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A Case of Pleural Effusion due to Vasculitis in Scleroderma

Young Ho Lee, M.D., Jae Jeong Sim, M.D., Kyung Ho Kang, M.D., Gwan Gyu Song, M.D.

Department of Internal Medicine, College of Medicine, Korea University, Seoul, Korea

Systemic sclerosis is a multisystemic disease of unknown origin charicterized by degenerative
fibrotic and inflammatory changes in the skin, vessels, joints, muscles, and visceral organs.
Involvement of the lung in systemic sclerosis is common, but pleural effusion is rare. Although
vasculitis commonly accompanies many connective tissue disorders, it has been rarely reported in
systemic sclerosis. A 43-year-old woman, with a 10-year history of Raynaud’s phenomenon, was
admitted due to right chest pain. Her hands showed diffuse thickening and swelling of skin.
Chest X-ray showed pleural effusions and esophageal manometry showed hypotonic peristalsis
and low lower esophageal sphincter tone compatible with scleroderma esophagus. Antinuclear
antibodies were present (titer>1 : 160) with a speckled pattern. She was positive for rheumatoid
factor, anti scl-70 and RNP antibodies, but negative for anti-Ro, La, and Sm antibodies.
Histology of the pleura revealed the presence of leukocytoclastic vasculits. After administration
of prednisolone 30 mg/day, her chest symptom was improved. We report a case of systemic
sclerosis with pleural effusions due to leukocytoclastic vasculitis with review of the literatures.
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Fig. 1. Both hands show diffuse edema and thickening of the skin.
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Fig. 2. Chest radiography shows both sides of
pleural effusion.

Fig. 3. This picture demonstrates a pleural biopsy
specimen, showing haphazardly armranged
vascular lesions. The vessel walls are
broken and neutrophil infiltration s
prominant with fragmented nuclear debris.
Also there is extravasation of red blood
cells(H&E, x 200).

- 788 -



Hopef A 2h5 X, speckled pattern®] FEPA])
7} 1116001302 A, & scl-70 FA T 4
SURFAAE A% AFY FH9 4FH Aste
ok o] A td FTHF AR AHE Ho
FYFoE AGHAY FH 23 HAAMY leukoc-
ytoclastic vasculitis 27X FHFNN Futd
z‘gz}oﬂoﬂ 3}@1. o!:a.)\é %—_g}-o& o7 Ag Hly =T
HEUEEs Y49 0mge §FoE Aan
Fg9e a3 usY AFEH 45 29
A w7 AfEe] 2ol gln #HiYlE AAMY
FVC 1.64 L(56%), FEV1 1.52 L(67%), FEV1/FVC
BRrE ATE &7 Fof 2% dAsEL: &
252 129 mlymin/mmHg(79%)2 A 3t& o] 9]
Rt #HA ARt sE AeE dddly
cyclophosphamide 0.75g/m’g 19 FWFAL st
e 1A 3EE9 5 387 Y FA
HAx FAso /€9t Fo AFeE wg 1
3] cyclophosphamide 0.75g/m’g Fojuly glow,
NEF BT HrieArME FVC 214 L(74%),
FEV1 1.83 L(82%), FEVIFVC 86%, dAt3lghs
Fis2 164 ml/minymmHg(98%)2 3 AY A
HE eiF3 #FF UArk

LA

FHSLE FE 30~5041 Yelt Guin)=

T2 R ellA] ol e Az WEE
o] 109HE3 1~2%, FE&o] 109%3E% 10~20
FAzoly uR9 d#@, A3, #, A%, 4%
T ThEE A9 ARs 53 el 2989
gy Aot AxEe FIFo| 7 ol A
Wale g AV ARJgaAd 849,
PoitierS7& QAAH 0T RopolA] FHEFA]
AxFHo] Pt Bt TSN H

M5 o 23004 | BAYE NI geow
& Agoltt. HIWLS F= AAMRIT
Uehtsd ol HEY Fo Abgggle] Hu
A2 cyclophosphamide”} Xl ZFHZH o=
B3Eo] I ole] tE ATF7F AHFITO
THZFAN ddFoz e FHEWL ©
EAW 24 F2o f3o) 67%, FH A
37} s6%AE #RIGTIY. TIFY 4G
FYE E3to] RA Adgolut Aol 33
~62%NH #FH1 2SI %N FH
AEo] FEHJL i/ TS e FAU
= Fude 5~20%4M BRI,

FTHFANN AAEE ARSI 41%04
g g =EX g adoy FEMEES
Roz dAAADNY. AAAY FA 339
FHEEL 0% FHEI, FulElx
< 5%, WA KolFL 5~55%, EF 2
A#L 6%7|7, Churg-Strauss FIF-T
29%, WIAE FFTL 5% U9, d2d 5T
< 1%y, g 2oy HE24, 23R
4 23, IAFFAAE FHEEe =20
ot »4 B39, 284 HFFA FHit
22 AN FubY FolY FutEla BEE
AAE dgA e gspr|Ecie AR, 59
BAZ, HY 5o ¥FoERYH A= A
7b o g,

