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			Abstract

			A 12-year-old girl with moderately differentiated squamous cell carcinoma of the lower esophagus is reported because of its rare presentation in this age group. The patient was presented with vomiting and progressive dysphagia with associated weight loss for 3 months. We could not find any known etiological factors association with this patient. The case was treated with External Beam Radiotherapy by 3-Dimensional Conformal Radiotherapy (3DCRT) technique with excellent immediate response.
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			Introduction

			Esophageal malignancies are rare in younger age group and extremely rare in children and adolescents [1], with only few case reports till date [2-6]. It is commonly seen in the sixth, seventh, and eighth decades of life [1]. The possible reason behind its rarity in younger age was due to a long latent period for carcinogenesis by predominantly environmental produced etiological factors [7]. There was no mention of etiological or environmental risk factors in the majority of these reported cases, and therefore, the pathogenesis of the condition is still unknown. Herein, we report a case of squamous cell carcinoma involving the lower-third of the esophagus in a 12-year-old girl because of its rare presentation in the teenage group.

			Case Report

			A 12-year-old girl child presented with dysphagia and severe episodes of vomiting following a meal since last 3 months that was initially with solid food, which progressively increased to semisolid diet and she was unable to swallow even liquids since last 2 weeks before presenting to hospital. Her dysphagia was not associated with any throat or chest pain during deglutition and she had no history of ingestion of any corrosive substance in past. She was 4th born child to her mother and developed all milestones on time and vaccinated with all routinely prescribed vaccines at government hospital on prescribed schedule. She is living in urban slum area since birth. She was having history of eating sand and charcoal (pica) for around 5-6 years in early childhood till she attains the age of 9 years. There was no history of any esophageal or gastrointestinal malignancy in anyfirst- or 

second-degree family member and no known familial or genetic disorder. Except for her thin built and pallor signs, systemic examination was unremarkable. She lost around 6 kg weight in last 3 months. There was no keratinization of her palms or soles to suggest tylosis. Except for low haemoglobin level (7.6 gm/dl), other laboratory investigations and chest radiographs were within normal limits. 

			Upper GI endoscopy shows a large circumferential growth at lower end starting at 28 cm from incisor with marked luminal narrowing. A biopsy from the growth revealed a moderately- differentiated squamous cell carcinoma. A contrast-enhanced computed tomogram (CECT) scan of the chest and abdomen reported an irregular mucosal thickening (20 mm) of lower end of esophagus involving gastro esophageal junction (Length of involved segment was 6 cm). There was no any other evidence of distant metastases to any other site. At the time of initial presentation to hospital she was not able to take anything orally and not possible to insert Ryle’s tube for feeding due to complete obstruction of esophageal lumen by growth, so feeding jejunostomy tube was inserted for feeding after proper counselling and informed written consent from her relatives. Thereafter case was discussed in our institutional tumor board, where her family was counselled for available treatment options either surgical resection or concurrent chemoradiotherapy with all side effects and benefits of both modalities. Patient’s relative refused for surgical intervention so concurrent chemoradiotherapy was advised by tumor board. 

			After gone through the all essential initial workup she was planned for external beam radiotherapy (EBRT) with concurrent weekly cisplatin 30 mg/m2 with best supportive care. EBRT was delivered by 3-dimension conformal radiotherapy (3DCRT) technique at Linear accelerator center, SMS Hospital Jaipur. She was treated with 54 Gy in 27 fractions at 2 Gy per fraction dose with added 1 more fraction for gap correction due to prolongation of treatment time by some technical errors in machine during treatment. She tolerated treatment very well with good initial response rate and started oral liquids after 4-5 initial fractions and started taking semisolid food after delivery of 8 fractions. She was discharged from hospital after completion of prescribed treatment.
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			On first follow up visit after 1 month of completion of treatment she was fine except mild intermittent pain in chest wall and gained 5 kg of body weight. All routine blood investigation and general physical examination are within normal limits (Figure 1). Feeding jejunostomy tube was removed after 1 month of completion of EBRT. After completion of 3-month post radiotherapy she was investigated with upper GI endoscopy and CT scan of chest and abdomen which was not showing any sign of residual or metastatic disease. On continuous follow up for 6 months she was remains symptom free and there was no sign of any recurrence or metastatic disease.

