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®yHkunoHanbHas akTHBHOCTb C3 U C4 KOMNOHEHTOB
KOMMJ/IEMEeHTa Y NaLMeHTOB C Pa3/IH4YHbIMU BapHAHTAMH
MeMOpaHonponudgepaTUBHOro rnoMepyoHedpUTa

H.J1. Kosnosckas', B.A. }Op03a2,3, C.C. Anpuna’, J1.A. Bobposa?

Llenb. CpaBHHUTb (hyHKLHUOHANbHYIO aKTUBHOCTb
C3 v C4 komnoHeHTOB KOMMeMeHTa npu C3-rno-
MepyfionaTuu, MaMonaTHueckom membpaHonpo-
nudpepatusHoM raomepynioHedppute (MMTH) w
BO/lYaHOYHOM HecppuTe (BH) IV knacca.

Marepuan n metoabl. B uccnenosarue 6binm
BK/toueHbl 8 nauyueHTos ¢ C3-rnomepynonatuen,
13 — c ugnonarnueckum MMNMH u 14 —c BH IV
Knacca. Y Bcex nauMeHToB onpenensiiv gyHKLHUo-
HasibHyto akTUBHOCTb C3 M C4 KOMNOHEHTOB KOM-
NJeMeHTa, a TaK>Ke U3MEPS/IU UX COAEpPIKaHHE B
CbIBOPOTKE KPOBH.

Pe3ynbrarbl. N3MeHeHUs hyHKLUMOHANbHOM
akTuBHOCTH C3 n/mnn C4 6b1nu BbisiBAEHbl y 34
(97,1%) w3 35 naumentos. Y 7 (87,5%) ns 8
nauueHTos ¢ C3-rnomepynonatuei onpenens-
JIOCb CHUXKeHWE (PYHKLMOHaIbHOW akTUBHOCTH C3
Mo CPaBHEHUIO C pehepeHCHbIM AUana3oHoM,
KOTOPOE YKa3blBasio Ha aKTUBALMIO a/ibTEPHATHB-
Horo nytv komnnementa. ¥ 9 (69,2%) nz 13
nauueHToB ¢ uguonarnyeckum MMIH 6bino
BbISIB/IEHO MOBbILIEHUe PYHKLMOHAIbHOW aKTUB-
Hoctu C3,ay 7 (53,8%) — C4, uto morno ceuge-
Te/IbCTBOBATb O COYETAHHOW aKTUBALMK
K/J1aCCUYECKOTO U aflbTePHATUBHOMO NyTen KOM-
nnemerTa. Y 9 (64,3%) s 14 naumertos c BH IV
Knacca Habnoaanoch CHUXKeHWe yHKLUOHab-
HoM akTuBHOCTH C4, KOTOpOE coueTanoch ¢
pa3HoHanpaBNeHHbIMWA U3MEHEHWUSMU (DYHKLHUO-
HanbHoM akTuBHOCTU C3. 3T U3MeHeHUa noj-
TBEP>KAaM NPEUMYLLLECTBEHHYIO aKTUBALMIO
KJ1aCCUYEeCKOro MyTH KOMMJIEMEHTA, CBOMCTBEH-
Hyto BH.

3aknioueHune. Onpegenerue pyHKLUMOHaNb-
Hol akTWBHOCTU C3 1 C4 KOMNOHEHTOB CUCTEMDI
KOMIM/IEMEHTA — JOCTATOYHO MH(DOPMATUBHbIH
MeTof, NO3BONSIOLLUM CYANUTb O NPEUMYLLECTBEH-
HOM aKTWBaLWK KOMMNJIEMEHTA NO a/ibTePHATUBHO-
MY WK KJIaCCUYECKOMY MyTH.

KnioueBble cnosa. Mem6paronposaugpepa-
muBHelli enomepynornegpum, C3-enomepyaona-
mus, Komnaemenm, pyHKYUOHAAbHAS
akmuBrocme C3, C4.
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MOCJIeIHUE TOIBI OTMEYAETCsT MOBBILICH-
HbIIl MHTEPEC K M3YYEHUIO POJM ajlbTep-
HAaTUBHOTO TIYTM KOMIUIEMEHTa B

MaToTeHe3e Pa3TUYHBIX BapUAHTOB TJIIOMEPYJIO-

natuii. [IpoToTunom 3aboseBaHMil MOYEK, OMo-

CpenoBaHHBIX HapyleHUeM peryasiuu

aJIbTePHATUBHOTO TyTH, SIBISETCS aTUITMYHBIM

TeMOJIUTUKO-YPEMUUYECKUIT CUHIAPOM, I0JI0-

SKUBIIMI HA4YajI0 U3YYEHUIO OTIEIbHOM IPYIIIbI

HedpomaTuii, CBI3aHHBIX C ITaTOJIOTHEN KOM-

MJaeMeHTa, — KoMmIuleMeHTonaruii. Tak, mpu

repecMoTpe TMpexHel KiaccupruKalMoHHON

CXeMBbl MEeMOpPaHOIPOIN(PEepaTUBHOIO TIIOMEPY-

noHedpura (MIITH) Hapsiny ¢ KilacCUUeCKUMU

nMMyHoKoMmIuteKcHbiMu MITT'H Obuta Bbigese-

Ha HOBas IPyIIa KOMIUIEMEHTOIOCPETOBAHHBIX

C3-roMepyonaTuii, 00yCIOBIEHHBIX TUCPETY-

JIALMe aJbTepHAaTUBHOIO MYTU KOMIUIEMEHTa

[1,2]. Ux paznuume cOCTOUT B IpeodafaioleM

MYyTH aKTUBALIMU CUCTEMBI KOMILJIEeMEHTa (Kj1ac-

CHYECKOTo Mpu MMMyHOKoMIiekcHom MITTH

U anbrepHaTuBHOrO Impu C3-raomepyaonaTin)

