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            Abstract

            
               
Soft tissue tumors are known to occur by varied presentations with atypical features, especially with regard to vascular tumors.
                  The glomus tumour is an unusual benign neoplasm arising from smooth muscles of the perivascular glomus bodies. While it is
                  known to occur in the extremities, this tumour has a predilection for the sub-ungal region of fingers. Vascular tumors as
                  such, especially glomus tumors presenting in extra digital sites are extremely rare. In literature only five cases are available
                  on extra digital sites and few cases have been reported to involve the gastrointestinal tract, airways, shoulders, wrist,
                  knees and elbows. This report discusses the clinical and histopathological features of an glomus tumour of the forearm with
                  atypical presentation. 
               

               Key Messages:  Glomus tumours should be considered as a differential in any nodule occurring in the extradigital locations. Extradigital
                  tumours need not present as a painful purplish nodule and can be asymptomatic. Surgeons and pathologists have to be aware
                  about the varied presentation of these tumours so that misdiagnosis can be avoided and patient can undergo quicker diagnosis
                  and treatment.
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               Introduction

            Soft tissue tumors are known to occur by varied presentations with atypical features, especially with regard to vascular tumors.1  The glomus tumour is an unusual benign neoplasm arising from smooth muscles of the perivascular glomus bodies. First reported
               by Masson in 1924, it has been said to represent hyperplastic growth of the glomus bodies. 1  They constitute approximately 5% of the soft tissue tumors occurring in the hand. 2 It is commonly seen in adults between 20-40 years of age and occurs equally in men and women. 3  Rarely are these tumors seen among the pediatric population. 4

            While it is known to occur in the extremities, this tumour has a predilection for the sub-ungal region of fingers.5 Vascular tumors as such, especially glomus tumors presenting in extra digital sites are extremely rare. In literature only
               five cases are available on extra digital and few cases have been reported to involve the gastrointestinal tract, airways,
               shoulders, wrist, knees and elbows. 6, 7, 8 Classic cases present with a single nodule, but the occurrence of multiple nodules is not unusual.9, 10  Malignant transformation in these tumors are rare. 11  Patients usually present with tender and painful nodules which are sensitive to cold and few cases can also be asymptomatic
               having many clinical differentials. 12

            Most tumors can be completely cured by excision. Recurrence rates are less and usually occur in cases where incomplete excision
               has been done. 13

            This report discusses the clinical and histopathological features an extra digital glomus tumour of the forearm with atypical
               presentation. 
            

         

         
               
               Case Report
               
            

            The patient presented with a painless swelling in the forearm of short duration. The swelling was superficial and not pulsatile.
               No radiological investigations were done. Initially thought to be a sebaceous cyst, the swelling was excised and sent for
               histopathological examination. Post up period was uneventful and so far the patient has not reported any recurrence. The specimen
               was received in our lab in 10% neutral buffered formaldehyde. The lesion measured 1.5×1×0.5 cm, was skin attached and soft
               to firm in consistency. The specimen was completely embedded. Microscopic examination showed a well circumscribed tumour below
               the epidermis. The tumour cells were arranged in lobules interspersed with numerous thick and thin walled blood vessels (Figure  1a & b). Individual tumour cells had scanty eosinophilic cytoplasm, oval to round nucleus with evenly distributed chromatin
               (Figure  2). No mitotic activity was seen in the sections studied.
            

            
                  
                  Figure 1

                  a & b: Well circumscribed tumor with cells arranged in lobules, interspersed with numerous thick and thin walled blood vessels.
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                  Figure 2

                  Individual tumour cells with scanty eosinophilic cytoplasm, oval to round nuclei with even chromatin
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               Discussion

            The neuromyoarterial glomus body is a physiological arteriovenous shunt that regulates temperature 14  and is located in the reticular dermis. The structure known as Sucquet- Hoyer canal is the actual area of arteriovenous
               anastomosis and is lined by endothelial cells as well as muscle fibres lacking elastic lamina. Dispersed within the muscle
               are the glomus cells. The glomus tumour is an uncommon benign tumour arising from the glomus body or the Sucquet-Hoyer canal.
               There are similar terms for this tumour such as solid glomus tumour, glomangioma or a nonchromaffin paraganglioma. 12

            Grossly these tumours are pinkish to purple in color with sizes varying from 0.2 -2 cm. Microscopic examination shows three
               components, glomus cells, blood vessels and smooth muscles in varying proportions. Based on the predominant component, these
               tumours may be categorized into three variants, namely, the solid variant (scanty smooth muscle and vascular component), glomangioma
               (with increased blood vessels) and glomangiomyoma (increased smooth muscles and blood vessels). Out of this the solid variant
               is the most common. 13

            Masson was the first to elaborate on this lesion in the year 1924. 5  A meta-analysis showed varied sites for the occurrence of the tumour including the thigh (n=11), arm (n=9), abdomen (n=7),
               wrist and hand (n=7), calf and ankle (n=7), foot (n=4), buttock (n=3), lung (n=2), stomach (n=1) and the L3 vertebra (n=1).
               It was also noted that the frequency of the extradigital tumours were common among men than women. 15  Sub ungal tumours were found to be painful due to abundant nerve supply, a feature that was not commonly seen in extradigital
               tumours. 14  Notable cases of glomus tumours of the forearm reported in literature so far were mostly deep or intravascular.16, 17, 18  In 1991 Beham et al., reported the first known case of an intravascular glomus tumour in the forearm of a 40 year old man.
               19  Le et al., reported a glomus tumour arising from the softtissue in the forearm of a 23 year old female which was confirmed
               by biopsy in the year 1995. 17

            Extradigital lesions don’t have the typical clinical picture at the time of presentation and are difficult to diagnosis as
               encountered in our case.20  This usually leads to a delay or incorrect diagnosis. According to a retrospective study spanning across 20 years, it was
               found that only 9% of tumours were correctly diagnosed on initial examination. They were commonly misdiagnosed as haemangiomas,
               neurofibromas or neuromas. 21

         

         
               Conclusion

            To conclude, glomus tumours should be considered as a differential in any nodule occurring in the extradigital locations.
               Extradigital tumours need not present as a painful purplish nodule and can be asymptomatic. Surgeons and pathologists have
               to be aware about the varied presentation of these tumours so that misdiagnosis can be avoided and patient can undergo quicker
               diagnosis and treatment. 
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