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Extraosseous Ewing sarcoma presenting as

recurrent intergluteal pilonidal disease
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Abstract

Background: Pilonidal disease classically presents as an abscess or soft tissue swelling which classically occurs in
the intergluteal cleft, just above the anus. Risk factors for this disease include obesity, prolonged sitting, and
abundance of gluteal hair. Treatment options are extensive but most often include incision and drainage with
antibiotic treatment. Presentation of recurrent intergluteal pilonidal disease in a young, active female would then
be unusual. We present a case of a 17-year-old female presenting with what appeared to be intergluteal pilonidal
disease. Definitive excision with histopathology revealed a diagnosis of extraosseous Ewing sarcoma.

Case presentation: An otherwise healthy and active 17-year-old female presented to our Pediatric Oncology clinic
with a 2-month history of recurrent painful soft tissue swelling of the intergluteal cleft. At that time, she had been
diagnosed with pilonidal abscess and had already undergone three incision and drainage procedures. A definitive
excision with pathology was performed within weeks of her initial presentation. Immunohistochemical evaluation
confirmed a diagnosis of extraosseous Ewing sarcoma.

Conclusion: This unusual case underlies the importance of considering a broad differential when evaluating potential
pilonidal abscess in a patient who otherwise has no risk factors. Additionally, definitive excision with pathology is
critical in a patient with unusually recurrent disease as this can be crucial in the identification of an alternative, and
potentially devastating, diagnosis.
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Background
Pilonidal disease presents in people of all ages as an itchy,
painful soft tissue swelling in the intergluteal cleft often
just above the anus [1]. The mechanism of development is
not clear but risk factors include obesity, prolonged sit-
ting, and presence of large amounts of hair in the gluteal
cleft. This disease is most often treated with incision and
drainage but can also be definitively excised with recon-
struction [2]. The differential of this disease is extensive;
however, to our knowledge, this is the first published case
of extraosseous Ewing sarcoma presenting as an interglu-
teal cleft mass. We present a case of an otherwise healthy
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17-year-old female with a 6-month history of recurrent
intergluteal “pilonidal abscess” which was excised and
found to be extraosseous Ewing sarcoma.
Case presentation
This patient is an otherwise active and healthy female
who presented at age 17 with a 2-month history of a
worsening pruritic and painful swelling in the superior
gluteal cleft. She presented to an outpatient clinic where
she was diagnosed with pilonidal abscess and underwent
local incision and drainage. The aspirate at that time
was culture negative with no antibiotics given. The
swelling recurred quickly, and she underwent a second
local incision and drainage one week later. It recurred a
third time, at which time she underwent total excision.
Local pathology reports at that time indicated a non-
specific neoplasm; samples were sent to a consulting
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pediatric pathologist and were found to be CD99 and
PAX7 positive. FISH analysis finalized the diagnosis of
extraosseous Ewing sarcoma. PET imaging at that time
was significant for FDG activity in the sacrococcygeal
soft tissue with extension into unilateral gluteus mini-
mus muscle. There was no evidence of bony tumor or
metastasis.
Soon after definitive diagnosis, the patient presented

for induction chemotherapy. At that time, the mass had
already grown significantly, perhaps due to unroofing
during her initial excision with biopsy (Fig. 1). The pa-
tient responded well to 10 weeks of induction chemo-
therapy (vincristine, doxorubicin, cyclophosphamide,
etoposide, ifosfamide) with considerable reduction in
tumor size. After induction chemotherapy, the patient
underwent definitive sacrococcygeal and gluteal excision
with wide margins with immediate reconstruction via
rotational advancement gluteal flap. Post-operative path-
ology showed negative margins.
After her procedure, the patient suffered from pro-

longed wound healing and post-surgical abscess forma-
tion along the incision site positive for multi-drug
resistant Klebsiella pneumoniae. Otherwise, the patient
recovered well and then completed 22 weeks of consoli-
dation chemotherapy. This was complicated by an epi-
sode of sepsis complicated by Klebsiella bacteremia and
neutropenia. She had several episodes of neutropenic
fever and pancytopenia but otherwise tolerated her treat-
ment well. Since completion of her therapy to the time
of publication of this manuscript, her physical exam and
imaging have shown no evidence of disease recurrence.

Conclusion
Pilonidal disease describes an inflammatory phenomenon
often in the intergluteal cleft causing the formation of small
Fig. 1 Photo of intergluteal sacral tumor, taken at the time of start of indu
open “pits,” which can then become secondarily infected and
can cause formation of abscesses and fulminant cellulitis [1].
Risk factors for this disease include obesity, high density of
hair in the intergluteal region, local trauma, and sedentary
lifestyle [2]. Therefore, presentation of this disease in a
healthy, active young person with no risk factors (such as
our patient) would be unusual [1].
There are several approaches to treatment of this dis-

ease. Surgical treatment can include incision and drain-
age, marsupialization, curettage, and up to en bloc
resection with reconstruction for definitive treatment
[2]. Surgical treatment is often complicated by recur-
rence, surgical site infection, and poor wound healing
[2]. It would not be unusual, then, for a surgeon to have
to treat a pilonidal sinus abscess more than once.
In this case report, we describe a young female who

presented with what appeared to be non-classic pilo-
nidal sinus disease. This required multiple incision
and drainage procedures culminating in total excision
with gluteal flap all before a diagnosis of extraosseus
Ewing sarcoma was established. The need for re-
peated treatment of her disease was not alarming at
the time due to the relapsing nature of classic piloni-
dal disease. In retrospect, however, this patient had
no risk factors for pilonidal disease. She was a
healthy, active, fit young person presenting with a dis-
ease that normally affects those who are sedentary
and have an abundance of hair in the gluteal cleft.
The differential for pilonidal sinus disease is extensive.

It includes other infectious processes such as crypto-
glandular abscess and hidradenitis, anorectal fistula, and
inflammatory bowel disease [1]. More unusual diagnoses
that can present as pilonidal disease include manifesta-
tions of systemic disease such as syphilis and actinomy-
cosis. More rare still are unusual presentations of some
ction chemotherapy
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cancers including sacrococcygeal teratoma, and in our
case, soft tissue Ewing sarcoma [3].
Extraosseous Ewing sarcoma presenting in the inter-

gluteal cleft has not previously been described. Ewing
sarcoma is a neoplasm of soft tissue or bone, which pri-
marily affects children and young adults [4]. It most
commonly presents in males and as a painful swelling in
the pelvis or in the epiphysis of long bones. Ewing sar-
coma can uncommonly present in an extraosseous loca-
tion as a soft tissue mass; when it does, it has no specific
clinical manifestation beyond pain and swelling in the
tumor site [5]. This tumor is often mistaken as an injury
from playing a sport, for growing pains, or is found on
imaging for workup of another diagnosis. Gold standard
diagnosis is with biopsy followed by histopathology for
tumor markers.
This case is significant as it is the first described case

of extraosseous Ewing sarcoma presenting as an inter-
gluteal cleft mass. Though this presentation is quite rare,
it is important for surgeons to consider a broad differen-
tial when presented with recurrent pilonidal disease, in-
cluding an unusual presentation of a neoplasm. This is
especially critical in cases like ours in which patients
with no classic risk factors for pilonidal disease present
with an unusual gluteal swelling. This case underlies the
importance of definitive excision with histological evalu-
ation in unusual cases; our patient has made a full recov-
ery from her Ewing sarcoma likely because it was
identified and treated early in the disease course.
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