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KnuHudyeckuun amarHo3 CKB

Vv

I. CBeTOBasA muKpockonua - fucmosnoauyecKuli pucyHoK
OcHoBa(!) AanbHEenWnX ANarHoCTUYECKNX PaCCyKAEHMN

CKB — yacmoe sossie4yeHUe MKAaHU

no4ex:

*  Bce KOMMapTMEHTbI TKAHWU MOYKHU

* LUupokKasa BapuabenbHOCTb
FMCTONIOrNYECKOI KapTUHDI

* HeoaHOPOAHOCTb NOBpPEKAEHUA

*  TpaHcdopmauma U3MmeHeHui ¢
TeYeHMem BpemMeHU

*  Hedpobuoncusa - «noyeuHblii»

AWarHo3, AUHaMUKa, MPo2Ho3,

mepanus

MepBuYHbIN AnddepeHLManbHO-AMarHOCTUYECKMI PAL,

N

Il. UmmyHopnoopecueHumna / UmmyHorncroxmmus
Cocmas u noKanusayusa nospexcoaroue2o azeHma
MexaHn3m noBpexaeHusa - TepaneBTUYEeCKUN NOAXOA,

\%

MCTOJIOTUHECKOE 3AK/TIOYEHUE (1 & 11)

_---..>

TepanesemuyecKoe peweHue

-----*

TMCTO/TOTMYECKOE 3AK/TKOYEHUE (1 & 11 & 111)

IIl. dneKTPOHHAA MUKPOCKONUA
Ynempacmpykmypa
YTouHeHne/aononHeHme K
YCTAaHOBNEHHOMY AMarHo3y
CnyyanHble HaxoaKku



Lupus-Hedpur:
PassuBaetca B *60% cnyyaes CKB
N3 HKnx, =10%-20% nporpeccupytot B TXIMH

Lupus-Hedput T
sKEHUE 1) Tyéyno-
Lupus-HedpuT (2004): oK NogoumnTonaTua
P TR ) (1-VI knaccbl) OCY/108 A UHTEPCTMLUANbHOE
o BocnasneHue
.  MuWHUMaNbHbIN
Il. Me3aHrmonponndepaTnBHbIN A eckan
lF'n 1V knaccel L Lupus-BacKysionaTus -
I1l. dokanbHbI (A/C) OKa3annch |(VK+) 2 T4 '
|V o (A/C G/S) Haunbonee CNOPHbIMH F LUpUS-BaCKyﬂMT -(DCFC
. On 3HbIN ; -
Andody ! C NO3ULUIA KINHUKO- [MK+)
> aHaTOMMYECKUX - «TMA» (MK-) 7paRdcHan M
V. MembpaHo3Hbii (V; V+III; V+IV) ¥
Koppenaymm - Cknepos
VI. Ckneposunpytowmnm l

NepecmoTp Knaccndukaumm Lupus-Hedputa 2018

v’ Weening JJ, D’Agati VD, Schwartz MM, et al. The classification of glomerulonephritis in SLE revisited. J Am Soc Nephrol. 2004; 15: 241-250.
v' D’Agati VD, Stokes MB. Renal disease in SLE, MCTD, Sjogren’s syndrome, and RA. In Jennette JC et al.: Heptinstall’s Path of the kidney. 7t ed. 2014; 560-610.
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Table 1| Phase 1 recommendations for lupus nephritis classification

Category

Recommendation

Comments on ISN/RPS guidelines

Class Il

Class Il and IV

Tubulointerstitial
lesions

Definition for mesangial hypercellularity adjusted: Four or more
nuclei fully surrounded by matrix in the mesangial area not
including the hilar region (A)

The term endocapillary proliferation is replaced by endocapillary
hypercellularity (B)

The term crescent is used for a lesion consisting of extracapillary

hypercellularity, composed of a variable mixture of cells. Fibrin
and fibrous matrix may be present; 10% or more of the
circumference of Bowman'’s capsule should be involved.

