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Granulocytic Sarcoma of the Larynx: Case Report
Larengeal Granilositik Sarkom: Olgu Sunumu
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ABSTRACT

Granulocytic sarcomas are localized extramedullary deposits of myeloid leukemia cells. These tumors are considered to be specific lesions of acute myeloid
leukemia or the onset of a blast crisis in chronic myelogenous leukemia. Granulocytic sarcoma can occur anywhere in the body. Involvement of the larynx
by hemopoietic tumors is considered as a rare event. The predominant symptoms are difficulty of breath and hoarseness. We presented a patient with la-
ryngeal granulocytic sarcoma involving the epiglottis, left vocal cord and aryepiglottic fold.
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OZET

Graniilositik sarkom miyeloid 16semik hiicrelerin ekstramediiller olarak depolanmus halidir. Bu tiimérler akut miyeloid 16seminin veya kronik myeloid 16-
seminin blast krizinin baslangi¢ doneminin spesifik lezyonlari olarak kabul edilir. Graniilositik sarkom viicudun herhangi bir yerinde olusabilir. Hemopoetik
tiimorler tarafindan larenksin tutulumu nadir bir olay olarak kabul edilmektedir. En sik goriilen semptomlar ses kisikligi ve nefes almada zorluktur. Biz bu-
rada epiglotu, sol vokal kordu ve ariepiglottik foldu tutan larengeal graniilositik sarkomlu bir hastay1 sunduk.
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INTRODUCTION

he granulocytic sarcoma (GS) is an ex-

tramedullary solid tumor composed of immature

cells of granulocytic lineage (myelocytes).! The
tumor may arise concurrently with chronic granulocytic
leukemia (CGL), acute myeloid leukemia (AML), or
myelodysplastic syndrome (MDS), or may preceed the
development of a disseminated leukemia.? The anatomic
distribution commonly includes bones, nerves, lymph
nodes and skin, but may involve a variety of soft tis-
sues.? Laryngeal occurrence of GS is extremely rare.
Surgery, radiation and chemotherapy are the treatment
choices for GS.

CASE REPORT

We present the case of 32 year-old-male, who was
referred to our department with difficulty of breath and
hoarseness. The patient had lost eight kilograms in the
previous five months. The patient had no history of
other systemic diseases. He had smoked one pack of
cigarettes per day for ten years. Otolaryngologic exam-
ination with larynx endoscopy yielded an ulcerated and
necrotising tumor on left side of laryngeal surface of
epiglottis, on left vocal cord and left aryepiglottic fold.
The left vocal cord was immobile. There were no
massess in the neck. Computed tomography scan re-
vealed a 2.5 cm x 3.0 cm mass at the laryngeal surface
of epiglottis extending to left aryepiglottic fold (Figure
1). According to these findings and symptoms the pa-
tient was presumptively diagnosed with squamous cell
larynx carcinoma. Multiple laryngeal biopsies was per-
formed. Immunohistochemical examination of laryngeal
specimen showed a dense, round to ovally shaped, im-
mature, hyperchromatic and cellular infiltrate with
slightly polymorphic nuclei just beneath the epithelial
layer (Figure 2, 3). With these findings the lesion was
considered as granulocytic sarcoma. At the time of di-
agnosis there was no clinical or laboratory evidence of
acute myeloid leukemia or chronic myeloproliferative
disease. Four months after the diagnosis, bone marrow
morphology was consistent with chronic myeloid
leukemia, accelerated phase. He was referred to hema-
tology clinic for chemotherapy treatment. The patient
died approximately two months after the beginning of
chemotherapy treatment.

Figure 1. Computed tomography scan revealed a 2.5 cm x 3.0 cm mass at
the laryngeal surface of epiglottis extending to left aryepiglottic fold.

Figure 2. Larger magnification of the lesion demonstrating, round to ovally
shaped, immatur, hyperchromatic and slightly polymorphic nucleus
(H&E,400x).

Figure 3. Positive immunohistochemical staining of the tumor cells with
myeloperoxidase (400x).



