KnuHuko-mopodonormueckmne Koppenaumm
npu HeppHTUYECKOro CUHAPOME

Bopobbesa O.A.

HaumoHanbHbl LLeHTp

KnuHuyeckon Mopdonoruyeckon
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CaHkm-llemepbype



HedppHUTYeCKUIT"CURAPOM,

B TOM YucCne,
HbicTponporpeccmpyroLLnin

PasnnyHble coueTaHUA
cheayrowmnx npuaHakos

|l

- lfematypumn
(MuKkpo-/ Maxkpa-)
- MpoTeuHypua

(MUHUM + Heppom)
- Al

- A3otemus

- OTekun

* |gA-HedponaTua (IgAN)

 CKB (I'H, A®C, Backynonatua)

[pyrne A3

*  XpoHunyeckne aHtureHemum (HBV, HCV, b3)

* ANCA- n/unn AGBM-HedpuTb!

* MOHOK/NIOHA/IbHble TAMMaNaTUM NOYEYHOro 3HAYEHUA
(MGRS: MIDD, BICN, LCPT, Al-Am, 1gG-MIGN, Cryo, Fibr, IT)
* [aTtonoruna cuctembl KomnaemeHTa (TMA, C3-IM)
 [Opyrve mukpoaHruonatum (apyrne TMA, AOC, Ar)

* [eHeTuuyeckana natonorua F6M (Coll-IV/I11)

* CaxapHbli amnabet, meTaboanyeckuin CUHLPOM

« Jlpyrve BapmaHTbl aMmnaouna03a

(AA-Am, reHeTHYeckme dopmbl)




JeTcknit OHoLwe PEL DrmAZC
BO3pPacCT 01040 BO3|03 Jol[S

IgAN M b M b MGRS
C3-Mn ANCA
Coll-1V l l AGBM
IgAN
IgAN IgAN cn
IaAN LN ANCA LN TMA
AGBM IgAN AGBM ANCA HBV/HCV
TMA TMA MGRS AGBM
LN AGBM TMA MGRS
Coll-IV Coll-IV HBV/HCV TMA
C3-Mn C3-n C3-ITI HBV/HCV
ANCA ANCA LN C3-In




IgA=HEDPOINATUA

/

OBLNE NMPUHLINTIIBI

0718 8Cex 8apUAHMOS:

* Pa3Hoobpa3Hble
Mop@dosiornyeckmne
NposiB/iEHUA

* Pa3Hoobpa3Hble
KNANHUYECKME NPOSIBNEHNUA
(rematypua n npotenHypusa
noboro yposHsa, Al)

* Pewarouee 3Ha4yeHue B
NMNArHOCTUKE NPUHAANEKUT
no

* Me3aHrmanbHble geno3nTol: IgA (!),
C3, k<A; IgG u IgM (BapuabenbHO)

e PaclwmnpeHue mesaHrua c
PA3/INYHOMN CTEMEHDIO
rTMNEepPKIeTO4YHOCTH

* Me3aHrmanbHble
(mnapamesaHrnanbHblel)
3/1eKTPOHOMN/IOTHbIE AENO3UTbI

[NlepBnYHaA
(uduonamdiyecras)

BTopunyHan

- CemelnHasn; xy»Xe NporHos
(AD-HacnenoBaHME C MOHUMKEHHOW
NEHETPaHTHOCTbIO reHa)

- AccounnpoBaHHas C NAaTONOTNEN
ANeYeHU U TOACTON KULLKU

- HIV-accoymnmnposBaHHasn

- AccouumnpoBaHHaa ¢
PEBMATONOINMYECKOM NAaTONOrUEN

- Apyrne




Masson’s, x400
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Cuctema M. Haas (1997)

IgA-HEDPOMATHA

| Knacc — MMHMMANIbHAA Me3aHrManbHanA
r’MMNEepPKAETOYHOCTb;

[l Knacc — cermeHTapHbIi MOMEPYNOCKNEPO3;

Il Knacc — pokanbHbIM NponndepaTnsHbIn MH;

IV Knacc — audoy3Hbin nponndepatmsHbin H;

