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MYHHOW CMUCTeMbI, KOTOpas NpencTaBnseT cobow

CBS3yIOLLeE 3BEHO MEXAY BPOXAEHHBIM W MpU-
0bpeTeHHbIM MMMyHUTETAMU U cocTouT Bonee yeM un3
40 pasHbix BenkoB, ogHa Mx YacTb pacTBOpeHa B Nyas-
Me KPOBW, a [ipyrasi 9KCNpeccupyeTcs Ha NnoBepxHOCTU
KNeTok opraHu3Ma. [pu nonagaHnm NaToreHHbIX KIeTok
WM 4acTUL, B OPraHM3M HauMHaeTCA aKTMBaLMsA 3TON
CMCTEMbBI U 3aMyCKaeTCs Kackaph BUOXMMUYECKUX peak-
LMiA, B HOPMe NO3BONAIOLLUMIA HapaboTaTb OFPOMHOE KO-
nnYyecTBO hparMeHTOB BENKOB CUCTEMBI KOMMIIEMEHTA,
KOTOpble OMCOHW3WPYIOT MeMbpaHy natoreHa. B koHue
Kackafa npoucxoguT obpasoBaHue OTBEPCTUM — MeM-
BpaHOaTaKyIOLLMX KOMMIEKCOB — Ha MOBEPXHOCTU 3TWX
MaToreHoB, YTO NPUBOAMUT K WX rnbenu.

[na cBoeBpeMeHHON 3aLmMTbl HeobxoauMo, uTobbI
3Ta cucTeMa pearvpoBana o4yeHb BbICTPO M ClaKeHHo
M aKTMBMPOBanacb WMMEHHO Ha MeMbpaHax u4ykepop-
HbIX areHTOB, He 3afeBas MNpu 3TOM KIIeTKU OpraHusma.
CyLiecTByeT MHOrO MaToOMOrMA Pa3NUUHOW STUOMOMUM,
B KOTOPbIX 3ade/iCTBOBaHa CUCTEMa KOMMIIEMEeHTa.
B naHHOM 0630pe Mbl pacCMOTPUM pasfnnyHbIe HapyLLe-
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HWSI B 9TOM CUCTEME, a TaKKe NMPUUMHBI, MO0 KOTOPbIM Ta-
Kue HapyLLEeHUsl MPUBOJSAT K Pa3BUTMIO Psifia NaTosIorni.

3aboneBaHusi, cBA3aHHble C CUCTEMOM KoMMne-
MeHTa. B peiicTyiowlert MexayHaponHon knaccudu-
Kauun BbonesHeit 10-ro nepecmotpa (MKB-10) He 6e3
TPyAa MOXKHO HalTU BCEro OfHY CTPOKY, MOCBSILLEHHYIO
cUCTeMe KOMMMeMeHTa, — B pasgene «3aboneBaHus
KpoBwv 1 T.0. [pyrne umMmyHopemumTbl» — ¢ OpMynn-
poBKoW: «[ledheKT B CUCTeMe KOMMMeMeHTa», TO ecTb
nogpasyMeBaeTCs, YTo 3a hOPMMPOBaHNE NaToNoru B
3TOW CUCTEME «OTBEeYaeT» TOSbKO oaunH fedpekT [1].

B MKB-11, kotopas BcTynuT B fencTaue B 2022 ro-
Oy, CMEeKTP NaToNOrMYecKUX COCTOSHUMA, CBSI3aHHbIX C
MMMYHHOW CUCTEMOM, 3HAUUTENBbHO pacLuMpeH. MpuHLm-
M1asbHbIM CTano NOABMEHWE OTAENbHOro Kracca 3abo-
neBaHuin — «04. HapyLleHns UIMMYHHOWM CUCTEMbI», rae
B noaknacce «[lepsnyHble UMMyHoaeduUMTbI. HapyLue-
HWUS BPOKAEHHOr0 MMMYHWUTETa» eCTb Pasfien, KOTopbIn
otnnyaetcs ot ctpoukn B MKB-10 Bcero Ha oaHy Bykay,
— «[lechbekTbl B cucTeMe KoMnnemeHTta» [2]. Mpu aToM
MMeloTCA B BUOY HECKOJSIbKO AePUUMTOB BHYTPY (PYHK-
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LMOHanbHbIX BNOKOB MM AeduumnTbl OTAESbHbIX KOM-
noHeHTOB. Kak npaBsusio, nop feduumMTamMu NOHUMAIOT
Takune nedpekTbl 6enkoB (Kak oTpaskeHe reHeTMYECKOro
nonMMopgoramMa), KOTopbIe BEAYT K CHUSKEHMIO UX OYHK-
LMOHAIbHbIX BO3MOKHOCTEN (X0Ts onucaHbl v obpaTHble
cutyaumm [3]).

B MKB-11 BbigenswoT pedmumTbl (QYHKLMOHAb-
HbiX BITOKOB — Tak Ha3blBaeMble «PaHHUE» KOMMOHEHTI
KI1aCCUYeCKOro nMyTW akTMBaLMK CUCTEMbI KOMMSIEMEH-
Ta (Clg, Clr, Cls, C4, C2) — Te, KOTOpble HaxoOATCS
«Bblle» ypoBHsi C3 u dopmupyioT C3-koHBepTasy, M
geduunTbl «Mo3aHMX> KoMmnoHeHToB (C5-C9), dhopmu-
PYIOLLIMX MeMBpaHOaTaKyIoLLMA KOMMNIIEKC.

OToenbHo BbigensioT gedmumntel doakTopos B u D,
a TaKXe HaCNeLCTBEeHHYI0O M MpUOBPETEHHYI0 aHruno-
acTpodhouio (Takoit TepMuH ynoTpebreH B odouumars-
HOM pycckoM nepesofe [2], XoTa B aHrMos3bIuHOM Bep-
CUM pacnpocTpaHeH TepMuH «Hereditary (acquired)
angioedema» — BpoMLeHHbIA (MprMobpeTeHHbIit) aHruo-
HEBPOTMYECKUIA oTek). Bce ocTanbHble nedekTbl 0bbe-
OVHeHbI B 0BbIYHYI0 AN niobow knaccudukaumm katero-
pUIo — «apyrue>.

OxapaKkTepuayeM KpaTKo 3Th LeduumnTbl, 0TMETYB,
UTO NepBUYHBIA LECUUUT KOMIMOHEHTOB KOMMIIEMEHTA
BCTPEYAETCA B CPEOHEM C 4YacTOTOM 0KoMo 1% oT obLue-
O KOMMYeCTBa NepBuYHbIX MMMyHoaedmumTos [4].

Oedmnumntbl 1 «paHHUX>, N «NO3OHUX> KOMMOHEHTOB
HacneaylTCA Mo ayTOCOMHO-PELLeCCUBHOMY TUMY; Yy re-
TEpo3nUroT ypoBeHb fedIeKTHOr0 Herika MoXeT CcOoCTaB-
nate okono 50% ot Hopmbl. Oedomumt C2 — Hanbonee
vacTblit (1% reTepo3uroT B MOMynsUMM; y AMOHLEB —
2% no C1q).

