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Pesrome

C3 raomepyaormaTis — yAbTpa-peAKoe 3a00AeBaHIe, 00yCAOBACHHOE AUCPETYAALIIEH KACKaAd AABTEPHA-
THBHOI'O ITyTH KOMIIAEMEHTA U O0TAOKeHUeM Aerto3uToB C3 B kayOoukax. Mlcropua u3yueHHnA COCTOAHUI,
o0 beAnHAEMBIX B HacTosAmmee Bpema oA TepmuHoM C3 raomepysomarua (C3 I'TT), oxareiBaer Gosee
ueM 60-AeTHHIA ITIEPHOA BPEMEHH M XapaKTEPU3YeTCA 3HAUNTEABHBIM H3MEHEHUEM IIPEACTABACHUIT O 1a-
TOMOP(OAOIHH M ITaTOreHe3e 3a00aeBaHnA. B ocHoBe maTorenesa aexxar An6o (daie) nmpuoOpeTeHHbIE
¢haxTOpEI — aHTHUTEAQ K KOHBEPTA3aM AABTEPHATUBHOTIO ITyTH, AM00 (pe’ke) reHeTmdeckue pakTophl — My-
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O630psi 1 nexuun

TALUH T€HOB, KOAUPYIOIIUX PETYAATOPHI AABTEPHATHUBHOIO IIyTH AKTHBALIMY KOMIIAEMEHTA; TPUITEPHBIMU
MEXaHHU3MaMHU CAy>KAT ayTOUMMYHHbIE 3a00AeBaHA, HH(EKIINN 1 MOHOKAOHAABHBIE TammanaTuu. Kanuu-
geckoe Teuenue C3 I'TI Bapsupyer oT H30AMPOBAHHOIO MOYEBOIO CHHAPOMA AO OBICTPOIIPOrPECCUPYIO-
1rero raomepysosedpura. Carwxernue ypoaa C3 KoMIoHEHTa KOMIIAGMEHTA B CBIBOPOTKE, ABAAIOLIICECS
Ba’KHBIM OMOMAapKEpPOM aKTHBAIIUY AABTEPHATHBHOIO IIyTH KOMIIAEMEHTa, 0GHAPY>KHUBAETCA HE BO BCEX
cayqasax. Oanako ero orcyrcreue He onposepraer Auarao3 C3 I'TI. KaroueBbIM AAT AMATHOCTUKH ABAAETCH
HMMMyHOMOP(OAOIHIECKOe HCCACAOBAHHE OHOIITATA IIOYEUHOI TKAaHU, ACMOHCTPHUPYIOIIee H30AUPOBAH-
HOE UAU AOMHHAHTHOe cBeueHre C3 KOMIIOHEHTA KOMIIAEMEHTA, IPU 9TOM CBETOBAA MUKPOCKOIIHA JYaIlle
BCET0, HO HE BCETAQ, O0OHAPY>KHUBAET MeMOpaHONIpoAngepaTuBHELA MPodHAb NoBpexxAeHuA. Kanmamueckoe
TE€YEeHHE M OTBET HA TEPAIIUIO ONPEAEAAIOT TAKHe (PAKTOPHI KaK T€HETUYECKAA IPEAPACIIOAOXKEHHOCTD,
BO3pacT Ae0F0Ta, MPUCYTCTBHE CIIeI(PHUECKIX AYyTOAHTHTEA AU MOHOKAOHAABHOI'O IMMYHOTAOGYAMHA.
I'eneTHueckre METOABI HCCAEAOBAHUA MIPAIOT BA’KHYIO, HO BCIIOMOIaTEABHYIO POAb B AMATHOCTUKE OT-
AeAbHBIX BapuanToB C3 I'Tl, BeIABACHME FEHETUYECKIX My TAIIUI IT03BOAACT IIPOrHO3UPOBATH OTBET HA M-
MYHOCYIIPECCHBHYIO TEPAIIUIO X 0COOEHHO 3HAYMMO IIPH 00CACAOBAHUY PEUNUEHTOB U IOTEHIIMAABHBIX
POACTBEHHBIX AOHOPOB IIEPEA TPAHCIAAHTALHEH oYKy, OTBET HA PEKOMEHAYEMYIO B HACTOAIIIEE BpeMs
npu cpeAHe-TaKeAoM u TsokesoM TedeHnn C3 I'Tl Tepanmro raroKOKOPUTKOMAAMHE M MUKO(DEHOAATAME
OTMeUaeTcA He Y BCeX IAIlMEeHTOB, OAHAKO IIOABAECHHE HOBBIX MOAEKYA, BO3AEHCTBYIOIIUX HA KACKAA aAb-
TEPHATUBHOIO IIyTH AKTHBALINU KOMIIAEMEHTA, TAK)Ke KaK F KAOH-OPHEHTHPOBAHHbBIE METOABI ACUCHI,
CO3AAIOT MEPCIEKTUBBI AAA TAPT€THOM M MHAMBUAYAAU3HPOBAHHOM Tepanuy, 3¢ (PeKTUBHOCTh KOTOPOM
TOABKO IIPEACTOUT OLIEHUTb.

Abstract

C3 glomerulopathy is an ultra-rare disease, driven by alternative complement pathway dysregulation,
which results in C3 deposition in glomeruli. History of studying the conditions, currently merged under
the umbrella of C3 glomerulopathy (C3 GP), counts more than 60 years of capturing substantial changes
in the understanding of both pathology and pathogenesis of these diseases. The main pathogenetic
factors are either (more commonly) acquired — antibodies against alternative pathway convertases, or (less
commonly) genetic — mutations of genes, encoding alternative pathway regulators. The disease phenotype
is triggered by autoimmune conditions, infections, or monoclonal gammopathy. The clinical course of C3
GP varies from mild proteinuria and hematuria to rapidly progressive glomerulonephritis syndrome. The
decrease of serum C3 levels serving as an important biomarker of the alternative pathway activation is not
always detectable; however, normal C3 levels do not rule out C3 GP diagnosis. The key diagnostics tool is
immunostaining, demonstrating isolated or dominant C3 expression, while light microscopy commonly,
but not exclusively, shows a membranoproliferative pattern of injury. Clinical course and response to
the immunosuppressive treatment depend on such factors as genetic predisposition, age of the disease
onset, and presence of specific autoantibodies or monoclonal immunoglobulins. Genetic investigations
play an important auxiliary role in the diagnostics of genetic forms of C3 GP, genetic abnormalities are
important predictors of the response to immunosuppressive treatmentu and they are key determinates
for the evaluation of recipients and potential relative donors for kidney transplantation. Response to
the currently recommended treatment of the moderate-to-severe C3 GP with glucocorticosteroids and
mycophenolates is not universal, however, emerging new molecules against complement cascade factors,
as well as clone-oriented treatment, open perspectives for the targeted individualized therapy, which efficacy
remains to be further studied and evaluated.

Key words: complement, kidney biopsy, dense deposit disease, C3 glomerulonephritis, C3-nephritc factor, genetic testing

Beeaenue: Boiaeaenue C3 raomepyronaruu
B OTAEABHYIO HO30AOTUYECKYIO IPYIIILY

[lepBBIM yIOMHHAHHEM O POAHM KOMIIACMEHTA
IIpU IIATOAOTUH IIOYEK MOKHO CYUTATH MOHOIPAHIO
1912 roaa, rae B OAHOM U3 PAa3AEAOB OIIHCHIBAAKUCD
ABA TSKEABIX CAYYAs IIOCTCTPEIITOKOKKOBOIO TAOME-
pysoHedpuTa § ACTEH C BBHIPAKEHHBIM CHIKEHHEM
AKTHBHOCTH KOMIIAEMEHTA B CBHIBOPOTKE KposH [1].
[IpumedaTeAbHO, 9TO MEMOPAHOIPOAIMDEPATHBHBIH
raomepyronedppur (MITTH) — ceroornrraeckmii mmat-
TepH HauOoAee JacTo acconuupyemsiit ¢ C3 raomepy-
AOTIATHEH OBIA OOHAPY/KEH €IIIE PAHDIIIE — B ACBATHAA-
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IIATOM BEKE, BHIAAFOIINMCA YIeHBIM PrraapAos bpaiitom.
AyTOICHITHBIN MATEPUAA ABYX IAIIMEHTOB, KAUHHYC-
CKOE OITHCAHHE KOTOPEIX OBIAO BRIIIOAHEHO bpaiitom,
coxpaHHACA B My3ee matorornn I'opaona B Aonpone
(Gordon Museum of Pathology), BrrocaeacTBim OH ObIA
HIEPECMOTPEH U BBIABACHHBIE M3MEHEHHA PACIIEHEHBI
kak MIIH [2].

B 60-70 roasr XX Beka pAA HCCACAOBATEAEH 0Opa-
TuAM BHUMaHuE HA TO, 9To MITI'H Moxer couerarscs
C IIEPCHCTUPYIOIIEH I'MITOKOMIIAEMeHTeMHEH (3, 4].
Takxe 6p100 oTMedeno, uto MITI'H xapakrepusyerca
TeTEPOTEHHOCTBIO CBETOOITHYECKOH KAPTHHEL, 4 C I10-
MOIIIBIO 9ACKTPOHHONH MHUKPOCKOIINN OBIA BEIACACH



C3 rnomepynonatis: nyTb OT CBETOBO MUKPOCKONMY IO TAPTETHOM Tepaniu
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Puc. 1. CpaBHeHUe HOBOW 1 cTapoii knaccudumkaumm MMNTH
(PricyHOK BbIMOMHEH HAa OCHOBE AAaHHbIX, aKKYMYIMPOBaHHbIX 13 Nybnukauuii Sethi and Fervenza., 2012 [13]; Hou et al., 2014 [14]).

MIMIH - membpaHonponudepaTrBHbIl rnomepynoHedput, C3 — C3 KOMMOHEHT KOMMIEMEHTa, IgG — MmmyHornobynuH G,
C1q - C1g KomnoHeHT KomnnemeHTa, VIK-TH - nmmyHoKkomnneKcHbin rmomepynornedput, C3 'H — C3 rnomepynoHedput

Fig. 1. The comparison between the “old” and “new” classifications of MPGN
(Figure designed based on data from Sethi and Fervenza, 2012 [13]; Hou et al., 2014 [14]).

MMIH - membranoproliferative glomerulonephritis, C3 - C3 complement component, IgG - immunoglobulin G,
C1q - C1g complement component, IK-TH — immune complex glomerulonephritis, C3 TH — C3 glomerulonephritis
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THII, XAPAKTEPUSYIOIIIHICS IIAOTHBIME HHTPaMeMOpa-
HO3HBIMU ACHIO3UTAMH |5, 6] 1 HU3KOI KOHIIEHTparue
C3 B ceBopoTke kposu [7,8]. Bocaeactsnm Ha ocHO-
BAHHIH AAHHBIX 9ACKTPOHHON MUKPOCKOIIIH IIOSBHAACH
craBImas TpaAUInoHHOH kAaccudukara MITTH, moa-
pasaeassmas ero Ha Tpu Tuna: MIIIH I tuma — nep-
BHYHBIH ¢ CyO9HAOTeAnAABHBIMU Aettosuramu, MITT'H
II Trrma — ¢ IIAOTHBIMI HHTPAMEMOPAHO3HBIMI ACITO3H-
tamu, 1 MITTH 111 tura — BropuaHsIii ¢ CyOaIINTEANAD-
HBIMU U CyO3HAOTEAHAABHBIMEU Aeniosutamu [9]. Ilpn
3TOM BTOPOM THIT HAM DOAE3Hb ITAOTHBIX ACIIO3UTOB
(DDD — Dense Deposit Disease) xapakrepusosaac,
IIOMHMO MOAOAOTO BO3PACTa IMAITUEHTOB, THITEPAKTHU-
BaLUeH AABTCPHATUBHOIO IIYTH KOMIIACMCHTA 32 CUCT
dopmuposarnsa C3-Hedpurrdeckoro Gakropa HAH
myTarmit daxropa H. Bueapenne B kAnHmdaeckyro mpax-
THKY I€HETHYIECKOIO TECTHPOBAHUS IIPUBEAO K BBIAC-
aennio B 2007 roay C3 raomepyaronedpura (C3 TH)
KaK IIATOAOTUH, CXOAHOH C TEMOAUTUKO-YPEMUICCKIM
CHHAPOMOM IIO PAAY MyTanui B remax akropa H
n CD46, mpu sTom kpome MIII'H, BBIsBAsATCE 11 APY-
rUe THIIB IPOAHMEPATHBHOIO TAOMEpPYAOHEdpUTA
[10]. B pesyabrare aHaAm3a 11eAOro psaa HCCACAOBAHIIA
B 2010 roay Os1A mpearosxer Tepmus C3 raomepyaoma-
T (C3 I'TI), KoTOpBIH HO3BOAAA OOBEAHUTD PA3AY-
HbIe MOP(OAOTUYECKHE BAPUAHTHI C H30AHPOBAHHOI
uAn mpeodaaparorneit acrosurueit C3 [11].

