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Churg-Strauss Syndrome;

A Case Report and Review of Literature
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Churg -Strauss Syndrome;

A Case Report and Review of Literature

Churg-Strauss syndrome (CSS) is a rare syndrome, but steroid responsive systemic vasculitis.
The major presentation compose of asthma, cutaneous vasculitis, abdominal pain and mononeuritis
multiplex. We reported a case of Churg-Strauss Syndrome and review related literature.

A 41 year - old married Thai male patient had history of asthma 8 months ago. Two months
later, he had recurrent asthmatic attacks with hemoptysis, abdominal pain, diarrhea and generalized
purpura. Five months after that he had progressive paresthesia and weakness all extremities and unable
to walk by himself. The physical examination showed atrophy of both intrinsic hand muscles, muscle
powers were grade 4/5. Deep tendon reflexs were decreased and there was asymmetrical impairment
of sensation of both hands and feet. The results of investigation revealed eosinophilia, high ESR. Nerve
biopsy showed acute demyelinating and axonopathy. He improved after steroid treatment.

CSS is more common in male than female. All patients have asthma, systemic vasculitis and
eosinophilia. CSS has the multisystem involvement, mononeuritis multiplex, abdominal pain, cutaneous
vasculitis, heart failure and arthritis. Diagnosis based on criteria four of six; asthma, eosinophilia >
10% , neuropathy, nonfixed pulmonary infiltration, paranasal sinus abnormality and extravascular
eosinophils. CSS usually respond to steroid treatment.

We report a case of CSS and review related literature.
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salaslnd asUszawmandnd naenaldung lawy
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4/5 WAz atrophy 984 intrinsic muscle 189R8Y9 2414,
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5% monocyte 1% eosinophil 13% ez g
Snwnafell CBC ; Het 35% Wbc 19,200 cells/mm?’,
platelet adequate band 5% PMN 80% lymphocyte
7% monocyte 4% eosinophil 4% stool exam 1
wuwens JdWU occult blood, fasting plasma glucose
144 mg/dl BUN 9.9 mg/dl Cr 0.8 mg/idl HBsAg
and Ab negative Anti HCV negative SGOT 37 (12-
32 UIL) LDH 248 (89-221 U/L) CPK 147 (25-200
U/L) uan13msaa electromyography  wlinldru
demyelinating 8¢ axonopathy nerve biopsy WU
NITAARANTAY myelinated nerve fiber WaTH acute
demyelinating WAt axonopathy l{WUANMMULAA
vasculitis Laz eosinophil infilirate  NWLANTLIH8A
paffilaeszwinadi sunssnen faaiioun ledwienwy
alveolar infiltration Ut9tu right upper lobe Wag
aneruzsenatavalindeanlinisinumnsag steroid
Tnelalli v fTaue

iy lugtlenaeiilszneudan  asthma,
eosinophilia, vasculitis 229HMIN, ANNRALNFTD
wnmsdlen, UYaaviag, 018182 WAL mononeuritis
multiplex faufu EMG 016y mononeuritis
multiplex setiudilandn 1AM €SS wnniiga daud
478 skin biopsy WAz nerve biopsy Az ldiAnmouy
1OWIZ124 CSS Amu 1 INsineEsae prednisolone
e TRA

Review of Literature

€SS wulugie : vty tezuand 3:1 (Ham-
mersmith series) WsaIn John G. Lanham WUTN® :
negelsrannd 1 1 1 (3) 21019 allergic rhinitis wlu
49981g 25-28 U asthma gaseg 33-35 U uwaz
vasculitis 21gjtlszanny 38 T enisvesgileawu e
WANET AU 1 (3) %qwudwzl,l,mma'wﬁm@'u
2717 PAN WAy Wegener’s granutomatosis A9UaRAN
Tupnsa? 2 uay 3 (4) N1IWL atopy WAZ eosinophilia
Argaeken CSS aanan Wegener’s granulomatosis

