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A case of chronic renal insufficiency due to vascular injury of systemic sclerosis

Yoshiaki NISHIOKA*!, Masanobu MIYAZAKI, Tomoya NISHINO, Yumiko BANDO,
Takashi HARADA*?, Takashi TAGUCHI*?, and Shigeru KOHNO*!

*!ISecond Department of Internal Medicine, *?Renal Care Unit, *3Second Department of Pathology,

Nagasaki University School of Medicine, Nagasaki, Japan

A 48-year-old woman with systemic sclerosis (SSc) and rheumatoid arthritis was admitted to our
hospital because of renal dysfunction. She had no hypertension at the time of admission and mild
hypertension for only one and a half months until the time of admission. After admission, she received
angiotensin-converting enzyme-inhibitor, but her renal dysfunction did not improve. She then had
thrombotic microangiopathy with thrombocytopenia, and was treated with plasma exchange five times, but
her renal dysfunction persisted. The renal biopsy specimens showed an arteriosclerotic lesion with intimal
thickening and luminal narrowing and ischemic glomerular changes. These findings suggest that there is
chronic vascular injury in a patient who has no hypertension with SSc and that once hypertension
supervenes, whether severe or not, exacerbation of the vascular injury and renal dysfunction may occur.
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RIERE - RHCBIfi ) v ~F, B 7 b E—MER L,
RHIC7 b E—MEERT R &S

INRE BRI SSFEL VM) v~Fokdafy Fa
7z F M) ABENRPFTH- 7, PR I2EFEHL D
WFIRO IR B HIA L, FEE 2 O%REIC b
BEANFER U 720 SRR 13 4 2 H I HBe i RHC B Ak &
ZTSSckgiash, AEIHLY v F=Yyrrs
mg/day & ¥ 7 a AR Y > 100 mg/day O NIRDBEIRE & 1
7z (F 42 A : BUN 232 mg/d/, Cr 1.0mg/dl), 7z 8B ¥~
Z7aARY DT 7fEIE 50~80 ng/ml IZHEE T LT W
7oo WL I4EIH A L D Z 1L E T 110~120/70~80
mmHg & 1% TH - 72 [MFEH 150/80 mmHg 12 F&H- U7z 7
O, FFEILATHLEY 7 A0 Yy 2.5mg/day OPREA
BAfG S, IMFE 1 120/80 mmHg & TH P I {E T L 72
2, FHfTb M E I ¢ BUN 45.0mg/dl, Cr 2.2
mg/dl L ¥ CEHEERE LR D (FAFESH24H:
BUN 24.0 mg/d/, Cr 1.0 mg/dl), EFIEBEEE DN
THHEY XY 0720 F ) TA, Y Z7O0RAKRY YV
ONPRETRIET 23, 11 B 6 HOMEICT BUN 45.0 mg/
d/, Cr2.6mg/dl & BEHEREREENYE L 2o lc/z, 1§
FIMEE N TURRTIEN & o 72,

AR S AT | O 1483 cm, {KE 55.0kg, {43 36.1
°C, IfFE 120/84 mmHg, ARk 84/53 B, Mol o 0 o
i B L R, A PIC ST ROBD 0, WF I
MCP B O REHRAL & FHEOR Y Y RERH Y, FiEn
SR 0 TILEES, £ 7z, MEEBIE P I 5 i b o
BAED D, IR, THUCEEZ L, RECEIMEEE
L

A B B 4% 25 AT B (Table) © 7 Ifil Bk 403 X 10*/mm?, Hb
11.3g/dl EEEDEIMZFE S, MR 15.4X10*/ mm?
CIEETH -z, BHEAEIX BUN 45.0mg/d/, Cr 2.6 mg/
dl, CCr14.6m//53 E{ETFL Tz, NT M7 a BV iFIE
¥ T, MPO-ANCA, PR3-ANCA, FiEEEHAIZ VT
nNbEMTH-o Tz, HEEREIC L 2LV = VRE X
105.5 pg/ml & FF L Twic, JEES CT T i3 MiHlIE K i3 2=
LTtz

ABRE#RB (Fig. 1) © 740 Y€ rOWRIC TMEIIE
WTholeh, Miffrv=VEBENERL TV,
SRC OAREM: %% 2 ABtRREER %2 7 L1y ¥ > 2.5 mg/
day o4 7 7V v 37.5mg/day ICZEE LI & 2 %, [
FEi 104/76 mmHg & X 51K F L7z 03B HERE TGS L 7
holze 11 H 14 H 12 1% BUN 50.0 mg/d/, Cr 2.5mg/d!/
EBERER B IIAE Th - 2 A, FRIMEK 338 X104/ mm?,

