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Pesome

B cTtaTbe paccMaTprBaeTCA NOHATME MOHOK/IOHA/NbHAA FaMManaTiA peHaNbHOro 3Ha4YeHUsA, KOTopoe 06 beJMHART pa3NnyHble NoyeyHble 3aboneBa-
HWA, BbI3BaHHbIE OT/I0XKEHNEM MOHOK/IOHA/IbHOrO MMMYHOT/106y/IMHa M/ NX KOMMOHEHTOB B KNyb6o4kax 1 TybynomHTepcTulmm. [laHHasa Ho30/10-
ruyeckas rpynna 6bina BbiAeseHa U3 FpyMMbl MOHOK/IOHA/IbHas FraMManaTus HeornpeAeeHHOro 3HaveHus (B 2012 roay). MpeAcTaseHbl AaHHbIE MO
13y4eHno MOp$OIOrMYeCKOro NoparkeHmsa noyek, aCCoLMMPOBAHHOrO C MOHOK/IOHA/IbHOM raMManaTueil peHanbHOro 3HaveHuA. CneKTp NoYeyHbIX
3a60/1eBaHUIA NPV MOHOK/IOHA/IbHON raMManaTun peHalbHOrO 3HaYeHUA pasHoobpaseH, 1 ero KnaccuuKaLmMa OCHOBaHa Ha I0KaNM3aLum NoYeYHbIX
nopaxKeHuit B KAy60oUKax, KaHaibLax, MHTEPCTULIMU COCYAOB U CTPOMbI, @ TaKiKe OCOBEHHOCTbIO OT/IOKEHWUS UMMYHOTN106Y/IMHOB (OpraHW30BaH-
Hble W HeOpraHM3oBaHHble). broncus NoykK nokasaHa B 6ONLLIMHCTBE C/y4YaeB ANs ONpejeneHUs 0KaAN3aL MM NOPAXKEHNS, OLEHKN ero TAXeCTH
1 MPOrHo3a BbKMBAEMOCTU ANA NauneHTa. [lnarHocTika TpebyeT nHTerpaumMm Mopgponormiyecknx M3MeHeHUii C MOMOLLbIO CBETOBOW MUKPOCKONWMN,
MMMYHOdyOpeCLieHLUM, 3N1eKTPOHHOM MUKPOCKOMNMM, @ B HEKOTOPbIX C/Ty4anX NPUMEHAIOT OKpallBaHWe MOHOKIOHabHOro 6e/1ka Ha 130TunMbI Ig
(okpacka reMaToKCUAMHOM/3031HOM, peakuus LUndda (PAS-peakuus), cepebpeHue no MOHCY, OKpacka No KOHro-poT, TPUXpOMasibHas OKpacka no
MaccoHy). PaHHss AUarHoCTMKa 1 CBOEBPEMEHHOE Ha3HAYeHWe FreMaToN0roM U/MUAN FeMaTOOHKOI0rOM K/IOH-OPUEHTUPOBaHHOM Tepanum No3BoseT
OCTaHOBMUTb NMPOrpeccMpoBaHme 3/10Ka4eCTBEHHOrO NPoLecca U CHMKeHMA GpyHKL K noyek. B cBoto oyepesb, Hedposior, B3aMMoAeicTBy A C remMaTo-
IOrOM 1/VAN reMaTOOHKO/I0roM, BeAeT Hab/itoAeHne 3a NaLUeHTOM.

KnroyeBbie cn0Ba: moHoknoHaNbHas 2aMmManamus HeONPedeneHHO20 3Ha4eHUS, MOHOK/IOHa/IbHAS 2aMMaNamus PeHabHO20 3Ha4eHUs, MOHO-
K/0HanbHbIl 6ea0K, Hegppobuoncus
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Abstract

The article discusses the concept of monoclonal renal gammopathy, which combines various renal diseases caused by the deposition of monoclonal
immunoglobulin and / or their components in the glomeruli and tubulointerstitium. This nosological group was identified within the group
of monoclonal gammopathies of undetermined significance (in 2012). The data on the study of morphological kidney damage associated with
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monoclonal renal gammopathy are presented. The spectrum of renal diseases in monoclonal renal gammopathy is diverse, and its classification is
based on the localization of renal lesions in the glomeruli, tubules, vascular interstitium and stroma, as well as the peculiarity of the deposition of
immunoglobulins (organized and unorganized). Kidney biopsy is required in most cases to locate the lesion, assess its severity, and predict patient
survival. Diagnostics requires the integration of morphological changes using light microscopy, immunofluorescence, electron microscopy, and
in some cases, staining of monoclonal protein for Ig isotypes is used (staining with hematoxylin / eosin, Schiff stain (PAS reaction), Jones stain,
Congo Red stain, Masson's trichromal stain). Early diagnosis and timely prescription of clone-oriented therapy by a hematologist and / or a hemato-
oncologist can stop the progression of the malignant process and kidney malfunction. A nephrologist should monitor the patient, interacting with
the hematologist.

Key words: gammopathies of undetermined significance, monoclonal gammopathy of renal significance, monoclonal protein, nephrobiopsy, light
microscopy, immunofluorescence microscopy, electron microscopy
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3IIT — samecTuTenbHaA moveyHas Tepanus, MM — MHoxecTBeHHas mmenoma, TMA (thrombotic microangiopathy associated with monoclonal
gammopathy) — rpomborideckas Mukpoanrunomnarus, XBIT — xponndeckas 6omesnp nmodek, AL — nerkue enn, AH — Tsxensie nenn, AHL — erkne
u Tsoxensie enu, C3GP (C3-glomerulopathy associated with monoclonal gammopathy)-C3 — rmomepynomnaris, acconunpoBaHHas ¢ MOHOK/IOHA/Tb-
Hoit rammamnarueit, CSH (crystal storing histiocytosis) — xpucrammueckuit ructuonnros, GBM — kryboukosas 6asanbuas membpana, HCDD (heavy
chain deposition on disease) — 60/1e3Hb OT/IOKEHNA TSOKENBIX 1ereit, Ig — nmmyHorno6ymus, LCDD (light chain deposition on disease) — 6o7e3Hb
ornoxenuit nerkux nenest, LCPT (light-chain proximal tubulopathy) — npoxcumanbhas Ty6ynonarus nerkux neneitr, LHCDD (light and heavy chain
deposition on disease) — 6one3Hn oTIOXKEHNUA NETKUX U TsOKebIX Leneir, MGRS (monoclonal gammopathy of renal significance) — MoHokIOHanbHAA
raMManarisA peHanbHoro sHadeHnsa, MGUS (monoclonal gammopathies of undetermined significance) — MoHOK/IOHa/IbHAS TaMMAaIIaTHA HEOIIPeJie/eH-
Horo 3HaueHns1, MIDD — 6onesHb OT/IOXeHNS MOHOK/IOHAIbHBIX MMMYHOrI00ymnHoB, PGNMID (Proliferative glomerulonephritis with monoclonal
immunoglobulin Deposits) — mpondepaTnBHbIil ITTOMEPYTOHePPUT C OTTOKEHNEM MOHOK/IOHATbHBIX UMMYHOIT06yMnHOB, TBM — Ty6ynapHas 6a-

3a/bHasA MeMOpaHa

Beepenne

MoHOK/IOHaIbHAA HeoIIpeJeJIeHHOTO
3HayeHusa (monoclonal gammopathies of undetermined
significance — MGUS) Bxirouaer B cebs psig 3aboreBa-
HUI, B OCHOBE IIOSIBJIEHMS KOTOPBIX JIKUT HapylleHMe
paborsl B-mumdounTos, npuBopsiiee K CTOMKAM MaTO-
JIOTMYECKMM CeKpelMAM OJHOTO KJIOHa MMMYHOIIOOY-
JIVHOB /MO0 >Ke COCTaBAIuX uX eneit [1-7]. Tepmuu
«MOHOKJ/IOHA/IbHOJI I'aMMallaTH} HeOIpefie/ICHHOrO 3Ha-
geHusa» (monoclonal gammopathies of undetermined
significance — MGUS) 6p11 Buepssle BBefeH R. Kyle n ero
rpynmnoii B 1978 rogy. MGUS — 3T0 acuMnToMaTideckoe
Ipefi3/I0KaYeCTBEHHOe KJIOHAJbHOE IIJIa3MOK/IETOYHOE
npomdepaTuBHOe OBpex/eHne. Jlonroe BpeMs 3To Ha-
pYILIEHME OCTaeTCs y 4acTy OONBbHBIX JOOpOKauecTBeH-
HBIM U ABJIACTCA IPeNCTaaNell MHOXKeCTBEHHOI MIe/TOMBbI
(MM) n gpyrux B-mumdonurapHsix omyxorneir. Y 40 % ma-
nuenToB ¢ MGUS nonroe BpeMst 3a607eBaHye IpOTEKaeT
mobpoKadecTBeHHO, Y 50 % MalMeHTOB B pasHbIe CPOKU
Hab/IoflaeTCs 37T0KaYeCTBEHHAs mporpeccns, ay 10 % pas-
BUBAIOTCA 3a00JIeBaHMs HEOIYXO/IeBOI NPUPOABI U3-3a
TKaHEBO-TOKCMYECKOro Bo3gerictBusa M-nporenHna. Ilo-
3TOMY, B MOMEHT BBLSIB/ICHIS [IAPANIPOTENHEMIN CTIOKHO
CKa3aTh, IPOM30I/eT MIN HET CO BpeMeHeM ee TpaHchop-
manus B remobmacros [1-8]. Cpean gpyrux TepMUHOB,
paHee o6osHauaBiux mousate MGUS, B mpakTuuecKoit
MeIMLVHe VICIIONb30BAIMCh UANONATIYeCKas, HeMUeETIO-
MaTo3Has, JUCKpeTHas, KpUITOTeHHAsA U PyAUMeHTapHas

