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KoMnneMmeHT-ON10KMpyloWwan Tepanma:
MeCTO M NepcneKkTuBbl B Hedposiormm

B HacTosiwee BpeMs 4OCTUTHYT Nporpecc B MOHMMaHUN NaTO(OU3N0SI0rNYeCcKnX
MEexXaHN3MOB, JleXalllux B OCHOBE MHOIMX Hedposiornyeckmnx 3abonesaHun, 4To NpuUBEsO
K NMOSABIEHNIO MHHOBALMOHHbIX TepaneBTUYECKUX HanpaBaeHU B Hepoormm.
FMnepakTMBaLUMS aflbTEPHATUBHOIO NYTN KOMMJIEMEHTA UrPaeT BaXkKHYO pPoJib

B NaToreHese nofasnstoLllero 60/bWMHCTBA rIOMepynspHbix 3abonesaHnin. B uenom,

B OCHOBE MNaToreHesa Takunx 6onesHen MoryT nexxaTb Kak npruobpeTeHHble (haKTopbl
(aHTUTena K KOHBepTasaM aJibTEPHATUBHOIO NyTW), TaK U FrEHETUYECKM ONOCPEeaOBaHHbIE
(MyTaummn reHoB, KOANPYIOLLNX PETYIATOPbI a/lbTEPHATUBHOINO NYTW aKTUBaLUN
KOMMJIEMEHTA), @ B POSIN TPUIFTEPHbIX MEXAHN3MOB 3a4aCTyl0 BbICTYNalOT ayTOMMMYHHbIE
3ab6o0s1eBaHUA, MHPEKLMN, MOHOKJIOHa/IbHbIE FraMManaTun. Huxe npeactasneHa
NHpOPMaUMs 0 CUCTEME KOMIMJIEMEHTA, €e PO/ B NaToreHese Hedpoaorn4eckmnx
3a60/1eBaHUIA N NepcnekTMBaX KOPPEKLNM ee HapyLLUEHUA.

MoxxanyvicTa, HAXXKMUTE Ha MHTEPECYIOLUNI Bac pa3aes, YTobbl ero OTKPbITh.

3Ha4yeHue CUCTeMbl KOMNJIeMeHTa B natoreHese Hedponormyeckux
3a00s1eBaHUM



CucTtemMa KOMMJIeMeHTa NpeacTaBnseT cobon Kackal (PepPMEHTOB, UIPaOLLNX BarkKHYHO
posib B 6opbbe C MHPEKLUNOHHbIMM 3ab601€BaHNAMM N ABAAIOLLNXCSA HEOTHEMIEMON YaCTbio
BPOXXAEHHOro MMMyHUTeTa'. Cuctema BKo4aeT B cebs 6osiee 50 6e/IKOB, HAXOAALLUXCSH
B MNJIa3Me KPOBM, @ TaK>Xe Ha MOBEPXHOCTU KNeTOK. PYHKLMNS CUCTEMbI KOMTMJIEMEHTA
3aKJIl04aeTCs B pacno3HaBaHUM Yy)KEPOOHbIX areHTOB U MOBPeXXAEHHbIX/U3MEHEHHbIX
COBCTBEHHBIX KJIETOK, @ TaKXXe pa3aesieHnn NX Mo NPUHLNAMY «CBON-Y4Y>KON»> >,

Heo6xoauMbIH MUHUMYM:
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[MoBbILLEHNE @HTUTEN03aBUCNMOr0 MMMYHHOI0O OTBETa " (i)OpMI/IpOBaHI/Ie
VIMMYHOJ'IOFI/I‘-IeCKOVI namMAaATNn.
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JIn3nc 4y>xeponHbIX KJETOK.
Image

YaaneHne NMMYHHbIX KOMIMJ1EKCOB.
Image

KOMMOHEHTbI CUCTEMbI KOMIMJIEMEHTA BbINOJHAIOT pa3Hoobpa3sHbie 6uosornyeckme
(DYHKLMMN, TaKne KakK CTUMYASALMSA XeMOTaKCUCa U MHULMMPOBAaHME OerpaHyIaunnt TyYHbIX
KJIETOK He3aBucumo ot IgE*>.

