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Pesiome. MoHoKIOHaNbHaA rammanatus pPeHanbHOro 3HayeHWs SBNSETCs COCTOfHMEM, ODycC/loBfeHHbIM nponudepaunen kaoHa
B-nvMbouMTOB 1AM NAasmMaTUYecKnx KNeTok, He AOCTUIaloWero KpUtepues, HeOBXOAMMbIX ANf Havyana IeYeHNs Mo OHKOreMaToIorMYeckmnM
rMoKasaHusM, OLHAKO XapaKkTepusyloLleecs cekpeumen HedppPoTOKCUYECKOro napanpoTtenHa. VMimeercs MHOXeECTBO MOPhONOrMYecknx BapmnaH-
TOB AaHHOro 3abosieBaHust, U AJF MX ANArHOCTUKM HEOBXOAMMO MPUMEHEeHUe LOMONHUTENbHbIX MEeTOLOB uccnenosaHus. B paHHoln cratbe
npuBeLeHO KAnHuyeckoe HabnoaeHve nauneHTa 54 net, noctynmelero B Hedpposiormyeckoe oTaeneHne ¢ HeppoTUYEeCKUM cUHAPOMOM. Mo
pesynbTaTam Hedppobroncun y naumneHTa bbin BoISBNEH MOHOKIOHANbHBIN GUbpUNapHbIi rnomepynoHedput. MNpu gononHuTensHom obcne-
[OBaHWM NaumeHTa He Dblno BbigBAEHO NPU3HakoB AnMdonponndepaTmsHoro 3abonesaHus.

KnioueBble croBa: MeMbBpaHO3HbINM rMomMepyioHedpPUT, NapanpoTeMHEMMM, MYHKUUOHHasA Broncus, MeTon ¢GnyopecueHTHbIX aHTUTeN, dneK-
TPOHHAaA MUKPOCKOMNUA, HEPPOTUYECKNI CUHAPOM, B-nnMmdoumnTsl, nnasmatmyeckne KNetTkn, UMMYyHOrMCTOXUMUS.
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Abstract. Monoclonal gammopathy of renal significance is a condition caused by the proliferation of a clone of B-lymphocytes or plasma cells
that does not reach the criteria required for the initiation of treatment for oncohematological indications, but is characterized by the secretion of
nephrotoxic paraprotein. There are many morphological variants of this disease and their diagnosis requires the use of additional research
methods. This article presents a clinical observation of a 54-year-old patient admitted to the nephrology department with nephrotic syndrome.
According to the results of nephrobiopsy, the patient was diagnosed with monoclonal fibrillary glomerulonephritis. Additional examination of
the patient did not reveal signs of lymphoproliferative disease.
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BeepeHue

[MoHaTMEe MOHOKIOHasIbHOM raMmManaTtuy HesCHOro
3HauyeHuss Obino BeemeHo B 1978 rogy R. Kyle [1].
DTO  COCTOsiHME  XapaKTepusoBasocb  Halnvuem
B MJla3Me KPOBU MOHOK/IOHAbHbBIX MIMMYHOM00YIMHOB
<30 r/n n < 10 % MOHOKNOHaSIbHbIX MS1a3MaTNYECKNX
KJeTOK B KOCTHOM MO3re npu OTCYTCTBUU MNOBpexge-
HWS OPraHoB.

310 cobbITME MONIOXKMUIO HAYafNo M3YYEeHUIO MO-
HoKkJIOHanbHoW rammanaTtun. OgHako ansg Havana siede-
HVUS Obin HeobXo4WM nepexof HesoKayeCTBEHHON
nJ1a3MakieTOYHOM AMCKPa3nK B 3/1I0KaYeCTBEHHOE reMa-
TosIorMyeckoe HOBoODpasoBaHWe, Yallle - MHOXEeCTBEH-
Hyto Muenomy [2, 3]. TauneHTbl, KOTOpble He UMenu
AOCTaTOYHO KpUTEpUEB AN AMArHOCTUKW 3/10Kave-
CTBEHHOW OMyXOJiM, TOMbKO TLLATENbHO HabJtozanmce,
HO He MOrfW nony4aTb COOTBETCTBYylOLLee neveHune [4].
OpfHako 3TO MPUBENO K BbigeneHuto ocobon rpynnsi
NauMeHTOoB, Y KOTOPbLIX MMesIoCh MOBpeXAeHue opra-
HOB-MULLEHEN MOHOKJIOHANbHLIMU  MMMYHOM100yn-
Hamu, HO He BbINIo AOCTaTOYHO KPUTEPUEB A AUArHO-
CTUKM nuMmdonponndpepatMsHOro 3abonesaHus.
Hanbonee uyacto noepexpaeMbiM OpraHom SBASA/INCH
MOYKM C PasBUTMEM UX Mporpeccupytowen guchyHk-
unn. OTO MpuBeno kK HeobxoaAMMOCTM nepecMoTpa
B3r/I940B Ha MOHOKJIOHA/IbHYIO raMManaTuio HESICHOIO
3HayeHus, n B 2012 6bina BbigeNeHa HOBas HO300TMMA -
MaHOKJ/IOHa/IbHasa ramMmanaTMs PeHasbHOro 3HayeHus
2,3, 5-7].

