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O000meH HAyYHblii MaTepuas Mo HedpPONMATHAM, CBA3AHHBIM C NMATOJIOTHEH CHCTEMbl KOMILUIEMEHTA y JeTeil U B3POCJbIX.
IIpeacraBiieHbl KIMHUYECKHE, MMMYHOJIOrHYeCKHEe W MOP(oorHyeckne OTInuus HedponaTuii, 00yCJIOBJIEHHBIX NATOJOTHE
CHCTeMbl KOMILIEMEHTA, OT JAPYruX 3a00JieBaHUil MOYeK, Mpexae BCero ot rioMepyioHedpura (B TOM YHCjIe MEMOPAHONPO-
JaudepaTHBHOTO BApUAHTA) H HePOTHYECKOro cuHApoMa apyroi mpupoxasl. Ilpeacrasien maToreHes pasBUTHsI YKA3AHHBIX
HedponaTuii, riae BbigeIeHbl (DOPMBI, CBA3AHHBIE C TeHETHYECKMMH MYTANUSIMU, ¥ BADUAHTHI, 00YCJIOBJIEHHbIE 00pa30BaHMEM
ayTOAHTHTE] K KOMIOHEHTaM KomiieMenTa. [Toka3anbl BapuanThl U 3¢ (eKTHBHOCTD JieUeHHs] MIMMYHOCYNIPECCUBHBIMHU Tpe-
naparaMy M 3KYJIM3yMadoM B 3aBMCHMOCTH OT NATOreHETHYECKUX M KIMHHYECKHX 0COOeHHOCTeil HedpomaTuii, CBA3AHHBIX
C ATOJIOTHEl CUCTEMbI KOMILJIEMEHTA.
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Summarized research material for nephropathy associated with the pathology of the complement system in children and adults.
Presents clinical, immunological and morphological differences of the nephropathy associated with the pathology of the complement
system with other renal diseases, especially glomerulonephritis, including membranoproliferative variants and nephrotic syndrome
associated with disorders of complement. The pathogenesis of the development of nephropathy associated with the pathology of the
complement system, where highlighted as forms, associated with genetic mutations or variants, due to the formation of autoantibod-
ies to components of the complement. Shown the options and effectiveness of treatment immunosuppressive drugs and by eculizumab
depending on pathogenetic and clinical features of nephropathy associated with the pathology of the complement system.

Key words: children, complement system, kidney disease, immunosuppressive treatment, eculizumab

For citation: Dlin V.V., Ignatova M.S. . Ros Vestn Perinatol i Pediatr 2016, 61: 6: 21-31 (in Russ). DOI: 10.21508/1027-4065-2016-61-6-21-31

Aicounaunﬂ MEXIy TJIOMepYyJIOHe(hPUTOM U HU3-
UM CBIBOPOTOYHBIM YPOBHEM OEJTKOB KOMIUIEMEH-
Ta BepBbie ObLIa oTMedeHa Oosnee 100 jer Haszam [1].
B 1960-x IT. pacmMpeHne TUCTOJIOTMYECKUX TEXHOIOTHI
U U3ydeHHe OMOJIOTUM KOMIUIEMEHTA CIeNald PEeBOJIO-
LIVIO B TMaTHOCTUKE TJIOMeEpYJIoHehpuTa.

IMpruMeHeHre METOANK BBISIBJIEHUsI KoMIteMeHTa C3
B CBIBOPOTKE KPOBHU [2] U TIepBbIe COOOIIEHUST O HU3KOM
€ro CHIBOPOTOYHOM YPOBHE Y OOJBHBIX C BOJYaHOUHBIM
Hedputom [3] U MemOpaHoTponudepaTUBHBIM TJIOME-
pynoHedpuTom [4, 5] coBnaaum ¢ pa3BUTHEM WUMMYHO-
(hTIOOPECLIEHTHBIX TEXHOJOTUM I MACHTUDUKAIINN
C3 neno3uToB B MoyeuyHoi TKaHu [6]. C3-Hedpurnue-
ckuii dakrop (C3NeF) Obl1 nmosydeH 3a c4eT ObICTPOro
pacriaga C3 in vitro mocie g1o0aBiieHUsI CBIBOPOTKH, TTO-
JIyUEHHOM OT OOJBHOTO C «ITOCTOSTHHBIM» TMITOKOMILIE-
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MEHTEMUYECKUM TJIOMepYyJOHeMPUTOM, K HOPMAaJIbHOM
YeJI0BEYECKOI ChIBOpPOTKE [7].

Penko rinoMmepyispHBle TOpaXeHUs XapaKTepH-
30BAJINCh TUIOTHBIMU ~ MHTPaMeMOpaHO3HBIMU  Jie-
MO3UTAMH, KOTOpbIe HUATHOCTUPYIOTCS OJIEKTPOH-
HO-MuKpockonndeckn. B 1970-¢ IT. B aHTJIOSI3BIYHON
MEIWIIMHCKOW JiuTepaType Oblla omnucaHa 00Jie3Hb
MJIOTHBIX Aeno3uTOB [8] ¢ mpeobaamanuem C3 gemno3m-
TOB B KJIy0OYKaxX M HU3KUM CBIBOPOTOYHBIM YPOBHEM,
YTO OOBACHSAIOCH aKTUBAIME aJlbTepHATUBHOTO TYTH
komrieMeHTa [9]. B 1980-e rr. mosiBujics psiji cood1ie-
HUM 0 ceMbsix ¢ naHHoi natojorueit [10—13], yro yka-
3bIBAJIO Ha TEHETUUECKYIO OCHOBY JUJIST HEKOTOPBIX CITy-
yaeB 00JIE3HU TJIOTHBIX IETMTO3UTOB.

B nmocnenHee necaTUiieTHie BBISIBICHBI TeHETH-
yeckue nedektol B daktope H kommiementa (CFH)
u C3, 4TO TPUBOAUT K AUCPETYJISLIMU albTepHATHB-
HOTO TIyTH KOMIUIEMEHTa TIpU OOJe3HM TUTOTHBIX Je-
MO3UTOB M HEKOTOPHIX (opMax TJIoMepyJoHedpuTa.
Onwucano HoBoe 3aboneBaHne — CFHRS nedponarus.
Hns C3-rmoMepyaonaTuu TUMAYHO HAJIUYKE TUIOTHBIX
NeTo3UTOB C ructonornyecku C3 nerno3utamMu B KiIy-
06ouKkax 6€3 UMMYHOTIJIOOYJMHOB UJIN C UX HEOOJbITUM
KomuecTBOM [14].
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OB30PbI JINTEPATYPbI

CucreMa KoMIuieMeHTa BKiItodaeT O0osiee 30 GeaKoB,
LIUPKYJIUPYIOIIUX B TIJIa3Me KPOBU U JIPYTUX KUIKOCTSIX
OopraHM3Ma WJIM JIOKAJIM30BaHHBIX Ha KJIETOYHBIX MEM-
Oopanax. OHa urpaet (U3MOJIOTUYECKYIO pOJb B (PyHK-
IIMOHUPOBAHWM BPOXIEHHOTO MMMYHUTETA M BOCITaJie-
HUSI, 9YTO BeleT K DIIMMUHALIMA MUKPOOHBIX MTaTOTEHOB,
a TaKKe arfoNTO3HBIX KJIETOK XO3SIMHA U MPOIYKTOB KJle-
TOYHOTrO pacriana [15]. AKTuBaLMsl KOMITJIEMEHTA ITPOUC-
XOIUT TYyTeM TIPOTEOJIMTUUECKOTO PACIIETNIEHUSI B TpeX
HampaBJIEeHUSIX: KJIACCUYECKUI, JIEKTUHOBBIN W ajbTep-
HaTUBHBIN Tyt [16, 17]. B TO BpeMs Kak aKTWUBAILIUSI
KJIACCUYECKOTO TYTHU OOBIYHO TpeOyeT yJacThs UMMYHO-
IJTIOOYJMHOB, aKTUBALIMST aJIbTEPHATUBHOTO ITyTH TTPOMC-
XOIUT CIIOHTAHHO B IMPKYJISALIMU BCISACTBUE THAPOIN3a
BHYTpeHHel THoa¢hupHoi cBs3u B Mojiekyie C3 (puc. 1).

AxktnBanust C3—KOMIOHEHTa KOMITJIEeMEHTa TeHepH-
pyetr dparmenTtel C3a u C3b; mocieqHMii, CBI3LIBAsSICh
¢ paktropom B komriemenTa (CFB), oopasyer C3-koH-
Beprady (C3bBb) anbrepHaTUBHOTrO IMyTH, KOTOpAsl YCU-
nuBaeT akTtuBanuio C3, o0pa3yss MeXaHM3M TOJIOXM-
TeJIbHOU oOpaTHOI cBs3u. C3b ycunmmBaeT metaio [19],
SIBJISISICH MOIITHBIM CPEICTBOM, C TOMOIIBIO KOTOPOTO
MWUIMOHBI MoJiekyJ1 C3b reHepupyroTcs rmocjie mepBoHa-
yaibHO# akTuBamu C3. CBI3bIBaHUE JOMOTHUTETBHBIX
moutekya C3b ¢pparmenTta C3 KoHBepTa30ii aJJbETepHATHB-
HOrO TyTH reHepupyeT C5-KOHBepTasy, KOTopas aKTH-
Bupyet C5, HeycToituuBbie pparmeHTsl CSa u C5b. Ilo-
CJAeIHUT MHUIIMHUPYET TePMUHAIbHBIC MTyTH aKTUBAIIUU,
MpUBOAS K 00pa3oBaHUI0 MeMOpaHOATaKyHOIIEro KOM-
miekca (MAK, C5b-9). ®parmentsl C3a u CSa, o6pasy-
foruecs 3a cyeT nporeonusa C3 u C5 COOTBETCTBEHHO,
SIBJISTIOTCSI aHauIoTOKCMHamMu (puc. 2).

AJTBTepHATUBHBIN ITyTh aKTUBAIIUM KOMITJIEMEHTa TOP-
MO3UTCST HECKOJbKUMU PETYIITOPHBIMU OeJIKaMU, TIPHU-
CYTCTBYIOIIIMMU B IUPKYJISILIMM U HA TOBEPXHOCTU KJIETOK.

Kapo6oruapars, nimu
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Puc 1. ITyrn akTuBanun KommiaeMenta n C3-ammmdpukamun [18].

