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Pesiome

LleAb uccaeroBaHns. OnpeseAnTb HaCTOTY BbISBAEHUS!, KAMHUYECKMe U MopdoArormyeckue ocobeHHocTu HecpponaTtm ¢ C1q Aenosntamm

CpeAM B3POCALIX BOABHBIX XPOHUUYECKMM rAoMepyAroHechpuToMm (XITH).

Marepuaabl u Metoabl. [poaHaansnposaHo 296 6uonTatoB noyek 6oAbHLIX XIH, KOTOpbIM MpoBeaeHa Guoncus Noyku 3a nepuoa ¢ 2014
no 2018 r. Ha nepsBom 3Tane 6bIAM BblAeAeHbl G1onTaThl 60AbHBIX XIH ¢ oTAoKeHMsMM C1q B KAyGOUKax Nouek, BbISBAEHHbIMM C MOMOLLbIO
MMMYHO(PAIOOPECLIEHTHOTO MeToAa. KpUTepusiMM MCKAIOUEHUS ObIAM AMArHO3bl CUCTEMHOW KPACHOW BOAYAHKM C MOpaKeHWem nouek
(BOAYQHOUHbIN HEPPUT) 1 NEPBUUHOTO MeMOPAHOMPOAUGEPATUBHOIO AOMepPyAOHebpHTa. Ha BTOpOM 3Tane npoBeAeH peTPOCreKTUBHbIM

AHAAM3 AQHHbBIX KAMHUYECKOrO 0OCAEAOBaHMS MaLMEHTOB.

Pe3yAbTatbl M 06cyxaenne. OtaoxeHns C1q B kaybouKax nouek BbisiBA€HbI Y 12 13 296 (4,05%) 60AbHbIX XIH, coOTHOLWEHME MYXKUMHBI
XKEHLLUMHBI cOCTaBMAO 2:1. CpeAHuMit Bo3pacT HavaAa 3aboreBanus — 32,1+14,7 roaa. Mpn MOPHOAOrMUECKOM MCCAEAOBAHMM GMoNTaToB
MoYeK Ha CBETOOMNTUYECKOM YpOBHe Yy 8 nauueHToB oOHapyxeHa memOpaHo3Has Hedponats (MH), y AByx BbisIBAEH
Me3aHr1onpoAndgepaTUBHbIN rAomepyroHedput (Me3lH), y AByx — HehpoCKAepo3 B MCXoAe Me3aHTMaAbHbIX popm HedppuTta. Cpean
12 60AbHBIX y 5 3a60AeBaHMe A€GI0TUPOBAAO HEPPOTUHECKMM CUHAPOMOM, Y OCTaAbHbIX — MpoTenHypueit oT 0,5 A0 4,0 r/CyT C NOCAAYIOWMM
thopmmposaHmem HeppoTuieckoro cuHapoma. Y 5 3 12 06CAeAOBaHHbIX MaUMeHTOB 3a60AeBaHMe XapaKTepU30BAAOCh AAUTEAbHbIM
TeueHMeM C COXPaHHOM (hyHKUMEN nodeK. Y 7 NaluMeHTOB Ha MOMEHT OOCAEAOBAHMSI OTMEHAAOCh CHUKEHME (DYHKLMM NOYeK [CKopoCTb
Kay6oukoBoit duabtTpaunn (CKD) — 31 (30-34) Ma/MMH]. M3 HKMX y 5 OTMEUAAOCb AAMTEABHOE TeYeHWe A0 6 AeT U MeAAeHHOe
NporpeccupoBaHie MOYEHHON HEAOCTAaTOYHOCTU. Y ABOMX HAOAIOAAAOCH ObICTPOE, B TedeHMe roAa, MPOrpeccUpoBaHUe MOYEUYHOM

HEAOCTaTOUHOCTH €O CHmxkeHnem CKD Ao 19 u 24 ma/mun (MITH 1 MH).

3akatlouenmne. OtroxkeHns Clq B KAyboUKax novek BrisiBAeHbl B 4,05% 6ronTatos nodek 60AbHbIX XI'H, Hanboaee YacTbiM MOpchoAOrMUeCKUM
BapuaHTOM siBAsAaCh MH. KAnHMueckoe TedeHne xapaKTepu3oBaAOCh HEPPOTUUECKMM CMHAPOMOM, GoAee UYem y MOAOBUHBI GOAbHbIX —

C HapyiueHnem pyHKLMK NoYek.

