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surveillance of these patients is warranted given the potential 
for local recurrence or metastases.
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A Rare Case of Subconjunctival 
Nerve Sheath Myxoma Presenting as 
Orbital Fat Prolapse
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Dion Paridaens, M.D., Ph.D.*‡

Abstract:  Nerve sheath myxomas are extremely rare myxoid 
peripheral nerve sheath tumors with a predilection for the distal 
extremities, particularly common in the fingers and knees. Here, 
the authors report a 60-year-old male patient with a subcon-
junctival epibulbar nerve sheath myxoma, which was clinically 
diagnosed as an orbital fat prolapse. The lesion was successfully 
debulked without clinical recurrence over more than 3 years. To 
the authors’ knowledge, this is the first case with subconjuncti-
val presentation and fourth orbital reported case.
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Nerve sheath myxoma (NSM) is an extremely rare myxoid 
peripheral nerve sheath tumor with a predilection for the 

extremities, particularly common in the fingers and knees. Only 
14% has been found around the rest of the body.1 The local recur-
rence rate is high and it has a peak incidence in the fourth decade 
of life.1 There are no characteristic clinical features of NSM, 
which is why pathological examination is paramount for diagno-
sis.2 To our knowledge, only a few cases of NSMs around the eye 
have been reported in the literature of which only 3 are located 
in the orbit3 and 4 in the eyelid.2,4–6 Up until recently, NSM was 
thought to be a myxoid type of neurothekeoma.7 At present, 
there is a consensus that both are separate entities based on their 
immunohistochemical characteristics.7 Written informed con-
sent was obtained from the patient for publication of this case 
report, in accordance with the Declaration of Helsinki.

CASE PRESENTATION
A 60-year-old male presented at the outpatient clinic with 

a 10- to 15-year history of a painless superotemporal epibulbar 
swelling in the OS, which had drastically increased in size the 
past year. The patient had a medical history of obesity, gout, rheu-
matism, and hypertension. There was no history of a previous 
malignancy nor was there a family history suspect of NF1. He 
had been referred to us by his rheumatologist for evaluation of 
the epibulbar mass. The patient had no symptoms and on initial 
examination, visual acuity was 1.20 and 1.00 in the OD and OS, 
respectively. There were no physical signs of NF1 and slit lamp 
examination did not show Lisch nodules of the iris. The painless, 
subconjunctival mass was palpable in the superior temporal region 
of the OS, which had a soft cystic aspect and was yellow/pink in 

color (Fig. 1A). The differential diagnosis was orbital fat prolapse, 
epibulbar dermoid, lymphoma, and amyloid. The lesion could 
be pushed back into the orbit using a cotton tip, which argued 
against a diagnosis of epibulbar dermoid. The patient was treated 
with subtotal debulking through a transconjunctival approach.8 
Upon preliminary inspection, the color was not typical of a fat 
prolapse and looked more cystic than fat. It was not a firm lesion 
like lymphoma or an epibulbar dermoid. The lesion was well-cir-
cumscribed but difficult to grasp with forceps. There was no post 
excision measurement taken of the lesion but after debulking only 
a little tissue was left in place. The lesion was sent for histologic 
examination. The patient was seen 3 weeks postoperatively at the 
outpatient clinic (Fig. 1B). There was no postoperative reduction 
in visual acuity or other complications or symptoms. On exam-
ination, there was a quiet conjunctival scar without evidence of 
a residual subconjunctival mass. Histopathology was most con-
clusive for an NSM. Microscopy showed a multinodular myxo-
matous spindle cell lesion with dispersed, somewhat fragmented 
coarse collagen fiber bundles and scattered mast cells (Fig. 2A). 
Strong positive staining of myxoid stroma was observed with 
Alcian blue staining. Additional immunohistochemical analysis 
showed that the lesional spindle cells uniformly stained positive 
for S100, SOX9, SOX10, and CD34 (Fig. 2C, D). There was no 
positive staining for MITF, SMA, MUC4, STAT-6, EMA, or Glut 
1 (Fig. 2B). There were no axons detectable with neurofilament 
and no positive staining of cell nuclei for ki-67. Further, molecular 
investigation showed no mutations in genes of interest, NF1 (99% 
coding sequence coverage) and NF2 (100% coding sequence cov-
erage). Altogether, conjunctival NSM was proposed as the final 
diagnosis. The patient was followed up every 6 months as it is 
known that NSMs often recur. To date, 41 months after excision, 
no signs of recurrence have been detected.

