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Purpose: To describe a case with a growing erythematous conjunctival mass in the left eye, diagnosed as

Observations: A 31-year-old lady had corrected visual acuity of 6/7.5 and normal intraocular pressure in both
eyes. Congested left bulbar conjunctiva with one slightly elevated nodule at nasal area was noted for one year.
Excisional biopsy was performed after failed treatment with topical eye drops. Pathology showed conjunctival

myxoma with spindle- and stellate-shaped cells, which was a rare ocular surface neoplasia. There was no
combined systemic disease found.

Conclusions and importance: We described the clinical and pathological features of conjunctival myxoma. Sys-
temic evaluation should be considered before and after surgical excision.

1. Introduction

Myxoma is a rare benign tumor without metastatic potential,
discovered in sinuses, pharynx, heart, breast, intestines, genitourinary
tract, skin, muscles, and bones. With incidence rate from less than
0.001% to 0.1%, conjunctival myxoma is an extremely rare ocular
neoplasia of primitive mesenchymal origin, according to large reviews
of thousand conjunctival lesions.' > Conjunctival myxoma, usually
present in older people, was first described in 1913 by Magalif, followed
by limited number of case reports. Other than conjunctiva, ocular
myxoma could occur in the optic nerve, orbit, eyelid, and the cornea,*”’
or develop with systemic diseases such as Zollinger-Ellison syndrome
and Carney complex. In literature review, patient with Zollinger-Ellison
syndrome could present with pancreatic gastrinoma, inter-atrial septal
thickening, and conjunctival myxoma at the same time.® Carney com-
plex is comprised of cutaneous or cardiac myxomas with pigmented skin
or ocular lesion, endocrine overactivity."

Clinically, conjunctival myxoma is a benign ocular tumor, presenting
as a slowly growing, painless, gelatinous mass.” Its appearance could be
pink, white, or fleshy in colour, and cyst-like, semi-encapsulated in
shape. Accordingly, conjunctival cyst is the commonest initial impres-
sion. In histology, stroma of the tumor is mainly composed of spindle-

and stellate-shaped cells, with scarce lymphocytes, macrophages, and
mast cells.” Extracellular matrix of myxoma could consist of collagen,
chondroitin sulfate, and hyaluronic acid.'® ' Excision of tumor mass for
pathological analysis is the main strategy to manage conjunctival
myxoma. In this article, we are going to present clinical case of a young
lady with a painless, bulbar conjunctival mass for one-year period. The
final diagnosis is conjunctival myxoma without systemic involvement.
Literatures of conjunctival myxoma are also reviewed in this article.

2. Case report

A 31-year-old lady presented at our clinic with congested left eye and
concerned about a tiny nodule on the ocular surface over one year
(Fig. 1). There was no remarkable personal systemic disease.
Ophthalmic examination showed that the best corrected visual acuity
was 6/7.5, and intraocular pressure was 13 mmHg in both eyes. Under
slit-lamp examination, a 5 mm x 6.5 mm, slightly elevated, freely mo-
bile cystic lesion was noted at nasal bulbar conjunctiva in the left eye,
surrounded by engorged conjunctival vessels and subconjunctival
hemorrhage. No combined systemic finding was noted during exami-
nation. Topical eye drops, including 0.025% ketotifen twice a day and
0.1% fluorometholone three times a day, were administered first to treat
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the lesion, but no improvement was observed. Because of cosmetic
reason and irritation, excision of the conjunctival mass was performed
three weeks later.

Before operation, well-defined elevated gelatinous lesion with
congestion and subconjunctival hemorrhage was noted at nasal bulbar
conjunctiva in the left eye. Conjunctival cyst was impressed first. After
meticulous excisional biopsy through conjunctival incision, the spec-
imen of conjunctival tumor was sent for pathological analysis. Gross
inspection revealed two fleshy pieces of tissue, 2 x 2x1 mm and 6 x 5x1
mm in size, respectively. Under microscopic examination, well-defined
nodule with spindle- and stellate-shaped cells within stroma, scarce
scattered delicate vascular tissues, and surrounding mast cells were
found in hematoxylin and eosin (H&E) stain (Fig. 2). Accordingly,
conjunctival myxoma was diagnosed. There was no focal recurrence
during short-term follow-up.

