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A Case Report of Anti-Neutrophil Cytoplasmic Antibodies Negative

Churg-Strauss Syndrome
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Churg-Strauss syndrome is a rare primary vasculitis called allergic granulomatosis angiitis. There is a substantial
overlap of symptoms or signs between different vasculitides, so that a diagnosis of any vasculitis can be determined by
a combination of clinical symptoms and laboratory tests. We report a case of a 54-year-old woman who had bronchial
asthma, eosinophilia, peripheral polyneuropathy, pulmonary infiltrate, maxillary sinusitis, and extravascular eosinophilic
infiltration on skin biopsy. So she was diagnosed as having Churg-Strauss syndrome, but she was antineutrophil
cytoplasmic antibodies-negative on immunologic study. She had fever and showed cardiac involvement that was presented
as cardiomegaly and pulmonary edema at chest radiography and left ventricular hypertrophy on electrocardiography. After
steroid therapy, general condition and skin manifestation were rapidly improved.
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F2 23He YYstiA FoFT A2 FA (anti-
neutrophil cytoplasmic antibodies, ANCA) 7} T & & & 7 Alof
A 9FA 9 WL W] £0}52(Wegener's granulomatosis),
Hu] 7 A o} 8 FE (microscopic polyangiitis), Churg-Strauss 3
—?—{r}(allergic granulomatosis and angiitis) =9 9}\13]-.2) o| 3=
= ANCA Q¥ @og oz E757| = ot P34
AAE A 9 A 2AHAY FARE 2782 BRI Churg-
Strauss 0| Al ANCAE 70% B Lol A kAL Holjw, |
A3 dnH oz wEse i B A5 FF=
WHAIA] 7]+ p& ANCA (perinuclear ANCA, p-ANCA) 2 UERL}
3 A2 AA| 7} &3-S H= ¢ ANCA (cytoplasmic ANCA,
c-ANCA):= =&)Y
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Q12 A] AT LA Al A= W 4240/mim’
(BAH 10.8%), S| 222X StEA T E= 242 13.7 g/
dL2} 42.0%, B AT 434,000/mm’ P 1, B H < E1= 26 mm/
h= F7}= o] Qlich 8% A 3}sl Al A C-reactive protein
(CRP) 8.8 mg/dL, FEE T 132 mg/dL, 18] 1 gamma-glu-
tamyltransferase (YGT) 39 IU/L Rt A A =7 ALof| A A Al |
S7F ik AL AL A7 0,585 A

H| T A2 3} 9 55 2718 H G O 1, Water's viewol| A= 45
Apotge] HulE A0l STk FH CTANOINE 2 s
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cspe] 5o 41290 FHEH SiTh (Figure 2). BA19] At
U Y ARE FAo] WA A=, dEdol o4
Ho] T3 o} 5o AAA AHARE AT o] FF=
prednisolone 20 mg 315 23] £ & A| &5ttt

Y 290]= A2o] 368°CE W7t &= F9o BE
¥} R A - o] wofl HA THE U H7|sHA A
+ forced vital capacity (FVC) 69% predicted, forced expiratory
volume in 1 second (FEV,) 64%, FEV,/FVC 69% 2 7 &=2] 5|4

Figure 1. (A) Periorbital edema and saddle nose on the patient’s
face at admission. (B) Characteristic extravascular necrotizing

granuloma on back. (C) Purpuric papules and patches on both legs.
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Figure 2. (A) Cardiomegaly and pulmonary edema are seen on chest PA at admission. (B) Water’s view shows mucoperiosteal thickening

in both maxillary sinuses. (C) Chest CT scan shows subtle parenchymal consolidation, fibrosis in the subpleural area and minimal pleural

reaction at both lung bases.

Figure 3. Biopsy of a nodule on occipital scalp shows diffuse perivenular and interstitial eosinophilic and occasional lymphocytic
infiltration extending to subcutaneous fat. (A) H&E stain, x 100, (B) H&E stain, x 200.
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W= Sl (Figure 3). FUIE| &~ Waket ORI RS M 0™
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myeloperoxidase (MPO)ES BX|3}H T} c-ANCA A Q1 -9
of] 1 g 0] PR3SI A-$-+=90% ©]AFo] A9k p-ANCAE= MPO
S} AEIo] 9O} cANCATHE ABAo] A e
Churg Strauss 25 Z04] ANCA %31 297} ¥k o] 43o]
2,7 FOH p-ANCA o] Bk 2ol AT, 2
3 BT ANCA 9F4J0] 10% o]k Sheh” wr
717050 414 ANCA®] €J2-&: 0} 4747] 8e43] 9l A1
FSkeh. B30l A BRG] ANCAZ} AFeHE B4,
nitric oxide (NO) A/, FAHEA I, o] Ajszof dete] 5
7t 58 @S AAA oEA ol Bofdith 1 EE 5
Z3Lol| 5] MPOL} PR37} A 3HE] ™ tumor necrosis factorl:
Interleukin-8 7} Z+-2 5 v 7 &2 2] A I vH--S S7HA
A el @Z#%%%gwm

