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Introduction. The most common central nervous system (CNS) tumor diagnosed in children is 
low-grade glioma (LGG). The predominant type of LGG is pilocytic astrocytoma (PA). Although 
complete surgical resection is associated with a favorable prognosis, these tumors may behave 
aggressively and present significant therapeutic challenges.

Methods. We present the challenging case of an 11-year-old boy who was diagnosed with PA 
at Vilnius University Hospital Santaros Klinikos.

Results. The patient started complaining of coordination impairment, fatigue, drowsiness, 
morning vomiting and cognitive regression at age 6. Cerebral magnetic resonance imaging 
(cMRI) revealed large tumor occupying the third ventricle along with marked periventricular 
edema and obstructive hydrocephalus. Partial resection was performed, and PA (WHO grade 
1)  was confirmed (KIAA1549::BRAF fusion positive). Postoperatively, the patient developed 
panhypopituitarism and cerebral venous sinus thrombosis. Later optic nerve atrophy with vision 
impairment as well as neurocognitive and speech disorders occurred. Low-molecular-weight 
heparin, L-thyroxine, hydrocortisone, and desmopressin were prescribed, alongside physiother-
apy and close monitoring by a multidisciplinary team (MDT). Additionally, he required subdural 
peritoneal shunt. Progression of PA was confirmed in cMRI at age 8. Adjuvant chemotherapy 
with weekly intravenous vinblastine was initiated. PA stabilized during chemotherapy but started 
to progress at age 10. The boy is currently 11 years old and is receiving continuous targeted 
therapy with trametinib, with close cMRI scans and surveillance by a MDT.

Conclusions. Pediatric PA is benign CNS tumor with a high long-term survival rate. How-
ever, it can negatively impact patients’ quality of life and potentially necessitate MDT care. 
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