1 Hed(DHEKTUBHOCTU CTaHAAPTHONW MMMYHOCY-

MPECCUBHOM Tepanuu B IMOCJIeAHeM ciydae. B

OTJIMYME OT KJIACCUYECKOTO TTyTH, JUIS aKTHBa-

LIMKX KOTOPOTO TpeOyeTCsl MPUCYTCTBUE UMMYH-

HBIX KOMIILJIEKCOB, aJbTePHATUBHBIN TMYTh

M3HAYATbHO MMEET HU3KUI yPOBEHb aKTUBALIMU

(T.H. MeXaHU3M “X0JIOCTOro Xoaa”) B ILIa3Me

KPOBM 3a CUET CIIOHTAHHOTO TUAPOJIM3a THO-

a¢upHoii cBs13u C3 ¢ obpasoBaHueM (hparMeH-

Ta C3b. CasasbiBaHue C3b ¢ KJIETKON-MUIIEHbIO

(4ykepomHON WM COOCTBEHHOI) 3amycKaeT

MEeTTI0 aMIUIM(DUKAIIMK, TeHEPUPYIOIIYIO Jajlb-

Hefillee akTMBHOE pactierieHue C3 ¢ obpaso-

anneM C3-, a 3arem C5-KoHBepTas,

MPUBOIAIIMX K (DOPMUPOBAHUIO TEPMUHATBHO-

ro KOMIUIEKca KOMIJIeMeHTa — MeMOpaHoara-

Kkytomero  Kommmiekca (MAK, C5b-C9),

BBI3BIBAIOIIETO OCMOTUYECKUI JIN3UC KIETKH.

IIpu otcyrcTBUM Oiokupylomero 3ddekra

PeryasiTOpHBIX (DAaKTOPOB B pe3yjbTaTe Hacie-

CTBEHHBIX (MyTaUMU) WIA TPUOOPETEHHBIX
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(ayToaHTHUTENa) aHOMAJTMI aKTUBAIMSA aTbTEPHATHUBHOTO
MyTM KOMIUIEMEHTa MpUOOpeTaeT HEKOHTPOJUPYEMBbIit
XapakTep M MPUBOAUT K PA3BUTUIO KOMILJICMEHTONATUIA, B
yacTHocTH, C3-rmomepynonarun. Kinaccumueckuit u axbrep-
HaTUBHBIN MyTH KOMILJIEMEHTA CBSI3aHBI MEXIY COOOi U
CXOSITCSl Ha 3Tare pacllierieHus] (aKTUBALMK) LEHTpalb-
Horo C3 xoMmmoHeHTa, 0€3 KOTOpOro He chOpMUPYIOTCS
C5-konBeprasbl 1 MAK, a Takxe B3aMMOIOMOJHSIOT ApYyr
JIpyra, YCUJIMBasi UMMYHHBIN OTBeT [3,4].

B cBsi3u ¢ pasauuusMu B TIaTOTeHe3e OTAETbHBIX BapH-
aHToB MIII'H nosiBunach He0OXOAMMOCTb B U3YYEHUU
J1abOpaTOPHBIX MapKEpPOB aKTUBALMM aJbTePHATUBHOTO
MYyTH KOMIUIEMEHTA Il KOPPeKUUU Tepanuu. EquHCTBeH-
HBbIM METOJIOM OfpeeneHus (HYHKIIMOHATbHON aKTUBHOCTH
CUCTEMbI KOMIUIEMEHTA JI0 HeJJaBHETO BPEMEHU ObLT aHaAJIN3
o0IIeil TEeMOJUTUYECKONW aKTUBHOCTH KOMIUIEMEHTa
(CH50). B octpyto a3y 3abojieBaHMSI OHA CHUXKACTCS W3-
32 aKTUBHOTO MOTPEOJICHUS] KOMIIOHEHTOB CUCTEMbI, OJIHA-
ko CHS50 He cmeunduyHa ¥ He IO3BOJISIET BBIACIUTH
npeobiafarolnil MyTh aKTUBALMU CUCTEMbI KOMILIEMEHTA
[5]. B 0ObIUHOI KIMHUYECKOH MPAKTUKE YACTO OTNPEe/soT
comepxanne C3 u C4 KOMIIOHEHTOB KOMILJIEMEHTA, OTHAKO
WX YPOBHM He BCeraa MO3BOJSIOT BBISIBUTH TMIIEPAKTUBA-
LIMI0 aJbTePHATUBHOIO MYyTU KOMILJIeMeHTa. 3a pyOexkom
CEeroNHs OCTYITHO ONpeesieHue ComepXaHus B IUIa3Me
KPOBU U JAPYTMX KOMIIOHEHTOB U PEryJIsATOPHBIX (haKTOpOB
aJbTepHATUBHOTO IMyTH KOMILIEMEHTa, oaHako B Poccum
9T UCCJIeIOBAHMSI TOKa He BBHIMONHAIOTCSA. B Haleit cTpa-
He MOMMMO KOJMYECTBEHHOTO OMNpeneJeHMs] KII0UeBbIX
KOMIIOHEHTOB cyliecTByeT npemioxeHHas JI.B. Ko3imoBeim
METOIMKa ompeneaeHus GyHKIMOHAIbHOI akTuBHOCTH C3
n C4 nns BBISIBACHUS MPeodaagarolero myTu akTUBaIuu
KOMIIJIEeMEHTAa M BbIPaOOTKM Haubosiee 3(PGeKTUBHON TaK-
TUKHU JIeUeHUS] KOMIIEMEHTOITOCPEIOBAHHBIX HedpomnaTuii,
KoTopasl yXe MpUMEeHsUlach Ha MPakTUKe B HEKOTOPBIX
JIeYeOHBIX YUpeXKAeHUsIX [6].

