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OBIIAA TEMOAUTUYECKAA AKTMBHOCTD H PAHHUE (I)PAKIII/II/I"
KOMIIAEMEHTA VY AETEM C CUCTEMHOW KPACHOWN BOAYAHKOM

Kannura perckux 6oresneit MMA um. Y. M. Ceuenosa, HU aetckoit rematororus M3 PD, Mockpa

¥ GoanERrX [erefl ¢ cucTeMHOH KpacHOi Boraankoit (CKB) B mMBEAMHKE HCCHeNOBAREI MOKA3ATE M
ofmieli remonuTHWecKo# axTHBHOCTH Kommtemenra (CH 50) m ero pammwmx dpaxumii (Clg, C3, C4),
PesynbraThl HCCTeNOBAHMI CHCTEMAI KOMIUIEMEHTA CONOCTABACHH! ¢ KIMHEWYEGCKHMM O0COGCHHOCTAMY
CKB. O6cnenosann 68 Gompnnix CKB u 22 pefenka ¢ APYraMu CHCTeMEBIMY 32601eBAHWAME COENHH-
TexpHO# TRamu (C3CT) — ckaepoaepmus (10), mepmaroMumozuT (6), cucrempsie BacKymMTEI (6).
Bripaxernoe cuuxenne CH50 Brasaeno y 66% nereii ¢ CKB, y !/, GOMEHBIX OHO COXPAHIOCH H B pe-
muccnu. B rpymne cpasmenna CH50 6bi1a HeanawHTersHO CHHMEHA TOABKO B AKTHBHOM ¢ase 3adoie-
sarun y 14% perveit. NeduuuT pamaux pparuuit KoMmIeMenTa GHLT XapakKTepeR TONBKO XA GOJBHBIX
CKB. Anamua pesyssTaToB HCCISTOBANES NOKA3AN, TITO Clq 1 C4-dpparmuu xoMILxeMenTa ONpPeNeNaIOT
0cobyi0 TaecTs Bexymux cunxpomos CKB. IIp HopMaisHLIX 3HATCHHAX KOMILIEMEETA CKB y nereii
nporexaer Gonee xerxo. Brasiaemo Taxke, aTo C3-paxunua KoMIIEMEeHTA He ABAAETCH MADKEpPOM
aKTHBHOCTH 3afonesanus. (OGocHoBaHa NeNecOOGPA3HOCT HCCICXOBAHMS QpaKmuil KOMIUIEMEHTa
y 6ompanix CKB B CRA3H ¢ BO3MOMHOCTEIO Goiee HEPOPMATHBHON OLEHKH HADYIIEHMI HMMYHHEOIO

CTaTyca H NPOTHO3a JedeHud Goneannm.

Parameters of general hemolytic complement activity (CH50) and activity its early fractions (Clq,
C3, C4) were studied in children with systemic lupus erythematous (SLE) in dynamic. Results of

complement system study were compared with

peculiarities of SLE clinical presentation. Anthors

examined 68 patients with SLE; 22 children with other systemic connective tissue diseases (SCTD),
including scleroderma (10 cases), dermatomyositis (6 cases) and systemic vasculitis (6 cases) were
examined as control group. Significant CHS50 decrease was diagnosed in 66% of SLE patients, it

persisted in remission in ! /; of cases,

In control group mild CH50 decrease occurred in 14% of cases

only in acute period of disease. Deficiency of early complement fraction was typical only in SLE patients.
Analysis of examination results showed that level of Clg and C4 complement fraction determined the

excessive severity of main SLE syndromes.
level. Authors proved that C3 complement fraction was not the marker of SLE activity,

SLE was less severe in children with normal complement
and proved

necessity of complement fraction study in patients with SLE for more informative estimation of
immune state disorders and for prognosis of disease course.

