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YcnemHoe JieyeHue HUKIOCIIOPUHOM A peIKoro BapuaHTa
Me3aHruonpomgepaTuBHoro riaomepyaonedpura ¢ IgM-nenozuramm
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AHHOTaums

MMpeACTaBAEHO KAMHMYeCKOe HabAlOAEHME mMalueHTa C PeAKMM BapuMaHTOM Me3aHrMOnpPOAMEePaTUBHOIO TFAOMEpPYAOHedpuTa —
MMMYHOTAOOYAMH M-HedponaTuei, npoTekalolei NpenMmyLecTBEHHO € HethpoTUUECKUM CUHAPOMOM. OxapakTepu3oBaHbl 0COOEHHOCTH
KAMHMYECKOTO TeYeHWsi ITOr0 BapuaHTa MOpakeHWst rnovek, 0OCYXKAQIOTCS MaToreHeTMyeckne MexaHM3Mbl Pa3BUTUS U BO3MOXHOCTb
TpaHcopMaLmn 3Toi hopmbl HedppuTa B (POKAABHO-CErMEHTAPHBIM TAOMEPYAOCKAEPO3. B Halem HabAlAeHMW pa3BUTUE TAKEAOTO
HehpOTHUECKOrO CHMHAPOMA B AebloTe 3a60AeBaHMsl, (hOPMUPOBAHME BTOPUUHON CTEPOUA-PE3UCTEHTHOCTHU TaKKe YaCTUUHO MOATBEPAUAM
3Ty runote3y u 0O6OCHOBAAWM Ha3HauyeHMe rfperaparta, HarnpaBAGHHOTO Ha BOCCTAHOBAEHME (PYHKLIMM MOAOLIMTA, — LIMKAOCTIOPMHA A,
C AOCTUXEHMEM PEMUCCHM HepHTa.

Katouesble crosa: IgM-HegpponaTusi, HeGhpoTUUECKMI T CUHAPOM, (hOKaAbHO-CErMEHTaPHbIA TAOMEPYAOCKAEPO3, LIMKAOCIIOPMH.
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Successful treatment of a rare variant of mesangioproliferative glomerulonephritis

with IgM deposits with cyclosporin A

D.V. Gurova', N.V. Chebotareva', A.A. Vinogradov?, E.V. Stavrovskaia', L.V. Lysenko!

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

“Lomonosov Moscow State University, Moscow, Russia

We present a case with a rare variant of glomerulonephritis, IgM nephropathy, which occurs mainly with nephrotic syndrome. The clinical
features of this variant of kidney damage are characterized; the pathogenetic and the transformation of this form of nephritis into focal
segmental glomerulosclerosis are discussed. The development of severe nephrotic syndrome at the beginning of the disease, the formation
of secondary steroid resistance have confirmed this hypothesis and have justified the treatment with cyclosporin A aimed at the recovery of
the function of the podocyte with remission of nephritis.
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HC — nedppoTryeckuit CMHAPOM
13 — npepHU30/10H
OCI'C — poKanbHO-CErMEHTAPHBIII TIIOMEPYJIOCKIIEPO3

XI'H — xpoHnyeckuii riomepyioHepur
HPA — uuknodocdan
Ig — nmmyHOTTIOGYIMH

IleHTpanbHbIM 3BEHOM IJIOMEPYJISIPHOTO NMOPAXKEHUS U ac-
COLMMPOBAHHBIX C HUIM HAPYUIEHUI B CUCTEME CaMO3aLLUTHI 5B~
JISIeTCSl MOBPEXKJIEHNE IMOAOLUTA — KIIHOYEBOrO KOMIIOHEHTA
¢hunbTpauuoHHoro 6apbepa, Befyllee K Pa3sBUTUIO MIPOTEU-
HYPUM, KOTOPAasi IO-IPEKHEMY PACCMaTPUBACTCS KK KIIMHUYE-
CKMIl 9KBMBAJIEHT aKTUBHOCTH/IPOrPECCUPOBAHUS XPOHHUYE-
ckoro riomepyJionedpura (XI'H).

