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ABTOp 3asiBNISiET 06 OTCYTCTBUM KOH(AMKTa MHTEPECoB

JlumdonponudeparuBHbie 3a007€BaHNA U IIa3MaKIETOYHBIE
TMCKpa3uu

B-knerounsie OIYXOJIM U IUIa3MAaKJIETOYHBIC AUCKpAa3uu — IpyIia 3a00seBaHui KpOBHU
(3HOKa‘{eCTBeHHLIX " HE 3.HOK8.‘{CCTBCHHI>IX), 06yCJ]0B.HCHHLIX C KJIOHAJBHOM dKCIaHCHEH
KIIETOK HI/IM(i)OI/II[HOI‘O psaa

MHoxecTBeHHas: MuenoMa (IU1a3MaKJIeTOYHas MUEIOMa), MaKpOIIOOYITHHEMUSE
Banbaencrpema u 601e3HU TDKEIBIX Hemneil obo3HadeHsl B «Kimaccupukanuy omyxoneit
reMarorodTHIecKoi 1 tuMdonaHoi Tkanei» BO3

Knaccudukanust MOHOKIOHANBHBIX Tammanaruii (cunonnm I1K]T) Bkmouaer MM, MB, BTLI,
a Takke OOJNe3HH OTIOKEHHST MOHOKJIOHAIBHBIX MMMYHOITIOOYTHHOB (KIIEPBUYHBIH
aMUIIOHI03 U OOJIE3HH OTIIOKEHHST MOHOKJIOHABHBIX JICTKUX\TSDKEIBIX [ETeH), a TaKKe
MOHOKJIOHAJIbHYI0 TaMMaaTHIO HEONPEACICHHOTO 3HAYCHUS

MI'H3 moxer TparchopmupoBarsesi B MM (68%), MB (11%), amunonmos (13%) u mp.
thopmsr (8%)

Topaxenus nmouek npu JIII3 u I[TKJ] umeroT o0pe KIMHIYeCKue 1 Mopdonornyeckue
0COOEHHOCTH, CIIEKTP KOTOPBIX O4eHb pa3HOOOpa3eH

Hopa){(eHne MMOYEeK MOXKET OBITH TIEPBBIM WJIA BEAYIIUM IIPOSBIICHUEM 3a00seBaHuUs KpoBHU




v' Opranu30BaHHBIE JETIO3UTHI IAPATIPOTECUHOB
= Cast-nedporparus (HIIHHAPOBAs HedpormaTwst)
» [Ipuobperennsrit cuaapom DaHKOHH (TYOYIIOIATHS JTETKUX LETei)
= JIMMyHOITOOYTHHOBBIH aMHIJION03
= IMMyHOTaKTOWAHBII IIIOMEPYIOHE(PPHT
= KpuornmoOynmnHeMude cKril TIIOMepyToHe(hpUT
v' He opraHu30BaHHbIE JEMO3UThI APANPOTEUHOB
= Boe3Hb OTIIOKCHUS JIETKUX\TSDKEITBIX LeTieit

» [IposmdepaTHBHBIN LIOMEPYIOHEDPHUT ¢ MOHOKIOHATBHBIMA Aero3utamu IgG\IgA
= [momepynoHe)PUT ¢ MOHOKJIOHATBHBIMHI MHTPAKAMIIIPHEIMY Jerto3utamu IgM

v' Be3 [eno3unuy napanpoTerHoB
» [lapaneoruiactrdaeckuii rmomepynonedput (MH, MU, ®CT'C, BIIT'H)
= Cnemm¢pudaeckas TUMGONIHAS U IITa3MaKIeTOIHast THQUIBTpamust
= ['unepBUCKO3HBIN CUHIPOM
»  CHHIPOM JIM3HCa OMyXOIH (MOYEKHCas Wik (hocharHas Heppomars)
= ['mmepkamuisrmemuaeckoe OIIT
= [lIpepenansHoe OIIT
= Tpom003 HOYETHBIX BEH

