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ABSTRACT
Rhabdomyosarcoma is a malignant tumour of mesenchymal origin. Unlike in childhood and adolescence,
rhabdomyosarcoma is an infrequent occurrence in adulthood, with most cases in the adult population affecting the extremities. The prognosis for rhabdomyosarcoma in adults is generally poor due to aggressive
tumour behaviour and poor response to adjuvant chemoradiotherapy. We discussed the case of a 38-yearold gentleman presenting with a progressively enlarging abdominal mass and was diagnosed with pleomorphic rhabdomyosarcoma of the psoas muscle on ultrasound guided biopsy of the mass. He underwent
complete resection of the primary tumour and two other retroperitoneal secondaries embedded in the sigmoid mesocolon. A third secondary mass was found to be stuck on to the abdominal aorta and unfortunately could only be partially debulked. Post-operatively the patient received adjuvant radiotherapy but refused
chemotherapy. He subsequently deteriorated and passed away 3 months after surgery. We also elaborate
further on the signs and symptoms of rhabdomyosarcoma, its investigation and various aspects of its treatment.
Keywords: Adult, Case report, Psoas muscle, Pleomorphic Rhabdomyosarcoma, Retroperitoneum.
Brunei Int Med J. 2021;17:10-14

ISSN 1560 5876 Print
ISSN 2079 3146 Online

Online version of the journal is available at www.bimjonline.com

Brunei International Medical Journal (BIMJ)
Official Publication of
The Ministry of Health
and
Universiti Brunei Darussalam

EDITORIAL BOARD
Editor-in-Chief

Ketan PANDE

Sub-Editors

Vui Heng CHONG
William Chee Fui CHONG

Editorial Board Members

Muhd Syafiq ABDULLAH
Alice Moi Ling YONG
Ahmad Yazid ABDUL WAHAB
Jackson Chee Seng TAN
Pemasiri Upali TELISINGHE
Pengiran Khairol Asmee PENGIRAN SABTU
Dayangku Siti Nur Ashikin PENGIRAN TENGAH

INTERNATIONAL EDITORIAL BOARD MEMBERS
Lawrence HO Khek Yu (Singapore)

Chuen Neng LEE (Singapore)

Wilfred PEH (Singapore)

Emily Felicia Jan Ee SHEN (Singapore)

Surinderpal S BIRRING (United Kingdom)

Leslie GOH (United Kingdom)

John YAP (United Kingdom)

Ian BICKLE (United Kingdom)

Nazar LUQMAN (Australia)

Christopher HAYWARD (Australia)

Jose F LAPENA (Philippines)
Advisor
Wilfred PEH (Singapore)
Past Editors-in-Chief
Nagamuttu RAVINDRANATHAN
Kenneth Yuh Yen KOK
Chong Vui Heng
William Chong Chee Fui
Proof reader
John WOLSTENHOLME (CfBT Brunei Darussalam)

ISSN 1560-5876 Print
ISSN 2079-3146 Online

Aim and Scope of Brunei International Medical Journal
The Brunei International Medical Journal (BIMJ) is a six monthly peer reviewed
official publication of the Ministry of Health under the auspices of the Clinical Research
Unit, Ministry of Health, Brunei Darussalam.
The BIMJ publishes articles ranging from original research papers, review articles, medical practice papers, special reports, audits, case reports, images of interest,
education and technical/innovation papers, editorials, commentaries and letters to the
Editor. Topics of interest include all subjects that relate to clinical practice and research
in all branches of medicine, basic and clinical including topics related to allied health
care fields. The BIMJ welcomes manuscripts from contributors, but usually solicits reviews articles and special reports. Proposals for review papers can be sent to the Managing Editor directly. Please refer to the contact information of the Editorial Office.