ITomumo Hanbonee pacnpoCcTPaHEHHbIX IPOTEUHYPUYECKUX
¢opM riaomepynoHepuTa, B OCHOBE KOTOPBIX JIEKHUT MOBPEK-
JIeHre TIOfIoLUTA, — IEPBUYHbBIE NOOUATONATUH (00JIE3Hb MUHU-
MaJIbHbIX U3MEHEHUH, (hOKAIbHO-CErMEHTAPHbII [IOMEpYJIo-
ckiepo3 — ®CI'C, memGpano3Hast He(pomaTus), CyIeCTBYET
GoJiee pefKuil BapuaHT MOpaykeHusl MoYeK, MPOTEKAIOLINI C TsI-
>KenbIM HedppoTrdeckuM cuHapomoM (HC), — uMMyHOrnoGymH
(Ig)M-nedpponarus. [IpefcrasnsemM cienyrolee KIMHUUECKOE
HaOJIIofIeHIE .
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KAuHMueckoe HabAlOAeHHME

Maguent 0., my>xkunHa 27 ner, 3a060Je1 OCTPO B UIOHE
2015 r. ¢ pa3Butus BoipaskeHHoro HC ¢ HapyiieHnem pyHKImn
nouek (KpeaTUHUH cocTaBisil 137 MKMOJB/J, pacueTHasi CKO-
pocTb KiyooukoBo# ¢unsrpauuu no popmyie CKD-EPI —
61 ma/muH). OTeKH JOCTUrasM CTENIEHN aHaCapKy, CyTOYHAsI PO-
TEUHYpUs cocTapisia 4 T, 06wl 6eJI0K ChIBOPOTKU KPOBU —
39,2 r/n. MoueBoli 0cajjlok HEAaKTUBHBII, apTepUaTbHOE IaBile-
HUE COXPAHSJIOCH B IpefesiaX HOPMbl. Y CTAHOBJIEH AUArHO3
XTI'H nepporuyeckoro tuna. Hauara akTuBHas Tepanusi BbICO-
kvMu io3amu nipetan3osona (113) 60 Mr, B pe3yabTaTe KOTOpOit
B TEUEHUE Mecsilia IOCTUIHYTa peMuccus 3a00seBaHus ¢ BOC-
cTaHOBJIeHHeM (byHKLMU Nouek. Yepes roji nocsie OTMEHsI cTe-
pouIoB pa3BuIICsl peuuiuB BHOBB ¢ TsKenbiM HC — nporen-
Hypuen 10 9 r/cyT, runoansoymunemueit 1o 24 r/n, pyHKuus
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A.B. [yposa 1 coasT.

MOYEeK COXPaHsIach HOPMaJbHOI. Bo30GHOBIEHA UMMYHOCY-
MpecCUBHAs Tepamnusi, KOTopasi yCuiieHa IUKIogochaMuom.
IIposepeno cymmapHo 9 coueTaHHbIX «IyJbcoB» [13 u uukio-
(ocpana (LIPA) go nocTusKeHust KyMyJISITUBHOI 103bI IOCTIE] -
Hero 8,7 r. HecMOTpsl Ha aKTUBHYIO Tepanuio, y naieHTa oT-
Meuannch HapacTanue Tskectu HC ¢ yBenmueHueM OoTeKoB,
npoTerHypuu 10 12 r/cyTt, cHuxKeHue anb0ymuHa 1o 13 r/n u
BHOBb C YXy/llLIeHneM (pyHKUMY 1noyeK. [TanueHT HanpaBieH B
Knunuky nm. E.M. TapeeBa ins onpenesneHus: gajabHenduen
TaKTUKM BefleHus1. HecMOTpst Ha OTCYTCTBHME CUCTEMHbIX MPO-
SIBJICHUI1, UCKJTIOUANach CBS3b HE(hPONATUU C CUCTEMHBIM 3a00-
JIeBaHUEM. Y YUThIBasl IEPCUCTUPOBAHNE PE3UCTEHTHOTO K Te-
parmu HC, npoBesiena 6uorncuy nouku (puc. 1, M. Ha BETHOM
BKJIEHKE).

buoncusa nouku

XTI'H neghpomuuneckozo muna (mophoaozuiecku —

Mezanzuonpoaugepamusnwtii ¢ IgM-oenozumamu)

B GuonTare nouku oTMeYaIuCh HeOObILIAS ME3aHTMATIbHAS
nposudepauys U pacliipeHue Me3aHrusi (puc. 2, CM. Ha LBeT-
HOM BKJeiike). [Ipu uMMYyHO(TyOpECIIEHTHOM UCCIIEIOBAHUI
obOHapyxkeHo fuddysHoe otnoxenue IgM Ha riaomepynspHoi
6a3abHON MeMOpaHe FPaHyJISIPHOrO Xapakrepa (puc. 3, cM. Ha
LBETHOW BKJelKe). [Ipn a1eKTpOHHOI MUKPOCKOIMHY HAPSITY C
Me3aHTMalIbHON nposmepanyeil U pacliMpeHneM Me3aHThalb-
HOTo MaTpHUKca OOHApY»KeHbI MapaMe3aHrnajabHble, THTPAMeM-
OpaHO3HbIEe, CyOaNMUTENMANIBbHbIE OTIOXEHUS! UMMYHHBIX KOM-
MJIEKCOB M CIJIaXKMBAaHME HOXEK MOJIOLMTOB, SBISIOIIEECs
MOpP(OJIOTMUECcKOil OCHOBOH MPOTEUHYpUUECKUX (hopM Hedpo-
natuu (puc. 4, M. Ha IBETHOM BKJIEHKeE). Y CTAaHOBJICH /IUArHO3
ME3aHrMonpoangepaTuBHOTO TIIOMEpYJIOHe(MpPUTa C OTIIOXKE-
Husivu [gM — [gM-nwedponatust.