Lenbio wucciemoBaHus ObUIO CpaBHEHME (OYHKIIMO-
HajbHOM akTUBHOCTU C3 M C4 KOMIIOHEHTOB CUCTEMBbI
KOMIIJIEeMEHTa NP UMMYHOIJIOOYJIMH- U KOMILJIEMEHTOIO-
cpenoBaHHBIX BapuaHTtax MIITH.

Marepuan u metoabl

B uccrienoBanme BKIIOYAIU MALMEHTOB C pa3IMUHBIMU BapUaH-
tamu MIITH, B Tom umcie C3-rnomepyrnonaTueil, MINOIATH-
yeckum MIITH u Bomyanounsim Hedbpurom (BH) IV kmacca.
JInarHo3 MOATBEPXIaJU MPU CBETOBOM M MMMYHOQIIOOpEC-
LIEHTHO¥ MUKPOCKOTMU OMonTara mouyku. Ha ocHoBaHUM 3j1eK-
TPOHHOW MHUKPOCKONMUKU B CTpykType C3-TiaoMmepyonaTuu
Bbiensin C3-rioMepyoHedput U 60JIe3Hb TJIOTHBIX IETO3M-
toB. Ummonatnueckmit MII'H u BH IV kinacca, kotropomy
Mopdoornyecku coorBeTcTByeT npodmib MITTH, paccmarpu-
BaJIi KaK KJIAacCUYECKHE BapUaHThl MMMYHOKOMILIEKCHOTO
MIITH, C3-raoMepyiomnaTuio — KakK KOMILIEMEHTOIIOCPEN0-
BaHHbIit MIITH.

DyHKIMOoHAIBHYIO0 aKTUBHOCTh C3 1 C4 KOMIIOHEHTOB KOM-
IJIEMEHTa B CHIBOPOTKE KPOBU OMpPENeIsSIN UMMYyHO(DEpMEHT-
HBIM MeTolOM (rmaTeHT Ha wu3obpereHue Noe2506594 wu
No2495432, Kosznos JI.B., Auguna C.C., Pomamenko N.A.).
JlaHHasi METOIMKA OTJIMYAETCS] OT TEMOJUTUYECKOTO METoIa U
OCHOBaHa Ha CIIOCOOHOCTM AKTMBHOTI'O KOMITOHEHTa KOMILIE-
MEHTa CBSI3bIBATbCSI C TPOMOWMHOM, MPUCOCIUHSISI 3aTeM CYO-
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TABJIULIA 1. Cxema uHTepnpeTayuu PyHKLUOHANbHOMN aK-
TuBHOCTH C3 1 C4

C3 CootHo- C4 CocTosiHMe CUCTEMBI KOMIUIEMEHTa
LIeHne

N = N Hopma

{ < 1/ N /T AxrtuBaumsi aJlbTepHaTUBHOIO MyTH
KOMITJIeMeHTa ¢ rnoTpebienneM C3

{ = l AKTHBaIs1 000UX MyTell ¢ moTpede-
HUEM KOMITOHEHTOB

T > 1/ N /T AxrtuBaums albTepHaTUBHOIO MYTH 32
CYeT MOBHIIIEHHO!N akTUBHOCTH C3

) = T AKTHBaIs aTbTEPHATUBHOTO U KJac-
CHUYECKOTO TyTeil KOMIUIEeMeHTa

/N/T > 1 AKTHBaLUsT KJIACCUUECKOTO MyTH
KOMIUIeMeHTa ¢ TiotpebiaeHnem C4

I/N/T < T AKTHBaLUsT KJIACCUUECKOTO MyTH

KOMIUIEMEHTA 3a CYET MOBBIIIICHHOMW
akTuBHOCTH C4

IMpumeuanue: T — noseiiieH, | — cHKeH, N — HOpMa

cTpaT ¢ (hepMEeHTOM C TMOC/EAYIONUIMM ero okpamuBaHueM. [1o
MHTEHCUBHOCTH OKpAlllMBaHUsI M3MEPSIOT aKTHUBHOCTb MCCIIe-
JlyeMOro KoMIoHeHTa. DYyHKIIMOHATbHYI0 aKTUBHOCTD BbIpaXka-
JIM B TIpolieHTax, mpuHuMas 3a Hopmy (100%) pacueTHyio
CPEIHIOI0 BEJMUMHY MOKA3aTess, MOJYYeHHYIO TTPU HCCIIeoBa-
HMM TTyJ1a CBIBOPOTOK 20 3710pOBBIX JTOHOPOB C IOBEPUTETHHBIM
uHTepBasioM +20%. PacuerHast cpemHsisi (yHKUMOHAJbHAs
aktuBHOCTH C3 cocrasmia 1,2 + 0,24 (0,96—1,44) mr/mi, C4 —
400 t 80 (320—480) mkr/mi. JlaHHbBIE MHTEPIIPETUPOBAIN TIO
TPeIOKEHHOI cxeme (Tabu. 1).

