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Myeloid Sarcoma of the Parotid Gland and Stomach Presenting 
with Obstructive Jaundice: A Rare Presentation
Obstrüktif Sarılık ile Başvuran Parotis Bezi ve Midenin Myeloid Sarkoması: Nadir Bir Sunum
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To the Editor, 

Myeloid sarcoma (MS) is the extramedullary deposit of immature 
myeloid cells and disrupts the normal tissue architecture [1]. 
MS commonly occurs in the skin, central nervous system, eyes, 
and testes. Gastrointestinal involvement is common [2,3]. Here 
we present a case of isolated MS of the parotid and stomach 
presenting with jaundice. 

A 55-year-old male was evaluated with swelling of the right 
parotid gland for two months. Fine-needle aspiration was 
suggestive of a parotid neoplasm and the patient underwent 
a right-sided total parotidectomy. Post-op histopathological 
examination was suggestive of non-Hodgkin’s lymphoma. 
While the patient was recovering, he developed jaundice. Liver 
function tests showed bilirubin of 5.3 mg/dL (direct: 4.2 mg/dL). 
Contrast-enhanced computed tomography of the neck, chest, 
and abdomen was performed, which showed irregular soft tissue 
thickening in the parotid bed along with an enlarged enhancing 
left level IB nodal area (21x12 mm). The abdomen showed 
intrahepatic biliary radicle dilatation with a soft tissue nodule 
at the porta. There was also soft tissue thickening involving the 
cardia and lesser curvature of the stomach along with multiple 
enlarged perigastric nodes (Figure 1). 

Peripheral smear and bone marrow studies were normal. 
Review of the parotidectomy specimen showed a neoplasm 

composed of atypical medium to large cells. Tumor cells 
were myeloperoxidase-positive, CD33-positive, CD43 focal-
positive, and CD68-negative and were compatible with MS 
(Figure 2). During work-up bilirubin increased to 20 mg/dL 
and the patient underwent percutaneous transhepatic biliary 
drainage. Upper gastrointestinal endoscopy was suggestive of 
mucosal irregularity involving the cardia and lesser curvature 
of the stomach. Endoscopic guided biopsy from the lesion 
was suggestive of MS. The patient’s bilirubin normalized after 
stenting. 

The patient was scheduled for 7+3 induction (7 days of 
cytarabine at 100 mg/m2 as a 24-hour infusion along with 3 days 
of daunorubicin at 60 mg/m2). Post-induction reevaluation was 
done and contrast-enhanced computed tomography showed no 
significant lymph nodes, with significant reduction in the gastric 
and duodenal wall thickening along with resolution of the 
intrahepatic biliary radicle dilatation. The patient was scheduled 
for consolidation with high-dose cytarabine and received 3 
cycles. He remained on follow-up after the completion of 3 
cycles.

Isolated MS usually does not produce any specific symptoms 
besides the local symptoms of the organ involved. Local 
imaging is usually warranted in the form of computed 
tomography or magnetic resonance imaging [4]. Bone 
marrow study is also warranted to confirm isolated MS as 
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most cases occur in patients with AML. Systemic therapy is 
warranted in such cases where patients receive induction 
chemotherapy similar to AML, as in our case [5]. The 5-year 
survival in patients with MS is about 20% and the use of 
chemotherapy has been associated with better survival [6]. 
There are reports that malignant cells in chloroma may 
evade immune surveillance and thus have a higher chance 
of survival. Another contributing factor to immune escape 
is the partial loss of several human leukocyte antigen class I 
genes [7]. 
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Figure 1. Contrast-enhanced computed tomography of the neck, chest, and abdomen showing intrahepatic biliary radicle dilatation 
and stomach wall thickening involving the cardia and lesser curvature of the stomach (a) and post-induction scan showing significant 
reduction in the stomach wall thickening and resolution of intrahepatic biliary radicle dilatation (b).

Figure 2. (a) Hematoxylin and eosin results showing medium to large atypical cells with scanty cytoplasm and irregular nuclear 
membranes; (b) tumor cells positive for myeloperoxidase.
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An Unusual Presentation of Hairy Cell Leukemia
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To the Editor, 

The aberrant expression of CD5 in both hairy cell leukemia (HCL) 
and HCL-variant (HCL-v) is very rare; only 26 such cases have 
been reported in the literature [1]. Simultaneous absence of 
splenomegaly and cytopenia(s) is even rarer, which may pose 
a diagnostic dilemma. We describe a case of CD5-positive HCL 
with absence of splenomegaly and cytopenia. To the best of 
our knowledge, only one case of HCL without cytopenia and 
splenomegaly has been reported in the literature to date [2], 
but without CD5 positivity. Our patient was a 59-year-male, 
who presented with intermittent cough with expectoration 
for the last 3 to 4 years with no history of fever. Radiological 
investigations including X-ray and computed tomography scans 
were normal. Complete blood counts showed hemoglobin of 
15.1 g/dL, white blood cell count of 7.73x109/L (neutrophils: 
52%, lymphocytes: 45%, monocytes: 2%), and platelet count 
of 153x109/L. Peripheral blood smear (PBS) and bone marrow 
aspirate (BMA) showed 10% and 24% abnormal lymphoid cells, 
respectively (Figure 1A). These cells were small to medium in size, 
with abundant pale blue cytoplasm and circumferential hairy 
projections. Bone marrow biopsy showed interstitial aggregates 
of abnormal lymphoid cells (Figure 1B), which were positive 
for CD20 and annexin 1. Flow cytometric immunophenotyping 
(Figure 1C) revealed these cells to be positive for CD19, CD20, 
CD22, CD103, CD11c, CD123, CD25, CD5 (heterogeneous), 
CD200, CD23 (dim), and kappa and negative for CD10 and FMC7. 
The patient was found to be positive for BRAF V600E mutation. 
A diagnosis of HCL with aberrant CD5 was made.

HCL is an indolent small mature B lymphoid malignancy 
accounting for 2% of lymphoid leukemias [3]. The three most 
important findings for diagnosis are splenomegaly, cytopenia(s), 
and bone marrow dry tap resulting from marrow fibrosis [4]. In 
unsuspected cases with unusual presentation, the best approach 
for diagnosis is the careful examination of morphological 
details on PBS and BMA to identify the morphological features 
of hairy cells, which are further confirmed upon characteristic 
immunophenotypic profiles, as in our case. Differential diagnoses 
of HCL include chronic lymphocytic leukemia, prolymphocytic 
leukemia, splenic marginal zone lymphoma, HCL-v, and mantle 
cell lymphoma, which can be excluded based on characteristic 
morphological and immunophenotypic features. Hairy cells are 
10-15 µm in diameter, with central or eccentric round, oval, 
or indented nuclei; reticular or netlike chromatin pattern; 
indistinct or absent nucleoli; pale blue cytoplasm with fine, 
hair-like projections or ruffled borders; and positive staining for 
tartrate-resistant acid phosphatase [5]. A typical combination 
of immunophenotypic markers expressed by hairy cells such 
as CD19, CD22, and CD79b, with brighter expression of CD20, 
along with co-expression of CD103, CD123, CD25, and CD11c, 
confirms the diagnosis [6]. 

In conclusion, this case posed a diagnostic challenge as the 
patient had no cytopenias or splenomegaly along with CD5 
positivity. This case is important because it creates awareness 
of this uncommon presentation of HCL and emphasizes that the 
best approach in diagnosing HCL is to give careful attention to 
morphological details while interpreting peripheral blood, as in 
our case, which can prompt detailed evaluation of bone marrow 
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