L EMEEED 14

Table. Laboratory findings on admission
Peripheral blood UA (mg/dl) 8.2
WBC (/mm?) 8,900 Na(mEq/1) 138
RBC(X 104/mm®) 403 K(mEq/l) 3.6
Hb(g/d/) 1.3 Cl(mEq/I) 100
Hct (%) 34.0 Ca(mg/dl) 9.6
MCV (f1) 84.4 IP(mg/dl) 4.3
MCH (pg) 228.0
MCHC (g/d/) 33.2 Coagulation
Plt(X 10 4/mm?) 15.4 PT (sec) 2.5
APTT (sec) 32.0
Serological tests Fibrinogen(mg/dl) 252
CRP (mg/dl) [.14 FDP(ug/ml) I.5
RF (IU/ml) <10
ANA X640  Endocrinological data
CH 50(U/ml) 32.4 Renin level (pg/ml)
Anti-DNA Ab (=) 105.5
Scl-70 Ab 6.8 Aldosterone (pg/m!) 100
MPO-ANCA (=) Angiotensin Il (pg/ml) 32

Haptoglobin(mg/d/) 50. 1| Adrenaline (pg/m/) 6

Noradrenaline (pg/m!)

Blood biochemistry 200
T. Bil(mg/dl) 0.9 Dopamine (pg/m/) 10
T.P.(g/dl) 8.3
Albumin (g/dl) 4.4  Urinalysis
AST(IU/1) 24 protein
ALT(IU/I) 9 occult blood (=
y-GTP(IU/1) 13 glucose (=)
LDH(IU/I) 328 sediments
BUN (mg/dl) 45.0 RBC | ~2/HPF
Cr(mg/d/) 2.6 WBC 3~4/HPF

Hb 93 g/dl L T L, M/ s 10.5X104/mm? &
EFLCWwWizkD), EbicN7 7oy 2HELEE D
2 3.6 mg/dl EFHHIZIEA LTz, BLE XD AN
MM RE (thrombotic microangiopathy : TMA) I X 2 BH&RE
fEE 25, 11 H 15 B XD MEEAEH CIresiis I AE 40 5
i) ZBAtR U7z, MR HEITE:, HPhriNT s 7 et
XML TN B BN L 7z 28, BB AR S 1X BUN
60.0 mg/dl, Cr 3.1 mg/dl LH#EFTL 7z, 11 H29HD 51
H &gz ik L7 TMA OFRIZZED &
MHolehy, BHEREREEOUENA SN WD 12 H20H
B AR AT U 7z

BAEROCIH T IRBIERERIE Ol D 5 5 4 i3 T L T
Wzo HFEL TORWARIRETIE X Y > ¥ 7 AffildDiE
FEIZIR DT, SRERAEEERD RTEORE & iEiT 2R,
FE R DO IETTIE PAM e 0T X D B 5 02 T & - 7z (Fig.
2), MEEFTEICSEMORE Lz =L, R
BIEEH L T, M8 OZALHEHT, NEIRON
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Plasma exchange

‘ * ‘ ‘ ‘ imidapril 5.0 mg/day
captopril 37.5 mg/day
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Fig. 1. Clinical course in the hospital

EOREER R S h, IMENEEEHMEL Tz (Fig. 3),
INEIRSPAENARD 7 4 7Y 4 A, SREREREMINE A
D747 rIMEPRINERDOBEEF 7% £, SRC $ TMA
2k 2 BEELZRET AT RIITRD L h o T, HOEPIAE
TIRERELRRET 0 7)) RO REREANOUWE 1T
T, B TIRERAEEEOLE L i T25HL S, dense
deposit [ZF8D 2 n o 7z (Fig. 4),

PlhwwmLiz &5, BEBRORMEHORRIC X 5
BERL2REBTZLDTHoTzled, 477V NV375
mg/day % ERFE/EAR O ACE JHER Th 2 A 35
7YV 5.0mg/day ICEFE L T, 12 A 24 HIERE & %o
7o EBERR I BHAERE I REBICSEL, | FEHROFRL 15
FEIR2HBAE MECHEIR1LTmg/dl I2ETLTW 3
(Fig. 5),

SSc & 2B EE & L TIiZ SRC AL As T
%, SRC OZWrHL#E L L 1%, Traub 59 I X UF Steen 59
OZWEENPHA SN TB Y, WA IZAMLMED
AL b RARLEREDERT 2RO %, %72, SRCiX
SSc D75 T b [RYUHE B RTREAL AL D B fHiqb 2 38 2 JHE
12, E, SSc DFJEL S 2~5FELINICK Z 5 2 LR Fig. 2.

Light microscopic findings of renal biopsy

WEREEINTWEY 28, bbb OFERIT b HI2kC a : PAS stain, X100, b : PAM stain, X200
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AFig. 3.

