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B cTaTbe paccMOTpeH KNMHMYECKNA Clydar aTUMMYHOIO reMOJIUTUKO-YPEeMMYECKOro CUHAPOMA, KOTOPbIV ABUIICA CTap-
TOBbIM MEXAHV3MOM [N Pa3BUTMA MeMOpaHo3HoM HedponaTtun. Y 6onbHoro X., 23 feT roga, Nocsie oCTpol pecnpaTopHoO-
BMPYCHOW MHPEKLMM NOABUANCH MPU3HaKN HedPOTMUECKOTro CUHAPOMA, apTepranbHO r’MNepTeH3nK, HapyLLeHNA GyHKUUK
noyek. bbina BbINONHeHa NyHKLUMOHHasA Heppobroncms, n mopdonormyeckasn KapTmHa COOTBETCTBYET UMMYHOKOMMIEKCHOMY
rnomepynoHeppuTy, BepoAaTHee BCero, MeMOpaHO3HOM HepponaTm C HanMymem CerMmeHTapHOro rMoMepynoCKneposa,
KNeTOYHbIX NonynyHuiA. MapannenbHo y 60nbHOro BepriduLMpoBaHbl NPU3HaKM TPOMOOTUYECKO MUKPOaHIONaTK B BUAE
MUKPOAHIONaTMYeCcKon aHeMunu, TPOMOOLMTOMEHNI, MOBBILLIEHWA YPOBHA TAKTaTAErMAPOreHasbl Kak Npr3Haka LmMTonmsa
(Npexpae Bcero, BHYTPMCOCYAMCTOro remonusa). Mpu nposeaeHnn gudpdepeHumanbHOM ANarHOCTUKN OCTaHOBUINCH Ha Ava-
rHO3e aTUMMYHOIO reMoJSIUTUKO-YPEMMYECKOTO CUHAPOMA. YHMKaNbHOCTb ONMUCbIBAEMOTO KIMHNYECKOro CJlyyasa COCTOUT B
TOM, YTO Cllyyaum Pa3BUTUA rMomepynoHedpuTa Ha GoHe aTUMUYHOTO FEMOSINUTUKO-YPEMNYECKOrO CUHAPOMa KpaliHe peaKw,
a MembpaHo3Hasa HedponaTyA onucaHa Bnepable.
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A CASE OF DEVELOPMENT OF MEMBRANOUS NEPHROPATHY AGAINST
THE BACKGROUND OF ATYPICAL HEMOLYTIC-UREMIC SYNDROME
ACTIVATED AS A RESULT OF ACUTE RESPIRATORY VIRAL INFECTION
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N.A. Bronovitskaya', N.B. Bondarenko’, A.M. Batiushina'
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The article considers a clinical case of atypical hemolytic-uremic syndrome, which was the starting mechanism for the
development of membranous nephropathy. Patient X. 23 years after acute respiratory viral infection, signs of nephrotic syndrome,
arterial hypertension, and impaired kidney function appeared. Puncture nephrobiopsy was performed and the morphological
picture corresponds to immunocomplex glomerulonephritis, most likely membranous nephropathy with the presence of
segmental glomerulosclerosis, cellular half-moons. In parallel, the patient had verified signs of thrombotic microangiopathy in
the form of microangiopathic anemia, thrombocytopenia, increased lactate dehydrogenase levels as a sign of cytolysis (primarily
intravascular hemolysis). During the differential diagnosis, we stopped at the diagnosis of atypical hemolytic-uremic syndrome.
The uniqueness of the described clinical case is that cases of glomerulonephritis against the background of atypical hemolytic-
uremic syndrome are extremely rare, and membranous nephropathy is described for the first time.
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Bcryniienue