CraTtuctryeckasi 06paboTKa MPOBOAMIACH C UCIIOIb30BAHM-
em mporpaMmbl SPSS Statistics 22.0. Pacnipenenenue mmpu3Haka
npoBepstii ¢ mnomoiplo Tecta Konmoroposa-CMmupHoBa.
KonuyecTBeHHbBIE MMOKA3aTeId ¢ HOPMAJIbHBIM pacrpeaesiecHueM
MPEICTaBIeHbl B BUIE CPEAHETO apupMETUUECKOTo U CTaHIapT-
HOro oTkjJoHeHus. [Ipu pacrpeneseHUU, OTIMYABIIEMCSI OT
HOPMaJIbHOTO, NaHHbIE TIPUBENEHBl B BUae MeauaHbl (Me) u
MEXKBapTWIbHOTO pasMaxa (75 u 95%o). OlleHKYy 3HAaYUMOCTU
pa3IMyuil pU OTKJIOHEHUM pacripenesieHus OT HOPMaJbHOTO
IIJIST He3aBUCHUMBIX KOJIMUECTBEHHBIX MEPEMEHHBIX MTPOBOININ
MpY MIOMOIIM Kputepuss MaHHa—YUTHU. 3HAYUMBIMU CUUTATIN
paznmuus mipu p<0,05.

Pe3ynbrtarbl

B uccnenoBanue 6buiM BKJIIOYEHB! § manueHToB ¢ C3-1710-
MepyJsonaTtueit, 13 mauueHToB ¢ uauonarnyeckum MITTH
n 14 nmaumenroB ¢ BH IV knacca [lauueHTsl ¢ 60sie3HBIO
IUIOTHBIX Aeno3uToB (n=4) u C3-riomepynoHedpurom
(n=4) OblIM 00beAMHEHDbI B OfHY TPYIIY B CBS3U C MaJbIM
UX KojmuecTBoM. Jlemorpacuyeckue M KIMHUYECKUE JaH-
Hble TIAIIMeHTOB Ha MOMEHT BKJIIOUEHUS B MCCIIENIOBaHUE
npuBeneHbl B Taba. 2. Haubonee yacTbiM KIMHUYECKUM
MPOSIBJICHUEM B TpeX Ipyrax OblT He(pPOTUUECKUI CUH-
TIPOM, KOTOPBII chopMUPOBAICS B pa3IUUYHBIE CPOKU OT
Hayajia 3aboseBaHus y BceX 00abHBIX ¢ C3-Tiomepysona-
tueit, 8 (61,5%) — c¢ wmmonarmueckum MIITH u 12
(85,7%) — ¢ BH IV knacca. Ha MomeHT obOcnemoBaHus
HeDPOTUYECKMIT CUHIPOM COXpaHSJICS Y BCEX MallMeHTOB
nepBoii rpynmsl, 6 (46,1%) — Bo BTOpoit u 6 (42,9%) — B
TpeTbeil. MMMyHOCymnpeccMBHas Tepanusi Ha MOMEHT
HCClIeNOBaHMs MpoBoamiach y 5 (62,5%) maiueHToB C
C3-rnomepynonarueii, 8 (61,5%) — ¢ unmonaTMYecKUM
MIITH u 11 (78,6%) — c¢ BH IV xnacca. Pemuccust Obina
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TABJIULIA 2. XapakTepucTHKa 601bHbIX HA MOMEHT BKJIIOUEHHUS B UCCIeJOBaHHE

WUnnonatuueckuit MIITH (n=13) BH IV kiacca (n=14)

[Tokazarenu C3-rnomepyJomnatust (n=8)
MykunHbl, n (%) 2 (25,0)

Bo3spact Ha MOMeHT n1ebioTa, et 15,0 [4,3; 34,0]

Bospact Ha MOMEHT oOcCieoBaHMs, JIeT 28,5 [15,3; 35,8]
JnTebHOCTD 3a00J1eBaHusl, JIET 7,510,7; 17,5]

Cucronmueckoe AJl, MM pT. CT.
Juacronuueckoe AJl, MM pT. CT.

135,0 [112,5; 157,5]
90,0 [72,5; 100,0]

TIporeunypusi, r/cyrt 4,6 [3,1; 6,5]
AnbOyMUH, T/1 28,5+5,3
Kpeatunun, mr/mn 1,2 [0,5; 2,1]
CK® 1o Pebepry, mi/MUH 85,2+48,6

8 (61,5) 1(7,1)

24,0 [19,0; 54,5] 24,0 [21,3; 34,8
30,0 [27,0; 65,6 30,5 [26,8; 39,5
5,0 [1,0; 11,0] 4,0 [1,0; 7,5]

140,0 [125,0; 155,0] 140,0 [123,8; 160,0]
80,0 [80,0; 95,0] 90,0 [77,5; 100,0]
1,7 [0,7; 7,0] 1,0 [0,4; 3,3]
35,047,7 33,546,5

1,3 [1,3; 2,0] 1,3 [0,9; 1,5]
65,4+24,3 62,0372

[Mpumeuanue: nocrosepHble paznuuus (p=0,005) TOIBKO CyTOYHOU MpoTeMHypun Mexay naumeHtamu ¢ C3-riaomepyionarueit 1 BH

nocturnyra y 0%, 23,1% wu 14,3% nauueHTOB COOTBET-
cTBeHHO. bonee moapoOHast XxapakTepuCcTHKa TPYIIIT TpUBe-
JIeHa B Halllell IpeabIaylieil myomkanuu [7].