O0cyxaeHne

IgM-Hedponarust Boepsble onucaHa B 1978 r. ogHoBpe-
MEHHO JIByMsI TPyIIaMH aBTOPOB KaK OT/AEIbHOE 3a00I/IeBaHIe
MoyeK, KIMHUYECKN XapaKTepu3yolleecsl BbICOKON MpOTeu-
Hypueit u ¢popmuposanurem HC [1, 2].

310 pepkast popMa MopasKeHNst OYeK, PacpOCTPAHEHHOCTh
KOTOPOI1 IO JAHHBIM HanboJIee KPYMHbIX PETPOCHEKTHBHBIX HC-
crepoBaHuil (BKItoyatomux ot 57 po 110 ciyuaes) Bapbupyer
ot 1,8 10 5% y B3pocibx [3-7].
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ITo nannbIM nmTepaTypsl, npu I[gM-HedponaTun Ha cBeTO-
ONTUYECKOM YPOBHE OTMEUaeTCs Me3aHruallbHas nposudepa-
LMsl Pa3IMYHON CTENEHU BbIPAXKEHHOCTU (OT MUHUMAJIBHOM J10
ymepeHHoi). [IpubmsurenbHo y 1/3 GOIbHBIX MU3MEHEHUS! B
KJ1y60YKaX TPY/JHO OTJIMYMMBI OT G0JI€3HM MUHMMAIIBHBIX N3Me-
HeHuil. Y 70% BBISBIISIIOT CBETOONTUUECKYIO KAPTUHY CErMeH-
TapHOro ckieposa. OfHako B oTimuue ot Kiaccuueckoro PCI'C
¢ oTyiokeHreM [gM npenmy1ecTBeHHO B 04arax cKiiepo3a npu
IgM-nedponatun Habmomaetcs nudgysHoe ceuenne IgM B
Kiyboukax moyexk [8].

MHorue BOnpochkl, Kacaroliuecs: aToreHe3a 3Toro 3aboJe-
BaHMs, 10 KOHIA HEe pelleHbl. B psjie uccaenoBanuii noka3aHo
MOBBIIIEHNE YPOBHS CbIBOPOTOYHOrO IgM 1 MMMYHHBIX KOM-
niekcoB, copepxamumx IgM, 6e3 Kakux-a1mbo M3MeHeHUu! B
crpykrype IgM [9]. B npyrux uccnepobanusix y 6oibHbix IgM-
HepponaTueil yCTaHOBJIEHbI TOBBIILIEHUE YPOBHSI MHTEpJIE-
KHMHa-2 B CbIBOPOTKE KPOBHU, a TaKxKe akTuBauus T-cympecco-
POB, UTO MO3BOJIAJIO MPEANOJIOXKUTHL 3HAUEHHE B MATOreHe3e
9TOro 3a60JeBaHus (hyHKIUUOHAIbHOrO Aucbananca T-nmumdpo-
LUTOB, MPUBOJISLIETO K «IEPEKIIOUeHNIO» B-KileToK Ha MoBbI-
mennyto npopykuuio IgM [10]. B nons3y aToit runoress! ciry-
SKUT pe3yJIbTaT 9KCNepUMEHTa Ha MbILIaX , B KOTOPOM BBEJIeHUE
aHTu-CD-20, HanpaBJieHHOE Ha CHUKEHUE KosuuecTsa B-kie-
TOK, TPUBOJIMJIO K YMEHbILIECHUIO OTIIOXKeH!s IgM B kiyboukax
U CIMOCOOCTBOBAJIO COXPAHEHWIO HOPMANIbHOW CTPYKTYpbI
HozKek noouuToB [11]. CylecTByeT Takyke MHEHUE, COTJIacCHO
koropoMy IgM cnoco6cTByeT KimpeHcy (arouutosy) no-
BPEX/ICHHBIX KJIETOK B COCTOSHUM aronTo3a M aKTUBUPOBAH-
HBIX (PaKTOpPOB cUCTeMbl KommiaemeHTa [12]. DTo cBOHCTBO
MOKET PacCMaTPUBATBLCS KaK OfMH U3 MyTeil (hOpMUPOBAHUS
rioMepyJockiepo3a. B HacTosiee BpemMsi MHOTHE aBTOPbI JI0-
MyCKAaOT BO3MOXHOCTb TpaHcpopmauun IgM-nedponatun B
OCI'C. O6 3TOM CBUJIETENBLCTBYIOT OCOOEHHOCTU KIIMHHUYE-
CKOT'O TE€YeHHsI 3TOH PeIKOI (pOpMBbI IIIOMEpPYJIOHe(pUTa: Npe-
o6naganue npoteunypuu u HC y 6onbhbIx [3, 7, 13], BbisiBIe-
Hue ®CI'C y 6onbmmHcTBa manmueHToB (0T 45 mo 80%) npu
NMOBTOPHOI 6uoncuu noukwu [3, 7, 14], peuuaus IgM-nedpona-
TaM B TpaHcmiaHrare [15, 16], a Takxe cxonnblii ¢ PCI'C
OTBET HA MMMYHOCYIIPECCUBHYIO Tepanuto [3, 17].

