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granules, unlike the lysosomal origin of granules in 
CHS. Previous reports of these inclusions have shown 
consistent myeloperoxidase positivity and variable 
positivity for acid phosphatase and High Iron Diamine. 
On electron microscopy, the granules showed electron-
lucent material with a dense matrix and occasionally 
"fingerprint" structures at the periphery. The giant 
granules were different from the large granules of 
CHS, as they contained numerous microcrystalline 
structures like those of the Auer bodies.[1] A study 
has also shown frequent CD2 expression in the 
myeloblasts with pseudo Chediak Higashi granules.[3] 

The association of a rare translocation t (10; 11) (p13; 
q14) has also been shown in a patient with AML-M5a, 
with myeloblasts containing pseudo Chediak-Higashi 
granules.[4] Previous reports on these inclusions describe 
them to be pink, azurophilic, or having a vacuolated 
appearance with myeloperoxidase positivity.[1,3-5] The 
inclusions in our study had a purple appearance and 
were myeloperoxidase positive.

Chediak Higashi syndrome usually presents in infancy 
or early childhood, classically with oculocutaneous 
albinism, silvery hair, and bleeding diathesis. Our 
patient was older, with no history of consanguinity 
or recurrent infections. Although our patient had 
inclusions resembling those seen in CHS, they were 
more prominent in the peripheral blood than in the 
bone marrow. Both conditions are distinct entities and 
are not related. 

The clinical significance of these inclusions is unclear. 
However, it is interesting to note that a feature that 
is otherwise seen in a congenital disorder has been 
acquired in AML. Further molecular studies are required 
to establish the therapeutic and prognostic relevance of 
this finding. 
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Extraskeletal osteosarcoma 
of the chest-wall with 
delayed metastasis to the 
sphenoid

Sir,
Extraskeletal osteogeosarcoma (ESOS) is a rare soft 
tissue tumor constituting 1.2% of soft tissue sarcomas 
(STS) and 5% of osteogenic sarcomas (OGS).[1-5] 
The histopathologic diagnosis of ESOS rests on the 
unequivocal demonstration of malignant sarcomatous 
elements producing osteoid tissue in a site not involving 
any host osseous elements (including peri- and parosteal 
involvement). ESOS arising from the chest wall is very 
rare, often associated with prior radiation.[6] Given the 
rarity of the occurrence of ESOS, little is known about 
its biological behavior.

A 40-year-old man presented with a two-month history 
of watering of the left eye and blurring of vision. 
Fourteen years ago he had undergone wide excision 
and adjuvant radiation for a chest wall extraosseous 
mass. Histopathology had revealed high-grade sarcoma 
producing an osteoid and chondroid matrix. On 
examination he had reduced visual activity in the left 
eye (6/12 on Snellen’s chart) with a temporal field 
defect. The MRI images [Figure 1] showed a large 
expansile lytic lesion of heterogeneous intensity and 
moderate contrast enhancement, involving the greater 
wing of the sphenoid, extending into the adjacent 
intraorbital extraconal space producing optic nerve 
compression, as well as, into the temporal extradural 
space, lifting up the dura. The primary site of the 
surgery was normal. A whole body 2-deoxy-2[F-18]
fluoro-D-glucose positron emission tomography  (FDG-
PET) scan showed increased FDG uptake in the left 
intraorbital lesion [SUV: 7.6] and no other active 
disease in the body. Fine needle aspiration cytology of 
the lesion was nondiagnostic. To resolve the diagnostic 
dilemma as well as relieve the optic nerve compression, 
the lesion was excised using a cranio-orbito-zygomatic 
approach. Postoperatively he had a dramatic recovery in 
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his visual symptoms. The V/A in the left eye improved 
to 6/6 immediately. He subsequently had an uneventful 
recovery. 

Histology revealed an unequivocal sarcoma composed 
of epitheloid cells. Tumor cells revealed hyperchromatic 
nuclei with intranuclear inclusions [Figure 2A]. 

