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Fig. 5 Electron dense deposits
in Clq nephropathy in our
cases. (a) Mesangial dense
deposits were detected in the
group with light microscopy
findings indicating minimal-
change disease (x3,000). (b)
Electron dense deposits were
noted in mesangial areas in the
group with light microscopy
findings indicating mesangial
proliferative glomerulonephritis
(x3,000). (¢) Mesangial and
segmental subepithelial deposits
were evident in the group with
light microscopy findings
indicating focal segmental
membranous glomerulonephritis
(x2,000). (d) Mesangial and
subendothelial deposits were
seen in the group with light
microscopy findings indicating
membranoproliferative
glomerulonephritis-like
glomerulonephritis (x1,200)

order to avoid diagnostic confusion with lupus nephritis
and other established immune complex-mediated GN. It
may be meaningful to clarify whether these two variants
and five subgroups are separate diseases with similar
mesangial Clq deposition, or represent a spectrum of one
disease with the same etiology and pathogenesis. At this
point, it is very important to determine whether the clas-
sical pathway is really activated or not in each subgroup.
Indeed, more than 70% cases lacked the deposition of C4
in our cases. In addition, the deposition of C3 could not be
detected in- five cases (11.6%) in immunofluorescence
study. Recently, immunostaining for C4d has been known
as the sensitive and reliable technique to detect activation
of classical pathway in tissue specimens. C5b-9 is the final
component of complement pathway, and immunostaining
for C5b-9 is useful to detect the attainment to the final step
of complement cascade in tissue sections. In addition to
routine examination of IgG, IgM, IgA, Clq, C3 and C4 in
immunofluorescence study, staining for C4d and C5b-9
may be helpful to clarify the involvement of the classical
pathway of complement in the pathogenesis of Clq
nephropathy. Moreover, our Clq nephropathy cases
included MCD, FSGS, proliferative GN, MN and MPGN
subgroups. Interestingly, 7.2% of MCD, 6.1% of FSGS,
11.9% of non-IgA and non-lupus proliferative GN, 17.2%
of MN and 22.6% of MPGN showed non-predominant Clq
deposition, respectively. The comparison among the cases
with C1q (—), non-predominant Clq (+) and predominant
Clq (+) is important in each subgroup to clarify the role of
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predominant Clq deposition in clinicopathologic charac-
teristics in Clq nephropathy.

Problems of establishing a disease entity for Clq
nephropathy

The considerable current problems conceming Clg
nephropathy are as follows:

(1) The etiology and pathogenesis of intraglomerular
deposition of Clq has not been elucidated. Clq
deposition in the glomeruli may be associated with
the activation of classical pathway, mediated by the
immune complexes, Clq affinity protein or through
Clq receptors. However, the evidence of activation of
the classical pathway is still uncertain, particular in
MCD/FSGS variant. There is the other possibility that
Clq deposition is nonspecific and related to glomer-
ular proteinuria. To examine the activation of
classical complement pathway, immunostaining for
C4d and C5b-9 may be important in addition to
routine immunoflucrescence for IgG, IgM, IgA, Clq,
C3 and C4. Furthermore, we thought that accumulat-
ing evidence of a secondary form of Clg
nephropathy, such as virus infection-associated Clq
nephropathy, might be helpful for clarification of
etiology and pathogenesis of Clq nephropathy.

At present, the clinical usefulness of diagnosing Clq
nephropathy has not been established, although
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Table 1 Clinical and Pathological characterization of Clq Nephropathy in published cases

