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Pesiome. B mpoiiecce mpucTyrnoB ceMeifHON cpeandeMHoMopcKoil auxopanku (CCJI) B opraHusme
Ha yPOBHE MMMYHHOI1 CMCTEMBI 3aIlyCKAIOTCsI MHOXECTBEHHbBIC ITaTOJIOTUYECKUE ITPOLECChl, CTUMYIUPYIO-
1€ pa3BUTHE ayTOBOCITAIMTEIBHBIX peakinii. MoJIeKyISIpHBII acleKT HapylIeHU MMMYHHOIO cTaryca
opranusma npu CCJI HemocTaTouHO siceH. Psig mcciemoBaHUil TTO3BOJISIET MpeAIioaraTb, 4To IUCGhYHK-
LMSI CUCTEMbl KOMIUIEMEHTA, BaXKHEHIIIero MeauaTropa BOCIIAJIMTEIbHOIO OTBETa OpraHuM3Ma, BOBJICYCHA
B matoreHe3 CCJI. B HacTosieli paboTe MBI UCCAeO0BaIU (PyHKIIMOHAJIbHBIC aKTUBHOCTH aJIbTepPHATUBHO-
ro 1 KJlacCuueckoro kackagoB KomiuiemMeHTa rmpu CCJI. B aTux Lie/isix HaMu OonpeaeaeHbl TeMOJIUTUYECKIE
akTuBHOCTH Kjaccumdyeckoro (CHS50) m ansrepHatuBHoro (AHS50) myTeit koMIuieMeHTa, a TakKKe aKTHB-
HOCTHU ero KomroHeHToB — C3 (C3HS50), dakropa B (fBH50) u dakropa D (fDHS50) B chIBOpOTKE KpOBU
28-1 6onpHBIX CCJI 1 25 3n0poBbixX Ui, CornacHo NoJydeHHBIM TaHHBIM, 11 60abHBIX CCJI 1o cpaBHe-
HUIO ¢ HOpMOI XapakTepHbI moBbIIeHHbIe ypoBHM CHS50 1 C3HS50 B chiBopoTKe KpoBu. Hukakux oTanduii
OT HOpPMEBI He oOHapyxkuBanaoch B caydae TBHS50 u fDHS50. BrisiBieHa monokuTeabHass KOPPEISus MEeXIy
n3aMeHeHusIMU B ypoBHAX CHS50 u C3HS50 u orpuniateibHast KOppeasus MeXny U3MEHEHUSIMHU B YPOBHSIX
AHS50 1 CH50. OcHoBBIBasICh Ha TIOJIyYCHHBIX TaHHBIX, OBUIM CICIaHbI CICAYIOIINEe BRIBOALL: 1) maToreHes
CCIJI xapakTepu3yeTcss AUCOYHKLIMEH CUCTEMbl KOMIUIEMEHTA, BKIIIOYasl TMIEPAKTUBALIMIO €e KilacCuye-
CKOTro MyTH M TMIOAKTHBAIIUIO €€ aJIbTePHATUBHOIO IIyTH; 2) HapylleHue (GyHKIMOHAIbHBIX aKTUBHOCTEM
aJIETEpPHATUBHOIO U KJIACCMYECKOIO KacKaaoB KOMILIeMeHTa, HabmonaeMbie ripu CCJI, B3aMMO3aBHCHUMEL;
3) anprepHaTUBHBIN MyTh KoMmiuieMeHTa nipu CCJI mmomasiisieTcss Ha HadYaJbHOM 3Tarle CBOEi aKTHBAlIWU;
4) 3a aKTMBALIMIO KJIaccuyeckoro myty KomruieMeHTa ipu CCJI oTBEeTCTBEHHBI XapaKTepHBIE IJIsl 9TOTO 3a-
GoJsieBaHMSsI BEICOKME YPOBHU C-peaKTUBHOIO OeJIKa, CBIBOPOTOYHOIO aMIIonaa A U HUPKYJIUPYIOIIUX M-
MYHHBIX KOMILIEKCOB.

Kurouesvie caosa: anbmepramueHhbiii nymos KOMAAEMEHMA; KAACCUYECKUL NYMb KOMNAEMEHMA; CeMEUHAS CPEOUIEMHOMOPCKASL
auxopaodka.