PesynbTaThl onpeneneHus conepxaHust U HyHKIIMOHATb-
Hoii akTuBHOCTU C3 u C4 KOMIIOHEHTOB KOMIUIEMEHTA
npuBeneHsl B Tada. 3. Menuana (yHKIIMOHAIBHON aKTUB-
Hoctu C3 y maunmeHToB ¢ C3-rmomepynomnatueil Oblia
HMXXE, 4YeM y TaiueHToB ¢ uauonarnyeckum MIITH (p=
0,01) u BH 1V knacca (p=0,05), 1 1ocTOBEpHO HE OTIMYA-
Jlachb MeXy OBYMs MOCieAHMMHU rpynnamu. [Ipu aHanuze
MearaH (YHKIMOHATbHON akTMBHOCTH C4 CTaTMCTHUYECKU
3HAYMMBbIE PA3TUUUS ONPENCIISUIMCh TOJBKO MEXIy TpyIa-
MU nauueHToB ¢ uaronatuyeckuM MITTH u BH 1V knacca
(p=0,02).

B nenom naMeHeHuns: GyHKIMOHATLHOI akTuBHOCTU C3
u/wmm C4 6eutn BoisiBIeHBI Y 34 (97,1%) u3 35 manueHToB.
O0a moka3zaTesis HaXOAWINCh B pe()epeHCHBIX TUana3oHax y
1 manuenta ¢ unuonarnyeckum MITTH.

YV 7 (87,5%) u3 8 maumenToB ¢ C3-rimomepyrnonaruei
OTIPEETISIOCh CHIDKEHNE (DYHKIMOHAIBHONW aKTUBHOCTH
C3 mo cpaBHeHMIO ¢ pedepeHCHBIM AUAINa30HOM, KOTOpOe
B 4 cayyasx coYeTaloch ¢ HOPMalbHON (DYHKIIMOHATbHOMI
akTUBHOCTBIO C4 (Tabmn. 4). ¥ 9 (69,2%) n3 13 mameHToB ¢
uauonatudeckum MIITH ¢yHKuMoHanbHas aKTUBHOCTH
C3, HaobOpOT, ObLIA MOBBILIEHA, B TO BpeMsI KaK ee CHUXe-
HHMe Habmomamzoch Toibko B 3 (23,1%) cayuasx. Y 7
(53,8%) maumeHTOB 3TOM IPYIIbI OTMEYEHO IOBBILIEHNE
dbyskimronanpHoi aktuBHocT C4. Cpenn nanueHnToB ¢ BH
IV knacca cHIXKeHMe WM TTOBBIIIEHWE (PYHKIMOHATLHOM
aktuBHOCT C3 BCTpEYaysoch ¢ ONMHAKOBOM 4acTOTOM — y 6
(42,9%) n 6 (42,9%) u3 14 MalMEHTOB COOTBETCTBEHHO.
VYV 9 (64,3%) mauueHTOB HAOMIOMATOCH CHIDKeHUE (DYHK-
HMoHaAbHOU akTuBHOCTH C4, KOTOpOEe COYeTaloCh C
pa3HOHAMpPaBJIeHHBIMU M3MEHEHUSIMU (PYHKIIMOHATbHOMN

aktuBHOCTU C3. ToJIbKO B 9TOM TpyIiIe BbISBIECHO 2 caydast
CHMXEHUSI (YyHKIIMOHaNIbHOW akTuBHOCTU C4 Tpu HOp-
MaJIbHOM (PYHKIMOHAIbHON akTUBHOCTU C3.

06cyxpeHue

C3 u C4 aBns10Tcs KII0YEBHIMU KOMIIOHEHTaMM ajIbTepHa-
TUBHOTO U KJIACCUYECKOTO MyTeil CUCTEMbl KOMIIEMEHTA
COOTBETCTBEHHO. DYHKIMOHANbHAsT akTUBHOCTL C3 u C4
MOXKET CIYXHTh WHINKATOPOM aKTUBALIMM 3TOW CUCTEMBI,
0COOEHHO MPU HOPMAJbHOM HX COAEPXKaHUU B KPOBH.
[ToTpebieHre KOMIIOHEHTOB KOMIUIEMEHTA TIPOSIBIISIETCS
CHIDKEHMEM MX (DYHKIIMOHATbHON aKTUBHOCTHU, B TO BPEMSI
KaK TIpH OIpeeNeHU KOJMYeCTBeHHOTo coaepxkanus C3 u
C4 KOMITOHEHTOB YUMTHIBAIOTCS U UX HEAKTUBHbBIE (DOPMBI,
MPOJOJIKAIOIIMe ITUPKYIUPOBaTh B KPOBOTOKe. B xome
MaTOJIOTMYECKOTO Mpollecca BO3MOXHO HE TOJbKO CHMXKE-
Hue aktuBHOCTU C3 M C4 KOMITOHEHTOB B pe3yjbTaTe MX
MOTpeOJIeHNsI, HO U TIOBBIIIEHUE €e 3a CYeT KOMITEHCATOp-
HOTO YCHMJIEHMSI CMHTe3a 00oux KoMmmoHeHToB. C3 u C4
SIBJISIIOTCSL OeJIKaMU OCTpoit hasbl, MO3TOMY MX 00pa3oBa-
HUE BO3pacTaeT Mpu JI0OOM BOCTANIEHUH, B TOM YUCIE ISt
BOCIIOJTHEHMSI TOTPEOJEHHBIX B MPOLIECCe aKTUBALIMU KOM-
MJeMeHTa KOMIOHeHTOB. [Ipu aToM ux (GyHKIMOHAIbHAS
AKTHBHOCTb MOXET CYILIECTBEHHO TNpPEBBIIATh pedhepeHc-
Hble 3HaYeHus1. B ocTpodasoBblii eproa BOZMOXKHO MOBbI-
HIeHWe KakK coaepxXaHus, Tak M aktuBHocTn C3 um C4
KOMITOHEHTOB, YTO OMpEAENETCS CKOPOCTSIMU aKTHBHOTO
OMOCHHTe3a M  KJIUpeHca  HeaKTMBHOTO  OeJka.
[Ipennonaraercs, 4To MOHUTOPUHT akTuBHOCTH C3 u C4
KOMITOHEHTOB TO3BOJIUT TOYHEE OTPENEIUTbh COCTOSHUE
CUCTEMbl KOMIUIEMEHTA, YTO MOXET UMETh 3HaYeHHUe IS
KOPPEKIK TIPOBOAUMON Teparuu [6].

