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A Case of Erdheim-Chester Disease Who Has Policythemia Vera
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Erdheim-Chester disease (ECD) is a rare disease that is characterized by multi-organ involvement of foamy
histiocytes. It causes systemic inflammation, and also demonstrates various clinical manifestations and has a poor
prognosis. We encountered a case of ECD in a patient that had been treated for underlying polycythemia vera,
As far as we know, this is the first reported case worldwide where ECD developed in association with polycythemia
vera, A 59-year-old man visited our hospital due to pleuric pain at the right side of the chest, Pleural tissue that
was obtained following a thoracoscopic biopsy showed non-Langerhan's cell histiocytosis, suggesting the presence
of ECD. The histiocytes stained positively for CD68, but were negative for S-100 and CD1la, The patient also
complained of pain at both hips and the right shoulder area. An X-ray and magnetic resonance image demonstrated
that the lesion showed sclerosis and osteolysis in both the proximal femur and right humerus. Treatment was
started with predinisolone, and subsequently cyclophosphamide was added. ECD is a very rare multi-systemic
disease, and its cause and therapeutic options have not yet been defined. ECD has a poor prognosis. Therefore,
we believe that additional case studies are needed prior to the determination of a novel therapy for ECD. (Tuberc
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Figure 1, Chest X-ray shows right-sided pleural effusion,
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Figure 2, Chest CT shows large amount of right pleural effusion and surrounding pleural thickenings, Small amount
of pericardial effusion are also noted (A), Focal wall thickening and enhancement is seen at lateral wall of aorta and
bilateral perirenal fat infiltrations combined with bilateral pelvic dilatations are noted which represent bilateral nephritis

and mild hydronephritis (B).
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Figure 3. (A) Pelis X-ray shows ill-defined sclerosis and osteolysis in both pubic bone and proximal femur metadiaphysis,
(B) Right humerus AP X-ray also shows diffuse sclerosis in proximal humeral shaft,

Figure 4, Coronal (A) and axial (B) T-1 wieghted pelvic bone MRI shows numerous variable sized (less than 1 cm
to 7 cm) round oval to ill-defined patchy marrow signal changes (arrow) involving the L4-5 body and other multiple
lesions in pelvic bone, Lesions appear relatively dark signal intensity on T1-wighted image,
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Figure 5, Bone scan shows multifocal hot uptake in right
humeral neck, right side of L5-S1 vertebrae, right 7th-9th
costovertebral junction areas, left iliac bone, and left 5th
posterior rib, A focal hot uptake in right humeral head, and
right 7th axillary rib is again seen, Periarticular areas of bi-
lateral hips show increased activity.
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Figure 6, Pleural biopsy, (A)
there are diffuse lipio-laden
histiocyte infiltration, and Tou-
ton-type multinucleated eosi-
nophilic giant cell (arow) (H&E
stain, x200). (B) Immunohis-
tochemical staining of S-100
protein reveds cytoplasmic
staning only few macro-
phages (S-100, x200). (C)
Immunohistochemical  stain-
ing of CDB8 demonstarates
strong positive, expressed as
brown color in most macro-
phages (CD-68, x200), (D)
Immunohistochemical  stain-
ing of CD1a reveds negative
result (CD1a, x200).
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