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J' "/ NOPAMEHMA HOUEK NPY IMMOONPONNPEPATUBHBIX 3ABONEBAHUAX—

be3 aeno3uuun napanporeun . A
. napaHeoniacTuy4eckue rnomepynoHedpputsl (MH, BMU, dCIC, BITH)
cneundpuyeckana numbounaHas 1 Na3maKkaeTouHas MHGUALTPALLMA
FNiePBUCKO3HbIV CUHAPOM
. MmeTabonunyeckune Hepponatmum
runepKansumnemmyeckoe Ol
CUHAPOM Nn3unca onyxonu (moyekuncnas nam bocdatHas HedbponaTms)
npepeHansHoe OMMN (runosonemus)
TpomboTUYECKME NOBPEKAEHMA
TPom603 NoYeYHbIX BEH
TPOMBOTUYECKAA MUKPOAHTMONATHA
O6CTPYKLMA MOUEBLIX NyTel
peTponepuToHeanbHbii Guopos
CAaBAEHKE ONyX0seBbIMU Y31aMuU
cencuc, nuenoHedpput

PaANALMNOHHBIN HEDPUT

NeKkapcTBeHHble HedponaTum (BMWN, MH, nHTepcTULUManbHbIN HedpPUT)









MembpaHo3Hasa HepponaTtua + anmdponaHaa MHGUAbTPaLUA




Mem6paHonponndepaTusHbIif
rnomepynoHeppur



MoparkeHUsa novek, accouMmnpoBaHHble C napanpoTteMHamu

O Tun nopakeHna onpeaenaeTca PU3NKO-XMMUUYECKMMM XapaKTEPUCTUKAMMU
NAaTOreHHbIX MOHOKJ/IOHAa/IbHbIX Oe/IKoB

1 MopakeHne novyek MoKeT bbITb OC/IOKHEHMEM pPaHee
AVNArHOCTUPOBAHHOTO B-KneTo4yHoro 3aboneBaHnA UaAn ABNATLCA NEPBbIM
NPOABAEHMEM FreMATONI0rMYecKkoro 3aboneBanHmnn

J KnnHnuyeckun, B 3aBUCMMOCTU OT BbIPaXKEHHOCTU KNOHA/IbHOM 3KCMaHCUK,
MOXHO BblAeNNUTb ABE OCHOBHbIE KaTeropum

* [lpu 6onbION Mmacce onyxonu NPONCXOANT CEKPEeLMS
3HAYUTENBHOIO KOJIMYECTBa MOHOKNOHANbHbIX Ig nnm nx
dparmeHTOB

* [lpun 3aboneBaHMAX C HU3KOM NPONPEPATUBHOM aKTUBHOCTbIO U
HMU3KOM CTENMEHbIO 3/1I0KA4YECTBEHHOCTM MaTOreHHOCTb
MOHOK/IOHANbHLIX BeNKoB onpeaenaeTcs He Ux KOAMYecTBOM, a
CTPYKTYPHbIMN OCODEHHOCTAMM






AVaY! DaKe K TIpU/MHOMECTBe!
UunanHap-HedponaTtusa

MpoKkcumanbHas Tybynonarus Nerkux Lenem

BonesHb OT/10XKeHU MOHOKJ/IOHA/IbHbIX UMMYHOTNo6byanMHoB

Amunonpos

MponudeparnsHbiv NH ¢ genc3Mramm MCHOKNOHAIbHbIX MMMYHOINOSYNINHOB
C3-rnomepynonatusa, accouunpoBaHHana ¢ napanporemHemueis (C3-N'H n DDD)
bubpunnapHbivi N’

UmmyHoTakTongHbiv TH

KpuornobynuHemuueckuin r'H

Kpuctrannunueckue Hedponatum

Kpucrann-rnobynumHosble Hedpponatum

IgA-muenoma (Mmutupyer IgA-Hedponatuio)

Memb6bpaHo3Hana HedponaTtua, obycnoBaeHHaa MOHOKNOHaAbHbIMM IgG-k K peuentopam
dochonmnnasbl A2

Mamta Shah, Mark A. Perazella, J onco-nephrol 2017; 1(3): 188 - 197
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MGUS

d MoHoKnoHanbHaA raMmanatuA HeorpeaeieHHoro 3HaA4YeHUA -

COCTOAIHME XapaKTepuayrlleecs Hann4Ynem MOHOKNOHa/IbHOM
rammanatiu  (MoHoknoHanbHbiM  6enok  <3r/an, MK <10%) 6es

NPN3HAKOB NMNOopaxXeHuA OpFaHOB-MMLueHeﬁ
Kyle RA, Therneau TM, Rajkumar SV, et al. Prevalence of monoclonal gammopathy of
undetermined significance. N Engl J Med. 2006;354(13):1362-1369.