MonHbIA  (rOMO3UIOTHBIA)  AedUUUT  <MNO3OHUX>
KOMMOHEHTOB MPUBOAMT K MOMHOMY OTCYTCTBWIO NUTMW-
ueckol aKTMBHOCTM (He doopmupyeTcs MeMbpaHo-
aTakylowmin Komnnekc — MAK) u peskoMy yeennue-
HMIO 4YaCTOTbl TFEeHepanM30BaHHbIX HerccepuanbHbIX
MHDEKUMA, B TMEpByl0 0Yepedb MEHWHIOKOKKOBOM.
B cpenHem aTa yactota BapbupyeT o7 1 go 1000 Ha
1 mMnH HaceneHws B rog, npy aToM Bonee 50% Takux na-
LMEHTOB BoNelT reHepanusoBaHHOM dhopMor xoTs bbl
pas B }M3HW, a MHOrMe — 0o 3—6 pas, NpuyeM B 3pesioM
Bo3pacTe. [Ipyras 0cobeHHOCTb TakoW MHAIEKLUMM Y NnL
¢ nechmumtamm C6—C8 — cpaBHUTENBHO Nerkoe TeyeHne
W OTCYTCTBWE NeTaslbHbIX UCXOLOB.

Mpu romosurotHom pecpuumte C9 n reteposuroT-
HbiX fedpmumTtax C5-C8 nuTuyeckas aKTMBHOCTb CO-
ctaBnseT 30-60% OT HOpPMbI, NpU 3TOM MOHOZeUUUT
C9 MOeT NMpuBOAUTbL K reHepann3oBaHHOW MEHWHIO0-
KOKKOBOW WMHCDEKLMM, @ [OCTATOYHO PacrnpOCTPaHeH-
Hble reTepPO3NUroTHbIe AeOMLMTbI OCTaNbHbIX «MO30HUX>
haKTOpOB, Kak MpaBuo, He NPMBOAAT. Y NuL, C rOMO-
3urotHbIM gedouumntom C5-C8 He ynaetca obHapyskuTb
LOCTOBEPHO MOBBILLIEHHYIO MOLBEPMKEHHOCTb UHbIM Bak-
TepuanbHbIM MHPEKUMAM, a TakKe KakuM-nnbo coma-

TMYeckuM 3aboneBaHUAM. Pe3nCTeHTHOCTb 3TWX L
K MEHWMHIOKOKKaM MO3KeT BbITb MoBbILLEeHa C MOMOLLbIO
BaKLUMHauum [5].

[Mpy BPOXKOEHHBIX FOMO3UrOTHBIX AednLMTax «paH-
HUXx> KoMroHeHToB (C1, C4, C2) nponssoacTteo MAK Mo-
eT BbITb 3aMyLLEHO MO aflbTePHATUBHOMY U/WUMN NEKTH-
HOBOMY MyTW; BEPOATHOCTb HeccepuanbHbiX MHAEKLMUI
y TaKUX MaLMEHTOB FOPa3Ao0 HUXKe, YeM y v, ¢ aedhmum-
TOM <«MO3OHUX> KOMMNOHEHTOB. OiHAKO Y HWUX MNOBPEXKAeEH
WHORN, MeHee n3bupaTenbHblil, HO He MEHEE BaKHbIN aH-
TubakTepmanbHbll MexaHusM — harouuTos, onocpeno-
BaHHbI KOMMIIEMEHTOM, B NEPBYIO OYepenb CBS3aBLUMM-
cs ¢ bakTepuamMn komnoneHToM C3b. Mo aToi mpuunHe
OHV MOABEPKEHbI YaCTbIM MHADEKLMOHHBIM 3aboneBaHu-
SIM, KOTOpble MOTyT ObITb BbI3BaHbl Pa3fIMYHbIMU FpaM-
MOMONKUTENbHBIMA UMW FPaMOTPULLATENBHBIMU  MUKPO-
OpraHn3Mamu v NposIBMSIOTCS MECTHBIMU HarHOEHUAMY,
peske — reHepanuayiotcs (cencuc, MeHMHrUT U T.n.).
[Mp1 CBOEBPEMEHHOM JIEYEHWUM 3TN UHCDEKLIMM HE YrpoKa-
I0T YKM3HW NaLMEHTOB, HO CYLLECTBEHHO CHUXAIOT Kaye-
CTBO WX }U3HW. [py OTCYTCTBUM NEYEHUSA STV MaLMEHTDI
YMWPaIOT OT MEHWHIrUTa, cencuca Ui NMHEBMOHWUU, Bbl-
3BaHHbIX Hanbonee pacnpocTpaHeHHbIMU NaToreHamm —
S. pneumoniae, H. Influenzae (Tun b), N. meningitidis
W 4p., B CBA3W C YeM MokasaHa UMMyHu3aums [6].

[pyras rpynna naTofioruin, NPOYHO accouumpyio-
LLUMXCS € feddeKTaMK «paHHUX> KOMMOHEHTOB, NPUHUMa-
IOLMX yyacTue B 3MMMUHALMM UMMYHHbBIX KOMMIIEKCOB,
— MMMYHOKOMMIeKcHble 3abonesanus. B 70-90% cny-
yaeB 3TO Tak HasbiBaeMble CKB-nopgobHbie 3abonesaHms
(CKB — cucTeMHas KpacHasi BOMYaHKa) 1 rrioMepyro-
HedopuT, naToreHes KOTOPbIX MOKa BecbMa fanek oT
noHuMaHus [7].

omo3uroTHbii fedpuumt Clg bonee uem B 90%
cnyyaes npuBoauT K CKB — 310 Hanbornee BblpaxeHHbIN
reHeTuJYeckuin oakTop pucka ee passutus. o cpas-
HeHunio ¢ «knaccuuyeckon» CKB Takoe CKB-nopobHoe
3aboneBaHne passuBaeTcs B boriee paHHeM Bo3pacTe,
npoTeKaeT Tsasenee, C HOMbLUMM BOBMEYEHWNEM KO-
HbIX MOKPOBOB W LIEHTPasbHOM HEPBHOM CUCTEMBI, XysKe
nognaetcs neuvenuio cteponpamu. lo 20-40% Clg-ne-
PULMTHBIX NALMEHTOB YMUPaIOT B paHHEM BO3pacTe OT
UHAEKUMIN Unn ocroskHeHnit CKB [8, 9].

Hedounumt komnoHeHTa C4 uMeeT cBOM 0COBEHHOCTH.
B reHome uenoBeka MpUCYTCTBYIOT ABa FOMOJSOTMMYHbIX
reHa — C4A n C4B, kopupyiowmx benkm C4A n C4B (sTo
He MMeeT OTHOLLEeHWs K aHadmnaTokeuHy Cda v dpar-
MeHTy C4b), nepBblii M3 KOTOPbIX flyyllle CBA3bIBAETCH
c benkamu, a BTOpo — ¢ yrnesopamu. MonHeI fedou-
umnt C4 (c 4 nedbexTHbIMM annenamu) penok, Ho B 50%
cnyyaes npueoguT K CKB. HanpoTvB, neduumnT TosbKO
koMnoHeHTa C4A BcTpevaeTcs ¢ yactoTonm okono 1%
B nonynsumm B Luenom n 1o 15% cpenm nuu, ¢ CKB. AkTus-
HocTb C4 npu TakoM fedomumTe 0TYACTU COXpaHseTcs,
noatoMy TeyeHve CKB cpaBHMTERbHO BnaronpuaTHoe.
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Oedouumt C4B ualle conpoBoxkpaeTcst bakTepuanbHbIMm
nHdpeKkumnamm [10].

eTeposurotHbin fedomumt C2 BCTpeyaeTcs npu-
MepHo y opHoro u3 100 esponenues, a romMo3vroT-
HbIn — B cooTHoLeHun 1:10000 n MoxeT nposBAATbCA
CKB-nopobHbiM 3aboneBaHnemM, Ho nuwb y 10% nwu,
FOMO3WIOTHbIX MO fLedDEKTHOMY annenio.