References n Pathology IF findings % of positive cases (mean intensity) EDD % of positive cases
1gG IgM IgA Ciq C3 C4 mes, subend. subepi.
Original articles
Jennette etalf2] 15 MCD {2)
1.86% M hyperceliufarity (3)  100%(2.2) 100%(1.5) 60%(1.1) 100%(3.6) 100%(2.0) trace 100% 20% 13%
Focal or diffuse PGN (8)
Jones et al {11) 5 Mhypercellularity (8)  100%(2.67) 100%(2.0) 100%(2.17) 100%(1.67) 100%(2.5) 100%(1.17)  100% 66.7% 16.7%
Iskander et al {13] 15 MCD (8) 100%(1.88) 100%(1.44) 100%(0.94) 100%(3.0) 100%(1.38)  ND 100% 0% %
16.5% FGS (4) 100%(1.76) 100%(1.38) 100%(1.50) 100%(2.75) 76%(2.67) ND 100% 25% 0%
PGN+FGS (3) 100%{2.33) 100%(1.0) 100%(1.83) 100%(2.0) 100%(1.0) ND 100% 0% 0%
Davenport et al [10] 4 MPGN (1) 100%(2.0) 100%(2.0) 0% 100%(4.0)  100%(2.0) ND 0% 100% 100%
PGN (2) 80%(2.0) 100%(2.0) 50%(2.0) 100%(4.0) 50%(2.0) ND 50% 100% 0%
MN (1) 0%(0)  100%(1.0) 0% 1009%(4.0) 0% ND ND ND ND
Markowitz et al[14] 19 MCD (2) 100%(1.39) 84.2%(1.06)31.6%(0.83) 100%(2.05) 626%(12)  ND 100%  10.5% 0%
0.21% FSGS (17)
Sharman etal [12] 9 Crescentic GN (1) 100%{ND) 100%(ND) 0% 100%(ND)  100%(ND) ND 100% 100% 100%
Focal or diffuse PGN (5) 100%(ND) 100%(ND) 100%(ND) 100%(ND) 80%(ND) ND 100% 100% 20%
MN + PGN (3) 100%(ND) 66.7%(ND) 100%(ND} 100%(ND} 100%(ND) ND 100% 100% 66.7%
Lau et al (15) 20 MCD (6) 100%(1.92) 66.7%(1.5) 66.7%(1.5) 100%(2.6) 50%(1.67) ND 83.3% 0% 0%
6.27% FSGS (8) 87.5%(2.14) 100%(2.0) 62.5%(1.4) 100%(2.75) 87.5%(2.57) ND 100% % 0%
Global sclerosis (3) 100%(2.33) 66.7%(4.0) 100%(2.0) 100%(2.67) 100%(3.33)  ND 66.7% 33.3% 0%
PGN (3) 100%(2.0) 66.7%(2.0) 100%(1.67) 100%(2.67} 100%(2.67) ND 100% 0% 0%
Levartet al {16] 12 MCD (4) 75%(1.67) 100%(1.5) 50%(1.0} 100%(3.25) 100%(2.0) 50%(1.0) 75% 0% 0%
9.16% FSGS (6) 83.3%(2.4) 100%(2.33) 66.7%(1.5) 100%(2.67) 83.3%(1.6) 650%(1.67) 83.3% 50% 33.8%
Focal PGN (2) 50%(3.0) 100%(20) 50%(2.0) 100%(3.5) 100%(2.0) 50%(2.0) 50% 50%
Nishidaetal{17]) 4 MPGN (3) 66.7%(ND) 33.3%(ND) 0% 100%(ND) ND ND 100% 100% 0%
2.07% Focal PGN (1) 100%{ND) 0% 0% 100%(ND) ND ND 100% 0% 0%
Fukumaetal [18] 30 MCD (22) 68.2%(1.13) 13.6%(1.0) ND 100%(1.9)  50%(1.0) ND  100%(1.24) 4.5%(1.0) 4.5%(1.0)
1.40% FSGS (2) 0%(0)  100%({1.0) ND 100%(2.0)  50%({1.0) ND 100%(1.0)  50%(1.0)  50%(1.0)
PGN (6) 83.3%(1.4)  0%(0) ND 100%(2.17) 50%(1.33) ND 100%(1.67) 33.3%(1.0) 33.3%{1.0)
Hisanoetaf[19) 61 MCD(46) 60.9%(2.04) 13%(1.17) 0% 100%(2.87) 52.2%(2.0) ND 100%(1.22) 4.3%(1.0) 4.3%(1.0)
FSas(8) 50%(2.0)  50%(1.0) 0% 100%(2.88) 62.6%(2.0) ND 100%({1.5) % 12.5%(1.0)
PGN(7) 85.7%(2.33) 0% 0% 100%(3.0) 57.1%(2.26)  ND 100%(1.57) 42.9%(1.0) 28.6%(1.0)
Kari et al [20] 2 M hypercellularity 100%{ND) 100%(ND) 100%(ND) 100%(ND) 100%(ND) 100%(ND)  100% 100% 0%
Case reports
Kuwano etal {21} 1 M hyperceliularity 2 1 0.5 3 0 1 +
Imai et al [22] 1 PGN-+ cell infittration 2 1 1 3 2 ND
Shappeli et al [23] 1 FSGS 2-3 1 2 2-3 0 +
Sato et al [24] 1 Diffuse PGN o} 0 0 + 0 +
Srivastava et ai [25) 1 Crescentic GN 1 2 0 3 3 1 + +
Isaac et al (26) 1 M hyperceliularity 0 0 0 2 0 ND +
0 0 0 1 0 ND
Sardanietal [27] 1 M hyperceliularity 1-2 0 0 1.2 0 0 +
Hashimoto et al [28] 1 M hyperceliuiarity 0.5-1 0.5-1 0 3 0.5-1 0.5-1 +
Krinsky et al (28] 1 FSGS 4] o] 0 2 [¢] ND +
Robertiet al [30] 1 FSGS with deposits 3 1 1 4 2 ND + + +
Hanevold etal (31] 1 FSGS 1-2 0 s} 2 0 ND +
ND ND ND 2 ND ND
Lim et al [32) 1 MCD 1 ND ND 2 ND ND +
Bitzan et al (33] 1 FSGS 0 1 0 1 [+] ND +
;@_ Springer
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Table 1 continued

