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Paccmompeno yuacmue enukanos, pacmeopumvlx u peyenmopHvix 0enkog ¢ pecynayuu cucmemvt komniemenma uenosexa (CKY).
Ommeuena wupoma cesseti kax 6 camoul cemu CKY, max u ¢ Opyeumu cucmemamu 3aujumol opeanu3ma yeniosexd. Akyenmuposan
BKNIAO 2NUKAH-PACNOZHAIOWUX U CBA3LIBAIOWUX OETKO8, KOQYHKYUOHUPOBAHUE JIeKMUHOBLIX U OPY2UX COCMABTAIOWUX €O cOOpOU-
Hou npomeonumuyeckou akmusnocmoio 6 CKY. CKY ¢ynkyuonupyem xax 6biCokouy8CmeumenvHas K eAUKAHam U 2UKOKOHbIO-
eamam cucmema. Ilpeocmasnennvie dannvie ykasvisarom na nepcnekmugol CKY 6 kaunuueckoii 1abopamopholl OuazHocmuke u
JedeHut cCucmemMHbIX bonesnell Yenosexa.
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The analysis of the participation of glycans and proteins (soluble and receptor) in the regulation of the human complement system
was carried out. The breadth of communications is noted both in the complement network itself and in connection with other
systems of protection of the human body. The contribution of glycans- recognizing and binding proteins, as well as the functioning
of lectin and other type components with assembly proteolytic activity in the human complement system are emphasized. It was
concluded that the human complement system functions as highly sensitive to glycans and glycoconjugates. The presented data
point to the current prospects of the triune complement system in therapy and diagnostics of systemic human diseases.
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Cucrema xomriemenTa genopeka (CKY), B couetanun
C IPYTHMMH{ BPOXJIEHHBIMHU M aJaNTUBHBIMH CHCTEMaMHU
y3HaBaHUs, 00eCIeYnBaeT B3aUMOJCHCTBUE TIIMKOKOHB-
roratoB (I'K) ¢ 6uononmumepamu [1-4, 47]. CKY sBistercst
9BOJIIOIIMOHHO JIpEeBHEI OCJIKOBOM CHCTEMOW BPOXKIEH-

Horo mMmmMmyHHTeTa (BU), memoHcTpupylomei BakHBbIE
9BOJIFONIMOHHO TMOJIEPKAHHBIE TIPUHINIIBI OPTaHU3alNU
M KacKaJHOTO (DyHKIIMOHHMPOBAHMS Y3HAIOLIUX 3aIlUT-
HBIX PAaCTBOPUMBIX (PaKTOPOB U PEIETITOPOB MOAYJISAIINH,
COOPKH M peryJsiiiy aKTHBHOCTH (PEPMEHTOB, MpoIec-
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COB HMHUIIMAIIUK, aMIUIM(UKAIMY, OTpaHUYCHHS, Tepe-
pacripenienieHns ¥ TePMUHALINN METa0O0INIECKIX My TeH B
opranmme. CKY omnnyaeTcst C10)KHOCTBIO COOCTBEHHOM
MHTETpallMi U MECTOM B CHUCTEME 3allUThl OpPraHu3Ma.
CKY Bxiouaer 6omnee 120 cTpyKTypHO-(YHKIIHOHAIB-
HBIX  OEJIOK/OJIUTONeNTHA-COAEPKAIINX KOMIIOHEHTOB
KJIACCHUYECKOTO, aJIbTEPHATUBHOIO, JIEKTUHOBOTO MYTEH,
M BOBJIEKAEMBIX B €AMHYIO OMOXHMHYECKYIO (pr3moIIo-
TMYECKHU 3HAYMMYIO CETh KITIOYEBBIX YUYAaCTHHUKOB APYTHX
3amuTHbIX cucteM BU, nektunos (JIn) [5,47].

Less paboTHI — 1aTh COBpEeMEHHBIE TIPEICTABICHHS O
mmkornporenHax (I'Tl) n npyrux I'K cBs3annbsix ¢ CKY,
UX CETEBOM YYaCTHH U POJIU B OpPraHU3ME.

Cpenu BpOX/IEHHBIX W aalTHBHBIX CHCTEM y3HaBa-
Hust CKY obecrieunBaeT TUHAMUYECKOE MYJIBTHUIIYHTO-
Boe B3aumoneiicteue 'K ¢ apyrumu Guomnosumepamu.
CKUY sBnsiercst omHOM w3 Hambosee IBOIIOIMOHHO paH-
HUX OenkoBBIX cucteM BU, nemoHcTpupyromieid Bax-
HbI€ TOCTUTHYTbIC NMPUHIMIIBI OPTaHU3aLUU U CETEBOTO
(YHKIIMOHMUPOBAHUS PACIIO3HAIONINX M CBSI3BIBAIOIINX
3aIIUTHBIX PAacTBOPUMBIX M MEMOpaHOCBI3BIBAIOIINX
(aKTOpOB Ha YPOBHSX PEUEIIUH U PEryisiuu cOopoy-
HOW aKTHBHOCTH (epMeHTOB (PM), 3TaroB MHULIMAIINH,
aMITTH(UKALIN 1 TEPMUHAIIMA UMMYHHOTO OTBETa B Op-
ranuzme. CKY sBisieTcst CIIOXKHOW ceTeBOM cOOpOvYHON
MIPOTEOTUTUIECKOW METa0OINTHO-KIETOYHONW CHCTEMOI
CO MHOXKECTBOM PETYJISITOPHBIX PACTBOPUMBIX M pelier-
TOPHBIX OENKOBBIX KopakTopoB [5-12,47]. CKY kodyHK-
[IUOHUPYET C APYTHMHU CHCTEMaMH 3allUThl, B TOM YHC-
ne, neikorrapabivu [13 — 15]. CKY ucnons3yer yHH-
BEpCaJIbHbIC MPUHIUIBI PACIIO3HABAHUS U CBSA3BIBAHUS
yreBo/10B, mukanoB, 'K [16]. B pononnenne x kiac-
CHUYECKOMY M anbrepHaruBHoMy myTsiM, CKY BriodaeT
eni€ pacnozHaronuii yreBosl U ['K 1eKTUHOBBIN MyTh,
WHHUIAUPYEMBI MaHHAHCBSA3BIBAIOIINM OJIKOM (mannan
binding protein — MBP) u 3amyckaromuii caMOCTOSITENb-
HBIM KacKaJ peaklUuil >TUMHHALNN 9y>KEPOAHBIX U CBO-
WX, CTaBIINMH 9y>KePOIHBIMH, KIETOK U ITaTOTE€HOB.

