International Journal of General
Medicine and Pharmacy (IJGMP) A International Academy of Science,
ISSN(P): 2319-3999; ISSN(E): 2319-4006 < Engineering and Technology

Vol. 4, Issue 2, Mar 2015, 81-86
© IASET IASET Connecting Researchers; Nurturing Innovations

GIANT CONGENITAL NEVUS WITH PLEXIFORM NEUROFIBROMA  AND EPITHELOID
VARIANT OF MALIGNANT PERIPHERAL NERVE SHEATH TUMOR  WITH
MELANOCYTIC DIFFERENTIATION A RARE CASE REPORT

RANJANA GIRI, SUBRAT SAHU, K.L PUROHIT, J RATH &U S ENAPATI
Department of Pathology & Surgery, KIMS, Campugétia, BBSR, Orissa, India

ABSTRACT

A 22 year male patient with a giant congenital reiruassociation with plexiform neurofibroma andttegloid
malignant peripheral nerve sheath tumor (MPNSTdherntrunk and back. This is a very rare entity nillw only two cases
has been reported in the literature. The clinisatgical and histological aspects of the diseasedmcussed. The mutual

origin of all the three entities can be explaingdbland theory of neurochristopathy.
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INTRODUCTION

A male patient with a giant congenital nevus asgedi with plexiform neurofiboroma and malignant pharal
nerve sheath tumor is presented. The giant corajemivus is a benign tumor and a variant of corigemelanocytic
nevus characterised by its extensive size measororg than 20cm in its greatest dimension and ogogp>20% of body
surface area, often there are many scatteredigatellions associated with them. It may also hagkision of other cells
of the neural sheath e.g Schwann cells, ganglitis aed pleomorphic nevoid cellPatients who present with LCMN are
known to have high risk of developing malignant ameima® rhabdomyosarcoma, malignant peripheral nerve kheat
tumor,lipoma and neurofibroma. The concept of netystopathy by bolard has proven that maldeveloprogthe neural
sheath differentiated during the embryologic phafsevolution may lead to varying combination of tmntdiseases after

parturition®

Neurofibroma are defined as a benign tumors ofniéirves sheath which along with Schwann cells, pera
cells and fibroblast cells and it may have inclasad different cells that may cause the problendéfining the origin of
the cell population in a malignant alterafiolexiform neurofioroma is a variant of neurofibr® showing nodular
architecture with myxomatous change. Plexiform o@oroma is very rare but has the greatest potenfianalignant
alternation among all benign peripheral nerves tsmanging from 5-1090nly two case having combination of the giant

congenital nerves, plexiform neurofioroma and MPN&$ been reported till date.

MATERIALS & METHODS

22 year old male presented with congenital gianusdan the body with multiple satellite pigmentexbibns in
both the hands and also in both legs (Figure 1% fdtient began developing numerous small rubbedyles over the
nevus since childhood which was slowing growingnature. Since last 6 months there is sudden emsgeof two
nodules occure for which became for medical atentfFigure 2). Biopsy was taken from the two langelules and sent

for histopathological study. First specimen waskia sovered tissue of size 3x2x2cm. Cut sectiodoyash lobulated,
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firm, homogenous and at places glistening (FigyreS&cond specimen was a irregular oval tissuazef 2x1.5x1.5cm.

Cut section brownish black and soft in consisteffégure 4).
RESULTS

Section from the first lesion shows a tumor witldalar architecture seen in the dermis. Nodulesoarerying
size(Figure 5) with conspicuous myxoid stroma vgitbllate and oval shaped tumor cells (Figure 6)v Emall aggregates
of melanin containing cells are also seen. Thensipleomorphism or mitosis seen.Immunohistocheynisfs diffuse
and strong positivity for S100, HMB-45 is positilie pigment containing cells and desmin negativestdtiathological

diagnosis was plexiform neurofibroma.

Section from the second lesion shows a tumor aecng sheets, nests with epithelioid cytomorphology
(Figure 7). Tumor cells are round to polygonal wdtistinct cytoplasmic border some showing prominamtleoli.few
mitosis seen. At places the tumor cells are seém parivascular orientation (Figure 8). Few melagimtaining cells are
also seen (Figure 9). IHC shows S100 diffuse armahgtpositivity. HMB-45 was positive only in pignerontaining cells.

EMA and pancytokeratin were negative.

