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Abstract: Endometrial Stromal Tumours are rare mesenchymal neoplasms of the
uterus, the cells of which resembles stromal cells of proliferative endometrium.
Grossly, most common appearance of Endometrial Stromal Nodule is a circumscribed
solid mass. We report a case of Endometrial Stromal Nodule which has undergone
complete cystic degeneration and has acquired a unilocular tender coconut-like cystic
appearance which is very unusual.
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INTRODUCTION

Endometrial stromal tumours (ESTS) are rare mesenchymal neoplasms of the
uterus. In 2014 WHO classification ESTs are subdivided into 4 groups- Endometrial
stromal nodule (ESN), Low-grade endometrial stromal sarcoma(LGESS), High-grade
endometrial stromal sarcoma (HGESS) and undifferentiated uterine sarcoma (UUS)
[1]. The high grade ESS had been removed from the 3™ edition (2003) WHO
classification scheme but has been reintroduced in the 4™ edition.

WHO defines ESN as a benign endometrial stromal tumour that has a well
circumscribed margin and is composed of cells that resemble proliferative phase
endometrial stromal cells. Finger-like projections or immediately adjacent nests of
tumour cells (measuring <3mm in greatest extent from the main mass and <3 in
number are acceptable. Lymphovascular invasion excludes the diagnosis [1].

CASE REPORT
49 year old lady admitted with complaints of

into the
projections and

lymphovascular invasion. HGESS show destructive
infiltration into the myometrium and shows >10
mitosis/IOHPF, necrosis and pleomorphism but, there
will be a focal area resembling LGESS. If there is no
differentiation at all, the tumour is categorized in the
UUS type.

Tumours are commonly submucosal, but may
be intramural with or without connection to the
endometrial cavity. Cyst formation may occur, which
may be uni or multi-loculated but, predominantly cystic
tumours are rare. We are reporting a case of ESN which
presented with a unilocular cystic appearance because
of complete cystic degeneration of the tumour.

lower abdominal pain and menorrhagia since last 6
months. Ultrasonogram of the abdomen showed bulky
uterus with cystic areas in the uterus. Possibility of a
fibroid with cystic degeneration was considered. Total
Hysterectomy was done.

We received the total hysterectomy specimen
in our department. Uterus was enlarged, more towards
one side and measured 13X10.5X8 centimetres. (Figure
1a) On cutting open, the myometrium showed a well
circumscribed unilocular cystic lesion measuring
6.5x5.5x6.5cms  containing thin yellow serous fluid.
The inner wall had a tender coconut-like appearance
with a scrapable coating of pale yellow material
measuring 2mms in thickness (Figure 1b).
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Fig-1b: Cut section of uterus showing the cystic cavity with tan yellow coloured inner wall.

No solid areas or papillary projections noted.
There was no connection with the endometrial cavity.
Endometrial canal measured 3cms with an endometrial
thickness ranging 0.2-0.5 cm. An attached stump of
fallopian tube measuring 1cm was also visualised on
one side.

Grossly the differential diagnoses were
leiomyoma with cystic degeneration and cystically
dilated adenomyosis focus. The gross appearance also
had a resemblance to a hydatid cyst, though it is very

rare. Extensive sampling was done from the cyst wall
and adjacent myometrium. Other areas were sampled as
per routine.

Microscopic examination of the cyst wall
showed a well circumscribed neoplasm with extensive
cystic degeneration surrounded by myometrial smooth
muscle. Apposed to the myometrial fibres, was a few
layers of foam cell collection admixed with tumour
cells. Beneath this, was several layers of tumour cells
(Figure 2a, b, c). Many spiral arteriole-like vessels were
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seen scattered among the tumour cells with whorling of
the cells around it (Figure 2d). The tumour cells are
composed of small round to oval/spindle cells with
scanty cytoplasm and round or oval regular nuclei, in
areas admixed with foam cells with multivacuolated
cytoplasm. There was no cellular or nuclear
pleomorphism. Mitosis was scanty (Figure 3a &b).