Puck nporpeccnpoBanna MGUS ¢ pa3ButMem MHOXKeCTBEHHOM
Munenomol, numbonponnpepatmBHbix 3aboneBaHni nam AL ammnonaosa
coctasnisetr 1% B roa. lMopakeHue novyek MoxKeT ObiTb NEepBbIM UAK

BeAyLLUM npoasaeHnem nmmeonponmdpepaTmsHoro 3abonesaHus.

Kyle RA, Durie BG, Rajkumar SV, et al. Monoclonal gammopathy of undetermined
significance (MGUS) and smoldering (asymptomatic) multiple myeloma: IMWG consensus
perspectives risk factors for progression and guidelines for monitoring and management.
Leukemia. 2010;24(6):1121-1127.

Landgren O, Kyle RA, Pfeiffer RM, et al. Monoclonal gammopathy of undetermined
significance (MGUS) consistently precedes multiple myeloma: a prospective study. Blood.
2009;113(22): 5412-5417.



MGUS == MGRS

O Ucnonbsosanucbk TepmuHbi «MGUS ¢ rnomepyioHepputom», «MGUS c

601€3HbI0 OT/IOXKEHUSA NEerkux u,enef/i» nT.A.
Leung N, Buadi F, Song KW, Magil AB, Cornell LD. A case of bilateral renal arterial thrombosis
associated with cryocrystalglobulinaemia. Nephrol Dial Transplant Plus. 2010,3:74-77.
Lin J, Markowitz GS, Valeri AM, et al. Renal monoclonal immunoglobulin deposition disease: the
disease spectrum. J Am Soc Nephrol. 2001; 12(7):1482-1492.
Nagao T, Okura T, Miyoshi K, et al. Fibrillary glomerulonephritis associated with monoclonal
gammopathy of undetermined significance showing lambda-type Bence Jones protein. Clin Exp
Nephrol. 2005,59(3):247-251.

) HecmoTpa Ha oTcyTcTBME NPU3HAKOB 3/10KaYeCTBEHHOCTU, 3T 3aboneBaHus
acCoUMMPOBaaANCb C HebaronpuAaTHbIMKU  UCXOA4AaMM, HYTO  MNO3BOAUAO
chopmMmMpoBaTb KOHLENUMIO «OnacHbIX ManbiX KTOHOBY

Pozzi C, D’Amico M, Fogazzi GB, et al. Light chain deposition disease with renal involvement: clinical characteristics
and prognostic factors. Am J Kidney Dis. 2003;42(6):1154-1163.

Merlini G, Stone MJ. Dangerous small B-cell clones. Blood. 2006;108(8):2520-2530.

Gertz MA, Leung N, Lacy MQ, et al. Clinical outcome of immunoglobulin light chain amyloidosis affecting the
kidney. Nephrol Dial Transplant. 2009,24(10):3132-3137

B 2009 r. 6bina cospaHa MexayHapoaHas [pynna W3ydyeHua [Mouyek wu
MoHoKNoHanbHbIX FammanaTtuit (IKMG)

0 B 2012 IKMG npegnoxuna TtepMmuH «MoOHOKNOHanbHaa [ammanaTtua
MoyeyHoro 3HaudeHus» (MGRS), uanM MoHoOKNOHanbHaa [ammanatTma c
[loyeuyHbIiMmM [locneacTeBnAmm

(d Takxe Kak 1 MGUS, MGRS He UCKAtoYaeT BO3MOKHOCTU NPOrpeccupoBaHus C
PAa3BUTUEM FreMaATONOrMYecKoro 3aboneBaHuns
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Monocional gammopathy of renal significance: when MGUS is no fonger
undetermined or insignificant

Nedson Leung, Frank Bnooux, Colin A. Rutchison. Samih H. Nase, Paul Cockwell, Joan-Paut
Fermand, Angela Dispanzien, Kevin W Sang and Rigbert A. Kyle

Paraprotein-Related Kidney Disease: Diagnosing
and Treating Monoclonal Gammopathy of Renal
Significance
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Diagnosis of monacional gammopathy of renal
significance
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Monoclonal Gammopathy of Renal Significance: Why is it

Signicant?

Arva Cnbrrit

Nephrhyy Depurtzaed, Crens Buplaler di Uperve
Mg

“ 4"\‘\("""". wrtlrrt Asa Cebotn Noghowgs
o dlsspindr dus Algarve, Fane Usdt
Pemehe, 50058, ¥, Mtege.
Vel mvwdetezogral oen