CFH xomupyeT peryiasiTopbl aKTUBAallMM KOMILIEMEHTa
(RCA) nokamuzoBaHHble Ha xpomocoMe 1q32. daxrtop
komriemeHta CFH konkypupyer ¢ CFB 3a cBs3u ¢ C3b
U TeM caMbIM TIPETSITCTBYEeT oOpazoBaHuio C3-KoHBepTa-
361 anbrepHaTuBHOroO Iytn. CFH Takcke yckopsieT pacman
C3-koHBepTa3sl U ABIsIeTCS KodakTopoM Wi dakropa
I xommnemenTa (CFI), onocpenyst nmpoteonus C3b.

MembpanHblii KodakTop npoterHa (MCP/CD46),
3akonupoBaHHBI B RCA-KkmacTtepe M 3KCIpeccUpyro-
IIHAICA MCKITIOYNTEbHO Ha KJIETOUYHOM TMMOBEPXHOCTH,
SIBJISIETCS €Ille OJHMM DETYJISTOPHBIM OETKOM CHUCTE-
Mbl koMmrieMeHTa ¢ CFI-kodakTopHO#l aKTUBHOCTBIO.
CFI — cepuHoBas npoteasa, konupyemasi CFI-renom,
pacriojloXeHHBIM Ha Xxpomocome 4q25. Ilporeasa
pacuerisier C3b B TpUCYTCTBUM KO(MaKTOPOB, Te-
Hepupytomunx iC3b u Bnocnencrsun C3dg. B ornm-
yue ot C3b ¢dparmenTa, iC3b He MOryT yyacTBOBaThb
B C3b-ycuneHuu nemim.

C3-romepynonatusi Kak OTHelbHasi Mopdooruye-
ckas ¢opma Oblia TIpeacTaBlIeHa OTHOCUTEIbHO HedaB-
HO M XapakTepu3yeTcs, TIpexie Bcero, orjoxeHuem C3
KOMITOHEHTa KOMIUIEMEHTa B OTCYTCTBUE JETTO3UTOB
uMmmyHornooyauuos [14, 20]. Oto otnuyaer C3-mio-
MepyJIONaTuu OT APYTUX, UMMYHOKOMILUIEKCHBIX (opM
rJioMepysioHepuTa, TaKUX KaK TOCTHUHMEKIIMOHHBIN
romepysionedput 'H 1 memGpaHonpoaudepaTuBHbIN
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Puc 2. AnbrepHAaTHBHBIA MyTbh KOMILIE-
MenTa [18].
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riomepynoHedpuT I Thma, s KOTOPBIX TUITUYHO OJHO-

BpeMeHHoe BbIsiBiIeHHe C3 BMecTe ¢ MMMYHOTJIO0YJIM-

HOM(aMM) B KJIyOOUKax.

Boigenstor crnenytoiue opmbl C3-riioMepyionatuu
[14]:

*  00JIe3Hb IJIOTHBIX IETIO3UTOB;

* uauonarudeckuii C3-riioMepysoHedpuT;

* MeMOpaHorposiidepaTUBHbIN TIIoMepyIoHedpur [-ro
THTIA C M30JMPOBAHHBIMU CYOIHIOTEIMATLHBIMU e~
no3utamu C3;

* ceMeiHbIi MeMOpaHOTpoJnpepaTUBHBIN TJIOMepy-
snoHedpwut 111 Tuma;

®* CFHR5-uvedponatus (cemeiinblii C3-rimomepynoHed-
pUT /v reTepo3uroTHas mytauus B rene CFHRYS).
C. Deltas u coasnrt. (2013) [21] na Kunpe Habmoganu

21 cemblo ¢ C3-T10MepyIOHEMPUTOM U TIPEICTABUIN €TO

KaK 3HAEMUYHYIO natojoruio. OaHako nogobHoe 3a00-

JieBaHWE ObUIO OMMCAaHO U B ApPYrux crpaHax, o yem C.

Deltas u coaBr. [22] nucanu eme B 2012 1. Takxke u npy-

rue ucciaegonarenu [23] coodbmmam o mMomoOHOM 3a00-

neBanuu y aeteir Mumguu. K oToil marosornu Havaau

OTHOCHThBCS KaK K HacJaeICTBEeHHOMY 3a00JIeBaHUIO, CBSI-

3aHHOMY ¢ myTtauueit reHoB CFHR (CFRHY5). bonee Toro,

B 2015 . Y. Okuda u coaBt. [24]| npencTaBuaud TaHHbIC

0 9aCcTOTE 3TOM MaTOJOTUU B TTOMYJISILIMU W OTIUCATN KITU-

HUYECKHE TTPOSIBJICHUSI.

KoMIieMeHT sIBIsieTcsl BasKHBIM ACITEKTOM 3allUThI
OT MHMEKINN, U PETYJISIINS aKTUBAILIUU CUCTEMBI KOM-
TUIeMEeHTa TOHKO cOajlaHCMpOBaHa. AHOMAJIMSI ajbTepHa-
TUBHOTO TyTH KOMITJIEMEHTa MOXeT mpuBecTr K C3-TI10-
mepysioHedputy (C3GN), KOTOpbIii XapaKTepu3yeTcsl
oTyioxeHueM C3 (HO HE MMMYHOTJIO0YJIMHA) B KITyOOU-
Kax rmouex [25, 26].

K omHoMy w3 HeIaBHUX TE€HETHMYECKUX OTKPbI-
TUIl Y NAIlMEHTOB C CEMEWHOU reMaTyprueil OTHOCHUTCS
ornucaHue HacJeICTBEHHOTO C3-rnomepyJio-
Hedputa Kak pesyabrata wmyTtaumum rteHa CFHRS
(CFHR5-Hegpponamus). 3aboyieBaHUE CBSI3aHO C MyTa-
nuei reHa CFHRS5, KOTOpbIN TPUHAIJIEKUT K CEMENCTBY
nsaty reHoB (CFHRS 1—5), pacnonoXeHHbIX Ha XpOMO-
come 1gq32 u konupyrommnx 6eJIK1, KOTOpble IPUHUMAIOT
y4acTue B PEryJIsiuy aTbTePHATUBHOTO MyTH aKTUBALIUK
koMiuiemeHTa. @akrop komreMenta CFHRS cBs3biBa-
et C3b u yokanusyeTcsl B TJIOMEPYSIPHBIX OTJIOXEHMSIX
y 00JIbHBIX C TIoMepysioHedpuTom. OO 3TOI HOBOI hop-
Me riioMepyoHedpurTa ObLI0 COODIIEHO paHee, HO ee Ha-
CJIeICTBEHHAsT TIPUPOAa M MaTODU3MOJIOTUYEeCKas! CBSI3b
C CHCTEMOI aJbTepHATUBHOTO TMYTH aKTUBALIMM KOM-
MJieMeHTa ObUTM He YCTAHOBJIEHBI. AHAJIOTMYHO Me3aH-
ruasibHast C3-rmomepyJionatus O6buta u3BectHa ¢ 80-x L.
MPOIIIOTO CTOJIETHSI, B TO BpeMsI KaK COBCeM HeIaBHO
OBbLTM BBISIBJIEHBI MyTallUM C TTOTepell (hyHKIIMU B BaxkK-
HBIX peryasiTopHbix Oeikax, Takux Kak CFH (pakrop H
KoMrIuieMeHTa), (aktop I KoMmruiemeHTa 1 MeMOpaHHBIH
Ko(aKTOp y MAlMEHTOB ¢ HAaCJIeACTBEHHBIMU Hedporma-
TUSIMU, XapaKTepU3YIOIIUMUCS W30JupoBaHHBIMU C3
Me3aHTUATbHBIMU JETTO3UTAMM.

st Gosie3HU TUIOTHBIX JIETIO3UTOB W TJIOMEpPYJIoHedh-
puta ¢ u3onMpoBaHHBIMU C3 Iermo3uTaMu XapaKTepHbI
omtoxeHust C3 B (M1 BIOJIb) TIIOMEPY/ISIpHOMN Oa3aibHOM
memOpaHnbl. [lpenpiayiiue wuccienoBaHus OOHAPYXWIA
CBSI3b MEXIy HapylIeHUEeM DPEeryJIsinU albTepHATUBHOTO
MyTU KOMIIJIEMEHTA U MaTOreHe30M 3TUX 3a00J1eBaHUA.

A. Servais u coanrt. (2012) [27] nmpoaHanu3upoBaIu
POJIb TIPUOOPETEHHOM U TEeHETUYECKO aHOMAaJTUU KOM-
TUIeMeHTa B KoropTe u3 134 B3pOC/BIX MAlIMEHTOB U Je-
Tei, U3 KOTOPBIX 29 nMesn 00J1e3Hb TUIOTHBIX ACTTO3UTOB,
56 — moMmepysnoHedpUT ¢ uzoaupoBaHHbiMU C3-1memno-
3utamMu U 49 — TepBUYHBI MeMOpaHonporudepaTuB-
HBII TIIoMepyioHedpuT [-ro Thmna. B ob1meit cioxXHocTH
y 53 mauueHTOB ObIT HU3KMI ypoBeHb C3 1y 65 ObLT MO-
JIOXKHUTETbHBIM He(PUTUIECKUI (haKTOp, YTO TOCTOBEP-
HO 4Yallle BBISIBIISITIOCh ¥ OOJIBHBIX ¢ 0OJIE3HBIO TIOTHBIX
JIETIO3UTOB, YeM MPU APYTUX TUCTOJOTUIECKUX TUTIAX.

Mytauuu B reHax CFH u CFI O0b11u BbIsIBIIEHbI Y 24
MaleHToB, B TIOJIOBUHE CJlydaeB OHW OBUIM CBSI3aHBI
¢ C3 HedpputrnueckuMm (akTopoM. ABTOPHI HAILIA J0-
KazaTeJIbCTBA HAPYIIeHUsT aJbTepHATUBHOTO ITyTH aKTHU-
BallMy KOMIUIeMeHTa y 26 GOJIBHBIX ¢ MEMOPaHOTIPOI-
depatuBHBIM TIoMepyiaoHedpurom I-ro tuma. dakrop
komruiemeHta H Y402H BapuanT Obul 3Ha4yMTEbHO
BBIIIIE TIPY OOJIE3HU TUTOTHBIX JCTTO3UTOB.

