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A rare case of systemic lupus erythematosus with encapsulating peritoneal sclerosis during hemodialysis
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A 57-year old male patient was admitted to our hospital because of severe vomiting and abdominal pain
with massive ascites. He had been diagnosed as mixed connective tissue disease in 1997 and lupus nephritis ISN
I (A/C) + V in 2003. Treatment was started with intravenous steroid pulse therapy combined with an immuno-
suppressant resulting in improvement of his proteinuria and serological activity. In 2008, the disease activity
flared and he was admitted to our hospital with nephrotic syndrome. Hemodialysis was unavoidable, despite
treatment with intravenous steroid pulse therapy and plasma exchange. We continued to treat him with oral
prednisolone and tacrolimus. However, for personal reasons, he terminated tacrolimus treatment and massive
ascites remained because of insufficient hemodialysis. Since the end of 2011, he suffered repeated abdominal
pain with ileus and encapsulating peritoneal sclerosis (EPS) was detected. In February 2013, he underwent
synechotomy for EPS. Here, we present a rare case of EPS in a hemodialysis patient.
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Fig. 1. Clinical course of our patient
mPSL : methylprednisolone, CyA : cyclosporine, TAC : tacrolimus, IVCY ! intravenous cyclophosphamide
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Table. Laboratory findings on admission

Urinalysis Blood chemistry
Protein (2+) TP
Blood (+/-) Alb
Glucose (=) Na
Keton (=) K

Blood cell count Cl
WBC 7,200/ uL BUN
(Seg 84 %, Ly 10 %, Mo Cr
4%,E02 %) AST
RBC 3.56 X 10%/uL ALT
Hb 9.8g/dL LDH
MCV 91.3fL ALP
MCH 27.5 pg ryGTP
MCHC 30.2 g/dL T. Cho
PLT 275x%10%/uL GLU

Others
HBs-Ag
HCV-Ab
TPHA
STS
CMV C7-HRP

(1—3)-B-D-glucan

Serological study

6.5g/dL CRP 1.68 mg/dL
3.0g/dL IgG 1,070 mg/dL
140 mEq/L IgA 542 mg/dL
4.6 mEq/L IgM 20.7 mg/dL
104 mEq/L C3 61.1 mg/dL
27 mg/dL C4 17.2 mg/dL
5.17 mg/dL CH50 29.4 U/mL
191U/L ANA % 160 (speckled)
61U/L Anti-RNP-Ab  49.7 index
184 1U/L Anti-ds-DNA-Ab 2.7 IU/mL
1351U/L Anti-Sm-Ab 3.3 index
91U/L Anti-Scl-70-Ab 1.3 index

200 mg/dL Anti-cardiolipin-Ab
71 mg/dL 0.7 U/mL

Anti-CLB2GPIcomplex-Ab
(=) <3.5U/mL
(=) Anti-SS-A-Ab 0.0 index
(=) Anti-SS-B-Ab 0.0 index
(=) PR3-ANCA <10EU
(=) MPO-ANCA <10EU
Anti-C1q immune complex

31.4 pg/mL 3.9 ug/mL

7B HRRAT7 7 IR LR EY 7R ARY VIT X B HERE
HEERITo Tk, WIR? FE7 7 ¥ AR R THEARIZE
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IV— 7 ARG X 2 2R A A, K ORI, PRIE
RO T D, BEEAFIABL, ABiR, WREFG+), il
(24), JRIRILBR 30~49/HPF, R AIMLBREL 20~29/HPF,

YERZMIAE 1~4/LPF, Ili% Cr 3.50 mg/dL, eGFR 15.9 mL/
min, BUN 83 mg/dL, Alb 2.4 mg/dL & &N B HEREE T B
FOMET V7 S VIME, & 512 C320.0mg/dL, C4<6.3
mg/dL, i ds-DNA Fifk>400TU/mL & SLE DI~ 7
GEEZ D2, AT a4 FoOLA 1gX3 HE 3 7 =18
X OB 5 7 — V2o 78, BHEEREE, K717
S U MRE (R U IMIROENT 2 A L 72, IMOENTE AL,

WaHEK, IRRRIZIRA L 72, BRI iz o 7203, Hi
DR T a4 Fiag L MBS X 0 I A G E 1 &
BRWCHE L, ZOHBTL F=yay 10~15mg/H &%
7n Y AR 3mg/HTHERFL TWwizns, HEHME L7279
FEAE AN, SRHERFIBOENTh, FEELODIAR ISR

MHROEND LI > TELD, FIA4 724 FORER
HE L, TREEIES i L CTuvarz, 2011 48 12 AW S5
iz A Ly 2280k L, IEE CT TEVIZ2IEK L AR
TICIE B E > T 2% S 5, EPS bl
Too A L AFERERFISH R, W, UEWER Eofkb T
—IFICEP L Tz, AADPMFAE L foig s n
7223, 2013 4F 2 AL Wl & RS D, FiTH Y
BEABHZ ABE & 722 72,