MoMUMO cBOEN HYHKLUN BO BPOXKAEHHOM UMMYHUTETE, CUCTEMA KOMMJIEMEHTa UrpaeT
KJIIO4YEBYIO POJiIb B UMMYHHOM KOHTpPOJIe, perynaumm npnobpeTeHHOro MMMyHUTeTa
n romeocTtaza®’.

NccneposaHue posin CUCTEMbl KOMMJIEMEHTa B nMaToreHese Hed)poJ1Iornyeckmnx
3aboneBaHUn CTaso BaXkHbIM AN NAaLNEHTOB C BepnduumnpoBaHHbiM anarHo3som al'yYC, C3-
rnomepynonatuen nnum lgA-Heponatmnen. 3a4acTyo UMEOLWLANACA B apceHasie HedypoJsiora
Tepanusa He AoCTaToYHa A8 3PPEKTUBHONO KOHTPONSA AaHHbIX 3aboneBaHun,

4YTO yBeJSIMYMBAET UHTEpPeC NPakKTUKYILWMX CNeLnasncToB K HOBbIM TepaneBTUYeCKM
noaxogaM. Ta)kesnble N06oYHbIE 3(PHEKTbI ANTNTENBHON Tepanun BbICOKMMU A403aMU
rNIOKOKOPTUKOUAO0B, TaKNe Kak yBesIM4eHne Macchbl Tesa, nepepacnpenesieHne Xnposow
TKaHW, rMnNepriankeMns, oTeKN, HEKOHTPoIMpyemMasa apTepuaibHas runepTeH3ns,
OCTEeOornopo3, a TakXe ropMoHasibHblE N NCUXUYECKNE NU3MEHEHUS, 3HAYNTENIbHO CHUXXaoT
Ka4yeCTBO XM3HW NaLUMeHTOB 1 He BCera rno3BosisaioT 4OCTUYb peMuccum 3abonesaHuns’.

CtpaTermven BbiOopa Tepanum ABAAETCA NPUMMEeHeHue Tepanum, cnocobHom
OCTaHOBMUTbL NporpeccupoBaHue 3aboneBaHuA U NPOAJINTbL CPOK A0 AUANIN3-
noTpebHon XBI. 3¢ dekTuBHOCTL Tepanuu B Hechposiorum npexxae BCcero
3aKJiloyaeTca B:

® CHVKEHUWN NMPOTENHYPUN;

* 3aMefJIeHNN yxXyaweHns pyHKUNUN NnoYvek;

e yny4weHun obuiero camo4yyBCTBUSA, MOBCEAHEBHOW aKTUBHOCTU U (1n)
BbIKUBaeMocTu®.

MonekynspHble MeEXaHU3Mbl KOMNJIEMEHT-0JI0OKupylowen Tepanmm



CuctemMa KoMnJieMeHTa — 3TO B3aMMOCBSA3aHHbIN MOTOK XMMNYECKUX peaKkLuui,
ABNAOLLNXCA KJIIOYEBOW YaCTbIO BPOXKAEHHOI0 UMMYHUTETa. Bcero cywecTsyeT Tpu NyTuU
aKTMBAL MW KOMMNJIEMEHTA: KNaCCUYeCKNIN, IEKTUHOBBIN N aflbTEPHaTUBHbIN. Kakabln

13 3TUX NyTen HanpasfiieH Ha akTueauuio C3 n C5 6esikoB KOMMIeMeHTa 1 3aBepLlaeTcs
obLWNM TepMUHaANIbHBIM NyTEM, KOTOPbIM NPUBOAUT K JIN3UCY MaTOreHHbIX K/1eTOK.
AKTMBaLMA CUCTEMbI KOMIMJIEMEHTA UHULMUPYET CTPOro KOHTPOJIMPYEMbIA KacKan,
MNPOTEONNTUYECKUX paclienneHnn® >,

e Knaccmyeckun nyTb akTUBaL MM BO3HMKAET Npu obpa3oBaHNM KOMMIEKCOB aHTUIeH-
AQHTUTENO, OH MHNLUUNPYETCH UMMYHHbIMU KOMMJIEKCAaMU, KOTOPbIE B3aMOAENCTBYIOT
c Clqg, 4Tto npmBoaunT K o6pa3zoBaHmMio KoHBepTa3bl C3—C4b—C2a kKnaccu4eckoro
nytn*>.