Rccebveals Septwndar I8, saek A.umu Aqtnider
1 2t0g Mabdbabenl: Scrtasier 20,

Editorial

Mumaclosal Geasnopuhy of lesd Shxificass (VGRS b 43
ity wecently erevpmg Itoce Sc defencd o o Lo eltoembiy
Satvenan & sl Bcrll slone snd sl dormage’. aoaly theough the
Sopastben of the wcretad Musachesal 1 bdaatn, (M1g) ar

feagraent [ 120 wnd st diens iy ocdatod 1o cilnler prodfmation

e maparny of MURS aew e senadt of the Seponti
Mig bragrrnt wifs distant hacwtens amd pattren of ulies o
wigmtsaion |2 The resdiae
depausn ar pon-argunmand Jop
hee Ebvillar be e

rernbrrabirs o b o
w Thow vk cogacdod depesn
debaln light Jhwin (AL
wereaanngvbobin Hoavy dhats (AN aml terzssegicdedin Light avl
Mooy chstn AL ssrnbodoom ie ontena subralar, sacti s ba tpe 1
sond g 1) urpegiebidivomam el prmrmaostuctrid gemediguthe

2 Randed] Gype semvaclomal s srmghebebo depontin diacne -vl
see-Randud ryps proddcrsses ghasndecophiith wak r
wrrruangiohedn dqumhs are cvevgdon of ghrvenis
sonomgrenpod deposti (2] Alu o MGES deprent
akrs enutural paseinn desved (o du sae Mig <

" be

ol el
accar

Light-chontn proasesl tabshopathy (wih e withent Farcend
srndroons | oo s e ecladed 13 MGRS [34.5)

Nyehers codl mephrepeiir, which desest dwers comeplantes

Dghe<tain MGLS Tach of his dizical edwype b charactertood ¥y
g attrmenbalr depe rod progrewies evcres | W]

MRS b o o e wwmz cogeren pre-caalgase dasnd
et Nwiopain Mabrpde Neyrkoera (MO0 o
eRMTE. s irtegt dueders cc AL scexkid
rer your L1 LIZL Tygrsodly, patients with 16 o IgA MIOUS priggross
to MM and paseats with JgM MEALS progresm os Wakdemarees s
Macrughdetsmny (WM ar et lzphapodfensw Quodry
1Y, Lightodimn MOUS s $9e procueies of lhtcham MM and
s dwtnat by s dwmd WA ree Lght e tete, Mk @
concrrreation i the sovodeost bght-drmn and dncrer of Bxpreoun
o a ookl post of segiobulia Seanp-chils 1 the mrun
va lrsisstasion M|

What W ®w purposc f makig Be Sutvctioa! Saely
bt treateae b pot recomemended S AIGLS b treersast o
frondarestsd in MURA

of qusen, Bor ol wevoed of petexts wth
Betrs than that of MOV, erceyd foe potheny with

Exd-Stage Beral Disenes {ISHIY), the perahacrce of the susmovtonal
Clarmnnrguthy 10 sssociuted sith begh seies of socarrcrne eler bidoer
Lramsgtantaion bn ARGKS adeeey dharnses | 120 Thas b vaxcod the mand
rebor et lrkcal seatares anad b soochated wth gt st rchudy
1"

T MGHS rtased Kiduey Jianes sl b aasadisry aosd
srrmthves wrgel 16 pevenl rovl Gedmevation . Teoatewend of
MGES dhous! sy be cosatdinnd (s patnn with JSRI witon
wthey umgen wveivormeed if Dhe putent b besng cammbdemadd bar Midoey
tratsgdaniagtion [ 1L Sromaie dae ik of pudienty dyteg froes Lhee chose
In rare |2, Monoewer, fhom are sa dats %0 sagaent that wmall B-culf
1o e ey carabe il W far ik of hscee o e s riganey




MGRS

O TepmuH  npepnoxeH Ana Toro, 4Ytobbl MNOAYEPKHYTb MaTOreHeTUYeCKylo pPosb

napanpoTeMHemMmMm M BbIBECTM  LeNbin pag, COCTOSIHMM M3 pa3paga

«,£||O6 POKayecTBeH Hon» MGUS
Leung N, Bridoux F, Hutchison CA, Nasr SH, Cockwell B, Fermand JP, et al. Monoclonal gammopathy of renal
significance: when MGUS is no longer undetermined or insignificant. Blood. 2012; 120: 4292-4295.

OnpeaenseT NPUYUHHO-CNEACTBEHHbIE CBA3M MEXAy MasibiMy B-KnoHamum 1
nopakeHMem Noyek, rMaBHbIM 06Pa30M 33 CHET CEKPETUPYEMbIX STUMKN KnoHamu UT

nnn UX cl)pa rMeHTOB, U bes HEHOCpe,ﬂ,CTBEHHOVI CBA3UN C nponmcbepa umeﬁ B-KneTok
Leung N, Bridoux F, Hutchison CA, Nasr SH, Cockwell B, Fermand JP, et al. Monoclonal gammopathy of renal
significance: when MGUS is no longer undetermined or insignificant. Blood. 2012; 120: 4292-4295.
Fermand JP, Bridoux F, Kyle RA, Kastritis E, Weiss BM, Cook MA, et al. How | treat monoclonal gammopathy of renal
significance (MGRS). Blood. 2013; 122: 3583-3590