Karouesbie crosa: C1q-HeghponaTus, XpOHUUECKMI IAOMEPYAOHepPUT, GUOICHS MOYKH.
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Clinical and pathologic features of nephropathy with C1q deposits

N.V. Chebotareva, A.A. Vinogradov, A.N. Grishina, L.V. Kozlovskaya (Lysenko), V.A. Varshavsky

Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

Aim. To determine the frequency, clinical and morphological features of a nephropathy with C1q deposits in chronic glomerulonephritis

adult patients.

Materials and methods. 296 specimens of kidneys of patients with a chronic glomerulonephritis (CGN) from 2014 for 2018 were analyzed.
At the first step, specimens with C1q deposits in glomeruli revealed by immunofluorescent method were chosen. Lupus nephritis and primary
membranoproliferative glomerulonephritis were exclusion criteria. At the second step, the retrospective analysis of the clinical characteristics

was carried out.

Results and discussion. Deposits of C1q in kidneys at 12 of 296 (4.05%) CGN were revealed, m:f ratio 2:1. Average age of the beginning
of a disease was 32.1x14.7 years. At a morphological research in 8 membranous nephropathy (MN), in 2 mesangioproliferative
glomerulonephritis (MesPGN), in 2 — nephrosclerosis was revealed. Among 12 patients in 5 the disease debuted a nephrotic syndrome,
at the others — a proteinuria from 0.5 to 4.0 g/days with the subsequent formation of a nephrotic syndrome. In 5 of 12 patients the disease
was characterized by a favor course with preserved kidney function. At 7 patients at the time of inspection decrease in function of kidneys
[glomerular filtration rate (eGFR) 31 (30-34) ml/min] was noted. 5 had slow progressing of a renal failure. 2 of 12 progressed to renal failure

(eGFR to 19 and 24 ml/min) within a year.

Conclusion. Deposits of C1q in kidney were revealed in 4.05% of biopsy specimens in CGN. The most frequent morphological form was
the membranous nephropathy. The clinical course was characterized by a nephrotic syndrome, more than at a half of patients — with renal

dysfunction.
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H.B. HYebotapesa u coasr.

OCI'C — (hoKallbHO-CErMEHTAPHBbIII TIIOMEPYJIOCKIIEPO3
XI'H — XpoHUUECKuil rIIoMepyIoHepUT

LcA — uuknocnopuH A
P — uuknodocdan

Clg-HedponaTust — peaxkas ¢opma IJIOMepyJONaTUu,
snepsble onucanHas J.C. Jennette u C.G.Hipp B 1985 r. [1].
B onucanue Bouum 15 cnyvyaeB HepponaTuu, Npu KOTOPOi
€ MOMOILbI0 UMMYHO(I0OpecteHTHOro aHanu3a (MPA) Bbi-
sBrsiuch otyoxeHust C1q B Me3aHTUM MpU OTCYTCTBUM KJITH-
HUYECKUX M Ja60PaTOPHBIX MPU3HAKOB CUCTEMHOI KPACHOM
BonuaHku (CKB). Enunble kpuTepun 2TOro BapuaHTa nopa-
>KEHMs II0UEK /10 HACTOSILIEr0 BpeMeHU He onpefelieHbl. Hau-
6osiee yacteie onucanusi Clq-HedponaTun KacaroTcs aeTei
WM MOJIOJIbIX B3POCIbIX. MopgonornyeckuM BapuaHTOM
B OOJIbIIMHCTBE CJIy4aeB sBiseTcst (POKAIbHO-CerMEHTAPHBbII
rinomepyaockiepos (PCI'C) unm 605e3Hb MUHUMANIBHBIX W3-
menenuit (BMU). Kpureprem HCKIIOUEHUS] CYMUTAIOT MEM-
6panomnponudepaTuBHbii rmomepyionedpur (I'H), Tak kak
yacToTa BbisgBieHnss C1q B noyeuyHbIx OuonrtaTax Npu 3TOM
¢opme ocTaTouHO BbICOKA M cocTaBisieT Ao 16% [2, 3].
Clg-Hedponarus, Kak MpaBUIIO, TIPOSIBIISIETCS] NPOTEUHY pUEH
nnu HeppotudeckuMm cuaapomoMm (HC) ¢ wacteiMu 060cCT-
PEeHUSIMU, HEPEAKO PE3UCTEHTHOCTHIO K MPOBOIUMOI UMMY-
HOCYNPECCUBHON Tepanuu U HeOGIaronpUsITHbIM IPOTHO30M
[2,4]. OnHako B mocyeHue rojibl ONMCKHIBAIOT U IPYTUe MOP-
¢onornueckue dopmel ['H, acconumpoBanHbie ¢ OTIOXe-
HueM Clq B kay6oukax C pa3auyHbIM KIMHUYECKUM
TEUEeHUEM U OTBeTOM Ha Tepanuto [3]. Hakonnenue onbiTa no
3TOi1 mpobyieme yKasbiBaeT Ha To, yTo Clq-HedponaTus — 310
HE OT/IeJbHbIN KIMHUKO-Mopdosornyeckuii Bapuant I'H,
a cKopee NMpOosIBIeHNEe PAa3JIMUHbIX HO30JOIMYECKUX (hOPM MO-
pakeHusi MoyeK.

