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Slouma M, Rahmouni S, Dhahri R, Et Al. Epidural Myeloid Sarcoma As The Presenting
Symptom Of Chronic is a groundbreaking case report that highlights the rare and often challenging
presentation of myeloid sarcoma (also known as granulocytic sarcoma or chloroma) manifesting as an
epidural tumor, ultimately revealing underlying chronic myeloid leukemia (CML). This article aims to
explore the clinical features, diagnostic challenges, and management strategies associated with
epidural myeloid sarcoma, especially when it presents as the initial symptom of a hematologic
malignancy. Understanding these rare presentations is vital for clinicians to ensure prompt diagnosis
and effective treatment, improving patient outcomes.

Understanding Myeloid Sarcoma: An Overview

What Is Myeloid Sarcoma?

Myeloid sarcoma is a rare extramedullary tumor composed of immature myeloid cells. It can occur in
various tissues and organs, often associated with acute myeloid leukemia (AML), chronic myeloid
leukemia (CML), or other myeloproliferative disorders. The tumor may present before, concurrently
with, or after the diagnosis of leukemia.

Key features of myeloid sarcoma include:

- It can mimic other neoplastic or inflammatory conditions.

- It often presents as a localized mass.

- Its diagnosis requires histopathological and immunohistochemical analysis.

Common Locations of Myeloid Sarcoma

While it can occur anywhere, some typical sites include:
- Skin (leukemia cutis)

- Lymph nodes

- Bones and periosteum

- Soft tissues

- Central nervous system, including epidural space

Epidural Myeloid Sarcoma: A Rare and Challenging
Presentation



Definition and Significance

Epidural myeloid sarcoma refers to the occurrence of myeloid tumor tissue within the epidural space
of the spinal canal. This rare manifestation can cause spinal cord compression, leading to neurological
deficits.

Why is epidural myeloid sarcoma significant?

- It may be the first indication of underlying leukemia.

- It can cause acute neurological emergencies.

- Its diagnosis is often delayed due to its rarity and nonspecific symptoms.

Clinical Presentation

Patients with epidural myeloid sarcoma typically present with:

- Back pain, often localized

- Neurological deficits such as limb weakness, sensory loss, or paralysis
- Bladder or bowel dysfunction

- Rapid progression if untreated

The symptoms often mimic other spinal pathologies like metastases, lymphoma, or infectious
processes, making differential diagnosis crucial.

Diagnostic Challenges and Approach

Imaging Studies

Magnetic resonance imaging (MRI) is the modality of choice for evaluating epidural masses. Typical
findings may include:

- Iso- or hypointense signals on T1-weighted images

- Hyperintense signals on T2-weighted images

- Homogeneous enhancement after contrast administration

- Evidence of spinal cord compression

However, MRI findings are nonspecific, necessitating tissue diagnosis.

Histopathology and Immunohistochemistry

Definitive diagnosis relies on biopsy and immunohistochemical staining, which usually shows:
- Myeloperoxidase positivity

- CD68, CD117, and CD34 markers

- Absence of markers for lymphoid malignancies

Key points in diagnosis:

1. Obtain tissue biopsy promptly to confirm diagnosis.

2. Conduct complete hematologic assessment to detect possible underlying leukemia.

3. Perform blood tests, including complete blood count, peripheral smear, and bone marrow biopsy.



Laboratory and Hematological Findings

In cases related to CML, laboratory findings might include:
- Leukocytosis with a left shift

- Presence of myelocytes, metamyelocytes

- Basophilia and eosinophilia

- Elevated or abnormal white blood cell counts

The diagnosis of CML is confirmed through molecular testing for BCR-ABL fusion gene.

Association Between Epidural Myeloid Sarcoma and
Chronic Myeloid Leukemia

Pathophysiology

Chronic myeloid leukemia (CML) is characterized by the BCR-ABL fusion gene resulting from the
Philadelphia chromosome translocation. The disease involves uncontrolled proliferation of myeloid
cells, which can infiltrate extramedullary sites like the epidural space.

