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ABSTRACT

Sacrococcygeal teratoma (sct) is the most common neoplasm in fetus and newborn. Sometimes, mature sacrococcygeal teratomas can be highly
differentiated and SCT with organoid differentiation are rarely reported in the literaturel. Here we take the opportunity to report a case of mature
sacrococcygeal teratoma with the uncommon finding of presence of duplex small bowel within the mass. Neonate with type 2 sacrococcygeal
teratoma was referred to our hospital. The mass was excised with gross specimen suggestive of bowel duplication which was confirmed on
histopathological examination. Child is thriving well on follow-up.
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INTRODUCTION

Sacrococcygeal teratoma are the most common extragonadal tumor in
neonates accounting upto 70% of all teratomas in children. They are
more common in girls (4:1) but are found more malignant in boys.
Newborn present with sacral mass ,many detected in prenatal
ultrasonography. Older children present with symptoms related to
compression of bladder or rectum. Rate of malignancy increases with
age. AFP levels should be obtained and followed to ensure that they
return to normal by 9 months of age. Imaging can help to guide the
degree of pelvic and abdominal involvement.

Case Presentation

Day of life 2 female child weighing 3.5 kg delivered at 42 weeks by
LSCS referred with mass in sacral region since birth. ANC anomaly
scan at 7" month showed sacrococcygeal teratoma. Mass of size
approximately 10 x 8 cm was present in sacral region which was skin
covered with visible dilated veins. The neonate was otherwise
asymptomatic and had no associated spinal anomaly.

Routine preoperative investigations were within normal range. Beta
HCG <0.2 mIU/ml, AFP — 11412ng/ml. MRI was s/o cystic
sacrococcygeal teratoma type II with intra and extrapelvic component.
Tleal loops with mesenteric fat seen in the extrapelvic component.
Mass was excised completely along with coccyx and excess skin was
removed.

4

Fig.2: Duplication Of Small Bowel' Seen

Gross specimen findings were solid cystic mass of approximately 6x4
cm with irregular surface with areas of congestion with two tubular
structures approximately 1 and 3 cm each noted.

Fig.3: Gross Specimen Of Sacrococcygeal Teratoma With
Duplication Of Small Bowel

Postoperatively patient was managed with nutritional support and
discharged after stabilisation. On follow-up patient had no complaints.

Fig.4: Postoperative Scar On Followup

Histopathology was suggestive of benign germ cell tumor - mature
cystic teratoma with all three mature components — ectodermal,
endodermal, mesodermal origin with small bowel mucosa. No e/o
immature glial tissue.

DISCUSSION
Sacrococcygeal teratomas (SCT) are composed of diverse tissues
foreign to the anatomical site of origin. Incidence being 1-2 per 40,000
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deliveries. Totipotent cells from Hansen's node or primitive germ cells
are considered to be the origin of SCT".

SCT are derived from all three germinal layers and contain neural
elements, squamous and intestinal epithelium, skin appendages, teeth
and, at times, calcium. A spectrum of anomalies can be seen in
neonates ranging from conjoined twins to external parasitic twins to
fetus in fetu to "fetiform"’ teratomas to well-differentiated teratomas
depending on the timing of embryological insult and degree of
differentiation. Their inheritance may be sporadic but, occasionally,
autosomal dominant. They can also be associated with other
congenital anomalies like urogenital’, Currarino's triad”.

The American Association of Pediatric Surgery has classified them

into four types":

(1) 47%,exophytic and external;

(2) 34%, dumbbell shaped, with equal internal/external components
(present case);

(3) 9%, primarily located within the abdomen/pelvis;

(4) 10%, entirely internal, no external components.

Intrauterine surgery by interrupting the feeding vessel has been
suggested when the fetus develops hydrops prior to viability. The role
of open intrauterine surgery, however, is limited because it carries high
morbidity to the mother and the fetus. Radiofrequency ablation has
shown promising results in the treatment of fetal SCT’.

In a viable foetus, caesarean section delivery is recommended if SCT
measures >5 cm to prevent dystocia or rupture of SCT. Early excision
of'the tumor in continuity with the coccyx is recommended as failure to
remove the coccyx results in 30-40% risk of local recurrence’. Excess
or damaged skin is removed to allow a cosmetic reconstruction.
Combined abdominoperineal approach may be required in type 2/3
SCT.

Risk of malignancy depends on the time of diagnosis (7-10% at <2
months, 37% at 1 year and 50% at 2 years). In benign tumors, disease-
free survival is >90%, whereas malignant tumors have significant
mortality. Malignant tumors’ require chemotherapy and radiation
preoperatively or postoperatively. Hence, frequent follow-up with
serum a-fetoprotein level measurement and surveillance by imaging is
recommended.

CONCLUSION

This case adds to the literature a rare presentation of sacrococcygeal
teratoma exhibiting organoid differentiation(duplication of small
bowel). Various tissues have been reported in sct — nephroblastic
elements', adrenal gland", pulmonary tissue . Small bowel is reported
in one case'.This is the first case to report a duplicated bowel as a
component of SCT. More number of cases of organoid differentiation
needs to be reported in order to establish definite pathogenesis behind
such differentiation.
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