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PE®EPAT

MpoBeneHo obcnenoBarme rpynnbl 60bHbIX C IgA HedponaTmelt (IgAN ) c aHannM3oM BocnannTesibHO-CKIePOTUYECKMX N3MEHe-
HWI B TyOynomnHtepcTumm (TUH), a Takke MMMYHOrMCTOXUMNYECKOW akTUBHOCTM C4d — mapkepa akTuBauMmn NEKTUHOBOMO NMyTn
KomniieMeHTa. KonnmyecTBEHHO 1 NONYKOSIMYECTBEHHO OLLEHNBANIUCHL MMMYHOMMobynuHbl IgG, IgM, IgG, dpakumm komnnemeHTa
c1q, C3c, dubpuHoreH, nerkme uenu kappa n lambda, konniectso Mmukpococynos, TMH ¢ nosnTtusHom peakunein Ha C4d B
aHAOTENNK, aKCTpakanunaapHasa nponudepauus, rmobanbHbli U CErMeHTapHbIA CKNepos, Me3aHrnanbHas nponmdbepaums,
VMHTEpPCTULMAnNbHbIM Grnbpo3s, KonmyecTso kanunnspos B TUH ¢ neikountamu — neputybynsipHblii kanunnsaput ( MNTK), Takxke
BO3pACT, MO, CYyTOYHAsA NPOTENHYPUS U CbIBOPOTOYHbIV YPOBEHb KPEATUHNHA, CKOPOCTb Kiybo4koBor dpunbtpaumm ( CKP)
no MDRD. B peaynbrate Oblin Nony4yeHbl AaHHbIe 06 akTUBALMM JIEKTUHOBOIO MYyTW KOMIMJIEMEHTA B NEPUTYOYNSPHbLIX MUKPO-
cocyfax, YTO CONpPOBOXAAETCs BOCNANUTENbHOM peakumein B HUX N 6onee TSXENbIM KNUMHNYECKMM TEYEHUNEM.

KnioueBblie cnoBa: IgA-HedponaTus, NEKTUHOBLIM NMYTb aKTUBALMW KOMIMJIEMEHTA, TYOYNONHTEPCTULMNA.

ABSTRACT

The study of a group of patients with IgA-nephropathy (IgAN ) was performed with detailed analysis of inflammatory and sclerotic
changes in the tubuloinetrstitium (TIN). As well as immunohistochemical analysis of activity C4d — MBL activation marker of
complement pathway. Quantitively and and semiquantitatively were estimated immunoglobulins (IgG, IgM, IgM), complement
fractions C1q, C3c, fibrinogen, kappa light chains and lambda deposition, the number of TIN microvessels with — C4d — positive
reaction in endothelium. Extracapillary proliferation, global and segmental sclerosis, mesangial proliferation, interstitial fibrosis,
the number of peritubular capillaries in the TIN with leukocytes-peritubular capillaritis (PTC), the age, sex, daily proteinuria and
serum creatinine, glomerular filtration rate (GFR) by MDRD were evaluated. As a result we have obtained the data about inflam-
matory activity in TIN microvessels of some patients under IgAN that may signify the partial activation the lectin complement
pathway and the more severe clinical course.

Key words: IgA-nephropathy, lectin pathway of complement activation, tubulointerstitium.

BBEAEHUE

IgA-nedponarus (IgAN ) 1o HacTosILIEro BpeMeHs
SIBISIETCSl HanboJiee 4yacTo BCTPEYaeMbIM BapHaHTOM
MepBUYHBIX IoMepynonaruii [1]. 3aboneBaHue xapak-
TEpHU3yeTCsl BapHaOEIbHON KIMHUYECKONH KapTHHOW M
yepes 20-25 ner B 15-40% ciayuaes hopmupyercs Tep-
MHUHaJIbHAs MOYeYHas HeJOCTaTOYHOCTb, TPEeOyromas
MIPOBEICHUSI 3AMECTUTEIBHON MOYEUHOU Tepanuu [2, 3].