Takum 00pa3oM, mpencTaBlIeHHbIC Pe3yJbTaThl yKa-
3pIBAIOT HA BaXXHYIO POJIb HapyIIEHUs albTepHATHB-
HOTO TIYTU PETyJSIIUA KOMIUIEMEeHTa KaK B TaToreHe3e
C3-ToMepysonaThu, TaK U IpU UMMYHHOKOMIUTEKCHBIX
TJIOMEPYJISIPHBIX O0JIE3HSIX.

C3NeF gaBnsiercss ayToaHTHUTEIOM, KOTOPOE MOXET
CBSI3BIBAThCS ¢ HeoanuTornamu C3 KoHBepTasbl (HO He ee
otaesbHbIMU  cocTaBistomumu). C3NeF crabunuzupy-
et kKoHBepTasbl mpotuB CFH-onocpenoBanHoro pacmnama
U noreHHUpyet paciueryienne C3, B pe3ysbraTe MpUBOIS
K HEKOHTpoJipyeMoit aktuBaiuu C3 U ero HU3KOMY Chl-
BopoTouHOMY ypoBHIO [28]. C3NeF uacrto obHapyxuBa-
ercsl Mpu 00JIe3HU TIOTHBIX Aeno3uTtoB [29, 30], pexe —
npu C3GN u orcyrctByet ipu CFHRS nHedponaruu. Ero
pOJIb B MaToreHese 00JIe3HM TJIOTHBIX AETIO3UTOB OCTAETCS
CMOpHOM, yuuThiBasi, uto Konebanusi C3NeF He koppe-
JIMPYIOT ¢ KIIMHWYECKUM TeueHneM 3abojieBaHust. Kpome
toro, C3NeF He aBastercst crieupUIHBIM TOJIBKO TSI 00-
JIE3HW TUTOTHBIX IEMO3UTOB, TaK KaK YacTO BBISIBIISIETCS
npu  MeMOpaHorpondepaTUBHOM TJoMepyJoHedpuTe
1-ro tuma [30] u pexe mpu BoyaHOYHOM Hedpute [31]
WA 1aKe y JIUIL 0e3 TToYevHoi ratosoruu [32].

VY mauueHToB ¢ 00JIe3HBIO TIJIOTHBIX IEMO3UTOB He-
NIaBHO OBbLIM OOHApPYKEHbI ayTOaHTUTENA, KOTOPhIE CBSI-
3pIBaloTCs ¢ HaTUBHBIM CFB 1 ctabunusupyor C3-KoH-
Beprady [33]. Onucanbl nBa ciaydasi O0OJIE3HU TUIOTHBIX
nerno3utoB ¢ ayroaHtutesamu K Cfb u C3b [34]. UnHru-
ouposanre CFH antu-CFH MoHOKIIOHaTBLHBIMHY JIETKH -
MU 1enisaMu [35, 36] wim (BO3MOXKHO MOHOKJIOHAJTBHBIM)
UMMYHOTJIO0YTMHOM [37] OBLIO BBISIBICHO y IBYX MallM-
€HTOB ¢ 00JIE3HbIO TUIOTHBIX JACTIO3UTOB BMECTE CO CTyJa-
em C3GN c yuactuem CFH-ayroanTuren [38].
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IeHeTnueckasi ocHoBa HEOOJIBILIOrO YMClIa CiydyaeB
C3-rnomMepyJsonaruii Oblia MpoAeMOHCTPUPOBAaHA HAa OC-
HOBaHUU CEMEWHBIX WCCIEIOBAaHUI, TTOKAa3bIBAIOIINX
cerperamnunio KOMIUIEMEHTCBSI3aHHBIX Je(EeKTHBIX TeHOB
¢ ¢denoruriom 6ose3Hu. JIpa muaneHua (Opatbst u3 An-
K1pa) ¢ 00JE3HBIO TIJIOTHBIX JEMO3UTOB U CEPOHETaTUB-
Hoie 10 C3NeF nmenn HU3KUit ChIBOPOTOUHBIN YPOBEHb
CFH, kak cneactBue — 4pe3MepHYl0 aKTUBAILIUIO allb-
TEPHATUBHOTO TYTU U HU3KUI ypoBeHb C3 B CHIBOPOTKE
KpoBu. BriocnenctBum Gbuta MAEHTUUIIMPOBAHA TOMO-
3UTOTHast MUcceHCc-myTanus B reHe CFH [39].

Onucanbel cemeiiHbie ciaydan C3-rioMepysionatuu
(Mopdosornyecku kiaaccuUIUPOBAaHHBIE KaK MeEM-
OpaHormnpoudepaTUBHbINA TJoOMepyIoHedpUT, 3-ii THUIIT)
¢ mHruounuenn C3 xonBeprtassl u aktuanuein CFH
[10, 12]. Tlo3xe Obula BBISIBJIEHA T€TEPO3UTOTHAsT Je-
setust 1ByX komoHoB C3 reHa Ha Xxpomocome 19pl3,
yTO TmpuBesio K runepdyHkimnu Mojekyiasl C3 [40]. Co-
OOIIIEHO, YTO Y IBYX HOBOPOXAEHHBIX CeCTep U3 Typell-
koii cembu ¢ C3GN Obuta oOHapyXkeHa TOMO3UTOTHAsI
neneuust B konoHax CFH, B pe3yjbraTte 4ero B LIMPKY-
JISITUMU BBISIBJIsICST MyTaHTHBIN CFH [41, 42], yTo ObLI1O
MPEeIUKTOPOM HapyllieHHOro cBsi3biBaHus ¢ C3b [43].

B HenmaBHeMm cooOlleHMM y TalMeHTa ¢ npoJudepa-
TUBHBIM 3HAOKaNMUIIpHbIM C3GN Obliia BhISIBIEHA OT-
IIOBCKast U30IMCOMa, MPUBEIIIAsT K TOMO3UTOTHOM MyTa-
iy reHa CFH [44].

TeneTuyeckre accoumanu, OCHOBaHHBbIE Ha MCCIIe-
JIOBAHMSIX, TIPOBEAEHHBIX Y OOJIBHBIX M UX POACTBEHHU-
KOB, HEIOCTATOYHBI — HE XBaTaeT CEMEWHBIX NAaHHBIX.
B psine coobuieHuit 6bUIH TIpeACTaBAeHbl 6 HAOTIOAEH NI
natueHToB ¢ C3GN U ¢ reTepo3uroTHO MyTalmeii B re-
Hax CFH, CFI v MCP [45]. Cpenn HUX TIpUCYTCTBOBAIN
nBa maimeHTa — onuH ¢ C3GN u elle oiMH — ¢ MeM-
OGpaHoOIPOIMMEPaTUBHLIM  TJIIOMEPYJIOHE(PUTOM  1-TO
THUTIA, Y KOTOPBIX ObUTa roMo3uroTHast mytauusi reHa CFH
[46], n B manmpHeliimeM OblTM omucaHbl caydan C3GN,
MeMOpaHOIpou(epaTUBHOTO TIIOMepyloHedpuTa 1-ro
THTA 1 0OJIE3HU TUTOTHBIX JIETTO3UTOB, CBSI3aHHBIE C TeTe-
posurotHeimMu MyTatusimu CFH v CFI [27].

IMokazaHo, YTO HEKOTOPBIE M3 BHIIIEOTMCAHHBIX TeTe-
PO3UTOTHBIX MYTALIMI TIPUBOAAT K HAPYIIEHUIO PETYJISTLINKA
KOMILJIEMEHTA Y OOJIbHBIX ¢ aTUITUYHBIM TeMOJTUTUKO-Ype-
MMUYECKUM CUHAPOMOM [47] 1, TaKuM 00Opa3oM, KaKeTcsl
JIOTUIHBIM OOBSICHUTHh MU (hopMupoBanue C3-riomepy-
sonatun. TeM He MeHee, MEXaHUCTHUECKOEe OOBSICHEHUE
pazButusi C3-TIOMepysionaTiy BCIEICTBUE TETePO3UTOT-
HBIX MYTaIlMil B HACTOSIIIIEE BPEMST OTCYTCTBYET.

Ha HacTosiuit MOMEHT TpeCcTaBIeHbl TEHETUYECKUE
JaHHbIe W KIMHWYECKUE OCOOEHHOCTH ayTOCOMHO-pe-
neccuBHoro C3-gedpuumra. [Tpuwunnoii mepsuunoro C3
JneduunTa SBIsSeTCsI TOMO3UTOTHAS WM KOMIIayH]T TeTe-
posurotHast mytauusi B reHe C3 Ha xpomocome 19p13.3
(Homep OMIM — 120700). Huxe OymyT mipencTaBieHbl
0COOEHHOCTH KIIMHUYECKOTO TEUEHUST 3TOM MaTOJOTHH.

Mopdonornyecku C3-riiomepysionarvsi  XapakTepu-
3yeTcsT IIMPOKUM CIIEKTPOM M3MEHEHMIA, HabIomaeMbIX

OB30PbI JINTEPATYPbI

MPY CBETOBOM MUKPOCKOITMH: OT SHAOKAITUJUISIPHOM 1 Me-
3aHTUATLHOM MPoJTMepaliy 0 pa3BUTUST MEMOPaHOITPO-
JmdepaTBHOTO TIOMepyIoHe(hpuTa U OOJIE3HM TIIIOTHBIX
neno3utoB. [Ipn KaxkmoM MOpdOJIOTMYecKOM BapHaHTe
rJIoMepyJIoHedpUTa TaK-Ke MOTYT HaOJIIONaThCs TTOJTYITy-
Hus [25, 48, 49]. B penkux ciaydasix pyu CBETOBOM MUKPO-
CKOITUU KITyOOYKH MOTYT BBITJISIIETh HOPMATbHBIMU.
WmMmyHODmoOpecieHTHAsT ~ MUKPOCKOMUST  JTaeT
BO3MOXKHOCTh OTNpEACTUTh TAaTOTEHETHMUECKUE MeXa-

HU3MBI Pa3BUTHSI MeMOpaHOIPOJUdepaTUBHOTO TJIO-
MepyJoHedpuTa,  OTJIWYUTh  UMMYHOKOMIIJIEKCHBIN
MeMOpaHoIpodepaTUBHEIN rioMepyoHeGpuT

