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A Case of Microscopic Polyangiitis Initially
Suspected with Henoch-Schonlein Purpura
Nephritis

Microscopic polyangiitis (MPA) is systemic small vessel vasculitis that is very rare
in childhood. MPA is characterized by pauci-immune necrotizing small vessel
vasculitis without clinical or pathological evidence of necrotizing granulo-
matous inflammation. Approximately 90% of patients have glomerulonephritis
that is accompanied by a variety of other organ involvement. A 10-year-old girl
visited our clinic with clinical manifestations suggestive Henoch-Schénlein
purpura nephritis such as purpuric skin rash, abdominal pain, arthralgia on
both knees, massive proteinuria and microscopic hematuria. So initially we su-
spected Henoch-Schdnlein purpura nephritis. However, later her perinuclear-
antineutrophil cytoplasmic antibodies(p-ANCA) test was positive, and her renal
biopsy was consistent with microscopic polyangiitis. We began steroid therapy,
combined with cyclophosphamide, ACE inhibitor. Currently she is a 12-year old,
and until now she has been reqularly examined in the outpatient. We report
a case of microscopic polyangiitis initially suspected with Henoch-Schonlein
purpura nephritis.
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Fig. 1. Skin purpuric rash in lower extremities.
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Fig. 3. Follow-up data of MPO-ANCA, creatinine clearance (CCr)
and proteinuria. Abbreviations: MPD, methylprednisolone pulse
therapy; PD, oral prednisolone; CPM, cyclophosphamide; AZA,
azathioprine.

Fig. 2. (A) Renal biopsy (light microscopy) : The glomeruli are segmentally sclerotic and crescentric. The
tubules show mild atrophy. The interstitium is mild fibrotic and shows plasma cells and lymphocytes
infiltration (PAS, x200). (B). Renal biopsy (immunofluorescence) : There is no evidence of immune
complex deposition in the glomerular mesangium. (C) Renal biopsy (electron microscopy) : The
glomerular basement membranes are normal. Electron-dense deposits are absent (x3,000).
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Table 1. Patient Characteristics of the 6 Cases of Pediatric Microscopic Polyangiitis.

Case 1 [9] Case 2 [10] Case 3 [13] Case 4 [14] Case 5 [15] Our report
Sex female female female female female female
Age at diagnosis 5 7 4 10 9 10
(years)
Main clinical feature pulmonary pulmonary pulmonary purpuric rash, pulmonary purpura, GN

hemorrhage, RPRGN  hemorrhage, RPGN hemorrhage, arthralgia, GN hemorrhage,
urticaria rash, anemia, RPGN
arthralgia, GN
Blood urea nitrogen 98 n7 18.8 42 66 14.9
(mg/dL)
Serum creatinine 8.1 23 0.6 0.8 1.7 0.9
(mg/dL)
24hr urine protein 415 2385 1958 809
(mg/m?)
Creatinine clearance 3.4 203 94.5 71.0
(ml/min/1.73m?)
Percentage of glomeruli 43% (24/56) 50% 50% 18% (2/11)
with crescent
p-ANCA positive positive positive (118 U/mL) positive positive positive (115.3
U/mL)
Initial treatment MPD+oral steroid+ MPD+oral Oral steroid+AZA+ MPD+Pulse CPM+ Hemodialysis+ MPD+oral
CPM-+peritoneal steroid+CPM+ plasmapheresis  oral steroid+CPM  immunosuppressive steroid+CPM
dialysis plasmapheresis agent

Abbreviations: RPGN, rapidly progressive glomerulonephritis; GN, glumerulonephritis; MPD, methylprednisolone pulse therapy; CPM, cyclophosphamide;

AZA, azathioprine
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