(5)

anyaemanainves CSS
1. Respiratory tract disease

1.1 Asthma  wuluynsevesdilae
css lawanis asthma doulvnjifianau systemic
vasculiis waziiseunuiialdneuds 30 1 oy
'mmﬁluﬁu%hiqmmLLﬁimmi%ﬁ;umerﬁ?u uay
UetAuaunsziafin vasculils LAYWUAN 50% T4
case L?J‘I'al,ﬁm vasculitis ‘lui:ﬂzﬁlmtinmﬂ’]imm
asthma agmeluuazdaulunjanisues asthma Az
nduifulmsdiile vasculitis 73w (6,7)

1.2 Pulmonary infiltrates wWulseuu
72% 1a® 40% Wanwouzillu  transient  pulmonary
infiltrates Iaaidaulun)Tanwousiilu patchy infiltration
liwuAnE T4 lobar Y38 segment (8,9,10) Wanan
fnwudnemuy infilration NIzang@enann hilar (11)
hilar lymphadenopathy (11,12,13) diffuse interstitial
infiltration WaY miliary pattern (8,14) massive bilateral
nodular infiltration usazlinwy  cavity Fangann
Wegener’s granulomatosis (15) u@ﬂ@’mﬁm@wu
Snwour widespread infitration Feifluanmgyinlfiie
pulmonary hemorrhage (16)

1.3 Pleural disease Wulsennns 29%
Tnaaziiannig pleuritic chest pain WIDATIANL pleural
rub Tmemsaaluwy pleural effusion (17) dnmoue
pleural effusion lu css wuilu exudate sugar ﬁ‘;”)
C3 % eosinophil 49 WAZ rheumatoid factor 19
HALAN (18)

1.4 Allergic rhinitis wutlszuing 70%
Taawuluszay usnaay CSS waznliiina1ns nasal
obstruction recurrent sinusitis LAY nasal polyposis
(19) X-ray WUAIINHALNRYBY paranasal sinus 0N
88% (19) AL Wegener's granulomatosis a¥Wu
21N17 nasal pain, purulent or bloody nasal discharge,
nasal mucosa azianwouzilu granular friable nasal
crusting WaT septal perforation

2. Eosinophilia udnwnzd1Anyaes CSS
Fawwdn eosinophil >10% il sensitivity D4 95% WAT
specificity 96.6% lun1satiase cSS Taslunsdinliny
peripheral eosinophilia AW tissue infiltrate #nel
eosinophil (20.21) Gafinannisldsu steroid A
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asthma " 1#i5£AU294 peripheral eosinophil AAAY
unneanunsnldanuan eosinophil Tun1siamiunis
S ldifuetneg Ennd1919 eosinophil HAAGA
arduiudiunainenilduad (22) warduwusiy
activity 1a9lsa (14) Taeeags o eosinophil 184
CSS isennns 5x10g/L  Wsibl  hypereosinophilic
syndrome axgaily 100x10g/L  WATAzAAAdINTgW
azld steroid lunns¥nen (23)

3. Nervous system disease

3.1 Peripheral neuropathy S iiduuny
il A8 mononeuritis multiplex Taawfie 60% walu
TN TN AN Y symmetrical sensori-motor
peripheral neuropathy YanANTaTseY CSS
M 1ine polyradiculopathy and unilateral nerve
deafness (24) uarisiosnufilon CSS ftiennng
peripheral neuropathy Wy IgA W&y C3 deposit ‘171'
niavaenidentseraiuaumaivin¥ifa local tissue
injury (25)