Mkrtchyan G.M., Hovhannisyan L.P., Ayvazyan A.A., Nazaretyan E.Y., Boyajyan A.S.

DYSFUNCTION OF COMPLEMENT SYSTEM IN FAMILIAL MEDITERRANEAN FEVER

Abstract. During attacks of familial mediterranean fever (FMF), multiple systemic events are triggered,
most of which promote autoinflammatory reactions. A molecular pattern of immune abnormalities in FMF
is yet unclear. There is an increasing evidence to suggest an involvement of the complement system, the major
inflammatory mediator, in FMF pathogeneses. In present study, we examined functional activities of the
alternative and the classical complement cascades, and some relationships between alterations in the functional
activities of these cascades in FMFE To this purpose,

Adpec 0aa nepenucku: we measured hemolytic activities of classic (CHS50)
Mxpmuan I'M., and alternative complement pathways (AH50), and of
Huemumym monexyaaproil ouosoeuu HAH PAPA the complement components C3 (C3HS50), factor B
0014, 2. Epesan, ya. Acpamsana, 7, (fBH50) and factor D (fDHS50) in blood serum of
Tea./paxc: +374 10 28206 1. twenty-eight colchicine-free FMF patients and twenty-
FE-mail: aboyaiyan@sci.am five healthy subjects. According to the data obtained,
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a decrease in serum levels of AH50 and increase in CH50 and C3H50 were detected in FMF patients, as
compared to normal values. No significant difference was detected between the affected persons and healthy
subjects for fBH50 and fDHS50. Correlation analysis revealed a positive relationship between alterations in
CH50 and C3H50 and a negative correlation between alterations in AH50 and CH50. From the data obtained,
following conclusions have been made: 1) pathogenesis of FMF is characterized by a complement dysfunction,
including hyperactivation of classical complement pathway and hypoactivation state of alternative pathway;
2) alterations in functional activities of classical and alternative complement activation pathways in FMF are
interdependent; 3) the alternative pathway is suppressed on the initial stage of its activation; 4) high blood
levels of C-reactive protein, serum amyloid P component, and circulating immune complexes, associated
with FMFE, might be responsible for hyperactivation of classical complement pathway in this disease.

(Med. Immunol., vol. 11, N 1, pp 85-90)

BeeneHue

CemeitHass  cpeIM3eMHOMOpPCKAs  JIMXOpamKa
(CCJI; MIM 294100) mpencraBiasgeT coboit camoe
pacrocTpaHeHHOE B MUPE XPOHUYECKOE ayTOBOCIIA-
JITEJIbHOE 3a0o0jieBaHUE, MOopaxKkalollee HapOIbl,
WCTOPUYECKON PONVMHON KOTOPHIX SIBJISIETCST PETMOH
CpeanzeMHOMOpPCKOTO OacceitHa. B ocHOBHOM 3TO
apMsiHe, eBpeu (cedapunbl) u apadsl [6, 19, 31].

ITen CCJI (MEFV), nokann3oBaHHBIN Ha KOPOT-
KOM IUIeue 16-i1 XxpOMOCOMBI, KOAVPYET SKCIIPECCH -
pyeMblii JIEHKOIIUTAaMU W MOHOIIUTAMU DPETYIISITOP
BOCITAJINTEIbHBIX MTPOLIECCOB — OeIoK IMUpuH [9, 13].
BrisBiieHo okos10 50 MyTaHTHBIX ajljleJieid 3TOro mo-
JmMopdHOro reHa, nmpuBonsinux K passurtuio CCJI.
CCIJI xapakTepusyeTcsl IepuoandyeckKumMu 1-3 qHeB-
HBIMHU IIPUCTYIIAaMU JINXOPAIKU, COIIPOBOXAAIOIICI-
csl BOCMAaJIeHUEM CEpPO3HBIX 000JioueK (TLIEBPUTHI,
TMIEPUTOHNUTHI) U MACCUBHBIM IIPUTOKOM B TTIOpaKeH-
HBIE YYaCTKH MOIUMOPPOSIEPHBIX HEHTpODMIOB
[6, 17,19, 31].

