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HedeKkTpl cucTeMbl KOMIIJIEMEHTa — CaMBIU
peaKuii BUJ UMMYHOIEe(PUITUTOB, COCTABJISIONINIT
okoJio 1% OT Bcex MepBUYHBIX UMMYHOIePUIN-
TOB.

OO6b14HO 1ePEKThI KOMIIOHEHTOB KJIACCUYECKOTO
WJIA aJIBTEPHATUBHOTO TYTH KOMILJIEMEHTa MPUBO-
ISAT K Pa3BUTHUIO WJIN CUCTEMHOTO ayTOMMMYHHOTO
3a60JieBaHNs, B OCHOBHOM CHCTEMHOI KpacHOi
Bosiuanku (CKB), koTopast yacTo acconmunupoBaHa ¢
BPOKIEHHBIMY JleDeKTaM¥ CHCTEMbI KOMILIIEMEHTA,
WJTU PEUNBUPYIOMNX OaKTepUaTbHBIX MHPEKIINI
MPEUMYTIECTBEHHO PEeCITMPATOPHOTO TPaKTa, KakK 1
MPU TYMOPAJbHBIX MEPBUYHBIX WMMYHOIEDUINT-
HBIX cOCTOsIHUsX. TorajbHble AeUIUTH OEJKOB
KoMIIieMeHTa peaku [1].

Cuctema KOMILIEMEHTa WTpaeT BaKHYIO POJb
npu ajuieprudeckux saboseBanusx I1 tuna (muro-
Tokcudyeckre antutena) u I tuna (mMMyHokom-
TJIeKCHAS TTaTOJIOTHS, Peakius ApTioca).

Cucrema KOMIIJIEMEHTA B3AaUMO/IECTBYET C JIPY-
TUMU TYMOPJIbHBIMU CUCTEMaMU, aKTUBUPYEMbIMU
IPY BOCTIAJUTENBHBIX MPOIECCaX U CIIOCOOCTBYET
BOBJIEYEHUTO ITUX CUCTEM B PEAKIIMIO UMMYHHOTO
Bocnasienusi. OTJ0KeHNe KOMIIOHEHTOB KOMILIe-
MEHTa B COCTaBe MMMYHHBIX KOMILIEKCOB Ha OWO-
JIOTUYECKUX MeMOpaHaX WHUIMUPYET pasBUTHE
MMMYHOIIATOJIOTUU B Pe3yJbTaTe MPUBJICUYECHUS B
ouar mopaxeHus Makpodaros u aApyrux agp@exTo-
POB MMMYHHOTO BoOcCHajsieHusi. MUKPOOPTaHU3MbI
AKTUBUPYIOT CHUCTEMY KOMILJIEMEHTA U UYYBCTBU-
TEJIbHBI K JINTUYECKOMY JeHCTBUI0 MeMOpaHO-aTa-
kytoniero komiekca (MAK). Ito komiieke kom-
noneHToB koMmiiementa C5b-C6-C7-C8-C9, pas-
pymramoruit Mem6pansi |2, 3].

OIIEHKA COCTOAHUA CUCTEMBI
KOMIIJIEMEHTA
Ciieryer OTMETHTbD, YTO MIPU MHOTHX 3a60J1€Ba-
HUSIX OlleHKa KOMIIJIEMeHTa He Bcerja WHdopMa-
THUBHA, HO U3yYeHHE 9TOU CUCTEMBI TIO3BOJISIET Clie-
JlaTh 3aKjoyeHre 06 WHIAMBUAYATbHON IMHAMUKE
Teuennsd 3abonesanud. VlccienoBanme KOMILIEMEH-
Ta O6H33TGJIBHO 11PN HaJIMYUKW B aHAMHE3€ YaCTbhIX
TSKEJIBIX OaKTepHaJbHbIX WHOEKIUH B CBI3H C
BO3MOXKHOU reHeTHYeCKOU aHOMAaJTHUEN.
Orenka cucteMbl KOMILJIEMEHTA HallpaBJjieHa Ha
pelieHue JIByX OCHOBHBIX BOITPOCOB:
1. YyacTByioT a1 B maToreHese 3aboJieBaHUS
AKTUBUPOBAHHBIE KOMITOHEHTbI KOMH]IGMGHTEI?
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2. Nmerorcest it eeKThbl CUCTEMbI KOMILTIEMEHTA?

YT0o6bl OTBETUTH HA TU BOIPOCHI, OMPEAETSAIOT
O0IIYI0 TEMOJUTHYECKYI0 aKTHBHOCTH CHCTEMBI
kommieMenTa (CH;,), ucnonbsysa spUTPOLUTHI
6apaHa M WHAKTUBUPOBAHHYIO AHTUCHIBOPOTKY.
[l BeIsIBIIeHUS ebekTa TI0 onipeieIeHHOMY (hak-
TOPY HCIOJBb3YIOT CBIBOPOTKHU, HE cojepsKariue
u3ydaeMblit hakTop, KOTOPBIN [0OABISIOT K UCCIIE-
nyemoii ipobe. Konnenrparuio C1 u C3 (1 npak-
TUYECKHN BCEX APYTUX KOMIOHEHTOB) B CBIBOPOTKE
KPOBU KOJMYECTBEHHO OIIPEIENSIOT € IMOMOIIBIO
criermugruecknx anTures [3].

[Ipoba Ha O6IILYI0 TeMOJUTHYECKYIO AKTHBHOCTD
komiuiementa (CHy,) mosBoJisieT BbISIBUTH 0OO0JIb-
HIMHCTBO HapyllleHui 310l cuctembl. HopmasibHbie
Pe3yJIbTaThl TIPOOBI CBUAETETHCTBYIOT O CIIOCOOHO-
ctu Bcex 11 KOMIOHEHTOB KJIacCCHMYECKOTO MyTH
aKTUBAIMK KOMIJIEMEHTa U MeMOpaHO-aTaKyole-
rO KOMILJIEKCA JIM3UPOBATH MMOKPBITHIE aHTUTEIaMU
PUTPOIUTEL. PerucTpupyioT pa3sejieHne CbIBOPOT-
KU, B KOTOPOW mnpoucxoaut Jjuszuc 50% KIeToK.
[Ipn HacsenCTBEHHOW HENIOCTATOYHOCTH KOMIIO-
nentosB or C1 no C8 nokasarenp CHg, 6im30k K
HYyJI0, a Tpu HegoctatouHoctn C9Y oH cocTaBisieT
npuMepHo S ot HopMbI. [Ipu mprobpeTeHHOI Helo-
cTaToyHocTu KomIutemeHnTta 3Hadenus CHg, 3aBu-
CAT OT XapakTepa ¥ TsKeCTH OCHOBHOTO 3a00J1eBa-
Hust. [lanHas mpoba He BBIsIBJIsIeT HU (haKTOPOB B-
nian D-anbrepHATUBHOTO Iy TH, HA TPOIIEPANHA, HU
ManHo3ocBa3bpBatoniero jgektuna (MCJI). Ilpu
HenoctatrouHoctu daxropos | mam H pacxomosa-
nue C3 coxpansercsa, u CH, yacTuuno cHukaeTcs.
XpaHeHue CBEpHYBIIIEHCS KPOBU UJIM CbIBOPOTKU B
TedyeHue yaca npuBoauT K curkennto CH, (xota n
He /10 HYJIs1), U PE3YJIBTAThI IIPOOBI MOTYT OKa3aThCst
JIOKHOCHUKEHHBIMU.