Henn nccaenoBanus. OnpefennTsb YaCTOTY BbISBICHUS,
KJIMHUYeCKKe 1 MOp(OIIOrn4ecKrne 0COOeHHOCTH HehporaThu
¢ ornoxenunem Clq [ansi yTOYHEHHUSI pAaCHpPOCTPAHEHHOCTU
1 KJIIMHUYECKO! KapTUHBI 3TOr0 PEAKOro 3a00JeBaHUsl cpeau
B3POCIIbIX.

Marepuanbl u MeToAbI

Bcero npoananusupoBaHo 296 61MONTATOB MOYEK GOJIBHBIX
xponndeckum ['H (XI'H), koTopsIM npoBefieHa MyHKIMOHHAS
6uoncust noukn B YKB Ne3 Tlepsoro MI'MY um. 1.M. Ceue-
HoBa Munzgpasa Poccun (CeueHOBCKMI Y HUBEPCUTET) B Tie-
puon ¢ 2014 o 2018 r.

Ha nepBom asTane u3 o61iero uncia 6uonTaToB MOYeK 60Jb-
HbIXx XI'H 6b1mu Bbiiesienbl 6uonTtathl ¢ oTioxKeHusimu Clq
B KIIy6OYKaxX TOYeK, BbISBIEHHbIMU ¢ noMolbio MPA. Kpure-
puem uckimouenus ciyxun auarios CKB ¢ nopaskennem nouex,
y4uTbIBas HajMuue y atux nauueHToB «full house» ¢ oTnoxe-
Huem Clq. [IpyruM KpuTepueM UCKIIHOUYEHHsl Obl1 NEPBUYHBII
MemOpanonponudepaTusHbiii ['H.

Bce 6uonTarhl M3y4eHbl CBETOONTUYECKU C MOMOUIBIO Clie-
AYIOLMX OKPACOK: T€éMAaTOKCUIIMHOM U 303MHOM, UKPOYKCH-
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HOM 110 BaH ['M30Hy, KOHr0 KpacHbIM, TPUXPOMOM 110 Maccony,
PAS, PASM. [lna UPA npumensinmu antutena K IgG, [gA, IgM,
C3-komnonenTy kommiemeHnTa. Kpurepun ouenku UPA: peak-
st ¢ Clq 6onee +, y 3 u3 11 maumeHTOB MPOBEICHO 2JIEK-
TPOHHO-MHUKPOCKOINYECKOE UCCIIeIOBAHNE.