Churg-Strauss 3372 AN
ANCA &74¢% A ¢= ‘3{19—31 -
4= QITEY ANCA FAQ AElE A JY, 4245 1
23 2AHA S EHE s S A
ol A Ho]Zo] ANCA S A= A Ay 2 ddy A
= o] et

J 4o
N B9 50] Sl golch ap =
DAY BEF 250 Bl agulo] 4 HE D, Yol
2ol BAF7} gl Aol FF2N Bt
=g 2olth. fol e FARIL YA BATE FAE o]
Q3 1 FHlols 247} ohe) AT EER Sl 9)
of. o)A ehibs @] So13

2 Churg-Strauss $-0F%
oz Zajgh”

R4 YA

Churg-Strauss

A2 o) EH}Q

glucocorticoids©] 1L

HFYE 2H Ro| =5 AREIITEY AH Ro|E X R B8

4391 73$-2HH cyclophosphamide, azathioprine = _I_—Q—Ek A
FE&HAIEEU WS Y 5 ok 729 3=
T8 26| 20| = H2o] ¥-30] $I, S T 05-15
mg/kg2 713 £3] Fol T Aol A% 7159 dafol
AAY A1 Fo] THElE A3 A o 2 18
g Folaly|E g FALR o2 71 BE 2w A5l

= &7l 58 glucocorticoidsE FJ3}L, A H Fof 7

Vol. 31, No. & Apr 2010 | 311



Seung Beom Lee, et al: A Case Report of Anti-Neutrophil Cytoplasmic Antibodies Negative Churg-Strauss Syndrome

4
il

W7ot e aapjolnh duka o= =7 7|7k
o] 2A 5] 248 W 7hR] 6-12F A= 22 Frh
Churg-Strauss 2579 o T JHlA © 2 oF 5510l A7)
Tafe2 244 it 59 G (polyarteritis nodosa) 2.t} T
o) 2R A2 26-28%7F A LS B, At .g'__
L 28] 2719} 270 LERLRS 92 (bimoda) © 2 A
B8] 40%7} X1 2 3 3ol LR U1 o] 32 wo]
AZARE LU AW, ATEE TS 482 A
Ao AT} 42
il A
Aelolch

¥

r
e ruE

o ¢
> 8
N

m
O:
o
o)
o

ol ¢
i
o
oE
o

=
€]

o Lo
o
&

op <

oN Ho

o}
of
1
ol
fo
eIl
>

3t

RS

lo et
it

O‘j e

2ot

Churg-Strauss 592 4 AU @HFez 4 =27]-=
oFFA BUHOE LA Utk o 7 ERHES T
B B40] B7] B PEATE P2 AT AALAS
F3oho] o] ol ATk ARE L 544 ofx} B2 7| 8A) A
8, 50T 37 P A S A A2, RS e o
22 AV B3] A 52 EQ) Churg-Strauss -5
2 1612 B Rt S MR R A G ET AL
2 A (antineutrophil cytoplasmic antibodies, ANCA)+= 244 9|
05, WS FUET FRIAH AL Hulch} o
o] WEE I HAEA HH v &3S BHAT &
A= LEH| RO E AR R S 0| WEA S H -

r‘o

FAD]: Churg Strauss 357 U FEFT A EL A

REFERENCES

1. Jennette JC, Falk RJ. Small-vessel vasculitis. N Engl ] Med
1997;337:1512-23.

2. Jennette JC, Falk RJ, Andrassy K, Bacon PA, Churg J, Gross
WL, et al. Nomenclature of systemic vasculitides. Proposal
of an international consensus conference. Arthritis Rheum
1994;37:187-92.

