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UcTopua sonpoca

1639

1787

1838

1842

1844

1845

1845

1846

Nicolaus
Fontanus

Antonie
Portal

Matthias
Shleiden

Carl von
Rokitansky

Samuel Solly

William
Macintyre

Henry Bence
Jones

John
Dalrymple

Onucan npuv ayToncuAXx roMmoreHHOro Bel,ecTtsa B NeYeHU U
cene3eHke

Onucan npu aytToncuax «cajsibHoe» BelwecrBso B Ne4YeHn n
NnoYyKax

Bsen B 60TaHUYECKYIO IMTEPATYPYy TEPMUH «amunoua» (ot
rpeyeckoro “auuvi-ov”)

Onucan npu ayTONCUAX «CasibHYIO» NeyeHb,
MHPUNBTPUPOBAHHYIO aNbbyMUHONOAO6HbIM
yKeneobpasHbiM BeLLECTBOM Y NALMEHTOB C Pa3/IMYHbIMU
3abonesaHUAMM Noyek

Onucan 60/1bHYI0 C MHOXECTBEHHbIMWU NepeioMamm KocTen
1 cnaboctbio. Mpu ayToncum — KOCTHbIM MO3T 3ameLleH
KaKMM-TO KPpacCHOBaTbIiM BeLLeCTBOM

Onucan 6onbHOro ¢ 6019MM1 B KOCTAX, OTEKAMU U
Heob6bIYHbIMU CBOMCTBAMM MOUYU — OYEHb BbICOKOM
OTHOCMUTE/IbHOW NIOTHOCTbIO, onasecuupyloLei npu
KUNAYEHUU U A3I0LEN 0CaA0K NPU OXNaXKAEHUMN.

Mpeanonoun, uto HeobbluHbIe CBOMCTBA MOYM 3TOrO
60/1bHOro onpeaenatoTca NPUCYTCTBUEM 0CO060iA
pa3HOBMAHOCTU anbbymuHa

Onwucan npu ayToncum 3Toro 60/1bHOro 3ameLl,eHre KOCTHOIM
TKaHU YKenaTMHonoao6HbIM KpacHbIM BELLECTBOM U ONUCan
M 3apUCOBaN OKpPYIAble AAPOCOAEPHKALLME KNETKU B KOCTHOM
mosre

MNepBoe onucaHMe amuaonao3a
(repmuHa ewe He
CyLL,ecTBOBano)

MepBoe onucaHMe amuaonao3a
nouek (TepmuHa No npexHemy
He CyLL,ecTBoBano)

MepBoe ucnonb3oBaHue
TepMUHa «kamuaoung»

MNepBoe ynomuHaHue O
6enKkoBoit Npupoae «CanbHbIX»
OT/IOXKEeHUU

MepBoe onucaHue
MHOXeCTBEHHOI MUenombli
(repmuHa ewe He
CyLLecTBoBano)

MepBoe onucaHue
MHOYXeCTBEHHO MUenombl, ¢
npotenHypuen beHc-[KoHca n
onucaHue naasmaTuyecKkux
KNeTOK (HM ogQHOro U3 3Tux Tpex
TEPMUHOB eLle He
CyLL,ecTBOBaNo)



UcTtopua sonpoca

1854

1856

1859

1867

1875

1876

1880

1889

Rudolf
Virchow

Samuel Wilks

August
Kekule

Herman
Weber

Heinrich von
Waldeyer-
Hartz

Ossip Von
Rustizky

R. Fleischer

Otto Kahler

BBen B MeAULUHCKYIO IUTEPATYPY TEPMUH KamMuaoua»,
3aMeHUB UM TePMUHbI «Ca/IbHbI» U KBOCKOBOW»

Onucan 60nbHOrO € «cCanbHbIMMU» NOYKamu 6e3 Kakux-nmbo
CONyTCTBYIOLWMUX 3a60neBaHUA

BbiABUA BbICOKOE coaep)KaHMe a30Ta B OpraHax,
MHPUNBTPUPOBAHHBIX aMUIONAOM

Onucan ammMaomnaos NoYeK Npu ayToncum naumeHTa c
«pasmaryeHnem Kocrem»