OmaM u3 Hamboee TSKENIbIX OCIIOXHEHUM
CCJI gaBasgercss aMUJIOUAO03, MOPaXKAIOIIUK MOYKU
U npyrue opranbl U Tkanu [4, 21]. I[loka3aHo, 4yTO
B IIPOMEXYTKAX MEXIY IPUCTYHaMU ST OOJIBHBIX
CCIJI xapakTepHbl XpoOHHYECKHE OeCCUMIITOMHbIE
BOCTIAJINTEJIFHBIC TTPOIECCHI, IPU KOTOPBIX OOHAPY-
JKUBaeTCs psifi OTKJIOHEHUM B MMMYHOJIOTUYECKOM
cTaTtyce opraHuama Ha ypoBHe T- u B-kietok, 1u-
TOKUHOB 1 0€JIKOB OCTpOi (pa3bl UMMYHHOT'O OTBETa
[1, 10, 14, 20, 27]. OgHaKo A0 HACTOSIIIETO BpeMEeHU
HET YETKOTO IMPEeICTAaBICHUSI OTHOCUTEIIBHO MOJIEKY-
JIIPHBIX MEXaHW3MOB, BOBJICYCHHBLIX B HapyllIeHUE
MMMYHHOTO ctaTyca oprann3ma npu CCJI.

EnuHcTBEeHHBIM TIpOUIaKTUYECKUM Mperapa-
ToM nipotuB mnpuctynoB CCJI u ero ociaoXHEHUs
aMUJIOMI030M SBJIseTcs KoaxuuH [5, 11]. OgHako
Y HEKOTOPBIX IMAaIlMEHTOB HaOII0MAaeTCsI PE3UCTEHT-
HOCTb K KOJXUIIMHY WJIM €ro HeNepeHOCHMOCTH
[3, 8, 16]. T[ToaTOMYy AeTalbHOE M3yYeHUE Hapyllle-
HUIA UMMYHHOU cucteMbl opranusMma rpu CCJI Mo-
KET oKa3aTh 3HAYMTEJbHYIO MTOMOIIL B pa3paboTKe
aJIETepHATUBHBIX JIEKAPCTBEHHBIX TIperapaToB, Ha-
IpaBJIeHHBIX Ha KOPPEKIIMIO HAPYIICHHBIX 3BEHHCB
MMMYHHOTO oTBeTa. IToHMXXKeHHAasi aKTUBHOCTh CeE-
pWHOBOI TpoTreasbl, MHaKTHUBUpYyomeir CSa/IL-8

[2, 18], Ha (poHEe BHOBBIIIEHHBIX YPOBHEH IMPOBOC-
NaJIUTENbHBIX HUTOKMHOB [1, 10] M uupKyaupyro-
LIIUX UMMYHHBIX KoMILJiekcoB [23] y 6oabHbIx CCJI
CBUIICTEIIBCTBYET, YTO TaKOW KOMITOHCHT BOCTIAJIM-
TEJILHOTO OTBETa, KaK KOMITJIEMEHT, MOKET OBITH BO-
BJIeUeH B OECKOHTpPOJIbHOE BOCIMaJIeHUE U abeppaHT-
HBII1 alIOIITO3, XapaKTePHBIC IIJIST 3TOTO 3a00JIeBaHUS
[19, 31].

CucremMa KOMIUIEMEHTA SIBJISIETCS BaKHOI CO-
CTaBHOI YacThIO BPOXICHHOTO MMMYHUTETA W CO-
CTOUT 13 0K0J0 30 BOZOPacTBOPUMBIX OEJIKOB U ac-
COIIMAPOBAHHON ¢ HHMHM TPYNIONH MeMOpaHHBIX
perenTOpoOB, 00JIaMaOIINX BOCTIATUTEIBHOU U UM-
MYHOPETYIITOpHON (YyHKUUSAMU. MHorue OelKu
KOMILJIEMEHTa IIPEICTABISIOT cO00i ITpodepMEHTHI
¥ aKTUBUPYIOTCST B KACKaJe TOCIEI0BATEIILHBIX ITPO-
TEOJIMTUYECKUX peakumii. CucreMa KOMIUIEMEHTa
BKJIIOYAET KJTACCUYECKUI, AJIETEPHATUBHBINA U JICKTH -
HOBBIN KacKaJbl, KaXKIbIi 13 KOTOPbIX aKTUBUPYETCS
OTHEJIPHBIM MEXaHM3MOM. Bce OHM OOBEIMHSIIOTCS
Ha ypoBHe C3-KOMIOHEHTa, IIPUBOAS K TeHepallin
MeMOpaHoaTakyiolero komruiekca (MAK) yepes
OOIIMiT TSI BCeX HUX TEPMUHAIBHBIN ITyTh aKTUBa-
uuu KomruiemeHTa (puc. 1) [12, 24, 30].

