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Abstract

Background: Myeloid sarcoma is a rare, extramedullary, solid tumor derived from immature myeloid cell precursors.
It is most frequently accompanied by acute myelogenous leukemia, though infrequently found in non-acute
myelogenous leukemia patients. The tumor may involve any part of the body, but the lumbar spine is seldom
involved. The present case study aims to understand the diagnosis and surgical treatment of a rare primary isolated
myeloid sarcoma of the lumbar spine causing aggressive spinal cord compression in a non-acute myelogenous
leukemia patient.

Case presentation: A 29-year-old man complained of an aggressive radiating pain to the lower extremities and
moderate dysuria with a Visual Analogue Scale score that gradually increased from 3 to 8. Lumbar enhanced
magnetic resonance imaging and computed tomography revealed a lumbar canal lesion at lumbar spine L2 to L4
with spinal cord compression. A whole body bone scan with fused single photon emission computed tomography/
computed tomography demonstrated abnormal ®™Tc-methylene diphosphonate accumulation in the L3 lamina
and spinous process. No evidence of infection or hematology disease was observed in laboratory tests.

Due to rapid progression of the symptoms and lack of a clear diagnosis, decompression surgery was performed
immediately. During the operation, an approximately 6.0 X 2.5 x 1.2 cm monolithic, fusiform, soft mass in the
epidural space and associated lesion tissues were completely resected. The radiating pain was relieved immediately
and the dysuria disappeared within 1 week. Intraoperative pathological frozen section analysis revealed a
hematopoietic malignant tumor and postoperative immunohistochemistry examination confirmed the diagnosis of
myeloid sarcoma.

Conclusions: The primary isolated aggressive lumbar myeloid sarcoma is rarely seen, the specific symptoms and
related medical history are unclear. Surgery and hematological treatment are effective for understanding and
recognizing this rare tumor.
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Background

Myeloid sarcoma (MS) is a rare, extramedullary, solid
tumor derived from immature myeloid cell precursors
[1]. MS is most frequently accompanied by acute mye-
logenous leukemia (AML) [2], though infrequently found
in non-AML patients, and may further precede the diag-
nosis of hematology disease [3]. The tumor may involve
any part of the body such as the skin, lymph nodes, and
bone, but the lumbar spine is seldom involved [4-9].
The present case study aims to understand the diagnosis
and surgical treatment of a rare case of primary isolated
MS of the lumbar spine causing aggressive spinal cord
compression in a non-AML patient.

Case presentation

Case history, physical examination, diagnostic imaging,
and laboratory tests

A 29-year-old man complained of an aggressive radiating
pain towards the lower extremities lasting for 1 month.
He had no special medical history or fever but had mod-
erate dysuria. Conservative treatment was ineffective. As
the radiating pain was aggressive and the Visual
Analogue Scale (VAS) [10] score gradually increased
from 3 to 8, the patient had limited mobility in his daily
life.

Physical Examination: The patient did not have
anemia, subcutaneous bleeding, hepatosplenomegaly, or
superficial lymph node enlargement. The spine appeared
normal, with a slight limitation of lumbar motion and
acute radiating pain that could be evoked by percussing
the lumbar (L)2 to L4 spinous processes. The muscular
tension, strength of the lower extremities, rectal tone,
and perineal sensation were found to be normal. Add-
itionally, the straight leg raising test and all pathological
signs were negative.
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Diagnostic imaging: Lumbar enhanced magnetic res-
onance imaging (MRI) revealed a lumbar canal iso-
intense lesion at L2 to L4 and a compressed spinal cord
(Fig. 1a, b, ¢). A computed tomography (CT) scan of the
spine showed an iso-dense, fusiform, soft lesion, and
slight bone destruction at L2 to L4 (Fig. 1d, e, ). A
whole body bone scan with single photon emission com-
puted tomography (SPECT) demonstrated abnormal
%™Tc. methylene diphosphonate (MDP) accumulation
in the L3 lamina and spinous process on fused SPECT/
CT. No other signs of bone destruction or metastasis
were found in the SPECT images (Fig. 2). However, as
the exact character of the lesion was not clear from the
images of the tumor, hematoma and abscess were not
ruled out.

