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Abstract 
The case report of a congenital nasopharyngeal teratoma presented as an intra-amniotic 

sac mass was described. Histologically, the tumor was composed of highly differentiated tissue 
derived from three germ layers. Those tissues were partially developed as infant organs with a 
central core made up by bone. Haphazardly arrangement of such tissues with disorganized sketal 
axis helped in differentiating the mass from an asymmetric twins. The evidence of tumor attach­
ment was seen at the retro-uvular region. 
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Teratoma, a congenital tumor arising from 
three germ layers, is frequently seen at the sacrococ­
cygeal region of infants(!). It uncommonly occurs 
in other sites of the body and is extremely rare in 
placenta and umbilical cord(2-4). In this case, it 
exhibited as a lobulated mass mostly covered by 

skin, and had departed from its attachment site, to 
become a separated mass in the amniotic sac resem­
bling an acardiac twin, clinically. Recognition of 
the tumor at delivery will lead to a serious attempt 
to find out the base of detachment in order to stop 
bleeding and then save the infant. 
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CASE REPORT 
A preterm, male infant was delivered by a 

22-year-old woman, primigravida, who had had no 
antenatal care. The mother was admitted to the hos­
pital due to labor pain and then had an immediate 
membrane rupture. The 1,500 g infant was deli­
vered by forceps extraction due to fetal distress. 
The Apgar scores were 7 and 8 at the first and fifth 
minute respectively. The infant was estimated as 
34 weeks gestational age, small for date and was 
found to have a high-arch palate with an inverted 
"V" shaped uvula. Active bleeding in the oral 
cavity and the characteristic of wide open mouth 
were noted. No further anomalies or skin lesion 
were found. A few minutes later, a lobulated fetus­
like mass was spontaneously delivered then fol­
lowed by a normal placenta and umbilical cord. 

Gross morphological findings 
The placenta with an attached umbilical 

cord weighed 570 g totally . The placental plate 
was 23x17x3 em and revealed smooth, glistening 
fetal surface with normal vascular pattern. The 
maternal surface revealed complete cotyledon. No 
retroplacental hematoma was found. Serial cut sec­
tions of the placenta revealed no striking lesion. 
The attached umbilical cord was 27 em long and 
1.0 - 1.5 em in diameter. It showed normal insertion 
3 em away from the placental rim. The cut sections 
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revealed three normal vessels. The mass weighed 
440 g and measured 12x 11 x6 em. It showed a 
lobulated surface which was mostly covered by skin 
(Fig. 1) . Xerographic study demonstrated a cen­
trally disoriented core of bones (Fig. 2). The cut 
sections of the tumor revealed solid and cystic 
areas showing variation of tissue components in 
different areas . They included epidermis with 
underlying edematous soft tissue, brain tissue with 
partially well-formed sulci and gyri , fat, cartilage 
and bony parts. Only a small area of hemorrhagic 
raw surface, 1.0 em in diameter, was noted on the 
mass. It contained cross cuts of blood vessels, sug­
gestive of an attachment site of the mass to other 
structures. 

Histologic findings 
The placenta, umbilical cord and mem­

brane revealed no remarkable change . The lobu­
lated mass was composed of a wide variety of 
mature tissues, representing all three germ layer 
derivatives (Fig . 3, 4). Its surface was mostl y 
covered by skin. The tissue components included 
epidermis with sebaceous glands and hair follicles , 
intestinal epithelium with incompletely-formed 
muscular layers, small ducts and acini , clusters of 
infant hepatocytes with evidence of hematopoiesis, 
adipose cells, cartilage and bone. Brain ti ssues, cho­
roid plexuses and ependymal structures were hapha-

Fig. 1. A large multilobulated mass mostly covered by skin. 
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Fig. 2. Xerograph showing disoriented calcified 
structures. 

zardly present among the previously mentioned 
tissues . 

DISCUSSION 
The tumor of this case presented as a sepa­

rated mass in the amniotic sac with a preterm, male 
infant who had a high-arch palate and active bleed­
ing per oral. According to the gross appearances, 
the tumor was misunderstood to be an acardiac twin 
at the first glance. The diagnosis of teratoma was 
based on the haphazardly arranged mature tissues 
derived from all three germ layers with lack of a 
skeletal axis . 

Fig. 3. Tissue components including ependymal 
structures with surrounding connective 
tissue and cavities lined by mucin-producing 
epithelium. 

Fig. 4. Epidermis with sebaceous glands and deve­
loping hair follicles, mature fatty tissue and 
proposed feeding vessels (arrow). 