Cellular crescent: more than 75% cells and fibrin and less than
25% fibrous matrix (C)

Fibrous crescent: more than 75% fibrous matrix and less than
25% cells and fibrin (D)

Fibrocellular crescent: 25%-75% cells and fibrin and the
remainder fibrous matrix (E)

Adhesion: an area of isolated continuity of extracellular matrix
material between the tuft and capsule even when the
underlying segment does not have overt sclerosis (F)

Fibrinoid necrosis; fibrin associated with glomerular basement
membrane disruption and/or lysis of the mesangial matrix; this
lesion does not require the presence of karyorrhexis

Elimination of segmental and global subdivions of class IV

Modification of the NIH lupus nephritis activity and chronicity
scoring system (Table 2) to be used instead of the currently
used A, C, and A/C parameters

Indicate whether linterstitial inflammation occurs lin presence or
absence of interstitial fibrosis

Cuttoff for mesangial hypercellularity unclear

Definition for endocapillary proliferation unclear; the term
proliferation was considered imprecise

Extracapillary proliferation involving > 25% of the
circumference of Bowman's capsule was original cutoff.
There were no definitions for fibrous or fibrocellular
crescents

There was no definition for an adhesion

There was no definition for fibrinoid necrosis

Definitions for segmental and global were unclear;
interobserver variability was large; clinical significance
uncertain

Designation of activity/chronicity through A, C, and A/C
considered too broad and nonspecific; preference for a
semiquantitative approach to describe active and chronic
lesions

Lack of cut-off values for reporting the severity of
tubulointerstitial lesions

eting report

Colvin®,
Kensuke Joh?
shan'?

m-m; https://doi.org/10.1016/
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Recommendation Comments on ISN/RPS guidelines

Class Il
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Table 2| Proposed modified NIH lupus nephrltls activity and chronicity scoring system

Modified NIH activity index Definition Score
Endocapillary hypercellularity Endocapillary hypercellularity in <25% (1+), 25%-50% (2+), or >50% (3+) of glomeruli 0-3
Neutrophils/karyorrhexis Neutrophils and/or karyorrhexis in <25% (1+), 25%-50% (2+), or >50% (3+) of glomeruli 0-3
Fibrinoid necrosis Fibrinoid necrosis in <25% (1+), 25%-50% (2+), or >50% (3+) of glomeruli (0-3) x 2
Hyaline deposits Wire loop lesions and/or hyaline thrombi in <25% (1+), 25%-50% (2+), or >50% (3+) of glomeruli 0-3
Cellular/fibrocellular crescents Cellular and/or fibrocellular crescents in <<25% (1+), 25%-50% (2+), or >50% (3+) of glomeruli (0-3) x 2
Interstitial Inflammation Interstitial leukocytes in <25% (1+), 25%-50% (2+), or >50% (3+) in the cortex 0-3
Total 0-24
Modified NIH chronicity index Definition Score
Total glomerulosclerosis score Global and/or segmental sclerosis in <25% (1+), 25%-50% (2+), or >50% (3+) of glomeruli 0-3
Fibrous crescents Fibrous crescents in <25% (1+), 25%-50% (2+), or >>50% (3+) of glomeruli 0-3
Tubular atrophy Tubular atrophy in <25% (1+), 25%-50% (2+), or >50% (3+) of the cortical tubules 0-3
Interstitial fibrosis Interstitial fibrosis in <25% (1+), 25%-50% (2+), or >50% (3+) in the cortex 0-3
Total 0-12
NIH, National Institutes of Health.
ba nJ ecv bethl Modification of the NIH lupus nephritis activity and chronicity Designation of activity/chronicity through A, C, and A/C

scoring system (Table 2) to be used instead of the currently considered too broad and nonspecific; preference for a : ——

used A, C, and A/C parameters semiquantitative approach to describe active and chronic|l—M; https:/doi.org/10.1016/

lesions

Tubulointerstitial

lesions

Indicate whether linterstitial inflammation occurs lin presence or
absence of interstitial fibrosis