OT KOMIUIEMEHTOITOCPEIOBAHHOTO, TEM CaMbIM OIpere-
JIIS CeUPUIEeCcKyl0 TIPUIMHY pPa3BUTHST 3a00JIeBaHMS
[49]. Hampumep, mpu MemOpaHompoardepaTUBHOM
ryioMepyJoHedpuTe, oOyCIOBIEHHOM MOHOKJIOHAJTbHOM
raMmanaTieit, pu UMMYHOMIIOOPECIIEHTHON MUKpPO-
CKOTMIMY HaOMogaeTcs CBeYeHWE OJHOTHITHBIX HMMY-
HOMJIOOYJIMHOB UM Karina u jasiM0aa Jierkux ueneit. Mem-
OpaHorponudepaTuBHBI TJIOMEpYJIoHe(pUT Ha (hoHE
rematuta C UMMYHOTMCTOXMMMUYECKN XapaKTepU3yeTCsI
omnoxenuem IgM, IgG, C3, kanmna u asm01a JeTKuX 11e-
neii. MemOpaHoTponudepaTuBHBIN TJIOMEPYIOHEDPUT
MpU ayTOUMMYHHBIX 3a00JIeBAHMSIX XapaKTepU3yeTcsl OT-
JIOKEHUEM HECKOJbKUX MMMYHOTIJIOOYJIMHOB U OEJKOB
cuctembl KomriemeHnTa — IgG, IgM, IgA, Clq, C3, kanna
u 1siMOza eTKux 1ereit. B ciyyae pasButusi MemMopaHo-
npoiaudepaTUBHOrO ToMepyioHedpuTa Mpu IUChHyHK-
LIMW aJIETEPHATUBHOTO IyTH CUCTEMbI KOMITJIEMEHTA OT-
MedaeTcs ipKkoe UMMYHooKparnuBanue C3-KOMIOHEeHTa
KOMILUIEMEHTa B ME3aHTMYyMe W BIIOJIb CTEHOK KaruuIsi-
POB MPHU OTCYTCTBUM OTJIOXEHUS WMMYHOTJIOOYJIMHOB,
HO BO3MOXHBI CyOaHI0TeIMaIbHbIE aero3uThl IgG.

DNeKTpoOHHass MUKPOCKOIUSI TMO3BoJisieT nudde-
pPEeHIIMPOBATh 0OJIe3Hb TUIOTHBIX AETIO3UTOB OT IPYTUX
noatunoB C3-rnomepyionatuu. st 0071€3HU TUIOTHBIX
JIETIO3UTOB XapaKTEpPHO TJIOMEPYJISIpHOE OKpallliBaHUe
C3 ¢ HeOOJbIIUM WU TIOJHBIM OTCYTCTBUEM MMMYHO-
mooyauHoB. [Tpu meMOpaHomnpoandepaTUBHOM TJIOME-
pynoHedpuTe 3-T0O THUMA Ha 3JIEKTPOHHON MUKPOCKOTTMU
OTMEYaeTCsl OTJIOKEHUE UMMYHOTIIJIOTHBIX CYO3HIOTEIMN -
aJIbHBIX, WM MHTpaMeMOPaHO3HBIX, U/WJIN CYO3TUTEIN -
aJTbHBIX JCTIO3UTOB.

OnHako Ha OCHOBaHWUW COBPEMEHHBIX JaHHBIX -
ArHOCTUYECKUI TIOMCK TPUYMH Pa3BUTHUS 3a00JIeBaHUS
W TeparieBTUYecKasl TaKTUKa OTMPEICIISIIOTCS HEMoCpe-
CTBEHHO pe3yJIbTaTaMi WMMYHOTHMCTOXMMUYECKOTO WC-
clienoBaHusI TIpU  MeMOpaHOMpoJIudepaTUBHOM  IJIO-
MmepyioHedpure. bonee TOoro, uHTpaMeMOpaHO3HOE
omioxeHrne C3 KOMMOHEHTa KOMIUIEMEHTa B HACTOSIIIIEe
BpeMsI Ha3bIBaeTCsI «00JIe3Hb IUIOTHBIX JEIOo3uToB» [S50].
B cnyyae cy0sHmoTenMasbHOTO M CyO3NMUTEINATBLHOTO
omtoxeHus: C3 meMOpaHomnpoangepaTUBHbBIN TJIOMEPY-
JioHepuUT paccMarpuBaeTcs B pamkax C3-riiomepysiorna-
TUM, TeHEe3 KOTOPOil He Bcerga oOyCIOBJIEH TeHETUYECKHN
OTOCpEeNOBAaHHON IUCHYHKIIMEH CHCTEMbI KOMITJIEMEHTA
[51, 52]. Tak, mpm 3aTsKHOM (hopMe OCTPOTO ITOCTUH(EK-
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LIMOHHOTO TJIOMepyJIoHedpruTa MOXET (HOPMUPOBATHCS
MeMOpaHOIpondepaTUBHBIN TJTIOMEPYJIOHE(PUT B pam-
kax C3-rjmomepysionatiu, B COYETAaHUM C HU3KUM YPOB-
HeM CBIBOpOTOUHOTO C3-KOMITOHeHTa KoMITIeMeHTa [49].
OcHoBoil nuarHoctuku C3-riaoMepyionatuu SIBisi-
etcst MOp(GoJOrMuecKoe UccaeqoBaHue ¢ UMMYHOMITI00-
pecLieHLIMel M 3JEKTPOHHON MMKpocKomueil. OmHakKo
IS TOHWMAaHUSI TIPUYMH Pa3BUTUS ATOM MATOJIOTUH HEO00-
XOIUM OOJTBIION KOMIIJIEKC 00CIe10BaHMsI, BKITIOYAIOIINIA
KaK MccleoBaHUE Kackala KOMIUIEMEHTA, OIpeesieHN e
ayTOAHTUTEJ K OTIEIbHBIM OeJIKaM CUCTEMbI KOMILIEMEH-
Ta, TaK ¥ MOJIEKYJISIpHO-TeHEeTHYeCKuit aHanus [14].
HccnenoBanue Kackaaa cCMCTEMbI KOMILIEMEHTA
M3mepeHne ChIBOPOTOYHOIO YPOBHSI OEJIKOB CHUCTE-
Mbl KOMILJIEMEHTA:
* komriemeHT C3;
» komruieMeHTapHbliii (pakTop H (CFH);
» komrieMeHTapHbiii (paktop I (CFI);
» komrieMeHTapHbiii (pakTop B (CFB).
Omnpenenenne C3NeF.
OnpeneneHue ayTOAHTUTEN:
» CFH ayroanturena;
* CFB ayroaHrturena.
KommnuectBennast onenka MCP MCP/CD46 skc-
Mpeccusi Ha MOHOHYKJIeapax rnepudepuieckKoil KpoBu.
CKpuHUpOBaHUE MYTAIMIA
[Ipsimoe cekBeHMpOBaHME 3K30HA T'€HOB, KOAUPYIO-
IIKUX PeTYISITOpHbIe Oenku KomrieMeHTa u C3 KOHBep-
Tasbl:

- CFH;
- CFI;

- MCP/CD46;
- CFHRI-5:
- CFB;

. C3.

Ouenka konuuectBa komnuit Bapuanuit (CNV) ye-
pe3 CFH-CFHR-ao0kyc.

JIOCTUTHYT KOHCEHCYC B OOCJIeMOBaHUU TAllMEHTOB
¢ C3-rnomepynornarueit (tadis. 1). Ceponornyeckue uc-
clieIoOBaHUST Yy BCeX OOJIbHBIX JOJIKHBI BKJIIOUATh OTpe-
neneHue cbiBopotouHoro ypoBHst C3, C4 u dakropa H;
ckpuHuHT mapamnporenHa u C3NeF, motomy uro oHu
UMEIOT TUarHocTUYecKoe 3HaueHue. B HacTosiiee Bpe-
Mms1 pekomeHnyetcss ckpuHuHr Ha CFHRS Hedpomnatuto
IIJIST BBISIBJIEHUSI aCCOLIMUPOBAHHON C 3TOM TMaTojiorueit
MyTauuu. Hamuuume mim OTCYTCTBME AAaHHOW MyTalluuy
KJIMHWYeCKN WH(OpMaTuBHO. Jlpyrue wucciaenoBaHUsI
MOTYT OBITb PACCMOTPEHBI HA UHAWBUAYaIbHOW OCHOBE,
MOCKOJIbKY OHM TPeOYIOT 3KCIIePTHON WHTEepIipeTaluu
U/WIM JanbHeNIeld KIMHUYECKON NpoBepKu. Brile-
yKa3aHHbIC MCCJIENOBAaHUSI TOJDKHBI OBITh BBITTOJTHEHBI
HE3aBHMCUMO OT TOTO, BbIsiBJIeHa iu C3-riioMepyJionarusi
B HATUBHOW MOYKE WJIN B TIEPECaAKEHHOM.

Bone3Hb MIOTHBIX AEMO3UTOB, KaK MPaBUIo, TMarHo-
CTUpYETCsl Y IeTei, XOTS BBISIBJISIETCSI U 'y B3pOCbIX. Tak,
B OTHOM M3 MCClieloBaHuii Oosiee 1/5 yacTu malMeHTOB
¢ 9TOM maTojiorueit 6uUth B Bo3pacte crapiie 60 jet [54].

st 60J71€3HU TIOTHBIX JIETIO3UTOB XapaKTepHa MpOoTeH-

HypWMsI, UHOTZIA ¢ He(POTUIECKUM CHHIPOMOM, TeMaTy-

pus, TUTIEPTEH3US W TTOYeYHasi HeIOCTaTOYHOCTh. XOTS

HU3KUI ChIBOPOTOUYHBIN ypoBeHb C3 (HO He C4) oOHa-

PYKMBAETCSl 9aCTO M OTpaxkaeT HEKOHTPOJIUPYEMYIO aK-

tuBauuio C3 B KpoBooOpallleHu, HO OH He creludu-

YeH 1 60JIe3HU TIJIOTHBIX IETIO3UTOB M HE KOPPETUpyeT

C aKTMBHOCTBIO 3a00JieBaHus [55].

