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Abstract

Background The Japan Renal Biopsy Registry (J-RBR), the first nation-wide registry of renal biopsies in Japan, was estab-
lished in 2007, and expanded to include non-biopsy cases as the Japan Kidney Disease Registry (J-KDR) in 2009. The
J-RBR/J-KDR is one of the biggest registries for kidney diseases. It has revealed the prevalence and distribution of kidney
diseases in Japan. This registry system was meant to be revised after 10 years.

Methods In 2017, the Committees of the Japanese Society of Nephrology started a project for the revision of the J-RBR/J-
KDR. The revised system was designed in such a way that the diagnoses of the patients could be selected from the Diagno-
sis Panel, a list covering almost all known kidney diseases, and focusing on their pathogenesis rather than morphological
classification. The Diagnosis Panel consists of 22 categories (18 glomerular, 1 tubulointerstitial, 1 congenital/genetical, 1
transplant related, and 1 other) and includes 123 diagnostic names. The items for clinical diagnosis and laboratory data were
also renewed, with the addition of the information on immunosuppressive treatment.

Results The revised version of J-RBR/J-KDR came into use in January 2018. The number of cases registered under the
revised system was 2748 in the first year. The total number of cases has reached to 43,813 since 2007.

Conclusion The revised version 2018 J-RBR/J-KDR system attempts to cover all kidney diseases by focusing on their
pathogenesis. It will be a new platform for the standardized registration of kidney biopsy cases that provides more system-
ized data of higher quality.

Keywords Renal biopsy - Pathology - Registry



Basic Information
| |Facility; registration |

Type of Registry

Fillin the following
|| Date of Biopsy
|_|Facility; biopsy
Facility Number

[ 1 ] ltems in this color are essential for J-RBR/J-KDR registration m 1. IgA nephropathy
|ou-RBR [0J-KDR (Nephrotic syndrome or PRGN without biopsy, PKD and so on) .
ICRF/CKD oM CAKI OlBiomarker | 1) Primary IgA nephropathy

f12.Type of Registry | is J-RBR

Registration Number

Type of specimen

Clinical Diagnosis
select all items which preceded this
registration

| INumber of biopsy
| [ [Description Box; biops:

| |Diagnosis; primary
Diagnosis;

|(Cases who had already registered the prior numby

Clinical Diagno:

2) Secondary IgA nephropathy
(1) Hepatological disorder*®
m (2) Others*

er into <10. Description Box: biopsy-time>)

sis 2. Minimal change disease (MCD)

|01 Native kidney . o .

Renal graft (living-donnor) [ Protocol 0 Episode 1) anary (1d10path1c) MCD
| _Renal graft (cadaveric-donnor) 0O Protocol O Episode |
\Umary — . O Hematuria O Proteinuia [0 Hematuria and proteinuria 2) Secondary MCD
| |0 None 0 Unknown |
{Acute Nephritic Syndrome [_Definition |0 Present O Absent 0 Unknown | (] ) Malignancy*
[Chronic Nephritic Syndrome [Definition | O Present O Absent 0 Unknown e
[Rapidly Progressive Nephritic Syndrome ___[_Definition O Present O Absent O Unknown | (2) Drug-induced*
|Nephrotic Syndrome _Definition O Present O Absent 0 Unknown |
|Acute Kidney Injury (AKI) [_Definifion ] |0 Present 0 Absent O Unknown | (’;J Others*
|Chronic Kidney Dysfunction [_Definition O Present 0 Absent 0 Unknown | -

[Others

Number of times biopsy was performed
0 Three-times or more

O First time O Second-time
Date and Registration Number of Prior Biopsy)
Final Diagnos|

view diagnosis pannel
view diagnosis pannel

Free Description)

