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A Case of Churg-Strauss Syndrome with Endomyocardial Fibrosis

Hye Won Kim, Yeong Wook Song, Sung Hae Chang, Han Hee Ryu, Ran Song,
Eun Bong Lee, Dae Won Son, You Young Kim

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

Cardiac involvement is an important cause of mortality in patients with Churg-Strauss syn-
drome. The typical cardiac presentation of Churg-Strauss syndrome includes pericarditis, myo-
carditis, and cardiomyopathy. Endomyocardial fibrosis has rarely been described in patients with
Churg-Strauss syndrome. We experienced a patient with Churg-Strauss syndrome who exhibited
exertional dyspnea and endomyocardial fibrosis visualized as delayed enhancement on cardiac
magnetic resonance imaging (MRI). After glucocorticoid treatment, the patient's symptom
resolved, and the eosinophil count decreased to normal. Nine months later, the delayed-enhanced
lesion on the cardiac MRI nearly disappeared. Here, we report a case of endomyocardial fibrosis

in a patient with Churg-Strauss syndrome with a literature review.
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Fig. 1. Transthoracic echocardiography shows echogenic mass in the right ventricular apex (arrow) with right ventri-
cularcavity obliteration and a moderate amount of pericardial effusion (arrowhead). The left ventricular cavity
size and systolic function were normal (ejection fraction: 64%). (A) Parasternal long axis view (B) Four cham-

bered view.
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Fig. 2. Magnetic resonance imaging (MRI). (A) Diffuse wall thickening and endomyocardial linear high signal intensity
of the right ventricle (white arrows) with constricted ventricular cavity on T2-weighted MRI. (B) Delayed
enhancement MRI shows endomyocardial enhancement of the right ventricle (arrowhead) and tiny low signal
intensities (thrombus) (arrow) in the right ventricular cavity. (C) A 1-month follow-up image shows no significant
interval change in the right ventricular apical obliteration and small right ventricular cavity on T2-weighted MRI.
(D) A 9-month follow-up image shows a nearly disappeared delayed enhancement of the right ventricle
(arrowhead) and absent thrombi in the right ventricular cavity (arrow).

— 308 —



— 89 2] : Churg-Strauss 5ol

Mok

il

AAAZ ML Churg-Strauss FF7-9] A4t o3k
AARslE Fad A JFgoz Fdlol uwhEl 36~
60% A A& sl 48% ALES HAvka
BaEdeh ). T & diEdollA 10:d7F Churg-
Strauss Z37 17789 &2 F 30(17.6%)° A A
HAo] whAsldrt Busiglow, =F 34 4
FAz AdarEe] dalz Jelget @).

Churg-Strauss 579 A AW 34 F7)
o FeHE o2 A Az o] Haeshd B

Fele 718A A4, AT FobE, AT A4,
T Rulsde] #AYE Fgste] vm Fulelx
3] ERVIEE TE8te] Churg-Strauss FFT 22
Agkslglon (5), ¥15 A4 A= AA= oA &%
o} AHeg vEAA b Al A
He &£7o] FhbEo] k. AT FrhkFel oA
4 olF A&EA ke, HA I} Hulgde W

C

i
2
‘_{r\
L)
‘ot

I ZTAZA A (ANCA)E 38~50%0114] Aol
o, oletaglole} ZakrollA] Aledat FakA ol ol A
ANCA®] ol wz} o3t F9le] wlErt o]z}
U ANCA 49 A5 AR Hle] el o v
the B3k glet 67). EHle ANCATE §49 A
A "W oz olglgt Ko AxeAut, Ty 3t
BIolA ANCA FAELS 59%2 (4) Fulolli= ANCA
249l Churg-Strauss ¥ o] wg 7I1sAE St
= A A4

#lo] AA MRIZ T2 GAeAE =
gt Az7E SAE L, iRl Ad
2olek A=k endomyocardium)ol] =gk
%742 Churg-Strauss Z3FFoll4 AU
Z#HA < MRI 4&7e|vh. Wassmuth G-
AtEl Churg-Strauss 537 22 114
AR MRI Aol A AL atol]

Holt o] E4H¢)E Wy

of

|

£ o o
AN
o2 £

N
o2

lo

N o 2 ol o rlz

':"zu}‘. Jo
= 2 ol
fu

Moo Bo1E X oy 2
&
N o

ofX f
>
o
ot

ol
o

b3

A

offt
rlI.
i
>
rd
=
48
it
Jo
olN
2
|

wole] eFelt Aast

2 s
Hhedsts 2o g, e ARdrt A uwf Al

-

- (subepicardium)t} A2 WE-7F A EE Wb,
Churg-Strauss S%w X8 G3dat @izl Aol
© Ad =9 F7el 5AF oz AWl vehd
o 9). A2 Hel g7 AR WEA T4 AR
Y ezt EHkE 7] Wit Al = Al
AW AR5 #FF 255 A = 9
Aoz BF AW + v 10). FHle A4
I3E AGA ATFo g, FAA £H-3 VTS
Aol wigell Axgortezs AAAHE A
sl7loll @AZE dgem, AWt 2AHAE Al
Yol AR, A2 MRIONA AFHAQ ATt
AREe FEE g d7] wiEel Agd 5 9L
Ak AfrskE wWde] gle 27ldle SAHQY A
A = el JueE, =7 24 S, A2
&, A AT 22 2AAQ dFA Hhe B
4 g geH, oy ddde 5AR AWIANEE
wted gt} (8). A4 MRIE %3 747l wAslr]
Aol 271 AR AW BEE 7MY = Qlol, 71y
Al Al A W A X Flle] vEgEE HE
T ok (11,12). AW 2F AL MRI 427 0]
dA g Sl Hael (10) MRIE o] &sto] &4
55 dFS & ke Havt gle=mg (13), A%