Y nauneHToB ¢ 001€3HbIO INIOTHBIX AETTO3UTOB MOTYT
OBbITh BHEITOUYEYHBIE TTPOSIBIICHUSI, TAKWE KaK YaCTUYHAs
qunoauctpodus. Ilpu yvactuuHol aunomuctTpoduu
TMMOIKOXHBIN XUP TepsieTcs ¢ JWIla U BEepXHEN 4YacTu
TeJa M 9acTo MPEAIIECTBYET MOSIBICHUIO KIMHUYECKUX
npu3HakoB Hedponatuu. B maroreHese maHHON Ta-
TOJIOTUM TaKXKe UTpaeT pOJb aKTUBALMS aJbTePHATUB-
HOTO TMyTU KoMruieMeHTa [52]. JpyruM BHeMo4YeuHbIM
MpOSIBJICHWEM SIBIISIETCSI 00pa3oBaHWe B Tja3ax Ipy3
[56], uTO OOYCIOBIIEHO OTJIOXEHUEM JUMOTPOTENHOB,
colepXalnX TPOMYKTHI pacraga KOMITJIEMeHTa, KO-
TOpBIE JOKAJIM3YIOTCS MEXAYy PEeTUHATbHBIM MUTMEHT-
HBIM 3HIO0TeneM U MeMOpaHoii bpyxa. OTta marongorus
CXOJIHA C BO3PACTHOI MakyJIsIpHOW nereHepaiueit [57].
B ceMbsix ¢ 00J1€3HBIO TUIOTHBIX JETIO3UTOB MOBBIIICH
pUCK caxapHoro auabera 1-ro tumna [58].

CyMMHUpYysT TaHHbIE, MOXKHO CKa3aTh, YTO ISl 00JI€3HI
IUIOTHBIX JIENO3UTOB XapaKTePHO:

* raoMepyJsipHble nerno3utsl C3 6e3 Win ¢ He3Hayu-
TETBLHBIM COlepKaHeM UMMYHOTJIO0YTMHOB;

* TUIOTHBIE OCMHO(MUIIbHBIE AETIO3UTHI B ME3aHTHyME,
TJIOMepYJISIpHOI 0a3aibHO MeMOpaHe U TyOyJIsIpHOM
0azajbHOIT MeMOpaHe;

» Hammume aytroaHtuten Kk CFH, C3NeF u nedunur
dakropa H komrineMeHTa;

* BBICOKAs YacTOTa PELMINBOB OOJE3HM TIIOTHBIX He-
MO3UTOB B TIOYEYHOM TPAHCIUIAHTATE, YTO MPEIIoIa-
raeT CUCTEMHYIO 3THOJIOTHIO OOJIe3HH;

» iC3b urpaer KJI0OU4eBYIO pOJib B MaToreHe3e OOJIE3HU
TUTOTHBIX JAETIO3UTOB; HET JaHHBIX O JAe(UIIUTE y Je-
noseka C3 mm pakropa | koMmmmeMeHTa.

B Tabn. 2 mpencraBiaeHbl KIMHUKO-71a0OpaTOpHbIE
OTJINYMS OOJIE3HU TUIOTHBIX JETO3UTOB OT MeMOpaHO-
nponrdepaTUBHOTO TioMepynoHedpuTa I-ro Tuma, mo-
Ka3bIBaloIIe TPUHIUITHAIBHOE pa3indre 3TUX JBYX
3a00JieBaHUI, YTO OOYCJIOBJIGHO pa3HOW 3TUOJIOTUEN
M TTATOTEHE30M UX Pa3BUTHSI.

C3-rnomepynoHedput (C3GN) sBisieTcsl MOATUIIOM
C3-rnomepynonatur, B KoTopoM C3 merno3uThl JIOKaJINU-
3yIOTCS B ME3aHTUW W KaIMWUISIPHOM CTEHKE KaK CyOoH-
JOTEINAIbHO, TaK W cyosnuTenranbHo. Ha amekTpoHHOi
MMKPOCKOTTMY WHOTIA MOTYT OBITh BBISIBJIEHBI TPEPHI-
BUCTbIE MHTpaMeMOpaHO3HbBIE IEMO3UThI, HO 0e3 OCMU-
ODWIBHBIX JICHTOBUIHBIX BKIIOYEHUWIA, XapaKTePHBIX
111 00JIE3HU TUIOTHBIX Jerno3uToB. Kak u mpu 6one3Hu
TJIOTHBIX IETTO3UTOB, MOTYT BBISIBISITHCS CYORMUTETNATb-
HbIE «TOPOOTNOI00HBIE» TETTO3UThI, KOTOPhIE KITaCCUUECKH
CBSI3BIBAIOT C TMOCTUH(MEKIIMOHHBIM TJIOMeEpYJIOHEe(hPU-
TOoM. Macc-criekTpoMeTpust BbISIBISIET B Kiyooukax C3
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1 KOMITOHEHTBI MEMOpaHOaTaKyIIero KOMILIeKca, KakK 1
pu 00JI€3HU TJTIOTHBIX IETIO3UTOB [14].

IMepBuunbiit C3-geuunT KIMHUYECKU MaHube-
CTUpYET y JeTeli C peuMAuBUpPYIOLICH OaKTepuaabHOMN
nHEKINEH MpeXae Bcero oOyCJIOBJIEHHONW TpaMOTpH-
uarenbHbiMu (Neisseria meningitidis, Enterobacter aero-
genes, Haemophilus influenza u Escherichia coli) n He 4a-
CTO TPaMITOJIOXKUTETbHBIMU OakTepusiMu. Pa3BuBaeTcst
MHOEKINS BEPXHUX U HUKHUX OTAEJIOB PECITUPATOPHOTO
TpakTa, BKJTIoUasi THEBMOHUIO, PELIMANBUPYIOIINI CHHY-
CUT, TOH3WLINUT U OTUT. [IpnbausurensHo y 1/4 naiueH-
ToB ¢ C3 medunmMTOM pa3BMBAeTCs CHUCTEMHas KpacHast
BojyaHka u 'y 1/4 — meMmOpaHomnpoaudepaTuBHbIN TJ10-
MepyJIOHe(PUT, BEAYIIUI K XpPOHUUYECKON TTOUETHON He-
nmoctaTodHocTH [60].

Kmmanmyeckm C3GN  MoXeT TIIpoTeKaTb B BHIE
Kak He(@POTUYECKOTO CHHApPOMA, TaK M CMEIIaHHOW
dopMBI TIIOMepyIoHedpUTa C TeMaTypueil pa3IndHOI
CTETIEHHW BBIPaXKEHHOCTH.

OB30PbI JINTEPATYPbI

Takum obpazom, C3GN — pe3dyabraT HapylIeHUs
aJIbTepHATUBHOTO TYTH KOMIIJIEMEHTA, UYTO TPUBOIUAT
K TIOCJIENYIOIIeMYy TJIOMEpPYJISIDPHOMY TOBPEXICHUIO.
CymMMuUpysl TaHHBIE JUTEpaTypbl, MOXHO 3aKJIOUYUThH,
yto 1 uamonarudeckoro C3-riomepyionedpura xa-
paKTepHO:

*  wm3osmpoBaHHbIe C3 1ermo3uTsl B HeppobUonTare;

* TUMUYHBI CYyOSHIOTENUATbHbIE U Me3aHTUAJIbHbIE
9JIEKTPOHHO-TUIOTHBIE JIETTO3UTHI;

* B 75% C3GN muarHoctupyetcst MeMOpaHompoJude-
paTUBHBIN TJIOMEPYIOHEDPUT;

* npu C3GN OIHOBPEMEHHO MOXET BBISBISITHCS
C3NeF u MmyTaiusi peryi1siTopHbIX O€JIKOB aJibTepHa-
TUBHOTO MYTH aKTUBAIIUU KOMIUIEMEHTA.

Hns cemeiinbix hopM MeMOpaHOMNporhepaTUBHOTO
rJioMepyJioHedpuTa 3-ro TUMa XapakTepHO:

* CBSI3b C MyTallMeil Ha XpoMocome |, BKJTovaroliei
reHbl, Konupywouie peryiasitop CFH ansrepHaTuBb-
HOTO MYTH aKTUBAILlUU KOMIIJIEMEHTA;

Tabauya 1. Uccnenosanue cuctemMbl KommieMenTa npu C3-riomepynnonarum [53]

TecTbl

KommeHTapuun

TecTbl, peKOMeH/IyeMble BCeM MAleHTaM

WamepeHue cbiBopoTouHOro ypoBHs C3 u C4

W3mepenue C3 HedbpuTrnueckoro pakropa

W3mepeHue cbIBOPOTOYHOTO ypoBHS hakTopa H

OrpefeieHre B CBIBOPOTKE TTAPapOTENHOB

Ckpununr CFHRS5-mytauyuu

Huszkuit ypoBeHbs C3 1 HOpMaibHBIN ypoBeHb C4 yKa3biBa-
0T Ha aKTUBALIMIO aTIbTEPHATUBHOTO YT KOMITJIEMEHTA

C3 Heputuueckuii pakTop accoumupyercs ¢ C3-riaomepy-
JIOTTATHE; MX B3aMMOCBSI3b C TCUCHHEM 0O0JIE3HN HEM3BECTHA

Jedumut pakTopa H acconmuupyercst ¢ C3-timomepyiio-
MaTueil ¥ COIPOBOXIAETCS CHUKEHHBIM ChIBOPOTOYHBIM
ypoBHeMm C3

[MapanporenHemust accouuupyercsi ¢ C3-riomepyJionaTueit,
CITEIIMAIbHBIC TECTHI TTOKA3BIBAIOT, YTO TAPATIPOTENHEMUSI
MPUBOIUT K HEKOHTpOJMpyeMoii aktuBaiuu C3

CFHRS5-Hedponatus sBisieTcst omHou u3 ¢popm C3-1710-
MEpYJIONaTUU ¥ CKPUHUHT 3TON MyTallX KIMHUYECKU
nH(OpMaTuBeH

Tecr bl, KOTOPbIC 10/2KHbI UCIIOJIb30BATHCSA UHAUBU1YAJIbHO, Tpe6ylomne 3KCl'[epTHOI71 HHTEpnpeTanvu l/l/ WM KJIMHAYECKOIN BAMIAH

M3mepeHue cBIBOPOTOYHOTO YpOBHS hakTopa B

M3mepeHure B cbIBOpoTKe ypoBHS C5

Mzmepenue mapkepos aktuBauu C3: C3d, C3c, C3adesArg
H3mepeHue mapkepoB C5 akTUBAIIMK, TAKUX KaK

C5 adesArg, pactBopuMmbIiit C5b-9

Omnpenenenue antuten K akropy H

OnpenaenieHre aHTUTEN K hakTopy B

CKpVHMHT MyTalldil B PETYISITOPHBIX FeHaX KOMILJIEMEHTA,
Takux Kak CFH, CFI, CD46, reHOB aKTUBHBIX OEJIKOB