\

Fig-2a: Scanner view showing |

ayering of m

Focal areas of intercellular oedema were present.
Tumour was not infiltrating into the adjacent
myometrium. No lymphovascular invasion noted.
Tumour was not seen in any other area of the uterus.
Other areas of myometrium showed foci of
adenomyosis. Attached fallopian tube stump was
histologically unremarkable.

yometrium, foam cell collection & tumour cells.

Note the absence of infiltration into the adjacent myometrium (H&E x40).
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Fig-3a: Tumour cells showing the typical morphology (H&E x400).
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Fig-3b: Foam cells Wlth multlvacuolated cytoplasm and central nucleus, within the tumour (H&E x400).
Immunohistochemistry study was done for Desmin were negative in tumour cells. Ki 67 showed
CD10 which showed strong diffuse positivity in tumour low proliferative index. CD 68 marker highlighted the
cells (Figure 4a&b). Markers for SMA (Figure 4c) & scattered foam cells within the tumour (Figure 4d).

Fig-4c: IHC marker for SMA showing negatlve tumour ceIIs (x400).
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Fig-4d: IHC marker for CD68 showing scattered positive foam cells (x400).

DISCUSSION

ESTs occur in perimenopausal women. In a
case series study by Dionigi A et al., ESN occurs over a
wide age range, from 31 to 86 years with a mean of 53
years [2]. Our case was that of a 46 year old woman.
But, it has been reported in younger age also [3, 4].

ESN is a well-circumscribed non-encapsulated,
neoplasm, whereas low grade ESS is infiltrative with
lymphatic vessel permeation. Finger-like projections or
immediately adjacent nests of tumour cells measuring <
3 mm in greatest extent from the main mass and < 3 in
number are acceptable. Lympho-vascular invasion
excludes the diagnosis [1]. HG ESS and UUS show a
destructive infiltrative growth into the myometrium. On
rare occasions, low-grade ESS may appear deceptively
well circumscribed on gross examination [5].

Completely cystic appearance of endometrial
stromal nodule is very rare. Cases have been reported
with small cystic spaces or partial cystic degeneration in
ESN [6]. Anna Somma et al., [7] had described 2 cases
and Delia Perez Montiel [4] 1 case of ESS with a
multiloculated cystic appearance.

Cellular and highly cellular leiomyomas are
differential diagnoses for a cystic tumour in the
myometrium. These can also show cystic degeneration
and is soft, yellow or tan yellow. In a study of cellular
benign mesenchymal tumours of uterus by Olivia E et
al., [8] only one out of 6 tumours showed
predominantly ~ cystic  pattern.  Others  were
predominantly solid or solid and cystic. Microscopically
also, HCL may mimic an EST. Presence of large thick
muscular-walled blood vessels throughout the tumour is
characteristic of highly cellular leiomyoma whereas in
EST small spiral arteriole like vessels are seen. In EST,
large thick blood vessels if present are typically seen
close to the tumour-myometrium interface in nodules or
close to largest masses of tumour in low-grade
sarcomas probably representing entrapped pre-existent
vessels [9].

In the present case, a few layers of foam cell
collection admixed with tumour cells were noted which
was highlighted by immunomarker for CD68. In the
study of Oliva E et al., [8] also foam cell collection was
noted and demonstrated by CD68 in the tumours. Foam
cell collection is common in ESNs.

Various types of metaplastic change can occur
in ESTs namely smooth muscle, clear cell, rhabdoid,
fatty, and others, of which smooth muscle
differentiation is the commonest.  Differentiation
towards Sex cord, endometrial gland etc can rarely
occur. In our case metaplastic elements were not seen.

Immunohistochemical study shows strong
diffuse positivity for CD10 marker in ESTs. But,
diagnosis could not be entirely dependent on
immunohistochemistry because smooth muscle tumours
and PECOMASs can be positive for CD10 and ESNs can
be positive for smooth muscle markers. But, usually
ESNs will not be positive for more than one smooth
muscle marker. Hence, even though CD10 is not a
specific marker for EST, SMA & Desmin negativity
with CD10 positivity rules out a highly cellular
leiomyoma.

