
diopathic hypereosinophilic syndrome (HES) is a clinical entity that is
classified in leukoproliferative disease group and characterized by pro-
longed eosinophilia and specific organ involvements; its etiology and

pathogenesis is still unclear.1 HES mainly affects middle-aged males and is
fairly rare. The primary symptoms belong to cardiac and neurological invol-
vement. The other dominant symptoms are hepatosplenomegaly, generali-
zed lymphadenomegaly, myalgia, angioedema, skin rashes, fever and retinal
lesions.1,2 Although skin involvement occurs in the majority of the patients
(27-73%), onset with cutaneous lesions is very rare. Common clinical skin
lesions are pruritic and erythematous plaques and papules.1,3 Several tests
and further examinations are necessary for diagnosis. Possible tumorigenic
causes, parasitic infestations, drug reactions and allergic statements should
be explored. Chusid et al have defined three findings of the disease:

1. Eosinophilia more than 1500/mm3 in peripheral blood sample in the
last six months,

2. Clinically absence of parasitic, allergic and other causes for eosinop-
hilia, and

3. The presence of signs or symptoms of multi-organ involvement.4

A Mortal Hypereosinophilic Syndrome
Case Report Representing

A Large Skin Necrosis

ÖÖZZEETT    Hipereozinofilik sendrom nadir görülen bir lökoproliferatif sistem hastalığıdır. Hastalığın primer
semptomları kardiyovasküler ve nörolojik sistemlere aittir. Sık görülen cilt lezyonları genellikle kaşıntılı
eritematöz plak veya papüller şeklindedir. Steroid tedavisi ile hastalık başarılı şekilde tedavi edilmektedir. Bu
çalışmada, hastalığın geç döneminde sağ inguinal bölgede geniş deri nekrozu nedeni ile kliniğimize başvuran,
klinik ve laboratuvar muayeneler ve histopatolojik inceleme sonucu hipereozinofilik sendrom tanısı konan bir
olgu sunulmuştur. 
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AABBSS  TTRRAACCTT  Hypereosinophilic syndrome is a rare leukoproliferative system disease. Primary symptoms mainly be-
long  to cardiovascular and neurological system.  Common clinical skin lesions  are pruritic and erythematous plaques
and papules. Steroids have been sufficiently used to treat the disease. In this report, we describe a case who admit-
ted to our clinic due to a large skin necrosis placed on right inguinal region in the late period of the disease and di-
agnosed as hypereosinophilic syndrome according to histopathological analysis of the biopsy specimen and  clinical
and laboratory examinations. 
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CA SE RE PORT
A twenty eight ye ars old ma le was ad mit ted to our
cli nic with a dis co lo red re gi on in the right gro in.
The di se a se had be gun with pru ri tic erup ti ons in
lo wer ex tre mi ti es a month ago and spre ad to who -
le lo wer ex tre mi ti es. Fi nally the dis co lo red re gi on
in the in gu i nal si te wi de ned des pi te se ve ral me di -
ca ti ons. The pa ti ent was a he avy smo ker and had
be en using dip henyl hydan to in for fo ur ye ars 

du e to epi lep tic at tacks. In physi cal exa mi na ti on, a
13 x 10 cm-si zed esc har that sur ro un ded with 3-4
cm width blu e-purp le dis co lo ra ti on in right in gu i -
nal re gi on ex ten ding in fe ri orly was no ted (Fi gu re
1). In ad di ti on, mul tip le purp le ras hes, so me of
them inc lu ding cen tric 1 cm-si zed esc har in both
lo wer ex tre mi ti es and purp le co lo red  fifth fin ger of
the left hand, we re al so de tec ted (Fi gu re 2). 

The pa ti ent was pre li mi nary di ag no sed as an
al ler gic vas cu li tis, be ca u se of  using dip henyl -
hydan to in for fo ur ye ars and had be gun to use pred-
ni so lon (500 mg/day iv for first thre e days and than
60 mg/day po). A few days la ter the lar ge esc har was
ex ci sed and bi opsy from nor mal skin was ob ta i ned.
The un der si de of the esc har was not vi tal, so the co -

FIGURE 1: Appearance of skin necrosis in the right groin.

FIGURE 2: Appearance of fifth finger of the left hand.

FIGURE 3A: Panoramic view of the upper part of the lesion. There are some
hyperkeratosis, irregular acanthosis and a few mononuclear cells around the
capillaries (HE x 100).

FIGURE 3B: Eosinophilic panniculitis. Lots of eosinophils and macrophages
infiltrate the subcutaneous fat and interlobular septa. There is a mixed in-
flammatory infiltrate of macrophages and numerous eosinophils in the sub-
cutis.  Inflammatory cells infiltrate both fat lobules and septa.  Eosinophils
are cytologically typical appearance (HE x 400).
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ve ra ge of the de fect was post po ned. In his to pat ho -
lo gi cal exa mi na ti on of the bi opsy spe ci mens, en dot -
he li al pro li fe ra ti on of all ves sels, throm bo sis in so me
ves sels and eo si nop hi lic in fil tra ti on aro und the ves-
sels and wit hin the sub cu ta ne o us tis su e we re ob ser -
ved. The eo si nop hils we re cyto lo gi cally typi cal in
ap pe a ran ce. The spe ci mens we re re por ted as eo si -
nop hi lic pan ni cu li tis (Fi gu re 3A, B). 

