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Annomayusn. Clq Hedpomatus penkas, HEIOCTATOYHO XOPOIIO H3yUEHHAas MaTOJOTHS,
xapakTepusyromascs orioxkeHneM Clq KOMIOHEHTa KOMILJIEMEHTAa U MMMYHHBIX KOMIIJIEKCOB B
Me3anruu. lloctaHoBKa auarHo3a TpeOyeT BBIMOTHEHHsS OWOMCHM TOYKH C HCCIEIOBAaHUEM
MMMYHHBIX KOMIUIEKCOB. [Ipy CBETOBOI MUKPOCKOTIMH JTaHHASI MATOJIOTHUS TPOSBIISIETCS 00JIE3HBIO
MUHUMaNbHBIX U3MeHeHud (BMMU), ¢okanbHO—cermeHTapHbIM Tromepynockiepozom (OPCIC) u
nposudepatuBHbIM TIIOMepysioHedpuToM. KimHudeckas kapTuHa pa3HOOOpa3Ha, KOJIEOTIOIAsCS
OT OECCHMNTOMHOW TeMaTypud WIU TPOTEHMHYpUH 10 He(DPOTUYECKOTO  CHHJIPOMA.
Koprtukocrepounbl  ABJISIIOTCS  OCHOBOM  JIEYEHHUS, a  HMMYHOCYIPECCUBHBIE  areHTHI
3ape3epBUPOBAHBI ISl CTEPOMAOPE3UCTEHTHBIX CiydaeB. Hannune HeppoTHUECKOro CHHApOMA U
OCI'C mpencka3plBalOT HEOJIAronmpUATHBIE MCXOJbl B OTIMYHME OT OJIArONPUSTHBIX HCXOAOB Y
nauueHToB ¢ bMHM. B atoli cratee MBI ONUIIEM KIWMHUYECKUN Ciydail, THCTONATOJIOTHIO,
KIIMHUYecKyto ocooeHHocTh Clq Hedpomatuu.

Abstract. C1q nephropathy rare, it is not well studied pathology characterized by deposition
of C1q component of complement and immune complexes in the mesangium. The diagnosis
requires a kidney biopsy with the study of immune complexes. With light microscopy, this
pathology manifests itself as a disease of minimal changes disease (MCD), focal segmental
glomerulosclerosis (FSGS), and proliferative glomerulonephritis. The clinical picture is diverse,
fluctuating from asymptomatic hematuria or proteinuria to nephrotic syndrome. Corticosteroids are
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the basis of treatment, and immunosuppressive agents are reserved for steroid—resistant cases. The
presence of nephrotic syndrome and FSGS predict unfavorable outcomes, unlike the favorable
outcomes in patients with MCD. In this article, we describe the clinical case, histopathology, the
clinical feature of C1q nephropathy.

Knroueswvie cnosa: C1lq Hedponarus, 3ad6oeBas movek, HEHPOTUUSCKUI CUHAPOM, TEPAITHSL.
Keywords: C1q nephropathy, kidney disease, nephrotic syndrome, therapy.

Axmyanvnocms. Clq HedppomaTtus — JOBOJBHO PEAKOE W MaJOM3ydyeHHOE 3abosieBaHue
IJIOMEPYJI, XAapaKTEepPU3YIOIAsAcsd IPEUMMYIIECTBEHHBIM OTJIOKEHUEM B ME3aHI'MU KOMIIOHEHTa
kommuiementa Clq. KpuTepusimu UCKiIOUEHUS SBISIOTCS HalMyue MeMOpaHONpoau(epaTUBHOIO
riIioMepysioHedpuTa, CHCTEMHON KpacHOW BoOJYaHKHW. VICTOpUST W3ydeHUs, KakK OTICIbHON
[aTOJIOTMH, OTHOCHTCS KO BTOpoit mojoBune XX B. J. C. Jennette, C. G. Hipp [1]. Kimauueckas u
MHUKPOCKOINYECKAsKAPTUHBI BECbMa Pa3HOOOPa3HbI U IMAarHO3 OCHOBBIBAETCS] HA TUCTONATOJIOTU Y.