Cunogckuit B.I. 197022, Cankr-ITerepOypr, yi. JIsa Tosncroro, a. 12.
T'OY BIIO CII6 'MY um. akan. W.I1 [TaBnosa. Ten/daxc: (812) 234-67-23,
e-mail: sipovski@mail.ru

N3BecTHO, 9TO KITIOYEBBIM MTATOMOP(OIOTHYECKUM
npusHakoM [gAN sBisieTcst otnoxenue IgA (IgAl u/
nn [gA2) B cocTaBe IMMYHHBIX JICTIO3UTOB B ME3aH-
THAITHOM MaTPHUKCE, B CBSI3H C YeM OOIIECTIPHHSATO CUH-
TaTh, YTO ITO BE/IET K JIOKAJTbHOW aKTHBAI[H CHCTEMBI
KOMITJIEMEHTA W ME3aHTHATBHBIX KJIIETOK [4]. CremyeT
OTMETHUTH MTyTH aKTUBAINH CHCTEM KOMIUIEMEHTA TIPH
IgAN MoTyT OBITh Pa3TUIHBIMU B paMKax yke 001e-
M3BECTHBIX: KJIIACCHYECKOTO, aJbTePHATHBHOTO WIIN
JIeKTHHOBOTO [5]. [Ipy 3TOM aKTHBAIUS JIEKTHHOBOTO
MTyTH CUCTEMBI KOMITIIEMEHTA (aKTHBAITHS TOCPECTBOM
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MaHHO30-CBS3YIOIIero JiekTiHa: MBL-1yTh), KOTOpBIi
MMMYHOTHCTOXUMHYECKH XapaKTepU3yeTcs BBISBIIE-
HUeM B cTpykTypax nouek C4d, MBL, MASP-1, na
HaCTOSIIIMM MOMEHT CUMTAeTCsl HeOIarompusTHBIM
MIPEIUKTOPOM TIO CPAaBHEHHUIO C KIACCHYECKHM WU
aJIBTEPHATHBHBIM TyTSIMH [6]. OMHAKO MPaAKTUYECKH
BO BCEX paHee MPOBEACHHBIX PadoTax Mo U3yUYEHHUIO
axtuBanmi MBL-mytn komrutemenTa rpu [gAN uccre-
JIOBAJTUCH B TIIOMEPYIISIPHBIX CTPYKTYP, B YaCTHOCTH B
Me3aHTuu [6]. B To e Bpemst cyIieCTBeHHOE 3HaUeHHe
BOCHAJINTENIbHO-CKIIepoTHYecKuX n3menenuit (BCH)
TUH B mporpeccupoBaHUM INIOMEPYJIONaTHil o01e-
HU3BECTHO [9] U, KpOME TOTO, IMEIOTCSI CBUICTEILCTBA
toro, uto npu IgAN u 6one3nu Ulennsitna—Ienoxa
OTMEYaloTCsl OTIOKeHus IgA B TyOyloOMHTEpCTULINU
(TUH), coueratomuecs ¢ BCU [7, 8].

B cBs31 ¢ BbIIEN3I0KEHHBIMUA JAHHBIMH LIEJIHIO
JAHHOW PabOTHI OBIIO MCCIIeJOBAHKE TPYIITBI OOJIBHBIX
¢ IgAN c Gonee meranpubiM ananuzom BCU TUH,
YeM 3TO OOBIYHO OCYIIECTBISAETCS B pyTUHHON TIPaK-
THKE, BMECTE C OLIEHKOH MMMYHOTHCTOXUMHYECKON
aktuBHOCcTH C4d — mapkepa MBL- nmyTu aktuBanmu
KOMITJIEMEHTA C LIEJIbIO MOTyYeHUS TOTIOTHUTEIBHBIX
aToMOPQOJIOTHUECKUX TPEIUKTOPOB KIMHUUECKOTO
teueHns [gAN.

