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BBEJIEHUE

B TeueHne MHOTHMX JIeT aKTyalbHOCTb MPOOJEMbI YIyUIIEHUS! TUArHOCTUKU
U KauecTBa jeueHus riomepynoHedppura (I'H) ne ymensinaercsa. Oto 3aboneBa-
HUE B Psjie CIydaeB MPOTEKAeT HEOIArompusiTHO, MPUHUMAs PEIUANBUPYIOIICE
WM HENPEPBIBHO-PEUHUINBUPYIOLIEE TeueHue. [10 TaHHBIM MUPOBOM CTATUCTUKHU
I'H 3aHuMMmaer BTOpO€ MECTO KaK NPUYMHA PA3BUTUSA XPOHUYECKOW ITOYECYHOMU
HegocrarouHoct (XIIH) w wunBanummszanuu y nereid [Cykamo A.B., 1995;
[Tamasa A.B., 1997; lnun B.B., 2006; Avner E.D., 2004].

VYuuteiBas TO, 4T0 B marorenese OombmmHCTBa ['H Bemymmmu sSBISIOTCS
MMMYHHbIE HapyILICHHs, IMEHHO MMMYHOJMAarHOCTUKAa MOXET J1aTb Ha pPAHHUX
JTamax HEoOXOIWMBIE CBEIIEHHS O JalbHEWIEM pa3BUTHHM TMpoliecca. BecbMma
BaXKHBIM MpejcTaBisieTcss AuddepeHupoBannbii noaxon B geuenuu ['H B 3aBu-
CUMOCTH OT KJIIMHUYECKOTO T€YEHHUS U MOP(OIOrHYECKOro BapuaHTa MaTOJOTHUU.
[TosTOMy KOMILIEKCHAs! OLEHKAa KIMHUKO-UMMYHOJIOTHYECKOIO CTATyCca SIBISETCA
AKTyaJIbHOW C LIEJbI0 PAHHEW JUArHOCTUKM W ONTUMHU3AIMM Tepanuu [PymsH-
ueB A.I'., 2005; Coppo R., 2004; Rees L., 2007].

Pa3paboTka u BHeOpeHHE B MPAKTHKY OTEYECTBEHHOTO 3IPABOOXPAHCHUS
COBPEMEHHBIX METOJOB MMMYHOJUArHOCTUKU MO3BOJIUT CBOCBPEMEHHO IUArHO-
CTUPOBATh U HAYMHAThH aJICKBATHOE JICYCHUE, IPOTHO3UPOBATH XapaKTep TECUEHUs
I'H n onpenensate IIUTENBHOCTh TEPAIIUH, YTO CYLIECTBEHHO M3MEHHUT KaueCTBO
’KU3HU O0JILHOTO peOeHKa U MPOrHo3 3a00JIeBaHUS.

OBIIIASA XAPAKTEPUCTHUKA PABOTDI

Ces3b pald0Thl ¢ KPYNHBIMH HAYYHBIMHM NpPOrpaMmMaMu (IPOEKTaAMH)
U TeMaMH

Tema muccepTanyu BKJIIOYEHA B yTBEP)KICHHBIC HAy4YHBIE IUIAHBI PaOOTHI
benopycckoro rocy1lapcTBEHHOr0 MEAMIIMHCKOro yHuBepcuteta COBETOM Neau-
atpuueckoro (axynprera 28 mapta 2002 r., mpoTokos Ned 1.

Tema guccepraniud COOTBETCTBYET MPUOPUTETHBIM HANpaBieHUsM (yHOa-
MEHTAJIBHBIX U IIPUKJIAHBIX HAYYHBIX HUCCIIEIOBAHMI.

Pabora BbINONHsUIACh B pamMKax OelopyCCKO-IIBEUHAPCKOro MPOEKTa «AyTo-
aHTHUTENa, CBA3h MEXKIY XPOHHUYECKMMU MH(MEKIMSIMH U ayTOUMMYHHBIMH 3a00J1€e-
BanusiMu. AHTHC1q: Apy3bs wm Bparu?». [IpoekT puHaHCHPOBAJICS MIBEHUIIAPCKUM
Hammonansaeim @ongom SCOPES 2000-2003, Ne roc. peructpanuu 200316, nara
peructpauuu 08.01.2003 r.; YK 576.8.097.37:616-097+616-036.12. YacTte pabo-
Thl BBINOJHSJIACH TAKXKE B paMKax IMpoekTa bemopycckoro pecmyOnMKaHCKOIro
donma pyngamentanpabix uccneaoBannii HAH Pb «Hekotopsie acniekThl mMMYy-
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HOMATOreHe3a TJIOMEpPYIOHEeDPUTOB y JIETEH U MOAPOCTKOB: UMMYHOJIOTUYECKUE
1 MOP(OJIOrMYECKHE MMOKA3aTEeNN, UX B3aUMOCBSI3U U KOPPENALNU C KIMHUYECKU-
mu napamerpamu» Ne B06-287 (yrBepxkaena 01.04.2006 r., Ne roc. perucrpauuu
20064790, VK 616.611-002-097-053.2/.6, cpoxu BbemomHeHus 01.04.2006—
01.04.2008).

Heab u 3aga4yu ucciaea0BaHusA

Llenv uccneoosanus: OUEHUTH KIMHUYECKOE (IMAarHOCTHUYECKOE M IMPOTHO-
CTUYECKOE) 3HAUEHHME MCCIICJOBAHUS OTAEIbHBIX KOMIIOHEHTOB CHCTEMBI KOM-
IUIEMEHTA, UMMYHOIJIOOYJIMHOB OCHOBHBIX KjaccoB A, M, G u anTuten y nerei
C TIEPBUYHBIMU U BTOPUYHBIMHU TJIOMEPYJIOHEPPUTAMH JJIsi ONTHUMHU3ALUU JieueO-
HO-JIMarHOCTUYECKOTO Tpoliecca.

3aoauu uccreoosanusi:

I. HccnemoBaTh wacToTy BceTpedaeMocTd ayroantuten mpotuB Clg-
cyOkomMmoHeHTa koMiuiemeHTa (aHtTuC1q-ayToAT) B koropre aeTeil ¢ nepBUYHBIM
u BTopuuHbIM [ 'H.

2. YCcTaHOBUTH HAIMYWE KOPPETSAIMOHHBIX B3aMOCBs3el Mexay antuClq-
ayToAT u C3, C4-KOMIOHEHTaMU KOMILUIEMEHTAa U OCHOBHBIMHU KJIaCCaMU UMMY-
HOrnoOynuHOB A, M, G cbIBOpOTKH KpoBH y 607bHBIX ['H.

3. OueHuTh KIMHUYECKYI0 M TPOTHOCTHYECKYIO 3HAYMMOCTh aHTuClg-
ayToAT, Clg-cyOkoMnoHeHTa, MaHHO30-CBs3bIBatoIIero JiekTuHa (MCJI) u kom-
noHeHtoB C3, C4 xoMIUIEMEHTa MPU OCTPOM MOCTCTPENTOKOKKOBOM TJIOMEPYJIO-
Heppute (OIICI'H) y nerei.

4. W3yunTh UMMYHOJOTUYECKHE CIIBUTH y TMAIIUEHTOB C JIIOMyC-HEQPUTOM
(JIH) B 3aBUCHMOCTH OT KIMHHKO-IA00PATOPHBIX XapaKTEPUCTHUK MAaTOJIOTHUECKO-
ro mnpoiecca 1 MOp(}OJIOrH4ecKoro BapuaHTa MOPAXKEHUS MOYEK MPU CUCTEMHOU
kpacHoii Boiyanke (CKB) y nereit.

OOBeKTOM HccleJoBaHMs SBISUINCH JIETU B Bo3pacte oT 2 a0 17 ner ¢ nep-
BUYHBIMH M BTOPUYHBIMU TJIOMEPYIOHEPPUTAMH.

[Ipeamer uccnenoBanusi: UCTOPUU OOJE€3HEH, UCTOPUU Pa3BUTHS peOEHKa
(popma 112), Guonornueckue cyocTparbl (KpOBb, MOYa), PE3yJIbTaThl KIMHHYE-
CKOTo 00ceI0BaHMsl, TaHHbIE UMMYHOJIOTHYECKOT0 IpOopuIIs.

Ilos10:keHus1, BBIHOCHMbIE HA 3AILUTY

I. AnTuTena mpoTuB MEpBOro cyOKomMmoHeHTa komruieMeHnta (aHtuClg-
ayToAT) ceBopoTkm kpoBu BcTpedarorcs y aeteit ¢ OIICTH m moryr ObITH
WCIIOJIb30BaHbl B KAueCTBE MPEAMKTOpPA OLIEHKU TSHKECTH 3a00JIEBaHUS U M-
TEJILHOCTU COXPAHEHUSI CUMIITOMATUKH.



2. I'unokommnementemusi no C3 u C4-KOMIOHEHTaM CHIBOPOTKH KPOBH IIPU
OIICT'H u CKB, JIH — mapkep y4acTusi KOMIUIEMEHTA B [IaTOI€HE3E MOBPEXKIIE-
HUH TJIOMEPYJ PU ITUX 3a00JI€BaHUSX.

3. CHmwKeHHE KOHIIEHTPALUA CHIBOPOTOUYHOTO MAaHHO30-CBS3bIBAIOIIETO
nexktuHa (MCJI) y nereit ¢ OIICI'H u CKB, JIH oTpaxaeT BOBJI€YEHHUE JIEKTUHO-
BOI'O IYyTHU KOMIUIEMEHTA MTPU AAHHOMN MaTOJIOTHH.

4. 'V nereii ¢ CKB, JIH ypoBenb antuC1q-ayToAT MOXKET clyKUTb WHIU-
KaTOpOM aKTHUBHOCTH M TsbkecTu 3a0oneBanus. Onpenenenne antuClq-aytoAT
Hapsily C JPYTMMHU HMMMYHOJIOTMYECKMMM TeCTaMu (HaJMuyue aHTHUHYKJIEapHBIX
antuten (AHA) u antuten x asycnupanbHot JIHK (AT k JHK), C3-rumno-
KOMITJIEMEHTEMHUH ) TIO3BOJISIET OIEHUTh akTUBHOCTH CKB, HE00X01MMOCTh U mpo-
JOJKUTEIBHOCTh TEPAMH U 00€CTIEUNTh KOHTPOJIb HAJl TeUeHHEM 3a00JIeBaHUS.

5. HccnenoBanne antuC1q-ayToAT m C3-KOMIIOHEHTa KOMIUIEMEHTA UMe-
€T KJIIMHUYECKYIO (IUAarHOCTUYECKYIO M MPOTrHOCTUYECKYIO) LIEHHOCTD ISl OLICHKU
KJIMHUKO-1a0opatopHbix napametrpoB npu OIICT'H (cyrounas nporeunypus,
apTepuanbHasl TUIEPTEH3Us, OJINTYpPHUs, IOBBIIICHUE KpPEAaTUHUHA CBIBOPOTKHU
KpOBH, JIIUTEIbHOCTh coxpanenus cumnromatuku) u CKB, JIH (aprepuanphas
runeprensus, MCJI, AHA, AT k kapauonununy (AKA) u AT x JIHK).