(C3, CFB) u olieHKa KOJMYECTBA Bapualllii KOMUiA
CFH—CFHR nokycoB

HexoHTponmpyemasi akTUBaIUsT aIbTEPHATUBHOTO Ty TH
MOXKET OBITh CBSI3aHa CO CHUKEHHBIM YPOBHEM (hakTopa B

MozkeT yKa3bIBaTh Ha IPYIIIIbI MALIMEHTOB, KOTOPbIE
¢ HauOOJIbIIEH BEPOSITHOCTHIO TMOJIYYAT MOJIb3Y OT TePAITUU
uHruouropamu C5

AxtuBaims C3-KoMITOHEHTa: 60Jiee YyBCTBUTEIbHBIN Map-
kep C3-akTuBaluu, YeM ypoBeHb MHTaKTHOTrO C3

AxrtuBaius C5 KOMIIOHEHTa: 60Jice YyBCTBUTEIbHBINA Map-
kep CS5-akTUBalLMU, YeM YPOBEHb MHTaKTHOTrO C5

AHTtuTena K pakropy H accouuupyrorcs ¢ C3-riioMmepyJiona-
teil. Koppensuus ¢ TeueHreM 00yie3HU He u3BecTHa. Oco-
OEHHO BaXKHO OIIpeIeeHUE Y O0JBbHBIX C HU3KUM YPOBHEM
C3 u orpunarenbHbiM C3NeF

AHTuTeNna K (pakTopy B accorumupyrorcs ¢ C3-rimomepyrnona-
tueii. Koppensiiust ¢ TedeHreM 601e3H1 HEM3BeCTHA.

Myrtanuu B 3THX reHax acconuupyrorces ¢ C3-riioMepyino-
naTtueit, 0co0eHHO BaxkHO cKpuHUpoBaTh CFH mMyTaiuio
y NalMEHTOB ¢ HU3KUM ypoBHeM C3 u HeratuBHBIM C3NeF
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* B IIOYEUHBIX OMONTATaX BBISIBJISIIOTCS TIIOMEPYJISIPHbIE
nerno3utbl C3 1pu OTCYTCTBUM UMMYHOTJIOOYJTMHOB;

* JaHHbIe HE(PPOOMOTICUM U MOJIEKYJISIPHO-TEHETUYe-
CKHe pe3ysbTaThl MPEANnoaraloT y 3TUX MalMeHTOB
JIUCPETYJISIIAI0 CUCTEMBI KOMITJIEMEHTA.

CFHRS5 nedpomnarust — ¢popma C3GN, kotopast 6b11a
orKcaHa ¢ ayTOCOMHO-JIOMUHAHTHBIM TUTIOM HacJjieJ0Ba-
HUS Yy KUTIPCKKX ceMeii [61]. Ha cBeTOBOIT MUKpOCKOTTNN
BBISIBJISIIOTCSI Me3aHTHOoTpoindepaTUuBHbIe WM MeMOpa-
HompoaudepatuBHble u3MeHeHMs1. MMmyHodoopec-
LIEHLIMS ¥ 3JIEKTPOHHAsi MUKPOCKOTIHSI, KaK MpaBUJIO, TI0-
3BOJISIIOT HAWTU CyOSHIOTENMabHblE U Me3aHTHAJIbHbIC
OTJIOKEHUSI, peIKO — CyOINmTeInaibHble Oermo3nuThl C3
MPU OTCYTCTBMU MUMMYHOTJIOOYJIMHOB B TJIOMEPYJISIPHOM
OazanbHOI MecTpaHe. [1pu 3Toit marosoruu oOHapyKeHbI
MyTtanuun akropa H komriemeHTa, cBSI3aHHOTO C MPOTe-
nHoM 5, kogupyeMbiM TeHoM CFHRS.

KnuHuyeckn miisi jaHHOTO BapuaHTa HedpornaTuu
XapakTepHa MUKPOCKOTIMYECKasl reMaTypusi U BMHU30-
bl CUH(papUHTeaqTbHONW MaKpOCKOTIMYECKON TemaTy-
pun, cxoxue ¢ IgA-Hedponarueii (BOZHUKAIOT MOYTH
y MOJIOBUHBI 001bHBIX) [62]. YpoBeHb C3 B CHIBOPOTKE
KpPOBM TIOUYTH BCerja HOPMAaJbHBIN; TMpearoaaraeTcs,
yTo upe3MmepHasi C3 akTuBaiysi IPOUCXOAUT HE B LIUP-
KyJsiuuu (Kak nmpu 00J€3HM TUIOTHBIX AEMO3UTOB), a B
Kayooukax [63].

IIporpeccupoBaHue 10 TEPMUHAJIBHON XPOHUYECKOM
MOYEYHOI HEeIO0CTaTOYHOCTU HaOJII0aeTcsl B 3pesioM
BO3pacTe M BCTPEUaeTcs B OCHOBHOM Y MYXKUMH (I10 MPU-
YUHaM, KOTOpbIE OCTAlOTCSl HEM3BeCTHbIMM). KmMeror-
csl cooOmEeHnsT 00 YCMEeNHON TpaHCIUIAHTAIlMU TOYKHU
necatn nmauueHTaMm ¢ Hedpomatueit CFHRS [62], omHo
HabJ01eHMe TToKa3aylo peliUInB 3a001eBaHUs MOCe He-
POJICTBEHHOI TpaHCIIaHTaLuu [64].

OcHOBHBIM MeTofioM JjiedeHusi C3-rioMepynonatuu
SIBJISIETCSI KOHTPOJIb apTEPUAIbHOTO AaBJICHUS Y aHTUTIPO-

TEMHypHUIecKas Teparusi, BKIIOYAoIIas B IEPBYIO OUepeb
HCTIOIb30BaHNE WHTMOMTOPOB aHTMOTEH3MHITPEBPAIIAIO-
mero cepMeHTa. Pe3ynbraThl MCITOB30BaHMSI CTEPOUIOB
¥ UMMYHOCYITPECCAHTOB, Ha3HaYeHUE KOTOPBIX SIBIISIETCS
000CHOBAaHHBIM, YYWMTHIBAs THUCTOJOTUYECKUE TpU3HA-
KM BOCTIAJICHUST TIOYEYHOUM TKaHW, ITPOTUBOPEYMBHI [48].
Kpome Toro, MOBBIIIEHHBIN PUCK MHOUITMPOBAHMS, CBSI-
3aHHBIN ¢ TPUMEHEHWEM 3TOM TPYITITBI TIPErapaToB, Orpa-
HUYMBAET UX MUCITOJIb30BaHKE Y IMAIIMEHTOB C COMMYTCTBYIO-
el TTaToJIoTreil BPOKIEHHOTO MMMYHUTETA, K KOTOPBIM
OTHOCHTCSI Y AVCPETYJISINS CUCTEMBI KOMIUIEMEHTA, a pe-
LIMIMBUPYIOIIAsS WHOEKIUS MOXET YCYTYOWThb TedeHMe
HedpuTa.

HeT KOHTpoMMpyeMbIX WCCIeTOBAaHUN B TTOMAECPK-
Ky WCITOJIb30BaHUSI MUMMYHOCYIIPECCAHTOB TIpU Tepa-
nuu 6onbHBIX ¢ C3-romepynonartueii. MukodeHomna-
Ta MOMETHIT WM PUTYKCUMAO He M3MEHSIOT TTOYEeUHYIO
BbKMBaeMocTh [27]. CrepoumHasi Tepanusi He ObuLia
3¢ GeKTUBHON TIpU 0O0JIE3HU TUIOTHBIX JEMO3UTOB [48]
1 MeMmOpaHOIpoanbepaTUBHOM  TJIOMepyJIoHeppuTe
[65]. TToaTOMy TIOC/TEAHNE KITMHUYECKUE PEKOMEHIALINT
KDIGO [66] npeanaratioT y B3pOCHbIX U JeTel ¢ UINO-
MaTUYECKUM MeMOPaHOTIPOIUMEepaTUBHBIM TIIOMEPYJIO-
He(hpUTOM, TIPOSBISIOIINMCSI HEDPUTUIECCKUM CUHAPO-
MOM U ITPOTPECCUPYIOITUM CHIKEHUEM (DYHKIIUH TTOYEK,
MPUMEHSITh per 0s uKiodochaMua im MUKoheHomaTa
MOMETIT B HU3KUX J03aX (€XKeTHEBHO WU aJbTepHUPY-
JOIIMM KYPCOM), TITIOKOKOPTUKOCTEPOUIBI C JUTUTETLHO-
CTBIO Teparuu A0 6 Mec. DTH PeKOMEHIAIIMU OCHOBAHBI
Ha oueHb cy1aboii JoKa3areabHOM O6a3e. Tak, MATUIIETHUI
KypC TJIOKOKOPTUKOCTEPOUIOB HE BBI3BAJI pa3BUTHE pe-
MHUCCUW y TIAallMeHTa ¢ OOJIE3HBIO TIOTHBIX NEIMO3UTOB
[67]. He mpoBOIMIOCH KOHTPOJIUPYEMBIX MUCCIeI0OBAHMI
1Mo TPUMEHEHNI0 MUKodeHoIaTa MOGheTUI U PUTYK-
cumaba mug cHmkeHust ypoBHs C3Nef. B nmrepatype
MMEIOTCS JIUIIbL OTAEIbHBbIE COOOIIeHNS KaK 00 addek-

Tabauya 2. KnmHuKo-1a00paTopHbie OTIMYMs 00J1€3HH IUIOTHBIX IETIO3UTOB 0T MeMOpaHoNpoM(epaTHBHOrO ioMepy/ioHedpuTa

(MIITH) I-ro Tvma [59]

[TokazaTenb

MIITH I-ro Tuna

Bosie3Hb MIOTHBIX JETT03UTOB

LB g eI MIIIH — B3pocibie

Hedpornueckuit cunapom

20-30

Knnanyeckue nmposiBieHus
BosBpar B TpaHcruianTare, %

CucreMHast MaHHMbECTALINS

[TyTu koMILIEMeHTa

Nnuonarnueckuit MIITH — netu; BTOpuuHbIi

CBsi3aHa C OCHOBHBIM 3a00JIEBAHUEM

KOMITOHEHTHI KJIaCCUYECKOTO IIYyTU NEPUOINYECKU

[leTI/I 1 IOAPOCTKHU

OcTpblif HEPUTUIECKUIL CUHIPOM
85-90
Penxo

KoMmnoHeHTbI AJIBTCPHATUBHOTIO ITyTU
TTOCTOAHHO HU3KUE

80—90
®daxkrop H nedunr

HU3KHE

C3NeF, % 15-20

OTHoI0rUs OnocpeoBaHO UMMYHHBIMU KOMITJIEKCAMU
I'enarur C, B n npyrue nHdekun, Kproriooym-
Hemus, TUM(pOMa, CUCTEMHAs! KpacHasi BOJTYaHKa,

Accolmars aHTH(OCHOTUIUIHBINA CHHPOM, 0, -aHTUTPUIICHHA

T (UIUT, CEPIIOBUIHO-KICTOYHAS aHEMHS, paIHAIIA-

YactuaHast umoarctpodust, Ipy3bl

oHHas He(hponatus, HeponaTus B TpaHCIIAHTATE,
MOHOKJIOHAJIbHAsl FAMMAIaTHs U Jp.
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TUBHOCTH, TaK U 0 He3((HEKTUBHOCTU TaHHON Teparuu
pu noBbilieHHOM ypoBHe C3Nef.