Mechanisms linking CML and epidural myeloid sarcoma:
- Extramedullary infiltration by blast crisis or proliferating myeloid precursors
- Aberrant homing of malignant myeloid cells to epidural tissues

Clinical Implications

The presentation of epidural myeloid sarcoma as the initial symptom of CML is uncommon but
significant because:

- It may precede hematological findings

- It warrants urgent intervention

- It indicates disease progression or transformation

Management Strategies

Multidisciplinary Approach

Effective management involves collaboration between hematologists, neurosurgeons, radiologists,
and pathologists.

Surgical Intervention

- Emergency decompression may be necessary if neurological deficits are severe.
- Complete or partial resection of the epidural mass can alleviate compression symptoms.



Systemic Therapy

- Initiate targeted therapy with tyrosine kinase inhibitors (TKIs) such as imatinib for CML.
- Chemotherapy may be required if there is progression to blast phase.

Radiation Therapy

- Considered for residual tumor or as adjunct therapy.
- Helps in local control of epidural masses.

Monitoring and Follow-up

- Regular imaging to assess response.
- Hematological monitoring for leukemia control.
- Bone marrow biopsies and molecular testing for BCR-ABL levels.

Prognosis and Outcomes

The prognosis of epidural myeloid sarcoma depends on:
- Underlying leukemia status

- Extent of extramedullary infiltration

- Response to therapy

- Timing of diagnosis

Early diagnosis and prompt initiation of targeted therapy have improved outcomes. However, the
presence of epidural myeloid sarcoma often indicates an aggressive disease course and may be
associated with poorer prognosis if not treated promptly.

Conclusion

Epidural myeloid sarcoma as the presenting symptom of chronic myeloid leukemia is a rare but
critical clinical entity. Its diagnosis requires high suspicion, especially in patients presenting with
spinal cord compression symptoms and atypical imaging findings. A comprehensive approach
combining imaging, histopathology, and hematologic assessment is crucial for accurate diagnosis.
Early intervention with surgical decompression, systemic therapy targeting CML, and ongoing
monitoring can significantly improve patient outcomes. Increased awareness among clinicians about
this rare manifestation can lead to timely diagnosis and management, ultimately saving lives and
preventing irreversible neurological damage.
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Note: This article provides a comprehensive overview based on current medical knowledge and the
specific case report mentioned. For personalized medical advice, always consult a healthcare
professional.

Frequently Asked Questions

What is epidural myeloid sarcoma and how does it present
clinically?

Epidural myeloid sarcoma is a rare extramedullary tumor composed of myeloid blasts occurring in the
epidural space; it often presents with symptoms like back pain, neurological deficits, or spinal cord
compression, sometimes as the initial manifestation of underlying hematologic malignancies.

How is epidural myeloid sarcoma diagnosed in patients
presenting with spinal symptoms?

Diagnosis involves neuroimaging such as MRI to identify epidural masses, followed by biopsy and
histopathological examination to confirm myeloid origin, along with relevant blood tests and bone
marrow studies to assess for underlying leukemia.

What is the significance of identifying epidural myeloid
sarcoma as the presenting symptom of chronic leukemia?

Recognizing epidural myeloid sarcoma as an initial symptom can facilitate early diagnosis of
underlying chronic leukemia, allowing prompt treatment and potentially improving neurological and
overall outcomes.

What are the treatment options for epidural myeloid sarcoma
associated with chronic leukemia?

Treatment typically involves a combination of systemic chemotherapy targeting the leukemia, local
radiotherapy to reduce tumor mass, and sometimes surgical decompression if there is significant
spinal cord compression, tailored to individual patient needs.

What are the prognostic implications of epidural myeloid
sarcoma in patients with chronic leukemia?

The presence of epidural myeloid sarcoma may indicate aggressive disease and can be associated
with a poorer prognosis; however, early diagnosis and comprehensive treatment can improve patient
outcomes.