Baxmsiv craa 2011 roa, koraa BeIIIAQ ITHOHEPCKAS
pabora Sethi n Fervenza, B koTOpoii ObIAa TOAPOOHO
OXApPaKTEPH30BAHA 1IATOICHETUIECKAsA TeTEPOICHHOCTD
MIII'H n BriepBbIe IPEAAOKEHA HOBasA KAACCH(DHKAIINA,
OCHOBAHHAS YK€ HE HA 9ACKTPOHHOMHUKPOCKOIIHYECKUX,
a Ha IMMYHOMOP(OAOTHIECKHX IIPU3HAKAX — B 3ABHCH-
MOCTH OT HAAMYHS HAKX OTCYTCTBHS ACIIO3UTOB IMMY-
HOrAOOYAHHOB 1/uAn C3 KOMIIOHEHTA KOMIIAEMEHTA.
AsTopsl mpopoAKuAT 1TOApasAeAaTs MITTH ma Ase

IPYIIIBL HMMYHOTAOOYANH-MEAMHPOBAHHBIN 1 KOM-
raeMeHT-Meaunposanaeiii MIIIH, npudaem B rpymmry
komiaeMeHT-MeAnuposanHoro MIII'H, momivo DDD,
OBIA BKAIOYEH TAKAKE U IPOAUDEPATUBHBIN IAOMEPY-
AroHepdur ¢ Aerrosuramu C3, Tak Kak 9TOT IPOPUAD
MOKET (DOPMUPOBATHCSA B PE3YABTATE OTAOKEHHA KOM-
IIAEMEHTA B ME3AHTHH 1 CYOIHAOTeAnaABHO. ITpu aTOM
kak DDD, tax u raomepysonedpur ¢ aerosuramu C3
MOTYT (DOPMHPOBATHCA IIPU AUCPETYAAIINN aAbTEPHA-
THBHOTO IIyTH KOMIIAEMEHTa, OOYCAOBACHHOI AHOO
IeHETUYECKUMH MYTAIIUAME AHOO OOpa3oBaHMEM ay-
TOAHTUTEA K KOMIIAEMEHT-PEIYAHPYIOIINM OeAKAM
[12]. B mocaeayroIme nybAUKALINKT HA 9Ty TEMY aB-
TOPEL IOAPOOHO pacIu(pPOBEIBAIOT IATO(PUZHOAOIHIO
1 1aTOMOP(OAOTUIO KOMIIAEMEHT-MEAUIPOBAHHOTO
MIII'H n moAYepKHBAFOT, YTO TATTEPHBI ME3AHTHOIIPO-
AudepatuBHOro raomepyrouedpura, auddysnoro
IpoAHMEPATHBHOIO TAOMEPYAOHEDPUTA, TOAYAVH-
HOTO TAOMEPYAOHEPHUTA U CKACPO3HUPYIOIIEH I'AO-
MepyAonaTau MOryT BeaBAAThCA 1 pu C3 I'H, u npn
DDD. Takum obpasom, oboormaromuii Tepmun C3
I'TT omuceiBaeT pasandHbie TPOMUAN ITOBPEKACHUA,
KOTOPBIE MOIYT 3aBHCETh OT MHOIUX (DAKTOPOB, TAKUX
KaK TAKECTb ITOBPEKACHNUA, (asa IpoIiecca 1, HaKO-
HeII, MOMCHT BPEMEHU, KOTAA BBIITOAHACTCHA OHMOIICHA
rouku [13].

TakuM 006pa3om, IBOAIONHA IPEACTABACHHUN
o MIII'H ¢ npeobaasarmem aerrosutos C3 KOMITOHEHTA
KOMITAEMEHTA IIPHBEAA K BKAoueHuto B crektp C3 I'T1
kak DDD ¢ maoTabIMEI OcMOHABHBIME HHTPaMeMOpa-
HO3HBIMHU Aerto3uramu, Tak u C3 raomepysonedpura
¢ aMOP(HEIMI ME3aHTMAABHBIMU U I1APAME3aHTUAAD-
HEIMH, CYOOHATCANAABHBIME H CYOSIIHTCAABHBIMI AC-
IIO3UTAMH, ITPHYEM 002 3TH BapHAHTA CBETOOIITHYE-
CKH MOTYT IIPEACTaBAATh cOOOM He ToAbko MIII'H,
HO 1 Apyrue npoduan noppexacuud (Prucynox 1).
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Komncencyc, B kotopom nepeancaensr kpurepuu C3
I'T1, HEOOXOAMMBIIT AASI AMATHOCTHKH OOBEM MCCAEAOBA-
HUI, 1 AOCTYIIHBIC HA TOT MOMCHT AAHHEIC ITO TECPAIINH,
6p1A orryoankoBan B 2013 roay B Kidney International
[15], ocrOBHEIE pekoMenAarn 3T0oro Koncencyca cym-
MupoBaue B Tabante 1.

L1eABFO TIPEACTABACHHOTO HAMI 0030Pa ABASETCS OC-
BerreHne u cormocraBAenue Aanubix 110 C3 I'T], kotopere
OBIAM IIOAYYICHBI B TEIEHUE IIOCACAYIOIIUX ACT.

PacnpocrpanennocTs

Caomxuoctu B maygenuu C3 I'T] orgactu cBA3aHer
C KpaiHeH PEAKOCTBIO 9TOH IatoAoruu. Todnas oneHka
3200AEBAEMOCTH H PACIIPOCTPAHEHHOCTH HEBO3MOKHA,
OAHAKO AQHHBIEC HAHOOACE 3HAYUMEIX PETPOCIICKTHBHBIX
HCCACAOBAHUH B OOIIEH HOIYAAIINH IIO3BOAAIOT IIPH-
MEPHO OLEHHUTH pacupocrpaHeHHocTsh Kak 0,2-1 cay-
9ail Ha MUAAMOH HaceAeHuA B EBpore, n kak 5 caygaes
ma MmuAAnoH HaceacHus B CIIIA. 3aboAaeBaemocTs orre-
HUBACTCA KaK 1-3 HOBBIX CAy4asd HAa MUAAMOH HACCACHUSA
B TOA, IIPH 9TOM OOAE3HB IIAOTHBIX ACITO3HUTOB BCTpE-
JaeTcs 3HAYNTEABHO peike, ueM C3 raomepyronedpur
[16-18]. Aetn 3a00A€BAOT IIOYTH B ABA Pa3a YaIlle, 9eM
B3POCABIE, 4 AUIIA MY/KCKOTO IIOAQ YAIIIE, YEM KEHCKOTO;
IIPH 9TOM CPEAH ACTEH COOTHOIICHUE MAABYHKOB I AC-
Bouek cocraader 1,6:1,0, a y B3pocABIX mpeoOAasanme
MyanH MeHee 3HaunTeApHoe — 1,25:1,0 [19, 20]. boaee
BBICOKAs 3a00AEBAEMOCTD § ACTEH MOMKET, 110 MHEHUIO
ABTOPOB, U3YJABIIIHIX IIEAHATPHYECKYFO IoryAdrueo C3
I'T1, oObscHATbCS 32 cUeT ABYX (DAKTOPOB — BO-IICPBELX,
HAPYIIEHHUA CHCTEMBI KOMIIACMEHTA MAHU(DECTHPYIOT
00BIMHO B ODOAEE paHHEM BO3PACTE, 4 BO-BTOPHIX, CH-
Tyalnud, TPeOyIOIKe BBIIOAHCHHA OHOIICHN ITOYKU
y AeTeH, orpanmdens [19].

Aannpix o pacrpocrpanennoctu C3 I'TI B oreye-
CTBEHHOM AHTEPATYpPE HET, CAMHIYIHBIC IIOCBAIICHHBIC
3TOH ITATOAOTHH IIYOAHKAIIMH AWIIb KOCBCHHO IIOA-
TBEPIKAAIOT PE3YABTATHI 3APYOEIKHBIX HCCACAOBATEACH.
Tak B oaHOM 1eHTpe 32 15 AeT pabOTH AHATHOCTH-
posano 00 cAy4aeB AAHHOI ITATOAOIMH, BKAIOYAA ABA
CAy9asl, ACCOLIMUPOBAHHBIX C AYTONMMYHHBIME 3a00A€-
BaHuAMU 1 17 cAydaes, aCCOIMUPOBAHHBIX C ITAA3MO-
KACTOYHBIME AHCKpasuaMu [21], a B Apyrom 3a ToT ke
IIPOMEKYTOK BpEMEHH — BCEro 18 manuenTos, BRAFOYAS
ABYX C MOHOKAOHAABHOH TAMMAIIATHCH [TOYCIHOTO 3Ha-
genus [22]. K coxaaeHHIO, aBTOPBL YKa3aHHBIX IIYOAU-
KAITMI He ITPUBOAAT CBEACHHUE 00 OOIIIEM KOANYECTBE
HepOOUOIICHI, BEIIIOAHCHHEIX 32 15-AeTHUI IIEpHOA,
ITO9TOMY CyAnTB O pactpocrpanennocrta C3 I'T] ma nx
OCHOBAHHH HE IPEACTABAAETCA BO3MOKHBIM. CronT
OTMETHTB, YTO IIPUYMHAMY II0 CYTH OTCYTCTBYFOIIUX
AQHHBIX ITO JITHACMUOAOTHU MOTYT CAYAKHUTD HE TOABKO
PEAKOCTb CaMOIl OOAE3HM, HO I OTHOCHTEABHAA MOAO-
AOCTB KPHTEPHEB AUATHOCTHKH, 4 TAKKE CAOKHOCTH,
CBAI3AHHBIC C ITHCTOAOTHYCCKOH OLICHKOH OHOIICHITHOTO
MaTepHaAa.
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Kannnaeckas kapTuHa

C3 I'TI paiize rereporeHHa IO KAMHIYICCKUM IPO-
ABACHHAM, KOTOPBIE MOTYT BAPbUPOBATH OT DECCHM-
IITOMHOH TeMaTypPHU U IPOTEUHYPHU AO OCTPOTO He-
dpurrgeckoro cuHAPOMAa ¢ (DYAPMUHAHTHBIM TEICHIEM
1 OBICTPBIM HCXOAOM B XPOHHYECKYIO OOAE3HD IIOYCK
(XBII) 5 craann [16]. Beaymmum mposBAeHIEM y B3pOC-
ABIX ABASICTCA COYETAHUE IEMATYPHH U IIPOTEHHYPUU
P COXPAHHON PACYETHOH CKOPOCTH KAYOOYKOBOI
Puaprpanun (pCKO), Takue IAUEHTE COCTABAAIOT
A0 41,7% cayqaes, BMecCTe € TeM, ITO AAHHBIM HEKOTOPBIX
HCCACAOBAHUIH, Y ACTEH AOMUHHPYET HeDPOTHUECKNIT
cuHAPOM (A0 73,5% cayuaes), a acoror C3 I'T1 y B3poc-
ABIX XaPaKTEPU3yeTcA ODOACE 3HAYNMBIM CHIKEHIEM
pCK®D [16, 19]. Kpome Toro, C3 I'H u DDD neckoabko
PA3ANYAIOTCA MEKAY COOOM ITO PAAY XAPAKTEPUCTHK.
Tak B HEKOTOPEIX PETPOCIEKTHBHEIX HCCACAOBAHIAX OT-
MedeHO, uTo marueHTsr ¢ DDD maaarie (meanana Bos-
pacra AeOrora 12 [8; 20] Aer), y Hux gare oTmMedaercsa
Huskast KoHueHTparusa C3-KOMIIOHEHTAa KOMIIACMEHTA,
a4 II0 AAHHBIM OHOIICHH YAIIIE BBIABAAIOTCA ITOAYAYHIS,
B TO Bpems Kak rmanmentsl ¢ C3 I'H craprre (meamana
Bo3pacta Aedrota 26 [12; 53] Aer), a 11O AAHHBIM OHOII-
CHH Y HUX IIPEOOAGAAIOT CKAEPOTHYECKUE N3MEHEHNS
KAYOOYKOB H HHTEPCTHIHAABHEIN puOpos. Bmecre
¢ TeM, sHaIIMBIX pasardari MexAy C3 I'Hu DDD B cre-
nenu curkenns pCK® B mauase 3a00AeBanus He BbI-
apasgercs [16, 17]. HecmoTpsa Ha yKkasaHHbBIE pasAndms,
B HACTOSAIIIEE BPEMA CAOKHO TOBOPHTD O 3HAYUTEABHOI
pasHHUIIE B IIPOTHO3E, TaK, B rpymie u3 111 nmanuenTos
9aCTOTa KOMOMHIPOBAHHOTO NCXOAQ (VABOCHHE CBIBO-
POTOYHOTO KpeaTHHHHA, ITporpeccupobanme A0 XbI1
5 craAum, TPAHCIAAHTAIIUA IIOYKU HAU ACTAABHBIN
ncxoa) 6eraa cornroctasnma — 39,1% aas C3 I'H 1 41,7%
aast DDD [16]. Takum o0pasom, B HacTOsAIIEE BpeMs
MOJKHO CYHTATh, 9TO pasrpanmdeHue sapuanros C3
I'TI Ha OCHOBAaHUH 3AEKTPOHHO-MUKPOCKOIIMYIECKOTO
IPOHAL CAADO COrAACYETCA C KAMHUKOH H IIPOIHO30M
OOAE3HIL

Kpome mopaskenns mouek y marmentos ¢ C3 I'TI
BCTPEYAIOTCA BHEIIOYEYHBIC IIPOABACHISA — HAPIIHAAD-
HaAd AHIIOANCTpOduA 1 (POPMUPOBAHNE COCTOSAIIUX
U3 AUIIIAOB H IIPOAYKTOB PACIIaAd KOMIIOHEHTOB KOM-
IIAeMeHTa Apy3 ceTdatkn. [locaearnue XxapakTepHBI 1 AAL
ITAIIMEHTOB C BO3PACTHOH MAKYAAPHOI ACTEHEPAITHEI,
IPH KOTOPOH AHCPEIyAAUA aABTEPHATHBHOIO IIyTU
KOMITAEMEHTA TAK/KE UIPAET KAIOUEBYIO POAb, OAHAKO
upu C3 I'TI Apyssr popmupyrorcs B 60Aee MOAOAOM
BO3pACTe, 4 CAYYAeB IIOTEPH 3PEHUA B AUTEPATYpe HAUTH
HE yAaAOCh [23-25].