[To manHBIM MOP(}ONTOTHYECKUX PETUCTPOB, YacToTa maTtojoruu konednercs ot 0,2 mo 16%
[2-3]. B GosibIIMHCTBE CilydacB JUATHOCTUPYETCS Y MOJIOJIOTO HaceleHusB Bo3pacte ot 15-30 rer,
CTPaJalOT NPEUMYIIECTBEHHO MYX4YHHbI [4-5]. TpexieTHsisi mouevHasi BBKUBACMOCTD Y TAI[IEHTOB
cocrasisier 84% [2].

Knunuueckast kaptuHa nopaxenus nodyek npu Clq Hedpomatuu oriauuaercs OOJIBLIIMM
pasHooOpa3ueM, Bapbupys OT MHHUMAIbHOW TPOTEHHYPHH JO TSKEIOr0 HEPPOTHIECKOTO
cuapoma. Haubonee HeOmaronpusiTHble HCXOABI IPEJCKA3bIBAIOT HAIWYME HEPPOTHUECKOIO
cMHIpoMa W MOPQOJOTHYECKH  BEPUPHUIMPOBAHHOTO  (OKATBHO —  CErMEHTApHOTO
rinomepyiockieposa (PCI'C) [1-2]. Jannas maromorus B 35-50% ciy4aeB penuauBUPYET B
TpaucruianTare [1].

[Tpuunssr Clq HedpomaTuy, Kak U NPUUUHBI OOJBIIMHCTBA TJIOMEPYJIONATUHIO CUX IOP
OKOHYATEJIbHO HE BBISICHEHBI. B HacTos1ee BpeMsi IPOJOHKAIOT 00CYK/1aThCsl OCHOBHBIE IPUYMHBIL:
BUPYCHbIC U OakTepHalbHble MH(PEKIUH, Yalle BEpXHHX JbIXaTelbHbIX mytei [6—7]. B ocHoBe
[IaTOTeHE3a JISKUTTEOPHS CII0)KHOIO0 HMMYHHOIO MexaHu3Ma. HemanoBakHyIO pojib UTpaeT CBs3b
KOMIUIEMEHTa C JIAMUHMHOM — OenkoM Oa3anbHOW MeMmOpaHbl KiayOouka [8]. AkTuBamms
peuentopoB Clg—KOMIOHEHTa KOMILJIEMEHTa COIPOBOXAAETCS  CBSI3bIBAHUEM HMMYHHBIX
KOMIIJIEKCOB € KJIeTKaMM Me3aHrus [8]. ABTOpbI IpH aHalnu3e psja HaOMIOJEHUM CUMTAIOT, YTO
o6enkn Clq—KOMIOHEHTa KOMIUIEMEHTa CaMH MOTYT CBSI3bIBaTbCsl C UMMYHornoOyinuHamu [9],
TakuM o00pa3oM, crnocoOcTBys mnocnenoBatenbHol aktuBaiuu Cl-mpoteassl, Clr— u Cls—
KOMITOHEHTOB KOMIIJIEMEHTA, YTO CIIOCOOCTBYET aKTHUBAallMM MEMOpPaHOATaKYIOLIEro KOMILIeKca
C5b-9 mo kmaccuueckomy mytu [5—10]. Bece 3T0 NPHBOAUT K aKTHBAIMH UMMYHHOH CHCTEMBI H
(hOopMHPOBAHNMIO MMMYHHOTO BOCHIAJIEHUS B KJIyOOUKaX MOYEK.

I'cTonoruueckoe McciaeoBaHUE MOYEK MPH CBETOBOM MUKPOCKOMHMM JAaeT pazHOOOpa3HbIe
naHHbIe. B OONbIIMHCTBE CilydaeB 0OHAPYKUBAIOTCANPU3HAKA O0JIE3HM MUHUMAJIbHBIX U3MEHEHUH
(BMN), a taxxxe ®CI'C. Haubonee peakuMH CaydasMUSBISIOTCS NMpoiu(epaTUBHbIE BapUaHThI
[5, 12].