Bce Tpu Mertabonnueckue MyTH KacKaJHOTO Pa3BeT-
BJIeHHUs 0a3ucHbIX peakuuit CKY, He3aBUCHMBIE OT aH-
tuten (AT), B CBOEM pa3BUTHH MPOIECCOB MOCIIE HHUIH-
alMy CTIOCOOHBI paclio3HaBaTh, YIaBIUBATh, CBA3BIBATH
CHTHAJIbHOE pa3HoOOpa3ue OMOIMOIMMEPHBIX PacTBOPH-
MBIX M KJIETOYHBIX MHIIEHEH, OTIMYAIOIUXCS OT IpH-
HATOTO OPraHU3MOM cTaHaapra. B pesynprare pacnosna-
BaHUS 00Pa3yIOTCsl KOBAJICHTHBIC KOMILJIEKCHI YITIEBOIOB
¢ JIH-TI0TOOHBIMH KOMIIOHEHTAMU C3b u C 4 B CITyJasx
aktuBaruu CKY o ajnsTepHaTUBHOMY M KJIACCHYECKOMY
IIyTH, ¥ HEKOBAJICHTHBIC KOMIUIEKCH ¢ ydactueM MBP
MIPY aKTHBAIMH TIO JIEKTHHOBOMY ITYTH.

CKY urpaet BaXHYI0 3aIIUTHYIO POJIb: Y OepeMEeHHBIX
JKCHIIIMH U HOBOPOXKICHHBIX, CTAPUKOB C OCIAOIeHHON
FYMOpaJbHON 3alllUTON, Yy HMMMYHOKOMIIPOMETHPOBAH-
HBIX TAIlMEHTOB OTMEUEHHI MOBBINICHHbIE YPOBHH MaH-
HaHCBs3bIBaroIIero Jektuia — MBL [mannan binding
lectin, xomnonenT MBP], paccMaTpuBatoTcst ciryyaun Ha-
CJIE/ICTBEHHOTO HETaTMBHOTO JUIs MAIMEeHTOB Je(QuunuTa
MBL. Ha ocHoBe MeMOpaHOCBSI3aHHBIX, PEICHITOPHBIX,
pPacTBOPUMBIX KOMIIOHEHTOB M MX cocTasistomux, CKY
pa3pabaThIBalOTCA IMarHOCTHYECKHE U TepalieBTHIECKIe
MUIICHU I TUATHOCTHKHU M JICUEHUS IIHPOKOTO Kpyra
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ayTOUMMYHHBIX, CHCTEMHBIX, OITyXOJIEBbIX, HH(EKIIMOH-
HBIX Oone3neit [10, 11, 17-21].

JlextuHoBBIH myTh akTHBanu CKY urpaer BaxHyro
3alIUTHYI0O POJb Yy OEpEeMEHHBIX M HOBOPOXKICHHBIX
IIpH pAZie TATONOTHH, KOI/Ia PETUCTPUPYIOTCS BBHICOKHE
YPOBHHU TOTpeOIIeHUs] MaHHAHCBA3BIBAIOIIETO JIEKTHHA —
MBL. Ha mupoTy crnoco00B BOBJICUCHHS JICKTHHOBBIX
CHCTEM YellIOBEeKa B IPOIECCHl PacTiO3HABAHUS W CBSI3BI-
BaHMsA MUILEHEH yKa3bIBalOT JaHHBIE O MOTEHIMAaje Ba-
pBUPOBaHMs PAcTBOPUMBIX M penentopHeix 'K, B Tom
yuciue, komrmoneHToB CKY, nx BakHOCTH 17151 (DyHKIINO-
HupoBanus [1-3, 16, 22].

Baxxno kodyHkumonuposanue JIH ¢ pacTBOPUMBIMU U
PpeLenTopHbEIMU (pepMEHTaMH, B TOM YHCIIE, B COCTAaBE aHTH-
renoB CD [12, 23, 24], uto mpeacTaBisaeT coOoi qaabHEH-
NI MOTEHIMAIT B TOHUMAHUU U Pa3BUTHH B3aHMOOTHOLIIE-
Huil Mexty JIH 1 M B cucTeMe KOMITJIEMEHTA YeJI0BEKa.