CroHuTr OTMETUTD, YTO B I€TEPOICHHOCTD KAUHIYE-
ckux nposasaernit C3 I'T] BHOCAT BKAaA ee acconmanin
C APyruMH 3a00ACBAHUAMIL TAK ¥ B3POCABIX ITAIIICHTOB
OE3yCAOBHBIM AHACPOM ABAAETCA MOHOKAOHAABHAS
rammanatus (0koAo 40% IanueHToB), AAAEE CACAYIOT
nadeKIHOHHbIE 3a00AeBaHus (28%0), 4yTh peske — ayTo-
HMMMYHHBIE 3a00AeBaHMA (CHCTEMHAS KPACHAA BOAYAHKA,
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OCHOBHble pekomeHaaunm KoOHCeHCcyca no c3 rnomepynonatum ot 2013 roaa Kacatowmeca onpeaeneHna n ANarHoCcTukmn 3aboneBaHus,

aganTtupoBaHo u3 Pickering et al 2013 [15].

The C3 glomerulopathy 2013 Consensus main recommendations for the definition and diagnostics of the disease,

adapted from Pickering et al 2013 [15].

Mopdonoruueckne
nccnefoBaHus

WccnepoBaHns
KOMMiemMeHTa
(pekomeHayloTCA BCcemM
naumneHTam)

NccnepoBaHns
KOMMemMeHTa

(B oTAENbHbIX
cnyyasx, Tpebyetcs
3KCNepTHas OLEeHKa
W/vnn KNnnHn4yecKas
Banupaums)

TepmuH «C3 rnomepynonaTua» cnegyeT UCNOMb30BaTh, YTOObl 0603HAUNTH NATONOMMUYECKMI NPoLecc, 06yCIoBEH-
HbI HAapYLUEHVEM KOHTPOIA aKTVBaLMK, Aeno3ULUy Uy AerpajaLmm KOMieMeHTa U XapakTepusyoLmninca npeob-
nafgaHunem otnioxeHus C3 dpparmeHTa B KIy60oUKax C SNEKTPOHHO-MAOTHBIMY A€M03UTaMK1 NP SEKTPOHHON MUKPO-
cKonuu;

Mpw BbINONHEHUN BUONCKM NOYKM «MHAEKC MOJO3PEHNA» B OTHOLWeHNUM C3 rmomepynonaTtum yaeT 3aBrUCeTb OT COo-
BOKYMHOW UHTEprpeTauun AaHHbIX CBETOBON MUKPOCKOMUM, UMMYHOTUCTOXMMUYECKOTO U 3N1EKTPOHHO-MUKPOCKO-
nuyeckoro (M) nccnenoBaHUR, a TakKe KIMHUYECKUX AaHHbIX;

Mpw ycTaHOBKE MOPGONOrMyeckoro ArarHo3a 1crnosb3oBaHre ONrcaTeslbHOro TeEpMIHa «roMepynoHedpuT ¢ npe-
obnagaHviem C3» MOXeT ObiTb NoMe3HbIM Al 0603HaUYEHNA BEPOATHOCTM TOTO, YTO B JAaHHOM Cilyyae MMeeTcs
C3 rnomepynonatus;

Ha npaktke mopdonornyecknin TepMmuH «rnomepynonedput ¢ npeobnagaHmem C3» cnepyeT MCNoONb30oBaTb ANA
Tex clyyaes, Koraa AoMUHUPYeT C3 KOMMOHEHT KoMnnemMeHTa. loMUHpoBaHWe onpeaenaeTca Kak UHTEHCMBHOCTb
cBeyeHms C3 Ha =2 nopspjKa Bbllle, Yem 060N APYroi UMMYHOPeaKTaHT NPy 1CNosb3oBaHuK WKanbl ot 0 go 3 (0,
cnegpl, 1+, 2+, 3+);

MIMeHHO Takoe MCMoNb3oBaHWe TepMMHA «romepynoHedpuT ¢ npeobnagaHnem C3» MO3BOMUT BbIABUTL 60b-
WWHCTBO ciyyaeB C3 rnomepynonatuy U NCKAYUTb GONbLUIMHCTBO Cly4YaeB UMMYHOKOMIIEKCHbIX 3a6oneBaHui,
HO HEOBXOAVIMO MPY STOM YAENATb BHAMAHME U APYTM FMCTOMOMMYECKIM MPU3HAKaM, @ TakKe KIMHUYEeCKUM AaH-
HbIM. B 4aCTHOCTY, AaHHbIE SMIEKTPOHHON MUKPOCKOMMM MOTYT OKa3aTbCA OYEHb MOJE3HbIMU AA YCTAHOBEHNA
avarHosa C3 rnomepynonatny, 0cob6eHHO eCnvi BbIABAAIOTCA NPU3HaKM 6ONE3HU NIIOTHbIX Aeno3nToB. Kpome Toro,
cnegyeT MOMHUTb, YTO B HEKOTOPbIX CIyYasX TUMMYHOTO NOCTUHGEKUMOHHOTO rnomepnoHedpuTa (MAMH) npy nmmy-
HOTUCTOXUMUYECKOM/UMMYHO(TIOPECLIEHTHOM NCCIIEA0BAHNN MOXET HabnogaTbCcs AOMUHMPOBaHue C3;

Kak v npu BbINOMHEHNM N06OM GUONCHN, NHTEPMPETALUA KOHKPETHbIX Clyyaes TpebyeT COBOKYMHOM OLIEHKMN r1-
CTONOMNYECKMX, KIVHUYECKIX, CEPOSIOTNYECKIX 1 FeHETUYECKMX JaHHbIX, U He CyLeCcTByeT equHOro anroputma,
KOTOPbI M03BOMNA Gbl KOPPEKTHO MAEHTUGULMPOBaTL BCe cydyan C3 rnomepynonatum. Mopdonor fomkeH npu-
BJIEYb BHUMAHVE KNVHULMCTA K TEM CITyYasiM, KOrga AaHHble 61MOMncun 3acTasBifioT 3anofo3puTb Hanuure gedekra
CUCTEMbI KOMIM/IEMEHTA;

TepMurH «60Ne3Hb MIOTHBIX AEMO3UTOB» MOXET OblTb NMPVMEHVM NULLb K TeM ciiydasm C3 rmomepynonaTiu, Korga
BbIAABAAIOTCA XapakTepHble OYeHb MAOTHble OCMOGMIbHBIE AEeMO03MTbl, OCTaslbHble C/lyyan crnefyeT 0603HavyaTb Kak
«C3 rnomepynoHedpuT», NPV 3TOM ClieflyeT NPU3HaTb, YTO CYLLECTBYIOT MOrpaHnyHble Cllyyau. M xoTa 6onesHb niot-
HbIX [E€MNO3UTOB MOXET ObITb 3aM0f03PeHa Ha OCHOBAHUV CBETOOMTUYECKUX MPU3HAKOB, 30/10TbIM CTaHAAPTOM Aua-
rHOCTUKM ABnAeTcA OM;

Bo MHorux cnyyasx rnomepynoHedpuTa C BbisBnAeMbiMU Npy M cybanutenvanbHbiMy «ropbamim» 1 Hannymem nso-
NIMPOBAHHBIX UK JOMUHMPYOLWKX Aeno3uToB C3 (BKMoYan Te, KOTOpble paHee KnaccudpuumpoBanmncb Kak nepcu-
CcTUpytowmin unu paspewatowmiics MNMUAMH, n gaxe Te, Korga MMeeTca JOKYMEHTUPOBaHHAA NHGEKLUA B aHaMHe3e)
anddepeHumanbHbli gnarHo3 mexxay NCTuHHbIM MUMH 1 C3 rnomepynoHedpUTOM HEBO3MOXKHO NMPOBECTM Ha OCHO-
BaHWM MOPPONOrMYECKNX MPU3HAKOB 1 UMEIOLLMXCA Ha MOMEHT BbIMOMHEHNA GONCHN KIIMHUYECKUX 1 nabopaTop-
HbIX AaHHbIX. Y nauneHTos ¢ MUMH pekomenayeTtca cnepytolana GopmynupoBka: «rnomepynoHedput ¢ npeobnapa-
Huem C3 (accoynmnpoBaHHbIl C MHGeKLMeN)», Of4HAKO 3TO He 03HaYaeT, uTo y NaumeHTa nmeetca C3 rnomepynonatus.
B Takmx cnyyasx yTouHeHue guddepeHumanbHOro auarHosa notpebyeT AanbHellwero HabniofAeHVs U OLEHKU
KNM-HUYECKMX 1N CePONIOTNYEeCK/X AaHHbIX B TeYeHMe HeCKONbKMX MecALEeB, YTOObl BbIABUTb AVHAMUKY MOYEBOIO
cnHppoma 1 ypoHsa C3 B CbIBOPOTKE KPOBW. W ecnv 3Ta AMHaMKa He COOTBETCTBYIOT TUMMYHOMY TeueHuio MAUMH
(Hanpumep, yepes 8-12 Hefenb He HOPMaNM30BaCA CHUXEHHbIV paHee ypoBeHb C3), cnefyeT BepHYTbCA K iuarHo-
3y C3 rnomepynonaTv 1 NPOBeCTU JOMOSIHUTENbHbIE NCCNIeA0BaHNA (CM. HUXE).

N3mepeHne yposHa C3 n C4 B CbIBOPOTKE KPOBY

« N3mepeHune C3-HedpurTrnyeckoro dpaktopa

MN3mepeHue ypoBHA PpakTopa H B cbiBOpOTKE KPOBYU
OnpepeneHvie HanMyuus NapanpoTerHOB

CKpUHWHT Ha myTauum CFRH5

M3mepeHrie ypoBHA dpakTopa B B cbiBOPOTKE KPOBU

M3mepeHve ypoBHa C5 B CbIBOPOTKE KPOBU

MN3mepeHre mapkepoBs aktneaumm C3 (C3d, C3¢, C3a des Arg)
M3mepeHre mapkepos aktusauum C5 (C5a desArg, pactBopumbiin C5b-9)
MN3mepeHne aHTuTen K paktopy H

MN3mepeHne aHTuTen K dakTopy B

CKPVIHVHT Ha MyTaumn KomniemeHT-perynupytowmx reHos (CFH, CFl, CD46), MyTaumm reHoB akTUBMPYHOLLUX 6ENKOB
(C3, CFB), 1 oueHka Bapuaumin yncna konui B nokyce CFH-CFHR)
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cuuppoM Llerpena, anTadOCHOAUITMAHBIE CHHAPOM,
A3BEHHBIN KOAHT, IgA BackyanT) [20].

