
P
os
te
d
on

A
u
th
or
ea

20
M
ay

20
20

—
T
h
e
co
p
y
ri
gh

t
h
ol
d
er

is
th
e
au

th
or
/f
u
n
d
er
.
A
ll
ri
gh

ts
re
se
rv
ed
.
N
o
re
u
se

w
it
h
ou

t
p
er
m
is
si
on

.
—

h
tt
p
s:
//
d
oi
.o
rg
/1
0.
22
54
1/
au

.1
58
99
59
91
.1
20
45
75
5
—

T
h
is

a
p
re
p
ri
n
t
an

d
h
a
s
n
o
t
b
ee
n
p
ee
r
re
v
ie
w
ed
.
D
a
ta

m
ay

b
e
p
re
li
m
in
a
ry
.

Severe ocular and risk organ involvement in a newborn with
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Abstract

Langerhans Cell Histiocytosis (LCH) is a rare proliferative disease of the mononuclear phagocyte system, characterised by

tissue infiltration of CD1a+ CD207+ histiocytes. The clinical presentation is variable, ranging from unifocal asymptomatic

bone involvement to life-threatening multisystem disease, requiring aggressive therapeutic approaches. Intraocular involvement

is uncommon and associated to poor visual and general prognosis. Herein, we report a case of LCH in a newborn with ocular and

multisystem risk organ involvement, unresponsive to several lines of chemotherapy. Off-label administration of vemurafenib led

to dramatic improvement at systemic level; however, chronic sequelae of ocular involvement resulted in poor visual prognosis.
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