JIekTuHOBEIC CBOMCTBa — B3aumozeiicTeue ¢ 'K, ux
CBSI3bIBAHHE I1OCJIE PACIIO3HABAHUSA, MPOSBIIAIOT MHOTHE
pactBopumsle (paxrop-H, poncreennsie Gpaxropy-H 6en-
xu, nponepaun, C, u ero pparmentsl, C, u ero pparmMen-
Tb1, MBP 1 1p.) u petentopusie (CR1, CR2, CR3, peuen-
Top st C,, 1 poacTeennbie emy Il n Jp.) KOMIIOHEHTBI
CHCTeMBbl KOMIJIEMEHTA YeJIOBeKa U €ro y4acTHUKH. Pa3-
JIMYal0T HanboJiee pacpoCTpaHEHHbIE CIy4au yIIeBOA-
3aBucumoro nosenenus JIn CKY, xax u mro60i# qpyroit
3alIUTHON CHCTEMBbI OpraHM3Ma: a) MPsIMOE CBA3bIBAHNE
yreBonos/I'K ¢ JIn ¢ o0pa3zoBanreM NOMuQpyHKIHOHAIb-
HOTO JIGKTHHOBOTO KOMITJIEKCA WIJIM HaJMOJIEKYISPHOTO
aHcam6is1; 6) auccoruanus cOopku «yrneBoasl/I ' K-JIny»
101 BO3/eHcTBHEM BHEIHUX (pakTopoB — yrneBonos, I'K,
MIENTH/IOB, MPOCTPAHCTBEHHAs JIOKaJbHAsA KOH(HTYpa-
IIUsT KOTOPBIX KOMIUIEMEHTapHa KOHTAKTHOH MOBEPXHO-
cTu Oelika B JIGKTHHOBOM COOpKE; B) UyBCTBUTEIBHOCTh
JIH x npucyrcTButo yreBonoB 1 ['K B Muienu, kotopsie
MOT'YT OBITH yAaJIeHbI, MOAU(DUIIUPOBAHBI, 3aMacKHPOBa-
Hbl feiictBueM PM nin HedepmenTatuBHO (HedepMmeH-
TaTWBHOE IITMKO3WIMPOBAaHUE/ TIIMKNPOBAaHUE HAOIIOAAI0-
Ieecs TIpU CTApEeHUH U SIBIISIOIIEECsS OJAHOW M3 MPUYNH
MOSIBJIEHUS] AyTOAHTUTEHOB NPU CTapEHUH, ayTOMMMYH-
HBIX OOJIE3HSIX, THa0eTe U APYTHX CHCTEMHBIX MTaTOJIOTH-
ax) [21]; T) SNUTOMHOE WX TOTMAMUTOITHOE B3aUMOICH-
CTBHE (BOBJICUCHHE JIEKTUHOBOIO W/uiu yrineBogHoro/I'K
rarTepHa, B TOM 4Hciie, COOpaHHOTO Ha MOJIUITENTHIHON
WIN TIONHUCAaXapuaHoi marpuie) [25, 26]. [IpuBenéunrie
BBILIE CiIy4au oBeaeHus JIH onpenesstor pa3Hele GpyHK-
LIUH OJTHOTO | ToTo ke JIH nim cuctemsr JIH U3 ogHOTO M
TOTO ke NcTouHHKa. MHorue kommnoHeHTsl CKY mnposs-
JSIOT TUNWYHBIE peructpupyemMsle cBoiictsa JIn. Cpenu
yriteBonsl/ I K-conepxamux mumenert JIu CKY momuan-
pytot I'Tl, HelTpanbHbIEe, KUCIBIE, B TOM YHCIE, MOAM-
¢uuuposanuslie nonucaxapuasl (I1C), nenTuaoTIMKaHB,
JITIC. AHanm3 TIMKoMa YelioBeKa IoKasal, 9YTO TIIHKaHC-
BA3BIBAIOIIHE OETIKM PAcIO3HAIOT YIJIEBOAHbIE 00pa3sl, B
TOM 4YHCJIe Pa3BETBIEHHbIC, AlMINPOBAHHbIC, CYIb(aTH-
poBanHbIe, ochopUIPOBAHHEIE, TPOTHKEHHOCTHIO 2-6
YIIEBOAHBIX ocTarkoB [16]. B ciydae y3HaBaHus M-
KO3aMHMHOIJIMKAHOB (TenapuHa, renapatcynbgara 1 ap.)
oKa3aHo, 4to JIH pacmo3HAIOT HEe TOJBKO JIMHEHHBIE
MOCIIeI0BAaTEIbHOCTH U3 5-6 MOHOCAXapuaoB, HO U KOH-
¢urypamun Oosee MPOTSHKEHHBIX YIVIEBOAHBIX LN —
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KOJIbIICBBIC, IMETIEBbIC, KaK B CIydae B3aUMOJCHCTBUS
nponepanHa u Qaxropa-H ¢ ¢parmentamm remapuna
[26]. Ilpu MHOTOTOYEYHOM KOHTAKTE JIH CO CIIOKHBIMU
I'K-coneprkanuMu MOBEPXHOCTAMHU HAOIONAeTCs Kila-
CTepHas MO3aWdHas CHenu(UIHOCTh K IIMKaHaMm (cJo-
JKEHHE CPOJICTBA K JIEKTHHY COCE/ICTBYIOIINX MPOCTPaH-
CTBEHHBIX MUIIICHEH — YIJTMHEHHBIX U/WITH YKOPOYCHHBIX
anTeHH B Asn- u Ser/Thr-rrkanax, MO3auKH KJIacTepOB),
a B3aumopeiictus JIH-I'K perymupyercs o6oumu map-
THepamu. Mosekyibl JIH ciocoOHBI caMU BBICTPanuBaThCs
Ha [IC-matpuue B 3aaHHOM nocienoBarenbHocThio 11C
cbopouHOM mopsiake. PparMeHTsl renapruHa y4acTBYIOT
B cOopke aHcamOielt Mmosekyin dakropa-H wau ero ¢par-
MEHTOB C Pa3lWYHBIMHA (YHKIIMOHAJIHHBIMH JIOMEHAMH,
BKJIIOYAsl JICKTHHOBBIC [26]. DTHUTOMHAS TUIOTHOCTH TITHU-
KaHOB, MPOTHBOIIOCTABICHHAS MAaTTEPHBI-PACIIO3HAIO-
UM perieniropam (pattern recognition receptors- PRR),
paccMmarpuBaeTcs Kak HamOomee OOLIMil ciaydail B3au-
moneiictBuii JIH-yrneBoasl/I'K [15, 22, 25]. Clq KpOBH,
CTPYKTYpHO-(GYHKIIMOHAIBEHO cXomaublii ¢ MBL kposw,
MOXET BECTH ce0s Kak cHajouyBcTBUTENbHbIN JIH. ChI-
BOPOTOYHbIN KOMIIOHEHT C,, YeNOBEKa XapaKTepU3yeTCst
MIPENMYIIECTBEHHBIM B3aUMOJIEHCTBHEM COOCTBEHHOTO
akTHBUpOBaHHOTO (pparmenta (C,,) ¢ yIII€BOIAMH M WH-
rubupyercs JIH onpenenéHHoi CTpyKTyphl U crienuduy-
HOCTH. AHajorn4yHble JIH-110100HbBIe CBOMCTBA MPOSBIIA-
er C, u ero ¢pparment C, , akrusupyrommii CKY 1o asp-
TepHaTUBHOMY TyTH. [Iporpamma Ko(yHKIIMOHUPOBAaHUS
JIEKTHHOBBIX U HEJIEKTHHOBBIX JIEMEHTOB 3aKOTUPOBaHA
Ha YpOBHE PACIOJIOKEHHs JOMEHOB B aMHHOKHCIIOTHOM
MOCJICAOBATEIBLHOCTH, CLIE paHee OTpa)KeHa BO B3aHMO-

MMMYHORNOrna

3aBHCUMOM PACIOJIOKEHUU TEHOB KO(QYHKIMOHHPYIO-
uux komnonentoB CKY B xpomocomax.