e JIeKTUHOBbLIN NYTb reHepupyeT Ty e camylo KoHBepTaly C3—C4b—C2a,

HO OH aKTUBUPYETCA B pe3y/ibTaTe CBSA3bIBAHUSA MaHHO30CBA3bIBaOLLEro JeKTuHa
(MK PUKONNHA) C YrIEeBOAHLIMU PParMeHTaMmn Ha NoBEPXHOCTU NaToreHa® >,



e ANbTEPHATUBHbLIN NYTb XapakKTepnsyeTcs NOCTOAHHON HU3KOUHTEHCUBHOM
AKTUBHOCTbIO N (PYHKLMOHUPYET HenpepbiBHO. BCTpeya ¢ KOMNOHEeHTaMn MUKpobHoM
KJIETOYHOW CTEHKMN, ayToaHTUTENaMu n gpyruMmm 61Monorm4eckn akTUBHbIMA
cybcTaHuMAMN 3anycKaeT NeTalo aMmnandukaumum, 4To MHOFOKpPaTHO yBen4nBaeT
AKTMBHOCTb aJibTEPHATUBHOIO NYTU KOMMJIEMEHTa N MPUBOAUT K 3aMnyCKy
chepyouwmx 3Tanos, 3aBepiaroinxca obpasosaHmeMm membpaHoaTakylowero
komnnekca® . B npouecce obpa3oBaHMa C3-KOHBEPTa3bl Kak B (DOHOBOM pexxunme,
TaK 1N NOCPenCcTBOM aMMINPUKALNOHHON NET/IN BaXKHYO poJsib UrpaeT akTop B.

MpunoxeHwne 1.

Image

HapyweHune perynsumm CMCTeMbl KOMIMJIEMEHTa OKa3blBaeT BJAUAHME Ha NMOYKN N MOXKET
crnocobcTBOBaTbL pa3BuTUO 3aboieBaHNN, CBA3AHHbLIX C MOBPEXAEHNEM MOYEYHbIX
CTPYKTYp. [penpacnonoXeHHOCTb K BO3HMKHOBEHNIO AaHHbIX 3aboneBaHUin MoXXeT bbITb
obycnoBsieHa MOCTOSAHHOM AOCTYMHOCTbLIO BeCKNeTo4YHbIX Cy6aHA0TEeNNaNbHbIX TKaHeN

019 B3aUMOOENCTBUA C aKkTUBAaTOpaMu KOMIMJieMeHTa U He4OCTaTOYHOM 3KCrpeccmen
MHrMOGUTOPOB CMCTEMbI KOMMJIEMEHTA. YA3BMMOCTb MOYEK TaKXe CBA3aHa C X OFPOMHOM
MPONYCKHON (hnAbTPaLMOHHOW Harpy3kon. HapyweHune perynaymm CUCTeMbl KOMMNJIEMEHTA
MO>XET BbI3BaTb TAXeJible MopaKeHUA NoYek, KJIIMHNYECKN NPOoSABAALMNECHA B pa3BUTUEM
HepOTUYECKOro CMHAPOMA, B YHaCTHOCTM Npun meMmbpaHo3Hon HedponaTuu, C3-
raoMepyfionaTum U HePpPUTUYECKOM CUHAPOME, HanpuMmep, npu IgA-HedponaTumn’ >,

MpunoxeHune 2. JIokanmsaumnsa OTNOXKEHUN KOMMJIEMEHTa onpeaenseT XxapakTep no4yevyHomn
natonormn’.