MexaHuaM passuTus CKB npu pgedmumTax «paH-
HUX> KOMMOHEHTOB, BMAMMO, 0BLIMI. BO-nepBbiX, 6e3
BKIIIOYEHNS KOMMOHEHTOB KOMMJIEMEHTa B COCTaB
VMMYHHbBIX KOMMIIEKCOB OHW HE MEPEexoAsaT B pacTBo-
pUMOe COCTOsIHWE, OCeAast Ha CTEHKax COCYAOB M Npo-
BOLMPYS ayTOMMMYHHble peakuuu. Bo-BTOpbIX, Hapy-
LUEH MEXaHW3M OUYMUCTKM OT OCTATKOB anomTOTUYECKUX
KIIeTOK, KOTOPbIE MOTYT BbICTYNaTb Kak ayTOaHTUMEHbI.
B 3aBucuMocTm ot nayyaemon nonynaumn CKB-nonob-
Hoe 3aboneBaHwve passuBaetcs y 30-70% vy ¢ pedom-
LUMTaMN <«paHHMX> KOMMOHEHTOB, M HaobopoT, cpeau
6onbHbIXx CKB BbisBnAT oT 1 0o 20% nuu ¢ Taknummn
necbuumtamm [11].

Hednumntbl chakTopos B 1 D anbTepHaTMBHOMO NyTH
0bHapyXMBAIOT HACTOMbKO PEfKO, UTO Kaxablid U3 HUX
CTaHOBWTCS MPEAMETOM AeTaslbHoro UCCIefoBaHNA U
OTAENbHOr0 KIMHWYECKOr0 Co0bLLEeHNs. [[OMO3NIroTHbIE
fedmumTbl No dakTopy B He onucaHbl B nuTepaType,
a roMo3uroTHole fedouunTbl No doakTopy D BbisBMEHDI
pa3HbIMK UccrnefoBaTenamm — Bcero nopsagka 10 cnyva-
eB. Yallle BcTpeyaeTcs edpuumT nponepamHa (onucaHbi
Bonee 50 criyyaeB Takoro roMo3WroTHOro aedouumTa).
Bce oHM NpMBOAAT K pe3ko NOoBbILLEHHOW 3aboneBaeMo-
CTV reHepanu3oBaHHbIMM HOPMaMM MEHUHIOKOKKOBOM
MHIDEKLMKN, KOTOPasi, OQHAKO, MPOTEKAEeT WMHauye, Yem
B Cnyyae peduuMTa <«MO3MHMX> KOMMOHEHTOB KOM-
nnemeHTa. Jlvua ¢ nonHbiM geuuMTOM MO OAHOMY 13
KOMMOHEHTOB anbTepPHATMBHOrO MyTn BomeloT TsKe-
no (BNnoTb 0o NeTanbHbIX UCXOLOB), HO, Kak MpaBuso,
B paHHeM OeTCTBe M OAHOKPaTHO. 3TO 03HauyaeT, uTo
nepBasi BCTPEYa C MEHMHIOKOKKOM Yy TakuUX UL He
BCErfa npuBoaMT K 3abonesaHumio (BO3MOXHO, 3a cyeT
npoTekTUBHOrO adpcpekta charounTtosa). MoBTOpHbIE
BCTPEUM MEHee OnacHbl, MOCKOMbKY BblpaboTaHHble
paHee aHTUTeNna aKTWMBMPYIOT HEMOBPEXAEHHbIN Krac-
Cuueckuin nyTb U HapaboTky MAK [12]. Mpu aToM nuua
C reTeposnroTHbIM AedULMTOM KOMMOHEHTOB anbTep-
HaTMBHOIO MyTU LEMOHCTPMPYIOT BbICOKYI0 3abonesae-
MOCTb MHKanCyMpOBaHHbIMU MHADEKLMAMU C TAKENbI-
MW KNWHWYecKuMU chopMamu (MHEBMOHUS, aMnueMa,
neputonnT) [13].

HacnencTeeHHbIi (MM NpUOBPeTEHHbIN) aHrMoHes-
poTuyeckuit otek (HAO) — emBa nn He camoe M3BECTHoe
B 9TOW obnacTu 3abonesaHve, onncaHHoe ewe [mnno-
KpaToM. B ero ocHose nexut niobas dopMa pyHKUMO-
HanbHOM HEQOCTAaTOYHOCTM MHIMBUTOpPa KoMmoHeHTa C1
(C1-unrunburopa, C1-inh). B aHrnosasbiuHoi nutepaType
ynoTpebnsioTca TepmuHbl «Hereditary angioedema»
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(unm Cl-inh-HAE; uacToTa BCTpEYaeMOCTM — OKOJO
1:50000) u <«acquired angioedema» (Cl-inh-AAE;
okosio 1:500000).

Cl-uHrnbutop (anbdpa-2-rnobynuH, oTHoCcUTCA K
cynepceMeicTey CeprvMHoB, G-TuM) CUHTE3MpyeTCs B
OCHOBHOM B MeyeHn U BroKMpYeT aKTMBHOCTb KOMMO-
HeHTOB Komrnekca C1 (Clr n Cls), npenatctays manb-
HEeMLLel aKTMBaLMM KMacCUYecKoro nyTu, B YaCTHOCTMH,
pacLienneHunio komnoHeHTos C2 n C4. lNomumo benka C1,
y C1-uHrnbutopa obHapyeHbl CNeayoLLmne <«MULLIeHN>:
® VHrMBUpoBaHWE KOMMOHEHTOB JIEKTUHOBOMO MyTK

(MASP-1, MASP-2);
® vHrmMbupoBaHue hakTopoB CBepTbiBaHWS Kposu Xla

n Xlla;
® vHrnbvpoBaHWe nNpeBpaLLeHUs MnasMUHOreHa B

nnasMuH;

©® VHrMbupoBaHWe aKTUBMPOBAHHOMO KasfMKpenHa.
MocnenHee 0bCTOATENBCTBO MMEET KIIOUEBOE NaTO-

reHeTuyeckoe 3HayeHwue. Mpu pedmumnte Cl-nHrnburtopa

YBENWUMBAETCS COAEPNKaHWe KanivKpenHa, YTo npuBo-

OMT K 0bpa3oBaHuio BpaguKMHUHA. AKTUBALIMA <PaHHKUX>

KOMMOHEHTOB KOMMIIEMEHTA TaKKe BEAET K MOBbILLIEHMIO

NPOOYKLUMM Ba30aKTUBHbIX MENnTULOB, a BCe BMecTe —

K MOBBLILUEHWMIO MPOHWLIAEMOCTM KanWnsapoB M 3KC-

TpaBasauuu MnasMbl, TO €CTb K JIOKanbHOMY OTEKYy,

a Take CnasMy rfagkov MycKynaTypbl NULLEBapUTENb-

HOro TpaKTa M nosbix opraHoB. OTek ropTaHu Npu oTCyT-

CTBWM NeveHust B 25% crnyyaeB NpUBOLUT K feTanbHOMY

ncxopmy.