Ouesunno Biusaue JIn-I'K-B3anmonelicTBrit KoMIIo-
HEHTOB CHCTEMbI KOMIUIEMEHTA YEJI0BEKa, B TOM UUCIIE, B
CBSI3U C HACJIEJICTBEHHBIM U IPUOOPETEHHBIM JIePUITITOM
KITIOYEBBIX KOMIIOHEHTOB, Ha PA3BUTHE PSAa CHCTEMHBIX
WM OTPAHUYCHHBIX KETYTOUHO-KUIIECUYHBIM TPAKTOM 00-
ne3Hel yenoneka [8, 18, 19].

CKY sBisiercss MpUMEpPOM BBICOKO OpPraHM30BaHHOM
KOMMYHHUKAaTOPHON BpPOXAEHHOM 3alllUTHON CHUCTEMOM,
OCHOBaHHOW Ha JIeKTUH-yrIeBoabl/I K-purammmax pac-
MO3HaBaHMS U PyHKIIMOHUpOBaHUA (Tadm. 1, 2).

CuMOHO03 dYeloBeKa ¢ HOPMAJbHOW MHUKPOOHOTOH,
(YHKIIMOHMpPOBAaHUE OpTaHM3Ma KakK CylepopraHniMa,
MIPHUBENIO K Pa3BUTHIO CHEIM(PHUCCKUX aCKBATHBIX Ue-
JIOBEKY KOHKYPUPYIOLIMX CHCTEM pAaclO3HaBaHUS YIve-
BoJ10B U [ 'K y MUKpOOOB B HalpaBIIeHUH UCTIOIB30BAHMUS
peryastopabix pecypcoB CKY amst MHBa3uM U BBIKHBA-
Hus [29-31]. B opranusme 4enoBeka UMEHOTCS JOTOJIHU-
TEJIbHBIE COUETAHHBIC, AJBTEPHATUBHBIC, C BOBICUECHUEM
AT crnocoObl 60pBOBI, HCTIONB3YIONINE TOTEHINAT APY-
IUX 3alIUTHBIX CHUCTEM HMMYHUTETA, BKIIOYAIOIIUX B
TOM YHCJIe KaK JEKTHHOBBIE KOMIIOHEHTHI, TaK U JIEKTH-
HOBBIC IPUHIUMBI ()YHKIIMOHHPOBAHUS.

CKUY, sBnsisich 3BOJIIOLMUOHHO MPOABUHYTON JEKTHHO-
BOH CHUCTEMOH, IEMOHCTPUPYET INIaBHBIE OCHOBOIIOJIAra-
IOIUE TPUHIUIBI OpraHU3alud U (PyHKIIMOHUPOBAHUS
JI000M TEKTUHOBON CHUCTEMBI:

— CTPYKTYpHO-(DYHKIIMOHAIFHOE pa3sHooOpas3ne yriie-
Bomwl/I K-pacno3natomumx ameMeHToB (cM. Tabm. 1, 2, [5]),
pacimpeHre Habopa KOMIIOHEHTOB CHCTEMBI 33 CUET I10-

Tabnuma 1

Posb yriieBonHoii yactn rmmkanoB komnonenToB CKY nas pynkuuonnpoBanus [4]

VryieBojiHast YacTh, AMUHOKHCIIOTHBIE OCTATKH
KommonenTtsr CKY A >

TIPUCOCANHECHUA TNIMKAHOB U Y4aCTHUsA B Y3HaABaHUUN

Ponb Y4aCTKOB ITIMKO3WJIMPOBAHUS U ITTMUKUPOBAHUS KOMIIOHEHTOB CKY
B pacCrio3HaBaHUM 3K30TCHHBIX 1 OHIOTC€HHBIX MHUILIEHEN

Asn® (Ho He Asn*-), Arg!$, Lys?>30-5

C -unruburop Heckonbko Asn-riikaHoB ¢ Cuano-Lewis®-

(MHrUOUTOP CEPUHOBBIX TeTpacaxapuioMm
nporennas Kd 3.4.21.)
C VrieBozbl HEHTPAIbHON YacTH Kopa
4bp (anba-uenn)
Ocrarku D-1itoKo3bl, TPUCOSTMHEHHbIC K
®daxTop-B
ocrarkam Lys HedepMeHTaTHBHO
CCHAJIMPOBAHHBIC ITIMKAHBI
®axrop-H A P
CD,, (MCP) Asn-rnukansl (CCP-2, 4, Ho He 1)
MOHOMEPHBIN Asn-rukan (CCP-2, Ho He 1, 4).
OKTaMepHBII Krnacteps! mnkaHoB
Knacrepsr Ser/Thr-rnukanos
CD,, (DAF) Cnanosble kucnots! Ser/Thr-rrkaHoB
EnuHcTBeHHBIN MPHUCYTCTBYIONMH ASn-TIINKaH
KOMIUICKCHOTO THIIA).
CD.. (MIRL) ( )
59 Octarku D-pr603bl, prcoeAnHEHHBIE
K ocratkaMm Lys He(hepMEeHTaTHBHO
CuutbHo BbipaxeHHsle Ser/Thr-rinkanst
CD,, (C1qRP) p

CesieiBanue JIIIC S. enterica n JIIIC-unaynupoBaHHas dKCIIPECCHS
MPHK nexruna TNF-a
Cesi3piBanie ¢ E- u P-cenexrunamu (comepsxar noropst SCR/CCP)
[28]; narnOMpoBaHue CBA3BIBAHUS JICHKOIIUTOB, MaKpodaros ¢
9HJIOTEJIUEM

CBsi3bIBaHKE C JIGKTHHOM — neHTpakcuHoM SAP (a.k. 27-39)

[orenuuanbroe unrubuposanue C,/C.-KOHBEPTA3h! JIETEPHATUBHO-
ro mytu CKY (KO 3.4.21.47)

CHuKkeHMe CBA3bIBaHMs ¢ L-CeleKTUHOM U L-CeleKTHH-
nHaynuposanHoil TNF-a-cexpennn nelikonuramMmu

3ammra OT UTONIN3a KIETOK
Casi3bIBaHUE BUPYCA KOPU
3amuTa KJIETOK OT CBA3BIBAaHMA BHPYCa KOPH

3amuTa KJIETOK 4eJoBeKa OT MmoBpexaeHus nocpeacrsom CKY.
CeaswiBanue ¢ Picorna-supycom BV (supycom ocmpozo 2emoppa-
2UYECKO20 KOHBIOKMUBUMA)

TpebyeTcst u1st aKTUBHOCTH (3aIUThI KIIETOK 0T cooctBeHHoro CKY).
Wnaxrupanus CD, kak pakropa anemuu npu quadere tuma 1

