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We present the first reported case of pauci-immune focal segmental necrotizing glomerulonephritis which
was negative for p- and c-ANCA and superimposed on mixed connective tissue disease (MCTD).

A woman presented with fever, polyarthralgia, Raynaud’s phenomenon, leukopenia, and thrombocytopenia
at the age of 31 years. Testing revealed positive anti-nuclear and anti-DNA antibodies, and she was diagnosed
with systemic lupus erythematosus. At age 34, she presented with swollen fingers and a high titer of serum anti-
U1-RNP antibody. Skin biopsy revealed MCTD. At age 35, she developed deformities of her finger joints, and
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was diagnosed with rheumatoid arthritis. She did not have proteinuria at that time. At age 47, she developed
nephrotic syndrome, and renal biopsy revealed minimal change nephrotic syndrome. She was treated with 500
mg/day intravenous methylprednisolone (mPSL) for 3 days followed by 30 mg/day oral prednisolone (PSL),
and her proteinuria resolved on day 28. Although her proteinuria was in remission for a while, she later devel-
oped steroid-resistant nephrotic syndrome. At age 57, she was taking 10 mg PSL and 75 mg cyclosporine daily.
Grade 3 microscopic hematuria developed de novo and her urinary protein/creatinine ratio increased to 1.7, but
her renal function remained unchanged with the serum creatinine level of 0.66 mg/dL and the eGFR level of
70.6 mL/min/1.73 m*. Renal biopsy revealed pauci-immune focal segmental necrotizing glomerulonephritis
with fibrinoid material, and electron microscopy of the biopsy specimen revealed myxovirus-like particles in the
glomerular endothelial cells. She was diagnosed with pauci-immune necrotizing glomerulonephritis, which was
negative for both p- and c-ANCA and was superimposed on MCTD. She was treated with 500 mg/day intrave-
nous mPSL for 3 days followed by 20 mg/day (0.4 mg/kg/day) oral PSL. Proteinuria and microscopic hema-
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turia resolved on day 37 of treatment.

Key words

LIS

1972 41T Sharp 512 & D $218 & fL72 IRA MRS A& LAk
(mixed connective tissue disease : MCTD) I%, &MLV 7
SLE), Z&kif
BZHiE (systemic scleroderma : SSc), % F& 1411 4% (polymyosi-
tis : PM) /B2 ¥ %8 (dermatomyositis : DM) @ 3 & DR
At RASIRAE L, 2> DI Hi UL-RNP HifRH3E o fli TR
ENBPEHTH Y, £72, MCTD HHD 10~26 %Ik
SRERIREER, A2 X7 ZHIEMRERIRE R, IR
PARERIATE 22, M NIRAILIE 72 & OBIREDS &GS 5 2 &
DR T W51, MCTD |12 myeloperoxidase (MPO) -
antineutrophil cytoplasmic antibody (ANCA) Bz 1t 0 B 4% 14:
iR 2 A0 2RERNE 6 PIIRE STV 205, EbdT
MTd %, MCTD IZHEMEINS FEME 28, f4EiTEB)IRE PR
%, BWIMERRER 2 G0F L 7B Lo WMERNIE TR T
MPO-ANCA [T H - 7z, Zllbibitid, MCTD I
ANCA [1E0D BURBSEIEE N & & OV S R ER A B
Re Gt L bl z®E T 5,

< b —7 A (systemic lupus erythematosus :

E Bl

57 DD TIBIRIE, &K, MR % FFRIC AR L
7o 31 I IZ L FEBRI 28, LA/ —EIR, 38°CLLED ¥
BB RN ABE L, BIMEREL 2,300/ uL, /N EL
103X 10Y/uL &84, Hiik 640 15 (speckled type), ¥
DNA $ifk 131U/mL OFF 25 SLE £ 2Wi L7, ok
SIREE IR D 2o 72, 32 ks, BIEE, LA 2 —iE
R, PIRIEMEZ 2o, PLUI-RNP HifkA% 1,562,100 5 (FLHE

Jpn J Nephrol 2012 ; 54 * 556-560.

- MCTD, necrotizing glomerulonephritis, ANCA, SLE, MCNS

fii 100 Ajii) &3 L Wisfiz " L, MCTD »3%Eb iz, 33
RIS, BB & OIEES /N ~BHEER O HE % £ 9 fL
BEE 37T~38COFEEDHBIL 7-oT, BII7L F=vynry
(PSL)20 mg/ H D#e 5.2 flh L 72, A8, PSL Z Wi L >
Ok G U7, 34 kR, FHEOREEERS L O, F
18, HBSHOMRALIE % 580 SR A% BifT L 72, KRGO

JCEESARERRT L, B B ICBERAE O E 2R T,

BRHE D & T RICRIEM 2 & NI 0 1238 % 2.0

Too F i, HOGHURETIIREMINZIC 1gG 73, REZEK
f&i £ (DE junction) I IgM DFRRILAEDIH 6 N lz, 2o
DT, JBERIR AR SR ITZEIED MCTD 22#i 0
F5 & (1996 1) DZWiFEHEIZ 3K T 2 729 MCTD & Wi
L7z, 35 i%tH X D fIFHATEA MBI L, BRI RHC R
Ve F LS T, 40 KUK D BIEIRICR L, BN
L XY hLXe— b MTX) D)5 S 23, BIfED
Yg e < T AaERICI ZH Ik L 72, 42 s, =2 F ¥4
YODIST I s, HIEREER O 7o @ 44 TR % Hh
1L 7z, 47 %R, PSL 7 mg/H DRI TIBGZIE, K&
He6~7g/H, IREIM(E), BLPME7 V7 I H20g/
dL 2SHBIL, %7 v —RIEEHE & 2L 7, B ARG