DISCUSSION
NSM is an extremely rare myxoid peripheral nerve 

sheath tumor and was first described by Harkin and Reed.9 
Because of its rare incidence, especially in the orbit, NSM is 
often overlooked and misdiagnosed. Although, in the past inter-
changeably associated with neurothekeomas, they appear to be 
unrelated.1 The older literature should therefore be regarded 
with some reservation as to the distinction of these 2 entities. 
NSMs have a well-circumscribed, multilobulated growth pat-
tern with loosely arranged spindle and stellate cells with, in 
contrast to neurothekeomas, positive staining for S100 protein 
making them originate from Schwann cells.7 NSMs appear not 
to be associated with NF1, NF2, or schwannomatosis.10 Little 
more is known regarding its etiology. The tumor has a peak inci-
dence around the fourth decade of life and males and females 
tend to be affected equally.1 The clinical signs of NSM are not 
distinctive, so immunohistochemical markers such as S100 
and SOX10 and the presence of spindle and stellate cells are 
important to separate them from other entities.1 Drawing from 
the literature on NSM elsewhere in the body, the risk for local 
recurrence must be deemed high, around 50% upon incomplete 
removal.1 Fetsch et al.1 showed that for 5 patients, the time 
interval for recurrence was 2 years. Furthermore, in the same 
study, all 14 patients with no recurrence were followed for at 
least 4 years. Our patient has not had any recurrence for over 
3 years. Therefore, our recommendation for monitoring would 
extend to close follow up every 6 months for at least 3 years. 
Additionally, as advised by most other published literature, 
complete resection is the best approach to prevent local recur-
rence.4,7,11,12 Matsuo et al.3 did a literature search on existing 
cases of orbital myxomas. They found there to be only 21 other 
cases of orbital myxomas in the published literature, of which 

FIG. 1.  Preoperative (A) and postoperative (B) images of the 
superior temporal mass located subconjunctival inside the orbit.

FIG. 2.  Immunohistochemical analysis with ×200 magnifi-
cation showing hematoxylin staining (A); negative MITF (B); 
positive S100 (C); and positive SOX10 (D).

D
ow

nloaded from
 http://journals.lw

w
.com

/op-rs by B
hD

M
f5eP

H
K

av1zE
oum

1tQ
fN

4a+
kJLhE

Z
gbsIH

o4X
M

i0hC
yw

C
X

1A
W

nY
Q

p/IlQ
rH

D
3i3D

0O
dR

yi7T
vS

F
l4C

f3V
C

1y0abggQ
Z

X
dtw

nfK
Z

B
Y

tw
s=

 on 05/01/2025



Copyright © 2024 The American Society of Ophthalmic Plastic and Reconstructive Surgery, Inc. Unauthorized reproduction of this article is prohibited.Copyright © 2024 The American Society of Ophthalmic Plastic and Reconstructive Surgery, Inc. Unauthorized reproduction of this article is prohibited.

Case Reports	 Ophthalmic Plast Reconstr Surg, Vol. 40, No. 6, 2024

only 3 cases were diagnosed as NSMs based on positive S100 
staining.11–13 Furthermore, only 4 cases of NSMs were found 
in the literature presenting in the eyelid as a chalazion5,6 or 
recurrent cystic lesion.2,4 These published cases are presented 
in Table. All discussed NSM cases were initially misdiagnosed, 
which is not surprising given its rare incidence and indistinc-
tive features. The presentation of (peri)orbital NSM lesion as a 
subconjunctival orbital mass is, to our knowledge, unreported. 
This case shows that a broader differential diagnosis should be 
considered for subconjunctival lesions clinically suggestive of 
fat prolapse.
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Intratarsal Keratinous Cyst at the 
Eyelid Margin: A Case Report
Atsushi Tada, M.D., PH.D.*†, Yuko Ono, M.D., PH.D.‡, 
Takayoshi Kojima, M.D., PH.D.§, and Shigeki Machida, M.D., PH.D.*

Abstract:  An uncommon case of an intratarsal keratinous 
cyst at the lid margin is described in a 73-year-old Asian 
man using long-term antiglaucoma eye drops. There was no 
history of trauma or surgery of the upper eyelid. A yellow 
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