ATUNNYHBIA TeMOJIUTUKO-YPEMUYECKUN CUH-
apoM (al'YC) siBasieTcs HacJieICTBEHHO 06YCJ10B-
JIEHHBIM NIPOSIBJIEHHEM IaTOJIOTUU CUCTEMbI KOM-
IJIEMEHTA, aKTUBUPYIOLIENCS 110 aJIbTEPHATUBHOMY
MyTH U CONPOBOXKAAIOLIENCs pa3BUTHEM TPOMOOTHU-
YeCKOM MHUKpoaHruonatuu. OnucaHo 60JibIloe Ko-
JINYeCTBO MyTal W, NpUBOAALUX K pa3BUTHIO al'YC,
NPy 3TOM HauboJiee YacToU sABJsieTCs MyTalMs reHa
¢dakTtopa H [1]. [Ipu aTOM nopakeHue MOYEK SIBJISA-
eTCsl OJHUM U3 IPKUX KJIMHHUYEeCKUX NMPOsIBJIEHUHN
al'yC [2]. TpurrepoM akKTHBHU3ALUH CUCTEMbI KOM-
IJIeMeHTa C Pa3BUTHEM TPOMOOTHYECKOW MUKPO-
aHruonatuu npu al'YC yale gBJSIOTCA pa3HOO-
6pasHble UHPEKLMOHHbIE MMPOLECCh], B TOM YHUCJIe
COVID-19, HO MOTYT SIBJATbCS TaK)Ke 6epeMeHHOCTh
Y pOZibl, OTPaBJIEHHS U UHTOKCUKALMU, TPAaBMHI [3,
4]. [loMHMMO TUNUYHBIX BAPUAHTOB MOpPaXKEHUS I10-
yek, npu al'YC Bo3MOXHBI U Gosiee peakue GOpMbl
B BuJie C3-ryioMepysionaTUH, KOTOPbIE SABJISIOTCS
CaMOCTOSITEJIbHBIMU NPOsIBJIEHUEM HaAC/EICTBEH-
HOM NMaTOJIOTMM CUCTEMbI KOMIIJIEMEHTA, HO TaKXe
B peJIKUX C/Iy4asiX MOTYT ObITb B CTPYKTYpe KJIUHU-
yeckux nposieieHud al'yYC. Kpaline pegkuM sBjsieT-
cs1 MaHudecTalys MOYeYHbIX POSIBJAEHUN B BUE
rJIoMepyJIoHepPUTA, He OTHOCALIEr0Cs K KaTeropuu
C3-riiomepysnonathii wiau C3-J0MHUHAHTHBIX GOPM
[5]. [IpencTaBisieM KIMHUYECKHUH caydyadl MaHue-
CTalMK MeMOPaHO3HOHM HedponaTuu B pamkax al'yYC.

OnucaHue KJIMHUYECKOro cy4dast

BosabHou X. 23 roaa, o anpens 2022 r. cauTan
ce6s1 3/J0pPOBBIM UesJl0BeKOM. B ampesie nepebosien
OCTPOY pecrnupaTOpHO-BUPYCHOU UHPeKIMen (He
W3BeCTHO, 6611 1 COVID-19) ¥ B Mae cTasl oTMeYaTh
MOsIBJIeHHE CUMMETPUYHBIX OTEKOB HIDKHUX KOHEY-
HOCTeH, NOBbIlLIeHHEe apTepHUaIbHOrO0 JaBJeHUs 10
160/100 MM pT. cT. [Ipy 06csieOBaHUM GbLIA BBISB-
JIeHa IPOTeUuHypHUs HepPOTUUECKOTI'0 YPOBHSI, MOBBI-
IIeHHe YpOBHEeH Mo4eBHHBI (14 MMoOJIb/JI) U Kpea-
THUHHHA KPOBH (232 MKMOJIb/J1), TUIIONIPOTENHEMHUS
(51 r/n). [TanyenTy O6bLIa BBINTOJIHEHA TYHKLMOHHAS
Hedpobuoncus. Mopdosiornyeckass KapTUHA COOT-
BETCTBYeT UMMYHOKOMILJIEKCHOMY TJiIoMepy/ioHed-
pUTY, BeposiTHee Bcero, MeMbpaHo3HOU Hedpona-
THUU C HAIUYHEM CerMEHTApPHOTO IJIOMepyJIOCKJie-
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po3a, kjeTouHbIX (38%), PruOpPO3HO-KJIETOUYHBIX
(7,5%) skcTpakanW/IAPHBIX MOayaIyHUN. Takxke
BBISIBJIEHBI SIBJIEHUS TYOYJIOUHTEPUCTUIIUATBHOTO
BocrnasieHus U pubpo3sa c arpodueit o0 30% nuioia-
Ay (puc.1-5). OTMeuaJics c1abo BbIpaXKEHHBIU T'H-
nepTpodUyecKUi TUII peMo/leJIMPOBaHUs apTepUui
MBILIEYHOT'0 U PE3UCTUBHOTO TUNOB. [Ipy npoBee-
HUHU UMMYHOQJII00PECIIEHTHOI'O aHA/IN3a BbISIBJIEHA
Cy0aMUTeNNaTbHAs YMepeHHas: MeJIKOTpaHyJIsipHast
akcnpeccus IgG, kanna- 1 JaM6a-Lenei UMMYHO-
IJIOOYJIMHOB ++, B y4aCTKaX CErMeHTapHOro IJIo-
MepyJIoCcKJiepo3a — BbIpa)keHHas akcnpeccust C3-
KOMITOHEHTa KOMIlJIEMeHTa +++. [Ip1 3/1eKTpOHHOH
MHUKPOCKOIUH BBISIBJISIIOTCS 3JIEKTPOHHOIJIOTHBIE
cy6anuTenabHble Aen03UThl, JUuddy3HOe paciia-
CTaHHbIE MaJIbIX OTPOCTKOB MO/IOI[UTOB.