JuchyHKIMS KOMIUIEMEHTa BOBJICYeHAa B IIa-
TOT€HEe3 MHOTHMX BOCHAJIIMTEIILHBIX 3a00JIeBaHMA,
M B 3aBUCUMOCTHU OT 3a00JIeBaHUS pa3IMYHbIC 3BE-
HBSI CUCTEMBI KOMIUIEMEHTA MOTYT OBITh HapyIIICHBI
[6, 19, 31]. Hawre HemaBHee McCilefOBaHUE MMOKa3a-
Jo, uro nipu CCJI HapyllleHa peryisiius Kiaccude-
CKOro KacKajga KoMIuieMeHTa [22].

B HacTosIeir padboTe Mbl COCPEAOTOYMIN BHU-
MaHMe Ha (PYHKIIMOHAJIBbHO aKTUBHOCTHU KaK Kjiac-
CUYECKOTO, TaK U aJbTCpPHATUBHOTO KacKaJa KOM-
TMJIeMEHTa YU Ha B3aMMOCBSI3M MEXIy HapylIeHUSIMU
stux aByx myteit mpu CCJI. C 3Toif 1eabio B KpOBU
60sibHBIX CCJI 1 310pOBBIX JUL MbI OITPEAETUIN Te-
MOJIUTUYECKNE aKTUBHOCTU KJIACCUYECKOTO M ajlb-
TepHATUBHOTO MyTeil KOMIUIEMEHTa M €T0 KOMIIO-
HeHToB — C3, daktopa B u D. ABassach yyacTKoM
KOHBEPraiuy BceX TpeX IyTe aKTUBALIUM KOMILIC-
MmeHTa, C3 0fHOBPEMEHHO TIPEeACTaBsieT CO00M Ha-
YaJIbHOE 3BEHO aJIbTepPHATUBHOIO ITyTH, a (haKTOpPhI
B u D aBasioTcst ero KIIFoYeBBIMU KOMITOHEHTaMH.
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PucyHok 1. Cuctema komnnemeHTa

Matepuans! n MeTogbl

B Hacrosieit pabote Mbl UCCIieI0BaIu 00pa3Lbl
ChIBOPOTKHU KpoBU 28 60JibHBIX CCJI, Haxoasuxcs
B OCTpOI1 cTaguu 3abojieBaHUS (MY>XKUYUH — 18; >KeH-
muH — 10; cpennuii Bo3pact — 31+10 et (M*0G);
CpenHsIsl IJIUTEILHOCTh 3aboseBaHus 17X5,6 ner
(M=*05)). Bce 0OonbHBIE TOCOUTAIU3UPOBATIUCH
B MemunmHcKoM lieHTpe Dpedbynu M3 PA. YVun-
TBIBasI CYIIPECCUPYIOIIEe BO3ICHCTBHE KOJIXUIIMHA
Ha KoMIuieMeHT [22], B MccaemoBaHUEe ObUIA BO-
BJICYEHBI OOJIbHBIC, HE NPUHUMABIINE KOJXULIMH
6,5+2,9 mecsau (M*o) mo 3abopa kpoBu (n = 21)
b0 HUKorga ero He mpuHuUMaBiue (n = 7).
Y 17 GonbHBIX MMeNach ceMmeiiHas Mpeapacrioo-
xeHHocTh K CCJI. KnuHu4yeckue CUMIITOMBI 0OJIb-
Hbix CCJI, BOBJI€UEHHBIX B JaHHOE MUCCJIelOBaHUE,
otMedeHbl B Tabauie 1. Co BceMu 00JIbHBIMU OBLIO
MPOBEACHO MHTEPBHIO, BO BPEeMSI KOTOPOTO MX WH-
GOopMHPOBAIK, YTO TIPOBOAUMOE WCCIECIOBaHUE
MMeeT UCKITIOYUTEIbHO HAayYHYIO 3HAa4MMOCTh. Bce
OHM HAJI COTJIacue MPEAOCTaBUTh 5 MJI KPOBU IJIsI
uccaenoBaHusi. KOHTpoJIbHYIO TPyIITy COCTaBUIN 25
310POBBIX JOOPOBONBLEB (MY KUMH — 11; XKEHIIUH —
10; cpemHuii Bo3pacT — 29x11 ngetr (M*G)), He uMme-
IOLIMX HACJEACTBEHHYIO IIPeIpacloI0KeHHOCThb
K CCIJI. 3nopoBble JIMla He MPUHUMAJIM KaKUX-JIMOO
JIEKapCTBEHHBIX ITperapaToB KakKk MUTHUMYM 3a 6 Me-
cs1IeB 10 3a00pa KPOBU.