			Discussion

			The mean age at diagnosis of esophageal cancer is in range of 27 – 87 years. Beyond 40 years incidence of both squamous cell and adenocarcinoma carcinoma of the esophagus rises with each decade of life [6]. Esophageal malignancy rarely occurs in childhood because it develops by chronic irritation from a wide variety of known environmental factors and chronic reflux of gastric contents, which requires a long latent period of around 15-20 years for carcinogenesis [8]. Only few cases of esophageal malignancies in children were reported in literature so far [2-6]. Interestingly, esophageal carcinoma in early age has been reported more frequently from India than any other part of world. More than 10 cases are reported in literature so far from this part of the world. The youngest patient reported so far was an 8-year old Indian girl with esophageal carcinoma in the middle third of the esophagus with lung metastases reported in 1980 [2]. 

			Carcinoma of the esophagus is commonly seen in some areas of Central Asia, China, South Africa, some parts of India, and Iran [9-14]. It is one of the leading causes of death in these regions. The dramatic diversity of incidence within these discrete geographical areas, between the sexes, among various ethnic groups and among high- and low-risk areas suggests a predominant role for environmental factors in esophageal carcinogenesis. A general background status of nutritional deficiencies, either due to chronic alcohol abuse, poverty and/or lack of adequate food supply often co-exists. Carcinogens may be derived from tobacco, consumption of moldy foods, excessive use of spices, or certain food specialties in different cultures. The prevalence of disease was also found to be positively associated with the consumption of extremely hot beverages, prevalence of esophagitis among siblings, family history of esophageal cancer and use of cottonseed oil [15]. Various studies from endemic areas suggested that environmental carcinogens like tobacco, alcohol, foods with certain spices; nutritional deficiencies such as low level of riboflavin, retinol and zinc; exposure to N-nitrosamines and fungal contamination of foods had predominant role in esophageal malignancy development. Tylosis, achalasia, esophageal diverticula, lye stricture and Plummer–Vinson syndrome are considered as premalignant conditions for esophageal carcinoma [7,8]. But none of these conditions have been reported to cause the esophageal carcinoma in childhood. 

			Our patient is a 12-year-old girl belonging to low socioeconomic class, had no any significant above-mentioned risk factors, although she was having history of pica early childhood and her low weight for age reveals her nutritional deficient status that might be a causative factor but not proven. The factors commonly implicated in the pathogenesis of carcinoma of the esophagus such as alcoholism, post-radiation, chronic infection, tobacco, a history of lye burns, or achalasia were not seen in our patient. Also, we could not find any familial risk factors or premalignant conditions in our patient.

			The clinical presentation of esophageal carcinoma in children are similar to those in adults and include dysphagia, regurgitation, weight loss, chest pain, hematemesis, and occasionally a palpable mass. These symptoms are non-specific and may be indicative of other conditions in children such as chronic retention of foreign body in the esophagus, gastroesophageal reflux and its complications, achalasia, or post-corrosive strictures. The important finding in the present case was a large circumferential exophytic growth at lower part of esophagus on upper gastro intestinal endoscopy was found at the time of initial presentation. The biological behaviour or malignant tumors of the esophagus in children or teenagers is similar to adults with frequent widespread metastatic disease commonly involving the lung, liver, or mediastinal lymph nodes. In the present case there was nothing to suggest any secondary deposits in the body elsewhere. The management of the disease depends on the stage, and equally good results are reported with surgery and radiotherapy for operable disease. Also, the outcome depends on the stage of the disease and is not influenced by age. Our patient is treated with radiotherapy after declaring surgically unfit and shown an excellent immediate response. 

			Our patient is enjoying excellent health and there is no evidence of recurrence. We have not been able to associate her disease with any etiological or environmental factor known to predispose the malignancy. She also did not have any of the known precancerous lesions that could have contributed to her disease. Further detailed genetic evaluation is needed to see the any genetic correlation of esophageal malignancy in this case.
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Figure 1: Histopathology images.
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