Instruction to authors
Manuscript submissions
All manuscripts should be sent to the Managing
Editor, BIMJ, Ministry of Health, Brunei Darussalam;
e-mail:
editor-in-chief@bimjonline.com.
Subsequent correspondence between the BIMJ and
authors will, as far as possible via should be conducted via email quoting the reference number.
Conditions
Submission of an article for consideration for publication implies the transfer of the copyright from the
authors to the BIMJ upon acceptance. The final
decision of acceptance rests with the Editor-inChief. All accepted papers become the permanent
property of the BIMJ and may not be published
elsewhere without written permission from the
BIMJ.
Ethics
Ethical considerations will be taken into account in
the assessment of papers that have experimental
investigations of human or animal subjects. Authors should state clearly in the Materials and
Methods section of the manuscript that institutional
review board has approved the project. Those investigators without such review boards should ensure that the principles outlined in the Declaration
of Helsinki have been followed.
Manuscript categories
Original articles
These include controlled trials, interventional studies, studies of screening and diagnostic tests, outcome studies, cost-effectiveness analyses, and
large-scale epidemiological studies. Manuscript
should include the following; introduction, materials
and methods, results and conclusion. The objective
should be stated clearly in the introduction. The
text should not exceed 2500 words and references
not more than 30.
Review articles
These are, in general, invited papers, but unsolicited reviews, if of good quality, may be considered.
Reviews are systematic critical assessments of

literature and data sources pertaining to clinical
topics, emphasising factors such as cause, diagnosis, prognosis, therapy, or prevention. Reviews
should be made relevant to our local setting and
preferably supported by local data. The text should
not exceed 3000 words and references not more
than 40.
Special Reports
This section usually consist of invited reports that
have significant impact on healthcare practice and
usually cover disease outbreaks, management
guidelines or policy statement paper.
Audits
Audits of relevant topics generally follow the same
format as original article and the text should not
exceed 1,500 words and references not more than
20.
Case reports
Case reports should highlight interesting rare cases
or provide good learning points. The text should not
exceed 1000 words; the number of tables, figures,
or both should not be more than two, and references should not be more than 15.
Education section
This section includes papers (i.e. how to interpret
ECG or chest radiography) with particular aim of
broadening knowledge or serve as revision materials. Papers will usually be invited but well written
paper on relevant topics may be accepted. The text
should not exceed 1500 words and should include
not more than 15 figures illustration and references
should not be more than 15.
Images of interest
These are papers presenting unique clinical encounters that are illustrated by photographs, radiographs, or other figures. Image of interest should
include a brief description of the case and discussion with educational aspects. Alternatively, a mini
quiz can be presented and answers will be posted in
a different section of the publication. A maximum of

Brunei Int Med J. 2021; 17 : ii

three relevant references should be included. Only
images of high quality (at least 300dpi) will be acceptable.
Technical innovations
This section include papers looking at novel or new
techniques that have been developed or introduced
to the local setting. The text should not exceed
1000 words and should include not more than 10
figures illustration and references should not be
more than 10.
Letters to the Editor
Letters discussing a recent article published in the
BIMJ are welcome and should be sent to the Editorial Office by e-mail. The text should not exceed
250 words; have no more than one figure or table,
and five references.
Criteria for manuscripts
Manuscripts submitted to the BIMJ should meet the
following criteria: the content is original; the writing is clear; the study methods are appropriate; the
data are valid; the conclusions are reasonable and
supported by the data; the information is important; and the topic has general medical interest.
Manuscripts will be accepted only if both their contents and style meet the standards required by the
BIMJ.
Authorship information
Designate one corresponding author and provide a
complete address, telephone and fax numbers, and
e-mail address. The number of authors of each
paper should not be more than twelve; a greater
number requires justification. Authors may add a
publishable footnote explaining order of authorship.
Group authorship
If authorship is attributed to a group (either solely
or in addition to one or more individual authors), all
members of the group must meet the full criteria
and requirements for authorship described in the
following paragraphs. One or more authors may
take responsibility ‘for’ a group, in which case the
other group members are not authors, but may be
listed in an acknowledgement.
Authorship requirement
When the BIMJ accepts a paper for publication,
authors will be asked to sign statements on (1)
financial disclosure, (2) conflict of interest and (3)
copyright transfer. The correspondence author may
sign on behalf of co-authors.
Authorship criteria and responsibility
All authors must meet the following criteria: to
have participated sufficiently in the work to take
public responsibility for the content; to have made
substantial contributions to the conception and de-

