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OcobeHHOCTM MOPPONOrMYECKOM AMATHOCTUKM
HEAMMITOULHON DOPMbI OTIOXEHMS
MOHOKITOHQSIbHbIX MMMYHOTTOBYIMHOB B MOYKAX

O.A. BopobeeBa', C. Hact?, A. KoaH

' Kagpbeapa naronorn4yeckos aHaToMum ¢ KypCOM LUTOJIONNM,
Cankr-leTepbyprckas MeanUMHCKasa aKkageMms rnocse[miyioMHOro obpasoBaHms,

r. Cankr-lerepb6ypr, Poccus;

2 Orgen naronorun n naboparopHoi Me[NLUHbI,
Meaununncknii yeHTp Cedars-Sinai, Jloc-AHgxenec, CLLUA

The morphological diagnosis of non-amyloid form
of monoclonal immunoglobulin deposition disease

in the kidney

O.A. Vorobyeva, C. Nast, A. Cohen

Kniouessie c108a: MOHOKAOHANGHBILL UMMYHOII00)1tH, MOPEPON0US, NOUKLL.

B HACTOAIIEM HUCCIEJOBAHUHN U3YYE€HbI MOP(MOIOTHIYECKHE HAXOJKHA U HMEIOIIHECs HA MOMEHT OHOIICHH

IOYKH KIMHUYECKHE U AeMorpad)uuecKue JaHuble 61 manueHTa ¢ HeaMWIOHIHOM (DOPMOI OT/IOKEHUA MOHO-
KIOHAIBHBIX HMMYHOIVIOOYJIHHOB B o4YKax (MIDD - monoclonal immunoglobulin deposition disease), He ac-
COIIMMPOBAHHOM C AMHWJIOHIO030M H/WiIH ¢ Hepponaruert benc-/I>xoHca. B udyuaemyro rpymiry Bouutu 40 crydua-
€B OT/IOKEHUS JIETKHUX IeTeH HMMYHOIVIOOYJIHHOB, 18 C/IydyaeB OT/IOKEHHUS JIETKUX U TAKEIbIX I[enerl HMMYy-
HOIJIOOYJIHHOB H 3 ClIy4asi OTIOJKEHHUS TAXKEIBIX I[eNed HMMYHOIJIOOyTHHOB. IIo coCcTaBy J€mO3UTOB
napanpoTernHa HaGIOIeHUA PACIIPEIETHINCH CIeTyIomHuM 00pasom: k (30), A (10), IgG/x (6), IgA/x (6), IgG/A (4),
IgA/A (2),v(3)- Ha cBeTOBOM YPOBHE OBLIH BBISBJIEHBI TPH BAPHAHTA CTPYKTYPHI KIy00uKO0B: quddy3Has HO-
DyasapHas riomepyaonarua (42,6%), nad@dysHoe pacuupenue me3aurua (27,9%) 1 HeM3MEeHEHHBIE KIy00d-
KM (29,5%). PazmuaHas CTENEHb TAKECTH ATPOPUU KAHATBIIEB ObLIAa OTMEYeHa B 95% HAOM0AeHu. Boiasiie-
HHE ICTIO3UTOB B KAHAIBIIEBBIX, [NIOMEPY/ISIPHbIX U ITTAJKOMBIIICYHbBIX 0232JIBHBIX MEMOPAHAX CYIIECTBEHHO
omIn4anoch npu ummyHodaoopecuenTHoM (100; 91,8 u 54,1% COOTBETCTBEHHO) U JIEKTPOHHO-MUKPOCKO-
nugeckoM (55,7;45,9 1 4,9% cOOTBETCTBEHHO) UCCen0BaHIAX. HanGomee 94acThIMU KIIHHHIECKUMU IIPOsBIE-

Aopec onsanepenucku: 193318, 2. Canxm-Ilemepoype, ya. baoaesa, 0. 7, k6. 5 1. Bopobwvesa Onvea Anexceesrdy

Cynthia C.Nast, M.D.Department of Pathology&Laboratory Medicine Cedars-Sinai Medical Center. 8700 Beverly Boulevard Los Angeles, CA
90048, USA;

Arthur H.Coben, M.D. Department of Pathology &Laboratory Medicine Cedars-SinaiMedical Center. 8700 Beverly Boulevard Los Angeles, CA
90048, USA

Tenegpon: +1 (310) 423-6658, Fax +1 (310) 423-5881. Cynthia C. Nast, Arthur H. Coben

1.9, [14 2007 Hepponorua n guannz 421



OpMI’MHOJ’IbeIe CTATbHM

HusaMU ObuTH a30Temus (68,9%) u nporennypus (55,8%). Heporuaeckuri CHHIPOM U IIPOTEHHYPH TAKETOMN

CTEIEHHU BMECTE COCTABIIH 27,9%.

The paper shows the morphological findings and clinical and demographic data of 61 patients with non-amyloid
form of renal monoclonal immunoglobulin deposition disease (MIDD) unassociated with AL-amyloidosis and/or
Bence Jones cast nephropathy: 40 cases of light-chain deposition disease, 18 cases of light-and-heavy chain
deposition disease and 3 cases of heavy-chain deposition disease. According to the composition of the paraprotein
deposits, the cases were distributed as follows: k (30), A (10), IgG/x (6), IgA/x (6), IgG/A (4), IgA/A (2) and y (3). Light
microscopy revealed three variants of the glomerular pattern: diffuse nodular glomerulopathy (42.6%), diffuse
mesangial dilation (27.9%) and intact glomeruli (29.5%). Varying severity of tubular atrophy was noted in 95% of
cases. Tubular, glomerular, and smooth muscle basement membrane deposits substantially differed in immun-
ofluorescent (100, 91.8 1 54.1%, respectively) and ultrastructural studies (55.7,45.9 u4.9%, respectively). Azotemia
(68.9%) and proteinuria (55.8%) were most commonly revealed. Nephrotic syndrome and heavy proteinuria

together made 27.9%.

