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Juvenile xantogranuloma with iris involvement

Xantogranuloma juvenil com acometimento iriano
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ABSTRACT

Herein we report a case of juvenile xantogranuloma, an inflammatory disease more commonly diagnosed during childhood and
is characterized by cutaneous and ocular manifestations. Iris is the main target, presenting as local or diffuse yellowish lesions. Iris
involvement may precipitate not only glaucoma but also amblyopia. Treatment is based on corticosteroids therapy, either local or systemic
aiming disease control.
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Resumo

E relatado um caso raro de xantogranuloma juvenil, doenca de natureza inflamatéria diagnosticada mais frequentemente na infancia,

com manifestacdes cutdneas e oculares. A iris € o principal sitio extracutaneo da doenga, apresentando-se como lesdo amarelada,

difusa ou localizada. O acometimento iriano pode acarretar surgimento de glaucoma, além de ambliopia. O manejo clinico da lesao

ocular no presente caso foi baseado no necessidade no uso continuo de corticoide tépico e sistémico para estabilizacdo da doenga.
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INTRODUCTION

histiocitosis, which mainly affects skin, other organs are

rarely compromised.” Among these , the eye, more
specifically the {ris is the most common target.®* Lesions can be
local or diffuse , usually yellowish and well vascularized , what
may lead to hyphema and secondary glaucoma.) Treatment is
based on corticosteroids therapy, either local or systemic. Small
dose of local radiation may also be considered. ® Herein we
report a typical case involving skin and iris with mild response
to steroids therapy.

Juvenile Xantogranuloma is a rare idiopathic early childhood
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T.L.B.S, 2 months, female, born and currently living in
Alinanca-PE. At the first visit, mother complained of redness and
edema in child’s right eye. Child was previously healthy, without
any relevant medical past.

Ophtalmic examination under narcosis (Figure 1) revealed:
biomicroscopy: right eye: buphtalmos, conjunctiva hyperemia
, clear cérnea, hyphema involving 1/5 of anterior chamber,
yellowish infiltrating lesion in the iris; left eye examination
was normal; corneal diameter: right eye: 13,5mm x 13mm , left
eye: 12mm x 11,5 mm. Intraocular pressure was 10 mmHg both
eyes. Right eye fundoscopy was difficult due to media oppacity,
nontheless high C/D ratio was observed. Left eye fundoscopy was
normal. Ultrassound was also performed both eyes. Examination
revealed: right eye: 21.3 mm anteroposterior diameter, left eye:
18.6 mm APD. No significant alterations suggesting posterior
segment tumor were found. Diagnostic hypothesis was Junevile
Xantogranuloma. Treatment was immediately started with
dexamethasone 0.1% 1 drop every 3 hours and timolol maleate
every 12 hours. Patient was reffered to pediatrician and
dermatologist for systemic evaluation.

Figure 1: Examination under narcosis ater initial symptoms showing
yellowish iris lesion

Four months after first visit , typical yellowish papullae at
the face and scalp were observed (Figure 2) and since iris lesion
improved significatly (Figure 3) dexamethasone weaning was
started. One month later, patient returned with worsened lesion
in the right eye (Figure 4). New cycle of topic dexamethasone
with weakly weaning and systemic prednisolone 1mg/kg/day were
started. After improvement of iris lesion, systemic prednisolone
weaning was also started. When finishing medications, lesion
worsened once again, this time prednisolone 1% drop was
prescribed, initially,once a day following by alternate days therapy,
which was mantainded since lesion apparently stabilized.
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Figure 4: Worsening of iris lesion after suspension of topic steroids
therapy

DiscussioN

Juvenile Xanthogranuloma is part of a spectrum of non-
Langerganhs cells histiocitosis. @ It usually appears in early
childhood, median age of onset is two years, but lesions may be
present at birth.® Histologically , classic lesions are characterized
by Touton cells, which are multinucleated cells with esosinophilic
citoplasm.© Although it has prediletion for skin, JXG may also
affect , heart, lungs,bones.kidneys, bowel, central nervous system,
pituitary and adrenal gland and bone marrow.!

Head and neck are the most common places for skin
lesions, which are usually yellowish papules or nodules, 3-10 mm
diameter.??  similar to our patient . Skin lesions are benign and
self-limited ,howerver, when affecting other organs, spontaneous
regression is uncommon and morbidity is usually associated.?®
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The eye, particularly the uveal tract, is the most frequent
site of extracutaneous involvement, 0.4 % of the cases, eyelids
and ciliary body are less commonly involved. & Iris lesions are
yellowish nodules, localized or diffuse, well vascularized, leading
to hyphema and secondary glaucoma. They may be isolated or
associated with skin lesions as well. *>

In our case, because iris lesion was associated with clinical
evidences of glaucoma such as buphtalmos and high C/D ratio, ocular
hypotensive drug was concomitantly started with steroids therapy.

Disease is clinically diagnosed and may be confirmed by
histopathology of either skin or eye lesion. @¥ In this case report
diagnosis was based on the typical presentation of the disease as
well as on the age of onset.

For differential diagnosis of ocular JXG, neoplastic
infiltrative lesions such as leukemia, medulloepithelioma and
retinoblastoma.® In case of hyphema ,trauma and other tumors
should also be investigated.”” On the other hand, if lesions at the
conjunctiva are present,dermoid, scwhannoma, lipoma and other
eyelid lesions such as limphoma, sarcoidosis and Erdheim-Chester
disease should be considered.

Treatment is based on topic steroids, either drops or
subconjunctival and in case of failure systemic steroids and radiation
therapy are options as well.”? JXG control is difficult because
long steroid therapy may increase the risk of glaucoma which is
a particular complication of the disease already.'”’ In our case,
patient didn’t respond properly to steroids therapy, without complete
regression of the lesion. So far, maintenance of topical steroids is
necessary to stop or at least to slow the progression of the disease.
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