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Cervical embryonal rhabdomyosarcoma and ovarian Sertoli–
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A case in which an embryonal rhabdomyosarcoma of the
cervix and an ovarian Sertoli–Leydig cell tumour of inter-
mediate differentiation occurred in a 13-year-old girl is
described. Although initially considered as a chance associa-
tion, a review of the literature showed the co-occurrence of
these two uncommon neoplasms in three previous cases. The
reason for this association, which is thought to be more than
coincidental, is not known, although an underlying genetic
abnormality is a possibility. The ovarian tumour in this case was
characterised by the presence of foci of cells with extremely
pleomorphic nuclei, which initially raised the possibility of
metastatic rhabdomyosarcoma. These were interpreted as foci
of bizarre nuclei within the Sertoli–Leydig cell tumour.

W
hen two or more neoplasms occur in the same patient,
this is generally a chance association. However, when
two rare tumours coexist, the question of an associa-

tion that is more than coincidental is raised. For instance, the
occurrence of gastric epithelioid leiomyosarcoma (now rede-
signated as a gastrointestinal stromal tumour), pulmonary
chondroma and extra-adrenal paraganglioma in several
patients resulted in the description of Carney triad.1 2 In this
report, we describe the coexistence of a cervical embryonal
rhabdomyosarcoma and an ovarian Sertoli–Leydig cell tumour
in a 13-year-old girl. Although we initially considered this as a
chance association, a review of the published literature showed
three other similar reported cases,3 4 strongly suggesting a more
than coincidental association between these two uncommon
neoplasms. The basis for the association is not clear, but in
highlighting this we speculate on possible reasons.

CASE REPORT
A 13-year-old Indian girl with no previous medical problems
presented with mild hirsutism and change in voice. Menarche was
at the age of 12 years, and this was followed by a period of
amenorrhoea for 9 months. She was found to have a cervical polyp,
which was avulsed. Subsequent radiological investigations per-
formed immediately after the histological diagnosis rendered on

the cervical polyp showed a mass in the right ovary measuring
4 cm in maximum dimension. Right salpingo-oophorectomy was
performed. The case is recent and we have no significant follow-up.

PATHOLOGICAL FINDINGS
The cervical polyp measured 3 cm in maximum dimension.
Histological examination showed benign endocervical glands on
the surface and within the substance of the lesion. The stroma
had a myxoid appearance with an increased cellularity around
the glands resulting in a cambium layer (fig 1). The cellular
component of the stroma was composed of regular spindle cells
with hyperchromatic nuclei and easily identifiable mitotic figures
(in areas 1–2 per high power field) within the cambium layer
(fig 2). Classical rhabdomyoblasts with cross-striations were not
identified. No cartilaginous elements were seen. The stromal
spindle shaped cells stained focally positive with desmin, and
exhibited focal nuclear positivity with myogenin. A diagnosis of
embryonal rhabdomyosarcoma was made.

Figure 1 Cervical embryonal rhabdomyosarcoma where stromal cells
condense around glandular elements forming a cambium layer.
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The ovary weighed 25 g and measured 46464 cm. The cut
surface was grey-brown in colour.

Histological examination showed a low power lobulated
architecture with large cellular aggregates separated by
hyalinised and oedematous stroma. The cellular aggregates
were composed of cords and solid tubules of Sertoli cells with
easily identifiable Leydig cells present especially at the
periphery (fig 3), in keeping with a Sertoli–Leydig cell tumour
of intermediate differentiation. No heterologous elements were
present. Focally, collections of cells with highly pleomorphic
hyperchromatic nuclei were present (fig 4). Many of these
nuclei were multilobed. Both the Sertoli and Leydig cell
components stained diffusely positive with a inhibin and
calretinin and were focally positive with desmin. The pleo-
morphic cells were focally positive with a inhibin and desmin.

DISCUSSION
As far as we are aware, this is the fourth reported case of a
cervical embryonal rhabdomyosarcoma coexisting with an
ovarian Sertoli–Leydig cell tumour of intermediate differentia-
tion. The first two cases were part of the largest reported series of
cervical embryonal rhabdomyosarcoma by Daya and Scully.3 The
fact that two of the patients, aged 23 years and 15 years,
developed an ovarian Sertoli–Leydig cell tumour of intermediate
differentiation 1 year and 3 years later was merely mentioned in
passing and no association was speculated. The third case was
reported by Golbang et al4 and these authors were the first to
speculate on an association between the two neoplasms. In that
case, the cervical neoplasm, which was discovered at the age of
14 years, preceded the ovarian tumour by 13 years. Given that
cervical embryonal rhabdomyosarcoma and ovarian Sertoli–
Leydig cell tumour are two uncommon, although not rare,
neoplasms it is likely that their association is more than
coincidental. The reason for the association is not clear, although
a genetic linkage can be speculated. There may be parallels with
syndromes such as Carney complex, which was originally
described in a series of patients with lentigines, cardiac myxomas
and various endocrine abnormalities and in which a chromoso-
mal abnormality has now been mapped to 2p16 and 17q 22–24.5

It is interesting that abnormalities of chromosome 12 have been
identified in both embryonal rhabdomyosarcoma and ovarian
Sertoli–Leydig cell tumour,6 7 suggesting a possible linkage. The
patient in our case had no other significant abnormality or
medical history, although she had hirsutism secondary to
androgenic elaboration by the Sertoli–Leydig cell tumour.