B namem na6monennu passutue Tsikenoro HC B ne6rore
3a60s1eBaHus1, (pOPMUPOBAHNE BTOPUYHON CTEPOM/I-PE3UCTEHT-
HOCTU TaKye YaCTUYHO MOATBEPAWIM 3Ty FUNOTE3y U 0OGOCHO-
BaJIM HAa3HAUEHME NpernapaTa, KOTOPbIH SIBJISETCS MpenapaToM
BBIOOpPA MPY MOAOLUTONATHSX , — IUKIIOCTIOPHHA A.

Y nmaupeHTa HauaTa Tepanusl LUKIJIOCIIOPMHOM C JOCTHKe-
HMEM J103bl 5 MI/KT B CyTKH B COUETAHUU C HEGOIIBIIMMU 103aMU
I13 BHyTpb. [TomyyeH ObICTPBIIA MOJOXKUTEbHBIA 3(PPEKT B
Bupie kynupoBanust HC u cHizkenust npotennypun jio 0,2 r/cyT.
B HacTosiliee BpeMs MALEHT NPOOJLKAET MOJyyaTh LMKJIIO-
CIOPUH A, TIOCTENIEHHO CHUXKAasl JIO3UPOBKY, COXPAHSETCS MOJI-
Hasi peMuccusi 3a00J1eBaHMs.

3akAloueHue

Hame xnuHnueckoe HaGmrofieHNe nokasbiBaeT, uyTo [gM-
HedponaTHs YacTo MPOTEKAET KaK MPOTEeHMHYpHueckasi (hopma
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YenewHoe Aederne IgM-Heghponatim UMKAOCTIOPHHOM A

nopakenust nouek. [17st moprBepskuenust quarnosa IgM-Hedpo-
NaTHU HeOOXOANMO MPOBEJIEHNE IIEKTPOHHON MUKPOCKOTUH.
CxopnctBo IgM-nedponatuu ¢ ®CI'C no3poasieT o6cyKaaTh
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K crarbe M.A. I'pomosoii u coaem. «OueHka 12-HefeJbHON YyPAaTCHUKAIOIEH Tepanuu ajjiomy-
PHMHOJIOM B COYETAHMHU C HECTEPOMIHBIM NMPOTHUBOBOCHAIMTEIbHBIM NMPENapaToM MeJOKCMKaM
Y OOJIBHBIX € XPOHUYECKOH mogarpoi» (c. 60)
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K cratee /1.B. I'yposoii u coasm. «Y cneurHoe jiedeHue NUKJIOCIOPUHOM A peaKoro BapuaHTa mMe-
3aHrMONpoJu(epaTUBHOro riomepyiaonedpura ¢ IgM-nenozuramm» (c. 73)

Puc. 1. Ipadmk aHamHe3a 3a60AeBaHMsI HAOAIOAQEMOTO MaLM-
eHTa.

Puc. 3. mmyHodpayopecuieHTHOe McCAeAOBaHMe OuonTarta
nouku (x400): AucpcpysHoe oTaoxkeHHe IgM Ha TAOMEPYASIpHOI
6a3aAbHOM MeMOpaHe rPaHyASIPHOTO XapakTepa.

Puc. 4. DAeKTPOHHAsi MUKPOCKOMNMSI: MapaMe3aHrMaAbHble, MH-
TpamMeMOpaHO3HbIE M CYOINMUTEANAAbHBIE OTAOKEHUSI MMMYH-
HbIX KOMIAEKCOB. Me3aHrui paciumpeH, npoaudepaums me-

3aHrus. [10AOUMTbI B COCTOSIHUM >KUPOBOM U TMAPOMUYECKOM
Puc. 2. bnoncus nouku: ceetoonTuyeckas kaptuHa (x400). AMCTPOIUM, MAABIE HOXKKM UX PEAYLIMPOBaHbI.