[TopaxxeHue MoYeK, B OCHOBE KOTOPOI'O JIEKUT HAPY-
HICHUE (DYHKLIUU IUIA3MATUYECKUX KIECTOK (IIa3MOLIU-
TapHasd JUCKPA3KA ), BRIIOYACT He(pponaTuio benc-/Hxon-
€a, aMwIon03 (AL) 1 HeaMunouaHyio (popMy OTIIOKECHUSA
MOHOKJIOHAJBbHBIX UMMYHOIIO0YIMHOB (MIDD — mono-
clonal immunoglobulin deposition disease), a Takxe pas-
JUYHBIE UX couyeraHus [1-4, 6, 9, 13]. HeamunoungHas
(popma OTI0KEHNST MOHOKIOHAJIbHBIX UMMYHOIJIOOY/IU-
HOB B [TOYKAX XAPAKTEPUIYETCA HOAYAPHON ITIOMEPY-
JIOIIATUEH, TIOYEYHOU HEAOCTATOYHOCTBIO U IIPOTEUH-
ypueti [3, 4, 6,9, 13, 14]. B 6a3a1bHBIX MEMOPAHAX KAHANIb-
LIEB, KIIyOOUKOB M CTEHOK aPTEPUA MOP(OIOruIEeCKOe
HCCJIEIOBAHUE BBISBISAET AETIO3UTHI MOHOKIOHAIbHBIX
JIETKUX U /WUJIH TSDKEJIBIX HENEH UMMYHOIIOOYJIMHOB WX
napanporenHa [4, 9]. ITo cocTaBy IEMO3UTOB ONUCAHBI
TPH MO PYIIIBI HEAMMWIOUJHOU (POPMBI OTJIOKEHUS MO-
HOKJIOHQJIbHBIX UIMMYHOITIOOYJIMHOB B [IOUKAX, BKIIOYA-
omue oTnokeHue erkux ueneit (LCDD - light-chain
deposition disease) [5-9, 11, 13, 15], OTJIOKEHHIE TETKUX
u Taoxensx nener (LHCDD - light-and-heavy chain
deposition disease) [3, 6, 9, 13] U OTIOKEHUE TSHKEITBIX
reriert (HCDD - heavy-chain deposition disease) [3, 6,
9, 13]. OTnoXKEHNE JNETKUX LeIer UMMYHOITIOOYINHOB
CYIIECTBEHHO MPEOOIALAET MO KOJIUYECTBY HAOIIOE-
HUI 3,4, 9,10, 13]. BAXXHO TOJYEPKHYTh, YTO HA MOMEHT
OMOINICUIHOTO UCCAEAOBAHUA METO], ANEKTpOodopesa
6€EJIKOB IIA3Mbl U MOYHU HE MO3BOJIAET BBIABUTH MOHO-
KJIOHIBHBIN HMMYHOITIOOY/IMH IPUMEPHO y 30% naru-
€HTOB [3, 9, 12].

Llenb HaCTOAIEN pabOTHI 3aK/II0YAIACh B
MOP(OJIOTMIECKOHN XAPAKTEPUCTUKE HEAMU-

JIOUIHOM (DOPMBI OTIIOKEHHUA MOHOKIOHAIb-
HBIX UMMYHOIVIOOYJIMHOB B IIOYKAX, HE 4CCO-

60BaHM: 1) 3KCIPECCHs EANHCTBEHHOTO KJIACCA JIETKUX
uenen (k 60 A) — LI IOATPYIIIBL OTIOKEHHUSA JTEIKUX
LIENEN UMMYHOIIOOYIMHOB; 3KCIIPECCUA €JUHCTBEHHO-
'O KJIACCA TSOKETBIX Lenes (o, ¥, L) ¥ €AUHCTBEHHOT'O KIdC-
€A JIETKUX LIENEH — [UIA MO PYIIILI OTIOKEHUA JIETKUX U
TSDKEJIBIX LIEIIEH UMMYHOITIOOYIMHOB; SKCIIPECCHUS CJUH-
CTBEHHOI'O KJIACCA TSLKEIIBIX LETIEH — /LA IIOATPYIIIBL OT-
JIOKCHUSA TSDKEIBIX LIENIEH IMMYHOITIOOY/IMHOB; 2) UHTEH-
CHUBHOCTD CBeueHus 2+ u 6onee; 3) qupPysHoe, MMHen-
HOE CBECYCHHUE MOHOKIOHAJIBHOI'O MMMYHOITIOOYJIMHA B
6a3aJIbHBIX MEMOPAHAX KAHAJIbLEB 1/WIA KIYOOUYKOB.
Kpurepuem a1eKTpOHHO-MUKPOCKOIIMYECKOIO HCCIIEN0-
BaHUA ObUIO OTCYTCTBUE (PUOPUUIAPHBIX U JPYIUX OPra-
HU30BAHHBIX [JEIIO3UTOB, d TAKKE 3JIEKTPOHOIUIOTHBIX
HMMMYHHBIX KOMIUIEKCOB.

PeTpocneKTuBHO IO pe3ynbTaTaM MOP(OIOrud€eCKO-
IO UCCIAENOBAHUA HEPPOOUOIICUI B OTAENE MATOJIOTUN
1 1a60PATOPHON METUIIMHBI MEUITMHCKOTO IIEHTPA
Cedars-Sinai (Jloc-Anmxenec, CIIIA), 3a 12 ner (¢ 1992
1o 2003 1T.) 66U10 0TOGPAHO 61 HAGTIOICHHUE, OTBEYAIO-
II€E IIEPEYNCICHHBIM BBIIIE KPUTEPUAM HEAMMWIONIHON
(pOpMBI OTIIOKEHNA MOHOKIOHAIbHBIX UMMYHOITIO0Y-
JIMHOB B TIOYKAX (pHUC. 1). B K&K/1O0M HAGIIOIEHUY HEAMU-
JIOMHOM (DOPMBI OTIOKEHHUA MOHOKIOHAJIbHBIX UMMY-
HOIVIOOYJIMHOB MOP(OJIOTUYECKOE UCCIIEJOBAHNUE MATE-
puana He(hpOOMONCUM ObLIO BBIIIOJHEHO TPEMS METO-
JAMHU MUKPOCKOIIMYECKOI'O MCCIIEJOBAHUS — CBETOOITH-
YECKUM, UMMYHO(IIOOPECLEHTHBIM M 3JIEKTPOHHBIM.