Camble  TOCNieIHUE  COOOIIEHMSI  ITOKA3bIBAIOT,
910 3(h@MEKTUBHOCTE WMMYHOCYITPECCUBHOM Teparuu
npu C3-rmomMepynonatuu kpaiiHe Huska. J.McCaughan
u coaBT. (2012) [68] mpencTaBuIM TaHHBIE 00 OTCYTCTBUN
addekTa Mpu Tepanuu MIIOKOKOPTUKOUIAMU, MUKODe-
HojlaTa MOGETWIOM M PUTYKCUMaOOM. AHaJOTUYHbIC
pe3yabratbl nipeactaBuin A.Bomback u coast. (2012)
[25], koTophbie He BbIIBUIN 3D (PEKTUBHOCTD TPEIHN30HA
1 MuKodeHonata MogeTua.

Her yOeauTenbHBIX JaHHBIX, MTOATBEPXKIAIOIINX
5(GHEKTUBHOCTL  WMCIOJB30BAHMUS  TJIa3MOTeparuu
npu C3-rnomepynoHedpure. Kak u B ciiyyae ¢ MUMMYHO-
CYTMPECCUBHBIM JieueHueM, 3(PHOEKTUBHOCTh TIa3MOTe-
panuu Tipu 00JIE3HU TIIOTHBIX JAETIO3UTOB HabIomazach
B OTHEJbHBIX ciydasix. Y cectep ¢ cemeiiHbiM C3GN,
CBSI3aHHBIM C LIMPKYJIUPYIOIIUM MYTaHTHBIM (DaKTOpOM
komruiementa CFH, nnurenbHble mepenvBaHUs Tiia3-
Mbl OoKazanuch 3¢dexkTuBHbiMU [41]. MMeroTcst co00-
IIEHUST O BOCCTAHOBJIEHWH OCTPOTO MOBPEKIECHUST TOYEK
y MalUeHTOB ¢ 00JIE3HBIO TIOTHBIX JETMO3UTOB TPU UC-
noJjib3oBaHuu riasmadepesa [69, 70]. Hanporus, J. Mc-
Caughan u coast. (2012) [68] coobumim o HedhHeKTUB-
HOCTH Tu1a3Madepesa rnpu 00JIe3HU TJIOTHBIX JIETIO3UTOB,
HECMOTPSI Ha JOKYMEHTaJbHO JOKa3aHHOEe YymajecHue
n3 rasmMbl C3Nef. B cBsizu ¢ orpaHuueHHoN 3pdek-
TUBHOCTBIO M OTCYTCTBHEM OE3yCIIOBHBIX MPEUMYIIECTB,
BIIOJTHE BEPOSITHO, TUTA3MOTepaIus To-TpexkHeMy OyaeT
HCIOJB30BaThCsl B KOHKPETHBIX ciydasx rmpu C3-rimome-
pyJonaThu.

TepaneBTyecKoe MHrMOMpoBaHUe KoMruieMeHTa C3
i C5 oGeraeT ObITh 3¢ (GEKTUBHBIM B 3aBUCUMOCTH
OT TOTO, KaKast U3 3TUX MOJIEKYJT TTOC/Ie aKTUBALIUH STBJISI -
€TCST OCHOBHOI TTPUYMHOM TTOBPEKACHUS TTOYEK.

OKynu3yMab SIBJSETCSI MOHOKJIOHAJIbHBIM aHTUTE-
JIoM, KoTopoe TipemorBpamaer C5 akTUBaLMIO W TIpel-
Ha3HAYeHO IS MCIOJIb30BaHUS Yy TAIIMEHTOB C MapoK-
CU3MAJIbHOW HOYHOW TE€MOTJIOOMHYPUEN M aTUMTUYHBIM
TeMOJIUTUKO-YPEMUIECKUM CcHHApoMoM. [Ipenmosara-
€TCST BO3MOXHOCTh Ha3HauYeHWsT 9KyJu3ymaba Tpu pe-
LIMIUBAaX OOJIE3HW TIJIOTHBIX NEMO3UTOB C OBICTPOIPO-
IPECCUPYIONINM TJIOMEPYJIOHEMPUTOM, TPHU KOTOPBIX
riioMepyJisipHbie oTiioxeHust coaepxar C5 [71]. Coo6-
IAETCS O HECKOJbKUX CITydasX YCIEITHOTO JICUeHUs
9KYJIN3yMaboM TpU 0O0JIE3HU TUIOTHBIX JETIO3UTOB [72],
B TOM YHCJIe Y OMHOM GOJIBHOIM MOCyIe peluanBa B TpaHC-
MJIaHTaTe, aCCOLIMMPOBAHHOTO C TIPOTPECCUPYIOIIEii TTO-
YEYHOI HEI0CTaTOYHOCTHIO [68].

M. Vivarelli u coast. (2012) [72] npeacrtaBuiud Ha-
OmoneHne MauveHTKU 17 JieT, cTpamaolleii 00JIe3HbIO
TUIOTHBIX JIETIO3UTOB B TeueHue 7 jieT. Y OOJIbHO# Oblia
HOpMaJibHast (hYHKIIMS TTOYeK, HOpMaJbHOE apTepuaib-
HOe NaBJieHW, U He ObUIM BBISIBJIEHBI T€HHBIE MyTalluu
cucteMbl KoMmIieMeHTa. [ToueuHast OGMOTICUST TIOKa3aua,
yto 40% KIyOOYKOB CKJIepo3upoBaHbl. [lpu ouepen-
HOM OOOCTpEHMM B BUIE He(hPOTHMUECKOTO CUHIPOMA

OB30PbI JINTEPATYPbI

OblJla HavaTa Tepanus SKyJIU3yMaOoM M HaOII0maaoch
3HAYUTEJIbHOE YJIydIlleHe, a UMEHHO CHIDKEHHE CTeTie-
HU TipoTeuHypuu. Tepamusi 3Kyau3ymaboMm Oblia Tpe-
KpaiieHa depe3 18 mec, 1 y OOJIbHOW BHOBBL pa3BUJICS
peluanuB HePpPOTUYECKOrO CUHIPOMA, UYTO 3aCTaBUJIO
BO300HOBUTH JieueHue TperaparoM. KoHtponbHast Hed-
poGuroricHs ToKa3aja CHIDKEHHE, TT0 JaHHBIM UMMYHO-
¢moopecueHunu, koHieHTpauun C3 u C5b-9, ymeHb-
IIeHWe BBIPAKEHHOCTH Me3aHTHabHOM TIposindepanuu
W TOJIIIIUHBI TJIOMEPYJISIpHOI 6a3abHO MeMOpaHBHI.

E. Daina u coaBt. (2012) [67] mpeacTtaBuiIn cO00-
1eHue o 22-JieTHEM MalueHTe ¢ OO0JIE3HBIO TUIOTHBIX
JIETTO3UTOB C TOPMOHOPE3UCTEHTHBIM HEe(MPOTUYECKUM
cuHIpoMmoM. Y maumeHTa 0butn BeIsIBIeHB CFH-annenn
[73], HO He ObUIM OOHAPYXEHBI MyTallMX TEHOB CUCTEMbI
KOMITJIEMEHTA, OTMeYaJicst HU3KUi ypoBeHb C3, TTOJIOXKM -
teabHble C3Nef, moBbIIeHHBIN ypoBeHb C5b-9 (sC5b-9)
1 HOpMaJTbHast PYHKLMS ovekK. JIedueHrne puTyKCuMaboM
npuBesio K cHuxkeHuto ypoBHst C3Nef, HO KITMHUYECKOTO
OTBETa He OBbLIO MOJYYeHO U MOCye 5 MeC Tepary Hava
MOBBIIIATLCST CBIBOPOTOYHBIN YPOBEHb KpeaTMHWHA. BbuT
HazHayeH 2Kyau3ymab Ha 48 Hen. B TeueHue Tepanuu
HOPMAaJIM30BaJicsI YPOBEHb CHIBOPOTOYHOTO ajbOyMUHA
W CHU3WJICA TTOKa3aTe/ b KpeaTMHWHA.

J. McCaughan u coaBr. (2012) [68] coobmumm 06 a¢-
(eKTUBHOM MNPUMEHEHUU BKyau3symaba y 29-nerHeit
MaIMEeHTKN ¢ 00JIE3HBIO TIOTHBIX AETIO3UTOB MPH PEL-
nuBe 3aboeBaHUs (MMPOTEUHYpUs 10 6 T/7) yepe3 4 Hel
MocJjie TOYEYHOM TpaHCIUIAHTALIMU, HECMOTpPST Ha TpO-
BOAMMYIO TEpamnuio MPeTHU30HOM, MUKO(eHOoIaTa MO-
deTrIoM 1 TaKpoIMMycoM. bobHast nMesia HU3KUIA ChI-
BOpOTOUHBIN ypoBeHb C3, monoxurenbHbie C3Nef u He
OBLITIO BBISIBJIEHO MyTallMM TEHOB CUCTEMbI KOMIUIEMEHTA.
HecMmorpst Ha Tepanuio putykcumadbom, rmiazMadepe3om
un HopManu3aiutio ypoBHst C3Nef, 3ab0oseBaHue pomo-
JKaJIo TIPOTpeccupoBaTh U Uepe3 13 Hea mociie mepecagku
MOYKM HavaTo JiedeHue 3Kyausymadbom. Ha done Tepa-
MUY CBHIBOPOTOYHBIM YPOBEHb KpeaTMHWHA CHU3UJICS
¢ 4,93 no 1,9 mr/mn.