Figure 1: Preoperative Gadolinium enhanced T1 weighted images [A] axial, [B] sagital, and [C] coronal views, showing a well-defi ned, 
enhancing lesion, arising from the sphenoid wing, causing optic nerve compression

Figure 2: (A-C) represent the sphenoid metastasis; while (D) represents the primary chest wall tumor. (A) High power view showing epitheloid 
tumor cells with intranuclear inclusions (Arrow) {H and E, 40X}. (B) Low power (H and E, 10x) view showing compactly arranged epitheloid 
tumor cells with osteoid production. (C) Immunohistochemistry showing tumor cells stained positively with anti Vimentin antibody.(D) High 
power view of the original chest wall tumor showing epitheloid tumor cells laying down abundant osteoid matrix {H and E, 40X}
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Conspicuous osteoid production by tumor cells was 
seen [Figure 2B]. Immunohistochemistry showed 
strong positivity for vimentin and focal positivity for 
the epithelial membrane antigen (EMA) [Figure 2C]. 
Tumor cells were negative for cytokeratin, desmin, 
S-100, and CD-138. The Mib-1 proliferation index 
was 25%. The previous slides were reviewed and 
the histology was very similar [Figure 2D]. Both 
revealed features of an osteoblastic type of ESOS. It 
was concluded that the sphenoid lesion was indeed a 
metastasis from the chest wall ESOS. The patient was 
advised chemotherapy, but he defaulted and presented 
again with periorbital swelling and an MRI suggestive 
of a local recurrence. He was subsequently given 
palliative radiotherapy [66Gy/ 33 # / 48 days], which 
he completed uneventfully. The swelling disappeared and 
at the last follow up, at six months, he was doing well.

The biological behavior of ESOS is inadequately studied. 
Prognosis is poor even in patients who have received 
adequate therapy. The local recurrence rates are 26 – 69% 
and the five-year survival rate is 25 – 37%.[4,5] The rate 
of metastasis of ESOS is 60%,[1-5] the commonest site 
being the lung. Metastasis to the sphenoid has not been 
reported. In general, metastases to the sphenoid are rare, 
with prostate being the commonest primary.[7] However, 
an osteosarcoma metastasizing to the sphenoid has not 
been reported to the best of our knowledge. Our case is 
probably the first report of an ESOS metastasizing to the 
sphenoid. The mean time of appearance of metastasis in 
an ESOS is very variable ranging from two months to 10 
years.[4] Our patient had a delayed metastasis, almost 14 
years later. We admit that the interval between the primary 
and secondary was very long. The other differential 
diagnosis entertained was a second primary osteosarcoma 
(OS). However, primary OS in the sphenoid, especially 
in the absence of prior radiation, is also very rare. [8] 
A majority of skull bone osteosarcomas are of the 
chondroblastic variety. In our patient both the tumors 
revealed identical features of an osteoblastic variety of OS. 
Monoclonality is impossible to prove. However, the weight 
of the circumstantial evidence favored a secondary from 
the previous ESOS. The role of surgery for metastases is 
controversial. In our patient surgery was indicated in order 
to resolve the diagnostic dilemma and to decompress the 
optic nerve, to salvage vision.
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Primary B cell non-
Hodgkin’s lymphoma of 
tongue

Sir,
The head and neck is the second most common 
region for extranodal lymphoma after gastrointestinal 
tract.[1] Waldeyer’s ring lymphomas make up 50%-80% 
of the above and lingual tonsil lymphomas constitute 
about 3%-18%.[2] Only few cases of non-Hodgkin’s 
lymphoma of the oral tongue have been reported in 
literature.[3,4] Here, we report a case of oral tongue 
lymphoma diagnosed in our hospital. A 55-year-old 
man presented with a history of ulcer and slow painless 
growth on the right side of the tongue for 2 months 
[Figure 1]. The patient was HIV positive since last one 
year and was not on any antiretroviral medications. 
On examination, he was pale, with upper cervical non-
tender lymphadenopathy. Examination of oral cavity 
revealed ulceroproliferative growth of size 3×2×2 cm 
on the right anterolateral part of the tongue. Margins 
were indistinct and base of ulcer was necrotic, which 
was bleeding on touch. Hemogram revealed Hb of 9.4 
g/dl, WBC of 6×109/L (76%-N, 24%-L) and platelet 
count of 183×109/L. Histopathological examination 
of the growth revealed poorly differentiated carcinoma 
[Figure 2]. Fine-needle aspiration cytology of cervical 
lymphadenopathy was suggestive of reactive changes.

Immunohistochemistry showed positivity for CD45 
(LCA), CD138 and was negative for CD3, CD7, 
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