DISCUSSION

Granulocytic sarcoma (GS), formerly referred to
as chloroma, is an uncommon extramedullary tumor
composed of dense aggregates of immature myeloid
precursor cells.* Burns reported the first case in 1811.°
The association of granulocytic sarcoma with leukemia
was first made in 1892 by Dock.° It has most frequently
(2.9-8%) been reported with the monocytic form of
acute myelogenous leukemia (AML MS5) but associa-
tion with chronic myelogenous leukemia (3.9%) and at
the onset of a blast crisis in chronic myelogenous
leukemia is reported (4.2%).” In our patient GS has oc-
curred in association with presence of chronic granulo-
cytic leukemia. The frequency is higher among young
patients, with a range of 2-81 years. There is a slight
male predominance. In approximately 25% of cases, GS
precedes the diagnosis of the underlying malignancy.?
GS can appear in various sites including the skin, gin-
giva, lymph nodes, bone, soft tissue, and visceral organs
and the tumor is capable of local tissue destruction and
invasion.? GS rarely involves the larynx. Most common
primary hemopoietic tumors of the larynx are ex-
tramedullary plasmacytoma and non-Hodgkin’s lym-
phoma. Primary Hodgkin’s disease, granulocytic
sarcoma and mast cell sarcoma are extremely rare at this
site. The prognosis of patients with laryngeal involve-
ment in acute or chronic myeloid leukemia is always
poor.® In our patient GS has involved laryngeal surface
of epiglottis, left vocal cord and left aryepiglottic fold
and local destruction and invasion sings have existed on
laryngeal endoscopic view. The diagnosis of GS may be
difficult. This is especially true if lesions are found prior
to the diagnosis of hematologic malignancy, as in our
patient. The differential diagnosis for granulocytic sar-
coma includes malignant lymphoma, Ewing sarcoma,
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inflammation, and giant cell granuloma. Misdiagnosis
occurs at a frequency of 47% to 75%.° Pathological con-
firmation is important and in most cases is the final di-
agnostic clue. The pathological diagnosis of
granulocytic sarcoma should be made on both histolog-
ical and (immuno)histochemical grounds. The presence
of eosinophils or other granulocytes should raise a sus-
picion for GS; however, special stains such as MPO,
chloroacetate esterase, lysozyme, and immunopheno-
type are essential.!® Recognition of this rare entity is im-
portant, because it saves the patient from an unnecessary
operation, and aggressive induction chemotherapy can
induce complete remission and improve the prognosis.
Patients are routinely treated with chemotherapy, with or
without radiotherapy, but as many as 85% relapse within
1 year.!! Therefore, the definitive treatment should be
chemotherapy followed by hematopoietic stem cell
transplantation. When transplantation is not possible,
we believe that chemotherapy might still improve sur-
vival rates if it is administered in higher doses than
usual.!? The mean interval between tumor diagnosis and
the onset of over leukemia was reported to be 10
months, with a range of 1-49 months.? For the patients
with AML mean interval is 4.4 months and 3.8 months
for the patients with chronic granulocytic leukemia.”
Our patient has died two months after the initial diag-
nosis despite of high dose chemotherapy treatment.

CONCLUSION

The clinician must be aware of this rare condition.
Primary tumors of the larynx must be clearly distin-
guished from laryngeal involvement by systemic or
leukemic infiltrations. Surgery is not a treatment option
for hemopoietic tumors. The treatment of granulocytic
sarcoma must include radiation and aggressive
chemotherapy.

REFERENCES

1. Osterne RL, Matos-Brito RG, Alves AP, Noqueira TN,
Rocha-Filho FD, Meneses FA, Sousa FB. Oral Granulocytic
Sarcoma: A case report. Med Oral Patol Oral Cir Bucal
2009;14(5):232-5.

2. Neiman RS, Barcos M, Berard C, Bonner H, Mann R,
Rydell RE, et al. Granulocytic sarcoma: A clinicopathologic
study of 61 biopsied cases. Canser 1981;48(6):1426-37.

3. Yamauchi K, Yasuda M. Comparison in treatments of non-
leukemic granulocytic sarcoma: report of two cases and a re-
view of 72 cases in the literature. Cancer 2002;94(6):1739-46.

4. Antmen B, Haytac MC, Sasmaz I, Dogan MC, Ergin M,
Tanyeli A. Granulocytic sarcoma of gingiva: An unusual case
with aleukemic presentation. J Periodontol 2003;74(10):1514-
9.



80

5.

KBB ve BBC Dergisi 20 (2):77-80, 2012

Burns A. Observations of Surgical Anatomy, Head
and Neck. 1% ed. Thomas Royce: Edinburgh; 1811. p. 364-
6.

Dock G. Chloroma and its relation to leukemia. Am J Med
Sci 1893;106(2):153-7.

Liu PI, Ishimaru T, McGregor DH, Okada H, Steer A. Au-
topsy study of granulocytic sarcoma (chloroma) in patients
with myelogenous leukemia, Hiroshima-Nagasaki 1949-
1969. Cancer 1973;31(4):948-55.

Horny HP. The larynx in lymphoproliferative and myelopro-
liferative diseases. I: An overview with special reference to
primary laryngeal malignant lymphomas and plasmacytomas.
HNO 1994;42(6):334-9.

10.

12.

Meis JM, Butler JJ, Osborne BM, Manning JT. Granulocytic
sarcoma in nonleukemic patients. Cancer 1986;58(12):2697-
709.

Stafford CM, Herndier B, Yi ES, Weidner N, Harrell JH 2nd.
Granulocytic sarcoma of the tracheobronchial tree: broncho-
scopic and pathologic correlation. Respiration 2004;71(5):
529-32.

. Lichtman MA. Acute myelogenous leukemia. In: Beutler E,

Lichtman MA, Coller BS, Kipps TJ, eds. Williams Hematol-
ogy. 5" ed. New York: McGraw-Hill; 1995. p.272-88.
Cankaya H, Ugras S, Dilek I. Head and neck granulocytic sar-

coma with acute myeloid leukemia: three rare cases. Ear Nose
Throat J 2001;80(4):224-6.