V Knacc — 2 40% NONHOro MomepynocKieposa
n/vnu aTpodun KaHaNbLEB KOPKOBOIO C/108

Cuctema Oxford-2016 (MEST-C)

He3zasucumsie 2ucmosnozu4ecKue npeoduKkmopel:
M — me3aHr1anbHas rmnepKAeTOYHOCTb

(MO — dokanbHasa, M1 — andoysHas);

E — aHAOKaNUANAPHAA TMNEPKIETOYHOCTb

(EO — HeT, E1 — ecib);

S — CermeHTapHbIM [IOMepyNoCKNepPO3

(SO — HeT, S1 — ecTb); (!) aononHuTensHo gna S1
— aunepmpodghua nodoyumos, “tip-lesion”

T — 1y6ynapHas atpodus U UHTEPCTULMANBHbIN
dnbpos

(TO <£25%, T1 > 25% < 50%, T2 > 50%)
C — nonynyHua
(CO — Her, C1 €25%, C2 >25%)




‘?

Ana IgAN B ruUcTonorMyeckom 3akayeHUU Hapagy cC  Kputepuamu MEST-C
HeobxoAMMO Pa3BEPHYTO OTPaXKaTb CTEMeHb pacnpocTpaHeHua (%) 1 BblparKeHHOCTH
BCEX MNPEeACTaB/EHHbIX B MaTtepuane KPUTEPUEB aAKTUBHOCTU U XPOHM3aumm nunbo
OTMeYaTb UX OTCYTCTBME.

Hanpumep: IgA-Hepponatua, Oxford-2016 MIEOGSITI1-CO: He3HayumesnbHaAA
Me3aHaUanbHAasa 2urnepKaemoyHocms, ceameHmapHolt (15%) u nonnHeil (10%)
2/10MepyrioCKnepo3, ymepeHHsIl mybyno-uHmepcmuyuanbHelli ¢ubpos (30%) u
8bIPAMCEHHbIU apmepuosno-apmepuocKaepo3;, BbE3 nNpuU3HaKoB 3HOOKAMUAAAPHOU
aurnepkaemo4yHocmu, nodoyumonamuu u noaysayHud.

NB!

Cnegyetr NOMHWUTb O BapuaHTe maHudectaumu IgA-Hedpponatum B Buage ONMH B
pesynbrate [IOMEpPYAAPHOM rematypum C pasBUTUEM BHYTpUNoyeyHoro 6s10Ka
IPUTPOLUTAPHDIMU LUANHAPAMMN.

Yaue — 3To nauueHTbl, NoAyYaoLmMe aHTUarperaHTbl, NpenapaTbl renapuHoOBOro paaa.



Lupus-Hedput
[fopakeHnmecocyaos MogounTtonaTtua
(I-VI knaccbl)

[McTtonornyeckaa KapTuHa:

[Il v IV Knaccbl okazanumcb

[Hanbonee cnopHbIMM € TOUKM - Tonbko MK-penosutel (M), _EMMU
3PEHNA KNUHWKO- - HesocnanuTenbHan Lupus-

aHaTOMMUYECKNX KOpPEeALMiA BacKy/sionaTus (MHcymauums, - ®Cic

- KonnaricHas 1

K-penosutbi);

- HekpoTtusnpyrowmi Lupus-
IBaCKynVIT (MHPUABbTPaLUS,
Hekpo3s, MK-nenosuntobl);

- TMA, He-UK nopakeHne

(BTOpUYHBIN ADC)

MepecmoTp KnaccmpumKkaumm Lupus-Hedputa 2018, B nepsyto
oyepesb, B OTHOLWEHUM HEKPOTUYECKUX M3MEHEHWM B KaybouKax



Lupus-Hedpur
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“full-house”, IV knacc M .
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PAS, x200
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MMmyHOKOMMAEeKCHaA
Lupus-BacKkynonatusa

Kappa, Lambda




Mpynna(!) «<nonynyHHbIX» HedppuTOoB ?
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3adaya namonoaa — onpeodenumeo MEXAHU3M:

Pauci-nmmyHHbIN (ANCA+, ANCA-)

HecamueHaA Nnanm cnegoBan saKCnpeccud

AGBM-accounmnpoBaHHbIN
AUHeliHaa akcnpeccma 1gG sagonb NEM

MMMYHOKOMMNJIEKCHbIN
2PAHYAAPHAA IKCNpeccusa
(LN, IgAN, C3-GP, Cryo-GN n T1.4.)