3. Focal segmental glomerulosclerosis (FSGS)
Lnever | 1) Primary (idiopathic) FSGS*
2) Secondary FSGS

Clunknown

is

| = |Description Box; Diagosis

Please describe as needed
Pathological Classif

(1) Familial/genetic*

ification

Oxford Classification (2) Obesity
E T e . B
lahNaptopathy Japanese Histological Grade (3) Low birth weight*
Grade AIC . . P
e Columbia Classification (4) Hypertension/arteriosclerosis®
\Variant . "
MPO-ANCA (5) Drug-induced*
0 Positive [ Negative O Unknown 5
PR3-ANCA (6) Others*
O Positive O Negative O Unknown
(Other type of ANCA 4. Membranous nephropathy
O Positive [ Negative O Unknown
ANCA Associated Vasculitis/ EUVAS Classification 1) Primary (idiopathic) Membranous nephropathy
anti-GBM disease 0 Sclerotic 0O Focal O Crescentic 0 Mixed 0O Unknown
Renal-limited Vasculitis
il s P 2) Secondary Membranous nephropathy
Pulmonary Involvement : *
0 Present [0 Absent 0 Unknown (1 J Mallgnancy
anti-GBM antibody . *
O Positive O Negative 0 Unknown | @ DrUg_mduced
19A vascuiitis ISKDC Classification b
Gnlein purpura nephritis) |I. Il a1 b. 1V a, Vb, V a.V b, IV (3) Infection
o ISN/RPS Classification st
Jig - upus Nephritia |Class Active and/or chronic lesion (If class IIl, IV, [I1+V, IV+V) | (4) Others*
| |Diabetic Nephropathy |CINodule; present ONodule; absent CNodule; unknown . . e
Description Box: (Please describe as needed) 5. Membranoproliferative glomerulonephritis (MPGN)

Patient Characteristics at the "baseline”

to be the baselil

1 c
Baseline : In principle, time of biopsy. If inmunosuppresive treatment was started or strengthened within 1 month prior to biopsy, the time just before the treatment is considered 1 ) anary MPGN

ine.

(1) Type I MPGN

S _|O male O Female .

H . om | (2) Type III MPGN*

| |Body Weight ka d
Newly onset cases 2) Secondary MPGN
Obefore treatment Dunder treatment Dlatter finishing the treatment
Status of immunosuppressive therapy | Clothers type the detail intof 47. Description Box; Free ) (1) Secondary MPGN*
at baseline [Explanation] case:
Cbefore strengthening the treatment DOunder strengthened treatment (2) Others*
Dafter finishing the treatment Olothers (type the detail intol47. Description Box; Free ) |
| |Urinary Protein Level; dipstick ERE] [s1E3) o BIFD) [S1ED) 0G4 | 6. C3 glomerulopathy
Urinary Protein Level; 24h If there is no data, type/ 999
. giday 1) Dense deposit disease (DDD)
5 : 3 If there is no data, typel999.

Urinary Protein Level; UPCR g 203 ol 1 hriti
| |Urinary Occult Blood; dipstick o () o) O+ 002+ [sIED) | ) glomerulonephritis
|- |Uninary RBC/HPF 004 059 01028 030-49  050-99 02100 " e

Serum Creatinine mo/dL 7. Vasculitis syndrome’

Serum Total-Protein gidL 1) ANCA. i iti

i 7 -associated vasculitis
Serum Albumine - g/dL .
If there is no data, type 99 - - Py
Serum Total-Cholesterol i (1) Microscopic polyangiitis (MPA)
If there is no data, typel999] e
|| |serum CRP mgldL (2) Granulomatous polyangiitis (GPA)
: Present OTyped OTypedl CIOther type . . -
|11 |iabetes Mellitus DAbsent DOnknown (3) Eosinophilic granulomatous polyangiitis (EGPA)
If there is no data, type 999 . "
HbA1c (NGSP) % (4) Drug-induced*
7 % If there is no data, type[999 . ..
|- |systolic Blood Pressure A (5) Unclassified*

Diastolic Blood Pressure e i ot et 20) - : f
iz | mmHg 2) Anti-glomerular basement membrane (GBM) disease
|___|Antihypertensive Drugs OPresent DlAbsent DUnknown | . . L