References Ciinlcai tindings

Age (mean) Proteinuria NS Hematuria Steraid Remission Outcome Other features
Original articles
Jennette etal (2] 1427 (17.8) 15(100%) 10(67%)  6(40%) 9 [ Decline RF (1)
Jones et al {11} 10-38 (27.2) 4 (80%) 2 (40%) 4 {80%) 2 0 Decline RF (1)
Iskander etal {13] 2-16(9.1) 15(100%) 10(67%) 5(33%) 9 3 ESAD (2)
Oavenport et al {10] 4(100%) 4(100%)  2(50%} 1 4
Markowitz et al [14] 3-42 (24.2) 15 (79%)* 9 (50%) 4 (222%) 11 C (1) Decline RF (2)
P} ESRD{2)
Sharman etal [12] 15-65(30) 9 (100%) 3(33%) 8(89%) 4 Died (1) Seronegative lupus GN
ESRD (1)
Lau et al[15) 2.6 (11.2) 14 (70%)* 8(40%) 4 (20%)b 7 ESRD (4)
Levart et al[16] 416 (10.2) 12 (100%) 8(67%) 3(25%) 8 C{4) ESRD(2
P )
Nishida et al [17]  7-17 (12.5) 4 (100%) 0 0 Good course
Fukuma etal [18]  3-15(10.5) 80(100%) 6(20%) 17(57%) 16 ESRD (2)
Frequent relapse (8)
Normal (11)
Hisano et al (19} 1-67 (19.6) 60 (98.4%) 25 (41%) 26(42.6%) 34 ESRD (3)
Frequent relapse NS (13/25)
Kari et al [20] 14-22M (18M) 2 (100%) 2 {(100%) 2 P () Sibling
Case reports
Kuwano etal [21] M 1 1 0 1 Congenital NS
Imai et al [22] 35 1 1 1 1 (¢}
Shappeli et al {23} 16 1 1 { 1 Frequent relapse
Sato et al (24} 42 1 0 1 0
Srivastava et af {25] 3 1 1 1 E£SRD
Isaac et al [26] 42 0 Q Decline RF BK virus infection
2 month tater
Sardani et al {27] 4 1 [ 0 [ Bartter syndiome
Hashimoto et ai [28] 21 1 1 1 1 (o]
Krinsky et al {28} 18 1 Impaired RF
Roberti et al [30] 6 1 1 1 1 o] Chromosome 13 deletion, Retinoblastom
Hanevold et al {31} ] 1 0 Decline RF Gitelman syndrome
2 years later
Lim et af {32} 3 1 i 0 Dent's disease, EB virus infection
Bitzan et al [33} 13 1 1 0 1

IF Tmmunofluorescence, EDD electron dense deposit, mes. mesangial, subend. subendothelial, subepi. subepithelial, NS nephrotic syndrome,
MCD minimal change disease, M hypercellularity, mesangial hyperceliularity, PGN proliferative glomerulonephritis, FGS focal glomerular
sclerosis, MPGN membranoproliferative glomerulonephritis, MN membranous nephropathy, FSGS focal segmental glomerular sclerosis,
Remission C complete remission, Remission P partial remission, RF renal function, ESRD end-stage renal disease
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MCD/FSGS variants of Clq nephropathy commonly
exhibit a poor response to treatment, frequent recuz-
rence, and poor prognosis. Especially the comparison
between the cases with Clgq (~), non-predominant
Clq (+) and predominant Clq (+) is important in
each subgroup to clarify the role of predominant Clq
deposition in clinicopathologic characteristics in Clqg
nephropathy.

(3) Diagnosis of Clq nephropathy is defined morpholog-
ically by the presence of dominant or co-predominant
Clq deposition in the glomerular mesangium. The
histopathological definition may encompass a broad
range of diseases or disease groups, and cannot
exclude cases where Clq nephropathy overlaps with
other glomerular diseases. Clq deposition is evident
in the glomeruli in many types of GN. Thus, Clq
nephropathy should be diagnosed after exclusion of
various types of immune complex-mediated GN.
Atypical cases of immune complex-mediated GN
are present and cannot be excluded completely from
Clq nephropathy. All the above-mentioned problems
are included in the definition criteria by histopathol-
ogy. In addition to the pathological findings, clinical
and laboratory findings associated with Clq nephrop-
athy should be defined as a support to make a
diagnosis of Clq nephropathy.

(4) Some laboratories do not perform Clq staining as a
part of their routine work of immunopathologic
analysis for renal biopsies. Clq nephropathy is a rare
disease and is not widely recognized as an indepen-
dent disease. Accumulation of the cases was limited,
and analysis of their clinicopathological findings is
insufficient. Large series of studies in multiple centers
need to be performed using the same protocol for
immunopathologic technique and assessment of clin-
ical parameters, Large numbers of cases should be
accumulated and the clinicopathological character-
izations should be analyzed in not only cohort, but
also prospective studies.

Conclusion

Jennette and Hipp first proposed the concept of Clgq
nephropathy in 1985. Following that, additional cases of
Clq nephropathy have accumulated. However, no reports
have been published focusing on crucial questions con-
cerning C1q nephropathy, and it remains a confused and a
controversial disease. Many uncertain points remain to be
solved before the establishment of C1q nephropathy as an
independent discase entity. On the other hand, IgA
nephropathy, which is defined by similar histopathologic
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criteria to C1q nephropathy, has attained widespread rec-
ognition as an independent disease entity, suggesting the
samne may be possible for Clq nephropathy. It is hoped that
in the future, the examination of more cases will elucidate
the etiology and pathogenesis of Clq deposition, clinico-
pathological characteristics, immunological evidence, and
management and prognosis, and that C1q nephropathy will
be established as an independent, widely recognized dis-
case entity.
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§, BAERBOBREORELFHT 3 HENRLL KD S
NTw 5, FREZHOEEE, HEZHICE 2 RBIE
ik HREE 2 0IREREETH S, ZOE
LA ER UL, EE S ORGSR S, i O
EORBFENERICE U CHEREEH &REER & OHBIICE
THIEFVAZHTIERAMEL, ZNE6DHELS
IEFVAREDOLAERENEMIELEIHTI L
BTED, 2L CIOMBAEE, BREOBIERFEDIE
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#® 1 BABRFSEREZHIRE(CERRIC L 5BEREZH 28 (2007)
HRPREOHT FISEEZH 1(REDE)  RERBDZE 2(RENER)
BB RAEIRRF RFMERIREER BUNRIRIEZE
REEITH B R RE IgA BiE BIR D EIERERIFIE(LIE
RIEHE E IR TLR KIRHEER BEBE
BB AR W—72E#% AP LBTEERIREE ¢
X7 A—EERR MPO-ANCA BB 2% EPUBTEME R B A&