LIMMPOBAHHON C AL-aMMUJIONI030M U /TN HE-
(pponarnent benc-XOHCA, 1 AHAJIN3€E U3BEC-
THBIX HA MOMEHT OHOIICUITHOTO UCCIETOBA-

1
LCDD
n =40

(65,6%)

HUS KIMHAYCECKUX JAHHBIX U IEMOrpadudec-

KUX JaHHBIX. KpUTEpUAMH 711 BKITIOYCHUA Kappa IgG-kappa IgA-kappa
HAOJIONEHUS B HACTOSIIEE UCCAETOBAHUE (2;2302) (g gog) (g 30/60)
SIBJSLIUCh PE3YJIBTATBI CBECTOONTUYCCKOTO, ’ . .
MMMYHOITIOOPECIICHTHOTO U JICKTPOHHO-

MHKPOCKOITYECKOT'O METO/JOB MUKPOCKOTIH- Lambda IgG-lambda | | ( IgA-lambda
YECKOTO UCCIe0BaHus. Kpurepusamu o160- o 4102) (2’602) (2,30/?,)

N

pa pU CBETOONTUYECKOM UCCJIEJOBAHUU
ObUIM cieayiomuye: 1) orcyrcTBye B GUoIITa-
T€ IPU3HAKOB HE(PponaTny benc-Ixounca; 2)
OTCYTCTBHE OTJIOKEHUN amunonsa. Kpure-
puM 0T60PA TPU UMMYHODIIOOPECLIEHTHOM
HUCCIIEOBAHUN BKIIOYAIN CJIEAYIONIUE TPE-
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Puc. 1. PacripesenieHHe CIy4aes 10 MOATIPYIIIIAM B 3aBHCHMOCTH
OT COCTABa ICTIO3UTOB IIPH HEAMHJIOHTHOM OTI0KEHHH
MOHOKJIOHAJIBHBIX HMMYHOIIOOYIHHOB B TOYKax (MIDD). O1i10:xKeHHEe
aerkux nenei (LCDD); 01/10:KeHHE IeTKUX U TAKeabIX 1ienert (LHCDD);

OTJIOKEHHeE TKeNbIX nener (HCDD)



arnoctrkn MIDD

CBETOONTUYECKOE UCCIELOBAHUE ObLIO BBIIOJHEHO HA
apa(pUHOBBIX CPE3AX TOIMMUHON 3,0 MKM, C (PUKCALIU-
€11 B CIUPTOBOM PacTBOPe bOysHa U IPUMEHEHUEM [IATH
TUCTOJIOTMYECKUX OKPACOK: IFeMATOKCHUIIMH-203UH, PAS-
peakuus, TpUXpoM 110 Maccony, cepedbpenue 1o JJ:xou-
CY, KOHT'O KPACHBIN. IMMYHO(IIOOPECIIEHTHOE UCCIIEO-
BAHUE ObLIO BBHIITOJHEHO HA KPUOCTATHBIX CPE3AX TOJ-
MUHOI 3,0 MKM C (PUKCAIIMEN B OPUITUHATIBHOM PACTBO-
pe Zeus Fixative ((NH,),SO,) OpsIMBIM METOJOM C UC-
110/1b30BaHUEM FITC-KOHBIOTMPOBAHHBIX TOJIUKIOHA/Ib-
HBIX KDOJIMYBUX aHTUTEI K YeJIOoBeYeCKuM IgA, IgG, IgM,
C3, Clq, pubpuHy, abOYMUHY, IETKAM IIETSIM UMMYHO-
IJIOOYJIMHOB K U A, 2 TAKKE FITC-KOHBIOIMPOBAHHBIX MO-
HOKJIOHAJIBHBIX MBIIIMHBIX dHTUTEN K YE€JIOBEUECCKUM
JIETKUM LIEIIAM UMMYHOITIOOYJIMHOB K, A K TSKEJIBIM 1ie-
IIIM UIMMYHOTIJIOOYIMHOB 0, ¥, L (DAKO Cytomation Ca-
lifornia Inc., Carpenteria, CA, USA). DIEKTPOHHO-MUKPO-
CKOIIMYECKOE UCCIENOBAHUE OBbUIO BBIIIOIHEHO C (PUK-
canuen B 3% IIyTApaIbJETU/IE U TOTTOTHUTEIbHOM (PUK-
CaLUEN B TETPOKCUAE OCMHUSA HA VIbTPATOHKUX CPE3AX
(0,6—0,8 MKM), OKPAIIEHHBIX YPAHWI-ALIETATOM U I[UT-
paToM CBUHIA.

By npoaHaIM3uPOBAHLI UMEBIINECA HA MOMEHT
OGUOIICUITHOIO UCCICAOBAHNA KINHUYECKUE U AEMOIPa-
(pnueckue panuple. [TanuenTsl ObUIM PACIIPEAEIEHE 110
IIOJIy ¥ BO3PACTHLIM I'PYIIIAM, COCTABICHHBIM B COOTBET-
crBuM ¢ pekoMmenzaanuamMu MKB gecaroro nepecmorpa.
Kimmuungeckue npoaBlIeHNs OLEHUBAIMCD COITTACHO IIPU-
HATBIM B HE(PPOJIOTNYECKON IIPAKTUKE KPUTECPUAM.