DISCLAIMER

sign, and the analysis and interpretation of the
data (where applicable); to have made substantial contributions to the writing or revision of
the manuscript; and to have reviewed the final
version of the submitted manuscript and approved it for publication. Authors will be asked to
certify that their contribution represents valid
work and that neither the manuscript nor one
with substantially similar content under their authorship has been published or is being considered for publication elsewhere, except as described in an attachment. If requested, authors
shall provide the data on which the manuscript is
based for examination by the editors or their assignees.

Financial disclosure or conflict of interest
Any affiliation with or involvement in any organisation or entity with a direct financial interest in
the subject matter or materials discussed in the
manuscript should be disclosed in an attachment.
Any financial or material support should be identified in the manuscript.
Copyright transfer
In consideration of the action of the BIMJ in reviewing and editing a submission, the author/s
will transfer, assign, or otherwise convey all copyright ownership to the Clinical Research Unit,
RIPAS Hospital, Ministry of Health in the event
that such work is published by the BIMJ.
Acknowledgements
Only persons who have made substantial contributions but who do not fulfill the authorship criteria should be acknowledged.

Accepted manuscripts
Authors will be informed of acceptances and accepted manuscripts will be sent for copyediting.
During copyediting, there may be some changes
made to accommodate the style of journal format. Attempts will be made to ensure that the
overall meaning of the texts are not altered. Authors will be informed by email of the estimated
time of publication. Authors may be requested to
provide raw data, especially those presented in
graph such as bar charts or figures so that
presentations can be constructed following the
format and style of the journal. Proofs will be
sent to authors to check for any mistakes made
during copyediting. Authors are usually given 72
hours to return the proof. No response will be
taken as no further corrections required. Corrections should be kept to a minimum. Otherwise, it
may cause delay in publication.
Offprint
Contributors will not be given any offprint of their
published articles. Contributors can obtain an
electronic reprint from the journal website.

All articles published, including editorials and letters, represent the opinion of the contributors and do not reflect the official
view or policy of the Clinical Research Unit, the Ministry of Health or the institutions with which the contributors are affi liated
to unless this is clearly stated. The appearance of advertisement does not necessarily constitute endorsement by the Clinical
Research Unit or Ministry of Health, Brunei Darussalam. Furthermore, the publisher cannot accept responsibility for the correctness or accuracy of the advertisers’ text and/or claim or any opinion expressed.

Case Report

Brunei Int Med J.2021;17:10-14

ADULT GIANT RETROPERITONEAL
PLEOMORPHIC RHABDOMYOSARCOMA.
Husnoo MY1, Nurul Atiah MOHD ALI2, Sharifah Emilia TUAN SHARIF2, Wan Faisham
WAN ISMAIL3, Ikhwan Sani MOHAMAD1 , Mokhzani WM1
1

Department of Surgery, 2 Department of Pathology, and 3 Department of Orthopedics,
School of Medical Scinces, Universiti Sains Malaysia, Kubang Kerian, 16150, Kelantan,
Malaysia.