raMmalaTm:Aa

MOHOK/IOHAQ/IbHasi TaMMalaTus, AMCUMMYHOITIOOyInHe-
MU, UAVONATNYeCcKas apalpoOTeNHeMuUA ¥ aCUMIITOMA-
TH4YecKasi mapanMMyHornobyauaemus [6, 7]. o 2012 roga
atoT TepMnH MGUS akTHMBHO 3aKpemmsica M MCIOIb30-
BaJICA B MeIMLIMHCKOI uTeparype, moka N. Leung u ero
COABTOPBI OOHAPY>KIIN, YTO YacTb HmanyeHToB ¢ MGUS
MOTYT MMeTb KIVHMKO-MOP(OIOrndeckoe IHIOpaskeHIe
IOYeYHOI! MapeHXUMbl M-KOMIOHeHTOM. B ¢BA3U ¢ aTum
OTKpBITVEM MeXIYHapORHO TPYHION IO U3YYEHUIO
HOpaKeHMs II0YeK M MOHOK/IIOHA/JIbHOM TraMMaIaTuy
(International Kidney and Monoclonal Gammopathy
Research group — IKMG) Obna npemioxkeHa HOBasd
HO30/I0TM4YecKas TIpyIa B COBPEMEHHON Hedponoruu
¥ OHKOT€MaTOJIOTUMI: «<MOHOKJ/IOHA/IbHAA FaMMaIaTus pe-
Ha/IbHOTO 3HadeHMs» (monoclonal gammopathy of renal
significance — MGRS). BBezeHne gaHHOTO TepMuHa IIO-
3Bomnio guddepennuposats noustie MGUS u BboiBecTn
PAZL KIMHUYECKUX CITydaeB M3 PaMOK «HeoIpefelleHHO-
ctu» [1-8].

MGRS npepmonaraeT IaToIOrM4ecKoe COCTOSHIE, Xa-
PaKTepHBIMI OCOOEHHOCTAMM KOTOPOTO SIBILAIOTCSA IIPO-
mmdepaliyst KI10Ha B-K/IeToK 1 M1asMaTinyecknx KIeToK,
HPOAYLYUPYIOUNX HePPOTOKCUYHDI MOHOK/IOHA/IbHBII
UMMYHOITIOOYIMH WM ero (PparMeHThl (TOMBKO JIETKYIO
Ienb ¥/WAV TOMBKO TXenyko uemnb) [9]. Ipynmy manmen-
TOB IIO IMATHOCTMYECKUM IIOKA3aTe/IAM He/lb3sl OTHOCHUTD
K Mal/€eHTaM C MHOXKECTBEHHOJ MMENIOMOM, TaK KaK I
9TOI TPYNIIbI XapaKTepHO CpefjHee 3HaYeHNe ITa3MEeHHBIX
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KmeTok KoctHoro Mmosra (KM) — 2,2%, a ypoBeHb
M-nporenna — 1,1 r/n [2-5]. Ko — momysnsmms K1eTox,
KOTOpasi BO3HMK/IA U3 OJHOI KIeTKU-IIPeIeCTBeHHUIIbI
U HacjefyeT Bce CBOVCTBA, B TOM YIC/IEe ¥ BO3MOXKHOCTb
aKTVBHO IIPOM3BOAMTb MOHOK/IOHAJIbHBIN IAapanpoTenH
(M-1porenHa, MOHOK/JIOHQ/IHOTO IIPOTEVMHA) MIM 4acTb
(TONBKO JIETKYIO Liellb MM TONBKO TsDKENyIo Iielb). Pe-
3y/IBTATOM BO3JEIICTBIsI MOHOK/IOHA/IbHOTO 0Oe/IKa Ha II0-
YeYyHYI0 IAPEHXUMY ABJIAETCA HEYKIOHHOEe IPOrpeccupo-
BaHMe AUCHYHKIUM MOYeK BIUIOTHh O YTPATHl (PyHKIMU
opraHa 1 yXyAlleH)e IIPOTHO3a KM3HM IanyeHra [1-9].
3abomneBaHus mouek, cBszaHHble ¢ MGRS, pasHoo6pas-
HBI, U VX CIIMCOK NPOAO/DKaeT pactu. Iloatomy mpobiema
MGRS ocraercsa KpajiHe aKTyaJbHOI IS Bpadeil 0601t
CIIeUMaIbBHOCTY 3[JPaBOOXPAHEHV M OTYaCTU 3aK/IIoYa-
eTCs B HEJJOCTATOYHOCTY 3HAHMII CIeNVannucToB. i pe-
IIeHMA JaHHOU HpoOieMbl TpebyeTcsa MYIbTUAVMCLINAIUIN-
HapHBI IIOAXOJ, TaK KaK 4allle BCEro JaHHasA IpobreMa
HaXOJWUTCS Ha CTBIKE JIBYX CIEIVabHOCTENl — IeMaTosIo-
ruu u Hedponorun [1- 5].

AIUAEMUONOTU S

Hokasano, yro MGUS sBpiasnserca y 4,2% B rpyimine
mopeit crapue 50 net; 5,3% — crapme 70 et u 10 8%
y My>kunH — ctapite 80 net. Pacnpoctpanennocts MGUS
y adpoaMepUKaHIIeB B [[Ba-TPY pasa BBIIIe, YeM y Oe/bIX
U3 9T0i1 XXe momyssiunu [7, 10]. 3aboneBaeMocTb XpoHUYe-
ckoit 6oesnpio moyuek (XBIT) Taxke yBenmn4muBaeTcs Mocie
60 net [7, 11, 12]. B cBsi3u ¢ yBenmueHueM Bo3pacTta Hace-
neHus B ocHose paspuTua XBII nexar nmporpeccupyromue
XpoHMYecKue 3abomeBaHus ¢ ¢GopmupoBaHmeM Hedppo-
cKIeposa (caxapHblil Auabet, apTepuanbHas IUIePTEHsNUs
n gpyrue). MGUS mocTeneHHO NPUBOJUT K PasBUTHIO
XBII. CrnepmoBaTtenbHO, y OFHOTO M TOTO Ke TTALlMeHTa MO-
IyT 6bITD Kak nposasneHuss MGUS, tak u XBII, koTopble He
CBSI3aHbI IATOTE€HETUYECKN [7].

[ToBpexxaeHne MOYeK, OOYCIOBIEHHOE MOHOK/IOHATb-
HBIM [TAPaNpOTEMHOM — HevacTasi MaTONIOTNA B CTPYKTYpe
6omesHelt movyeK. PacipocTpaHeHHOCTD MATONIOTUHN HOYeK,
CBS3aHHOM C KaKMM-THOO BapMaHTOM MOHOK/IOHAIbHOI
ramMmanaTiu, cocrasyuser 7,5 % cpenn Bcex 60JIbHBIX, KOTO-
pBIM 6blTa MpOBefeHa AMarHocTmdeckas HedpoOUOICHsL.
ITpu sTom MGRS 6bl1a 06HapyskeHa TONMbKO y 4 % [2-5, 7].

[TpuHuMasi BO BHMMaHNe, YTO JaHHOe 3abojIeBaHuUe
MO>KHO IIOATBEPANTb VCKIIOYUTEIBHO IPOBEIEHIeM MOp-
¢omornueckort BepupUKALMU [UATHO3Q, CIEHOBATENBHO,
MGRS sBrstercst opdannsim 3abonesannem (10,2 crydas
Ha 100 TbIC. B3poCyoro HaceneHus B rof) [7].

MexaHU3MbI U CTPYKTypa
MMOPa>KEHU S IIOYEK

P MOHOKNOHAABHOM
raMManaTuy peHaAbHOTIO
3HAYEHU S

[TaToreHeTM4ecKne MeXaHM3MBl BIWSAHUA IAparnpo-
TeMHA Ha ITOYEYHYI0 MAPEHXVMY Pas/INyYHbI ¥ TI0Ka OKOH-
JaTeJIbHO He M3Y4eHBL JI3-3a 0cOGEHHOCTENl CTPYKTYpHI
U U3MeHeHUs PUSMKO-XUMUYECKVX CBOVICTB CaMoil MoJie-
KYJ/IBl TIapalpoTeNHa U JeiCTBMsI aHOMAIbHBIX MOHOKIIO-
HaJIbHBIX IMMYHOITIOOY/IMHOB M/ ero (parMeHToB (TOMb-
KO JIETKOJ1 IIeTIV 1/ M/TU TOBKO TSDKEION 1IeTIN ) TPONCXOANT
mmaroreHes JaHHoro mporecca (puc. 1) [1, 4-5, 7].

