Title : Mature cystic teratoma of adrenal gland masquerading as myelolipoma

ABSTRACT
Introduction Extragonadal teratomas are uncommon tumors and are less common in adults

than children . They are mostly retroperitoneal. Primary adrenal teratomas are even rarer.

Objective We report an unusual case of primary adrenal teratoma in a young adult.

Case Summary A 29 year old male presented with complains of intermittent right sided
flank pain for 6 months , dull aching , radiating to groin. On CT Abdomen a large
heterogenous mass was seen having predominantly fat component and punctate calcification

in right suprarenal region. Histopathology confirmed a diagnosis of adrenal teratoma.

Conclusions Adrenal teratomas are difficult to diagnose clinically or on imaging as these
mimic other lipomatous lesions. Although rare this should be considered as a differential
diagnosis for adrenal tumors.
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Introduction : “Teratomas are totipotent germ cell tumors which usually arise from one or
all three germ cell layers i.e., ectoderm, mesoderm, and endoderm. Teratoma is a rare
neoplasm with an incidence of 0.9/100,000 population”. “Most common sites are gonads,
sacrococcygeal, mediastinal, and pineal region”. > “Retroperitoneal teratomas account for 4%
of all primary teratomas whereas adrenal teratomas are even rarer”.®> Adrenal teratomas can
pose a diagnostic challenge because radiologically they mimic myelolipoma,

angiomyolipoma, liposarcoma and pheochromocytoma. We report an unusual case of mature

teratoma in right adrenal gland in a young adult male.

Case Summary: A 29 year old male presented with complains of intermittent right sided
flank pain since 6 months , dull aching , radiating to groin . There was no associated
vomiting, hematuria, dysuria or no lower urinary tract symptoms. Physical examination and
complete blood count were within normal limits. Serum cortisol, plasma metanephrine and
urinary VMA level were also within normal limits. On Ultrasonography a well defined,
heterogenous mass of size (10 x 8)cm, oval shaped was seen between right lobe of liver and
right kidney having hyperechoic central component with posterior acoustic shadow was seen.
On CT Abdomen a large heterogenous mass, measuring about (7x 8) cm was seen having
predominantly fat component, soft tissue density lesion and punctate calcification in right
suprarenal region suggestive of Adrenal Myelolipoma . (Fig. 1) Right sided laparoscopic
adrenalectomy was done without any complications. The specimen was spent to
histopathologic laboratory. On gross examination, a cystic mass measuring (10x10x5)cm
with a wall thickness of 1cm was seen. External surface was congested, cut section showed

thick cheesy material with hairtuft. (Fig. 2) On microscopic examination, derivatives of all



three germ layers were seen. Compressed adrenal cortical tissue was seen in the cyst wall

(Fig. 3) Thus a confirmatory diagnosis of mature teratoma of Adrenal gland was established.

Discussion : Gonadal teratomas are known to occur however extra gonadal teratomas are
uncommon neoplasms . Adrenal teratomas form about 0.13% of all adrenal tumours.*
“Clinically, adrenal teratomas usually occur in young women, in the right adrenal gland, and
90% are benign”.*Patients are mostly asymptomatic, however in our case the patient
presented with right sided flank pain. Abdominal CT is the choice of imaging which usually
shows well-circumscribed heterogenous masses mainly comprising of fatty component with
multiple tissue types such as bone, teeth, soft tissue and fluid component. In a study by
Davidson et al.® comprising 21 cases, it was suggested that “the presence of a heterogeneous
mass containing a well-circumscribed fluid volume, fat-fluid and calcifications were the most
characteristic radiologic findings on CT”. These findings were consistent with our case
report.

“Indicators for malignant transformation include significant enhancement of the cyst wall,
septations as well as mural nodules and abnormal levels of hormones including cortisol,

ACTH, aldosterone, and VMA”.” No such findings were evident in our case.

“Elevated levels of CA19-9 and CA125 may be an indicator of bilaterality. Since levels of
CA19-9 and CA125 may be elevated in both benign and malignant conditions, interpretation
of these findings must be made in light of the clinical condition of the patient®) In our case

these findings were within normal range.

“Outcomes regarding the comparison of elevated CA 19-9 in patients with MCT and ovarian
cancer were available” by Cho et al. who showed that “despite the fact that simultaneous
elevation of CA 19-9 and CA 125 was more prevalent in patients with malignancy, single

elevation of CA 19-9 was more frequently detected in MCTs compared to malignancies” *©



“Analysis of the multi-region exome sequencing data was used to study the clonal
relationship of immature and mature teratoma elements, as well as admixed foci of yolk sac
tumor and also disseminated teratoma in the peritoneum” by Heskett MB etal.*® They found
that “all these different tumor components were indistinguishable based on chromosomal
copy number alterations and loss of heterozygosity patterns, indicating a shared clonal origin.
This finding suggested that epigenetic differences were likely responsible for the striking
variation in differentiation patterns in teratomas”.[10]

Histopathology is essential for a confirmatory diagnosis of mature teratoma. Surgery is the
method of choice for treatment of mature teratoma. Laparoscopic surgery is the gold standard

for adrenal tumors™! with excellent prognosis and 5 year survival rate of 100%.

Conclusion : This case report emphasizes that adrenal teratoma should be considered as an

important differential diagnosis for lipomatous lesions involving the Adrenal gland
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Figl : CT image of upper abdomen: A spherical mass in right adrenal region with

predominantly fat and punctate calcification



Fig 2: Gross findings: Cut specimen show cyst with tufts of hair and cheesy material.



Fig 3: Microscopy: H&E stain (200x) Components of cyst — Skin with hair shaft, mature

adipose tissue and lymphoid aggregates.
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Fig4 Microscopy: H&E stain (200x) Shows adrenal gland tissue (Arrow) compressed at
periphery and mature adipose tissue.



