HB 4235 2010 5 52(2) © 147-153.

iE fl

HMEIRN D FICBH G R¥EIa T vV, ko
KB LRIV —T AHERKIV-G(A) D 1 #l

ILHERL WG . w®yroewl w6 g
A OBK Ml NE @ EINER
Moo g BE SR BE

A case of lupus vasculopathy associated with lupus nephritis class [V-G(A)
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2HET Y 7= b —7 A (systemic lupus erythematosus : SLE) Tl S F X 4 BMEHREZ RO L3I N5, L
> L FHEBR O BEMEEAN (R HOEHUAEEAR N ISR ZIMAE DA > Tw % LIRS §, 72, WHO 3 CIERH
ZIBHT 2REBBZL VI b H D, TDL) RMEWRARRBEI SN TSI EbLwEEZoN5, FHED
bk, MEIRICEHZGE 7 e 7)) v, #iROWE 279, lupus vasculopathy & Wi L 72V — 7 A B RIV-G
(A)BID 1 4l % F&B5 L 72, FEHI X 40 %, M, 15 /% C SLE % F&4E L, prednisolone (PSL) & cyclophosphamide (CTX)
DHNIRTERE L Tua7zhs, #38rlic T 33 IR L, PSL 60 mg/ H%5 1 T, 39 iRk 4 A Hake %
WrL, FERBERICIRE 3+), RIFIM(2+), AT, Fids-DNA Fifk LA & SLE O 2o 72, PSL
30 mg/ H CeEE T AbE, BAMT WHO class V-G (A) O RBRAHZ 1IN 2, MBIRO NIEEHZE £, Zauc—3K
L7zfg v 7 v, WROUE %9, lupus vasculopathy & 2B L 7z, ABERFIZEE O 72 @Il & S8 AT
TRIMPEZ M lupus vasculopathy 12£1:9 & D &5 2 7z, PSL 60 mg/ HIZHZ, CTX #HEFEIC LD, —KF 1.1 mg/
dL £ T EA L7 Crid 07 mg/dL £ TP L, RATHE S ABER 2 JEHCUdR mBkiz b, Akt 2 2 HTHEA
PRIZIEIE R, Lo L7z, filitk &5 DNA FUA DM b ABiky 1~2 A HT8E L 7z,

ARETIE, SLE IZFE) BIMERRZICOWTHELL, ZOEEEIRBEAHI O W TEET S,

Various renal vascular lesions are complicated with systemic lupus erythematosus (SLE), and are often
overlooked in the actual renal biopsy specimen. We report a case of biopsy-proven lupus vasculopathy, with
lupus nephritis class [V-G(A). She developed SLE at 15 years of age, and was treated with prednisolone (PSL)
and cyclophosphamide (CTX). Sometimes she experienced a flare-up clinically or serologically, requiring a
dose increase of oral PSL. At 40 years of age, she visited our hospital after discontinuation of hospital visits for
about 4 months. Oral PSL at 30 mg per day was not effective for urinary abnormalities, increase of anti double-
stranded DNA (ds-DNA) antibody titer and decrease in complement components. On admission she had hyper-
tension (180/92 mmHg) and signs of microangiopathic hemolytic anemia. Renal biopsy findings showed the
glomerular changes of lupus nephritis, WHO class IV-G(A), and lupus vasculopathy, which is marked luminal
narrowing or total occlusion by abundant subendothelial accumulation of immunoglobulins and complement
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components. In addition to PSL, intravenous pulse CTX promptly achieved clinical remission. When lupus vas-

culopathy is complicated, CTX may be useful.
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WHO 737 3A < W 50 TE D, International Society of
Nephrology/Renal Pathology Society (ISN/RPS) iZ & % 2003
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A (IV-G) L — 7 A%, VI B — 7 AB %K, VI
AT L UL — 7 AR E L0 B, L—
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Shbhbils, MEIR~OFEHLGEZE 7 7Y v, Hi
ROV %R, lupus vasculopathy & ZWi L 72 )L — 7" R
RIV-G(A) BLoD 1 4EH] 2 855 L, SLE OEFIMANA DA
MBI OWTHEET 5,