JIMYHBIN BKJIAJ COUCKATEIS

JInyHbIN BKJIAJ aBTOpA 3aKJIHOYAJICS B HEMOCPEICTBEHHOM Y4YacTUH B IIPOBE-
JCHUU KIMHUYECKOTO OO0CHe0BaHus, TUHAMHUYECKOTO HAONIOACHUS U JICUEHUs
OOJBHBIX, Y YaCTU 00CIIETyeMBIX OCYIIECTBICHO KaTAMHECTUYECKOE HAOI0IeHNE.
CowuckarenemM IpoBeIeHbI BBIKOIMPOBKA JAHHBIX U3 UCTOpU Oolie3HEH, amOya-
TOPHBIX KapT U aHAJIU3 MEIULIHUHCKON JTOKyMEHTauuu. J(uccepTaHT HEmocpencT-
BEHHO BBINOJIHSIa UMMYHOJIOTUYECKUE HCClIeOBaHUs. ABTOPOM c(HOpMHUpOBaHa
KOMITbIOTEpHAas 0a3a KIMHUKO-JIa0OpaTOPHBIX IaHHBIX, MPOBEAECHA CTATUCTHYE-
ckasi 00paboTKa MOJYyUYEHHBIX PE3yJIbTaTOB C MOCIEIYIOMIUM UX aHAJU30M M HH-
Teprperanueid. Paccuntana KIMHUYECKass U TIMAarHOCTUYECKAS] 3HAYUMOCTh MOJTY-
YEHHBIX PE3YJIbTATOB C MO3UIUHN JOKA3aTEIbHON MEAUIMHBI.

Anpo0auus pe3yJbTaToOB AMCCEPTALMH

Martepualibl 1 OCHOBHBIE TIOJIOKEHUSI IUCCEPTAIIMH J0JI0KEHBI U 00CYKIEHBI
Ha [‘opojickoM ceMuHape Juisi Bpadel «AKTyaJdbHbIE MPOOJIEMBbI AETCKOW Hehpo-
JIOTMM Ha COBpEeMEHHOM dTarey» (r. Munck, 2002 r.), MexayHapoaHoi Hedpoio-
rudeckor koHdpepeniuu «bensie Hounm» (. Cankt-IletepOypr, Poccus, 2003 r.),
MexayHnapogHom koHrpecce mno Hedposoruu (r. baszens, [IBelinapus, 2004 r.),
X exerogHoMm EBporielickoM KOHTpecce Mo cucrteMe KoMiuieMeHTa (T. Xanjenb-
oepr, ['epmanus, 2005 r.), 40-m exxerogHom KoHrpecce EBpormeiickoro ooOiiecTBa
netckux Hedpoaoros (T. [Tanepmo, Utanms, 2006 1.), MexayHapoJHOM ceMUHape
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«AKTyallbHbIE BOIIPOCHI JeTCKOM Hedponorum» (r. Munck, 2007 r.), XIV mexmy-
HapOJHOM KOHIpecce Mo aeTckoi Hedponoruu (r. bynanemr, Benrpus, 2007 r.),
Exeroansix HayuHbIX ceccusix BIMY (Munck, 2004-2007 rr.).

Ony0/JIMKOBAHHOCTD Pe3yJibTATOB MCCEPTALMH

Martepuainsl quccepTainuu OmyOJuKoBaHbl B 18 medyaTtHbIX paboTax (cTtareit
B PELICH3UPYEMbIX HAYUHBIX H3JaHUAX, COOTBETCTBYIOMMX TpeboBanusiM BAK — 4
(M3 HUX B MOHOABTOPCTBE — 1), )KypHaJIbHBIX CTaTeil B JPYrMX HAay4YHbIX W3/IaHU-
ax — 7, B Te3ucax — 7). OO1iee KOIMYeCTBO aBTOPCKUX JIUCTOB — 1,9 (Hay4dHbIX
CTaTel, yUUTHIBAEMBIX B KAYECTBE IMyOIMKALIMHU IO TEME AUCCEPTAIUN ).

CtpykTypa U 00beM aUcCCepTALUMN

Jlucceprainyusg HamucaHa Ha PYCCKOM SI3bIKE, COCTOMT W3 BBEICHUS, OOIICi
XapaKTePUCTUKHU PaOOThI, aHATTUTUUYECKOTr0 0030pa JUTEPATYpPHI 110 TEME, OmNHca-
HUsL OOBEKTOB HCCJENOBAHUSA W UCIOJIb3YEMbIX NPHU MPOBEJECHUU HCCIIETOBAHUS
METOJIOB U 00OpYJIOBaHUs, TPEX IJVIaB C ONMCAHUEM IIOJYUYEHHBIX DPE3YyJIbTaTOB
COOCTBEHHBIX MCCIEAOBAHUM, 3aKIIOYEHUS, OUOIMOrpaduIecKoro CIucKa U MpHu-
nokeHui. buOnmorpaduyeckuii CMMCOK BKJIOYACT CIHCOK MCIOJBb30BAHHBIX
HMCTOYHUKOB, cojaepxamnui 203 myOnukanuu, U3 KOTOPBIX 96 OTeueCTBEHHBIX
u 107 pabot 3apy0OexHbIX aBTOPOB U CNIUCOK NyOnukauuid couckarend (18 meyar-
HbIX pabot). ucceprauusa wuznoxeHa Ha 130 cTpaHuMLax, WUIIOCTPUPOBaHA
17 Tabnunamu u 18 pucynkamu. IMmeetcst 3 akta BHEIPEHUS.

OCHOBHOE COAEPKAHUE

MarepuaJjibl M1 METOABI HCCJICI0BAHUS

B cooTBercTBUU C 11eNbI0 U 3a1a4aMu paboThl ObLT 00cienoBad 141 pebenok
C MepBUYHBIM U BTOpu4HBIM ['H, monyuaBmuii jeueHue B OTAEICHUSX HEPPOIIO-
TUU ¥ MTHTCHCUBHOM TEpalMy M peaHUMaIuu 2-W IeTCKOW KIMHUYECKOU OOJIbHU-
usl (AKB) r. Muncka. KontponbHyto rpymmy coctaBuian 40 comaTH4ecku 370po-
BBIX JIETE€W, HAXOJAMUBIIMUXCS HA OOCJIEI0BAaHUU U JICUEHUHU B OTJIEJICHUM MOTPaHUY-
HBIX COCTOSIHMI M HEeBpo30B 2-i1 JIKb r. MuHncka. Knunuueckue uccnegoBaHus
U U3yYeHNe UMMYHOJIOTHYECKHX MTapaMeTpOB BHIOJHEHb! Hamu Ha 6a3ze 2-it JIKb,
1-ii xadenpsl nerckux 6omesneit BIMY, kadenpsl MUKpOOHOIOTHH, UMMYHOJIO-
run ¥ Bupyconoruu bI'MY, IIHUJI BI'MY, knuanko-1uarHocTudeckoin jgadbopa-
topuu PHIII] netckoil oHkonoruu u rematosioruu B nepuoy ¢ anpesns 2002 roaa
o uroHb 2007 roxa.

Onpenenenne koHueHtpauuu antuClg-aytoAT B CBIBOPOTKE KPOBU ITPOBO-
IUIIOCh METOJOM UMMYyHO(pepMeHTHoro aHanuza (MPDA) ¢ ucrnonb30BaHUEM KOM-
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Mepueckux HabopoB Biihlmann Laboratories AG, Schonenbuch, IBeitapusi.
Konuentpanuto ocHoBHBIX KiaccoB g A, M u G ChIBOPOTKH KPOBU ONPEAEISUIN
¢ nomoipto HabopoB «UDA-Bexktop bect» Hoocubupck, Poccust meromom
NDA. Ucnonszys nmmyHopepmerTasie (D) tect-cuctemsr Varelisa ReCombi
ANA Screen Pharmacia Diagnostics (I'epmanus) s onpeneneHusi 8 aHTHHYKJIC-
apubix AT (AHA) B oxgHo# nyHke, mpoBoauicsa MDA s KaueCTBEHHOT'O BBISIB-
nenus AHA B ceiBopotke y nereit ¢ CKB, JIH u OIICI'H. AxnTuTena k aBycnu-
panbHoi JIHK (AT x IHK) onpenensnuce metonom MDA ¢ nomomibio HabOpoB
Varelisa dsDNA Antibodies, Pharmacia Diagnostics (I'epmanusi) y OOJIbHBIX
¢ CKB, JIH. Antutena knacca IgG k kapavonununy (AKA) BBISBIISUIUCH B CHIBO-
potke Habmogaembix ¢ CKB, JIH ¢ ucnonb3oBanuem M® tect-cucrem Varelisa
Cardiolipin IgG Antibodies, Pharmacia Diagnostics (I'epmanus).

Yposenb C3 u C4 KOMIOHEHTOB KOMILJIEMEHTA B CBIBOPOTKE KPOBU OIpeELe-
asicst MeroaoM uMMyHoTypOumumerpun (Habopel C3 u C4 TINA-QUANT
Roche/Hitachi) ¢ ucmonb3oBaHneM aBTOMAaTHYECKOTO OMOXMMHUYECKOI'O aHaln3a-
topa Hitachi 912. Omnpenenenune xonreHntpauuu MCJI mpoBOIUIOCH METOIOM
NDA ¢ ucnonmp3oBanuem Ttect-cucteM MBL Oligomer ELISA Kit (KIT 029)
AntibodyShop, Jlaaus. Onpeaenenune konneraTpanuu C1q npoTenHa mpoBOIUIOCH
METOJIOM paJuaibHOM UMMYHOIU(]DPY3uU B reje ¢ UCHOIB30BAHMEM KOMMeEpYe-
ckux HabopoB «Human complement Clq Bindarid Radial Immunodiffusion Kit»
(Benukobpurtanus).

Cratuctuueckas 00paboTKa pe3yIbTaToOB MCCIEI0BaHUIN MTPOBOAMIACH C TO-
MOIIbIO CTaHIAPTHBIX MakeToB mporpammbl Excel-2000 u cratuctudeckoil mpo-
rpaMMbl 1Ji1 00paboTku OmoMmenumuHCkuX gaHHbIX GraphPad Prism 4 (CILA).
Hcnonb3oBaHbl MapaMeTpUUYECKUE U HETTApaMETPUUECKUE CTATUCTUYECKUE KPUTe-
pUU B 3aBHCHMOCTHU OT LIEJIM UCCIEAOBAHMS U MapaMETPOB PACIPECICHUs JaH-
HbIX. OLIEHKY KJIMHUYECKOHN (AMarHOCTUYECKOM U MPOTHOCTHYECKOW) 3HAUMMOCTHU
NOJIy4EeHHBIX TIOKa3aTeseil MPOBOJMIM C TOMOIIBIO OCTPOECHUSI YETHIPEXITOIBHON
TaONUIIbI, CpaBHUBAS pE3yJbTaThl TECTa MPH HAIMYUU U B OTCYTCTBHE KaKOTO-
nu00 HaApYIIEHUS CO CTOPOHBI KIMHUKO-Ia0OpaTOPHBIX MOKa3aTele U pacuera
JUArHOCTUYECKUX XapaKTEPUCTUK TecTa (UyBCTBUTEIBHOCTb, CHEIU(PUUHOCTD,
MPOTHOCTUYECKAS LICHHOCTD MOJIOKUTEIBHOIO U OTPULATEIBHOTO PE3yIbTaTOB).