AR A
EAAIBLT

PucyHok 1. [loye4yHbIii KJ1y604eK, B KOTOPOM OTMe4YaeTcsa
MacCUBHas IVIOGY/IsIpHAsA runepTpodus U runepniasus
IOMepy/ISpHOro anuTeauA. OKpacka reMaTOKCUJIMHOM U
303MHOM, yBesindeHue x400.

PucyHok 2. [loyeyHblii KJIy604€eK, B KOTOPOM OTMe4YaeTcs
OGIIMPHBIN CK/Iep03 KO0JIJIa6MPOBaHHBIX KANJIISIPHBIX
neTeJ/ib B IleHTPa/JIbHOM YacTH (30HBI CK/Iepo3a
OKpallleHbl B CHHMH I1BeT) U BbIpaXKeHHasA runepnjiasusa
IoMepy/ISpHoOro sanuTeausa. Okpacka no Masuiopw,
yBesimyeHue x200.
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PucyHok 3. Kanu/isipHble NeT/IU I04YeYHOro KJIy6Go4Ka.
MuKpoTpoM6 B IpocBeTe KaNU/IAPHOM NEeT/IH € y4aCTKOM
CerMeHTapHOro IJIoMepy/10CK/Iepo3a. JJIeKTPOHOrpaMMma,
yBesimyenue x1000.

PucyHok 4. KanuisipHele neT/iv No4e4YHoro
KJIy604Ka. Pejkue MeJIKue 3/IeKTPOHHO-IIJIOTHbIE
Ccy63nuTe/IMa/IbHbIE AENO03UThL. JJIEKTPOHOrpamMma,

yBesnueHue x2500.

PucyHok 5. KanuiispHble neT/iv N04Ye4YHOro
KJIy604Ka. luaponuyeckas Auctpodus 3HAOTETHUS.
JneKTpoHOrpamma, ygesandernue x1000.

[lanMeHTy mpoBeJieHa MyJIbC-Tepanus (MeTUJI-
MpeJHU30JI0H B COUETAHUU C UKJI0dochaMuom)
C MOC/JeAYIOUIUM TPUMEHEHHMEM NTPeJHU30JI0HA
M0 KJIacCU4YecKol cxeme B f03e 60 Mr/cyT. YYUTbI-
Basi ObICTPOE MPOrpecCUpoBaHUe MOYEYHOH Auc-
dyHKuMU (MoueBUHa — 36 MMOJIb/JI, KpeaTUHUH
— 587 MKMO0J1b/J1) NPUMEHSJIMCh NPOLIeyPhI T'e-
MOJHMa/iM3a Ha BPEMEHHOM COCYZAUCTOM JIOCTYII€.
Ha npoTsxeHHnH noc/eAy0OUUX TPEX MecAaLeB Co-
XPaHSJUCh IPHU3HAKKW HEPPOTUUECKOTO CHUHJPO-
Ma, OCTpo¥ 60Jie3HU NoYeK, TpaHCHOpMHUPOBaB-
1ielicsa B UTOre B XPOHUYECKYIO 60JIe3Hb MOYEK
C5A3 (MoueBUHA — 42 MMOJIb/JI, KDEaTUHHUH —
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490 MKMOJ1b/J1), IPOJIOJIKAJIACH Tepanus reMoJu-
aJIN30M, NPOBOAUIACH AaHTUTUIIEPTEH3UBHAs Tepa-
nus, jedeHue aHeMuu. B aBrycte 2022 r. nepeHéc
nHoeknuw COVID-19. B nocseayoiieM 66110 TpH-
HATO pellleHHe O MOCTeNeHHON OTMeHe Tepanuu
npe/IHU30JI0HOM.

