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Introduction

lexi form neurof ibroma is  an Puncommon skin tumour. It accounts 
1for less than 5% cases of Neurofibroma.  

We present a case of 20 year old girl with 

neurofibromatosis type 1 who presented 

with a large, di f fuse, plexi form 

neurofibroma over right thigh. Patients 

with neurofibroma have to be under 

frequent evaluation as they carry 

increased risk of malignancy. Surgical 

excision is the treatment of choice.

Case Report

A 20 year old girl presented with a gradually 

progressive swelling over his right thigh for last 2 

years (Fig 1). Examination revealed a soft, diffuse

 swelling measuring 6 x 8 cm over anterior aspect of 

right thigh. The lesion was non-tender and freely 

mobile over the underlying tissues. Patient had 

multiple soft nodules in the skin (mollusca fibrosa) 

which were widely dispersed over both upper limbs 

(Fig 2). Multiple hyperpigmented spots over the

abdomen suggestive café-au lait spots were seen (Fig 

3) An ophthalmological examinaiton revealed

Abstract

Plexiform neurofibroma is an extremely rare skin tumour. It constitutes less than 5% 

cases of neurofibroma. Involvement of peripheral nerve is rare. Surgery is the best 

option for large or diffuse plexiform neurofibroma. Patients need regular follow up to 

rule out malignant change or recurrence.

Fig 1: Large plexiform neurofibroma over right thigh.

Fig 2: Multiple neurofibroma over both upper limbs.

Fig 3: Café-au lait spots over anterior abdomen wall.
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multiple pigmented iris hamartomas (lisch nodules) 

in both eyes. Clinical diagnosis of neurofibomatosis 

type I with plexiform neurofibroma of right thigh was 

made. Patient underwent excision of the swelling over 

right thigh followed by primary closure. 

Histology showed a whorled fascicles and 

fusiform enlargement of spindle shaped cells 

consistent with neurofibroma  (Figs 4a and 4b).

Immunohistochemistry studies revealed tumour 

cells positive S-100 (Fig 5), CD-34 suggestive of

endoneurial differentiation. Patient is symptom free 

with no new lesions and any changes in the previous 

lesions over both upper limb on 1 year follow up.

Discussion

N e u r o f i b r o m a t o s i s  i s  a  

genodermatosis of neuroectodermal 
1origin.  Neurofibroma 1 (NF1) accounts for 

90% cases of neurofibromatosis. 

Neurofibroma is a common autosomal 

dominant disorder with an incidence of 1 

in 2500-3300. The genetic defect is located 

on long segment of chromosome 18q.

The classical features include 

neurofibroma and pigmentary changes. 

These consists of café-au-lait spots, 

freckles, and hyperpigmentation overlying 
1plexiform neurofibromas.  Criterion for 

diagnosis of neurofibroma (NF1) is enlisted 

in Table 1 developed by the National 

Institute of Health Consesus Development 
2Conference on neurofibromatosis (1987).

Plexiform neurofibroma occurs in only 

5% cases of neurofibroma. It presents as a 

diffuse and elongated swelling along the 

course of a nerve trunk/plexus, These 

frequently affect trigeminal and cervical 

nerves. Involvement of peripheral nerves is 

less common. These lesions usually 

appear in the first two years of life.

Plexiform neurofibroma are of two 

varieties, nodular and diffuse. Diffuse 

plexiform neurofibroma, also called as 

elephantiasis neurofibromatosa, has an 

o v e r g r o w t h  o f  e p i d e r m a l  a n d  

subcutaneous tissue associated with a 

wrinkled and pendulous appearance.

Plexiform neurofibroma tend to 

infiltrate into deeper structures like fascia, 

muscles and bone. There is a localised or 

Fig 4: Histopathology showed a whorled fascicles 
and fusiform enlargement of spindle shaped cells 

consistent with neurofibroma.

Fig 5: Immunohistochemistry studies revealed 
tumour cells positive S-100.

Table 1 : Criteria for diagnosis of NF 1: Fulfilling at 

least two of seven criteria makes a diagnosis of NF1.

1. Six or more cafe-au-lait spots that are greater 

than 1-5 cm in postpubertal individuals or 0.5 cm or 

larger in prepubertal individuals.

2. At least two neurofbromas of any type or at least 

1 plexiform neurofibroma.

3. Freckling in the axilla or groin (Crowe's sign).

4. Optic glioma.

5. At least two lisch nodules (benign iris 

hamartoma).

6. A distinct bony lesion including sphenoid wing 

dysplasis or thinning of the long bone cortex.

7. A first degree relative.
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segmental hypertrophy of underlying soft 

tissue resulting in a gross deformity of the 

involved part. The incidence of malignant 

transformation into neruofibrosarcoma is 
3upto 5% of cases.

Happle reported that large plexiform 

neurofibromas might be explained as type 

2 segmental manifestations of NF1 and 

such tumours may originate from loss of 

heterozygosity occurring at an early 
4developmental stage.

Patients with plexiform neurofibroma 

have to keep follow up on regular basis as 

they have risk of malignancy in up to 5% of 
3-4cases.  Other complications include 

bleeding from trauma, neurological 

deficits, limited limb movements, and 

psychological disturbance because of 

abnormal limb anatomy. Surgical excision 
5is the treatment of choice.

In our case, excision of large plexiform 

neurofibroma was done and rest of the 

lesions were kept under observation. 

Patient has no new lesions or recurrence in 

the previous operated site of 1 year follow 

up.
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HbA  and blood glucose for diagnosis of diabetes 1C

For about a decade, it has been debated whether measures of glycated haemoglobin (HbA ), a 1C

standard monitoring test for the control of diabetes, could also be used as diagnostics criteria. Those 
who support this idea argue that a convenient laboratory test which reflects long-term 
hyperglycaemia over the preceding 2-3 months and is a proven measure of diabetes-related 
complications. An international expert committee after considering data on association of HbA  and 1C

retinopathy, recommended that diabetes be diagnosed when HbA  of 39-46 mmol/mol (5.7-6.4%) 1C

was stated for the identification of prediabetes (an increased risk for diabetes).

This work fuels further debate on HbA  as a diagnositc and predictive test for diabetes.1C

Further, diagnositc values of HbA in different ethnic groups continue to be debated.1C 
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