Pe3yJibTaThl COOCTBEHHBIX HCCJIEI0BAHUI
Hccnedosanue aymoanmumen npomué nepeozo cyoOKOMHOHeHmMa KoMm-
niaemenma (anmuClg-aymoAT) y oemeii ¢ nepeuunvim u emopuunvim I'H
Pacnipenenenue o0cieoBaHHBIX OOJIBHBIX U 3/I0POBBIX JE€TEH M 4YacTOTa
oOHapy>xeHus antuClq-ayToAT npencraBiaeHbl Ha pUCYHKeE 1.
B koutponbho#l rpymnme (n=40) koHuentpanus antuClq-aytoAT Bapbupo-
Basia ot 0 1o 12 ME/mu (B cpennem 3,1+0,6 ME/mi, meauana 0,0).
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Pucynok 1 — Berpeuaemocts antTuC1q-ayToAT y 310pOBBIX
U JeTel ¢ riioMepyJioHepUuTaMu

B rpynme nereit ¢ OIICT'H (n=50) otmeueHo yBenuuenue ypoBHs antuClq-
ayToAT cBeiie 15 ME/mit y 19 (38%) 60mbpHbIX. CpenHssi KOHIIEHTpAIUsl COCTa-
Bwia 40,95+10,6 ME/mn (ot 0 go 400,0, mequana 7,5), 4TO JOCTOBEPHO BHIIIIE,
yeM B KOHTpoibHOU rpymnme (p=0,002). «AHTUC1q-03UTUBHBIE)» MALUEHTHI IO
OCHOBHBIM KJIMHUKO-JIA00PAaTOPHBIM IapaMeTpaM CYIIECTBEHHO HE OTIMYaJIUCh
oT «aHTUClQ-HeraTuBHBIX», OJIHAKO, Yy «aHTUC1(Q-TO3UTHUBHBIX» CYLIECTBEHHO
garie BcTpeuanach onuro-/anypus (10 u3 19 (52%) B cpaBHenuu ¢ 4 u3 31 (13%)
«antuClq-neratusasiMu» (p=0,0038), aprepuanbHas runeprensus (19 uz 19
(100%) B cpaBuenuu 23 u3 31 (74%), p=0,0177), u nnuTenpHOE COXpAaHEHUE CUM-
nroMoB ['H («3anepxka HopMmanuzauu»): 8 u3 19 (42%) B npOTHUBOIMOI0KHOCTh
1 u3 31 (3%), p<0,0001. Kpome toro, «antuClq-no3uTuBHbIE)» OOJBbHBIE UMETU
6onee BbIcOKyto mporenHypuro (p<0,0001) u KpeaTHHUH CHIBOPOTKH KpPOBHU
(p=0,0029) B nebrore 3aboneBaHms. Tarkke MPOCIACKHUBAICS TPEHI MO Ooiee
BBICOKUM LH(PpaM CBHIBOPOTOYHOM MoOueBHHBI cpean «aHTHUC1Qq-MO3UTHBHBIX
(meauana (ypoBeHsb) 6,85 mmoub/i (3,5 — 31) B IpOTUBOMONI0KHOCTH 5,7 MMOJIB/JI
(2,7-21,3), p=0,174) «antuC1q-HETaTUBHBIM.

Otmevanuch cienyromue ocooenHoctu teuenus OIICT'H y naGmromaembIx.
[TanueHT ¢ aHypueil, KOTOpoMy MOTPeOOBaIOCh MPOBEJACHUE MOYECYHONU 3aMECTH-
TEJIBLHOM Tepaluyd METOJOM OCTpPOro remoauanusa (4 ceaHca), UMEN «IOJIOXKH-
TenbHyto» KoHueHTpanuio anTuC1q-AT (75 ME/mi). Uetsipe pebeHKa, KOTOPHIM
MPOBOJMIACH OMONCHS TKAHM TMOYKH B CBA3U C «ATUIHUYHOCTBIO», TAKECTHIO
TEUEHUS] WIM JJIUTEIbHOCTBIO COXpPAHEHHUs CUMITOMATHKH, TaKXKe OKa3alliCh
«antuClq-no3utuBHbIMU» (45-250 ME/Mn) (y Bcex BepuduIMpPOBaH OCTPHIN
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sHAoOKanwuIsipHeld  nponmudepatuBubii  ['H). Tepamus I'KC (mpemnuzonon
1 Mr/kr/cyTkn) notpedoBanack ToJIbKO «aHTUC 1 q-MO3UTUBHBIMY MalueHTaM (n=6).

B cBs3u ¢ BO3MOXKHBIM MONAJaHUEM B JIAHHYIO TPYIITY HallMeHTOB C Je0t0-
TOM CHCTEMHOTO 3a00JI€BaHUSI COECIUHUTEIBHOW TKAHU BCE OOJIbHBIE OBLIM IMPO-
TECTUPOBaHbl Ha Hanuuue aHTuHykieapHoix AT (AHA). Bce aetn okazanuch
AHA-«HEeraTUBHBIMIY.

Hamu BpIBIIEHO Hanmuuue npsiMOW KOPPENSLMOHHOM CBSI3U CPEIHEU CHUIIbI
Mexay kKoHueHtpauuel antuClg-aytoAT y gerent ¢ OIICT'H u ypoBHEM cyTou-
HOM 3Kckpenuu Oenka ¢ mouoit (Spearman r=0,32, p=0,01), aprepuanbHoii runep-
tensuen (Spearman 1=0,38, p=0,003) u 3aaepxkkoil BbI3IOpOBICHUS (Spearman
=0,49, p=0,0002).

B rpynme gereit ¢ octpeim moctuHdexunonaeiM ['H (OIIMIH) (n=19)
HE BBIABJIEHO YyBelHueHHs YpoBHS aHTUC1q-ayTOAT cBeIlIe peKOMEHAYEMOM
BepxHen rpanuisl HopMmsl (3,0+1,07 ME/mi, ot 0 o 13,0 ME/Mn, meauana 0,0).

B rpynne nereit ¢ xpounueckum I'H (XpI'H) (n=57) ormedeHo yBenudeHue
ypoBHs aHTHC1q-AT y 6 (10,5%) 60mpHBIX (15,92+8,49 ME/mi, 0 — 400,0 ME/Mm,
meauana 0,0). Knuanuecku y tpex «aHTHC1Qq-IO3UTHBHBIX» MAIlMEHTOB HAOIIO-
nanock o0ocTpeHne rematypuyeckoro Bapuanta ['H, y omgHoro — oGocTtpenue
CMEIIAaHHOW (OPMBI U Y OJJHOTO — HEIOJIHAsI peMHUcCUsi HePpoTHuueckoil (Hopmbl
I'H. Mopdonorudecku y Bcex MATEPhIX OTMEYAJICS ME3aHTHONPOIU(pEpaTUBHBINA
BapuaHT He(dpuTta (y Tpex aereit co ckiepo3om). llectas «antuClq-no3utuHas»
nanueHTKka HaOJIojanach € JUAarHOo30M PEBMATOUJHBIM apTPUT € IOYEUHBIM
cuHapoMoM. CylIeCTBEHHBIX pazimuuuid  Mexay «aHTHC1q-mo3UTUBHBIMUY
u «antuClqg-veratuBHbIMI» OoNbHBIMU ¢ XpI'H 1O OCHOBHBIM KIMHUYECKUM
1 1a00paTOPHBIM MapaMeTpaM BBISBICHO HE ObLIO.

B rpynne gereit ¢ CKB, JIH (n=15) oTmMe4eHO yBenuueHHE KOHUEHTPALUU
antuClqg-aytoAT y 10 (66,7%) 60onbubIxX (141,0+46,8 ME/Mmi1, 0 — 400,0, meauana
33,0), yTo DOCTOBEPHO BhbIIIE YeM B KOHTposibHOU rpynme (p<0,0001). Cpenu
nauneHToB ¢ akTuBHbIM JIH (n=12) cpeanuii ypoBens antuC1q-ayToAT paBHsICA
175,8+54,2 (ot 0,0 mo 400,0 ME/mn, menuana 45,5), B TO BpeMs KakK Cpeau
O6onpHBIX ¢ HeakTuBHBIM JIH (n=3), 3TOT mokaszarenb COCTaBUI B CpeIHEM
1,67+1,67 ME/mn (0,0 — 5,0, menuana 0,0) (p=0,14). Hecmotps Ha TO, 4TO MBI HE
MOJIYYMJIM JTOCTOBEPHBIX pazinuuid Mexay «aHTUClq-IO3UTUBHBIMU» WU «HeEra-
TUBHBIMM» MAIUEHTAMU, YTO BO3MOXKHO CBSI3aHO C HEOOJbINON BBIOOPKON 0OJIb-
HBIX, HaOIIOAANICA TPEH/ 1o 00Jiee BHICOKUM IudpaM CyTOYHOM IKCKpelnu Oenka
¢ Mouoi cpenu «aHTuClqg-mo3utuBHBIX» (Meauana/ypoBeHs: 2,4/0,9-9,5 r/cyr,
npotuB 1,5/0,7-2,5 r/cyt, ypoBHs kpearunnna 110,0/54,0-701,0 Mxmoub/m, mpo-
tuB 62,0/43,0-171,0, MouyeBuHbl ChIBOpOTKH 12,65/4,1-29,0 MMOIB/1 TPOTUB
8,0/5,2-22,7, 6onee BbICOKHME MU(PPHI CUCTOINYECKOTO U JUACTOJIMYECKOTO apTe-
puanbpHoro pasieHus 135-180/80—-100 mm prt. ct. mpotuB 120-150/80-90 y «an-
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tuClg-HeratuBHbIX»). JlocTOBEpHBIE pa3nuuus moiydeHsl mo yposaro CO3 51,5
(27,0-74,0 mm/gac) npotus 30 (7,0-40,0) (p=0,005) y «antnC1q-HEeraTuBHbIX».

Ha6mronanace yetkast accouuanus npucyrcrBus antuClqg-aytoAT ¢ akTus-
HocThIO Jonyc-Hedputa —y 10 u3z 12 (83,3%) mauuento ¢ aktuBHbIM JIH ompe-
nensuick aHTUC1q-ayToAT. BeicOKmil ypOBeHb COMYTCTBOBAN TSKETIOMY HedpH-
Ty (BbICOKasi MPOTEUHYPHSI, TeMATYpHsl, HATUYHE 3€PHUCTHIX IWJIUHIPOB, apTEPH-
anbHAs THUNEPTEH3WS, OTEYHbIH CUHApOM, Mopdoiorudecku auddy3HO-
nponudepatuBHbii [V kiacc HedpuTa) ¢ BBICOKOM aKTHUBHOCTBIO IpoOILIEcCa.
Karamues npocnexen y 10 uz 15 nereit ¢ CKB, JIH. I3mMeHeHne TUTPOB B AMHA-
MUKe 3a00JIeBaHMSl U TOJ BO3/JECHCTBUEM IPOBOJMMOM TEpanmuud MOXKET ObITh
MPOTHOCTUYECKUM TECTOM M KPUTEPUEM aJIeKBaTHOCTU MPOBOJAMMBIX TEPANEBTH-
YECKUX MEPOIPUATHUM.