CueniieHne ¢ MoBepXHOCTHIO KiteTok U937; cBsi3piBaHmE Clq u MBL
MOHOLIUTaMH U MakpodaraMmu Jyisi paronuTosa

11 puMeydaHHUuC: a.K. — aMUHOKUCIIOTHBIC OCTATKH B IMOJUIICIITUAC C4b -

C,-binding protein, C-ca3piBatomuii 6en0k; C, .. — IPOTEMHOBBIA pe-

~ . o P q! ~ v
uentopublit st C, ; DAF — decay accelerating factor, ycxopsrommii pacnan dakrop; gp — mmkonporen; MCP — meMOpanHblid KopaKkTopHbIdA Oe-
nok; MIRL — membrane inhibitor of reactive lysis, MeMOPAHHBIH HHIHONTOP PEAKTHBHOTO JIH3HCA; AMHIOHIHBIH KOMIOHEHT P CHIBOpOTKH; P- 1
E-cenexkTHHbI — pelienTopHbIe JIEKTHHBI TPOMOOIIMTOB U SHAOTeNHANbHbIX Ki1eTok; TNF — daktop Hekposa omyxonu.
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TabOmnuma 2
I'K-pacno3naromue JektuHoBble KomnonenTsl CKY [4]

Kommonentsr CKU

CreruuaHocTs K yreBogam, I'K; yaacTku y3HaBaHHS yIIeBOIOB | Osxunaemsblie d(HPEKTEI

PactBopnmMebIe

MBL

MBL-I TpumepHsIii
MBL-II reTpamepHbIi

M-¢ukonun (¢puxonun-1, P35-
POJICTBEHHBIH OEI0K)

L-¢uxomun (puxonun-2, P35,
EBP-37)

H-¢uxonun (puxonun-3, Hakata-
QHTHUTEH; aCCOL[MHPOBAH

¢ cepuHOBO# poTeazoit MASP-1
i MASP-3 [KD 3.4.21])

[Ipoune pacTBOpUMBIE
®axrop-H

FHL1 (pexoHeKTHH,
(axrop-H-nonobHeIi 6enok-1)

Dakrop-P (nponepann)
MOHO/OH/0IUTOMEpHbIH

Penenropusie

Macl (CR3)

11b 182
11b

CD,,/CD
C

CD,, (CR4)

CD,, (CD,)

CD

C,,/C,.-peuentop (CR1)

35

MaHHaHCBHSI)IBaIOHIHe JICKTHHOBOI'O IIyTH

MaHHaHCBSBLIBaIOHII/IC (bl/IKOJ'H/IHOBLIC

GlcNAc, Man, ManNAc, Fuc, Glc B cocraBe narrepHa MHUIIICHH
(Ba)KHOCTB UX KJIACTEPHOTO M MO3aMYHOI0 Paclpe/iesICHus )

CBsi3bIBaHKE YITICBOIOB [TOBEPXHOCTH
MMILIEHHU JIEKTHHOBBIM sioMeHoM; CR 1
u ClClR (haroIUTOB — KOJTAT€HOBBIM

JIOMEHOM
Man-BCA (K, =2.2 uM) GIeNAc-BCA (K| =0.55 uM) PacnioznaBanne MUKpoOOB
Man-BCA (K, =1.2 aM) GIcNAc-BCA (K| =0.96 uM) PacrioznaBanne MUKpoOOB

Neu9OAc-anbda-2,6-npor3BOAHBIC, TAHTITHO3HIBI
(yuacrue Tyr?”' B CBA3bIBAHIN)

AxtuBanus CKY, yuactue B GpyHKIM-
OHHPOBAHHHU PELETITOPOB (HaronnuTo3a

VYuactue B QyHKIIMOHUPOBAHUH
CHCTEMBI CBEPTHIBAHHS KPOBH
Axruanus ektruHoBoro mytn CKY
PTX3-ycunennoe cBs3bIBaHUE A.
fumigatus

bucynbsdaruposannslii LacNAc; Tpu/rerpacaxapu/ibl ¢ KOHLIEBbIMU
Gal/GlcNAc (yuactue Thr?, Ala®?); y3naBanue niMKaHOB
4eThIPbMS CaiTaMu
GleNAc (anerunbabie Tpymisi), NeuNAc; a-1, 3-D-mokaH,
nirnoreiixoesas kuciora, Ra-JITIC (konuesoit GIcNAc)
S. typhimurium TV 119, kancynmupoBaHHsie S. aureus.
CRP, PTX3

OtcyTcTBHe WM citaboe CBsi3bIBaHne HKaHoB; [1C-
cueruduanocts (GleNAc, GalNAc, gyko3a u Kcnito3a B cocTaBe
[1C Aerococcus viridians); JITIC S. typhimurium, S. minnesota,
E. coliO,

OrncoHu3anus KJIeToK

SCR(18-20) kak cuanocss3biBaromye romeHs SCR-20
Kak renapuHcBsisbiBatonuii. Cesi3biBanne L-cenexTuna,
nHrudupyemoe GyxkonaaHom

Perynsiiyst yrieBoauyBCTBUTEIBHBIX
kackagoB CKY

CualocBs3bIBaIOIINIT Perymsuus CKY

AMHJII/Ili)I/IKaI_II/IH OTBCTA aJIbTCPHATHUB-
HOTI'O IIyTH, OIICOHU3ALUA

(CynbdarnpoBaHHbIe TalIAKTO3U/IbI)-CBs3bIBatomnit, I K-nartepHsl
pacro3HalomuH

GlcNAc-narnbuposanue kommiekca UPAR-MAC1 Hurubuposanue uPAR-3aBucumoii

Tenrraonurocaxapuy -mirokaHa, OJIOKUPYIOINI TICKTHHOBBII aZre3uu.
yuacTok B C-KOHLIEBO 0OnacTi [-nirroxaH-3aBUCHMBII LIUTOTOKCHYE-
ckuit npaiimuar CR3/MACI1
CasasbiBanue octaTkoB Man B komnonente iC,,. Perymsauus CKY
GleNAc-unrubuposanue kommiekca UPAR-CR4 nexruna CD | Perynsnus cucTeMbl CBEpTHIBAaHKS
KpOBH

I'nukansl Bupyca npu orcyrerBun rimkana y CR2 (SCR1-2)

K gp,;,(EBV)-cBssbiBanue
B MOJIOKEHUU Asn'

