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Introduction
Myelodisplatic syndromes, also known as the preleukemic 

syndromes, quiescent leukemias or refractory anemias, constitute a 
group of hematological disorders characterized by the proliferation of 
an abnormal clone of bone marrow cells that result in alterations in 
maturing of the three blood cell lines. This entity is characterized by the 
presence of hyperplasic bone marrow that produces non-functioning 
cells that die before reaching the peripheral bloodstream (marrow 
abortion). This causes pancytopenia and dysplastic or immature cells 
in all three cell lines in the bloodstream [1].

According to the FAB classification [2], myelodisplastic syndromes 
are divided according to five different subtypes: 1. Refractory 
Anemia (RA) 2. Refractory anemia with ringed sideroblasts (RARS) 
3. Refractory anemia with excess blasts (RAEB): the most frequent
variant (20-50% of all cases). 4. Refractory anemia with excess blasts
in transformation (RAEB-T): the least frequently seen (10%), yet the
one that entails the worst prognosis, average survival of 5 months 5.
Chronic myelomonocytic leukemia (CMML).

Even though Myelodysplastic syndromes are acquired diseases, 
most of them idiopathic, chromosomic abnormalities can be seen in 
40-60% of the cases. The disease affects mostly older individuals, with a
marked male predominance [1-3].

The usual clinical presentation is pancytopenia with symptoms 
resulting from anemia, recurrent infections, fever from leukopenia 
and bleeding diathesis from thrombocytopenia. Visceromegaly from 
leukemic cell infiltration is less commonly seen, with the liver, spleen 
and lymph nodes usually affected. Multiple associated syndromes like 
relapsing polychondritis, AIDS, rheumatoid arthritis, etc can also be 
present. They frequently evolve to acute leukemia, usually myeloid 
subtype [3]. 

Diagnosis is based on laboratory hematological techniques and 
the fundamental treatment is life support measures combined with 
chemotherapy if there are excess blasts. 

Case Report 
We present a 66 year old male, with a previous history of type 

II diabetes mellitus and hypercholesterolemia who arrived at the 
emergency department complaining of odynophagia and a left 
submandibular growth. He referred the symptoms started ten days 
before and had not resolved with oral antibiotics and non steroid anti-
inflammatory drugs.

The patient’s presenting symptoms were severe odynophagia, 
muscle pain, asthenia, fever with chills and diaphoresis, and a tender 
submandibular growth. Upon physical examination, a bilateral 
submandibular mass was found. It was hard, tender to the touch, bigger 
on the left side and fixed to the deep tissues of neck. The floor of the 
mouth was also tender to the touch and the Wharton’s ducts where 
swollen as well. The patient had multiple enlarged laterocervical lymph 
nodes on the left side. Hepathomegaly 4 cm below the ribcage was 
found in general exploration. 

The ED blood work showed anemia, leucocytosis with left 
deviation and immature cells and moderate thrombocytopenia. 
The ED chest x-ray showed what appeared to be a large mass in the 
anterior in the anterior mediastinum (Figure 1). An initial diagnosis of 
infected submandibular mass was made and empirical treatment with 
intravenous antibiotics and anti-inflammatory drugs were started. 
Emergency cervical and thoracic CT scans were performed. 

The cervico-thoracic CT scan (Figure 2) showed palatine and 
lingual tonsillar enlargement, with an enlarged left submandibular 
gland. There was no apparent acute inflammatory process. Enlarged 
left laterocervical lymph nodes (larger than 1 cm diameter) near the 
submandibular gland were also evident. A large 9 cm x 9 cm thoracic 
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Summary
Myelodysplastic syndromes (MDS) are hematological diseases with a wide clinical spectrum of manifestations. 

