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hurg-Stra�uss�syndro�me�(CCS),�al�so�known�as�al�ler�gic�gra�nu�lo�ma�to�-
sis�and�nec�ro�ti�zing�an�gi�i�tis,�was�first�des�cri�bed�by�Churg�and�Stra�uss
in�1951.1 CSS�is�a�syste�mic�nec�ro�ti�zing�vas�cu�li�tis�that�inf�lu�en�ces�va�-

ri�o�us�or�gans,�es�pe�ci�ally�lungs,�and�in�vol�ves�small�to�me�di�um-si�zed�ar�te�ri�es,
ve�ins,�ca�pil�la�ri�es�and�ve�nu�les.2 The�di�se�a�se�is�cha�rac�te�ri�zed�by�bronc�hi�al�ast�-
hma,�syste�mic�vas�cu�li�tis,�pe�rip�he�ral�eo�si�nop�hi�li�a�and�pe�ri�vas�cu�lar�gra�nu�lo�-
ma�to�sis.3

A�44-ye�ar-old�fe�ma�le�pa�ti�ent�pre�sen�ted�to�the�Der�ma�to�logy�De�part�-
ment�of�Fı�rat�Uni�ver�sity�Scho�ol�of�Me�di�ci�ne�with�rash�and�itc�hing�that�had
star�ted�on�her�hands,�and�fa�ti�gu�e.�Me�di�cal�his�tory�re�ve�a�led�that�she�has�had
ast�hma�for�10�ye�ars.�She�had�no�di�se�a�ses�pri�or�to�the�oc�cur�ren�ce�of�le�si�ons
and�did�not�use�any�me�di�ca�ti�on,�ex�cept�for�in�ha�ler�short�term�ß2-mi�me�tic.
In�the�system�qu�ery�of�the�pa�ti�ent,�the�re�was�res�pi�ra�tory�dis�tress,�ab�do�mi�-
nal�pa�in,�kne�e�and�el�bow�ac�hes.��
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ment.
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ÖZET�Kırk�dört�ya�şın�da�ba�yan�has�ta�ne�fes�dar�lı�ğı,�de�ri�dö�kün�tü�sü,�ka�rın�ve�ek�lem�ağ�rı�sı�şika�ye�ti�-
le�riy�le�kli�ni�ği�mi�ze�baş�vur�du.�Has�ta�nın�öy�kü�sün�den�10�yıl�dan�be�ri�bron�şi�Yal�as�tım�ta�nı�sıy�la�ta�kip
edil�di�ği�öğ�re�nil�di.�Kli�nik,�la�bo�ra�tuV�ar�ve�his�to�pa�to�lo�jik�bul�gu�lar�so�nu�cun�da�has�ta�ya�Churg-Stra�uss
sen�dro�mu�(CCS)�ta�nı�sı�ko�nul�du.�Baş�la�nı�lan�kor�ti�kos�te�ro�id�60�mg/gün�te�da�vi�si�so�nu�cun�da�has�ta�nın
lez�yon�la�rı�iyi�leş�ti.�
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Physi�cal�exa�mi�na�ti�on�re�ve�a�led�that�the�blo�od
pres�su�re�was�110/80�mmHg,�body�tem�pe�ra�tu�re�was
36°C�and�pul�se�ra�te�was�80/min.�He�morr�ha�gic�bul-
la�e�on�the�dor�sal�part�of�both�hands�and�ears, and
he�morr�ha�gic�crusts�and�ero�ded�are�as�on�the�oral
mu�co�sa,�es�pe�ci�ally�on�the�soft�pa�la�te�and�gin�gi�va�e
we�re�de�tec�ted�(Fi�gu�res�1�and�2).�Ot�her�system�ex-
a�mi�na�ti�ons�we�re�nor�mal. The�pa�ti�ent�had�no�ocu�-
lar�in�vol�ve�ment.

