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A case of Henoch-Schénlein purpura nephritis associated with I[gA monoclonal gammopathy of
undetermined significance
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& 1 IgA- 2 # monoclonal gammopathy of undetermined significance (MGUS) & 2 L 7z, M &1 & RERARE £ D
B2 7R 9 2 SEBER IR R DM B HBOL S N5 A%, AIEBNC BT 2 BHAEN TN H (k2 £ 9 SRBkik 23}
B EAFEL, TgA B XU C3c DX H v X7 AHIBANOFH LRI E 22D 72 b 0D, Rz A
BUIREMETH D, IgA-A T M HAIMIE & OBBHEIZAHTSH - 72, MGUS DA 2 T BB lE - iR R O
HIFEREE L L TIEZ 6 NTE D, ZE L RHIMREES N Tw 2 b Tldk v, AEEFI D X 9 % Henoch-Schon-
lein S8BEEIERS 28 (HSPN) & TgA-A B MGUS & OGO &5 2 5411553, HSPN ICHEL#E L 72854 1S3 TEN
2 IgA WM EHHIMAED A EZ QEHICE ¥, BaEZED 2 081D 5,

We report the case of a 72-year-old man with nephritic syndrome and rapidly progressive renal failure due
to Henoch-Schénlein purpura nephritis (HSPN) . He was successfully treated with methylprednisolone pulse ther-
apy, followed by oral prednisolone at the dose of 30 mg per day. He was also diagnosed by immunoelectrophore-
sis as IgA—A monoclonal gammopathy of undetermined significance (IgA-MGUS). Renal biopsy revealed the
diffuse crescentic glomerulonephritis associated with mesangial deposition of IgA and C3. Since an immuno-
fluorescence examination failed to show the deposition of A, the significance of IgA paraproteinemia on the
HSPN was obscure in the present case. However, we must bear in mind the latent presence of IgA-MGUS in
cases of HSPN.
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FCBHIC

7 L L X — 4659 (Henoch-Schénlein purpura : HSP) &
EHEMERD—~DTHY, 7L Kbz E L
M DZWIE T & 2 Ml NEHIRD JAEVEZAL A3 225 7R
Thb, AEDE X2 PRICEBEESA S, BAIHED
FIEEDSARED PHE /AT 5, BHREE ORI 2 T L
JIMRTH Y, LIFLIFEAKRZE) ., bbb,
70 —YhifEEE 2L, IgA-A % M HEAIMEZ - 72
HSPN @ 1 % it L 7 D THET %,

E #

B F:2% Bt
£ BF N IEEME, T REEHE
RIERE @ RrEd L L

BEGERE : Rradsim e L

BREE : 2006 £ 2 H M) & b BARGERERDI B, [H
E3H 6 HEX DM TN ICEMEHBLL 72 2 0 EZ%Z
L7z, HSP &2 X 41 prednisolone (PSL) 30 mg/day 12 X
iR ERFG L7, L LEBEIISEEE T, FE 3 A
VI BEVERE - SRR - REEIN 2580 5 X 9 1ck o
7o, BEEEET, R, BXOEAKRZE--TWE I ED
5, KR HEICHE 3 A 22 HUBIABEE 2o 7,

ABRBFIRAE © & 156.0 cm, AT 73.9 kg, i 36.0°C, Ifil
£ 146/70 mmHg, WRH 86 [A1/7r, #&, MRHGAS I £ 1M 7%
Lo mBkBRIERZ U, Wil BRI MR & & OV %
B3,

HRER R (Table) : JRE 5.8 g/day, [ Alb 2.9 g/dL,
BavAyu—)L 26l mg/dL & FEHLRIREA EEKT LT
I UIMEZRRYD, 270 —YEERE2 2L Tk, £,
BUN 41 mg/dL, Cr2.66 mg/dL, 7 L7 F =7 V7 7V A