ITpu nacnencreennom anruoorexke (HAO) CHy,
BO BpeMs IPUCTYIIOB YMEHbIIAETCS M3-3a CHUIKe-
Hus ypoBug C4 u C2. /lna HAO xapaktepHbl HU3-
kuit ypoBerb C4 1 HOpMaJibHas KoHIleHTpanus C3.
C noMmoripio aHTUTE MOKHO OIPEIEJUTh U YPO-
BeHb uHru6buropa C1, xors npumepso B 15% ciy-
yaeB €ro ypOBEHb OCTaeTcs HOPMaJTbHBIM.
[Tockonbky C1 obsagaer ascTepasHONl aKTHUB-
HOCTBIO, TMAarHO3 MOKHO YCTAHOBUTD MO YBEJIMUEH-
HOI CITOCOOHOCTU CHLIBOPOTKU THIPOJU3UPOBATH
cUHTeTHYecKue aupsl.

OnnoBpeMeHHOE cHUIKeHUe KoHIeHTpanuit C4
n C3 ykasbpiBaeT HA aKTUBAIUIO KJACCHYECKOTO
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MyTH UMMYHHBIMU KOMILIeKcamMu. HampoTtus, Hu3-
kunit yposenb C3 ipu HopMasibHOM ypoBHe C4 cBU-
JEeTeNbCTBYET 00 aKTUBAIMU aJbTePHATHBHOTO
OyTH. DTH Pa3audusi OCOOEHHO BasKHBI ISt Tn(-
bepennuanbHoil nuarHoctTuku HedpuTa, CBI3AH-
HOTO C OTJIO)KEHWEM MMMYHHBIX KOMIIJIEKCOB M C
C3-nedpurnueckum akropom. B niocsiennem ciy-
yae, a Takke IIPU HelocTaToyHoCcTH (akTopos I n
H ycunenno pacxoayercs cdakrop B, uto compo-
BOJK/Ia€TCS CHUKEHUEM €ero KOHIEHTPallnuu.
AKTMBHOCTb QJITEPHATUBHOIO MYTH OTHOCHUTEJIb-
HO TIPOCTO OIlEHUBAETCS 110 CTEIEeHU TeMOoJn3a
KPOJWYBUX IPUTPOIUTOB, KOTOPBIE CIyKaT aKTHU-
BUpyloleil (IIepMUCCUBHOI) MOBEPXHOCTHIO U
OTHOBPEMEHHO MUIIEHbIO aTbTePHATUBHOTO Ty TH.

Hapymenne ¢byHKIIMM KOMILIEMEHTA CJeAyeT
[10/103peBaTh BO BCeX CJyYasiX pelu/MBUPYIOINIEro
oreka KBuHKe, ayTONMMYHHBIX 3200JI€BaHUI, XPO-
HUYECKOTo HedpHuTa WU CETMEHTAPHOW JIMTIOIN-
cTpoduM, a TakkKe IIPU YACTBIX THONMHBIX MH(DEK-
MUAX, UCCEMUHAIMU MEHUHTOKOKKOBOW WJN
TOHOKOKKOBOW MH(EKIINN ¥ TIOBTOPHOI HGakTepue-
Mun y 60JIbHBIX JII000r0 Bo3pacTa |3, 5].

INEPBUYHAA HEJJOCTATOUYHOCTD
KOMIIOHEHTOB KOMIIJIEMEHTA

Ommcanbl crydyant BPOXKJIEHHOW HEA0CTATOUHO-
cTH Bcex 11 KOMITOHEHTOB KOMIIJIEMeHTa Kaaccude-
CKOTO TyTH, a TakKke hakTopa D-ambrepHaTUBHOTO
My TH.

[TepBuunasi wepocratounocth Clq yarmie Bcero
obnapyxupaercs npu CKB wmam BosyaHouHOM
cungpome (B orcyTcTBue xapakTepHbix mis CKB
CEPOJIOTUYECKNUX JIaHHBIX), XPOHUYECKOU ChIITHN
(1Ipu KOTOPOii B OMoNTaTax KOKKM HaXOAST BACKY-
JIUT) WJTU MEe3aHTUOTPOJIn(epaTUBHOM TJIOMEPYJIO-
HedpuTe. Y HEKOTOPBIX JIETEM ¢ HELOCTATOUHOCTHIO
C1q pasBuBaIOTCA TsKeJble WHMOEKINH, BKIIOYAS
CENITUIIEMHIO 1 MEHUHTHUT.

Hns negoctatounoctu C1rs xapakTepHO MOJHOE
orcyrcrBue Clr B couetanuu ¢ TOi WU UHOM cTe-
nenbio HemocTarounoctu Cls. 1o 0OycCI0BIEHO,
BEPOSITHO, OJIM3KUM COCEACTBOM T€HOB 060uX OeJ-
KOB Ha xpomocome 12. Kak u mpu HejlocTaTOuHOCTH
C1q, 6oabnbie ¢ Hegocrarounocrbio Clr/Cls, C4,
C2 nim C3 o4yeHb 4acTo MO/BEPKEHBI Ay TOMMMYH-
HbIM 3abosieBanuaM, ocobenno CKB wiaum Bosua-
HOYHOMY CUH/IpOMY (TIPW KOTOPOM YPOBEHBb aHTH-
SIJIEPHBIX aHTUTeN He ToBbIMeH). Kommonent C4
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KOJIUPYeTCsT ABYMs T€HAMU, M X TPOIYKTHI HA3bI-
Batotcst C4A u C4B. Ilomnoe otcyrcrBue C4A
BCTpeudaeTcs MpuMepHo y 1% HaceleHUst U TakxKe
npeapacnosaraer k CKB, xorst 06mumit yposeun C4
MPU 9TOM CHUKEH JIUIIh B YMEPEHHOW CTETeHHU.
[TammmenTsr ¢ "HegocrarounocTbio C5, C6, C7 munm
C8 moryT crpagath CKB, HO st HUX OoJiee Xxapak-
TEPHBI 4YacTble WHQEKIINU, BbI3BIBAEMbIE MUKPO-
opranusMamu pojia Neisseria. IIpuunna accornma-
IIUU AyTOMMMYHHBIX 3a00JIeBaHUIT ¢ HEIOCTATOY-
HOCTBIO KOMIIOHEHTOB KOMILJIEMEHTA HE COBCEM
sacHa. Orinoxenne C3 Ha Ay TOMMMYHHBIX KOMILIEK-
cax obJjierdaeT Ux yjajeHue u3 KPOBU 3a CUET CBs-
s3piBanms ¢ PK1 na spurpoumrax m TpaHcropra B
ceJie3eHKy W TiedyeHb. PaHHMEe KOMITOHEHTBI KOM-
MJIEMEHTA YCKOPSTIOT YHUYTOKEHNE HEKPOTU3UPO-
BaHHBIX WMJIM TIOJIBEPTAIONINXCA aIlloONTO3y KJETOK,
KOTOPbIE CJYKAT MUCTOYHUKOM ayTOAHTUTEHOB,
OTCYTCTBHME 3THUX 3TAIlOB TPOIlecca, BO3MOXKHO,
00BSICHSIET TOBBINIEHHYIO MPEAPACIION0KEHHOCTD
OOJIBHBIX C HAPYIIEHUSMU KJIACCUYECKOrO MyTH K
AyTOMMMYHHBIM 3200JIEBAaHUSM.