The�re�sults�of�la�bo�ra�tory�tests�we�re�as�fol�lows:
whi�te�blo�od�cell�co�unt:�23.600/mm³,�eo�si�nop�hi�les
in�the�dif�fe�ren�ti�al:�36.4%�(0.9-6%),�to�tal�Ig�E:�676
IU/L,�CRP:�93.7�mg/L�(0-5�mg/L)�and�eryt�hrocy�te
se�di�men�ta�ti�on�ra�te:�40�mm/h.�The�re�ma�i�ning�bi�oc�-
he�mi�cal�pa�ra�me�ters�in�the�blo�od�we�re�nor�mal;�C3,

C4,� ANA,� P-AN�CA,� C-AN�CA,� par�vo�vi�rus-B19,
CMV,�co�xac�ki�e,�EBV�and�an�ti�bo�di�es�for�vi�ral�he�p-
a�ti�tis�we�re�ne�ga�ti�ve.�Uri�ne,�blo�od�and�le�si�on�cul�tu�-
res� did� not� yi�eld� any�mic�ro�or�ga�nism.�Whi�le� no
pat�ho�logy� was� de�tec�ted� in� the� pos�te�ro-an�te�ri�or
chest�X-ray�and�res�pi�ra�tory�func�ti�on�tests,�high�fre-
qu�ency� re�so�nan�ce� tho�ra�cic� to�mog�raphy� sho�wed
con�so�li�da�ti�on�are�as�on�the�right�lung and�fros�ted
glass�vi�ew,�and�na�sal�polyps�we�re�fo�und�in�the�pa�-
ra�na�sal�si�nus�to�mog�raphy.����

In� the�his�to�pat�ho�lo�gi�cal� exa�mi�na�ti�on�of� the
punch�bi�opsy�ma�te�ri�al�ob�ta�i�ned� from�the�dor�sal
sur�fa�ce�of�the hand,�in�ten�si�ve�inf�lam�ma�tory�cell�in-
fil�tra�ti�on�and�ex�ten�si�ve�col�la�gen�de�ge�ne�ra�ti�on�was
de�tec�ted�on�the�der�mis�un�der�mul�ti-la�yer�flat�epit�-
he�li�um,�whe�re�epit�he�li�o�id�his�ti�ocy�tes,�with�pa�li�sa�-
de� or�der� but� wit�ho�ut� sig�ni�fi�cant� gra�nu�lo�ma
for�ma�ti�on,�as�well�as�many�eo�si�nop�hils,�ne�ut�rop�-

FI�GU�RE�1:�Ery�the�ma�to�us�pla�qu�es�re�semb�ling�ery�the�ma�mul�ti�for�me�and�bul-
la�e�with�he�morr�ha�gic�con�tent.

FI�GU�RE�2:�Hemorrhagic�bullae�and�eroded�areas�on�oral�mucosa,�especially
on�the�soft�palate�and�gingivae�of�the�patient.

FI�GU�RE�3:�Epit�he�li�o�id�his�ti�ocy�tes�with�pa�li�sa�de�ar�ran�ge�ment�as�well�as�nu-
me�ro�us�eo�si�nop�hils,�ne�ut�rop�hils�and�nuc�le�ar�re�si�du�es,�en�dot�he�li�al�swel�ling
and�eryt�hrocy�te�ex�tra�va�sa�ti�on�on�vas�cu�lar�walls�in�the�der�mis.�HE�X�200.
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hils�and�nuc�le�ar�re�si�du�es�we�re�ob�ser�ved.�Oc�ca�si�o�-
nal�ne�ut�rop�hils,�nuc�le�ar�re�si�du�es,�en�dot�he�li�al�swel�-
ling�and�eryt�hrocy�te�ex�tra�va�sa�ti�on�we�re�ob�ser�ved
on�ves�sel�walls,�which�was con�sis�tent�with�CSS�(Fi�-
gu�re�3).�

CSS�di�ag�no�sis�was�ma�de�ba�sed�on�cli�ni�cal,�la�-
bo�ra�tory�and�his�to�pat�ho�lo�gi�cal�fin�dings and�syste�-
mic�cor�ti�cos�te�ro�ids�60�mg/day�as�well� as� to�pi�cal
cor�ti�cos�te�ro�id�the�rapy�was�ini�ti�a�ted.�The�pa�ti�ent
was�trans�fer�red�to�the�gas�tro�en�te�ro�logy�cli�nic�on
day�fo�ur�of�hos�pi�ta�li�za�ti�on�with�the�sus�pi�ci�on�of
gas�tro�in�tes�ti�nal�system�he�morr�ha�ge,�du�e�to�me�le�-
na.�The�pa�ti�ent�star�ted�to�re�ce�i�ve�azat�hi�o�pu�ri�ne�100
mg/day on�the�fifth�day�fol�lo�wing�the�dis�con�ti�nu�-
a�ti�on�of�syste�mic�ste�ro�id�the�rapy.�En�dos�co�pic�exa�-
mi�na�ti�on� re�ve�a�led� gas�tric� ul�cer.� The� pa�ti�ent� is
cur�rently�be�ing�mo�ni�to�red.

DIS�CUS�SI�ON

CCS,�al�so�known�as�gra�nu�lo�ma�to�us�nec�ro�ti�zing�vas-
cu�li�tis,�is�a�syste�mic�vas�cu�li�tis, which�pri�ma�rily�af-
fects� the� res�pi�ra�tory� system.�The�di�se�a�se� is�mo�re
com�mon�in�wo�men�and�at�aro�und�the�age�of�50.4,5

Alt�ho�ugh�the�eti�o�logy�of�the�di�se�a�se�is unk�nown�le�-
u�kot�ri�e�ne� re�cep�tor� an�ta�go�nists� li�ke� za�fir�lu�kast,
which�is�used�in�ast�hma�the�rapy,�azit�hromy�ci�ne�and
co�ca�i�ne�are�sus�pec�ted.1,4-6 Ca�ses�fol�lo�wing�he�pa�ti�tis-
B�vac�ci�na�ti�on�we�re�re�por�ted.1 The�re�was�no�me�di�-
ca�ti�on�use,�ex�cept�for�in�ha�ler�short-term�ß2-mi�me�tic
in�the�his�tory�of�our�ca�se.���

In�1990,�the�Ame�ri�can�Rhe�u�ma�to�logy�As�so�ci�-
a�ti�on�sug�ges�ted the�di�ag�nos�tic�cri�te�ri�a�for�the�di�se�-
a�se� as� bronc�hi�al� ast�hma,� pre�sen�ce� of�mo�re� than
10%�eo�si�nop�hi�li�a�in�the�dif�fe�ren�ti�al�blo�od�sme�ar,
mo�no�ne�u�ro�pathy�or�poly�ne�u�ro�pathy,�ima�ging�of
tem�po�rary�pul�mo�nary�in�fil�tra�tes�in�PA�chest�X-ray,
pa�ra�na�sal�si�nus�pat�ho�lo�gi�es�and�eo�si�nop�hi�lic�in�fil�-
tra�ti�on�out�si�de�the�ves�sels�in�skin�bi�opsy�ma�te�ri�al.

Pre�sen�ce�of�at�le�ast�fo�ur�of�the�six�cri�te�ri�a�is�con�si�-
de�red di�ag�nos�tic.5 Our�ca�se�who�met�fo�ur�of�the�cri-
te�ri�a�was�di�ag�no�sed�as�CSS.

Cu�ta�ne�o�us�in�vol�ve�ment�is�ob�ser�ved�in�ap�pro�-
xi�ma�tely��40%�of�the�pa�ti�ents.4 Stra�us�et�al�clas�si�fi�-
ed�the�skin�signs�in�3�ca�te�go�ri�es�as�ma�cu�lo�pa�pu�lar
le�si�ons�re�semb�ling�ery�the�ma�mul�ti�for�me,�he�morr�-
ha�gic�le�si�ons�ran�ging�from�pe�tec�hi�a�e�to�ecch�ymo�-
sis� and� cu�ta�ne�o�us-sub�cu�ta�ne�o�us� no�du�les.7 The
pre�vi�o�us�ery�the�ma�mul�ti�for�me-li�ke�ca�ses�in�the�li�t-
e�ra�tu�re�we�re�des�cri�bed�as�tar�ge�to�id�le�si�ons�or�bul-
lo�us� tar�ge�to�id� le�si�ons.8-10 In� our� ca�se, cu�ta�ne�o�us
erup�ti�on�con�sis�ted�of� lar�ge,�red,�ur�ti�ca�ted�ro�und
pla�qu�es�with�dusky�cen�ters.�Tar�ge�to�id�le�si�ons�re-
semb�ling�ery�the�ma�mul�ti�for�me�at�the�on�set�la�ter
chan�ged�to�he�morr�ha�gic�bul�la�e�with�a�nec�ro�tic�pre�-
sen�ta�ti�on�and�he�a�led�le�a�ving�a�scar.�

His�to�pat�ho�lo�gi�cal�exa�mi�na�ti�on�of�skin�bi�op�si�-
es� shows� pa�li�sa�ded� gra�nu�lo�mas� with� ba�sop�hi�lic
nec�ro�sis�at�the�cen�ter�and�gi�ant�cells,�ne�ut�rop�hils
and�eo�si�nop�hils�li�ned�up�in�the�pe�rip�hery.4 Crotty
et�al�who�clas�si�fi�ed�cu�ta�ne�o�us�le�si�ons�in�3�his�to�pat�-
ho�lo�gi�cal� ca�te�go�ri�es� re�por�ted� 50%� ex�tra�vas�cu�lar
gra�nu�lo�mas,� 33%� le�u�kocy�toc�las�tic�vas�cu�li�tis� and
17%�cu�ta�ne�o�us�pol�yart�hri�tis�no�do�sa.11,12 Our�pa�ti�-
ent’s�his�to�pat�ho�lo�gi�cal�signs�we�re�in�the�form�of�le�-
u�kocy�toc�las�tic� vas�cu�li�tis� ac�com�pa�ni�ed� by
eo�si�nop�hi�lic�in�fil�tra�ti�ons,�which�we�re�in�ag�re�e�ment
with�CSS.��

Alt�ho�ugh� the� li�te�ra�tu�re� inc�lu�des� re�ports� of
poly�morp�hic�skin�le�si�ons�li�ke�ul�cers�at�the�tips�of
the di�gits,�nec�ro�sis,�he�morr�ha�gic�bul�la�e,�ur�ti�ca�ri�al
and�li�ve�do�id�ery�the�ma�as�skin�signs�in�CSS,�we�ha�-
ve�not�met�any�CSS�ca�se�who�se�on�set�was�with�ery-
the�ma�mul�ti�for�me�re�semb�ling�le�si�ons.13-15 The�re-
fo�re,�we�de�ci�ded�to�pub�lish�our�ca�se�to�draw�at�ten�-
ti�on�to�both�vas�cu�li�tis, which�is�used�in�the�dif�fe�-
ren�ti�al�di�ag�no�sis�of�ery�the�ma�mul�ti�for�me,�and�CSS.



Dermatology�and�Venerology Çiçek�et�al

Turkiye�Klinikleri�J�Med�Sci�2008;28(6) 1005

1. Odom�RB,�Ja�mes�WD,�Ber�ger�TG.�Cu�ta�ne�o�-
us�vas�cu�lar�di�se�a�ses.�An�drews’�Di�se�a�ses�of
the�Skin.�9th ed.�Phi�la�delp�hi�a:�WB�Sa�un�ders;
2000.�p.1011-56.

2. Mic�hel�BA.�Clas�si�fi�ca�ti�on�of�vas�cu�li�tis.�Curr
Opin�Rhe�u�ma�tol�1992;4:3-8.

3. Çe�lik�Y,�Kı�zıl�tan�G,�Yal�dı�ran�A,�Oz�B.�De�ve�-
lop�ment�of�mo�no�ne�u�ri�tis�mul�tip�lex�in�a�pa�ti�-
ent�with�bronc�hi�al� ast�hma:�Churg-Stra�uss
syndro�me.�Cer�rah�pa�sa�J�Med�2000;�31:113-
7.

4. Bra�un-Fal�co�O,�Ple�wing�G,�Wolff�HH,�Burg�dorf
WH.�Di�se�a�ses�of�he�blo�od�ves�sels.�Der�ma�to�-
logy.�2nd�ed.�Ber�lin:�Sprin�ger-Ver�lag;�2000.
p.881-954.