Mpb1 BHepBbIe B Hallleil cTpaHe OmIpene/siin (yHKIIMO-
HaJlbHYI0 aKTUBHOCTh C3 1 C4 KOMIIOHEHTOB Yy MallMEHTOB

TABJIULA 3. CoaepkaHue U hyHKLMOHaNbHasA akTuBHOCTb C3 1 C4 B Tpex rpynnax

IMoxkazarenu C3-rnomepynonatus (n=8) Wnuonatuueckuit MITT'H BH IV knacca (n=14) p
(1) (n=13) (2) (3)
ConepxaHue, Mr/MI
C3 0,56 [0,44; 0,96] 0,92 [0,70; 1,54] 0,88 [0,70; 1,10] p,,=0,03, p, ;=0,07, p,,=0,59
C4 0,32 [0,24; 0,34] 0,29 [0,27; 0,36] 0,27 10,20; 0,34] p,,=0,86, p, ;=0,36, p,,=0,22
AKTUBHOCTb, MI/MJI
C3 0,76 [0,34; 1,03] 1,62 [0,96; 2,83] 1,10 [0,72; 2,13] p,,=0,01, p, ;=0,05, p,,=0,21
C4 432,5 [259,0; 517,5] 525,0 [363,5; 800,0] 281,5 [173,0; 529,3] p,,=0,27, p, ;=0,41, p, ,=0,02

IMpumeuanue: pedepercHoe comepxkanune C3 — 0,5-1,8 mr/ma, C4 — 0,1-0,5 mr/mu, dyHKunoHadbHas aktuBHocth C3 — 0,96-1,44 mr/mu, C4 —

320-480 mr/mMa
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TABJIULA 4. CooTHoweHHe PYHKLIHOHANIbHOW aKTHBHOCTH
C3 u C4y naumnenTos tpex rpynn, n (%)

[Toxka3arenu C3-miomepy-  Mnmonaruuec- BH IV kiacca
JIOTIaTus kuit MITT'H (n=14)
(n=8) (n=13)
1C3,C4—-N 4 (50,0) 1(7,7) 1(7,1)
1C3,1C4 2 (25,0) 1(7,7) 4 (28,6)
1C3,1C4 1(12,5) 1.(7,7) 1(7,1)
C3 —N, IC4 0 0 2 (14,3)
TC3,1C4 1(12,5) 6 (46,1) 3 (21,5)
TC3,1C4 0 2 (15,4) 3 (2L,5)
1TC3,C4—N 0 1(7,7) 0
C3—N,C4—N 0 1(7,7) 0
Hroro
1C3 7 (87,5) 3(23,1) 6 (42,9)
T1C3 1(12,5) 9 (69,2) 6 (42,9)

¢ pasnmuuHbiMu Bapuantamu MIITH. B 3apy0exHoir aute-
paType ToauepKuBaeTcss Odablias MH(GOPMATUBHOCTD
OIHOBPEMEHHOTO OMpeeSeHUS CoaepKaHusa U (DYHKIINO-
HaJTbHOM aKTUBHOCTHM KJIIOUYEBBIX KOMIIOHEHTOB CUCTEMBI
KomrieMeHTa [8]. OnHaKo OOLIEMPUHSATOTO MeToia U3Me-
peHus GyHKIMOHaIbHOI akTuBHOCTH C3 1 C4 KOMITOHEH-
TOB KOMILIEMEHTAa Ha CETOAHSIIHUI JeHb HET, Kak W
ob1enpuHsATOoro Meroaa onpeneienus C3-Hedpuruuecko-
ro ¢aktopa. Takke MbI He HAIILIM B 3apy0OeskKHOM JIUTEepaTy-
pe paboT, MOCBSILUEHHBIX OMpeAeaeHNI0 (PYHKIMOHATLHOMI
aktuBHocTH C3 1 C4 KoMnoHeHTOB y nanveHToB ¢ MITT'H.
Bo3MoXHO, 3T0 00BSICHSIETCS TOCTYITHOCTBIO OTpeae/ieHuUsI
cofiep>kKaHMsT BCEX KOMITOHEHTOB CUCTEMBI KOMIUIEMEHTA B
KpOBHU, BKJIOYas OEJKH-PEryasaTopbl albTepHATUBHOTO
MYTH, YTO CHUXKAET LEHHOCTb U3yueHUs (HYHKIIMOHATBHOI
aktTuBHOCTH C3 n C4. OmHako B HalIeil CTpaHe UCIOJIb30-
BaHUE JAHHOTO METOJA MPEACTABISIETCs Leaeco00pasHbIM,
VYUTHIBASE OTPaHWUYEHHBIE BO3MOXHOCTH WCCIIEIOBAHUS
CUCTEMBI KOMILIEMEHTA.