MoHoK/IOHanbHas raMmanaTtus pPeHasibHOro 3Haue-
Hus (MIP3) npegcraenset cobon natosiornyeckoe co-
cTosiHne, obycnosneHHoe nposudepaumnen kioHa B-
MMOOLNTOB MM MIa3MaTUYECKUX KIeToK, He LOCTu-
raloLwero KpuTepres, HEODXOAMMBIX AJ1S Havafa neve-
HWS MO OHKOremMaToNOrMYyeckmMM MoKasaHWsiM, HO MpPo-
ayumpyowero  HeppPOTOKCUYHBLIA  MOHOKJIOHAbHbIN
UMMYHOTNODYWH, 4TO MPUBOAMT K crneunduyeckomy
NOBPEXIAEHUIO MOYEK C HEYKJIOHHbIM MPOrpeccupoBa-
HUEM PEeHanbHON ANCHYHKLUUM 1 yXyOLLIEHNEM MPOrHo-
3a bonesnu. lMporpeccupyowan anchyHkUUa MoYek,
BMNJOTb A0 yTpaTbl UX QyHKUUKM, CTajla MMETb peLuato-
Liee 3HaYeHne Mpu HaszHaYeHUn Tepanuu, HanpaseH-
HOW Ha 3/IMMUHALMIO NaTONIOMMYECKOro KoHa, He3asu-
CMMO OT OTCYTCTBUA KPUTEPUEB OHKOremaTosiornye-
ckoro 3abonesanusa [2, 5, 6, 8, 9]. MI'P3 He moxeT bbiTb
OTHeceHa K 0BpPOKaYECTBEHHbBIM COCTOAHMAM, TaK Kak
addekTbl NnaponpotenHa senyT K AMchyHKLMN NOYEK,
BMJIOTb OO Pa3BUTUA XPOHWYECKOW ODofie3Hn nouek
5 cragnu [3].

MexaHn3Mbl BO3LENCTBUS MapanpoTeMHOB U MOp-
donornyeckne nNposiBAeHUs BecbMa pasHoobpasHbl U
3aBUCAT OT PU3MKO-XMMMNYECKOro CoCTaBa napanpore-
nHos [3, 6-8]. BoigendioT Takme mopdonormyeckume

BapuaHTbl MOPaXKeHWl, paspenéHHble Ha rpynmbl: op-
raHM3oBaHHble Aeno3uTsl (GUbpunnsapHbie; MUKPOTYDY-
NAPHbIE U BKIOYEHUA WU KPUCTAZIMYECKME OTIOXKE-
HUS);, HEOPraHU30BaHHbIE OEMO3UTLI; UHOYLMPOBaHHOE
MOHOKJ/IOHANbHBIMU  UMMYHOMI0DYIMHaMK  MOBpeXae-
Hue bes3 pgenosutos [2, 3, 5-9]. MHoroobpasve mopdo-
JIOTMYECKNX BapuaHToB BeA&T K Hbosbliomy pasHoobpa-
3N KITMHNYEeCKUnX I'IpoﬂBJ'IeHl/lpl, 4YTO 3aTpynHAeT Ona-
rHocTuky MI'P3 n TpebyeT nposeneHus Heppobroncum
C Lesblo ANArHOCTUKN C MPUMEHEHNEM MMMYHHOMN daly-
opecueHL N, 3NEKTPOHHON MUKPOCKOMUN 1 NMOCTaHOBKM
MMMYHOTUCTOXMMUYECKOW peakumu [2, 5, 7].

