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51 ¢ uHTEpecoM O3HAKOMMUJICS C OIMYOJUKOBAaHHON
B 3-M HOoMepe xypHana «Hedpomorus» 3a 2012 r.
cratbio M.M. bariomuna u coaBtopoB «Kiuauue-
ckuit cnyyvaii Clq-nedponarumy» [1], ABropamu Obu1
npezcTasieH ciydail nnarnoctuku Clg-aedponaruu
(C1g—N) — peaxo omucsiBaeMoro coctosiaus. Ilo-
NOOHbBIE TMyOIMKALMU NPEACTABISIOT HECOMHEHHBIH
WHTEpeC JUIsl KIMHUYECKOH HeQpOJIOTrHuu, a JTaHHbIH
CIy4ail CTaJl HOBOJIOM IS PsiJia KOMMEHTapHEB U CO-
00pakeHU, IPUBEIICHHBIX HHXKE.

Jeno3utel Clq ABAAIOTCA YaCTHIMU HaXOAKaMHU
NP Pa3INYHBIX UMMYHHBIX TJIOMepyaonatusx [2]. B
COOTBETCTBHHU C KJIACCUYECKUM ONMCaHuEM Jennette
u Hipp, nuarno3 C1q—N 0asupyercs Ha JaHHBIX
HMMYHOMOP(}OJIOTHUH, B 4aCTHOCTH, UMMYHO(III0O0-
pecuennnu (UD) [3]. [Ipu C1g-N geno3utst Clq mo
CPaBHEHMIO C APYTUMHU UMMYHHBIMH OTJIOKEHUSIMHU
B KJIIyOOUYKE JIOJKHBI OBITH JIOMHHHUPYIOIUMH WIIH
KO-TOMUHUpYIOIKUMU. BMmecte ¢ TeM, B myOiukanuu
OTMEYAaeTCs CYIIECTBEHHOE PACXOXKAEHHUE MEXIY
OIMCaHKEM PEe3yJbTaTOB MMMYHOMOP(}OIOTHYECKOTO
HCCIIeIOBAHUS U MPE/ICTaBICHHBIMH MUKpOdoTOrpa-
¢dusivu. [Ipu onrcanny 0TMEYEHO, YTO MHHTEHCUBHOCTD
N Clq nocrurana 3+. Bmecre ¢ TeM, Ha MUKPO(OTO
OTYETIMBO BUTHO, YTO HHTEHCUBHOCTH cBeueHust C1q
B KJIyOOUYKax 3HaYMTeNbHO HUXKe, ueMm IgA u C3.
WnTepecno, uto natencuBHocts U Clq Gosnee BbI-
paxxeHa B TyOYyJOMHTEPCTHUIINH, YeM B Kiryboukax. K
COXKaJICHUIO, TPEJICTABICHHBIC MUKPO(OTO HE BITOJITHE
penpe3eHTaTuBHbI, TTOCKOJIBKY MO0 CHUMKaM TPYIHO
OLIEHUTb NCTHHHYIO Jokanu3aiuio Clq. [To onucanuto
aBTOpOB Aeno3uThl C1q JOKAIN3YIOTCS B aTUKATBHOM
YaCTH SIUTENNS KAHAJIBLEB. B anuTenuii kaHanbleB
0eJIKoBast MOJIEKYJIa TEOPETUYECKH MOYKET MOIACTb U3
[IEPBUYHOM MOUH B Iporecce peadcopouuu. OnHako
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3TO KaXKETCSI MAJIOBEPOSITHBIM H3-32 OOJBILON MoJie-
kynspHoit maccel Clq. [Ipu BecbMa yMepeHHO mpo-
TEMHYPHUH y TAUEHTKH TPYAHO OKUIATh (QUIIBTPALIUK
B KJIIyOOYKE CYIIECTBEHHBIX KOJMYECTB JaAHHOTO MPO-
tenHa. [IpeacTapisieTcst BO3MOXKHBIM, YTO TO3UTHBHAS
N® Clq B TyOyTOMHTEPCTUIINH CBSI3aHa C COCYAAMH,
YTO MOXKET OTpa)kaTh MX BOCIAIUTEIBHOE TTOBPEXK-
JleHHe. bosiee neTanbHbI aHAIU3 BOCHAIATEIBHON
peaKInK HHTEPCTHUIIMS MOT ObI JIaTh JIOTIOTHUTEIbHYTO
JIMarHOCTHYECKY0 HHPOPMAIIHIO.

