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Abstract

Adenoid cystic carcinoma (ACC) is usually an epithelial neoplasm of the sa-
livary glands but can also occur in the lacrimal glands and the mucous glands
of the respiratory tract, breasts and skin. Very rarely, it may affect the uterine
cervix. We report here a case of a woman with postmenopausal bleeding for 7
months, who on physical examination presented with a vegetative and friable
tumor lesion in the uterine cervix, measuring about 5 cm in diameter. The
abdominal and pelvic computed tomography scans showed a hypodense and
heterogeneous mass in the cervix and uterine isthmus. Histopathological
examination and immunohistochemical assays confirmed the diagnosis of
ACC. The different pathological aspects, therapeutic options and prognostic
factors of ACC are discussed.
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1. Introduction

Adenoid cystic carcinoma (ACC), was first described between 1853 and 1854 by
three French scientists: Robin, Lorain and Laboulbéne [1]. However, the first
case of a cervical ACC was only reported in 1949 by Paalman and Counseller [2].
ACC is an uncommon form of malignant neoplasm that arises in secretory
glands, commonly associated with major and minor salivary gland neoplasms;
however, it can occur in a variety of other sites such as the respiratory tract,
breasts and skin. This neoplasm is defined by its distinctive histological appear-

ance [1].

A wide age range has been reported for adenoid cystic carcinoma, including
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cases in the pediatric age group. Most individuals are diagnosed with the disease
in the fourth through sixth decades of life. There is a slight female preponder-
ance and no strong genetic or environmental risk factors have been identified.
The specific molecular abnormalities that underlie this disease process are un-
known [1].

Primary ACC of the cervix is uncommon, accounting for less than 1% of all
cervical carcinomas, and still has an uncertain etiology [3]. In the absence of
clinical trials or case reports in the literature, there are no recommended treat-
ment guidelines for ACC of the cervix and patients are treated like any other
carcinoma of the cervix. Even the prognosis is still unknown [4].

Here, we report an extremely rare case of a patient who was diagnosed with
cervical ACC. The patient had given her consent for the case report to be pub-
lished.

2. Case Report

An 82-year-old white woman came to our hospital with continuous
post-menopausal vaginal bleeding for 7 months, with tiredness, inappetence,
and weight loss (about 20 kg) in that period. She had no significant medical his-
tory, and one year prior to her visit, a Pap smear performed by her general prac-
titioner was normal. At the time of the consultation, the patient denied the presence
of abdominal pain or changes in urinary or intestinal habit. On speculum ex-
amination, a vegetative and friable tumor lesion was visualized in the uterine
cervix, measuring 5 cm in diameter, with numerous atypical vessels. A bimanual
pelvic examination showed that the vagina and the bilateral adnexal structures
were normal. There was no evidence of parametrial infiltration or involvement
of the rectal mucosa. Histological examination of the cervical biopsy showed a
moderately differentiated adenocarcinoma with papillary and solid areas. In ad-
dition, the immunohistochemical profile revealing positivity for vimentin and
P16, besides progesterone receptor positivity, supported the hypothesis of en-
dometrial adenocarcinoma stage I.

Transvaginal ultrasonography revealed a solid expansive lesion in the cervix
and an echogenic endometrium measuring 0.2 cm thick. Pelvic and abdominal
computed tomography showed a hypodense and heterogeneous tumor in the
cervix and uterine isthmus, measuring 5 x 5 cm. In addition, laboratory tests,
mammography, and chest radiography were performed, and no metastatic dis-
semination was found. On the basis of the clinical picture and additional inves-
tigations, an endometrial neoplasm stage I with uterine cervix extension was in-
itially suspected.

The patient underwent surgery for staging including radical hysterectomy and
bilateral adnexectomy and bilateral pelvic lymphadenectomy. Macroscopic ex-
amination of the surgical specimen revealed a multinodular tight lesion measur-
ing 6.0 x 5.0 x 4.5 cm, occupying about 80% of the circumference of the cervix,

compromising the chorion and causing bulging of the endocervix and isthmus
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(Figure 1). Definitive biopsy of the surgical specimen showed a 6-cm long tu-
mor at its largest diameter, extensive solid areas and foci of necrosis. There was
invasion of the uterine wall, the cervix proximally and the endometrium distally.
There was also a presence of angiolymphatic tumor invasion.

Microscopy showed a proliferation of basaloid cells arranged predominantly
in a cribriform pattern (Figure 2). Immunohistochemistry revealed positivity for
CAM 5.2 and collagen IV in the hyaline material. Thus, the final diagnosis was
ACC of the cervix.

After surgery, the patient underwent 25 sessions of adjuvant radiotherapy and
5 cycles of chemotherapy with cisplatin and brachytherapy. During the 2-year
follow-up after the initial treatment, the patient did not show evidence of tumor

recurrence and remained asymptomatic after more than 5 years of treatment.

3. Discussion

ACC of the cervix is very rare and it usually occurs in postmenopausal women,

Figure 1. Cervical tumor after surgery.

Figure 2. Macroscopic examination of the cervical tumor.

DOI: 10.4236/0jog.2019.96086

890 Open Journal of Obstetrics and Gynecology


https://doi.org/10.4236/ojog.2019.96086

C. Ribeiro et al.

especially between the sixth and seventh decade of life, but it can also occur in
young women of reproductive age. Some authors report a higher prevalence of
the tumor in African Americans and multiparous women. There is a strong as-
sociation of ACC with HPV infection like most of the other cervical cancers [4]
[5]. Although tumor etiopathogenesis remains uncertain, Shi et a/ [6] found 27
cases described in the literature of cervical ACC associated with cervical carci-
nomas, supporting the hypothesis that there is a common cellular origin and/or
causative agent. Probably, the chronic HPV infection [6].

