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Erdheim-Chester disease ( ECD

Abder-Wahab, et al. 2017 ASH mini review 14 (4)
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Periaortic encasement 37 (62)

Hypogonadism 36 (60)

Lung 31 (52)

Bone pain 28 (47)

Maxilla and mandible§ 24 (47)

Diabetes insipidus 28 (47) g
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Xanthelasma 20 (33) «  FRAEBAE, NDZAETBEBLCHEILE

Skin 15 (25)

Pericardial disease 5 (8)

Haroche J, et al. Blood. 2012 Sep 27,;,120(13):2700-3.
Estrada-Veras, et al. Blood advances. 2017,;1(6):357-66.



ANCIHIN=CE

ECDDFEIR

Organ system and

NIH patients,”

clinical findings n (%)
Bone 57 (95)
Kidney 39 (65)
Periaortic encasement 37 (62)
Hypogonadism 36 (60)
Lung 31 (52)
Bone pain 28 (47)
Maxilla and mandible§ 24 (47)
Diabetes insipidus 28 (47)
CNS disease infiltration 23 (38)
Retro-orbital area + exophthalmos 15 (27)
Heart (pseudotumor in RA) 22 (37)
Xanthelasma 20 (33)
Skin 15 (25)
Pericardial disease 5 (8)

A\

J

qf/ P A\

R/

—-

N

Estrada-Veras, et al. Blood advances. 2017,;1(6):357-66.



ECDICX9H5MAPK inhibitor

BASKET study
ECD 224, LCH 44l
Vemurafenib

Diamond, et al. JAMA Oncol.
2018;4(3):384-88.
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