A definitive diagnosis of ESN can be rendered
only after careful sampling and examination of the
tumour border, which is only possible in a
hysterectomy. Curetting specimens are not adequate for
a definite diagnosis. Therefore, the final interpretation
should be with correlation of the H&E morphology of
the tumour and diagnostic evaluation is complete only
in a total hysterectomy specimens [10]. Hence
hysterectomy is the ideal modality of first- line
management for correct diagnosis and planning of
further treatment in peri/post-menopausal women.
Conservative fertility-sparing management is advised
for young patients.
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CONCLUSION
Grossly, complete cystic degeneration of ESN

observations. International Journal of
Gynecological Pathology, 33(4), 374-384.

is rarely encountered. Especially an appearance like a 10. Nucci, M. R. (2015). Practical issues related to
hydatid cyst is very rare. Hence any cystic lesion in the uterine pathology: endometrial stromal
uterus should be histologically assessed and tumors. Modern Pathology, 29(S1), S92.
immunohistochemical studies should be done to
confirm the diagnosis and exclude the mimicker lesions.
Moreover, extensive sapmling of adjacent myometrium
should be done to exclude a LGESS because, ESNs do
not relapse but low-grade ESSs which have a low
malignant potential are characterised by multiple
recurrences even after many years. Metastasis has also
been reported in LGESS. Hence it is important to
differentiate the two for therapeutic and prognostic
purposes.

REFERENCES

1. Zaino, R., Ellenson, S. G., & Eng, L. H. (2014).
Kurman RJ, Carcangiu ML, Herrington CS, Young
RH. Tumors of the uterine corpus. WHO
Classification of Tumors of Female Reproductive
Organs. Lyon: International Agency for Research
on Cancer, 121-67.

2. Dionigi, A., Oliva, E., Clement, P. B., & Young, R.
H. (2002). Endometrial stromal nodules and
endometrial ~ stromal tumors  with  limited
infiltration: a clinicopathologic study of 50
cases. The  American  journal of surgical
pathology, 26(5), 567-581.

3. Jassal, C. D., Patnaik, B. L., Divya, A., & Prasad,
S. (2012). Low-grade endometrial stromal sarcoma
in young age: a clinicopathological report. The
Journal of Obstetrics and Gynecology of
India, 62(1), 73-75.

4. Pérez-Montiel, D., Salmeron, A. A., & Malagon, H.
D. (2004). Multicystic endometrial stromal
sarcoma. Annals of diagnostic pathology, 8(4),
213-218.

5. Baker, P., & Oliva, E. (2007). Endometrial stromal
tumours of the uterus: a practical approach using
conventional morphology and ancillary
techniques. Journal of clinical pathology, 60(3),
235-243.

6. Kulkarni, S., Parulekar, S. V., & Sathe, P.
Endometrial Stromal Tumor.

7. Somma, A., Falleti, J., Di Simone, D., Marra, A.,
Nazzaro, G., Miranda, M., & Insabato, L. (2013).
Cystic variant of endometrial stromal sarcoma:
report of two cases. International journal of
surgical pathology, 21(3), 278-281.

8. Oliva, E., Young, R. H., Clement, P. B., Bhan, A.
K., & Scully, R. E. (1995). Cellular benign
mesenchymal tumors of the uterus. A comparative
morphologic and immunohistochemical analysis of
33 highly cellular leiomyomas and six endometrial
stromal nodules, two frequently confused
tumors. The  American journal of surgical
pathology, 19(7), 757-768.

9. Oliva, E. (2014). Cellular mesenchymal tumors of
the uterus: a review emphasizing recent

Available online: http://scholarsmepub.com/sjpm/ 43



http://scholarsmepub.com/sjpm/