Cucremuan kpacras somuanxa (CKB) — AYTOMMMYH-
Boe 3a60sIeBaEHe, B OCHOBE KOTOPOTO JIEYKHT B3aMMoIeli-
CTBHEe KOMIOHEHTOB MMMYHBOHK CRCTEME! C COBCTBEHHEIMU
3ROPOBLIMA KJIETKAMMY U TKAEAMN [1]. Ofmenpuanammoi
ABISACTCH TOYKA 3PEHEA, YTO MHOT'OYWC/IEHHRIE TeHeTH-
TeCKHe XeeK TR MMMYHHOR CHCTEME, HaupuMep, aebex-
Tl '€HOB KOMIJIEMEHTa, 4II0NTO38, HMMYHODEryIsTOop-
HBIX GJTKOB, HMMYHOTIOBYIMHOB, KIETOYREX PenenTopos
M OATOKZHOB IPHBOAAT K PASBATHIO M IPOTPECCHPOBAREIO
Gonreamn [2, 3). Hssecrro, uro ayTroaETATENE OpOAyLH-
pyior B-nambonaTst npu nomormu T-KITOK [4]. Panree
IPeAIONAranocs, 910 HHTEHCHBHOE 06pa30BaRMe AYTOAH-
Taren y 6omsanx CKB npoucxozut B pesyasrare cyime-
CTBEHHBIX CIABHIOB HMMYHODETYIATOPHEIX MeXaHM3MOB
T-rrerowroro mavyEmrera [5]. Brarogapsa coBpemes-

HBIM BCCIIEZOBAHKAM, CTANIO0 OUEBUIHEIM, YTO OCHOBHOM
UDYIHHOHA BOSHMKHOBEHHS AYTOMMMYHHOR naTonoruy
ABJIAETCA HAPYIIeHNe MMMYHOJIOIMIECKOH TOepAHTHOC-
™ B-mamponuros [6, 7].

OnBuM U3 OCHOBHBIX ¥ HAU6OIee BHAYMMEIX daxTo-
POB, HEOGXONXUMEIX [IIA [IOALEPKAHMSA MMMYHOJIOTIYEC-
KOH TONMEPAHTHOCTH TUMAONUTOB, SBIAETCS CHCTEMA
KOMILTeMeHTa. Pasnuunsie nedexThL CHCTEeMbI KOMIIE-
MEHTa HPUBOAAT K PA3BUTHIO Ay TOUMMYHHBIX 3a60,1eBa-
HUH B JNETCKOM BO3pAcTe, vanpumep, CKB [7]. ITo
AAHHEIM JIATEPATYPHEI, AebUIUT DAHENX KOMIOHEHTOB
rommremenTa — Clg, C4 u B Menbme# cremenn C2 —
ABJAeTcsH 6oapmIMM pucKoM Ana passurua CKB [6—8].
Panee 65110 OnMcano, wTo Hy7neBo# amnens C4A cosmaer