MATEPUAJIbl U METObl

B uccinenosanue ObL1H BKIFOYEHBI 10 ITaliieHTOB ¢
nuarao3oM [gAN, HaxoUBIIMECSA HA JIEYEHUU B KITU-
HUKE MPOIIEICBTHKHN BHYTpeHHUX 60ne3neii CII6IMY
nM. akan. W.II. IlaBnoBa B 2011 roxy, y KOTOpBIX
IIPOBOJIMIIOCH MOP(OIOTHYECKOE HcCieloBaHne Ono-
nratoB odek. Jlunaruos IgAN ycTanaBimmBaics mocie
THUCTOJIOTHYECKOTO CBETOONTUYECKOTO HCCIIeTOBAHUS
cpe3oB HedpobduonTara Mpu OKpackax reMaToKCH-
JuHOM U »03uHOM, IIIMK-peaknueii, no Maccony u
cepeOpenreM 1o JXKoHCY, a Takke UMMYHO(III00-
PECIEHTHOTO HCCIIeIOBaHUA KPUOCTATHBIX CPE30B C
FITC-MeueHHbIMH aHTHTENAMHU K MMMYHOIIIOOYTHHAM
IgG, IgM, IgM, dpakumsam kommnemenra c1q,C3c, dhu-
OpuHoreny, jerkum nersM kappa u lambda (DAKO).
Pe3ynpTarsl nmpoBeneHUsA peakiiu OLlEHUBAJIKCH
rosykonndecTBeHHO B Mukpockorne «IMAGER Z2»
(ZEISS, I'epManust) 110 TOKAJTU3AIHH, THTEHCUBHOCTH
cBeuenus (0 — Het, 1 — He3HaUNUTENbHOE, 2 — YMEPEH-
HOe, 3 — BBIpaXeHHOE) U pacnpocTpaneHHocTH (0 —
Het, 1 — 10 25%, 2 — 1o 50%, 3 — 6onee 50% obbema
WCCIIEZIOBAHHON CTPYKTYPBHI).

Kimmnuko-naboparopHeie TaHHBIE OBLITH 0000IIICHBI
Y TIPOAHAIU3UPOBAHBI 0 CIEAYIOMINM KPUTEPHUIM:
BO3PACT, T10JI, HAJIMYMe UM OTCYTCTBHE TUTIEPTEH3NU
(aprepuanbHoe nasienue > 140/90 MM pT. CT. WK HC-
10JIb30BaHNE AHTUTUTIEPTEH3UBHBIX MEMKAMEHTOB),
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CYTOYHAs TIPOTEUHYPHS U CHIBOPOTOUYHBIH YPOBECHb
KpeaTHHHHA, CKOPOCTh KIyOOUKOBOW (DHIIBTpAINH
(CK®) mo MDRD.

Nmmynoructoxumuueckoe (MI'X) uccuaemo-
BaHWE MPOBOAUIOCH Ha 3—4 MHUKPOHHBIX Jemapa-
(UHU3UPOBAHHBIX U PETUPATHPOBAHHBIX Cpe3ax
HedpoOHoncuii, PUKCHPOBAHHBIX B 3a0ydhepeHHOM
4% napadopmanbaeruae pH 7,2-7,4, ¢ ucnosib3oBa-
HUEM TOJHUKIOHAIBHBIX TOTOBBIX K MCIIOIIb30BAaHUIO
aHTHTEN K yenoBeueckoi C4d-ppakiinu KoMIJIeMeHTa
(«Abcamy, Aurnust). Jlns BbICOKOTEMIIEpaTypPHO
JleMacKallii aHTUTE€HOB MCTOJIb30Bajics pacTtBop 10
MM, pH 6 («Dako», [lanus) ¢ uHKyOaI|ei CTeKoJI o
cpe3aMu B MUKpOBOJTHOBOM nieun ripu 800 WT B Teue-
aue 10 muH. 1715 IeTeKun IMMYHOTHCTOX IMUYE CKOM
peaKkIuy MCIO0Jb30Bajach CUCTEMa BHU3yalW3allun
«EnVision HRP» («Dako», [lanus) B COOTBETCTBUU
CO CIIENYIOIIUM MPOTOKOJIOM: OJIOK 3HIOTCHHOI Ie-
pokcunasel ¢ 3% H,O, na docdarnom Gydepe pH
7,2-7,4 B Teuerne 20 MUH, IPU KOMHATHOH TeMIIe-
parype, oTMbIBKa B pochaTHOM Oydepe B Teuenue 3
MUH, TIPUMEHEeHHe AuaMuHoOeH3uanHoBoil (DAB)
peaxiuu a1 MapKUPOBaHUs KOHBIOTaTa B TEYEHUE 5
MUH, OTMBIBKa CPE30B B NMPOTOYHOI BO/IE B T€UCHHE
10 MUH ¥ 3aKITI0YCHUE B BOJHYIO CPEy.