B oTHoLeHUH 1abopaTOPHOU AUATHOCTUKU
TPOMOOTUYECKON MUKPOHTHMONATUU ObLIU NpPO-
BeJleHbl UCCJIeJOBAaHUS KPOBU U BbISIBJIEHDI MIPU-
3HAKU MUKKpOAHTHONaTU4YeCcKon aHemMuu (60, 68,
72,90 r/n), He UMelOLel MPU3HAKOB UMMYHHOO-
MOCpPeOBAaHHOCTH B CBOEM PAa3BUTHU (HempsiMasi
peakuus Kymb6ca oTpuiatesibHa), TPOMOOLUTOIE-
Huu (80, 120, 98, 124 *10°/s1), NOBBIIIEHUsT YPOBHS
JIaKTaTaeruaporeHassl (766 ME /) kak npu3Haka
LUTOJIM3A (Mpex /e BCero BHYTPUCOCYAUCTOTO reMo-
san3a). OTMeyanochb yMepEeHHOe CHIMKEHUE YPOBHS
C3-koMnoHeHTa koMiieMeHnTa (0,79 r/a), oTpuna-
TeJIbHble 3HaUeHUsl TeCTOB, CBU/I€TEJbCTBYIOIUX O
BO3MOXXHOM HaJIMYUU ayTOUMMYHHBIX 3a60/1€BaHUH
(ANCA screen — 0,036; 0,04 npu HopMe MeHee 1,0;
aHTUTeJA K KapJUOJIUNUHY — 7,9 eZ/MJI IPH HOpMe
MeHee 10; aHTUTeNA K JBYyxcnupasibHoi JIHK — 9,7;
5,0 eq/mu1 npu HopMe MeHee 25). OTMeyvasicsl IOBbI-
LIeHHbIH YPOBEHb aHTHUTEJ K 2-IVIMKONPOTEUHY
(4,1 en/ma npu HopMe MeHee 1). AKTUBHOCTb
ADAMS-13 coctaBusa 52%, 4TO MO3BOJIWJIO HAps-
1y C HEKOTOPbIMU KJIMHUYECKUMU MPOSIBJIEHUIMU
(BbIpa’keHHAst MoYeyHasi JUCHYHKIUS, OTCYTCTBUE
TSXKEJI0M TPOMOOLMTONEHUH, TSXKEIOTO TOPAKEHUS
rOJIOBHOTO MO3ra) UCKJIYUTb TPOMOOTHUECKYIO
TpoMbouyToneHu4yeckyto nypnypy. C yaétom Ha-
JINYUSI TPOMOBOTUYECKON MUKPOAHTHOMIATHU 60JIb-
HOMY NPOBOAWJIMCH IJIAa3MOOGMEHBI C 3aMeleHHeM
CBeKe3aMOpPOXKeHHOW MJ1a3Mbl. [IpuMeHeHue 1/1a3-
MOOOGMEHOB CIOCOO6CTBOBAJIO CTAOUIM3ALMU COCTO-
SIHWA NalMeHTa. PellleHre 0 Tepanuy aKy/J1M3yMaboM
MIPUHSTO He OblJI0, IOCKOJIbKY He GbLJIO MOJIHOU
yBepeHHOCTU B Hasuuuu al'yC B kauecTBe NpUYH-
HbI Pa3BUTHS TPOMOOTUYECKOW MUKPOAHTHOMATHH,
He UCKJIIoYaJicsd aHTUPOCHOIUNUIHBIN CUHAPOM.
Y 60s1ibHOTO Ha $oHe 3ab0/1eBaHNSA PAa3BUJICA reHe-
pa/Iu30BaHHBIN CYyJOPOKHBIA MPUNAZI0K, KOTOPbIX
ObLJI paclieHeH HEBPOJIOTaMU I0CJIe TPOBE/EHUS
JOTOJTHUTEbHOI0 06c/1ej0BaHus (3/1eKTPO3HIIe-
danorpadus, MarHuTHO-pe30HAHCHasA ToMorpadus
rOJIOBHOT'O MO3Ta) KaK CUMIITOMaTHYeCKas SMUJIel-
CUs B paMKax JUCHUPKYJSITOPHOU U AucMeTabo-
JIN4ecKoy sHLedasonaTuu Ha GoHe OCHOBHOTO 3a-
6oJieBaHus. CieayeT 3aMeTUTb, YTO O6paT NalyeHTa
yMep B IeTCKOM BO3pacTe, CTpajas Nuiencuei. 3To
oTpejiesisieT BEPOSITHYIO HACJIe[CTBEHHYIO ITpeapac-
MOJIOXKEHHOCTB K eé pa3BUTHIO. Takke y 60JIbHOTO
OblyIa BbISIBJIEHA 9KCCYAATHUBHO-TeMopparuyeckas
XOPUOPEeTHUHONATHS 000UX IJ1a3, OTC/I0MKA CEeTYATKU
B [IPAaBOM I[J1a3y, B reHe3e KOTOpPOi He HabJ110/1a/10Ch
TpoM6030B BeTBeH IVIa3HOU apTepuu. B HacTosee
BpeMs MalUeHT NPOA0J/HKAET MoJy4aTh JedeHue
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reMmouajin30M, aHTUKOAryJiiHTaMu, aHTUTUIIEPTEH-
3UBHYIO, IPOTUBO3NUJIENITUIECCKYIO U CHMIITOMATH-
YECKYI0 Tepallrio.