Ob6beanHAET rpynmny noparkeHmm noYek, BbiaBaHHbIX MOHOKNOHaJ/IbHbIMU U,
CeKpeTupyembiMnN He-3/10KayeCTBEeHHbIMU B-KnoHamu

HecmoTps Ha OTCYTCTBME KPpUTEPUEB, AOCTATOYHbIX A8 AMNATHOCTUKM MHOXKECTBEHHOM
Mmuenombl/B-knetoyHoro JIMN3, MGRS accouumnpoBaHa ¢ BbICOKOW 3a60/1€BaeMoCTbiO U
CMEPTHOCTbIO, CBA3AHHOM C NOPaXKEHMEM KaK CODCTBEHHO MOYeK, TaK U ApYyrmx opraHoB
CnekTtp MGRS BKAtOYaET He TONbKO AaBHO M3BECTHbIM AL amnionaos, HO U
OTHOCUTE/IbHO HeAaBHO onucaHHble nponmdepatnBHbie 'H ¢ MOHOKNAOHAIbHbIMM
aeno3untamu lg, C-3 rnomepynonatm ¢ MOHOKJIOHAabHOM rammanaTuen, n MHoroe

apyroe

Bridoux F, Leung N, Hutchison CA et al on behalf of International Kidney and Monoclonal Gammopathy Research
Group. Kidney International (2015) 87, 698-711



MGRS
D,ﬂ,/’lﬂ YCTaHOBKU [AUNarHoz=a Tp66yeTCﬂ buoncma noO4YKM C BbINONHEHWEM CBETOBOM
MUKPOCKOTUN, I/IMMVHO(I)I'II-OODECLI,EHTHOFO U NNEKTPOHHO-MUKPOCKONUYECKOTO
nccnegosaHuUA

0 HeobxogMmo nonHoueHHOe remartosiornyeckoe obcnenosaHue ¢ 3anekTpodopesom
6e/IKOB CbIBOPOTKM KPOBU M MO4YU, UMMYHObUKCaLMEN, NccenoBaHMem MeToaom dhpu-
nant (ceoboaHble nerkme uenu Ig)

Bridoux F, Leung N, Hutchison CA et al on behalf of International Kidney and Monoclonal Gammopathy Research Group.
Kidney International (2015) 87, 698-711

U CornacHo HepaBHO onybnukoBaHHOMY KoHceHcycy IKMG, TepmnH MGRS Tenepb
cneayeT NPMMEHATb MO OTHOLWEHUIO K NH0ObIM COCTOAHUAM C B- nam nnasamakneToyHom
npoandepaumen, yaosneTsopAarwWKmMm 2 xapakTtepuctukam: «OanH nnm bonee sapmnaHT
Nopakenua No4vek, CBA3aHHbIA C MOHOKIOHAAbHbIMY UMMYHOIN0DYIMHOM; U Haan4due
KNOHa B-ammdoumtoB mMaM nnasmaTtUUecKuUx KNEeTOK, He Bbl3biBAlOLWLEro OMyXOJiEBbIX
OC/NIOXXHEHMN U He YAOBAETBOPSIOLWIEr0 remMaToO/IONMYECKUM  KpUTEPUAM  ONS
cneymnduyecKkon Tepanumnm»

QK 3TUM COCTOAHUAM OTHOCATCA «TnerLan» MWEeNoMa, «TNeruLaa»

MaKpornobynmHemms BanbaeHcTpema, n B-KneTouHble HEXOOKKUHCKue
NMMMPOMbI/NENKO3bl HU3KOW aKTUBHOCTWU, €C/IN OH acCoLMMPOBaHbl C MOpaxKeHnem
noYyekK

Leung N, Bridoux F, Batuman V, et al. The evaluation of monoclonal gammopathy of renal significance: a consensus
report of the International Kidney and Monoclonal Gammopathy Research Group. Nature Reviews Nephrol 2019; 15(1):
45-59.
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CONSENSUS

EXPERT CONSENSUS DOCUMENT

The evaluation of monoclonal gammopathy
of renal significance: a consensus report
of the International Kidney and Monoclonal
Gammopathy Research Group
OueHKa MOHOK/IOHA/IbHbIX FaMmanaTuin
NO4Ye4yHOro sHa4yeHunA: KOHCEeHCYC

MeKayHapOoaHOM Ucciea0BaTeNbCKON
rpynnbi

Leung N, Bridoux F, Batuman V, et al. The evaluation of monoclonal
gammopathy of renal significance: a consensus report of the
International Kidney and Monoclonal Gammopathy Research Group.
Nature Reviews Nephrol 2019; 15(1): 45-59.