IIpoyKT HIMMYHOTMCTOXMMHYECKOM peakIuu
YUYUTBIBAJICA KaK KoilnyecTBo MuKpococynoB TUH c
no3uTUBHON peaknueit Ha C4d B sunorenmu (puc. 1
E) B 20 HemepekpenBaomuxcs MOIsIX 3peHus Ipu
yBenuueHnu X 40, ¢ UCKITIOYeHNEM U3 ToIcUeTa TJ10-
Mepya ¥ KPyIHBIX cocynoB. B pesynsrare OonmbHBIC
nojpazaessnch Ha rpynmy 1 — C4d-no3utusHele (1),
MIPOIYKT peakiuu nmeercs domnee 1% oT ob1iero uncna
karmusipoB TUH u rpynmy 2 — C4d-neraruHble (),
MPOAYKT peakiuu umeeTcs mo 1% ot obmiero uncia
kannusipos THH.

DKCTpakanuuIIpHas poiaudepansi, o0aTbHbIHA
M CerMeHTapHBIN CKJIepo3 ObLIN MOACYUTAHBI KaK
MPOIICHT OT OOIIEro Yncia KIyOOYKoB. AKTHBHOCTD
MeE3aHTHaJIbHOU Iposiepaliiu oleHruBanack ot 0-3:
1 — He3HauuTenpHas (10 4 KJIETOK), 2 — yMepeHHas
(4-8 xierok) u 3 — BeIpakeHHas (Ooee 8§ KIETOK) Ha
n00yny. UaTepcTriinanbHbli puOpo3 OleHUBAICS 110-
TyKoMrmuecTBeHHO: 0 — OTCYTCTBHE CKiepo3a, 1 — 10
25% THH, 2 — no 50% THH, 3 — 6oaee 50% obbema
TUH (puc. 2, b).

KomnuectBo kanwuisipos B TUH c¢ nelikonuramu-
neputyOynsapubiil KamwuisipuT (I1TK) mpu manuann
B MpOCBETE > 2 IIT. ONpPEAeNsCs KaK MPOLEHT OT
obmero wncna kanwusipoB TUH (puc. 2, A). B 3a-
BUCHMOCTH OT KoinuecTsa [ITK BeIaesiIuCh rpy s
0 — ¢ orcyrcrBuem IITK, 1 — mo 5% IITK wniu He-
3HAYNTEILHOE KOIMYECTBO, 2 — Oonee 5% IITK umm
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Tabnmua 1
TybGynouHTepcTuUanbHble Aen0o3UThbl
C3c n hmbpuHoreHa y naumeHTosB ¢ IgAN
B 1-1 1 2-1 rpynnax

PacnpocTpaHeHHOCTb/UHTEHCUBHOCTL | C3c | PnbpuH
peakuunn

C4d-noautmeHble rpynna 1 (%, n=5) 2/2 |2/2
C4d-HeratmBHble rpynna 2 (%, n=5) 0/0 |0/0

3HaYMMOE KOJIIMYECTBO. M3MepeHus: MpoBOAUINCH B
20 HemepeKpelUBaroINXCsl MOJAX 3pEHUsSI TP yBe-
anueHud 40 ¢ UCKIIOUEHHEM U3 MOJICUYETa INIOMEPY
U KPYIHBIX cocynoB (puc. 2, b).

Pesynprarel mpeacTaBiieHbl B BUJIE OTHOCHTENb-
HBIX TIOKa3arenen — «%» u cpenHux 3HaueHui (M) £
CTaHJAapTHOE OTKIJIOHEHHE (Mm).

