YBEINYCHUE CEKPELIMA
KOMIIOHEHTOB 3KCTPALE/IIOAPHOIO MATPUKCA U MIPO-
BOCHAIUTENBHBIX IIUTOKUHOB, KOTOPBIE YBEIUYHUBAIOT
3KCIIPECCUIO MEZAHTHAILHBIMU KIETKAMU PELENITOPOB
K IgA [6]. TakuM 06pa30M, TPOUCXOAUT (HOPMUPOBAHHE
nery aMmmadukanuy. B padore S. Inaba et al. ormedyena
CWJIbHAA KOPPEJIALMA CTEIICHH YBEIUYECHUA CBIBOPOTOY-
HOT'O IPOBOCITAIMTENBHOI'O IUTOKMHA — (PAKTOPA HEKPO34
onyxosen-o (PHO-a) — ¢ BETUYUMHON IeMATYPUH U BbIPA-
JKEHHOCTBIO ME3AHTUAIBHO-KIETOYHOU IPpOonudepanumn
y aered, crpagaomux IgA-nedgponarueii [10]. V 601bHBIX
[gA-HedponaTueil yBeJIMYCHHASA IPOSYKLINA UHTEPIICH-
K1HOB 2 1 6 (WJI-2, WI-6) 1 PHO-0. MOXKET IIPUBOJUTD K
HEIIOCPENCTBEHHOMY YBeINUeHNIO cekpenuu UJI-10, ko-
TOPBIA CIIOCOOEH IIOBBIIATH YACIO [gA-TIPOAYIIMPYIOIINX
B-mumMOIMTOB KOCTHOTO MO3I4 [3].

Kpome TOro, Me3aHIuajlbHbIE KIETKA CEKPETUPYIOT
Tpancgopmupyomui gaxkrop pocra (TOP-B). ror nu-
TOKMH MHIMOUpPyeT Iponudepanuio B- u T-mumM@ponuTos,
3KCIIPECCHUIO A/ITE3UBHBIX MOJIEKYJI, CHHTE3 IIPOBOCITAIH-
TEIbHBIX IUTOKUHOB, WJI-2. OIHOBPEMEHHO C IPOTUBO-
BOCIHAINTEIbHBIMU 3(PPEKTAMU OKA3BIBAET BLIPAKEHHOE
MIPOCKIEPOTUYECKOE ICUCTBUE 32 CYET CTUMYJLALIUU IIPO-
mdepannn pubpOoOIACTOB, TPOAYKIIMA METAUIONIPOTEU-
Ha3[3].Jlokanuzanysa TOP-B1 B TKAHK [TOUEK KOPPETUPYET C
TSKECTBIO TYOYIOMHTEPCTULIMATIBHOTO NOBPEXKAECHUA IIPH
IgA-nedponaruu [9]. [TokazaHo, uto akcnpeccus TOP-p u
€I'0 PELIENTOPA HA ME3AHTUAIbHBIX KIETKAX YBETMYUBACTCA
IIPY IVIOMEPY/IAPHBIX 32001€BaHUAX [12].

MHOrO4HCIEHHBIE IPOMUTOICHHBIE (PAKTOPBI, BKIIIO-
4yas KOMIUIEKC KOMIIOHEHTOB KoMIieMeHTa C5b-C9, pas-
Jim4aHble TUTBI MK ¥ HUTOKUHBI CIIOCOOHBI CTUMYIHPOBATh
IPOMUQEPALNIO ME3AHTHAIBHBIX KIETOK (MK) [3]. Mesan-
T'HAJIbHBIE KICTKU CEKPETUPYIOT XEMOKHUHDL, IPUBJIEKAs
KJIETKU B 044l BOCIIAJICHS.

Ocobas ponb B MHPUIBTPALUN KIYOOUKA KICTKAMU
MIPUHAICKUT MOJIEKY/IAM KJIECTOYHON aare3nun. Ha nsyde-
HIE KCIIPECCUN ATUX MOJIEKY/I HATIPABJIEH PsAJ| padoT |3,
19, 23, 24, 30].

[Ipy pa3BUBAIOIEMCA IVIOMEPY/IAPHOM BOCHAICHAN
MOHOLIMTHI ¥ IUM(POLUTEL MOKUAAIOT HUPKYIUPYIOIYIO
KPOBb U BXOZAT B KIIyOOUYEK, MUTPUPYS Y€PE3 IHAOTEINN
KAWIAPOB. TpaHCIHAOTENNATBbHAS MUTPALS 3TUX KIlE-
TOK BO MHOTI'OM OIIPEJIENAETCA SKCIPECCUEN A/ITE3UBHBIX
MOJIEKYJL. AZITE3UBHBIE MOJIEKYJIBI IIPEACTABIAIOT COOOU
IIOBEPXHOCTHBIE IVIMKOIPOTEUHDI, OOECIEYNBAIONIHE
IIPOLIECCH B3AUMO/IEHCTBIA MEXY KIETKAMU. Murpanua
BKJIIOYAET HECKOJIBKO 3TAIIOB:

¢ TICPBOHAYAJIbHBII POJUIUHT («IIPOKATBIBAHUE> ) BIOTIb
SH/IOTEHA, KOTOPBII MEAUUPYETCH MOJNEKYIAMA KIETOY-
HOWU aare3uu L- u E-cenexkrnHamuy;

¢ CTOHKYIO aIr€3UI0, KOTOPAs IIPOUCXOJUT YEPES AKTHU-

BAIIIO MOJIEKYJI MEXKIeTOUHON aaresun 1 n 2 (ICAM-1,
ICAM-2) Ha 3HJOTENINN U UX JIUTAH/IOB — TUMQOITUT-AC-
couunpoBaHHbI antureH 1 (LFA-1) (ot anrm. Lymphocyte
function antigen), Maxpodaranpublii anturex 1 (MAC-1) na
MOBEPXHOCTU TMM(POLUTOB, MOHOLIUTOB;

e IBIDKCHUE 4Y€PE3 IHAOTETUAIBHBIC MEKKICTOYHbIE
COEIMHEHNS, OTIOCPEAYEMOE MTOBBIIIEHHOI AKCIIPECCUEN
COCYAMCTON MOJIEKYJIBI MEKKIETOUHON aare3nn VCAM-1
u eennrada uaterpuHa VLA-4 (ot anra. Very late antigen).

