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Youngest case report of orbital T- cell lymphoma with literature review: Early diagnosis, management and successful outcome.

The Case: 
[bookmark: _GoBack]History: 
A 3-year-old Syrian male child with gradual progressive painless swelling of the left lower eyelid and      ptosis of the upper eyelid over the course of 2 months that significantly increased over the last 2 weeks.
Medically, the parents recalled loss of appetite of one-week duration.
He had unremarkable family history. 
Ophthalmological examination: 
Left orbital dystopia, supero-rmedial displacement of the left globe, limited EOM in up-gaze of the left eye, and pseudo-ptosis of the left upper lid. 
Palpebral fissure measurements: left eye 5 mm/ right eye 9 mm.
Further examination of the left orbit revealed a hard lesion involving the inferior orbital rim and the lateral aspect of the orbital cavity, measuring 2 cm horizontally by 1.5 cm vertically. There was no proptosis, overlying skin changes or palpable lymphadenopathy.  
An Incisional biopsy under general anesthesia was performed and a 2.1 x 1.5 x 1.0 cm tissue was obtained. The patient’s clinical appearance improved after the biopsy.

 
[image: ][image: ]
Pre-Op.                                                                       Post-op.

Magnetic Resonance Imaging (MRI) of the orbits showed a solid enhancing mass lesion, involving the lateral and inferior walls of the left orbit, extending into the intraconal compartment, and displacing the globe superiorly and medially with medial displacement of the left inferior rectus muscle. 
[image: ][image: ]

Histopathology: 
Diffuse effacement atypical cells of variable size infiltrating the bone (Figure 2A). The proliferating cells often have clear cytoplasm, resembling Reed-Sternberg cells. Many mitotic figures were seen, consistent with non-Hodgkin’s lymphoma (Figure 2B). 
IHC stains showed that the tumor cells were expressing T-cell markers including CD3, CD4, CD8, and CD43 (Figures 2C, D, E & F). Stains for B-cell markers CD20, CD21, CD30, CD56 and Granzyme B (as a marker for natural killer cells) were all negative. Stain for Terminal deoxynucleotidyl Transferase (TdT) as a marker for non-Hodgkin’s lymphoblastic lymphoma was also negative. 
DNA from the biopsy was extracted and qualitative PCR was done and showed T-cell receptor (TCR Beta and TCR Gamma) gene rearrangement, confirming the diagnosis of PTCL-NOS. 
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Discussion: 
Orbital and ocular adnexal lymphoid neoplasms are not scarce, representing 6% to 8% of all orbital tumors, whereas out of the extra-nodal Non-Hodgkin’s lymphoma primary Non-Hodgkin’s lymphoma of the orbit represented 8–10%. 7, 8 On the basis of case series, the most reported orbital lymphoid tumor was B-cell non-Hodgkin malignant lymphoma. 7, 9 In 1998, Coupland analyzed 112 cases of ocular adnexal lymphoproliferative disorder, T-cell lymphoma was encountered in only 3 cases. These cases were all systemic. 9 Peripheral T-cell lymphomas in general are aggressive neoplasms with a poor outcome. Primary orbital PTCL-NOS of the orbit has been rarely reported with, to the best of our knowledge, only 6 cases being reported in the English-written literature including ours. 2–6 
Our case, of a 3-year-old child diagnosed with primary orbital peripheral T-cell lymphoma is unique in the sense that he is the youngest case of primary PTCL-NOS of the orbit ever reported, presentation of our patient with pseudo-ptosis was unique, and the consistency of a hard mass clinically and by imaging gave an impression of a bony origin, such as Ewing sarcoma. The early accurate diagnosis allowed for proper promising treatment with resolution of the mass over a 1-year period.
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Conclusion:
We strongly recommend the following: 1- A high level of suspicion of such entities regardless of the age or presentation. 2- Careful histopathological examination and proper tissue diagnosis by experienced pathologist, which is very critical in confirming the diagnosis for early intervention. 
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