MN3BeCTHbI TPU MOMEKYNsiPHbIX AedbeKTa, NpuBoas-
wue k HAO, KOoTopble KIMHUYECKU HepPasMUNMBI:

@ HAO | tvna (80-90% cnyuaes): Bbi3BaH fereLmeil
WNK YCEYEHHOW TPaHCKPUMUMER; ayTOCOMHO-A0MU-
HaHTHbIA (B OCHOBHOM — reTepo3uroThbl); pesyrb-
TaT — KonuyecTBeHHbI pedunumt Cl-inh, ypoBeHb
koToporo okono 25-30% HopMbI Npu onpeneneHnm
MMMYHOMOMMYECKUMU MeToaaMu (B pyCCKOs3bIUHOM
nuTepaType ynoTpebnsaeTcs TepMUH «UCTUHHBINA aH-
FMOHEBPOTUYECKMI 0Tek>) [14];

® HAO Il Tvna (15%): BbI3BaH TOYEUHBIMW MyTaLMA-
MU B reHe; pesynbTaT — CTPYKTYPHbI LeEKT co
CHVKEHMEM  (DYHKLMOHANbHOM  aKTUBHOCTU  MpU
HOpPMamnbHOM UMM noBbieHHOM ypoBHe Cl-inh
(B pyccKosisbluHOM nuTepaType — <BapUaHTHbINA
QHMMOHEBPOTUYECKUIA OTEK>);

@ HAO Il Tvna (1-5%): GoMbLUMHCTBO MccrenoBaTe-
nev npegnonaraet, yto Tun lll cBsA3aH He ¢ nedhuumn-
ToM Cl-inh, a ckopee, C MOBbILLEHHON aKTUBALUWEN
KMHWHOTeHa — MpepjlwecTBeHHMKa bpaanknHUHa;
B HEKOTOPbIX Cryyasx yAaeTcs CBs3aTb 3TOT TuM
HAO c akTtuBHOCTbIO chakTopa Xlla; aToT TMN vale
BCTPEYAETCS Y JKEHLUMH, NPUHMMAIOLLMX Mepopa-
NbHble  KOHTPALENTMBbI Ha OCHOBE 3CTPOreHOB;
npu 3ToM Tune HAO ypoBHu Cl-uHrubutopa n C4 —
B HopMe [15].
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bonee penkasa dopma — NprobpeTeHHbIN aHMMOHEB-
POTUYECKMI OTEK — BO3HUKAET KakK BTOPUYHOE OCIIONK-
HeHne Ha poHe cepbe3Horo 3abofieBaHUs — Kak NpaBu-
N0, ONyxoneBoro, Yyacto — numdonponmMdepaTMBHOrO,
korna dpopMupyloTca aHTUTena kK HopManbHoMy Cl-uH-
rmbutopy.

CoBpeMeHHble npenapaTbl, 3PdEeKTUBHbIE MPU Ky-
MUPOBaHWUKN OTEKOB, BITOKMPYIOT OCHOBHOE MaTOreHeTU-
UECKOe 3BEHO — CUCTEMY «KamNMKPeUH—OpamuKUHUH»,
B 2018 rony FDA opnobpuno BrokupyioLlee yenoseve-
CKOE MOHOKJIOHASIbHOE aHTUTENO MPOTUB KasfMKpenHa
(npenapart JlaHapenymab, Dyax Corp, CLUA). B Espone
NpUMeHsIoT npenapat, bnokupywowmii B2-peuenTtopbl K
BpaankHuHy, — ®upasup (ukatubant, SHIRE Orphane
Therapies GmbH, TepMaHua) — 3TO CUHTETMYECKUIA
AekanenTua, CTOMMOCTb KoToporo coctaenseT oT 50 Ao
120 Tbic. py6. 3a ogHO BBegeHue. B ocTpbix cuTyaumsx
MPUMEHSIIOT TaKXXE CBEKE3aMOPOXEHHYIO Mia3My, 0YM-
LLEHHbIA M3 Mna3Mbl MM PeKOMBWMHaHTHBIN npenapat
Cl-inh M3 MomoKa TpaHCreHHbIX KponunkoB Ruconest
(0oba He 3aperncTpupoBaHbl B Poccun) [14].

PaccmoTpeHHble Bbile aeduLmnTbl OCHOBHBIX KOM-
MOHEHTOB CUCTEMbl KOMMIIEMEHTA MMEIOT BMOJSIHE OMKM-
[aeMyl0 CBSiI3b C COOTBETCTBYIOLUMMM KITMHUYECKUMM
MPOSIBIIEHNAMU: HEQOCTaTOK UiN AedpeKT benka BepeT K
ocnabreHnio Toro UM UHOro NMyTW akTuBauuu (pese —
K MaToNorMyeckoMy yCUeHmio B yLlepb KoHeuyHoMy pe-
3ynbTaTy) U, B KOHLE KOHLIOB, K CHUKEHMIO 3CpdpeKTUB-
HOCTM CUCTEMbI BPOXKAEHHOrO MMMyHUTETa [16].

Hapspy ¢ aToi «kraccuyeckon» cxeMon B Nocren-
Hee BpeMsA cchopMupoBanoch NpeacTasneHve o bones-
HSIX, aCCOLMMPYEMbIX C CUCTEMOM KOMMIEMEHTa, Bbl-
3BaHHbIX HapYLLEHWEM PErYNATOPHbIX B3aUMOAENCTBU,
KOTOpbIe B aHrMos3bIYHON NUTEPATYPE NOMyYMn Hassa-
Hue «diseases of complement dysregulation» [17].
lMosiBneHne 3TOro TEpPMMHA CBA3AHO B TOM YMCE U C
TeM, uTo 3a nocnepHue 10—12 neT YMCno N3BECTHBIX 3a-
BoneBaHuin, B KOTOPbIX, Kak bBbl10 yCTaHOBIIEHO, MPUHU-
MaloT yyacTuie Benku cUCTeMbl KOMMIIEMEHTA, Kak MUHU-
MyM YABOMNOCH. Ha ceropHsLHUIA feHb B 3TOM CMUCKe
HacuuTbiBaeTcsA nopsigka 40 HaMMeHOBaHUIA HO30M0rUK,
NaToSIOrMYECKNX COCTOSIHWM 1 NMPOLIECCOB: 3TO He TOMb-
KO Y»Ke M3BECTHble 3abofieBaHus, CBA3aHHbIE C ayTOUM-
MYHWTETOM U KOMMIIEMEHTOM, TakMe Kak aHrMoHeBpO-
TUYECKWI OTeK, aTUMWUYHBIA TEMONTUTUKO-YPEMUYECKUI
cuuapom (alYC), TpomBoTuueckas MUKpoaHr1onaTus,
napoKcuaMarbHas HouHas remornobunypus (MH), CKB,
aHTMOCEONUMUAHBIA CMHOPOM U Op., FOe BocnaneHue
— BefyLLMI CUHAPOM, HO Takxe 3aboneBaHus v NaTono-
rMYeckne COCTOSIHUA, KOTOPbIE A0 NOCIeJHErO BPEMEHU
HMKaK He accouMMpoBaNMChb C HapyLleHusaMu B paboTe
CUCTEeMbl KOMMMEMEHTa, a TPaKTOBanuChb kak MeTabo-
NNYECKMEe HapYLLEHWUS UNK fereHepaTUBHbIE 3MEHEHNS
— MONWTpaBMa, aTepoCKepos, OeMEeHLMs, rfaykoma,
MHDApKT MWOKappa, WHCYMbT, CMHOPOM penepdyysuu,

BonesHb KpoHa, yBenT, acTMa, MpoBefeHue reMmoamnanm-
3a 1 ap. [18]. [Ina HekoTopbIX NMaToONoruin yyactue cu-
CTeMbl (M1 ee KOMMOHEHTOB) YiKe [10Ka3aHo, B OTHOLLe-
HUW OpYrux caenaHbl 060CHOBaHHbIE NMPELnONOXEHNS.