PE3YJIbTATbI

W3 momyyeHHbIX mocie npoBeaeHus: HedpoOuor-
cuitnoro uccnenoBanusi B 2011 rogy crekia ¢ mof-
TBEPXICHHBIM auarno3om IgAN Obuin oToOpaHsl B
10 ciryyasx. Y Bcex O0MBHBIX 00BEM APEHXUMBI OBLT
MPEACTaBICH TOCTaTOYHO M BKIIIOYAI B ceOsl KOPKO-
BBIH CJIOH, IOKCTaMEAYJUIAPHYIO 30HY U YaCTHYHO
MenyIsApHbIi cioil. Cpenn HUX 5 MAlUEeHTOB MpHU
CBETOONTHYECKOM HCCIIEIOBAHNN MMEIH Kilaccuye-
CKHE TaTOMOP(OIOrHIECKUE U3MEHEHUS B KITyOOUKax
n THUH [10], a B npyroii rpymnie Halu4ue aHaJIOTn4-
HBIX U3MEHEHUU CONPOBOXKAAIOCH JEUKOLUTAPHOU
AKTHBHOCTBIO B MEpUTYOYIApHbIX Karuiuisipax THUH.
[Ipu 5TOM B 00eux rpynmnax ObLIM THUITUYHBIE HMMY-
HO(IIIOOPECUEHTHBIE PU3HAKH B BUAC OTJIOXKCHHS
IgA, nambaa nmerkux nenei, a taxke C3c-ppakuun
KOMIUIEMEHTa B ME3aHTHaJIBHBIX 00JacTAX KIyOou-
koB (cm. puc. 1, b, I, ). Hapsiny ¢ atum B rpynme 1
Habronanuchk GokanpHble Aeno3uTsl C3c-(paknun
koMIuteMeHTa (puc. 1, A) u ¢ubpunorena (puc. 1,
B), nokanuzoBaBmrecst B CTEHKaX MEPUTYOYISIPHBIX
mukpococynos THH. ITomykonuuecTBeHHast OLiCHKA

WHTEHCUBHOCTH M PACIPOCTPAHEHHOCTH MPOIYKTa
peakiun Ha C3¢ 1 GUOPHUHOTEH B rPyIax MOTBEPIN-
J1a paHee BBIBJICHHBIN PH UMMYHOQIIIOPOCIIEHTHOM
ananmmse Genomen (tadm. 1).

IIpoBeneHrEe UMMYHOTHCTOXUMUYECKOW PEaKIIMU
Ha C4d mpoBOaMIIOCH HA JTOTIONHUTENBHO MPUTOTOB-
JICHHBIX MapaUHOBBIX cpe3ax B rpymnmne 1 u rpymre 2.
Omnoxkenne nponykra peakmun Ha C4d orMedanocs B
MHKPOCOCY/IaX MPAKTUYECKU Y BCEX OOIBHBIX IPEUMY-
niecTBeHHO B rpymne 1. [IpoxykT peakuuu pacrona-
rajici BJIOJIb BHYTPEHHEH CTEHKHU MEPUTYOYISIPHBIX
karmwuisipoB TUH (cm. puc. 1, E) B Bune nuneiHo
PacIoNIOKEHHBIX Macc, KOHTYPUPYS MOJTHOCTHIO WIIN
YaCTUYHO MPOCBET MUKpococyna. KomnuecTBo cocy-
JIOB C TIO3UTUBHOMN peakifeil B 00enx rpymnmnax osLio
HE3HAYNTENbHO, OIHAKO B rpymnme 1 uX KOJINYecTBO
npeBbImano 1% ot o0mero yucia MoACYUTAHHBIX B
THUH, B otnnume ot rpymisl 2 (Tabm. 2). Kpome toro,
ObUTM OOHAPYKEHBI 3HAUUMBIE, Ha HAIIl B3IV, XOTSI 1
CTaTUCTUYECKH HEJIOCTOBEPHBIE, BBULY HEOONIBIIOTO
KOJIMUECTBA CIyYaeB, pa3Iuuns MeXAy rpynmnaMu 1 u
2. Tak, B rpymnme 1 KOTH4eCcTBO TOTAJIbHO CKJIEPO3H-
POBaHHBIX U (OKATBHO-CKIEPO3UPOBAHHBIX KITy0O0U-
KOB OBLTO OOJBINE. BRIpaXeHHOCTh ME3aHTHATBLHOMN
npomudeparuu, TUH ckieposza, CIIb u nokazarenu
KpeaTHHUHa CBIBOPOTKH B TpYyIIeE, MO3UTUBHOI Ha
C4d, Taxxe OblH BBINIE, YeM B Jpyroi rpymme. Ta-
KO€ K€ COOTHOIIEHHE MEX]Ty TPyIIIaMH OTMEeYanoch
no pusHaky [ITK. B 1-if rpynme oH cyniecTBeHHBIM
00pa30M MpeBbIIIaN 3HaYeHUs 2-1 TPYIIIBI (CM. Ta0Jl.
2). UeTKHX pa3Iuduii 10 MOJTy U BO3PACTY B UCCIEIO-
BaHHBIX IPyMIax OOJBLHBIX HE HAOIIOIANOCh.