T35 g@go] Futse AS £
=8t} 0ddisT7o) ojstd 83239 %’ﬁl%%x}
@A 752 0.8%14 @Yol FukEA
L daeRd EFAjEHE Z}J %, Y5
dolglon, FFUole 6SHANT FE7]
nd W 33dog thgEioy Had {F97]
delgen ol 7H%F 63| CREST
EFo|Frh EF o]F 5 & E 77
7} & Ro &7} @019 45M Fol

Floh

iy

N -l° Hﬂ ru
N g

E S

O

e o

R

o]

e ofy

°]

R

o

flo o > -{N
o}i

Lo
ES

oo A A e Lo

BN
ol

|
-3
®©
©

|



2 AZE g vl fH7Itel eHESF
a8 o)z dad FFEIo] Tk B¢
#go] AT sl EES BHAFQG
FHF 2 o 20%0M HA2d FFFol F
W 25% A4 Frte A Az ol 5%
oA & Ro FAZt ¥ UeF ed B
2 B FrieA Axls dAoloy ¢
T 2 FAAZFH F Ro FAE= SHIYE &
W1E edEAE sty 19959 MahmoudF
e dugdor Q% A # ¥ A4EL Fu
3 S BAE A RusREd F9Fe] 7
W 55419 Wl AR Had FFTo| F
HE o & Ro A9 FoleA Azl 4
ol A FH ZFAAMY leukocytoclastic
vasclitisAZ4-& B AU FHZFPGALE leukocy-
toclastic vasculitis”} #2ld dHAFo=Z Qg Fub
AES TR FIF x4 B FHe ok
U Hz9 21 A4Eck gy & S
A= Mahmoud’t B1gt S o= 2 A 4
Zolu AT HEHX Pshh

FFEA AN FEAEE Fulehe ASE
AT AR &3] EE oF 15%
dAE 53 APstn AE AHAE 2APO
A ADAA RS A £330 NEE 4
AA gou cyclophosphamideX| 271 #7]5-&
FANZGE o8 BREdu®M B Zad
ME H7e AN A @)l nEdE
AFE  P@FEIY  HnIAREE QA
cyclophosphamide 2 X231 WA #7154
AFE FVC 164 L, ddsted 845 12.9mL/min
[mmHg(79%)°l A 448F #H7|5HAME FVC
214 L, YAsteA 45 164 ml/min/mmHg(98%)
E 339 £738& H3 84 9 349 #2F
ANt 1EY FHFEA HAERS el o
2t cyclophosphamide X T &¥o] thejid s g¢o

nﬂ:_llm_vl

2 §Re 8x5 Hzz uEdT 2 eHd
A77} BegRo 2 Pz

sejeteld QPHos Fugse cER
WA BEE 5 Y= 2702 A4 gL do|
Adolmg 2HZE VAN FRASo Fukg
AS A¥E e ok BRoht o
WS OB g¥Eos d% FUdY AR
Jors e ek LulE NS AHME
Bz A9AY $R2IPAL BEA B
B0z 7T

2 o

AAEL 5L F42E ULsy F9 =37
AL leukocytoclastic vasculitis2 g A
o g% 44 FLgol Y FHFT 18E
B3R £8 &Y 4 E3de dlo
o}

& 3

#

Ho

1) Richard WL : Pleural diseases. 3rd. p 216,
Meryland, Williams & Wilkins, 1995

2) Chester VO, Carl HE, Howard ER, Virginia
DS, Thomas AM : Vasculitis in systemic
sclerosis : Association with sjogren’s syndrome
and the CREST syndrome Variant. J Rheumatol
14 : 942, 1987

3) Mahmoud AS, Ee TK, Tamara T, Peter L :
Pericardial effusion vasculitis in apatient with
systemic sclerosis. J Rheumatolo 22 : 1386,
1995

H AP, 95d, FAE, 245, AN, A%
o, Y, 434, A¥A AN FFY

- 790 —



5)

6)

7

AEgad. caaiels R 421, 1992
Poirier TJ, Rankin GB : Gastrointestinal mani-
festations of progressive systemic scleroderma
based on a review of 364 cases. Am J
Gastroenterol, 58 : 30, 1972

Antita A, Agenta s, Anders L, Frank AW :
Improved pulmonary function systemic sclerosis
after treatment with cyclophosphamide. Arthritis
Rheum 37 : 729, 1994

Richard MS, Jay HW, Margaret BK, Leslie SS,
Michael HB, Charlie S : Cyclophosphamide and
low-dose prednisone therapy in patients with
systemic sclerosis(scleroderma) with interstitial
lung disease. J Rheumatol 20 : 838, 1993

8) Jose J, Steven AS : Connective tissue diseases
and the pleura. Chest 104 : 262-270, 1993

9) McWhorter JE, LeRoy C : Pericardial disease
in scleroderma(systemic sclerosis). Am J Med
57 : 566, 1974

10) Steen VD, Conte C, Owens GR, Medsger
TA : Severe restrictive lung disease in
sytemic sclerosis. Arthritis Rheum 37 : 1283,
1994

11) Virginia DS, James KL, Claudia C, Gregory
RO, Thomas AM : Therapy for severe
interstitial lung disease in systemic sclerosis.
Arthritis Rheum 37 : 1290, 1994

- 791 -