= TpoMOOTHUECKAS MUKPOAHTHOMATHS {770 "= 75 ="o o sromommesesosesnoomos oo

! A. Cohen, Am J Kidney Dis 1998

= OOCTpPYKIUS MOYEBBIX ITyTEH ! P. Ronco, KI 1999
I'S. Korbet, M. Schwartz, JASN 2006
n i ) )
OCJIO)KHGHI/ISI Tepaniu E. Heher, N. Goes, T. Spitzer et al, Blood 2010
= [Inenmoneppur ! P Ronco, NDT 2010

1 J-F Cambier, P. Ronco, CJASN 2012

KakoBa uacrora paznuunsix JIII3\IK/] ¢ npenmyiiecTBEHHBIM
MOPaKeHNEM I0YeK, KaKue MOP(OIOTHIECKIE BapHaHThI TOPasKeHUS
MOYEK BCTPEUAIOTCs y OONBHBIX, TOCIUTAIN3HPOBAHHBIX B
He(pPOIOrHYECKYI0 KIMHHUKY B CBA3H C HE(PPOTHUECKUM CHHAPOMOM
W\ TIOYEIHON HEIOCTATOUHOCTHIO

227 6ombubIX (1.6%) ¢ JITI3\IIK/] 3a neprox 1994-2013rr.
OOcnenoBanue:
* buoncus nouku ¢ MO+UO\UT'X+ OM
* IMMyHOXMMHYECKOE MCCIEI0BAaHUE CHIBOPOTKUA KPOBU M MOYH
» CrepHanbHas MyHKOHUA W\WIU TpenaHoouomncus k\wm ¢ UI'X
* Buoncus mumMdoy3noB

105 (46.2%) GonbHBIX ¢ MOP(HOIOTHYECKH BepH(PUIIUPOBAHHBIM
nopaxenueM nouek, 60 (57.2%) myxunn u 45 (42.8%) xeHuuH,
Bo3pacr 58 [17; 78] ner




OpzaHu308aHHbIe
deno3zumel
77 (73.3%)

AL-amunoungos
72 (68.5%)

AH-amnnonpos
1 (0.9%)

LUnnnHap-
HedponaTma
3 (2.8%)

KpunormoGynma-
€MUYECKUI

Hedpur
1 (0.9%)

Mopdoaorus (n105)

C aenosutamu napanpotenHos 85 (81%) Be3 aeno3utos napanpotenHos 20 (19%)

He op2aHu3oeaHHbIe
deno3zumel
9 (8.5%)

BonesHb OTN0XKEeHMA
Nerkux\TaxKenbix
uenen
5 (4.7%)

I'H c aenosutamu IgM
2 (1.9%)

MponudepatmsHbIv MH

C MOHOKJ/IOHA/IbHbIMM

aenosutamu lgG/IgA
2 (1.9%)

lNapaHeonaacmu-
yeckuelH
9 (8.5%)

MembpaHo3Has
HedponaTma
4 (3.8%)

doKanbHbIN
CermeHTapHbIN
rNOMepPYNOCKAepo3
3 (2.8%)
MuHUManbHbIE
MU3MeEHeHMUA

2 (1.9%)

lpoyue

12 (11.4%)

NinmoounaHan
MHOUNBTPaLMA
5 (4.7%)

Tybyno-
WHTEepPCTULMANbHbIN
HedpuT
4 (3.8%)

AA-amunoungos

3 (2.8%)

Knunnveckue nuaruos (n 105)

» «IlepBuunbrit» amumonno3 53 (50,4%)

» Muoxecrtsennas munesnoma 21 (20%)

» Hexomkkuackue mumdomsr\reiikosst 11 (10.4%)

» Jlumdoma Xomkkuna 5 (4.7%)

» Makpornobymuaemust Bansaercrpema 5 (4.7%)

