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            Abstract

            
               
Cystic hygromas are the most common, cystic variety of lymphangioma, present at birth or period of infancy. Its common locations
                  being cervico-facial regions and axilla. Respiratory distress, recurrent infections or cosmetic reasons are the main indications
                  of the treatment. The ideal treatment is complete surgical excision; however, there is a gradual conversion towards sclerosant
                  therapy.
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               Introduction

            Hygroma means water-containing tumour in Greek. It occurs due to congenital malformations of lymphatic system which account
               for 6% of all benign tumors of infancy and childhood. 50% of the cystic hygromas are present since birth and most of the remaining
               50% appear by the age of 2-5 years.1 Commonest site for cystic hygromas is the neck and lower part of the face, other sites are axilla, superior mediastinum,
               retroperitoneum, mesentery pelvis, and lower limbs. 2 Depending on anatomical site, they may cause dysphagia or airway obstruction and respiratory distress. Patient with cystic
               hygroma are frequently misdiagnosed as branchial cleft cysts.
            

            Lymphangiomas are of three types, these are capillary, cavernous or cystic lymphangiomas. Cystic hygroma occurs more frequently
               and may compose of single or multiple macrocystic lesions having scarce communication with normal lymphatic channels.3 On the basis of size of the cysts contained they are also classified as, as microcystic, macrocystic and mixed lymphangiomas.
               Microcystic lymphangioma consists of cysts measuring less than 2 cm in size, whereas the size of cysts in case of macrocystic
               lymphangioma is more than 2 cm. The mixed lymphangioma is characterized by cysts of variable sizes, i.e. some cysts are more
               than 2 cm in size and others are less than 2cm. 4, 5

         

         
               
               Case Report
               
            

            A male new born was born with left sided soft neck swelling. He was then referred to the paediatric department. On examination,
               the swelling was present over the region extending from carotid region to  anterior mediastinum on the left side (Figure  1). The swelling was soft on palpation, with poorly defined margins, nontender and when subjected to light test was brilliantly
               translucent. On USG a large ill-defined superficial multicystic and multiseptate soft tissue lesion was identified on left
               side of neck which was extending from preauricular parotid region down to supraclavicular region as well as lower anterior
               midline neck suspecting large lymphangioma or cystic hygroma on the left side with midline intrathoracic extension along anterior
               mediastinum. He was operated at the age of 6 months. Surgeon removed the mass and sent the specimen to histopathology. Gross
               finding of the mass showed two irregular soft tissue bits. External surfaces of both tissues were greyish brown, congested
               and with focal areas of hemorrhage. Microscopic findings were tissue composed of collection of cystic spaces lined by flattened
               epithelium. The stroma was loose connective tissues with collection of numerous lymphocytes. Adjacent tissue showed skeletal
               muscle fibers, lymphoid follicles and few seromucinous glands. (Figure  2, Figure  3, Figure  4)
            

            
                  
                  Figure 1

                  Cystic swelling over left side of neck
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                  Figure 2

                  10X H & E-Cystically dilated spaces lined by flattened epithelium. Loose connective tissue stroma shows few collection of
                     lymphocytes.
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                  Figure 3

                  10 X H & E- Dilated lymph spaces with collections of lymphocytes in adjacent edematous connective tissue

               
[image: https://s3-us-west-2.amazonaws.com/typeset-prod-media-server/437d6111-de95-44a6-b11b-b64e1d0699d9image3.png]

            
                  
                  Figure 4

                  40X H & E-Cystically dilated spaces lined by flattened epithelium. Cystic spaces shows lymph and sparse lymphocytes. Connective
                     tissue stroma shows collection of lymphocytes.
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               Discussion

            Lymphangioma is congenital lymphatic malformations. Mostly all Lymphangiomas are detected before the age of two years. Histologically
               these lesions are composed of dilated lymphatic channels with one or two endothelial layers, with or without an adventitial
               layer. These dilated lymphatics can vary in size, depending upon the location and surrounding tissues.6 The capillary variant is composed of small capillary sized lymphatics lined by endothelium, whereas cavernous type is made
               up of larger lymphatic channels with adventitial coats. Cystic types are multilocular masses, consist of large microscopic
               lymphatic spaces filled with clear or yellow lymph fluid. Cystic hygromas are deeply seated in areas of areola or loose connective
               tissues. They appear early in life as large soft tissue masses on the axilla, neck or groin. They are soft and vary in size
               and shape.6 Multilocular Cystic hygromas are inherited autosomal recessive disorders without any gender predominance. It’s association
               with Turner syndrome, Noonan syndrome, chromosomal aneuploidy, trisomies, fetal alcohol syndrome, cardiac anomalies and fetal
               hydrops has been noted.7 Lymphangioma can be diagnosed based on clinical symptoms, USG, MRI and biopsy (FNAC).8 Few cases of congenital cystic hygroma were treated with intrauterine treatment without any complication of chromosomal abnormalities.
               Experimental OK-430 injection and sclerotherapy using special agents like bleomycin and doxycyclin are used to shrink the
               growth although it may require several injections.9 Various studies suggest postnatal treatment of choice is complete excision with an extremely low mortality rate. Similar
               modality of treatment has been used in our case. After surgical excision there are few complications like recurrence, infection,
               wound seroma and nerve damage occur in 30% of cases. Recurrence rate is depends on the complexity of the lesion and the completeness
               of the excision. Sometimes when the cystic hygromas is in Head and Neck area, proximity with vital structures such as parotid
               gland, facial nerve, carotid sheath, complete excision is challenging. There are difficulties in surgical management.
            

         

         
               Conclusion

            Cystic hygroma is a manageable lesion in paediatric population. Depending upon its size, location its treatment differs. Line
               of management can be surgery alone, sclerotherapy alone or combined use of both. Higher centres are trying with treatment
               modalities such as laser and radio frequency can also be used in selected patients.
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