C TOYKM 3pEHUSI AMHAMUKU CUCTEMbI KOMMSIEMEHTA,
Hamnbonblumne npobnemsl B 6OMbLUMHCTBE Cry4yaeB Bbl-
3biBaeT ee crnabasi, n3bbITOUHas MM HeCBOEBPEMEHHaSN
aKTUBaLWS MO OQHOMY WM HECKOMbKMM NyTAM, a Tak-
e HapyLLEHWs, MPUBOASALLME K aTake Ha COBCTBEHHbIE
KNeTkn opraHuMaMa. B W3BECTHOM CMbicfie paccMo-
TPEHHbIA BbllLe aHrMOHEBPOTMYECKUA oTek (medomumt
UHrMbutopa KommoHeHta C1) MOsKHO paccMaTpuBaTb
Kak MpuMMep Hapyllenus perynauun. Hanbonee sipkue
npencTasuTenu «bonesHen perynsaumm KOMnaeMeHTa» —
al'YC, MHI, BospacTHas MakynoaucTpodpus (BMI).

ATUNUYHBIA TeMONIMTUKO-YPEMUYECKUIA CUHAPOM.
«TUMUYHBIA> FEeMOSIUTUKO-YPeMUUecKuii cuHapom (FYC,
cuHapoM [accepa) — coCTosHWeE, BKMOUalLLee Tpuagy
CMMMTOMOB: FEMOSIUTUYECKYIO aHEMMIO, TpoMbouuTone-
HUIO W TMOPa)EHWe MoYeK C Pa3BUTMEM OCTPOM Moyey-
HOW HemoCTaTOYHOCTWU. MornekynsapHas ero npuuvHa
ycTaHoBneHa B 1950-e rofbl — 370 NnpsiMoe BO3AeNCTBUe
lwmMra- unu wuranofgobHoro TOKCUMHa 3HTepobakTepuit
Ha SHOOTENWIA MOYEYHbIX KaMWnspoB C PasBUTHEM
TPOMBOTUYECKON MWKPOAHTMOMNaTUK, KOTOpasi MpWBO-
OMT K MUKPOTPOMbBO3aM, noTpebneHnio TpoMboLunToB U
PasBUTUIO NOYEYHOWN HELOCTAaTOYHOCTU, YacTO NpoTeKa-
lole Ha dooHe pas3HoobpasHOW MOMMOpPraHHOM MnaTo-
norv.

ATvnunuHbI YC XapaKTepusyeTcsi TOYHO TaKoM e
TPUapow, Ho nMeeT Bonee TAXENOe TeUeHne C nopaxe-
HWEeM NPaKTUYECKM BCEX OPraHOB U BeCbMa Hebnaronpu-
ATHBIM McxonoM (ymupaloT 0o 10% 6ombHbIX, MPUMEPHO
y 30% nepBas aTaka 3akaHuMBaeTCs TEPMUHANbLHOW No-
UeyHOM HeBOCTaTOYHOCTbIO). BO3MOMHOCTL CyLLeCcTBO-
BaHWSA «MapansieflbHoro» cuHapoma, hopMUpyIoLLerocs
6e3 yyactua nHdekumn, boina nokasaHa, Koraa Bbisc-
HUNOCb, YTo fedbnumnT MeTannonpoTemHassl ADAMTS-13
(NepBUYUHbIN FEHETUYECKMIA U BTOPUYHBINA 3a CYET ay-
ToaHTUTeN), pacluennsiowen dhaktop doH Bunnebpan-
02, MOXKeT MPUBOANTD K BaXHEWLLIEMY NMPU3HAKY KIaccu-
yeckoro 'YC — TpoMBOTUUECKON MUKPOAHTMONATUK U Ha
€e 0CHOBe — K TPOMBOTHYECKON TPOMBOLIMTONEHNYECKON
nypnype (nopor aktusHocT ADAMTS-13 B nnasme oue-
HuBaeTcs npumMepHo B 10% Hopmbl) [19].

Cutyaumss ¢ ADAMTS-13 Morna mokasaTbCsi, CKO-
pee, WMCKIIOYEHWEeM, ecrim Bbl CO CTOPOHbI CUCTEMBI
KOMMJIeMEHTa He NpULLIIo BTOpoe noaTeepskaeHue. Oka-
3an0Cb, YTO CaMble pa3Hble HapyLUeHUs perynsaumun ee
aKTUBaLMKM NO anbTepHaTUBHOMY MyTV — ¢DaKTopbl Bbl-
COKOro pucKa BO3HMKHOBeHWs alYC [20]. MMokasaHo,
yTo yae Bcero al'YC — 3To pesynbTaT HEAOCTAaTOYHOr O
KOHTPONA MOCTOSIHHOM aKTMBALWMW CUCTEMbI KOMMJie-
MeHTa Mo anbTepPHATMBHOMY MyTW, NPV 3TOM JeTallbHas
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MOMEKYNSApPHas KapTWHa 3aBWUCUT OT TOMO, KaKOM UMEH-

Ho Benok-perynatop (complement control protein —

CCP) noctpagas. B 3aBuCMMOCTM OT 3TOr0 pasnuyaloT

HECKOMbKO naToreHeTnyeckux sapuarTos al YC:

® alYC c aHoManveit dpaktopa B (1-4% MyTaumit B
reHe, Bepywmx k al'YC; doaktop B npuHumMaeTt Heno-
CPenCTBEHHOE y4yacTue B aKTUBaLWWU anbTepHaTUB-
HOTO MyTKW KoMnnemMerTa) [21];

® alYC c aHomanuein chaktopa C3 (2-10% MyTauuit
B reHe, Bepywmnx K al'YC; C3 — kniouyesorn 6enok
CMCTEMbI KOMMSIEMEHTA, HEKOTOPbIE €ro MyTauuu
COMPOBOXAAIOTCA TaK Ha3blBaEMbIM  <YCUSIEHNEM
dyHKuMm>, B pesynbtate C3 xyxe, 4eM B HOpMe,
cessbiBaeTcA ¢ MCP (CD46) — membrane cofactor
protein, n3-3a aToro dpaktop B obpasyetr ¢ C3b
Borble KOMMIIEKCOB, YBENMUUMBAA BPEMS KU3HM
(konnuecTBo) C3b-KoHBEpTa3bI);

® alYC c pedouumtom DGKE (amaumnrnvueponkuHa-
3a-3ncunoH — dpepMeHT, hocdOpUNMPYIOLLIMIA Ana-
umnrnuuepon; necpmumt DGKE B KneTkax aHooTenus
NMPUBOIMT K YBENMUUYEHWIO BpeMeHW xun3nun DAG — ou-
auunrnMuepona — v nepeakTUBaLMmM NPOTEUHKUHA-
3bl C PKC, yBenuumnBasi cnHTe3 1 BblIbpoc B nnasmy
NPOTPOMBOTUYECKMNX (DAKTOPOB);