O6cyxaeHue

Pa3BuTHe y 60JIbHOTO TPOMBOTHUUECKON MUKpPO-
aHTruonaTuu (HEMMMyHHasl reMOJIMTHYecKasi aHe-
MUS, TPOMOOLIUTONEHHUS, IPU3HAKHU LIUTOJH3a B
BU/le MOBBILIEHUS YPOBHS JIAKTATAETUAPOTEHA3bI)
He BbI3bIBaeT COMHeHUs. [Ipu npoBegenuun aud-
depeHIIMaIbHON JUATHOCTUKHU ObIJIM UCKJIIOY€EHbI
TpOMOOTHYECKass TPOMOOLUTONEHUYecKas Nypiy-
pa ¥ TeMOJIMTUKO-YPEMUYECKUN CUHJPOM U BTO-
pudHble GOPMBbI TPOMOOTUYECKON MUKpPOAHTHOIIA-
THUU. V3 ocTaBIIMXCA B IMarHOCTUYECKON KOp3UHe
MaTOoJIOTMYeCKUX NpoueccoB 611U al'YC 1 aHTH-
dochonunuaHbIN CUHPOM.

Y nauueHTa OTMeuasics MOBbIIIEHHbIN YPOBEHD
aHTUTEJ K [32-mIMKonpoTenHy. [loBbilleHre JaHHOTO
ToKasaTeJisi MOXKeT ObITh MPU3HAKOM aHTUdOCDO-
JIMITUAHOT'O CUH/APOMA, OJHAKO MOKAa3aHO MOBbIILIEe-
HUE ero YpOoBHS B KPOBH y 60JIbHBIX C UHeKI el
COVID-9 B 73,9% cuiyyaeB (B ocobeHHOCTH IgA), KOTO-
pyto manueHT nepeHec [6]. Takxke ecTb HaOIOAEHUS
0 TIOBBILIEHUH YPOBHS aHTUTE K [32-IIMKONPOTEUHY
MpH psifie APYTUX GaKTepHalTbHbIX U BUPYCHBIX HH-
dekuuii [7]. BoisiBJeHHe BOJTYAHOYHOI'O aHTUKOAry-
JITHTA OJJHOKPATHO TaK:Ke MOXKET CBU/IeTeJIbCTBO-
BaThb B N0J1b3y aHTUPOCHOSUNHUAHOIO CHHAPOMA.
OpHako caeayeT MOMHUTD, YTO MALUEHTY €ro oIpe-
Jlesisid Ha GoHe MPUMeHEeH!s] HU3KOMOJIEKY/ISIPHOTO
rernapvHa, a, Kak U3BeCTHO, B TaKOM CUTyalUU BO3-
MO>KHBI JIOXKHO-TI0JIOKUTEJIbHbIE Pe3yJIbTaThl TeCTa
[8]. Takxke cnenyeT yYUTbIBATh, YTO MOBBILIEHHUE
YPOBHSI BOJTYQaHOYHOI'0 aHTUKOATYJ/ISIHTA HA0JII0/jaeT-
Cs1 He TOJIbKO NpY aHTUHOCHONMUNUIHOM CUHAPOME U
CHUCTEMHOM KpacoW BoJlYaHKeE, HO U MPU PA3IUYHbIX
nHbeKLusax, B ToM yucie nipexkuuu COVID-19 u
psi/ie IMMYHHBIX 3a06oJsieBaHul [9]. B nosb3y aHTH-
dochonunuaHOro CUHAPOMA TaKXKe JJ0/IKHbI CBU-
JleTeJIbCTBOBATh SIBJIEHHS TPOMOO30B, B G0JIbIIEN
CTelleHU apTepUaIbHbIX, KOTOPbIX V MAlMeHTa He Ha-
6JIH0/1aJ10Ch. JTO B MOJIHOW Mepe He MOXKET CJIY>KUTb
KpUTepHUeM UCKJII0YeHHSA aHTHUHOCHOTUIUIHOTO
CUH/IPOMa, HO CBU/IETEJIbCTBYET HE B M0JIb3Y JJAHHO-
ro naroJiornyeckoro npouecca. [1ocko/bKy B reHese
aHTHdochOoMNUAHOTO CUH/POMA MIPe/NoJIaraeTcs
pasBUTHE ayTOUMMYHHOU arpeccuy, NpuMeHeHUe
[JIIOKOKOPTUKOHU/IOB OJIXKHO OBLIO MOJIOKUTETbHO
CKa3aTbCs Ha TEYeHUHU MPOLiecca, Yero 3aMeyeHo He
6b110. B CBsI3U € BhllIenepeyrcieHHbIM HauboJiee Be-