' IPeJTOCBINIKK A BapYIIeHus KJIMpEeHCa HMMYHHEIX
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KOMILIEKCOB M, TAKMM 00pa30M, UrPaeT BAXKHYIO POJIb
B PA3BUTHH ayTOMMMYHHBIX 3abosieBanuil yenosexa [9).
HurepecHo, uto redunut C3—C9 npakTHyeCKU He BIUA-
eT HA BEPOATHOCTh PAa3BUTHA aYyTOMMMYHHOIO IIpOLecca
[6, 10]. B mocrensue roast M3MEHMJICS B3TJISAL HA TO,
noueMy AedHIUT KOMIIEMEHTA IPUBOIUT K AyTOUMMYH-
HbIM IponeccaM. Ha cMeHy Teopuu 0 HAPYIIEHUH KJIMPEH-
¢a IMMYHHBIX KOMITJIEKCOB IIPUXOTUT TEOPHA O TOALep-
JKAHUM HMMMYHOJIOTHYECKON! TOJIePaHTHOCTH B-IuM-
ouuToB Ipu oMol 0EJKOB CHCTEMbI KOMILIEMEHTA
¥ PeLenTopoB KoMILieMeHTa U B-numdonuros [6, 7, 11,
12]. Dedpunur Takux pasHMX (PpaKknuil KOMIUJIEMEHTA,
xak Clq, C4, C2, BbI3bIBAET HADYIIEHHE HETATHBHOMN
cesleKIIuY B-TuMQOLTOB B KOCTHOM MO3re U IPUBOIUAT
K TIOABJIEHHIO B ImepudepuyecKux OpraHax MMMYHHOI
CHCTEMBI Ay TOPEAKTHUBHBIX B-KJIETOK, KOTOpPbIE IIPOAYIIH-
PYIOT aHTHTEJIa U CITOCOBCTBYIOT BOSHUKHOBEHMIO 3a60J1e-
BaHug. IlosaToMy H3y4YeHHe CHCTEMbl KOMIIJIEMEHTA
y nereit ¢ CKB npencrasisercst BAXKHBIM HE TOJNBKO AT
MOHMMAHUSA IPHYMHBI BO3HUKHOBEHUs 3a00JeBaHUSA
M OLEHKU ee TeYeHWsd, HO W [JA BBIABJIEHUS JeTel
C PasITNYHBLIMY FeHeTHYecKUMH JedeKTaMi KOMILIeMeH-
T4, UTO MOJKET BJIMATL Ha BLIOOP METOLOB JIEUEeHUd.
Ilenpro Hacrosuieit paboTel ABIAETCA HCCIELOBAHHE
dpaxiumit komremenTa (Clq, C3, C4) u obimeit remonu-
THUYecKol akTusHocTH KomoeMmeHTa (CH50) pns onpe-
neJieHUA MX KIWHWYEeCKoro sgavenus y gerei ¢ CKB.

MaTtepuajiabsl H METOIBI HCCIEAOBAHUSA

Habmoganu 68 mereii B Bospacre oT 6 zo 17 ner
¢ CKB (ocuoBsHasa rpynna), 22 peberka ¢ APYruMu
CHCTEMHBLIMHU 3a00JIeBAHHAMM COEJMHUTEJILHON TKAaHHU
(C3CT) (rpynma cpaBHeHHs]) — CUCTEMHAas CKJePoJep-
mua (10), zepmaromuosur (6), cuCTeMHBIe BACKYJIUTHI
(6). B ocHOBHOM rpynme IJIUTeNLHOCTHL DoNesHM Ha
MOMEHT KCCJIeJOBAHU A COCTABUIA OT 2 MeCAEeB 10 7 JIeT.
Tloutu nonosura nereit (43% ) sabonenu CKB B Bo3pa-
cre no 10 Jer, ocragbHble — B nybepraTHOM mIepHofe.
Kmunuueckasa xaprtuda CKB y 6oxbHEBIX OBLIA reTepo-
rerna. Cpeau o6cnenosanunx geteity 39 (57,4% ) nereit
IUATrHOCTUPOBAH BOTYAHOUHLINA HedpHuT, ¥y 42 (62% ) —
aaTudochomunuaaeiit cuarpom (ADC). Ilopakenue
HEPBHOH CHCTeMBl BhgBieHO y 10 gereit (14,7%).
Iuronenuveckuii cuaapom Gein y 26 (38,2%) nereii:
maEunTOneENs y 6 (8,8%), Tpombonuronenud y 12
(17,7%), remonuTiueckuit xkpus y 7 (10,3%), neirpo-
neHns y oguoro pebeaxa (1,5% ). Ilourn y Bcex GOMBHBIX
B PA3SHON CTeNeHH BLIPAYKEHHOCTH MMeJH MeCTO Takue
CHHIDPOMEI KaK KOXHBIA, CYyCTABHOH, MUANTHH, JIHXO-
pajKa, IOpasKeHHe PETHKYJIOTACTHOMETADHOR CHCTEMBI,
Bce 601bHBIe OCHOBHOR I'PYIIIBI HOJTYYAH INIIOKOKOPTH-
komapel (TK), 18 (26,5%) GOJBEEIX — B COYETAHHH
¢ IMuxodocharom (D), 17 (256%) — mrasmadepes,
CHEXPOHESHPOBAHERIH ¢ myase-repanmed K, IID.