@ alYC c aHomanueit dpakTopa H (0aMH 13 OCHOBHBIX
MHrMBMTOPOB anbTepHaTuBHOro nyt; go 20-30%
nauneHTOB UMeIOT MyTaLMu B 3TOM reHe, BedyLume K
al'YC; onucaro nopspka 300 Takux MyTaumi, Npuxo-
BALMXCA B OCHOBHOM Ha 19-20-11 poMeHbl, CBA3bI-
BAIOLLIMX CMAOBble KWUCMOTbl Ha MOBEPXHOCTU CO6-
CTBEHHbIX KMETOK);

® alYC c aHoManveit chaktopa | (4-10% naumeHTos ¢
MyTaumamu, Begyimmm kK al'YC; y nonoBuHbI naum-
EHTOB C 3TWMM BapuaHToM al YC HacTynaeT Tepmu-
HanbHasa noyeyHast HEAOCTaTOUYHOCTb);

® alYC c aHTutenamu npotve chaktopa H (Takue
aHTuTena umeioT 6—10% nauMeHTOB; MpW paHHEM
neyeHnn UCXoA BnaronpUsaTHBINA);

® alYC c aHomanuen TpoMbomomynnHa (3-5% naum-
eHToB ¢ al'YC umeloT MyTaLmm B 3TOM reHe; Tpombo-
MonynuH cBsAsbiBaeTcA ¢ C3b n dhaktopom H, ycko-
psist npoLecc uHaktveaumm C3b dpaktopom 1);

® alYC c aHomanwueit MCP (CD46) (membrane
cofactor protein; y 5-15% naumeHTOB onucaHo
Bone 60 MyTauui, Bepywimnx K al'YC; y Takux naum-
eHTOB (PYHKLMSA MOYEK, Kak NpaBumio, CoxpaHsaeTcs)
[17, 22].

Bce a1v BapuaHTbl al'YC — no cyTu BapuaHTbl yBeNn-
yeHwst nponsBoacTea C3b B anbTepHaTMBHOM MyTH OOHO-
BPEMEHHO CO CHSATWMEM 3aLUMTbl C COBCTBEHHbIX KIETOK
OpraHv3Ma BceMu QOCTYMHbIMK crnocobamu.

KonunuecTso 1 pasHoobpasue MyTaLuii faxke B OLHOM
chakTope H oyeHb BENMMKO, HO yalle BCEro Bpay MMeeT
[esio He C OfHOW MyTauueW, a C HECKOSIbKUMU B OBHOM
Besike UMK C HECKOMbKMMK B pasHbIx Berkax (Hanpumep,
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H n MCP). lMpu ToM uTO HacnemnoBaH1Me MOMET ObiTb W
ayTOCOMHO-AOMMHAHTHBIM, U ayTOCOMHO-PELIECCHBHbIM,
MeHeTPaHTHOCTb cocTaBnseT okono 50% — 3To rosoput
0 HanMunM KakUX-TO «BCMOMOraTeslbHbIX> MexXaHW3MOB
npu chopmumposaHuu al'YC. lNMosToMy MonekynsipHo-re-
HETUYECKOe WCCrefoBaHne NpencTaBnseT onpeneneH-
Hble TPYAHOCTU U ABISIETCS MHOrO3TanHbIM [23].

lMoMMMO reHeTuYeckoro pasHoobpasus, MoryT bbiTb
BbISIBIEHbI CMELLIAHHbIE BapWaHTbl, MPU KOTOPbIX «Knac-
CUYECKMI», WNKN <«UCTUHHBIK> [YC conpoBoxkpaeTcs
aKTVBaLMEN CUCTEMbl KOMMIIEMEHTA U BbICTYMAET Kak
«CIMYCKOBOW KPIOYOK> AN pa3BUTUsi Ha 3ToM dhoHe al'YC
(B KauecTBe «CMyCKOBOr0O KpIOUKa» MOKET BbICTyNaTb
BepeMeHHOCTb).

TakuM obpasom, al'YC — ypesBblualiHO MHOIOSIMKOe
3aboneBaHne 1 C MONEKYNAPHOW, 1 C AMarHOCTUYECKON,
M C KIMHUYECKOW TOYeK 3peHus. VIMeHHo Ha HeM bBbin
onpoboBaH MepBbIi 1 MOKa €AMHCTBEHHBIN 3aperncTpu-
pOBaHHbIA 1 opobpenHbin FDA npenapat, MHrMbupyio-
LLMIA aKTMBHOCTb KOMMOHeHTa C5 cncTeMbl KOMMNeMeHTa
uenoBeka, — akynuaymab (Conmpuc), MOHOKIOHaMbHOE
PEKOMOMHAHTHOE MYMaHU3MPOBAHHOE aHTUTENO MPOTUB
C5, koTopoe, ckopee BCero, CTaHeT npenapaToM Bbibo-
pa npu NopobHbIx cocTosHUAX. CMEPTHOCTb NALMEHTOB,
HE MOMyYaloLLMX Na3My WK 3Kynmnsymab n uMeroLmx
MyTaumm B dpaktope H, pocturaet 20%, a 50% BbI-
MUBLUMX MPMOBPeTaloT XPOHWYECKYIO MOYEYHYIO HERo-
CTaTouyHOCTb. B TO ke Bpemsi akynusymab bnokupyet
BHYTPUCOCYANCTbIN FEeMOMN3 U YMEHbLUAET NPOSBIEHUA
TPOMBOTUYECKON MUKPOAHIMOMAaTUM, TO €CTb 3HAUUTESNb-
HO CHWKaAEeT OCHOBHble nposBneHus al'YC. HegocTtaTtkoM
npenapaTta SIBMSETCS JOBOMbHO BbICOKas ero LeHa Kak
B Poccuu, Tak 1 3a pybeskoM, uTo, BNpoyeM, xapakTep-
HO ANIA MHOMUX MpenapaToB AMA fleyeHns opdaHHbIX
3abonesaHui.

MapokcuaManbHad  HoO4YHas  reMorno6uHypus.
370 elle oaHo 3aboneBaHvie, APKO MAMIOCTPUpPYIOLLEe
NOCNEeACTBUSA HapPYLUEHWUS PerynsauuMM B CUCTEME KOM-
nneMeHTa. [posBRseTCA CMOHTaHHLIM (Kak mosaranm
paHee) BHYTPUCOCYLMUCTHIM FEMOJSIM30M U MOSIBIIEHUEM
remornobuHa B Moue [24]. MorneKkynsapHas npuuvHa
3Toro 3aboneBaHus COCTOMT B CBOe0bpasHoM gedhekTe
BenkoB — perynsiTopoB cUCTeMbl KoMnsieMeHTa. Ha mno-
BEPXHOCTU MHOMMUX KIETOK YeroBeka, B TOM yuciie apu-
TpoumTos, HaxoauTtcs 6enok CD55 (decay-accelerating
factor — DAF), kotopbliit BriokupyeT C3b (anbTepHaTue-
HbIM My Tb) 1 C4b (Knaccuueckuin 1 NeKTUHOBbIN NyTK) Ha
MeMbpaHax COBCTBEHHbIX KIETOK, He Mo3BoMisAA cdhop-
MUpOBaTb Ha Mx noBepxHocTu C3b-koHBepTa3y.