CreKTp HOpa>kKeHWiT MOYeK, aCCOLMMPOBAHHBIX C MO-
HOK/IOHA/IbHOJI ~raMMaIlaTHeil  peHaJIbHOTO
(monoclonal gammopathy of renal significance — MGRS),
[OCTATOYHO INIVPOK M BKIIOYAET MHOPAKEHNE PasHBIX
y4acTKOB He(poHa: KIyb6OouKa, KaHA/IbIIEB; MHTEPCTULINS
u cocynos. IToaToMy BO3HMKaeT pasHOOOpasue KIMHMYe-
ckux npossiaernit MGRS B Buje M301MpoBaHHOTO CHH-
IpoMa Wiy KoMOuHarum (apTepuanbHas IUIEePTEHsNsI, He-
¢dpormyeckuit u fip.) [1-7].

SHAYCHUA

[TaToreHeTnyecKknue MEXaHU3MBI TIOBp e IeHIST/

Pathogenetic mechanisms of damage

Pucynox 1.
Ilamozenemuueckue
MeXaHUu3Mbl no8pexcOeHUs

OkasbIBa€T TOKCHYECKOE BIHSHIE HA
xieTkn/Has a toxic effect on cells

KomJeMeHTa/Activates
the immune system,

especially the
complement s;

Berymaet Bo B3aUMOJIEHCTBHE ¢ ME3aHTHOIIUTAMH U
JpyTUMH KJIeTKaMU He(poHa U OTKIAIBIBAIOTCS B BUIE
nerto3uToB/Interacts with mesangiocytes and other
nephron cells and is deposited as deposits

noueuHot NapeHxXUMbl
napanpomeuHom

Figure 1. Pathogenetic
mechanisms of damage to
the renal parenchyma by
paraprotein
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Tabnuya 1. Mopgponozuueckas 0uazHocmuka MOHOKIOHANILHOU eammanamuu penanvHozo 3navenus (MGRS)
Table 1. Morphological diagnosis of monoclonal gammopathy of renal significance (MGRS)

CBeTOONTIYECKOE NCCIefoBaHMe/
Light-optical research

TTpumeHeHme crefyomux okpacok: / Application of the following stains:
- I'emaroxcunmu/s03un / Hematoxylin/eosin

- Mudda (PAS-peakius) / Schiff (PAS reaction)

- Cepebpenune 1o JIxoncy / Jones stain

- Konro-por / Congo Red

- TpuxpomanbHas okpacka o Maccony / Masson’s trichrome stain

VIMMyHOdTI00peCLieHTHO e IICCIefoBaHe /
Immunofluorescence study

- BblsiB/IeHMe B IOYEUHOIT TAPEHXMIME [IeII0O3MTOB MOJIEKY/I MOHOK/IOHa/IBHOrO MMMYHOITI0OyInHa (maHenp antuten k IgA, IgM, IgG
(runposanue IgG), IgD, A u « uemneit, C3, Clq) / Detection of deposits in the kidney parenchyma monoclonal immunoglobulin molecules
(panel of antibodies to IgA, IgM, IgG (typing IgG), IgD, A u x chains, C3, Clq).

- C uenbio nuddepennanbHoil fUArHOCTUKY GUOPIUIIAPHOTrO II0MepyIoHepHTa, FEIO3UTHI, KOTOPbIE MOT'YT 06/1ailaTh KOHTO(UIBHOCTBIO,
npuMeHsioT uccnenosanne Ha DNAJB9. DNAJB9 — 6ernok cemericTBa IIanepoHoB, creruduyaHblit 11 sToro Tuna / For the purpose
of differential diagnosis of fibrillary glomerulonephritis which deposits may be congophilic, a DNAJB9 study is used. DNAJB9 is a protein
of the chaperone family specific for this type.

Mukpockonmieckoe ucciefosanne (yIbTrpacTpyKkTypHoe) /
Microscopic examination (ultrastructural)

I103BO/AET OLIEHNTD CTEIEHb IOBPEXAEHN I XapaKTep AEMO3NUTOB, 00pa30BaHHbBIX MOHOK/IOHA/IBHBIM GeNKOM (OpraHn3oBaHHbIe/
Heoprauusosanusle) / Allows to assess the degree of damage and the nature of the deposits formed by the monoclonal protein (organized /
non-organized).

| IMapanporenn/Paraprotein ‘\
- |

Wureperummii u cocyapl/ Wureperuimii u crpoma/
| Kiy6oukn/Glomeruli | Interstitium and vessels Kananbusi/ Tubules |\ Interstitium and stroma
i \\\‘\\ A"/ ‘~~‘~~‘ Ar”’ “ Y
v ; RN 4 HeIgM senosuts/ Non Jlenosutsl IgM/ Hunusape/ Bocnanem./le/
Henozurst IgM/ IgM deposits ‘ IsM deposits IsM deposits Casts Inflammation
OpFaHH301?aHHbIe/ HeopraHn3OB§HHme/ Non- C3-rnomepynonarus/ Iumnaposas TyOGynonnTepcTUIINATBHBINH
Organized organized C3-glomerulopathy neponarus/ Cast ge(bpﬂ’}‘/iubular ?gd
7 hropath interstitial nephritis
nephropathy . .
| AL/AH —amunonnos/ ™| Bole3Hb OTJI0XKEHHs TpomboTHyeckas Octpbiit TyGyspHbii
AL/AH -amyloidosis MOHOKJIOHAIIbHBIX mukpoanruonarus/ Thrombotic \ Hekpos/Acute tubular
nertozuto/Monoclo microangiopathy necrosis
> Kpucranmmonas nal immunoglobulin Heopranuzosanuble/
MoomHTOmaTHs/ deposition disease "4 Non-organized
Crystalline OpranusoBannbie/Organized |
podocytopathy
L, IponudeparuBHbIii Bosesnsb ornoxkenus
T'H ¢ otnoxennem IpoxcumanbHas MOHOKJIOHAbHBIX
N N : . ——>]
MMMyHOTaKTOHﬂ.HH" I'H/ IgM/Prohferatlve _GN TyOynonarusi/Proximal neno3utos/Monoclonal
Immunotactoid GN with IgM deposits : .
OubprspHELt TH/ tubulopathy immunoglobulin
Fibrillary GN Kpucrammuecknii deposition disease
ructionntos/Crystal storing
= histiocytosis
S (Kpuo)xpucramirnodymunemudeckuit I'H/
(Cryo)crystalglobulin GN
—'I AL/AH —amunonnosza/AL/AH -amyloidosis

Kpuorno6ymunemudeckuit [H I u 1T Tros/
Cryoglobulinaemic GN type I and type II

Pucynox 2. [lamomoponozureckue 8apuaHmul nOPa}eHus nouex, 00ycnosueHHvle napanpomeunom (A0anmuposaHo u3
Cmupros A.B., Aganacves B.B., [To00y6Has V.B. u dp., 2020)

Figure 2. Pathological variants of renal damage due to paraprotein (adapted from Smirnov A.V., Afanasyev B.V.,
Poddubnaya LV. et al., 2020)
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Knuunko-mopdonornyeckoe nopaxenue npu MGRS
TPYHAHO PasrpaHMYNUTH OT APYTUX IOYEYHBIX HaTONOTMIL,
He CBSI3aHHBIX C MOHOK/IOHAJIbHOJI raMMarnaTueit, 6es yc-
HO0/Ib30BAHMs JOTIOJTHUTEIBHBIX METOIOB 00OCIeOBaHMA.
Tunm mopakeHMA IOYeK OIpefeNAeTCsA BPOXK/EHHBIMU
CTPYKTYPHBIMM XapaKTePUCTUKAMU ¥ (DUSUKO-XUMUUe-
CKMMU CBOJCTBAMU MOHOK/IOHaJIBHOTO MMMYHOIZIO6Y/IN-
Ha, a He 0COOEHHOCTSIMU K/IOHA, KOTOPBI €r0 MpORyLHu-

pyer [1-7].

Aunaruocruka
MOHOKAOHAABHOM raMMaraTumn
penaabuoro 3Hauenus (MGRS)

It mocranoBky guarHoza MGRS Heobxopmumo ompe-
IeMUTD ClienUYHOCTb HOpaXKeHVs TI04YeK, KoTopas o0y-
C/IOBJIEHA JeMICTBMEM TIPOAYLVIPYeMOTO KIOHOM MOHOKJ/IO-
HaspHOTO Oernka. [TpuHMMas BO BHUMaHue CYleCTBEHHOR
pasHooOpasue BapMaHTOB MMOopakeHus modek, upu MGRS
IJIaBHBIM METOJOM JMarHOCTMKM OCTaeTcst Mop¢doornye-
CKOe€ UCCIefoBane royeynoil Tkauu (tabm. 1) [1, 4, 6, 7].