[TpopynupyeMbl€ B O4are BOCHAICHUA UTOKUHDI
IIPUBJICKAIOT B ITIOMEPYJIY KIECTKH, AKTUBUPYA IKCIIPECCUIO
MOJIEKYJ KIIETOYHOMN aare3uu. Bzaumopericteusa ICAM-1/
MAC-1, ICAM-1/LFA-1 BHOCAT HaubOOJIEE CYIIECTBEHHBII
BKJIA/] B PA3BUTHE MOHOHYKJIEAPHON HH(PWIBTPALIUH IJ10-
MEPYJIBL C NOIEAYIOMIEN CTUMY/IAIMEN ME3AHIMAIbHOM
nponudepanyi [3].

Cpeay UUTOKMHOB HAUOOJIEE BAXKHYIO POJIb UIPAET
(paxrop Hekposa onyxosner a (PHO-a), mpoayrpyeMbIi
AKTUBUPOBAHHBIMU MAaKPO(araMu U HEUTPO(DUIbHBIMA
rpa"ynonuTaMu. OH CTUMYIUPYET 4AT€3UI0 MOHOLIUTOB U
TUMOLNATOB (i72 Vitro) K ME3aHTUaIbHBIM KieTKaM (MK),
uHAynupy4 sxcnpeccuio ICAM-1. H. Yokoyama et al. npoge-
MOHCTPHPOBAJIN TECHYIO KOPPEJIALMIO BLICOKUX CBIBOPO-
TOYHBIX ypOBHEN PHO-0. C BO3PACTAIOMEN TTIOMEPY/IPHON
3kcrpeccuent ICAM-1 y 6onpHbIX IgA-HEpponaTueit [30).
Taxoke B perysuy KIETOYHON MH(WIBTPALUY KIyOOUYKa
obcyxaaerca poib WI-10, KOTOPBL MUHTUOUPYET i1 vilro
CIIOHTAHHYIO ¥ MHAYLIMPOBAHHYIO Kcpeccuto ICAM-1 Ha
MOHOLIATAX Y€JIOBEKA, OAHAKO IIOBBIIACT €€ HA CTUMYJIH-
POBAHHBIX ME3AHTUAIBHBIX KJIETKAX [3].

3axkiaroueHue

HecMmOTps HA MHTEHCUBHBIE UCCIEA0BAHUA B OOIACTH
aToreHesa IgA-nepponarny, MEXaHU3MBL, JICKAIUE B
OCHOBE IVIOMEPYIIAPHOIO OTIOXKEHMA IgA OCTAIOTCA He-
M3BECTHBDL

TTaToreHes JaHHOTO 3260JIEBAHMS MOKET OBITh CBSI3AH
CO CHIDKEHHUEM BBIPAOOTKH IgA B OTBET HA AaHTUT'€HBI KIIET-
KaMU, ACCOLJUMPOBAHHBIMU C CUCTEMON CIM3UCTBIX. DTO
MOJKET IIPUBOJUTD K YBETMYCHUIO IIPOAYKIIMN IIOJIUMEPA
IgA1 KeTKaMu KOCTHOTO MO3Td, UTO BEJIET K YBETMUEHIIO
KOHIIEHTPAIIUHU CBIBOPOTOYHOTO IgA 1. Ie(heKT raakTo3u-
JMpoBaHKA IgA1, BO3MOXHO, IPUBOANT K CHIDKEHUIO KIIN-
penca IgA1 B neueHy, yBenu4ueHUIo aBUHOCTH IgA1 k TIR
U IIPOBOLIUPYET CBA3bIBAHNE UMMYHHbBIX KOMIUIEKCOB Me-
3AHTMAIBHBIMH KICTKAMU [IOYEYHOI'O KITyOOUKA. JJeTIO3UThI
IgA1 B IOYKAX 3AITyCKAIOT CUHTE3 PA3/IMYHBIX IUTOKUHOB
1 (PAKTOPOB POCTA KIETKAMU ITOYEK U LIUPKYTUPYIOIUMU
KJIETKAMU, YTO IPUBOAUT K XAPAKTEPHBIM TUCTOIIATOJIO-
TMYECKUM IIPU3HAKAM: NPONUQPEPALNN ME3AHIMAIbHBIX
KJIETOK U JETO3UTAM B 3KCTPALIEIUIIOIAPHOM MATPUKCE.
TaxkuM 06pa3oM, IUTOKUHBL U aIT€3UBHBIE MOJICKYJIbI IIPU
IgA-HedponaTun UIrPaoT BEAYIIYIO POJIb B IIOAACPKAHUN
O4ara XpoOHUYECKOI'o BOCHAIEHUsA. M3yuyeHne BOIpoCoB
narorenesa IgA-nedponarun no3BoNUT MPABUIBHO U
CBOEBPEMEHHO MIPUMEHATD IIATOTEHETUYECKYIO TEPAIIUIO.
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