REMEEBICHSBEE
BERE - MEXCHSBERSE

PR3-ANCA BB %
HT GBM FERIB L

RRMEIBTEME SR B2 (| B,

Dense Deposit Disease

1 24)

= S B BIEEBRLE B TR IR 2
B SES Mis RO ERE B MERIREE 4 CRIRSEBEE)
PR R B B (BIRAE(LB:E)
Sl 7 EOA RBIEE SEEEEERSR
%ﬁu;’é%gﬁ% T)Ilrﬁ_ !\ﬁﬂ;ﬁ Eﬁﬁzﬁg%%ﬁ%
ZOfEHENN) FAEERR Bias

RRE R E B AERAEER

BIEE Z O (HEEAN)

DAt (5E A7)

¥fcEERGEZRAT VD L Bbhd, —F, BER
DOEZWOFRE L, B L FRARE 2 N 2 EE L,
B R S N S EBRBIC O W, FiRBlIEED
i, ER OISR B 2\ L EEERC O o g & T
BET Y, 2 LT, BEBICHET 2 EENHEECERE
Rt 2,

1. EPEOZE(

HARBELBEERZHEE{LERSL T, J-RBR 217
Hihich, EFBMOSEEEBERL L, VEMIKOE,
KW, 2L, BREZH2BERoE RSB
W, TO3O0RE IV AETLIILZRIBLTVS
(F 1),

MR HT I WHO DOERIRIEREE D 5 B (B SORER
B, SUIGETTHEEF SRR, REME 3 RER, 18
B SIERE, %7 0 —YERE) 2 BEOEARLE L, Z
EMMEE % 8 HE (REMEEE ) BEE, BR
7 BRI BEE, SR BRE, B
BR, AMETS, BB EAEERE, Z2oMHEA
M) EmA, BEEREZAEL LTV,

RHEZETIE, WROEE LT, FRERREER, A
BE, SPOREER, L— 7 AE4%, MPO-ANCA BHiEE
4%, PR3-ANCA MR, i GBM #FAERIE R, EiuELE
BGAE, MUEMHMUNESE, BRWERE, 7IaA P

182

BHE, 7R — MERRE, FEMEREEYE, EYYEBEEE,
BE, zoft, © 16THHE LT,

IR, BUNRBERIERZEL, BREif R BRIREEL
fE, MEMERRRE, X v ¥ ARTEMCRIREE R, BRI
PORBRIBER 48, IRIER TR R BRIEE 26 (1 4Y, 1AY), Dense
Deposit Disease, ¢ H MBI RERAEE 42, LM
SRERAE, BEE, [UEREMEEEE, SEREEE
B, BHEE, StERMESES, zof, o 1SHELL
77

WIREE, 2 Rk @R RBREEE2Z B E LTw
508, JEEEICEI L Tid, 1 R ORI REREER R
BEIIHIR L Twukv, bbb, WRSEOLHD—
HBIFEREARBREEENAD, 204 CHESHEIC X
D1 RMRBRBER 2 BT 5, —H, £KD 2 RMEER
THHN—TAFLP Igh BIEZ, 1| REAREBERDODH
LWAREEZR T, ZOMGEEERL T, HHSHEIC
FOEoIHFECTEB LI LT, ZOHE, hETo
Mt oD &I Ic, IgA BIE & A ¥ v ¥ 7 ARFEMRRRIE
BRI L CoEINE I LR,

Bk, 2hzhnoiEblis, EKR2E, WROHE, Wi
o3 oBofMadbeick hEREhs, Zhick),
KEDREFITER I N, HEOLVEEFIC OV, &
HERE, CKD RHOME, BIHLEHREE & & h38Et
EN B0, VI PREAERE BHE (HUS), MR i/ MR
PEEE P (TTP) , REHE{E: A8 P BEIEIRE B A (DIC) 13 A48
AMIEREC, SXFEEWHE vsusn 7)) VilE, 7Y
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F7u 7Y VIE, Crow-Fukase FEMREE: & DM R
BHEEHE PBIRIER 28, RS IMEEEYE % & ORIk i
BiliE, zofoEBEICERINS, BEMEMIACED
BRER L BN T2, ZOHFEICOVLTIESHED
HETH 5,

2. BREZHRLEOEEL

BAEMREZE T, FEDHE2EE, 2O L3
REDTEI ZUCHE <, L L, FMAREOTHE
BRICHIT, RH o OWRERZHTH & ORIFICINE 20 bh
DOLWVLEZHNCOEBRL, R EOERE2RIGAELH 2,
BABREZclk, LRRoEBHOAR ST, Z ORI
& B4 DIRZEICE T 3 EBIFHES RO s NTn 3,
NG9 6 BAERR O BEORES FI T 2 IMERIRILE
BT E LIk s, Thabb, ERHOHEIZES R
& 7o A DIREDOHNVEEZ R THENH 5, i1
5 1 DOEBECHBP I N WAL, WRORL 5E
Sz 5, £, BERBOBEORELZHIT 5/
FEIARILD KO S M B AT, BARRIEEEHROME B
TEHLE T A2RINCBEORRLZHAT 2 2 &L H3ABE
TH5,

BRI ORI L T, SEBRICEELERSR
M7 EBARBRS AR L 72 578, BEBICEE DR
ZbHY, ZORMAIVEEZW & RRRERHEL LD
EICRAESEEPPEELRBETCH S, -, ERIHUN
DT E R OEMEHI S FHBIICINZ 2 DB H 5,