ASn-TIIuKaHbl C3b Perymsanus CKY, cBs3b ¢ cuctemoit

CBCPThIBaHUSA KPOBU

Mpumeuanne. BCA — Obrunii ceiBOpoTOUHBIH anbOymuH, K
peuentop(sr) CKY; FHL1 — (¢daxrop-H)-nomoOHsrii 6enok-1; EBV

— KOHCTaHTa TUCCONHUAIINY JIEKTUHOBOTO Komiuiekca, CR — complement receptor(s),
(gp,5,) — I'TL, kI Bupyca Dnuireiina-bappa; PTX3-nenrpakcun-3; uPAR(CD,)) —

pelenTop akTuBatopa Iia3MuHoOreHa ypokuHasHoro tumna; GalNAcC — N-amerun-D-ranakrozamun; GIcNAc — N-anetwi-D-rirokozamun; Lac-
NAc — N-anerun-D-nakrozamun; Man — manno3a (D-kondurypaums); NeuAc — N-anerun-D-nelipamunoBas kuciora; Neu9OAc — 9-O-aneruin-D-
HelipamuHoBas kuciora; DAF — decay accelerating factor, ycxopsitommii pacrian daxrop; gp — mukonporer; MCP — MmeMOpaHHBII KO(aKTOPHBIH

oenok [12].

JTUPYHKITHOHATBHBIX (hopM JIH, 00pa3yronmxcs B pe3yiib-
TaTe KoMIuIekcooOpazoBanus JIH u B3aumoneiicteus ¢ JIu
u I'K npyrux 3amuTHeIX cucteM opranusma [28, 32-35];

— pacmmpenue MHorooOpasust uaruouposanust CKY
apomaruueckumu xumuonpenaparamu u I'K, B Tom uuc-
Jie uMuTHpYyroMmMu aercteue C -unruduropa [7].

— KOYHKINOHMPOBaHNE TOBEPXHOCTHBIX/PELENTOP-
HBIX (PETYJIATOPOB, MOIYJIATOPOB, CTAOMIN3aTOPOB) M
PacTBOPUMBIX DJIEMEHTOB CHCTEMBI,

— MHULUALUS, PA3BUTHE, PErYJISILUs, TEPMUHALMS Ka-

CKaJI0B/THIIA CETH,

288

— CUTHAJIbHOCTh M KOMMYHHMKAaTHBHOCTb OTBETa Ha
cTpecc — I000e OTKIIOHEHHE OT HOPMEI [16];

— (YHKIIMOHMPOBAaHUE B JICKYPHOM peXHME (CUT-
HaJIbHOE CAMOBKJIIOUECHHE B OTBET Ha JI000€ N3MEHCHHE
KaK CTPECCOBOE; «HE3HAYUTEIbHBIe» (DOHOBBIE KoyeOa-
HUS PaBHOBECHOW CHCTEMBI; oOOecrieuuBaeT ObICTPBIi
YCUJICHHBIH OTBET Ha BHEIIHHE CHELU(DUIHBIC CUT'HAIbI)
[35-37];

— Halu4ue JWHAMUYHOTO CyMMapHOTO BEKTOpa CH-
CTEMBbI PACIO3HABAaHUS, CIIAraloIlerocs U3 HepaBHOLCH-
HBIX [0 JOCTYIHOCTH, HMOTEHIHAy HIYHTOBOTO ITyTH,
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PaH)KUPOBAHHOW CHEMU(PUYHOCTH K Ha0Opy CUTHAJIOB
BEKTOPOB YYaCTBYIOIIMX KOMIIOHEHTOB, €r0 oOpaThMas
nepeopuenTanys [39, 40];

— BHYTPH- U MEXKMOJIEKYJSIpHOE KO(DYHKIIMOHUPOBA-
nue JIn u @wm [12, 24];

— CIIOCOOHOCTH MOHOMEPHBIX, OJIMIOMEpHBIX JIH n
JIEKTUHOBBIX KOMILJICKCOB M aHCaMOJIel K pa30opke u Jie-
rpajaluy, TIepeKIiodaTh, BKIIOYaTh HOBbIE aKTHBHOCTH,
BBIKJTIOUATh aKTUBHOCTH,

— CIIOCOOHOCTh K YCHJIGHUIO pacrio3Haromieil QyHk-
UM B COOpKE C y4acTHeM COOCTBEHHBIX M IMPOYNX MOJIe-
KYJISIPHBIX TTOMOIIIHMKOB: IIAllepOHOB, XEJIEepPOB, MOIY-
JSITOPOB, CTaOMIIN3aTOPOB;

— NCTIOJIb30BAaHNE ITUKJINIECKOTO CAMOPETYIINPOBAHHUS
(amMITIUKAITMOHHBIN TPONIEPIUHOBEIN UKI albTepHa-
tuBHoro mytu CKY B pesynbrare HaJICTPOWKH MOJEKYJ
MIPOTIEPINHOM);

— 6E30TXOHOCTH MPOAYKTOB PACILENIICHUS U MOAN(H-
kanuu JIn u ['K @M, peanusyromumxcsi Kak CUrHaiibl (Ipo-
JKThI pacuierieHust komnonenta C,, B TOM YHCIIE pery-
JMpYIOIe padoTy pPEeLeNTOPHBIX/JIEKTHHOBBIX KOMIIO-
HeHToB CKY; ykopoueHHble (pparmenTsl (akropa-H kak
Oornee MOOMITBHBIE C IMMUTHPOBAHHBIMA (DYHKIUSMA);

— nyOnmMpoBaHUE KITFOUEBBIX JIEMEHTOB M IPOIEC-
COB ISl TOBBIIICHUS HAAEKHOCTH OTBETA CUCTEMBI Ha
qy)KepOoJHbIe WJIN COOCTBEHHBIE HM3MEHEHHBIE HaOOPHI
mumeHen (Hamuuue Tpéx rmasHbIx myTeit CKY; ncmons-
30BaHME OJTHUX U TEX )K€ PELENTOPHBIX M PACTBOPUMBIX
PETYIATOPOB PA3TUYHBIMHU Y3HAIOIIUMH CHCTEMaMH);

— KO(YHKIIHOHHPOBAHUE C MPOYNMH Y3HAIOIINMHU CH-
CTeMamH;

— CIIOCOOHOCTH JIOCTpamBaThcs (MHBAa3WBHAS aJlarl-
TaIysl BUPYCOB U MHUKPOOPTaHM3MOB C MCIOJIb30BaHH-
em CKY), noctpauBarp npyrue cucremsl [29, 30] (Fc-
(parMeHTBl UMMYHOTJIOOYTHHOB KaK B3aMMOJIEHCTBYIO-
mue ¢ JIH makpodaros);

— DBOJIIOLIMOHUPOBAHUE Y3HAIOUIEW CHUCTEMBI B TOM
Yyce KakK JIEKTHHOBOW: HAJCTPOEYHOE pa3BUTHE aKTa
y3HaBaHUS W MHUIMAIMK KacKaJlOB C HCIOJIb30BaHUEM
JIOTIOJTHUTEINIbHBIX JICKTHHOBBIX KOMIIOHEHTOB.

