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Abstract 
Neurofibroma, a common benign soft tissue tumor may continue to grow and may attain giant size. We prospectively 

analyzed surgical management of 10 patients with giant neurofibroma in our medical college from Oct- 2014 to Oct- 2015. The 

tumors were located in the head and neck (n = 2), limbs (n = 5), and retroperitoneal (n = 2), perineal region (n=1). According to 

the location and extent of the lesion, surgical management was performed to resect the tumor and wounds were closed either by 

skin flap or by skin graft. One patient of giant tumor in the esophagus was subjected to wide excision and primary repair. Post 

surgery the appearance of the patients and also the function of the limbs improved remarkably. In cases of giant neurofibromas, 

surgical treatment effectively reduces the tumor burden, rehabilitates the appearance, function and so improves the quality of life. 

Regular follow up and self examination of operated limb helps to diagnose early recurrence. 
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Introduction 
Neurofibroma, a common benign tumor, may 

occurs in various sites of body. Most of the 

neurofibromas are single[1]. Syndromes associated with 

Multiple neurofibromas are called neurofibromatosis. 

Neurofibromatosis are three types, type 1 neurofibro-

matosis (NF1), type 2 neurofibromatosis (NF2) and 

schwannomatosis [1,2]. NF1 often involve soft tissue. 

The tumor may continues to expand so it often appears 

to be giant, which is a big problems in respect of 

cosmectic and pressure necrosis. Ulcer and repeated 

bleeding of the tumor may distress patients and affect 

quality of life. Unfortunately, although we have known 

something about its pathogenesis [3-6], surgical 

management is still the most important method to con-

trol or even cure this tumor [7,8]. Giant neurofibroma, 

is always a challenge due to the brisk bleeding in the 

operation and the difficulty of reconstruction. In this 

study, we made a prospective analysis of giant 

neurofibroma who underwent surgical management 

from Oct -2014 to Oct- 2015. 

 

Methods and material 
This research was conducted in our MEDICAL 

COLLEGE. Informed consent was taken from patients. 

Two patients out of ten patients meet the diagnostic 

criteria for neurofibromatosis type 1 [1]. From oct. 

2014 to oct. 2015, 10patients (7males and 3 females) of 

giant neurofibroma were taken into the study. Ages of 

patients at admission ranged from 8 years to 60 years 

old. The tumors were located in the head and neck (n = 

2), limbs (n = 5), and retroperitoneal (n = 2), 

perinealregion (1).Two patient had tumors at multiple 

sites.8 patients had solitary lesion, and2patients were 

diagnosed as NF1. All patients underwent preoperative 

profile including blood reports, and relevant fitness, and 

radiological evaluation. Tumor extension and relevant 

anatomy around it were displayed. Neurofibroma of 

viscera need proper surgical work up and nutritional 

build up prior of surgery.  

Surgical management was based on the 

information from above examinations and work up. For 

the tumor in the trunk or limbs, the aim of surgical 

management was to reduce the tumor burden with 

functional limb. We removed the tumor completely and 

reconstruction done by flap or skin graft. For the tumor 

in the head and neck, the appearance was very con-

cerned so we tried to make a complete resection of the 

tumor as far as possible with proper reconstruction. 

After operation, vitals were monitored until the patients 

recovered well. 

 

Result 
All of 10 patients underwent successful surgical 

management. Partial resection of the tumor was 

performed in 6 cases, and complete resection in 4 cases. 

The wounds were closed by the flap or skin graft. 

Among them, one female with a neurofibroma in the 

perineal region was treated by wide excision and 
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rotation flap, one adult male with esophageal 

neurofibroma managed with esophagotomy and wide 

excision. Out of these ten details of 5 cases. 

 

S.No. A/S Chief complaints Procedure Histopath. 

Case 1 50/m Painless swelling in 

neck since 6 months 

Esophagotomy and Wide 

excision of tumor with 

esophageal closure 

Neurofibroma

(plexiform) 

Case 2 34/m Rt. Upper limb swelling 

since 3 years 

Wide excision with 

grafting 

neurofibroma 

Case 3 60/m Swelling over rt elbow 

joint since 6 months 

Wide excision with split 

thickness skin graft 

neurofibroma 

 

 
Fig. 1: esophageal neurofibroma managed successfully with esophagotomy and wide excision. 