V Bcex GONBHEIX B IMHAMHAKE NPDOBEJEHO MCCIAEXOBaHME
obmelt remonmrEgeckoit axrusroctr (CH50) m Clq, C3, C4
dpaxnmit xommnemenra. CH50 ompepensnm metozom 50%
remosmsa, C3 1 C4-dppakouu KOMILIeMEeETa — TypGogaamer-
pmdeckuM. MerogoM, Clg-ppaxmmio — mEMMyEodepMeHT-
HBIM METOIO0M.

JJ1s1 BRISIBIEHM S POJTH M KIMHHYECKOH OLEHKH CHCTEMBI
xommiiementa npu CKB Mb! conocrasnau sHauenus Clq, C3,
C4-dpaxknuit koMniaeMeHTa y GOJIBHBIX OCHOBHOW TIDYIIILI
U Ipynnsl CpaBHeHHs, & TaKKe B OCHOBHOM IpyIlre IpH
Pa3IMYHBIX KIMHUYeCKUX cunapomax. McecaepoBanus ppak-
LU KOMIUIEMEHTa IPOBOAHIM KaK Ha (pOHE aKTHBHBIX NPO-
sBeHU 60Je3HH, TAK U B CTAAUM KIMHUKO-1abopaTopHoit
pPEMUCCHUH.

JlJ1si BBIABJIEHUST JOCTOBEPHOCTH NOJIYYEHHBIX Pe3y.bTa-
TOB MCHOJB30BAJNM CJIEAYIONIME CTATHCTUYECKHE METOJBI:
CTaHJAPTHOE OTKJIOHeHHe, kputepuit X? -xBanpar, AByx(das-
HBEIH ZHCHEepCHOHHbIH aHANHuS.

PesyabraThi

IIpu cpasreHUH pesyasTaToB uccaesoBanusa CH50
BBISIBJIEHO, 4YTO y 45 mere#t (66%) OCHOBHON rpynimsl
OTMEUYEeHO BbIpa’KeHHOE CHMXKeHME 3TOro IIoKasaTeins
(cM. pucynok). ¥ mereit ¢ gpyrumu C3CT CH50 Obira
He3HAYUTeNbHO CHUMeHa ToNbKo ¥ 3 (14% ) GONBHBIX.

O6biast TeMOJUTHIECKAS AKTHBHOCTh ¥V DONBHBIX

CKB u gpyrumu C3CT.
1 — CKB, 2 — pgpyrue C3CT, canxcenne CH50,
B =opna CH50.

0 ecTs, y Zereit ¢ CKB mo cpaBHeHHIO C 6OJIbHBIMHU
npyrumu C3CT 9eTKO IpPOCIEHMBAETCA BOBJIEUEHUE
cUCTEMBI KOMILJIEMEHTa B IATOJOTMYECKHI mpoliecc.
He 6b1710 BHIABJIEHO YeTKOW 3aBHCHMOCTH IIOPAYKEHHSA
royex, HepBHOM cucTeMbl, Hanuaud APC oT CHIKEeHNA
CH50. V 21 (54%) peGenxa u3 39 pgereit ¢ HedpuTOM
BHIABIEeHO BrIpaxkeHHoe cEmykenne CH50 ra donme ak-
THBHOCTH ayTOMMMYHHEOr0 porecca, y 19 (46%) mereit
— cEmwxemna CH50 me 6ruro. ¥V 23 (55,0%) us 42
6oabrEIX ¢ ADC ompenessaioch BEIpaXeHHOE CHYIKEHHE
CH50, y 19 (45,0%) CH50 6nura Ges uameHenuit. V 6
(60%) mereit ¢ nmopayxenneM HepsHO# crcremusr CH50
6bL1a CHEKeHa, ¥ 4 — He #3meHeHa. ¥ 19 neredt (73%)
u3 26 ¢ UMTOONEEWYSCKHNM CHHADPOMOM ObllIa CHMIKEHA
CH50. Ilpu ananmae yposasa CH50 y 6oaprnix CKB Ha
dome nevenns (rabx. 1) okasanock, 9T0 HECMOTPA HA
HACTYIIGEAE PEMHCCHH y '/, GONBHLIX COXPAHEIOCH
camxerae CH50, a y nereit ¢ gpyramvu C3CT nporsonwro
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Tabauya 1