POSITHBIM sIBJISIeTCS Ha/IM4Ke y 6os1bHOr0 al'yYC, B CcBSI-
3U C 4eM Ipe/oJiaraeTcsl IpuMeHeHUe NaTOreHeTH-
YecKOH Tepanuu B BU/JIe 3Ky/UM3yMaba MpH YCJI0BUU
aKTUBALUHU IpoIlecca.
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TakuM 06pa3oM, HaM NpesCTaBAsAETCS pa3BUTHE
NaTOJIOTUYECKOT0 Ipolecca caeAyoIuM obpa-
30M: Ha ¢poHe BUPYCHOU MHPEKIMHY, BbICTYIUBIIEN
TPUTTEPOM, IPOU30IILJIA AKTHUBALUS CHCTEMBI KOM-
NJIeMeHTa C pa3BUTHUEM TPOMOOTHUUYECKOW MUKPO-
aHryvonaruu no npuyuHe al'VC. B pamkax sToro
npoiiecca HabJ10jas0Cch pa3BUTHUE [VIOMepyIoHed-
pUTa, UMEBIIEr0 GBICTPONPOrPeCCUpYIOlee Teye-
HUe, B UCX0Jle KOTOporo y 60/bHOro cdopMUpoBa-
jack XBII 5/] cTaziyu, ¥ OH CcTaJl MOJIy4yaTh JeYyeHue
reMo/iuan30M.

ATHNUYHBIM HaM MpeJCcTaBJsETCSA B JJAHHOM
cjlydyae pa3BUTHE IyioMepyJsioHeppuTa (MeMbpa-
HO3HOU HedppomnaTtuun) Ha doHe al'YC. Xapak-
TEePHBbIMU BUJIAMU NOPAKEHUS NOYEK IPU 3TOM
MaTOJIOTUYECKOM Mpoliecce sSBJSEeTCs Mopaxe-
HHUe COCYZ,0B MeJIKOr0 Ka/inbpa c 3HA0TeJN030M,
GHUOPHUHOUHBIM NPONUTHBIBAHUEM U HEKPO30M
CTEHOK, MUKPOTPOMO030M, pa3BUTHEM HILIeMHUYe-
CKOM HedpomaTuy, a TakKe MopakeHueM Ty6yJ10-
WHTEPCTULHAJbHON TKAaHU B BU/JIe KaHAJbLEBOrO
Hekpo3a. Takke xapaKTepHO OGUJIbHOE OTJIO-
)KeHHUe JeN03UTOB, coaepxKalux C3-KOMOOHEHT
KOMIIJIEMEHTA, B CTeHKax apTepuoJ [10]. Pa3Bu-
THe IJIoMepyJioHeppHUTa IPU aTUIIUYHOM reMo-
JIMTUKO-YpPEMHUUYECKOM CUH/JpOMe KpaliHe peJiKo
BO3MO>XHO, HO, KaK NpaBuJjio, pedb UAET o C3-
[JIOMEPYJIONATHU B BUJe 60J1€3HU MJIOTHBIX JIel0-
3uToB UM C3-rompepysoHedputa [11]. OgHako
y Halllero nalyeHTa HeT NPU3HAKOB 3TUX MpoIiec-
coB. BMecTe ¢ TeM B 6HMoNTaTe OTMeYaeTCs CBe-
yeHUe eno3uToB C3-KOMIOHEHTa KOMIIJIEMEHTA
B 30HE CETMEHTApHOr0 KJIepo3a, UTO CBUETEJb-
CTBYeT O BOBJIEYEHHOCTHU CUCTEMbI KOMILJIEMEHTA
B pa3BUTHE NOPaXKeHUs I0YEK B BUJIE €r0 aKTHUBa-
LM N0 aJIbTepHAaTUBHOMY IYTH, @ 30HBI CKJep03a
BEPOSITHO SIBUJIMCh Pe3yJbTaTOM penapanuy B
30Hax KJy604YKOBBIX KalUJJASPHBIX MUKPOTPOM-
6030B BCJI€/ICTBUE TPOMOOTUYECKON MUKPOAHTHO-
naTuu. BeposiTHO, JaHHBIH NpoLECC MOT TPUBECTHU
K aQyTOUMMYHM3al WU U 3allyCKy MeXaHU3Ma BbI-
pa6oTtku 1gG4 npotus PLAZR (peunenTtopa ¢pocdo-
Junasbl A2) uau Jpyrux MoJieKys, 3anyckas Mexa-
HU3M pa3BUTUSI MeMOPaHO3HON HedponaTHHU.