Laboratory data on admission

Table.
Peripheral blood Blood chemistry

WBC 20,100/uL CRP
Myelo 0.5% TP
Stab 7.0 % Alb
Seg 84.5 % BUN
Eos 0.5% Cr
Baso 0.5 % UA
Mono 3.5% T-bil
Lymph 4.0% AST
RBC 464 x10%/uL ALT
Hb 15.3g/dL  LDH
Ht 46.0 % r-GTP
MCV 99 fl Na
MCH 33.0 pg K
MCHC 33.3 % Cl
PIt 44.0%x10%/uL Ca
HbA,, 55 % (cCa
PT 12.2 sec iP
APTT 25.7 sec Glu
Fib 538 mg/dL  T-cho

TG

Serological test HDL-C

I9G 1,267 mg/dL  LDL-C
IgA 754 mg/dL
IgM 99 mg/dL
C3 143 mg/dL
C4 34 mg/dL
CH50 51.2U/mL
ANA (=)
P-ANCA <1.3U/mL
C-ANCA <3.5U/mL

Urinalysis
2.68 mg/dL  Gravity 1.021
71g/dL  pH 6.0
29g/dL  Protein 3+)
41mg/dL  Occult blood (8+)
2.66 mg/dL
8.7mg/dL Urine sediment
0.57mg/dL  RBC many
21muU/mL  WBC 30~31/HPF
16 mU/mL  Hyaline cast 1~2/HPF
385 mU/mL Epithelial cast  20~21/WF
35mU/mL  Granulated cast 30~31/WF
143 mmol/L  Waxy cast 5~6/WF
3.3mmol/L  Fatty cast 10~11/WF
105 mmol/L  Leukocyte cast 10~11/WF
7.6mg/dL  Bacteria (+)
8.7 mg/dL)
4.0mg/dL Renal function
142mg/dL  Protein 5.850 g/day
261 mg/dL  NAG 40.2U/g - Cr
187mg/dL  B,MG 1,284.0 ug/L
41 mg/dL Selectivity index 0.38
182mg/dL  Ccr 19.4 mL/min
Serum immunoelectrophoresis
IgA-A M-protein (+)
Urine immunoelectrophoresis
IgA-A M-protein (+)

Bence-Jones protein  (—)
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Fig. 1. Immunoelectrophoresis of the patient’s serum and urine
Serum from a healthy volunteer was used as the control. M-bows that reacted with anti IgA and IgA antibod-
ies were observed in patient’s serum (arrow) . However, M-bow was not detected in the urine.

100um

Fig. 2. Renal biopsy findings
A : Hypercellular glomeruli are surrounded by a cellular crescent. (periodic acid-Schiff (PAS) stain).
B : Immunofluorescence staining shows the mesangial deposition of IgA, but there was no significant
staining for A.
C ' Electron microscopy reveals electron-dense deposits within the mesangial region. There is no evi-
dence of fibrillary deposits, including amyloid fibrils.
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Warfarin

| 5 X1 TWw7z PSL % 30 mg/day Tk L

nPSL 500me/day T, IREAREDS CEERPTRD 5/
Pt 30ug/day [ somsaer | PR B s ] s 3 W] T 42 BE (International Study
Urine sediment . . . . . 3
Red biood cell Many 9-10/HPF Many of Kidney Disease in Children : ISKDC) 73 5H D
White blood cell ~ 30-31/HPF  25-26/HPF 5-4/HPF o
Granulated cast ~ 30-31/¥F 5-6/F 11-12/HPF IVH#EEZWL, 4 HS HCEE 149%H) XD
Fatty cast  10-11/WF 8-9/WF
Red blood cell cast 3-4/WF

Renal biopsy
307 ) !