Light microscopic findings of renal biopsy
(PAS stain, X400)

P Fig. 4. Electron microscopic findings
of renal biopsy (X 4,000)

l prednizolone 5.0 mg/day

‘ ciclosporin 100 mg/day J
amlodipine 2.5 mg/day D
captopril 37.5 mg/day I:l
| imidapril 5.0 mg/day

Plasma exchange

Cr (mg/dl) { Renal biopsy
3.0
2.0
1.0
In the hospital
0- A
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Fig.5. Clinical course from February 2001 to December 2003

¥ SRC 28¢5 7278, BIEOEEES L VBHREEREE HoOoATho7,

TOBRESDETHITNOZKEE LS, F/2, & —F, SSc DEHET, FHELWIMED E&F 7 U2 2 i
MEHEREERE 2 E OO R R RO e oz, % BET 227 2 BEEHL Helfrich 5212 X - T 1989 4F
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LWEIMEA 7 <, TMA OfFFIC & 2 EIMMAEE M= i/
WA bR BT 2 22T, BHBICB W TS ARERIEEM
MEND 7 4 7)) » ML IRMBROBREF 7% £ ORI
ERIC & 2 R EREEE 2T O 5 2 &2, b 5wk MPO-
ANCA B TH BRI AREE ROG 20 5 2 &
Th 2% bbb OEFTIX, ARG N7

FraEyE b ICIEFERFANTD 5> 725, ABRRICEINO
AT L MVIMRB L N7 L Za ey DR TREELL T
D, ERREEIE Helfrich & OE? 1CEML Tw s L Bb
Nize Lo L, M LD TMA 23E L7212 b e
b FEREIEREDWE LA KPR, BERFTR
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SSc BEH DB OME1Z, SRCEZEL TLEL kol
FEFINETH Y, SRC 2E L T SSc (B35 O B
DB RIFETH 5, bNbNOEFIDBEMRFT R TIE, /I
FIRCHBINRD 7 4 7V /4 FE MR Y, EEE T
RIR 72 BT O ZACIIFRD b o 1228, FIE O/NEIfkD
WEREE & 2 MEREOP/IMER, SRIREEERE O EE
PUATERDTED, ZhoOFTRIE, FEO/NEIROE
PR EE & Z R T 2 RBKEO B IMEZLOREE T
b EBbNI, SSc BETIX, MfRMERE 2 fEb 2 Wil
ISR 36 W TR B IEIAR O B AR O JEE & N
REDBAMEDSZRD 5RO, F72, BlfICH TS HE DM
EREFEFEMETCORIZ STV, Zhs D
HBIZAHA SN D L 512, SSc TR - BLREL T TR
CIEREDBEETHD, bbb DOERTDH SSc % F
EL T 5 DR 2 EDMIC Zh s MEREZE LTz b D &
#2z2ohlz, SScEBETIE, Z0 XD ICEBROS bz
TR E D SBENLEFEENR D 53 L Bbh bz
W, SSc BFDBEICBWTIE, FREALL T nE
BEBEREDFAEDTREM 2 B ICRHEHICBEA RNEThH S, %
7z, bbb OFEFNL, TR, I Cr EIXIEH TILE
FR 49 AhA E CRIER TH Y, BEDORIME % 2
LTWwWieORREI BRa» s 10 ARETo 1 7 B¥0
WD A TH > 1208, BEMFTRICA Sz & 8
ZIMAFREEN T TIHFEL TW eIz, SR OEE O
MFEEFIC X > CEBICMETRESEEL, BHaEREEN
SEE L LIz b D EF 2 ohtc, LT, SSc B I
JED ERARA SN, ZDOERANEHTR L THH
I L B RREE ORI E L b5,

BHIZSSc LN Throyr7axR) v 25
NTW»zh, ~ 7 7{EI1F 50~80 ng/m/ & (K IR X
nTxY, RAYMS 1E8 7 AR TR 2 »-o
T2e Y7 UARY MK BEREFITMICEFERCL ST
i S 2 28, BAERIC THEMERE 2RO 255 T
BHHERIER CTHE I ENFEALETHDD, Y27 0K
D Nz & 3 BEREENSEIOER O BREAE T OFRE & I3%H
2 W, Fie, BECIRPBOBEE) v~ F D8R &
FEAT a4 FRPKEENROBED S %23, i) v~
FEDOEHPHE SN TR EEEE, £V > ¥ A80H
B R, BUNEEED OFTRL7 2 a4 F—y Z0FTR
i&<,%XTU4Ff#xr%ki%%§ﬁﬁm 2t
FRANEHBEOGR RO L5 1z,

5B, AAEFITIE ACE [HEE 2B L TR 1 F#12,
M Crfl 1.7 mg/d/ & BHERED EIIE 23D T B, SSc
B#F D SRC I2H W Tk ACE [HES D HN 4L Steen 57
ko THRE SN, BIfE, SRC OBEICB T %58 —ER
HERSTWEY, bRLbNOIERID X 5 7 SSc iz B 1F
et B EEIC b ACE HERIIERTH 2 L Bbh
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Z%E, SSCHEETIHIEFMETH> T b FIEREL S
ACE JHE#,ZWIRT 2 2 L TZDOEER TP T % AJHE
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