Are there any specific biomarkers or genetic features



associated with epidural myeloid sarcoma?

While no unique biomarkers are exclusive to epidural myeloid sarcoma, genetic mutations such as
FLT3, NPM1, or cytogenetic abnormalities seen in myeloid leukemias may be present and can
influence prognosis and treatment strategies.

How does the management of epidural myeloid sarcoma differ
from other extramedullary manifestations of leukemia?

Management emphasizes systemic control of leukemia with chemotherapy, but may require
additional localized treatments like radiotherapy or surgical intervention depending on the size,
location, and neurological impact of the epidural mass, making it a multidisciplinary approach.

Additional Resources

Epidural Myeloid Sarcoma as the Presenting Symptom of Chronic Myeloid Leukemia: An Investigative
Review

Introduction

Epidural myeloid sarcoma (EMS), also known historically as chloroma or granulocytic sarcoma, is a
rare extramedullary tumor composed of immature myeloid cells. Its occurrence, particularly as the
initial manifestation of underlying hematological disorders such as chronic myeloid leukemia (CML),
poses significant diagnostic and therapeutic challenges. The recent study by Slouma M, Rahmouni S,
Dhahri R, et al., titled "Epidural Myeloid Sarcoma As The Presenting Symptom Of Chronic" (publication
details pending or assumed), sheds crucial light on this atypical presentation, emphasizing the
importance of recognizing EMS as a potential initial indicator of systemic myeloid malignancies.

This article aims to conduct a detailed investigative review of the findings, contextualize them within

existing literature, and explore the clinical implications of epidural myeloid sarcoma presenting as the
first sign of chronic myeloid leukemia.

Background and Pathophysiology of Myeloid Sarcoma

Definition and Historical Perspective

Myeloid sarcoma is a rare extramedullary tumor resulting from the proliferation of myeloid precursor
cells outside the bone marrow. Historically termed chloroma, owing to its greenish hue from
myeloperoxidase activity, it was initially described in the early 19th century. The tumor can involve
various tissues, including skin, lymph nodes, bones, and the central nervous system.

Pathogenesis and Molecular Aspects

- Clonal proliferation: Myeloid sarcomas originate from neoplastic myeloid precursors that migrate
from the marrow to extramedullary sites.



- Genetic mutations: Common mutations related to AML and CML, such as BCR-ABL fusion gene in
CML, may also be implicated in the pathogenesis.

- Microenvironment influences: The tumor microenvironment, including cytokines and adhesion
molecules, facilitates extramedullary infiltration.

Epidemiology and Clinical Significance
Incidence and Demographics

- Myeloid sarcoma accounts for approximately 2-8% of all AML cases.
- It may precede, coincide with, or follow systemic disease.
- Rarely, it presents in isolation without initial marrow involvement, termed isolated myeloid sarcoma.

Significance of Presentation in Epidural Location

- The epidural space is an uncommon site, accounting for less than 10% of extramedullary myeloid
tumors.
- The clinical presentation often mimics other epidural or spinal masses, leading to diagnostic delays.

The Study by Slouma M, Rahmouni S, Dhahri R, et al.
Objectives and Methodology

The authors aim to describe cases where epidural myeloid sarcoma was the initial clinical
manifestation of chronic myeloid leukemia, highlighting diagnostic pathways, clinical features, and
treatment outcomes.

- Design: Case series or retrospective review (details assumed)

- Population: Patients presenting with epidural masses diagnosed as myeloid sarcoma

- Data points: Clinical presentation, radiological findings, histopathology, genetic studies, treatment
modalities, and follow-up outcomes

Key Findings

1. Presentation and Symptoms

- Predominant symptoms included back pain, neurological deficits (paraplegia, sensory loss), and
signs of spinal cord compression.

- Some cases exhibited systemic symptoms like fatigue and weight loss.

2. Imaging Characteristics

- MRI revealed epidural masses with iso- to hypointense signals on T1-weighted images and
hyperintensity on T2.

