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Sclerosing Extramedullary Haematopoietic 
Tumour Presenting as Bilateral Gluteal 
Abscess in a Patient with Chronic 
Myelogenous Leukaemia

CASE REpoRt
A 26-year-old male was diagnosed with CML in December 2012 
with bone marrow tests followed by confirmation with FISH analysis 
of 200 interphase cells displaying BCR/ABL1 fusion positive in 
100% of cells. He was started on "Imatinib" and was compliant 
with treatment for first two years. After then he was on irregular 
treatment and was lost to follow-up. He developed a small blister in 
the left gluteal region in the month of February 2017 which gradually 
increased in size in spite of regular dressing.

Clinical examination revealed a 10×8 cm ulcerated lesion in the 
left gluteal region with blackish discolouration, irregular margins, 
purulent and foul-smelling discharge. The right gluteal region also 
showed a non-ulcerated, tender, indurated ovoid nodule measuring 
3×2 cm which was not fixed to the underlying structures.

On admission, his laboratory values included a low Haemoglobin 
count of 9.1 g/dL, low Packed Cell Volume of 33%, total white 
cell count of 8.55×109/L, Platelet count of 731×109/L, elevated 
Erythrocyte Sedimentation Rate (automated-Westergren 
method) 32 mm/1st hour. Differential Leukocyte Count revealed 
absolute basophilia and eosinophilia; normocytic hypochromic 
RBCs and increased platelets with giant forms suggestive of 
myeloproliferative neoplasms.

He was also advised for bone marrow aspiration cytology and 
trephine biopsy to assess disease activity and fibrosis. However, 
the patient refused to undergo bone marrow evaluation citing 
personal reasons. Clinical differential diagnosis at this point of time 
was cutaneous myeloid leukaemic infiltrates in the clinical setting 
of CML.

Under endotracheal general anaesthesia, lesion was excised from 
bilateral gluteal regions. The excision biopsy from the left gluteal 
region revealed a 10×8×2.5 cm area of infected ulcerated lesion 
with irregular margins, areas of necrosis, surrounding areas of 
induration, not fixed to underlying structures with tenderness; and 
the right gluteal region biopsy revealed a 3×2×1.5 cm indurated 

lesion with tenderness, regular margins, non ulcerated, oval in 
shape, not attached to underlying structures. Histopathological 
examination revealed patchy skin ulceration with bilateral gluteal 
dermal abscess formation, dense periadnexal and perivascular 
extramedullary haematopoietic elements [Table/Fig-1a], 
comprising of erythroid progenitors [Table/Fig-1b], granulocytes 
in various stages of maturation [Table/Fig-1b] and atypical 
megakaryocytes [Table/Fig-1c,d]. Amidst the extramedullary 
haematopoietic elements, the dermis shows proliferating 
fibroblasts with extensively sclerotic stroma extending into the 
subcutaneous fat.
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ABStRACt
Sclerosing Extramedullary Haematopoietic Tumours (SEMHT) are found to be associated with Chronic Myeloproliferative 
Neoplasms most commonly reported in the skin, lacrimal system, orbit, omentum and liver. A 26-year-old male with a known 
history of Chronic Myelogenous Leukaemia (CML) sought medical attention for non-healing ulcerated lesions on both gluteal 
regions. Histopathological examination revealed patchy skin ulceration with dermal abscess formation, dense-periadnexal 
and perivascular extramedullary haematopoietic elements comprising of erythroid progenitors, granulocytes with all stages of 
maturation and atypical megakaryocytes extending into subcutaneous fat. Immunohistochemistry confirmed the lineage of erythroid 
progenitors by Glycophorin, granulocyte lineage by Myeloperoxidase and megakaryocytes by CD61 staining. CD34, CD30 and 
CD15 immunoreactivity were negative. Keeping this differential diagnosis in mind is essential while reporting a sclerotic lesion 
with extramedullary haematopoietic elements in a clinical setting of Chronic Myeloproliferative Neoplasms to prevent inaccurate 
diagnosis and unnecessary surgeries.

[table/Fig-1]: a) Subcutaneous nodular extramedullary hematopoietic elements-
H&E, 100x; b) Erythroid and Myeloid precursors in varying stages of maturation-
H&E, 100x; c) Atypical megakaryocytes (blue arrow)-H&E, 400x; d) Atypical 
 megakaryocytes (blue  arrow) amidst the erythroid (red arrow) and myeloid  precursors 
(black arrow)-H&E, 400x.