According to Baldwin(5) , asymmetric 
twins were separated as chorangiopagus parasiticus 
(acardius/acephalus), ectoparasite (heteroparasite) , 
and endoparasite (fetus in fetu). Those were some­
times difficult to distinguish from fetal congenital 
teratomas or teratomas of placenta and umbilical 
cord. Only a few cases of placentaJ(6) and umbili­
cal(7,8) teratomas have been reported in the litera­
ture. Fox and Elston(2) suggested that an acardius 
had its own umbilical cord that attached to the pla­
centa of the synchronous infant or to a separate 
placenta. The umbilical teratoma was recognized as 
a rudimentary or well-developed mass within the 
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umbilical cord, while the placental teratoma did not 
have an umbilical cord and received its arterial 
blood from a major fetal vessel on the placental sur­
face. In addition, an acardius was usually described 
as an amorphous mass which was composed of 
disorganized fetal tissues. Many cases demonstrated 
cranial and caudal ends of the fetus with evidence 
of central skeletal bone easily recognizable as ver­
tebral column, ribs, pelvis, and base of the skull. 
Some of these tumors developed in ovarian tissue 
and were referred to as a fetiform teratoma or 
homunculus(9). Congenital teratomas arising at any 
part of the body have been discussed in similar 
directions(5). 

For this case, the tumor appeared as a 
separate mass in the amniotic sac without a trace of 
its origin from the external parts of the infant, pla­
centa or the umbilical cord. In addition to the his­
tologic and xerographic evidences of teratoma, we 
saw large, thick and thin walled blood vessels with 
fresh hemorrhage of surrounding soft tissue around 
the raw surface of the mass. These were proposed 
to be feeding vessels from the host. The evidence 
of active bleeding from the uvular region with uvu­
lar defect suggested that the tumor arose from the 
anterior nasopharyngeal region. The open mouth 
gesture was the clue that the mass had been in the 
oral cavity for a long period of time and finally pro­
truded out of the oral cavity, so detachment injury 
occurred during delivery. The presence of recent 
blood clot in the infant's mouth and the non-in­
farcted mass also supported that the detachment 
developed shortly before birth. The forceps appli-
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cation, without the prenatal recognition of the tumor 
in the head area, might also have played a role in 
the tumor detachment. 

Congenital teratomas of the nasopharynx 
(also known as epignathus) have rarely been re­
ported. Tharrington anJ Bossen(lO) could cite only 
27 cases from the literature, with addition of their 
own case. Most cases (81.5%) were detected at 
birth. Nine of those cases presented with a protrud­
ing mass from the oral cavity while the remainder 
presented with airway obstruction. Polyhydramnios 
occurred in 60 per cent of the recorded cases( I 0, II). 
It was proposed to be secondary to interference of 
amniotic swallowing produced by the obstructing 
mass. As the tumor was composed of varied tissues, 
including bone and cartilage, the ultrasonographic, 
computed tomography or even usual radiographic 
study could yield a prenatal diagnosis of this tumor 
(12). Histologically, most cases of congenital tera­
toma ~f the nasopharynx are benign tumors< 10). A 
case of a recurrent tumor with a malignant germ 
cell differentiation to be an endodermal sinus tumor 
has been reportedC13) which was detected after 3 
years of removal of the primary nasopharyngeal 
teratoma. This incidence suggests an extended 
follow-up of the patient after removal of the pri­
mary mass. 

In summary, the congenital nasopharyn­
geal teratoma is rare, but, with awareness of this 
lesion, a prenatal diagnosis is possible by clinical 
investigations, resulting in a well-planned delivery 
and proper childcare at birth. 

(Received for publication on December I, 1999) 



Vol. 83 Suppl.l CONGENITAL NASOPHARYNGEAL TERATOMA (EPIGNATHUS) S27 

REFERENCES 
1. 

2. 

3. 

4. 

5. 

6. 

7. 

8. 

Wigglesworth JS. Perinatal Pathology 2"ct Ed. 
Philadelphia, W.B. Saunders Co.; 1996: 125-8. 
Fox H, Elston CW. Pathology of the Placenta. 
London, WB Saunders Co. 1978. 
Lage JM. Tumor of the placenta. In: Pathology in 
Gynecology and Obstetric Philadelphia, J.B. Lip­
pincott Co.; 1994. 
Rushton Dl. Pathology of placenta. In: Wiggles­
worth JS, Singer DB, et a!. Textbook of Fetal and 
Perinatal Pathology Boston, Mass:Blackwell 
Scientific Publications Inc; 1991: 221-2. 
Baldwin VJ. Pathology of Multiple Pregnancy 
New York, Springer-Verlag; 1993: 277-306. 
Unger JL. Placental teratoma. Am J Clin Pathol 
1989; 92: 371-3. 
Smith D, Majmudar B. Teratoma of the umbilical 
cord. Hum Pathol 1985; 16: 190-3. 
Kreczy A, Alge A, Menardi G, Gassner I, 

9. 