I'momepynonaruu ¢ JOMHUHUPYIIUMHU WU H30-
mupoBaHHbIMEU Aeniozutamu Clq mMopdoioruuecku
reteporeHHbl. Yamne oOHapyKUBAIOT MUHUMaJIbHbIC
nzmenenus: (MU)/okanbHO-cerMeHTapHBIN TTIOMe-
pyiockiepo3 (PCI'C); pexe — nponudeparuBHbie
BapUaHThl MJIM OTCYTCTBUE CYIIECTBEHHBIX M3MEHE-
HUN KIIyOOYKOB HEe HaxodaT [3—6]. B nannom ciyuae
ucxonHas Mopdosioruueckasi popma ocranach HEHU3-
BECTHOM, OYEBUIHO, M3-3a IMOOATBHOTO CKJICPO3U-
pOBaHUsI paHee MOBPEKACHHBIX IoMepyi. Bmecte
C TeM, KIIMHUYECKHE U YIBTPACTPYKTYpHBIC IaHHBIC
no3BoiisitorT uckimounTh MU/®CI'C: He3HaunTeb-
HbIE TIPOTEHHYPUS HA BCEM NPOTSHKEHUH OOJIC3HU M
CTEIEHb MOBPEXKICHHUS HOKKOBBIX OTPOCTKOB MOJIO-
[UTOB, HAJIMYUE AIEKTPOHHO-IIJIOTHBIX JEMO3UTOB
(BI1]1) B Me3anruu u OazanbHbIX MeMOpaHnax (bM).
Jloxanm3zanust JI1/] B creHKax KamuuIIpoB KiryOouKka
OIMCaHa KaKk MHTpaMeMOpaHO3Has1, CyO UTeInaIbHAS
U cyOoHIOTenManbHas1. Bmecre ¢ Tem, Ha Npe/cTaB-
JICHHOH JIEKTPOHOTPaMME SIBHBIX CyOAUTETHAaTbHBIX
JIETIO3UTOB HE HAOII0aeTCsl.

IMpu C1g—N nenozutsl Clq MOTYT OBITH M30JH-
POBaHHBIMH HJIM COYETATHCS C ICIO3UTAMH HMMYHO-
ro0ynuHoB (Ig), C3 [4-6]. B onmuceiBaeMoM cityuae
nipu U, momumo C1q, BBISIBISETCA U OTIIOKEHHE BCEX
Tpex uMMyHorooyanHoB — IgA, IgM, IgG, a Taxxe
C3 («full house»). IIpu C1g—N Takas «0OHIbHAS
JIENIO3UIUSI UMMYHHBIX KOMIUIEKCOB MOXET HUMETh
MECTO, OJIHAKO, MPHU ONMHMCAHUU OOJBIINX CEPHIi, B
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OCHOBHOM OTMEUAETCsI BMECTE C PO (epaTHBHBIMH
M3MEHEHUsIMH KiiyOouka [4] . CylecTBeHHOMN MPOJIK-
(hepaTnBHOI aKTUBHOCTH KaKUX-JINOO TIIOMEPYIISIPHBIX
KJICTOUHBIX TOMYJISAINN B JAHHOM CIy4dae He OIHMCaHO.

Econ gymats 00 MHOW ATHOJOTUU TTOBPEKICHUS
[IOYEK, TO aBTOPBI CHPABEJIMBO MTPOBOIMIH AU(de-
PEHLHAIBHYIO JUArHOCTUKY C CUCTEMHOM KpacHOU
Bonyankoit (CKB). OnHako B OTCYyTCTBUM HIMMYHOJIO-
THYECKHX TeCTOB, XxapakTepHbIx a1 CKB, neno3nts
Clq moryT OBITH CBS3aHBI C JIPYTUMH IPUYNHAMHU.
OpnHa U3 HUX BaCcKYJIHUT, OIIOCPEAOBaHHbIN aHTHUTEITaMHU
k Clq — cocrosuue, 6mu3koe k CKB mo marorenesy
1 Tpelyroliee IPOBEIEHUS COOTBETCTBYIOIIETO HC-
cienoBanus [7]. Apyroit Bapuant — [gA-HepponaTus
(IgA-N), xoTopast MOKET UMETh IIUPOKUN CTHEKTP
MOP(}OJTOTHYECKUX M KIUHUYECKUX IPOSABICHUH,
nepexpenuBaromuxcsa ¢ C1q-N. s [gA-N Tunuyaso
M30JIMPOBAaHHOE MK 0oJiee BBIPAXKEHHOE OTJIOKEHHE
C3 (>Clq) B kiyOoukax [8], uTo 1 HaOIOMACTCS Ha
MpeICTaBIeHHBIX MUKpO(doTO pesynsraroB UD. Kiu-
HUYECKH Y TMAllMeHTKN OTMEYaIH PelUIUBUPYIOIIYIO
reMaTypHIo, TUIIMYHYIO U KINHUYECKOTO TEUECHHUS
IgA-N, uT0, HapsTy ¢ OTUETINBOM Aeno3unuei [gA B
ME3aHTHH U cocyaax Kiy0ouka, AeaeT STOT IUarHo3
BeChbMa BEPOATHHIM. B 3TOM 1i1aHe HEOE3bIHTEPECHO,
YTO B SITOHCKON CepuH, I/ MOABISIONIee OOIbITIH-
ctBO 60JbHBIX ¢ C1g—N ObL10 ¢ MU/DCI'C, neno3uthl
IgA He onricanbl HU B OZJHOM citydae [6]. B onucanun
eBporneiickoii cepun C1q—N neno3uts! [gA Haxoaumu
B 47,2% ciy4aeB, HO IIpH CJ1a0oi nHTeHCUBHOCTH D
(memuana =1+) [4].