MeTOoABI AUATHOCTUKIA

KAroueBbIM METOAOM AASl IIOCTAHOBKH AHATHO34
ocraercsa buoncud noukn. Kapruna mpu cseroomrtu-
YeCKOI MUKPOCKOIINH KpaiiHe BapuabeAbHa, HanboAee
4acTo Berpedarornuiics narrepa — MITTH, mo moryr
HAOAFOAQTBCA U TAKHE BAPHAHTEI, KaK AU Y3HBIH I1po-
AndepaTUBHELH rAOMePyAOHEDPHT, TAOMEPYAOHEDPUT
C ITOAYAVHHAMHI U ME3AHTHOIIPOAUMDEPATHBHBII TAOME-
PyAOHEDPHUT; B PECAKHX CAYIASAX IIPU CBETOBOI MHKPO-
ckormu usMeHeHns He BeuABAsrorces [11, 17, 19, 20].
Ha mauaspnprx stamax usygerns C3 I'H B kagecTse kpu-
TepHs AUATHOCTUKH HCIIOAB30BAAOCH H30AHPOBAHHOE
ceedenne C3 110 AAaHHBIM IMMYHO(DAFOOPECIICHITII, KAK
HAIIpUMep B OAHOM n3 nepBeix pador Sethi n coasro-
poB [27], HOCBAIIEHHON PETPOCIEKTUBHOMY AHAAHU3Y
12 marmenToB. [1pw 9TOM COrAaCHO CHCTEMATHYECKOMY
anaansy He)pOOUOIITATOB, IIPH HCIIOAB3OBAHII IIIKAABL
or 0 A0 3+ 3aMeHa B KpUTEPUAX AMATHO3A ITYHKTA KH30-
AMPOBAHHOE CBEYEHUE» HA {IPEUMYIIECTBEHHOE) HAH
«@IPEOOAAAIOIIIEE», TO ECTh 110 HHTEHCHBHOCTHU IIPEBHI-
IITAFOINIEE APYTHE UMMYHOPEAKTAHTEI B ABa (HAH DOAce)
pasa, YBEAHYHBAAO YACTOTY BBIABAAEMBIX CAy4acs ¢ 50
A0 71,4%, B cBA3K C YeM AAHHOE OIIPEACACHHUE COXPa-
neno B Koncencyce 2013 roaa [15] u ucmoassyerca
110 ceit AeHb. [Ipu 9TOM psiA CIIEHHAANCTOB OTMEYACT,
YTO yKa3aHHBIH kpuTepuil BepeH aad 90% cayuaes
DDD, oanako aas C3 I'H MokeT okasaTbcs HEAOCTA-
TOYHBIM, YTO 3aTPYAHACT €0 AHATHOCTHKY [28].

DAEKTPOHHAS MUKPOCKOITHA IIO3BOAAET A depeH-
nuposate DDD u C3 I'H, pu sToM 1epBBIH BapHAHT
OYAET XapaKTepPU30BATHCA HAAMIHEM dAEKTPOHHO-IIAOT-
HEIX ACIIO3UTOB, YTOAIIAIOIINX OAa32ABHYIO MEMOpPAHY
KAYOOYKA, CXOAHBIE ACIIO3UTHI MOKHO OOHAPYKUTH
B KaricyAe boymerna n memOpane kanaasnes. [Tpun C3 I'H
ACIIO3UTEI II0 IIAOTHOCTH IIPHOAMKAIOTCA K KOMIIOHEH-
TAM TAOMEPYASIPHOTO MATPHUKCA, U UMEIOT aMOP(HYIO
0OAAKOBHAHYIO CTPYKTYPY, PACIIOAATAfCh B ME3AHIUN
1 Cy0OHAOTEANAABHO. FIHTEPECHO OTMETHTB, YTO dACK-
TPOHHO-MHKPOCKOIIMYECKasA KAPTHHA, COBIIAAAOIIAA
1o xapaxrepucrukam ¢ DDD, mouxer 6pr1p Kaaccudu-
IIIPOBAHA KAK NMMYHOKOMIIAEKCHBIH TAOMEpPYyAOHEd-
PHT IIOCAE IIPOBEACHUA IMMYHOMAIOOPECIICHTHOTO
HCCAEGAOBAHUS, YTO CBHACTEABCTBYET O TOM, YTO HUKA-
KOH TECT HAU HCCACAOBAHIC HE ABAACTCH AOCOAIOTHEIM,
4 AUarHO3 yCTAHABAUBACTCSA IO COBOKYIIHOCTH AAHHBIX
[29].

Croxcnocmu 8 nocmanosxe duaznosa npu oyenxe
Heppobuonmama. B macrosmee Bpems HedpomaTo-
AOTH, KaK IIPABUAO, HCIIOAB3YIOT ITIKAAY, OIICHHBAIO-
IIYIO HHTCHCUBHOCTD CBEYCHHA UMMYHOPEAKTAHTOB
B Omorrrare, 9To OOecHednBaeT YHU(PUKAINIO AAHHBIX;
OAHAKO Ha HAYaABHBIX 9TaIIaX CTAHOBAEHUA MOP(OAO-
rugeckoeli auaraoctuxu C3 I'TI nmenno orcyrcrsue
EAMHOM ITKAABI OBIAO IIPEIATCTBUEM K IIOCTAHOBKE

350 Hedponoruam gnanms-T. 25, N2 3 2023

E. B. 3axapoea, A.C. 3bikosa

AMarsosa. ApyruM IIOABOAHBIM KAMHEM ABAACTCA HC-
IIOAB30BAHHE PA3SAHYHBIX METOAUK (DUKCAITHH TKAHI
moukn. Ha TexyImuit MOMEHT CIHTACTCA, YTO UCIIOAD-
30BaHIE HU3KOM TEMITEPATYPHI B KAYECTBE (PUSUIECKOTO
METOAA (PUKCAIINU C AAABHEHIIIIM IIPOBEACHHEM HM-
MyHO(AIOOpECIEHIINN — OOAEE YYBCTBUTEABHBIN
METOA B OTHOIIEHHH onpeAesenus ceedenud C3, vem
IMMYHOIICPOKCHAA3HBIH METOA IOCAE (PHKCAIIHN
TKaHH B hopmasnne u mapadure. AAS HCKAIOYCHHA
HMMMYHOKOMIIAEKCHOTO TAOMEPYAOHEMPUTA C «MACKH-
POBAHHBIME ACIIO3UTAMU UMMYHOIAOOYAHHOB TPEOy-
ercA 00paboTKa OMOIICHITHOTO MaTepHAAA IIPOHA3OMH
HAU APYTHMH IPOTCOAUTHICCKUMU (PEPMEHTAMHE, 4TO
0COOEHHO BAKHO Y ITAIHEHTOB C MOHOKAOHAABHOM
rammaratrein [30]. B mocaeanee Bpems, oTcyrcTBHE
Aertosutos C4d 1o AaHHEIM EMMYHO(AFOOPECLICHIIIN
paccMaTpUBAACA KAK BAKHBIM KPUTEPUI MCKAIOYCHUA
HIMMYHOKOMIIACKCHOTO TAOMEPYAOHE(MPUTA, IOCKOABKY
3TOT MAPKEP CBUACTEABCTBYET O 3AITYCKE KAACCUIECKOIO
HAH AGKTHHOBOI'O IIyTH aKTUBALUU KomiAemerTa [31].
Coueranne pentosuros IgG u C3 aeaaer C3 IT] meoran-
YHMOII OT ITOCTUH(EKIIMOHHOTO TAOMEPYyAOHEMDpUTa,
IIO9TOMY IIPH HAAMYNN AHAMHCCTHYCCKUX YKA3AHMN
Ha rreperecéunyro uudexiuio auaraos C3 I'TI mowxer
00CyKAATBCA CIIyCTA He MeHee yeM depes 8-12 neaens
IIpY COXPAHEHHU THIIOKoMIIAeMerTemun [15, 32].
Poav zenemuneckozo 06credosanus y nayuenmos
¢ C3 2aomepyronamueii. IlosBAeHEE TEXHOAOTHIX
CeKBEHHPOBaHUA CAeAyrornero moxkoAseHus (Next
Generation Sequencing, NGS) sHaunTeAbHO yIpOCTHAO
32A49y TCHETUYICCKOIO TECTUPOBAHUS 34 CUCT CHIDKC-
HUSA CTOMMOCTH H YMEHBIIIEHHA BPEMEHHBIX 3a1part [33].
Ha rexyrmuii MOMEHT U3BECTHO, 4TO OKOAO 16% 3a0-
POBBIX AFOACH MOIYT OBITh HOCHTEAAMY IIOTEHIIHAABHO
IIATOTCHHBIX PEAKHX MIHOPHBIX aAAEACH B T€HAX, KO-
AUPYVIOIIHX XOTH OBl OAUH KOMIIOHECHT KOMIIACMCHTA
[34]. B peTpocIieKTHBHEIX HCCACAOBAHHAX OBIAO ITOKA-
3aHO, YTO KOMITAEMEHT-OIIOCPEAOBAHHbIE 3200 ACBAHNA,
ATHIIIYHBIN TEMOAUTUKO-ypeMudeckuil cuaapom u C3
I'TT acconuupoBaHbl ¢ MyTAIIMAME B CXOAHBIX T'€HAX,
IIPU 9TOM YaCTOTA HOCUTEABCTBA TAKHX ITATOAOTHYE-
CKUX MyTarui coocruraer 25-45% [35, 36]. Yarme Bcero
3TO MyTanuu reHos, koaupyromux daxrop H, I, B,
CFHRS5, C3, u amamumaraumepoakunassl ¢ (DGKE),
IIO3TOMY AASl TEHETUYECKOTO aHAAN32 MOKHO HCIIOAB30-
BATb CPA3y IIAHEAU I€HOB, 2 HE AHAAM3 OAHOT'O YJIACTKA,
XOTA C TOUKH 3PEHHA IKCIIEPTOB HANOOAEE ITATOTCHHBIM
ABAAIOTCA MyTanuu ¢ ycuaenunem pyHkimn («gain-of
function») B C3 u CFHR. B wactaOCTH, MyTaIIIH, IIPH-
BOAMINHE K AnMepusanun psAsa aomenos B CFHRI1
cBA3aHml ¢ boaee adpdexTuBHOMN cBA3pIO ¢ C3b, uro
IIPUBOAHUT K IIOTCHIHAIINN KACKAAA AABTEPHATHBHOTO
IIyTH aKTUBAIINK KOMIIAEMEHTA. TaKie OBIAO ITOKa3aHo,
uro AcAenusa B CFHR3 u CFHR1 asagerca 3ammrabM
axropom B oraomrennn pasputua C3 I'TI u mocae-
Ayrorero mporpeccuposanud Ao XbIT 5 craaun [37].
CrouT OTMETHTB, YTO aHAAU3 IIOCACAOBATEABHOCTEH,
cesarnbx ¢ CFH mouker ObITh 3aTpyAHEH BBHAY BbI-
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OCHOBHbIe 6e/IKu U reHeTNYecKne BapuaHTbl, acCOLMMPOBaHHbIe ¢ pa3BuTriem C3 rnomepynonaTum: BKIOUYEHbl BapuaHThbl,
paccmaTpuBaemble Kak NaToreHHble v BEpOATHO naToreHHble [15, 18, 20, 29, 35, 46, 471].

The main proteins and pathogenic or likely pathogenic genetic variants, associated with C3 glomerulopathy [15, 18, 20, 29, 35, 46, 471.