3a6op kpoBu 00JbHBIX CCJI U 3M0pPOBBIX UL
npooawv B 9:00-10:00 yacoB HaTomIak MyHKIIM-
el M3 JIOKTeBOIl BeHBI. IIpoOBI cpa3y IToMelnaamn
Ha Jien, 3aTeM, depe3 60 MUHYT, LieHTpUdyrupoBa-
yu ipu 2000 g B Teuenure 10 munyt nipu 4 °C u oT-
oupan ceiBOPOTKY. OOpa3ibl CHIBOPOTKM XpaHWIIN
npu -30 °C u pa3MopaxuBaJil HEIOCPEICTBEHHO
nepe. UCIOIb30BaHUEM.

C4b2a3b /,*

S

C3bBb3b
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I[eMonuTHUeckMe aKTUBHOCTU KJIACCUYECKOTO
M aJbTepHATUBHOTO ImyTeit kKomiuiemeHta (CHS0
n AH50 cooTBeTCTBEeHHO) M €r0 KOMITIOHEHTOB —
C3 (C3H50), daxkropa B (fBH50) u daxropa
D (fDHS50) B cbIBOpOTKE KPOBU CYyOBEKTOB UCCIEA0-
BaHUS OMpEAessUIM paHee ONMMCAHHBIMUA METoIaMU
[25]. ITpn u3amepenun AHS50, fDH50 u fBH50 B kaue-
CTBE KJIETOK-MUIIIEHEW MCTIOTb30BAIN SPUTPOIIUTHI
Kpousinka, a B caydae CH50 u C3H50 — spuTpouuThl
OapaHa, CEeHCUOMIN3MPOBAHHbIE KPOAUYbUMU aHTH -
TeJaMU K 6apaHbUM 3pUTpoLuTaM. [eMoInTnYecKyio
aKTUBHOCTB BbIpaXajy B eAMHULAX Ha | MJI KpOBH.
3a ogHY enVHUIy TeMOJUTUYECKON aKTUBHOCTHU
MPUHUMAETCSI KOJIMYECTBO CBHIBOPOTKU, IIPUBOISI-
mee K 50% reMoJin3y 3pUTPOLIMTOB B peaKIIMOHHOM
cMmecu. DputpouuThl 6apaHa (5 x 108 kiaeTok B 1 M),
CEHCUOWJIN3UPOBAHHbBIE KPOJIUYbUMU AHTUTEIaMU
K 0apaHbUM 3PUTPOLUTAM, U KPOJUYbU SPUTPOLIU-
1ol (1 X 10® KJIeToK B 1 MJI) TOTOBHMJIM TTO paHee OTy-
ca”HHbIM mpouenypam [32]. CreiBopoTKHU, AedUIIUT-
Hble Mo dakTopy B, dakropy D u C3-koMIoHeHTe
KOMIUJIEMEHTa, WCIIOJb3yeMble TIPU OMNpeAeIeHUN
fBH50, fDH50 u C3H50 cooTBeTCTBEHHO, MOJIy-
YaJil COIJIACHO paHee OMUWCAaHHBIM Metojam [32].
HedunutHyto 1o ¢axkropy B chIBOpOTKY mosydanu

TABNUUA 1. KNTMHUWYECKUE NPU3HAKU BONbHbIX CCN
(n=28)