5. Ma�si� AT,� Hun�der� GG,� Li�e� JT,� Mic�hel� BA,
Bloch�DA,�Arend�WP,�et�al.�The�Ame�ri�can�Col-
le�ge� of�Rhe�u�ma�to�logy� 1990� cri�te�ri�a� fort� he
clas�si�fi�ca�ti�on�of�Churg-Stra�uss�syndro�me.�Arth
Rhe�um�1990;�33:1094-100.

6. Ala�ca�cı�og�lu�A,�Ki�lin�cas�lan�I,�Da�gis�tan�S,�Itil�O,
Se�vinc�C,�Kar�gi�A.�[Churg-Stra�uss�syndro�me
as�so�ci�a�ted�with�mon�te�lu�kast�the�rapy]�Tur�ki�ye
Kli�nik�le�ri�J�Al�lergy-Ast�hma�2002;�4:125-8.

7. Stra�uss�L,�Churg�J,�Zak�FG.�Cu�ta�ne�o�us�le�si�-
ons�of�al�ler�gic�gra�nu�lo�ma�to�sis.�6.�His�to�pa�to�lo�-
gic�study.�J�In�vest�Der�ma�tol�1951;�17:349-59.

8. Su�gi�ta�K,�Izu�K,�To�ku�ra�Y.�Ery�the�ma�mul�ti�for�-
me-li�ke�drug�erup�ti�on�ca�u�sed�by�sen�no�si�de.
Int�J�Der�ma�tol�2006;45:1123.

9. Wu�CC,�Tsai�CN,�Wong�WR,�Hong�HS.�Chu�-
ang�YH.�Early�con�ge�ni�tal�syphi�lis�and�ery-
the�ma� mul�ti�for�me-li�ke� bul�lo�us� tar�ge�to�id
le�si�ons�in�a�1-day-old�new�born:�de�tec�ti�on�of
Tre�po�ne�ma�pal�li�dum�ge�no�mic�DNA�from�the
tar�ge�to�id�pla�qu�e�using�nes�ted�poly�me�ra�se
cha�in� re�ac�ti�on.� J� Am� Acad� Der�ma�tol
2006;55:11-5.

10. Lin�JH,�She�u�HM,�Le�e�JY.�Acu�te�ge�ne�ra�li�zed
exant�he�ma�to�us�pus�tu�lo�sis�with�ery�the�ma�mul-

ti�for�me-li�ke� le�si�ons.� Eur� J� Der�ma�tol
2002;12:475-8.

11. Crotty�CP,�De�Re�me�e�RA,�Win�kel�mann�RK.
Cu�ta�ne�o�us�cli�ni�co�pat�ho�lo�gic�co�re�la�ti�on�of�al-
ler�gic�gra�nu�lo�ma�to�sis.�J�Am�Acad�Der�ma�tol
1981;5:571-81.

12. Sen� S.� [Pat�ho�lo�gi�cal� fe�a�tu�res� of� vas�cu�li�tis]
Tur�ki�ye�Kli�nik�le�ri�J�Int�Med�Sci�2005;1:32-40.

13. Ota�ni�Y,�An�za�i�S,�Shi�bu�ya�H,�Fu�ji�wa�ra�S,�Ta�-
ka�ya�su�S,�Asa�da�Y,�et�al.�Churg-Stra�uss�syn-
dro�me�ma�ni�fes�ted�as�nec�ro�sis�of�fin�gers�and
to�es� and� li�ver� in�farc�ti�on.� J� Der�ma�tol� 2003;
30:810-5.

14. Abe-Mat�su�u�ra�Y,�Fu�ji�mo�to�W,�Ara�ta�J.�Al�ler�-
gic�gra�nu�lo�ma�to�sis�(Churg-Stra�uss)�as�so�ci�a�-
ted�with�cu�ta�ne�o�us�ma�ni�fes�ta�ti�ons:�re�port�of
two�ca�ses.�J�Der�ma�tol�1995;22:46-51.

15. Inu�i�S,�Ita�mi�S,�Iwa�i�C,�Yos�hi�ka�wa�K.�Churg-
Stra�uss�syndro�me�in�vol�ving�me�di�um-si�zed�ar-
te�ri�es.�J�Der�ma�tol�2001;28:161-4.

REFERENCES