OpraHusoBaHHbIe Aen03UThbI
dunbpunnbi

MuKpoTpy6ouKu

Kpucrannbli

UunavHapbl

MiMiMmyHOIrNoo6y/inHOBbI aMMNonA03
dubpunnapHoin N, accoumnpoBakHblii C MOHOKNIOHANbHBIMU UMIMYHOTNI06yIMHaMK

MmmyHoTakTougHbiv MH
KpuornobynmHemuuecknia T’H I u Il Tuna

MpokcumansHana Ty6ynonatms nierkyx wenemn (c cuHgpomom ®aHKOHM B3pocablxX u 6e3 Hero)
Kpuctannumueckuii ructuoumnTos

Kpucrann(kpuornobynuHemunueckui) rH

Lmnnnnaposana Hepponatusa

HeopraHusoBaHHble Aen03UTbI

Knaccuueckue

Pepkue

BonesHb OT10}KEeHUA MOHOK/IOHANIbHbIX UMMYHOTN06YNUHOB

MponudepatnsHbiv N'H ¢ geno3nTamv MOHOKNOHANBHBIX UMMYHOIN06ynnHoB
He-nponudepatusHbiii FTH ¢ MOHOKNIOHaNbHbIMM geno3utamu IgVi

AHTU-TBM HedpUT, acCoOLMMPOBaAHHbI C MOHOK/I0HA/ibHLIMU UMMYHOT/ZIOOYNiHaMKU
MembpaHo3HasA HedponaTna, accouUMpoOBaAHHAA C MOHOK/IOHAIbHbIMU MMMYHOTN06yAnHamu

OTcytcTBMe Aeno3uToe

C3-rnomepynonaTns, aCCoUMUPOBaAHHas C MOHOKJ/IOHANIbHbIMU UMYHOINOGYAKHaMK
Tpomb0oTUUECKaa MUKPOAHIMONaTUA, aCCOLUMPOBAHHAA C MOHOK/IOHA/IbHbIMM
UMYHOr/1I0bynMHamu
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UMMYHOTaKTOUAHDbIN rnomepynoHepput
(3Mm!)

ge fa.”mw\.
B &
"o :‘_\ Al




KpuornobynmHemuuyeckuim
rnomepynoHeppur

IF Ft€ Lambda



MpoKkcmanbHaa Tybynonatua
NIerkux ueneun



IF FLC kappa

BonesHb OTN0XKEeHUA Nerknx
uenei (LCDD)



BonesHb OTNOXKEHUA IETKUX Leneun

+ uunnHpp-Hedbponarua

IF FLC lambda
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MonynyHHBIV rnomepynoHepdur

(aHTH-TBM)




frnomepynoHedpuT ¢ MOHOKNIOHANbHbIMU
aenosuntamu IgM



C3-rnomepynoHedpur






MTI'N3, 149 6onbHbIX (CO6CTBEHHbIE AaHHbIE)

BapuaHT nospexaeHna N %
OpraHn3oBaHHbIe Aen03UTbl MOHOKAOHA/IbHbIX UMMYHOTN06YAMHOB
AL amnnonpos 117 78.5
AH amnnongos 1 0.7
KpnornobynmHemmuecknit rnomepyioHepput 1 0.7
LnnnHaposasa HedponaTtua 2 1.3
He-opraHn3oBaHHblIE A4NO3UTbl MOHOKAOHANbHbLIX MMMYHOM00YMHOB

BonesHb OTN0XKEHUA NETKMX Lenewn 12 8.0
Bone3Hb GTN0XKEeHUA TAXKENbIX Lenemn 1 0.7
H0/1e3Hb OTNOKEHNA NETKUX U TAXENbIX LENnewn 1 0.7
MponndepaTnUBHbLIN MOMEPYNOHEPPUT C MOHOKIOHA/IbHbIMK Aeno3uTamu 1gG m 4 2.6
IgA

HenponudepatnBHbin rnomepy1oHeDPUT C MOHOKNOHANLHBIMK Aeno3utamm IgM 3 2.0
MembpaHo3Has HedponaTUA C MOHOKNOHA/IbHOM raMMmanaTuen 3 2.0

be3 aeno3numnm MOHOK/IOHAIbHbIX UMMYHOICOY/IHOB
C3-rnomepynionatmsa C MOHOKIOHA/IbHOM raMmanaTunemn 1 0.7
Co4eTaHHb!e BapMaHTbl NOBpEXKAEHUA

AL ammnounao3 n 60ne3Hb OTI0XKEHUA NIETKUX LEenen 1 0.7
MpoKkcMManbHaa TybynonaTusa Nerkux Lenem n 6ones3Hb OTN0KEHNA Nerkux uenen |1 0.7
MpoKcumanbHaa Tybynonatna nerkmx uenen n C3-rnomepynonatmsa 1 0.7




W UH 3%

T/, 1%

W UH+NTAL 1%

d KpunolH 1%

m BOJIL, 8%

m 60T, 1%

B EO0NTL 1%
mMMTHMULA 2%

W AHTU-TBEM TH 1%
B MH 1%

= MAlgM 2%

= UH+BOJIL, 1%

= NOTIU+BOSL 1%
W C3-TH 2%

Amunnonnos 75%




MoparkeHna Nnoyek, acCoLUNPOBAHHbIE C MOHOKJ/IOHA/IbHbIMU MMMYHOIN06yAMHamu
(remobnacro3bi+MIMN3, 6e3 amnnonpgosa, 45 60nbHbIX)