KnuHuyeckue npusHaku Yucno naumeHTOB
Jlnxopapgka 25
Bonu B xunBoTe 19
Bonu B rpyaHoii obnactu 9
Bonu B cyctaBax 7
Chbinb 2
AmMnnonaos (NoYeYHbIn) 8
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UHKYyOaluei yeaoBeyeckoil coiBopoTtku Ipu 50 °C.
HedmimtHyo 1Mo ¢akTopy D CHIBOpPOTKY IToiyda-
I TeJb-(pUabTpalluel 4YeI0BEUECKONM CHIBOPOTKU
Ha cedanexkce G-75. HedpuuutHyo no C3 KomIio-
HEHTE CHIBOPOTKY ITOJIYyYaJI B pe3yJibraTe 00padoT-
KU CBIBOPOTKM MOPCKOI CBUHKHU 3MMOCAHOM.

AHaJIN3 JaHHBIX BKIIOYAJ IMOPSIIKOBYIO OITHCA-
TEeILHYIO CTaTHUCTUKY, HEIapHBIA OBYXCTOPOHHUIA
t-Tect CThlOJIEHTA 1 KOPPEASILIMOHHBII aHanu3 [Tup-
coHa. 3HaueHus p < 0,05 ObLIM MPUHSTHI KaK CTaTU-
CTUYECKHU TOCTOBEPHBIC.

Hacrosiiiee uccinenoBanue omodopeHo Komwute-
TOM 1O 3TUKe MHCTUTYTa MOJIEKYJIIPHON OMOJIOTUN
HAH PA.

PesynbTartsl

CorjlacHO IIOJIydeHHBIM AAHHBIM CpeIHee 3Ha-
yenue AHS50 B ceiBopoTke 060abHBIX CCJI ObLIO
B 1,7 pa3 moctoBepHo Huxke (p < 0,0001) TakoBoro
y 300poBbIX Jull. OOHAKO JTOCTOBEPHBIX pa3Inyuii
Mmexnay cpeaHumu 3HadyeHusimu fBHS0 (p < 0,8)
u fDHS0 (p < 0,5) B ChIBOPOTKE KPOBU OOJBHBIX
U 3I0POBBIX JIULl OOHapyxeHO He Obu1o. CpenHue
3HadeHuss CH50 u C3H50 B cbIBOpOTKE KPOBU 0OJIb-
Heix CCJI B 1,7 (p < 0,02) u 1,3 (p < 0,05) paza no-
CTOBEPHO IIPEBHILLIAIM COOTBETCTBYIOIIME 3HAUCHMUS

TPYIIIHI 3M0POBBIX L. [ToydeHHbIe TaHHbBIE TIPEI-
CTaBJIEHDBI B TA0JIMLIE 2.

Pesynbrathl  KOpPPETSIMOHHOIO aHajin3a IToJTy-
YEeHHBIX JAHHBIX BBISIBIJIN CTATUCTUIECKH JOCTOBEP-
Hy10 Koppeasuuio mexay ypoBHssmu CHS50 u C3HS0
(r =0,4; p < 0,035) u ypopussimu fBHS50 u fDHS50
(r=10,44; p < 0,019) y 6oapubix CCJI. Kpome ToroO,
HaOIomaach CTAaTUCTUYECKHM JOCTOBEpHAsT OTPHU-
HaTeJbHAsI KOppesiousl Mexmy ypoBHsMu AHS0
u CHS0 (r=-0,039; p <0,04). B ocTayibHBIX CiTyYasix,
KaK ¥ B CJIydae 300POBBIX JIMII, KAKUX-JIMOO JOCTO-
BEPHBIX KOPPEISILMNA MEeXAy OIpeae/IeHHbIMU ITapa-
MeTpaMu HaMU1 OOHapyKeHO He ObL1o (Tabul. 3).

ObcyxaeHue

PesynbraThl HacTOSIIETO MCCIIETOBAaHUS TTOKa3a-
i, yro naroreHe3 CCJI xapakTepu3yeTcst IucPyHK-
IIMel KOMIUIEMEHTa, IIPOSBIISIIOIIEICS THUIIepaK-
THUBaALlell KJIACCMYECKOro KacKaga KOMIUIEMEHTa
Y TMIOaKTUBAlUEll ero aJIkTepHATUBHOTO KacKaa.