Cervical embryonal rhabdomyosarcoma (sarcoma
botryoides), in contrast to its more common vaginal counter-
part, most commonly occurs in the second and third decades of
life (although it has been described in older patients)3 4 8–11 and
usually presents as a cervical polypoid lesion. Classical
rhabdomyoblasts with cross striations are not necessary for
the diagnosis and were not seen in this case. A cambium layer
with condensation of stromal cells around epithelial elements is
a characteristic feature and cartilaginous tissue is present in a
significant percentage of cases. The differential diagnosis may
include a usual cervical or endometrial polyp, endometriosis, a
fibroepithelial polyp, an endometrial stromal or a leiomyoma-
tous neoplasm. The morphological appearance of a polypoid
lesion containing benign epithelial elements with a malignant
stromal component, which condenses around the epithelium
may suggest an adenosarcoma. However, in cervical embryonal
rhabdomyosarcoma the glandular elements are considered to
be entrapped rather than an integral component of the tumour.

Ovarian Sertoli–Leydig cell tumour most often occurs in young
women and commonly presents with virilisation and other
symptoms secondary to hormone elaboration, as in this case.12–14

These are four morphological subtypes—namely, well, intermedi-
ate, poorly differentiated and retiform. Tumours of intermediate
differentiation are most common.12 All four Sertoli–Leydig cell

Figure 2 High power view of cervical embryonal rhabdomyosarcoma
showing hyperchromatic spindle shaped stromal cells with mitotic figures
located around a gland.

Figure 3 High power view of ovarian Sertoli–Leydig cell tumour
illustrating cords and solid tubules of Sertoli cells together with Leydig cells
containing abundant eosinophilic cytoplasm.

Figure 4 Foci of cells with extremely bizarre multilobed nuclei in Sertoli–
Leydig cell tumour.
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tumours reported in association with cervical embryonal rhabdo-
myosarcoma have been of intermediate differentiation.

The presence of collections of cells with bizarre nuclei within
the Sertoli–Leydig cell tumour was unusual and initially
resulted in consideration of metastatic rhabdomyosarcoma
involving the ovarian neoplasm. However, we consider these
to represent collections of bizarre nuclei which are occasionally
found in otherwise typical ovarian sex cord-stromal neoplasms,
including granulosa and Sertoli–Leydig cell tumours.15

Morphologically these resemble the bizarre cells sometimes
found in uterine leiomyomas and are probably degenerative in
nature. Focal positivity of the bizarre cells with a inhibin
suggested that they were of sex cord derivation. Desmin
staining was performed on the ovarian tumour when the
possibility of metastatic rhabdomyosarcoma was considered.
The Sertoli and Leydig cell components and the bizarre cells
were focally positive, and we make the point that ovarian sex
cord-stromal tumours may stain with muscle markers, includ-
ing desmin.16 Indeed one of us (WGM) has observed that
desmin is not uncommonly expressed in ovarian sex cord-
stromal tumours. We also mention the fact that collections of
bizarre cells are rarely found in otherwise typical cervical
embryonal rhabdomyosarcoma.17 18

In summary, we report a case in which a cervical embryonal
rhabdomyosarcoma and an ovarian Sertoli–Leydig cell tumour
of intermediate differentiation coexisted in a 13-year-old girl,
the fourth documented example of this association. Given that
these are two relatively uncommon neoplasms, we feel that the
association is more than coincidental. The basis of the
association is not known, but a genetic link seems likely.
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Take home messages

1. We report the fourth described case of an association
between cervical embryonal rhabdomyosarcoma and
ovarian Sertoli–Leydig cell tumour.

2. We feel that the association of these two uncommon
neoplasms is more than coincidental and may have a
genetic basis.
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This report describes an unusual case of endocarditis caused by
Capnocytophaga canimorsus as a result of dog bite. The
diagnosis could be established only by molecular techniques
after amplification of bacterial DNA from the infected cardiac
valve. The epidemiology and management of Capnocytophaga
infections is discussed, as well as the role of prophylactic
antibiotics in preventing these infections after dog bites.

A
42-year-old man presented to a district general hospital

with a 3-week history of low-grade fever, malaise and
breathlessness. Three days before the onset of symptoms his

pet dog had bitten his left index finger. The bite wound was
washed and dressed, but he did not seek medical advice or receive
prophylactic antibiotics. There was no significant medical or
surgical history and he was a non-smoker. However, he admitted
to alcohol consumption in excess of 30 units of alcohol per week,
although liver function tests were normal. On examination, the

www.jclinpath.com