HBV D CPresent DAbsent Ounknown | 3) IgA vasculitis (Henoch-Schonlein purpura nephritis)®

DPresent CAbsent OUnknown | N
OPresent DlAbsent DCUnknown | 4) Polyarteritis nodosa
(Please describe as needed) |

Discription Box; Free

5) Others*"
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IgA nephropathy

Vasculitis syndrome

MCNS

Membranous nephropathy
Hypertension / Atherosclerosis
Tubulointerstitial nephropathy
Diabetic nephropathy

Renal disorder with collagen disease
FSGS

Other glomerulonephritis
Transplanted kidney

Congenital / inherited kidney disease
Amyloidosis

Infection-induced kidney injury
TMA / endothelial injury

MPGN

Paraprotein-associated nephropathy
C3 glomerulopathy
Cryoglobulinemic GN / vasculitis
Organoid deposit

Nephropathies with altered lipid metabolism

Others
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Biopsy sample

J-RBR

Sample N Male (%) Age (years)
Native kidney 4,159 52.9 51.8 & 21.3
HOB (98.2%)
Allograft | 1V donor 47 70.2 429 +17.5
BT i
(Protocol)
o ;%:eased donor 5 100.0 58 (23, 63)
Allograft ;‘1’7';51 donor 19 52.6 53 (42, 64)
BIEE i
(Episode)
Tey—k | Jeceased donor 4 25.0 33,52, 66, 73

=]

Total 4,234 53.1 51.7 & 21.2
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Final Diagnosis
J-RBR, 1°t bx

o)A 5 07 miEEnE
o % TR E R
N7OTAVBEERE Cryoglobulinemic GN/  Nephropathies with altered lipid
Paraprotein-associated nephropathy vasculitis metabolism
0.8%
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TMA / endothelial injury  MPGN
0.9% 0.8%
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Y
Organoid
deposit

RREEE &
Infection-induced kidney injury
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Congenital / inherited kidney disease 1.5%

1.6%
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Transplanted kidney/
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Other glomerulonephritis FSGS/
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4.5%

RBREEERE
Renal disorder with collagen diseas/
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BRAEETE _/
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5.0%
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Tubulointerstitial nephropathy
5.4% — —
: I FE /B 1 Py (N=4,234)
Hypertension / Atherosclerosis Membranous nephropathy
5.7%
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= IgA nephropathy

m Vasculitis syndrome

= MCNS

= Membranous nephropathy
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= Tubulointerstitial nephropathy

= Diabetic nephropathy

= Renal disorder with collagen disease

= FSGS

= Other glomerulonephritis

m Transplanted kidney

= Congenital / inherited kidney disease
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= Infection-induced kidney injury
TMA / endothelial injury

= MIPGN

= Paraprotein-associated nephropathy
C3 glomerulopathy

= Cryoglobulinemic GN / vasculitis

= Organoid deposit

= Nephropathies with altered lipid
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Final Diagnosis

J-RBR, 15t bx, except kidney transplantation

IEEREETE
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R5TOT A EERE % e
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T
EXtEEEMERERR Amyloidosis
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1.6% /
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Other glomerulonephritis

2.3% FSGS

Others

B R B

Renal disorder with collagen disease
4.9%

PRI B

Diabetic nephropathy

>-1% R G E B
Tubulointerstitial nephropath

= I £ /B ARfE b

V
Hypertension / Atherosclerosi R BE

5.8% Membranous nephropathy

8 20 (N=4,178)

u IgA nephropathy

= Vasculitis syndrome
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= Membranous nephropathy
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= Tubulointerstitial nephropathy

= Diabetic nephropathy

= Renal disorder with collagen disease

= FSGS

m Other glomerulonephritis

® Congenital / inherited kidney disease

= Amyloidosis

= Infection-induced kidney injury

= TMA / endothelial injury
MPGN

= Paraprotein-associated nephropathy

= C3 glomerulopathy
Cryoglobulinemic GN / vasculitis

= Organoid deposit

= Nephropathies with altered lipid

metabolism
= Others
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Urinalysis
J-RBR, 15t bx, except kidney transplantation
wL AH