The Renal Biopsy

?

(Striker, Striker, D'Agati),

1997




AyTOaHTUTENA K:
C3bBb, C3, C3NeF
MyTauunmn B reHax:

C3-ACCOLUUNPOBAHHDbIE

CFH, C3, CFHR1, CFHR3, MOMEPYNAPHDBIE NOPAXKEHUA

CFl, MCP, CFHR5, C9

C3-rnomepynonatmm

C3(+), C1q(-), Ig(-)

- bonesHb naoTHbIX AenosuTos (DDD)
- C3-rnomepynoHedput
- CemerHas dopma MIMTH-II
- CFHR5-HedponaTusa

MMmmyHOKOoMNAeKcHble TH ¢
aHomanusamm [C3]

C3(+), C1q(%), Ig(+)
(MNTH Kak 60s1e3Hb)

NB!
Bcerpa cieayet nOMHUTDb
0 HeobxoaumocTu

anddepeHuManbHOro
AunarHosa mexgy ONUrH
W 3TOM rpynnoi!

- MIMTH-I
- MIMTH-1I]







DDD pebtor

x10K

x10K



DDD wucxop




Maronoruna konnareHa lVv tmna
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Diseases With Monoclonal Inmunoglobulin Deposits

Ught Microscopy

maerialnnGBM

Congo
Rad

IF

Monopic llgh (AL) or

mesangium;
mu um, vessels

nm, nonperbdic

Underlying Diseases

£ mye
MGUS in some cases, less
commonly Bcell lymphoma

——
Monoclonal

immunoalobulin

deposition disease

Meszangizl nodules,
thickened GBM, TBM

(MIDD)

Proliferative Acute,

glomerulonephritis  membrenoproliferative
with monoclonal (MPGN) or membranous
immunogtobulin glomerulonephritis (MGN)
deposits (PGNMID)

Typel MPCN, "pseudothrombi”
cryoglobulinemia in glomerular capillaries
Light chain Eosinophilic, PAS negative,
("myeloma") cast Fractured casts with giant
nephropathy celtreaction

Light chain Fanconi Crystalline structures
syndrome (light chain | withinproximal tubular

proximal cytoplasm
tubulepathy)

Light chain Acute provimal tubular
tubulopathy without  injury

crystals

+

Diseases Sometimes Having Monotypic Immunoglobulin

Immunotactoid Thickened GBM

glomerulopathy (GP)

Fibrillary GP Thickened GBM,
mesangial hypercellularity,
crescents

Monotypiclight chains &/or

menotypic heavy chains

' Monotypiclight chains,

gamma heavy chaim; C3, +
Ciq

' Monot.ypiclighlchain and

heavy chain

 Monotypiclightheawy

chains

 Monotypic light chains in

proximal tubular cytoplasm

“Menotypiclight cheins in

proximal tubular cytoplasm;
mayrequire pronase

 digestion of paraffin

secions

' Sometimes monoLypic light

chairs

' Usually polyclonat lgGa

Amorphous, dense,
granular material
CBM, TBM,
mesangium

' Usually amerphous,

electrondense
“immune complex-
type" deposits;