Laboratory tests: The components examined in the
blood test were the white blood cells (WBC), 6.01 x 10°/
L (3.50-9.50); red blood cells (RBC), 5.00x10'*/L
(4.30-5.80); hemoglobin (HGB), 158 g/L (130-175);
platelets (PLT), 236 x 10°/L (125-350); C-reactive pro-
tein (CRP), 2 mg/L (0-8); erythrocyte sedimentation rate
(ESR), 4 mm / 1 h (0-15); and procalcitonin (PCT), 0.27
ng/ml (0.00-0.50). Brucella tiger red experiment, T-test
for tuberculosis infection, and bone marrow biopsy were
found to be negative. The results from laboratory tests
for infectious and hematological diseases were unclear at
this point and obtaining specimens from CT or
ultrasonography-assisted biopsy was unsafe and infeas-
ible due to the highly compressed spinal cord.

Surgery and hematological treatment

Due to the rapid progression of the symptoms and lack
of a clear diagnosis, immediate surgery was performed
under general anesthesia to alleviate the symptoms and
enable further determination of the diagnosis. During

Fig. 1 Preoperative enhanced T1-weighted magnetic resonance images (MRI) of the lumbar spine. a Sagittal and (b) (c) transverse views show an
iso-intense, fusiform, high-signal lesion in the L2 to L4 vertebral canal, with complete compression of the local spinal cord and a mixed signal
around the L3 lamina, spinous process, and soft tissue. Preoperative computed tomography (CT) of the lumbar spine. d Sagittal and (e) (f)
transverse views show an iso-dense fusiform soft lesion at the L2 to L4 lumbar canal with local spinal cord compression and slight bone

destruction.The black arrows show the scope of the lesion
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Fig. 2 Preoperative whole body bone scan with single photon emission computed tomography (SPECT). SPECT/CT did not show bone
destruction (a). Abnormal ®™Tc-methylene diphosphonate (MDP) accumulation was demonstrated in the L3 lamina and spinous process on the
fused SPECT/CT (b) and whole body bone scan (c). No signs of other bone destruction and metastasis were observed in the examination

the posterior lumbar operation, the L3 lamina and spin-
ous process were completely resected and the involved
L2 and L4 lamina, spinous processes, and tissues were
removed. In the present case, the vertebrae body was in-
tact without a corpectomy, although the scan shows ver-
tebrae partial involvement, the stability of the vertebrae
body was not obviously destroyed. The procedure of ver-
tebrae corpectomy indicate greater trauma, longer oper-
ation time, more bleeding, extra fixation instrument.
Considering this conditions, we didn’t performed the
vertebrae corpectomy. The vertebral canal was later
opened and the dura sac was found intact, with no adhe-
sions between the dura sac and mass. Subsequently, the
monolithic, irregular, fusiform soft mass with approxi-
mate dimensions of 6.0x2.5x1.2cm in the epidural
space was completely resected (Fig. 3a,b). The dura sac
was restored and became engorged and pulsatile immedi-
ately (Fig. 3c). During the procedure, the bone structure
was partially destroyed, potentially affecting spine stability;
thus, screw-rod fixation in L2-L4 was performed (Fig.
3c). A hematopoietic malignant tumor was found in
the intraoperative frozen pathological section of the
mass after postoperative treatment with hematoxylin
and eosin (HE) (Fig. 4a, b). Further, the immunohis-
tochemistry examination showed positive results for
cluster of differentiation (CD)33, myeloperoxidase

(MPO) (Fig. 4c, d), Ki67 (30% +), and CD68 (partial +).
Therefore, the diagnosis of MS was confirmed based on
the above positive test results.

The radiating pain was relieved shortly after the de-
compression operation, the VAS decreased to 2 within 1
week, and the dysuria gradually disappeared. After ob-
serving these improvements in the patient, he was trans-
ferred to the hematology department for further
treatment. Although the involved vertebrae was not to-
tally removed, the patients received chemotherapy in the
sequent treatment, we hope the residual diseased verte-
brae will responds to the chemotherapy [2]. Chemother-
apy was performed twice in accordance with the
chemotherapy protocol for AML in the hematology de-
partment. The chemotherapy regimen consisted of
daunorubicin (70 mg per day) for 3 days and cytosine
arabinoside (400 mg per day) for 7 days. Bone marrow
transplantation was also recommended at an appropriate
time after chemotherapy.