OunarHos/ o 2018 Nocne 2018

MOpd)OﬂOI’Mﬂ Mrn3 MHoKecTBeHHana | MaKpornobyameHmusa | B-knetouHas Mrn3 MHoxKectBeHHaa | MakpornobynmHemus
U «Tnerwan» Banbp,eHcrpema n nMM¢0M3 mMmuenoma Banb,quCTpema
mMmuenoma «Tnhewowasa MB

N 60nbHbIX (16) 22 6 1 @ 13 1

OpraHu30BaHHbIE 4enN03UTbi, B T.4. KOMOKHMpOoBaHHbIe N=11 -

LH N=7 - 7 - - 2) |5 -

AT/, N=2 - 2 - - - 2 -

UH + NTAL N=1 - 1 - - - 1 -

Kpuol'H N=1 - - 1 - 1 - -

He-opraHusoBaHHble aeno3untbl N=28

bOJIU N=15 9 6 - - 13 2 -

BOTU, N=1 1 - - - 1 - -

BONTL, N=1 - 1 - - 1 - -

NMrHMUA N=4 3 1 - - 4 - -

AHTU-TBIMVi TH N=1 - 1 - - - 1 -

MH N=2 2 - - - 2 - -

HenponndepatusHbiii IH ¢ - o 4 = 3 ] 1

MOHOK/TIOHA/ZIbHbIMU

aenosutamu IgM N=4

KombuHauua opraHu3oBaHHbIX U He-OpraHM30BaHHbIX Aeno3uToB N=3

UH + BOJIL, N=2 - 2 - - - 2 -

nTAy + 6OJIL N=1 - 1 - - 1 - -

MHAyuMpoBaHHbIe MOHOKNOHAa/ibHbIMU UT Be3 aeno3utos N=2

C3-TN N=2 - - |1 |1 2 - -

KombuHauusa opraHn3oBaHHbLIX A4ENO3UTOB U MHAYLMPOBAHHbIX MOHOKJ/IOHa/IbHbiMu UIT 6e3 aenosutos N=1

nTAu + C3-rm N=1

1 L [}

|-

(EDNE

MONOCLONAL IMMUNOGLOBULIN MEDIATED KIDNEY DISEASE — WHAT IS BEYOND AMYLOIDOSIS IN REAL PRACTICE?
EV Zakharova, TA Makarova, ES Stolyarevich, OA Vorobyeva. Journal of Onco-Nephrology, 2019 (published on-line)




PacwmpeHue
Me3aHIMaNbHOTO
NPOCTPaHcTBa 3a cyeT PAS-
NO3UTUBHOTO
BHEK/IETOYHOIO MATPMKCQ;
o4arosan aTpodumsa
KaHaNbLEB C yTONLWEHNEM
TybynapHoi 6azanbHoM
MmembpaHbl;
He3HauyMTeNbHaA O4aroBas

WHTEepCTULMaNbHaA
MMmonnasmoumTapHasn
MHPUABTPALUA.
PAS-peaKkumsa; ysennyeHue
x100
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PaclumpeHne mesaHrnmaibHOro NPOCTPAHCTBA 3a cYeT Jones’-NO3UTUBHONO BHEK/IETOYHOIO MATPUKCa;
6nenHOe OKpalinBaHne 0OUNLHON LUTONAG3Mbl ANUTENINA KaHaA/bLEeB; o4aroBasa aTpoduma KaHa/bLEeB
C yTonuweHuem tybynapHon 6asanbHon membparbl. MMnperHaumna conamm cepebpa no [JKoHcy;

yBennyenme x100.



BEnepnHoe oKpawmsaHue 0buMIbHOM LUTOMNIA3Mbl ANUTENNA KaHANbLEB.
NmnperHauua conamm cepebpa no [KoHcy; ysenmyenue x400.



Me3saHrnansHbole ApKo-PyKCMHOPUIbHBIE TOMEPY/IAPHbIE AEMNO3UTDI.
OKpackKa Tpuxpomom no MaccoHy; ysenanyenume x400.



BbipakeHHasa Mme3aHrvanbHas KpyrnHorpaHynspHas canBHaa skcripeccua C3.
N Ha cBeXKe3aMOpPOXKEeHHbIX Cpesax.