OBCY)>XAEHUE

B Haiem ucciieZoBaHUM B HEKOTOPBIX CIydasx y
6ompHBIX ¢ IgAN HabMIOMAaETCS MO3UTUBHAS PEAKIIHS
Ha C4d B cTeHKe NMEepUTYOYISIPHBIX MHKPOCOCYIOB.
[Tpu 3ToM Hanmmuue cocynos ¢ C4d + - peakuuei co-

Tabnuua 2

KnuHnyeckue n natomopdgonornyeckme gaHHble 60fbHbIX HA MOMEHT
nposeAeHusi novyeyHom 6uoncum B 1-11 1 2-1 rpynnax

KnuHunyeckme n natomopdonormyeckme gaHHble pynna 1 (C4d+) Mpynna 2 ( C4d-)
BospacT (Myx.) 38,4+14,9 4171
Mon (M), % 40 60
CyTtouHasa noteps 6enka, r (M+m) 1,62+1,42 1,28+ 1,04
KpeaTuHuH kpoBu, Mmonb/n ( M+m) 0,131 £ 0,051 0,107+ 0,055
CK® mn/mMuH/1,73 m2 (M+m) 51,5+£33,6 54,1+£37,2
KonuyectBo no3nTtuneHbIX kanuanspos TUH Ha C4d (M+m) 1,36+0,34 0,46+0,23
ToTanbHbIM FIOMEPYNoCcKNepos, % 23 12
dokanbHO-cermeHTapHbI rMoMepynocknepos, % 15 4
YMepeHHas v BbipaxeHHas Me3aHrmansHas nponnbepaums (2-3), % 80 40
YMEpPEHHbI 1 BbIPaXEHHbIV NHTEPCTULMANbHbIN Grubpo3 (2-3), % 80 40
3Haummoe konnyecTso MTK, % 100 20
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Puc. 1. Hedpoburoncum 6onbHbIX ¢ IgAN ¢ penpe3eHTaTMBHBbIM OTAIOXEHNEM Npy nMMyHodopecLeHTHOM 1 UIMX-ncecneposaHum
(A) — C3c-dpakumm KOMNIEMEHTA B MMKPOCOCYAAxX NepuTybynsipHoro nHtepctuumsa u (b) — C3c-dpakumm kKoMnnemeHTa B Me3aHrnm
knybouka — 6enble cTpenku; (B) —pubpuHoreHa B mukpococynax TUH — 6enas ctpenka; (') — IgA B me3aHrum rnomepyn () — nerkmx
Luenen nambaa B Me3aHrnm rnomepyn — 6ensle ctpenku; (E) — C4d-dpakumm komnnemeHTa B Mukpococyaax TUH — yepHble CTpenku.
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Puc. 2. Hedpoburoncum 6onbHbix ¢ IgAN ¢ penpe3eHTaTuBHbIMI NaTOMOPGdONOrMyeckmm npmuaHakamu. A — mukpococynos TUH, co-
Aepxalmx nenkounTtel (4epHas ctpenka). b — cknepoda TUH (4epHas ctpenka). Okpacka: A — reMaToKCUAMHOAM N 3031MHOM; B — no

MaccoHry. icxogHoe yBenuueHune X40.
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BIIAJAJI0 C YBEITMUYEHHUEM KOJIMYECTBAa MUKPOCOCYIOB
¢ IpU3HaKaMu BocranuTesbHoi peakuuu — [1TK, nio-
MEpYJIOCKIEPO30M, CKIEPO30M TYOyTOMHTEPCTHIINA,
HMHTEPCTUIMATILHON eno3uiueii puopuHoreHa u C3c-
(pakunn komruiementa. [lomydeHHbIe pe3yabTaThl
YaCTUYHO COMIACYIOTCA C JIMTePaTyPHBIMH JaHHBIMU
110 3TOMY Botpocy [7, 8].