WCRBRBIMNE I E & D, SRR TIZRE S
07y IeG, IgA, IgM, X O#iRKS Clg, €3, C4

FoInbinEed, MUNE AR 7 v — BREGERE (mini-
mal change nephrotic syndrome : MCNS) & #ZWi L 72, x )L
7L F=vu ¥ (mPSL)500 mg % 3 HfMssnEes, &
PSL 30 mg/ H % #5. L 7z, mPSL #5-5Afh% 28 HHIC&EH
JRIZEEMEAL L 72, AR % 12 PSL 298 L 7228, IRE&E, IR
I & b EEMEDRRGE L 72, 52 /%R, PSL 10 mg/ H D #z 5
WKIRERG+) &b, ME7 L7 UAilihs 3.2 g/dL ~ME



558 MCTD (& L 72 ANCA &1 pauci-immune BUEAEM: R BRI

T L7, MCNS D56 & HIT L, #0 PSL 30 mg/HE L
Y7uARY v I5mg/HERGHIAL 7, PSL it & > 7
u 2R v ERERBE 14 HEHICRERZEELL, %8
TR L 22> 72, 53 iRe, HURIR O LR H3%E O Ui i
T T L, TSH<1.0u1U/mL, free T3 2.9 pg/mL, free T4
1.5 ng/dL & HURBERETERE DS B b 72, 2255 I, IRBRZE
37 <, TSH L& 7' —Hifk (TRAb) 28 1.8 IU/L & [,
HRIRS »F 75 7 4 T 1-123 up take & 31 %TH > 72,
Z0%, TRAb 23451U/L & ERL, Nk Rk E2ZHiL
oo T2V =V 10mg/ HONMERMI L2 L 2 3,
TRADb 124 ITHA L, HRBERE D 8 L 7, 57 iy,
PSL 10mg/H, ¥ 7 m 2 XY ¥ 75 mg/BIRHTIZ, IREHA
D3 17g/g Cr ~NHIIT 2 & & SR (3+) & Gk
{t L 7, MCNS B DB R D351 7212 - 7= M REME % 5 8
L CEAEMBENTABEL 72,

BREAERE © 35 MR ICHEREZ, 48 BRI TESS, 55 il IC A
B & I 2 AR

RIRRE : SIS, RHTEME C BFR

AREEHAE  OF 154cm, AHE 51.2ke, A 35.7
°C, I 124/89 mmHg, ARHT 70/ CTH - 7o, BRI PULL
KB L, W PGP E X T8 5 icr ¥ v Xk
BN RBDOI, ZOMEFFRETRE D DITRD L d o7,

BEMR | RENE 0.74¢/g « Cr, RIBIMLG+), WRIE
I ARIMER 50~99/HPF, FILEK 10~19/HPF, #RIMEKFIH:E
X OEARIMBKZ B 72, M TIRAFHBRAERL (94.6 %)
75 FUMEREUE % (11,600/1L) 2380 72, KRiflfii~€E 70 ¥
Ml 122 g/dL, MV 24 X 104/ 4L TH - 7=, R4 b
B ClE, BEH 68g/dL, TN 3 39g/dL EKEN
MAEIX 7% ¢, 2LV 7F = 0.66 mg/dL, eGFR 70.6 mL/%}/
1.73m*TH o7z, LDH2521U/L & EF L, T-Cho 266 mg/
dL, TG 166 mg/dL, LDL-Cho 166 mg/dL & J5/& R 5 &4F
ZRDT, BIREREIZRD 5o 7, BERIEE 130 mg/
dL &R ER%Z & 708 HbAlc % 54 % TdH > 72, ESR
32 mm/1 H§f#fiE, CRP 0.50 mg/dL TH - 7, N WHEET
1% free T3 1.49 ng/mL & AR T 2 7 9 7223, TRAL<1.0
IU/L TH o 7, Pilkyifk 320 £% (speckled type), i ds-
DNA §ifk 1710/mL, V7 < F AT 40 f5& LR L, i
RNP Jifd 40.5 GEHEMERGE X 22 DLE) EBGETH - 72, i
Sm FLARIZEEN:, 1gG 1,212 mg/dL, EAFARIMEIXFE0 22>
7o, RIEESTEPIAIC X 5 ANCA B X UV ELISA I X %
MPO-ANCA, PR3-ANCA Wi NnbfEEcho7%, 7
g AR DR 2 IFEET 670 ng/mL TH > 7z,

ABEEE 2 5 HICHiAT U 72 B R M AR 1 SR Bk (0 1d 35 &

Fig.1. Light microscopic findings in kidney specimen
(Masson-trichrome staining, X 800)

Disruption of mesangium structure, fibrinoid necrosis

and faint staining in the mesangial nucleus support the

diagnosis of necrotizing glomerulonephritis. Specific

findings for vasculitis are not seen in the arterioles.
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Fig. 2. Electron microscopic findings in glomerulus ( X 40,000)
Foot processes (FP) of the podocyte retain a normal structure.
Electron-dense deposits are not seen along the basement
membrane. Myxovirus-like particles ( T )are seen in a glomerular
endothelial cell.
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