OCHOBHBIM HCTOYHHMKOM HH(POPMALUN SBISETCS HUMMYHO(DIIOPECIEHTHAS MHUKPOCKOIHS.
[Ipeobnaganne Clq KOMIOHEHTa KOMIUIEMEHTA, 10 CPaBHEHUIO C JPYTUMH HUMMYHHBIMU
KOMIUIEKCAMM B ME3aHTMU SBIISIETCS NATOTHOMOHWYHBIM IPU3HAKOM. Brpouem, no3utuBHas
ummyHoparoopecueHus Clq ¢ HU3KOM MHTEHCUBHOCTBIO CBEUEHHS, BO3MOXKHA M IMpPH JIPYTUX
rmomepynonarusx [12]. Onnako, uccnenoBarenu Jennette u Hipp [13] cooOumim o BO3MOXHOCTH
uHTeHcuBHOrocBeueHuss Clq mnpuwmonyc—Hedpputax u 1 Tume wmemOpaHonpoandepaTUBHOIO
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rnomepynonedppura. [loaToMy o00s3aTeTbHBIM YCIOBHEM JIUArHOCTUKU SIBISIETCS OTCYTCTBUE
KIMHHYCCKUX MM MMMYHOJIOTHYECKHX MIPU3HAKOB CUCTEMHOM KpacHo# Bouanku (CKB) [13-16].
BkauectBe npumepa C1q Hedponatuu npeacTaBiseM cleayromiee Ha0mo1eHue.

Knunuueckuii cnyuau

[Tanmentka 1964 roma poxaenus nocrynaetr B kiauHuky HIIKT B nmexabpe 2011 roma c
*ajno0aMu Ha MOBbILIEHUE apTepuanbHoro naasienus (AJl). 3 anamHe3a M3BECTHO, YTO TNEPBBIC
npu3Haku 3abosneBaHusi mposBuiuch B ¢eBpasie 2005 roga, Korja BIEpBbIE 3aperUCTPUPOBAHbBI
noaseMbl AJl 1o 160/120 mm prt. ct. [locne nmpoBeneHHOTO aMOyIaTOPHOTO 0OCIeAOBaHUs Oblia
BBISIBJICHA AHTHOJMIIOMa TpaBod MOYKWM. HauyaTa TrumoTeH3WBHas Tepamusi HHTUOUTOpaMu
aHruoteH3uH npespamtaroniero gepmenrta (MAIID). B 2011 rogy npucoenunsiercs HeQpoTUIecKuit
cuaapoMm  (mporewmHypus 5800  wmr/cyTkm, rumepxojectepuHemMus — 8,7  MMOJB/I,
runoanOymMmuHeMuss — 23 T/1, BBIpaKEHHBIE OTEKHM). ['ocnuTanu3upoBaHa B HE(POIOrHUECKOE
oTHeNeHue, rae 3a0oneBanrue ObUIO PAaClEHEHO KaK XPOHUYECKHM rioMepyinoHedpuT, cMelaHHas
¢dbopMa, HavaTa Tepanus NPeIHU30JI0HOM B 03¢ 60 MI/CyTKH (KJIaccudeckasi cxema: 1 MI/Kr Macchl
Tena B cytkd), B coueranuun HAIID. IlpoBoaumasi Tepamus KOPTUKOCTEPOMIOM OKa3anach
3G GEeKTUBHON, B JUHAMUKE MPOTEHHYPHUS yMEHbIIMIACh 10 1650 MI/CyTKM M B MOCIEAYIOMIEM
coxpansiacek B mpeaenax 1000 wmr/cytku. B suBape 2016 romamocne mepenecennoro OPBU
COCTOSIHUE YXYAIIWIOCh, BHOBb NPUCOCAMHWINCH OTeKH. Ha MOMEHT moctymieHus ooiiee
cocrosiHue cpenHeil TskecTd. [IpoBeaeHHble mabopaTopHbie 00CIeA0BaHNs TOATBEPININ PELIUIUB
HE(PPOTHUYECKOTO CHH/IPOMA C TIOBBIIIEHHEM YPOBHSI KPeaTHHHHA CHIBOPOTKH KPOBH. B cBs3u ¢ uem
MMOBTOPHO FOCMUTATN3UPOBaHa. bruoxuMuyeckre mokasareian KpoBH: Xxonectepu — 8,71 MMob/i,
caxap — 4,96 MMomb/1, KpeaTnHH — 86 MKMonb/1, CK® (CKD-EPI) — 66,9 mn/mun/1,73m%
aHTHTeNa K BUpPYCHbIM rematutaM B u C — oTpuunarenbHbl, cyrouHas npoteuHypus — 4011
Mmr/cytku. MccnenoBanne OEITKOB CHIBOPOTKH KPOBH OTIPENIEIHIIO CHUKEHUE OOIIEro YpOoBHs Oeika
w1a3Mel 10 53 r/1, aneOymuHa 10 28 r/1, yBenuueHue ypoBHs ¢pakuuu anbda-1 rmoOyiuHoB 10
1,9%, anbda-2 rmooynuHoB 110 14,8%, ¢ kodhdummenTom anso0ymun/rnooymmasl — 1,5. Ha OKT
HeronHas OJiokajga TepeaHel BeTBM JIeBOM HOXKHM mydyka [uca. Hapymenwe mnpoueccoB
penoyisipu3aluu B HIDKHEW cTeHke JeBoro skemygouka. Ha Oxo KI' u3meHeHuil kiamnaHoB,
pacivpenusi mojocteil oOHapykeHO He ObLIOo, TKaHeBas Jomruieporpadus ykazalo Ha Haaudue
nuacronuueckoit aucynkuuu JOK(E/A — 0,71, E/e’ — 4,7, DT — 171, IVRT — 67). Y31
BHyTpeHHUX OpraHoB BbISIBIIIO AU(QYy3HBbIE M3MEHEHUS MapeHXUMBI MEYSHU U TOYEK, pa3Mepbl
nouek — npasast 100x40 mm, neBast — 100x45 MM, COOTBETCTBEHHO.