PesynbraT MOpdONIOryecKoro aHamusa IMogdepKuBaeT
ocobenHoCTN nopaxenuss MGRS B KaXZoM KOHKPETHOM
CaIy4aeM, a TakKe MPeRCTaBsgeT MHGOPMALMIO B OTHOLIe-
HUM II0YeYHOro IporHosa [1, 4, 6, 7].

B 2017 romy MexnyHapojHasd TpylIa IO M3Y4EHUIO
MOpaXKeHNsI IOYeK ¥ MOHOKIOHaIbHOI rammamatun (In-
ternational Kidney and Monoclonal Gammopathy Research
Group — IKMG) BBena mnst MGRS-accorumpoBaHHBIX II0-
paXKeHMI IToYeK HOBYIO K/IACCU(UKALINIO, OCHOBAHHYIO Ha
MOP(OTOrNYeCcKUX pesy/IbTaTax UCCIefOBaHMIT (CBeTOBas
MMKPOCKONNA, MMMYHO(IYOpeClieHTHbIe VICCIefOBaHMA
C TIOJTHBIM HAabOPOM AHTUTE U MEKTPOHHASI MUKPOCKO-
must). [loyeynble OTNIOKEHVSI HepBOHAYANIBHO IOJpasfe-
JAMNCh Ha CIIeRyIoliye KaTeropyy: Ha OPraHM30BaHHbIE,
HEOPraHN30BAHHBIE Y HEMMMYHOITIOOY/INHOBbIE TaMMAaIIa-
i (4, 6, 7, 13, 14]. B xnaccudukanuio or 2017 ropa 6s6utn
BHECEHBI [IBe JIONOTHNUTENbHBIE mofiKaTeropun [13]. B ka-
TErOPII0 HEVMMYHOIIOOYIMHOBBIX TAMMAIIATHIL OBV [0-
6aBJIeHBI [TOAKATETOPYSI TPOMOOTHYECKAs] MUKPOAHTHOTIa-
tus (TMA) n opkaTeropust maToI0rNIeCKUX OTIOKEHNIA,
KOTOpBbIe YIBTPACTPYKTYPHO MOJZOOHBI MOHOK/IOHATBbHBIM
raMMarnaTisiM, HO He Beerfa siBsoTcs umu (puc. 2) [7, 14].

ITopaskenus
C OPpraHNU30BaHHBIMU
aemno3utamu IgM

OpraHusoOBaHHBIE OTIOXKEHVS MOHOKJIOHATbHBIX MM-
MYHOIZIOOYIMHOB pasmensiorcss Ha GuopuiipHele (Ipu
aMIIONf03e), MUKPOTPYOOUYKOBbIe (IpM KPUOITOOYIN-
HEMMYeCKOM 1 MMMYHOTaKTOMIHOM HedpuTe), KpUCTaI-
JIMYecKue /WM MHKITIO3MOHHbIe (POPMBI HPM MPOKCH-
MaJIbHOII TYOYIOIaTuM JIETKUX Iierelt ¢ HanuaueM win 6es
cuHppoMa DaHKOHM ¥ TP KPUCTA/UINIECKOM TUCTHOLNU-
To3e [4, 6, 7]. [JaHHYI0 IIaTO/IOTUIO BBLAB/IAIOT, IIPOBOZS He-
¢pobuomncuio, mpu 9TOM BeAYIINM METOLOM AUATHOCTUKY
SIBJISIETCSL CBETOBASI, MIMMYHO(IyOpeCIieHTHAsI, 9IeKTPOH-
Hasg MuKpockomus. OCHOBHBIM METOIOM BepupuKanmu

CTPYKTYpPBl M BHfjAa OPraHM30BAHHOIO OTIOXKEHUS CIIy-
KUT OKpAlVBaHNe MOHOK/IOHAIbHOTO MMMYHOIZIOOY/IMHA
u/mnu ero GpparMeHTOB PasIMYHBIMY CIIOCOOAMIU: OKPAcKa
reMaTOKCUIMH/903MHOM, IIOCTaHOBKa peakiyu Ilng-
da (PAS-peakius), cepebpenne mo JXKOHCY, OKpacka 1o
KOHTO-POT, TPUXPOMajbHast OKpacka o Maccony [4, 6, 7].

Duépunsrnrsipabie GopMbI
OTAOKEHU I MOHOKAOHAABHBIX
MMMYHOTAOOYAMHOB

Cpenu pubpWwUIAPHBIX (POPM BBILEAIOT AMIJIOUJIO3
(amyloidosis), KOTOpBIII BK/IIOYaeT MOATUIILI C OT/IOXKEH-
eM nerkoit tenu (AL), Tsokenoi nenn (AH), a Takke TsKe-
noit u nerxoit nemneit (AHL). [lonroe BpeMst 3T0 COCTOsIHME
B rpynne GMOPWUIAPHBIX OTIOXKEHUII OCTaBalIOCh eIVH-
CTBEHHBIM, HO B IIOC/Ie{Hee BpeMsi ObI/I BbISIBTIEH MOHOK/IO-
HaJIbHBIT GUOPWIIAPHBIIL ITToMepyioHedput (monoclonal
fibrillary glomerulonephritis) [7, 15- 19].

Amusionasle GUOPMUIBL Yallle HOPAKAIT KIYOOIKM
U KPOBEHOCHbIE COCYABI M MHTepctuuuit (y 60% manm-
eHTOB). VIHTparyOyIApHBII LUTOMIA3MAaTUYECKUIT aMU-
TIONTO3 BCTpevaercs penko [20]. B 6onprumHcTBe Cyda-
eB aMMIONJI03, CBA3AHHBIN ¢ M-0elKOM, MPOMCXOINUT U3
(hparMeHTOB MOHOK/IOHA/IbHBIX JIETKNUX Ierneit (AL), koro-
pble yalle OTHOCATCS K MBOTUITY A, 4eM K, 1 pefiKo u3 ¢par-
MEHTOB MHTaKTHOTO MMMYyHOIIo6yauHa (Ig) mam Tombpko
TspKenbIx Hereit (AH) [6, 7, 20]. IIpu cBeTOBOIT MUKPOCKO-
UM aMWIOUAHbIe (PUOPM/UIBI BBIIIANAT KaK CIUIOLIHBIE,
Hepas3BeTBJIEHHbIe 1 OECIOPSJOYHO PACIIONOKEHHbIE OT-
noXeHuA auaMerpoMm 7-12 mm. Ilpu okpacke remaToKcu-
JINHOM/903VHOM BBISB/IAIOTCs O/eHbIE 303MHO(UIbHbIE
BKJIIOYeHIsT; Ipy oKpatunBanuy peaktusoM [udda (PAS-
peakis) — OTpUIATe/NbHAS WIM CIabOIIONIOXKUTENbHAS
peaKIs; Ipy B3aMMOJENICTBUM C TPUXpOMOM (OKpacka
o MaccoHy) — cuHAA Wi cepebpucras oxpacka (oT-
puijarenpHas). He3aMeHMMBIM 30/I0TBIM  CTaHJAPTOM
It OOHAPY>KEHVsI aMIJION/a Ha IPOTSDKEHUN yKe Gomee
50 jIeT ocTaeTcs OKpallMBaHUe KOHIO-KPacHBIM (¢ Xapak-
TEPHBIM SAPKO-3€/IeHbIM JIy4elIpeJIOMIeHIeM B HOJAPHU30-
BaHHOM cBete). IIpy MMMYHOQIYOpeCIeHTHO! MUKpPO-
CKONNY — MOHOTHUIINYECKOE OKpALIMBAHIE AMVIOWIHBIX
otoxeHuit. [Ipy 971eKTPOHHOI MUKPOCKOIINY OT/IOKEHNS
aMIJION/Ia B IIOYKAX BBIIVIAMAT KaK HepasBeTB/IEHHbIE (u-
OpWIIIBI, KOTOPBIE PACIIONOXXEHDbI 6eCIIOPATOYHO 1 BUIHBI
B Me3aHTHyMe, KITybOUKax WIM KaHaIbllaX, MHTEPCTUIINN
u cocypax [6, 7].