E #l

BO#F 400K, L

BRI T RNEE

BEAERE : 33 Jik ; SLE A hicaimiRiEe, Blitkrh A,
Q= s

KIRRE © MR B GERIAIH), Vo ~FHR~ERL

BRI L, BER L, TLILX—7ALl, TR
7L, HG#bd

IRRPE © 15 i IC SLE 2 F8hE L, AhBE i TABEIEE,
BTV — 7 AR LB S L GE#AE), prednisolone
(PSL), cyclophosphamide (CTX) D NIk S % 32 F gk, DL
PeAfokambe 12 ¢ PSL 2 Wi, 22 i & D PSL HIE & 7% D,
30 JREE X D ke H AR L Twiz, 33 R I L — 7
A RDTE, 4.6 g/gCr DIREA & MlEEMRE:Z o, Y
Bese e NEHC ABEhiR, MRS # o 7- 0 B ERIS T S
9, PSL 60mg/HDWHR T L7, PSL &Iz & D

SLE OGS B (MBI, #liAART, H1 ds-DNA HiAAT
k) &2 E 79729, 2008 4 4 H (39 sK) DR T
PSL 20 mg/ H D¢ 5% 321 T te, 2 DHEF 4 7 Hidki %
L, 9 HICHRZ 238 L 7B, i ds-DNA $ifk 298
IU/mL & ER#ZFo 7, PSL 20 mg/ H D52 I N 5
b, 10 HICIFREA 3+), WFiQ+)25MB L, Hids-
DNA $ifk b 400 1U/mL BLE & EH L 7%, PSL 30 mg/HIZ
WMEINEDPEELZROT, 12 AICABBEINEE %25
72,

ABRBFIRAE : BikiEN, IMUT 180/92 mmHg, kA 76 [91/
. &, (K 35.1°C, B3R 152 cm, {REE 57.4 kg, NRAGHE :
Alfiza L, WEA L, HPENESZ L, R v fiolE
BR7ze Lo /Dl 54720 U, BEES © P4 - K - @2 L, BT
g, PURE : BEEE T RNEEO A, KEA L, BfioE
SRR 2 L,

BRERR (Table 1) : BRAT XM (3+), HHG+)
(5.22 ¢/¢Cr), VELEERBC 30~49/HPF, WBC 10~19/HPF,
M2 R, BAEIE Cr 0.8 mg/dL, CCr 61.6 mL/min
EER T LT, Y A% F ¥ C1.57mg/L OFEfEIEA
TaA FGHDRO EHZ 6N, ALK 3,300/uL &
#%, Hb10.2g/dL, LDH 3511U/L, 7 k27 mE v
EEELUT IR % B0 7208, 7 — b A E R,
Mz & b ickathc, BRInERG 2 R0, BUNEEDE: &
# 7 l, #ifkl3 €327 mg/dL, C4 BRHUREELLN, CHS50 5
U/mL E{XF L, #i ds-DNA Hifk 400 IU/mL DL 1= SLE
IS E TG T H - 72, 2 oo | EPiikizdiy »

BEIRZ GO TRTEETH- 7,

B4R (Fig. 1, 2) & 3 W HICHET, RIS bk
BRI 22 T 1 H2ssE b, %D 21l T R ToRERE
CTEPEAMIEE N 5 D EMEZ 2L TR, BEoEER
KON T I B R 2P RIS Y (wire loop W4 % 72
Oz, Fiz, L ORRETHIRMEEAEKE XY v v B
RIRDOWiH Z, —EHDRERETRED 7 4 79 7 4 FEH
BT, IRANE RN 2 13 TH - 7, Elastica van
Gieson 4¢ff1, Periodic acid-methenamine-silver %¢ff1, Hemato-
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Table 1. Laboratory data on admission

