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OZET

Erdheim-Chester hastaligi etyolojisi bilinmeyen sistemik histiyositozisin nadir bir non-Langerhans formudur. Hastalik, muskdloskeletal
sistem, kardiyak, pulmoner, gastrointestinal ve santral sinir sistemlerini de iceren multipl organ sistemini etkiler. Nérolojik belirtiler ise
oldukca seyrektir. Bu yazida, bilateral kavernéz sinus infiltrasyonu ve bilateral karotis okltizyonu bulunan 44 yasinda bir Erdheim- Ches-

ter hastasi sunulmustur.
Anahtar Kelimeler: Erdheim-Chester hastaligi, oftalmopleji, karotis arterleri.
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Erdheim-Chester disease is a rare, non-Langerhans form of systemic histiocytosis of unknown etiology. The disease affects multiple
organ systems, including musculoskeletal, cardiac, pulmonary, gastrointestinal, and central nervous systems, producing protean ma-
nifestations. Neurological manifestations are less frequent. We present a 44-year-old patient with Erdheim-Chester disease who had
bilateral carotid artery occlusion and cavernous sinus infiltration.
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INTRODUCTION

Erdheim-Chester disease is a rare, granulomatous and
infiltrative disorder with proliferation of cholesterol-conta-
ining histiocytes and peculiar bone involvement (1). Erd-
heim-Chester disease is characterized by diffuse histiocytic
infiltration of end organs with a clinical picture ranging
from asymptomatic disease to a fulminant organ failure
(2). The disease affects multiple organ systems, including
musculoskeletal, cardiac, pulmonary, gastrointestinal, and
central nervous systems, producing protean manifestati-
ons (3-6). Neurological manifestations are less frequent,
and the most frequent central nervous system manifesta-
tions are diabetes insipidus, cerebellar syndromes, orbital
lesions, and extra-axial masses involving the dura (3,7). In
this paper, we present a 44-year-old patient with Erdheim-
Chester disease who had bilateral carotid artery occlusion
and cavernous sinus infiltration.

CASE

A 44-year-old male presented with double vision, dif-
ficulty in walking and paresthetic complaints on his arms
and legs bilaterally. He had double vision for one year,
and this symptom was followed by difficulty in walking
and sensorial complaints for the last two months. On ne-
urological examination, he was awake and alert, and his
speech was fluent. Pupils were unequal, with the right
pupil larger than the left; both pupils were reactive to
light and accommodation. Funduscopic examination
was normal. Bilateral horizontal eye movements were Ii-
mited and vertical eye movement was limited on the

right side. The examination of other cranial nerves was
normal. Although muscle strength of all muscles was
5/5, tendon reflexes were 3+/4, and plantar reflexes
were extensor bilaterally. Sensation was intact throug-
hout the tests of light touch, pinprick, vibration, propri-
oception, and temperature. He was able to walk on his
heels and toes.

Routine blood chemistry, blood angiotensin converting
enzyme (ACE) level and blood antibody titers were normal.
Sagittal, axial and coronal T1-weighted cranial magnetic
resonance (MR) images showed thickening of epidural
soft tissue in the anterior cranial fossa and prepontine cis-
tern as well as infiltration of bilateral cavernous sinuses (Fi-
gure 1). Cranial MR angiography (MRA) showed signal
loss of bilateral internal carotid artery due to the infiltrati-
on of the cavernous sinus (Figure 2). Frontal craniectomy
was performed and immunohistochemical examination of
the epidural region revealed positive CD68 and negative
CD1a and S-100, and these results were specific for Erdhe-
im-Chester disease (Figure 3).

Methylprednisolone (60 mg per day) treatment was
given, and four months later clinical findings had partially
recovered, and horizontal and vertical gaze movements
were improved. Muscle strength of all muscles was nearly
normal. His walking difficulty had also improved four
months later. Two years later, follow-up MR was nearly
normal but MRA showed bilateral carotid artery occlusi-
on, and he had spastic gait.

. .

Figure 1. Sagittal contrast-enhanced T1-weighted images show epidural soft tissue thickening on the anterior cranial fossa (star) and

pre-pontine area (arrowhead). Also note the presence of bilateral cavernous sinus infiltration.
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Figure 2. Magnetic resonance angiography reveals no signal
from bilateral internal carotid arteries due to bilateral cavernous
infiltration.
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Figure 3. Immunohistochemical slices of the epidural region
revealing histiocytic cell infiltration.

DISCUSSION

Erdheim-Chester disease is a rare non-Langerhans cell
histiocytosis (1-3). The disease is characterized by tissue
infiltration by lipid-laden macrophages, multinucleated gi-
ant cells, and inflammatory cells composed of lymphocy-
tes and histiocytes, typically in the bone marrow, but also
in numerous other organs (8).

Neurological disorders due to Erdheim-Chester dise-
ase occur in the course of the illness and are most often
associated with intracranial tissue infiltration by foamy
histiocytes (9-12). The lesions of the central nervous sys-
tem occur most often in the cerebellum and pons, and
involvement of the cerebral hemispheres, pituitary stalk,
hypothalamus, brain stem, choroid plexus, spinal dura
and falx may also be seen (11,12). The most common
neurological presentations of Erdheim-Chester disease
are diabetes insipidus, cerebellar signs, paraparesis, se-
izures, and orbital involvement (12). Ophthalmological
findings in Erdheim-Chester disease are xanthelasma,
thinning of lids, exophthalmos, ophthalmoplegia, optic
disc swelling, optic atrophy, and retinal striae (9). Our
case presented with ophthalmoplegia due to cavernous
sinus involvement.