Correlating the clinical history, histological fimdj of the other lesion as plexiform neurofibromiae t
histopathological features of the second lesiotoissidered as epitheloid MPNST with melanocytidedéntiation. One

year after biopsy the patient is well.
DISCUSSION

Giant congenital nevus with plexiform neurofibromad MPNST is a very rare entity it mostly occursimly
childhood and adolescerice The origin of this entity can be studied in twiffetent stand points. Malignant peripheral
nerve sheath tumor, nevus and plexiform neurofiirdnom one entity in embryologic and pathogenegose and
according to bolande it could be defined as a cempbrm of neuro cristopathy and neuricristopatsymdrome, the
subgroup being sundry association and interreledeapleX. Which can be explained on the basis of a defettié neural
crest which is considered to be a common origimefanoblasts, Schwann cells, sensory ganglia, fahemuscle and
blood vessels. When associated with neurofibrongttee 5- years survival rate is 16% when isolaked5 year survival
rate is 53%.our case shows a rare form of epitideMdNPNT and plexiform neurofibroma a over a largengenital
nevus.only two similar case in the literature wasatibed, one by drazen shejbal et al on 20IBey described an 15
years female with giant congenital nevus associaitill plexiform neurofiboroma and malignant peripdlenerve sheath
tumor. Another case by Roth et al who describethfamt girl born with a pigmented giant nevus depeld a malignant

schwannoma in the retroperitoneum at 16 monthgef a
CONCLUSIONS

The index case is very rare and unusual in redpeits clinical presentation. Till date only twoses has been
reported. But Giant congenital nevus with plexifoneurofiboroma & Epitheloid MPNST with melanocytidfdrentiation
is not reported till nowOf all benign tumors of the peripheral nerve origin, plexiformurafibromas with the risk of
malignant alteration greater than 5%, represemt$uimor with the highest malignant potential. Oase shows a rare form
of plexiform MPNST in a patient without neurofibratosis. Only histopathology & immunohis to chenyisare

overlapping between malignant melanoma and EpiithéWtPNST. corelating the clinical history, his toomphology of
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first lesion as plexiforn neurofiboroma we diagnogbé case as epitheloid MPNST with melanocytic edéhtiation.
The giant nevus and MPNST are physically conneatitldl transitional areas of the plexiform neurofibv@ confirming

the common origin of all three tumors.
REFERENCES

1. Bolande RP. The neurocristopathies: A unifying egnof disease arising in neural crest maldevelopndum
Pathol 5:409-29, 1974.

2. Scheithauer BW, Woodruff JM, Erlandson RA. Neurddilna. Tumors of the peripheral nervous system.
In: Atlas of Tumor Pathology, 3rd ed. Washingtoii;:IArmed Forces Institute of Pathology, 1999, Chagd.

3. Hendrickson MR, Ross JC. Neoplasms arising in cotglegiant nevi: morphologic study of seven cased a
review of the literature. Am J Surg Pathol 5:109-B%81.

4. Ferner RE, Lucas JD, O’Doherty MJ, Hughes RA, SnihA, Cronin BF, Bingham J. Evaluation of 18
fluorodeoxyglucose positron emission tomographyF@8 PET) in the detection of malignant peripheraive
sheath tumours arising from within plexiform neilbodmas in neurofibromatosis 1. J Neurol Neurosurg
Psychiatry 68:353-7, 2000.

5. Hoang MP, Sinkre P, Albores-Saavedra J. Rhabdomymse arising in a congenitalmelanocytic nevus.
Am J Dermatopathol 24:26-9, 2002.
6. Drazen shejbal, Vladimir bedekovic et al Fetal &Rgric Pathology.2012 Aug;3(4);230-5

7. Roth MJ, Medeiros LJ, Kapur S, Wexler LH, Mims Sprbwitz ME, Tsokos M. Malignant schwannoma with
melanocytic and neuroepithelial differentiationan infant with congenital giant melanocytic nevascomplex
neurocristopathy. Hum Pathol 24:1371-5, 1993.

APPENDICES

B |

Figure 1

www.iaset.us anti@iaset.us



84

Figure 2

Ranjana Giri, Subrat Sahu, K.L Purohit, J Rath &U Senapati

Impact Factor (JCC): 2.9545

Figure 4

Index Copernicus Value (ICV): 3.0



Giant Congenital Nevus with Plexiform neurofibromaand Epitheloid Variant of Malignant Peripheral 85
Nerve Sheath Tumor with Melanocytic Differentiationa Rare Case Report

Figure 7

www.iaset.us anfi@iaset.us



Ranjana Giri, Subrat Sahu, K.L Purohit, J Rath &U Senapati

86

by
Y

SRR R A Ol
&J«%w g :.w..u.@f . “.}, LAY
‘ v o ' y N

3

Figure 8
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