Onucan HeobblYHble KNETKU B TKAHAX 601bHOrO

Onucan HaanuMe MHOXKeCTBEHHbIX OﬂYXOHEﬁ B KOCTHOM
Mmo3re — onyxoJsiesbleé K/1eTK1U No ONMCaHUIO NMNOXOXU Ha
naadmaTtnuvyecKkue K/J1eTkum

Onucan HeobblYHble CBOMCTBA MOYU, HANOMUHAIOLLUE
ynomsaHyTtble leHpu beHc [I)KoHcom

Onucan naymeHTa C Nporpeccupyrowmumm 6onamm B KOCTAX 1
MaCCUBHOM NpoTenHypuei (HanomuHalowe onucaHue
leHpu BeHc [ KoHca). Mpu ayToncum — KpacHoBaTo-cepble
OTN0XKeHUA B pebpax, cogepKalyme OKpyrible KNeTKH,
coBnagaloLlme ¢ onMcaHMeM K MHOXECTBEHHbIX MUeIoM»

NMepBoe ucnonb3oBaHue
TEepMUHA «amuaoua» B
meguuuHe

MepBoe onucaHue
«NepBUYHOro» amunonaosa
(repmuHa ewe He
CyLLLEeCTBOBaNOo)

MepBoe goKa3aTenbCcTBO
6enkoBsoit npupoabl amunounaa

MepBoe onucaHne amuaonaosa
NPU MHOXXeCTBEHHO Muenome
(repmuHa ewe He
CyLLLEeCTBOBaNO)

MepBoe ucnonb3oBaHue
TepMUHa «njiadmatunvyecKkume
KNeTKn»

lNMepBoe ucnonb3oBaHue
TepMUHa «KMHOKeCTBEHHbIle
MuUuenombi»

MepBoe ncnonb3osaHune
TepMmuHa «b6enok beHc-[XoHca»

C aToro BpemeHu
MHOXeCTBEeHHaA Mmuenoma
nonyymna HasBaHue «bonesHb
Pyctuukoro-Kanepa»



UcTopua sonpoca

1896

1899

1900

1903

1908

1909

1922

Santiago
Ramony
Cajal

A. Ellinger

J. Wright

Frederick
Weber

0. Hanssen

Alfred von
Descastello

Stanhope
Bayne-Jones

MNoppo6HOo onucan nnasmaTUYecKue KNeTku

MpeanonoXun, YTo B KPOBU NALUEHTOB C
MHO}KeCTBEHHOI MUENIOMOI COAEPIKUTCA aHOMA/IbHbIN
6enokK, aHanornuyHbi 6enky beHc-[XKoHca B moue

Mpeanonoxun, 4to onyxosieBble KNEeTKU Npu
MHO}KeCTBEHHOI Mmnenome npeacraBafoT coboun
nnasmaTuyecKkue KNeTKu

Mpepnonoxun, uto 6enok beHc-KOHca cMHTE3UpyeTcA
B KOCTHOM MO3re, U YTO ero HaJimyme XxapakTepHo ans
MHOXeCTBEHHOW MMeNoMbl

Mokasan, uTo amunong pasnaraerca npu Bo34encTBum
nencuHan

Onucan B3aMMOCBA3b MeXKAY MHOXeCTBEHHOM
MUENOMOIi U 06CTPYKLME NOYEUYHbIX KaHANbLEB
amopdHbIM BeLLLecTBOM

Onucan gBa Bupa 6enka beHc-[I)KoHca B moue

MNepBoe onucaHue cBO6OAHDbIX
NIErKux ueneun B KpoBu
(tepmuHa ewe He
CyLLecTBOBaso)

lNMepBoe onucaHue
accouuaumm mexagy
nnasmaTUYeCKMMU KNeTKamu
M MHOXXEeCTBEHHOI MuesioMmon

NepBoe onucaHue
accouurauumu mexagy 6enkom
beHc-AXoHCa u
MHOXeCTBEHHOU MNe/IOMOM

[oKa3aTenbcrTBo 6en1KoBOM
npupoabl amuaonaga

MepBoe onucaHue LUANHAP-
HedponaTum (TepmuHa ewe
He CyLLecTBoBanoO»