Lack of cut-off values for reporting the severity of
tubulointerstitial lesions




[epecmoTp Knaccmdpumkaumm Lupus-Heppmta 2018

* OnpegeneHbl NOHATUA «ME3aHTMANbHAA TMNEPKNETOUYHOCTbY U «IHAOKANUANAPHAA TMNEPKIETOYHOCTbY
* OnpeaeneHo NoHATUE KMONYYHUE» U ero ctagmu (KnetoyHoe, dubposHo-KneTouyHoe, dnbposHoe)

* OnpegeneHbl U MoAUPULMPOBAHbI NOHATUA «GUOPUHOUAHBIA HEKPO3» N «aAre3na»

* JlIukBnanpoBaHo nogpasaeneHue IV Knacca Ha «CErMEHTaPHbINY» U «I/106aIbHbIN» BaPUAHTbI

* OTmeyeHa 0653aTe/IbHOCTb OLLEHKN TYOYN0-UHTEPCTULMANIBHOTO BOCMANEHUS, ero TAXKECTU U CBA3K C Tybyo-

NHTEpPCTULMANbHbIM GUbpo3OM
* MoandunumnpoBaHa cuctema noacyetTa MHAEKCOB aKTUBHOCTU U XPOHU3ALUN:
- Ob6beKTnBM3MpPOBaHA BanbHan OLUEHKA

- BBeAeHbl 4O0NONHUTEIbHbIE NPU3HAKKU (KapuopeKenc, Gnbpo3HO-KAETOUYHbIE NOAYAYHUA)

v' Bajema IM, Wilhelmus S, Alpers CE, et al. Revision of the ISN/RPS classification for lupus nephritis: clarification of definitions, and modified National Institutes of Health
activity and chronicity indices. Kidney International. 2018; 93(4): 789-796.
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Tybyno-uHTepcTuumanbHoe socnaneHue npu Lupus-Hedppute g

* [pumepHo B %2 cnyyvaes Bbiasaaetca TUH ¢ UK-genosmtamum

* MecTHbI (TKAHEBOW) aAaNTUBHbIA UMMYHUTET

* [lpeMmyLlecTtBeHHO, B-numdouunTtbl N naazmaTUYECKNE KNETKMU

* [lpeumyulectBeHHo, IgG/C3/Clq

* T'HwuTWH pa3sumBatoTca HE3aBUCUMO APYr OT Apyra, HO, Tem He meHee, TUH KpalHe peaKo pa3BMBaeTcA

n3onnpoBaHHo (B oTcyTcTBUe MH)
* YMepeHHOe U BblpaXKeHHOe TYOY/10-UHTEPCTULMANBHOE BOCNA/IEHME — CUNbHBIN NpeauKTop pa3sutua TXMH

* C(CreneHb BblIPaXKEHHOCTU Ty6yJ'IO-MHTepCTMLI,lllaI'IbHOFO BOCnaneHnA C No3nunum npPporHo3a bonee BaXXHa, 4HeM CTeneHb

aKTUBHOCTM IIoMepy/ioHeppuUTa

v’ D’Agati VD, Stokes MB. Renal disease in SLE, MCTD, Sjogren’s syndrome, and RA. In Jennette JC et al.: Heptinstall’s pathology of the kidney. 7t ed. 2014; 570-572.

v' Bajema IM, Wilhelmus S, Alpers CE, et al. Revision of the ISN/RPS classification for lupus nephritis. Kidney International. 2018; 93(4): 789-796.
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Overview of IgG4-Related Tubulointerstitial Nephritis and Its Mimickers

