4

Open Journal of Pediatrics, 2022, 12, 245-251

"“ Scientific https://www.scirp.org/journal/ojped
0 ’ Research :
"“ Publishing ISSN Online: 2160-8776

@,

ISSN Print: 2160-8741

Paratesticular Rhabdomyosarcoma in a 30
Months Old Child at the Lagoon Mother and
Child Teaching Hospital (CHUMEL) in Cotonou

Bognon Gilles?*, Akodjenou Joseph?, Guédénon Medard3, Soho Edson?,
Kunaba Safari Dominique2, Gbenou Antoine Séraphinz, Alao Jules Maroufou5

'Pediatric Oncology Unit, Departmental Teaching Hospital of Ouémé and Plateau (CHUDOP), Porto-Novo, Benin
Intensive Care Unit, Lagoon Mother and Child Teaching Hospital (CHUMEL), Cotonou, Benin

*Pediatric Surgery Department, Lagoon Mother and Child Teaching Hospital (CHUMEL), Cotonou, Benin
“Radiography, Ultrasound and Scanning Office (CRES), Cotonou, Benin

*Pediatrics Department, Lagoon Mother and Child Teaching Hospital (CHUMEL), Cotonou, Benin

Email: *bognongilles@yahoo.fr

How to cite this paper: Gilles, B., Joseph,
A., Medard, G., Edson, S., Dominique, K.S.,
Séraphin, G.A. and Maroufou, A.]. (2022)
Paratesticular Rhabdomyosarcoma in a 30
Months Old Child at the Lagoon Mother
and Child Teaching Hospital (CHUMEL)
in Cotonou. Open Journal of Pediatrics, 12,
245-251.
https://doi.org/10.4236/0jped.2022.121027

Received: February 3, 2022
Accepted: March 25, 2022
Published: March 28, 2022

Copyright © 2022 by author(s) and
Scientific Research Publishing Inc.

This work is licensed under the Creative
Commons Attribution International
License (CC BY 4.0).

http://creativecommons.org/licenses/by/4.0/

(OMOMMY 0pe pcces:

Abstract

Introduction: Rhabdomyosarcoma is the most common soft tissue tumor in
children. Modern multidisciplinary approaches make it possible to better
characterize the different entities and to adapt the treatment accordingly. Pa-
ratesticular localization is rare and aggressive. We report here a case of para-
testicular localization in a 30 months old boy. Observation: The parents
would have noticed a small, painless and rapidly evolving testicular mass in
the 6 months old child. Not having health insurance, they went to the hospital
only 5 months later. This was followed by a total ablation of the mass (with-
out orchidectomy) and a pleiomorphic rhabdomyosarcoma had been con-
cluded. No chemotherapy was performed and the mass recurred 2 months
later. This time, its ablation was followed by a series of non-adapted che-
motherapy sessions with irregular follow-ups leading 8 months later to the
child’s admission at our department. He presented with a degraded general
condition, associating an infectious and anemic syndrome, an important in-
crease of the scrotal mass and the occurrence of a tumoral mass in the left
iliac fossa. The tumoral nature of these masses was confirmed on abdominal
ultrasound and scan. The tumor was classified stage II (TNM: initial Tumors,
Nodes, Metastasis). The multidisciplinary medical staff indicated a total abla-
tion of the two masses, followed by a new session of adapted chemotherapy,
in the absence of radiotherapy means. The child died in the immediate sur-
gery follow-ups due to cardiac arrest. Conclusion: In our context of insuffi-
cient technical facilities, only early detection and adapted imperative chemo-
therapy, would have enabled a durable remission in front of the paratesticular
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rhabdomyosarcoma.
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1. Introduction

Rhabdomyosarcoma is a malignant mesenchymal tumor characterized by the
presence of cells with striated muscle differentiation similar to rhabdomyoblasts.
Paratesticular locations account for 7% of all rhabdomyosarcomas in children
[1]. Embryonal and alveolar histological types are the most frequent in children,
the pleiomorphic type exclusively occurring in adults [2] [3]. Modern multidis-
ciplinary approaches make it possible to better characterize the different entities
and to adapt the treatment accordingly. We report here a case of pleiomorphic
paratesticular rhabdomyosarcoma in a 30 months old boy. Our aim in present-
ing this case was to emphasize the prognostic value of early diagnosis and ade-

quate multidisciplinary management.