3.2 Central nervous system WU
trzanns 27% taewy involvement woadullszam
aneeil 2 3 7 uaz 8 (7,9,26) utlszamanesgi 2
v l¥Na ischemic optic neuropathy (27,28,29,30)
FaAmann vasculitis e vasa nervorum WaNANTEN
WUAIN1T amaurosis fugax, superior oblique palsy,
retinal infarction (31) mmam@mﬁmmnmiﬁ inflam-
mation TANKTNUARAIARA short posterior ciliary
artery AR ischemia U84 anterior optic nerve (32)
n1siAin cerebral vasculitis way AuAulafingalu
gilae €SS nalwiia cerebral hemorrhage WAy
cerebral infarction mmm%uﬂumma‘um morbidity
Wwaz mortality ﬁdwﬁmmm CSS (33) yana N
TIEIUNWLANNT psychosis (11) chorea LN (34)
subarachnoid hemorrhage A% intraventricular
hemorrhage (35)

4. QGastrointestinal disease

4.1 Abdominal pain wu'ld 59% AUB
Aaannimeqaesanld (36) peritonitis (10) a1l
fAF (37) acute acalculous cholecystitis (38,39)
138 mesenteric vasculitis {10) @1L1R LAY peritonitis

A1aLina NN involvement N9u serosa 1e4d"l&

U9 10 alufl 4 @@ - 5.0 2538

udqnalifiia eosinophilic peritonitis 74 ascites Az
eosinophil A1uAUNIN (10) A wsreddn lEgmsuana
WAAINNNT involve ‘%u submucosal #1013 infiltrate
289 eosinophil #1a granuloma udqralfifia nodular
mass VI WRANNTgasuasaT14(40)

4.2 Diarrhea wuls 33% Taz 18% &
ansideneanluszuunILAuaIvnIInslalaeana
finaInnns involve T mucosa AeMNaLBLE WS
(41,42) ImaLfawwzmmmsgﬂfmmnﬂizmﬂnjﬂu@zwu
W multiple uicer Fa9pnaiinan vasculitis ¥lAA
ischemia UAY ulcer PNATAL (43) WHANIIENL
geadftheglstazling ucer A9 mucosa uenanni]
FawLdnE involvement 18451 £i3, flastinane (44)
wazElawyl primary biliary cirrhosis @1L15a1n vasculitis
liver biopsy WU periportal hepatitis i eosinophil
infiltrate \Wa& granuioma NELIIS TN portal vein (45)

5. Systemic vasculitis 8101ILAUAS
gaumdn tminan %qwulunnmwméﬂw Css
Tneazifinennisthninewiiaziennts vasculitis 194
WAaTITULTIe1aarannistunnewiiudlasiviae
wau

6. Cardiac disease wunazvialaony 47%
deduvialagnian 32% ANAulalings 29% uay
myocardial infarction IAgWUINUSENNY 50% U8
e €SS azwuAudaLNGeeY EKG wazdnlasy
mefnnitligniesuazsndiasyilifa  ischemic
heart disease WAL intractable heart failure (36)
gilae 5 U 8 $18WU myocardial involvement $axri1
pericardial (46) N17M394 echocardiogram WU mitral
valve regurgitation 6 318 41N 12 718 %qmmﬁmmn
diffuse myocardial fibrosis (47) M3FnEIAU ULy
mauduedARa steroid Tumaiiennisquussarliney
AUBIRBNNTFNHNANE steroid HTIBINUNTNN heart
transplant lAtAR (48) LLﬁﬁwudwﬁéﬂwﬁﬁw heart
transplant wdaieansnauidulug (49) a1n1smnesia
laduaniugnindediniid frydssunn 48% 1esf
thefidedan autopsy #2ulunwi granuloma fiviala
(36,50) WazWi vasculitis U84 coronary artery M 1#iin

myocardial infarction (51,52)
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7. Cutaneous disease WU purpura 48%
erythema %38 urticaria 35% subcutaneous nodules
30% Fawntiasnialzalungu PAN %dwnq’ufm Css
aziinng involve TeaduidenIunAlEn sumiaing
IFunLians extremities WUL symmetrical WAZLFAMW
scalp FANALT ANHDIVNINENBENNIDS nodule WL
1fJu granuloma (53) lesion AnETAULANIWEN?
anwwudnouy vasculitis udaulugl (29) wanain
ifflseemuny skin lesion #NwiuzAu iU cutaneous
infarction, ulceration of nodule LAY livedo reticularis
(8,29)