OcHoénble Knaccol UMMYHO2N00YIUHOE U KOMHOHEHMbL KOMNIEeMeHma
6 cvlgopomke Kpoeu oemeit ¢ 'H

CymiecTBeHHOE CHM)KEHME KOHILeHTpauuu 1gG oTMmeuanoch B rpynne AeTei
¢ Hepporuueckorr popmoit XpI'H (HO® XpI'H) B nepuoae oGocTpeHus mo cpas-
HEHUIO C OOJIbHBIMH, HaXOAAIIMMHUCA B (aze KIMHUKO-Ia00paTOPHON PEMHUCCUU
(p=0,0087), 9TO OTHOCHUT TaKOTO MAI[MEHTa B TPYIIy pUCKa Pa3BUTUSA UH(EKIHU-
OHHBIX OCJIO)KHEHUW OCHOBHOro 3aboneBanusi (u3 11 nerelr ¢ obOocTpeHueM
H® XpI'H 9 (81,8%) nepeneciu octpoe nH(MEKIIMOHHOE 3a00JIEBaHKE, B TO BpEMS
Kak y nereid w3 moarpynmsl ¢ pemuccuert HO® XpI'H B nmepuon nabmoaeHus
MH(PEKIIMOHHBIX OCJIOXKHEHUH HEe oTMedanoch). O0parHas koppensanus (Spearman
r=-0,57, p=0,03) BeIsIBICHA MEXMy KOHIIeHTpalnuen [gG u CyTouHO# dKCKpenue
Oenka ¢ Mo4oi y HaOmogaeMbix ¢ oboctpennem HO Xpl'H.

JloctoBepHoe yBenunueHnue koHueHtpamuu IgA (p=0,0362), IgM (p=0,0002)
u IgG (p=0,0001), BrisiBnennoe y aereit ¢ XpI'H u y nanuentos ¢ CKB, JIH (IgA
(p=0,0037), IgM (p<0,0001) u IgG (p=0,0037)) B cpaBHEHUU C TPYIIION 340pO-
BBIX JIETEH, OTpaxkaeT poJib Ig B pa3BUTUM U MOAEPKAHUU XPOHUYECKOTO BOCHA-
nenust npu ['H. [loBbIIeHre KOHIIEHTpPAIMM OCHOBHBIX KJIACCOB MMMYHOTJIOO0Y-
muHoB y 6onbHbIX OIICTH (IgA (p<0,0001) u 1gG (p<0,0001)) u OIIUI'H (IgM
(p<0,0001)) B cpaBHEHUH CO 3JIOPOBBIMU JETBMHU MOJXKET SIBJSTHCS OJIHUM U3
JI0Ka3aTeIbCTB y4acTUs MUMMYHOIJIOOYJIMHOB B Pa3BUTHM UMMYHHOI'O TJIOMEpY-
JISIPHOTO MOBPEXIeHUs Mpu ocTpbix Gopmax ['H.

Y 26 u3 50 (52%) maumentoB ¢ OIICTH u y 2 u3z 19 (10,5%) GonbHbIX
¢ OIIMI'H ormewanacek runokoMiuieMeHTemus: no C3, B To BpeMs Kak B TpyIlIie
310poBbIX Jeteil u 0onbHbIX Xpl'H cHmxenus xonmnentpauuu C3 OTMEUEHO HE
obu10. B rpynne Oonbuabix ¢ CKB, JIH nuskuit C3 onpenensuica y 8 u3 15 (53,3%)
neteit, mpudem 50% (6 u3 12) cocraBuim nanueHTsbl ¢ akTuBHbIM JIH.
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JoctoBepHo 3Haunmas C3-rHIMOKOMIUIEMEHTEMHSI, BBISBIICHHAs B TPYIIIE
nereit ¢ OIICTH (p<0,0001) u y nereit ¢ CKB, JIH (p=0,0003), oTpaskaer yuyactue
AIbTEPHATUBHOIO IIyTH KOMIUIEMEHTA IIPU 3TOM MAaTOJOTMU. JJ0CTOBEpHO 3HAYH-
Moe cHmkeHue koHueHtpauuu C4, ormeuenHoe B rpynne aereit ¢ CKB, JIH
B cpaBHeHUH ¢ KoHTposeM (p=0,004) u B rpynne aereii ¢ OIICI'H no cpaBHeHUtO
co 3a0poBbiMHU (p=0,047) siBIsIETCS MapKEpPOM aKTHUBAIlMU KJIACCUYECKOTO MYTH
npu CKB u OIICTH (tabaumna 1).

Tabmuma 1 — Konnentparus C3 u C4 KOMIOHEHTOB KOMIUIEMEHTA B CHIBOPOTKE
KpPOBH Yy 3/I0POBBIX U JIETEH C TIIOMepyIoHeHPUTOM

. C3 (r/n) C4 (r/7)

I'pymnma nereit M+ m P M+ m P
I. OIICTH, n=50 0,816+0,077 | 1-2<0,0001 | 0273+0,014 | 130,01
2. OIIUIH, n=19 1.715£0.116 | 230,004 | 0,308+0,024 -
3. XpIH, n=53 1.435£0,047 | 1-3<0,0001 | 0,335+0,017 -
i'zﬁllq) XpI'H, oboctpenne, | 4 554.0,094 - 0,266+0,027 -
>0 APTHL pemeett, |y 657.0,157 - 0,315+0,055 -
0.1 & XpIH, odoctpenne, -} 59340,079 - 0,3420,026 -
TP APHHL pesmeet, - 44640,123 - 0,384+0,042 -
- CP XpIH, oboctpere, | 1 502+0,097 - 0,453+0,062 -
O C® XpLH pewecn, | 50840,077 - 0,309+0,059 -
10. BIITH, n=3 1,3030,109 . 0,412+0,054 .
11. CKB, JIH, n=15 0,832+0,121 | 11-14=0,0003 | 0,233+0,036 | 11-14=0,004
12. AxtuBnubi JIH, n=12 0,830+0,151 - 0,246+0,044 -
13. HeaktusHsii JIH, n=3 0,840+0,090 - 0,185+0,030 —
14. 3nopossre tet, =40 | 1,305£0,035 | 1-14<0,0001 | 0,305£0,012 | 1-14=0,047

Hmmynnvle napywienus 6 3a8ucumocmu om
u mopgonozuueckux xapakmepucmux I'H y demeii

N3 19 «antunC1g-no3utuBabIx» 007bHBIX ¢ OIICI'H rumoxkoMruieMeHTeMUS
mo C3 ormeuanach y 18 (94,7%) GonpHBIX, B TO Bpems kKak u3 31 «antuClqg-
HEraTUBHOr0» HU3Kui ypoeHb C3 omnpenemnsuica y 8 (25,8%) nereit. ['mnoxom-
wiemeHTemus o C4 He onpenensuiach HA 'y OJJHOTO MallMeHTa.

OO6mas kKoHIeHTpalus ceiBopoToyHoro C3 Haxoauiack B 0OpaTHOW Koppe-
JSUUOHHOW CBsi3M cpenHed cuibl ¢ ypoBHeMm aHTHC1g-ayToAT (Spearman
r= -0,381, p=0,0032). IIpu cpaBHenun «antuClq-no3utuBHbIX» U «aHTUCI1Q-
HEraTUBHBIX» MAalUEeHTOB, Hannure aHTUC1q-ayToAT accounnpoBanock ¢ HU3KOM

KAUHUKO-1A00PamopHbIX
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koHuentpamueit C3 (p=0,0001) u umencss TpeHI K HIKHEW TpaHUIE HOPMBI
no C4: menuana (yposensb) 0,23 (0,141-0,418) r/n B cpaBaenuu ¢ 0,303 (0,068—
0,604) r/n cpenu «antuC1q-ueratuBHbeix» (p=0,19).

JUis vccneaoBaHusl HAIMYUS BO3MOXKHOW OOpaTHON KOPPEJSIIMOHHOMN CBS3U
mexay aHtuClg-aytoAT u Clq cyOKOMIOHEHTOM KOMIUIEMEHTA, YTO OMHCAHO
y 6onpHBIX ¢ CKB, Hamu Obuta onpenenena koHueHtpamnus Clg-mporenHa B ChI-
BopoTke kpoBu jiereit ¢ OIICI'H u xoutpone. Cpennsist konnentpauus Clq y 310-
poBbIX nerert cocraBuia 169,1+£7,39 mr/ma (ot 115,0 no 235,0, meauana 178,0),
y nereit ¢ OIICTH — 120,9+6,26 (69,0-250,0 mr/mn, meauana 112,5).

Huzkuit Clq (menee 100 mr/min) nabmonancs y 50% nauuento ¢ OIICTH
(25 u3 50, p=0,0003 B cpaBHEHMH CO 3J0POBBIMHU JIE€TbMH, CPEAN KOTOPBIX HE
oTMeqasioch cHkeHus1 C1q HUXKe HOPMBI).

B menom, ypoBers antuC1g-ayToAT mokasanm oOpaTHYHO KOPPEISIHOHHYIO
CBsA3b cnaboi cuibl ¢ cbiBopoTouHbiM Clq (Spearman r= -0,273, p=0,028)
(pucyHoOK 2).
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Pucynok 2 - AHTHC1q-ayT0AT (ME/Mu1) m Clq-nporenn
CcbIBOPOTKH (Mr/mu1) kpoBu y nanuentos ¢ OIICTH

Y 11 u3 19 (57,9%) «antuC1q-no3UTUBHBIX» OOJBHBIX ONPENEISIICS HU3KUIA
Clq (B cpeanem 109,7+9,04 mr/min). B moarpymnme «aHTuC1q-HeraTUBHBIX» HU3-
kit C1q BeisBisuics y 14 w3 31 manuenTta (45%) (127,8+8,31 mr/mi). JJocTosep-
HBIX Pa3udyuii HaMH HE BBISBJICHO, OJHAKO, MOAOOHO chIBOpoTOouHOMY C4 Ha-
omonancst TpeHa no 6onee HU3kUM nokazarensam Clq y «antuClq-no3uTUBHBIX»
601bHBIX (p=0,16).
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B noarpynne «antuC1q-mo3uTUBHBIX» OOJILHBIX HAMU OMPEIEICHO HATU4He
KOPPEJSIMUOHHBIX B3aMMOCBA3EH MeEx1y KoHueHTpanued Clq u KpeaTHHHMHOM
CBIBOPOTKHM KpOBU (0OpaTHasi CpelHel CUiIbl), MOUEBUHOW CHIBOPOTKU (0OpaTHas
cpeaHeil cuiibl), KoHueHTpamued C3 (npsmas cpeanen cuibl), IgA (ipsimas cpea-
Hel cuibl) U I1gG (mpsmas cpegneit cuiibl). B noarpynne «antuClq-HeraTuBHBIX»
MBI BBISIBUJIM TOJIBKO HAJIMYUE 0OpATHOM CBSI3HM CPEHEN CHUJIbI MEXKy KOHIIEHTpa-
uueint Clq u yposaem ACJIO.