Peripheral blood Blood chemistry Serological test

WBC  3,300/uL (4,000~9,000) Na 142 mEq/L(135~146) IgG 1,056 mg/dL(870~1,700)
Stab 3.0 %(0~15) K 4.3 mEq/L(3.5~5.0) IgA 195 mg/dL(110~410)
Seg 83.0 % (30~70) cl 109 mEq/L (96~108) IgM 48 mg/dL (35~220)
Lymph 11.0 % (20~60) BUN 18.9 mg/dL (8~20) C3 27 mg/dL (65~135)
Mono 3.0 % (2~10) Cr 0.8 mg/dL(0.4~0.8) c4 under detection
Eos 0% (1~10) UA 7.4 mg/dL(2.5~6.3) sensitivity limit(13~35)
Bas 0 % (0~3) Ca 8.1 mg/dL(8.8~10.2) CH50 5U/mL(30~45)
erythrocyte fragmentation P 4.2 mg/dL(2.5~4.5) FANA X 640(<40)
positive AST 271U/L(8~38) homogeneous
RBC 384 x10%/uL(380~500) ALT 251U/L(4~44) Anti ds-DNA antibody over
Hb 10.2 g/dL(11.5~15.0) LDH 351 1U/L(106~211) 400 1U/mL(<20.0)
Ht 32.8 % (33~45) r-GTP 24 U/L(10~55)
MCV 85.4 f1(80~100) ALP 181 1U/L(104~338) Urinalysis
MCHC 31.1 % (30~36) CK 102 U/L(45~170) Gravi 1.014
Plt 15.1x10*/uL(13~35) T-AMY 247 U/L(43~116) pH 6.5
Ret 28%0(8~16) TP 5.59/dL(6.7~8.3) Protein 3+)
PT 10.3 sec(11.0~13.0) Alb 3.1g/dL(3.8~5.3) Occult blood (3+)
APTT 22.1 sec(24.5~33.5) CRP 0.10 mg/dL(0~0.4)
Fib 320 mg/dL (200~400) TG 146 mg/dL (50~149) Urine sediment
D-dimmer  3.60 ug/mL(<1.0) T-cho 318 mg/dL(150~219) RBC 30~49/HPF
Haptoglobin under detection Fe 24 ug/dL(65~157) WBC 10~19/HPF
sensitivity limit ulBC 256 ug/dL(191~269) Hyaline cast 1~2/HPF
(type 1-1 ; 130~327 Ferritin 30.4 ng/mL(5~177)
type 2-1 ; 103~341 Cystatin C 1.57 mg/L Renal function
type 2-2 ; 41~273) (0.40~0.91) Protein 5.22 g/gCr
CCr 61.6 mL/min

() : Standard value of clinical laboratory test in our hospital

AEJE DI MENRZ % 288 757> 7253, Periodic acid-Schiff
Yuffy, Masson trichrome H401Z 3\ T—EDF5 R BRI E)
WRICNIEPAZE 2 3R & 7o, SOEMIBRIE IZER 0 e dr o 7o,
PEAOCHUARE T, SRERIRFREREE IS 1gG, IgA, IgM,
C3, C4, Clq, Fib 2@t Tch o7, F7z, ANERBIR
SR DI NI —ERER DOV 2 380, WK% LT
Wi,

&R #%58 (Fig. 3) © Lupus vasculopathy % ff: > 7z )L — 7" 2
B9 (WHO classIV-G(A)) £ Wi L 7z, SIE & hnas
SEPEEIM ML IMIEZ 3 & LT lupus vasculopathy (22K %
EEZ T, BB PSL % 60 mg/ H &, K,
BEESERRLIC CIE 2 > b r— &4, 8 7 WHICH 1
[BIH @ i. v. CTX fitifT (500 mg/m?), Cr I3 —HKFf 1.1 mg/dL F
TEALZH07mg/dL FT&EL, IRFTR S ABSH 2
TR AR MEREEMEAL, ARy 2 2 H TEBRIZITIHEE &
B L T, Ml E ARERY 2 A H - EEERIPH IS SGE L,
Hi ds-DNA Fiffii iz ABEHY 1 4 HC 30210/mL I L
7oo FRIMEBRAIAT L, BEREOMEIIHETH -

7o WERRIMBRIZ PSR L, N7 b rrEerb Akt
91 4 HT 72mg/dL (2-2 BY) & FLAEHIPHN I [ L 72,
PSL 2 L 22 i.v.CTX %% 3 [MH ¥ ¢hefr L, ABt
2 HETBBEE o7,

z ¥

BAEMHEHCHW 5 T 2 )L — 7" 25 Of B FE 1%
AREREOFTRICERZENTE D, MEHRLIC LTt
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WIEEE T DAL 5 DT, BEMEEAR, LD biFaroeh
REEARIIRE D H 2 ME DA > TV BHERIZE S, WA
B ra 7)) otk Zit T 5 2 Lix LI
LIREECH %5, 2D k9 %FED S, lupus vasculopathy
DIMERZFRB I N T3 HiEELH 5, L Lb—
TABRDOMERZIIEPRICEEE L RIZTHIOLEF
NWTE D, RERAINZ & FBRISTERROCBIZSNETH %,

SLE O IMERRZE I, Table 2 D& SN 2Y, C
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Fig. 1. Light microscopy
A ! Elastica van Gieson stain, B : Periodic acid-methenamine-silver stain. A, B : Each glomeruus has
endo- and extracapillary proliferation, mesangial hypercellularity, and wireloop lesions. Each vessel
shows an absence of abnormalities, except for mild fibrous intimal thickening in the interlobular artery
(asterisk). C : Masson trichrome stain, D : Periodic acid-Schiff stain. Luminal occlusions caused by
smudgy eosinophilic material can be seen in some arterioles (arrows) .