Cpeny nanueHTOB UCCIEAYEMON I'PYIIIBI HEAMMIION] -
HOH (POPMBI OTIIOKEHNA MOHOKJIOHAIBHBIX UMMYHOIJIO-
GYJIMHOB B IIOYKAX GbUIO 39 My)4UH (63,9%) 1 22 KeH-
uHbI (36,1%), a ux cootHomenue — 1,8:1. [Togassiomee
OOJIBITMHCTBO NAIIUEHTOB ObUIN CTApIIE 45 JIET ¢ HAU-
GOJIBIITMM KOJIMYIECTBOM HAGIIOAEHHI (37,06%) B BO3PACT-
HOM HHTEPBasIe OT 65 /10 74 jieT. B BO3PACTHBIX MHTEPBA-
Jax OT 45 710 54, 0T 55 710 64 1 OT 75 JIET U CTapIie Ha-
6JI0JIEHUS PACTIPEAEIUIUCE TOPOBHY (19,7%). CpepHuit
BO3PACT COCTABUI 64,8 rojia. A3oTemust (YpOBEHb Kpea-
TuHUHA >0,12 MMONb/1) HA MOMEHT OUOICUU ObLIA
npejcTaBieHa y 42 601bHbIX (68,9%). [IpoTenHypust pas-
JIMYHOU CTEIICHU TAKECTH ObUIA OTMEYEHA Y 34 GOJIbHBIX
(55,8%). Tspxenas cTeneHb IPOTEUHYPUU (23 I'/CYT) B OT-
CYTCTBHE PA3BEPHYTOI'O HEPPOTUUECKOIO CUHAPOMA
6buta oT™MedeHa v 10 marmenTos (164%). Hedpornaec-
KU1 CUHJIPOM — COYETAHUE TPOTENHYpUn 60iee 3,0 1/cyT,
nepu@epudecKkux OTEKOB U I'NIOANTbOYMUHEMUH — ObUI
34PETUCTPUPOBaH Yy 7 60abHbIX (11,5%). Hedpporuuec-
KUY CUHPOM M TSDKENAS CTEIIEHD IPOTEUHYPUH BMECTE
cocrasunu 27,9% nabmopenuin. CHHIPOM APTEPUANb-
HO TUINEPTEH3UH, PETUCTPUPYEMBIN IIPHA CUCTOINYEC-
KOM dPTEPUAIBbHOM JIABJIEHUN HA MOMEHT OHUOIICUH BbI-
me 140 MM PT. CT. MO0 JUACTOINYECKOM APTEPUAILHOM
JasaeHuA BbIme 90 MM PT. CT., 4 TAKKE IIPU HAIMYNUY YKA-
3aHUI HA IPUEM THUIIOTEH3UBHBIX IIPENAPATOB, ObLT OT-
MedeH y 20 manueHTos (32,8%). MUKporeMarypus, Kpu-
TEPUEM KOTOPOH SABJIAETCA HAIMYUE OOJIEE 5 S3pUTPOIH-
TOB B I10JIE 3pEHUS, ObUIA IIPE/ICTABICHA HA MOMEHT OHO-
MICHITHOTO nccneaoBanus y 10 marmentos (16,4%). Cun-
JJPOM OCTPOM MOUEYHOHN HEAOCTATOYHOCTH, JUATHOCTHU-
PYEMBIH [IPU NOBBIEHUN YPOBHA KPEATUHUHA B IUIA3ME
KpoBH Gosee e Ha 0,05 MMOJTB/TT B T€UeHUE G MECSTICH,
OBbUI 3APETUCTPUPOBAH Y 5 OONBHBIX (8,2%).

Ha cBeToonTnieckoM ypOBHE ObUIA U3Y4EHDI U3MEHE-
HUA TUCTOJIOTMYECKON CTPYKTYPBI KIyOOUKOB. YIAI0Ch
BBIICJIUTD B4 BAPUAHTA U3MCHEHUN: AU Y3HYIO HOLY-
JISIPHYFO TJIOMEPY/IONATUiO (26 ciyuaes; 42,6%) v quddys-
HOe pacmmpenue mesanrus (17 ciayvaes; 27,9%). B 18 ciy-
yaax (29,5%) KIybOouKn ObUIN HEU3MEHEHHBIMI WU WH-
TaKTHBIMU. Judy3Has HOAYIAPHAA [NIOMEPYIONATUS
XAPAKTEPU30BAIACh YBEIUUCHUEM KIYOOUKOB U Y3/I0Ba-
TBIM YBEJIMYCHUEM KOJIMYECTBA ME3AHTUAJIBHOI'O MATPHK-
€4 C PA3IUYHON CTENEHBIO €r0 KIETOYHOCTH (PUC. 2, 2).
B 14 ciyuasnx (23,0%) ¢ auddy3HOI HOAYIAPHOU ITIOME-
PYJIOIIaTHEN ObUIM BBIABICHBI MUKPOAHEBPU3MBI KAIIWI-
JIAPOB KIIYOOYKOB. Me3aHIHAIbHBIE Y3/Ibl ObLIU PAS-n1o3u-
TUBHBIMY, HE APTUPO(PUILHBIMU, KOHI'O-HET'ATUBHBIMM.
PesyabraThl OKpamIMBAHUA TPUXPOMOM IO MaccoHy
OBUIN BECbMA BAPUAOETBHBI — OT KPACHOBATO-TOIYOOTO
J0 TosyOOBaTO-CUHETO 1BETA. B 8 Habmogenmuax (13,2%)
¢ MU y3HOI HOAYIAPHON ITIOMEPYIOTATHEN OBUIO OT-
MEUYECHO (POKAILHOE CEIMEHTAPHOE YIBOCHUE KOHTYPA
KaWUIAPHOW CTEHKU C MHTEPIO3ULIMEN ME3AHTUA.
JuddysHoe pacMpeHue ME3AHIUA XAPAKTEPU3OBa-
JIOCh PABHOMEPHBIM ITIOOYIAPHBIM HE3HAYUTEIbHBIM
PACIIMPEHNEM ME3AHIMAIBHOI'O IIPOCTPAHCTBA 34 CYET
YBEIMYECHHA KOJTMYECTBA ME3AHIUAIbHOI'O MATPUKCA C
PA3IMYHON CTENEHBIO €0 KIETOYHOCTH (pUC. 2, ). I'u-
CTOXMMHUYECKUE CBOMCTBA ME3AHTIUATIBHOI'O MATPUKCA B
HAOMIOACHUAX C JUPDY3HBIM PACIIUPEHUEM ME3AHIUA
AHAJIOTUYHBI TAKOBBIM B ME3AHIMAIbHBIX Y3€IKAX IIPU
KapTuHe Au(pPy3HON HOAYIAPHON ITIOMEPYIONATHH.
[TONHOCTBIO CKIEPO3UPOBAHHBIE KIIYyOOUKU B CPEAHEM
COCTABJIAIN 22% NONYJIALNN KIYOOYKOB, BAPLUPYA OT O
10 75%. llnpoxas BapuadbeabHOCTb CTEIICHU BBIPAKCH-
HOCTH U PACHPOCTPAHEHHOCTH yTonmenus PAS-niosu-
THUBHBIX 0232JIbHBIX MEMOPAH KaHAJbIIEB ObUIA OTMEYC-
HA BO BCEX CJIYYAsX (PUC. 2, B). Pa3mmyHas CTeneHb aTpo-
(pum KaHaIbLIEB, MOP(POIOTUIECKUM KPUTEPUEM KOTO-
PO ABIAECTCA OAHOBPEMEHHOE YTONIIEHNAE U CMOPIINABA-
HUE 6a32IbHON MEMOPAHEL, OblIA OTMEYEHA B 58 ClIy4a-
AX (95%), n3 HUX B 27 HabmogeHusx (44,3%) oHa 6bL1a
YMEPEHHOM U TSDKEIOU CTENIEHU. Pa3nm4nas CTeneHb ap-
TEPUOCKIEPO3A U APTEPUONOCKIEPO3A OblIIa OTMEUEHA B
46 (75,4%) n 55 cnygasix (90,2%) cOOTBETCTBEHHO. B 3 Ha-
6mozneHusx (4,9%) PAS-nio3utusHbIe 6232IbHBIE MEMOPA-
HBI, OKPY/KAIOINE I7IdJKOMBIIIEYHBIEC KICTKH B CTCHKAX
APTEPUOIL, OBIIN 3AMETHO YTONIIEHBI ¥ COJIEPAKAIN TOMO-
TE€HHBIA (PYKCUHO(UIILHBIN ATOJOTHYECKUI OGEIKOBBIN
MaTepHaL