8. Renal disease WUAN®ME mild w38
moderate renal impairment U3eu10d 49% LATWL
severe renal failure ek 9% Faludnuoiziiuansa
AN PAN Lay Wegener’s granulomatosis %M:W‘u
renal failure 1HuINN31 (54,55) @NEULNINEID
anIMWLLTIN glomerutar dauluniianmuy focal
segmental glomerulonephritis with necrotizing LAY
cresents formation Tuunesie nasfnndauluninau
auadna steroid Tneanzlungu mild renal impair-
ment lusefiannsquusefesinedag immunosup-
pressive LU azathioprine, cyclophosphamide e
$9ufL hemodialysis Bnidatied (56) uwanisvin
plasma exchange ‘luiw'ﬁl severe renal failure (57)
u@nmnﬁﬁmamuwuéﬂw CSS #1628191N19 anuria
wuil bilateral ureteral involvement #avl¥inna¥nm
FANMUIEWING medical Wax surgical (58)

9. Rheumatic disease

9.1 Arhritis v32 arthralgia wuld 51%
Taaiwy synovial swelling uaz effusion 8 lu 11 9
arthralgia aneuzitlu migratory (8) wazluwuAnmuy
124 joint destruction 138 erosive joint, rheumatoid
factor Wtavan 15 :elu 29 18 Toeasdl titer 5in
Wuadaulugy

9.2 Myalgia Taeannziinnundmiie
dne wudesluszas vasculitis uaziisneaunnlfiie
myositis 13 (59)

10. Rare manifestations Heneaunwgilag
CSS {lnz cholinesterase deficiency (60) wazglaw

CSS Lilu paraneoplastic manifestation 284 NHL 11

B-cell (61) temporal arteritis NUANMUTNIANENT

o

anwwidinlgidu Css (62)

Immunopathogenesis

1. Allergy Ioawuinszunng 20%-30% 1904
guae €SS HuszdRAseuAianiesinu allergy 11y
asthma, urticaria, allergic rhinitis %ﬂiiﬁ%‘i.id%fh CSS
A NENAUSTU allergy

2. Complement - Immune compiex and
Immunoglobulin TA8WLNE hypocomplement W&z
circulating immune complex taandnlulsa  SLE
mixed cryoglobulinemia (63,64) Tmaiaaulugazwy
ma‘zgﬁumm IgE 15 lu 20 18 uaz IgG ﬁqa"ﬁu 10
Tu 21 918 Taesziunes IgE figeazwuly vascuiitis
phase uazazamasguniluszazisaasy  (65)
antineutrophil cytoplasm antibodies wulu CSS D4
66.7% UaziRendioey antimyeloperoxidase antibody
Ty PAN with HBV wuldes 10.7% uazlu PAN
without HBV Wy 27.3% (66)

3. Genetic wu HLA DR2 lu Wegener’s
granulomatosis usiele ldsseulugilhe Css

4. Deficiency of suppressor cells Tnawui
NITAARITANEMINAIUTAY suppressor BB cytotoxic
lymphocytes UAZHIN SN LIeISATEILTRY helper
cell 5o suppressor cell oﬁ”\ﬁﬁum%m;ﬂiﬁdwmmmm
984 suppressor cell Lﬂummmﬁwmnmﬁm CSs
(67)