06!“85! reMOJUTHYCCKAY AKTUBHOCTH KOMIIIIEMEHTa
10 ¥ nNocJie JIeUeHHUA HabnoxaeMbIx GOJILHBIX

Jo neuenus Tocie nevenus
Ppynust HOpMA cn::;e- HOpMa CH::;e' Beero
GONBHBIX CH50 CH50 CH50 CH50
n| v | n] % |[nf % |[n| %
CKB 23134 = 6/45/66 = 6{46|68+6]22/32 = 6 68
Ipvrie C3CT|19|86 = & 3 |14 8|22 100 |—| — 22

ee BocCTaHOBJeHMe. Hesp3s HMCKIIOUHMTB, YTO LETH
¢ CKB, y xoropsix 6sura crabunsno camxena CH50,
HMeIOT reHeTUYecK Uil feeKT CUCTEMBI KOMIIIEMEHTA.

C3-dbpaxkuusa KoMmmueMeHTa Hblia He3HAYHTENLHO
cHMKeHa TonxbKo y 2 (2,9% ) mereit ¢ CKB, conepxanue
aToll paxkiMU GHICTPO HOPMAJIWBOBBLIBAJIOCH Ha doHe
MPOBOAKUMOTrO JIEYEHH U €€ YPOBEHD SIBIAJICA KDUTEPHEM
AKTHBHOCTH 3afoJeBaHuA.

Borawyne or nokasarens CH50, bpaxuun Clqgu C4
pPasANYANNCh B 38BHUCHUMOCTH OT HAJIHMYMUA Y DOJIBHKIX
TOrO WJAM HHOTO CHHApOoMa (Tabx. 2—4).

Kax sunuo u3 Taba. 2, uMeercd YeTKAA TeHAeHIUA
3&BHCHUMOCTH TAKECTH BOTYaHOYHOI0 He(hpHUTa OT IIOKA-
sateneit Clq u C4. Ilpu ramensix dopmax Hedpura
(c HedpoTHyeckuM cugapomoMm — HC) uange BoBaeka-
JIMCh B IPONECC O HOBPEMEHHO iBe GPaKIMU KOMILIEMEH-
Ta — Clq u C4. IIpu Hedpure Golee IETKOro TeYEHU
B ATOJOTHYECKUH TPOLIECC MOMKET BOBJIEKATHCA KAK
Clq-dparuns KOMIIeMEeHTa, TaK ¥ ABe PPakiIun KoM-
nnementa — Clq u C4. JlareRTHBI! HEDPUT CONPOBOXK-
Jajica CH¥M>KeHNeM npeumyurecTBenHo Clqg-bpaxnum,
ONHOBPEMEHHOTO CHMMeHnSA obeux dbpakumit KoMnie-
meHTa He npoucxoanio. Tonexo ¢ 1aTeRTHEIM HepUTOM
y oxHoro pebeHKa GHIIX HOpMANbHbIE 3HAUCHUS 3THX
dpaxuuil koMIneMerTa. I1o HauruM JaHHBIM, HedpUT
npu CKB uare MmosxeT passuBaThCH IpU cHMxkenun Clq

Ta6ruya 2
Bosieuerne B MaTOXOrMIECKMIT Xpouece

Clq u C4-¢dppakumit koMremMesTa
y nereit ¢ CKB, medppurom

Tabauya 3

BoBieueHHe B 1aTOJOTHIECKHIL IIpoIece
Clq u C4-ppaxuuii KOMIIZIIEMeHTa
y nereit ¢ CKB u A®C