HBEDOHFHEEE terminology 2\, BHEFTRZ2E89D T
RESTIEF TERBNICEB T 280 0EE L, 2L T,
FIREOEERVFH 1L, ERES L 5 VI bE MY
HR) zEBET 2 &, REGHECEEEORELZ R T
EE L LT OTEBIEIRZ (active lesions) &, B DMERE,
b BIEH (stage) 2 R IR L L COEBMIRZE (chronic
lesions) ICKEDIZFIT 6N, ZNENED L S RNT 2
THET20%WA 2 2 EBRBHHOENICEETDH
%,

1) RIRRFE

A, FERIIEHE

WHO DEHETIE, 10 L LOREREDSRR S NG a
ICHEEZWIDSTIRETH 5 L SN b, BIREDOFE B IC
BIL T, ZOWEZEDZAREOREEHL, 240
RIREBU T 2 H A Z % CRET 200 BNTH 5,
BEERED T A—F L L, A9V X7 L HIEHE5E,
SRR TG M I CRER MR T8 (B RS, A (R
MAENE) ¢ A GEEIHEEIIEE) Bd P o h 5  BiERED

183

BRSBTS~ OR D M4

IRT A =8 & LT, BRIRRERIRREAL, 2 8RR % Bl -
b, ARG, BE, EBRsHTFon s (&
2), REIORHRIVAE CIREETE L AEERICEEO
JRZE, B 208, BERRRIESNE O Kimmelstiel Wilson &5Ef & 12
HRZE (7 ¢+ 7V v F v v 7)), BROEIMERBREE{IED
HEBERBRE & B IMERIRIETRZ (JREAR), A v ¥y
LR, 74 7 vk, V- TRABEDOTA Y —L— T
JAZE, ANCA BHELE 28 0 BUR Y EtEESEMIR 2 70 £ 23 1 F
LB, TNoIEHMBHICREYTNET S s
L,

B, EMEIFHIE
ARERGEEBYHEA L L, %% (bubbling, stipple), 1
(spike) AR & Sk BR {4 B 5 — B4l (GBM duplication) 3%
Lo ZTOMl, REEDIER, FXV XY LRED, 4
HRFEREDIER, MgHRsHFons,

2) RMEMERE
BMEBREMERA & LT, B DL, IR 28 (ubulitis),
AT, EEMIERE, 2 L CBEEEL LT, RlEE
##i (tubular atrophy) /FE KR (interstitial fibrosis) 73% 1T &
N5, EEMICIE, BREIEOLT, SBRME L KIME5ER
ZERWIRERBEFERE 10 8 T2 a 7T 2 D
—RITH 5,

3) MERE

OBIREZE CNEMBINR, SIREINR) 13, PBEIRE % 28
EHBIY 5 & BT & D BRBERY (<25 %, 26~50 %, >50 %)
WEHlix 1L %,

QOMBINHRZ 1, NEOWE T LOBE TIN5,
FEOWEDSORE, Fl2E, WBIREL, SRS
WEFIE A D b AU RS 5,

b

1) EEFME : split (5 8) system & lumped (B IR)
system

HIIh U 7 B9RZE 8 7 A — & DR RIEHE I, split(553E])

7N
Al

1.

system &FHIN S, ARIREWRE L ERZE, 361, Al
TEEIMRE L BIEREBAE L Ckbh, ZhZFhofiEz
DRI ) BERII NS, 2Dk, BEHHO®R
EEFROTFHMONAIIGHATEL L WIEFBH 2, L
2 LEERTE LT, HIBTRIEYEMECH b, BEMOMEE
BRBEELRLRBHToNE, ThETIC Iga BiE (BN
o, BAEFEBESE Bry MR e s T
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® 2 HBEDHICE T SLRERE

ERTEHT
REREL
1. RERGR g @)

a. REEREREEETE
Ay E T LRFRIETE (
MR (R ARANE) S B R CEBEE MR E) (
BREEEHE
ERIRRERAIELL
54 QR )
TEMERIEHE

18), RIREEMMBERIHEAIMRILIETE (BRERZE) (
1)

&), SERRERIRIEL - HFE(

18,

&), s Anmm( @), B&( @),

RRGEERERE (RGP, RRGEEEZE(L)
RIEOEKR, BAY VXU LLEY, BRFERBOEX MM

. FIRRE (fF50)

Kimmelstiel Wilson $&8i & BHBZE (7 « TV v ¥ v v 7), BROEHEARIKIELIE O EH /IR & BIMERRRESE
FEGEEAE), AYYEILRE, 7TV, TAV-IL-TRE RROBEREERERE

2. RMEREA :
a. RMEEBERE

b, BIERE
RABEENE/ MERMEL

bz St RIOR

BREICRVT, RIEMEE RKMEBESERWCRBEHESERE 10 %8 TEEFH

3. MERE

a. BIRETCNEBERK SREIR)  NEOREZSECHET S Elck DEREN (<25 %, 26~50 %, >50 %)

ek i
b. HENREZE  NEOHTLOEH TIHE

FROBELNORE EIREL, BIRA AFE)FHhIEMIEE D,

b,
—75, lumped (BLIR) system (&, BUETEEIERRZE & 18MR
2, FLT, RERERE LHBEREMREI>T, 1 DO
(group 72> L IZ grade) & L TEREMIICHEHLN TV 5, IgA
PECIE Haas 28N Lee 08, 7 VL X —{HEKBHHE
PN % 0> [SKDC 23, v — 7 24D ISN/RPS 274"
LEBRHITONE, 2L T, ZN5D group 72\ LI grade
NFEPHZFHT 2 L oI BRSIETR S, —7, HL
ViR E LT, RERT A — 7 ORGSR FEA~DOE
WRHECBIT L CZEOLEF v ARHL, Z2hbiC
o ED, IgA BIEICE T % Oxford HERMM T
K510 b SE DRI EIE D L L TRBENT
V35,