3. Discussion

In literature review, conjunctival myxoma generally affects older
patients with mean presenting age of 47.6 years (median age of 49 years,
ranging from 11 to 80 years),"»>° which is relatively older than that in
our case. However, ocular myxoma could also be presented in even
younger patients in literature.'>'* Although there is no gender predi-
lection found in the results of two large case series of ocular myxoma,
slight female predominance with female-to-male ratio around 4 to 3 had
been reported.® Since clinical presentation of conjunctival myxoma is
similar to a painless, mobile, cystic lesion below conjunctiva, the com-
monest impression is conjunctival cyst, which would be overlooked until
pathologically proved. Other than conjunctival cyst, ocular surface tu-
mors from benign to malignant origin, such as amelanotic nevus, lym-
phangioma, myxoid neurofibroma, myxoid liposarcoma, and
amelanotic melanoma, should be considered.®

Conjunctival myxoma tends to develop at bulbar conjunctiva, fol-
lowed by limbal, fornix, and palpebral area. It is often observed at
temporal rather than nasal area,'® which is opposite to the presentation
in our patient. Long-lasting lesion with subconjunctival hemorrhage,
engorged vessels, and ocular history of refractory topical treatment or
failed aspiration may suggest further intervention. Imaging studies of
orbital myxoma have shown a homogenously isodense mass on
computed tomography (CT), a hypointense and bright lesion on T1-and
T2-weighted MRI without contrast enhancement, respectively.'* These
further imaging studies are helpful for evaluation of larger and deeper
periorbital lesions of unknown origin. At presentation, there was no
systemic comorbidity in our patient; however, some conjunctival myx-
oma patients will develop systemic diseases before or during their fol-
low-up.*® Cardiac sonography, survey of endocrine overactivity,
inspection of any skin or ocular pigmentation, and evaluation of pa-
tients’ relatives would not be overemphasized. Whether conjunctival
myxoma will induce later systemic involvement or it is just one sequelae
of these syndromes remains to be elucidated; therefore, long-term
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follow-up with systemic evaluation is required.

Different from clinical characteristics of pterygium, conjunctival
myxoma tends to occur at temporal region of globe than other area,'>'°
implying its different manifestation. Additionally, pathological findings
of conjunctival myxoma show primitive mesenchymal origin with
immersed spindle- or stellate-shaped cells in the stroma, different from
solar elastosis in pterygium, loss of epithelial polarity in ocular surface
squamous neoplasia (OSSN), or lymphoid follicle in lymphoma. In sum,
ocular surface tumor such as reactive lymphoid hyperplasia, lym-
phangioma, lymphoma, and lipoma should be put into differential
diagnosis. With myxoid entity, myxochondroma, myxolipoma, and
myxoid neurofibroma should also be considered.'® However, charac-
teristics of scarce vessel channels in conjunctival myxoma show less
possibility of solid tumor of ocular surface.

According to histopathological findings in cardiac myxoma, hyper-
secretion of myxoid stromal contents such as hyaluronic acid by fibro-
blasts and myofibroblasts has ever been considered as a theory of
myxoma formation.'” Histological stain with alcian blue, colloidal iron,
and hyaluronidase treatment for dissolving mucopolysaccharides are
useful tests to confirm this property.'®!! Based on cellular morphology
in H&E stain, conjunctival myxoma could be identified from other tu-
mors with melanocytes or lymphocytes. Furthermore, immunohisto-
chemical(IHC) stain for vimentin and a-smooth muscle actin (a-SMA)
could also be used to identify mesenchymal origin and myofibroblasts
entity in conjunctival myxoma.'' Stain positive for vimentin, acceptably
positive for S-100 according to whether tissues from neural crest origin,
negative for a-SMA, SOX10 and GLUT1 are shown in conjunctival
myxoma.” In our case, conjunctival myxoma could be diagnosed by its
typical histological presentation with sparse cellular and vascular
components in myxoid stroma.

Since conjunctival myxoma is a rare ocular surface neoplasia, path-
ogenesis of this tumour is not well established due to limited sample.
However, mutation of PRKARIA gene with abnormal subsequent cAMP-
dependant protein kinase A (PKA) had ever been proposed being asso-
ciated with more aggressive and systemic myxoma lesion.'® With
immunohistochemical stain, absence of PRKARIA protein has strong
association with cardiac myxoma or Carney complex, providing an
advanced screening tool for suspected systemically involved patients.

4. Conclusions

We presented a young lady diagnosed as conjunctival myxoma at
nasal bulbar conjunctiva, which is a rare and benign conjunctival tumor.
Although excision is the main strategy to deal with conjunctival myx-
oma, thorough systemic evaluation for complex disease and evaluation
of patient’s relatives are easily overlooked and should be taken into
consideration.

Fig. 1. Clinical picture of conjunctival myxoma over nasal conjunctiva of a 31-year-old lady. External eye photos, showing well-demarcated, fleshy, gelatinous,
elevated lesion over left nasal bulbar conjunctiva (A). Congested conjunctiva with mild subconjunctival hemorrhage and engorged vessels around the lesion (B).
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Fig. 2. Histology of conjunctival myxoma. Microscopic examination of conjunctival myxoma. Sparse spindle- and stellate-shaped cells were found in myxoid stroma.
Less vascular structure was noted in the specimen (A & B; 40X, scale: 200 pm). Wave- or Swirl-like spindle cells mixed with stellate, round cells in acidic stroma of
myxoma (C: 100X, scale: 100pm; D: 200X, scale: 50pm). Spindle and stellate cells were marked with black and white arrow, respectively.
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