Ha Bropom artane y nmayyeHTOB C BbISIBIEHHBIMU OTJIOXe-
Husimu C1q B KiyO60UKax Moyek NpoBefieHa OLEHKa IaHHBIX 00-
LEKJIMHUYECKOr0  OOCJIe/IOBaHMsI,  BKIJIIOYasi  aHaMHes3,
AUTebHOCTH 3a60neBanust, HC, ypoBeHb CyTOUHO MPOTENH-
ypun (CITY), anpbbymrHa M KpeaTMHUHA CHIBOPOTKH KPOBU.
CkopocTb kity60ukoBoii punbTpaun (CK®) paccuntosiBanm no
¢opmyne CKD-EPI. UmmyHosornyecke npoObl BKIHOYAIN
ompefiesieHne aHTHHYKJeapHoro ¢akrtopa (AH®), anrturen
k JHK, ypoBnst C3- u C4-KOMIIOHEHTOB KOMIIEMEHTA B CbIBO-
potke KpoBu. B oToO6paHHOI rpymnne nayyeHTOB UCKITI0YaIN BU-
pycHyto HBV- u HCV-undexuuto. Y 60JbHbIX MEMOPaHO3HOM
HedponaTrer UCKIIH0Yaad BTOPUYHYIO MapaHeOIIaCTUYECKYO
pUpojy 3a00JIeBaHKsI C MTOMOLLBIO PACHIMPEHHOTO OHKOMOMCKA.

PesyAbTarnl

Cpenu ob1iero uncaa 6uontatos nmouek 296 6onbubix XI'H
otnoxeHust C1q B Kiry6o4Kax Moyek BbIsIBIEHbI y 12 OOJIbHBIX,
uto cocTaisieT 4,05% B crpykrype XI'H: 8 (66,7%) My>KuuH
n 4 (33,3%) >xeHuHbl B Bo3pacte ot 16 1o 60 net; cooTHolIe-
HUE MYKUMH M XXeHIWH cocTaBwiio 2:1. CpegHuil BO3pacT Ha-
yana 3a6oneBanust — 32,1147 roma, y 9 nauueHTOB
3ab0JIeBaHMe MoYeK pa3BMIIOCh B BodpacTe jio 40 set (ot 12 1o
36 net), y Tpoux — crapuie 40 ner (43, 48, 60 ner).

[Ipu oTCYyTCTBUM KIMHUYECKUX M CEPOJIOTMYECKUX TpHU-
3HakoB CKB (oTpunarenbisiii AH®, HopmanbHbIii ypoBeHb
antuten K [JHK, a takske C3- u C4-KOMIIOHEHTOB KOMILIE-
MEHTa) B T€YEHUE JITIUTEILHOIO CPOKa HAGIIIOIEHUS 3TOT /-
arHo3 y oOC/IeIOBAHHBIX MalMEHTOB OblT MCKIIIOYEH.
Hopmanbhblii ypoBenb C3- n C4-KOMNOHEHTOB KOMILJIEMEHTa
CBIBOPOTKH KPOBU M OTCYTCTBHE YPTUKAPHBIX BbICHIAHUI Ha
KOXe Mo3BoJMiN ucKmounTh Clqg-BackynuT y obciejoBaH-
HBIX OOJIbHBIX.

ITpu Moponornueckom uccneoBaHi OMONTATOB NOYEK Ha
CBETOONTHYECKOM YPOBHE cpefi 12 60ibHbIX Yy 8 nmpu Mopdo-
JIOTMYECKOM HCCIIE[IOBAaHNM OOHapy>KeHa MeMOpaHO3Has Hed-
ponatusi (MH), y qBOMX BBISIBIIEH Me3aHTHONPOIN(EePATUBHBIN
I'H (Me3IIl'H), y nBoux — Heppockiiepo3 B UCXOJle ME€3aHTHaJb-
HbIX (hopMm Hedpura. Hactora otnoxenus Clq B Kiry6oukax
nouek cocrasuia 21% or Beex ciydyaes MH.

Bo Bcex 6monTaTax Hapsmy ¢ Clq oTMevYanuch OTIOKEHUS
IgM w/unm 1gG, u3 Hux B 6 cayyasix — B couetanuu ¢ IgA, B9 —
¢ C3-KOMNOHEHTOM KoMmIuleMeHTa. I1py 37eKTpOHHON MUKPO-
CKOMUM y JIBYX nauueHToB ¢ MH BbIsIBIIeHbI CyOanuTeManbHble
MMMYHHbIE KOMIUIEKCHI, Y OJIHOr0O — (hUOpPUILISIPHBIE [IETIO3UThI.
B nocnepHeM ciyyae npu BbINOJHEHMM UMMYHOXUMUUYECKOTO
HCCJIE[IOBaHNsl CbIBOPOTKU KPOBU M MOUHU [IaHHBIX, CBUETEb-
CTBYIOIIMX O HAJIMYUM MOHOKJIOHAJLHOWM CEeKpeuuH JIerKUX
Leneii, He nosryyeHo. Mopdosoruyeckasi XxapakTepucTika omo-
NTATOB NMOYEK OOJIbHBIX MpejicTaBeHa B Tao. 1.

