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Introduction

Yolk sac tumor (YST) was first described by 
Teilum in 1959 [1]. Such tumors occur mostly in 
the ovaries and testes of young patients and 
they are usually related to midline structures. 
Only 10%-15% are extragonadal. In children 
less than 3 years of age, the most common 
sites for germ cell tumors are extragonadal and 
testicular [2]. Yolk sac tumors of vagina are 
extremely rare with only few cases have been 
reported in the literature. The patients usually 
present with vaginal bleeding.

Case report 

A six months old girl, product of full term spon-
taneous normal vaginal delivery, presented 
with a three days history of vaginal bleeding. 
Radiological studies (Figure 1) (CT scan, U/S, 
and MRI) showed a heterogeneous mass mea-
suring 3 × 2.7 cm occupying the vagina. Serum 
alpha fetoprotein (AFP) was highly elevated 
(5321 KIU/L), B-human chorionic gonadotropin 
(B-HCG) was normal (less than 0.1 KIU/L).

The patient was taken to the surgery, where an 
excisional biopsy was obtained. Microscopic 
examination showed neoplastic cells arranged 
in a reticular growth pattern with glomerular-
like structures composed of a central blood 
vessel enveloped by atypical large pleomorphic 
cells with prominent nucleoli (Schiller-Duval 

bodies) floating in a loose myxoid stroma (Figure 
2).

Immunohistochemical studies revealed that the 
tumor cells were focally positive for alpha feto-
protein (AFP), more diffusely positive for placen-
ta alkaline phosphatase (PLAP) & cytokeratin 
(AE1/AE3) (Figure 3), and negative for skeletal 
muscle markers (desmin, myo D1 and myo-
genin), smooth muscle actin, and CD30. His- 
topathologic examination and immunohisto-
chemical studies support the diagnosis of yolk 
sac tumor.

The patient received seven cycles of PEB che-
motherapy (Cisplatin, Etoposide, and Bleo- 
mycin). After that, the patient was taken to sur-
gery, where a partial vaginectomy was done. 
Histological examination showed extensive 
necrosis of the tumor with only few viable neo-
plastic cells indicating a good response to che-
motherapy. AFP returned to normal level few 
weeks after surgery.

Discussion

Malignant germ cell tumors (GCT) account for 
only 3% of cancers in the pediatric population, 
and the most common histological subtype is 
yolk sac tumor (YST). In children, the tumors are 
frequently located in the sacrococcygeal region, 
testis, and ovary, and in the areas adjacent to 
these locations, the thorax, the vagina, and 
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other sites. [3, 4]. The extrago-
nadal location of YST could be 
the result of germ cells “lost” 
during their migration from the 
yolk sac along the dorsal wall 
of the embryo to the gonadal 
folds [5].

YST of the vagina is a rare, 
highly malignant GCT that 
exclusively involves children 
less than 3 years of age. The 
clinical presentation includes 
a history of bloody vaginal dis-
charge, often accompanied by 
a polypoid mass protruding 
from the vagina [6].

These tumors typically show a 
loose reticular mesh network 
and papillae-like structures 
consisting of a central vascu-
lar core lined by a single layer 
of cells (Schiller-Duval bodies). 
Some authors classify the his-
tological patterns of yolk sac 
tumors as follows: festoon, 
reticular, solid, and polyvesicu-
lar. Most tumors exhibit more 
than one of these patterns [3]. 
These tumors are immunohis-
tochemically positive for AFP.

Partial vaginectomy with com-
bination chemotherapy is the 
most recommended line of 
treatment because it improves 
the prognosis, has acceptable 
complication rates, and pre-
serves childbearing potential. 
The surgery eradicates local 
tumor cells and makes subse-
quent chemotherapy more 
effective. Incomplete excision 
results in local recurrence 
even with combination chemo-
therapy [6]. The serum AFP 
level is a useful marker for 
diagnosis and monitoring the 
recurrence of vaginal YST in 
infants. In our case the serum 
AFP levels fell to normal after 
surgery, indicating complete 
tumor excision.

Figure 1. CT scan of the abdomen and pelvis shows heterogeneous mass 
occupying the vagina.

Figure 2. A. Low power shows neoplastic cells arranged in a reticular pattern 
with a myxoid background (H/E stain × 100). B. High power shows a central 
blood vessel enveloped by atypical large pleomorphic cells with prominent 
nucleoli (Schiller-Duval bodies) (H/E stain × 400).

Figure 3. Immunohistochemistry stain shows focal positivity of AFP (A) and 
more diffuse positivity of PLAP (B) and cytokeratin (C) (Immunohistochemis-
try × 200).
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To conclude, any infants presenting with vagi-
nal bleeding or a mass protruding through the 
vagina we should consider measuring serum 
AFP in such patients as diagnostic tools in addi-
tion to radiological studies and microscopic 
examination. Serum AFP level is a useful mark-
er for diagnosis & monitoring the recurrence of 
vaginal yolk sac tumor. Primary conservative 
surgery (at least partial vaginectomy) and adju-
vant chemotherapy are the recommended 
choice of treatment because it improves the 
prognosis, and preserve both reproductive and 
sexual function.
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