» Bonesnp Opankimna (6one3Hpb Tsokensix nerneit) 1 (0.9%)

» Bonesnp Kactiemana (atummanas mamdoma) 1 (0.9%)

» “IlepsuuHas” OOJE3Hb OTIIOKEHHMS JIerKux nenei 3 (2.8%)

» MOHOKJIOHABHAS TAMMAIIATHs HeOTpeIeIeHHOTo 3HaueHus 5 (4.7%)




Kuaunnueckuii 13/
mopdouorus (n)

AL-amuionnos (72)
AH-amuionz03 1)
Kpuorio6ymn-

emuueckuii TH 1)

Cast-nedponarus  (3)
LCDD/HCDD (5)
TH ¢ aenosuramu IgM(2)

HMpoandeparusnpiii TH
€ MOHOKJIOHAILHBIMH
aenozuramu IgG/IgA (2)
Jlumponnas
HHOHIBTPALHS (5)
Memb6panosuas
HedponaTus 4)

MuHuMaIbHBIE
H3MEHeHUs! )

DoxaNbHbII
cerMeHTapHbIi
riaomepyiaockiaepos  (3)

TyGyI0MHTepCTHIIN-
albHbII HepuT 4)
AA-amMnI01103 3)

MM

(21)
16

3

2

Kiunuko-mopdosornyeckue koppenasiuuun n=105

MB Bose3ns JInmdoma Bosesns «TepBHYHBII
@paHKIHHA XoI:KKHHA Kacriemana AL-amuiongos
(53)

(5)

(1)

1
®
2
2
1
3
1 2

«TepBHYHAS

BOJII

MI'H3

MHuoxecTBenHast Muesioma, LCDD, HoayasipHasi riiomMepysionarus,
MomnoxJonanbnas cexpeuusi PBJk 980mg/l, B kocrnom mosre ITK 12%, nectpykuust Kocreii




MuosxkectBennast muessoma, HCDD, nmoayaynnbiii 'H
Oo6umii 6estox 107 g/l, M-rpaguent 22%, monokuionanbHas cexpeunst PIgGk 3.7 g/l, B koctHom mosre ITK 16%,
CD20+, CD38+, CD138+

MHuo:xecTBeHHas MuesI0mMa, cast-nedponarus
MonoxkionansHas cexkpenusi PBJk 3.0 g/l, B kocrHom mosre ITK 12%,
JIeCTPYKTUBHbIe H3MeHeHHs KocTell yepena




Makporiodyaunemusi Baabaencrpema, T'H ¢ nenosuramu IgM
UI'X: maccuBHble cy®rnaoTesnanbubie aenosursi IgM un k
B nepudepuueckoii kposu JI 10 19.7x10*9, iy 67% , uMMynoq)eno'mnuponanne CD19+, CD19/38+, IgM/19+, kappa/19+

B xocrom mosre IK 4%, dountsr 28%, ¢dounnnas naduiastpauns, UTX: CD20+ kierkw,
HemHorounciennbie CD79a+, Bce CD38-, CD138-, nexoropsie Plasma cell+ cells, exnnnunbie Ki67+. Iliasmarnyeckune

kiaetkn IgM+, nenosuuust |gM+ mace B 30HaX HOX, it nposnd u BHe ux. Bee kierkn 1gA-, 19G-, IgD-

Malcpornoﬁynunemml Baabjencrpema, KpuoriodyMHeMuyecKkuii HeppuT
JbHAs P PlgMx, kpuor 1++++ ¢ aKTMBHOCTBIO P®,
B KOCTHOM Mo3re mumdonnbie y3as1 CD20+, CD79a+, bcl2+




Bouesns Tskeisix ueneii v (boaesns @pankinna), AH-amuiono3
CpieHomerajusi, MOHOKIOHAIbHAs cexpenus Ty 16.3 g/l, B kocrHoM mo3re ITK 6%, mumdonutsr 32%,
CD20+, CD38+, CD138+

scribed: Mai et al Am J Surg Pathol; 2003,
Copeland et al Am J Surg Pathol 2003, Yazaki et al Am J
Kidney Dis 2004