MepBoe onucaHue AByX TUNOB
Nerkux ueneu (tepmuHa ewe
He CyL,ecTBoBano)



Historical aspects: a long journey

1922

1927

1928

1929

1929

1933

1939

Hans-
Hermann
Benhold

Paul Divry

W. Perlzwieg

J. Short

O. Lubarsch

Maxwell
Wintrobe

Lewis
Longsworth

O6Hapyun cneundPuUHOCTb OKpacku amuaonga Kowro
KpacCHbIm

O6HapyKun ¢eHoMmeH ABOMHOro NyyenpenomieHus C
M3MeHeHUeM OKpPaCKU amuionaa C OpaHXXeBoM Ha A6N0UHO-
3e/IeHYI0 NpPU UcCcneao0BaHUM B NONAPU30BaHHOM CBeTe

Onucan nayueHTa C MHOXXeCTBEHHOU MUEeIOMOMN U
runepnporenHemuen

Onucan nayyrMHeTa ¢ MHOXXeCTBEHHOW MUeNoMON U 6enkom
beHc-[1)KOHCa B CbIBOPOTKE KPOBU

NaeHTnGMUMpoBan «NepBUUHbBIND aMUIOUA03 KaK OTAENbHYIO
naTonoruio

Onucan nayMeHTa c MHOXXeCTBEHHO MUeNIoMoW,
BblpaKeHHOW runepnpotenHemueit u peHomeHom PeitHO

O6Hapy>KnUN BbICOKUI Y3KUIA MUK NO TUNY KLLePKOBHOro
wnuaa» npu anektpodopese 6enKoB y 60NbHbBIX €
MHOXXeCTBEeHHOU MUesioMmon

lNMepBoe onucaHmne mertoaa
natomop¢$onoruyeckom
ANArHOCTUKN amuaonaosa

MepBoe onucaHue
noBbilleHKe YPOBHA obuero
6enKka KpoBu npwm
MHOXeCTBEHHOU Mmuenome

MNepBoe onucaHue cBo60AHDbIX
NEerkux ueneun B CbiIBOPOTKE
KpoBu (TepmuHa elye He
CYLLLEeCTBOBANO)

MepBoe ucnonb3oBaHue
TePMMUHA «NEePBUYHDINY
amunaonpo3s

Mepose onucaHue
KpuornobynmHemuun (repmuHa
elLe He CyL,ecTBoBano)

MepBoe onucaHmne «M-
rpagueHTar,
XapaKrepusyiowero
aHOMaNbHble
MMMYHOINO06YNUHbI



UcTopua sonpoca

1944

1947

1952

1957

1959

1959

1960

Jan
Waldenstrom

A. Lerner

Jan
Waldenstrom

Sidney Kobernik

Alan Cohen

Leonhard
Krongold

Jan
Waldenstrom

Onucan «3cceHUMaNnbHYIO» rMneprnobynamHemmio ¢
dubpuHoreHoneHMen Kak HavyaZibHyIO CTaauI0
MMenomartosa

Onucan naymHeTta ¢ HeO6bIYHOWU NYPNYpPOIt U BbICOKMM
copepaHMem KpnornobynnHa B CbiIBOPOTKE KPOBU

Onucan npucyrtcreue M-rpageHTa y 60nbHbIX 6e3
NPU3HAKOB 3/10KAaYeCTBEHHOro 3a60/1eBaHUA KPOBM, U
Ha3Ba/l 3TO COCTOAHME «3CCEHLUaNbHOMN
runeprammarnobynmHemueii»

Onucan He-aMUIOAUHBIN HOAYNAPHBIA ITOMEpPYIOCKNEPO3
NPU MHOXXeCTBEHHOI muenome

YcraHOBUA GUBPUNNAPHYIO CTPYKTYPY Pa3/IUUYHbBIX TUMNOB
aMmunonpa Npm 3N1eKTPOHHO MUKPOCKONUKU

NpeHTMdUuUMpoBan ABa pa3INUYHbIX Knacca 6enka beHc-
[ KOHCa M NPOAEMOHCTPUPOBAN B3aUMOCBA3b MeXKAY
3TUMM 6enKamu B CbIBOPOTKE U MHOXKECTBEHHOM
Mmuenomoii