IMockompky perymupyromue CKY snemenTs (Hampu-
Mep, TMOBTOPHI KOPOTKHX PEryJsTOpOB KOMIUIEMEHTa-
SCR [short regulators of complement]; cunonum — CCP
[complement control proteins]|) TIEPOKO pacrpocTpaHe-
HBl B COUYETAaHWU C JIGKTUHOBON aKTHBHOCTBHIO B JOMEH-
HOW OpraHu3aluy OEeNKOB JIPYTHMX Y3HAKOIIUX CHCTEM
OpraHM3Ma 4YeJoBeKa, TO OYEBHIHBI MOTEHIHAIbHBIE,
HapsAAy C yXe HISHTU(GHUIHPOBAHHBIMH, BO3MOKHOCTH
pnusinus JIn CKY Ha npyrue cuctemsl opranusma [28].
JIn apyrux y3Hawoomux cucteM B3aumonercTByroT ¢ 11
CKY u Tem caMbIM perynupyioT (yHKIHOHHUPOBAHHE
CKY, T0 ecth CTPYKTYpHO M (YHKIMOHAIBHO IOCTpa-
nBaror CKY. JIH KpoBH uenoBeka HE TOJNBKO LIMPOKO
MpeACTaBIeHbl, HO M MOXynmupyroT aktuBHoctH CKY,
HampuMmep, OJIMTOMEpHbIC MeHTpakcuHbl. SAP (serum
amyloid protein — aMAJIOUTHBIA KOMITOHEHT P CBIBOPOT-
ku) B komiekce ¢ C -caspiBarommm Oenkom (C 4bp) BbI-
CTynaeT Kak perynsrop xommemenra; C, yd4acTByeT B
aktuanuu CKY 1o kiiaccuyeckoMy myTH. SAP obpasyer
xomriekcsl ¢ Cg, ., CRP (C-peakTHBHBIM O€TKOM), KOHIIE-
BbiMM Man-rpynmamu B iC, . CRP (apyro# neHTpakcuH)

MMMYHORNOrna

B xommekce ¢ C, u C-nonmucaxapuiom MHEBMOKOKKOB
aktuBupyer CKY To kiaccuueckoMy IyTH, a, SIBISISICh
muiensio ¢akropa-H, perymupyer CKY. Arperupo-
BaHHbIE JIE(PEHCHHBI CIOCOOHBI accouunposarbest ¢ C,
u ¢ xomriekcom C -(C -unruburop) u Biauate Ha CKY.
0.,-MaKpOIJIOOYIMH — CHJILHO IMIMKO3MiupoBaHHbiid ITI,
B3anmMonercTByronii ¢ MASP-2 (MBL-associated ser-
ine protease-2 KO 3.4.21), B coctaBe komiuiekca ¢ MBL
crocoOeH perynupoBaTs MBP-unuImManmio 1eKTHHOBOTO
nytd. Bece HeMMMyHOIIOOYyIMHOBBIE OCIIKOBBIC aKTHUBA-
topsl CRX (I'Tl BUY, pasnuunble HEBHPYCHBIE OEIKH
MHKPOOPTaHHU3MOB), Kak mpasuio, umeror C, - u, 1o-
BunuMomy, MBL-cBs3bIBaromye yqactku [29, 3q0].
[IpocnexxnBaercss KiIro4eBas POJb OJIUTOMEPHU3AINH
— MPOCTPAHCTBEHHOI MOBTOPSEMOCTH TOMO- W/WIH TeTe-
pocTpykTyp — camux JIn, JIH ¢ HenekTHHOBBIMU OenkamMu-
MUTICHSIMHY, JIH-TTOJOOHBIX cOOpPOK B MPOIECCax B3aMM-
HOTO PAacTiO3HaBaHUs MapTHEPOB 3alUTHBIMHA CHCTEMaMHU
opra"u3ma yesnoseka [2, 3, 19, 41-43]. PerynstopHas poiib
OJIMTOMEPH3AIINH 3aKITI0YAETCs B TTO/IePKAHIH HAIEKHO-
ro (pyHKIIMOHMPOBAHUS HAIMOJIEKYISPHBIX HAaHOMAIIHH.
Ona BbIpakeHa M B CIIydyasx MOJIMMEPHBIX MoJekyn JIn
(MBL, SAP, CRP) u cxomgubIx ¢ omuromepamu MBL mo-
nexyn IgM (AT x I1C mukpoopranusmos u npyrum 1'K),
rekcamMepHbix Moekyn C, B BIe «OyKeTa TIOIbIAHOB
(cTpykTypHO-(pyHKIMOHATBHO cxoaHoro ¢ MBL), renra-
MepHbIX MoeKyn C -CBA3BIBAIOIIETO Oenka (KOHCTPYK-
LM, HallOMMHAIOIICH «IayKa-HaHOPOOOTa Ha UIMHHBIX
BBITAHYTHIX HOXKax»), onuroMmepubix ancamobmnen C,/C.-
kouBepra3 (KO 3.4.21.) (B ToM 4uCiie COOPUCHTUPOBAH-
HbIX Ha yrieBoxsl/I K-muiienn), meMOpaHa-aTakyIomero
KoMmIutekca (membrane attacking complex- MAC) — mak-
CHUMaJIbHO TPaHC(HOPMUPOBAHHOTO HAAMOJIEKYIIPHOTO
aHcaMOJI1 ¢ MaKCHMAJIbHBIM YHCJIOM COCTaBJISIOIINX U
MOTEHIIMAJIOM Pacno3HaBaHus NmkonmunuaHslx ['K.
IloBTOpBI SMUTONOB YIVIEBOJHOTO PaclO3HABAHUS
XapaKTepHbl Ha YPOBHE AMHUHOKHCIOTHOM IOCHenoBa-
tenpHOCTH JIH, KodyHKIHOHUpYIoMmX ¢ CKY. Bee pac-
CMaTpHUBaeMbIe BBIIIE THITA CUIJIEKOB UMEIOT B OJTHOM M3
KOHIIOB aMMHOKHCIIOTHOH NOCJIEI0BATENLHOCTH YIIIEBO-
JTOCBSA3BIBAIONINX IOMEHOB (B OJTHON MIJIM HECKOJIBKHX KO-
MHUSIX), B Ipyroii — 0oJiee MHOTOUNCIIeHHbIE TOBTOPEI SCR
[28]. Onucanpl aHTHMHKPOOHBIE JIH HOBOTO cemeicTBa
Reglll snurenuanbHbIX U JPyTUX KOMMYHUKAI[MOHHBIX
KJIETOK OpraHM3Ma 4eloBeKa, KOTOpbIe, B OTIINYHE OT ce-
JIEKTUHOB, He coziepxar SCR u He sSBIAIOTCA OOIUraTHBI-
mu wieHamu cemeiictBa JIn C-tuma (Ca’'-3aBUCHMBIX).
®axkrop-H umeer, 1o kpaitHeil Mepe, ABa TUIA Y4aCTKOB
YIJIEBOAHOIO PACHO3HABaHMs — y3HaBaHUs KOMOMHaLUH
KJIACTEPOB/TUIONIA/IOK C IKCIIOHHPOBAHHBIMU OCTaTKaMHU
CHAJIOBBIX KHCIIOT MM (pparMeHToB remapuHa (cyibda-
TUPOBAHHBIX IIMKAaHOB). PasHooOpa3ue 1OMEHOB y3Ha-
BaHUS JeJIaeT BOSMOXXHBIM 00pa3oBaHHWE CHIBHO BapbH-
PYIOIIMX 3THUTOIOB y3HABAaHUS, MPUAAET SMUTONAM BO3-
MO>XHOCTb KOH(OPMAaLIMOHHOTO MaHEBpa PU KOHTAKTE.
JIH u 3aBucuMbIe OT HUX Kackajbl U peakiun CKY ko-
(DYHKIIMOHMPYIOT CO CBEpTHIBAIOIIEH, KUHUHOBOM, (Oer-
KOBBIE T'OPMOHBI)-PELENTOPHON W JIPYIMMH KJIIOUEBBIMU
(PM3MONOTMYECKH BaKHBIMH CHCTEMaMH, BKIFOYAIOIMHU
I'K-pacnosnatomiie I'TI mma3zmbl kKpoBH, (akToOpbl pocTa,
LIUTOKUHBI, 1e()CHCHHBI; CUIJIEKH ¢ (hYHKIMSIMH KIICTOYHO-
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T'O POJIMHIA, XOMUHIa ¥ KWJUTMHIA KJIETOUHBIX [aTOrCHOB;
Toll-nomo6usle penrenrropsr (TLR-2, 4 u ap.), penientropabre
Jln C-tna MOHOIMTOB, Makpo(aroB M APYTHX KIIETOK.
®daxrop-H ucnonssyer annexcus-11, JIHK u ructons! B ka-
YECTBE JINTAHJIOB HA [IOBEPXHOCTHU ANIONTO3HBIX KIIETOK.