Moo oo oo oo :

T-kaerounas sumdobdiactas mumpomalieiikos, lymphoid infiltration
YBenuuennsie pasmepos nouek, OIIIL B nepudepuueckoii kposu JI 38x10*9, B KoCTHOM MO3re TOTAILHAS IUMQOHIHAN
npoaudepaunsi, CD20-, CD 45RA-, CD79a-, CD19-, cyclinD1-, CD5-, nexoropsie bcl 2+, all bel 10-, CD38-, CD138, CD3+,
CDA43+, CD4-, CD8+, Ki67+ 80-90%, 3 kaerkn CD34-, TdT+, CD2+, CD7-, NK-, GranzymeB-, CD16-, CDla+, CD56-,




FN

B-kJerounast iumd s s HeponaTus + JuMpouaHas HHGUILTPALUS

CniieHomeranusi, aumdaneHonarus. B koctHoMm Mo3re iumdonansie y3iabl CD20+, CD23+, CD5+,
bcl2+, CyclinD1-, CD10-, bcl6-, IgM-

Boaesns Kacriemana (anruodo/iikysipHasi runepiiasus 1mmdoysios),
CwmewanHblii Bapuant, AL-amuiionnos
PedpakTepHasi aHeMusi, THIIEPraMMario0yJJHHeMHsl, KOHIJIOMepaT
JauMQOoy3J10B CpPeoCTeHUs — NOJIMKJIOHAILHAS JTuMdonIHas U

AL-avuu10udos npu Gonesnu !
[Kacmaenmana ynosunaemes |
1 pabomax: !
Kuzumotoet al, J Nara Med As 1997 |
Lachmann et al, QIM, An ;
International Journal of Medicine 3
2002: Gonesus Kacmuevana - zpynna |
peokux muvdonpoudepamusnix !
3aBonesanuii, meuerue 06bruHO |
conposoaicoaemes cucmennvin !
socnanumenvivin omeemon. Bee |
sapuanmvl mevenus MOzym 1
octovenmbea passumier |
amunoudosa, oovuno AA muna,no ¢ |
omoersubix cayuasx AL muna. 3




MoHokJI0HA/IbHAS TAMMAaNaTHs HeolpeaeJeHHOro 3Hayenus, npoaudeparuBubiii 'H ¢ MOHOK/IOHATBLHBIMH
nenosutamu IgA
MomnoxJjonansnas cexpeuus PIgAk 2.3 g/l, kpuornodyiunsr — orp., B kocrom mo3sre ITK PC 1.5%

54 60/bHbIX C MEPBUYHbIM AL-aMU10MA030M
29 MyxumH (53,7% n 25 weHwuH (46,3%0), Bo3pact 57 [34;78] nert

JMTebHOCTD 10 Guoncuu (Mecsiubl) 12 [1;92]
HC (kommyecTBO 0-X) 46 85,1%
ITH (xosm4ecTBO 6-X) 29 53,7%
KpearHHuH MKMOJIB\1 140 [60;1200]
H301MpoBaHHOE NMOPAKEHUE MOYEK 15 27,7%
IMopaxeHue moyex u cepaua 14 25,9%
IMosmopranHoe nopaxeHue 25 46,2%
TACK (koiamnuecTBo 6-x) 9 16,6%
Meundanan+npeaHu3oion (KoJu4ecTBo 6-x) 13 24%
Meadanan+iexcamerason (KoJuuecTBo 6-x) 6 11,1%
Beukeiij (konmuecTBo 6-x) 9 16,6%
2 pexxuma XT (koanuecTBo 6-x) 8 14,8%
Toabko mopaepkuBawas repanus (Koa-Bo 6-x) | 25 46,2%
JnTeabHoCTh HaGIoneHust (Mecsbl) 5 [1;94]
7KuBbl, He HA TuaIN3e (KOJUUECTBO G-X) 20 37%
IepeBeensl Ha guaau3Hoe Jeyenue (ko1-8o 6-x) | 16 29,6%
VYmepin (KoanuecTBo 6-x) 18 33,3%