At the 3rd month of follow-up, the VAS score was 0—
1, there was no mass recurrence in repeat MRI (Fig. 3d,
e, f), and the screw-rod fixation was in a normal condi-
tion (Fig. 3g, h). A bone marrow biopsy showed bone
marrow proliferation activity, erythroid hyperplasia, and
immunotyping for CD34 (+) and CD117 (+). Early-stage
myeloid cells accounted for 0.9% of the biopsy sample,
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Fig. 3 a The epidural soft mass in the vertebral canal during surgery. The white arrows show the scope of the mass. b The approximately 6.0 x
2.5 % 1.2cm monolithic irregular fusiform soft mass was completely resected. (c) The restored dura sac became engorged and pulsatile after the
mass resection. The white arrows show the scope of the dura sac. The postoperative 3rd month magnetic resonance images (MRI) and X-ray
images. d T2-weighted MRI sagittal and (e) (f) transverse views show the dura sac was engorged without any compression. The white arrows
show the scope of the engorged dura sac. The black arrows show the postoperative soft tissue changes. No obvious mass relapse was observed.
The anteroposterior X-ray image (g) and lateral image (h) show the screw-rod fixation was normal
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Fig. 4 Hematoxylin and eosin-stained section. a Low power field view (4>< 10 magmiﬂcatiom): diffuse, umform, heterocytic infiltration and (b) high
power field view (20 x 10 magnification): irregular nuclei and eosinophilic and mitotic figures are easily seen. Immunohistochemistry examination
demonstrating (c) the positive expression of cluster of differentiation (CD)33 and (d) positive expression of myeloperoxidase (MPO). The diagnosis

of myeloid sarcoma was confirmed. The black arrow shows the positive regions
N J
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with a normal proportion and phenotype. The percent-
age of granulocytes was 80.7%. Monocytes accounted for
3.1% and the proportion was normal, mainly comprising
CD14 (+) and CD64 (+) mature monocytes. The pheno-
type was generally normal and the findings were consist-
ent with no AML without bone marrow involvement.
Repeat blood routine examination results were also
within the normal limits. The patient was judged to be
in a healthy condition. At the 10th month of follow-up,
the present patient was still in a good and healthy condi-
tion with no AML without bone marrow involvement
with no local lesion relapse. Indeed, the follow up time
was still short, we will continue to focus on the patient,
and new clinical outcomes will be reported in the future.

Discussion and conclusions

MS, previously described as granulocytic sarcoma, mye-
losarcoma, or chloroma, is a rare, extramedullary solid
mass composed of immature myeloid cell precursors [1,
8]. MS can appear in any age group, but shows a slight
male predominance [11]. The incidence of MS in adults
is particularly low, but it is most frequently accompanied
by AML [2, 12]. In the present case study, the diagnosis
of AML was assessed according to the World Health
Organization classification for myeloid neoplasms [13].
The diagnosis of MS in the present case was made based
on the positive expression of MPO, CD33, Ki67, CD68,
the above findings were the surface antigens expression
and immunophenotype of immature myeloid cells. MS
rarely occurs in patients without bone marrow involve-
ment i.e., AML. The disease often appears as an isolated
mass at a single site, known as primary MS, which can
precede the diagnosis of hematology disease in individ-
ual cases [3, 14]. The incidence of primary isolated MS
is approximately 2/1,000,000 in adults, and 0.7/1,000,000
in children [11, 12]. The skin, lymph nodes, and bones
are the most commonly involved parts and lumbar spine
involvement is rare [4—9]. Primary isolated MS involving
the lumbar spine canal in the absence of AML is ex-
tremely rare [6, 15].

In this patient, the symptoms were nonspecific with a
lack of hematological disorders, associated history, phys-
ical signs, images, and laboratory findings. Obtaining a
specimen through non-surgical measures is not feasible
and a definite diagnosis is difficult without a sample,
particularly in primary isolated MS cases [16]. MS is
often misdiagnosed as non-Hodgkin lymphoma, large
cell lymphoma, and other undifferentiated carcinoma
and there is a 50-75% rate of misdiagnosis without im-
munohistochemistry findings [9, 17, 18]. In the present
case, we initially speculated about a tumor diagnosis
(possibly lymphoma and other spinal cord origin tu-
mors), hematoma, and abscess, without considering the
possibility of MS at all. In this crucial situation,
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immediate surgery was necessary to alleviate the symp-
toms and also to collect a specimen. The surgical pro-
cedure was important and the diagnosis was made by
means of the postoperative immunohistochemical find-
ings [16, 18].

The optimal treatment for primary isolated MS involv-
ing the lumbar spine has not yet been clearly established
and there is not enough data with prospective research
findings reported in the literature [7]. From the relevant
case reports data showed in Table 1, we can find that
most of the cases received the treatment including sur-
gery, chemotherapy, radiotherapy, bone marrow trans-
plantation, or any combination of these treatments, no
matter there was acute myelogenous leukemia (AML) or
not. Early-stage tumor resection surgery can control the
local focus and lead to a long asymptomatic period and
good response to other treatments, but has no effect on
the survival time [19, 20]. Therefore, surgical treatment
alone is not indicated except for patients whose condi-
tions deteriorate under conservative treatment [20].