ABSTRACT
Rhabdomyosarcoma is a malignant tumour of mesenchymal origin. Unlike in childhood and adolescence, rhabdomyosarcoma is an infrequent occurrence in adulthood, with most cases in the
adult population affecting the extremities. The prognosis for rhabdomyosarcoma in adults is generally poor due to aggressive tumour behaviour and poor response to adjuvant chemoradiotherapy. We discussed the case of a 38-year-old gentleman presenting with a progressively enlarging
abdominal mass and was diagnosed with pleomorphic rhabdomyosarcoma of the psoas muscle on
ultrasound guided biopsy of the mass. He underwent complete resection of the primary tumour
and two other retroperitoneal secondaries embedded in the sigmoid mesocolon. A third secondary mass was found to be stuck on to the abdominal aorta and unfortunately could only be partially debulked. Post-operatively the patient received adjuvant radiotherapy but refused chemotherapy. He subsequently deteriorated and passed away 3 months after surgery. We also elaborate further on the signs and symptoms of rhabdomyosarcoma, its investigation and various aspects of its treatment.
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INTRODUCTION

extremities.2 This report demonstrates an

Adult rhabdomyosarcoma is a rare occur-

atypical case of adult retroperitoneal pleo-

rence, accounting for less than 1% of solid

morphic

tumour malignancies in the adult population.1

muscle, and elaborates further on the presen-

The pleomorphic subtype is one of the two

tation, investigation and various aspects of

most common subtypes encountered in this

management of pleomorphic rhabdomyosar-

age bracket (the other one being rhabdomyo-

coma in adults.

rhabdomyosarcoma

of

the

psoas

sarcoma not otherwise specified), unlike the
other subtypes of rhabdomyosarcoma such as
embryonal and alveolar rhabdomyosarcomata

CASE REPORT

which are more common in the paediatric and

A 38-year-old male with no known medical

adolescent population.1 In the adult subpopu-

illness presents with a 5-month history of a

lation, rhabdomyosarcoma usually affects the

progressively enlarging abdominal mass with
early satiety and weight loss of 30kg. One

Correspondence: Mokhzani W M , Department
of Surgery, School of Medical Sciences, Universiti
Sains Malaysia, Kubang Kerian, 16150, Kelantan,
Malaysia. Tel: +60 19349 5847.
Email: mokhzani@usm.my

month

prior,

he

developed

intermittent

crampy abdominal pain, especially over the
left iliac fossa with a pain severity score of
5/10. This was associated with anorexia and
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generalized lethargy. He had no significant

fascicles. The spindle cells were moderately

bowel or urinary symptoms. Abdominal ex-

pleomorphic.

amination revealed a firm to hard abdominal

positive for desmin. The tissue biopsy was

mass occupying the left side, approximately

consistent with high-grade spindle cell neo-

10 cm x 20 cm in size with a smooth surface

plasm. Differential diagnoses include leiomyo-

and a regular margin. It was mobile in the

sarcoma and spindle cell rhabdomyosarcoma.

Immunohistochemistry

was

horizontal plane and non-tender. Rectal examination was unremarkable. There were no
associated palpable superficial lymph nodes.

The patient was presented to a multidisciplinary team discussion involving orthopaedic surgeons, general surgeons, urolo-

Computed tomography (CT) imaging

gists, clinical oncologists, pathologists and

of the abdomen and pelvis showed a large

radiologists. The collective decision was for

lobulated heterogeneously enhancing hypo-

complete resection of the large primary tu-

dense mass at the left retroperitoneal region

mour, despite the nodal spread of the tu-

measuring 20.5 cm x 23.3 cm x 2.5 cm caus-

mour, for the purpose of immediate symptom

ing displacement of surrounding structures.

resolution. The left ureter was stented to fa-

The mass arose from the left psoas muscle. It

cilitate intraoperative identification. A left ex-

was multi-lobulated and multi-septated with

tended ilioinguinal incision allowed for partial

mixed density within. It extended into the

excision of the left psoas major, following

peri-aortacaval region, suggesting nodal in-

which the patient was repositioned supine

volvement. The mass also displaced and com-

and a midline incision done and extended to

pressed the descending colon anteriorly and

the left ilioinguinal excision. Peritoneal cavity

the inferior vena cava (Figure 1). Multiple

was entered along the left paramedian plane

small well-defined hypodense lesions were

at the fascia layer to allow for tumour mobili-

seen in liver segments VI and VII measuring

zation medially from the paraaortic plane.