Konmaxmmnasn ungpopmayus:

Yebomapesa Hamaavsa Bukmoposna — K M.H., 1oL Kag. BHYTPEHHHX , TIPO-
(pecCHOHATIBHBIX GOJIE3HEN M PEBMATOJIOTHI MEIUKO-TIPO(PHUIAKTHIECKOTO
daxynbrera; ren.: +7(905)543-42-50; e-mail: natasha_tcheb@mail.ru;
ORCID: 0000-0003-2128-8560

TEPATEBTUYECKUV APXVB 6, 2019



KanHuko-mopgpororndeckmne ocoberHoctn Heghponatm ¢ C1q aenosmtamm

Tabanua 1. Mopdorornyeckoe uccaeaoBaHue 6uonTaToB noyek (N=12)

Bo3spact
HmmMyHOTHCTOXMMIIECKOE
Ne  Tlom  (Ha MOMEHT CBeToBas MUKPOCKOMHS DNEeKTPOHHAS! MUKPOCKOMHS
uccrefjoBaHue
ouorncum)
1 M 1 MH Clq, 1gM, IgA, C3 Cy6anuTenuanbHble IeNO3UTHI,
Me3aHIHaNIbHBIE 103U ThI
2 M 44 MH Clq, IgG, IgM
3 X 33 MH Clq, IgG, IgM DubpUIIISIPHBIC IETTIO3UTHI
4 K 31 MH Clq, IgG, IgM, IgA, C3
5 M 60 MH Clq, IgG, IgM, IgA, C3
6 M 16 MH-+doxkanbHast Me3aHruaabHas Clq, 1gG, C3
npomgepanus
7 X 30 MH Clq, IgG, IgM, IgA, C3 CyO0snuTenyanbHble 1eN03UThI
Hedpocknepos B ucxope
8 X N Me3aHruansHoro I'H Clq.IgG, IgM. IgA, C3
9 M 58 MesI[II'H Clq, IgG
10 M 25 Hedpocknepos Clq, IgG, IgM, C3
11 M 42 Hedpocknepos Clq, IgG, IgM, IgA, C3
12 M 36 MH Clq, IgG,C3

Cpenu 12 GonbHbIX y 5 3a00neBanue jie6rotuposano HC,
Y OCTaJbHBIX 7 — MOUEBBIM CUHPOMOM ¢ TipoTenHypueit ot 0,5
no 4.0 r/cyT ¢ nocnenyromum npucoepunenem HC.

Ha momenT 6moncum noukn HC KoHcTaTMpoBaH y Bcex
12 6onbHBIX. Y 5 13 12 manueHToB K MOMEHTY O0CIIeIOBaHus
HaOJIOIATIOCH IUTEbHOE TeueHne 3a00J1eBaHus — B CPEIHEM
3 ropa (3—12 net) ¢ coxpaHHOi1 noyevyHoi pyHKpen. Y 7 na-
LMEHTOB OTMEYAJIOCh CHUKEHME (PYHKIMU MOYEK [KPeaTHHUH —
20 (1,79-2,07) wr/pgn, pCK® CKD-EPI 31 (30—
34) mur/mun/ 1,73 M?]. VI3 Hux y 5 GOJBHBIX 3a60JI€BaHIe Xapak-
TEPU30BAJIOCH JITIUTENLHBIM TeueHuem — o 6 (4—12) ner —
¥ MEJVIEHHBIM NPOrPeECCHPOBAHNEM MOYEUHOI HEIOCTATOYHOCTH.
Y nByx mauuentos ¢ Me3III'H u MH na6ntopganocs 6bicTpoe
(B Teuenue 8 un 12 Mec) mporpeccupoBaHue MOYETHON HEJI0CTa-
ToYyHOCTH cO cHKeHneM CK® 1o 19 u 24 mn/mun/1,73 m?. Tlop-
pOOHasT KIIMHUYECKast XapaKTepPUCTUKA TIPEfICTABICHA B TA0JL. 2.