Fig. 2. Immunofluorescence
A : There are positive granular stainings for IgG, IgM, IgA, and C1q along the glomerular capillary walls.
B : There are positive granular stainings similar to those of the glomeruli within the wall of an arteriole.
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Renal —— Temocapril 4 mg
Oral PSL biopsy
(mg/day)

S’;Smlic 200 100 [ 3 | iv-CTX (500 mg/m?) | iv.CTX (750 mg/m?) | iv.CTX (750 mgm?)
Blood (mg/dl)
Pressure L 10
(mmHg) 180 |
r8
160 [
ré
140
4
Protein
120 ¢ L o uria
(g/gCn)
Number of . , ] ] -
weeks after 0 ﬁ U 0
admission -1 1 3 5 7 9 11
Admission Discharge
Anti ds—=DNA
antibody (IU/ml) 400 30.2 15.1
Haptoglobin (mg/dl) (=) 72
Hemoglobin  (g/dI) 10 8.6 9.5 115 13.6 14.2 13.6 12.8
Microhematuria
5-9 =)

(/hpf) 100 30-49 10-19 1-4

Fig. 3. Clinical course
Increment of oral administration of PSL and intravenous cyclophosphamide pulse therapy decreased urinary

protein and improved renal function.

Table 2. Vascular lesions in lupus nephritis

Arteriosclerosis and arteriolosclerosis

Uncomplicated vascular immune deposits

Noninflammatory necrotizing vasculopathy
(so-called lupus vasculopathy)

Thrombotic microangiopathy
associated with HUS/TTP syndrome
associated with antiphospholipid antibodies syndrome
associated with scleroderma/mixed connective tissue
disease

Necrotizing vasculitis (PAN type)

HUS : hemolytic-uremic syndrome, TTP :thrombotic

thrombocytopenic purpura, PAN : polyarteritis nodosa
(@t 1 £b35lA)

D9 LEIIRELERZ X, AT A FIRELREORELH
D ESRDBINETH 5, BIRBELIERZ 2 FR < L b
BB E W E 41D D DY uncomplicated vascular immune
deposits TH 5, Ziud, Er 7)) v ouidkosil @ik
(& ZITHMIR) DN PG LT 2IRETH D, IEN
PEIZBHAE L Cu 2 o 00@d 0, i EIx R 2 R0 4

WV, WHO class IIl, IVIZZ WA~V OWLTIUZHRD S
N5, HKNICIEERT, PRICHEVEETT, 2
DIFEZ DS DITHT ZNMPEIBEL e SN2, 5k,
IgM, C3 DADYH IFEIIRBELICHE ) JERF RN 2 E TH
2 A[REMEDYE <, uncomplicated vascular immune deposits &
FEAlE 5,

Noninflammatory necrotizing vasculopathy (\>#> W % lupus
vasculopathy) I%, uncomplicated vascular immune deposits &
Fkk, a7 m 7)) iRk (& & i N EERER)
DN TIZUAE L TW2INETH 205, ¥ LiE-> TINE
P\]ﬂ”ﬁ ez 5\ IFPAZEICH Y, MEREDOBIEIEZAL 2 FE

ZebbplEngt™, SEMIEEIEIEARNICED
a“iﬁ*”, WHO class III, IVIZAHE L9 0 35810,
WNEZAMAEEIER S 2 VIFRBLL, & Zi
fragments ZfEV>, HEAIHHILOZE L RO o s, HEIE
S pIc SN T0uRwnhs, WETADORE7a 7Y v ok
AP THEGHIE SRS S 4, R F A3 IMAR BE 192
L CIE OB 2 5 S I L, 5lEfnTIAEL
M NP SIS S SIS Z B LS 2 L v o 7o b

pyknotic nuclear
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Y), &%\ S Tbn e s,
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drome (APS) 5% b HHEE DS, cyclosporin & JRA & 72 %,
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