MoKasan pasnnuma mexay MOHOK/IOHa/NIbHOM U
NONIMKNOHANIbHOM rMneprammarnobynnHemueit

NMepBoe onucaHue
MaKpornobynamHemumn
BanbaeHcTpema

lNMepBoe ucnonb3oBaHue
TepMHUHa
«KpuornobynmHemma»

NMepBoe onucaHue
«MOHOK/IOHa/IbHOM
rammanaTtum
HeonpepeneHHOro 3HaYeHUa»
(TepmuHa ewe He
CyLLecTBOBaNo)

MNepBoe onucaHue 6onesHun
OT/I0}KEHUA MOHOK/IOHa/IbHbIX
MMMYHOIN06ynnHOB (TepMuUHa
elle He CyLLecTBOBasio»

MoaTrBepxaeHue
CyLLEeCTBOBAHUA ABYX TUMOB
nerkmx uenei (K n A)

NMoasneHne KoHuenuuu
KNOHaNbHOW 3KCNaHCUMU



UcTtopua sonpoca

1962

CbiBO
poTKe

1969

1971

1974

1974

Gerald
Edelman

D. Constanza

Jerome Porush

G. Glenner

J. Bruet

Lilian Morel-
Maroger

Mokasan, uTo nerkue uenwu, BblgeneHHble U3
CbIBOPOTKMU, U 6enokK beHc-[I)KOHca B MoYe 04HOro U
TOro YK€ nauueHTa uAeHTUYHbI

MpoaeMoHCTpMpPOBaN B3aUMOCBA3b MeXay
MHOXeCTBEHHO MUe/IOMOM U NpUobpeTeHHbIM
cuHapomom PaHKOHU

Onucan napanpoTeMHEeMMUIO U KpUornobynnHemuio npu
aTUNUYHOM riomepynoHedpuTe ¢ HeppPOTUUECKUM
CMHAPOMOM

MpogemoHcTpupoBan cooTseTcTBue 6e1KoB,
o6pasylowmx ammnonaHole Gubpunabl, NErkMm Lensam
MMMyHornobynnHos

OxapakTepusosan 6uonornueckoe U KIMHUYecKoe
3HaueHue KpnornobynmHos

Onucan cybsHaoTenmnanbHbie geno3utbl IgM B nouKax
NauyMeHTOoB C MaKpornobynnHemuen BanbgeHcTpema

MoareeprkaeHue
MAEHTUYHOCTU CBOOOAHDIX
NEerkux uenemn CbiIBOPOTKU U
6enka beHc-[x0HCa mouum

MNepBoe onucaHue
NPOKCUMaNbHOM
Ty6ynonatum nerkux uenewu
(repmuHa ewe He
CyLLLEeCTBOBaJo)

lNMepBoe onucaHune
KpuornobyamHemmyecKkoro
HedpuTa Nnpu
MOHOK/IOHA/IbHOM
KpuornobynmHemum

MepBoe onucaHune
B3aMMOCBA3U MeXAay
aMuUAoOMA030M U IETKUMU
uenaMmum MMmmyHornobynmHos

MNepBasa knaccudpukauma
KpuornobynmHemuu

lNMepBoe onucaHune
HenponaudepaTUBHOro
rnomepynoHedpura c
aenosutamm IgM



UcTtopua sonpoca

1974

1976

1976

1977

1978

1979

Komurtert no
HomeHknatype
(MexayHapogHbli
CMMNO3MYyM NO
amunaonaosy)

N. Smithline

R. Randall

E. Rosemann

Robert Kyle

Komurer no
HomeHKknartype
MexxayHapogHoro
O6uwectBa no
MU3y4yeHuto
Amunnounposa

MpuHAN pewweHne o TOM, YTo 0603HaueHue popm
aMWUI0OMA03a A0/KHO OCHOBbIBAaTbCA Ha XMMUUYECKOM
coctaBe amuaompaa