None Unknown
4.9%  0.6%

m Hematuria&Proteinuria

.[[I].RG)J% ,[Ifllﬁ . E E ]i ®m Hematuria only
Hematuria only Hematuria&Proteinuria m Proteinuria only
4.2% 66.9% = None

= Unknown

(N=4,178)



Clinical Diagnosis
J-RBR, 15t bx, except kidney transplantation
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CGAN FEE—hk< w7 : J-RBREA
2021 J-RBR, 20i% LL L, #2048/ B B £ 155 /eGFRT — 2 N B FH (L [R<

Al A2 A3
CKD Stage and Ijﬁﬂigggfc?j;tsfo 15 or g::ssi T‘ﬁ_ﬁ%ﬁﬁi?c:l?tigo 5 or 0055<g Isﬁﬂ_#%zi?&tt Su thtaI
and REATEH (-),(£) o REEEL (1+) ' or RE 52 (2+),(3+),(4+)
Gl 55 (1.5%) 78 (2.1%) 287 (7.7%) 420 (11.3%)
G2 102 (2.7%) 148 (4.0%) 856 (23.0%) 1,106 (29.7%)
G3a 61 (1.6%) 77 (2.1%) 690 (18.5%)

G3b 57 (1.5%) 637 (17.1%)
G4 532 (14.3%)
G5 342 (9.2%)
Subtotal 299 (8.0%) 484 (13.0%) | 2,944 (79.0%) | 2008 (53.8%)/

3,727 (100%)
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CGANDEEE— VT IsARIE

2021 J-RBR, 205k LA L, #24E/ BB £ 120 /eGFRT —RESH B E (L FR<

Al A2 A3
CKD stage —BREH <0.15¢ 0.15g < —AREH < 0.5 05g<—HREH Subtotal
and fERERER/Crit < 0.15 or0.15 < fERsFRER/Cri < 0.5 or0.5 < fEEsRER/Crit
and REBEMS (-),(*) or REREM (1+) or RER M (2+),(3+),(4+)
G1 15 (1.4%) 44 (4.2%) 97 (9.4%) 156 (15.1%)
G2 21 (2.0%) 80 (7.7%) 311 (30.0%) 412 (39.8%)
G3a 9 (0.9%) 29 (2.8%) 209 (20.2%)
G3b 5 (0.5%) 155 (15.0%)
G4 78 (7.5%)
G5 26 (2.5%)
0
Subtotal 51 (4.9%) 191(18.4%) | 794 (76.6%) | 22>\4L0%)/

1,036 (100%)
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2007-2021 J-RBR/J-KDR

2007-2021 J-RBR/J-KDREZ fxEBEHIZHIT5

RPGND ZEHE

A B

* (2007-20214F : 51451))

2007- 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018+ 2019 2020 2021
2008 (-RBR/  ()-RBR/  ()-RBR/  (I-RBR/  (-RBR/  (-RBR/  (-RBR/ (J-RBR/ (J-RBR/  (J-RBR/  (J-RBR/  (}-RBR/  (I-RBR/
(J-RBR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR) J-KDR)
Total 2,400 4,027 4,883 4,128 4,563 3,824 3,607 4,437 4,059 4,392 2,748 5,350 4,808 4,792
J N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N%
J-RBRELSY - 2006
fﬁgﬁﬂkswlti& 2,38 3,336 4,681 3,503 3,989 3,818 3,512 4,307 3,960 4,344 2,731 5,235 4,799 4,561
1]z
J N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2
BHE#2mBE L
B - BRI 2,067 3,023 3,647 3,059 3,501 3,182 2,992 3,730 3,375 3,877 2,419 4,609 4,197 3,959
J N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2 N2
ES RSB "RPGN”
(20185;)%[5?‘1 112 195 285 193 211 197 210 264 204 272 211 385 389 398
RPGN”#H V)"