C nenbto Bepupukannu Mopdosorndeckoro Auario3a 1 Koppekuuu repanuu B ¢pespaie 2016
rojia mpoBeieHa HePPOOUOTICHSI.

Pe3ysnbTaT MccaemoBaHus: OMONTAT MOYEK MPEACTaBICH KOPKOBBIM M MO3TOBBIM ciiosiMu (17
KJIYOOUYKOB 4 U3 HUX C II100aJbHBIM CKJIEpO30M). B kiTyO0oUKax BBISBICHO YMEPEHHOE PaCIIMpPEHUE
ME3aHTHAIbHOTO MAaTPHUKCa, YTONIIEHUE 0a3anbHBIX MeMOpaH KanwuisipoB. OuaroBblil ckiiepos B 5
rioMepysax. OTeK IUTOIIIa3Mbl KJIETOK SIUTENUsl KaHaiblleB. Pubpo3 uuTepctuims mo 15%
MMOBEPXHOCTU MAPEHXUMBbI. IHTEpCTULINIA COAEPKUT MHOTOUNCIIEHHBIE TPYIIbI MEHUCTHIX KIETOK.
ApTtepuu 1 apTepuoiIbl HIYEM HE IpUMedaTenbHbl. [Ip1 IMMYHOTHCTOXUMUYECKOM HCCIIEI0OBAaHUU:
obHapyxeH IgM ¢dokanpHBI MENKO— U KPYIMHO3EPHUCTHIE TpaHy/Ibl Ha 0a3albHBIX MeMOpaHax
TJIOMEPYJISAPHBIX KamwuisipoB. Baonbs 0azanbHBIX MeMOpaH KanmuUISIpOB KIIYOOUYKOB OOHapy>KeH
C1q KOMIIOHEHT KOMIUIEMEHTauHTeHCUBHOTrO cBeueHus. Ig Lambda (++++). IgA, IgG, Ig Kappa ne
oOHapyKeHbl. DIEKTPOHHOMUKPOCKOIMYECKU: 00pa3ell CoJIepKUT ouH Kiyoouek. IIpencraBineno
muddy3Hoe cTHpaHHe HOXKEK MoaouuToB. HalileHbl KpyMHbIE 3JIEKTPOHHBIE IUIOTHBIE JETIO3UTHI
Pa3IMYHON TEKCTYphl CYOIHIOTEIHAbHO, CYO3NMUTEIHATIbHO M ME3aHTHalbHO. [JomepynspHas
6a3zanbHast MeMOpaHa UCTOHYEHA MECTaMH.
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Ha ocHOBaHMM NaHHBIX KOMIUIEKCHOTO MAaTOMOP(OIOTHYECKOTO MCCIECAOBAHMS U C YUYETOM
JaHHBIX UMMYHOQIIOOPECICHIINH, JONOJHUTEILHONPOBEACHO P OOCIEIOBaHUM C LENbI0
UCKJIIOUEHHUS] BTOPHYHBIX HedpomaTuii. MMMyHOIOTHYeCKHEe MapKephl CHUCTEMHOM KpacHOU
BOJIYaHKH, TAKUE KaK aHTUTeNa K ABycnupanbHoi JIHK, anTuHyKIeapHbIi (pakTop KaueCTBEHHBIA U
KOJIMYECTBEHHBIH, HMMMYyHOQUIIOOpecleHnss Ha  kietouHoil nuHmu  HEp2  oxazamucek
oTpunatenbHbIMU. OOHaApYKeHHbIE HEPUOPUISIPHBIE EMO3UTHI MPH JIEKTPOHHON MHUKPOCKOIUU
I103BOJIMIIN IIPETIONIOXKUTD KOHLEMIUIO Oose3Hu JENO3ULINH MOHOKJIOHAJIbHBIX
UMMYHOTTI00ynuHOB. Haunbonee BaXHOW JUArHOCTHMYECKON 3afaueld Ha 3TOM JTane ObLIo
MOATBEP)K/ICHUE IJIA3MOKIETOYHOM JUCKpPasud METOJO0M HMMYHOXHMHUYECKOTO HCCIEI0BAHUS
OENKOB CHIBOPOTKM KPOBHU M MOYU B COUETAHUU C UMMYHO(GEHOTUITHUPOBAHUEM M LIUTOJIOTUYECKUM
HCCIIEJOBAaHUEM KOCTHOI'O Mo3ra. Pe3ynbTar HMMYHOXHMHYECKOTO HCCIIEOBaHMSI OEJKOB
CHIBOPOTKM MOYM HMHGOPMHUPOBAT O CHIXKEHUHU YPOBHS HMMMYHOINIOOynuHOB G, mpu3HaKe
TUCTIPOTEMHEMUH 110 He(YPOTHUECKOMY THILY, a TaKKe 00 OTCYTCTBUM MOHOKJIOHAIBHOM CEKPEIHH.
Pentrenorpaduueckoe ucciaenoBaHHME ueperna He BbIIBWIO U3MeHeHuH. llutonormueckoe
MCCIIEIOBaHME KOCTHOTO MO3Ta He MOATBepAIIIo InMponponudepaTuBHOE 3200JI€BaHNUE.