PesynbTaTsl IMMYHO(DIIOOPECLIEHTHOIO METO/IA UC-
CJIENOBAHMSA TO3BOIMIN OIPEAEIUTD COCTAB JEMO3UTOB.
Bputy BbIIEJIEHB! TPU MOJIPYIIIBI HEAMUIOUIHOH (hOp-
MBI OTJIOKEHNSA MOHOKIOHAJIbHBIX UMMYHOITIOOYJIMHOB:
OTJIOKEHHUE JIETKUX 1IEIeH NMMYHOITIOOYIUMHOB (40 ciry-
gaeB; 65,6%), OTIOKCHUE JIETKUX U TSUKEITBIX TIETICH NM-
MYHOIJIOOYIMHOB (18 ciy4aes; 29,5%) U OTIOXEHUE ToI-
JKEJIBIX IIENEeN UMMYHOTJIOOYIUHOB (3 cayvas; 4,9%).
B nmoarpymme ¢ OTIOXEHUEM JIETKUX IIeTer NMMYHOITIO-
OYJIMHOB JIETIO3UTBI ObLIU IIPEACTABICHBI JIETKOH 1IENbIO
¥ B 30 caygasx (49,2%), 1erkou uemnpio A — B 10 caydasax
(16,4%). Io coCTABY /ICTIO3UTOB MAPATPOTEHHA HABITIO-
JEHUA B TIOATPYIIIE C OTJIOKEHUEM JIETKUX U TSAKEJIBIX
LeNneNd UMMYHOITIOOYJIMHOB PACIPEENUINACH CIELYIO-
M o6pazom: IgG/x — 6 (9,8%), IgA /x — 6 (9,8%), 1gG /A —
4 (6,6%), IgA/A — 2 (3,3%). B moarpymme ¢ OTIOKCHUEM
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Puc. 2. CBeToOnITHYECKHE H HMMYHO(IIOOpeceHTHbIe Mpu3Haku MIDD. Okpacka PAS (x400): a - y3710BaTO€ yBeTHICHHE
KOJIH4eCTBA PAS-ITO3UTHBHOIO ME3aHI'HAIBHOT'O MATPHKCA 6€3 BUIMMOTO0 YTONIIECHHUS ITIOMEPY/IAPHOM 6232IbHOM
MeMOpaHbI Npu JUMPY3HOIMT HOZYAPHOM ITOMEPYIONATHH; 6 - PABHOMEPHOE CETMEHTAPHOE HE3HAYUTEIBHOE
YBEJIHYEHHE ME3AHTHAIBHOI'O MaTpHKCa MpH (G y3HOM pacIIHpeHHH ME3aHTHA; B - yTOMIeHHe PAS-IO3HTHBHBIX
6a3aTbHBIX MEMOPAH KaHAIbIIEB 0€3 MPU3HAKOB aTPO(HH; I - HTHT€HCHBHA IMHEHHAA KCIIPECCH JIETKOH IIeITH K
B IVIOMEPY/IIPHO¥ 6232IbHOM MeMOpaHe, Me3aHI'HAIBPHOM MATPHKCE, Karncyne boymeHa-IIIlyMISHCKOTO, 0a3aIbHBIX
MeMOpaHaX KAaHAIbIIEB H MEMOPAHAX IVIAKOMBIIICTHBIX KJIETOK CTEHOK APTEPHOT

TSDKEJBIX LIENEH UMMYHOIJIOOYJIMHOB JIETIO3UTHI Tapa-
NPOTEUHA ObUIM IIPEJCTABICHDI TOKEION Lenbio . He-
NIPEPBIBHASA, WM JIMHEUHASA, IKCIIPECCHUA ICTIO3UTOB MO-
HOKJIOHQJIBHOTO UMMYHOIJIOOYJINHA B TyOYJISPHBIX U
IJIOMEPY/ISIPHBIX 0a3aIbHBIX MEMOPaHaX Oblla BbIABJIE-
Hay 61 (100%) 1 56 mareHToB (91,8%) COOTBETCTBEH-
HO (pHC. 2, T). B ME3aHIrMaJIbBHOM MAaTPHUKCE SKCIPECCUS
MOHOKJIOHAJILHOI'O UMMYHOIJIOOY/IMHA ObLIA BBIABIEHA B
18 ciyuasx (29,5%), B MEMOPAHAX IVIAIKOMBIIIEYHBIX KIIE-
TOK CTEHOK aPTEPHH — B 33 ciydasx (54,1%), B uHTEpCTH-
UK — B 2 cnydaax (3,3%). OTCyTCTBOBANA KOPPEIALUS
MEXY ATOJOIMYECKOH 1IETIBI0 UMMYHOIJIOOYJIMHOB, K-
CIIPECCHUPYIOMIEHCA B 6A32IbHBIX MEMOPAHAX TKAHU I10Y-
KU, 1 COCTABJIIOMMMU KOMIIOHEHTAMY OEJIKOBBIX LIMJINH-
IPOB B IIPOCBETAX KAHADBLIEB.