3. Abril A, Calamia KT, Cohen MD. The Churg Strauss syndrome
(allergic granulomatous angiitis): review and update. Semin
Arthritis Rheum 2003;33:106-14.

4. Watts RA, Lane SE, Bentham G, Scott DG. Epidemiology of

312 | Vol. 31, No. 4 Apr 2010

10.

11.

12.

13.

14.

1S.

16.

17.

18.

systemic vasculitis: a ten-year study in the United Kingdom.

Arthritis Rheum 2000;43:414-9.

. Masi AT, Hunder GG, Lie JT, Michel BA, Bloch DA, Arend

WP, et al. The American college of rheumatology 1990 criteria
for the classification of Churg-Strauss syndrome (allergic
granulomatosis and angiitis). Arthritis Rheum 1990;33:1094-
100.

. Lanham ]G, Elkon KB, Pusey CD, Hughes GR. Systemic

vasculitis with asthma and eosinophilia: a clinical approach to the
Churg-Strauss syndrome. Medicine (Baltimore) 1984;63:65-81.

. Lhote F, Cohen P, Guillevin L. Polyarteritis nodosa, microscopic

polyangiitis and Churg-Strauss syndrome. Lupus 1998;7:238-
S8.

. ChoiJH, Ahn IS, Lee HB, Park CW, Lee CH, Ahn HK. A case of

Churg-Strauss syndrome. Ann Dermatol 2009;21:213-6.

. Im M, Nam YH, Seo Y]J, Lee JH, Park JK. A case of Churg-

Strauss syndrome showing severe skin necrosis. Korean J Der-
matol 2006;44:216-9.

Hattori N, Ichimura M, Nagamatsu M, Li M, Yamamoto K,
Kumazawa K, et al. Clinicopathological features of Churg-
Strauss syndrome-associated neuropathy. Brain 1999;122:427-
39.

Sehgal M, Swanson JW, DeRemee RA, Colby TV. Neurologic
manifestations of Churg-Strauss syndrome. Mayo Clin Proc
1995; 70:337-41.

Said G. Necrotizing peripheral nerve vasculitis. Neurol Clin
1997;15:835-48.

Guillevin L, Cohen P, Gayraud M, Lhote F, Jarrousse B, Casassus
P. Churg-Strauss syndrome: clinical study and long-term follow-
up of 96 patients. Medicine (Baltimore) 1999;78:26-37.

Cha GY, Han SH, Kim MK, Hwang EW, Yun YI, Kim KU, et al.
A case report of Churg-Strauss syndrome. J Asthma Allergy Clin
Immunol 2002;22:129-36.

Hoftman GS, Specks U. Antineutrophil cytoplasmic antibodies.
Arthritis Rheum 1998;41:1521-37.

Schmitt WH, van der Woude FJ. Clinical applications of
antineutrophil cytoplasmic antibody testing. Curr Opin
Rheumatol 2004;16:9-17.

Oh MJ, Lee JY, Kwon NH, Choi DC. Churg-Strauss syndrome:
the clinical features and long-term follow-up of 17 patients. ]
Korean Med Sci 2006;21:265-71.

Sable-Fourtassou R, Cohen P, Mahr A, Pagnoux C, Mouthon

Korean ] Fam Med



L, Jayne D, et al. Antineutrophil cytoplasmic antibodies and the
Churg-Strauss syndrome. Ann Intern Med 2005;143:632-8.

19. Davis MD, Daoud MS, McEvoy MT, Su WP. Cutaneous
manifestations of Churg-Strauss syndrome: a clinicopathologic
correlation. ] Am Acad Dermatol 1997;37:199-203.

20. Noth I, Strek ME, Leff AR. Churg-Strauss syndrome. Lancet
2003;361:587-94.

21. Gayraud M, Guillevin L, le Toumelin P, Cohen P, Lhote F,

Thgolstelx|

22.

Ol&H 2| : ESF+ M=E A 42! Churg—Strauss & 10]|

Casassus D, et al. Long-term followup of polyarteritis nodosa,
microscopic polyangiitis, and Churg-Strauss syndrome: analysis
of four prospective trials including 278 patients. Arthritis Rheum
2001;44:666-75.

Solans R, Bosch JA, Perez-Bocanegra C, Selva A, Huguet P,
Aljjotas J, et al. Churg-Strauss syndrome: outcome and long-term
follow-up of 32 patients. Rheumatology (Oxford) 2001;40:763-
71.

Vol. 31, No. 4 Apr2010 | 313