. subepithelial

subendothelial,

mesangial

Fibrillzry or tubular
deposits, variable
dimensions;
occasionally
amorphous

- Granular, crystalling,

or fibrillar casts

 Electroredense

crystalline structures
within tubular
epnthelual cvtoplasm

' Sometimesf Ibdﬂary

aqggregates in
oytoplasm; Congo red
positive (armloid) or
negative

Tubular fibrils 20-80

nm

' Fibeils 10-30 nm

Dysproteinemia in > 70%,

myeloma in ~ 40% of pure

{MIDD

' Dysproteinemiz presentin ~

30%; myeloma rare

, Chronic lymphocytic

leukemia, Waldenstrom
macroglobulinemia, other
lymphoid-derived
neoplasms

' Multiple myeloma in ~ 90% |

Multiple myeloma in ~ 50%, |

| dysproteinemia in most

> 90% wif;h plégma ceﬁ -

dyscrasiz butoften
unknown at time of biopsy

Monodonal gammopathy in
~ 67%, myelomain ~ 30%
Monodonal gammopathy in
~17%

Diagnostic Pathology. Kidney Diseases / [edited by] Robert B. Colvin and Antony Chang — 2" ed., 2016




NB!

- HacTo ABNAIOTCA KNAUHUYLCKUM

pebrotom /M3

- B TKaHM NOYKKM BO3MOXKHbI /1l06ble
coyeTaHUA HEeCKOJIbKUX

T’MCTO/ZIOTNM4YeCKUX BapnuaHTOB

RAPARIPOTEUMHEMWUHECKUE
HEDPOMATUU

‘?

() dusmnko-xmmunueckue
CBOMCTBa NapanpoTenHa

Al -amumnnowy 403

CUC™ & *HblIM
N37 ANPOBa. 'HblM

bonesHs
Hc
OT/TOMREeHUA MoHOKNeHaAbHAA
UnnnHgposasn He-amMus10UOHb6IMU
MOHOKNOHa/IbHbIX Tybynonatua
MOHOK/1I0HabHaA . OpraHM30BaHHbIMMU
MMYHOTrN06ynmMHoB (npnobpeTeHHbIN
HedponaTua . MOHOK/IOHa/IbHbIMM
(MIDD) , cuHapom Fanconi’s)
Bence Jones’s Aenosntamm
CMCTEMHAA
m3onm DOBaHHaA

>

LC, LHC, HC
(A70%; k 30%)
BHeKnemoyHuiii
MampukKc
bazanbHble
membpaHsi

LC, LHC, HC
(k 70%; A 30%)
basaneHele
memb6paHsI
(TBMs, GBMs, MM,

PTCBMs, SMBMs)

LC
(k >>A)

lpoceemel
KaHansyes

LC
(k >>A)

HQumonnasma
anumenus
KaHanbyes

- MpoandepaTUBHbIN C
nenosutamm IgG/LC

- KprornobynmHoBbIM
Cryo-l)

- UMMYHOTaKTOMAHbIM
- PUbpPUANAPHbLIN

D onpepenser riuCTonorndeckum amarHos!




He-amusnouoHoe oTnoXeHue
MOHOK/IOHa/IbHbIX UMMYHOTN06YANHOB

(LCDD/k)

-~
v

LUunuHpposan
MOHOK/NIOHANbHasA
HedponaTtua Bence Jones’
(BJCN/Kk)

MpokcvmanbHana
MOHOK/IOHaNIbHaA
Ty6ynonartus
(TPF/k)

?

lambda




Mpynna(!) mukpoaHrnonatmii (rpomboTtnueckmne/o6TYypUpYyowme):

[eHemu4eckue (MOAOMKM B CUCTEME reMOCTa3a U CUcTeME KOMNAEMEHTA)
AymoummyHHble (ayToaHTUTeNa K KOMMOHEeHTaM CUCTEM FeEMOCTa3a U KoOMNAeMeHTa)
lNapanpomeuHemu4yecKue

JlekapcmeeHHsble
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PAS, x40
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JeTcknit OHoLwe PEL DrmAZC
BO3pPacCT 01040 BO3|03 Jol[S

IgAN M b M b MGRS
C3-Mn ANCA
Coll-1V l l AGBM
IgAN
IgAN IgAN cn
IaAN LN ANCA LN TMA
AGBM IgAN AGBM ANCA HBV/HCV
TMA TMA MGRS AGBM
LN AGBM TMA MGRS
Coll-IV Coll-IV HBV/HCV TMA
C3-Mn C3-n C3-ITI HBV/HCV
ANCA ANCA LN C3-In