[Io jaHHBIM JIUTEpATyphl IpUMepHO, B 3% ciy-
4YaeB NIpHU MeMOpaHO3HOU HepponaTHUU OO6HAPY-
>)KMBAIOTCA aHTHUTeJIa, CBA3blBawlue paktop H,
KOTOpble HallesieHbl Ha C-KOHLeBYIO 06J1acTh pac-
no3HaBaHus paktopa H [12]. [Ipu ayTOUMMMyHHOU
dopme al'YC Takke BbIpabaThIBAIOTCA aHTHUTEJA
npoTuB C-KOHLEBOH 06J1aCTH CBSI3bIBAaHUS PaKTO-
pa H, 4To GJI0OKHpYeT ero MoBepXHOCTHOE JeHCTBHE
B PeaKLMM aKTUBALMHU CUCTEMBI KOMILJIEMEHTA IO
asbTepHaTUBHOMY nyTH [13]. Takaa cxoxecTb B na-
TOreHe3e JIBYX NaTOJIOrMYeCKUX MPOLECCOB MOXKET
onpeJiesisiTh 0GIIHOCTb PA3BUTUSA UX NPOSIBJIEHUM.
Tak:ke Ha y4yacTHe CUCTeMbl KOMIIJIEMEHTA B MATO-
reHe3e MeMOpaHO3HOU HebpPONATHUH YKA3bIBAIOT
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JlaHHble HeJJaBHO NPOBeJIEHHOI0 KUTAWCKOro uc-
cJe[j0BaHus, I/ie 6bIJIO TOKAa3aHo, YTO NOBbILIEHUE
ypoBHel C3a u C5a COOTHOCHUTCA C POCTOM TUTpA
a"TuTes npotuB PLAZR, npuHuMamux Hemnocpes-
CTBEHHOE y4acTHUe B aToreHese MeMOpPaHO3HOU
Hedponatuu [14]. Takxke 6b1JI0 BbICKa3aHO NMPeJIIO-
JIO)KEHUE, YTO KOMIJIEMEHT MOXKeT aKTUBUPOBAThCS
yepe3 JIEKTUHOBBIN NyTh y MaljMeHTOB MeM6paHo3-
HOU HedponaTHell ¢ BBICOKUM TUTPOM aHTUTEN K
PLAZ2R u yepe3 a/ibTEpHATUBHBIN Ny Th Y NallUEHTORB
C HOpMaJIbHbIM TUTpPOM aHTUTesa K PLAZR. OnucaH
psii MyTanyil reHoB GaKTOPOB CUCTEMbI KOMILJIE-
MeHTa NpU MeMOpaHO3HON HedponaTHH, YTO TaKKe
MOJKeT CBU/IETE/bCTBOBATh O BO3MOXKHOM Y4aCTHUU
pPacCTpoOMCTB e€ aKTUBALMU B pa3BUTHUH MeMOPaHO03-
Hol HedponaTuu [15]. B0 MOKa3aHo, YTO YPOBHU
C3a B nuiazMe NOBBIIIAKTCA IPAKTUYECKU Y BCeX
60JIbHBIX C MEMOpaHO3HOW HedponaTHel, HabJII0-
JlaeTcsl MOBBILIEHHas 3kcnpeccus penentopa C3a
Ha MOJOLIUTAX, YTO KOPPEJUPYeT C YPOBHSIMHU ChIBO-
POTOYHOrO KpeaTHHUHA U npoTeuHypui [16]. [Ipu
3TOM NMpPUMEHeHHe aHTaroHucra penenrtopa C3a
CONPOBOX/]AJIOCh CHUXKEHHEM NIPOTEUHYPHH, UTO
MOATBEPXK/JaeT TOUKY 3pEHUS 0 TOM, YTO aHauIa-
ToKcHUH C3a sIB/1sIeTCS OCHOBHBIM 3Q$EKTOpPOM 01ocC-
pe/loBaHHOI'0 KOMILJIEMEHTOM MOBPEXKEHUS M0J0-
[IUTOB IPU MeM6paHO3HOU HepponaTUH.