approximately 4mm-5mm. The spleen, pan-

The large primary tumour was resected en-

creas, adrenal glands and kidneys were nor-

tirely. Intraoperatively, three further retro-

mal. There was no ascites.

peritoneal masses were identified embedded
in the sigmoid mesocolon, two of which were

Ultrasound-guided

biopsy

showed

resected entirely. However, the third retro-

fragmented cellular tumour tissue of plump

peritoneal mass was located immediately an-

spindle cells arranged in short intersecting

terior to the descending aorta with no clear

Figure 1: (a) Axial, (b) sagittal and (c) coronal views of the retroperitoneal mass. [(A) Anterior, (H) Head, F
(Foot)]. (Click image to enlarge).
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Figure 2: A) Extended Ilioinguinal incision allowing for retroperitoneal dissection of the tumour. B) Entry into
the abdominal cavity along the fascial place exposing descending colon and sigmoid closely adherent to the tumour. C) Gross specimen of retroperitoneal rhabdomyosarcoma. D) Defect following debulking of the third retroperitoneal tumour. (Click image to enlarge).

plane visible between the tumour and the

sion three months after his surgery.

aorta, and only debulking of this third retroperitoneal mass could be carried out (Figure
2). The patient had an uneventful post-

DISCUSSION

operative recovery and was discharged home

Pleomorphic rhabdomyosarcoma is a rare en-

on day seven post-surgery.

tity. Despite accounting for a significant fraction of adult rhabdomyosarcoma, the latter

Histopathological

examination

re-

itself is uncommon, representing only 3% of

vealed high-grade sarcoma exhibiting large

adult soft tissue sarcomata; soft tissue sar-

pleomorphic and bizarre cells displaying hy-

coma in turn constitutes less than 1% of

perchromatic nuclei and abundant eosino-

adult solid tumour malignancies.1 In addition,

philic cytoplasm. Multinucleated giant cells

retroperitoneal soft tissue sarcoma specifical-

and rhabdomyoblasts were present. These

ly makes up for only 12% of soft tissue sar-

cells showed strong positivity for desmin and

comas with an incidence of 2.7 per million

myogenin immunohistochemical stains which

people.3 Retroperitoneal sarcoma can be clas-

are the markers for skeletal muscle (Figure

sified into mesodermal (e.g. lipoma, leiomyo-

3).

ma or rhabdomyosarcoma), neurogenic (e.g.
neurofibroma) and extragonadal (e.g. teratoFour weeks post-operatively, he sub-

ma).4 According to the World Health Organi-

sequently underwent adjuvant chemoradio-

sation (WHO), rhabdomyosarcoma can be

therapy with 16 fractions of radiotherapy fol-

divided into 4 subtypes: embryonal, alveolar,

lowed by Doxorubicin. Follow-up imaging

pleomorphic

showed poor tumour response to the adju-

WHO defines pleomorphic rhabdomyosarcoma

vant radiotherapy evidenced by the tumour

as a high-grade sarcoma composed of undif-

regrowth at the para-aortic region. Unfortu-

ferentiated round and spindle cells that dis-

nately, he developed neutropenic sepsis and

play skeletal-muscle differentiation without

eventually succumbed to the disease progres-

embryonal

and

or

spindle

alveolar

cell/sclerosing.5

components.5

The

Figure 3: A) and B) Presence of large bizarre and pleomorphic cells and multinucleated cells and typical rhabdomyoblasts (arrowed) (H&E stain X400). C) Immunohistochemical stains (X400) show strong positivity for
desmin and D) myogenin. (Click image to enlarge).
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overall median age at diagnosis was 71.5

analysis of 41 patients with pleomorphic

years with a male-to-female predilection ratio

rhabdomyosarcoma with p-value of 0.006,

6

0.008 and 0.027 respectively.9 Garcia-Ortega

of 1.8:1.