MexayHapoAHbIi KOHCEHCYC

CornacutenbHas KoHpepeHuna KDIGO

Benok CBegeHuA o MyTaumax
A yTau 2013 ropga 2017 ropa
®Oaktop H CHuxeHne GyHKUMM PpakTopa H, PekoMeHA0BaHO BbIMOMHUTb CKPUHUHT  PeKoMeHA0BaHO BbIMOMHUTb CKPUHUHT
HapyLweHue ero csasn c C3;
MyTaLMK CO CHUXXeHUeM byHKLUM
CFHR MyTaumu c ycuneHvem GyHKLMM PekomeHA0BaHO BbINOMHUTDL CKPUHUHT  PeKomeHA0BaHO BbINOHUTb CKPUHUHT
QakTop | KonnyecTBeHHble n3meHeHUA oTCyTCTBYIOT, CKPUHWHF He obA3aTeneH PekomeHA0BaHO BbINOAHUTD CKPUHUHT
MyTaLMK CO CHMKEHNEM GYHKLMN
®akTtop B MyTaumm c ycuneHvnem dyHKLMK, CKPWUHWHT He obs3aTeneH PekomeHA0BaHO BbINOIHUTDL CKPUHUHT
cxopHble npu al'yYC
CD46 BnuaHmne HenseecTHO CKPUHWHT He oba3aTeneH PekomeHA0BaHO BbIMOMHUTL CKPUHUHT
ADAMTS13 Bctpeyuaetca penko, BnuAHMe Hen3BeCcTHO  He BXOAMWT B AaHHble KOHCEHCYyca He BxoanT B flaHHble KOHCeHCYyCa
DGKE BnuaHune HemsBecTHO He BXoauT B JaHHble KOHCEHCYca PekomeHA0BaHO BbIMOMHUTb CKPUHUHT
PLG BnuaHmne HenssecTHO He BxoanT B faHHble KOHCeHCyCa He BxoanT B faHHble KOHCEHCyCa
c3 Yawye BcTpevaetca y naymeHTos ¢ C3 CKPUHWHT He obs3aTeneH PekomeHA0BaHO BbINOMHUTD CKPUHUHT
rnomepynioHebpuUToMm, a He 60N1e3HbIO
NAOTHbIX Aeno3nToB. OnNncaHbl ceMeiHble
cnyyan. MyTtaumm ¢ ycuneHvnem GyHKUMn:
NPenATCTBYIOT CBA3blBaHMIO C3-
KOHBepTasbl C MHIMOMpYOLWMY 6enKamm
TBHD BnuaHune HenssecTHO He BxoAnT B faHHble KOHCEHCYCa PekomeHA0BaHO BbINOMHUTD CKPUHUHT

CFHR - cemeiicTBO 6€nKOB, CBA3aHHbIX ¢ dakTopom H, DGKE - anaumnrnnueposnkmnHasa €, PLG - nnaamuHoreH, TBHD - Tpom6omogynuH

COKOH YaCTOTH HEAAACABHOH FOMOAOIMYHOM PEKOM-
ounanun mexay yaactkamu CFH u CFHR1-CFHRS,
B CBA3H C YEM B COMHHTEABHBIX CAYYaAX IIOKA3AHO IOA-
HOE CeKBeHHpOBaHUe 3k30Ma uAn reaoma [38]. C mo-
MOIIIBIO TEHETHYECKIX METOAOB HCCACAOBAHIA OBIAL
soiaeAera CFHR5-nedpomarns, canrapiasgcs moHa-
YaAY SHACMHYHOM A KHTEeACH Kutmpa 1 AAfl ITOTOMKOB
KHIIPHOTOB, IIPOKUBAIOIIIX B APYTUX CTpaHax [39-42].
DTOT reHETHYECKUI BAPUAHT, IIPEACTABAAFOIIIIT COOOM
reTepOo3UrOTHYIO Aynaukarmro B reae CFHRS, xapaxre-
pusyercs passutaem C3 I'H ¢ kannmko# MukporemaTty-
pHH, IPOTENHYPHUU M OBICTPHIM PA3BUTHEM IIOYEUHOM
HeAocTaTogHOCTH, 4 Mopdoaorngeckn — MITTH ¢ ae-
mosuramu C3, C5 u C9, npu atom nporpeccus oo XbI1
5 cTaAuH gaIte OTMEYaeTCs § My/KIUH, a § ACTEH Tede-
HHE CXOAHO ¢ IgA-nedponarneii ¢ srmsoaamn cunda-
PHHIUTHOH Makporematypuu. IleHeTpanTHOCTD TaKHX
HACAEACTBEHHBIX HeppomaTuii MoxeT Aocturats 90%,
YTO CBUAETEABCTBYET O BAKHOCTH COOpa CEMENHOro
amamuesa [43]. Bonocaeacrsun CFHR5-medpomaTua
6bI/\'r1 OInmmcCaHa B aCcCouainm C ApyrI/IMI/I MyTaL[I/IHMI/I
CFHRS5 y Aur, He MMEIOIIHX KUIPHOTCKUX KOPHEH
[44, 45]. B meAoM MOKHO CKa3aTb, ITO Ha TEKYIIIUI MO-
MEHT BCE €ITIe IIPOMCXOANT HAKOIIACHHUE AAHHBIX O IeHe-
THYECKUX MyTallUAX, ACCOLHUPOBAHHBIX ¢ paspurtrem C3
I'TI, TOCKOABKY PAA MyTAIIHIT BCTPEYAIOTCA AOCTATOYHO
PEAKO 1 MX POAD B Pa3BUTHI OOAC3HH YETKO HE OIIpe-
acaeHa (Tabanra 2).

B psiae nccaeAOBaHIIz IOAYIEHBI AAHHBIE O BAUSHIN
FEeHETUIECKUX MyTanuil Ha 9p(EKTUBHOCTD IIPOBOAU-
MO¥ Teparun. B perpocrekruBHOM aHaAn3e 10 H3yde-

HuE0 3 DEKTUBHOCTH MUKO(DEHOAATOB Y IAIIUEHTOB
¢ C3 I'T] AOIIOAHHTEABHO IIPOBOAMACA I€HETUICCKUI
CKPHHHHT, BBIABACHO 18 BAPHAHTOB TEHOB, KOAUPYFO-
IIIIX KOMIIOHEHTBI KOMIIAGMEHTA, IIPH 9TOM 12 Bapu-
AHTOB OTMEYEHO Y IAIIMEHTOB C OTBETOM HA TEPAIINIO,
1 6 BAPUAHTOB — y IAIIMEHTOB O€3 OTBETA HA TEPAITHIO
[48]. Ere B OAHOM HCCAGAOBAHHU TPU IAIIHEHTA Oe3
C3-nedpurndeckoro akTopa ¢ OIPEACAAEMBIM IeHE-
THYCCKIMI MyTALIIAMU HE OTBETHAN HA TEPAIIHIO TATO-
KOKOPTUKOHAAMHE 1 TAFOKOKOPTHKOUAAMU B COYCTAHUH
¢ nukaoochamurom [49], a B APyroM HCCAEAOBAHUH
OBIAO IIOKA3aHO, YTO IIPH HCIIOAB3OBAHUU TAFOKOKOP-
THKOUAOB U Mukodenoaara moderura (MM®) orser
y HOCHTEACH ITATOICHHBIX BAPHAHTOB ObIA xyike [50].
BaxkHBIM AAS TOHUMAHISA CAOKHON M HEOAHO3HAYHOI
B3AMMOCBA3H MEKAY BEPOATHO IIATOIEHHBIMU BAPHAH-
TAMH, MCXAaHU3MAMU Pa3BUTHUSA, KAMHIYIECKIMI U MOP-
dorormueckIMu XapaKkTepUCTUKAMU 3200ACBaAHUA
(B TOM HHCAE, PUCKA IIPOIPECCUPOBAHIS H OTBETA Ha Te-
PAIIHIO), ABUAUCH PE3YABTATHI KAACTEPHOIO AHAAU3A,
IIOKA3aBIIICTO, YTO IMAITUCHTHI C I/IMMYHOKOMHACKCHBIM
TAOMEPYAOHEPUTOM MOIYT OBITH HOCHUTCAAMU MyTa-
AN B TEX K€ I€HAX M C TAKOU K€ YaCTOTOM, YTO M ITa-
nwmentsl ¢ C3 I'T1 [29, 51]. Takum 0Opasom, MOKHO 3a-
KAIOYHTb, 9TO IIPOBEACHHE T€HETHYCCKON AHATHOCTHKH
HMEET IEABIO HE CTOABKO YCTAHOBKY HAH IIOATBEPIKAC-
HHE AUArHO34, CKOABKO MOXKET IIOMOYb CTPATH(UIIIPO-
BATP IAIIMEHTOB 110 ITOTEHIIHAABHOMY OTBETY Ha Tepa-
nuro. [TomMumo reHeTaeckoro TeCTupOBAHUA C IIEABFO
OLICHKH IIOTEHINAABHOMN 3(D(DEKTHBHOCTH ITPOBOAUMOI
TEPAIIMN U IIPOTHO3a, SKCIIEPTHI PEKOMEHAVIOT TAKIKE
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Puic. 2. YnpolyeHHas cxeMa anbTepHATUBHOTO MyTY KOMMEMEHTa 1 POsib HeppUTUHECKNX GaKTOPOB

BocnaneHue

c5 He¢pmmuecxwm dakTop

(PVicyHOK BbIMOMHEH Ha OCHOBE AaHHbIX, aKKyMyNnMpoBaHHbIX 13 mybnukayuii Corvillo et al., 2019 [52], Trouw et al., 2017 [54]).

MAK - membpaHoaTaKyioLuii KOMMIEKC

Fig. 2. Simplified scheme of the alternative complement pathway and the role of nephritic factors
(Figure designed based on data from Corvillo et al., 2019 [52], Trouw et al., 2017 [54]).

MAK — membrane attack complex

TECTHPOBATH PEHUIIUEHTOB IIOYEIHOIO TPAHCIIAAH-
TATA, IPUIEM IIPH BBIABACHHH MYTAITHI AOHOP TaKikKe
AOAKEH IPOHTH AOIIOAHHTEABHOE O0OCAEAOBAHHE
(47].

Oyenxa cucmemot komnaemenma. C3 I'T] pazsusa-
€TCA BCAGACTBHE HEKOHTPOAHPYEMOH aKTHBALIMN KACKAAA
KOMITACMECHTA, BEAYIIEH K Aerrosuruu C3 B KAyOOUKaX,
YaIre BCEro AUCPEIYAAIIA IIPOUCXOAUT Ha ypopHe C3-
KOHBEPTa3bl AABTEPHATHBHOTO IIyTH B KHAKOH (pase
U OIIPEACAACTCS TCHETUUCCKUME U/ HAU IIPHOOPETEH-
e paxtopamu [15, 47]. K mocaeanumM otHOCHTCA
HE TOABKO «kAaccrdeckuidy C3-medppuruaeckuit dak-
TOp — crabuausupyromiee anrureAo Kk C3-koHBepTase,
IIPOAOHIHPYIOIIEE ITEPHOA ITOAY-KH3HH 9TOH KOPOTKO-
KHBYITICH MOAEKYABL, HO H OTKPHITEIE B PE3YABTATE YIAY-
OAEHHOIO M3y4eHHA AYTOMMMYHHBIX MEXAHH3MOB AMC-
peryasim cucremsl komraemenTa C4-aedprrmdaecknit
dakrop u C5-medpuriraeckuii hakTop, 4TO ITOZBOAAET
TOBOPHTD Y/KE O «CEMEHCTBE» CTAOMAUSHPYIOIINX KOH-
BepTaskl ayroanTuTeA. Hamboaee nsydgennsvm k HacTo-
amemy Bpemenu apAfrorcs C3- u C5-medpurnaeckie
paKkTOPEI, IIPH 3TOM IIEPBBIH OOABIIIE ACCONNUPOBAH
¢ passurrem DDD, a sropoit — ¢ C3 I'H [52, 53]. Vnpo-
IeHHad cxXema, AeMoHcTupytomas poab C3- m C5-
nedpurHdecKux (PaKTOPOB IpeAcTaBACHA Ha Prcynke 2.

B macrosmee Bpems 1oka3aHo, 9TO B OOABIITHHCTBE
caygaes Mexannam passurua C3 I'TI nprobperennrit
U KAFOYEBYIO POAb UTPAIOT HIMEHHO ayToanTHTeAa B C3-
u C5-KOHBEpPTA3aM, TOTAA KAK IEHETHICCKUE BAPHAHTHI
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okaspiarotcs mpranHoi passurud C3 I'T1 cyrmectsenzo
peiKe; TPUITEPHEIME MEXAHHU3MAMU CAYKAT HH(MEK-
nuu (A0 30% caydaes), ayTOUMMYHHBIE 3a00AEBAHIA
(A0 25% cAy4aeB) 1 MOHOKAOHAABHBIE IaMMAallaTHN
(a0 40% caygaes B eaoM, a y aun crapire 50 aer —
A0 65% cayaaes) [20, 54-56]. VanTesas ykazanHble pas-
arranble matorenerugeckue BapuanTer C3 I'TI caeayer
HMETDb B BHUAY, 9TO BBIABASEMEIC IIPU AAOOPATOPHBIX
HCCAEAOBAHHAX OTKAOHEHHUA OYAYT HEOAHOPOAHBIMIL.
V OOABIIMHCTBA IAIMEHTOB BBIABASACTCA CHIDKCHIIE
C3-KOMITOHEHTA KOMIIAEMEHTA IIPH HOPMAABHOH KOH-
rertpannu C4, mpu 5TOM HOPMAaAbHAsA KOHIICHTPALINN
KOMITOHEHTOB KOMIIAGMEHTA He HCKAFo4YaeT Auarnos C3
I'TI [19]. ITpucyrcrBue C3-nedpuruyaeckoro gakropa
HE ABAACTCA CTPOrO CIEIU(HUYHBEIM U MOMKET OTMeE-
YATHCSA ¥ IAIINEHTOB C IMMYHOKOMIIAGKCHBIM TAOMEPY-
AsoHedpurom [15, 29]. OcHOBHBIE HCCACAOBAHUSA AAS
OLICHKH BOBACYCHHA AABTCPHATUBHOIO IIyTH KOMIIAC-
MEHTA ITEPEUHCACHHI Bhille, B Tabaniie 1.