Y pama 6oabHBIX ¢ HemocTaTouHOCThIO C2
ITOBTOPHO Pa3BUBAETCS YTPOKAIONIAs KU3HU Cell-
TUTIEMUS, Yallle BCer0 TTHEBMOKOKKOBas. JTO Hau-
60Jiee pacripocTpaHeHHast (hopMa HeJOCTATOYHOCTH
KOMIIJIEMEHTA y TIpeJCcTaBUTeNiell eBPOIeOUHOMN
pacel. OgHaKo y GOJBIIMHCTBA MOABEPKEHHOCTD
WHOEKIUAM He MOBBIIIEeHa, YTO CBI3aHO, BEPOSITHO,
¢ 3amuTHON (QYHKIMEN KOMIIOHEHTOB aJibTepHa-
tuBHOTO yTH. [ernr C2, hakropa B u C4 pacmomo-
JKEHbI Ha XpoMocome 6 OJIM3KO JIpyr K Jpyry, W
He1ocTaTouyHoCTh C2 MOXKET COYeTaThCsT CO CHUKE-
Huem akropa B. Ilpu HemocratouHoCcTH 000UX
6€eJIKOB PUCK MH(EKIMIT 0COOEHHO BBICOK.

[Tockoabky C3 akTUBUpPyeTCsS TO XOAYy Kak
KJIAaCCUYECKOTO, TaK W aJbTePHATUBHOTO TYTH,
HapylieHne OJIHOTO M3 HUX MOJKET, M0 KpalHel
Mepe, YaCTUYHO KOMIIEHCHUPOBATHCS J[PYTHUM.
Opnako 6e3 C3 He obpasyeTcss XeMOTaKCHYECKUI
dbparment C5 (C5a) u He MPOMCXOMUT ONCOHU3A-
1y GakTepuil. YHUUTOKEHEe HEKOTOPBIX MHUKPO-
6OB BO3MOKHO JIMIIIb MOCJIE UX HAJEKHON OMCOHM-
3annu. [loatomy reHermdeckasi HEIOCTATOUHOCTH
C3 comnpoBOK/IaeTCsT YaCThIMU U TSXKEJBIMU THOM-
HBIMU WH(EKITUSIMHU, BBI3bIBAEMBIMU THEBMOKOKKA-
MW, MEHUHTOKOKKAMH U TOHOKOKKAMU.

Bosee yem y 50% GONBHBIX BPOKIECHHON HeI0-
cratounocteio C5, C6, C7 wim C8 paspuBaercs
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MEHUHTOKOKKOBBIT MEHWHTUT WJHW 3KCTPAreHU-
TaJbHasi TOHOKOKKOBasi mH@ekiud. [Ipu nemocra-
toynoct C9 nokasarenb CHy, cHmken npumepHo
BaBoe, y 30% Takux OOJBHBIX OOHAPYKUBAETCS
nHdeKIMs, BbI3biBaeMas MUKPOOPTaHU3MaMU Pojia
Neisseria. Ocobenno yacro gedurur C9 peructpu-
pyioT B simoHckoit momyssiuu (6osee 1:500). Y
3—15% O6osbubIX (B Bozpacte 10 jier u crapiie) ¢
CHUCTEMHOIW MEHHHTOKOKKOBON HWH(MeKIeir oOHa-
PY’KHUBaeTcsl reHeThdyeckas HelocTaTodHOCTh CJ,
C6, C7, C8, C9 nm nponiepauna. [1pn nndexiumsx,
BBI3bIBaeMbIX penkuMmu ceporpynmamu (X, Y, Z,
W135, 29E u apyrumu HecrpylnupOBaHHBIMU) Y
33-45% GOJIbHBIX BBISIBJISIETCS] UCXO/HAsT HEJOCTa-
TOYHOCTb KoMILIeMeHTa. llpuunHa mnoBbBIIEHHON
MPeIPACIIONOKEHHOCTH OOJBHBIX € HEIOCTaTOY-
HOCTBIO OJIHOTO U3 II03/[HUX KOMIIOHEHTOB K
MHOEKINAM, BBI3BIBAEMBIM MUKPOOpPTraHU3MaMU
pona Neisseria, ocTaeTcs HesICHOW; He MCKJIIOYEHO,
4TO JU3UC OAKTEPUN B CHIBOPOTKE KPOBU WTPAET
HCKJTIOYUTETbHO BAXKHYIO POJIb B 3aIUTE OT 3TUX
MUKPOOPTaHU3MOB. B TO ke Bpems HEKOTOpbBIE
HAlMEeHThbl ¢ HEeJ0CTaTOYHOCTHIO TO3/[HUX KOMIIO-
HEHTOB KOMILJIEMEHTA He UMEIOT CePbe3HBbIX NH(MEK-
IIMOHHBIX 3200JIeBaHT.

Y HemMHOruX GOJIbHBIX BBISIBIE€HA HEIOCTATOY-
HOCTB (hakTopa D-ansrepnatuBHoro mytu. Bee onn
CTpaflai  PeNUuAUBUPYIONIUMHU  UHOEKIUAMU,
00bIYHO BbI3BaHHbIME Neisseria. TemonuTrdyecKast
AKTUBHOCTH KOMILJIEMEHTA OCTaBaJaCch HOPMaJib-
HO, HO aKTUBHOCTD aJbT€PHATUBHOTO YT TTPaK-
TUYECKHU OTCYTCTBOBAJA.

MCJI — BaXHBII KOMIIOHEHT BPOKIEHHOTO
MMMYHUTETa, KOTOPBIN 3aluilaeT OpPTaHUu3M OT
nH@eKIil 0JJHOBPEeMEHHO C BO3HUKHOBEHHEM CIle-
muduyeckoro UMMyHHOTO oTBeTa. llosmmopdusm
npomotopHoil obactu rena MCJI u myTtaruu ero
CTPYKTYPHOTO TeHa 00CYJIaBIMBAIOT PE3KHE PA3JIH-
yusg ypoBuga MCJI B kpoBu pasubix joneit. [Ipu
OYeHb HU3KOI ero KOHTIeHTpaIuu (HeZI0CTAaTOYHOCTD
MCJI) Bo3pacTaeT MpeapacioyioKEeHHOCTb K PeIn-
JIMBUPYIONIMM THOHHBIM U TPUOKOBBIM WH(EKITUSIM,
0COOEHHO B PaHHEM JIETCKOM BO3pacTe. JTa TeH/IeH-
1M ucye3aeT ¢ BO3PACTOM IO Mepe CTaHOBJEHUS
(byHKIIMOHATBHON AKTUBHOCTA UMMYHHOI CUCTEMBI.