ABRBEIRAE © &R 173.0cm, K 53.5kg, I 162/88
mmHg, R 86/47, Rl : 37.0°C, BERiEHH, BRIGHKS Bt
RIS D, Y oSHiERZ L, DML, it
7 EH D, BEEIERE, FHARMEAKRD D, TR,
FiHROWESH b

ABRBFRERT R (Table) : 1 H 100mL FREDOHIKS b,
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Az iR 7z, MRENMERETIE, ME7L7 Y 3.0
o/dL EBEDK T V7 2 VIfE, BUN 27 mg/dL, Cr5.17
mg/dL & RBIE AR ) 21z %0 72, CRP 1& 1.68 mg/
dL & EH L Twi, C361.1 mg/dL, CH5029.4 U/mL & fifi
RN LT, UL 160 % (speckled pat-
tern) C, $T RNP Jiff 49.7 index & _E5F-, SEHE AP Clq
Pifkiz 3.9ug/mL & ERL Tz, #i ds-DNA Fifk 2.7 10/
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Fig. 2.
Computed tomography showed encapsulation of the small intestine (large arrow) with peritoneal thickening
(small arrow) and massive ascites (asterisk) before the operation (A). Affected areas of the small intestine and
the massive ascites were removed after the operation(B).

Fig. 3. Histopathology of tissue encapsulating the small
intestine

A : Thickening of fibroblast cells and infiltration of inflam-
matory cells in mesentery-like tissue of our patient

B : Healthy control sample of mesenteric tissue

C : Thickening of fibroblast cells under high power (indi-
cated by the arrow)

D ! Infiltration of inflammatory cells under high power

E : Calcification formation under high power (indicated
with an asterisk)

(A, B: X100 and C, D and E : X200, Hematoxylin and

eosin staining)
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control

D

Fig. 4. Immunostaining of mesentery-like tissue of our patient (A, B and C)and healthy control samples of mesenteric tissue

(D, E and F)

Aand D : CD3,BandE :IL-17, C and F : pSTAT3.( X 400, Diaminobenzidine histochemi staining)
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7k, ABtHD, BRI CTHIAT S (L7 BKERIO T HL T U,
VB s RE BN, THEE 1,033, VNV RIG ; B
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77V L, AF2Y Vit E 7 P ERE (MRSA) 12 X
BIEWENE 2 FERE L 7248, AnRFL, Nvawfs v
75 EDQYUEYRIINR IS TP L 72, it 21 HH X b &2

ZHEL, 4 Lo ARERSCHERZ GREL 72, 2% A
Ly ZAMEIROFR R CREE L Tw b,

z =

SLE DHMERFIMBGENT I FERE L 72 EPS O 1 il 2 f8ER L 72
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550, peritoneo-venous shunt 77 7 — 7 N, B, B,
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kzbnEEZoNL, £, BEAKDHBIRAIMEET
BIEEIVEE L, DFK, WK e & OB & B
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vA FBIXO7YFA4 7Y v NIRIBFEIC X b IEAKIESE

L, AIEGID X 9 1A igE Sk 2 0 - 72 G a0
R 2 K IZ3R 0 & Nk o 72, & & ICFANERITIZ/NEG
PHIED o UT, AR & i 2 &, SR BT % /v
L2=RIEDERICE D a v b a—)L N7 O ICHRE T
AR E Z 6, BIED XA D Z A LDHETERZ - T
W3 ERb g, MEENTZ B L 72135 D O IREEE B
TH, TTICEREESSHARAIC B L Tw 2 2 L5
HINTVWE I EDS, BARZD S DD EPS DIRIEDHE
Wicnzszeddhh 32,

EPS OYRHEL LT, ¥ A b AA v EA L 7ZREIEE DR
a3 I Tw 3, EPS EF T, BAKF D IL-6, IL-
8 2 EDORIEMEY A b A A > % HGF, TGF-B1 7% £ D1l
P A AL UEETH D, Z ORGSR, NIRRT OMRHE
b, % L T _ERZHIEEfL{A (epithelial mesenchymal transition :
EMT) 235 S &z L EhTw3Y, AEGDOGE %
BeBE L T - BRHEMERE S O FS B < 13, RRHEEER R
A SIEMNLIRE D A 6 17z, SLE & TIE, CD4 F A —
7" T @5 TGF-B & IL-6 % EDRFEWEY A4 P A D
HEz X D Th17 Milc b s 2 2 EHISNT LY,
¥ 72, THIMEDEANTIX STAT3 (signal transducer and activa-
tor of transcription 3) ¥ & \EM:AL 7 4+ — 2 D pSTAT3 D%
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AAEHITIEFHE S 5 BRI DIEEN D18 R % 5| 2
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