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Abstract
Background: Congenital germ cell tumors are uncommon. The most common site of teratoma is inthe sacrococcygeal region. Teratoma arising from the head and neck comprises less than 10% ofreported cases and of these, nasopharyngeal lesions are rare. Teratomas are generally benign, andhave a well recognized clinical and histopathological entity. We present a case of nasopharyngealteratoma (NPT) associated with a wide cleft palate.
Case Presentation: A 20 day old female neonate with a teratoma of the nasopharyngeal area, andwide cleft palate was referred to our center. The protruded mass which measured 6×4×3cm, was ofsoft consistency, blocked the airway, and prevented oral feeding. Preoperative evaluation andimaging was performed and mass was excised 2 days after admission. Pathology revealed a well-differentiated mature solid teratoma (hairy polyp). The patient had no complication in the post-operative period. Cleft palate was surgically repaired when 2 years old. She is now a six year oldgirl with normal development.
Conclusion: Congenital nasopharyngeal teratomas are usually benign. Surgery is the treatment ofchoice, and should be undertaken on an urgent basis, especially in a patient who presents withsigns and symptoms of airway obstruction.
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IntroductionTeratomas of the head and neck are rarecongenital lesions comprising less than 10% ofreported cases, and nasopharyngeal teratoma

(NPT) is even rarer[1]. Teratomas are benigntumors containing cells from ectodermal,mesodermal and endodermal layers [2], and theyinvolve at least two of the above layers[3].
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Although they are rare neoplasms composed oftissue elements derived from the germinal layersof the embryo, they may originate anywhere alongthe midline, and clinical behavior variessignificantly by site and size[4]. Although NPTs arehistologically benign, but can cause considerablemorbidity and mortality because of theirlocation[5]. Nasopharyngeal teratoma representsone of the most unusual causes of respiratorydistress during the neonatal period[6]. The imagingof choice in head and neck lesions is based on anumber of factors, several of which are unique tothe pediatric population.Although the bulk of disease entities areadequately evaluated by CT-scan, MagneticResonance Imaging (MRI) can provide additionalvital information in many cases. MRI providesbetter soft tissue characterization than CT scan,and has multiplanar capabilities[7].In this article we describe a case of congenitalmature teratoma of nasopharynx in a 20-day oldneonate.

Case PresentationOur patient was a 20-day old neonate, the productof a full term pregnancy from a 30 year-oldmother G3P2, via a normal spontaneous vaginaldelivery with the birth weight of 2900 grams. Thepregnancy and delivery were uncomplicated andthe intrapartum ultrasound examinations werenormal. The patient was referred to our out-patient clinic due to a large pedunculated mass

(Fig 1) with gradual enlargement which blockedthe airway and prevented oral feeding.Examination revealed defective palate with alarge 6×4×3 cm mass protruding through thedefect. Head and neck CT-scan demonstrated asoft tissue tumor in nasopharynx with a focus ofcalcification of a tooth; brain CT scan was notednormal. Alpha-fetoprotein (AFP) was 1403mg/ml.the mass was completely excised surgically twodays after admission. The patient had a wide cleftpalate after mass resection (Fig 2), surgical repairof which was planned for later. Postoperativecourse was uneventful with improvement ofrespiratory and feeding problems.
Pathologic Findings:A firm mass with elastic consistency measuring6×4×3 cm, with smooth external surfacecontaining hair and a 2×1.5×0.8 cm nodulecontaining tooth and mucinous cyst.Microscopic examination showed adisorganized combination of mature adiposetissue, mucin secreting glands, tooth structure,skin adnexes, neural tissue, skeletal muscle andbone. No immature component was present, andthe diagnosis was congenital mature solidteratoma (hairy polyp) of nasopharynx, well-differentiated type.
Follow-up:She was readmitted in our hospital at the age of 2years (Fig 3). The AFP level was normal and palatedefect was reduced in size; CT scan revealed noevidence of residual or recurrent tumor (Fig 4).Cleft palate was repaired surgically when 2 yearsold, and patient was discharged uneventful. She isnow a 6-year-old girl and is under observation.
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Fig. 1: The patient with a large pedunculated mass Fig. 2: The patient had a wide cleft palate after massresection

Fig. 3: The patient at the age of 2 years Fig. 4: CT scan revealed no evidence of residual orrecurrent tumor at the age of 6 years
DiscussionTeratomas occur in 1 out of 4000 live births.Head and neck occurrence is generally localized inthe neck and nasopharynx and comprises 1-10%of the cases[8]. Teratomas are congenital tumorsthat are composed of tissues derived from allthree embryonic germ cell layers. Four basichistological classifications are generallyrecognized: 1) dermoid cysts (epithelial lined withskin elements, composed of ectodermal andmesodermal cells), 2) teratoid cysts (all 3 germlayers but poorly differentiated), 3) true teratoma(3 germ layers differentiated into specific tissuesor organs), and 4) epignathi (oral tumors withdevelop-mental fetal organs and limbs, which isvery rare, with a high mortality rate)[9].Another pathologic variation of epignathi isfetus-in-fetus, which may be considered to beincomplete twinning of monozygotic twins at aprimitive stage when axial development begins[10].Teratomas are true neoplasms originating frompluripotent cells and are composed of tissues fromall three germinal layers[5]. Hairy polyp (dermoid)is a teratoid lesion[11], which we had in our patient.Hairy polyp of the pharynx may be associated withan ipsilateral branchial sinus[12]. Teratomas aremore common in female gender[13]. Teratomas areusually benign, when they present in earlychildhood[14] as in our case. In nasopharyngealteratoma the most common symptoms are upperairway obstruction, dysphagia and failure to gainweight[15]. Our case was referred because ofrespiratory and feeding problems.

Polyhydramnios and the severity of respiratorydistress correlate with the size of the teratoma.Large lesions cause hyperextension of the neck ofthe fetus and lead to esophageal obstruction,swallowing disturbance and polyhydramnios[6].Clinical differential diagnoses of neonatal oralmass include: embryonic congenital rhabdo-myosarcoma, retinoblastoma, nasal glioma,heterotopic thyroid, cystic lymphangioma of theoro or nasopharyngeal regions, and sphenoidmeningoencephalocele[10]. CT scan and MRI play akey role in differentiating neonatal naso-pharyngeal teratomas from other causes ofneonatal neck mass[16]. These modalities were alsoused in our patient.The main therapy of teratoma is completesurgical excision which depends on the site of thetumor. The prognosis is excellent, recurrences arerare, and in our understanding, it occurs due toincomplete surgical resection.
ConclusionCongenital nasopharyngeal teratomas are usuallybenign. Surgery is the treatment of choice, andshould be undertaken on an urgent basis,especially in a patient who presents with signs andsymptoms of airway obstruction.
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