B cBs131 O CITOCOOHOCTHIO KOMTUIEMEHTA K YCHJTE -
HUIO CBOEro AEMCTBUS U MPOIYKLIMU UM Pa3IMYHbIX
MEIMAaTOPOB BOCITAJIMTEIbHBIX IIPOLIECCOB, CYIIE-
CTBYIOT KOHTPOJIbHBIC MEXaHW3MBI, MpeaoTBpaIia-
IOllIMe HEINEepephIBHYIO aKTUBALIMIO KOMILIEMEHTA,
MIPUYNHSIONIYIO 3HAYNTENIbHbIC TTOBPEXIACHUST TKa-
HSIM opraHmusMa. B KileTkax mMeeTcss 3HaYMTeIbHOE

TABJTULA 2. CPEOHWUE 3HAYEHKUA (Mtm) AH50, FBH50, FDH50, CH50 U C3H50 B CbIBOPOTKE KPOBU

BONbHbIX CCJ1 U 300POBbIX 1AL

Mpynnb AH50 fBH50 fDH50 CH50 C3H50
OﬁcneAOBaHHblx
BonbHble CCJl 50,40+1,15 62,84+4.95 14014,94 66,9+9.7 169,9425
300pOBbIE NULA 87.6242.13 65.17412.9 164+24.95 38,5744,8 133.7417 1
b < 0,0001 0.8 0.5 0,005 0,021

TABNALA 3. DAHHBIE AHATTU3A KOPPENALMI MEXAY YPOBHAMU AH50, FBH50, FDH50, CH50 M C3H50 B CbIBOPOTKE

KPOBW BOIbHbIX CCIT U 30OPOBbIX ML

. BonbHble CCll 3aopoBbie nuua
CoueTaHus nokasateneun
r o] r p
AH50 vs C3H50 -0,03 <0,87 -0,08 <0,7
CH50 vs C3H50 0,4 < 0,035 0,17 <0,38
CH50 vs AH50 -0,39 <0,04 0,27 <0,24
AH50 vs fBH50 0,03 <0,9 -0,16 <0,47
AH50 vs fDH50 0,3 <0,2 0,23 <0,31
CH50 vs fBH50 0,074 <0,71 -0,05 <0,81
CH50 vs fDH50 0,069 <0,73 0,01 <0,97
fDH50 vs fBH50 0,44 <0,019 0,07 <0,77
fDH50 vs C3H50 -0,005 <0,98 -0,037 <0,87
fBH50 vs C3H50 -0,017 <0,93 -0,058 <0,8
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Cucmema komnaemenma npu CCJI

KOJIMYECTBO PETYISATOPOB KOMIUIEMEHTAa, KaK BOIO-
PacTBOPUMBIX, TaK 1 MeMOpaHOCBA3aHHBIX. OTHAKO
B psIIie TTATOJIOTUYECKUX YCIIOBUM 3TU PETYJISITOPHBIC
MeXaHU3Mbl He cpabareiBaloT. HekoHTpoaupyemast
ruriepakTMBaliMs KJacCUYECKOIro Kackala KOM-
IUIeMeHTa Obljla omnucaHa IIpM psine 3aboJieBaHUA
[12, 24, 30]. DTOT MyTh aKTUBUPYETCS MPU CBI3bIBA-
Hr C1Q-KOMIOHEHTHI KOMITJIEMEHTAa ¢ UMMYHHBI-
MU KOMIUIEKCaMM, IeHTpakcuHaMu (C-peakTUBHBIN
0eJIOK, CBIBOPOTOYHBIN aMUJIOuI A) JIMOO HEKOTO-
DPBIMU IPYTUMU CTpyKTypamu [7, 28, 29]. B TeueHue
octpoit ¢paszpl CCJI 3amycKarTCs MHOXECTBEHHBIE
MpoIlecCChl Ha CHUCTEMHOM YPOBHE, OOJIBIIIMHCTBO
M3 KOTOPHBIX CTUMYJIMpPYET XapaKTepHBIC IS 3TOM
MaTOJIOTMM ayTOBOCHAJIUTEIbHBIC peakumu. I[Ipm
3TOM B KPOBHM IOBHIIIAIOTCS YPOBHU C-peakKTUBHOTO
6eKka M ChIBOpOTOUYHOro ammiaouga A [19, 26, 33],
a TakXkKe IUPKYJUPYIOIINX WMMYHHBIX KOMIUIEK-
coB [23], 4TO, NO-BUAUMOMY, U TIPUBOAUT K HAOJIIO-
JaeMOM HaMM TUNEpaKTUBALIMK KJIAaCCUIECKOTO Ka-
cKajJia KoMIieMeHrTa [22].

