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CASE REPORT

Choriocarcinoma syndrome: A rare presentation of testicular germ cell tumour

Irfana Ishaq Sindhu, Nida Noor, Raheela Mansoor

Abstract

Germ cell tumours (GCT) are the most common
malignancy in men between the ages of 15 and 35 years.
Pure choriocarcinoma is a very rare entity of non-
seminomatous germ cell tumour and comprises only 1% -
3% of all the testicular tumours. Choriocarcinoma
syndrome is a clinical condition in which haemorrhage
occurs from the metastatic sites with elevated level of the
Beta-Human Chorionic gonadotropin (Beta -HCG). A 15-
year-old adolescent boy presented in with left sided
testicular swelling along with dark coloured cutaneous
lesions of the scalp, chest and chin for the last one month.
He underwent left sided orchiectomy, and the
histopathology report showed Pure Choriocarcinoma.
Unfortunately, he died after the beginning of
chemotherapy due to alveolar haemorrhage.
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Introduction

Choriocarcinoma tumours are non-seminomatous form of
germ cell tumours; they are rare and account for <1% of
testicular GCTs. Rarely, metastatic extra gonadal germ cell
tumours  present with cutaneous involvement,
haemorrhage from gut, and lungs; this condition is defined
as a choriocarcinoma syndrome.! Choriocarcinoma in men
is an extremely aggressive tumour with poor outcome. The
standard chemotherapy drugs for Germ cell tumours such
as Bleomycin, etoposide, cisplatin have serious side effects
in choriocarcinoma syndrome.2 We present a case of pure
choriocarcinoma in a 15-year-old adolescent with skin,
lungs, liver and brain involvement, after taking informed
consent from his parents.

Case Presentation

A 15-year-old adolescent boy presented to our clinic on
December 17, 2019 in Shaukat Khanum Memorial Cancer
Hospital & Research centre, Lahore, with the complaints of
left sided testicular swelling and fever for four weeks along
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with cutaneous swellings on sternum and lower chin for
the last one week. On examination, there were multiple
cutaneous swellings of approximately 0.5 to 1.5 cm in size
on his scalp, chin and sternum. He also had an enlarged,
firm left testicular mass which measured approximately
7x6.5x6 cm in size with bilateral inguinal
lymphadenopathy. His laboratory tests report showed
Alpha Fetoprotein (AFP) of 2552 IU/ml and Free Beta HCG
of 2532 ng/ml. His baseline Computed Tomography (CT)
scan of the chest (Figure-1)to pelvis showed extensive
pulmonary hepatic and bilateral renal metastasis with
retroperitoneal lymphadenopathy, soft tissue nodule at the
anterior chest wall and no evidence of bone metastasis.

He underwent left inguinal orchiectomy with inguinal
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Figure-1: (T scan chest showed multifocal bilateral cannonball metastasis in the lungs.

Figure-2: Axial image showed multiple metastatic hyper dense lesions in frontal,

temporal regions of brain.
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Figure-3: Plexiform pattern of Cytotrophoblastic and Syncytiotrophoblastic cells.

lymph node biopsy on December 24, 2019. After 24 hours
of operation, the patient developed respiratory distress and
per rectal bleeding. Initially, he was managed
conservatively with supportive care and then in the
multidisciplinary team meeting of our hospital it was
decided to start BEP (Bleomycin, Etoposide, and Cisplatin)
conventional chemotherapy of GCT in view of huge disease
burden and raised AFP. After starting chemotherapy, his
clinical condition further aggravated and his oxygen
requirement increased. On the fourth day of
chemotherapy, he developed left arm weakness; Magnetic
Resonance Imaging (MRI) of the brain showed multiple
hyper dense lesions in the frontal, temporal and parietal
lobes (Figure-2). On the fifth day of chemotherapy, his
clinical condition further deteriorated due to respiratory
distress along with profuse bleeding from cutaneous
lesions. He was shifted to the Intensive Care Unit (ICU); on
intubation fresh blood drained out through the
endotracheal tube. The patient went into cardiac arrest and,
unfortunately, died due to pulmonary haemorrhage.
Histopathology report came after his death which showed
non-seminomatous germ cell tumour almost exclusively
choriocarcinoma with lymphovascular invasion, 70 mm,
pT2.

Discussion

Choricarcinoma syndrome was defined for the first time by
Logothetis et al3 as a characteristic clinical presentation of
haemorrhage from metastatic germ cell tumour with more
choriocarcinoma elements and markedly raised level of
beta-HCG. Our patient also presented with high value of
beta-HCG with advanced disease.