BbipakeHHasa rpaHynapHas U KanesbHan aKcnpeccua sierkol Lenun Kappa B unrtonnasme
anuTenus KaHanbues. NP Ha 06paboTaHHbIX NPOHa30M NapadMHOBbLIX Cpe3ax.
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NMopxoabl K neyeHuro

Mockonbky npuumHon MITI3 aBnatoTCA ABAAETCA KNOH B-KNEeToK, neveHune
3aKJ/1l04aeTCA B IpamKaLimim 3TOro KN0Ha, npoayumnpyroLlero
MOHOKNOHasibHble Ul

HecmoTpsa Ha TO, YTO TaKne K/0Hbl 06blMHO 061a4a0T HU3KOW CTEMEHbIO
3/10KQYeCTBEHHOCTH, IeYeHMUE MOKa3aHOo 4/ia Toro, YTobbl NpeaoTBPaTUTL
CHUXKEHME NoYevYHOW PYHKLUUN aKn peunaus 3abonesanmsa B TpaHCMAaHTaTe
Hanbonee Tta)kenbim 1 4acTbiMm nopaxeHmem asnaetca AL ammnonaos, npum
KOTOPOM YacTo HabnrogaeTca TakKe nopaxeHue cepaua, obycnoenmsatollee
BbICOKYH CMEpPTHOCTL

Okono 20% 60nbHbIX (6€3 TAXKENOro Nnopa*KeHus cepaua) moryT b6bITb
KaHgmaatamm gna TACK, octanbHble 60/IbHbIE MOTYT NOAyYaTh TEPanuio Ha
ocHoBe mendanaHa uaun unknopochammaa, a npu bonee TaAKeNbIX CTaAUAX
XBI — Ha ocHoBe 6opTe3ommnba, B coveTaHUM C AEKCAMETA30HOM
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Cxembl XxuMmuortepanmm AL amunouposa:

O Cxema MDex. MendanaH 0,2 mr/kr/cyTku + aekcameTtasoH 40 mr/cyTkun. Oba
npenaparta Ha3Ha4akTCA BHYTPb, 1 aatotca 4 aHA noapas, 8 AHM ¢ 1 1o 4 Kaxkgoro
uMKna (LKA 28 gHel, NepepbiB MeXKAY 3aBepLleHnemM npuema npenapaTos u
Ha4ya/loM CNeAyouero umkaa - 24 aHa). Npu BbipakeHHbIX No6o4YHbIX apdeKrTax oT
6oNbLIMX 4,03 AeKCaMeTa30Ha MOMKHO CHU3UTb ero o3y A0 20 mr/cyTKu.

L Cxema CyBorD. Boptesomun6b 1,0-1,3 mr/m.KB NOBEPXHOCTU TeNIa B CYTKN NOAKOXKHO
NHU 1-4-8-11, umknodocdan 300 mr/m.kB noBepxHOCTN Tena (B cpeagHem 500 mr) B
CYTKU BHYTpb AHM 1-8-15, aekcameTa3oH 40 mr/cyTku BHYTpPb AHM c1no 4, c9 no 12
nc 17 no 20, Becb UMKAN 28 AHEN, NEPEPbIB MEXKAY NOCNeAHUM AHEM NPUEMA U
Ha4Ya/loM CNeayowero UnKkna - 8 AHen

d Cxema BD. BopTtesomub 1,0-1,3 mr/m.KB NOBEPXHOCTU Tena NOAKOMHO AHU 1-4-8-
11, nekcameTa3oH 40 mr/cyTKu BHYTPb B AHM c 1 no4 n c9 no 12, unkibl no 21
OeHb, TO eCTb NepepbIiB MeXay NoCAegHUM AHEM NPMemMa 1 HavyaloM cneayiowero
UMKAa - 9 AHel. Takux UMKA0B 2. 3aTem eule 2 unknia bopresomnd 1,0-1,3 mr/m.Kks
MOBEPXHOCTWN Tena NOAKOXKHO AHU 1-4-8-11, nekcameTa3oH 40 Mr/cyTKW BHYTPb B
AHW ¢ 1 no 4, To eCcTb NepepbiB MexXay nocsieadHum ssegermnem boptesommnba B
LMKAE M HaYya/lom cneaytowero umkna 10 aHei.



O Mpwu 601€3HMN OTNONKEHNA MOHOKNOHANbHbIX UMMYHOIN06YIMHOB eYeHmne
6a3npyetca Ha ctaaun XBI. Mpw XBIM 1-3 cTagnn ML ManbHas Tepanusa
AONXKHA NPOBOAMTLCA Ha OCHOBe bopTesommba, ¢ nocneayowmm
npUMmeHeHneM BbICOKMX 003 mendanaHa n TACK (y otaenbHbix 60/ibHbix 6e3
TAXENbIX SKCTPEPEHANbHbIX NPOAB/IEHMI). Y NALUMEHTOB, HE ABNAIOLWMXCA
KaHamaatamu ona TACK, BOSMOXHO nNpumeHeHue TO/1IbKO peXnmoB Ha OCHOBe
6opTezommnba