 

 
Fig. 2: neurofibroma of arm (at level of upper humerus) managed successfully with wide excision 
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Fig. 3: Giant neurofibroma of elbow joint managed successfully 

 

Discussion 

Most of the neurofibromas are sporadic, however 

some of them transmitted as autosomal dominant 

disorder. Abnormal differentiation of neural crest cells 

responsible for genetically transmitted disease. 

NF1(17q11.2), NF2(22q11.2q12) and schwannomatosis 

(SMAR-CB1) are classical three types of 

neurofibromatosis, which arises due to mutation in their 

respective chromosome(1,2,9-12). NF1 (Von 

Recklinghausen disease) mostly affects skin and soft 

tissue, there is no significant difference in incidence 

between male and female population. Growth of 

Neurofibroma not uniform, usually present with 

irregular boundary and surface. Surgery is the most 

effective definitive treatment for neurofibroma. 

Adequate Knowledge of anatomy and location of lesion 

is important for surgical treatment.(3-8) 

Esophageal growth managed with esophagotomy 

and wide excision with primaryclosure (case1). Perineal 

neurofibroma addressed to wide excision and closure 

with (case 4) rotation flap. Small tumorwas addressed 

to resection of the tumor with skin grafting (case 2, 3) 

fig 2, 3.Among abdominal neurofibroma, plexiform is 

most common type and paraspinal and spinal are 

common sites for abdominal neurofibroma (8).  

Incidence of Gastrointestinal involvement in NF1 

is reported to 10%–25% (9). Gastrointestinal 

neurofibromas are mostly asymptomaic(11). Patient 

with lump in abdomen under psoas muscle, 

managedwith almost complete wide excision (case5). 

Pathologically Neurofibromas are classified as 

localized, plexiform, or diffuse. At gross inspection 

localized intraneural neurofibromas are well-defined 

fusiform or diffuse lesions that appear confined to the 

affected nerve (7). They appear gray to tan on cut 

sections withfocal areas of heterogeneity reflecting 

variable collagen content. Microscopically 

neurofibromas are composed of Schwann cells and 

fibroblasts in a myxoid.  

Plexiform neurofibromais mostly seen in NF1 with 

more chance for malignant transformation to MPNST. 

Plexiform neurofibromas affect medium- to large-sized 

nerve. Nerves not loss original configuration. The term 

ropelikand bag of worm has been applied to the 

macroscopic appearance of plexiform neurofibromas 

that involve nonbranching nerves and highly branching 

nerves respectively (7). 

The plexiform neurofibromas are majority of 

neurofibromas affecting the abdominal viscera and 

mesentery in patients with NF1. The majority of 

gastrointestinal neurofibromas in NF1 are focal 

intraneural or plexiform neurofibromas that involve the 

myenteric plexus. (13). In CT majority of 

neurofibromas are smooth, round or tubular masses that 

are homogeneously hypoattenuating on intravenous 

contrast (8,14). myxoid and mucinous stroma that can 

be observed microscopically within these tumors 

responsible for low attenuation in CT (7,15). Excessive 

collagen may result in focal areas of hyperattenuation. 

Tonsgard et al (8) reported observing intravenous 

contrast enhancement in 50% of their patients with 

abdominal or pelvic plexiform neurofibromas who had 

both nonenhanced and intravenous contrast-enhanced 

CT scans. Case 1 was unique in its site (esophagus), 

size (about 8 × 8 cm) with dysphagia without 

neurological deficit(case1)(16,17). 

Case 2 was presented with a painless swelling of 

the left arm, on evaluation, tumour was deep seated and 

the X-ray showed erosion of the humerus. There were 

no “cafe au lait” spots, two or more neurofibromas, 
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Lisch nodules, axillary or inguinal freckling, sphenoid 

wing dysplasia or thinning of the cortex of long bone, 

and optic glioma. Wide excision was planned with split 

skin grafting. Final histopath suggestive of 

neurofibroma(18). Regular follow up and self 

examination is crucial for early recurrence of tumor. 

 

In summary, this prospective study shows that 

individual surgical management of giant neurofibroma 

effectively reduces the tumor burden, rehabilitates the 

appearance and function, and so improves the quality of 

life. Post op physiotherapy help to early recovery(19-

21). 
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