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Abstract : Introduction: Adenoid cystic carcinomas of the lacrimal gland or orbital cylindroma constitute the second cause of
epithelial tumors of this gland. It is a malignant tumor usually developed at the expense of the salivary glands; its orbital
location is exceptional. It is a rare clinical entity, formidable by its malignancy and local aggressiveness; the recurrence rate is
high.  Materials  and methods:  Clinical  case:  63 years old woman who presents with irreducible no pulsatile painful  left
exophthalmos with inflammatory chemosis and a decrease in visual acuity with a moderate intracranial hypertension syndrome
that has been evolving for 03 months. Antecedent; a biopsy of the tumor was made; the histological examination was in favor of
an adenoid cystic carcinoma of the lacrimal gland. Lesion assessment: computed tomography and brain MRI: show an intra and
extra-conical mass; with sinus (ethmoido-frontal) and cerebral (left frontal) extension strongly enhanced after injection of
contrast  product  surrounded by edema around the lesion,  associated with left  frontal  bone lysis  extension assessment:
unremarkable  treatment:  Patient  operated  by  left  frontotemporal  approach,  a  total  exenteration  was  performed  with
macroscopically complete excision of the frontal lesion and wide frontal craniectomy with craniofacial reconstruction, followed
by complementary radiotherapy. Results: The patient was seen again after 3 months in consultation; she does not present any
signs in favor of a recurrence. Conclusion: Adenoid cystic carcinomas of the lacrimal gland are rare malignant tumors; they are
very infiltrating and invasive. The prognosis is strongly linked to the treatment time.
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