A. Bomback u coasr. (2012) [74] coobumnu o6 3¢h-
(EeKTUBHOCTU MCTOJB30BaHUS IKYyIM3ymMaba B TeueHUe
1 roma y 3 manmueHTOB ¢ 00JIE3HBIO TUIOTHBIX JETIO3UTOB
(oMH C TOYEYHOU TpaHcmaaHTalueil) u 3 GOJIbHBIX
¢ C3GN (aBa ¢ MoYeyHOIl TpaHCIIaHTauue). ¥ Bcex
MalyeHToB ObUla MpOTeuHypust 6osee | r/cyT u/unu
OCTpoe TIOBpeXkaeHUe TodeK. [eHeTWYecKUil aHaimu3
U WCCIIeOBaHWE CUCTeMbl KOMIUIEMEHTA BBISIBUIIA MY-
taumio B CFH n CD46 y | manuveHTa M TOBBIIIICHHBIN
ypoBeHb C3NeF y 3 6onbHbIX. [Tocne 12 mec Tepanumn
B IIBYX CIy4asiXx 3HAYUTEIbHO CHU3WJICS YPOBEHb ChI-
BOPOTOYHOTO KpeaTMHMHA (y malueHTa ¢ OOJIe3HbIO
TUIOTHBIX JEMO3UTOB U y OosbHOro ¢ C3 riomMmepyso-
HedpuTom), y 1 mamueHTa ¢ 60J€3HbIO TNIOTHBIX IEM0-
3UTOB OBLIO JOCTUTHYTO BBIpaXK€HHOE CHUKEHUE TPO-
TeuHypuu, a y OonbHoro ¢ C3 riomepysioHe(pUTOM
MOJy4eHBl CTAaOWJIbHBIE JabopaTOpHbBIE TOKa3aTelu
U TUCTOTIATOJIOTMYECKOe YIydllleHre. Y BcexX MallMeHTOB
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Ha Teparnuy 2KyJIu3ymMaOoM TOBBIIIEHHbIC MOKa3aTesl
ypoBHS SC5b-9 HopMmanm3oBaimch. ABTOPBI TPUIIINA
K BBIBOJLY, UTO OTBET Ha Teparuio 3KyJInu3yMadoM JOCTH-
raeTcs He BO BCeX CJTydasX M YTO TTOBBIIIEHHBIN YPOBEHbD
sC5b-9 MoxXeT ObITh MOTEHIMATbHBIM MapKepoMm 3@-
(eKTUBHOCTU Teparuu.

Nmetorcst cBenennst o HedMOEKTUBHOCTH MCITOIb30-
BaHMS 9KyJaMu3ymaba y raireHToB ¢ C3-riioMepyJionaTu-
eii [67]. DTO CBUIAETENBCTBYET O TOM, UTO TIPEIYITPEXKIE-
Hue C5 aKTUBAIIMU MOXKET OBITh He BCeTna NeiCTBEHHBIM.
CremyeT OTMETUTD, YTO B MbIIIIMHOK Moaenn C3-riome-
pyronatuu TipeaynpexkaeHue C5 akTUBAIMU TTPUBOIU-
JIO TOJBKO K YMEHBIIEHUI0 aKTMBHOCTU Oosie3Hu. Mc-
clieioBaTeNIM 3aKJIIOYUIN, YTO JIeUeHUEe 3KYInM3yMaboM
HEoOXOIMMO COYeTaThb C JOTOJHUTEIbHONW aHTUKOM-
TUIEMEHTHOW Teparnuel, BO3IEUCTBYIOIIE Ha YpPOBHE
C3-konBepTassl, a He C5 [74].

Beenenune CFH (eciu OH CTaHET AOCTYNEH) MOXKET
obITh 3 dekTuBHBbIM Tipu peakux CFH-nedumtHbIX co-
crostHusTX. OTHAKO He J0Ka3aHO BIUSHUE FeHETUIECKUX
¢akropoB npu CFH-pesucrentHoit C3 KoHBepTase [40].

CrioHTaHHasl KJIMHUYECKass peMUCCUsT TIpU OOJIe3HU
TUTOTHBIX JEMTO3UTOB HaOJII01a1ach UCKIIOUYUTEIBHO pel-
Ko [75], Torma Kak ImporpeccupoBaHue 10 TePMUHATBHOM
XpPOHUYECKON TTOYEYHOW HEI0CTaTOYHOCTH, HECMOTpPs
Ha aKTHUBHOE JieueHue, otMedanoch y 40—50% mnanneH-
TOB C JaBHOCTHIO 3a0oneBanms 10 et u 6osee [27, 45].

Puck peuuausa C3-romepynonaTiu B TpaHCILIaH-
TaTe HEJIOCTaTOYHO M3YYeH B CBS3M C MaJIOYMCIEHHO-
crpio rpynm. Cpeau 18 manueHTOB ¢ OOJE3HBIO TLIOT-
HBIX nero3uToB y 11 (61%) oTMedanuch pelVIUBBI
B TpaHcruiaHTtate. [lo cpaBHeHUIO ¢ MeMOpaHOMPOJIM-
¢epaTUBHBIM TJIOMepyJIoOHeDpUTOM 1-TO MK 3-TrO TUTIA
Mpu 6OJIE3HU TIOTHBIX JIEMTO3UTOB BEPOSITHOCTDH PEI-
IMBa B TpaHCIIaHTarte Obuta Bhie. M3 10 mammeHTOB

ryc GNC3
0e3
MIITH

®akTop H, dakrop I, MCP-myratust

¢ C3-tnoMmepyIoHePUTOM PELUANBLI OTMEYAIUCh y 6
(60%), 9TO COMOCTaBMMO C TTOJYYEHHBIMU pe3yiabTaTa-
MM TIpU O0JIE3HU TUIOTHBIX 1emo3uToB: y 6 u3 11 (54,5%)
OOJIbHBIX OTMEUAIUCh PELIUAUBHI [27].

PesyibraThl TpaHCIUTAHTALIMU TOYKW B IIEJIOM SIB-
JIAIOTCSL  OJTarONPUSATHBIMM, HECMOTpPS Ha PelUIUBbI
B TpaHCIUTaHTaTe W pa3BUTHE TEPMUHATLHON XpOHUYE-
CKOIi MTOYEYHOI HETOCTATOYHOCTH B YaCTH cJiydaes [76].

3aknovyeHue

TTpoBeaeHHbBIE B MMOCTIEIHIE TOIBI UCCIETOBAHUS TT0-
3BOJISIIOT MPUHIUITUATBHO OTIWYATh yKe M3BECTHBIE 3a-
0oJIeBaHMS, CBSI3aHHBIE C TUCPETYIISALIMEN CUCTEMBI KOM-
TUIEMEHTA, 110 3TUOJIOTUY U TlTaToreHesy (puc 3).

BoisiBienne B HedpoOuonTaTe TJIOMEPYISIPHBIX
nermo3utoB C3 TpyM MpakTUYECKOM OTCYTCTBUU M-
MYHOTJIOOYJIMHOB MO3BoJIsieT 3anono3puth C3-riome-
pyJonaTuioO M HadaTh OOCJEIOBaHME IO BBISIBICHUIO
OUCPETYISLUUA CUCTeMbl KoMruleMeHTa. [loHMMaHMe
ATUOJIOTHU U TTaTOTeHe3a 3TOro 3a00JieBaHMsI, TIPABUITb-
Hast IMarHOCTHUKA TT03BOJIAT 000CHOBATh Tepanuio. B To
BpeMsI KaK He JoKazaHa 3(POeKTMBHOCTH MMMYHOCY-
npeccuBHOM Tepanuu npu C3-TioMepyaonaTUM, areH-
THI, OPUEHTUPOBAHHBIE HAa KOHKPETHBbIE KOMITOHEHTBI
CHCTEMBI KOMILJIEMEHTA, B HACTOSIIIEe BPEeMS TTPOXOISIT
KJIMHUYECKYIO OlLleHKY. OTmpemensiomuii BKiIam B Ta-
toreHe3 C3-riiomMepyaornaTtud KOMIOHEHTOB KOMILIE-
meHTa C3 unu C5 sgBasieTcsl KJIOYOM IS TIPOBEICHMUS
HayYHBIX U KIMHUYECKHX UccienoBanuii. HemaBHee mo-
HUMaHWe OOIIHOCTH MTaTOreHETUIECKUX 3BEHbEB MEXKIY
C3-rnomepysionatveit U ropaszgo 0Oosiee pacrpocTpa-
HEHHBIMU (hopMaMM TJoOMepyloHedpuTa, B TOM YHCIIE
IgA-HedponaTtuu, MoguepKUBaeT BaXXHOCTb WM3yYeHUS
JIUCPETYISALMN CUCTEMbI KOMITJIEMEHTAa B TTATODU3MOJIO-
MU TJIoMepyJioHedpuTa.

GNC3c bonesnb
MIITH TUTOTHBIX
JIETTO3UTOB

JlokanbHast akTUBaLIMS
aJIbTEpPHATUBHOTO MyTU?

C3Nef

CucrteMHast aKTUBALIUS
aJIbTePHATUBHOIO MMyTH?

HewusBecTHbIe (hakTOPHI

Puc 3. Pazimuns 3a00/1eBaHMii, CBA3aHHBIX ¢ TUCPETYIAIMEil CHCTEMbI KOMILIEMeHTA [45].
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OB30PbI JINTEPATYPbI

1.

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

30

H3yueHue natoreHeTnueckux 3BeHbeB C3-riiomepy-

JIOTTATUM TIO3BOJISAACT ITPEACTABUTH HauOoee NEPCIICK-
TUBHBIC HAITPABJICHUW S JICUCHUS:

repeavMBaHue Maa3Mbl, B TOM YMCIIe colepxKalieit oT-
CYTCTBYIOIIMI (MYTaHTHBIN) Oe10K (peKOMOWHAHT-
HBIN);

nanueHTaM ¢ aHtutenamu (Hanpumep, CNeF) — uc-
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