Crenens taxecty ADC
TXENAT yMepeHHasd BCEro
TToxasaresn (n=21) (n=21) (n=42)
n Y% n % n Y
CHuXeHue
Gparknuuii:
Clq 5 24 9 43 14 | 33,3
C4 5 24 7 33 12 | 28,6
Clqg, C4 11 52 3 14,0 | 14 | 33,3
CH 50 —_ —_ 1 5,0 1 2,4
Hopma Clq, C4| — — 1 5,0 1 2,4
Ta6nruya 4

Bosneuenue B aTOJOrHYECKHH IIPOIECC
Clq u C4-dpaxuuii KoMILUIEeMEeHTA y XeTei
¢ CKB ¥ quTONeHAYECKUM CHHAPOMOM

Hedpnr ¢ |Hedpur 6es HiTee;;Z:m Bcero

Moxasareau [HC (n = 19){HC (n = 13) (n=17) (n = 39)
n Y n Y% n % ni{%

CHMKeEHe
$paxnui:
Clg 10,6 6 [46,2] 5 [71,4(13(33,3
C4 4 |21 7,6 | 1 14,3 6 (15,4
Clqg, C4 13 |68,4f 6 [46,2| — | — |19[48,6
Hopwma Clq,
ca —_ - | = — 1 (14,81 |2,7

IIposigleHUA LMUTOMEHUYECKOTO CHHAPOMA
reMoJH -
Tpombo- .
THYeC- HeUTpo- | maruu-
[ToxaszaTeny . |urTome- Beero
Kuit MeHus |ToneHusn
HUA
Kpus
Causkenue
Gpaxunii;
Clq — 5 — 2 7
C4 4 3 — 1 8
Clq, C4 3 4 1 3 11
Hopma Clq,)
C4 - - - - -

u C4-ppaxiuil KOMIIIEMEHTa, a TaKKe NPU CHUIKEHU W
Clq-dpaxnouu, Menee BepOATHO pasBuTHe HedpuTa Npu
Zedbunure ToabKo C4-Qpakuny KOMIIEMEHTA.

IIpn ADC raxske BBIABIEHO YETKOE BOBJEYeHHUE
KOMIJIeMeHTa B IaToJormueckmi mpouecc (96,7%).
Taxensrit ADOC yaie BcTpeuancs y etet ¢ gebanarom
ClquC4(52%). CoBMecTHOE BIUAHHME AedUnuTa obenx
dpaknuit KoMOiieMeHTa Ha BO3HUKHOBeHHe ADC 6ula0
BbICOKO 3Hayumo (p = 0,014), shdexr medumnura C4
B COBMECTHOM BJIMAHWH 3THUX OBYX Dparumil KoMie-
MeHTa TaKxe OBII BEICOKO AocToBepeH (p = 0,004).
Tsxensrit ADC He BeTpeuancs y 601bHBIX ¢ HOpMATb-
HEIMY 3aavenuamu Clg u C4. IIpn ymepennom ADC
Jalrne 0TMedanoch caMxenue 6o C4 (33% ), nubo Clq
(43%) dpaknmum kKoMmieMenTa, yeM oBenx (ppaxnmi
(14%). U3 2 Goxpunix ¢ ADPC 1 HOpMaTBLHBEIMA 3HAYE-
auamu Clq n C4-ppaxouil xoMmieMeHTa y OXHOTO
peberka ormedanoch cEmxenme CH50, y apyroro —
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CH50 He 6pina cCHUMIKeHA. Helb3sa MCKIIYUTD, YTO 3TO
CBS3aHO CO CHUKEHMEM KaKUX-JIubo Apyrux ppaxiuit
KOMILIeMeHTa, Hanpumep, C2-bpaxmun.