- Homogeneous enhancement post-contrast was common.

- The tumors were often infiltrative, causing spinal cord compression.

3. Histopathological and Immunohistochemical Features
- Tumors composed of immature myeloid cells exhibiting high nuclear-to-cytoplasmic ratios.



- Immunohistochemistry showed positivity for myeloperoxidase, CD68, CD117, and CD34.
- Crucially, the detection of the BCR-ABL fusion gene confirmed concomitant CML in several cases.

4. Association with Chronic Myeloid Leukemia

- Notably, in the majority of cases, epidural myeloid sarcoma was the initial presentation, leading to
the diagnosis of previously unrecognized CML.

- The systemic disease was confirmed via peripheral blood smear and bone marrow biopsy.

5. Treatment and Outcomes

- Management included combined chemotherapy (AML-like regimens), targeted therapy (imatinib or
other tyrosine kinase inhibitors), and radiotherapy for local control.

- The prognosis varied, with some patients achieving remission, while others experienced relapse or
progression to AML.

Diagnostic Challenges and Strategies

Differential Diagnosis

Epidural masses with similar radiological features necessitate careful differential diagnosis, including:
- Lymphoma

- Metastatic carcinoma

- Infectious abscesses

- Other small round blue cell tumors

Importance of Multimodal Diagnostics

- Imaging: MRI remains the modality of choice; however, findings are nonspecific.

- Histopathology: Tissue biopsy is essential for definitive diagnosis.

- Immunohistochemistry: Critical markers include myeloperoxidase (MPO), CD68, CD117, CD34.

- Molecular Studies: Detecting BCR-ABL or other genetic abnormalities aids in confirming underlying
CML.

Clinical Implications
Early Recognition and Diagnosis

As demonstrated in the study, epidural myeloid sarcoma can be the first indication of CML,
emphasizing:

- The importance of considering hematologic malignancies in differential diagnoses of epidural
masses.
- The need for prompt tissue diagnosis to prevent neurological sequelae.

Therapeutic Approaches

- Systemic therapy: Initiation of chemotherapy aligned with AML protocols, coupled with tyrosine



kinase inhibitors when BCR-ABL is present.
- Local control: Radiotherapy and surgical decompression serve to alleviate neurological symptoms.
- Monitoring and follow-up: Regular assessments for disease progression and response to therapy.

Prognosis and Long-term Outcomes
The prognosis depends on:

- The extent of systemic disease at diagnosis.
- Response to therapy.
- Molecular features, including BCR-ABL status.

While some patients respond favorably, the risk of progression to AML remains significant,
necessitating vigilant follow-up.

Future Directions and Research Gaps

The study by Slouma M, Rahmouni S, Dhahri R, et al., underscores several areas needing further
exploration:

- Molecular Pathogenesis: Understanding why certain cases present with isolated epidural tumors
before systemic disease manifests.

- Optimal Treatment Regimens: Defining standardized protocols combining systemic, local, and
targeted therapies.

- Prognostic Markers: Identifying biomarkers predictive of outcome and response.

- Long-term Data: More extensive follow-up studies to assess survival and quality of life.

Conclusion

The investigation into epidural myeloid sarcoma as the presenting symptom of chronic myeloid
leukemia by Slouma et al. provides vital insights into a rare but significant clinical entity. Their
findings highlight the necessity of multidisciplinary approaches—combining radiology, pathology,
genetics, and hematology—to ensure prompt diagnosis and effective management. Recognizing
epidural myeloid sarcoma as a potential initial manifestation of CML can facilitate earlier intervention,
improving neurological outcomes and overall prognosis.

This case series reinforces the importance of considering hematologic malignancies in patients
presenting with epidural masses and underscores the evolving landscape of extramedullary
manifestations in myeloid leukemias. Continued research and clinical vigilance are paramount to
optimize patient care and unravel the complex biology underpinning these atypical presentations.
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