CBC analy sis of pe rip he ral blo od was; le u -
kocy te= 16.200/mm3, Hb= 14.7g/dL, pla te let=
250.000/mm3, eo si nop hils= 3700/mm3, PNL=
35.7%, lymphocy te= 15.2%. To xop las ma, Ru bel la,
HBV, HCV, HIV tests we re ne ga ti ve, HAV was po -
si ti ve, ASO= 86 TODD, CRP= 84, RF po si ti ve, and
VDRL was ne ga ti ve. Sto ol exa mi na ti on for pa ra si -
to sis did not re ve al any po si ti ve fin ding. 

The de fect was co ve red with skin graft af ter
de ve lo ping he althy gra nu la ti on tis su e. The pa ti ent
di ed in the post-ope ra ti ve ninth day the re a son was
not cle ar and the pa ti ent’s re la ti ves re fu sed au topsy.

DIS CUS SI ON
The pre sen ted ca se has the ma jo rity of the cha rac te -
ris tic signs of HES. The ma in skin ma ni fes ta ti ons of
the di se a se we re pru ri tic, ery the ma to us pur pu ric le-
si ons and esc hars sur ro un ded by cir cu lar ery the ma,
that we re pla ced ma inly in lo wer ex tre mi ti es. The -
re was an eo si nop hil pre do mi nant nec ro ti sing vas cu -
li tis that ef fects small der mal ves sels. The wi des pre ad
cu ta ne o us le si ons on the lo wer ex tre mi ti es we re pos-
sib le se con dary to der mal ves sel in vol ve ment.

The HES ca se that was re por ted by Bar na et al5

had an ti e pi lep tic drug (car ba ma se pin and clo ba -
sam) ta king story of 13 ye ars. A si mi lar drug (dip -
henyl hydan to in) ta ke for epi lep si a  was al so
re por ted in our ca se. It is well known that an ti -
con vul si ve drugs ha ve a po ten ti al of hyper sen si ti -
vity re ac ti ons and skin erup ti ons.6 So, we think that

the re may be an as so ci a ti on bet we en an ti con vul si -
ve drug ta ke and HES.

The re we re fib ri no id chan ges in the ves sel
wall in the der mis and sub der mis du ring eo si nop -
hi lic in fil tra ti on in HES.7 En dot he li al  pro li fe ra ti on
in all ves sels and, throm bo sis and sur ro un ding ble -
e ding in so me ves sels with pe ri vas cu lar in ten se eo -
si nop hi lic in fil tra ti on we re no ted in the skin bi opsy
spe ci men. The ini ti al pe rip he ral blo od eo si nop hil
co unt was 3700/mm3 in our ca se, fit ting to the cri-
te ri a for HES of be ing mo re than 1500 mm3. It is
well known that HES res ponds very well to syste -
mic ste ro id tre at ment.1 The pe rip he ral blo od eo si -
nop hil co unt dra ma ti cally dec re a sed and skin
le si ons reg res sed af ter syste mic ste ro id tre at ment
in our ca se to o. Eo si nop hi li a co uld not be exp la i -
ned thro ugh la bo ra tory and cli ni cal exa mi na ti ons.
This con firms to the first two cri te ri a for the HES
di ag no sis. In our opi ni on, ac qu i red and unexp la i -
ned epi lep tic at tacks  had to be se con dary to cen tral
ner vo us system (CNS) in vol ve ment of the di se a se.
The skin le si ons as well as con vul si ons that rep re -
sents the CNS in vol ve ment pro vi de the last cri te ri -
a for the di ag no sis of the di se a se.

The pa ti ent di ed 19 days af ter hos pi ta li za ti on,
du ring con va les cen ce wit ho ut any symptoms of
mor ta lity. We co uld not get the op por tu nity for au-
topsy to exp la in the exact re a son of de ath, but we
think that the re a son might be car di ac ar rest or
throm bo em bo lic ce reb ral in farct that are fre qu ently
se en se con dary to car di ac in vol ve ment, which is
cha rac te ri zed by en dom yo car di al fib ro sis  as the
ma in ca u se of  mor bi dity and mor ta lity in the HES.1

In conc lu si on, HES has a very ra re oc cur ren ce
and may be tre a ted ea sily. HES can very ra rely be
iden ti fi ed thro ugh skin nec ro sis, ho we ver, we sug-
gest that HES sho uld be ta ken in to con si de ra ti on
in the ca ses of unexp la i ned skin nec ro sis so, mor ta l-
ity and mor bi dity may be dec re a sed.
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