Schonlein-Henoch Purpura Nephritis
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Urinalysis
pH 6.5
protein (4+) (13.0g/day) 1
glucose ()
occult blood (3+)
U-P/U-Cr 54 1

Renal function test
24hr Ccr 70.3 ml/min (57.1 77.5)
PSP 15min 25% | 35%)

CBC
WBC 5400/u |
RBC 3.46x 10%/p | |
Hgb 9.3 g/dl !
Hct 29.0% !
Plt 22.9x 10%/u |
MCV 86 3
MCH 26.9 pg
MCHC 31.2%

Blood chemistries
TP 5.0 g/dl l BUN 2.7 mg/dl
Alb 3.1 g/dl l Cre 0.64 mg/dl
T-CHOL 226 mg/dl 1 UA 3.8 mg/dl
TG 134 mg/dl Na 141 mkEq/l
B -lipo 639 mg/dl 1t K 3.43 mEq/l
GOT 8 U/ Cl 104 mEq/l
GPT 6 U/ Ca 4.1 mEq/l
ALP 92 U/
ZTT 1.1 U
TTT 11U
T-Bil 0.5 mg/dl
y -GTP 4.6 1U/I

thyroglobulin Ab
microsome test
MPO-ANCA
PR3-ANCA

Serology
CRP < 0.24 mg/dl
IgG 790 mg/dl
IgA 214 mg/dl
IgM 205 mg/dl
IgE(RIST) 5.0 IU/ml
CH50 18.0 U/ml
C3 80 mg/dl
C4 33 mg/dl
NAG 34.2 Ul
B 2MG 1.4 mg/l
Coagulation
PT 12.4 sec
APTT 27.4 sec
Immunology
ANA ()
RF< 10 IU/ml ()
Anti-DNA Ab ()
Anti-RNP Ab ()
Anti-Sm Ab ()
LE test ()
Anti-SS-A Ab ()
Anti-SS-B Ab ()
Hbs Ag (RIA) ()
HCV Ab ()
TPHA ()
()
()
()
()
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ISKDC

Grade Minimal alterations
Grade  Pure mesangial proliferation
Grade (a) Focal or

(b) Diffuse mesangial proliferation with<50% crescents
Grade (a) Focal or

(b) Diffuse mesangial proliferation with 50 75% crescents
Grade (a) Focal or

(b) Diffuse mesangial proliferation with>75% crescents
Grade Membranoproliferative like lesion

adhesion crescent Segmental sclerosis,
thrombosis, necrosis



IgA>1gG, Fbg, C3 IgM Mes
global deposit
C4, C1q
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Urinalysis
pH
protein
glucose
occult blood
U-P/U-Cr

CBC
WBC
RBC
Hgb
Hct
Plt
MCV
MCH
MCHC

7.5

(2+) (1.6g/day) 1

()
(1+)
1.95

6000/u |
3.44x 10%/u |
11.4 g/dI
35.0 %
22.1% 104 |
102 u 3

33.1 pg

32.4 %

i

|

Blood chemistries

TP 6.3 g/dl l BUN 7.8 mg/dl
Alb 3.7 g/dl ! Cre 0.80 mg/dl
T-CHOL 259 mg/dl 1 UA 41 mg/d
GOT 12 U/l Na 141 mEq/l
GPT 8 U/ K 4.3 mEq/l
ALP 93 U/ Cl 103 mEq/l
ZTT 34 U Ca 4.5 mEq/l
TTT 04 U P 3.7 mg/dl
T-Bil 0.4 mg/dl
y -GTP 7.8 U/
Serology
IgG 948 mg/dl
IgA 236 mg/dl
IgM 120 mg/dl
IgE(RIST) 5.0 IU/ml
CH50 13.9 U/ml (25-48) |
C3 124 mg/dl (84-151)
C4 20 mg/dl (17-40)
CH50 EDTA 14.0 U/ml (25-48)
C3 EDTA 113 mg/dl (84-151)
C4 EDTA 17 mg/dl (17-40)
Immunology
ANA ()
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Similarities of IJAN and HSPN

by Davin JC et al, Kidney Int 59:823-834, 2001

Clinical features Other immunological abnormalities

More frequent in male Reduced function of the reticuloendothelial system

Gross hematuria simultaneous to a respiratory infection Low grade complement activation

Frequent evolution to chronic renal insufficiency H!gh _IgE_pIasma levels

. High incidence of C4B null phenotype

Relapse after transplantation : .

. Increased TNF-a and IL-1 urinary excretion
Histology

Abnormalities of mucosal barriers
Increased intestinal permeability to >1Cr EDTA
Increased long carbon monoxide diffusion

Predominant mesangial IgA1 deposits
Electron dense deposits in the mesangium

Mesangial proliferation Coagulation abnormalities
Cutaneous IgA deposits Intact cross-linked fibrin (XFb)
IgA immunological abnormalities Increased von Willebrand factor plasma levels

Abnormal IgA1 glycosylation pattern
Increased IgA plasma levels

Increased IgA1l plasma levels

Increased polymeric IgA plasma levels
Circulating IgA-containing complexes
Increased IgA synthesis by B lymphocytes



Differences between IgAN and HSPN

IgAN HSPN

Clinical features

Extra-renal symptoms

Age at onset 15y 15y

Nephritic/nephrotic syndrome /

Risk of chronic renal failure (CRF)

Hypersensitivity

Secondary forms /
Histology

Endocapillary proliferation /

Epithelial crescents /

Perivascular glomerular IgA /

Subepithelial/subendothelial dense deposits /

Increased lambda/kappa ratio

Fibrin deposits /
Circulatory IgA abnormalities

IgA-containing comlexes size 7S-19S 19S
Other blood immunologic abnormalities

High IgE plasma levels

High eosinophil cationic protein (ECP) plasma levels
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