¥ B3pocabix mui gepunut MCJI He acconnupo-
BaH C TSKeJbIMU HAPYIIEHUSAMU, €CJIN OH He COIIPO-
BOJK/laeTcsl MMMyHocynpeccueil. Hampumep, npu
BUNY-undekium ¢ ogHOBpeMeHHBIM J1e(UIUTOM
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MCJI onmopryHucTrndeckre NHGEKIUT PETUCTPU-
pyioT yaie, yeM y BUY-undumnmpoBatubix 60J1b-
HBIX ¢ BBICOKUM ypoBHem M CJL.

[Toutw Bce KOMITOHEHTHI KOMIIJIEMEHTa HacJe-
AYIOTCS KOJJOMUHAHTHO ayTOCOMHO-PEIeCCUBHBIM
myTeM. JTO O3HAYAET, YTO CHIBOPOTOUYHBIN YPOBEHD
KOMTIOHEHTA HATIOJIOBUHY OIPEIesISIeTCS TEHOMOM,
MIOJIyYEHHBIM OT OTIA, U HAIMOJOBUHY TE€HOMOM,
MOJy4eHHBIM OT MaTepu. HemocTaTouHOCTD BO3HU-
KaeT MpU HaACJAeJOBAaHUU HYJIEBOU MyTallMu TeHa
OJ/IHOTO M3 POJUTEJIell; y TeMU3UTOTHBIX POJUTE e
nokaszatenb CH;, 0ObIYHO HAXOAMTCS HA HUXKHEN
rpanuiie HopMbl. Crocob HacJie0BaHUST He0CTa-
TouHocTu daktopoB B u D HeusBecten; BeposTHO,
OHAa TaKXe HacJeayeTcsl ayTOCOMHO-PEIeCCUBHO.
HenocraTounocTp mporepanHa HacJaeayeTcs Kak
X-crernyieHHbIi TpU3HaK [4, 5].

HEJIOCTATOYHOCTD IINTASMEHHDIX,
MEMBPAHHDBIX UJIU CEPO3HbIX PEI'YJIA-
TOPHDbBIX BEJIKOB KOMIIJIEMEHTA

V3BecTHBI cJydan HEJOCTATOYHOCTH TISATH Oe-
KOB TIJIa3Mbl, PETYJIUPYIOMMNX aKTUBHOCTD KOMILJIE-
MEHTA.

Hemocrarounocts (akropa I Bmepsbie Obliaa
onucaHa Kak HegoctaTouHocTh C3, 00ycI0BIeHHAS
ero yckopeHHbIM Katabosuamom. IlepBbiii u3
BBISIBJIEHHBIX OOJIBHBIX CTPAZAJ PSIIOM TSIKEIBIX
THOWHBIX WH(MEKIUI, KaK 3TO XapaKTEepPHO s
araMMarJio0y IMHEMUH WJIH BPOJKICHHOM HeI0CTa-
toynoctu C3. B panpHeinieM BBISICHUJIOCH, 4YTO B
OCHOBE 3TOTO COCTOSHUS JIE)KUT HEAOCTATOUHOCTH
(akTopa I, HE3aMeHUMOTO peryisiTopa aKTUBHOCTH
oboux myTeil KoMIIeMeHTa. Ero He0CTaTOYHOCTD
npojieBaeT BpeMsi cyniecrBoBatiust C3b B cocrase
C3-koneprasnoro komiuiekca (C3bBb) ansrepna-
TUBHOTO TIYTH.

B pesynbrate sTOT TyTh OCTA€TCSd TMOCTOSTHHO
akTUBUPOBaHHBIM, 1 C3 Bce GOJIbIIE PACIIEIISIETCS C
obpasosanuem C3b. BuyTrpuBeHnHOe BBejieHe T11a3-
MBI WJI OUHIIeHHOTO hakTopa I ObIcTpO yBemYnBa-
J10 koHteHTparuio C3 B CBIBOPOTKE KPOBH GOJBHOTO
u HOopMaiu3oBasno 3aBucumbie oT C3 dysknnm (B
YaCTHOCTH OTICOHU3AIMIO GaKTepuii) in vitro.

HenocraTounocts hakTopa H umeer Te ke Kin-
HUYeCKUe MPOsBIeH s, Tak Kak (axtop H crocob-
ctByeT pacrnany C3-KoHBepTasbl aJbTePHATUBHOTO
nyt. Bo Bcex m3BecTHbIX ciaydasgx ypoau C3 u
daktopa B, a Takxke oOmias TeMOJUTHYECKAS
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AKTUBHOCTh KOMILJIEMEHTA U aKTUBHOCTb €TO aJib-
TEPHATUBHOTO IYTH OBLIN PE3KO CHWKEHHBIMHU.
Bosbpuble TOCTOSTHHO CTpafaloT CUCTEMHBIMU
WHOEKIUSMU, BEI3BAHHBIMY THOEPOHBIMU OakTe-
puUsIMH, 0COOEHHO MEHHMHTOKOKKAMH, M TIOYTH B
50% cayuyaes Habmomaercs: raoMepysoHedpur. Y
HEKOTOPBIX OOJIBHBIX € YCTAaHOBJEHHOW HeI0CTa-
TouHoCThi0 C4-cBsI3bIBaolero 6ejka ero ypoBeHb
cocTaBJsi puMepHO 25% oT HOpMBIL. CKOJIbKO-
HuOy b crieruduaeckre 3a601eBaHUsI Y HUX OTCYT-
CTBOBAJIM, XOTSI Yy OJHOTO GOJIBHOTO UMEJIHMCH OTEK
KButke u 60e3Hb Bexuera (CHCTEMHBIIT BACKYJIUT
HEYCTAHOBJIEHHOU 3THOJIOTHUN ).

[Ipu wmemocTaTOuHOCTH MPOTEPANHA PE3KO
MOBBINIAETCS 3a60JI€BAEMOCTh MEHUHTOKOKKOBBIM
MEHUHTUTOM, 4acTO C CEeITHIleMHueill. ITO COCTOsI-
Hue, HabJoamoneecss TOJbBKO Y JIMII MY KCKOTO
moJia, TOYEPKUBAET POJb AJIBTEPHATUBHOTO MYTH
aAKTUBAIIMN KOMIIJIEMEHTA B 3aIl[UTEe OPTaHW3Ma OT
G6akrepuaibHOil MHMeKnuu. Y 6GOJIbHBIX COXpa-
HAeTCS HOPMaJbHas TeMOJUTHYeCKash aKTUBHOCTD
KOMILJIEMEHTa, TPU HAJWNIUKA CHeMuPpUuIecKnx
aHTUOAKTEPUATBHBIX AHTUTE] HEOOXOAMMOCTh B
AKTUBAIIMU AJBTEPHATUBHOTO MyTU U TPOIEepPuHe
pesko cHkaeTcst. OTMeUYeHBI cIydyan KOKHOTO Bac-
KyJIUTa ¥ TUCKOUIHON KPACHOI BOJIYaHKHU.