Haemorrhage in choriocarcinoma occurs in any organ, such
as lungs, intestine, liver, kidney, etc. due to invasion of
choriocarcinoma cells in the blood vessels of these organs
and present with life-threatening haemorrhages. Lung
metastasis leads to diffuse alveolar haemorrhage, which
was the cause of death in our patient.
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Choriocarcinoma rarely metastasises to skin and in
literature only 16 cases have been reported with cutaneous
manifestation of choriocarcinoma. About 5% of patients of
choriocarcinoma had gastrointestinal involvement either
due to direct spread from adjacent retroperitoneal lymph
nodes or haematogenous spread.>

Testicular choriocarcinoma with brain metastasis has been
reported in 17 cases in literature and carried a poor
prognosis because it is complicated due to intracerebral
haemorrhage and herniation.6 In our patient, there were
multiple supratentorial and infratentorial metastatic lesions
in the brain which were detected 24 hours before his death.

In clinical setting, choriocarcinoma syndrome presents in
two ways: in an advanced stage or acutely due to
development of tumour lysis syndrome on the second or
third day of starting chemotherapy’ and very rarely
presents before the start of the treatment. In our patient,
both the components were present and his clinical
condition further deteriorated after starting chemotherapy.

To overcome the development of choriocarcinoma
syndrome, mechanical ventilation support before starting
chemotherapy is needed for the treatment of acute
respiratory distress syndrome (ARDS) as it reduces
mortality. Modified chemotherapy such as etoposide and
cisplatin for two days followed by full dose BEP
chemotherapy on day 11 based on Massard et al’s findings”
proved that mortality reduced from 66.7% to 20% after
modified BEP treatment. However, recovery from ARDS
depends on multiple factors, such as good supportive care
like mechanical ventilation and preventive use of
Granulocyte monocyte colony stimulating factor (G-CSF).

In our patient, the cause of death was alveolar
haemorrhage, which resulted in ARDS and cardiac arrest.
Thus, goals of treatment should be individualised
depending on the extent of the tumour, for instance if lung
metastasis is present chemotherapy without Bleomycin
should be a wise decision.8 Despite all of the above
treatment, in literature the prognosis of choriocarcinoma
is always fatal.

Conclusion

Choriocarcinoma syndrome is an extremely rare entity and
when patient presents with similar symptoms, the
prognosis is usually dismal.

Disclaimer: None.

Conflict of Interest: None.

Funding Sources: None.

J Pak Med Assoc



Choriocarcinoma syndrome: A rare presentation of testicular .......

References

1.

Kawai K, Takaoka El, Naoi M, Mori K, Minami M, Shimazui T, et al. A
case of metastatic testicular cancer complicated by tumour lysis
syndrome and choriocarcinoma syndrome. Japanese J Clin Oncol
2006; 36: 665-7.

Peng H, LiL, Bi Y. Successful management of nongestational ovarian
choriocarcinoma complicated with choriocarcinoma syndrome: A
case report and a literature review. Curr Probl Cancer 2020; 44:
100539.

Logothetis CJ. Choriocarcinoma syndrome. Cancer Bull 1984; 36:
118-20.

Awad SF, Bayat R, Harrison M, Parker CM, Booth CM, Gregg R.
Testicular choriocarcinoma presenting with massive hemoptysis and
endobronchial metastases. Am J Cancer Case Rep 2015; 3: 102-8.

2092

Lowe K, Paterson J, Armstrong S, Walsh S, Groome M, Mowat C.
Metastatic testicular choriocarcinoma: a rare cause of upper Gl
bleeding. ACG Case Rep J 2015; 3: 36-8.

Hoffman HA, Toshkezi G, Fullmer JM, Hall W, Chin LS. Pitfalls in
diagnosis and management of testicular choriocarcinoma metastatic
to the brain: report of two cases and review of literature. World
Neurosurg 2017; 106: 536-42.

Zeitjian VS, Arslan W, Borja-Alvarez A, Amar S. Choriocarcinoma
syndrome: a potentially fatal complication of testicular cancer. Case
Rep Oncol Med 2019; 2019: 4092941.

Reilley MJ, Pagliaro LC. Testicular choriocarcinoma: a rare variant that
requires a unique treatment approach. Curr Oncol Rep 2015; 17: 2.

Vol. 71, No. 8, August 2021



