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An unusual occurrence of abdominal neurofibroma with the neck and 
orbit plexiform neurofibroma in the pediatric age group
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Peripheral nerve sheath tumors, specifically neurofibromas 
and schwannoma variants, occur both sporadically and in the 
setting of hereditary conditions, including neurofibromatosis 
type 1 (NF1), neurofibromatosis type 2 (NF2), and familial/
sporadic schwannoma [1]. It is a frequent and polymorphic 
genetic disorder. The severity is related to the complications. 
The degeneration of neurofibroma is a very rare complication 
of neurofibromatosis [1]. Neurofibromatosis type 1 is a multi-
systemic disorder that can affect several organs [2]. Sporadic 
gastrointestinal neurofibroma occurs considerably less often 
[3]. It may have a course of abdominal pain, discomfort, nau-
sea, dyspepsia, and vomiting. Many of these tumors are age-
related, occur at specific anatomic locations, and have unique 
imaging features [2,3]. In literature, many patients have a va-
riety of organs affected because there is a high prevalence of 
multiple tumors occurring in the same patient [3]. A 5-year-old 
male patient was admitted to our pediatric surgery unit with 
the complaint of abdominal pain and distention. The family 
noticed the development of pigmented patches at birth on his 
skin and black dotted pigmentation along the right side of the 
neck (Figure 1 A, B, and C). Approximately 2 years ago, the 
family experienced his frequent gastrointestinal presentation 
with an unexplained right neck with a right upper eyelid swell-
ing, evolution of the right orbit, and right testicular swelling 
(Figure 2 A, B, and C). The patient underwent a close clinical, 
radiological, laboratory, and histopathology workup (Figure 3 
A, B, and C), (Figure 4 A, B), and (Figure 5 A, B, and C). All im-
age results concluded neck and orbit plexiform neurofibromas 
with abdominal neurofibromas. We protocoled the manage-
ment accordingly.

Figure 1: A, B, and C; A&B: multiple brown oval skin patches in the trunk with 
different sizes (5-40 mm) in diameter (Café-au-lait spots). C: brown linear skin 
patch involving the right side of the neck with pigmented hairy nevi of the 
right auricle. 

Figure 2: A, B, and C; A&B: right side of the neck and right cheek masses, with 
mild dysmorphism, coarse facial featureswith the right upper eyelid swelling, 
and evolution of the right orbit. C: right testicular swelling (isolated varico-
cele) because of the abdominal tumor causing such blockage. 

Figure 3: A, B, and C; A: magnetic resonance imaging (MRI) revealed a well-
defined mass in the right submandibular area. B: the mass extended caus-
ing evolution for both the right cheek (Enhancing mass lesions in the anterior 
parotid gland)and the right orbit (white arrows). C: 3D reconstruction MRI of 
the skull revealed enlarged optic foramen with evidence of right optic nerve 
glioma (white arrow). 
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Figure 4: A & B; enhanced computed tomography scan (CTS) showing an ir-
regular diffuse lobulated soft tissue mass with inhomogeneous enhancement 
(the same area not representing the contrast-enhanced appearance), occupy-
ing both the right upper and lower quadrates in the lower abdominal wall 
with well obvious extension to the right pelvis (white arrows). 

Figure 5: A, B, and C; A: histopathology results through the right subman-
dibular pericapsular lymph node true cut biopsy revealed cylindrical enlarge-
ment of subcutaneous nerves, nerve fascicles, a cellular matrix containing 
fibroblasts, Schwann cells, collagen, with mucin, in favor of plexiform neuro-
fibroma, (hematoxylin and eosin, original magnification 40 A). B&C: through 
two tiny cores of abdominal true cut biopsies, the images revealed sheets of 
cellular proliferating benign-looking spindle cells arranged in a bundle and 
wavy fashion, slightly mucoid basal substances , no mitotic activity, no hem-
orrhage or necrosis, in favor ofbenign neurofibromatosis, (hematoxylin and 
eosin, original magnification 20 A).