MeToj, 3MEKTPOHHON MUKPOCKOIIUN TIO3BOJIWII BbISA-
BUTD JE€NO3UTHI 1APANPOTENHA B 623IbHBIX MEMOPAHAX
KAHAJIBLIEB B 34 Caydasx (55,7%), B IMOMEPYIIAPHBIX 6a-
3A/IbHBIX MEMOPaHax — B 28 ciyvasx (45,9%), B ME3aHTU-
ATLHOM MATPUKCE — B 22 crygastx (36,1%), B MeMOpaHax
IJIQ/JKOMBIIIEYHBIX KJIETOK CTEHOK APTEPUIT — B 3 CIIyda-
AX (4,9%), B MHTEPCTULINN — B 2 CIIy4dasx (3,3%). Vibrpa-
CTPYKTYPa JENO3UTOB IAPANPOTENHA BO BCEX CIydasX
HEAMIWIOUHOI'O OTIIOKEHNA MOHOKIOHALHBIX UMMYHO-
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ITIOGYJIMHOB B MOYKAX ObLIA OJJUHAKOBOI — 3JIEKTPOHO-
IUIOTHBII MENKO3EPHUCTBIN MaTepual (puc. 3). B 6a3ab-
HBIX MEMOPAHAX KAHWIBLEB JIETIO3UTHl PACIIONATATIUChH
MPEUMYLIECTBEHHO BJIOJIb €€ HAPYKHOM YaCTH, TOIV[d KAK
B IJIOMEPYJISIPHBIX GA34IbHBIX MEMOPAHAX — IIPEUMYIIIE-
CTBEHHO BJIOJIb BHYTPEHHEN. YyBCTBUTENLHOCTD METOJJOB
HUMMYHODIIOOPECIEHIIUHN U 3JIEKTPOHHON MUKPOCKOIIUU
CYHIECTBEHHO OTJIMYANACh B 0a3aJIbHBIX MEMOPAHAX Ka-
HabLes (1001 55,7% COOTBETCTBEHHO), INIOMEPYIIAPHBIX
6a3anbHbIX MeMOpaHax (91,8 1 45,9% COOTBETCTBEHHO)
1 MEMOPAHAX IVIAJKOMBIIIEYHBIX KJIETOK CTEHOK APTEPHUIT
(54,1 1 4,9% COOTBETCTBEHHO).

Takum 06pa3zoM, 6bUIa OXAPAKTEPUZOBAHA ITATOJIOI Y-
YECKAs AaHATOMUA U OCHOBHBIE KJIMHUUYECKHUE TIPOSIBIIE-
HUA HEAMUAJIOUJHOM (DPOPMBI OTIIOKEHNA MOHOKIOHA/Ib-
HBIX UMMYHOIJIOOYJIMHOB B IIOYKAX HA MaTEpPHUaJIE O0JIb-
IO TPYIITIBL HAGTIOACH!UE (61 Cy4ait). DTOT BUJL Opa-
JKEHUA [TOYEK BCTPEYAETCH B U30IUPOBAHHOM BAPUAHTE,
BHE ACCOLUAINH C IPYTUMH (DOPMAMHU [TATOJIOTUH TIOYEK
IIPH IUIa3MOLMTAPHBIX JUCKpasusax. Haubonee noasep-
JKEHBI ITAITUEHTHI B BO3PACTE OT 65 10 74 11€T (37,6%), MyK-
YMHBL OOJIEIOT B /IBA PA34 Yallle KEHIUH. OCHOBHBIMU
KJIMHUYECKUMHU NPOABIEHUAMU ABIAIOTCA A30TEMUSA
(68,9%), mporennypust (55,8%), BKmodas HeppoTHIEC-
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Puc. 3. VIBTPACTPYKTYpa AEMO3UTOB ITapanpoTenHa mpu MIDD: a - 31eKTPpOHOILUIOTHBIN MEJIKOTPAHYIAPHBII
MaTepHaJI IPEUMYIIECTBEHHO B HAPY:KHOM YaCTH 623/ IbHOI MEMOPaHbI KAHAIBIA (X7500); 6 — 37IeKTPOHOILTOTHBIN
MEJIKOTPAHY/IPHBIN MATEPHA IPEUMYIIECTBEHHO BO BHYTPEHHEH YACTH INIOMEPY/IAPHOM 0a3aIBHOM
MeMOpaHHI (X7500); B - 3IEKTPOHOILIOTHBIH METKOTIPAHY/IIPHBIN MATEPHA B ME3AHTHAIBHOM
marpuxce (x6000)

KU CHHJPOM, U apTepHUaIbHAA runeprensus (32,8%).
Moponorndeckum CyoCcTpaToOM a30TEMUHN B HACTOALLEM
HCCIIEIOBAHMY, BEPOATHEE BCETO, ABIACTCA AUPPY3HOE
MOPAKEHUE 0A3aIbHBIX MEMOPAH KAHANBLEB, 4 UMEHHO
OTJIO;KEHME B HUX [TAPATIPOTENUHA, A TAKKE OEIKOBAS JTU-
CTPOGUS SMUTENNS KAHAIBLEB. B UCCIIEOBAHMAX APYTUX
ABTOPOB JIAHHBIE 110 YACTOTE PETUCTPALIUN a30TEMUU HA
MOMEHT OHOIICUU CYHIECTBEHHO OTIUYAIOTCS, JOCTUTAsl
92-96% [1, 5, 8, 9, 15, 16]. Takoe pasnudme, BEPOATHEE
BCET'O, CBA34HO C TEM, UTO U3YYEHHBIE B IIPEABIAYIINX HUC-
CJIEJOBAHUSAX IPYIIIBI HAGIIOAEHUH C HEAMIJIOUHBIM OT-
JIOKEHUEM MOHOKJIOHAJILHBIX HMMYHOIJIOOYJIMHOB B
MMOYKAX HE OBUIA CTOJIb MHOTOUMUCIIEHHBL — 13, 15, 23, 24
u 11 cywaes[1, 5,9, 15, 16]. Kpome TOTO, CIydan U305m-
POBAHHOT'O OTJIOKEHUS MOHOKIOHAIBHBIX UMMYHOIJIO-
OYJIMHOB B IIOYKE U CJIy4au €r0 ACCOLUAIMU C Hepoma-
Tuen benc-/xoHCa OTAENbHBIMU aBTOpamu [1, 8] 6puin
paccMOTpEHbI B ¢AUHOM rpymnne. HeppoTndecknii CUH-
POM U TsDKEJIAs CTENEHD IPOTEMHYPUH B HACTOSIIEM UC-
CJIEIOBAHUM BMECTE COCTABUIU 27,9% CIydaes, Cyle-
CTBEHHO OTJIMYASICh OT 3TOT'O IIOKA3ATEISA B IPYTUX UCCIIE-
JOBAHUAX — 48-57% [3, 5, 8, 9, 16]. 1o pe3ynbratam Ha-
CTOSIIIETO UCCIIEOBAHNUA K STUM 3HAUEHUAM OJIU3KO CyM-
MapHOE KOJIMYECTBO CIIYYA€B C PA3IUYHON CTENEHDIO TS-
JKeCTH npoTennypui (55,8%). BAKHO OTMETHTD, 4TO IIPU
HEAMWIOWTHON (POPME OTIOKEHUA MOHOKIOHATbHBIX
MMMYHOIJTIOOYJIMHOB B ITIOUKAX OTCYTCTBYET CBA3b MEKIY
KINHUYECKUMU NPOABIEHUAMU U COCTABOM JIETIOHUPY-
IOIErOCsl MOHOKJIOHAIBHOTO UMMYHOIJIOOY/INHA.