Amunonos — cucreMHoe 3aboneBaHIe, 1 y 60IbIINH-
CTBa TAIMEHTOB HAOJIOfjaeTCs BOB/IEYEHME B MTATONOTIYe-
CKMIT TIPOILIECC He TONBKO TIOYEeHHON TKaHM, HO M APYIUX
OpraHoB (IIOIKOXHO-XMPOBas KJIETYATKA, KeTYLOUHO-KI-
IIeYHBII TPAKT, KOCTHBII MO3T) [6,7,20]. Hebonpuas
rpymma nanueHtoB (7-17%) ¢ GpuOpUIILIPHBIM [IOMEpY-
nonedpurom (monoclonal fibrillary glomerulonephritis),
KOTOpasi KIMHUYECKUM COOTBETCTBYET KPUTEPUSIM MOHO-
K/IOHAa/IbHOV ramMmamnaruu. Y 3-15% 13 9TOil IPYIIIbI I1a-
LIIEHTOB OOHapyXXuBaeTcsi popmuposanme «pubpUsIp-
HBIX» JIeN03nTOB (OTIoKeHNUA IgG, orpaHnYeHHbIe JIETKOM
enbo) [6, 7, 15, 16, 18, 21, 22].
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[Tpu ¢ubpunsipHom rmomepynonedpute GuOpnIb
PacIonaraloTcs B CIy4ailHOM IMOpPsAKe, B CpefHEM B JBa
pasa rome (10-30 HM) 4eM Te, KOTOPble HAOTIOAAIOTCS IPU
aMuIonaose M OOBIYHO He OKPAIIMBAIOTCSA KOHIO-Kpac-
HbIM. [Ipy CBETOBOIT MUKPOCKOINM TIOATBEPANTD GUOPHI-
JIIPHBIIL TJIOMEPYIOHEPUT MOXKHO IPU OKpAILIMBAHNU
KTy60uKoB Ha roMostor DnaJ 6e/ka TermoBoro MIoka 4ieHa
B mopcemerictBa 9 (DNAJB9 — DnaJ Heat Shock Protein
Family (Hsp40) Member B9), koTopslit siB/sieTcs: Hafiex-
HBIM MapkepoM 3aboneBaHys. VIMMyHOQDIyOpeceHTHOe
uccnefosanue He crenyduyno (oxpamusanne IgG: B oc-
HoBHOM IgG4, pexxe IgG1 n C3 KOMITIOHEHTa KOMIITIEMeHTa)
[6,7,18,21].

OTu pasmmums MOTYT OBITH JCIIONB30BAHBI, YTOOBI
OT/INYNTh MOHOK/JIOHA/IBHBII IJIOMEPYIOHE(PPUT OT MOf-
TUIIOB aMIJION/03a C OTIOKeHNeM TsDkenoil remu (AH),
a Tax>Ke TspKenout u nerkon nemneit (AHL) [6, 7, 23, 24].

Muxkporpy60oukoBsie ¢GopMbI
OTNAO’KE€HUSI MOHOKAOHANABHBIX
VMMYHOTNOOYATHOB

V/IMMYHOTaKTOVIHBII IIOMepyToHeppUT
(immunotactoid glomerulonephritis) u xpuorno6ymu-
HeMudeckuit  rmomepynonepputr  (cryoglobulinaemic
glomerulonephritis) — pnBa 3abomeBaHus, KOTOpbIE Xa-
PaKTepU3YIOTCs OTIOXKEHNUAMM MMMYHOITIOOY/IHA B BUJe
MUKPOTPy6oueK. MMUKPOTPYOOUKM MOXKHO OTINYUTD OT
GbubpUIT MO0 MX HOIOMY LIEHTPY M GOJIBLUIOMY AUaMeTpPy
(17-90 um) [6, 7, 21, 22]. KprornobynuuemMus: COCTOUT U3
Tpex TnmnoB. Tum I (pocTble KPUOITOOYINHBI) BKIIOYAET
MOHOK/IOHa/IbHbIe MMYHOITIOOYIMHBI OFHOrO Kaacca (A,
G wmn M), pexxe — MOHOK/IOHQ/IbHBIE JIETKME IIeTN UM-
myHorno6ymmHoB. Tum II (cMelraHHbBIE KPUOTIOOY/IMHBI)
COCTOUT 13 OFHOTO MOHOK/IOHQJIBHOTO MMMYHOIIOOY/IN-
Ha B poru aHTutena (o6sraHo IgM, pexe IgA wmm G), co-
eIVMHEHHOro ¢ NoMMKIoHaIbHbIM IgG. Tun 11 (cMmemranHbIe
KPMOITIOOY/INHBI) COCTOUT U3 HECKOIBKUX KJIACCOB IIOMNU-
KJIOHA/IbHBIX IMMYHOIJIOOY/IHOB, @ MHOT/|A M3 HEVIMMYHO-
ITI00Y/IMHOBBIX MOJIEKYN (UOPOHEKTNH, JTUIIONPOTEVHBL,
C3-KOMIIOHEHT KoMIieMeHTa) (1, 4, 6, 7, 21, 25].

[ToaTOMy K MOHOKJIOHQ/IbHBIM TaMMAIIATUsAM PeHasIb-
Horo sHadeHusa (MGRS) orHocaT xpuormobymiHemun I
u II tuma, mockonbky kpuorno6ynvuemus 111 Tuma cBasana
VCK/TIOYNTETBHO C THOMMKIOHA/IBHBIMU VIMMYHOIIOOYIN-
Hamu 1,4, 7, 21].

Kpnorno6ynmuemyn I tuma xapakTepusyeTcs BbIIafie-
HileM M-6enka mpu Temmeparype Hike 37°C 1 pacTBope-
HJeM TIpJ HarPeBaHUM CBIBOPOTKI. ITO U MOXKET BbI3BATbH
TJIOMEpPY/IOHe(PUT, CBA3AHHBIN C KPUOITIOOyIMHeMuel
(20-30%), m cucTeMHble IpOsBIeHMs (BACKYIUTHbIE BBI-
cblmaHus, mHepudeprdeckas HEBPOHATUA — CUHAPOM
Peitro n aprpanrus). Hanbomee 9acToit mpuamnHOil Kpuo-
rno6ymaemun II Tnna — undekiya renarura C. Tonbko
oko710 10-30% ciydaeB uMeeT CBsi3b ¢ MuMdonponudepa-
nueit B-xnerox [1, 4, 7, 21]. IIpu cBeTOBOII MUKPOCKOIINA
XapaKTePHBIM HPU3HAKOM KPMOITOOYIMHEMNN SIBJISIETCS
MeMOpaHOIporepaTUBHBI I[TIOMEPYTOHeQPUT C SHJO-
KaImUIApHON mpormgepanueii. Taxke 0OHAPY>KUBAIOTC

MHOTOYMCIEHHBIE  JISMIKOLUTBI C  MHTPaKaIWULAPHOI
ununpTpanyeit u npu peitctBum peaktusa uddda
(PAS-peakius) — orpomuble PAS-1omoXuTenbHbIe BHY-
TPUIIPOCBETHbIE MMMYHHbIE OTIOXKeHUs (OeIKOoBble I'M-
a/mMHOBble TPOMOBI). [Ipy MMMYHO(IyOpeCLeHTHO! Mu-
KPOCKOIIMM BUJHBI BHYTPUIPOCBETHDIN Ig 1 OTIOXKEHMs
C3, C4, C1q KOMIIOHEHTOB KoMIIZieMeHTa. [Ipu anekTpoH-
HOIl MUKPOCKOINMU — CYOCTPYKTYpBl MUKPOTpPy6OUeK,
GubpUT U OTIOXKEHUIT B BUJE «OTIIEYATKOB IIA/IbLIEB»
[1, 4, 6, 7, 21]. VIMMYHOTaKTOM[HBIII ITIOMepy/IOHeDPUT
YacTO MMeeT MOHOKIOHAJIBHYIO HPUPOAY, B OTIMUNE OT
¢ubpusipHOro TI0MepynoHedputa. Yale sIBIsIETCS HO-
YeYHO-OrPaHNYEHHBIM 3a00/IeBaHIIEM I B OT/IYVE OT KPH-
or1o6y/IMHeMNIt He IPOSIB/ISIET TUMNYHbIX IPU3HAKOB KPH-
OIIOOY/IIHEMITYeCKOro IIoMepynoHedpura (oOpasoBaHe
TPOMOOB ITIOMEpY/LAPHOrO OejIKa, BaCKY/IUTOB apTepuit
u/vnu aprepuon) [1, 6, 7, 21].

[TomepynsipHbIe OTIOXKEHNMS IPU MMMYHOTAKTOUJHOM
IJIOMepy/IoHeppUTE OXHOPOLHO COCTOSAT M3 MUKPOTPY-
60ueK (C OrpaHMYEHHBIMM M3OTUIIAMU A WIM K) ¥ dallle
PacIonaraloTcs MapajleNbHbIMU PAJaMM C IpeVMYIle-
CTBEHHO Cy0aNMTeNTNanbHOM U Cy6sH/IOTeMaNbHOI TOKa-
nmsanueit [6, 7, 21, 26, 25, 27]. IIpyu oxpammnBaHuu KOHTO-
KPacCHBIM OOHAPY>XVMBAeTCs OTPULATENbHbI pe3ynbTar (He
06HApY>KMBAETCsA IUXPOU3M: KPACHOBATOE U 3€/IEHO-XKell-
TO€E CBeYeHue).

[Tpy MMMYHO(IYOpECIeHTHO MMUKPOCKOINN BYJHBI
OTYEeT/IUBbIE IOJIble IIEHTPBbI U OKpamysaHue C3 KoMIo-
HEHTa KoMIUIeMeHTa. IIpyu 3/1eKTpOHHOII MMKpOCKOIMMU
OmpeRe/sIoTCst (POKYCHO PACHONIOKEHHbIe TapajUle/ibHbIe
maccuBbl 30-90 HM B uamertpe [6, 7, 21].