B Hameit paborte y manueHtoB ¢ C3-riomepyJonatueit
ObUTM BBISIBJICHBI MPU3HAKW aKTHBALIMM aJbTePHATUBHOTO
MyTH KOMIUIEMeHTa. Y OOJIbIIMHCTBA M3 HUX OTMEYalioCh
CHIUXXeHUe (YHKIMOHANbHOM akTMBHOCTU C3, 4TO OTpaxa-
JIO YCUJIEHHOE €ro MoTpebiieHue Mpy aKTUBAIMK aJlbTepHa-
TUBHOTO MyTH. TOJIBKO B OMHOM cjIyyae ObUIO BBHISIBJIEHO
MOBbILIeHUE (PYHKIMOHANIBHON akTuBHOCTH C3 1 C4 KOM-
MMOHEHTOB, CBUIETEIbCTBOBABIIEE 00 aKTUBHOM KOMITEHCA-
TOPHOM HX CUHTe3e. B mByx ciyyasix ObUIM CHIDKEHBI 00a
nokasaTesisl, OHAKO CHUXeHHE (PYHKUIMOHATbHON aKTUB-
Hoct C3 KOMITOHEHTa 0Ka3ajaoch 0oJiee BHIPaKeHHBIM, UTO
MOKET YKa3bIBaTh Ha TMPe00IaIaloNiylo akKTUBALIMIO albTep-
HaTUBHOTO MYyTH KOMILJIeMeHTa. MeauaHa (hyHKIIMOHAb-
Hoit akTuBHOCTM C3 KOMIIOHEHTa Yy MAalMEeHTOB C
C3-roMmepynonaTueil ObUia JOCTOBEPHO HIUKE TAaKOBOH y
nainueHToB AByx Apyrux rpynn. Coxepxanue C3 Kommo-
HEHTa B CBIBOPOTKE KPOBU OBLIO CHUXKEHO TOJIBKO Y 3 U3 8§
nmauueHToB. TakuMm oOpa3oM, ompeneneHue QyHKIMOHAIb-
HOIl aKTUBHOCTH OKa3ajoch 0oJiee MHGMOPMATUBHBIM METO-
JIOM, TTO3BOJISIBIIUM BBISBUTH NeHUIUT aKTUBHOCTH C3
KOMIIOHEHTA MPU TIOUYTH HEM3MEHEHHOM €ro COEPKaHUU.

Y nauuenros ¢ unnonarnyeckum MITT'H vacto otmeyva-
JIOCh TMOBBIILIEHNE (DYyHKIMOHANBbHOM akTuBHOCTH C3 1 C4
KOMITOHEHTOB, YTO MOXET OTpaXkaTh HapacTaHHWE CHHTe3a
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JIBYX KOMITOHEHTOB B OTBET Ha YCHUJIEHHOE MX TOTpebieH1e
B 0CTpoa30BbIil MEPUO U MOXET CBUIETEIbCTBOBATH O
COUYETAaHHON aKTHMBALMM KJIACCUYECKOTO M albTepHATUBHO-
ro myteil KoMmriemMeHTa. OMHOBpeMEHHOE CHIDKEHHE (hyHK-
uuHanbHOU akTuBHOCTH C3 m C4 Takxke yKasbiBajo Ha
aKTHBalLMIO 00OMX TyTel CUCTEMbl KOMILIEMEHTa. ¥ 4acTh
MaIMeHTOB HAOIIOIATNCh PAa3IMYHbIe COUETaHUsT M3MeHe-
HMIt (pyHKUMOHaIbHOM akTuBHOCTU C3 u C4, XapaKkTepHbIe
TSI Tipeo0OJiafatoniell akTuBalliy Kiaccuueckoro (y 2) win
aJbTepHATUBHOIO (y 3) MmyTeli KOMILIEMEHTA.

Y nauuenrtoB ¢ BH IV knacca yanie otmevanoch cHuXe-
HHYe (QYHKIIMOHANBHOU akTMBHOCTH C4, KOTOpOe IOITBEp-
KIAJI0 TPEMMYILECTBEHHYIO aKTUBALMIO KJIACCUUECKOTO
MyTU KOMILIEMeHTa, cBoiicTBeHHyI0 BH. Pexe naGmiona-
JIOCh COYETaHNWE aKTUBALIMU KJIACCMUYECKOTO U albTepHATUB-
HOTO TyTeil KOMIUIEMEHTa WJIM aKTHUBallMUs TOJIbKO
JIBTEPHATUBHOTO MyTH, KOTOPYIO PEAKO BBISIBISIIOT y Mally-
€HTOB C CUCTEMHOM KPaCHOU BOJYaHKOM.

