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INTRODUCTION

Å Atypical Teratoid Rhabdoid Tumor (AT/RT) is a highly malignant, aggressive tumor 

with reported poor survival.

Å Extra -renal, extra -cranial AT/RT tumors are very rare.

Å Because of  the rarity, no defined protocol/ treatment algorithms are available in 

the literature.

Å We hereby present a case of  orbital AT/RT managed with  multimodal treatment 

protocol including surgery, chemotherapy and radiotherapy.

CASE REPORT

Clinical History:

Å 3 years/ Female

Å H/O parents noticing gradually 

increasing protrusion of left eye since 

7 months

Å H/O associated watering and redness

Å Multiple prior consultations

Å H/O a trial of  oral steroids done 

without any relief

Å No h/o prior surgical intervention

Å No h/o systemic complaints

Å Birth and family history: NAD

Ocula r Examination:

Eye OD OS

External 

examination

WNL Proptosis, inferior 

dystopia, hyperemic 

vessels on the lid, 

restricted 

extraocular 

movements

AS WNL Diffuse conjunctival 

congestion

Pupil Round, regular 

and reacting

Round/ >NS, Fixed, 

Non -reacting, 

Fundus D: WNL

Periphery: WNL

D: Disc edema 

without hyperemia

Imaging Studies :

CT Scan - Axial (A), Coronal (B) and Sagittal (C) sections show homogenous, 

hyperdense retrobulbar mass in left orbit occupying the entire mid and posterior 

orbital space till apex, abutting the eyeball posteriorly causing proptosis of  OS,  

bony erosion of  inferior orbital wall and relative widening of  superior orbital fissure 

is seen.

MRI scan - T1 weighted axial 

(A) section shows 

hyperintense retrobulbar 

mass lesion engulfing the  

optic nerve extending till the 

orbital apex; T2 weighted axial 

section with contrast shows 

patchy contrast enhancement
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Differential Diagnosis

Å Rhabdomyosarcoma  

Å Granulocytic sarcoma 

Å Orbital soft tissue sarcoma 

Å Primary neuro ectodermal tumor (PNET) 

Å Orbital histiocytosis 

Å Fibrous dysplasia 

Å Secondary metastasis 

Systemic Examination:

Å General condition: good, child was conscious and co -operative

Å Vitals: Stable,

Å Regional lymph node examination - No palpable preauricular, submandibular or 

anterior cervical nodes

Å Abdomen - Soft, no palpable mass

Å CNS- NAD ; CVS- NAD

MANAGEMENT

Baseline investigations

Orbitotomy with sub -brow 
approach and Incision biopsy 

Intra -operative frozen section

HPE diagnosis and metastatic 
work up : Negative

Poorly differentiated high grade neoplasm with 

differentials of -

ÅExtrarenal , non cerebral, atypical teratoid

rhabdoid tumor

ÅProximal type epitheloid sarcoma

ÅRMS

H &E 

200

H &E 400

Histopathology and Immmunohistochemistry (IHC):

H &E 

400

Histopathology - H& E 200 

(A) and 400 (B) showed 

presence of  Sheet -like 

arrangement of  epithelioid 

or teratoid cells. They also 

showed presence of  typical 

rhabdoid cell as seen under 

higher magnification. 
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Epithelioid cells 

positive for 

cytokeratin, NSE, 

CD34 & vimentin 

C K VimentinC D 34N S E

Vimentin S M A E M AG F A P Mesenchymal 

component positive for 

vimentin, SMA,GFAP

Focal positivity for EMA 

in epithelioid cells

Diagnosis: Extra -renal, extra -cranial atypical teratoid rhabdoid tumor

Chemotherapy( 4 cycles)

Vincristine, Adriamycin, Cisplatin

Stereotactic external beam radiotherapy (EBRT)

46-50 Gray in 25 fractions to tumor bed and residual 
margins 

Chemotherapy ( 2 cycles)

Vincristine, Adriamycin, Cisplatin

Stage wise management:

Pre -treatment images - (A) Clinical , (B) Axial and (C) Coronal CT scan sections

17 months after completion of treatment - (A) Clinical (B) Axial and (C) Coronal CT scan 

Comparative clinical and radiological imaging:

DISCUSSION

Å AT/RT is a highly malignant, aggressive tumor with reported poor survival. Hospital based series state 

its prevalence in pediatric CNS tumors to be 1 -2%.

Å Kidneys are the next common site of  affection. Because of  the rarity, no defined protocol/ treatment 

algorithms are available in the literature. Various protocols have been tried �����(���J�����&�K�L�O�G�U�H�Q�·�V��Cancer 

Study Group (CCSG -UK), International Rhabdomyosarcoma study group (IRSG ) and European 

Paediatric Soft Tissue Sarcoma Group (EPSTSC)

Å The results with multimodal modalities including surgery, chemotherapy and radiotherapy have shown 

survival of  30 -50% in various reported case reports.

ÅWe employed a combination of  chemotherapy as well as radiotherapy in our case and were able to avoid 

surgical resection, which in this case could have been exenteration thus making it possible to salvage 

the eye. 

Å The child still needs to be monitored regularly for evidence of  any local recurrence or metastasis over 

the years, but we are hopeful for a prolonged survival .
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