Image

C KJINHNYECKOWN TOYKN 3peHnsa Hanbonee Ba>kKHbIM SBNASETCA aJibTEPHATUBHbLIN NYTb
aKTUBaUWW KoOMMsieMeHTa. HanpuMmep, UMEHHO HapyLlleHne perynsaumm anbTepHaTUBHOIO
nyTW 3aHUMaET LeHTpasibHOe MecTo B NaTtoreHese C3-rnomepynonatun. Y 6onee 4yem 90%
nauneHTos ¢ C3-rnomMepynonaTtven HapyweHne perynsaumm anbTepHaTUBHOMO My TH
MPONCXOANT B XXNOKOW ha3e N B rNMKOKaINKCe, KOTOPbIN NepekpbiBaeT K1ybo4ykoBbie
3HAOTEeNnanbHble nopsbl. Mpn 3ToM ancbanaHc B perynsaunm anbTeEPHATUBHONO NYyTU MOXET
NPUBECTU K yCTONYMBON aKkTuBauum C3 n otnoxxeHuto C3b B ravkokanukce n 6asanbHomn
MeMbpaHe. [1eno3unTbl C3b B rNMMKOKaNMKCE MOryT CTaTb OCHOBOW Ans oopMmupoBaHusa C3-
KOHBepTas3bl N, B KOHEYHOM uTore, obpasosaHna C5-koHBepTa3bl N aKTUBaAL NN
MeMpaHoaTaKyoLlero KoMrnaekca. AKTUBaunsa KoMnaeMmeHTa npnesoanT K obpa3oBaHumio
ABYX MOLLHbIX aHadunaTokcmHoB — C3a n C5al, — 410 cnocobCcTByeT NpUBAEYEHUIO
MMMYHOKOMMETEHTHbIX KJIETOK B 04ar BoCMnasieHnsa N ycyrybneHmio Mmopgosnornyeckmnx
N3MeHeHNN. MOHOKJ/IOHa/IbHblE FaMManaTUN Tak>Xe UrpatoT poJsib B naTtoreHese C3-
rnomMepysionaTum — MOHOKJ/IOHAIbHble BeNKM MOryT BbICTyNaTb B KayecTBe
HedpuTNYeCKnX hakTopos, cCTabunnsnpyowmnx C3-KkoHBEpPTa3bl, UM AENCTBOBaTb

KaK ayTOaHTUTENa, HalpaBJ/iIEHHbIE MPOTNB KOMIMNOHEHTOB KoMmnnemeHTa™ .

HoBble KOMNEeMeHT-010KupyloLMe eKapcTBeHHble npenapaThbl



KomnnemeHT-6n0KMpytoLlaa Tepanmsa HanpasJsieHa Ha NogaBiieHne akTUBHOCTN CUCTEMDbI
KOMMJsieMeHTa U cnocobCTBYET TEM CaMbIiM NPEKPALLEHNIO NPOLLECCOB NN3NCA KIIETOK
MaKpoopraHusMa, a Tak)Xe CHUXXEHUIO MUKPOLUPKYNATOPHOro TpoMmboobpasoBaHuS.

B HacTosLwee BpeMs NpoBOAATCS UCCIea0BaHUA paaa npenapaTosB ANs Jie4eHuns
rnoMepynsipHbix 3aboneBaHun, Bkatodas IgA-HedponaTuto, C3-rnomepynonaTuio,
MeMbpaHO3HY0 HedponaTuio, 60Ne3Hb MUHUMANbHbLIX U3MEHEeHUN 1 gpyrue. K Havany
2024 ropa n3eecTtHo o0 6bonee 4eM 10 KOMNIEMeHT-610KNPYIOLWNX MONEKYNaX,
Haxo4AWMXCS B TOWN UK MHOW (ha3e nlyveHums. C y4eToM Ba>KHOMN pPoauv rmnepakTuBaumm
CUCTEMbl KOMMJIEMEHTA U YBEINYEHNSA KOIMYECTBA NpenapaTos, BO3AENCTBYHOLNX

Ha pa3/INyHble ee KOMMOHEHTHI, B NOC/efHME NATb NeT 6bl10 NPoBEAEHO 3HAYMTESIbHOE
KOJIM4eCTBO uccnenoBaHu B 061acTn TapreTHon Tepanun, HarnpaB/eHHOW Ha CHUXXeHne
aKTVMBHOCTW KOMIMJIeMeHTa".