10. 

11. 

12. 

13. 

Gschwendtner A, Mikuz G. Teratoma of the um­
bilical cord, case report with review of the litera­
ture. Arch Pathol Lab Med 1994;118:934-7. 
Abbott. TM, Hermann WJ, Scully RE. Ovarian 
fetiform teratoma (Homunculus) in a 9-year-old 
girl. Int J Gynecol Pathol 1984; 2: 392-402. 
Tharrington CL, Bossen EH. Nasopharyngeal tera­
tomas. Arch Pathol Lab Med 1992; 116: 165-7. 
Alter AD, Cove JK. Congenital nasopharyngeal 
teratoma: Report of a case and review of the 
literature. J Ped Surg 1987; 22: 179-81. 
Chervenak FA, Isaacson G, Touloukian R, et al. 
Diagnosis and management of fetal teratomas. 
Obster Gynecol 1985; 66: 666-71. 
Byard RW, Smith CR. Chan HSL. Endodermal 
sinus tumor of the nasopharynx and previous 
mature congenital teratoma. Ped Path 1991 ; I I : 
297-302. 

• :-;/'VI. '7 "' 4 * [ .- * * "'..,,.., LLn'JWN7, W.lJ. , 3-./ll./!: 'FJl.l?(iJ.fl.llJYI, W. U. , 

I ""' """' ~ *** 6" G..-' 6' lnt¥1 lWNFJ1fJ!W7fl.l"lffl, W.U. , tVM.J1fl.l OJl.IYI1tVf)NW1, W. U. **** 

-wm5'5'Ylr.n-wu-llLU'lJLifeNemvhh:::nt~u~~flLifm~tlyjjlyj'!ijj·tnm1tl~l~lih.Jvnmift~L~mim'llLUl'llf~ 3 'lf'\J(i) T(i)m.J1:::nvu 

ri'-1.1 fl~l m U'l.ltllfl'J:::(;h~ 'l 'lJti~'Yll1nLL~:::jlLL 'l.l'l'lJD~m:::~m uu LLnun~l~'lJD~L ift~~Dn mmL tilL ,:f m ~ iJ m'l :::m:::~n~~ mill 

m:::•nm1uv ~D~l~ h!L uu1:::L Uflu~n1l1l1'tilm1mLflnmm"llnfl11.flLLC.J(i) M ~lu~w'nL '\J(i)'lJiJ~L ift~~Dml mJil'VI~n~l'W 
rJmJuti'4'Wll't.il"l:::l.Jl"llnL ifm~D'Vt~~ t -w1~"ll;Jn'lJeN'Yll1nLL~:::'Vt G'j(i)viJnl.JliJ ~mfl 1 u rJ~,i lfl~l1:::'Vt-ll~nl1fl ~ v (i) 

uuYM LLn1';j&n LLft::I'IC\1:: 

'i"'I1J.n!IL'I111JmoOLL'W'rltf "' 2543; 83 (Suppl. 1 ): 823-527 

* llll'll'lflYH'JlOlY!fJl, fi1()j:;LLWY!fJ~lSI11'f l-J'VtllY!f!l~f!f');1.JI'1~1.JYI'ilb~. n1~LYIW '1 10110 

** lllfll'lflWfJlOlYI!Jl, l'lru:;LLWY!fJ~lSI;)1 t Wr'H'JlUl<l1ll-JlOU~, l-J'VtllY!fJl~EJl-Ji1~;J<l, n1~LYIW '1 10400 

*** llll'll'!fl'J~mSI;J{-1.J1L1'lflY!f!l, lY!fJl~fJLLWYifJ~lSI;J{n1~LY!Wl-J'Vtl1.Jfl1LL<l:;l~1WEI1Ul<l, n1~LY!W '1 10300 

**** llll'll'!flf]l-Jl1L1'!f~SI11{ l'lru:;LLWYIEI~lS~;J{ l-J'VtllY!Eil~fJ~~1.JI'1~1.JY!'ilh~. n1~LYIW '1 10110 