Hyeon Joo Jeong - Su-Jin Shin Tubulointerstitial nephritis (TIN) is the most common form of renal involvement in IgG4-related
Beom Jin Lim disease. It is characterized by a dominant infiltrate of IgG4-positive plasma cells in the interstitium
and storiform fibrosis. Demonstration of IgG4-positive plasma cells is essential for diagnosis, but
Department of Pathology, Yonsei University the number of IgG4-positive cells and the ratio of IgG4-positive/lgG-positive plasma cells may
College of Medicine, Seoul, Korea vary from case to case and depending on the methods of tissue sampling even in the same case.
IgG4-positive plasma cells can be seen in TIN associated with systemic lupus erythematosus,
Received: October 7, 2015 Sjogren syndrome, or anti-neutrophil cytoplasmic antibody-associated vasculitis, which further
Revised: November 6, 2015 add diagnostic confusion and difficutties. To have a more clear view of IgG4-TIN and to delineate
Accopindetivaspord, 2045 differential points from other TIN with IgG4-positive plasma cell infiitrates, clinical and histological
Corresponding Author features of IgG4-TIN and its mimickers were reviewed. In the rear part, cases suggesting overlap
Hyeon Joo Jeong, MD of IgG4-TIN and its mimickers and glomerulonephritis associated with IgG4-TIN were briefly de-
Department of Pathology, Yonsei University College | scribed.
of Medicing, 50-1 Yonsei-ro, Seodasmun-gu, Seoul
q (03722, Korea
f Eﬁ;ﬁfﬁfgf&ggg Key Words: IgG4-related disease; Lupus nephritis; Sjogren’s syndrome; Anti-neutrophil cytoplasmic

E-mail: jeong10@yuhs.ac antibody-associated vasculitis; Glomerulonephritis, membranous

Mpu Hannuum IgG4(+) Tybyno-uHTEepcTULManbHOro HeppuTa BCeraa, U B NepBylo oyepeab, He06xoaMMO paccmaTpmuBaThb:
PAS, x4( * Lupus-HedppuT

* CwuHapom Sjogren’s
* ANCA-BaCKy/UT C NOparKeHMnem rnoyek

S Iy 00 V SN N I 06 SNERUE . .  Eow | |

v' Jeong HJ, Shin SJ, Lim BJ. Overview of IgG4-related tubulointerstitial nephritis and its mimickers. Journal of Pathology and Translational Medicine. 2016; 50: 26-36.
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Cocyaucrtoe nospexaeHue npu CKB
UK (+):
HeocnoKHeHHble MMMYHHble Komniekebl (CM — Hopma, WD — UK-aeno3uThbl)

Lupus-BacKkynonatua (MK-geno3ntbl, cybaHa0TENNANIbHBIA OTEK, MHCYAALMNA)

Lupus-Backyaut (MK-aeno3uTbl, UHOUAbTPALUA, HEKPOTUYECKME N3MEHEHMA)

UK (-): Tuctonormnuyeckas kaptnHa «TMA» (B T. Y., BTOpUYHbIN ADC)

XpoHu4yeckme pubpPO3HO-CKNEpPOTUYECKME N3MEHEHMS CTEHOK COCY10B



HeocnoHeHHble
MWMMYHHblE KOMMJ/IEKCb!

PAS, x100

M3 nnyHoro apxma Bopobbeson O.A., OO0 «HLIKMA»



IgG, C3, Clq ;

Masson’s, x200

Lupus-BacKynonatuma
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H&E, x10
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Lupus-noaountonaTtua

Kpumepuu

* BepudunuympoBaHHbIin anarHo3 CKB

* [loNHbIN HEPPOTUYECKNI CUHOPOM

* [ucTtonoruyeckas KaptmHa BMU nam ®CIrC; +/- He3HaunTeNbHaA Me3aHrMaibHasA TMNEePKAETOYHOCTb
* [loKa3aHHOe oTcyTcTBME cyb3aHA0- 1 cybanuTennanbHbix genosutos (CM, NP, SM)

*  YnbTpacTpyKTypHO — AMdPy3HOe pacnaacTbiBaHME MasibiX OTPOCTKOB NOAOLUTOB

D’Agati VD, Stokes MB. Renal disease in SLE, MCTD, Sjogren’s syndrome, and RA. In Jennette JC et al.: Heptinstall’s Path of the kidney. 7 ed. 2014; 609-610.
Sakhi H, Moktefi A, Bouachi K, et al. Podocyte injury in Lupus nephritis. Review. Journal Clinical Medicine. 2019, 8, 1340, doi:10.3390/jcm8091340

Olivia-Damaso N, Payan J, Oliva-Damaso E, et al. Lupus podocytopathy: an overview. Adv Chronic Kidney Dis. 2019; 26(5): 369-375.