*2018E (X1 A 16 B LG EREEDH (KT HEZEED =)



2021 J-RBR

RPGN: Final Diagnosis

2021 J-RBR, RPGN "Yes”, except kidney transplantation

YAy B U miE
M 2
Cryoglobulinemic GN C3BIE X EEHR
T™MA/NE / vasculitis c3 glomer:xlopathy m
EE F7SAA(F—Y  0.5% O'SA"} Congenital /
TMA / R inherited kidney
endothelial __ Amyloidosis NSTAFA U BEERE disease
injury 0.8% Paraprotein-associated 0.3%

BRAMLRE  08%

Diabetic nephropathy
1.0%

REBE

Membranous nephropathy

1.5% MC;\I\
BREETL  2.0% \
_\

nephropathy

Infection-induced kidney injury
2.8%

=T/ BhAREEAE
Hypertension / Atherosclerosis
Renal disorder with collagen disease/ Vasculitis
5.5% syndrome

FRAE M E B 57.5%

Tubulointerstitial nephropathy

7.0%
IgAR i
IgA nephropathy

9.8% (N =398)

= Vasculitis syndrome
= |gA nephropathy
= Tubulointerstitial nephropathy
= Renal disorder with collagen
disease
= Hypertension / Atherosclerosis
= Infection-induced kidney injury
= MICNS
= Membranous nephropathy
m Diabetic nephropathy
m Other glomerulonephritis
= TMA / endothelial injury
= FSGS
= Amyloidosis
= Paraprotein-associated
nephropathy
Cryoglobulinemic GN / vasculitis
= C3 glomerulopathy
= MPGN
Congenital / inherited kidney

disease
= Others




2021 J-RBR

RPGN: Final Diagnosis: Vasculitis syndrome N &R
2021 J-RBR, RPGN "Yes”, except kidney transplantation

Z Dl (D M B 5¢)

Other vasculitides

ANCAER

3.1%
TEETE S AR
Periarteritis nodosa
0.4% \ 7";";‘:/
HFIGBME ) ANCARSE N & °
Anti-GBM disease » ANCA-assouated GPA
5.2% vasculitis 4.4%
IgAIN & % 85.6%
BAILE % ° EGPA
IgA vasculitis
o 0.9%
5.7%
rug-induced
0. 4%
/ Not cIaSS|f|abIe
0.0%
m IgA vasculitis m Anti-GBM disease m Periarteritis nodosa
m Other vasculitides = MPA = GPA

m EGPA m Drug-induced m Not classifiable (N = 229)




ANCA-associated vasculitis: Kidney / Lung
2021 J-RBR, RPGN "Yes”, except kidney transplantation

0 20 40 60 80 100 120 140 160 180

Renal vasculitis only

(N = 153)

Pulmonary involvement

(N = 143)

MERIZEDEZEZAONDWEL VATV EE
fifE i, FEI B TR 2.
R&JE . COPD, I RIXERS.

B Yes ENo mUnknown

*RPGNEAR (398H) DIBLT—ANANINTNSEDODHEEE. ORNIZZIEBOEHHICHTIEETYT
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2007-2022 J-RBR/J-KDR R 15 5 & £ #f

(2007E7H30H ~20224%5H15H)
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20,000 -+
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2007-2021 J-RBR/J-KDRFT AR B ik B B W HE 2 (F )

6,000 A

5,000 -

¥ﬁ- 4,000 -

JEE
ﬁ

J"‘3000 -

1

A 2,000 H~

1,000 -

m J-RBRELSM B 623 20225 R BE CXFAD 5 350
™ J-RBREZ§R 31 62,2444 :
4.883 ; 4,792
4,563 4,437 4,392
4,076 4,059
380
' 3,415 3,481
5
4,799 4
3
1,582 3 3 3 3
1

2013 2014 - 2016 2017 2018 2019 - 2021 2022
FAIE
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