Jlist u3ydeHust poiu MaHHO30-cBsi3biBatolero jekruna (MCJI) mbl onpene-
munn koHueHtpauno MCJI B ceiBopotke kpoBu y aerer ¢ OIICTH, ¢ CKB, JIH
U KOHTpOJIs. Y 310poBBIX neTeil konueHtpanus MCJI konebanacek B mpeneiax ot
1450 no 4000 ar/mn (3089+146,3, meauana 3200). ¥ maruentoB ¢ OIICT'H cpen-
Hss1 koHneHTpanus MCJI cocraBuna 2146+207,4 (ot 0,1 mo 4000 ur/mi, MmeauaHa
2250). Bece 40 3mopoBbix aeteit umenu ypoBeHb MCJI Bpime 1000 Hr/mu, B TO
Bpems kak 17 u3z 50 gereit ¢ OIICTH (34%) nmenu MCJI < 1000 ur/mn, a 'y 8 ae-
teit (16%) konuentpauuss MCJI obuta < 500 ar/min (p=0,0006). Cxoanoe pacrpe-
nenenne konueHtpauuu MCJI ceiBopoTkH ObUIO BBISIBIEHO U Y 6onbHBIX ¢ CKB,
JIH (1447+353,8, ot 0 mo 4000 mr/mi, meauana 1000): y 5 nereit (30%) KoHIICH-
tparus MCJI cocraBuna < 500 ar/mi u eme y 3 (20%) < 1000 ar/mi. Ilomyden-
Hbie 3HaueHuss MCJI He ObUTH BO3pacT-3aBUCUMBIMH BO BCEX TPEX CPABHUBAEMBIX
rpynnax. /IoCTOBEpHOCTh OTIAMYM, MOTYYEHHBIX MEXIY TpYyNIaMH 3J0POBBIX
neteit u 6oapHBIX OIICTH (p<0,0014), mexy 3n0poBbiMu U narueHTamu ¢ CKB,
JIH (p<0,0003), cBUAETEIBCTBYET O BOBJICYEHUH JIEKTUHOBOIO IMyTH KOMILIEMEH-
Ta MPHU ATUX 3a00JIeBaHUAX (PUCYHOK 3).

Ms1 onpenenunu, uto teuenue OIICI'H y nmereid, koTopsiM moTpeOOBaIoCh
npoBeneHue Hedpoduoricun (n=4), XapakTepu30BaAIOCh «ATUIIUYHBIMY HAYaJIOM
Y pa3BUTUEM CUMITOMATUKH (230TE€MUs, BbICOKAsi aKTUBHOCTh MpOLECcca), NEPCH-
CTUPOBAHUEM IMPOTEUHYPHUH, F€MATypUH, apTepUAIbHONW TMIIEPTEH3UH, BHICOKUM
ypoBHeM aHTUC1qg-ayToAT, C3-runokommiementemuend, Huzkum MCJI y 50%
60mbHBIX, HU3KUM C1q y 75% 60nbHBIX. Y 2 MallMEHTOB OTMEYAIOCH ITTUTEIILHOE
COXpaHEHHe CUMMITOMATHKH, TBOMM MoTpebdoBanock Ha3zHauenue ['KC. Ilpu mpo-
CIEKTUBHOM HaOIIOJICHUH 32 STUMU JIETbMU B TeueHue 6 mecsies — 1 roga y Bcex
oTMeuasach MOJOKUTEIbHAS KIMHUKO-Ia00paTopHasl TMHAMUKA C COXPAaHEHUEM
HE3HAYUTEIbHOU MUKPOreMaTypuu y 2 OOJIbHBIX.

C yuyeToM NpPEICTaBICHHBIX JAaHHBIX MOYHO NPEANOJIOKUTh Y4acTHUE
antuClq-aytoAT B matoreneze OIICI'H, cxonnoe ¢ runote3oit o poiu antuClqg-
ayToAT y mamuentoB ¢ mnponudepatuBHbiMu Gopmamu JIH. JomomHutenbHOE
cBa3piBanne aHTUC1q-ayTOAT ¢ riomepyisipasiMu aenosutamMu Clq Hapymiaer
(GYHKUMIO W/WIK yCUIMBAET aKTUBALMIO KAackaJa KOMIUIEMEHTa. BmemarenbcTBo
anTuC1g-ayToAT B Kackaa KOMIUIEMEHTa WM U30BITOUHAS aKTUBAIUS KOMILIE-
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MEHTa ¢ nomomplo 3TuX AT MOXKET NPUBOAUTH K CYIIECTBEHHOMY YCHJIEHUIO
MOBPEXKICHUS TOYEUHBIX KITyOOUKOB.
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Pucynok 3 — Konnenrpauuss MCJI B CbIBOpPOTKE KPOBH Y 310POBBIX
u aeter ¢ OIICT'H u CKB, JIH

N3 10 «antuC1q-nozutuBubix» O0onbHbIX ¢ CKB, JIH runoxommiementemust
o C3 ormeuanack y 6 (60%) 6ombabix (C3 B cpennem 0,73+0,16 /1, 0,12—1,45,
meauana 0,68), B To BpeMs kak u3 5 «aHTuC1q-HeraTuBHbIX» HU3KUM ypoBeHb C3
onpenemsica 'y 2 (40%) mereir (1,044+0,16 t/m, 0,74-1,65, memmana 1,02)
(p=0,23).

[I'mmokomrmementemuss mo C4 ormedanack y 2 (20%) «antuClg-mo3u-
TuBHBIX» mamueHToB (0,23+0,05 r/m, ot 0,04 mo 0,57 / memuana 0,23, mpoTus
0,25+0,06 1/m, 0,15 - 0,48 / 0,19 y «antuC1q-neratuBusix) (p=0,3).

O6mas xoHueHTpauus ceiBoporoyHoro C3 y 6onbubix CKB, JIH nokasana
00paTHYI0 KOPPEJSAIHMOHHYIO CBA3b cpelnHel cuibl ¢ ypoBHeM aHTUC1q-ayToAT
(Spearman r= -0,55, p=0,017), B TO BpeMs KaK KOpPpEISALUUUA MEXKIY ChIBOPOTOU-
HbIM C4 1 antuC1qg-ayToAT BeIsSIBICHO HE ObLTO (p=0,28).

Y 11 6oneubix (73,3%) ompenensicss MOJOKUTEIbHBIA TMOKa3aTeIh aHTH-
nykieapubix AT (AHA). Hamu BbIsiBIEHO HaiMyue KOPPEISLUOHHBIX CBs3el
Mexay nokazatenemM AHA u ypoBHEM KpeaTMHHMHA ChIBOPOTKHM (0oOpaTHasi CBSI3b
cpenHer cwibl), KoHneHTpanueid C4 (oOpaTHas CUiIbHAsI CBSI3b) U KOJTHMYECTBOM
SPUTPOLIMTOB B Moue (mpsimasi cuibHas cBs3b). Bee «aHtuClq-no3uTuBHBIE)
MalMEeHThl uMeu nojoxkurenbubie AHA u aktuBHbid JIH, B TO BpeMsi, Kak TOJIb-
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ko y 1 OonmpHOro u3 moarpymmbl «aHTHUClq-HEeraTuBHBIX» ObUI MO3UTHUBHBIN
ypoBeHb AHA, xinuHuuecku u 1a0OpPaTOPHO COMPOBOXKIABIIUKCA BBICOKOU
aKTUBHOCTBIO MpoIlecca.

VY 10 6oapHbIX (66,7%) oTMedalics MOJOKUTEIbHBIN MTOKa3aTelb aHTUTEN K
JIHK (AT k JHK). Hamu BbISIBIIEHO Hanu4ue KOPPETSLHOHHBIX CBA3EH MEXIY
nmokazareneM AT x JIHK u yposaem COD (mpsiMasi cpeHE# CHIIbI), KOHIIEHTpa-
uueit C4 (oOpatHasi cunbHas cBs3b), IgA (oOpatHas cpeaneit cuibl), antuClg-
ayToAT (mpsiMast CBSI3b CpeIHEW CUJIbl) M KOJMYECTBOM 3PUTPOLIUTOB B MOUe
(npsamast cpenneit cuibl). JloctoBepuble paznnuus no nokaszarensm AT x JTHK
nojiydyeHol Mexnay mnoarpynnamu «aHTuClq-nmosutuBHbIX» (1,9340,18) wu
«antuClqg-neratuBabix» (0,58+0,075) 6onpubix (p=0,0002). ¥V Bcex «antuClqg-
MO3UTUBHBIX» ManeHToB onpenensauck AT k JIHK.

6 nereit ¢ CKB (40%) umenu mojaoKUTEIbHBINA MMOKAa3aTeNb aHTUTEN K Kap-
muonununy (AKA) (2,47£0,58, ot 1,1 no 4,3, menuana 2,36). Hamu BBISIBICHO
Haju4ue oOpaTHOW CHIJIBHOM KOpPENALMOHHOM CBsI3UM Mexay nokazarenem AKA
¥ YPOBHEM I'eéMOTrIo0MHa, a TaKkKe BeIMYMHON CKOPOCTU KIyOOUKOBOM (QuibTpa-
uuu. Bee manuenTs! ¢ mojoxkutenbHbiM nokazatenem AKA oxazanucek «antuClg-
no3uTuBHBIMIWY». Hamnune AKA accomuupoBanoch ¢ TPOMOOTHUECKHMMH COCTOSI-
HUSAMHU — 3 peOeHKa UMETN KJIMHUKY TPOMOO30B: BEH KOHEYHOCTEH, IEHTPAIIbHOTO
BEHO3HOI'O Karerepa, KOXKHble reMopparuu. BelsiBiaeHa npsiMas CuiibHasi KOppessi-
LMOHHAs CB3b Mexay mnokazareneM AKA v TpoMOOTHUECKHMMH OCIOXKHEHUSMU
y nereit ¢ CKB, JIH (Spearman r=0,89, p=0,017).

VY mnamuentoB ¢ auddysno-nmponudeparuBusiM JIH (IV kiacc) BbisiBiIeHa
oOpaTHasi KOPpEJSIMOHHAS CBs3b CpeaHed cuiabl Mexay ypoBHem aHTHCIQ-
ayToAT u C3-kommiemenTom (Spearman = -0,53, p=0,037), mpsimast cBsI3b cpe-
el cunbl Mexay AHA u antuClq-aytoAT (Spearman r=0,58, p=0,02), mexnay
ypoBHeM AKA u antuClq-aytoAT (Spearman r=0,55, p=0,03) u npsimas cuiibHas
cBsa3b Mexay aHtuClg-aytoAT m AT x JHK (Spearman r=0,88, p<0,0001).
Hwuskas xonmentpamus MCJI ormewamace B 41,6% caydaes auddysHo-
nponudeparusHoro JIH, onpeneneHo Hannune oOpaTHON KOPPENSIIMOHHON CBSI3U
cpenuet cuibl Mexay ypoBHeM MCJI u antuClqg-aytoAT (Spearman r= -0,58,
p=0,02).

3AK/IIOYEHHUE

OcHoBHbIE HAYUYHbIE Pe3yJIbTAThI JUCCEPTALNH
1. BmepBble MoOKa3aHO, YTO aHTHUTENA MPOTUB NEPBOTO CYOKOMIIOHEHTa
KOMIUJIEMEHTa ChIBOPOTKH KpoBU (aHTUClq-ayToAT) BcTpedaroTcss y nerei
c CKB, JIH B 66,7% cnyuaeB, y 38% 6onpubix OIICTH u y 10,5% nauueHtoB
¢ XpI'H. VYcraHoBieHHasi CBSI3b MEX]Y BBICOKOM KoHIEeHTpanuel antuClg-
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ayToAT u Tsaxecthio TeueHuss OIICTH (Beipaxkennas nporeunypus (p<0,0001),
BBICOKMI KpeaTUHUH ChIBOPOTKU KpoBU (p=0,0029), omurypus (p=0,0038), apte-
puanbHas runeprensus (p=0,0177)), a TaxkKe IIUTEIBHO COXPaHSIIOLIUMUCA
cumnroMamu (p<0,0001) mo3Bojsier ucnosnb3oBarh Hanuuue aHTUClg-ayToAT
B KauecTBE MPOTHOCTHYECKOro Mmapkepa HeOmarompusitHoro teueHusi OIICTH.
Xapakrtep B3aumocBsizu ypoBHs aHTHC1g-ayToAT u cyrouHoi skckpennu Oenka
¢ mouoit (Spearman r=0,32, p=0,01), aprepuanbHOoii THUMEepTeH3UU (Spearman
=0,38, p=0,003), 3amepxku BwBAOpOBIcHUs (Spearman 1r=0,49, p=0,0002)
U JIaHHbIE 3KCIEPUMEHTAIBbHBIX HCCIIEI0BAHUN CBUIETENBCTBYIOT O BO3MOKHOM
yuactuu aHTuC1q-ayToAT B maroreneze OIICT'H. [lononHuTtenbHOe CBSI3bIBaHKE
antTuClg-aytoAT c¢ rnomepymspubiMu aeno3utamu Clq Hapymaer (QyHKIHIO
W/WIW YCUJIMBAET AaKTUBAIMIO KAackaga KOMIUIEMEHTa, YTO MOXKET MPHUBOJIUTH
K CYIIECTBEHHOMY YCHJICHUIO MIOBPEXKACHHS MOYEYHBIX KITyO0uKkoB [5, 6, 17].