Tak 3a mocienuue rofbl OBIJIO YCTaHOBIEHO,
YTO Takhe MaTOTHCTOJOTHYECKUE MPU3HAKHU, KaK
[JIOMEPYIIOCKIEPO3, HHTEPCTULIHAIBHBIA QUOPO3,
Me3aHTHajbHas TUIEPKIETOYHOCTD, SBIAIOTCS HE-
3aBUCUMBIMH TPEIUKTOPAMH MPOTPECCUN MTOYEUHON
HEJIOCTAaTOYHOCTH Y OonbHBIX ¢ IgA-Hedpomarueit
[9, 11]. Bonee Toro ornoxenne C4d B cTpyKTypax
KJTyOOYKa CUUTAETCs] HEOIAronpHUsTHBIM IPOTHOCTH-
yeckuM (pakropoM pasButus IgAN. Oqaum U3 mexa-
HU3MOB ITPOTPECCUH JAHHBIX MTaTOMOP(OIOTHIECKIX
IIPOIIECCOB MOTYT OBITh PA3IMYHbBIE MTYTH aKTUBALIUN
CHCTEMBbI KOMILJIEMEHTa. JTO CBA3aHO C TE€M, UTO
KITIOUEBBIM 3B€HOM B pa3BuTHU IgAN sBisiercst Gpakt
HapyuieHus: O-TIIMKO3WINPOBAHUS TOJIMMEPHONH MO-
nexynsl [gA1 [5, 10]. lemo3umus n3meneHHoro IgA B
CTPYKTYypax MOYKH MOXKET BECTH K BOCIAIUTEIHHBIM
peakuusAM U aKTHBALlMU CUCTEM KOMIUIEMEHTa. A 10
JMAHHBIM JIUTEpaTypbl BapHAaHT aKTUBALUU CHCTEMBI
KOMIIJIEMEHTA — aJIbTepHATUBHBINA, KJIaCCUUECKUH,
MBL (mannose-binding lectin)-IeKTHHOBBIH MOXKET
BO MHOTOM OTIPE/IENATh IPOTHO3 TEUEHHUS MaTONOTH-
YEeCKOro rpoiecca. B yacTHOCTH, JTEKTHHOBBIN MyTh
aKTUBallUM KOMIUIEMEHTA, MHULIUUPOBaHHbIM MBL-
KOMITJICKCOM, CITOCOOCTBYET MOBPEKICHUIO KITyOOUIKOB
Y CYUTAeTCs HEOIaropUATHBIM IPEUKTOPOM TEUSHHS
IgAN [5, 12].

YV HamMX NaIMeHTOB C HeraTUBHBIM OKpPAITMBAHU-
em B Mukpococyiax TUH na C4d — rpynma 2 akruBa-
LMsl KOMIUIEMEHTa OCYIIECTBISAIACH, TO-BUINMOMY,
MIPEMMYIIECTBEHHO 10 ajJbTepHATUBHOMY MyTH. B
Jpyroii xe rpymre | ¢ mo3utuBHoOU peaknueit Ha C4d
aKTHBALUs KOMIIJIEMEHTA MPOUCXOAMIA YACTUYHO
yepes3 JEeKTUHOBBINA WK KITaCCHYeCKuil myTh. OiHaKO
orcyrcteue B 100% ciaydaes, IO JaHHBIM UMMY-
Ho(mroOpecieHny, B UMMYHHBIX jaeno3utax Clq
CBUJICTEIBCTBYET CKOPEE B O3y aKTUBAIMH JIEKTH-
HoBoro (MBL) myTr. DTr naHHbIe TI0OOTBITHEI, HO HE
ABJISIFOTCSI a0COTIOTHO HOBBIMM, TTOCKOJIBKY TTOI00OHBIE
peaximy Mbl HaOIo1aeM y O0JIbHBIX IPY aHTUTETHHOM
BapHaHTe peaKkiui OTTOPKEeHUs TpaHcTuianTara [13],
KOTOpasi TaKK€ MOXKET COINPOBOXKIATHCS Pa3BUTHEM
[ITK, HaGmronaBIerocs U y Halmux OOJIBHBIX B TPYTINE
1. Ecnu e y4yecTb mpu 3ToM JTlaHHBIE A. R0OS 1 COaBT.
2006 [6] o ToM, YTO HHTEPCTULIMATbHAS JIEUKOLIUTAP-
Has unuaeTpauusa npu [gAN coderaercsa ¢ Gonee
BBIp@XEHHOH NpoTenHypueid u odycioBiena MBL-