Cemu u3 12 naunuenTos nposopuiach tepanust 113 w/umu
H®, npu 3TOM y TPOMX YAIOCh IOCTUTHYTh CTOMKON PEMUCCUI
HedpuTa ¢ HOpMaJIbHON (PyHKIMEN MOYEK, Y TPOUX HabItofa-
JI0Ch JlaJibHEIIee MPOrpecCupoBaHne OOJIE3HU CO CHUKEHUEM
(pyHKIMM TOYEK , HECMOTPSI HA YMEHbILIEH!E MPOTENHYPUH, Y Ofi-
Horo Habmrofancs pe3uctenTHbIi K Teparmuu HC. Y 5 u3 12 na-
IMEHTOB TPOBOJWIIACH TOJBKO HE(PONPOTEKTUBHAS Teparus
uAIl®. Y naumentku Ne7 B Teuenue 5 et nepcuctuposan HC,
OJIHAKO (PYHKIIMS MOYEK OCTABAJIACh CTOMKO COXPAHHOM B Teye-
HUE BCEero BpeMeHW HaOmrofieHus. Y JABYX manueHTok (Ne3
1 Ned), y KOTOpbIX MPOTEMHYPHUsl BIIEpBbIe Obljla BbIsSBJIEHA BO
BpeMst 6€PEMEHHOCTH, TAKYKE OTMEYAIIOCH OJIaronpusTHOE Teve-
HUE 3a00JIEBaHNSI C yMEPEHHON MPOTENHYPUEI U CTOMKO COXPaH-
HoI1 (pyHKUMer novek. Y namueHToB Ne2 u Nel0 ¢ giuTenbHbIM
JIATEHTHLIM TeYeHUeM He(pUTa Ha MOMEHT OOCJIe[JOBaHUS OT-
MedeHo Tskenoe oboctpenne XI'H ¢ dopmuposannem HC
7 OBICTPBIM yXYALIeHHEM (PYHKIU MOYEK.

OO6cyxaeHHne

[To HamM faHHbIM, oTiIoXeHne C1lq B MOYKe BBISBIISIIIOCH
B 4,05% caydaeB u3 296 6uoncuii nouku 6onbHbIx XI'H; 310
SIBIISIETCS IOCTATOYHO PEIKUM (PEHOMEHOM, UTO COrJIacyeTcsl
¢ fanHbIMK utepatypsl [2, 3]. C1g-aeno3uTbl ObIIM BbISIBIEHBI
MPEUMYILECTBEHHO Y MY>KUMH B COOTHOILIEHUH 2:1, 4TO TakKe
HE MPOTHUBOPEUNT pe3yJIbTaTaM APYruX MccaeqoBaHui [5].
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ITo nanubIM uTepatypsl, ciydan XI'H ¢ ornoxenusimu Clq
MOZKHO pas[ieNuTh Ha e OoJibluye rpynnsl. Ilepsas rpynna
npepcrasiser Clq-HedponaTuto, accouunposanHyto ¢ PCI'C
u BMU. pyras rpynna BkmovaeT ['H ¢ MMyHOKOMIITIEKCHBIM
MEXaHU3MOM HopaxKeHUsl — (hOKaJbHbIIA Wi Auc@y3HblA Ipo-
mucpepatusHbiil ['H, Hedput ¢ momynynusimu u MeMOpaHO3HYIO
HedponaTuto [5-10].

Clqg-Hedponarust ¢ Mopdoiorudeckumu ¢popmamu
OCI'C u BMU onucana npeuMylIeCTBEHHO ieTell U NOfipO-
ctkoB [3, 11, 12]. S.S. Iskander u coaBT. HaGmropanu 15 ciy-
yaeB  Oone3snu y jgereit ¢ Clg-Hedponarueii
u npeo6naganueM CI'C/BMMU, KoTopble UMENHU SIBHBIE OT-
JIM4ust OT NePBUYHBIX nopouuTonaTuit [2]. I'pynna C1q-ned-
pomatuu ¢ wmopgonorudyeckoin kKaptunoin PCI'C wacto
xapakTtepusyetcs TsixkenbiM HC, pe3sucTeHTHBIM K NPOBO/U-
MOl UMMYHOCYPECCUBHOII Tepanuu.