YuurteiBas pesynbrathl HedpoOuorncuu 310 oTinoxkeHuss Clq KOMIIOHEHTa KOMIIEMEHTa C
OTPHUILIATEIIFHBIMA MapKepaMH BOJYAHOYHOM HedpomaTuu, ycraHoBieH muarHo3: Clq —
Heppomnatuss.  DokalbHO—CETMEHTApHBIM  TiaoMepynockiepo3.  Hedporudeckuit  cuHapom,
gactuuHas pemuccus. XbII C1 A3. Inacronmueckas qucyHKIUS JEBOTo Kemyaodka. [{o cux mop
HaryueHTaM ¢ JTaHHOM MaToJ0rHel MPUMEHSJIMCH pa3jindHbie cxeMbl Tepanuu [1, 6-16]. B cBs3u ¢
HaJIMYMEM aKTUBHOCTU HEPpUTA, MPOSBISIIOIIETocs HeQPUTHUECKUM CUHAPOMOM B HAIllEM Cllydae
MIMENI0O MECTO Ha3HaueHHe MogeTHn MHuKodeHomaTa B craHmapTHoi nosze (1 rpamm Ha 1 M2
IUTOIIAZM TMOBEPXHOCTH), COYETaHWU KopTukoctepoumamu (15 wmr/cyrkum). Ha ¢one manHOU
Tepanuu 0TMEeYanoch CHIDKEHHUE TPOTEUHYpHUH HiKe 1 1/11.

B 3akimtoueHuM XOYeTcsi OTMETUTh, YTO Haubojiee LEHHBIM M OOBEKTHBHBIM METOJIOM
nuarnoctuku Clg HedponaTuu sBUIUCH HeHPOOUOINICUS 1 UMMYHO(IIOPECLIEHTHOE HCCIIe0BaHNE
OuomnTara u UCCIIEIOBAaHHE CePIla METOAOM TKaHEBOH Jomrieporpaduu.
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