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Seven—-Year Follow Up of Microscopic Polyangiitis Presenting
with Rapidly Progressive Glomerulonephritis

Jin Won Oh, M.D., Pyung Kil Kim, M.D., Jac Seung Lee, M.D." and Hyeon Joo Jeong, M.D."

Department of Pediatrics, Kwandong University College of Medicine, Goyang
Departments of Pediatrics”, Pathology T, Yonsei University College of Medicine, Seoul, Korea

Microscopic polyangiitis(MPA) is a systemic necrotizing vasculitis that involves many organ
systems including the skin, joint, kidneys, and lungs. In spite of early diagnosis and intensive
care, the five-year actuarial patient and kidney survival rates are 65% and 55%. We experi-
enced a case in 7-year-old girl of microscopic polyangiitis presenting with rapidly progressive
glomerulonephritis which was confirmed by renal biopsy and positive serum perinuclear anti-
neutrophil cytoplasmic autoantibodies(p-ANCA). The diagnosis of patients first renal biopsy
was MPA, p~ANCA-associated crescentic glomerulonephritis. The patients second renal bio-
psy was done b years 6 months later since first renal biopsy, and pathologic diagnosis was
chronic sclerosing glomerulonephritis, advanced, due to MPA. We began methylprednisolone
pulse therapy, combined with a low dose of cyclophosphamide and plasmapheresis therapy.
ACE inhibitor, angiotensin II receptor blocker, and cyclophosphamide were used until now and
the patients current age is 14 years old. On admission, the patients laboratory findings showed
BUN 117 mg/dL and Cr 2.3 mg/dL, while on the hospital day BUN and Cr values fell to 20.8
mg/dL and 1.6 mg/dL. But renal function was progressed to chronic failure with latest labora-
tory data BUN 51.7 mg/dL and Cr 3.2 mg/dL. ACE inhibitor, angiotensin II receptor blocker
and small dose of immunosuppressant with close observation is the key to maintain the patient
survival. (J Korean Soc Pediatr Nephrol 2008;12:99-104)

Key Words : Microscopic polyangiitis, Immunosuppressant

M =

45120084 39 319, $20:20084 49 199 g K
AYAA: 29D, ANE 2PN GUT BAE ey Le)S ARGl ARAS A
dEUEn gguie aopsatud Aol dFoz HEAA 24 FHWY(polyarte-

o

Te1193'1)810'~5436, Fax - 031)969-0500 ritis nodosa)d= FEHIW, F2 He AF H
E-mail : pkkim@kwandong.ac.kr

Au A A oA E 9 d (microscopic polyangi-
A alo
=2

_99_

Adse A4 e



=t
&

3 - Ul B o

o
off

E A9
o2 1] o] AEL FIFTTF AE
f%Zﬂ(antl—neutrophﬂ cytoplasmic antibody,
ANCA)9| 4Qubg-& Holn F2 A% B
< vehl s, A4S tgdste o] o
I AAEE Bert Eh giRE gxe 2
%7)5-¢ 1_1‘7]‘“01 FaHo] gl A753HA
AP ApA AN D

;(E]

#
k
oo = v X
(rapidly progressive glomerulonephritis, RPGN)
S-S Holn A} o F HAe ¢
AN} REA Bastt2, 3] o Ae) A
A oy}, F2 40-50th¢] H°1°ﬂ*1 A
ofel iz w9 EBo] ©x] BR ool
3 QTH4-6l EF T wageie e
By 34 SHgRD BFea, 59 2o}
oA QeiNE 37 2B L A%l o
7k A9 g AAolthTl. ARES HE
2 4 AR ATANDE
ANE B3 AnRH ey
oJobs] Tdzre) AR %
FHHS HFPs57) )

[<] ‘H Al ;d—x;q

wr
=

4 o

ol LA
= B3

Al

5
4 &
E S

anR.O,L'

Lls
)
il
Bk
Z H

d al

|

g of: AOO, 149 9/, o=

F o4 wuug A%

BHY 1 79 97iY 8 3-43) A
o) 39T A&l A
AAANA HEdH J
o8, B BUAL,

wglen, LA dul7
E?&OL} % QFA] @_u_-‘?‘]— ‘rf-g'

H 2% agzARAE A9se
99 9 AR Folth

e ;
SRR LT

=

S ool 2 54 o

% 47 kg(25-50W#$17), 71
), 89t 90/60 mmHg,

T 2038)/%, AL 65T A
23] }giou:] 9 AA HAL 4ol
s 2ylx, 33

cEERIET

¥ 5%
. ¥y

o,
.