2) EMTHE : FEOFILIYAL
BURAT M SR BRIATEILAE IC BT % Columbia BT,
B RREICBRIEN 200, 2070V XL 6E

PRI L Tw 1Y,

3) ERENH

AIEHE O Banff 20813, FREMF (MiARBER, T
Mo ABY, JERRRAY) L iEEE - BERAE R Had by, &

184

SRR Z N A - @A ST, BREERDS
BRI RIS > T3,

2. & EARIMEOH B BRRE

1) W—T2XBX

N— 7" 2B 4 (lupus nephritis) DIIRFT RIS ETH 5 7
®, WHO I X DB RIEZ N, HEZH b Zhic
ftoThadND, 1982 SN —T7ABRICET 2RO
WHO H o & h, 1995 FEICHET™, 2 LT 2004
I IHRET A SN, 2004 EOBHYETIZE VT,
class I, classII D Z L #FND subtype a, b ZHBEL 722 &,
TEEhM: - SRR (“active” necrotizing) & fERDE NHRITH
HREOW G 2 EBHEIRE & L0, 1995 F58HD
class [Va (diffuse glomerulonephritis without segmental lesion)
PWELLZE, ZLC, classVOBEMEREI class TH 5
Wit class IVE ST 25D %, classV +1UIH % 1 class
V+IVEWI B TEEBREDOGHEZ ME DT/ L8H
7633, class IVO TN E AMRIRIEE 27 (diffuse glomeru-
lonephritis) %, TEBEIEEZ % 4 #i B (segmental) & 2 Hi R
(global) I HEAHEL T 520,
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BN EE A~ DI &

® 3 NW—TRABROEBIE

Class | #/NE{LHR KB THEREN, XFELIFEBRTAYYE T A
HEICREESHRONEDD

Class | XY yxy LIEFER A £ NMEBOIRAK & A Y £ AHEREIETE

Ciass lll BRRIKAEBFAR <50% a. SREMERZE(A)

b, EEERE L BMERE(A/C)
c. BHRE(C)
(BEXCRBPEEOAY VX VLREEHS,)

Class IV UZEAMLEARBREBRE =250%
2HR(G)
SEIEI(S)

a. JEEMERZE(A)

b. JEENE L1BMRZ(A/C)

c. BHERE(C)

(XYoo LghEE, BRE, £ XTrED
L EmMEROSEREER &L (X id)ES
- BHERENVEARILHEND,)

Class V [EHEBXRE =250%

BB RIRAB X E Class 1 285 b0 &
EalL e,

Class VI RERIKIE(LE 90 %+ D RIR{FIEL
R 4 IgA BEOHEBENEEEDE
» BRIRTE(L + 5 Et e
*ﬁé’i‘?ﬁm FE EET R ABREOH j;ffgg BIERED S
- BRIK/ K RIRIFE -
Grade | 0< <25% A A/C C
Grade ! 5% <50% A A/C C
Grade Il 50%=s <75% A A/C o]
Grade IV 75 %= A A/C C

*RIERE RIS AR, RtEREXAE)
SR (S EERIREREL, IR, REEREAE)

2) IgA BYE

E4nEginthr R m st T EEESEICET 2H
BRI IgA BRESRISBERLE LD, 8TV RICET
Wiz [gA BHEDO PR ERE L LT, BN EERE S
¥ H-Grade | ~IV)DS5BR L7 (R A7, 3502, BHRNE
FEEEMET 22 L0k, BITEAY A7 OB
BXhTwa?, EENICDIEF YR ICES»ERED
SYHEDY Oxford VM E L TR EHE S NSO, ZOWHED
SR, FPRFNOIEF Y AICEITOTHER IS
b ST BED, ZoBBMEINETTTCH S,

3) 7 LILF—1E5EBE B X (Hennoch-Schénlein pur-

pura nephritis)

/N VB iR BT 22 BE (ISKDC) - & 3 6 > DRI (R
5)ZIF ANSNTWBY, ZONEIR, TEEHRE 2 $
DN H G E S EIERZE % 1 ) RERE O RERE BT
2EE (%) TRES N, BETELHET 52,

4) BIRSHIMERIRERE{LIE (focal segmental glomeru-

losclerosis : FSGS)

Columbia VEAEREAIICZ T AN S TV ®, BRS
HitERBRARTEE L, BREOIE, 7 AV RAEGYE,
EBYEE, * 70D 30k 7 v VIR B
Kigh 4 OBERMBEL T 325, s oER%ZE
BT, MEREN, SEHEREOSTE Z0EHEIC
ko T s DOHERICOEIN, BT 2REWEE KR
WD 7 DERIBAE DT, Z2O7NTY) b ogfL
T3 (R6), 2070, EHOBRERIRLEbNS,
Lrl, HEAZNSGE LT, ZOHEgHICL 5 TFHEPA
BRSO T2 E0ERECE T HES R IR TV
v,

5) BHEIEHEE Banff 241

1990 £EPARTIC IS, NEARTE AR O HM RS DR BRSWT ISR
— INTBWIEMEITEE L Do 7, 1991 SFiChlfE X N

185
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£ 5 HIREBROBEBMEISKDC 24F), BKRKRE TR