2. Observation

H.G. was a 30 months old boy admitted for the management of a testicular mass
fortuitously discovered by the parents at the age of 6 months. It was then a small,
painless and rapidly evolving testicular mass. A management had initially been
started in a health facility, which consisted of a first excision of the mass that
would have been total and a second one six months later as the mass recurred.
An orchidectomy had not been performed. The anatomopathological investiga-
tion had found a proliferation of multinucleated cells of variable shape with
eosinophilic cytoplasm; the desmin, actin and vimentin tests were positive. A
pleiomorphic rhabdomyosarcoma had been concluded. He then received seven
sessions of unsuitable and unsuccessful chemotherapy (Doxorubicin, Vincristine
and Cyclophosphamid). Let’s mention that in the pediatric oncology unit, there
was a not yet published cohort wherein the rhabdomyosarcoma proportion was
3.7% with 5 cases out of 132 children. H.G. was admitted at CHUMEL, two years
after the disease onset in this context. No particular personal or family history
was noted. The patient’s initial clinical examination revealed a general condition
not significantly degraded, a normal skin and mucous membranes coloration, a
good hydration and nutrition status with a weight of 11 kg. There was no infec-
tious or edematous syndrome. The genitourinary examination revealed a shiny
oval scrotal mass, 17 cm x 13 c¢m in size, a twisted and infiltrated penis, the
presence of a left inguinal scar (Figure 1(a) and Figure 1(b)) and a bladder
globe. The hepato-digestive examination revealed a fixed oval mass in the left iliac
fossa, hard, painless with a regular surface, measuring 03 cm x 2.5 cm. There was

no hepatomegaly or splenomegaly. The lymph nodes areas were free. The tho-
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raco-abdominal scan performed as part of the extension investigation (Figure
2(a) and Figure 2(b)) revealed a large intra-scrotal mass measuring approx-
imately 140 x 125 x 127 mm, having an heterogeneous multi-lobulated shape, a
tissue (42 HU: Hounsfield Unity) and necrotic (30 HU) components, richly vas-
cularized septa after contrast agent injection that persisted in the late stage; and a
mass in the left iliac fossa with multi-lobulated shape, measuring 60 x 54 x 54
mm, heterogeneous, with a hyper-vascularized tissue and necrotic components,
with an enhancement kinetics similar to the intra-scrotal mass, latero-deviating
the bladder without invading it. No thoracic or bony location was observed.
Proof-reading of the slide by another pathologist was consistent with the initial
diagnosis of a pleiomorphic rhabdomyosarcoma. The tumor was classified as

stage II (TNM) and had a poor prognosis (location, size, initial resection and

(a) (b)

Figure 1. Scrotal mass on admission ((a) front view; (b) side view).

(a) (b)

Figure 2. Thoraco-abdominal CT scan ((a) transverse section of scrotal mass; (b) sagittal
section).
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type). The child was hospitalized, given analgesics (Paracetamol) and benefited
from a urine diversion cystostomy. An additional investigation revealed a nor-
mochromic anemia (hemoglobin 10 g/dL), a discrete hyperleukocytosis with
neutrophilia and thrombocytosis (539 G/L). The kidney function and the blood
electrolytes were normal. The evolution was marked by a progressive degrada-
tion of the general condition associating an infectious and anemic syndrome, a
progressive increase in the volume of the scrotal mass with necrosis areas, the
tumor size increasing to 22 x 17 cm against 17 x 13 cm at admission (Figure 3)
and an extension of the mass towards the hypogastrium. After a multidiscipli-
nary meeting involving the surgical team, the pediatric team including the on-
co-pediatrician, the radiologists and the anesthetists, a surgical removal of the
mass was indicated, followed by a chemotherapy and a radiotherapy. Per opera-
tively, corpora cavernosa and spongiosa invasion was noted, and the urethra was
catheterized with a CH 08 urethro-vesical probe. Both were excised (Figure 4(a)
and Figure 4(b)). The hemostasis was satisfactory, and the patient had received

two blood units transfusions. The immediate postoperative incident was an

Figure 3. Evolution of scrotal mass at admission during hospitalization.

(a)

Figure 4. Resected masses ((a) scrotal; (b) abdominal).
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irreversible cardiorespiratory arrest.