3THU 06CTOATENBCTBA, B YACTHOCTH, SIBUJIUCH
OCHOBOH /J151 U3y4YeHHUs1 BO3MOXKHOCTH UCIO0JIb30-
BaHHUA 6JIOKAaTOPOB CUCTEeMbl KOMILJIEMEHTA NpPHU
MeM6paHO3HOU HedponaTuu. B HacTos1ee BpeMs
IPOBOJSTCS JiBa UCCIEe[0BAaHUs, B KOTOPbIX OyAeT
OoLleHUBATbHCs 3P PEKTUBHOCTD JBYX aHTHUKOM-
IJIeMeHTapHbBIX IPenapaToB MpU 3TOM 3a60JseBa-
HuU. [lepBBIM NpenapaToM sIBJsSE€TCS MIITAKOIaH,
nepopasibHbIN CeJIeKTUBHbIM UHTUOUTOP paKTopa
B (NCT04154787, https://clinicaltrials.gov/study/

NCT04154787). BropbIlM npenapaToM siBJsIeTCs
HapcoIinMab, ryyMaHU3UPOBAaHHOE MOHOKJIOHA/Ib-
Hoe aHTHUTeJso [gG4-A, UHrUGUpylollee MaHHAH-
CBSI3BIBAIOLIYIO JIEKTUHCEPUHOBYIO IpOTEa3y 2
(MASP-2), cepuHOBYy10 npoTea3y, OTBETCTBEHHYO
3a paclernjeHue KOMIIOHEHTOB KOMIIJIEMEHTA
C2 u C4. lIpoposnkarolieecs uccaefoBaHue 3TOTO
npenapaTa HallpaBJ/IeHO Ha OLeHKY 6e30MacHOCTH
npenapaTta y HallUeHTOB ¢ MeM6paHO3HON Hedpo-
naTued U ApyruMu 3ab6oJieBaHUSIMH KJIyGOUYKOB
(NCT02682407, https://clinicaltrials.gov/study/
NCT02682407).

3ak/sroueHue

TakuM o6pazoM, B paMKax paCCMOTPEHHOTO
KJIMHUYEeCKOTO cJyyasl npejAcTaBjeHa KJIUHHAYe-
ckas kapTuHa al'YC, akTUBUpOBaHHOTrO Ha GoHe
OCTPOU pecrnupaTOPHO-BUPYCHON UHPEKIMHU, KOTO-
PBIN SIBUJICS BEPOSITHBIM TPULTEPOM [/l PAa3BUTHUSA
rjioMepy/ioHedpuUTa B BHUJle MEMOpPaHO3HOU Hedpo-
naThH, NpOTeKaBLIEN ¢ GbICTPBIM MPOrpeccupoBa-
HHUeM. YHUKaJIbHOCTb C/1y4asi COCTOUT B TOM, YTO B
JUTepaType NpaKTUYECKH He MMeeTCsl ONMUCAaHUU
KJIMHUYECKUX CJy4aeB Pa3BUTHsS MeMOpPaHO3HOU
Hedponatuu Ha ¢oHe al'YC, HecMOTps HA TO UTO
B reHe3e MeMOpaHO3HON HedponaTUU OTYETIMBO
MpOCMaTpUBAETCH aKTUBALUSA CUCTEMbI KOMILJIe-
MeHTa M0 aJIbTEPHATUBHOMY UJIM JIEKTUHOBOMY
yTH.

dunaHcupoBaHue. HccieqoBanre He UMeJsIO
CIIOHCOPCKOU MOAJEPKKH.

KoH}IUKT MHTepecoB. ABTOpHI 3a8BJSAOT 06
OTCYTCTBUM KOHPJIMKTA UHTEPECOB.
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