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Abstract

Case Report

Myeloid sarcoma (MS) is a rare tumor consisting of immature cells from granulocytic lineage and usually affecting
bones. Other localizations are exceptional. We report the case of a 63 years old woman treated by chronic
hemodialysis (HD) for end-stage kidney disease of multifactorial origin (diabetes and hypertension). She has being
successfully treated for acute myeloplastic leukemia by intensive chemotherapy (induction with daunorubicin and
aracytin, followed by FLT3 inhibitors as consolidation), for 11 months. After 9 months of complete remission, the
patient presented with bilateral lymph nodes attributed to dental extraction. Further exams highlighted a solid
submandibular mass, which was further biopsied. Histological analyzes detected the presence of myeloid cells (optical
microscopy) with a positive immunostaining for myeloperoxidase, leading to the diagnosis of MS. A craniofacial CT
scan did not exhibit local extension of the tumor. However, a hematological control revealed medullar blastic invasion
(52% of blastic cells), confirming the diagnosis of leukemia relapse. The evolution was pejorative despite local
radiotherapy and the patient deceased two months later. MS is an uncommon proliferation of immature myeloid cells
occurring in any extramedullary organ. According to WHO 2016, it is considered as a form of myelodysplastic
syndrome. Its incidence is similar in both genders and frequently seen in young patients under the age of 15 years. MS
may precede or be concomitant to myeloproliferative/myelodysplastic syndromes, or even reveal these hematological
disorders. Diagnosis is based on histological data, in particular myeloperoxidase immunofluorescence. To our
knowledge, this is the first case reported in a HD patient. The diagnosis of MS must be considered by the clinician
faced to any clinical or radiological lesion in a patient with a prior history of myeloproliferative syndrome.
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INTRODUCTION

Myeloid sarcoma (MS), also called
granulocytic sarcoma, is a rare tumor consisting of
immature cells from granulocytic lineage. It often
affects bones but other localizations are exceptional,
making its diagnosis difficult in the absence of ongoing
hematological disorders [1, 2].

CASE REPORT

We report the case of a 63 years old woman
with a prior history of diabetes and hypertension for 4
years. She was initially admitted in our hospital for an
acute respiratory symptom and a blood test revealing
leucosis and a tumor lysis syndrome. A myelogram was
rapidly performed and showed a medullar invasion by

52% blasts cells with marked dysplasia. The diagnosis
of acute myeloplastic leukemia on chronic
myelodysplastic syndrome was then retained. The
karyotype was normal (NPM1, NRAS -, FLT3 +,
CEBPA). The patient received an intensive
chemotherapy (induction with daunorubicin and
aracytin, followed by FLT3 inhibitors as consolidation),
for 11 months. The evolution was favorable, as attested
by the control myelogram free of any blast cells.

In parallel, renal function parameters rapidly
deteriorated: the patient developed acute kidney injury
with anuria as a consequence of the initial tumor lysis
syndrome but also probably in relation with chronic
lesions secondary to nephroangiosclerosis (Figure 1).
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Fig-1: Time course of serum creatinine and blast proliferation

Kidney biopsy could not be done because of
coagulation abnormalities (low platelet count).
Continuous veno-venous hemofiltration was started for
several days and the patient was shifted to conventional
iterative hemodialysis (HD) (3 sessions per week).

After 9 months of clinical and hematological
remission, the patient presented with bilateral lymph
nodes attributed to dental extraction. Despite targeted

antibiotics, no clinical improvement was observed.
Stomatological and otorhinolaryngological exams
highlighted a solid submandibular mass, which was
further biopsied. Histological analyzes detected the
presence of myeloid cells (optical microscopy) with a
positive immunostaining for myeloperoxidase and
negative one for CD20, leading to the diagnosis of MS
(Figure 2A-D).
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Fig-2: Biopsy of the submandibular mass: diffuse infiltration of the subepithelial tissue by a dense infiltration (A) composed of
tumoral cells suggestive of myeloid cells (B) and immature blast cells (arrow) (C) at high magnification. Positive immunostaining for

A craniofacial CT scan did not exhibit local extension
of the tumor (Figure 3).

Fig-3: Craniofacial CT

myeloperoxidase (D)

However, a control myelogram revealed a
recurrent blast invasion (62% of blast cells), confirming
the diagnosis of leukemia relapse (Figure 1). The
evolution was pejorative despite local radiotherapy and
the patient deceased two months later.

DiscussioN

Described for the first time in 1811 by Burns,
MS was initially called chloroma, referring to the green
color of the tumor caused by high Ilevels of
myeloperoxydase in the cells [1, 3]. However,
considering the fact that this type of tumor is not always
green, the term granulocytic sarcoma seems to be a
more appropriate term [4].

It is a rare tumor, consisting of immature cells
from granulocytic lineage, occurring in any
extramedullary organ [1]. According to WHOM 2016,
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it is considered as a form of myelodysplastic syndrome
[2, 5]. MS may precede or be concomitant to
myeloproliferative / myelodysplastic syndromes, or
even reveal these hematological disorders. It may also
reflect the relapse of such syndromes, which was the
case of our patient [2, 5]. The incidence of MS ranges
from 2 to 9% in adults; it is similar for both genders and
frequently seen in young individuals (under the age of
15 years) [1, 5].

The clinical presentation is variable, as an
extra-medullar mass, preferentially in the bone, but also
in other tissues [1, 5]. The diagnosis of MS is based on
histological analyses: upon optical microscopy, a
proliferation of myeloid cells at different stages of
maturation is  observed, with a  positive
myeloperoxydase immunofluorescence, which s
pathognomonic [1, 3, 5-7]. Other immunostainings may
be required, such as anti-CD 20 and anti-CD 117 in
order to rule out the diagnosis of lymphoma, the main
differential diagnosis [3, 6-8]. Therapeutic options are
those of acute myeloid leukemia [1, 3, 9]. The
prognosis of MS is reserved, depending on its response
to chemotherapy, the severity of the clinical
presentation, and then the frequency of relapses [1, 4, 9-
11].

To our knowledge, this is the first case of MS
reported in a HD patient. In fact, association of MS with
end-stage kidney disease is most likely a coincidence.
However, as uremia is usually considered as a factor of
immune dysfunction, severe chronic kidney failure
could have precipitated leukemia relapse in the present
case.

CONCLUSION

The diagnosis of MS must be considered by
the clinician faced to any clinical or radiological lesion,
most particularly in a patient with a prior history of
myeloproliferative syndrome.
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