3. Discussion

Rhabdomyosarcoma develops from primitive mesenchymal cells that differen-
tiate into striated muscle. It is rare in children and accounts for approximately
5% of pediatric malignancies [4]. In our cohort, the proportion of rhabdomyo-
sarcoma cases is 3.7%. This data is lower than those reported in the literature,
but in our context, it only reflects hospital realities, given that many cases re-
main undiagnosed or not referred to hospitals for various reasons [5]. It occurs
in children between 2 and 5 years old and during adolescence [6]. A case of pa-
ratesticular rhabdomyosarcoma in a 14 years old adolescent has been reported in
Tunisia [7]. Our child was 6 months old at the disease onset, which is early
compared to peaks found in the literature [6]. However, this child was seen in an
adequate hospital structure at 30 months, that is, 2 years after the beginning of
his disease. Paratesticular location accounts for 7% - 11% of childhood RMS and
10% of childhood testicular tumors [1] [5]. Other locations have been reported
in studies from Africa and Europe: orbital, palpebral, parotid, auricle [2] [8] [9].
Paratesticular localizations have been described in neonates, in a 23 years old
adult and a 63 years old man [10] [11] [12]. Paratesticular rhabdomyosarcoma
develops from the mesenchymal tissues of the spermatic cord, the epididymis
and testicular tunics. It was discovered in our patient following a painless intra-
scrotal mass. A cautious examination of an acute bursa was carried out and al-
lowed to elimination of the main causes of large non-painful bursa, namely: hy-
drocele, cord cyst, epididymitis or inguino-scrotal hernia, which could lead to a
detrimental diagnostic delay. The contribution of imaging is fundamental. At
the initial evaluation, ultrasound was sufficient in studies done in Tunisia and
France to suspect the diagnosis [1] [7]. The scan was done to assess the exten-
sion as in our patient. Anatomopathological examination of the orchidectomy
specimen confirms the diagnosis by specifying the histological type. There are
essentially 3 histological types of rhabdomyosarcoma: the embryonic, the alveo-
lar and the pleomorphic types. Their frequency varies with age. Embryonal
rhabdomyosarcomas preferentially affect children under 10 years of age, alveolar
rhabdomyosarcomas affect adolescents and pleomorphic rhabdomyosarcoma
are found in adults over 45 years of age. Embryonal subtypes are considered
low-risk or standard-risk tumors, whereas alveolar are high-risk with a poorer
prognosis [13]. The pleiomorphic type seen in our patient had been reviewed by
different pathologists who confirmed it. It is very rare in children and in the li-
terature; the cases observed were in adults [14]. The management of rhabdo-
myosarcoma in children requires a multidisciplinary approach involving pedia-
tric oncologist, pediatric surgeon, radiation therapist, radiologist and patholo-
gist. Inguinal orchidectomy with high and first spermatic cord ligation is the
standard treatment in localized forms [3]. Treatment options after orchidectomy

include lumbo-aortic dissection, chemotherapy and radiotherapy. Multidrug
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chemotherapy is indicated in all cases. The treatment protocols duration varies
from 18 to 24 months. These protocols include the VAC, IVA and VIE protocol
(V: vincristine; A: actinomycin D; E: etoposide; I: ifosfamide and C: cyclophos-
phamide). The combination of vincristine, actinomycin D and cyclophospha-
mide is the most widely used and is based on the administration of several
courses of treatment spread over 5 days and spaced 2 to 4 weeks apart [1]. The
therapeutic attitude in our patient was initially made of an ablation without orc-
hidectomy, which did not correspond to the recommendations and would ex-
plain the early recurrence. Moreover, the recommended VAC chemotherapy
protocol uses Actinomycin D and not Adriamycin as was the case before the re-
ferral. Adriamycin has a high cardiac toxicity, hence the interest in performing a
cardiac investigation including heart ultrasound to evaluate the systolic ejection
fraction. Also, the maximum cumulative dose not to be exceeded should be cal-
culated and respected if the indication is made as in resistant forms. The unfa-
vorable outcome in our patient could be explained by the initial non-adapted
management of both surgery and chemotherapy, but also by the referral delay to
an appropriate hospital with cardiac complications probably present. In our
context of insufficient technical facilities, only an early detection, and an adapted
imperative chemotherapy, would have enabled a durable remission in front of

the paratesticular rhabdomyosarcoma

4. Conclusion

Paratesticular rhabdomyosarcoma is a rare tumor which requires an early diag-
nosis, a precise assessment of extension, and a multidisciplinary management. In
our context of insufficient technical resources, only a total removal of the tumor
associated with an orchidectomy, and an imperative adapted chemotherapy,
would have enabled a durable remission in front of the para-testicular rhabdo-

myosarcoma.
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