ITopaskeHue HepBHOI cucTeMBI (11epe6GPOBACKYINT)
BCTpeuajock y ngeTeli co cHmkenumeMm Clg-dpaxnuu
rommyemenTta (3), C4-dpaxnun komnaemenra (3), obe
(dpaxumy 6p1Iy cCHIKeHB! y 4 601pHBIX . TakuMm o6pasom,
IPH IOPasKeHUH HePBHOM CHCTEMEBI OTCYTCTBYET 3aBUCH-
MOCTh OT OIIPEJeeHHBIX (PAKIUii KOMIJIEMEHTa, HO
YeTKO NPOCIEXKUBAETCA B3aMMOCBA3hL € IATOJOTHel
KOMILJIEMEHTA.

Kax Bugno 13 Tabi. 4, JUTONEHUYECKUH CHHAPOM
BCTPEYAJICS TOJBKO IPY BOBJIEUEHUM B TATOJOTNUECK AT
IIpOLeCC CHCTEMEI KOMILIEMEHTa, 0CO0EHHO [P OJHOBpE-
menHOM cHuKeHuu Clq u C4-dpaxiiuil KOMIJIeMeHTa.

Oo6cyxpenne

IKCIepHMeHTHI ¥ HaOII0JeHHU S IOCIeZHIX JIeT oK a-
3aJIM, YTO CHCTEMA KOMILIeMeHTa UTpaeT OfNHY U3 Bely-
mux poseit B maroreHeze CKB [10] m ee m3yuenme
HeoOXOOMMO KaK JJIA YTOUHEHU S MeXaHN3MOB PA3BUTUA
ayTOMMMYHHOM ITATOJNIOTMY, TAK U IJIA BBISBIEHUS BO3-
MOXHBIX PeHeTHUECKUX AedeKToB. ¥V B3POCHBIX OOIBHBIX
nns aktusnoit CKB xapakTepro cHmxerue CH50 u ee
KOMITOHEeHTOB, ocobernro C3 [13]. B pesynrrare npose-
IenHoro uccnenosanuda y nereir ¢ CKB oxasamock, uTo
B AKTHMBHEIM Iepuofk He3HAYHUTeJbHOe cHIKeHnme C3-
(OPaKUAK KOMILIEMEHTa ONMpeResyioch TOAbKO B 4,4%
ciyyaes. ATO SBISETCS CBUETEIHCTBOM HECYLIECTBEHHO-
ro yuactusa C3-gpaxuuy KomnuemerTa B maroresese CKB
¥, CIIeJOBATENHHO, OTCYTCTBUS HeOOXOZMMOCTH ee HUC-
OL30BAHMS B KayecTBe MapKepa aKTMBHOCTH 3aboue-
BaHMsA. B TO Ke BpeMsl JOCTOBEDHO BLIABIEHO, UTO
camxenne Clqu C4-dppakuuit KOMIJIEMEHTA OIpeeLsaeT
0cobyio TsaKecTs Beqyiuux cuuapomor CKB. Tsaxensrit
ADC, medpur ¢ CH, TsrKeNIbIN HUTOIEHIYECK U CHHEAPOM
¥ 1epeOpOBACKYIUT BCTPEUYANHNCH, KaK IPABMJIO, IIPU
xommnexcaom pgeduuure (Clg u C4) xoMmIreMmeHTa.
Waonuposannsie gedexts: Clq u C4 cucremsr KoMILIe-
MEHTa TAKIKe BJUSIOT Ha TAMECTh U BRIPAXKEHHOCTH
ayroummynroro npouecca npu CKB. IIpn HopManbHEEIX
snauenusax Clq, C4-dpparnnuit komnementa CKB y rereit
nporexaer B 6Gojiee Jerxux Bapmantax (6e3 HedpHTa,
A®DC), ¢ IyYmUM TPOTHO30M. YCTAHOBJEHHBIH GaxT
croitxoro camxenus CH50 u Clq, C4-dpaxnnif cHcTeMbI
KOMILTEMEHTA Ja)ke B IIEPHOJ PEMUCCHM HIH HEUSKOH
AKTUBHOCTH 3a00JIeBARUS MOYKET CBHETeIbCTBOBATH
0 HAJTWYVH IeHeTUYeCKIX AeeKTOB CACTeMbI KOMILTeMeH-
Ta u 06BsacHATE npuunyy BosruKHOoBeHNA CKB.

