Case Presentation

The patient is a young teenage female presenting with weekly intermenstrual
bleeding soon after her first menstrual cycle. A year later the patient noticed a
mass protruding through the vagina, intermittently. Imaging studies at the time
reported normal anatomy in the area. Over the next 12 months, the patient and
her mother noticed the bulge was becoming more prominent. Repeat imaging
showed an exophytic large vascular vaginal mass involving the lower aspect of
the cervix and filling the mid-vagina with no obvious vaginal wall invasion.

Surgical history: no surgical history

Medical history: no history of disease. A grandfather was diagnosed with
prostate cancer and an aunt (maternal) was diagnosed with breast cancer.

Imaging studies: 5.6cm exophytic pedunculated mass on MRI originating at the
lower cervix and extending into the mid and lower vagina with no vaginal
invasion.

Blood work/Diagnostic tests: pelvic exam showed a 4cm mass filling the
vagina, originating from the cervix and not attached to the vaginal. Vaginal wall
smooth.

Biopsy: Rhabdomyosarcoma embryonal/botryoid type.



Surgical Procedure

Robotic assisted trachelectomy including cervix, upper vagina and bilateral
parametrial tissue.

The approach of radical trachelectomy and abdominal cerclage was the initial
approach, with the intra-operative decision to be made if the mass was
unresectable to perform a radical hysterectomy or provide neoadjuvant
chemotherapy.

Gross Pathological Findings




-Gross description

The specimen labeled with the patient's name and as "radical trachelectomy with
cervix, upper vagina and bilateral parametrial tissue" consists of an unoriented
trachelectomy with attached vaginal cuff and parametrium received fresh. The
entire specimen weighs 62g. The superior cervical resection margin is painted
with green ink. The remaining soft tissue and parametrial tissue margins are
painted with blue ink. The cervix has a maximum diameter of 3.5 cm and
measures 4.5 cm in length. The external os is not identified at intraoperative
consultation. At specimen preparation the area where the specimen is opened is
identified as the 12 o'clock position. The vaginal cuff measures 9.0 cm in
circumference and 2.5 cm in length. The right parametrium measures 2.0 x 1.0
cm. The left parametrium measures 2.0 x 1.0 cm.

There is an almost circumferential exophytic mass located in the cervix
occupying the entire clock face except the 4 to 5 position that measures 5.5 x 5.0
cm. The mass arises on the posterior cervix at the os extending into the vaginal
space. The mass has a tan fleshy appearance and sectioning reveals a
variegated pale white, shiny and hemorrhagic appearance. The mass appears to
invade to a depth of 3.1 cm, is 1.8 cm from the superior cervical excision margin,
0.8 cm from the inked soft tissue margin and 1.4 cm from the vaginal cuff
margin.

The superior cervical excision margin and a section of posterior cervix are
submitted for intraoperative consultation.

Photographs are taken

Tissue is stored frozen.

Block Submission

Representative sections:

3A-superior cervical margin submitted en face

3B-representative section of posterior cervix

3C-12 to 3 o'clock en face vaginal cuff margin

3D-3 to 6 o'clock en face vaginal cuff margin

3E-6 to 9 o'clock en face vaginal cuff margin

3F-9 to 12 o'clock en face vaginal cuff margin

3G-right parametrium

3H-left parametrium

3l1-3K-sagittal section of specimen including cervix, vaginal cuff, inked soft tissue
margin and tumor

3L-3N-sagittal section of specimen including cervix, vaginal cuff, inked soft tissue
margin and tumor

30-3Q-sagittal section of specimen including cervix, vaginal cuff, inked soft
tissue margin and tumor

Additional blocks: (Please note that the specimen is not oriented)

3R 3AA largest piece of cervix including vagina cuff and tumor circumferentially
sectioned in 5 sections as follows (3R, 3T, 3U, 3W, 3Y sections with inked
margin) :



3R 3S slice one bisected

3T slice 2 bisected

3U 3V slice 3 bhisected

3W 3X slice 4 bisected

3Y 3AA slice 5 bisected (3Y 3Z % of tissue bisected)

3AB 3AK second largest piece of cervix including vagina cuff and tumor
circumferentially sectioned into 7 sections as follows: (Please note all sections
have inked margin)

3AB slice one

3AC slice 2

3AD 3AE slice 3 bisected

3AF 3AG slice 4 bisected

3AH 3Al slice 5 bisected

3AJ slice 6

3AK slice 7

3AL 3AN third largest piece of cervix including vagina cuff and tumor trisected
(3AL section with inked margin)

3A0 3AP smallest piece of cervix including vagina cuff and tumor bisected (3AO
section with inked margin)

Microscopic findings

6mm







Diagnosis

Embryonal rhabdomyosarcoma with diffuse anaplastic features.
Surgical margins negative for tumour.

Heterologous (cartilage) differentiation present.

Negative for lymphovascular space invasion.

Bilateral parametrial soft tissue negative for malignancy.

Discussion

During embryonic development, rhabdomyoblast cells develop, that will
eventually form skeletal muscle. Rhabdomyosarcoma is a cancer made of cells
that would normally develop into skeletal muscle. The embryonal origin of this
type of cancer makes it much more common in children.

Embryonal rhabdomyosarcoma (ERMS) is the most common type, arising in
head/neck area, bladder, vagina and around prostate/testicles. ERMS tends to
have a better prognosis. It is subtyped as botryoid and spindle cell
rhabdomyosarcoma. Alveolar and anaplastic rhabdomyosarcoma become the
more common type as patients develop into young adult and adult. These are
faster growing malignancies that require progressively intense treatment.
ERMS has a good response to chemotherapy and most children are treated in
this way. A combination of radiation therapy and surgery will be considered
based on the size and location of the tumour.

Resources
http://www.ncbi.nlm.nih.gov/pmc/articles/PMC1860605/

http://sarcomahelp.org/rhabdomyosarcoma.html

http://sarcomahelp.org/rhabdomyosarcoma.html
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