Kpucrarrmieckue u/marm
MHKAIO3UOHHBIE (POPMBI
OTAOKEHU S MOHOKAOHAABHBIX

VMMYHOTAOOYAMHOB

ITpokcumanbHas TyOynomatys jerkux uemeit (light-
chain proximal tubulopathy — LCPT), xpucrammde-
ckmit ructuonutos (crystal storing histiocytosis — CSH)
U (KpMo) KpUCTAJIIOITIOOYIMHEMIYECKUI ITTOMepyIoHed-
put ((cryo)crystalglobulin glomerulonephritis) —sa6omne-
BaHMs, KOTOPbIE XapaKTePU3YIOTCS OTIOKEHVSMU VM-
MYHOITIOOY/IMHA B BIie KPUCTA/UIOB VI/WIV BKIIIOYEHWIL.
[TpokcumanbHas TybymonaTys IpefcTaBIeHa KPUCTaIIN-
YeCKMM U HEKPUCTA/UIMYEeCKMM BapuaHTaMu. B kpucran-
mmaeckoM Bapuante LCPT MHOrodmcieHHble KpUCTasIIbI
JIETKMX LieTiell pasnuiHol pOopMbI 0OHAPY>KUBAIOTCS BHY-
TPU KJIETOK MPOKCHMAJIbHBIX KaHa/IbIIeB, BHYTPU JTM30COM
WM CBOOONHO pAcIoaraioTCsi B IMTOIUIa3Me. DTOT Ba-
PMaHT B OCHOBHOM CBSI3aH C OTJIOXKEHVEM K-JIeTKOJ Liemn
U KIVMHUYECKU IPOSBIAETCA IMOTHBIM WIM YaCTUIHBIM
curgpoMoM DaHKOHM, KOTOPBIT BCTPEYaeTCsl Y MOMIOABIX
nanneHToB [6, 7, 28-32]. IIpu cBeTOBOIT MUKPOCKOIIUY K
JIETKIe LIeTN UMEIOT CTeP>KHEBYIO I pOMOOBUAHYIO (op-
MY, OHJ IMIEPI03NHOGUIBHBL U IIPU [IEVICTBUN PeaKTUBA
Iudda (PAS-peakums) He okpammusaroTcs. s BuU3ya-
NM3anMM KPUCTA/UINYECKOTO BK/IIOYEHMST IPU MMMYHO(-
JIyOPECLIEHTHOM MUKPOCKOINMM KIETKYM IIPOKCHMAJIbHBIX
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KaHaJIblIeB JICIIONb3YIOT IPOHa3y (OMOXMMMYECKUIl Impe-
mapar, MpefCTaB/SNNT co60il CMeCh IpOTeNHas, BBI-
Ie/sieMbIX U3 BHEK/IETOYHON >KUAKOCTY CTPENTOMMIeTa
Streptomyces griseus). IIpy 371eKTPOHHOM MMKPOCKOIUM
BUA3YIU3UPYIOTCS 3TIEKTPOHOIIOTHBIE BHYTPUILIUTOIIA3-
MaTudecKue BKIoueHus [6, 7, 28-30].

IIpn Hexpucrammmyeckom Bapuante LCPT xnerkn
IIPOKCHMAJIbHBIX KaHAJIbIIeB PACTATUBAIOTCS 1 OBPEXIa-
FOTCSI M3-32 HAKOIUIEHNSI MHOTOYVC/TEHHBIX HEKPUCTAIIN-
YeCKIX BK/IIOYEHMIT JIETKUX Lieleil B IM30CoMaX. ITOT Ba-
PUAHT, KaK IIPaBUIO, CBSI3aH C OTIOKEHUEM A JIETKOM IIe,
cunapoM PaHKOHY NPOSIBISAETCS PEKO, BAPUAHT SIBJISIET-
cs1 OMaronpusATHBIM 110 CPAaBHEHUIO C KPUCTAIMYECKNM
BapMaHTOM ITOBPEXeHNs ITovYek. VIHOra HeKpucTaninde-
cxmit Bapumant LCPT Mo)XeT MMUTHPOBATh OCTPBIi TyOy-
JIAPHBIL HEKPO3 VU OCTPBIII MHTePCTULMAIbHBII He(hpUT
(6,7, 28, 30, 33].

Y marnueHTOB € KPUCTAINYECKUM TUCTUOLUTO30M
(CSH) xpucramnbl JeTKuX ILieleil IPeMMYIIeCTBEHHO K
LleM 4YacTo OOHAPY>KMBAIOTCA B TUCTUOLMTAX IIOYEK,
a TaKXKe B KJIeTKaX IIPOKCMMAJIbHBIX KaHA/IbLEB U MOTYT
MMeTh LIMPOKOe BHENMOYEeYHOe PACIPOCTPAHEHME, B TOM
4ycie B KOCTHOM MO3re, MuMQaTIIecKX y3/ax, JIErKIX,
IIMTOBYJHOI JKejie3e, OKOJIOYIIHOI JKejie3e, POTOBMUILE, CHU-
HOBUAJIbHOI 0007104Ke, KOXKe, ITOIKOXKHO->KUPOBOI KIIeT-
JaTKe, KeyaKe, IedeHn 1 Mosre [6, 7, 34-37].

Vudunprpanyst IUCTUOLUTAMYU ¥ OT/IOXKEHUE KpU-
CTaJUIOB JIETKUX ILiereil (Jalie k) MPUBOIST K PasBUTHIO
MHTepCTULMATIbHOTO Gubposa u TyOyIspHOI aTpoduIL
JlMarHocTKa TMCTHOLUTO3a C HAKOIUIEHNMEM KPUCTAIOB
(CSH) moxxeT OBITb CIOKHOIT 3ajaueil, TOCKOIbKY TP UM-
MYHO(QIyOpPECLIeHTHOI MUKPOCKOINHU KPUCTA/IINIECKIe
BK/IIOYEHMsI He MOTYT BCerfja MAeHTU(UIPOBATHCS, 1103~
TOMY MO>XKET IIOTPe6OBATHCS MCIIONIb30BAHIE IIPOHA3bI M/TH
MMMYHOIIepOKCHIAa3HOro MeToza [6, 7].

Ictuonuros ¢ HakorwienneMm kpucramwios (CSH) mo-
JKeT IIPOTeKaTh OJTHOBPEMEHHO € IIPOKCUMAJIBHOIL TYOYIIO-
IaTuel JIETKMX Iielleil. B TakoM cIydae opraHM30BaHHBIE
[UTOIIA3MATIYECKIEe BK/TIOUEHVS UTO/IbYATON VMU OBAJIb-
HO (pOpMBI KpUCTA/UIBI B NPOKCUMAaIbHBIX TPyO4YaThIX
KJIeTKaxX BUIHBI C TIOMOIIBIO 3/IEKTPOHHOI MUKPOCKOINN
[6, 7, 34, 35]. (Kpuo)xpucrannornoOyimaeMudecKuii I71o-
MepynoHedput ((cryo)crystalglobulin glomerulonephritis)
SIBJISIETCS PEIKOJT MOHOK/IOHAIbHON TaMMaIaTueit, Xapak-
TepU3YIOLeiics TpOMOaMI MMYHOITIOOY/IHA B apTepyo-
JIaX ¥ Kamisgpax Kiny6o4kos [6, 7, 39].

O TpOMOBI VIMET KPUCTA/UINYECKYI0 CTPYKTYPY,
Y HEKOTOPBIX MALMEHTOB IPOLeCC KPUCTANIN3ALUY YCKO-
psieTCst TPV BO3TENICTBUM XOIOffa — 3TO ¥ €CTb KPUOKPH-
crajornobynuuemus [6, 7, 32, 39, 40].

B o6pasiiax 6MOmICUM IOYeK y MAIIEHTOB C KPUOKPU-
CTa/IOINIO0y/IIHEMNell BUAHBI KpPYIHbIE BHEK/IETOYHbIE
KPUCTA/UIbI B KAIWIIIPaX U apTepuoiax KIybodKoB, KO-
TOpPbIE YaCTO CBsI3aHbl ¢ TpoMbaMu GubprHa 1 BOCHAN-
TeMbHBIM TporfeccoM. [Ipy MUKpOCKOMMY Me3aHTHaIbHAs
U SH/OKAIIW/UISIPHAS TUIIEPKIETOYHOCTD 9aCTO OTCYTCTBY-
er. Kak u nipu xpuorno6ynmnneMun, BHyTPUCOCYAUCTOE OT-
JIO)KeHIe KPUCTA/IOB IIPUBOINT K OKKJIIO3MI MEJIKIX COCY-
J10B, TPOM603Y 11/ BOCIIA/TUTEIbHOMY BacKyIury [6, 7].

ITopaxenus

C HCOPraHMN30BAHHbBIMU

aenosuramu IgM

HeopranusoBaHHBIE OT/IOKEHUSI MOHOKJIOHA/IbHBIX
VMMMYHOITIOOY/IMHOB HAaOMIONAIOTCS Y MALUEHTOB ¢ Hoyes-
HPIO OT/IOKEHUS MOHOKJIOHAJAbHBIX mernosutos (MIDD)
U TALMEHTOB C IponudepaTHBHBIM ITOMepyn1oHedpu-
TOM C OT/IOXEHJMEM MOHOK/IOHA/IbHBIX MMMYHOITOOY/IN-
HoB (Proliferative glomerulonephritis with monoclonal
immunoglobulin Deposits — PGNMID) [4, 6, 7].