[lng nHacnencTBeHHOW HEIOCTATOYHOCTU WHTH-
6uropa C1 xapaKTepHBI PelUINBUPYIOIINE OTEKN
KBunke — Hacjie/IcTBEHHbIE aHTHOHEBPOTUYECKUE
orekn (HAO). ¥V 6Gosibubix u3 85% IOpasKeHHBIX
ceMeil KOHIIEHTPAIMK 9TOTO HHIMOUTOPA COCTABISA-
s Bcero 5—30% OT HOPMBI, a y OCTaJIbHBIX YPOBEHD
9TOTO Gesika (pearupyromero co cuenuuuecKuMm
aHTHUTeJaMu ) ObLI HOPMaJbHBIM WJIW JIa’Ke TOBbI-
IIEHHBIM, HO 0OeJIOK OKaszajcs (DYHKIMOHAIBHO
HeaktuBHbIM. O6e HOPMBI TATOJIOTHY HACTELYIOT-
Cs1 Ay TOCOMHO-IOMIHAHTHBIM CIIOCOOOM.

Bes unrn6uropa C1 akTUBHOCTb 3TOTO KOMIIO-
HEHTAa CTAaHOBUTCS HEKOHTPOJUPYEMOI: YCHUIMBa-
ercst pactiag C4 u C2, uro mpuBoaut K obpasoBa-
HUI0 Ba30AaKTUBHBIX MeNTHA0B (KUHUHOB). B
pesyJibTaTe UX COCY0PaCIINPSIIONIEero AeiCTBUS Ha
MOCTKAMUJIJIIPHOM YPOBHE 3THU30/[NYECKN BO3HU-
KaloT JIOKAJIbHbIE «TyTrHe» oTeku. MexaHnu3m akTu-
Baru C1 y Takux GOJIbHBIX HESICEH.

Otex HapactaeT OBICTPO W HE COMPOBOKIAETCS
BBICBITIAHUSIMHU, 3yA0M, 00OeClBEYMBaHUEM WJIN
rumepeMueil mopaskeHHbIX ydacTKOB. OOBIYHO
OTCYTCTBYET ¥ OOJIb, XOTSI ¥ OTEK KUIIEYHOU CTEH-
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KW MOJKET BBI3bIBATh CUJIBHBIE CITA3MbI B JKUBOTE,
MHOT/Ia C PBOTOI U TTOHOCOM. JTO JIaJIeKO He BCEra
COIIPOBOKIAETCS OTEKaMU KOXKH, U OOJIbHbIE 4aCTO
obparmatoTcst K Xupypry wian ncuxuarpy. OTex rop-
TaHW MOJKET IPUBECTU K JIETAJIBHOMY HUCXOJY.
Bosuukas mocsie TpaBMm, (hU3UYECKOTO M IMOIHO-
HAJIBHOTO HAINPSKEHUST WJIW BO BpPeMs MEHCTpya-
UH, TPUCTYTBI POAOJIKAIOTCI 2—3 JIHM, a 3aTeM
nocTeneHHo ctuxaioT. OHU MOTYT BIIEPBbIE€ BO3HU-
KaThb U JI0 JBYXJIETHETO BO3PacTa, HO OCOOEHHO
TSKEJTBIMU CTAHOBSITCS Y CTapIINUX JeTel U TTOPO-
CTKOB. B-muMmdonurapubie OIMyX0OJH WU ayTO-
arTuTesia K mHru6uTopy C1 MoryT ObITh IPUYMHOI
nprobpeTeHHoi HepoctaTouHocTH nHrubuTopa Cl.
Y num ¢ HacJeJCTBEHHOW HEIOCTATOUHOCTHIO
nabsionanucy CKB u rimomepyonedpur.

C3b crumynupyer obpasoBaHuMe KOMILIEKCA
C3bBb, ob6magatomero C3-kKoHBEPTa3HOU aKTUB-
HOCTHI0. OOPa30BaHUIO U CTAOUIN3AIINN ITOTO KOM-
IJIeKca TPENSATCTBYIOT TPU MeMOpPaHHBIX PeryJis-
TOopHBIX Oeska komiuiementa: PK1, memOpanHbrii
kodaktopubrit 6eok u MYP (dakrop, yckopsiio-
muii pacrag) C3bBb. CD59 (mMemOpaHHBIi WHTH-
61UTOP MEMOPAHHOIO JIM3KCA) TIPEIATCTBYET COOPKE
MAK, 06pa3yoIiero «Ispbl» B MEMOpaHe MUIIEHT.
B orcyrcrBue @Y P u CDS9 Ha MOBEPXHOCTH 3PUT-
POIIMTOB Pa3BUBAETCS TEMOJIUTUYECKAsT aHeMWUsl,
HOocsMIass Ha3BaHUWE ITAPOKCU3MAJIbHOU HOYHOUN
reMorsio6uHypur. B OCHOBe 9TOro COCTOSTHUS
JIeXKUT XpoMocoMHasi myTtanus rena PIG-A, pacrmo-
JIOJKEHHOTO Ha X-XpOMOCOME KPOBETBOPHOU CTBO-
JIOBOH KJeTKu. ITpOAyKT JaHHOTO reHa HeoOXOIUM
JUIT  cUHTe3a TJUKO3uIpochaTuginanHo3nToNa,
KOTOPBII obeciieunBaer (hUKCALUIO HA KJIETOYHOI
Membpane okojio 20 6enkos, B ToMm unciae DOYP u
CD59. ¥V ogHoro 60JbHOTO ¢ U30JJUPOBAHHON TeHe-
TUYeCcKoil HezgocraTounocTbio CD59 Oblia ciaabas
reMOJIUTUYECKas aHeMUsS HECMOTPsS Ha HOPMaJlb-
Hylo akcipeccuio OYP na memOpane. Hamporus,
NPU U30JIMPOBAHHON TeHEeTHYECKON HEA0CTaTOYHO-
ctu DY P remosintrueckast aneMus He Pa3BUBAETCS.

Y Goabnbix ¢ CKB 1 wieHOB ux cemeil oGHapy-
KeHa dYacTUyHasg (BEpPOSITHO, HACJeICTBEHHAS)
HeJIOCTaTOYHOCTh perientopa komiuiementa 1 (PK
1). 9To MOXeT TOBBIIIATH PUCK CBIBOPOTOYHOMN
60s1e301 (00JIE3HN UMMYHHBIX KOMILJIEKCOB) U TEM
caMbIM UTPaTh poJib B matorenese CKB.

