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Diffuse Neurofibromas: Clinicopathologic Analysis of 11 cases

So-Young Park, M.[)., Hye-Kyung Lee, M.D. and Se-Min Baek, M.[.*
Departments of Pathology & Plastic Surgery™, In g University, Seou! Paik Hospital

We reviewed surgical specimens from 11 patients with diffuse neurefibromna to define the spe-
cific clinicopathologic characteristics. Ten cases were cutaneous neurofibromas and one case
was an uncommon gastrointestinal neurofibroma invelving the rectum. The most frequent sites
of involvement were the head and neck, especially the evelids and the periorbital areas. They
usually presented as a plaque-like elevation of the skin. They primarily occured in children and
voung adults and poesitive family histories of von Recklinghausen's neurofibromatosis were ob-
tained in 45.4%.

FPathologically, the involved skin & rectum were diffusely thickened by an infiltrative growing
mass, showing proliferation of short fusiform cells in the uniform matrix of fine fibrillary colla-
gen. The characteristic prominence of Wagner-M eissner bodies(45 4%) suggests they could be as-
sociated with pathogenesis of diffuse neurofibroma. On the basis of these findings, we could con-
firm diffuse neurofibroma to be a distinct form of neurofibroma. (Korean J Pathol 1995 29: 181
~188)

Key Words: Diffuse neunfibroma, Neurofibromatosis

M =

glaty AAL{FEFL E8AE dAn AAHFE
SET @ UHel® o8 F759 43473 FHEE
Wejzalety a8 slaan gloh . e #ana)
of 2] AAHFT N welzaEta] A3 g
BdH o] Fujel My oilf gHA 2T F|EE]e]
g oo, clokyt Ar)e) AlEE HAYes A5
F < (Neurofibromatosis, von Recklinghausen's
disease)®] §h7}=] Waekde 2 qlalsn ¢lzlut o

A 4= 1094 59 259, AaEel 19949 99 284
F 4 A g2 2T AE 27 854, SHHE 100-032
Sl s AjSoaalel sfide)e) uba

Qe AREE ol A BT FAT g1 Aol
o} olo] AAES SmHes HAs Aud o]y
AALAFE 11483 ez otz &< 9 ez
A& £ASE ALAatol vlhd AAMEEL S
B eluad & A7E A9,

Mz W gl
L5 2

Aae 19894 19¥H 1993 7472 <A
i - AR e 2|3 HAE Aldste e
HAoE nivkd AHJPRFTFoE gk 114E o
A2 2 stedch olF 104 HYF AFdEFeldn
e A 1ol Habge] A3 9R-Fedct

— 181 —



—cfjghulalebH ). 203 A2 E 1095

2, gEyy

v E oo gabea|n e} 2§38 A 4Et
of Fate] A, o], AAHREL FFY, IAA A
BEAYHFT, Wyl w447, F2 9 TR F4
wh2] o2& Zapshgla 2 whel café au lait ¥H3
olv} W4 #®F e g gl ke o dFHET
2 zasbgc) wWelda Sohale A e
slelwl elef e A@ae SEa Hab shale gos
gich, we|=aeta 42 dopEdgl-of ezl el
5l Salsgje|ed Az Edie odbHal SAfe o
ez} e 22A5E ¥M3gch wHe] HEe], A
Hode] 3WeT Wagner-Meissner bodyel #H%
g e A FRET, AR JE B
A AAAFDI EEdEA gL Bt
c}, 2] Masson Ezte|32F H4, Fontana-
Masson 24 % S-100%tw wHeTalssgy &2
e|lEe FHn2 st

| x}
1. ddH &3

1= shape] e ode] gl el g Table 137
e}, H, BRIl 12464 48ARANE HEE
(72.7%)e] 10~294]2] Ao} & Hlr|el H3td &
Ap7p 39 edalz) 8welglch 4 Al 545

4%)s S42F F syt Fuig FE 4
A n o5& Tgg TH(636%) 4 FAF 14
a|ufo] Wwe] <lz)E gl s Agk L«E A9
g S o)(90.9%)e 4 FAR2] HNF AUstd I
2ol udEs Feld 7|3 RS 2T
= #3(Fig la) =% <=k 3515 st A7t
Eale] abEbp(24]) b SubEE(24]) FrtEd
o}, et AEEe)(72.7%) Az 7l ke
v gake] a2 gigletda 26 Ak 2 o
Wi gle] zhzb 33(case 5) % 13 (case 6) 2 H
e 9 m¥eo)Alpag uhe rgee] qlgdch 34

Table 1. Age, sex, and lesion site of 11 cases

Case Mo, Age/Sex Site
] 24/M evelid
2 12/F eyelid
3 26/F face
4 12/F forehead & periorbital area
5 28/ face
& 48/F face & neck
7 44/F face & neck
B 2TM cheek
g 35/F rectum
10 20/F periorbital area
11 29/M cheek

Fig. 1a. A 26.year old woman(case 3) showed marked diffuse hypertrophy of the face, Ectropion of right

eyve was combined.

Fig. 1b, A 12-vear old girl(caes 4) with diffuse neurofibroma of leit upper evelid. The overlyving skin
showed hyperpigmentation and overgrowth of the hairs.
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Table 2. Other clinical manifestation of 11 cases

e ————————————————————— ——a———
Overlying skin
Case No. FHx. of VRN CLS(No.) Others
Pigmentation Owvergrowth of hair

| - N/C - -
2 + + + — ptosis, history of arachnoid cyst
3 + + + — ectropion, hearing impairment
) - - . + + ptosis
= - + + - ectropion, 4th operation
6 N/C W/C + + 2nd operation
7 + +(6) + -
4 - + - - history of seizure
9 N/C - - - recurrent rectal prolapse

10 - . N/C - — visual disturbance

11 - - - -

* VEN: von Recklinghausen's neurofibromatosis
CL5: café au lait spot
N/ nnt-checked

Fig. 2a. On cut section, the entire dermis and sub-

cutis were replaced by an ill-defined gray- Fig. 3a. Diffuse thickening of rectal wall in a pa-
ish firm tissue. tient with rectal prolapse(case 9).

Fig. 2b. The cutaneous lesion infiltrated exten- Fig. 8b. The invlioved rectum showed extensive
sively with diffuse replacement of the der- transmural replacement with foci of plexi-
mis. form growth{arrow).
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Fig. 4a. Diffuse neurofibroma showing proliferation of short fusiform cells in a very uniform matrix of fine

fibrillary collagen.

Fig. 4b. Wagner-Meissner bodies were frequently found.
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Fig. 5a. Infiltrative diffuse involvement was noted around the foci of plexiform growth patern{arrow).
Fig. 5b. Cutaneous lesion contaning groups of cells full of melanin{arrow).
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