KodyukunonupoBanne ys3Harommx cucrem (BU wu
CUMOMOTHYECKOI) B OpraHu3Me 4YelOBEeKa CBHUJICTEllb-
CTByeT O (YyHKIIMOHUpOBaHWM JIH Kak eauHO# cymep-
CHCTEMBI OpraHW3Ma 4YeJIOBEeKa, 3JIEMEHTHI KOTOPOH pas-
YMHO PACIpeNeNeHbl U PAalOHATIBHO MOJCIECHBl MEXIY
BCEMM CHCTEMaMH y3HaBaHUs U 3aiuThl [34]. JlekTuHO-
Bas cynepcucTeMa IpearnonaraeT (pyHKIMOHHPOBaHNE
enunoit  JIk-I'K-cymepcucrembl  ((QyHKIIMOHUPOBAHHE
KoMmIutekcoB/ancamOnert JIn-yrmeBonsl/I'K, xax Breicmas
(hopma kopyHKITMOHUpOBaHUS JIH U IIMKOMa YeIOBeKa).
B3aumootHomenus JIH 1 miMKoMa 4yesnoBeKa MpeArnona-
raroT y4acTHE TOCTOSTHHO MEHSIIOILEroCs PeryjinpyemMoro
opranmsmoM myna yriaeBonos/I'K, packpsiBatoriero me-
XaHU3M OPTaHHOTO, OHOTOITHOTO, TKAHEBOT'O U KJIETOYHO-
OpTaHeNFHOTO TPOIMH3Ma, YTO MOXKET OBITh TTOJIE3HO TTPH
MOJTYYEeHUH 1 HCIIOIb30BaHNH TePaeBTHUECKUX cOamaH-
CHUPOBaHHBIX y3HaIOMUX cucteM BU, koMOMHUPOBaHHBIX
BaKIMH, TIPO/TIOCT/TIpe/CHHONOTHYECKNX MpenapaToB HO-
BOTO TTOKOJICHHS, NPHU pa3pabOTKe BBICOKOTYBCTBHTEINb-
HBIX METOJIOB KJIMHUYECKOM JIAOOpaTOPHON TMarHOCTUKU
U co3nmaHus OnoceHcopoB HoBoro Tuma [31-33, 44-47].

3akniouenue. 1lonTBepixieHa BaKHOCTh BCECTOPOH-
HEro MHOTOYpPOBHEBOI'O UCCIIEOBAHUS CUCTEMBI KOMILIE-
MEHTAa YeJ0BEKa, YTO SBIISICTCS OCHOBOM JaJIbHEHIIIETO
YCTAHOBJICHHSI MHOTO(YHKIIHOHAIEHOCTH M PO TOHKHX
B3aMMOJICHCTBUI OEIKOB, INIMKAHOB, ININKOKOHBIOTATOB C
[EeJIBI0 TIPAKTHYECKOTO MCIIONIB30BAHUS B KIIMHHYECKOM
11a00paToOpHOI TMArHOCTHKE CUCTEMHBIX OOJIe3HEH yerno-
BEKa U UX TepaIuH.
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