Case Report

An unusual case of adrenocortical carcinoma with liver metastasis
that occurred at 23 years after surgery
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Abstract: Adrenocortical carcinoma (ACC) is an uncommon and aggressive cancer occurring more
frequently in women; local or distant recurrences occur in 80% of cases, typically within 1 year after
curative resection. Liver is the preferred metastatic site. Herein, we report the case of a unique liver
metastasis from ACC occurring 23 years after the curative prior tumor surgery. A 45-year-old woman was
operated in 1991 for adrenocortical stage II without microvascular involvement or capsular infiltration. At
that time, no adjuvant treatment was indicated. The initial surgery consisted on a left adrenalectomy with
contemporaneous left nephrectomy and regional lymphadenectomy. Five years after surgery, the patient
was considered cured. However, 23 years later, the patient presented an atypical right subcostal pain. A 4 cm
liver ACC metastasis involving the segment 4 and initially diagnosed as a hemangioma was discovered. A
curative resection of the segment 4 was performed. Final pathological examination confirmed the diagnosis
of ACC metastasis with a complete RO resection; no lymph node metastases were observed. This case is the
latest metachronous ACC metastasis ever reported in literature. To date, the patient is alive with no signs of

recurrence after a post-surgical follow-up of 13 months.
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Introduction

Adrenocortical carcinoma (ACC) is an uncommon and
aggressive cancer occurring more frequently in women (sex
ratio 1.5) (1). Two peaks of incidence are usually observed,
between 1 and 6 years of age and during the fourth decade.
Approximately 60% of ACC secrete hormones, with only
10% of them being malignant and usually associated with
feminizing profile (2). Most of ACC cases are sporadic,
but sometimes they could be associated with rare familial
hereditary syndromes like Li-Fraumeni syndrome, Beckwith-
Wiedmann syndrome, Multiple Endocrine Neoplasia
I, Carney Syndrome and Lynch syndrome. Complete
surgical resection currently remains the only potential
curative treatment for ACC stages I-III, being and adjuvant
administration of mitotane associated or not with systemic
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chemotherapy usually recommended due to the high risk of
recurrence. Indeed, local or distant recurrence occur in 80%
of cases after curative resection (3), mostly in liver, within a
median delay of nine months (4). Here, we report the case of
a unique liver metastasis from ACC occurring 23 years after
the curative prior tumor surgery.

Case presentation

A 45-year-old woman was operated in 1991 for ACC
without distant metastases. The initial surgery consisted
on a left adrenalectomy with contemporaneous left
nephrectomy and regional lymphadenectomy. Pathological
findings revealed a 18 cm tumor (Figure I): according to
the current clinic-pathological and immune-histochemical
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parameters, the tumor was defined as an ACC (5). No
microvascular involvement nor capsular infiltration were
observed. No lymph node nor distant metastases were
detected. At that time, no adjuvant treatment was indicated.
Five years after surgery without sign of recurrence, the
patient was considered cured.

In 2014 (23 years later), the patient presented an atypical
right subcostal pain. After a CT scan, a lesion mimicking the
aspects of a hemangioma was observed (Figure 2). However,
after a new evaluation of the images, a magnetic resonance
imaging (MRI) was performed. The MRI revealed a 4-cm
liver lesion involving the segment 4 (Figure 3), compatible
with a liver metastasis. Percutaneous ultrasound-guided
fine needle biopsy confirmed the suspect of an ACC. A

Figure 1 Tumoral specimen corresponding to the primary tumor
resected in 1991.
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curative resection of segment 4 was then performed. Final
pathological examination further confirmed the diagnosis of
an ACC metastasis with a complete RO resection (Figure 4).
Postoperative course was uneventful and the patient was
discharged at day 7. No postoperative oncologic therapy was
done, with the patient free from the tumor at 13 months
after surgery.

Discussion

ACC is a rare malignancy with an incidence of 0.5 to 2 cases
per million, being associated with a poor prognosis (6).
Due to absence of specific symptoms, ACCs are frequently
diagnosed at an advanced stage (III or IV) (3) or with distant
metastases (7,8). Despite progress on systemic therapies,
complete resection remains the only curative treatment (9).
The usual locations of ACC metastases are liver (47%),
lungs (43%) and bones (25%) (10): unusual descripted
locations have been stomach, skin and tongue (11). For
liver metastasis, resection can be safely performed with
acceptable postoperative morbidity. Indeed, Gaujoux er al.
previously reported that resection of ACC liver metastases
was an independent good predictive factor for overall
survival, with a median survival of around 71.3 months
compared to 18 months without surgery (12). Considering
the management of the primary lesion, even in case of
metastatic disease, surgery with chemotherapy or radiotherapy
has been associated with a better prognosis (13). As
reported by Ripley ez al., recurrence after liver resections
for ACC metastasis has been mostly reported at the level
of the remnant liver after a median period of 11.4 months;
a disease free interval (DFI) superior to 9 months has been
associated with longer survivals (4). As previously reported

Figure 2 Axial slices of abdominal computed tomography before (A) and after (B) injection.
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Figure 3 Magnetic resonance imaging (MRI). (A) Intermediate hypersignal on T2-weighted; (B) hyposignal on T1-weighted; (C) arterial

phase; (D) 10 minutes after injection; (E) restricted diffusion in the lesion (in blue) at the parametric map (E).

Figure 4 Photos of microscopic analysis of the liver metastasis. (A) 1.5x typical image of adrenocortical metastasis surrounded by normal

liver parenchyma; (B) 10x typical image of adrenocortical metastasis.

by Datrice et al., repeated resections including major
hepatectomy for recurrence could be justified: in fact, a
better prognosis has been identified especially in patient
with a DFI superior to 12 months, with a following median
survival of 6.6 years after the recurrence resection, when
compared to only 1.7 years if the DFI was initially inferior
to 12 months (9). Concerning non resectable recurrent
disease, trans-catheter arterial chemoembolization is an
opportunity with interesting results (14).

The present case provides new information on the
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natural history of this rare tumor, in particularly regarding
the possibility of a very late distant recurrence, even
more than 20 years after the primitive tumor resection.
Therefore, detection of single or multiple liver lesions in a
patient considered in remission for an ACC might be first
considered as a metastasis, and a fine needle biopsy should
be immediately performed.

Interestingly, if we compare the present case to the
one reported by Mawardi et 4/. (15), in both the cases the
metastasis appeared tardily, with the primary tumor being
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a stage II lesion superior to 15 cm of diameter and without
microvascular involvement or capsular infiltration. In
these two cases, the main problem was the atypical clinical
presentation and the initial doubtful diagnosis between
an ACC metastasis and a primary liver tumor or an
hemangioma.

Conclusions

We report here a case of a 68-year-old woman with a
unique liver metastasis of ACC 23 years after the complete
resection of the primitive stage II tumor. This metastasis
represents the latest ever reported in literature for this
type of tumor. Complete resection of the metastasis was
conduct and to date, no recurrence was observed 13 months
after resection. Past medical history must be never
underestimated.
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