B npueenéHHoM HabnofeH NpogeMoHCTPUPOBaH
penKui cnyyan UarHoCTUKM MOHOKJIOHaNIbHOW ramma-
MaTUn PeHanbHOro 3HadeHuss, MopdONorMyecknin Ba-
PUaHT - MOHOKJIOHaNbHbIN GUOPUANAPHBLIN roMepy-
noxedpwr.

KnuHuyeckunn cnyyan

MNMauneHT Y., 54 net, rocnntanMsMpoBaH B OTAeSe-
HWe HedposorMm c xanobamMu Ha OTEKM HUXKHUX KO-
HeyHoCTen, pyK, nepepHen bptowHon cteHkn. OTmeva-
eT nosiBfieHne OTEKOB 3a TPU rofa A0 rocnutanmusaumm.
Torfa xe NPOXOAWN NevyeHne B OTAENEHUU KapAMOoSio-
MM MO NOBOLY apTepuanbHOW MAEepPTEH3UU C MOBbI-
weHnem gasnerHus go 210/120 mm pT. cT., cepaeyHom
HefjocTaToyHOCTW. Torda BrepBble 3aduKcMpoBaHa
npoteuHypua 11,2 r/cytkn. MNMpoBogunace aonypetmnye-
ckas Tepanus. [locne BbINUCKN, HECMOTPSA Ha JieueHue,
OTEKM MOoCTeneHHO HapacTanu. [ns yTouyHeHus mop-
bonornyeckrx M3MeHeHU Oblna BbIMOSHEHA MYHKLM-
OHHas Hedpobuoncus.

HedpoburonTaT npepcrasneH tpems dparmeHtamm
c 31 knyboukom. MimeeTcs MesaHrvanbHas runepke-
TOYHOCTb A0 9 K/IeTOK Ha Me3aHruMasbHyto obnacTb,
3HAOKaNWANAPHas FMNepKIeTOYHOCTb. Busyanusunpy-
etca onddysHoe yasoeHue rrnomepynspHon basanb-
Hon MemBpaHsbi (puc. 1). Mpu okpacke KoHro-poT nme-
eTca KMPMUYHO-KPacHOe OKpallMBaHUE Me3aHTusa U
BasanbHOM MeMbpaHbl, NpY 3TOM B MNOSAAPU30BaHHOM
cBeTe A0NOYHO-3eNEHOE OKpallMBaHMe OTCYTCTBYeT.
B peakumn uvmMmyHOdNyopecueHUMM UMeeTCs MeM-
BpaHHOE MHENHOe CBeYeHne B peakumsax C aHTuTena-
mu k IgG, Lambda-light chain, C3c, oTcytctByeT cBeve-
Hue ¢ aHTuTenamm k IgA, IgM, Kappa-light chain. Mpwu
NMMYHOTUCTOXMMUNYECKOM  UCCNefoBaHUM  MMeeTcs
aKcnpeccusa B peakumax ¢ aHtutenamm k IgG, Lambda-
light chain, oTcytcTByeT akcnpeccusa ¢ aHTUTENnaMu K
Kappa-light chain (puc. 2). MNMpwu anekTpoHHOW MUKpPO-
CKOMUN OMPEefenstoTcsl MHOXECTBEHHbIE Me3aHrnasb-
Hble U MeMOpaHHble OEeno3uTbl, UMetoLMe rpaHysap-
Hoe 1 bnbpunnapHoe cTpoeHune ¢ ToNALWUHON Gubpunn
15-31 Hm (puc. 3).
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Pucyrok 1. MoHoknoHanbHbI GubpunnspHeiin rnomepynoredput. A. PAS - peakuus, ysenudenve x200. B. ViMnperHaums meteHamuH —

cepebpom, ysenuuenne x400
Figure 1. Monoclonal fibrillary glomerulonephritis. A. PAS reaction, magnification x200. B. Impregnation of methenamine with silver, magnification x400
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PucyHok 2. MoHoknoHanbHbl GubpunnapHbii rmomepynoHedput. A. IMMyHornctoxmmmyeckas peakums ¢ aHtutenamm k Kappa - light chain,
ysenuuenune x400. B. iMmyHoructoxmmmnyeckas peakums ¢ aHtutenamm k Lambda - light chain, ysennyenne x400
Figure 2. Monoclonal fibrillary glomerulonephritis. A. Immunohistochemical reaction with antibodies to Kappa - light chain, magnification x400.