3 e e do

AL A7 AS Y A 9P g4
2 6.0 g/dL, WET 5300/mm’, A% 418,000/
mm’@ o, 228 8 F P2 120 g/dL,
WY 8010/mm®, AW 537,000/mm’el A I,
A AL Aoty dwrststgdAbd BUN 117
mg/dL, Cr 2.3 mg/dLol13, SGOT/SGPT 17/
11 IU/L, 8% % 99as d8ae 27 64 g/
dL, 36 g/dL, Ed¥2=H& 303 mg/dL, HBsAg,
Anti-HBst 2% 24013, PT/aPTTE 100
%/32seco|Att. @A C3 110 mg/dL, C4 23 mg/
dLol 3, IgG 915 me/dL, IgA 110 mg/dL, IgM
270 mg/dL, ASO 90.8 TU/mL, ESR 50 mm/hr,
CRP 0.14 mg/dL, ANA, anti-DNA &= &4
2 Bk 8 Y g #vA Alobd A
gyt e B, & 3+ojAth AbA
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%&& 203 mL/min/1.73m’°|A 2B, 24413
G2 2142 mgol%li, &FL 23 mL/kg/hrol

3L, renal failure idex 1.33, FENa 1.1%°12lt}.
AEsdE), £2REA sttt 2o td 3
At 37 A 9 (anti-GBM), circulating im-
mune complex® EF 240129 perinuclear
anti-neutrophil cytoplasmic autoantibodies(p-
ANCA)E 1:640 3 278 B9Y o] & 23
B A e A9 w2 APt oh(Fig. 1).
e ZE 8d 77/§€¥el BUN 206 mg/dL, Cr
1.1 mg/dL, 93 771€e] BUN 327 mg/dL, Cr
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Fig. 1. Follow-up data of blood urea nitrogen

(BUN) and creatinine(Cr) for 7 years.

1.48 mg/dL, 10%d 77§€¢] BUN 305 mg/dL, Cr
1.6 mg/dL, 11}d 871€] BUN 32.8 mg/dL, Cr
15 mg/dL, 1213 778€<] BUN 30.7 mg/dL, Cr
1.7 mg/dLoll i, 144 2701€e] BUN 456 mg/
dL, Cr 2.7 mg/dLel%lth 14 9 E A
A A A 105 g/dL, WET 6,000/mm’, &
2% 246,000/mm’ ou}, A& HAFo|t} Uuk
s}8t7 A+ BUN 51.7 mg/dL, Cr 3.2 mg/dLo]
, SGOT/SGPT 19/10 IU/L, 83 % wiidy
gdEme 7474 63 g/dL, 3.8 g/dLolth
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Fig. 2. First renal biopsy(LM): A glomerulus shows
fibrinoid necrosis of glomerular capillary wall with
adhesion to Bowmans capsule. The interstitium is
widened by edema and mononuclear cell infiltrate.
Focal mild tubulitis is also present(PAS, Xx200).

biopsy(EM) : The glomerular

Fig. 3. First renal
basement membrane is relatively even and covered
by diffusely effaced foot processes. Electron dense
deposits are not present(X5,900).
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Fig. 4. Second renal biopsy(LM): The glomeruli
are globally sclerotic. The tubules show mild atro-
phy. The interstitium is moderately fibrotic and
shows mild mononuclear infiltrate(PAS, X200).

Fig. 5. Second renal biopsy(IF): The glomerular
mesangium shows mild mesangial IgG deposits.
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Fig. 6. Second renal biopsy(EM): The glomerular
mesangium shows several electron dense deposits.
Glomerular epithelial foot processes are focally effaced.
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