Image



TexHonorn4yeckmne AOCTUKEHNA N KIIMHUYECKUIA ONbIT CO34Al0T YBEPEHHOCTb B HOBbIX
TepaneBTUYECKUX CTpaTernax, HanpasJ/ieHHbIX HA CHUXXEeHNe aKTUBHOCTU CUCTEMbI
KoMMJjieMeHTa. Paclumpsaowmnca CnncokK KIMHNYECKUX UCCIelOBaHUN N yBeNn4nBatoLLeecs
KOJIN4eCTBO MHIMONTOPOB KOMMJIEMEHTa, KOTopble pa3pabaTbiBalOTCA U N3yvatoTca

Ha OOKJIMHMYECKMX CTaaunsaX, AeMOHCTPUPYIOT UX NEePCrNeKTUBHOCTbL B Tepanuun
rnoMepynsipHbIX 3aboneBaHnn. Y4NTbIBaa reTeporeHHOCTb naToreHesa Hepoorn4eckmnx
3aboneBaHuin, OCTaeTCs HepeLleHHbIM BONPOC ONTUMasIbHON TOYKN NPUSIOXKEHUS
KOMMAEMEeHT-610KNPYIOLLMX NMpenapaToB Kak A1 pa3/InyHbIX MOPMOI0rn4ecknx hopm
roMepysioHepPUTOB, TaK N BHYTPU Ka)K40W raoMepysionaTtum npu pasinyHblX
KJIMHUYEeCKUX nposiBneHnsax 3abonesaHuns. TwaTtenbHasa cTpaTuduKaumsa nauneHToB
CTaHeT KJII0YEBbIM aCNeKTOM Ha NyTU K yCrewHoMy BHeAPEHUNIO HOBbIX TeparneBTUYeCKnNX
NoAXOM0B B peajibHYI0 NMPaKTUKY Bpada-Hedposora. TakxXe 0CTaeTCcs OTKPbITbIM BOMNPOC

0 CpaBHUTEsIbHOM Npoduse 6e3onacHOCTN AaHHbIX NpenapaTos. U, HakoHew, elle ogHOMN
npobnemon ABNAETCA NOHUMaHWE OJINTENbHOCTN KOMMJeMeHT-610KMpyoLLen Tepanum
nocse AOCTUXKEHUSA KIIMHNYECKON pemmuccum 3abonesaHuns. NossneHne TapreTHbIX,
CeNeKTUBHbIX TepaneBTUYeCKUX CPeacTB, HanpaBi€HHbIX Ha CHUXXEHNEe aKTUBHOCTH
CUCTEeMbl KOMMNEMEHTA, OTKPbIBAeT BO3SMOXHOCTU AJ19 HOBbIX CTpaTernum nevyeHuns
3aboneBaHui noyek. B 3Ton cBA3M KpanHe HeobxoanMa pa3paboTka HOBbIX 3(PPHEKTUBHbLIX
1 6e30nacHbIX BapnaHToB sieyeHma'’,

CNUCOK COKpaLLeHUMH



IgE — nmmyHornobynuH E;

al'YC — aTUNUYHbIA FreMONNTUKO-YPEMUYECKN CUHOPOM;
IgA — nMMyHOrnobynuH A;

C3rn — C3-rnomepysionaTus;

BMK — 6a3anbHas meMbpaHa Knybo4KoB;

ANCA — aHTUTena K umTtonsaasMe HeMTpodunios,;

LAMP2 — nnsocoMasbHbIi MEMBpPaHHbLIN Benok-2;

PR3 — npoTenHasa-3;

MNO — Muenonepokcmgasa.
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