B cepo3nbIX JKUAKOCTSAX MPUCYTCTBYET IIPOTEa-
3a, paspymaomias CSa u WJI-8, koTtopblie ciyxkaT
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XeMoaTTpakTaHTaMu st Helitpodumos. Ilpu  rur. Takoit medekr obHapy:KuBaeTcs y geTell U
ceMelHON  CcpelnM3eMHOMOPCKON  JIMXOPaJKe  B3POCJBIX C CETMEHTApHOW JHWIOoAUCTpodueil.
BBISIBJIEHA HEIOCTATOYHOCTb 3TOW TpoTeasbl B JIMMOIUTHI Cay:KAT OCHOBHBIM UCTOYHUKOM (haKTO-
MEePUTOHEATbHON W CHUHOBHWAJIBHOU kumakoctu. ¥  pa D; onu cunaTesupyor takxke C3 u daxrop B.
GOJIBHBIX MMeJIach MUCCEHC-MyTallusl reHa, Komau- — Hedpurudeckuii ¢hakTop BBI3BIBAET JU3KMC ITHUX
pyfotmiero ¢dakrop Tpanckpuniuu nupud. Onu = kjietok. [Ipw octpom moctungeknmonHoM Hepu-
cTpajaiu dacThiMu npuctynamu Juxopaaku, Te u CKB obOHapyxken Hedputrueckuii pakrop
compoBoXKaamoIleil  OoseaHeHHOe BocnajgeHue — kiaacca IgG, CBS3BIBAOIMMI M 3al[UIIAIONIANA OT
cycTaBoB, TieBpuT u reperoHut. [lo-Buaumomy, = pacnaga C4-C2 (C3-koHBepTazy KJIaCCHYECKOTO
Cba, NJI-8 uimm 06a oHM B HOpMe 00pa3yioTcst Ha ~ MyTH). ITO, KaK U aKTUBAIUS KOMILJIEMEHTA
CEPO3HBIX IMOBEPXHOCTSX, a CEPO3HasA KUAKOCTh  HMMMYHHBIMHM KOMILJIEKCAMK, MOTJIO Obl IPUBOIMTH
COMEPKUT MHTUOUTOP HTUX XEMOATTPAKTAHTOB, K ycuieHHoMy morpebienuto C3, xapakTepHOMY
KOTOPBII MPENSATCTBYET Pa3BUTUIO BOCHAIUTENb-  JUJIS TAKUX COCTOSTHUIN. B ogiHOM ciryuae y 60JbHOTO
HBIX peakiuii [4, 5]. ¢ neduIuTOM KOMIIOHEHTOB KOMIJIEMEHTA U

Tabiuma.  Kaunuueckue nposignenus npu eenemuueckoi HedocmamouHocmu KOMROHEHMO8
Kxomnaemenma 6 naasme [1, 5]

KommoHneHT CKB-nog06H0e ayTo-

KOMILIEMEHTa HMMYHHO€ 3a00/1eBaHNe BaKTepMaﬂleﬂe l/IH(l)eKllI/II/[
C1,C2,C4 Jla [Iupokuii criekTp Bo3OyauTE €l
C3 Her [Tupokuii criekTp Bo30yauTE €T
C5, C6, C7 JIE:) Neisseria (MeHUHTHUT, TOHOPEst, GaKTepUEMIsT)
C8, C9Y Her Neisseria
[Tponepaun [a VHorna KosKHbII BACKYJIUT WM TMCKOMIHAST KPACHAs BOJTYAHKA
®akrop D Her Wspenka Neisseria
C1-unruburop HAO Her
®axrop H [nomepysonedput MeHMHTOKOKKOBBII MEHMHTUT 1 GaKTepueMust

BTOPUYHBIE HAPYIHIEHUA CUCTEMBbI Me3aHTUONPOJN(PepPaTUBHBIM TIOMEPYJIOHEDPU-

KOMIIJIEMEHTA TOM B KpOBU oGHapyskeH uHruoutop daxropa H B
[Tpu TsKeIOM KOMOMHUPOBAHHOM WMMMYHOJe- — orpaHudeHuu kousepcuu C3.
bunuTe UM TUIOTaMMarjJo0yJTMHEMUH MOXKET Y HOBOPOXIEHHBIX cozlep:KaHHEe BCeX KOMIIO-

MMeTh MeCTO dYacTu4Hasi HepoctaTouHocTh Clq, HEHTOB KOMILIEMEHTA B IJIa3Meé B TOW WJIM HHOM
obycmoByieHHast, mo-BuguMomy, aebuiurom IgG,  cremenu cHuxkeHo. [leUIUT KOMIIOHEHTOB KJac-
KOTOpBIiT B HOpMe oOpaTuMo cBssbiBaer Clq M CHYECKOTO WJIM albTePHATUBHOTO MYTH 00YCJIaBIN-
3aMeJlJIsSIeT €ro pacial. BaeT 3HAYMTEIbHOE ocabieHIe OTICOHU3UPYOIIeit
B miazme 60JIbHBIX XPOHUYECKUM ME3aHTUOIIPO- ¥ XEMOTaKCHUYECKOI aKTUBHOCTH ChIBOPOTKU KPOBU
audepaTuBHLIM TJIOMEPYJIOHEDPUTOM TPUCYT-  JOHOUIEHHBIX HOBOPOKIEHHBIX. /Ly HemoHOIIEeH-
cTByeT GeJIOK, OJyYUBIIMi Ha3BaHue HepUTHYe- — HBIX JeTeil XapaKTepHa elie Oojiee BbIpaKeHHast
ckoro dakropa. Ou mpexacrabiaser cob6oii [gG-  HeIOCTaTOYHOCTH KOMILIEMEHTa. Pe3koe CHIKeH e
antuteno kK C3-pacmensisgoniemy ¢epMeHTy — ypoBHS U (PYHKIIMOHAJIBHON aKTUBHOCTU KOMILJIE-
(C3bBb) anbrepHaTHBHOrO MyTH W TIPEHSATCTBYET — MEHTa HaOJIIOMaeTCst TaKKe IPH TSKEJTOM XPOHUYE-
MHAKTUBAIIUK 3TOTO (hepMeHTa, IIPUBOJIS K YCUJIEH-  CKOM ITUPPO3€E IeYeHH, IedeHOIHOM HeJJ0CTaTOYHO-
HOMY pacxomoBanmio C3. OmHAKO KOHIIEHTpAIUs  CTH, UCTOIEHWHN U HEPBHOW aHOPEKCHUH. JTO CB3a-
C3 y 60s1bHBIX KOJI€OIETCS B MIMPOKUX TIpeiesiaX. B HO He TOJBKO ¢ yTHETEHHEM CHHTEe3a KOMIIOHEHTOB
ciyuasx ee cHmkeHust 10 10% OT HOPMBI pasBM- — KOMILIEMEHTa, HO U € 0Opa3OBaHUEM HMMYHHbBIX
BAIOTCsI THOMHBIE MH(MEKIIUU, B TOM YKCJIe MEHUH-  KOMILJIEKCOB, YCKOPSIONINX UX PACXOJ0BaHME.
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Y GOJBHBIX C CEPIOBUAHOKIETOYHON aHeMUenl
AKTUBHOCTH KJIACCUYECKOTO TyTH KOMIIJIEMEHTA
HOPMaJbHA, HO Y HEKOTOPBIX U3 HUX KOMITOHEHTBI
aJbTEPHATUBHOTO TYTU HE  OICOHU3UPYIOT
Streptococcus pneumoniae n Salmonella, a Taxxe He
JU3UPYIOT W KPOJUYbHU 3PUTPOIUTHL. OTCyTCTBUE
KUCJIOPO/Ia B 3PUTPOIUTAX TIPU CEPIOBUIHOKIIE-
TOYHOW aHEMUU M3MEHsIeT UX MeMOpaHy, oOGHaxKast
bochomumumapr, KOTOpPHIE aKTUBUPYIOT AJbTEPHA-
TUBHBIN MyTh KOMIIJIEMEHTA W PAacXO/IOBaHUE €ro
KoMIOHeHTOB. I[Ipu 6oJIeBBIX KpHU3aX 3TOT MPOIECC
ycuanuBaetcs. Hapyiienus aabTepHATUBHOTO My TH
BBISABJISIIOTCST TpuMepHO y 10% GOTbHBIX, TIepeHec-
KX CIJIEHIKTOMUIO, a y TaKKe Y HEKOTOPBIX OOJIb-
HBIX ¢ Oousbmioil Gera-tanmaccemueil. MexaHU3M
STOTO HapyIIEHUs TPHU ABYX MOCTETHUX COCTOS-
HUSAX ocTaeTcst HesicHbIM. CHU)KeHUe OTICOHU3U-
pylolieil akTUBHOCTU CbIBOPOTKM Ha (pOHE HU3KOTO
ypoBHst aktopoB B u D nHabiogaercs y gereit ¢
HePPOTUIECKUM CUHIPOMOM.