O Mpu XBM 4-5 cTagnu BepoATHOCTb BOCCTAHOBAEHUSA NoYeYHOU GYyHKUMU
KpanHe Mana, Ne4yeHne He NoKasaHo, 3a UCKKOYEHMEM CIY4aAEB C TAXKENbIMU
3KCTpepeHaNibHbIMU NPOABAEHUAMMU, NN €CAN NNAHNPYETCA TPaHCNNAHTaUMA
MOYKM

O Mpu npoKkcrmanbHOM TybynonatTum Nerknx Lienewn nporpeccupoBaHmne obbivHO
OYeHb MefJieHHOE N PUCKU, acCouMMpPOBaHHbIe ¢ XT MOryT NnpeBbIlWaTb PUCKU
nporpeccupoBaHnAa XbIll

L Onsa ewe 6onee peaKNX BapuaHTOB, TaKiX KaK MMMYHOTaKTOUAHbIN [H,
nponndepatuBHbli TH ¢ MOHOKNOHANbHBIMU Aeno3utamn U n apyrnx uensto
JIeYEeHUA TaKKe ABNAETCA 3paanKaLmMA KNoHa. Bbibop cxembl 1e4eHna 3aBuUcuT
OT XapaKTepa KNOHa — AMMPOLUTAPHOIO WK NNAa3MaKNETOYHOro



* 49 60nbHbIX - 26 (53%) My*KUnH 1 23 (47%) *KEHLWMNHbI

*  MeanaHa Bo3pacta Ha MOMEHT YCTaHOBKM anarHo3a 59 [31; 75] net

° Y 46 naumeHToB bbl1 gnarHoctnposaH AL amnnongos, y 2 nauneHtos — bBOMUI, ny
OAHOM NMNauMeHTKN MMENI0 MecTo coyeTaHue AL amunonaosa n BOMMUI.

* MepauaHa gANTENbHOCTM OT PETPOCNEKTUBHO YCTAHOBAGHHOIO Havana 3aboneBanma 12
mecaues [6; 24]

KAnHu4yeckue npoAaBaeHUA Ha MOMEHT YCTaHOBKUN ANAlrHO3a

TonbKo Noyku n (%) 14 (28.5)

Mouxkn m cepgueni%) [ ] 11 (224) i
MouKu, cepaue u apyrue opratbi n (%) 24 (48.9)
HedpoTtuueckuii cuHgpomn(%») ~  139(79.5)
Meavana nporenwypumnr/n | 5.0 [3.2;6.7]

XbN 2-4 cragum n (%) 23 (46.9)

MepuaHa KpeaTMHMHA MKMOAb/ N 121.5[95.2; 176.7]
Hedppotuueckmii cuiapom + XBIM 2-4 craguu n (%) | 16 (32.6)

E.B. 3axaposa, E.C. Cmonapesu4, O.A. Bopobbesa u coasm.
Te3ucwl KoHepecca AHHHI 2016



Pe3yanaTb| nedyeHna n ncxopgbl

Bcero MendanaH Mendanan + _| boptesomub
TACK
) n.20 n7 n22

femMaTtonornueckan pemuccns (%) 23 (46.9) 8 (40.0) @ 9 (40.9) <0.05

18 (41.8)  8(40.0) 3(42.8) 7 (31.8) NS
Be3 a¢deKra n (%) 26 (53.0) 12 (60.0) 13 (59.1) <0.05
12 (24.4)  4(20.0) 2 (28.5) 6(27.2) NS
NoTtepaHbl U3 HabaogeHua n (%) 10 (20.4) 3(15.0) 0(0) 7 (31.8) NS
7 (14.2) 4 (20.0) 0 (0) 3(13.6) NS
Ymepau n (%) 20 (40.8) 9 (45.0) 5 (71.4) 6(27.2)* <0.05
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E.B. 3axaposa, E.C. Cmonspesuu, O.A. Bopobbeea u coaem.
Te3ucel KoHepecca AHHHTI 2016



5-neTHAA KYMVYNATUBHAA BbIXXMBAEMOCTb
npu pasandHbiX Bugax XT
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5-NeTHAA KYMYIATUBHAA BbIXKMBAEMOCTb (OnpeaensBlafcs Kak BbIXKMBAEMOCTb 60bHbIX 1

noYyeyHas BbIXXMBAeMOCTb) cocTaBmna 14%, 33% n 14% ana noarpynn 1, 2 u 3 cooTBETCTBEHHO —
pas3nnuma NS

TerHaeHUMA K yNyYLLEHMUIO BbIXKMBAaEMOCTM DO/IbHbIX B NoArpynne nauyMeHToB, No/ly4aBLUInX
6opTesommnb (noarpynna 3) — 70%, vi K YBEAMYEHUIO NOYEYHOM BbIXXMBAEMOCTU Y NALMEHTOB,
nepeHecwux TACK (noarpynna 2) — 100%

E.B. 3axaposa, E.C. Cmonsapesuy, O.A. Bopobeesa u coasm.
Te3ucsl KoHepecca AHHHI 2016
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