LOpyrow 6enok u3 rpynnsl MEMBPaHOCBA3aHHbIX pe-
rynaTopoe KoMniemeHta — CD59 (mpoTekTuH), KoTo-
pbin, cBasbiBasick ¢ C7 n C8, He paeT cdhopMmupoBaTh Ha
mMeMmBpaHe «cBoen» KrneTkn MAK [25]. 0ba aTu berka
«3afKOpeHbl» B MeMbpaHe C MOMOLLbIO CreunanbHom
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MOJEKYISIPHON KOHCTPYKUMM — rnukosundocaTmomn-
NIMHO3WTONA, KOTOPbIN MOrPYXXEH B MEMDpaHy 1 urpaet
ponb «sAKopsi». B npouecce cuHTE3a «AKOpS» MPUHU-
MaeT yyacTue pan PepMeHTOB, MyTaUMK B reHax KoTo-
pbIX MPMBOAAT NMBO K MIIOXOMY «3asKOPUBaHWIO», NMBo
BooOLle K ero oTcyTcTBuio. Hanbonee vyacto myTauus
BCTpeuaeTcs B reHe PIGA, koompytoLeM benok dhocda-
TUAMN-MHO3UTON rMKKaH A (X-xpoMocoma). ITa MyTaums
BO3HWKAeT B OHOW WM HECKOJSIbKUX FeMOMO3TUYECKUX
KI1EeTKax 1 MPMBOAMT K NMOBPEKAESHWIO LeNoro psna MeM-
BpaHHbIX BenkoB, HO TUMWYHAs KIMHWYECKast KapTuHa
onpenenseTcs UMeHHO HeCnoCOBHOCTbIO MPOTUBOCTONATb
COBCTBEHHOMY KOMMieMeHTy [26].

3awwmty B Buge CD55 n CD59 MMeIOT 1 3puTpoLmTSI,
W NenKounTbl, U1 TPOMBOLMTLI, HO UMEHHO SPUTPOLIUTLI
Kak Hanbonee MaccoBble KIETKM, He UMEIOLLIME BO3MOK-
HOCTK «cbpocuTb» ¢ ceba MAK unm nobopoTbes ¢ HUM
opyrumm cnocobamu, opMUPYIOT XapaKTEePHYIO KIMHU-
YECKYI0 KapTuHY. [TOMUMO BHYTPMCOCYAMCTOrO remMosm-
3a, y 40% naumeHTOB OHa BrIOYaeT TPoMb03bl FyboKuMX
BEH TOJIEHN, a TaKKe HeobblUHbIX MECT — MOpTasibHbIX,
Me3eHTepuarnbHbIX COCYA0B, COCYOB MOMIOBHOrO MO3ra
W Op., KOTOpPble CTaHOBATCA MpuunHOM cMmepTu. OpgHako
npuyMHa caMmux TPOMBO30B U ee CBA3b C AeDEKTOM reHa
PIGA HesiCHbI.

Bonpoc o ToM, moyeMy B Ha3BaHwM 3aboneBaHus
peyb MAeT MMEHHO O HOYHOW hopMe remMornobuHypum,
00 CUX MOp SBAETCA IUCKYCCUOHHBIM, XOTA reMorniobuH
B YTPEHHEN MOPLMM MOYM MOXHO OBHApPYKWUTb NULLb Y
25% naumeHToB.

Hapo oTMeTUTb, UTO B KPOBM MaLMEHTOB MOCTOSH-
HO MPUCYTCTBYIOT Kak «bonbHble» KNEeTKM — pe3ynbTaT
paboTbl COOTBETCTBYIOLLErO KIOHA, Tak W «300POBbIe».
Mpu 3TOM nons «BOMbHbIX> KNETOK MOMET BapbupoBaTh
ot 10 po 90%, HO 3TO He BNMSAET Ha Bblpa’KEHHOCTb TPOM-
BOTUUECKMX OCTIOMHEHWIA Y 3TVX NaUMeHTOB. ['eMonUTK-
UECKMW KpW3 MOKeT BbITb CMPOBOLMPOBAH PasfivyHbIMM
BHELLHWMMM dhakTopaMu — 06LLMMU MHADEKLMAMK, XMPYP-
FMYECKMM BMeLLATeSIbCTBOM, BaKUMHALMEN, NPUEMOM
npenapatoe (aHTMBMOTMKOB). B KauyecTse mepBMYHOM
NaTosIorMu NN Kak OCINOKHEHNE MOoKeT CHOPMMPOBaTh-
€S HEJOCTATOYHOCTb KOCTHOrO Mo3ra (annacTuyeckas
aHeMUs UM MUESIOANCTINAcTUYECKMIA cuHapoM) [27-29].

o nosBneHuss akynudymaba — bnokatopa C5 -
CMepTHOCTb OT TPOMBOTUUECKNX OCIIOKHEHWI B TEYEHUE
5 net coctaensana 35%, cpenHAs NpPOLOSIKUTENIbHOCTb
U3HM nauveHtoB — 10 net oT Hauana 3abonesaHwus.
OKkynusymab ncxonHo bbin paspaboTaH MMeHHO Ans ne-
yenusa THI 1 BnepBble NPUMEHEH Y NauMeHTa B MIOHe
2007 ropa. Pe3ynbTaTbl NPEB30LLN OXUAAHUA: MPOAOI-
MUTENBHOCTb M KAUeCTBO KM3HWU TaKux BOMbHbIX COOT-
BETCTBYIOT TeMnepb cpeaHuM o nonynsumm [30].

BonbLuo 1 04eBMaHBIN MUHYC NPV NPUEME 3KYNU3Y-
Maba — MHDEKLMOHHbIE OCNOMHEHNS (MEHUHIOKOKKOBas
UHCPeKLMA), K TOMY ske 3TOT NpenapaT CUMTaeTcs CaMbIM

LOPOrMM — rofoBoN Kypc cTouT nopsaka 440 Teic. pon-
napos CLLA.

BospacTHas Makynoguctpocousi (BMI, unu AMD).
MakynogmcTpodomss — naTonorus COCymoB W ULLEMWUSA
LIeHTParbHOM 30Hbl CETYATKK, KOTOPasi MPUBOLUT K Crie-
note. B oTnnune ot onucanHbix Boiwe MHI namn al'yYC —
opdhaHHbIx 3abonesaHuit, BM[l — ogHa 13 caMbix YacTbIxX
MPUYMH CenoTbl y nuy cTaplue 55 net (nocne Katapak-
Tbl W JIAYKOMbI), 3aTparvBaloLLas MUMMOHbI JIOLEN.
B nuanasone 65-75 neT BeposATHOCTb nomnyunts BM]
coctaBnseT 10%, a nocne 75 net — yxe 30%.

