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BT 57, TLRmRNA ¥ - EREOHE L REMBOREEITV., AT oA
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KPEXH I TNAVIEERE 2%, 7V F=Y o BMEBEE 4% Tho Tt
(p=0.007), A7 T AIGHEE TIXBRALARREDEMIT A oo pd, L =Y
o L BB CIRRE LSRR BRI U 72 (p=0.0003), LA EDOFERMNL, I 7 TR
ROBEIITV F=V o VEREROHRIZE S,

A. TFREB®

INRD 1gA BET, WEAEA T F
U A E R TEMIBERE NERIC
X 36% BKREBAREICET LEBD TFHE
FRTHD,
VEAEAY Xy AR T T EE
B/ IgA BREDIRRIEEZ YT 5 B
T, EEOZERIZL DT ¥ 2L
RBEPEBEL, L F=Yuar+7¥F
FFY A~V T—T7 Y+ D

BTV L DRI 7 T VBRI,

CEAEAY XY LA E R T HER
MR IgA BIEDOTRFEL LTEHT, »
OBROETEZHEIEL, RETHEEHR
WHETDHIZEEZHLMI L (JAmM Soc
Nephrol 10:101, 1999) ,

TV R=Y o BERODERERS

104

MNITHEWNT, BI7TNAEEETVE
=Y u BERREOT ¥ MMELBRER
%47 > 72(Clin J Am Soc Nephrol, in press) o

B. &Gt

INR IgA BHIET, WEAMAY U F U
LHFHOESZ . HEHBICED IV R=
yuar+7¥FAEFY 4+ T—T 7Y
+Io) FE— L Bh T TR IRRE
L7V =Y T BEREICDIT 24
MEE LT,

TV R=vuar:2mgkg &5 312T4
HHBERORE L. £0O% 1 mgkg 2R
A 1[E#&E,

THFATY v 2mgkg 25 1 BB
A&,

U—T77 Y harsRTFR NN 30—
50%272 5 Ko RN E,



Y FE—/N:6— Tmgkg ZEHT
3IkNKE,
primary endpoint (X AREXRER L LT,

C. ®HE
CEAEAY XU LEHEEZ T 805
NBRG I, TREFFEL ERE LT,
1R RBALARF ORRIRFT R, WREFTRIIN 7
FNRERE., 7V F=Y o BMRRE
Mz ZEZ R 72 H> o Tz (Table 1),
B TNIEEEEIS B, TV F=Y o B
MIEHREE 36 BN 2 ER DR ER T Lz,
2 EMOBRETEAORARBERRIX
B0 T NARHEEE 2%, TV F=Va i
IHIGREE 74% Th -7 (p=0.007) (Figure
1o
B 7 T NREREE T, 16RBRRARFIZHE L |
B TREOELRBREITEM L 22 o
e, TV =Y o o BRIEREE T,
TRRBALARFICEE U, 16K TR OBE{LR
EREEIIH EITHEM L 7=(p=0.0003) (Table 2),

D. B8 - &R

T R=Y o BREEOHRIEIN ST
NBRDBHRITE B,
CEAMA TR AEHEERTEER
IR IgA BIEDIEE L LT, L =Y
o+ T7HEFF Y AT —=T 7Y+
Y FE—NICKBBRBON 7 T NIE
Bx 2 EMEBRTIONRYTH S,

E. fREfaBRIER
AP

F. ARBTAHED H B RGN
mYeL

105

G BrZsx

RXFER

Sako M, Nakanishi K, Obana M, Yata N,
Hoshii S, Takahashi S, Wada N, Takahashi Y,
Kaku Y, Satomura K, lkeda M, Honda M,
lijima K, Yoshikawa N. Analysis of
NPHS1,NPHS2, ACTN4, and WTI1 in
Japanese patients with congenital nephrotic
syndrome. International 67:
1248-1255, 2005