Ha cBeToonTUYECKOM YPOBHE HEAMUIIOW/HAsA (POpMa
OTJIOKEHNS MOHOKJIOHAJIbHBIX UMMYHOIJIOOYIMHOB B
MIOYKAX MPOSABIAETCA ABYMSI OCHOBHBIMU BAPUAHTAMU
U3MEHEHUA ITIOMEPYIAPHON CTPYKTYPHL: JU(PY3HOM
HO/Y/SIPHOH r1oMepyonatueit (42,6%) u muddy3Hpim
pacmmpenuemM Me3anrud (27,9%). Y 29,5% nauueHros
KJIYOOUKH ObLIM HEM3MEHEHHBIMU. HECMOTPA HA TO UTO
JuddysHas HOAYIAPHAS [JIOMEPYJIONATHA IPU3HAHA
HaubOoJIEE YACTON I'MCTONIOTNYECKON HAXOAKOU IPU He-

AMWIOUHOU (POPME OTIIOKEHUS MOHOKIOHAIbHBIX UM-
MYHOITIOOY/IMHOB, IO JJAHHBIM JIUTEPATYPBL, €€ YaCTOTA
konebnercs ot 31 g0 100% [3, 5, 8, 9, 15, 16]. B Hacrost-
MIEM UCCIENOBAHUU HE OBUIO BBIABIECHO CTATUCTUYECKU
JOCTOBEPHOM CBA3U MEK/TY BAPUAHTOM I'HCTOJIOIMUYECKON
CTPYKTYPBI KIIYOOUKOB U BBIPAKEHHOCTBIO TPOTEUHYPUU.
OjHaxo 6bUId OTMEYEHA TEH/EHIINS K YBETUIEHUIO 4aC-
TOTBI IPOTEUHYPUH TKEJIOU CTEIIEHN 1 HE(PPOTUIECKO-
T'O CUH/IPOMA IPU JUPPYZHOM PACITUPEHUN ME3AHTUA U
JU(PPYy3HON HOAYIAPHON ITIOMEPYJIONATHN 110 CPABHE-
HHUIO C UHTAKTHBIMU KIIyOOUYKAMHU.

MeTtoz CBETOBOIO MUKPOCKOIIMYECKOT'O UCCIEAOBA-
HHUS HE TIO3BOJIIET JJOCTOBEPHO BBIABIIATH JIEMO3UTHI 1a-
panpOTENHA B TKAHU NOYKU. OCHOBHBIM JIUATHOCTHUYEC-
KUM MOP(OTOTrUYECKUM KPUTEPUEM I STOU (POPMBI
MOPAKEHUA TIOYEK ABIACTCA MHTCHCUBHASA JUPPy3Has
JIMHEMHAS 3KCIPECCUA NAPATPOTENHA B GA32IbHBIX MEM-
OpaHaX KAHAIBLEB U KIYOOUYKOB, BbIAB/IAEMAs IIPU UM-
MYHO(IIIOOPECLIEHTHOM MUKPOCKOITMUECKOM UCCIIENO-
BaHuU. HanboJiee 4acThIM ABJIAETCA OTIOKEHUE JIETKUX
IeNer UMMYHOIJIOOYIHHOB (65,6%), TIPH 3TOM JIETKast
LIEMb K JENOHUPYETCS BHYTPU 3TON MOJTPYIIILL B TPU
paza yaire, 4eM A. TakoH pe3ynbTaT COIIacyeTcs C JaHHbI-
MU JIPYTUX aBTOPOB — OT 73 10 91% (3, 5, 8,9, 15, 16]. Pexe
BCErO OTKIABIBAIOTCS TAXKENBIE LENU UMMYHOIJIOOYIIH-
HOB (4,9%). IIpOMEKYTOUHOE MOJIOKCHUE 3AHUMACT OT-
JIOKEHHE JIETKUX U THKEIBIX LENENH HMMYHOIIOOYIMHOB
(29,5%). He 6bLI10 BBIABIEHO CBA3U MEXIY YACTOTOMN
BCTPEYAEMOCTH NIEPEUNCIEHHBIX BbIIIE KIMHUYECKUX
CHUHJPOMOB U COCTABOM JICIIOHMPYIOIIEIOCs MOHOKIIO-
HAJIBHOI'O MMMYHOITIOOYJIMHA, ONPEAEIAEMBIM IIPH UM-
MYHO(JIIOOPECIIEHTHOM MCCIIEJOBAHNU.

Jeno3uTel MOHOKJIOHAIBHBIX UMMYHOITIOOYJIMHOB B
MIOYKAX UMEIOT OJUHAKOBYIO MEJIKO3EPHUCTYIO YIbTPA-
CTPYKTYPY HE3aBUCUMO OT KJIACCA U THIIA LIENIEH UMMY-
HOIIOOYJIMHOB, BXOJAIIMX B UX COCTaB. KpOoMe TOro, HET
B3aMMHO OZIHO3HAYHOI'O COOTBETCTBUA MEK/Y JIMHEHHOM
3KCIIPECCUEN TAPANIPOTENHA IIPU UMMYHO(IIIOOPECLIEHT-
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HOM UCCICIOBAHUU 1 HAJTMYUCM MCITKO3CPHUCTOT'O 3JICK-
TPOHOIUIOTHOT'O MATCPUAIA IIPU JICKTPOHHO-MUKPO-
CKOITMYECKOM HCCJIICIOBAHNH.