ITpeaukTOpHI IIPOrpeCCHPOBAHUA

AaHHbIE O BAUAHIE KAHHHYECKUX mposBAenuii C3
I'TT ma Temimsr IporpeccHpoBaHus OOAE3HH HEMHOIO-
YHCAEGHHBEL B perpocrmekTuBHOM aHaAM3e OBIAO ITO-
Ka3aHO, YTO y HAIUEHTOB AETCKOro Bo3pacra ¢ pCKP
>90 MA/MUH HA MOMEHT YCTAHOBKI AMATHO32 HE OBIAO
orMedeHo porpeccuposanusd A0 XbIT 5 craaum, B TO
BpeMA KaK y BCEX ITAIINEHTOB, AOCTHITINX K KOHILY Ha-
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6aroaernst XBIT5 craann ormedasocs camkerne CKP
<90 ma/mun B AcOroTe Goaesuu [57]. Konmenrparus
C3-KOMIIOHEHT2 KOMIIACMEHTA B ACOIOTE HE CBA3AHA
C TAKECTBIO TeYEHNA 3a00ACBAHNA 1 HE ABAACTCA IIpe-
AukTopom oreTa Ha MM® [48]. Hanporus, rucro-
AOTHYECKUE IIAPAMETPBI, B IIEPBYIO OYEPEAb HHACKCEHL
AKTHBHOCTU M XPOHH3AIINH OKA3AAUCh B AOCTATOY-
HOM CTEIIEHH aCCONUUPOBAHBI C IPOTHO30M. B 0AHOIT
u3 paboT B KAYECTBE IIPU3HAKOB AKTHBHOCTU YUUTHI-
BAAH CACAVIOIINE XaPAKTEPUCTUKH — ME3AHTHAAbHAA
U 9HAOKAIIHAAAPHAS THIIEPKACTOYHOCTD, MEMOPAHO-
poArdEPATHBHEI TATTEPH IIPH CBETOBOM MHKPO-
CKOIIHH, ACHKOIUTAPHAS HH(MUABTPAIINA KAYOOUIKOB,
HOAYAYHISA, (PUOPUHOUAHBIN HEKPO3 U HMHTEPCTUIIN-
aapHOE BocraseHue. [lapamerpamn XpoHH3AIINN CAY-
JKUAH TAOMEPYAOCKAEPO3, HHTEPCTUIINAABHBIN (hrOpo3
u TyOyAsipHaA arpodus, aprepuockaepos. OOras ax-
THBHOCTB 3a00ACBAHNSA U MHACKC XPOHH3AIIN OBIAL
HE32BUCHMBIME IIPEAUKTOpaMu prcka mporpeccun C3
I'T1, ripur 9TOM HHAEKC XPOHITYECKHX OBPEKACHIIT OBIA
Hoaee MoITHBIM (HAKTOPOM HEOAATOIPUATHOIO IIPO-
rHo3a. B MHOrOoaxTopHOI MOAEAH IO OIIEHKE KAMHU-
9ecKuX U ratomopdoaormdeckux mnapamerpos pCKO,
PACIIPOCTPAHEHHOCTh HHTEPCTUIIHAABHOTO (pubpo3a
u TyOyAAPHOI aTpoduu OKa3aAMCh HE3ABHCUMBIMU
daxropamu mporpeccuu [16]. VkasaHHbIe mapaMeTper
BxoadT B 1mkaAy C3-Glomerulopathy Histologic Index
(C3G-HI), Baananposannyro Ha 111 marmenrax ¢ C3
I'T1, mpu sTOM OaAA =4 11O IIKAAE XPOHHYECKUX U3-
MEHEHHI COIPAAKEH CO 3HAYMMO XYAIIHM IIPOTHO30M
B otHomreHun gopmuposanus XbIT 5 craaun [58].
CroHuT OTMETHTB, YTO B APYrOH pabore, OmyOAHKO-
BAHHOI ITO3AHEE M HA AOCTATOYHO KPYITHOM BBIOOpKE
(156 marueHTOB, KOTOPBIM OBIAA BBHIIIOAHEHA OHOIICHA
nouku, 3 mux 123 ¢ C3 I'H), kpome BEIpaxeHHOCTH
MHTEPCTHINAABHOTO (hrbpo3a 1 TyOyAIpHOI aTpoduu
B MHOTO(haKTOPHOI MOACAU 3HAYHMBIM (PAKTOPOM B OT-
HOIIIEHHN HEOAArOIIPHUATHOIO ITOYEYHOTO NCXOAQ OKa-
32A0Ch HAAHYHE CEIMEHTAPHOIO CKACPO3a 1 pUOPO3HO-
KAETOYHBIX/ KACTOUHBIX ITOAYAYHHAI [59)].

Aeuenne

Ha ceroamsanmamii AeHb TTOAXOABI K AeueHmio C3
I'TI BpAA AWM MOXKHO HA3BATh OIITHMAaABHBIMH. Tak,
HECMOTPA HA IIPOBOAUMYIO HEQPOIPOTEKTHBHYIO
1 UMMYHOCYIIPECCHBHYIO Tepanuio, 41% B3pocAbIx
martmenToB ¢ DDD u 30,3% manmenTos ¢ C3 I'H ao-
crurau Aumasns-3apucuMort XbBIT B reuenue 10-12 aer
[18]. ITporros 3ab60AeBamHmA, ACOIOTHPOBABIIIEIO B ACT-
CKOM Bo3pacre Takike cepbese — y 50% aereit ¢ DDD
anasus-3asucuMas XbI1 passuBasace B Tegenue 10 aer
[60], mpr 5TOM HedPOITPOTEKTUBHASA TEPAITNA, KAK ITPa-
BHAO, HE IPUBOAUT K CHIKEHHIO IIPOTEHHYPUH Y ACTEH
[61]. Kpome Toro, J4acTeie PEIUAMBEL B TPAHCIIAAHTATE,
IIPUBOAAIIINE K rToTepe ero oyHkimu [62], AeAaroT He-
OOXOAMIMBIM TTOMCK OITUMAABHBIX CTPATEIMH TEPAIIHH,
VUHTBIBASA BBICOKHE 3aTPATHl HA ACUYCHUE U YBEAUICHIIE
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HIPOCAOHKH HETPYAOCIIOCOOHBIX AHI[ MOAOAOIO BO3-
pacra B oOIIiecTBE.

B orHomIeHHE TAKTUKK BEACHHS PEKOMECHAALIMH
KDIGO 2021 roaa seaeasror C3 I'TI, accormupo-
BAHHYIO C MOHOKAOHAABHOI IraMMarraTHend (IIOAXOABL
K TEpAIIUH B 3TOM CUTYAIINU MBI OOCYAUM HITKE) 1 O€3
Hee, IPUYEM TAKECTb TEUCHHA DOAC3HH ITOAPA3AC-
ASIIOT B 3aBHCHMOCTH OT BBIPAXKCHHOCTU ME3AHTHAAD-
HoM npoAudepanun n uporennypun (<2 r/cyrku
n 22 r/cyrkn) [32]. Kax yxe Gb1A0 yroMsHyTO BbILIE,
9ACKTPOHHO-MHKPOCKOIIMYECKUE XaPAKTCPUCTUKI
HE BAHSIOT Ha TEYEHNE H IIPOTHO3, 1 B PEKOMEHAAITHAX
KDIGO moaxoasr k aegennto C3 I'T] me BerAeAAIOT OT-
aeappo C3 I'H u DDD. Ha ocnoBanuu anaausa Ha-
KoIAeHHEIX K 2021 TOAY AAHHBIX, CBUAETEABCTBYIOIIIIX
0 IPEODAAAAHHI AYTOMMMYHHBIX MCXAHU3MOB PA3BH-
T C3 I'TL, skcrreprer KDIGO coseryror B otcyTcTBHE
MOHOKAOHAABHON ramMamatun maruentam ¢ C3 I'T1
CPEAHE-THKEAOTO U THKEAOLO TEYEHUA U COXPAHAIO-
ITIEFICA HECMOTPA HA OITUMAABHYIO TIOAAEP/KHUBAFOIIIYIO
Tepanuto nporennypueit (>0,5 r/cyrkn npu cpeaxe-
TKEAOM U >2 I/ CYTKHU IIPU TSKEAOM TEUEHHN), IIPO-
BOAUTH HHUIUAABHYIO Tepanuto MM® B couerannn
€ TAFOKOKOPTHUKOHAAMU, 4 €CAU 9Ta Teparus He 3 dek-
THBHA — PACCMOTPETH IIPIMEHEHIE KOMIIAEMEHT-OAO-
KHPYIOILCH TEPAIIIH 9KYAUZYMAOOM, 4 B CAYIAE OTCYT-
crBuA appekra OT 9KyAH3yMaba — BKAIOYATD ITAIINECHTOB
B KAMHIYCCKIE UCCACAOBaHUA [32].

Aaree MBI pacCMOTPUM OTACABHO HMMYHOCYIIPEC-
CHUBHYIO I KOMITACMEHT-OAOKUPYIOIIYIO TEPAITHIO IIPH
C3 I'Tl u mpeAOCTaBUM AQHHBIC O IPOBOAUMEIX B Ha-
crosee BpeMsa KAUHIYECKUX HCCACAOBAHMUAX.

Humynocynpeccusnas mepanus: aKyewm na mu-
xogpenoramuot. Ceepaernsn 00 3(pPEKTHBHOCTH HMMY-
nocynpeccun upu C3 I'TI neoarosmaunsr. Tak B AByx
PETPOCIICKTUBHBIX HCCACAOBAHUAX HE OBIAO ITOKA3AHO
apeKTUBHOCTI HMMYHOCYIIPECCUBHOM Teparmn. Tem
HE MCHEE BAKHO OTMETHTD, YTO IIAIIMCHTHL B OAHOM
HCCACAOBAHUH IIOAYIAAU PA3AIYHBIC BAPHAHTEL IMMY-
HOCYIIPECCUBHOM Teparnu 0e3 YKa3aHUH AO3BI H AAH-
TEABHOCTH TEPAIHH: TAFOKOKOpTHKOUARL, MM®, MM®
B COYCTAHHH C TAKPOAHMYCOM, IUKAO(OChHaMIAOM,
PHTYKCHMAaOOM, UTO ACAAET ITOAHBIN aHAAHM3 32TPYA-
HUTEABHBIM, 4 B ADYTOM Y9ACTBOBAAO 3HAYHTEABHOC
KOAHYECTBO ITAIINEHTOB C FTEHETHYECKUMH MyTAIIUAMI,
a e C3-HedpurHaeckuM PaKTOPOM, ITO TAKKE MOTAO
LTOBAMATB Ha pe3yabratsl [17, 20].

Apyrie paboTEI, HAITPOTHB, ITOATBEPKAAIOT 3 dek-
THBHOCTD HICIIOAB30BAHUSA IIUTOCTATHKOB H, B YACTHO-
cru, MM®. Tax MCITAHCKIMI UCCAEAOBATEAIMI OBIAL
oryoAnKOBaHa padoTa 10 usydeHuro poar MM® B ae-
gernu C3 'H. B pabore mpursaa yaacrue 21 nentp,
BCero OBIAO BKAIOYEeHO (0 mammeHToB, U3 Hux 22 de-
AOBEKA BIICPBBIC ITOAYYAAH UMMYHOCYIIPECCHBHYIO
tepanuio, 18 moayuasn kpome MM® Apyrue mperra-
parer, 20 nmanuenToB OBAN HA HEPPOIPOTEKTUBHOI
teparuu. [Tpu stom y tpex 60oapaprx C3 I'H 6614 ac-
COIMUPOBAH C MOHOKAOHAABHON rammanatueii. ¥V 10
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Ta6bnuua 3 | Table 3

AreHTbl, BViAIOLLIEe HA KOMMZIEMEHT, n3y4aemble npu C3 rnomepynonatuv
(maHHble cairta US National Library of Medicine «ClinicalTrails.gov») [74].

Complement-blocking agents, investigated for C3 glomerulopathy
(data from US National Library of Medicine «ClinicalTrails.gov» site) [74].