Nozu K, lijima K, Sakaeda T, Okumura K,
Nkanishi K, Yoshikawa N, Honda M, Ikeda

M, Matsuo M. Cyclosporin A absorption

Kidney

profiles in children with nephrotic syndrome.
Pediatr Nephrol 20: 910-913, 2005

Fujita T, Nozu K, lijima K, Kamioka I,
Yoshiya K, Tanaka R, Hamahira K,
Yoshikawa N, Matsuo M. Long-term
follow-up of atypical membranoproliferative
glomerulonephritis : are steroids indicated?
Pediatr Nephrol 21: 194-200, 2006

Yoshikawa N, Nakanishi. K Chronic nephritis
in children - on IgA

nephropathy. “Kidney Disorders in Children

with emphasis

and Adolescents A Global Perspective of
(Ed.
pp.103-115, Taylor & Francis, London and
New York, 2006

Nozu K, Iijima K, Kamioka I, Fujita T,
Yoshiya K, Tanaka R, Nakanishi K,
Yoshikawa N, Matsuo M. High-dose

Clinical Pracice” ) Ron Hogg.

mizoribine treatment for adolescents with
systemic lupus nephritis. Pediatr Int, in press

Yoshikawa N, Honda M, lijimaK, AwazuM,
Hattori S, Nakanishi K, Ito H. Steroid



treatment for severe childhood IgA
nephropathy: a randomized controlled trial.
Clin J Am Soc Nephrol, in press.

FoRK

Kamioka I, Nozu K, Fujita T, Satomura K,
Yoshiya K, lijima K, Nakanishi K, Yoshikawa
N, Matsuo M: The National Survey of Typical
Hemolytic Uremic Syndrome in Japan: The
Analysis of the Risk Factors Predicted the
Induction of Dialysis and the Development of
Central Nerve System Disorders. 38™ Annual
Meeting of the American Society of
Nephrology, Philadelphia, USA, 2005

Fujita T, Kamioka I, Nozu K, Tanaka R,
Nakanishi K, Iijima K, Yoshikawa N, Matsuo
M: Long-Term Follow-up of Atypical
Membranoproliferative ~ Glomerulonephritis
(Atypical MPGN) : Are Steroids Indicated?
38" Annual Meeting of the American Society
of Nephrology, Philadelphia, USA, 2005

106



Table 1. Baseline characteristics

Combination  Prednisolone p
(N =40) (N =40)
Demographic
Age (years, mean [SD]) 11.53.2) 11.1(2.8) 0.57
Sex (M/F) 22/18 21/19 0.99
Months of disease (mean [SD]) 11.5 (14.1) 14.8 (16.6) 0.30
Months from biopsy (mean [SD]) 1.6 (1.4) 1.5(1.4) 0.47
Initial presentation
Aymptomatic proteinuria and hematuria 25 (62.5%) 33 (87.5%) 0.14
Macroscopic hematuria 12 (30.0%) 5(12.5%)
Edema 3 (7.5%) 2 (5.0%)
Blood pressure
Systolic (mmHg, mean [SD]) 116 (11) 114 (13) 0.23
Diastolic (mnmHg, mean [SD]) 64 (11) 63(11) 0.62
Renal function
Urinary protein excretion 1.30 (1.17) 1.14 (1.12) 0.44
(g/m?/day, mean [SD]) .
Hematuria in morning urine*(mean [SD]) 3.0(0.6) 3.0(0.8) 0.64
Blood urea nitrogen (mmol/L, mean [SD]) 5.2 (2.6) 4.7 (1.3) 0.74
Serum creatinine ( £ mol/L, mean [SD]) 49 (19) 43 (14) 0.22
Estimated creatinine clearance 147 (34) 157 (33) 0.24
(mL/min per 1.73 m?, mean [SD])
Serum IgA (mg/dl, mean [SD]) 274 (117) 248 (109) 0.33
Renal biopsy
Number of glomeruli (mean [SD]) 22.9 (14.8) 21.9(10.4) 0.80
Glomeruli showing sclerosis (%, mean [SD]) 3.9 (8.0) 2.7(5.0) 0.97
Glomeruli showing crescents (%, mean [SD]) 17.8 (18.0) 19.3 (17.1) 0.65
Glomeruli showing capsular adhesions 5.5(8.2) 3.9(5.2) 0.66
(%, mean [SD])
Intensity of mesangial IgA deposits** 2.1(0.5) 2.2 (0.6) 0.49