3axkiao4YeHHue

Onpenensomum JUarHOCTUYECKUM IPU3HAKOM He-
AMWIOUIHOU (POPMBI OTIIOKEHUA MOHOKIOHAIBHBIX UM-
MYHOIVIOOY/IMHOB B IIOYKAX ABJIACTCA UHTCHCUBHAA HE-
[IPEPbIBHASA, WIN JMHEUHASA, SKCIPECCUA JIETKOW U/UIn
TSDKEJION LETIEY UMMYHOIVIOOYJIMHOB B O43JIbHBIX MEM-
OpaHAX KAHWIBLEB U KIyOOUYKOB IIPH UMMYHO(IIOOPEC-
LIEHTHOM HCCIIeOBaHny. HoyapHas ImomMepynonaTys,
OyZlydr XaPAKTEPHOM JUIA 3TOI'O BU[d IIOPAKEHUA IIOUCK,
TEM HE MEHEE, HE ABJIACTCA A0COMOTHO JOMUHUPYIOLICH
B CTPYKTYPE INIOMEPY/IAPHBIX U3MEHEHUH. Mopdooru-
YECKOE MCCIENOBAHNE HEPPOOUOIICHH, BKIIOYAIOIIECE
CBETOOITUYECKUI, UMMYHO(IIOOPECLIEHTHBIN U JJIEKT-
POHHBIA METOJbI MUKPOCKOIIMH, OCTAECTC «30JI0TBIM
CTAHJAPTOM» JUATHOCTUKHU, IIOCKOJIBKY PE3YJIbTATHI JJICK-
Tpodopesa GENKOB MIA3Mbl U MOYH UMEIOT CIIOPHOE JTU-
ATHOCTUYECKOE 3HAYCHUE U HE OTPAKAIOT XAPAKTEP U
CTEIEHb MOPAKEHUA TKAHU MOYKU. [T0 3TON NpUdmnHe
AHTUTEIIA KJIETKUAM LICIIAM K U A CIIEAYET IOCTOSHHO BKIIIO-
4YaTb B COCTAB IAHENN I UMMYHO(IIOOPECLEHTHOTIO
HCCIEOBAHMA. B Ccydae BbIABICHUA HEAMWIOUJHOIO
OTJIOKEHUA MOHOKIOHQIBHBIX UMMYHOIJIOOYJIMHOB B
MMOYKAX OOJIbHOM JOJDKEH 0OC/IeIOBATHCI U HAOIIOIATh-
Cs1 HE TOJIBKO Y HE(PPOIIOra, HO U 'y OHKOI'€MATOJIOId, IO-
CKOJIBKY B OCHOBE JAHHOI'O 3200JI€BAHUSA JICKUT PA3BU-
THE KJIOHA IUIA3MATUYECKUX KICTOK.

JIureparypa

1. Buxbaum |.N.,, Chuba ]V, Hellman G.C. et al. Monoclonal im-
munoglobulin deposition disease: light chain and light and heavy
chain deposition diseases and their relation to light chain amyloido-
sis. Clinical features, immunopathology, and molecular analysis. Ann
Intern Med 1990; 112 (6): 455-464.

426 Hedponoruan gnonus - T.9, [14 2007

2. Buxbaum J.N. Mechanisms of disease: monoclonal immu-
noglobulin deposition. Amyloidosis, light chain deposition disease,
and light and heavy chain deposition disease. Hematol Oncol Clin
North Am 1992; 6 (2): 323-346.

3. Buxbaum J.N, Gallo G.R. Nonamyloidotic monoclonal immu-
noglobulin deposition disease. Light-chain, heavy-chain, and light-
and heavy-chain deposition disease. Hematol Oncol Clin North Am
1999; 13 (6): 1235-1248.

4. Coben AH, Nast C.C. Kidney. Non-neoplastic conditions. In.:
Damjanov I, Linder J. (eds). Anderson’s Pathology, 10™ ed. St. Louis:
Mosby, 1996: 2073-2137.

5. Confalonieri R, Barbiano di Belgiojoso G, Banfi G. et al. Light
chain nephropathy: histological and clinical aspects in 15 cases. Ne-
phrol Dial Transplant 1988; 3 (2): 150-156.

6.D’Agati V.D, Jennette |.C, Silva FG. Atlas of non-neoplastic kid-
ney pathology. Washington: AFIP, 2005: 721.

7.Gallo GR, Fiener HD. Katz LA. et al. Nodular glomerulopathy
associated with nonamyloidotic kappa light chain deposits and ex-
cess immunoglobulin light chain synthesis. Am J Pathol 1980; 99 (3):
453-450.

8. Ganeval D., Mignon F, Preud’homme J. et al. Visceral deposi-
tion of monoclonal light chain and immunoglobulins: A study of re-
nal and immunopathologic abnormalities. Kidney Int 1984; 26: 1-9.

9.Lin ], Markowitz G.S, Valeri AM. et al. Renal monoclonal immu-
noglobulin deposition disease: the disease spectrum. J Am Soc Ne-
phrol 2001; 12: 1482-1492.

10. Montseny J, Kleinknecht D., Meyrier A. et al. Long-term out-
come according to renal histological lesions in 118 patients with
monoclonal gammopathies. Nephrol Dial Transplant 1998; 13:
1438-1445.

11. Pirani CL, Silva FG., D’Agati VD. et al. Renal lesions in plasma
cell dyscrasias: ultrastructural observations. Am J Kidney Dis 1987;
10; 3: 208-221.

12.Preud’homme] L, Mibaesco E, Guglielmi P. et al. Light chain or
monoclonal immunoglobulin deposition disease: physiopathogenic
concepts. Nouv Presse Med 1982; 11 (44): 3259-32063.

13. Schwartz M.M. The dysproteinemias and amyloidosis. In.:
Jennette J.C,, Olson J.L, Schwartz M.M,, Silva EG. (eds). Heptinstall’s
pathologsé of the kidney, 5" ed. Philadelphia: Lippincott-Raven, 1998:
1321-13069.

14. Striker G, Striker L], D’Agati V.D. The renal biopsy, 3 ed. Ma-
jor problems in pathology. Philadelphia: W.B. Saunders Company,
1997, 8: 306.

15.Strom EH., Fogassi GB, Banfi G, Pozzi C., Mibatsch M. Light
chain deposition disease of the kidney. Morphological aspects in
24 patients. Virchows Arch 1994; 425 (3): 271-280.

16. Tubbs RR, Gephardt GN, McMabon J.T. et al. Light chain ne-
phropathy. Am J Med 1981; 71 (2): 263—269.