BoresHb OT/I0XKEHIsI MOHOK/IOHA/IBHBIX IMMYHOITIO0Y-
mmHOB (MIDD) BKIIO4aeT Tpy IOATUIA, XapaKTepU3YIO-
muxcs oTaokeHneM yerkux neneit (light chain deposition
on disease), Tsoxenbix neneit (heavy chain deposition on
disease) wm obenx nerkux u TsKensx nemeit (light and
heavy chain deposition on disease) [6, 7, 21, 22].

bonesun otmoskennit nerkux neneir (LCDD) sasnser-
cs1 Haubojlee pacpOCTPaHEHHBIM IIOATUIIOM (M30TUII K).
IMouTty Bcerpa MOPAXKAITCS TIOYKY, BHENOYEUHbIE HOpa-
JKEHJE YacTO BCTPEYAeTCsl B CEpALie, MeYeHN ¥ JIETKUX.
ITpu cBeTOBOIT MUKPOCKOIINY BUJIEH Y37I0BOI ITTOMepY/Io-
CKJIEpO3 U Y3/I0BO€ Me3aHTHaIbHOE pacIIMpeHye BMecTe
C yronuleHueM KIybO4YKOBOW M Tpyb6dYaTOil Oa3anbHBIX
mem6pan (GBM u TBM). Hecreunduveckue mposse-
HUS CIefyIolye: pasiuyHasl CTeleHb aTpoduy KaHalb-
1L[eB, MHTEPCTULMANbHbIL (1ubpos m Bocmamenue. [Ipu
UMMYHO(]IyOpEeCIieHTHO MMUKPOCKOIUM BUJHBI MOHO-
TUIIHBIE, TUHEIHbIe ¥ aMOP(HBIEe JIETKIe 1L[elu, KOTOPbIe
OTK/IaJIbIBAIOTCSI B ME3aHTUYMe U 110 XORY KIyOO4KOBOIL
u tpybuaroit 6asanpubix Membpan (GBM un TBM) [6,
7, 21, 22]. Ilpu 607me3HM OT/IOXKEHMUS JIETKUX U TSXKETbIX
uemneit (LHCDD) u 6onesHu OTIOKEHMS TSKEbIX Iie-
neit (HCDD) mpu cBeTOBOIl MUKpOCKOMNNM Habmoxa-
I0TCSI JIMHEIHbIe OTIOKEHMs, BUIHBI MOHOTHUIIHBIE Y, A
VWIN [ JIETKVE IIeHM BROMb KIy6O4KoBOM M Tpybdaroit
6asanpupix MeMmbpan (GBM u TBM). Ilpu amexTpon-
HOJ MUKPOCKOINM — 3€PHUCTBIE OT/IOXEHWsSI BBITJLIASAT
He(pUOPV/ULSIPHBIMM, 9/T€KTPOHHO-IUIOTHBIMU ¥ PAcIo-
JIOXKeHBI B KIy0OYKax CYO9H[OTENMNATIbHO, ME3aHTHyMe
¥ Ha BHEIIHEN CTOPOHe TPyO4aTolt 6a3anbHOI MeMOpaHbI
(6, 7,21, 22].

Hanporus, npu npomndepatuBHOM I7oMepynioHed-
pUTEe C OT/IOXKEHVEM MOHOKIOHAIBHBIX JMMMYHOITIOOY-
mHoB (PGNMID) mpoucxopar oTIoKeHnus B KIyboukax
MHTAaKTHBIX MOHOK/IOHaIbHbIX IgG penko IgA mnm IgM [6,
7, 22, 41]. Ilpu cBeTOBOJ MMKPOCKOINY — IIpeKMylile-
CTBEHHO SHJOKaNMWIIAPHas NMponudepanus u/Um MeM-
6panonponudepatuBublit rmomepynonedppur (MIITH)
unu 6e3 Moponorndeckrx usMeHeHuit. I1o JaHHBIM MM-
MYHOQITYOPeCIeHTHOI MMKPOCKOIMM, oTaokeHmsa IgG
OrpaHMYeHbl KIYOOUKaMM U COCTOAT U3 OFHOTO M30THUIIA
JIETKOI IIeTIN ¥ OfHOTO M30THUIIA TSDKEJION 1IeTIH, Jallie Bee-
ro IgG3k [6, 7, 22, 41, 42]. [TonoxxnTenbHOe OKpAIINBaHIEe
Ha C3 u Clq ykasbIBaeT Ha aKTMBAIUIO CUCTEMbI KOMIITIE-
MeHTa. IIpu 3/1€eKTPOHHON MUKPOCKOIUN — 3€PHUCTBIE
U HEOPraHM30BAHHBIE OT/IOXKEHNsI OTPaHNYIEHbI KIyOoU-
KaMI, Ile OHM PACIIONIaTaloTCsI B Me3aHTUYMe U CYOIH0-
TeNNaTbHOM IIPOCTPAHCTBE, peXXe B CYIIMUTEIMATbHOM
IpOCTpaHCTBe [6, 7].
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He Bce nopaskeHu: 1o4eK, CBA3aHHbIE ¢ MOHOK/IOHAIb-
HOJT ramMmaratueit peHanbHoro sHadeHns (MGRS), Bxio-
Yal0T OT/IOKEHVsI MOHOK/IOHAJIBHBIX MMMYHOTOOY/IMHOB.
Yacroit dopmoit cBszanHoro ¢ MGRS paccrpoiictsa, -
IIEHHOT0 TaKVX OTJIOKeHU], AB/sAeTcs C3-II1oMepyIonaTns,
acCOLMMpPOBaHHAsA C MOHOKJIOHA/IbHOM
(C3-glomerulopathy associated with monoclonal gam-
mopathy — C3GP), kotopast perncTpupyercst IpuMepHO
y 30% maumenToB [6, 7, 43]. C3-r1omMepynonaTns, acconm-
MPOBAHHAA C MOHOKJIOHA/IbHOVM TaMMallaTueil IPUBOLUT
K AUCHYHKIMY IIOYeK II0 KOCBEHHOMY MexaHmsMmy. JlaH-
HBIIl MeXaHM3M IIPEACTAB/IAET IIPOIecC, IPU KOTOPOM
M-6emoKk fieficTBYeT Kak ayToaHTHTeno K C3-KoHBepTase
VIV KaK ayTOAHTUTENIO K IPYTUM PETYIMPYIOMUM K OeKaM
KOMIUIEMEHTa, YTO TPMBOAUT K HApYIIEHUIO PeryIALun
aJIBTEPHATVBHOTO IIYTM KOMIUIeMeHTa [6, 7, 43-45]. Ilpu
CBETOBOJI MUKPOCKOINM HaOIIOaeTCs Me3aHTMaIbHbI
npomudepaTuBHbLL, MeMOpaHONPOMUQEPaTUBHbIL WK
SHIOKANW/UIPHBIN  ITpONuQepaTBHbIL  ITIOMepynoHed-
puT. OTO BBIIIAAMT KakK Oorblive Cy6smuTenmaabHble OT-
noxenust — B ¢popme «ropbar. st C3GP xapakrepHo OT-
TIoKeHe B KTyboukax ¢pparmerta C3 KOMIOHEHTa CCTEMBI
KOMIIIEMEHTa, II0 KpalifHell Mepe B JIBa pa3a MHTEHCUBHe®,
yem mobas kom6uHams IgG, IgM, IgA n Clq [6, 7, 31, 44,
46]. ITpumepHo y 5-10 % MaIMeHTOB IPK UMMYyHOQIyopec-
IIEHTHOM MUKPOCKOIMM OOGHAPYXX1MBAeTCsl MeMOPaHOIpPO-
nudepaTUBHbI TTIOMepyIOoHepPUT C 3aMaCKMPOBAHHBIMU
MOHOK/IOHA/IbHBIMY OTIOKEHMAMH. OTH IIalMeHThI Tpe-
OYIOT JOMOMHUTENLHBIX MMMYHOMDIYOPECLIEHTHBIX MCCTIe-
IOBaHUIT: UCIONb30BAHME IIPOTeas /I UpeHTH(UKALII
MOHOKOHQ/IBHOTO VIMMYHOITIOOY/IMHA B OTIOXEHMSX [6, 7,
31, 46]. IIpu 2/meKTPOHHON MVKPOCKOIIMY OIIPENe/IAI0TCA
9/7IEKTPOHHO-IIOTHBIE ME3aHTUA/IbHbIE, CyOIIMTeVaIbHbIE
1 Cy0sHOTeMabHble OTIOXKeHNA [6, 7]. B rpynny Henm-
MYHOIZIOOY/IHOBBIX TAMMAIATIIl BXOAUT TPOMOOTIYeCKast
MukpoaHryomnarys (thrombotic microangiopathy associated
with monoclonal gammopathy — TMA), xapakTepusytoa-
ACA 'y 9aCTY IMALMEHTOB MYKPOAHTMONATITYeCKON TeMOTNTI-
yeckoll aHemueil. TMA Mo)XeT BO3HMKAaTb OJHOBPEMEHHO
Y HaI[MeHTOB C MOHOK/IOHA/IbHBIMM TaMMaIlaTAMY, BKITIO-
vas MM u mMakporno6ynmuuemuto Banbrencrpema (WM) [6,
7, 47]. lanHoe 3aboyeBaHme sIBSIETCSI OTHOCUTENIBHO PeJi-
KUM M HOBBIM, B IUTepaType ONUCAHO HECKOIBKO CTy4aeB.
Ravindarn et al. ycraHOBWIM CBA3b MEXJy raMMarlaTyelt,
TMA 1 BBICOKMM ypOBHEM MOHOKJIOHATbHBIX IMMYHOIJIO-
OymmHOB y 21 % manueHToB B Bo3pacte 50 jieT 1 cTapiue [6, 7,
48]. TTatodpusnonorus sTux HapylIeHniI He BCer/ja MOHATHA,
HO MOXXET OBbITb CBsI3aHA C MOHOKJIOHa/IbHBIM MMMYHOIJIO-
OyMMHOM, [IeIICTBYIOLMM KaK ayTOAHTUTEIO IIPOTHUB pery-
JIATOPHOTO Oe/IKa KOMITTIEeMEHTA.