MRIE AIgh 5 ohvel AW#4e 248 + 9

T AA Welgtn AZEd B FedAe &
2k /\EHEO]E_ ;‘(] A 7<°l—

oMY F A wAR A
%_ =1

e W WAle] &A%

i=2
MRION A A =]
A BEEAch
R G207t gl A R 28 ZEE
ol= X Foll Hkg3gt}l (14). French vasculitis study
groupl| 4] AJA|Et five factor score (FFS)Ql ik |
g/day o], A Zalobeld 1.58 mg/dL o4, A%
=Y, 1T, B, AFYE 5 55 REA A
TFARA A, AZLF F W o] U AdF
AR el HFsle At zE|Rol 2o wHEEA ¢k

£ Aol WS Foldhtt (15). oW Zel

=

— 309 —



— tH3kFobel 2834 A 174

AT ARFAL A A FEolv 9
AL BAE A oo ZH o= Fof

fof ot of

SR F BT g gl el
% wrgel @AY

o
= “
Wt A% WeelAA WES WEA mesof

2o ol
i)
o
e

-

k0
J

Churg-Strauss S04 AL F5S of$-
cEv EA 34 Sk o] H et
Az MRI= SAAQ] ATHTAAGSE Acksix
g9 W& AYBAAEE 8% 5 e FAA
Hog HAEL o]& o]fslo] Churg-Strauss 3
TollA WA AL NI FFS LA 2eH 2]
EE Ag3y 4% FHE Agsiarldl
23 g7 Bt vlolt)

ZnEs

1) Churg J, Strauss L. Allergic granulomatosis, allergic
angiitis, and periarteritis nodosa. Am J Pathol 1951;
27:277-311.

2) Pagnoux C, Guilpain P, Guillevin L. Churg-Strauss
syndrome. Curr Opin Rheumatol 2007;19:25-32.

3) Lanham J, Cooke S, Davies J, Hughes G. Endo-
myocardial complications of the Churg-Strauss syn-
drome. Postgrad Med J 1985;61:341-4.

4) Oh M, Lee J, Kwon N, Choi D. Churg-Strauss
syndrome: the clinical features and long-term follow-
up of 17 patients. J Korean Med Sci 2006;21:265-71.

5) Masi AT, Hunder GG, Lie JT, Michel BA, Bloch DA,
Arend WP, et al. The American College of Rheu-
matology 1990 criteria for the classification of Churg-
Strauss syndrome (allergic granulomatosis and angiitis).
Arthritis Rheum 1990;33:1094-100.

6) Sinico RA, Di Toma L, Maggiore U, Bottero P,
Radice A, Tosoni C, et al. Prevalence and clinical
significance of antineutrophil cytoplasmic antibodies

— 310 —

7

~

8

=~

9

~

10)

11)

12)

13)

14)

15)

Al33% 2010 —

in Churg-Strauss syndrome. Arthritis Rheum 2005;
52:2926-35.

Sable-Fourtassou R, Cohen P, Mahr A, Pagnoux C,
Mouthon L, Jayne D, et al. Antineutrophil cyto-
plasmic antibodies and the Churg-Strauss syndrome.
Ann Intern Med 2005;143:632-8.

Wassmuth R, Gobel U, Natusch A, Schneider W,
Kettritz R, Dietz R, et al. Cardiovascular magnetic
resonance imaging detects cardiac involvement in
Churg-Strauss syndrome. J Card Fail 2008;14:856-60.
Alter P, Maisch B. Endomyocardial fibrosis in Churg-
Strauss syndrome assessed by cardiac magnetic re-
sonance imaging. Int J Cardiol 2006;108:112-3.
Moon J, Reed E, Sheppard M, Elkington A, Ho S,
Burke M, et al. The histologic basis of late gado-
linium enhancement cardiovascular magnetic resonance
in hypertrophic cardiomyopathy. J Am Coll Cardiol
2004;43:2260-4.

Laissy JP, Messin B, Varenne O, Iung B, Karila-
Cohen D, Schouman-Claeys E, et al. MRI of acute
myocarditis: a comprehensive approach based on va-
rious imaging sequences. Chest 2002;122:1638-48.
Pfeil A, Brehm B, Lopatta E, Neumann T, Schmidt
P, Wolf G, et al. Acute chest pain, heart failure, and
eosinophilia in a woman without coronary disease.
Cardiovasc Intervent Radiol 2009;32:1272-4.
Baccouche H, Yilmaz A, Alscher D, Klingel K,
Val-Bernal J, Mahrholdt H. Magnetic resonance assess-
ment and therapy monitoring of cardiac involvement
in Churg-Strauss syndrome. Circulation 2008;117:
1745-9.

Ribi C, Cohen P, Pagnoux C, Mahr A, Arene J,
Lauque D, et al. Treatment of Churg-Strauss syndrome
without poor-prognosis factors: a multicenter, pro-
spective, randomized, open-label study of seventy-two
patients. Arthritis Rheum 2008;58:586-94.
Guillenvin L, Lhote F, Gayraud M, Cohen P, Jarrouse
B, Lortholary O, et al. Prognostic factors in poly-
arteritis nodosa and Churg-Strauss syndrome: a pro-
spective study in 342 patients. Medicine (Baltimore)
1996;75:17-28.