B. Immunohistochemical reaction with antibodies to Lambda - light chain, magnification x400

)
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PucyHok 3. MoHokioHabHbI GubpunnspHbiii rnomepynoHedput. A. IneKTPOHHO-MUKPOCKonMYeckune GoTorpadum, KOHTPACTUPOBaHHBIE LUTPATOM
cBUHLA, yBennuyeHne x 1540. B. DnekTpoHHO-MUKpockonmyeckmne poTorpadmu, KOHTPACTUPOBAHHbIE LUTPATOM CBUHLA, yBenndeHne x5000

Figure 3. Monoclonal fibrillary glomerulonepbhritis. A. Electron microscopic photographs contrasted with lead citrate, magnification x1540. B.
Electron microscopic photographs contrasted with lead citrate, magnification x5000
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MauneHTy Obin AMArHOCTMPOBaH MOHOKIOHAMbHbIN
drbpunnapHein rnomepynoHedput. MNpu gansHenwem
obcnepnoBaHun B Muenorpamme Obino BoiseineHo 4 %
nnasmaTtnyeckmx knetok, benok bernc-[xoHca B Moye n
M-rpagneHT  BbisiBieHbl He  Gbiin.  CTpyKTypHO-
LEeCTPYKTMBHbBIX M3MEHEHUN KOCTel Takxe He Oblio
BbigBAeHO. bbina nposefeHa TenemMepuuMHcKas KOH-
cynetauna 8 HMUWLL rematonornu r. Mockesbl, gnarHo-
CTMPOBaHa MOHOK/OHalbHas raMManaTus PeHanbHOro
3HavyeHus. [laumMeHTy pekomMeHAOoBaHO MpoBefeHue
XMMuoTepanuu npenapatom baptesamub, Ha ambyna-
TOPHOM 3Tane pPeKoOMeHAOoBaH MPUEM KHrMbuTopoB
MPOTOHOBOW MOMIMbI, CTaTUHOB, MPEAHU30JIOHa, a Tak-
Xe rMnoTeHsnBHas Tepanus. Ha npoTtsxeHun oByx net
nocne guarHoctmkm MIP3 y nauveHta He ObliO BbIsiB-
neHo numdonponndepatnsHoro sabonesaxus, benok
B moue - 0,195 r/cyT., OTEKM KynnpoOBaunCh.

OG6cyxpeHune
MoHOKIOHabHast raMManaTusi PeHanbHOro 3Have-
HWS HejaBHO Obina BbigefneHa B OTAEsIbHYIO HO30510-

MK, 4TO O6yCJ'IOBJ'IeHO TAXECTbIO KIIMHNYECKUX NMPOoAB-
JIEHUA HEeCMOoTpPs Ha HedOoCTaToK KpuTepues Afs Mo-
CTaHOBKW 3J710Ka4eCTBEHHOIo remMaTtosiorm4eckoro Ho-
BoobpazoBaHua. [1na nx anarHocTmkm 4acTto Tpebyetcs
paclmpeHHoe Mopdonormyeckoe mccnegoBaHune, Tak
Kak MMeeTcs Bosblwoe pasHoobpasne mopdonoruye-
CcKkMx BapuvaHToB. BbisBneHne MIP3 poctaTouHo nns
NpoBeAeHNs XMMUOTEPanuu, B CBA3N C YeM MOJTHOLEH-
Hoe mopdosornyeckoe nccnegosarve HedbpobuonTa-
Ta SBNSETCH BaXHOW cocTaBndlolen obcnenosaHud
nauuneHTa.

3akJitoyeHue

MpuBen&HHLIM cliydyal MnoKasbiBaeT CAOXHOCTb U
OAHOBPEMEHHO BaXHOCTb MOJIHOLEHHOW Mopdonoru-
4eCcKOW [AMarHOCTUKM MOHOKJIOHaNbHOM rammanartuu
peHafbHOro 3HaveHus. B nevernnn pganHoro zabonesa-
HUS  KJIIOYEBYID POJiIb UrpaeT XumuoTepanus, Ans
Ha3HaYeHUs KOTOPOW MOXeT NMoTpeboBaTbCs KOHCYIb-
Tauusa B HMUL, remaTtonorum r. MockBbl.
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