*/13 29 60nbHbIX, MOAyYaBWwux XT y 14 (48,2%) pa3Bunacb
remMaTtosiormyeckas pemmccust, a 'y 11 ns Hux (37,9% TaKxe u opraHHas
pemuccus, B 15 cnyyasx (51,7%) Tepanus 6bina 6e3ycnetHomn

*Paznnumii Mexzy rpynnamMm ie4eHns He HalkLeHo
Y 60/IbLUMHCTBA NaLUMEHTOB AMarHo3 6bl1 YCTAaHOBMIEH NO3AHO, HA CTaauu
HedpOTUYECKOrO CMHAPOMA, Y MOJIOBUHBI MMESach TaKXXe NoyeyHas

HEAOCTAaTOYHOCTb U NMOIMOPraHHOE NopaXXeHne

[lpoBeseHue XT 6bl10 MIMMUTUPOBAHO HanuuneM XIMH 1 NoAnopraHHoM
HeJ0CTaTOYHOCTH

3akaoueHue:

sAL-amuonno3 aquarHoctuposas B 68% citygaes Mopdonorndeckn
BepU(UIMPOBAHHBIX OpaXkeHnit modek mpu JII3, 13 Hux 3/4 nprIuIocs Ha JOI0
(@EPBUIHOTO» aMIJION103a. Y MAIMeHTKH CO CMEIIaHHBIM BapHaHTOM OO0Ie3HI
Kactemana BeisiBiien AL-aMUIoON 103, OMICaHUSI KOTOPOTO B JINTEPATYPE CANHUIHBIC

=Borne3Hs oTioxeHns JIETKUX Ienel, MeMOpaHo3Hast Hedponatws, muMQonIHas
nH(pUIBTpanys, TyOYTONHTEPCTUIMANBHEIN HedpHT, Cast-Hedpomnarus, hokaabHBIN
CEerMEHTAPHBIN ITIOMEPYIOCKIepo3 1 AA-aMHIIONI03 COCTaBIsUH 5-3%
COOTBETCTBEHHO

*HeoObraHoit HaXOnKOH B 9TOH rpymie sSBuiIcs cirydail AA-aMunoniosa y manueHTa ¢
mM¢pomoii bepkutTa ¢ mopaskeHreM CIIMHHOIO MO3Ta, AUC(YHKIHEH Ta30BBIX OPTaHOB,
BOCXOJISIIIIIM THOHHBIM ITHETOHE(PUTOM H IIEPCUCTHPYIOIIUMI POJICKHSIMHU MITKIX
TKaHEeH, a TaKKe HHTEPCTHIHATIBHBIN HEe(Q)PHT, MONTBEP>KACHHBINA IOBTOPHOI OHoricuen
HO‘IKI/IG y MAaIUEeHTKU ¢ MOHOKJIOHATBHOM CeKperyeii HeonpeaeaeHHoro 3naueHus PBJk
u PlgGk

=Eme 6onee peakumu Obitu cirydan ['H ¢ MoHOKITOHAMBHEIME Aenio3uTamu IgM, u
kpuontoOyminHemMuaeckoro I'H y manuenToB ¢ makpornoOynmnHemuei Bansaerctpema,
nponudeparusroro ['H ¢ konokmonansHpMA neno3utamu 1gG u IgA deposits,
MHHUMAJIBHBIX H3MEeHeHu py muMmpome Xomkknaa 1 AH-aMmiionio3a y HareHTKH ¢
6one3nbpio OpaHkINHA

10