Bone marrow puncture

methylprednisolone (mPSL) 500 mg/day (2 & %

=& CRP (mg/d1)
——

Serum Cr (mg/dl)

2.0

15[

CRP (mg/dl), Serum Cr (mg/dl)

Lof

o 5F == proteinuria (g/day)

18 2OV AR 3 HIEMEST L, PSL 30 mg/day
17 ~ Ik ARIBEE R T o, £, 2L AL
16 ﬁ} Ih & FIIRFIC warfarin 2 mg/day (2 & % Pt
15 5 BEEERBHAL 2 R L ToBBEEAL,
14 % 4 H 20 HE 290 H) I Cr fifilx 2.08 mg/
1, ~ dL £ T T L Cer b 243 mL/min F T3
19 L 7o, R,  FRIBIME ST R L RE
11 fe L, PRYGERT R LARIMIRE S 10 DLL/HPF

TR T 2 % EMROAEREGEEIFRO 61
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Clinical days

Fig. 3. Clinical course

The patient was treated with mPSL pulse therapy, followed by oral
administration of PSL. During the treatment, a decrease in urine protein

and recovery of the renal function can be seen.

(Cer)19.4 mL/min & BFHEREREE 2 £ 5 T 7, B &%
BT, BEEODZI—LVEET ERALTVwEHD
D, ZEAEEZIZFED & I hr o 72, T 1gA fitild 754 mg/
dL & EF L TR Y, fEBERWKEIRA T, MiFIC 1gA-A
o M EE% B 72 DR T IR HER S Nk - 7= (Fig.
1),

B (Fig.2) 13 H 27 HGB 50 H) chiifr L 72 &4
Tk, IS N7z 15 HOARIRED 5 B 12 flH DLk IC R
e L DA X CCEHRIERERD, 1O RBRE
DIETALL TWie, R~ v oA k 2% H&K
J I i A s kT o 7, RIEHDEhI A
BT A VX7 AHEBUC IgA 8 X O C3c DFERIR DL
HERO, LHBENICT7 4 7V 7 v OMEEZRD D
DD, Pir TR X 23T, B~ A #HOWE
BHERI N o7, avy Ly Rz, e
WHEFIcB T 2BEBICE L TOERITRRERS D5
7o, BEEGTIX, AV VXY LHEEAOSEHEINEY
ZROBLDATHY, 7 InA FHHER GO MR E
YVIDOEISHER S s o 72,

BERIEM (Fig. 3) : BDOBDODMAEHT R X h PR ER
REZWL 7, oMK, SEAHEKRE XK furosemide 80
mg/day 1 & 2 AHEREERIC CIRIIZSGE L2z, milE L D #%

Day26

oo, ABERHICE X % 6 g/day FRET
&b o T RERIZIBHHI & &b ISHEIREDS
bUEZRRL, H29WHICIE 2.0g/day £T
TN L7. 4 H 11 HEE 200 H) 12 IgA-A Y
D M HHIMEE R LT - 7 Bl T,
TEE M e o 3= SR EE X ® 3, mono-
clonal gammopathy of undetermined significance (MGUS) & &
Wi L 72, IRBE8& IS PSL 2 il L Tv> 2 b O DB HERE I3 YL
THIER(FERBLTED, P19 4 1 HBIE, PSL 125
mg/day |2°C Cr ffi{Z 1.5mg/dL, Ifiif Alb 1 43 ¢/dL &
%oTED, 270—VIEMREELEML Tn3,

z ¥

HSPN OEHERIFIMIK Z Fh & T2 b DDEAKZHD
Lab% C, WfET 2 SRR SIERERE, * 7 v — BhERRE
BEFTHRAROMME LR SN TWEY, BEAMD X
BV X LMD RTEL R, EOSRERIEICE T 2 EHE
DI s & DIHBFT S PR OBUERF & L THETH
D, EHEO B S #2489 SRR OEIE I
& D BT R A2 B L T\ B ISKDC DR 1 43 48
23, ANEBID A & FTRABNIC BT PROHEE PIAR
i1 fREEE LTV RTwBY,

