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Sir

Granulocytic sarcomas are rare extramedullary
tumours associated with hematologic disorders
e.g. acute myeloid leukaemia (FAB types M2,
M4, M5), myelodysplastic syndrome and
myeloproliferative disorders or rarely may arise
de novo. Most common sites are bones and
lymph nodes. Presentation as a fungating mass
is rare.

CASE : A 17 year old female presented in April
2008 with a history of large fungating mass
associated with pain in her right thigh along
with stiffness of right leg for 1 year duration. The
patient had no complaints of  bone pain, fever,
bruising, malaise or weight loss. The mass was
gradually incresing in size and was darkening in
colour. On examination, a large ulceropro-
liferative and cauliflower like mass about 12 ×
10 cm was palpable in the anterior aspect of her
right thigh. It was yellowish-brown in colour,
firm, non-mobile and tender (Fig.1).

MRI scan of right thigh on T2- weighted
image-lesion revealed a heterogeneous mass
lesion involving cutaneous and subcutaneous
portion of inguinal region and upper thigh. The
lesion was infiltrating into deep muscle planes
and neuro-vascular planes with involvement of
inguinal canal and marked soft tissue edema
bone was not involved (Fig. 2).

Incisional biopsy done from the mass,
revealed sheets of round or oval cells with
vesicular nuclei and scanty cytoplasm in dermis
and was infiltrating the surrounding muscle
fibres. Mitotic figures were evident. A clinical
diagnosis of a malignant small round cell tumour
was made (Fig. 3).

Extramedullary Granulocytic Sarcoma
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On immunohistochemistry cells were
immunoreactive for myeloperoxidase (MPO)
and leucocyte common antigen (CD45) and
immunonegative for CD3, CD20 and TdT. A
diagnosis of extramedullary myeloid tumour
(Granulocytic sarcoma) was made.

Figure 1: Photograph of the lesion showing an
ulceroproliferative and cauliflower like growth in
anterior aspect of right thigh.

Figure 2 MRI scan showing a heterogeneous mass lesion
in inguinal region and upper thigh on T2W1 and
involvement of  inguinal canal and neurovascular
planes.
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Blood counts revealed: Hb 9.5gm%, WBC
11600/cmm (N07, L15, E02, M02, B0 and blast cells
74%), and platelet 200,000/cmm. Bone marrow
aspirate showed hypericellular BM with  > 90%
blast cells with fine nuclear chromatin,

It may also be associated with
myelodysplastic syndrome (MDS) and
myeloproliferative disorders (MPS). Very rarely,
granulocytic sarcoma can arise de novo without
a known pre-existing or concomitant diagnosis
of acute leukaemia or MDS/ MPS. In almost all
reported cases of primary granulocytic sarcoma,
acute leukaemia has developed shortly
afterward.5

GS may occur at sites like subperiosteal
bone- skull, pelvis, ribs, sternum; lymph node;
skin; gums and rarely in epidural sites, small
intestine, mediastinum, uterus and ovaries. The
WHO6 has classified granulocytic sarcoma into
3 main types, depending on the degree of
maturation (i) Blastic- composed mainly of
myeloblasts (ii) Immature- myeloblasts and
promyelocytes (iii) Differentiated- promyelo-
cytes and more mature myeloid cells.

The diagnosis of granulocytic sarcoma can
be difficult and some times may be
misdiagnosed. In one published series, 47%
patients were initially misdiagnosed, most often
as having a malignant lymphoma.7 In our case,
the location, invasive nature and
histopathological examination of the tumour
made malignant small round cell tumour or soft
tissue sarcoma the most probable diagnosis.
Further investigations-CBC, bone marrow
morphology, immunocytochemistry, immuno-
phenotyping and cytogenetics helped in
diagnosis .
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Figure 3: Photomicrograph of the lesion in right thigh
showing sheets of round or oval cells with vesicular
nuclei and scanty cytoplasm. (H&E stained 40x)

prominent nucleoli and scanty light basophilic
cytoplasm. Occassional cells showed Auer rods.
(Fig. 4)  The features were consistent with AML-
M1. She was advised systemic chemotherapy.

COMMENTS:

Granulocytic sarcomas (also called chloroma) are
rare, extramedullary tumour masses of
immature malignant white blood cells called
myeloblasts.

The condition was first described by the
British physician A. Burns in 18111, although the
term ‘chloroma’ did not appear until 1853.2 The
link between chloroma and acute leukaemia was
first recognised in 1902 by Dock and Warthin.3

However, because upto 30% of  these tumours
can be white, gray or brown rather than green,
the more correct term, granulocytic sarcoma
(GS) was proposed by Rappaport in 1967. 4

Granulocytic sarcomas are associated with AML.
FAB  sub Types M2, M4 and M5; Expression of
surface markers CD2, 7 and 56, Cytogenetic
abnormalities t(8;21) or inv (16).

Figure 4: Photomicrograph of bone marrow aspirate
showing innumerable blast cells with prominent nuclei
and scanty basophilic cytoplasm (40x)
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Optimal therapy for these patients has not
been well defined. Systemic chemotherapy like
for AML is typically utilised as the first line
treatment; unless there is an emergent
indication for local treatment for granulocytic
sarcoma (e.g. compression of spinal cord). If the
lesion persists after completion of induction
chemotherapy, local treatment e.g. surgery or
radiotherapy must be considered. Prognosis can
be variable.
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Priapism in CML
Sir

CML is a common leukemia among adults in
India. Uncommon presenting symptoms of CML
include-tinnitus, diplopia, papilloedema and
priapism and may be due to leukostasis
associated with greatly exaggerated blood
leukocyte count. About 20% of all cases of
priapism are due to various hematological
disorders such as Sickle cell anemia, CML, AML
or ALL.1

CASE: A, 55 year old male presented with
complain of continuous, painful erection of
penis for 2 days. On further questioning patient
complained of generalized weakness and fullness
of abdomen for last 4 months. He denied history
of  any drug (esp. antihypertensive,
antipshyotics and any herbal medicine) / alcohol
intake. On examination. Patient had sternal

tenderness. spleen was enlarged up to umbilicus
and liver enlarged, 2 cm below right subcostal
margin. Penis was erect, stiff and painful.
Investigations: Hb 9.5 g, WBC  4,20,000/mm3

differential-polymorphs 58% lymphocyte 8%,
basophils 6%, eosinophils 1%, immature cells
27% (promyelocytes 6%, metamyelocytes 16%,
myelocytes 5%, Platelet 2,80,000/mm3. Urine
examination, Renal and Liver function test were
normal. S. uric acid 7 mg%. Patient under went
shunt surgery. following which he umproved,
presently, he is on hdyroxyurea with close
monitoring of blood counts.

COMMENTS

Approximately 20% of priapism cases are
related to the hematologic disorders. Leukemia
accounts for 1 to 5% of  these.
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