HasBaHue HasBaHue nnun Wccnepyeman .
MwuiwweHb OusaiiH Cratyc
npenapara Homep nonynsayua
NM8074 QakTop B NCT05647811 C3-IT1 B3pocnble OTKpbITOE MnaHnpyetca Habop
NPOCMNEKTUBHOE naumneHToB
MnTakonaH QakTop B NCT03955445 c3-m OTKpbITOE Habop nayueHToB
NPOCNEKTUBHOE
MntakonaH ®akTop B NCT04817618 c3-rn [lBonHoe crienoe Habop nauveHToB
(APPEAR-C3G)
MeryetakonnaH a NCT05067127 a3-rn [lBonHoe cnienoe Habop nauneHToB
(VALIANT) WNKH-MMTH
MerueTtakonnaH c3 NCT05809531 c3-rm [iBolHOe cnernoe Habop nayueHToB
(VALE) WNKH-MMTH
MeruetakonnaH c3 NCT04572854 c3-rm PaHpomum3npoBaHHoe Habop nauuexToB
(NOBLE) WNKH-MMTH OTKpbITOE

C3-IM - C3 rnomepynonatus, UKH-MIMIH — MMMyHOKMONNEKCHBIN rnomepynoHedpunT, MeMbpaHonponvipepaTBHbIN rMoMepynoHeppuT

C3-IM - C3 glomerulopathy, IKH-MIMIH - immunocomplex glomerulonephritis, membranoproliferative glomerulonephritis

(17%) mammenrtos passuaach XbBII 5 crasnu, u3 Hux
7 IIOAYYaAH TOABKO HE(POIPOTEKTUBHYIO TEPAIIHIO,
Tpoe — uperraparsr otArmgasie ot MM®. B rpymme mono-
teparua MM® Hu y KOro U3 IAIEeHTOB HE IIPOU30-
IIIAO YABOEHHE CBIBOPOTOYHOIO KPEATHHNHA M HE Pas3-
BuAack XBII 5 craauu [49]. B Apyrom nccaeaoBanmu
C PETPOCHEKTUBHBIM AM3AFHOM U3 30 IarueHToB, Haxo-
AAIIEXCA HA TEPAIINE MEKO(PEHOAQTAMH HE MeHee 3 Me-
cAIIeB, y 67% OTMEIAACH YACTHYHBIA HAY IIOAHBIA OTBET
Ha Tepanmro [48]. VIHTepecHO, 94TO TpYyIIITA IAINEHTOB,
HE OTBETUBIIHUX HA TEPAIHIO, XaPAKTEPH30BAAACH
GOABIIIEIT IIPOTEHMHYPHUEH 1 MEHBINEH KOHIIEHTPAIHEH
PACTBOPHMOIO MEMOPAHOATAKYIOIIErO KOMITAEKCA
(MAK). Brrpouem, aanHBIC HAOAIOACHHSA HE HAIIAK
CBOETO IOATBEPKACHHA B ADYTOM PETPOCHEKTHBHOM
HCCAEAOBAHUHU, B KOTOPOM CTEIEHb IIPOTEHHYPUHU
HE BAHMAAA HA FICXOA, 4 Y IAIHEHTOB, HE OTBETHUBIINX
Ha Tepanuro, yposerb MAK OBIA B OCHOBHOM IIOBEI-
mieH [10]. ObcyxaaeTcs HCIOAB3OBAHIE PUTYKCHMADA,
AEHCTBHE KOTOPOTO IIPEAITOAATAET DAOKAAY CEKPEInu
C3-nedpurmuaeckoro akTopa, OAHAKO B AHTEPATYpE
HMEIOTCA OTAEABHBIE KAUHIYECKHE HADAIOACHHSA, CBH-
AETEABCTBYIOIIHIE O €0 MAAOH 3(PPEKTUBHOCTH, U OITH-
CAH AHIIIb OAMH CAYYAH CHIKCHHUSA YPOBHA KPEATHHIHA
U perpecca MPOTEMHYPHH ¥ MOAOAOTO HarenTa ¢ DDD
[63-65].

Komnaemenm-baoxupyromas mepanus. Vauresas
POAB IMIIEPAKTUBAIINH AABTEPHATUBHOTO ITyTH KOMITAE-
menTa pu C3 I'TL) a Takke poct 4ucAa IIperapaTos,
BAHAIOIINX HA pasHble ero 3BeHbpd (Tabanma 3), 3a 1mo-
CAEAHHE ITATH AT HEMAAO PAOOT OBIAO IIOCBAIIIEHO Tap-
retHoi teparmu. [pu orcyrersun adpderra or MMP
obcyxaaeTca HasHadeHue skyausdymada (amtu-C5b
MOHOKAOHAABHOE AHTHTEAO), 3aPEKOMEHAOBABIIICTO
cebA B ACUEHHNN ATHIINIHOIO TEMOAHTHKO-ypeMUYe-
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CKOro cuHApoMa [60]. BaskHO oTMernTs, 9YTO AQHHBIE
00 sacpexruBrOCTH 9KyAH3yMada ipu C3 I'TI mporuso-
peunBel. Tak B cMemrannoi rpymme us 14 manuenros
¢ C3 I'TI de novo uanm permmausom C3 I'TI B Tpamc-
IIAAHTATE, IIOAYYABIINX SKYAH3YMaO B TCUCHUC He-
IPOAOAKHUTEABHOIO BpeMEHU (MEAHAHA COCTABHAA
10 mecsIeB), IpU OIIEHKE OTBETA HA ACUECHHE B PAHHEH
dase repanuu y 12 manueHToB OTMEYEHA CTAOHMAU3A-
s pCK®, 0AHAKO K KOHITy HCCAEAOBAHMSA (DYHKIINK
[TOYCK OCTABAAACH CTAOHMABHON AHIID y O IAIIICHTOB,
TorAa Kak y ocraabHbeX BoceMu pCK® cuusuaacs [67].
B Apyrom mccaeAOBaHHN IIPOAHAAM3HPOBAHEI AAHHEBIE
5 manmeHTOB AETCKOIO BO3PAacTa C DOAE3HBIO IIAOT-
HBIX ACIIO3UTOB, IIOAYYABINUX 9KyAH3yMa0, MCANAHA
AAUTEABHOCTH HaOAFOAeHHS cocTaBuAa 18,1 [12; 29.2]
MecAIa. Y BCeX ACTEH OTMEUCHO CHIDKCHUE BBIPAKCH-
HOCTH IPOTEHHYPUH, TIPU STOM Y YETHIPEX IAITHEHTOB
VAVUIIIAACH (DYHKIIHSA ITOYCK H V¥ ABYX H3 HUX YAAAOChH
IIPEKPATHTh ACUCHUE AMAAU30M. AHIIb Y OAHOTO pe-
Oenka PyHKINA IOYEK OCTAAACH O€3 YAYIIIICHHA, U IIPH
IIOBTOPHOI OUOIICHU, BEIIOAHEHHOH Yepes3 TPH MeCAIa
OT HAYaAa ACUYCHHA COXPAHAANCH IIPU3HAKH AKTHB-
HocTH. CyIIECTBEHHO, YTO Y ABYX ITAI[HEHTOB 4YepE3
18 1 5 mecAIes ITOCAE 3aBEPITICHNSA TEPAITIH PA3BHANCH
permauBsl [68]. B 6oAee KpyIIHOM HCCAEAOBAHIY C y4a-
cruem 26 manuenTtos (13 u3 Hux — Aeth) y 6 OTMEYAACH
IIOAHBIH OTBET Ha TEPAIHIO, § 6 — YaCTHYHBIH OTBET,
y 14 — He OBIAO OTMEYCHO TOAOKUTEABHON AHAMIKIL.
[IpeaukTopaMu OTBETa HA TEPAIHIO dKYAH3YMAOOM
OBIAI OBICTPOE IIpOrpeccHpoBanne HedpHUTa CO 3HA-
YUTEABHOH 9KCTPAKAIIHMAAAPHON mpoandepannei
10 AaHHBIM Omoricuu. Bospact manuenTa, BRIpameH-
HOCTH (DHOPO3HBIX M3MEHEHHI, HI3KAS KOHIIEHTPAITHA
C3, maanane C3-medbpurndaeckoro dhakropa, IOBBIIIE-
uue C5b-9 i HaAmdme MyTAIIIH B FeHAX KOMIIACMCHTA
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(CFH, CFI, MCP, C3, CI'B); ckpHHUHT Ha IIEPECTPONKI
yaactkos xpomocom B CFHR1-CFHR5 oramanii He BEI-
asuA [69, 70]. IIporuBopednBsie Pe3yABTATEL ICIIOAD-
30BAHUA KYAH3YMa0a MOKHO CBA34TH C TEM, YTO 9TOT
mperrapar moAasader akrusHoctb MAK, Ho He BAmAeT
Ha akTHBHOCTD C3-KOHBEPTA3BI M HE IPEAOTBPAIIIAET
Aerrosutturo C3 B KAyOOUKAX; TAKIM OOPa3OM OH MOKET
OBITE 9P PeKTUBEH HA OCTPHE TEICHHUS OOAC3HH, OAHAKO
B AOATOBPEMEHHOIT IIEPCIIEKTUBE OYACT IMETh MEHBIIINEL
apdexr [67].

Pe3yApTaThl ABOWHOIO CAEIIOrO PAHAOMH3HPO-
Barnoro nccacaoBannss ACCOLADE mo usyuenmio
3 dEKTUBHOCTH U OE30IACHOCTH ABAKOIIAHA, HHITIOH-
topa pererropa Cha, y marmentos ¢ C3 I'T], ceuaerean-
CTBYIOT O 3AMEAACHHUH IIporiecco (pubposa B ITOUKE,
ouenupaemoro pu nomornu C3G-HI. Ha 26 meaeae
B IPyIIIE aBAKOIIAHA IIPOIEHT M3MEHECHHUI II0 AAH-
HOMY HHACKCY cocTaBuA 31,7%, B maarmedo — 57,5%
[71]. B 2021 roay Ha koHrpecce AMEPHKAHCKOIO
obmrecTBa HEPPOAOrOB OBIAI IIPEACTABACHBI pe-
3YABTATHL BTOPOH (ha3bl OTKPHITOTO HCCACAOBAHUA
(NCT03832114) o acbdexruBHOCTH 1 HE30I1aCHOCTH
APYTOTO IIpErapata, BAUAIONIEIO HA AABTEPHATHBHBIN
ILIyTh KOMIIAEMEHTA — HHrHOuTOpa dakropa B uirrako-
mana [72]. [Mamwmentsr moaygasu 200 Mr uirrakorrana
ABQKABL B CyTKH B Tedenue 12 meaear. ¥V 16 marueHToB
¢ C3 I'TI mpu or1eHKE COOTHOINEHUSA OCAOK-KPEATHHIH
B CYTOYHOM MOYE OTMEYECHO CHIKECHHE IPOTEHHYPUI
Ha 45% B cpaBHeHHE ¢ HCXOAHBIM ypobueM (p=0,0003).
B apyroii rpynme manmentos ¢ penmaumsom C3 I'H
B TPAHCIIAAHTATE OTMEUEHO YMEHBIIIEHHIE ACTIO3UTOB
C3 B cpaBHEHHU C HCXOAHBIM YPOBHEM HAa OCHOBAHHU
HMMYHOMAFOOPCIIEHTHOTO HCCAEAOBAHUA IIPH I10-
Bropuo# Omoncun nouku (p=0,0313) [72]. Oanako
HE BCE TAPIETHBIE IIPEIIAPATH ACMOHCTPUPYIOT 3 dek-
THBHOCTb, B YACTHOCTU AAHHKOIIAH, HHIHOHPYIOIINIT
dpakrop D, He cMOT IIPOAEMOHCTPUPOBATH KAKUX-AHOO
IIOAOKHTEABHBIX PE3YABTATOB, YTO BEPOATHO CBA3AHO
¢ ocoberHocTAME (haPMAKOKUHETHKH TIperapata [73].
Tem He MeHEe, CAEAYET OTMETHTD, YTO UCIIOAB30BAHHE
KOMIIAEMEHT-OAOKHUPYFOIIHX ITPEIIapaTOB IIPEACTABASET
cODOM HOBBII IIOAXOA, OCHOBAHHBIA HA ITOHUMAHUI
MEeXaHH3MOB (POPMUPOBAHIA AAHHOM IPYIIIBI OOAE3-
Hel, 1 TpeOyeT TIMATEABHOIO M3YYeHHsA Ha OOABIIHX
BBIOOPKAX.