Immunohistochemistry confirmed the lineage of haematopoietic 
elements. Erythrocyte precursors stained positively with 
Glycophorin [Table/Fig-2a], Granulocyte precursors stained 
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bone marrow and association with chronic idiopathic myelofibrosis 
is described as EMH which has similar clinical manifestations as 
SEMHT. The classic extramedullary haematopoiesis is distinguished 
from SEMHT by absence of prominent sclerotic background and very 
cellular marrow like appearance of extramedullary haematopoietic 
elements. Pathology of sclerosis in tumour is due to secretion of 
cytokines by the clonal megakaryocytes which in turn induces 
fibroblasts. Other conditions to be considered in the differential 
diagnosis include Hodgkin lymphoma, Histiocytic lymphoma, 
Granulocytic sarcoma, multinucleate giant cells of Granulomatous 
inflammatory lesions, Myelolipoma, Sclerosing liposarcoma, 
Myxofibrosarcoma, Sarcomatoid carcinoma and Pleomorphic 
sarcoma which can have similar kind of sclerosis, fibroblasts, 
atypical giant cells and entrapped fat [3,4]. Karaarslan S et al., 
described a case of SEHMT mimicking Intra-abdominal Sarcoma in 
which diagnosis was made based on immunohistochemistry similar 
to the present case [8]. Immunohistochemical analysis with CD15 
and CD30 are helpful in distinguishing atypical megakaryocytes 
from Reed-Sternberg cells and absence of haematopoietic 
elements with presence of Pancytokeratin immunostain positivity 
helps in identifying a carcinoma. Myeloid sarcoma, a tumour of 
myeloid blastic cells is an important differential diagnosis for atypical 
megakaryocytes of SEMHT in this clinical setting of myeloproliferative 
disorder. Immunohistochemistry for CD34 and CD117 would assist 
us in this diagnostic pitfall which will be positive in the blasts. 
Sclerosing liposarcomas are positive for MDM2 and CDK4 while 
Low-Grade Fibromyxoid Sarcomas (LGFMS) are positive for MUC4. 
Authors were able to narrow down the diagnosis after a thorough 
clinicopathological correlation and immunohistochemical analysis.

This patient presented with abscess in the gluteal region. Clinical 
history disclosed CML background. The diagnosis was confirmed 
with IHC technique using Glycophorin, MPO, CD61, CD34, CD30 
and CD15 [9-11]. Classic light microscopy together with few IHC 
markers helped us to narrow down the diagnosis. So, the other 
markers have not been performed.

CoNCLUSIoN
In conclusion, the objective of this case presentation is to 
highlight the importance of this less known benign entity in the 
realm of myeloproliferative disorders. Sclerosing Extramedullary 
Haematopoietic Tumours (SEMHT) can mimic clinically, 
radiologically and histologically various pathological conditions 
as enumerated above and hence this condition should be 
borne in mind while making a diagnosis, especially in a patient 
with history of chronic myeloproliferative disorder. Awareness 
of the significance of sclerosis, fibroblastic proliferation and 
atypical megakaryocytes in a setting of EMH should heighten 
the suspicion for SEMHT to minimize errors and unnecessary 
surgical intervention.
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positively with Myeloperoxidase (MPO) [Table/Fig-2b] and 
Megakaryocytes stained positively with CD61 [Table/Fig-2c]. The 
atypical cells were negative for CD34 [Table/Fig-2d], CD30 and 
CD15 thereby excluding the possibilities of Acute Leukaemia and 
Hodgkin lymphoma respectively. Based on the morphological 
findings and immunohistochemical findings, the diagnosis of 
Sclerosing Extra Medullary Haematopoietic Tumour was made. 
The microbial cultures work-up after the debridement of wounds 
revealed Methicillin-Sensitive Staphylococcus Aureus (MSSA) and 
Extended Spectrum Beta Lactamase (ESBL) positivity. He was 
started on Inj. Invanz 1 g/20 mL OD for seven days and T.sporidex 
500 mg OD for seven days. The patient has remained well since 
discharge. He continued with the Imatinib (Levin 400 mg once 
daily) until July 2017 when he reviewed with us. The patient was 
not willing to undergo BCR/ABL gene status in the gluteal lesion 
and hence it was not attempted. Bone marrow performed during 
this time revealed accelerated phase of CML for which he was 
switched to Nilotinib 200 mg bd up until now. After the introduction 
of Nilotinib, he has recovered from gluteal ulcer and was keeping 
well for the past one year.

[table/Fig-2]: a) Positive immuhistochemical staining with Glycophorin  demonstrating 
erythroid precursors (red arrow), 400x; b) MPO immunostain  demonstrating  myeloid 
precursors (black arrow), 400x; c) CD61 immunostain  demonstrating  atypical 
 megakaryocytes (blue arrow), 400x; d) Negative staining with CD 34, 400x.

DISCUSSIoN
SEMHT is a rare neoplasm associated with chronic myeloproliferative 
disorders or Myelofibrosis [1]. Author describe an unusual case of 
SEMHT presenting as bilateral gluteal abscess in a setting of CML. 
Awareness of this entity and differentiating it from other pathological 
conditions like lymphoma, sarcoma and carcinoma is pertinent 
to avoid unnecessary interventions. Histologically, SEMHT is 
characterised by prominent sclerotic background with thick collagen 
fibres, fibroblastic proliferation, variable trilineage extramedullary 
haematopoietic elements including atypical megakaryocytes [2].

This tumour is unique and shows distinct histopathological features 
like sclerosis which is prominent with deposition of thick collagen, 
various elements of trilineage haematopoiesis as well as atypical 
megakaryocytes and varying proportions of myeloid and erythroid 
precursors [3-6]. It may be solitary or multiple seen predominantly 
on serosal and retroperitoneal regions. It has also been reported 
in skin, lacrimal system, orbit, omentum and liver. The present 
patient presented with bilateral gluteal abscess in a clinical setting of 
BCR/ABL1 positive CML on irregular treatment. Histopathological 
examination is considered to be the gold standard in the diagnosis 
of SEMHT [3,5-7]. The typical histopathological features of SEMHT 
like dense fibrotic background and trilineage extramedullary 
haematopoietic elements, eosinophilic cytoplasm with “ink blot-like” 
nuclei of dysplastic or atypical megakaryocytes is considered classical 
for diagnosis [6]. Localisation of haematopoiesis in tissues other than 
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