(mean [SD])

*Hematuria was quantified using dipsticks and macroscopic hematuria was quantified as 4.
**The intensity of deposits on immunofluorescence microscopy was graded semiquantitatively

on a scale from 0 to 3+: no, 0; slight, 1+; moderate, 2+; and intense, 3+.
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Table 2. Effect of two years of treatment

Start of Treatment End of Treatment = p

Clinical data
Urinary protein excretion (g/m*/day, mean [SD])

Combination (N = 39) 1.29 (1.19) 0.10 (0.15) <0.0001

Prednisolone (N = 39) 1.16 (1.13) 0.12 (0.16) <0.0001
Urinary protein excretion < 0.1 g/m?/day

Combination (N = 39) 0 36 (92.3%) <0.0001

Prednisolone (N = 39) 0 29 (74.4%) <0.0001
Hematuria in morning urine*(mean [SD])

Combination (N = 39) 3.0(0.5) 0.4 (0.8) <0.0001

Prednisolone (N = 39) 3.0(0.8) 0.6 (1.0) <0.0001
Estimated creatinine clearance (mL/min per 1.73 m?, mean [SD])

Combination (N = 39) 148 (33) 156 (26) 0.64

Prednisolone (N = 39) 156 (32) 155 (32) 0.95
Estimated creatinine clearance < 60 mL/min per 1.73 m’

Combination (N = 39) 0 0

Prednisolone (N = 39) 0 0
Serum IgA (mg/dl, mean [SD])

Combination (N = 39) 276 (118) 194 (85) 0.0001

Prednisolone (N = 39) 245 (109) 194 (90) 0.0003
Body mass index (BMI, mean [SD])

Combination (N = 39) 18.7 (4.0) 20.0 (3.0) 0.0007

Prednisolone (N = 39) 19.1 (3.7) 21.8 (4.3) <0.0001
Pathologic data
Time of repeat biopsy from the end of treatment (months, mean [SD])

Combination (N = 32) 1.2 (3.0)

Prednisolone (N = 30) 1.8 (3.6)
Number of glomeruli (mean [SD])

Combination (N = 32) 24.5 (15.5) 26.8 (16.5) 0.67

Prednisolone (N = 30) 242 (10.1) 26.2 (14.8) 0.68
Glomeruli showing sclerosis (%, mean [SD])

Combination (N = 32) 5.009.1) 4.6 (7.9 0.74

Prednisolone (N = 30) 3.1(4.8) 14.6 (15.2) 0.0003
Glomeruli showing crescents (%, mean [SD])

Combination (N = 32) 17.3 (16.6) 1.7 (3.0) <0.0001

Prednisolone (N = 30) 19.1 (17.1) 0.9 (1.9) <0.0001
Glomeruli showing capsular adhesions (%, mean [SD])

Combination (N = 32) 52(7.0) 53(@.1) 0.62

Prednisolone (N = 30) 3.6(5.4) 5.0(7.5) 0.60
Intensity of mesangial IgA deposits** (mean [SD])

Combination (N = 31) 2.1(0.4) 1.5 (1.0) 0.006

Prednisolone (N = 29) 2.2(0.5) - 1.8(1.2) 0.03
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*Hematuria was quantified using dipsticks and macroscopic hematuria was quantified as 4.
**The intensity of deposits on immunofluorescence microscopy was graded semiquantitatively
on a scale from 0 to 3+: no, 0; slight, 1+; moderate, 2+; and intense, 3+.
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Figure 1. Disappearance of proteinuria as defined by urinary protein excretion < 0.1 g/mzlday
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