Aevenue nayuenmos C3 zaomepyronamueii, ac-
COYUUPOBAHHOLL C MOHOKAOHAALHOTL cexpeyueti. Ha-
AUYHE B CBIBOPOTKE MOHOKAOHAABHOI'O MMMYHOTAO-
OYAHHA MOKET IIPUBOAUTD K HAPYIICHUIO PETYAAIIIH
KACKaAQ KOMIIAGMEHTA 110 AYTONMMYHHOMY MEXAHU3MY
gepe3 POPMHPOBAHNE MHHH-AYTOAHTUTEA IIPOTHUB
chakropa H, a Taxke Moxer crrocobCTBOBATH CTAOHAM-
sarn C3-komsepTass [75, 76]. MccaeaoBanmii mocss-
rennbx o1omy Bapuanty C3 I'T Hemmoro: B HeAaBHEM
PETPOCIEKTHBHOM HCCACAOBAHHH C yuacTueM 35 IieH-
TpoB 32 nepuoA ¢ 1995 mo 2021 roasr yaarocs maeH-
THHUIIPOBATD AUIIb 23 CAyYas, IIPH 3TOM Y CEMEPBIX
HAITNEHTOB AUATHO3 OBIA YCTAHOBACH IIPH PEIIHAHBE
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B TpaHciaanTare [77], a B kaunuke Metio u3 109 mpu-
LIEABHO OOCACAOBAHHBIX 32 ACBATHACTHHI IIPOMEIKY-
TOK BPEMCHH IIAIIICHTOB MOHOKAOHAABHAS TAMMAIIATHA
Opraa BerBACHA B 36 caydasx [20]. Camoe kpymHOE HC-
CAEGAOBAHUE, KOTOPOE YAAAOCh HAITH B AUTEPATYPE —
50 marmenToB U3 gpaumysckoro perucrpa [78]. Ilpu-
MEYATEABHO, ITO CPEAHHI BO3PACT ODOABHBIX C 9THM
BapuarToMm C3 I'T] BeIIIIe, YeM IpU APYTHX IATOICHETH-
YECKUX BAPHAHTAX, TAK B OAHOM M3 HCCACAOBAHMI OKa-
3aA0Ch, YTO CPEAHHUF BO3PACT HAIIHEHTOB O€3 MOHOKAO-
HAABHOM raMMariaTuu cocTaBAsiA 31,5 Aer, a marmenTos
€ MOHOKAOHAABHOH rammarratuei — 54,5 roaa [79]; ere
BBIIIIEC — 63 roaa — OBIA CPEAHMI BO3PACT IALHCHTOB
¢ C3 I'll ¥ MOHOKAOHAABHOH raMMallaTHEH B yiKe
VIOMAHYTOM MHOTOIIEHTPOBOM HCCAeAOBaHuN [77].
C yuaerom stux Aanuerx sxkcaeprsr KDIGO coseryror
00CAEAOBATH IIAITMEHTOB CTaprie 55 AeT ¢ BIIEpBBIC
amaraoctuposaruoi C3 I'Tl Ha HaAmdHEe MOHOKAO-
HAABHOTO OeAka [32]. B meaom MOKHO OTMETHTD, ITO
Tedenne DOAE3HH HEOAATOIIPHATHO, TaK IO AAHHBIM
MHOTIOLIEHTPOBOIO UCCACAOBAHHSA IIPU MEAUAHE CPOKA
naoAroaenns 40 mecares 39% MAIMEHTOB AOCTUTAN
«IIOYEYHOH HEAOCTATOYHOCTI, OIIPCACAABIICHCS KK
pCK® <15 MA/MuH, 10TPeOHOCTD B 3aMECTHTEABHOI
ITOYECIHOM TEPAIIII NAU AOANAAM3HOM TPAHCITAAHTAIIH
11049KkH [77]; B AByX APYIIX HCCACAOBAHHAX 32 CXOAHBII
IIPOMEKYTOK BPEMEHH HEOAATOIPHATHBINA ITOYCYHBIN
ncxop ormedeH B 25-50% cayqaes [80, 81]. Pesyabrarst
KAOH-OPUEHTUPOBAHHON TEPAIIIU PA3AUIAIOTCH MEKAY
HCCACAOBAHHUAMU, OAHAKO HA TEKYIINI MOMEHT CUMTa-
€TCAl, 9TO IPHU HCIOAB3OBAHII KAOH-OPHEHTHPOBAHHON
TEPAIIMH UCXOA OBIA 3HAYUTEABHO AY4IIIE, IIPH IIPO-
BEACHHUI I/IMMyHocpreccyIBHof/'I AT HGqDPOHpOTeK—
TUBHOH Tepamuu [76, 77, 80]. MurepecHo, 9T0 KAOH-
OpHEHTHPOBAHHAA TepariA 9(PEKTUBHA U IIPU TAKUX
CAOXKHBIX 10 IIATOICHE3Y CHTYALIHAX, KAK KOMOMHAITHA
ACCOIMUPOBAHHON C MOHOKAOHAABHOM IaMMala-
treit C3 I'TI u mpokcnmMaAbHOM TYOYAOIIATHH AETKHX
riereit [82].

C3 2nomepyronamus u mpancnianmayus novKu.
Hecmotps ma BBICOKYFO wacToTy passutus XBIT 5 cra-
Ann, Aaunbie o tedenun C3 I'T] mocae TpanciaagTarmm
IIOYKN BecbMa orpanmdeHbl. COrAacHO PeTpOCIIEKTHB-
HOMY aHAAH3Y 19 PeLUIINeHTOB IOYEIHOIO TPAHCIIAAH-
tata (12 ¢ C3 I'H u 7 ¢ DDD), wacrora Bosspara C3
I'TT kpaiine BeicOKa — OH HaOAFOAAACA y 16 marmenToB,
Ipu 3TOM 00€ 911 (DOPMBI PELIMAUBIPOBAAH C OAHHA-
KOBOI 9acTOTOH. Y AesatH u3 19 OoabHbIX (47%), 11 9TO
Obran mpenmyrecTseHHO marueHTer ¢ DDD, anarno-
CTHPOBaHA TOTEPA (PYHKIUH TpaHCIAAHTATA. B aTOM
HCCACAOBAHMU OOpAIIaeT Ha ceOsl BHUMAHIC KPAHHAA
Hea(HEKTUBHOCTD «CIACUTEABHON TEPAITHI» dKYAU-
3ymMabOM, CpeAn 7 IAIMEHTOB, IIOAYYABIITHX AAHHBIH
IIpErapar o IOBOAY PEIMAMBA OOAE3HH, V 5 HaOATO-
Aarach cHmKenue OyHKIHY TpaHcuAanTaTa. Cpeanss
IIPOAOAKUTEABHOCTD BPEMEHH OT TPAHCIIAAHTAIIUI
AO IIOTEpU TPAaHCIIAAHTATA — 42 MecAIa, OAHAKO 00pa-
raet Ha ceOA BHuMaHue pasmax oT 0 Ao 91 mecsnies,
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TO €CTDb Y PAAA MAIMEHTOB 1OTEPA (PYHKIIMH HAOATO-
AaAach rpakTugeckn cpasy. Hecmorps na oanmakosyro
YACTOTY PEIHAUBOB, OOITIAA ITPOAOAKUTEABHOCTD Bpe-
MEHH HOPMAaABHOTO (PYHKIMOHHPOBAHUA TPAHCIIAAH-
tata y manuenTos ¢ C3 I'TI serme — 59 (27-91) mecs-
e, 110 cpasuenuio ¢ DDD — 41 (0-71) mecsm. V tpex
IIAIIEHTOB OBIA HCIIOAB3OBAH PUTYKCHMAO, IIPH 9TOM
V ABYX B CBA3H C OTCyTCTBHEM 3(peKTa ObIAA BBIIIOA-
HEHA 3aMEHa Ha 9KYAU3YMaO; Y OAHOM IAIIHEHTKH ObIAQ
OTMeYeHA CTAOMAM3AIMA PEIHANBA OOAE3HM, PA3BUB-
IIIETOCA HAa TPETBEM TOAY ITOCTTPAHCIAAHTAIIHOHHOTO
IIEPUOAQ, OAHAKO C YIETOM PA3BUTHUA HA IIIECTOMY TOAY
TPOMOOTHYECKOI MUKPOAHTHOIATHH AIIMEHTKA OBIAL
TAKAKE ITepeBeAcHa Ha 9KyAu3yMad [62]. Crout orMeTnTs,
410 3(PEKTUBHOCTD PUTYKCHMA0A § TPAHCIAAHTHPO-
BAHHBIX IIAIIHECHTOB HEBEAHKA, B AUTEPATYPE OIMCAH
CAydYail MCIOAB3OBAHHUA pUTYKCHMaba 1 mAasmade-
pesa AAf Aedenus Bo3spara DDD mocae poactBeHHOI
TPAHCHAAHTAIINN TOYKM Y MAIIMEHTKH C HAAMYHEM
C3-medppurnaeckoro hakropa B OTCYTCTBHE MYTAIIU
B renax, koaupyromux dakrop H, daxrop I u MCP.
[Ipumenenne purykcnmadba n maazmadepesa OBIAO
OE3yCIICIIHBIM, 2 BOT IIOCACAYIOIIEE ACICHHE IKYAU-
3ymabom okazarock spdexrupapM [81]. ITo aanmbIM
HEAABHO OITyOAHMKOBAHHOIO aHaAm32 12 nccAeAOBaHMI
(CeMIH KOTOPTHBIX HCCACAOBAHHIA H IIATH CEPHIT CAYIACB)
9acTOTa IOTEPH TPaHCIIAaHTATa y namuenTos ¢ C3
I'T], moayuasmrux mocae TIT sxyamsyma0d, cocrasmaa
33%; pu 9TOM y IALIMEHTOB, HE ITIOAYYABIINX ACUe-
HUA 110 IPUYUHE CTAOMABHON (DYHKIIHMK TPAHCIIAQH-
TAT4, 9aCTOTa ero morepu cocrasuaa 32% mpu C3 I'H
u 53% npu DDD. ABTOpsI 9T0r0 0030pa OTMEYAIOT,
91O OnpeAeAeHne yposHA pactBopumoro MAK moser
IIOMOYB BBIABHTD ITAITHECHTOB, KOTOPBIE XOPOIIIO OTBETAT
Ha TEPAITHIO 9KyAu3ymadbom [83].

Bknapg, aBTOpOB:

E. B. 3axapoea, A.C. 3bikosa

3akAroueHue

Wcropust usygenus rpymer 3a00ACBaHII, O0BCAU-
HfEMBIX B HACTOAITIEE BPeMd IOA TepMuHOM C3 raomepy-
AomaTus, HaCuHThIBAeT OoAee 60 AeT, OAHAKO, HECMOTPS
Ha 9KCIIOHEHIUAABHEI pocT cBeaeHuit o C3 I'T1 3a mo-
CACAHEE ACCATHAETHE, 9T TTATOAOTHS BCE CITIE OCTACTCS
HEAOCTATOYHO M3YYCHHOIL. Pa3BUTHE IIOAXOAOB K AHA-
raocruke u AedeHuro C3 I'T] orpazkaeT IIOAXOABI K 'AO-
MepyAOHEPPUTAM B IIEAOM: BAXKHOCTb OIIEHKH OHOIICHI
ITOYKH AOIIOAHSICTCS AAHHBIMU T€HETUYECKUX HCCACAO-
BAHMI U TIPEACTABACHIAMI O BKAAAE Ay TONMMYHHBIX Me-
XAHU3MOB B IIATOI€HES, 4 METOABI ACUCHUS TIOCTEIIEHHO
3BOAIOIIHOHUPYIOT OT HMMYHOCYIIPECCAHTOB ITHPOKOIO
CIEKTPa ACHCTBHA K IPUMEHCHHIO YiKE MMCIOITHXCS
U pa3pabOTKe HOBBIX TAPIETHHIX IIPEIIAPATOB, ACHCTBY-
FOIIUX HA Pa3HEIE 3BeHbA naTorenesa. Ho, xora Teuenne
C3 I'TI B 11eAOM XapakTepHusyerca HeOAArOIPUATHBIM
IIPOTHO30M H MOZKET B YACTH CAYIAEB HOCHTD KATACTPO-
dpuraecknii xapaKkTep, CTPATErny TEPAITHH, OCHOBAHHbIE
HA AOKa3aTEABCTBAX, KparHe AnMUTHpOBaHbL. C yueTom
BEAYIIIEIO IIPOABACHHA B BUAE COYETAHUA IeMaTypUU
u nporennypun 6aszoseie Tectsl Ha C3 u C4 komro-
HEHTBI KOMIIAGMEHTA BEPOATHO AOAKHBI PYTHHHO IIPO-
BOAHTCA BCEM ITAIINEHTAM C KAMHUYECKIMH IIPU3HAKAME
TAOMEPYAAPHOIO IOBPEKACHIUSA, B TOM YHUCAE — U C H30-
AMPOBAHHBIM MOYEBBIM CHHAPOMOM; UX AHATHOCTHYE-
CKH 3HAYNMBIE PE3YABTATHI MOIYT IOCAY/KHTH IIOKA3a-
HEeM AAf BeioAHeHus HedpoOuorcuu. ITposeaenue
PACIIIIPEHHBIX TECTOB HA KOMIIOHEHTBI KOMIIAGMEHTA
U TEHETHYCCKOE TECTUPOBAHIE AASl IIOATBEPIKACHIS
AVATHO34, II0-BUAUMOMY, HE IICACCOOOPAZHO AAS IIHU-
POKOTO IIPUMEHEHHA, OAHAKO UX PE3YABTATHI MOIYT I10-
BAHATH BAUATH Ha IIPOTHO3UPOBAHHE (P DEKTUBHOCTH
HMMMYHOCYIIPECCHBHOM 1 TAPICTHOH TEPAITH.
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