OpHako corylacHO ApyruM Habmopenusim [6, 7, 13] Clqg-
HedponaTus Obl1a OOHApy>KeHa TaKXKe Y NalMeHTOB ¢ MUHU-
MaJIbHbIM MOYEBBIM CHUHAPOMOM. Ilpu 3TOM y GONBILIMHCTBA
BBISIBJISUIUCH ME3aHTUaJIbHble (DOPMbI He(PpUTa, KOTOPbIE KIIU-
HUYECKU XapaKTepU30BaIUCh MAKUM T€UEHUEM U GJ1aronpu-
SITHBIM IIPOTHO30M.

IIpeo6napatoreit Mopdosiornueckoit popmoii HedpponaTum
c oryioxkeHusimu C1q B HallIeM UCCIIEIOBAHUY SIBJISLTIACh MEeMOpa-
Ho3Hast Hepponarus. Otnoxenus Clq BbisiBisauch B 21% Beex
ciyyaeB MH. DTOT NpoLEHT IOCTATOYHO BbICOK, TAaK KaK B Y-
rux uccaenoBanusx oraoxenus Clq npu MH ormeuensl Bcero
b B 3,5% ouonraros [14].

B 6onbimHeTBe 6uontaToB Hapsay ¢ C1q ObUIM BbISIBIIEHbI
oTioXeHust uMMyHorno6ysmHoB — [gG u IgM, a Takske C3-kom-
HOHEHTA KoMIIeMeHTa. [TosryueHHble pe3yJIbTaThl COIIacyroTCst
C JJaHHBIMU KPYIHOro ucciefoBanus A. Mii 1 coaBT., KOTOpble
[OKA3bIBAIOT, YTO UMMYHOKOMILIEKCHbIE BapuaHTbl C1q-Hed-
ponatuu ¢ Moponorueil Me3aHruonpoauepaTUBHOro, MEM-
6panonponudepatuBHoro Heputa 1 MH xapakrepusyrorcst
OTJIOXKEHUSIMU PA3JIMUHBIX MIMMYHOITIOO0YJIMHOB U KOMILIEMEHTA
no tuny «full house» [15]. B pa6orax A. Sharman u coasT.
ObUTM TaK>Ke OMMCAHBI BAPHAHTHI (POKATBLHO- UK upy3HO-
npoaudpeparusroro ['H, mem6pano3Hoil HepponaTuu u Hed-
pura ¢ nonynyuusimu u «full house» npu MPA [16], uto
[03BOJISIET NIPEANOJIaraTh B 3TUX cilyvasx aktupauuto Clq no
KJIACCUYECKOMY I1yTH.
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KanHuko-mopgpororndeckmne ocoberHoctn Heghponatm ¢ C1q aenosmtamm

Takum o6pas3om, HecMoTpst Ha To uto Clg-Hedponarusi
6b1a onmcana 6osee 30 neT Ha3a/] Kak OTAETLHbIN BAPUAHT MO-
PakeHusl IoYeK, IO HACTOSILEro BpeMEeH! NaToreHes 3a0oeBa-
Hus He siceH. [luarno3 Clqg-HedponaTiu ycTaHaBIUBaeTCs IpU
MOpP(OJOrNYeCcKOM MCCIIE/IOBAaHNH B CIIy4ae BbISBICHUS OTJIO-
skennit C1q B Me3aHruM KiyO0UKOB, XOTsI HE MCKJTIOUAeTCs Ha-
JIM4Me NepeKpecTHLIX (PEHOMEHOB € APYTUMU TTIOMEPYJISIPHBIMU
3a6oseBaHnsIMUA. Bo MHOrMX COOOIIEHUSIX MTPUBOASATCS (POPMBI
60JIe3HU, KOTOPbIE PA3IIMYAOTCS M0 KIMHUYECKOMY TEUEHHIO,
MOpP(OJIOTUN ¥ OTBETY Ha TEpanuio, 4To ¢ OOJbIIel Bepo-
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