PacxomoBanue KOMIIOHEHTOB KOMIIJIEMEHTA
MOJKeT OBITH CBSI3aHO ¢ 0OpPa30BaHMEM UMMYHHBIX
KOMILJIEKCOB TIPU TIOTIAZIaHUN B OPTAHU3M MUKPO-
60B MJIM UX TOKCHHOB. JTO IIPOUCXOIUT IJIaBHBIM
obpaszom 3a cuer purcanuu C1 9TUMU KOMILJIEK-
caMu WM aKTHUBAIlMKU KJjaccudeckoro nytu. llpm
CKB umMmyHHBIE KOMIJIEKCHI akTuBUpyior C1-
C4-C2, m B mopakeHHBIX OpraHax, BKJIIOUasd
MOYKH ¥ KOXKY, OTKJIaabiBaeTcst C3. OTMevasoch u
topmoskerune cuuteza C3. Ob6pazoBaHue UMMYH-
HBIX KOMILJIEKCOB M PacXOJ0BaHNE KOMIIJIEMEHTa
0oOHapy’KeHO TaKsKe IPH JIENPOMaTO3HON (hopme
POKa3bl, GaKTEPUATBHOM DHIOKApANUTE, WH(DU-
MUPOBAHUM TITYHTOB MEXYy MO3TOBBIMU JKEJYy-
JIOYKaMU U NIEHbBIMU BEHaMU, MaJIsIipUH, MH(pEK-
IMUOHHOM MOHOHYKJIe03e, TeMOpparmyeckoi
dbopme mmxopanku [lenre m octpom rematurte B.
OTnokeHMe MMMYHHBIX KOMIIJIEKCOB B TKaHSIX
MOKeT ObITh NPUYMHON HedpUTa WM apTPUTA.
AXTUBANMA KJIACCUYECKOTO TMYTH KOMIIJIEMEHTa
CO CHMKEHMEM YPOBHS €r0 KOMIIOHEHTOB (BCJIe/-
CTBUE IMOSIBJI€HUSI MMMYHHBIX KOMIIJIEKCOB B
KPOBU ) MOKET MIPUBOJIUTH K PAa3BUTHIO CHHPOMA
MepUoANYecKON KpanmuBHUIIE, 0TeKy KBUHKe n
so3unodugnn. llupkysaupymoomue HWMMYyHHbIE
KOMILJIEKCHI U HU3KUi ypoBenb C3 o6HApyKeHbI Y
HEKOTOPBIX OOJIBHBIX C TePIUTH(HOPMHBIM JlepMa-
TUTOM, I[eJIHaKuell, IepBUYHBIM OUIMAPHBIM IIUP-
posom u cuaApOoMOM Peiie.
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[Ipr TOKCHYECKOM IIOKE TPOAYKTHI OaKTepwii,
[IO-BUIUMOMY, HETIOCPEICTBEHHO aKTUBUPYIOT aJib-
TePHATUBHBIA NyTb KOMILJIeMeHTa. bbictpas u
3HAUMTEJIbHASI aKTUBAIKA 9TOTO MyTH HAaOI01aeT-
¢S ¥ IPY BHYTPUBEHHOM BBe/leHUHN HOAMPOBAHHBIX
PEHTTEHKOHTPACTHBIX BEHIECTB. ITO MOKET 00b-
SICHATh HEKOTOPbIe peaKIuy, WHOT/Ia BO3HWKATO-
1iye Ipyu UX BBEJECHUH.

Pe3kast akTHBAIMS KOMILIEMEHTA, 0COOEHHO €T0
aJbTePHATUBHOTO IyTH, HabJfogaeTcss depes
HECKOJIBKO 9acoB mocJie 03KoroB. IIpu aTom o6pa-
syiorcst C3a u Cda, KOTOpble CTUMYJIUPYIOT Heli-
TPOGUIIBI U BBI3BIBAIOT UX CEKBECTPAIINIO B JIETKUX.
ITO MOXKET UTrPaTh BA)KHYIO POJIb B Pa3BUTUM pec-
MUPATOPHOTO ANCTPECC-CUHAPOMA TI0CJIe 03KOTOBOM
TPaBMbl. AHAJOTUYHBIN CUHAPOM MOJKET Pa3BU-
BaThCsI IPU TIPOBEJIEHUH UCKYCCTBEHHOTO KPOBOOO-
pamienus, miadMmodepesa uan remojuanusa (c
UCHoJb30BaHueM  1eaaoGaHoOBbIX  MeMOpaH),
IIOCKOJIbKY TaKue IPOILEeAYPbl TaKkKe COIPOBOK-
JaloTCs aKTUBAIlMell KOMILJIeMeHTa B ILjIa3Me C
obpaszosannem C3a u C5a. Y 60JbHBIX ¢ 9PUTPO-
ITO3TUYECKOM TIpOTONIOpGUPHEN NI MO3AHEN KOK-
Holl mopdupuein Mo/ JelicTBUEM HEKOTOPBIX BOJH
CBeTa MPOMCXOAUT aKTUBAIMS KOMIIJIEMEHTA 1 BO3-
pacTaeT XxeMoTakcHueckas akTUBHOCTb. [Ipu ructo-
JIOTUYECKOM MCCJIe/IOBAaHUU KOXKHU B 3TUX CIydasx
O0OHAPYKUBAIOT JM3UC JHIOTENUATBHBIX KJIETOK
KallUJJISgpOB, JerpaHyJsliuio TYYHBIX KJETOK U
ckorieHue Heirrpoduios [3-5].