Onucan B3auMoCBA3b KaHaNbLEBbIX ANCOYHKLMUMA C
NPOTEUHYPUEN NETKUX Leneu

Onucan He-aMUIOUAHOE CUCTEMHOE OT/IOXKEHUE JIeTKUX
uenei

Onucan HeppOTUYECKNIA CUHAPOM, aCCOLLMMPOBAHHDIN C
amunonaononobHbimu genosutamu. NMpu sneKTPoHHOM
MMUKPOCKONUM — OPraHN30BaHHbIE 3/1IeKTPOHHO-NNOTHbIE
Aeno3uTtbl, 06pa3oBaHHble HEAMUIOUAHbIMU
dunbpunnamm

OG6HapyXun, YTo y HEKOTOPbIX NALUEHTOB C
«3CCeHUUaNbHOU runeprammarnobynmHemmen»
BO3MOXXHO NporpeccMpoBaHue C pa3BUTUEM
MHOEeCTBEHO MUeNIoMbl, MaKporiobynnHemuu
BanbAaeHcTpema, amunonao3a u Apyrux poacTBeHHbIX
3abonesaHuii, U BBeN TEPMUH K MOHOK/IOHa/IbHaA
rammanaTtua HeonpeaeneHHoOro 3HauYeHUa»

Mpepnoxmnn 3ameHUTb TEPMUHDbI KMEPBUYHbDIN»
aMuUI0UAa03 U aMUIONA03 «aCCOLMMPOBAHHDIN C
muenomoin» TepmuHom “AL ammnongos”

MepBoe npepnoXxeHue o
BHe4peHUU HOBOM
Knaccupukauum amunonaosa

MepBoOe ucnonb3oBaHue
TepMUHA KLUAUHAP-
HedponaTna»

lNMepBoe ucnonb3oBaHue
TepMuHa 60ne3Hb OTN0XKEeHUA
Nerkux uenen

MepBoe onucaHue
MMMYHOTAKTOUAHOIo
rnomepynoHedppuTa (tepmuHa
eLue He CyL,ecTBoBao)

MepBoOe ucnonb3oBaHue
TepMUuHa MOHOK/IOHaJIbHaA
rammanaTtumAa
HeonpeaeneHHoro sHa4yeHuA

MNepBoe ncnonb3oBaHue
TepmuHa AL amunonaos



Historical aspects: a long journey

1980

1984

1990

1990

2000

2004

2005

2006

Melvin
Schwartz

Alain Meyrier
Pierre

Aucouturier

M. Eulitz

T. Messiaen

Samih Nasr

D. Dingly

Giampaolo
Merlini

Introduction of the term “immunotactiod glomerulonephritis”
for GN with organized microtubular monoclonal
immunoglobulin deposits

Description of rapidly progressive glomerulonephritis
associated with monoclonal gammopathies

Report of heavy chain deposition disease

Report of a patient with extensive systemic amyloidosis with
the amyloid deposits consisted not of light chains but rather of
an unusual form of heavy chain

Report of 11 patients with the adult Fanconi syndrome
secondary to light chain gammopathy

Report of 10 cases with unclassifiable proliferative
glomerulonephritis manifesting glomerular monoclonal
immunoglobulin G deposits

Report of 13 cases with focal segmental glomerulosclerosis
and multiple myeloma or MGUS

Postulate of small clone ability to synthesize a very toxic
protein, which can aggregate and deposit systemically as
occurs in light-chain amyloidosis, monoclonal immunoglobulin
deposition disease, monoclonal cryoglobulinemia etc.