Isolated MS, as a systemic disease, mostly responds to
systemic chemotherapy and surgery for symptomatic MS
patients may be considered before starting chemother-
apy [2, 21, 22]. The incidence of AML or extramedullary
relapse is significantly higher in patients who are only
treated with surgery [23]. As MS is rare, the optimal
time and protocol for therapy has not been established
for isolated MS patients and the chemotherapy regimens
are similar to those for AML [2, 24]. Moreover, radio-
therapy is necessary for the treatment of isolated MS
when the response to chemotherapy is inadequate as
well as in cases of recurrence following bone marrow
transplantation or for rapid symptom relief [25]. Fur-
thermore, positive results have been reported in some
studies for the treatment of isolated MS with bone mar-
row transplantation and targeted therapy [11, 23, 25].
We think that therapy regimens should be selected ac-
cording to the characteristic of each case.

Although non-AML MS may have a better survival
rate in comparison with AML, the presence of MS is
often associated with poor prognosis [2, 7, 26]. The
mean survival time for patients with MS ranges between
2.5 and 22 months and is even worse for untreated pa-
tients [22]. Hence, careful investigation, rapid and accur-
ate diagnosis, and appropriate treatment should receive
the utmost priority in cases of primary isolated MS,
which may have a significant impact on the survival rate
and prognosis of the patient [22, 27].

To the best of our knowledge, there are no reported
cases of primary isolated MS with detailed data regard-
ing the case diagnosis, surgical strategy, and immunohis-
tochemical features in the lumbar spine. A review of the
MEDLINE database using the descriptors “spine myeloid
sarcoma”, “chloroma”, “spine granulocytic sarcoma”,
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“vertebra canal myeloid sarcoma”, and “vertebral canal
granulocytic sarcoma” retrieved relevant articles from
2000 to 2020. Upon reviewing the articles (Table 1), 17
MS cases with spine involvement were reported in 16 ar-
ticles. Although the surface antigens of immature mye-
loid cells in different types of AML, myeloproliferative
diseases, myelodysplastic syndrome and chronic myeloid
leukemia are abnormal myeloid antigen expression, they
are not completely consistent due to different diseases
and types. The immunophenotype of myeloid sarcoma
was the same as above. The common positive cell sur-
face antigens of MS include myeloperoxidase (MPO),
lysozyme, CD68-kpl, CD117, CD99, CD33, CD34,
CD56, CD163, TDT, CD61, CD30, blood group glyco-
protein and CD4. In addition, the positive expression of
CD13, CD33, CD117 and MPO often indicates myeloid
differentiation of tumor cells, and the positive expression
of CD14, CD163 and CD11c indicates the differentiation
of monocytes. The diagnoses of the 17 previously re-
ported MS cases were made based on the above findings.
Most of these cases had multi-focus involvement of the
spine, thoracic region, and sacrum, which are the most
frequently involved locations, but single lumbar spine in-
volvement was absent. Only one case of thoracic spine
MS was reported and a detailed description of the diag-
nosis and imaging was provided, especially the surgical
treatment tactics [2, 4, 22, 24, 28—39].

The differences in history, clinical manifestation, le-
sion morphology, surgical methods, and prognosis
were also quite significant between previous cases and
the present case. Compared to previous reports, pri-
mary isolated lumbar spine involvement at a single
site and more comprehensive clinical data regarding
the case exhibition and surgical procedure description
were presented in this case study. However, further
hematologic treatment was not completely provided
and the final outcome was not observed before the
manuscript was submitted due to the short follow-up
period in the present case. This is the limitation of
our case report.

Conclusions: As primary isolated aggressive lumbar
MS is rarely seen, the specific symptoms and related
medical history are unclear. Hence, accurate diagnosis is
challenging. However, in the present case study, immedi-
ate surgery played an important role in specimen collec-
tion and the patient’s symptoms were quickly alleviated.
The prognosis of primary isolated lumbar spine MS is
generally poor. However, rapid and accurate diagnosis
provides the basis for further treatment and appropriate
hematologic treatment should receive the utmost prior-
ity to improve the long-term outcomes. As our case
study is rare and specific, this report will improve the
understanding and recognition of the rare tumor in the
future.
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