In fact, some immunohistochemical evidence suggests that ACC develops
from the multipotent basal cells of the cervical epithelium, which posterior squam-
ous or glandular differentiation [7].

Clinically, as reported in our case, this tumor is often manifested by conti-
nuous or irregular vaginal bleeding. It should be noted that the presence of con-
stitutional symptoms reported by our patient, including substantial weight loss
in recent months, contributes to the diagnostic suspicion of a malignant neopla-
sia. A palpable mass of hard consistency, friable or not, may be a finding in the
physical examination. Other clinical findings differ according to tumor exten-
sion and invasion of adjacent tissues, lymph node involvement or presence of
distant metastases [4] [5]. In our case, the patient was very old and the constitu-
tional symptoms were attributed to the old age. Even the absence of sexual part-
ner in our patient can be considered a risk factor for the delay in diagnosis be-
cause, most of the time, vaginal bleeding starts after sexual intercourse in women
with any kind of cervical cancer. Spontaneous bleeding occurs only in locally
advanced tumors like the one presented above.

Histological examination of this type of tumor commonly reveals the presence
of islets of pleomorphic basaloid cells in the medium of amorphous or mucinous
eosinophilic hyaline material, forming adenoid structures, characterizing a cri-
briform pattern. In addition to this, other patterns can be described through
examination, such as the tubular solid and undifferentiated pattern. The finding
of areas of necrosis in the anatomopathological examination in our case, seems
to be a common finding according to some authors [4] [7]. Lymphovascular in-
vasion is also common in this type of tumor and was also detectable in our case.
This common fact in this type of tumor can contribute to a worsening in prog-
nosis [7].

On the basis of morphology, pleomorphism, mitotic index and stromal hyali-
nization of ACC, it is possible to distinguish it from small cell carcinoma, basal
adenoid carcinoma and nonkeratinized squamous cell carcinoma, considered to
be its main differential diagnoses. In addition, immunohistochemical examina-
tion of ACC reveals diffuse positivity for CD 117, cytokeratin and CAM 5.2 [7].
In the case reported, these differential pathologic aspects could be noted as de-
scribed previously.

Cervical ACC is characterized by an aggressive behavior, since it has a high
predisposition for the invasion of adjacent organs, lymphatic vessels and peri-

neural spaces and subsequently for hematogenous metastasis. There is evidence
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that supports the aggressive nature of this cancer, even in its early stages. A re-
view showed that 74% (14/19) of women diagnosed with stage I ACC had lymph
involvement after lymph node dissection [8]. In fact, a preliminary review of 43
cases found overall survival for patients with stage I disease to be 56% at 3 - 5
years. Even though some studies report a higher survival rate, this still appears to
be considerably lower than in other types of stage I cervical tumors [9]. Thus, it
seems logical that the treatment of ACC be instituted in a less conservative way
than with other tumors of the uterine cervix.

Due to the rarity of this type of cervical cancer and the absence of prospective
studies, no guidelines for treatment have been proposed so far. Thus, most of the
patients are treated in a similar way as recommended for squamous cell cancer
of the cervix. This aspect was considered in our patient and a radical treatment
was performed. The management of the initial stages of the cervical ACC (stages
I-II according to International Federation of Gynaecology and Obstetrics classi-
fication) involves surgical intervention, and radiotherapy is generally recom-
mended as an adjuvant treatment. This recommendation is due to the fact that
uterine cervix are considered radiosensitive tumors, and in previously reported
cases, even in the early stages, better results were seen with adjuvant radiothera-
py compared to surgical treatment alone [8]. The role of chemotherapy as ad-
junctive or primary treatment is still undefined, although in some case reports,
chemotherapy has been indicated only for recurrent disease [7]. In our case,
chemotherapy was used during radiotherapy.

Elhassani et al reported 13 cases of cervical ACC stage IIIB, where the first
case was managed with chemotherapy and concomitant radiotherapy, achieving
success [4]. In contrast, Nishida ef al. treated a case of stage IIIB only with radi-
otherapy; the patient did not show evidence of recurrent tumor at 5 years after
such therapeutic management [5].

Considering that the main determinant of a patient’s survival is metastasis, an
aggressive local and systemic therapy is essential, considering local and distant
recurrences. After surgery, we chose chemotherapy for our patient with weekly
cisplatin during radiotherapy of 50 Gy in 25 fractions for 5 weeks and intracavi-
tary brachytherapy at a dose of 7 Gy per fraction weekly for 3 weeks, which re-
sulted in no recurrence during the 2-year follow-up. According to the literature,

combined treatment appears to be necessary to obtain cure.

4. Conclusions

Our case report showed the characteristics of an infrequent tumor in an
82-year-old woman with a 6-cm mass in the uterine cervix, initially diagnosed as
endometrial adenocarcinoma, on the basis of clinical and initial examinations.
The diagnosis changed completely after pathological examination and therefore,
even patients with a compatible clinical setting, should be carefully investigated.
The use of radiotherapy and adjuvant chemotherapy is being evaluated in this

type of tumor but since it has a poor prognosis, most of the oncologists ate using
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adjuvant therapy after surgery. Gynecologists should be familiar with the diag-
nosis of ACC and its treatment, so that treatment can be quickly initiated to lim-

it damage to other organs and systems.
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