MyTeM aKTHUBAIlMM KOMIUIEMEHTAa MPU CBA3BIBAHUU
MOCJIETHETO C MOJIMMEPHBIMH, & HE MOHOMEPHBIMU
MoJieKyaMHu IgA, To CTAaHOBHUTCS BIIOJHE OYE€BUTHBIM
(baxT aKTHBAIMH JICKTHHOBOTO TYTH KOMILJIEMEHTA Y
psaa 6ombHBIX ¢ IgAN, cOnpOBOXKTAIOLTHIICS TIEPUTY-
OyJSIPHBIM KallWJUIIPUTOM M BO3MOYXKHO (110 TaHHBIM
TUCTOJIOTHH) O0Jee HEeOIarompusITHBIM MTPOTHO30M.
Cy1ecTBeHHBIM, Ha HaIll B3I, MOJKHO CUUTATh TOT
¢axr, uro B rpymnme 1 npu stom B TUH otmeuanack
Jeno3unust GuOpuHOreHa, KOTOPbIi, 0 JaHHBIM S.
Hisano u coasr. [14], MapkupyeT KOACTIO3HUIINIO TPH
nyprype Hlennsiina—T enoxa komruiekca [gA 1/IgA2 u
COOTBETCTBYET O0JIee TSKETOMY TeUEHHUIO IPOTEHHY-
PHH, TeMaTypUH U TSHKECTH MOBPEKICHNHN KITyOOUKOB,
YTO TaK)Ke BITOJTHE KOPPETUPYET C HATMMHU Pe3yabTa-
TaMU aHanu3a omiokeHus Guodpunorena B TUH.

Taxum obpazom, B HacToAIIeH paboTe MBI CMOTJIN
uneHTHdUIMpoBaTh y 4acTh OonbHBIX ¢ IgAN dakr
aKTHUBAIIMM JIGKTUHOBOTO MyTH KOMIUIEMEHTa B TIe-
PUTYOYISPHBIX MUKPOCOCYIAX, YTO COMPOBOXKAAETCS
BOCIAJIUTEIHFHON peakiuell B HUX, O0oee TsHKEITbIM
KIIMHUYECKUM TE€YCHHEM U, COOTBETCTBEHHO, MEHEe
ONaronpusATHBIM POTHO30M.

K coxainenuto, HacTosas paboTa UMeeT ornpese-
JIGHHBIE OTPAHUYEHUSI B TPAKTOBKE IMOJYYEHHBIX
JIAaHHBIX, TaK KaK HccliefoBaHUEe OBLJIO TPOBENEHO
ToJbKO y 10 GONBHBIX, ¥ IPUMEHEHHUE B TAaHHOM CITy-
Yae TMOJIHOIIEHHOTO CTaTHCTUYECKOTO aHaiu3a ObLIo
OBl BecbMa CHEKYJIATUBHBIM. DTO OOBACHSIETCS TEM,
YTO 3TO HCCIeI0oBaHue ObLIO MPEBAPUTENbHBIM, TIPU
KOTOPOM TIOJTy4€HHE HAYKOEMKHX Pe3yJIbTaToB ObLIO
BecbMa npodieMaTnyHbIM . OHAKO B CBA3H C TEM, UTO
Jla’ke, HECMOTPS Ha MaJIoe KOJTMYeCTBO POaHAIN3NPO-
BaHHBIX TAHHBIX, OB MTOTyYEHBI TEPCIIEKTUBHBIC Ha
HAaIll B3IVIsI/ JTaHHBIE, MBI TUIAHUPYEM B JalibHEHIIEM
pacIupyUTh KOJIUYECTBO aHATU3UPYEMBIX CITydaeB 70
CTaTUCTUYECKH 3HAYMMOTO YPOBHSI.
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