JIEYEHUE HAPYIIEHNI1 CUCTEMBbBI
KOMIIJIEMEHTA

Crenmudpuyeckass Tepanust npu gedeKTax KOM-
IJIeMEHTA OTCYTCTBYET, 32 UCKJIIOYEHNEM BPOKIEH-
Horo oreka KBuHKe (HacJie/[CTBEHHbIE aHTHOOTE-
KI).

[Tpumensiercst anTrbakTeprasbHast PoUIaK-
THUKa TpHU peluauBupyonux uadeknugx. [lpu
MPUCOEIMHEHNN ayTOUMMYHHOTO 3a60JIeBaHUs
MMOKa3aHO TIPOBeJieHne MPOTUBOBOCTATUTETbHON
Teparuu.

[Tpu pedunmre narnburopa Cl-scTepaspl BO3-
nukaior orekn Keunke—HAOQO. 3abosieBanne 0Obu-
HO HauMHAETCs B Bo3pacTe OT 2 10 8 JieT U XapaKTe-
pu3yercsl peruanBUPYIOIMUMHI OTEKaMH TIOIKOK-
HOI JKMPOBOU KJIETYATKU U MOJCJAUZUCTON OCHOBBI
M0G0 sokanu3anuu. IIpucTynbl oTeKa MOTYT
MOSIBJISAITHCSI CIIOHTAHHO U MIPOBOIIMPOBATHCST TPaB-
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MO, ICUXMYECKUM HAMPsIKEeHUEM, TIepeyTOMIIeHU -
em, MeHcTpyaleil. OmacHbl OTeKU TOPTaHU, KOTO-
pble TIPU OTCYTCTBUU TepPareBTUYECKOTO BMeTIa-
TeJbCTBA MOTYT IMMPUBECTU K CMEPTH TAIlUEHTa.

[Tpu HAO otcyTcTByeT KpanmBHHUIA, 3y, a
Takke a(pdeKT OT aHTUTUCTAMIUHHBIX TTPETIapaToB 1
I'KC y 6osbIInHCTBA TAIIMEHTOB, YTO TO3BOJISIET
nuddepeHIUpoBaTh €ro oT APYrux Gopm oTeka
Ksunxe [1].

JleueHme HAUMHAIOT C yCTPaHEHUS IPOBOIH-
pytonux (GakTopoB (TPaBMUPYIONIUX YCTOBUH ).

[lnsa repanun HAO y B3pocCJIbIX MAIMEHTOB MTPU-
MeHsI0TCs Tpenapatel /lanasoa, cBeske3aMOpOKeH-
Has 1uiasma. /laHasosr — CUHTETWYecKuil aHapoTeH
co cnaaboil BUpWIM3UPYIOLIEl 1 aHabOJNYeCKOi
aKTUBHOCTHIO. [Ipy mpueme BHYTPH 9TO BeIECTBO
MHOTOKPATHO YBEJIUYMBAET YPOBEHb WHTHOUTOPA
C1 u npenorBpantaer mpuctymnbl. HakamiuBaercs
OTIBIT TPUMEHEHUST BBICOK02((PEKTUBHOTO TTpeTapa-
ta C1-unrn6uropa (06paboTaHHBIN TAPOM KOHIIEHT-
par). ITOT MpenapatT CHUMAeT OCTPbIe TPUCTYIIBI U
ABsteTcst 6e30MacHbIM 1 9P (HEKTUBHBIM CIIOCOOOM
UX JIOJITOBPEMEHHOI MPOGUIAKTUKUA. ITOT CIIOCOO
HCIIOJIB3YIOT TaKJKe MPU MOATOTOBKE GOJBHBIX K OI1e-
paIusaM WA CTOMATOJIOTHYECKUM BMEIIATeThCTBAM.

Taxske B Poccuiickoit dhepeparnumn 3aperucTpu-
poBaH HOBBIN mpenapat VkatubaHT (aHTarOHUCT
pelenTopoB OpajKMHWHA) B BUJAE PacTBOpa st
MOJKOKHOTO TipuMeHenus. [Ipemapar npennasHa-
YeH /IS KynupoBanus ocTpbix mpuctynos HAO y
B3POCJIBIX MAIMEHTOB, BKJIOYAS CAaMOCTOSITEIbHOE
npUMeHEeHMe TTaleHTaMy.

[Tpu apyrux nepBUYHBIX HAPYIIEHUSX CUCTEMbI
KOMIIJIEMEHTA WCIOJb3YIOT TOJAePKUBAIONINE
Mepbl. OHM 3aBUCAT OT KOHKPETHOTO JedeKTa B
aToi cucteMe. PUCK TaKMX OCJIOKHEHU, Kak ayTo-
UMMYHHbIE 1 WTHPEKITMOHHbBIE 3a001€BaHW, TUKTY-
eT HeoOXOAMMOCTH TIIATETbHOIN [UATHOCTUKH W
paHHero Jie4yeHuns.

[Tpu CKB ¢ mapyuieHueM cucTeMbl KOMIIJIEMEH-
Ta JiedeOHbIe MEPOTIPUSITUST OOBIYHO OKa3bIBAIOTCST
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cToJb Ke 3(PPEeKTUBHBIMU, KaK U B OTCYTCTBUE
HEI0CTAaTOYHOCTU KOMILIIEMEHTA.

HeoObsicuumas auxopajgka tpebyer Iocesa
KPOBU Ha CTEPUJIBHOCTH, & aHTUOUOTHKOTEPATTHIO
cjle[lyeT HauyuHaTh OBICTPEE W 10 MeHee CTPOIMM
MOKa3aHusAM, 4YeM y JIpyrux jaeteil. Poguteseit u
caMux GOJIBHBIX HEOOXOAMMO CHaGKATh OIMUCAHMUSI-
MU BO3MOKHBIX GaKTepUalbHbIX WHGEKINA (OTHT,
MHEeBMOHUS, GYPYHKYJIe3 U T.11.), XapaKTePHBIX JJIsT
HEJIOCTAaTOYHOCTA TOTO WJIM WHOTO KOMITOHEHTa
KOMILIEMEHTa, JIe4eOHBIMU PEKOMEHAAIMSIMU JIJIST
Bpaueil MIKOJIbI, JJETHEro Jiareps, CKOpOH MOMOIIIH.
BompHBIX 1 UX OKpy’KeHUE caefyeT UMMYHU3UPO-
BaTh (1IpoBecTU NpodUIAKTHIECKHE TPUBUBKH)
npotuB  Haemophilus influenza Ttuna B,
Streptococcus  pneumoniae (ITHEBMOKOKK) |
Neisseria meningitides (MeHUHTOKOKK). Crienudu-
yecKre aHTHUTeNa B BBICOKUX TUTPax OIICOHU3M-
pyoT OakTepuu W B OTCYTCTBUE TOJHOIEHHOM
cucteMbl KomIieMeHTa. [loaTomy wmMMyHU3aIms
YJIEHOB ceMbM GOJIBHOTO YMEHbBIAET PUCK €ro 3apa-
JKEHUsT 9TUMH OCOOEHHO OMACHBIMU MATOT€HHBIMU
areHtamu [1, 4].
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