WenBInen

ANB TN NWEIEANWEIU U WL eosinophil
infiltrate extravascular granuloma Wa¥ necrotizing
vasculitis IngazwLsani sisewLatnelaati sty
(2,50,68) granuloma azwuitineiviala s fhu uaziles
(69) ANWIUZIANWITUDY vasculitis A% involve WABA
WROATUIALANLAAINITD involve WABALREATUNA
naald (70) Taeaz invoive (udaus uazvinldiiia

aneurysm (50,71)
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MIIang
ANNANS19T 4 WLINEN M criteria > 4 A7n 6 9
azil sensitivity 85% WAz specificity 119 99.7%
venanifsiinneaunagld hight - resolution
computed tomography (HRCT) scannmg WUANMUY

MeasuiL e aeniaen way Lu@ﬂ@muwuﬁnu
HANNIANHININENBAN IR (72)

M3

daulunj1e9 CSS ArmaLAUBIARBNITNEA
finel prednisolone 1WA 40-60 mg/day Taslanwizlu
Fefemspuusatiesuaziunans uilumedilaann
quusaaeslsmunnuielinauauassianislf steroid

At Ae iy immunosuppressive agents LTu

azathioprine #8 cyclophosphamide laawudnnazl

prednisolone BE14LAER 138 IV cyclophosphamide 19
uan 95N lafeandinnavin plasma exchange 39w
fun17 4 steroid (73)

ponsuladingslucss mndansldungu
beta-blocker luszeiz vasculitis ws1zazvinldanig

984 asthma WAY cardiovascular system LLeiad

msmnelsa

ﬁ'n,u@mimﬁﬁzﬁ’wﬁnujﬁqmmﬁ 5 fing
AnsiReariu poor prognostic factor WudNaNgHINNGN
50 T n1azlnene l3eneenTsULNILAUEUIT LAY
cardiomyopathy T 4 ﬂﬂﬁﬁﬁﬁ’ﬁm (74)
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Pulmonary Disease

Nervous System

Disease

Gl Disease

Renal Disease

Cutaneous Disease

Cardiovascular

Disease

Musculo-skeletal

Disease

Asthma

Systemic vasculitis
Eosinophilia
Allergic rhinitis
Infiltrates

Loffler prodome
Pleural effusion
Mononeuritis
multiplex

CNS

Abdominal pain
Diarrhea

Bleeding

Mild / moderate renal insufficiency
Renal failure
Purpura

Nodules
Erythema/urticaria
Cardiac failure
Hypertension
Pericarditis
Arthritis / arthralgia
Myalgia

Percentage (%)

100

70
72
40
29
66

27
59
33
18
49

48
30
35
47
29
32
51
41
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5190 2 Clinical manifestations related to organ

system involvement in classic PAN

Percent incidence

Organ system

Renal 60
Musculoskeletal 64
Peripheral nerve 51
Gl tract 44
Skin 43
Cardiac 36
Genitourinary 25
Central nervous 23
system

MI1eh 3 Wegener’s granulomatosis : Clinical mani-
festations in 158 patients studied at the

National Institues of Health

Manifestation Percent at disease onset
Glomerulonephritis 18
Sinusitis 51
Nasal disease 51
Otitis media 36
Pulmonary infiltrates 25
Pulmonary nodules 24
Hemoptysis 12
Conjunctivitis 5
Scleritis 6
Arthralgia / arthritis 32
Fever 23
Cough 19
Skin abnormalities 13
Peripheral neuropathy 1
Central nervous system 1

Pericarditis 2
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M31a% 4. 1990 criteria for the classification of Churg-Strauss syndrome

Criterion Sensitivity (%) Specificity (%)
Asthma 100 96.3
Eosinophilia > 10% 95 96.6
Neuropathy, mono or poly 75 79.8
Pulmonary infiltrates, non-fixed 40 92.4
Paranasal sinus abnormality 85.7 79.3
Extravascular eosinophils 81.3 84.4

5197 5. Cause of death in 50 cases of CSS

%
Congestive cardiac failure/ 48
Myocardial infarction
Renal failure 18
Cerebral hemorrhage 16
Gl bleed / perforation 8
Status asthmaticus 8

Respiratory failure 2