2. JlocToBepHO 3HAYMMOE CHIDKEHUE KOHIeHTpanuu C3-KOMIIOHEHTa KOM-
wiemMeHTa, BbisiBiieHHOe B rpynme neredt ¢ OIICI'H (p<0,0001) u y OonpHBIX
¢ CKB, JIH (p=0,0003), oTpaxkaeT ydacTtve ajibTEpPHATUBHOIO MyTH aKTUBALUU
KOMIUJIEMEHTa TMpHU 3TOM marojoruu. Hamuume oOpaTHON KOppENsiuu MExIy
runokoMiieMenTemMueii mo C3 u ypoBHEM CYTOYHOHW MpoTemHypHH (Spearman
r= -0,256, p=0,036), a Takxe 3aaepxKoi BbI3OpoBIcHUs y O0ibHBIX OIICT'H
(Spearman r= -0,258, p=0,035) mo3BoJieT UCIOJIL30BaTh KOHIIEHTpaIuio C3-KoM-
MMOHEHTa KOMILJIEMEHTa ChIBOPOTKH KPOBHU B KAUECTBE JOMOJHUTEIBLHOTO JUarHO-
CTUYECKOr0 KPUTEpPUs OLEHKH TsbkecTh M HeOmaronpuatHoro tedeHuss OIICT'H
[7, 14, 17]. OGpaTtHas koppensuuoHHas cBsi3b ypoBHsa aHTHC1g-ayToAT ¢ Clg-
cyokommonenToMm (Spearman r= -0,273, p=0,028) u C3-KOMIIOHEHTOM KOMILIE-
MeHTa chIBOpOTKU KpoBHu y nanueHToB ¢ OIICT'H (Spearman r=-0,381, p=0,0032)
MpeanojiaraeT yCUjIeHUe MOBPEXKAAIOIIET0 JIEHCTBUS aKTUBUPOBAHHOIO KOMILIE-
MEHTa B IPUCYTCTBUM ITUX AT.

JlocroBepHOE CHMKEHHME KOHUEHTpauuu (C4-KOMIOHEHTa KOMIUIEMEHTA
y nereir ¢ CKB, JIH (p=0,004) u y naurentoB ¢ OIICI'H no cpaBHeHHIO CO 370-
poBbiMH (p=0,047) sBISIETCS MapKEpPOM BOBJICUCHHUS KJIACCUUYECKOI'O MYTH AKTHU-
Baru komiuiemeHnta npu CKB u OIICI'H. [lonydyeHHbIe AaHHBIE 10 U3YYEHUIO
XapakTepa B3auMOCBSI3H MEXAy KOHUeHTpauuen C3 ChIBOPOTKH KPOBU U YPOBHEM
remoriobuHa (Spearman 1=0,54, p=0,02), uuciom »sputrpouuToB (Spearman
=0,55, p=0,016), a Takke koHueHTparu C4-KOMIIOHEHTa KOMIIEMEHTa C YPOB-
HEM CBIBOPOTOYHOTO KpeaTuHuHa (Spearman r= -0,51, p=0,026) u neitkouuToB
(Spearman 1=0,62, p=0,007) noka3pIBalOT y4acTHE€ KOMILIEMEHTAa B Pa3BUTHUHU
U NoJiIepKannu BocnannTensHoro npoiecca npu CKB, JIH [5, 7, 14, 17].

3. BrepBbie oKazaHa 3aMHTEPECOBAHHOCTD JiekTuHOBOrO TyTH (JIIT) akTH-
Baiuu komriemenTa npu OIICT'H u CKB, JIH. YcraHoBI€HO TOCTOBEpPHOE CHU-
KEHUE YPOBHs NEPBOro KOMIOHEHTa akTtuBanuu JIII, MaHHO30-CBS3BIBAIOLIETO
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nexktuHa (MCIJI), y 6ompubix OIICTH (p<0,0014) u CKB, JIH (p<0,0003) 1o
CPaBHEHHMIO C Ipynmnou 310poBeIX jerel. I'mnokommuiementemus no MCJI orme-
yeHa y 34% nereit ¢ OIICI'H u y 50% nauuentoB ¢ CKB, JIH. CeiBopoTOouHas
kouueHTparus MCJI y 6onbnbix ¢ OIICTH cnabo koppenupoBasia ¢ KOHIIEHTpa-
et C3 ceiBopoTku (Spearman r=0,244, p=0,04), o wHe ¢ C4 (p=0,11) nwmm Clq
(p=0,16), omrako Hm3kuit ypoBeHb MCJI He comyTcTBOBaN OoJiee TSKEIOM MaHH-
¢decranuu OIICTH, uro nabmonanocs ¢ antuClq-ayToAT.

['mnokommmementemust mo MCJI, BeisiBiieHHast y 66,7% OO0JBHBIX C aKTHUB-
HeiM JIH 1 y 41,6% nereit ¢ auddysno-nponudeparuusiM JIH, a Takxke Hanuuue
oOpaTtHOil Koppensiuu Mexay konuentpamumein MCJI u  aatuClg-aytoAT
(Spearman r= -0,58, p=0,02), mo3BOJsE€T PEKOMEHI0BaTh HCCIICIOBAHUE YPOBHS
MCIJI y narmuentoB ¢ CKB, JIH B kauecTBe AOMOIHUTEIBHOIO HMMYHOJIOIMYECKO-
ro Mapkepa B IMarHOCTHKE aKTUBHOCTHU U TsikecTH Hepura ripu CKB [7, 18].

4. 'V oomnbubix CKB, JIH ypoenb anTHClq-ayTOAT MOXET CIyXUTh
WHJIMKAaTOPOM aKTUBHOCTH U TspKecTH 3a0oneBanus (y 83,3% maiueHToB ¢ akTHUB-
HeiM JIH ompepensuincs antuClq-aytoAT). Beicokuil ypOBEHB COIyTCTBOBA
TsDKeIoMYy HepuTy (BBIpaKeHHAsI MPOTEUHYPHUS, TeMaTypHsl, HATHUUNUE 36PHUCTHIX
HWINHAPOB, apTepualibHas THIEPTEH3Hs, OTCUHBIH CHHIPOM, MOP(OIOTHYECKU
muddy3no-nponudeparuBHbiii [V kiacc HegpuTa) U BHICOKOW aKTUBHOCTH IPO-
uecca. M3menenue tutpoB aHTHClq-ayToAT B auHamuike 3a00jieBaHUS U TOJ
BO3JICUCTBUEM MPOBOJMMOM Teparud MOXET OBIThb MPOTHOCTUYECKUM TECTOM
U KpUTEPUEM aJEKBATHOCTH IPOBOJUMBIX TEpPANEBTUYECKUX MEPONPUATUH.
OtcyrctBue anTUClq-ayToAT B ciydae HEAaKTMBHOI'O MPOILIECCAa MOYKET MCIOJIb-
30BaThCsl B KAYECTBE MPEIUKTOpa OJAronpusiTHOTO TeUEeHUs 3a00JeBaHUSI U Map-
Kepa aJIeKBaTHOCTH NMPOBOAUMOTO JICUEHUSI.

[Ipu ocyiiecTBI€HMM UMMYHOIUATHOCTUKN aKTUBHOCTHU U TSYKECTH TE€UEHUS
CKB, JIH, napsany ¢ antuClg-ayroAT, MCIJI, C3 u C4-koMIOHEHTaMU KOMILIE-
MEHTa, LEeIecO00pa3HO MCCIeN0BaTh KOHLUEHTpaluo aHTuHykiIeapHbix AT, AT
k JJHK u AT k xapauoiaunuHy, 4To OyJeT CocoOCTBOBAThH ONTHUMHU3ALIUU JieUe-
HUS U KOHTPOJIS Haja 3a0oneBaHueM. BuisgBieHHass oOpaTHas CBA3b MEXIY YPOB-
Hem aHTUC1qg-ayToAT m C3-kommiementom (Spearman r= -0,53, p=0,037),
npsmvast mexay aHtuClg-aytoAT u AHA (Spearman r=0,58, p=0,02) u mexny
antuClg-aytoAT u AT k JAHK (Spearman r=0,88, p<0,0001) y mnanueHTOB
c IV xnmaccom JIH, ompenensieT HEOOXOAUMOCTh SKCTPEHHON MOPQOIOTHISCKON
Bepu(UKAIMKU [UarHo3a W Hadyajla MaTOTeHETUYECKON Tepanmuu MPOTHOCTUYECKU
camoro HeOnaronpustTHoro Bapuanta JIH [1, 3, 5,9, 10, 12, 13, 15-17].

5. Juarnoctuueckuit ypoBeHb aHTUC1q-ayTOAT (cut-off point) y 60mbHBIX
OIICTH cocraBun 169,8 ME/min. IlporHoctuyeckas HEHHOCTh MOJIOXKUTEIBHOTO
pe3yibTara TecTa JUisl OLEHKH CYTOYHOW NMpPOTEMHYypuHu cocraBuina 75%, a mpo-
THOCTUYECKAas LIEHHOCTh OTPULATENBHOrO pe3yisibrara tecta — 11%, mis oneHku
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aprepuasibHoi runepreH3uu 100% u 83%, omurypun 50% u 26%, noBelieHUs
YPOBHSI KpEaTHHHMHA CBBIIIE JuarHoctudeckoro ypoBHs 50% u 9%, 3amepKku
BbI3opoBieHua 100% wu 10,8% cooTBeTCTBEHHO. J[MarHOCTUYECKU YPOBEHB
anTuC1qg-ayToAT y 6onbabix CKB, JIH paBnsuics 400,0 ME/Mn, nmporaoctude-
CKasg IIEHHOCTh MOJIOXKHUTEIBHOTO pe3yjbTaTa TecTa JUIsl OICHKU apTepHalbHOU
runepren3un coctaBwia 100%, mporHocTuyeckass LEHHOCTb OTPHUILIATEIIBHOTO
pesynbTata Tecta — 80%.

Yposenbp auarnoctrueckoil 3HaunmmoctH Uit C3 mpu OIICT'H cocraBun
1,74 r/n npu uysctBUTenbHOCTH |1 M cnenudpuyunoctu 0,08. [Ipornoctuueckas
LEHHOCTh MOJIOXKUTEJIBHOIO pe3yjbTaTa TeCTa JUIsl OLEHKW CYTOYHOW MPOTEUHY-
pun paBHsuiack 10%, a mporHocTUyeckass HEHHOCTh OTPULIATENILHOTO pe3yJibTaTa
tecta — 0%, A7 OIEHKU JTUTEIbHOCTH 33JIEPKKU CUMIITOMATHKHU TPHU TOJIOXKH-
TeabHOM pesynbTate — 20%, npu oTpuiarenbHoM pesynbrare — 0% (mpu 4yBCT-
ButenbHOCTH 1 M cnetuduunoctu 0,12).

