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ABSTRACT

Background: Teratoma is a germ cell tumor (GCT) arising from totipotent stem cells that differentiate into the
tissues that are foreign to the anatomic site. Teratoma at the suprarenal location is extremely rare. The associa-

tion with the Down syndrome also makes it unusual.

Case Report: We are presenting here a case of one-year-old female infant with Down syndrome who had an
antenatal diagnosis of right suprarenal mass. Laparotomy revealed a large cystic mass in the right suprarenal
location which was completely excised. Right adrenal gland could not be seen separately from the mass. The

histological diagnosis was a mature cystic teratoma.

Conclusion:; Adrenal teratoma is rare and may be considered in the differential diagnosis of antenatally diag-
nosed suprarenal lesion. Its association with Down syndrome is rare finding.
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INTRODUCTION

Suprarenal tumors, diagnosed antenatally or in the ear-
ly neonatal period, are always a diagnostic dilemma.
Teratomas in the retroperitoneum are very rare in child-
ren and primary adrenal teratomas are extremely
rare.[1] The retroperitoneal teratomas account for 4% of
all primary teratomas. Antenatally diagnosed supraren-
al tumors are rare and their management guidelines
have not been fully defined. Antenatal diagnosis of
these tumors is increasing because of the extensive
use of prenatal ultrasound.[2]

We are reporting here a case of antenatally diagnosed
adrenal teratoma in a patient with Down syndrome.

CASE REPORT

A one-year-old female child presented with antenatally
diagnosed right suprarenal cystic mass. The mass was
detected on a routine antenatal ultrasound scan at 34
weeks gestation. The perinatal period was uneventful.
Baby was born by spontaneous vaginal delivery at
term.Patient had features of Down syndrome (Figure 1)
which was confirmed on karyotyping. Routine blood
investigations were within normal limits including com-
plete blood counts, renal function test, liver function test
and serum electrolytes. Thyroid function test, Twenty-
four hours urinary vanillylmandelic acid (VMA), homo-
vanillic acid (HVA) levels, and 2D Echo were normal.
An ultrasound scan revealed a large complex (solid and
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cystic) mass lesion, about 82x49x58 mm in size, in
right suprarenal region abutting upper pole of right kid-
ney.

|
Figure 1: A) CECT image, (B) MRI image, (C) Per-operative pho-
to, (D) Downs facies

Contrast-enhanced computed tomography showed he-
terogenous mass (75x54x69 mm) with calcification in
right suprarenal region; displacing the kidney inferiorly,
pancreas anteriorly and abutting the inferior surface of
the right lobe of liver and head and neck of the pan-
creas, inferior vena cava, aorta, and portal vein (Figure
1). MRI abdomen showed a well-defined encapsulated
lesion (66x60x68) in right suprarenal region (Figure 1).
On USG guided Tru-cut biopsy, only clear fluid could be
aspirated.

Figure 2: Histopathology slides (A) Cartilage, (B & C) Intestinal epithe-
lium, (D) Squamous epithelium
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Fluid smear showed acellular and pink proteinaceous
material. Laparotomy revealed a large tense cystic le-
sion in the right suprarenal location (Figure 1). Right
adrenal gland could not be seen separately from the
mass. Tumor was excised completely with no gross
residue (Figure 1). Histopathology revealed features of
mature cystic teratoma. Microscopically the tumor com-
prised of mature adipose tissue along with bony and
cartilaginous tissue, intestinal epithelium and stratified
squamous epithelium with keratinization (Figure 2).
Immature elements were not identified. Postoperative
period was uneventful and patient was discharged after
seven days and remained well in follow up for the last
one year without any recurrence

DISCUSSION

Prenatal detection of fetal anomalies and masses has
become increasingly common with the growing use of
ultrasonography. Neuroblastoma is the most common
suprarenal mass detected during prenatal ultrasonogra-
phy, but suprarenal masses can also represent an
adrenal hemorrhage, extrapulmonary sequestration, a
bronchogenic cyst, or renal dysplasia.[3] Precise diag-
nosis of these antenatally detected lesions is not possi-
ble in all patients. Our case was also detected antena-
tally.

The retroperitoneal teratomas are rare and those involv-
ing the adrenal glands are even rarer. On English litera-
ture search, less than ten cases have been reported in
children and adolescents.[4] These tumors are subdi-
vided into mature, immature, and malignant teratomas.
The most common extragonadal site for teratoma is the
sacrococcygeal and presacral region. Additionally, tera-
tomas have been reported to occur in the anterior me-
diastinum, retroperitoneum, tongue and cranial re-
gions.[5, 6]

It is generally accepted that extragonadal germ cell tu-
mors (EGGCTSs) follow the same principles of develop-
ment from primordial germ cells as primary gonadal
germ cell tumors. Their migration from the yolk sac-
endoderm to the genital ridge occurs in the midline. Ab-
errant migration results in of these primordial germ cells
results in tumors at extragonadal sites. There has been
no reported case of recurrence in adrenal teratoma. We
have been doing follow up 3 monthly with ultrasonogra-
phy and serum AFP level for the last one year without
any recurrence.

Adrenal teratomas are usually benign, and are not as-
sociated with elevated tumor markers unless malignan-
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cy is present. The retroperitoneum provides a large
space for the mass to grow; thus these tumors are large
at the time of presentation. Most of the patients with
adrenal teratomas are asymptomatic, but some may
present with abdominal or flank pain. Ultrasonography
shows a mixed echo in the mass, hyperechoic fat-rich
ingredients and hypoechoic cystic areas, with a clear
boundary and regular morphology.[7]

CT scan shows mixed density elements, such as fat,
bone and other soft tissue densities with septations and
calcifications.[8] It has been reported that 93% of these
lesions contain fat components and 56% contain calcifi-
cations.[9] Magnetic resonance imaging often reveals
equal signals on T1-weighted imaging (T1WI) and
slightly higher signals on T2WI, with a nodular focus and
clear boundary.[10]

A postoperative pathologic examination is required for a
definitive diagnosis. In our case, Tru-cut biopsy was not
useful due to cystic nature and MRI was more informa-
tive.

Surgical complete resection and close follow-up should
is recommended for mature teratomas.[11] The progno-
sis is excellent for benign adrenal teratoma if complete
resection is accomplished. Retroperitoneal laparoscopic
resection of the adrenal tumor is also reported in litera-
ture.[12] Down syndrome has a well-known association
with neoplasms such as lymphoma, retinoblastoma, and
testicular germ cell tumors.[13-15].

Ehara et al in a retrospective study on 1514 cases of
Down’s syndrome from an autopsy database found 104
cases with malignant neoplasm out of which 83.7%
were haematopoietic malignancies and 16.3% solid tu-
mors (hepatocellular carcinoma, extrahepatic cholangi-
ocarcinoma, gallbladder adenocarcinoma, brain tumors,
and seminoma). [16] Kobayashi et al reported two cases
of retroperitoneal teratomas in infants with Down syn-
drome.[17] Stage et al reported seven infants with Down
syndrome having teratomas. Out of these five were re-
troperitoneal in location.[18].
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