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Erdheim Chester Disease Presenting with Bradicardia
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g, pulse rate was

43/min and oxygen saturation was 97% in room air. Blood tests reveal ocytosis with white blood cell

count of 12.62x103/uL (reference range: 3,9 — 10,9), creatinin o
otransferase levels were within
reference range. The patient hospitalized for impla 1t pace-maker. Pulse rate was
normalized immediately after the procedure (72/min):
tomography performed due to patient’s complain of b
densities. Gerota’s and Zukerkandl’s fascias wer
uretheral involvement (FigurelA). Lower extre
Echocardiography revealed biatrial dilatation a
valve insufficiency. Ejection fraction wa
diagnosis. Upon examination of the i

d para-aortic and perirenal soft tissue
drenal calyces were dilated indicating possible
osteosclerosis of distal femurs (Figure 1B).

le hypertrophy. There was mild mitral and tricuspid
consulted to interventional radiology for tissue

deemed more suitable. Pathology repo rm&d CD68+, CD1a - foamy histiocytes. Further investigation
with positron emission tomograj FD@G avid pseudotumor on right atrial wall (Figure 1C).

Erdheim Chester disease is a 1 histiocytosis characterized by mutation of the BRAF gene [1].
It is mostly diagnosed in t cades of life. It primarily affects the long bones of lower extremity but
may also involve retroperi paranasal sinus, central nervous system(CNS), lung and heart. The
diagnosis is challengingyd iverse presentation and rarity of the disease [2]. Involvement of the CNS
presenting with di i xophtalmus and cerebellar ataxia is seen in about half of the patients.
Computed tomog ow hairy kidney sign implying perirenal fat stranding as a typical radiologic
feature of' t aaortic soft tissue densities and hydronephrosis secondary to uretheral compression

se. Hypertension due to renal artery compression may be present. Cardiac involvement
Chester disease affecting %40 of the patients [4]. Cardiac magnetic resonance imaging is

-degree conduction disorders, pericarditis and coronary artery infiltration [5]. All patients
uld be investigated for cardiac involvement to appropriately manage patients.

Drug Adminintration for BRAF-V600 mutant ECD. Surgery is not curative given the systemic nature of the
se but may be employed in selected cases which requires emergent palliation.
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