et al., also demonstrated complete resection
Patients with retroperitoneal sarcoma

of retroperitoneal sarcomas as a predictive

often present late as a result of the large ret-

factor; in their study, only 57.9% of their pa-

roperitoneal space available for the tumour to

tients were able to undertake complete resec-

expand before causing symptoms. They also

tion and the mean survival of patients with

7

often present with non-specific symptoms. In

complete against incomplete resection was

one study, abdominal pain was the most

55.6

common presenting symptom in 69 out of

Management at high volume centres have

138 patients (50%) with retroperitoneal soft

also demonstrate improved outcomes in mul-

tissue sarcoma, and an abdominal mass was

tiple studies.3,4,11 In line with this, as demon-

the most common examination finding in 82

strated in this case, despite complete resec-

out of 138 patients (59%). Sixty-four percent

tion being used for the main primary tumour

(88 out of 138) of patients presented within 6

and two adjacent retroperitoneal masses,

months from onset of symptoms.8

debulking of the third retroperitoneal mass

against

28.1

months

respectively.10

due to its proximity to the aorta still eventuGiven the complexity of retroperitoneal

anatomy,

proper

investigation

pre-

operatively is crucial. It helps to delineate the

ally resulted in a poor post-operative outcome as the patient passed away 3 months
later.

size of the tumour, other organs or vessels
which may be invaded and the organs that

With regards to adjuvant therapy,

require partial resection or reconstruction.

Noujaim et al., demonstrated the limited suc-

Ultrasound, CT scan and ultrasound-guided

cess of chemotherapy in adult pleomorphic

biopsy (gold standard), as well as immuno-

rhabdomyosarcoma, with only 1 out of 45

histochemical studies, are essential for diag-

patients confirmed to have partial response

3

nosis and planning of treatment. In our case,

with paediatric-type chemotherapy regimen

the ultrasound-guided biopsy and the im-

vincristine, actinomycin D and cyclophospha-

munohistological studies (positive for desmin)

mide only.6 The authors attributed this to the

helped narrow down the differential diagno-

very complex karyotype in the genetic com-

ses to rhabdomyosarcoma of the pleomorphic

position of pleomorphic rhabdomyosarcoma

subtype and leiomyosarcoma.

in comparison to alveolar and embryonical
rhabdomyosarcoma. They also concur that

A study by Lee et al., demonstrated

wide surgical resection continues to be the

that 53% of retroperitoneal tumours at the

primary predictive factor in patient survival.

time of diagnosis exceeded 10 cm in diameter

Their study further demonstrated poor prog-

with a median diameter of 13.7 cm (range:

nosis in adult pleomorphic rhabdomyosar-

9

2.5 - 39 cm).

Our patient had a tumour

coma with the median survival for those with

mass with a diameter of 29 cm. Multiple stud-

localised (32 patients, 71.1% of cohort) and

ies have stressed that complete resection of

metastatic disease (13 patients, 28.9% of

the tumour is of utmost importance, with in-

cohort) being 12.8 months and 7.1 months

complete

even microscopic

respectively. The relapse rate was 53.8% (4

spread adversely affecting prognosis. Lee re-

local and 10 distant relapses).6 The impact of

ported that completeness of resection, adju-

neoadjuvant chemotherapy also seems equiv-

vant therapy and re-resection after recur-

ocal with a scarcity of evidence regarding its

rence were predictive factors on multivariate

potential benefits in treating soft tissue sarco-

resection and
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mata.12

4:

Therefore, preoperative or postoperative radiotherapy with complete surgical resection remains the standard of care for lo-

5:

calised disease and improves survival rates in
a minority of cases

6,13,14

.

CONCLUSION
Rhabdomyosarcoma is a highly malignant

6:

sarcoma which has poor prognosis. This case
report illustrates how debulking surgery of
secondary tumours still resulted in poor postoperative prognosis in spite of complete re-

7:

section of the primary tumour and multiple
other secondary tumours. In addition, preoperative

neoadjuvant

chemoradiotherapy

may assist in downstaging the tumour to al-

8:

low for complete resection.
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