B O3y TeHETHIECKOM e TePMIHEEPOBARHOCTH 82-
foseBaHMSA TaKKe MOJKET CBHAETelbCTBOBATE TO, ITO
29 (43%) mereit ¢ CKB sabosenu He B mybepTaTHBIHX
nepwmox, a B Bo3pacTe Ao 10 zder, T.e. BPOMKAEHHAA
HEeCOCTOSATENbEOCTh UX MMMYHHOM CHCTEeMEl HACTOJIBKO
BBIDAXKEHA, YTO Re CIPABASeTCA ¢ ayTaPeaKTHBHBINY
xxoEaMy B-kaerox. KocBeREBIM JOKA3ATEIHCTBOM BT0-
T0 GEYXAT B srccnepm/femrmme nocnenonanm:. Tax,
y Jradopafropumx MOIL&H:&K mmz Xc Aecpmnwom Clq,

C4-ppaxnuit KOMIIJIEMEHTA, & TaKKe ¢ e(yUITUTOM pelter-
TopoB CD21/CD35 mokasano 6onee Taxesoe TeueHHe
CKB 110 cpaBHeHUIO ¢ KOHTPOJIBLHOM rpynnoit [6, 7, 14].

IHeru ¢ CKB n medexkTaMy KOMILJIEMEHTa — 3TO, KaK
MIpaBMJIO, TAKeble OONbHbIE, HIA CHHUXKEHUS aKTHBHO-
CTM ayTOMMMYHHOI'O Ipolecca um Heobxopumo Gosee
MACCHBHOE JIeUeHMe, TaKye OonbHEIe TpebyroT 6Oonee
IpHCTANBHOIO BHUMaHusA. Takum obpasom, faHHBIE JU-
TepaTyphl ¥ Pe3YJLTATHI HAUINX IIPeIBApUTENbHBIX HUC-
CIefLOBAHMUI CBUAETENLCTBYIOT O HEOBXOAMMOCTH Jalb-
HeMIIero M3yYeHWUs pOJHM TeHeTHUYecKUX (haKTODOB
B paseuTin CKB. Ceifuac KOMILIIEMEHTONOTAA ITePerKUBA -
eT HOBBIA IIOABEM, UTO OTKPBLIBAeT 6Gojiee IIMDOKHe
BO3MOKHOCTY JJIA PeIlleHns HACYIIHBIX BOIIPOCOB IaTo-
rege3a CKB, a, cirenoBaTenbHO, 0DOCHOBAHUA HOBBIX
TepareBTHYeCKUX IIOAXO0L0B Tpu aToM 3aGoneBanuu [10].

BrBoas:

1. WccnenoBaHue GeIKOB CHCTEMBl KOMILJIEMEHTA
(Clq, C4) B nomonHesue K o0uIeldl reMOJHTHYECKON
AKTHBHOCTH II03BOJIsieT Oosiee nHGMDOPMATHBHO OLEHNUTH
HapYIIeHNA EMMYHHOIO CTATYCA ¥ B KAKOU-TO CTEIeHH
nporHosuporaTs reuenue CKB.

2. C3-hpaxumsa KOMIJIEMEHTA He ABIAETCA MapKe-
poMm axTuBHOcTH CKB y nereit.

3. Brigsaenue y 6oasroro CKB croiikoro orcyr-
creus 6enkos Clg, C4 cucTeMbl KOMILNEMEHTA ABJAAETCH
Heb6IaronpusTHEIM IIPOTHOCTUYECKUM GaKTOPOM THXKe-
JIOTO TeueHHA 3ab60JIeBaHMsA, C DASBUTHEM THAMKEIOro
Hedpura, aHTHGOCHOTUIUIHOIO, IUTONEHUUYECKOTO
CUHPOMOB, IOPaYKeHN s HEPBHOM CHCTEMBI.
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