BesycrnoBHO, C BO3pacTOM 3peHue He ynyullaeT-
CA MO MHOrMM npuumHaM. Cpedn hakTOpOB puUCKa —
Takune 0DLLEN3BECTHbIE, KaK KYPEHWE, OKUPEHUE U XKUP-
HasA nuLLa, apTepuanbHas runepTeH3uns, aTepoCcKIepos,
BbICOKMI YPOBEHb XonecTepuHa u fp. lNatoreHes 3abo-
nNeBaHUsA B HauamnbHOWM CTaaWu 3aKmioyaeTcs B HaKome-
HUW [EN03WTOB XKENTOBATOrO LiBeTa — OPY30B — Mexay
MUFMEHTHbIM  3MUTESIMEM U  COCYAMCTON 0DOMOYKOW.
3To BEmeT K MEeCTHOM [ereHepaumu ceTyaTku WU pocTy
HOBOOOPa30BaHHbIX COCYAOB M3 COCYAUCTOM 0B0MOYKM,
3HaMeHyloLLIeMy nepexof oT «cyxon» chopmbl BM[] k Tak
Ha3blBaeMOI «BrasHOW> (aKccymaTmBHOM). ATa cTammns
pasBMBaeTCA 3HauWTeNbHO DbiCTpee M UMeeT HeraTuB-
Hble MEPCMEeKTVBbLI, MO3TOMY WMEHHO Ha 3TOW CTapum
Ha3HayaloT JleyeHWe — nasepokoarynaumio u dotoamn-
HaMuuecKylo Tepanuio, Lenb KOTOopbIX — MiobbIM cnoco-
B0OM OCTaHOBWTb POCT COCYLOB B 0B11aCTLN XKeNToro nsT-
Ha. KpaTkoe onucaHve npu3HakoB 3Toro 3aboneBaHus
BbIMIAAMT Kak TUMWYHO BO3pacTHOe, AereHepaTuBHOe,
B 9TOM CJlyyae Mbl HE XOanu OT FeHeTUYECKUX uccre-
LOBaHUI KaKNX-TO HEOMKMIAHHbIX pe3ynbTaToB. BeposT-
HOCTb pa3BuTUSA 3aboneBaHusa y NL, UMetLLMX BoMbHbIX
POACTBEHHWUKOB, NMPUMEPHO B 6 pPa3 Bbllle, YeM B Cpef-
HeM o nonynsaumnn [31].

CBsi3aHHblE FEHETUYECKME UCCIIef0BaHNS NO3BOJIN-
11 oNpefenuTb NATb BapUaHTOB FEHOB, JTOKaNM30BaHHbIX
Ha Tpex xpoMocoMax (1; 6 u 10-i), KoTopble Koppenupy-
0T No kpaiHen Mepe ¢ 50%-M puckom 3Toro 3abonesa-
HUSA. ATU reHbl KOAMpPYIOT criepyiolume 6enku [32]:
® dakTop H kKoMnneMenTa (1-a xpoMocoma);
® HTRA-cepuHosyio nentugasy (6-1 xpoMocoma);
® hakTop B u dpakTop C2 koMmnnemeHTa (10-5 xpoMo-

coma).

HenasHo obHapyeHo, uTo B npouecce BM[, Bos-
MOHO, 3afeicTBoBaH Cl-uHrnbutop (ren SERPINGI),
LUeCTb MyTalUMiA B KOTOPOM CBfi3aiM C MaKysoaucTpo-
chueit [33]. B aTy rpynny BXOOMT Takme LEHTpanbHbIi
Beniok cucTeMbl KoMnneMenTa C3 [34]. YeTtbipe 13 nsatu
BenkoB OKaszanucb hakTOpaMy KOMMSEeMeHTa, ABa W3
KOTOPbIX — BaskHeWLLIMe perynaTopHble Benku.

MakynopucTpodus — MHorodpakTopHoe 3abonesa-
HUE, W 3TUM CMIUCKOM MONMMOPCOU3MOB He UcUeprbiBa-
l0TCA BapWaHTbl, acCOLMMPYeMble C 3TOM NaToSIornen.
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Ho Tombko Benkv KOMMieMeHTa OKasanucb MpefcTaB-
NEHHbIMK B 3TOM 3ab0f1eBaHUM «CUCTEMHbIM> 0Bpa3oMm.
Bonpoc o natoreHeTnyeckoi CBA3M CUCTEMbI KOMMIe-
MEHTa C (POpPMUPOBaHWMEM [ereHepaTvBHbIX M3MeHe-
HUA Ha CeTyaTKe HesICeH, yuuTbiBas MHOroakTop-
HOCTb 3aboreBaHus, U MHTeHCHBHO obcympaeTcs [35].
OpHako 3TO He OCTaHaBMMBAET NOMbITOK (hapMaKooroB
onepeguTb cUTyauwmio, npepnaras 6e3 npeyBennueHus
MaccoBoMy noTpebuTenio npenapathbl, BAMSIOLLME Ha
dopmupoBaHue «cyxow» chopmbl AMD, KoTopas xa-
PaKTepu3yeTCcs MOABIEHNEM TaK Ha3blBaEMOW <«reo-
rpadhmnyeckor atpooum> U paccMaTpyMBaeTCs MHOMMMU
crneumanucTaMu Kak nepsas asa aToro 3aboneBaHus.
HecMoTpst Ha nonHoe OTCYTCTBME MOHWMaHWUA TOro, Ka-
Koe MecTo B natoreHese AMD 3aHMMaeT cucTemMa KoM-
NMAeMeHTa, OOMH NULLb haKT MHOXECTBEHHON Koppens-
LMW FEHOB €€ PEerynATOPHbIX BEMKOB C BbICOKMM PUCKOM
3aboneBaHus OKasancs [OCTAaTOYHbIM OCHOBAHMEM LS
MPOBeEHNS  KIMHWUYECKOro UCCIIef0oBaHUA  BIMSHUA
npenapata namnanusymaba (lampalizumab) - Mo-
HOKIOHaNbHOro ryMaHusuMpoBaHHoro aHTtutena (Fab),
nHrubutopa daktopa komnnemeHta D — Ha TeueHwe
AMD (uccnenosanme MAHALOQ, dpasa Il, 18 mec., BBeqe-
HWe NpenapaTa B CTEKNOBUEHOE Teno B TeyeHue 1 Mec.)
[36]. PesynbTaT — CHUMXEHME BbIPAsKEHHOCTU <«reorpa-
douyeckoit> atpocoumn ot 20 o 44% cnyvaes (ceituac
npenapart Haxoautca Ha lll dhase uccneposatus [37]).

Mpenapatbl, BnuslOlWMEe Ha CUCTEMY KoMMne-
MeHTa. Ha [aHHbIi MOMEHT paspeLUeH U NpUMeHsieTcs
ons nedvenus MHI u alYC Tonbko oauH npenapaT —

akynuaymab (CLLIA). MpumepHo 20 npenapaTos HaxoasaT-
€A ceWyac Ha pasHbIx CTapusix uccnenosanus, 90-95%
M3 HUX — T'YMaHW3WPOBaHHbIE aHTUTENA K PasfnyHbIM
KOMMOHEHTaM KOMMMeMeHTa, a 5% — HU3KOMOoneKkynsp-
Hbl€ MHIMBUTOPBI.

3AKITIOYEHUE

CucteMa KOMNIeMeHTa NpeacTaBnseT cobow Crox-
HbIM MeXaHW3M 3alUuTbl opraHvama, pasbanaHcupoBka
KOTOPOrO MOXET MPWBECTU K HemomnpasBWMbIM Mocnef-
CTBUAM. 3TO OTYET/IMBO MPOSBASIETCA Npy 3aboneBaHu-
X, aCCOLMMPYEMBIX C CUCTEMOMN KOMMSIEMEHTa W CBSA-
3aHHbIX C PEryNATOPHbIMU HapyLueHuamu [38]. LLinpokoe
NPUMEHEHWE NEKapCTBEHHbIX NPenapaToB WMHrMbutop-
HOro TWNa B 3TOW CMCTEMe — [ieno Hefjanekoro bynyule-
ro [39]. OgHako npuMeHeHre niobbix dhapMmpenapaTos
B TAKOW CIIOHO «3aperynupoBaHHOW>» CUCTEMe Bcerfa
HECeT PUCK, CBSI3aHHbIN C HEMOHMMaHWEM feTanein me-
xaHu3Ma ee pabortbl [40].
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