AJIBTepHAaTUBHBIII KacKal KOMILJIEMEHTa aK-
TUBUPYETCS B IMpPOLIECCE CIIOHTAHHOIO TUIPOJIM3a
THO3(UPHOr0o MOCTUKA HaTUBHOro C3, 4To CTUMY-
JIMpYeT CBsI3bIBaHME TToceaHero ¢ paktopom B, Ko-
TOPBIN Jajiee B COCTaBe KOMIUICKCA PaCIICIUISICTCS
o neiictBueM akropa D, B pe3yabraTe 4ero reHe-
pupyeTcsl aKTHMBHasi KOHBeEpTa3a aJIsTepHAaTUBHOIO
nyti —C3bBb[15]. Habnrogaemast HaMu ruIoaKkTHBa-
1S aJIbTepHaTUBHOTIO MyTH KoMIuieMeHTa nmpu CCJI
(Tabs. 2) MOXeT oTpaXaTh JUOO MOBBIIIEHHYIO YTU-
JM3alnio (CTeIleHb IMOTPEOJICHMSI) ero HadaJIbHOU
C3 KOMIIOHEHTHl B TEpPMHHAJIBHOM KacKaae KOM-
IUIEMEHTa KaK pe3y/iabTaT TMIlepaKTUBAllUM KJIacCHU-
YecKOoro Kkackaja, JIM0O CynpecCUi0 CIOHTaHHOIO
ruaposusa C3, HeoOXOAMMOro IS UHUITAALIUY alb-
TepHATMBHOIO KacKaja, JIM0o oba MmpeamnojgaraeMbIxX
MexaHu3Ma. [TepBoe IIpeaIToIoXeHe MOOKPETIIsIieT-
CsI TaHHBIMHM KOPPEJSIIIMOHHOTO aHaiau3a (Tadir. 3),
YKa3bIBAIOIIMMU Ha OTPUIATEIbHYIO KOPPEJISIIMIO
mexnay ypoBHssmMu CHS50 u AH50 Ha ¢onHe moso-
XKUTEJILHOU Koppessiuuu Mexay ypoBHsmu CHS50
u C3HS50 u orcyrcTBUS KaKoW-1ubO KOppEeasiuu
mexnay ypoBHssMu AH S0 1 C3H50 B KpoBM y 00JIBHBIX
CCIJI. Bropoe mpearroioxXeHe COOTBETCTBYET ITOJTY -
YeHHBIM HaMU1 JaHHBIM OTHOCUTEJIbHO HOPMaJIbHBIX
ypoBHeit fBH50 u fDHS50 nmpu CCJI (taba. 2) u oT-
CYTCTBUSI KOPPEJISIIIMYA MEXKTY KaXKIbIM M3 3THUX ITapa-
MmeTpoB 1 ypoBHeM C3HS50 (ta6ma. 3). OueBuaHO, 4TO
IUISI TOTO YTOOBI IIPUATH K 00JIee YSTKMM BEIBOAAM OT-
HOCUTEIJILHO MOJICKYJISIPHBIX TATOMEXaHU3MOB, TIPH-
BongIuX K mucyHkuuu KomruiemenTta npu CCJI,
TpeOyloTcsl 0ojiee AeTalibHble HCCaeaoBaHUsA. Tem
He MeHee yXXe Ha JaHHOM 3Tare, oluvpasich Ha pe-
3yJIBTAaThl HACTOSIIIEe pabOThl, MOXHO OTHO3HAYHO
3aKITIIOYNTh, YTO HAPYIIEHUST (PYHKIIMOHAJIBHBIX aK-
TUBHOCTE# KJIACCMYECKOTO M aJIbTEPHATUBHOTO Ka-

CKaagoB KOMIUIEMEHTA IIpU CCl B3aMMO3aBHUCHUMBI,
n 410 aJTBTCpHaTI/IBHI)IVI IIyTb IIOoAAaBJIACTCA Ha Ha-
YaJIbHOM 3Talle CBOEU aKTUBALIUM.
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