; Fig 20 £
AN =3
ISKDC 748 FRERER RHETS
|, #NE AR D 3 0%
1. XD AHESIETED kR - AR 16 %
N, ¥B4 - PEEREERYT R - EAR 2HBE R, 24 %
SREREEDY 50 %K RTO—REERE
V., A  9EEREF®RT IR BERK SRR 55 %
HRIREN 0% <70% =7 O—CERE
V., ¥P& - HEEREERYT RERETHEBREEE 67 %
RIRGED 70 %L L miR - ZAR, 2EEREEE,
F 7 O—UERE, 20EETHE
ENAEERE
VI, EMETEE S AR
£ 6 BEROEERREBELEORB 4R
iiikid] FMIBER ERAIEE
gl S aichiid] XY VXY AREBEAENUARARGEMAMERRE 2 08RICEHAE MPREEE, @R, RIRE
FSGS (NOS) variant LTWEBRIREND LG EE 1 DH D, R EROER A RA
SERICARREEHODSRHAERL TWEN, BHlZOETE
EEHELTLERWN,
PSR E A E R FIEEEICE TS RGP ECED 1 252 (DETHR MR, AIKMEANR, SR

BLEHSBEEHEDRBWER),
DERBEE # S RIRED 50 U LAFINEEOHEFL - IE
’ﬂ{;;&ﬁé?—(b\%o

OFiitka 8

Perihilar variant

MR EY SEROENRMEIETENS D, RREEMNERREHEL  ARELE ERMOFRE
Cellular variant TWBRIREDDRLCES 1 DB D, EFRMEPEEE#S Erot
CENH B,
IR R TR RBAELWMOAURHAE ICET 2 AREEENERBONA ERBEOERERA
Tip variant 25 %) ICHEIRREZ S RIREDDRCED 1 2H B,
LEORELHET DL EICRREBOERIRETHD, £
OFEIF, REEMREROI T, BEENSRYTVELR
NRAE EFEFEL TVWANERL TWS, RERGRITRE
IR EILIE TS B, '
ERRER SEIRS DV RIRRICERL, BEMBORASEBEE#E->TY &L

Collapsing variant DRIEIDLBCED 1 DH B,

B 1 EN Y 7 KR CREB R OREARENE
WiEESRE S h, BERNICERZEE L CEBRICR
CHEHEINDE X ) Ihot, 1997 FOHE 4 FRXFTHES
1 1999 4RIz 3 X Nz Banff 28 (1997) BEEDOK X 7%
BHA Lo TW B2, 2003 FEiTid, HiRF—Hifkick
Fodh A A B4R BT (antibody-mediated rejection @ AMR) D
BAEME r, T 2005 F£OE 9 AIRBICE VLT
Banff 05 A5%3% & 1, Banff 97 DI, 18R SUG (chronic/
sclerosing allograft nephropathy : CAN) & LT\ 7R %

186

BElk L, i iIBsrIc X & o ERMEL - IR
(interstitial fibrosis and tubular atrophy : IF/TA) &, RIBZEN
BIPIC & & s, FREDSTURBEINICHEE TS 5 2 Dfthd
A BERESHSIL, 3560, REENEFICE 218
MR %, BIRIEEIMETT AN A BT LB MEENE T Ml
AABHEMIC L TR L WBET DR She®, 51,
2007 SEOEE 10 BIRRICB WC, Hilkn ABUER OIS
RUREHL & 72 B C4d DL & G5 RAIE BHIMAE 212X g %
FERTHEEEI RS SN (R 7).



512 EREB L~ O D A&

% 7 BIEEHEICE TS Banft 935 (2007)

HFIY—1: IEE Normal
ATFTY— 2 FENABER

1) ptc fc C4d BIETH 585, BEERORTE

HIEELDN N,

2) BMEFUAN ABYEL

ptc IZ C4d HBET, BRI DR N —AENBIE 2L T UTORMEBESZH S,

51 7 type (EFEE grade)
[, BUREEIERR BHUGRERR

I, EMIEANOREMRE (FPIR, BEIR) BRI EMme

, v3 HHOEREE
3) BHEEBEUAN ARIBHE

ptc IC C4d BT, BEITIMNF—HEBE 20T UTORBEEBESEEHS,

RBMGEER_E(L, HBREEEHENEREREOSEN, BEREL/ ROEER BIRPAIROREELEED

12852 WEEHZRD %,
HhFTU— 3 BRAFE

T Y 2/ CREBER BRI RITH "o U WRRE

HFTU— 4 T BN ATHER
1) B T A ARER
44 7 type (BFEE grade)

LA BRED 25 %% 5D 2EENORKEMILSE G2, 8) L PEEDRMAE X (12)
|B: BRE®D 25 B L% 56 IEEANOREMIZEMG2, 3) LEERRAERL(3)
A BEMAREEE, BELSTEEOBIRAEZ (v1)

B : MERRD 25 % E% &6 ZHEEN S BERERAEL (v2)

I £BEOBENRA S 2 WEFETBHHEO 7 « 7Y /1 FERPERZRD, Y2 /GREEEMES (v3),

2) BEESME T N ARE

S BN EE (IR R AR Z 4 S BIRPIE O SRMEMIE R & FT PR D)
A7V — 5 FEREL CRBEEREEHORREZFLEW
FERRNBMECRIRAFELEHESH, BEERRAEREORETHII S5,