2000-2013 rr / 3’750 Bx / 50 LP (1,33%):
13 (=25%) — «BMW», M(-); 37 — M(+), B Tom uncne 9 (=20%) — «dCrc»
Onddy3sHoe pacniacTbiBaHNE MabiX OTPOCTKOB nogoumTos (>80%)

v’ Hu W, Chen Y, Wang S, et al. Clinical-Morphological features and outcomes of lupus podocytopathy.
100% BHenouyeyHble npoAasneHmnAa CKB Clin J Am Soc Nephrol. 2016 Apr 7; 11(4): 585-592.
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Tybyno-peTuKynapHbie CTPYKTYpbl
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OCHOBHbIe COCTOAHMUA:

CKB

HIV-undpekuyua

UHTepdepoH
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SPECIAL ARTICLE

2019 European League Against Rheumatism/American
College of Rheumatology Classification Criteria for Systemic
Lupus Erythematosus
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Entry criterion

Antinuclear antibodies (ANA) at a titer of 21:80 on HEp-2 cells ar an equivalent positive test (ever)

ritis & Rheumatology
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71, No. 9, Septamber 2019, pp 1400-1412

of RHEUMATOLOGY
Emiporvering Rbewmarology Profeisionals

If absent, do not classify as SLE
If present, apply additive criteria

10,1002/ art 40930
1%, American College of Rheurnatolagy

1

SPECIAL ARTICLE

Additive criteria

Do not count a criterion if there is a more likely explanation than SLE.
Occurrence of a criterion on at least one occasion is sufficient.
SLE classification requires at least one clinical criterion and 210 points.
Criteria need not occur simultaneously.
Within each domain, only the highest weighted criterion is counted towardthe total score§.

2019 European

College of Rhel

American

Lupus Erythen

ja for Systemic

Martin Aringer,‘ Karen Cost
Josef S. Smolen,” David Wof
Nathalie Costedoat-Chalum

Seren Jacobsen,'® Dinesh K]
Guillermo Ruiz-Irastorza,™ |

Bimba F. Hoyer,” Nicolai Le

Branimir Anic,” Florence As
Andrea Doria,® Winfried Grf
Gabor Kumanovics,* Xavie

Clinical domains and criteria Weight | Immunology domains and criteria Weight
Constitutional Antiphospholipid antibodies

Fever 2 Anti-cardiolipin antibodies OR
Hematologic Anti-B2GP1 antibodies OR

Leukopenia 3 Lupus anticoagulant 2

Thrombocytopenia 4 Complement proteins

Autoimmune hemolysis 4 Low C3 OR low C4 3
Neuropsychiatric Low C3 AND low C4 4

Delirium 2 SLE-specific antibodies

Psychosis 3 Anti-dsDNA antibody* OR

Seizure 5 Anti-Smith antibody 6
Mucocutaneous

Non-scarring alopecia 2

Oral ulcers A

Subacute cutaneous OR discoid lupus 4

Acute cutaneous lupus 6
Serosal

Pleural or pericardial effusion o

Acute pericarditis 6
Musculoskeletal

Joint invalvement 6
Renal

Proteinuria »0.5g/24h 4

Renal biopsy Class Il or V lupus nephritis 8 ?

Renal biopsy Class Ill ar IV lupus nephritis 10 o

lind Ramsey-Goldman,®
" Ricard Cervera,'”

'® Falk Hiepe,”’

‘une,”

rowitz,” George Bertsias,”
abriela Schmajuk,’

2 Laszlo Czirjak,*

V. Izmirly,* Michelle Jung,’

2

Rua-Figueroa Fernandez,* |

Total score:

Romero-Diaz,* Ifigo
' Maria G. Tektonidou,®

Carlos Vasconcelos,* Edwa

+

roni,”® Marvin |. Fritzler,*

Ray Naden,’ Thomas Dérn

Classify as Systemic Lupus Erythematosus with a score of 10 or more if entry criterion fulfilled.
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