I'momepynsapusie nerno3utsl C1q MOTYT UMETh JH-
HaMUKY IPHU TIOBTOPHBIX Onoricusax. Onucansbl crydan
nepcucTupoBanus otiaoxeHuit C1q, HeCMOTps Ha Cy-
[IECTBEHHOE KIIMHUKO-MOP(OIOTHUECKOE Yy UIIICHUE
[9]. HampoTuB, B HECKOJIBKHUX OMHUCAHHBIX CIydasx
Cl1q meno3uTsl ncye3au, B TO BpeMs Kak IPOTEHHYPHUS
Hapacrania [6]. Clq B kimyOouke oOHApyKUBAIH MPU
SABHO HEMMMYHHBIX 0OJIe3HSAX (TOHKHE MeMOpaHbl,
cocynucTeiii HEpockiepos) [4]. Hdemozunmsa Clq
MOJKET OBITh peakifell Ha armonTo3 KJIETOK KIIyOouka
[1uT. o 7], umemuto—penepdysuro [ 10]. Kpome Toro,
BEPOSTHO, YTO JIOKAJIbHAS aKTUBAIUS KOMIIJIEMEHTA B
[TOYKE U BBIPAKEHHOCTH JICTIO3UIINH €r0 KOMIIOHEH-
TOB MOTYT 3aBHCETh OT IKCIPECCUU PETYINPYIOLINX
¢akropos (CR1, DAF, MCP, CD59), mmpoxo npen-
CTaBJICHHBIX B KJIETOUHBIX OMYJIAIHSIX KiyOouka [11].
Ha ocHOBaHMM 3THX JaHHBIX, MOXKHO OBUIO OBI TIpE/I-
MIOJIOKHTD, UTO BEIpaKeHHBIE OTioKeHus1 C1q ckopee
ABJSIOTCS HE CAMOCTOSITEIbHON HO30JIOTMYECKON
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(dbopmotli mopakeHus Kiryoouka, a MOp(HOIOrHIeCKUM
CHMITTOMOM, KOTOPBIH B KKJOM cliydae TpeOyeT OT-
JIEIIbHOTO aHaJIM3a.

[IpoTennypust 1 remMaTypusi ObUTH BBISIBICHBI Y
MAIMEeHTKH B 6-IeTHEM Bo3pacte. EfBa 11 MOXKHO Ha-
3BaTh TaKo# ciydail «CyOKIMHUYECKUMY, KaK IMUITYT
aBTOPHI B 3aKJIIOUCHHUH, CCHIIASCh HA TPYIHOCTH THa-
rHOCTHKU. OYEeBUIHO, 3aM03/1a1asi TUarHOCTUKA YKE
B CTa MM CYIIECTBEHHON TUC(HYHKINU MOYCK 00bsIC-
HSIETCSI HEBBIITOJTHEHHBIM BOBPEMS MOP(OJIOTHIECKUM
WCCIIEZIOBAaHUEM.

Takum oOpa3oM, aBTOpaMH IPEICTABICHO HEKOE
UMMYHHOE 3a00JIeBaHNE KITyOOUKOB, ITPH KOTOPOM 3a-
JICCTBOBAH KaK aJbTePHATUBHBIN, TaK U, B MEHbIIEH
CTETICHH, KIACCUYCCKHUH MyTh aKTHBAIUH KOMILIE-
MeHTa. Ha ocHOBaHMHM MPHUBEICHHBIX COOOpaXKCHUH,
MIPENICTABISACTCA, YTO MPUHAMIICKHOCTh OMMCAHHOTO
ciayyas k C1g—N TpeboBasia Obl Oosiee IETaIbHOIO
obcyxnenus [3—6].
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