12/E Grade

| REEED 25 %I T L2 BEORERMHL s RESER
Il RERED 26~50 %% o 5HEEOBE R S RETER
0 : FERED 50 %l % 59 2EEOREEEL E RIIEER

(BlEH 2 WIBHERET, g H2Wdog BIWE ov EEDD, L0V TOEBRISERELTHEW,)

6) RUEBETHERIREE R (ANCA BIERE)

COBRBE, MIERFICEL, REEAET
ENDEDH D \VIXIE D\ pauci-immune BRER
RS L b, Wegener AEFIEIE, BBV S RINE
4, Churg-Strauss FEEHPEENS, 74 7V /A F
BIEMEIIRYE, O % AMEIRNEE A AR AR BRI E
%%, RMERMEHNERLZREE T2, BHcH
T 5 EFEESBICIE, BAERIC & 2 REEARANATR
DEATH 3, BEGETIEE SO B2 RE S (2002
Y CB LT, FAMERE, FEARFEL, BHE
WEOREZZNZhAa 7L, ZDR a7 Ok
o S REERREH OB, ATUETE SRR
Bk 3 BORBICE L CEEFRE L T
%(X€8)%, Lal, o0 THEZTIT 2R
SETHY, THCEIOTHREAHMNERTE 23S

R 8 ANCA BEBAOREBEBAEAO7 S REBEREN

R
A)REBEBFRRRI7
RIBEETE  ¥AK y RipE -
237 s CAREE g
0
1 <30 % HHRIME U
2 30~50 HRAEHEREiE BE
3 50~80 BRI FEE
4 >80 % BE
HEBESE - T« T /A REFEEED,
B) RIBERPNRIANE
FIERBEN L BAEER(%)
Stage | 2~6 207 835 817 778
Stage I 7~8 214 67 63.3 58
Stage il 9~10 73 543 543 507

187



i

FoW b ots, THETIC EUVAS 80 & B
BHERIN, ZNOHZ2WR L UREDOERNNED DD
AA7 = FBREINTOE, INE TIIBEAHO
WIEWCE L CliEL o B 7 v Ao o<,
SHBOBETH Y,

7) BERIRIESIE

W REOWBE A BIL & < 2 o, iR LB A
(nodular sclerosis variant) & (X £ A % 8 b B # BY (diffuse
sclerosis variant) 12431} 641, HiHEE, AV XV LEEHD
FEETRIA R, V1h 1 3 Kimmelstiel-Wilson nodule (KW #5#7)
PEE L, $BER, AVUEVLREEOUEAMEKE
AU Xy AEOMERRELE TS, BHEREEXZO
ME BT 258, RSO ) 1< 2 o B
BEAsE -, SRR, BEREEEEICE T 2 BamsEZ, %
DABRBIREDHHED S ETRETDARY b T L5558
BeEs kI ichkotk, T8I, /- HEIRARZE O BHIRE
LIRE L FERLRBENBICRE(CEET I LvubnTY
%, WETEHIBSI OBEHBEHORBISREE NS,

ERHZWEREL O D AL DWW, ZORNEELE
(LR, 2L T, HBoBcE200 ML, H
BOEP R INTOBEEEBICOWTOD up date RN %
L7, BE(b~EEL S, BRME it Zilto
HERELRDIETH S, BERBHZHOEELOEE
& D, BROFEEN L BEAE~DER DO ILICEEBR
Moz L2,

3 mR
1 BB U, BRESHEEL, Z2oBREBEE
~DREY, EFDHYWH 2006 ; 219 : 553,
2, BEWE—. BREREELORR | BERELOREZE O
B & SROFHE, HAERESES - BREZHERELERR
= (FR) BRSO fg 8, 1A« HREFH,
2005 * 15-18,
3. BRFEHEEKGIRES  BREHES 2K BFE
SR, WA RILE, 2007 1-214,
4, Schena FP, Gesualdo L. Introduction. Satellite symposium :
renal biopsy registries. Kidney Int 2004 ; 66 : 889.
5. BRIl 2, BEEERS AT A (RBR/IKDR)IKDWT, P
B 20 BSR4 97 Bl A T A B A B & B G MR B IR A
HEDETHBES T 2HENE (R BEFE—).
MRS RS, FRE, 2009 : 99-124,

. B B JRBR 27— R—R & L7 IgA BREEEE

=)}

188

W Mg

10,

12,

13,

14,

15,

16.
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&, RPGN BEERE, NS BHERE, B (WECET 2%
ERREEW RE, PR 20 FEEA S BRI E R
EBEEA R BRI SR DE TR B R E T 2 WET
iR MEWE-—). MARRERR. SHEHREY —
X T IN—TRE. 2009 : 21-32,

W, ALNEE, &R OR, BuEER, beErF 0B
FUEARES, 1UB—BE, BSORBEEREERE Sy bV —
712 & 5 2EMTIVE A RORER G 08, BRESH
2009 ; 98 © 225A,

Shigematsu H. Histological grading and staging of IgA
nephropathy. Pathol Int 1997 ; 47 © 194-202.

EEHEOC. IpA BIEREHES—% 2 l—, BAEHEER
TEREETEBRETR A BESHS, BHARERYES
ARAZEES. HEREE 2002 5 44 1 487-493,

Tomino Y, Sakai H, Special Study Group (IgA Nephropathy)
on Progressive Glomerular Disease. Clinical guidelines for
immunoglobulin A (IgA) nephropathy in Japan, second version.
Clin Exp Nephrol 2003 ; 7  93-97.

. Suzuki S, Joh K. Applicability of steroid therapy in 275 adult
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