I[Mospexpenue nmouek npu TMA xapaxrepusyercsi o6pa-
30BaHMeEM TPOMOOB B KaIW/ULIpax KIYOOUKOB, HAOyXaHIeM
SH/IOTENNSI, ME3AHTHONN30M C MUKpOaHeBpusMaMu u ¢Gop-
MMPOBaHNeM [IBOJHOTO KOHTYpa CTEHOK KaIlULAPOB KIIy-
60ukoB. TakuM 06pasoM, B OCHOBE IIPOLIecca JIEKUT OCTPOe
HOBPEXIeHIe KAaHA/IBLEB C PA3/IMIHON CTEIEHbI0 GOpMUpO-
BaHWI TYOYIOMHTEPCTUIMAJIBHOTO pyOreBans [6, 7,49, 50].

ramMMariaTen

Hossbie mopxoAbI

B AIAaTHOCTUKE Y1 BBEA€CHU U
MOHOKAOHAABHOM raMMaIaTumu
PEHANBHOTO 3HAYECHUS

Jo HacTosIIero BpeMeH! AMarHOCTMKA MOHOK/IOHAJIb-
HBIX IaMMaIaTyii OCYIIeCTB/IANACh C IOMOILIBIO KOJde-
CTBEHHOTO OIIpefie/IeHNs LUPKY/INPYIOIEro aHOMaIbHOTO
Oenxa: sneKTpodopes GENKOB CBIBOPOTKI KPOBU C OIpe-
IeneHreM ypoBHS M-rpaanenTa, uMMyHouKcaus 6ern-
KOB C OIpefe/leHNeM VX TUIA, NeKTpodopes M MMMYHO-
¢rkcanna 6emKoB B CyTO4HOI Mode. B Hauase 2000 rogos
HOSABIICS HOBBII METOJ, OILIpefie/IeHN s CBOOOIHBIX JIeTKUX
1ereit B CbIBOpoTKe KpoBu — «Freelite», mpuHumm KoTopo-
IO OCHOBaH Ha B3aMMOJEIICTBUY JIETKUX IleTell Tua A 1 K
C BBICOKOCHEIVI(IIHBIMY aHTUCBIBOPOTKaMI. Mapkepom
npomidepanuy ABIAETCA HapyLIeHVe COOTHOIICHMA K/A
(B HOpME 0,26-1,65).

B 1jeHTpe BHMMAaHMA reMaTosIoTa 11/ Wi TeMaTOOHKOIO-
ra JO/DKHa ObITh MaeHTMUKaLMA KIOHA, TaK Kak 06071
BBIABJIEHHDIT BapyuaHT mopakeHusa mpu MGRS tpebyer
CBOEBPEMEHHOT0 Hayaja KIOH-OpMEHTUPOBAHHOI Tepa-
1Y, TO3BOJIAIOLIENl COXPAHUTh (QYHKIUM IOYEK U TIpef-
YIpeIuTh HEKOHTPOIMpyeMoe IpOTrpeccMpoBaHue 370-
KauyeCTBEHHOTO ITIPOIecca 3a CYeT CHYDKEHUA YCKOPEHHON
CeKpelMy aHOMAJIbHOTO MMMYHOITIOOYNIMHA VI/WIM €ero
emneil. B anarHocTrike u je4eHuy NAHHOTO 3a00TeBaHIs
OONIBIIYI0 POMb MIpaeT He(PPONIOT, KOTOPBIN COTPYAHU-
YJaeT ¢ reMaTOJIOTOM W/M/IM TeMaTOOHKOJIoroM. B mepByio
odepenb HeppOIOr TO/KEH IPOBOFUTH KOPPEKIMIO Ha-
3HAYEHHOM K/IOH-OPMEHTUPOBAHHOM TEpalmuy C y4eTOM
He()POTOKCUYHOCTY XMMHUOTEPAIIEBTUUECKNUX Iperapa-
TOB ¥ OCYIIECTBJIATb OL|EHKY II0OYEYHOrO0 OTBeTa Ha IIpo-
BOJIIMOE T'eMaTOJIOTMYeCKOoe JIeYeHMe C Y4eTOM CKOPOCTHU
K1y6oukoBoil ¢umprpanun. [Ipu mporpeccupoBaHnyu ma-
TOJIOTMYECKOTO IIPOLecca M YXyAIIeH)A I04eqHOl (PyHK-
nuy HeppoOJOr pelllaeT BOIPOC O HAa3HAYECHUM METOHOB
3aMecTuTenbHO moveunoit teparvu (3IIT), Tak xak aTn
METO/Ibl TTO3BOIAIOT BBIBOAUTD aHOMA/TbHbIE IMMYHOIJIO-
Oy/IMHBI V/VIM €ro LM U3 OpraHu3Ma, TakKuM 00pasoM,
CHIDKAs MX TOKCMYECKOe JIe/iCTBYIE Ha ITAPEHXVIMY ITOYKIL
ITpu pasBuTUM TepMUHAIBHON CTagMU XPOHMYECKON 60-
ne3nu nodek (XBIT C5) u mocrosaxHo Tpebyrommiica 31T
He(poIor BKIIOYAeT MalieHTa B JIUCT OKUAAHNUS U TOTO-
BUT €TO K a//IOTPaHIUIAHTALUM TTOYKM [1-8].

3aknaoueHue

MGRS — HoBas rpynma 3abosieBaHIil, B OCHOBE KO-
TOPBIX JIOKWUT TUIIEPIPOAYKIMA HePPOTOKCUIECKOTO
MOHOK/IOHA/IPHOTO MMMYHOIIoOymnHa (M-mporenHa, ma-
pamporenna) u/unu MGRS cocransmomux ux nemneit. Ot-
KpbITUE ITaTOT€HETUMYECKMX MEXaHNU3MOB IIOBPEXIEHMA
MOYEeYHOI TKAaHM (IATOJOTMYeCKasi aKTUBALUS CUCTEMBbI
KOMIUIEMEHTa, TOKCIYeCKOe BIMAHME KJIOHA K/IeTOK, B3a-
MMOJEIICTBYE AHTUTET C ITIOMEPY/IAPHBIMU AHTUIE€HAMMU
KIeTOK HepoHa). VIMEHHO 9TO OTKpbITHE IO3BOIN/IO BBI-
menmutb MGRS B OTHeNbHYI0 HO30/I0TMYECKYIO €IVMHUILY.
[TopakeHns o4eIHOI TKaHM, cBsA3aHHbIe ¢ MGRS, nMeror
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criernuIecKyro MOp(onIOrndecKyro KapTiHY, CBA3AHHYIO
C OT/IIOKEHJMEM MOHOK/IOHA/IBHBIX MMMYHOITIOOY/IVHOB.
BbIABNIEHHBIIT B CBIBOPOTKE 1/WJIM MOYe MOHOK/IOHA/IbHbII
UMMYHOITIOOY/INH AO/DKeH ObITh MAEHTHYEH ¢ OOHAPYIKeH-
HBIM UMMYHOITTOOYIHOM IIpyt HedpoOmoncnm.
CBoeBpeMeHHOE HAvalo KIOH-OPMEHTHPOBAHHOIN Te-
pamnny, IMO3BOJISET COXPAHUTh (PYHKLUUM IIOYEK U IIPef-
YIpeaUTb HEKOHTPOIMpPyeMOe IIPOrpecCupoOBaHIe 3710-
Ka4eCTBEHHOTO IIpOllecca 3a CYeT CHIDKEHWs CEKpelnu
aHOMa/IbHOTO MMYHOITIOOY/IMHA U/ WIIM €TO LieTelt.
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