ITonyyeHHbIe pe3yabTaThl CBUIETENBCTBYIOT O TOM, YTO
npu C3-riaoMepyaonatud akTUBALMS aJbTePHATUBHOTO
MyTY KOMIUIEMEHTa TPOSIBISIETCS yallle CHUXKEeHUeM (DyHK-
LMOHaIbHOI akTUBHOCTA C3, a HEe CHIDKEHMEM €ro Comep-
JKaHUSI B KPOBU. DTU M3MEHEHUsT OTpaxkaloT MoTpedeHue
C3 koMmrmoHeHTa B mpouecce dhopmupoBanust C3 KOHBepTa-
3bl AJITEPHATUBHOTO MYTH KOMILIeMeHTa. J[1si mamomnatu-
yeckoro MIII'H xapakrtepHO couyeTaHuWe aKTUBALMU
aJIbTePHATUBHOTO M KJIaCCUYECKOTo MyTell KOMIUIEMEHTa, a
m1st BH 1V kimacca — mpeuMyliecTBEHHO KJIAaCCUYECKOIO
nyTtu, xots conepxaHue C3 u C4 B KpoBU B OOJIbIIMHCTBE
cllyyaeB He M3MeHsIeTCs. AHAUM3 COOTHOIIEHUST (DYHKIIMO-
HanbHOI akTMBHOCTU C3 M C4 KOMITOHEHTOB MOXKET yKa-
3bIBaTh Ha MpeodsafalolMii  MeXaHU3M aKTUBALMU
CHCTeMbl KOMIUIEMEHTA M CTaIWIO MMaTOJOTUYECKOTO TPO-
necca (mpeobiamaHue pa3bl BOCIOIHEHUST WIM MOTpedIie-
HUSI) ¥ TIO3BOJISIET KOCBEHHO CYIMTh O JABHOCTU Tpoliecca.
MpI mosiaraem, 4To MpeIoXKEHHYI0 CXeMy aHajiu3a COOTHO-
LeHUM (GYyHKIMOHaIbHOM aKTUBHOCTU C3 1 C4 KOMITOHEH-
TOB MOXHO MCIIOJb30BaTb M [JIsl TPAKTOBKM M3MEHEHUI
KOJIMUECTBEHHBIX ITOKa3aTesei.

OrpaHuyeHreM Halllero MCCeNOBaHUs SIBISETCS Masloe
KOJIMYECTBO MAlMEHTOB B cBsi3U ¢ TeM, yro MIIT'H oTHO-
CUTCSl K peIkUM MOpPGhOJOTUUECKUM TMaTTepHaM TJIOMepy-
JnsgpHOi maTojgoruu, a C3-riomMepynonaTtusl IpencTaBiseT
coboit opdanHoe 3abo1eBaHue. KpoMe Toro, Mbl onpesessi-
M GYHKUIMOHAIBHYI0 akKTUBHOCTH C3 m C4 OmMHOKpaTHO U
HE MCCIeI0BaIi ee B IMHAMUKE.

3aknioueHue

Onpenenenne (GpyHKIMoHanbHOUM akTuBHOcTU C3 m C4
KOMITOHEHTOB CUCTEMbl KOMIUIEMEHTa MOXHO paccMaTpu-
BaTh KaK JOMOJHUTEIbHBINA, HO JOCTATOUHO MH(OPMATUB-
HbII METOJ, MO3BOJIIOIIMI CYAUTh O MPEUMYIIECTBEHHOM
AKTMBALMM KOMILJIEMEHTA MO aJbTePHATUBHOMY WJIM KJac-
CUYECKOMY TYTH, a B JAJIbHEMIIIEM, KaK MbI ITPEIIIOIaraeMm,
0 IMHAMUKe TloKa3aTeseil B mpouecce JeueHusl 111 OUeHKU
ero 3G heKTUBHOCTU. DTO MPEACTABIsAETCS OCOOEHHO BaX-
HBIM, MOCKOJIbKY BO3MOXHOCTU WCCJIENOBAHUSI CUCTEMBI
KOMILJIEMEHTAa B pEaJbHOM KIMHUYECKON TIpaKTUKE
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OTpaHUYEHBI, B TO BpeMs KaK CeroHsI aKTUBHO pa3padaThi-
BalOTCS HOBBIE Mpenaparhl, OJOKUPYIOIIUE CUCTEMY KOM-
MJIEMEHTA.
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Functional activity of C3 and C4 complement
components in patients with various types
of membranoproliferative glomerulonephritis
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S. Andina’, L. Bobrova?

'Department of Internal Disease, Russian University of Peoples Friendship,
Center for Care of Pregnant Patients with Renal and Urinary Tract
Disorders, Eramishantsev City Clinical Hospital, Moscow, ?Tareev Clinic of
Internal Diseases, Sechenov First Moscow State Medical University,
Moscow, *Gabrichevsky Research Institute for Epidemiology and
Microbiology, Moscow, Russia

Aim. To compare the functional activity of C3 and C4 comple-
ment components in patients with C3 glomerulopathy, idio-
pathic membranoproliferative glomerulonephritis (MPGN) and
class IV lupus nephritis (LN).

Materials and methods. We recruited 8 patients with C3
glomerulopathy, 13 patients with idiopathic MPGN and 14
patients with class IV LN. The functional activity and serum
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levels of C3 and C4 were measuired in all patients.

Results. Functional activity of C3 and/or C4 was abnor-
mal in 34 (97.1%) of 35 patients. In 7 (87.5%) of 8 patients
with C3 glomerulopathy, C3 functional activity was below the
reference range indicating the activation of an alternative
complement pathway. In 9 (69.2%) and 7 (53.8%) of 13
patients with idiopathic MPGN, there was an increase in the
functional activity of C3 and C4, respectively. These changes
could be due to the combined activation of classical and alter-
native complement pathways. In 9 (64.3%) of 14 patients with
class IV LN, there was a decrease in the functional activity of
C4, which was combined with multidirectional changes in the
functional activity of C3. These changes confirmed the pre-
dominant activation of the classical complement pathway
characteristic of LN.

Conclusion. Functional activity of C3 and C4 components
of the complement system allows to evaluate the predominant
activation of complement by an alternative or classical path-
way.

Key words: membranoproliferative glomerulonephritis,
C3-glomerulopathy, complement, functional C3 activity,
functional C4 activity.
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