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Diplopia and bilateral optic
disc swelling as the initial
presentation of B-lymphoblastic
lymphoma: a case report
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B-lymphoblastic lymphoma (B-LBL) is an uncommon and aggressive
hematologic malignancy that rarely presents with primary ocular
manifestations. Initial presentation with ocular or neuro-ophthalmic symptoms
is particularly unusual and may mimic more common intracranial tumors. We
report a 21-year-old man with a one-year history of intermittent headaches,
initially managed as migraine. He developed diplopia over one month and was
referred to ophthalmology, where examination revealed left-sided proptosis and
bilateral optic disc swelling with hemorrhage. Neuroimaging demonstrated a
large invasive 9 cm extra-axial mass involving the sphenoid wing, orbit, and
frontotemporal region, with ventricular compression and early brain herniation,
initially suggestive of a primary brain tumor. CT-guided biopsy con� rmed B-LBL.
Bone marrow examination revealed focal lymphoma involvement, while positron
emission tomography (PET) revealed systemic disease with osseous lesions
involving the cervical and thoracic vertebrae and left scapula. Cytogenetic
analysis of bone marrow con� rmed the presence of the Philadelphia
chromosome, while real-time RT-PCR detected the BCR-ABL1 fusion
transcripts. Subsequently, he was started on systemic therapy with dasatinib in
combination with the HyperCVAD chemotherapy regimen. This case illustrates
that B-LBL may masquerade as a large intracranial mass, presenting initially with
optic disc swelling due to intracranial hypertension. Ocular features such as
diplopia in the setting of chronic unexplained headache should prompt careful
fundus examination, as it may reveal critical clues to underlying intracranial
pathology. Early neuroimaging, timely biopsy, and rapid initiation of systemic
therapy remain critical for optimizing outcomes.
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Introduction

B-lymphoblastic lymphoma (B-LBL) is an uncommon and
aggressive neoplasm of immature B cells, accounting for fewer
than 2% of all non-Hodgkin lymphomas and approximately 10%
of lymphoblastic lymphomas (1). B-LBL and B-cell acute
lymphoblastic leukemia both originate from the precursor B-cell
stage, so they are considered a spectrum of the same disease entity,
i.e. precursor B-cell neoplasm. Per the World Health Organization
(WHO) classi�cation, B-LBL can be distinguished from B-ALL by
having marrow blasts less than 25% (2). It typically presents as
extranodal masses involving the skin, bone, or mediastinum,
manifesting with localized swelling, pain, or compressive
symptoms. In contrast, primary ocular or orbital manifestations
are exceptionally rare (3). Central nervous system (CNS)
involvement occurs in fewer than 5% of cases and usually
develops during advanced disease or relapse rather than at
presentation (1). When present, CNS involvement may manifest
with signs of elevated intracranial pressure, such as headache,
nausea, vomiting, and papilledema, or with focal neurological
de�cits, including diplopia, cranial nerve palsies, seizures, or
altered mental status (4, 5). Because of this rarity, patients with
ophthalmic or neuro-ophthalmic symptoms are often initially
misdiagnosed with more common conditions, leading to delays in
diagnosis and treatment.

The present case is unique in that the patient initially presented
with diplopia, unilateral proptosis due to orbital extension of the
mass, and bilateral optic disc swelling secondary to intracranial
hypertension. However, further evaluation revealed a large invasive
extra-axial mass, and histopathology con�rmed B-LBL with bone
marrow involvement.

This case highlights the importance of considering hematologic
malignancies in the differential diagnosis of unexplained optic disc
edema and diplopia, particularly in young patients. Recognition of
such atypical presentations is critical for early systemic evaluation
and timely initiation of appropriate therapy (4–6).
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Case presentation

A 21-year-old previously healthy man, without signi�cant
family or psychosocial history, began to experience a one-year
history of intermittent headache, which was treated as migraine
with propranolol prophylaxis. However, he then developed a one-
month history of binocular diplopia that resolved with occlusion of
either eye. He presented to the outpatient clinic with
ophthalmologic �ndings of elevated intraocular pressures of 27.8
mmHg in the right eye (OD) and 29.7 mmHg in the left eye (OS),
best corrected visual acuity of 0.8 (20/25) OD and 0.7 (20/30) OS.
Ocular alignment testing revealed left hypotropia and exotropia on
Hirschberg examination. Extraocular motility demonstrated
limitation of upward, medial, and lateral movement in the left
eye, suggestive of likely multiple cranial neuropathies, including
partial third nerve and sixth nerve palsies. Mild left-sided ptosis was
noted. Fundus photography revealed bilateral optic disc swelling
wi th per ipap i l l a ry hemorrhage s (F igure 1 ) . Her t e l
exophthalmometry showed 14 mm OD and 20 mm OS,
consistent with left eye proptosis. The anterior segment
examination was otherwise unremarkable. Based on the
combination of bilateral optic disc swelling, cranial nerve
involvement, and chronic headache, increased intracranial
pressure (ICP) was suspected, and he was admitted for
urgent evaluation.

Initial neuroimaging demonstrated a large 9 cm mass involving
the left sphenoid wing, frontotemporal skull, cortical surface, orbital
cavity, and subscalp region, with encasement of adjacent cortical
branches of the left middle cerebral artery (M2–M3 segments) and
associated mass effect, including ventricular compression and early
uncal herniation (Figure 2A). Computed tomography con�rmed a
large osteolytic soft tissue mass in the left lateral sphenoid extending
to the frontotemporal region (Figure 2B). Due to radiological
evidence of impending herniation, lumbar puncture was initially
contraindicated. He was started on intravenous mannitol and high-
dose methylprednisolone for cerebral edema.
FIGURE 1

Color fundus photography. [(A) OD; (B) OS] Fundus photographs at initial presentation demonstrated bilateral optic disc swelling with peripapillary
hemorrhages, consistent with papilledema caused by increased intracranial pressure.
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