[IpornocTuueckas IIEHHOCTb IMOJIOKHUTEIBHOIO PE3YJIbTaTa TECTa TMIIOKOM-
mwiemeHntemun 1o C3 (mpu cut-off point mis antuClg-aytoAT 169,8 ME/mi)
y Habmomaemeix ¢ CKB, JIH paBusutace 100%, a mporHocTudeckas IEHHOCTH
OTpHULIATENIBHOTO pe3yibrara Tecta — 40% (nmpu yyBcTBUTENbHOCTH 0,15 1 crienu-
¢uunoctu 1). IlporHoctuyeckas IEHHOCTb MOJIOXKHUTEIBHOTO pe3yjbTaTa TecTa
g oueHku C3-runokommieMentemuu (mpu cut-off point 1,51 1/im) y GoapHbIX
CKB, JIH npu cut-off point ana antuClqg-ayroAT 400,0 ME/mn coctaBuna 100%,
IIPOTHOCTHYECKAs] LIEHHOCTh OTPULATENBHOIO pe3ynbrara tecta — 90% (npu 4ys-
ctBurenbHOCTH 0,28 1 crienupuaHocTH 1).

PexomeHnaanum no NpakTU4eCKOMY HCIOJIb30BAHUIO Pe3YJIbTATOB

1. Ompenenenne xonueHtpanuu Clq, C3-KOMIIOHEHTOB KOMILIEMEHTa
n ayroantureln npotuB Clq y gereit ¢ OIICI'H BaxxHO Ju1si KIMHULKACTA € LETBIO
PaHHETO BBISIBICHMSI NTALIMEHTOB IPYIIIBI PUCKA O0JIee TAKEIOro TeUeHus 3adose-
BaHUS W/WIHM JJIUTETFHOTO COXpPAaHEHUsS CHUMITOMATUKHU. VCroNb30BaHUE BBISB-
JICHHBIX 3aKOHOMEPHOCTEH KIWHUKO-Ta00paTOPHBIX Mapajiieneit OymeT crmocoo-
CTBOBaTh HWHIUBUIYyaAIM3AMN JUHAMHUYECKOTO HAONIONCHUS W ONTHUMH3ALUU
TEparuu.

2. Bxmouenne B anroput™ nuardoctuku CKB, JIH uccnenoBanus KoHIICH-
tpauuu C3, C4-koMNOHEHTOB KoMIuieMeHTa, aHTUC1q-ayToAT, MaHHO30-CBSI3bI-
BAIOWLIETO JIEKTUHA, aHTuHYKIIeapHbiX AT, antuten k JJHK u k kapauonununy asis
OTIpEJICNICHNs CTENIEHU MMMYHOJIOTHYECKUX HapYIIEHUH MO3BOJUT 0ojiee 00BEK-
TUBHO OLICHUTh aKTUBHOCTb M TSKECTh BOJYAHOYHOT'O MPOLIECCA, TPOTHO3UPOBATH
TeueHue 3a00JIeBaHUsl M apryMEHTHUPOBATh LIE€JIECO00PA3HOCTh U AJIUTENbHOCTD
MaTOT€HETUYECKOUN TEPaIvH.

18



CIIACOK PABOT,
OIYBJIMKOBAHHBIX MO TEME JUCCEPTALIUA

Cmambwu 8 sHcypHanax

1. Cykano, A.B. luarHocTudeckasi 3HaYNMOCTh KOMITIOHCHTOB KOMITJIEMCH-
Ta y aereit ¢ rmomepynonedputom / A.B. Cykano, U.A. Ko3seipo // Mex. manopa-
Ma. —2003. — Ne 1. — C. 29-31.

2. Konnentpanus anturen Kk C1q-CyOKOMIIOHEHTY CUCTEMBI KOMILIEMEHTa
KaK KpUTEPHUM aKTUBHOCTH BOCHAJIUTEIBLHOTO MPOLEcca IPU rIIoMepyioHepUTe y
neteii / A.B. Cyxkano, U.A. Kossipo, JL.II. Tutos, U.A. Ileperyn // Men. manopa-
Ma. — 2004. — Ne 2. — C. 44-45.

3. Kiunuko-mabopatopHas 3HaunuMocTh aHTUTen mpotuB Clg-cyOxoMm-
MOHEHTa KOMIUIEMEHTA Y JIeTeil C IEPBUYHBIMU U BTOPUYHBIMU TJIOMEpYJIOHEDPH-
tamu / 1.A. Kossipo, A.B. Cyxkaino, JL.II. Turos, U.A. Ileperyn // UmmyHomnaro-
norusi. Annepronorusi. Uagekronorus. — 2005, — Ne 1. — C. 19-24.

4. Ko3zsipo, U.A. Kiinnuko-mopdosoruueckas XxapakTepuCTHKa MePBUYHO-
r0 U BTOPUYHOTO TJIOMEpPYJIOoHe(ppUTa y MeTUaTPUIECKHUX MAIIMEHTOB B COBPEMEH-
HBIX 3Kosorudeckux yciaoBusx / M.A. Koseipo, A.B. Cykaino // XKyps. ['poaH. Toc.
Mmen. yH-Ta. — 2005. — Ne 3. — C. 61-64.

5. Clinical Value of Autoantibodies against C1q in Children with Glomeru-
lonephritis / 1. Kazyra, I. Perahud, S. Sadallah, A. Sukalo, L. Titov, J. Schifferli,
M. Trendelenburg // Pediatrics. — 2006. — Vol. 117, Ne 5. — P. 1663—1668.

6. Kosbipo, N.A. Anututena npotuB Clq KoMIIIeMeHTa IPU OCTPOM TOCT-
CTPENTOKOKKOBOM Tiiomepynonedpure y nereti / U.A. Kospipo // Men. maHopama. —
2007. —Ne 12. — C. 46—49.

7. KiumHudeckoe 3HaU€HHE HEKOTOPHIX AHTUTEI U KOMIIOHEHTOB KOMILIE-
MeHTa y aerei ¢ riaomepynonedputom / U.A. Kossipo, A.B. Cyxkano, JI.b. Kopo-
cteneBa, JI.B. Kapryn, E.B. Xomocosckas, JI.A. Uepnomeit // Mea. xxypa. — 2008.
—Ne 1. - C. 36-40.

Cmambou 6 Hayunbix COOPHUKAX U MAMEPUAIax Konpeperyuti

8. Kosbipo, N.A. AHTHUTENA TPOTUB NEPBOr0 CyOKOMIIOHEHTa KOMILJIEMEH-
Ta B AMArHOCTUKEe UMMYHHbIX Triomepynomnaruii / M.A. Kossipo, A.B. Cykaino //
Tpyast Mmosoasix yuenbix 2003: ¢6. Hayd. paboT. — MuHck, 2003. — C. 89-91.

9. AyroanTuTeNna B IMarHOCTHKE MMMYHHBIX Tiiomepyiomaruii / M.A. Ko-
3b1po, A.B. Cykano, JL.IL. Tutos, U.A. Ileperyxa // AxTyanbHbie poOIeMbl MEAH-
LUHBI: cO. HAay4. CTaTel peci. HayYHO-MpakT. KoHd. 15-i Hayd. ceccum I'omenbek.
roc. Mej. uH-Ta, nocpsml. 19-it ronosmune aBapuu Ha YADC u 60-neTuro modes
B BOB. — T'omens, 2005. — Bem. 6. — T. 2. — C. 75-77.

19



10. Ayroantutena k Clq KOMIOHEHTY CHCTEMbl KOMIUIEMEHTA y OOJIbHBIX
ayTOMMMYHHBIMH 3a00JieBaHUsIMU U BUpycHbIMH renatutamu B u C / M. A. Tlepe-
ryn, JLII. Turos, WU.I1. TutoBa, C.B. Xumuenko, M.A. Kossipo, B.B. Tapacrok //
[IpoGrieMbl GAaKTEpUOIOTUU W HWMMYHOJOTHH: MaTepuaibl FOOWI. Hayd. KOH(.
(x 80-nmeturo kad. MHUKPOOMONOTHH, BUPYCOJOTHH, UMMyHOJoruu BI'MY). —
Munck, 2005. — C. 99-103.

Te3ucwl 0okn1a008

11. Cykano, A.B. AHTUTENa IPOTUB MEPBOTO CYOKOMIIOHEHTAa KOMILIEMEHTA
B IMarHOCTUKE UMMYHHBIX riomepynonatuii / A.B. Cykano, N.A. Ko3sipo // Tes.
nokia. I xonrp. meauarpoB-HedponoroB Poccuu, 2—4 aek. 2003, Cankr-Ilerep-
oypr. — CII6., 2003. — C. 162.

12. Turos, JLII. AntiC1g-AB level in patients with autoimmune diseases
and hepatitis B+C / JL.II. Turos, N.A. Tleperyn, N.A. Ko3sipo // Alergologijos
zinios (Vilnius). —2003. — Ne 3. — P. 32.

13. Clinical value of autoantibodies against Clq in children with glomeru-
lonephritis / I. Kazyra, I. Perahud, S. Sadallah, A. Sukalo, L. Titov, J. Schifferli,
M. Trendelenburg // Kidney Blood Pres.e Res. —2004. — Vol. 27. — P. 392.

14. KnuHuko-AuarHocTUueckasi 3HAYMMOCTh HCCJIEIOBAaHUS KOMIIOHEHTOB
KOMIUIEMEHTa y Aereil ¢ rimomepyinonedpuramu / M.A. Koszsipo, A.B. Cyxkaino,
JLIL. Turos, JI.b. Kopoctenesa // 3nopoBast MaTh — 310pOBbIil peOeHOK: cO. Mate-
puanoB VIII cre3na neauarpoB Pecyonuku benapycs, 23—-24 nos6ps 2006 . —
Mumnck, 2006. — C. 224,

15. Clinical Value of Autoantibodies against C1q in Children with Glomeru-
lonephritis / 1. Kazyra, 1. Perahud, S. Sadallah, A. Sukalo, L. Titov, L. Koros-
televa, J. Schifferli, M. Trendelenburg // Pediatr. Nephrol. — 2006. — Vol. 21. —
P. 1614.

16. Clinical value of autoantibodies against Clq in children with glomeru-
lonephritis / I. Kazyra, I. Perahud, S. Sadallah, A. Sukalo, L. Titov, J. Schifferli,
M. Trendelenburg // Molecular. Immunology. — 2006. — Vol. 43, is. 1-2.

17. Autoantibodies to Clq and Complement Interactions in Children with
Glomerulonephritis / 1. Kazyra, I. Perahud, S. Sadallah, A. Sukalo, L. Titov,
L. Korosteleva, J. Schifferli, M. Trendelenburg // Pediatr. Nephrol. — 2007. —
Vol. 22. —P. 1630.

18. Kozbipo, U.A. MaHHaH-CBS3BIBAIONININ JIEKTUH Y 3JI0POBBIX U OOJIBHBIX
rinomepynonedpurom neteit / M.A. Kossipo, A.B. Cykano, [I.A. Uepnomeii // Ile-
auaTtpus Y30ekucTana: pepopMUpOBaHUE U CTpATErus pa3BUTH: CO. MaTepUaIOB
I xonrpecca neauarpoB Y30ekucrana, 4—6 oktsa0ps 2007 r. — Tamkent, 2007. —
C. 46.