It is known that Erdheim-Chester disease may involve
the cardiovascular system (13). Haroche et al. analyzed 72
patients with Erdheim-Chester disease who had cardiovas-
cular involvement: 40 (55.6%) of them had periaortic fib-
rosis, 32 (44.4%) had pericardial involvement, and 22
(30.6%) had myocardial involvement (13). Gauvrit et al. il-
lustrated a rare case of pericarotid fibrosis in a patient
with Erdheim-Chester disease (14). In our patient with
ophthalmoplegia, we demonstrated Erdheim-Chester di-
sease with pathological findings, and we showed bilateral
carotid artery occlusion due to pericavernous infiltration
on MR imaging and MRA.

In conclusion, in patients with ophthalmoplegia, es-
pecially in young patients with other neurological, ne-
uroradiological and systemic findings, Erdheim-Chester
disease should be taken in consideration as a rare clini-
cal manifestation.

REFERENCES

1. Pautas E, Chérin P, Pelletier S, Vidailhet M, Herson S. Cerebral
Erdheim-Chester disease: report of two cases with progressive
cerebellar syndrome with dentate abnormalities on magnetic re-
sonance imaging. J Neurol Neurosurg Psychiatry 1998,65:597-9.

2. Tashjian V, Doppenberg EM, Lyders E, Broaddus WC, Pavot P,
Tye G, et al. Diagnosis of Erdheim-Chester disease by using
computerized tomography-guided stereotactic biopsy of a ca-
udate lesion: case report. J Neurosurg 2004,;101:521-7.

|112

Turk Norol Derg 2010;16:110-113



I Erdheim-Chester Hastalig

Celik Y, Balci K, Asil T, Tazun E, Hamamcioglu MK, Temizéz O,

Albayram S, Sav A.

10.

11.

Wright RA, Hermann RC, Parisi JE. Neurological manifestations
of Erdheim-Chester disease. J Neurol Neurosurg Psychiatry
1999,66:72-5.

Verdellas U, Gorcoechea M, Garcia de Vinuesa S, Moise A, Lu-
no J. Erdheim Chester disease: a rare cause of renal failure.
Nephrol Dial Transplant 2007,22:1176-7.

Kong PM, Pinheino L, Kaw G, Sittampalam K, Teo CH. Erdhe-
im Chester disease: a rare cause of interstitial lung disease. Sin-
gapore Med J 2007,48:57-9.

Allen TC, Cheves Barrios P, Shetlar DJ, Cagle PT. Pulmonary and
ophthalmic involvement with Erdheim Chester disease: a case
report and review of the literature. Arch Pathol Lab Med
2004,128:1428-31.

Veyssier-Belot C, Cacoub P, Caparros-Lefebvre D, Wechsler J,
Brun B, Remy M, et al. Erdheim-Chester disease: clinical and ra-
diologic characteristics of 59 cases. Medicine (Baltimore)
1996,75:157-69.

De Abreu MR, Chung CB, Biswal S, Haghighi P, Hesselink J,
Resnick D. Erdheim-Chester disease: MR imaging, anatomic,
and histopathologic correlation of orbital involvement. Am J
Neuroradiol 2004,25:627-30.

Alper MG, Zimmerman LE, Piana FG. Orbital manifestations of
Erdheim-Chester disease. Trans Am Ophthalmol Soc
1983,81:64-85.

Miller RL, Sheeler LR, Bauer TW, Bukowski RM. Erdheim-Ches-
ter disease: case report and review of the literature. Am J Med
1986,80:1230-6.

Bohlega S, Alwatban J, Tulbah A, Bakheet SM, Powe J. Cereb-

ral manifestation of Erdheim-Chester disease. Neurology
1997,49:1702-5.

12.

13.

14.

Kumandas S, Kurtsoy A, Candz O, Patiroglu T, Yikilmaz A, Per
H. Erdheim Chester disease: cerebral involvement in childhood.
Brain Dev 2007,29:227-30.

Haroche J, Amoura Z, Dion E, Wechsler B, Costedoat-
Chalumeau N, Cacoub P, et al. Cardiovascular involvement, an
overlooked feature of Erdheim-Chester disease: report of 6
new cases and a literature review. Medicine (Baltimore)
2004,83:371-92.

Gauvrit JY, Oppenheim C, Girot M, Lambert M, Gautier C, Hat-
ron PY, et al. Images in cardiovascular medicine. High resolu-
tion images obtained with ultrasound and magnetic resonance
imaging of pericarotid fibrosis in Erdheim-Chester disease. Cir-
culation 2004,12:110.

Yazisma Adresi/Address for Correspondence

Dog. Dr. Kemal Balci

Trakya Universitesi Tip Fakdiltesi
Né&roloji Anabilim Dali 22030 Edirne/Tlirkiye

E-posta: kemalbalcidr@yahoo.com

kabul edilis tarihi/accepted for publication

12/07/2009
24/09/2009

gelis tarihi/received

Turk Norol Derg 2010;16:110-113

113|