First use of the term
“immunotactoid
glomerulonephritis”

First description of
HCDD

First description of AH
amyloidosis

Detailed description of
proximal light chain
tubulopathy

First description of
proliferative
glomerulonephritis
with monoclonal
immunoglobulin
deposition

Introduction of the
concept of the
“dangerous small B-
cell clones”



UcTopua sonpoca

2012

2013

2015

MexayHapoaH
aa Pabouasn
rpynna no
MU3Yy4YEeHUID
noYeK m

MOHOKNOHaNbH
o rammanaTtum

CuHTe3npoBana AaHHble, Kacalolmecs NopaXKeHUa noyek npu
HU3KOW CeKpeLun NnapanpoTeMHOB, TO €CTb MOHOK/IOHANbHbIX
rammanaTuax HeornpegeneHHOro 3Ha4eHus, U BBesa TEPpMUH
«MOHOK/IOHa/IbHaA raMmanaTuA NOYEeYHOro 3HaYEHUAY, C TeM,
4yTO06bl NOAYEPKHYTb NATOreHEeTUYECKYI0 PO/Ib 3TUX
napanpoTtenHemuii

Moctynuposana, 4to y naumeHTos ¢ MITI3 umerorca KNoHbI B-
KNEeTOK, KOTOopble He YA0BNAETBOPAIOT KPUTEPUAM ANArHOCTUKU
MHOXeCTBEHHOU MUeNOMbl N NMMEPOMbI, OAHAKO 3TU K/IOHDI
NPOAYLUPYIOT MOHOK/IOHANbHbIe 6eKu, Bbi3biBaloLMe NoYeyHoe
nospexaeHue

Noctynuposana, uto TepmuH MITI3 no3Bonsaer 06beAUHUTD
Nopa*eHMA NoYeK, BbI3BaHHbIe MOHOK/IOHa/IbHbIMMU
MMMYHOrNobynnHamm, cekpeTupyembiMu He-3/10KauyecTBeHHbIMU
B-KnoHamu, B oTAenbHYIO 0cobyto rpynny

lNMepBoe ucnonb3oBaHue
TepMM1Ha
«MOHOK/IOHa/IbHaA
rammanaTtua NoYe4yHoro
3HaYeHUA»

CoBpemeHHble
NPUHLUUNDbI Ie4YeHus
MI3 6a3upyloTca Ha
nopasneHnn B-KNOHa,
CXeMbl IeYeHusn
npeAcTBanAoT cobou
9KCTANONALMIO CXEM,
Mcnonb3yembix Npu
neyeHum
3/10KayecTBeHHbIX B-
KNIETOYHbIX
HOBOO6pa3oBaHUi




CobcTBeHHbIE gaHHble: 149 cnyyaeB mopdonoruyeckm sepmdpuLMpoBaHHbIX NapanpoTeMHEMUYECKUX
HedponaTtuii (41% 3noKauyecTBeHHbIX B-KneTouHbIx 3a6oneBaHuii n 59% of MIM3)

MHo)ecTBeHHas

BapuaHTbl nopa*keHna noyek

RIS QU AL Uuanuap- BOMMUI nTnay, CoyeTaHHble NOpaXkeHUA
amunonpo3 Hedpponatua
44 29 7 10 3 1 AL+60/1U+U4H
2 AL+UH
1 60/14+U4H
1 0/14+0T/14

MakpornobynmHemus

BapuaHTbl nopa*KeHUsa noyek

BanbpeHcTpema AL KpuornobynuHemuuecknii  HenponudeparmsHbliii M c

amunounpos [H MOHOK/IOHaNbHbIMU Aeno3utamu IgM

=
=
H

bonesHb TAXKENbIX
uenei (6onesHb
®dpaHKkAnHa)

1
MOHOK/NOHaNbHaA BapuaHTbl nopa*KeHUsa noyek
rammanarus

NOYeyHoro 3HayeHumA AL BOMMUI CoyeTaHHble MponudepatnsHbin NH ¢ TUH
amunounpos nopakeHus MOHOK/I0Ha/IbHbIMU
Aenosutamu IgA

98 88 8 1AL +560/14 1 1

BapuaHTbl nopa*keHnA NnoYeK

AH amunonpos



BapuaHThbl MHo)KecTBeHHanA MakpornobynmHemums

nopaeHus Mmuenoma BanbgeHcTpema

noyek

AL amunounpos 118 29 1 88
BOMUI 18 10 0 8
CoyetaHue AL 2 1 0 1
amunaounposa c

BOMMUTI

[NporpeccuposaHmne MIH3 8 MM nnan MITI3 —4 cny4aa

MITI3+ IgA HedponaTua Anddy3Hbii
HedpocKnepos
10 3 4 3
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