20



P33IOMD

Ka3spipa Ina Anskcanapayna
Kuinika-apIirHacTbIYHAE | NParHACThIYHAE 3HAYIHHE
aacjielaBaHHsl KAMIIAHEHTAy KaMIlJIEeMeHTAa i aHThIneaay
Npbl rJ1amMepyJiade@poiTax y A3suen

KurouaBbisl CJ10BBI: J3€111, TNIaMepyliaHe(PphIT, KAMIUIEMEHT, aHTHILIEIIbI.

Meraasl  JgacjegaBaHHsi:  KJIIHIYHBIL, J1Ja0apaTOpHbI, 1MYyHaJariuHsbl,
CTaTBICTHIYHBI.

Mbra paciiejaBaHHsi: BBI3HAYBIIb  KJIIHIYHYIO, JIBISITHACTBHIYHYIO 1
MparHacThlUHyl0 3HauHaclb gaciexaBanHs Clq, C3, C4-kammnaHeHTay
KaMIUIEMEHTa, MaHaH-3Bsi3Batoyara Jiekiiny (M3JI), imynarnalOyninay knacay A,
M, G, ayraanteinenay na Clq (anteiClg-ayTaAll), aHThIHYKJICAPHBIX AHTHILENAY
(AHA), anrtpiuenay (ALl) cympaus JHK (ALl na JHK), ALl na xapapisuiimiHy
(AKA) ¥ n3simieit 3 mepiacHbIM i ipyracHbIM riaamepyianedpsitami (I'H).

ATpbIMaHbIsl BbIHiKI. AOcinemaBana 141 31 3 mepuacHbIM 1 IPyTacHBIM
I'H. YnepubiHio BoisiynieHa HasgyHaclb aHThIC1q-ayTaAll y XBOpPBIX 3 BOCTPBIM
noctcrpanTakokassiM riamepyianedpeiram (BIICT'H). Yceranoynena acanpidibis
naMiK BbICOKail KaHIPHTpaublsiii aHThIC1q-ayTaAll ceiBapaTki KpbIBI 1 IBSDKKIM
ususHHeM BIICI'H (3Haunas mnpamdinypeis  (p<0,0001), BbICOKI Y3pOBEHb
KpaaTbiHiHY chiBapatki kpbiBi (p=0,0029), amirypeis (p=0,0038), apTapbisiibHas
rineptaH3is (p=0,0177)), a Takcama mpauaribiM xoaaMm 3axBopBanHs (p<0,0001).
3 ymikaMm aTphIMaHBIX BBIHIKAY 1 OSKCHEPHIMEHTANBHBIX JAHBIX BBIKA3aHA
MepkaBaHHe a0 marubiMbiM yj3ene aHThiClg-ayTtaAll y marareneze BIICTH,
3rojiHa 3 rinora3aiil ad pom anTeIClg-ayTaAll y naupienTay 3 npanideparblyHbIMI
¢dopmami monyc-Hedpeity (JIH). ITlakazana, 4yTo § XBOpBIX Ha CICTAMHYIO
yblpBOHYI0 BayuaHky (CUB), JIH y3poBenb anthiClg-ayTaAll Moxka ciyXblllb
1HIBIKATapaM aKTBIYHACI 1 IPDKKACIl 3aXBOpBaHHs. BbI3HayaHa, 4TO Y3pOBEHB
C3-xaMIiaHeHTa KaMIUIEMEHTa ChIBapaTKi KpbIBi, MOpPYydY 3 IHIIBIMI KIJiHIYHA-
nabapaTOpHbIMI Taka34yblkami, MOKa OBbII[b BBIKAPBICTAHBI ¥ sKacll Mapkepa
arpHK1  1sokkacii u HecnpbisuibHara passinms BIICI'H. Tlakazanber  yiuzen
nekThiHaBara nuiaxy kammuiementa rnpsl BIICI'H u CUB, JIH ¥ m3sueii. 3 nasinslit
JI0Ka3Hail MeNbIIbIHBl pa3jliyaHa KIiHIYHas (IbISTHACTBIYHAS 1 MparHacThIYHAs)
KaIlITOYHACIIb MPaBE3CHbBIX JacieIaBaHHIY .

CTyneHb BBIKAPBICTAHHSI: BBIHIKI JaclieJlaBaHHS YBEA3EHBI § TPAKTHIKY
He(dpanariynara agmasuieHHs YA3 «2-s II'Kb» r. Mincka, y HaBy4daabHBI IIpainc
JUIst CTy1PHTay 4—6-ra kypcay bJIMYVY.

lagina VKbIBaHHSI: TEOBIATPHIA, A31s9as  Hedpayioris, a3ingyas
iMyHaJIorisl.
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PE3IOME

Ko3bipo Unna AsiekcaHapoBHA
Kinunnko-amarHocru4eckoe u NpOrHoCTHYECKOe 3HAYCHUE
HCCIeI0BAHNSA KOMIIOHEHTOB KOMILJIEMEHTAa M AaHTHTEJI
NPHU rJIoMepyJaoHedpuTax y gereu

KiroueBble c10Ba: 1eTH, rIoMepyIoHedpUT, KOMILIEMEHT, aHTUTEA.

MeToabl MccIeI0BAHUSI: KIMHUYECKHUH, J1a00paTOPHBIA, MMMYHOJIOTHYE-
CKHMH, CTATUCTUYECKHH.

Heab uccaenoBanusi: OUEHUTH KIMHUYECKYIO JUATHOCTUYECKYIO U MPOTHO-
CTUYECKYI0 3HaUMMOCTh ucciienoanus Clq, C3, C4-KOMIOHEHTOB KOMIUJIEMEHTA,
MaHHaH-CBs3bIBaroIIero Jekruaa (MCJI), ummyHornoOynuHOB KitaccoB A, M, G,
aytoantuten Kk Clq (antuClq-aytoAT), antunykieapasix antuten (AHA), antu-
ten (AT) nmpotuB JTHK (AT x JHK), AT k kapauonununy (AKA) y aereii ¢ niep-
BUYHBIM U BTOPUYHBIM Tliomepyionepuramu (I'H).

IMonyuennwnie pe3yabrarbl. O0cnenoBan 141 peOEHOK ¢ IEPBUYHBIM U BTO-
puuHbiM rioMepyioneppuramu (I'H). Bnepseie BbisiBieHo Hanmuuue aHTuClg-
ayTOAT y OOJNBHBIX C OCTPBIM IMOCTCTPENTOKOKKOBBIM TJIOMEPYIOHEDPUTOM
(OIICT'H). YcranoBieHa accolMalisi MeX1y BbICOKOUM KoHLeHTpanueit antuC1q-
ayToAT ceiBopoTkH KpoBH U TskenbiM TeueHueM OIICIH (BblpaxkeHHas mpoTeu-
Hypus (p<0,0001), BbICOKHI1 ypOBEHb KpeaTuHHHA CHIBOPOTKHU KpoBH (p=0,0029),
onmurypus (p=0,0038), aprepuanbnas runeprensus (p=0,0177)), a Taxxke 3aTsiK-
HbIM TedeHueM 3abozneBanus (p<0,0001). C yyeToM NOJSyYEHHBIX PE3YJIHTATOB
U SKCIEPUMEHTAJbHBIX JAHHBIX BBICKA3aHO IPEANOIOKEHUE O BO3MOKHOM
yuactuu aHTUClg-ayToAT B martorene3e OIICI'H, nmomo6GHO rumore3e o posiu
antTuC1qg-ayToAT y manmeHToB ¢ npoiudepatuBHbIME HOpMaMHu JIIOMyc-HedpuTa
(JIH). [Tokazano, uto y OOnbHBIX cHUCTeMHOU KpacHoil Bomuyankoi (CKB), JIH
ypoBeHb aHTUC1q-ayTOAT MOXKET CIIyKUTh UHINKATOPOM aKTUBHOCTH U TSHKECTHU
3a0oneBanus. OmnpeneneHo, 4yTo ypoBeHb (C3-KOMIIOHEHTa KOMIUIEMEHTa ChIBO-
POTKM KpOBH, Hapsay C JPYTMMH KIMHUKO-Ia00pAaTOPHBIMU IOKA3aTENSIMHU,
MOJKET OBITh MCMOJIb30BaH B KaueCTBE MapKepa OLEHKU TSHKECTU U HeOJIarompu-
arHoro tedeHus: OIICT'H. Iloka3zaHo y4acTue JEKTHHOBOTO NMYyTH KOMILIEMEHTA
npu OIICTH u CKB, JIH y aereii. C no3unuii 10Kka3aTeabHON MEIULIMHBI pacCUU-
TaHa KIMHUYECKas (AMArHOCTHYECKash U MPOTHOCTUYECKAsl) LIEHHOCTh MPOBEACH-
HBIX MCCIIEIOBAHMIA.

CreneHb MCNOJIb30BAHUS: PE3YJILTATHI UCCIIEI0BAHNS BHEAPEHBI B PAKTH-
Ky Hedponoruueckoro orneneHus Y3 «2-1 II’Kb» r. MuHcka, B yueOHBIN Mpo-
1ecc st CTyAeHTOB 4—6-r0 KypcoB BI'MYV.

O0JiacTh NpUMEHEHUS: TIeTUATPHS, IeTCKast HeQPPOIOoTus, AETCKask UMMYHOJIO-
rus. SUMMARY
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Kazyra Ina Alexandrovna
Clinical diagnostic and prognostic value of complement
components and antibodies study in children suffering
from glomerulonephritides

Key words: children, glomerulonephritis, complement, antibodies.

Methods of the study: clinical, laboratory, immunologycal, statistical.

Aim of the study: to estimate clinical diagnostic and prognostic value of
Clqg, C3, C4-complement, mannan-binding lectin (MBL) and immunoglobulins
(Ig) A, M, G and autoantibodies against C1q (antiC1g-autoAB), antinuclear anti-
bodies (ANA), antibodies against DNA (antiDNA-AB) and anti-IgG-cardiolipin
antibodies (ACA) study in children with primary and secondary glomerulonephri-
tides (GN).

Obtained results. 141 children suffering from primary and secondary
glomerulonephritides (GN) have been involved in the study. In children with acute
poststreptococcal GN (APSGN) the presence of antiClg-autoAB were revealed.
The association between high serum antiClg-autoAB level and severe course of
the APSGN (significant proteinuria (p<<0,0001), high serum creatinin (p=0,0029),
oliguria (p=0,0038), arterial hypertension (p=0,0177), and a lack of spontaneous
resolution (p<0,0001) was found. According to these results and experimental data
a pathogenic role of anti-C1q in APSGN, like hypotheses in patients with prolif-
erative lupus nephritis (LN), was suggested. It was established, that in patients
with systemic lupus erythematosus (SLE), LN antiC1g-autoAB level can be used
as a marker of activity and severity of the disease. C3-complement level at
the same time as other clinical and laboratory parameters may be used as a marker
estimation of severity and unfavorable course of the APSGN. The lectin pathway
participation in APSGN and SLE, LN has been showed. The clinical (diagnostic
and prognostic) value of performed studies was estimated using evidence based
medicine methods.

Recommendations on use: The results of this work have been applied in
practice of the department of pediatric nephrology in 2™Children’s Hospital
Minsk and in study process for the students of the BSMU.

Area of application: pediatrics, pediatric nephrology, pediatric immu-
nology.
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