We present a 66 year old patient who was referred to our department with an acute submandibular growth that was 
first noticed 2 weeks ago. It hasn’t responded to standard treatment. Multiple studies were performed, and they 
revealed in filtrate of mielodisplastic cells, refractory anemia with excess blasts in transformation (RAEB-T) subtype 
according to the FAB classification. Combined chemotherapy couldn’t stop the disease’s progression and the patient 
died from a pulmonary infection 3 months after the onset of symptoms. Leukemic infiltration of the submandibular 
gland in mielodisplastic syndrome hasn’t been previously described in literature, so this seems to be the first reported 
case of extra medullary hematopoiesis resulting in an acute submandibular tumor in a patient with REAB-T.
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mass was evident in the anterior mediastinum, suggestive of thymoma 
(Figure 3).

A fine-needle aspiration biopsy of the left submandibular gland was 
performed, and informed as compatible with an acute inflammatory 
process, with no malignant cells found. 

Due to the patient’s clinical deterioration and a lack of diagnosis, 
an excisional biopsy of the left submandibular gland was performed. 
The anatomopathologicical study reported glandular infiltration by 
blastic forms of myeloid cells (Figures 3 and 4).

With the presumptive diagnosis of a hematologic disease the patient 
was referred to the Hematology Department where further studies 
were performed. Bone marrow aspirate cytology as well as biopsy with 
immunohistochemical studies helped arrive to the final diagnosis of 
type RAEB-T myelodisplastic syndrome. A mediastinum mass biopsy 
was also performed, reporting a thymoma, with no apparent relation to 
the myelodysplastic disease. 

Specific chemotherapy with cytarabine (ARA-C), ethopoxide 
(VP-16) and idarrubicine was started, without any apparent response. 
The patient suffered a bilateral interstitial pneumonia and died from 
complications of it, a month and a half after his first ED visit.

Discussion
The term extramedullary myeloid cell tumour (EMT), first 

described in the literature by Davey et al. [4] now a day’s includes all 
the extramedullary complications of leukemia, such as granulocytic 
sarcoma [5] and leukemia cutis [6,7], including the non-mass-forming 
leukemical infiltrates. While most EMTs follow an acute or chronic 
myeloid leukemia (AML or CML) a significant proportion of EMTs 
can be observed during the course of a myelodysplastic syndrome. 
Four cases have been just reported of EMT with positive fine-needle 
aspiration biopsy [8]; all these patients were suffering from refractory 
anemia with excess of blasts in transformation REAB-T; these lesions 
were located in the soft tissues and were studied by the same authors, 
except one of multiple lymphatic node localizations in a patient with 
REAB-T [9].

Extramedullary myeloid tumour (EMT) is an uncommon disease 
mostly diagnosed in patients affected by acute or chronic myeloid 
leukaemia or, more rarely, by a myelodysplastic syndrome, among 
which the most frequent is refractory anemia with excess of blasts 
in transformation RAEB-T. The prognosis meaning of EMT is still 
unclear, although the presence of trilineage EMT is often considered to 
be a negative prognostic factor [9]. 

The extramedullary myeloid cell tumour (EMT) may precede 
or complicate the course of acute or chronic leukemias and various 
types of MDS, including RAEB-T [10]. Relating to otolaryngological 
presentations, one case of laryngeal infiltration was reported previously 
in chronic myelomonocytic leukemia [11], and another one of relapsing 
polychondritis associated with myelodysplastic syndrome [12]. 
Nevertheless, ours is the first reported case where a myelodysplastic 
syndrome is presented as an acute submandibular tumour. It represents 
an important possible diagnosis that must be excluded when abnormal 

Figure 1: AP chest X-ray where a large mass in the anterior mediastinum 
can be seen.

Figure 2: Axial contrast enhanced-CT at the oropharyngeal level that shows 
an enhanced tonsilar lesion with affectation of ipsilateral base tongue. Also a 
1 cm enlarged lympbh node can be seen.

Figure 3: Anatomopathological slide of the submandibular gland. A strong 
infiltrate of round cells with blastic appearance, involving stroma and lipocytic 
tissue producing lymphoepithelial lesions is shown HE 400x.

Figure 4: Anatomopathological slide of the submandibular gland. The 
immunohistochemical stain of esterases identifies the blastic cells by their 
cytoplasmic overexpression PAP 400x.
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blood analysis findings are accompanied by an acute submandibular 
tumour. 
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