AIEBNER |, BARE X 0% 7 0 — Bz 2 L,
FARAIIC ISKDC 3 DIVERICIE L Tw 3 2 &0 6 P
RELD HSPN TH % AlHEMEDY % 2 572, SRR X
D HIBEIC T T PSL O WNHRMIE DGR S LT\ 7223, B
K EWH S GBI R 2B O otz £, AT0uA
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ROV AL % AT L 72, EE, PBRAREEZOND
HSPN JEBNIZ KT 2 2 70 A4 POV 28R G -3
ENTHEDHY, REFICE TS B IZUEE LIREA D
WAL Edrs, RIMRIITHTHL2 DD, LR
WENEIThHobDEEZL SN,

HSPN DJEREDFEAIL, [gA 2 &0 REBEHARIC IV E
HENHMAMEREEZoNTED, BXZ LD
T D IgA D LRZF D 22, L L, I IgA fEo
b7t & HSPN FEHE~ D RUIRBILR 1 D V> T O W 2 GEL A3
HHHOIT TR, EEOWIIETIE, IgA HilkrFHisHR
WIS X 20 RGO E R DERREANOUAE ICEHE X
BE 2R LT 0B HREERRB S LT 25, AIERIC
B 5 AR O MR E T, K7L 7 3 VIGEZE0 7
LbODIMEREAHIKETLTEST, y /v 7Y ryaHo
bARR I N B MO REIC XD IR M B DR
MzEH7E5T5 7054 VIMEDTAEZ SRR L7 &
A, [gA-A T M B MELSRD 5Nz, 87 7a74
VIMAE I FE S BREE I, ST EBiEZ I fE ) s
a7 NET I aA P - AR, BEVERE, B,
70707 VIER EDAIS T30, HEE, i
IgA D ERZ 119 IgA T M B MUE & B SRRk iREE &
DR ZRET 2 WL LA I N TR, Lal, £
FEGHC BT EBEER X D LR E IR (/IR ENT
HY, FIEABAEIICE AT ¥ AFEAD [gA B &
O C3c DHRHRDME 2RO b DD AEHPTIvA F
EHDUWHEIIBEINT, IgA-A B> M 8 I & B FE
EOBEEIFZ L wEE LN, T T7uTA VIMREDIR
A% IgA-A B MGUS 12 X % &2 L 72,

AR, a7 VAN 7 v — o W EE R
FHEE R Z D 22w M EAIE X MGUS & L Cilkbi, %2
DA L FE VA REIE P BRR B ORIRRE L L T2 5
NTW» 310 MGUS 1 BRI 2 iR R BT RLI3 22 <, Ifn
H M E X 3 g/dL K, EHEEMIE 10 %A, &AL
> MFEPEFEE, B, MIRED 2 fEban 2 &k
EpiiE s LHwsTw3, IEFEsn 7Y v
D7 5 ZM3AE D EE L RBRIC, 1gG Bl MGUS DHEAS
RbH% L, KT IgM BIH 2003 1gA BIDHE M5 S
Tw3", @ERATOHEEZE X2 1 %RETHY, M
& &b Ic 2 DBEERINT 2 2 EBAMSNT LB,
Kyle 5@ MGUS 241 $l O RMIBIZEHTRL TIE, 24 D 5EHI
TR R S BEELR RN O MER DGR S 4, M B TR ORI
2RO HDIF 19BIBE oY, DI L
X, RHIIZIX MGUS OB X Z 1/4 D3 @SR E~BAT

fils 7 %4 149

T2 ERRLTVS, MGUS I8 L THHEHIFITD 2D
DT H 508, LE L APHIEEI N TLE b T
e <, BN M E RO A, R R
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WREEEIEE 2 i 4 OREBIC B\ THERE T 2 2 EDIIFE L &
%, AAEHID & 9 7 HSPN & IgA-A 7 MGUS & D&
3RS EEZ 5555, HSPN IHEE L 7254 12 I 3IBTER 72
IgA B M EAME D fAE %2 RIHICE &, A 2D 2 05
DH 5,
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