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FIG 3. Orbital soft tissue histopathology slides. A, Microscopic exam-
ination showing a lipogranulomatous inflammatory reaction in the
orbital soft tissue secondary to a reaction to silicone oil (hematoxylin,
phyloxine, saffron [HPS], original magnification x50). B, High-power
view showing the multinucleated foreign body giant cells (arrow) that
have engulfed the silicone oil (star; HPS, original magnification x200).

Silicone oil migration out of the vitreous cavity has been
reported previously. Proposed mechanisms of oil extrusion
include migration through incompletely healed sclerotomy
sites” and direct trans-scleral passage (especially if local
scleromalacia with coinciding increased intraocular
pressure)’ or via the trabecular meshwork and episcleral
veins.” These mechanisms would be more likely in cases
of direct ocular trauma postoperatively. With the introduc-
tion of small-gauge mostly sutureless transconjunctival vit-
rectomy surgery, " silicone oil migration has become more
common. Even if the sclerotomy is presumed “watertight,”
itis common for a small volume of silicone to escape as it s
withdrawn and become trapped by overlying conjunctiva.

To our knowledge, this is the first report of silicone oil
migration from the vitreous space into the periorbital
space surrounding an extraocular muscle, after otherwise
uncomplicated 23-gauge vitrectomy with intraocular sili-
cone oil injection. Although the exotropia was unlikely
secondary to silicone oil migration, the ocular discomfort
may have been related to its presence, because the
discomfort was relieved after strabismus surgery. The
silicone oil migration was presumably due to sclerotomy
site leakage, despite no other signs of leakage. Our case
highlights the importance of meticulous sclerotomy
site closure and the importance of a low threshold for
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suturing sclerotomies, especially in pediatric vitrectomy
surgery.

Literature Search

PubMed was searched on September 9, 2018, for English-
language results using the following terms in combination:
silicone oil, extrusion, migration, complications, extraocular
mauscles, strabismus, sclerotomies, leakage, 23-gauge vitrectomy,
and pediatric.
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Episcleral racemose
hemangioma

Li-Anne Lim, MB BS BSc (Med), M. Med
(Ophth Sc), Philip Brower, BS,
Jerry A. Shields, MD, and Carol L. Shields, MD

Racemose hemangioma is a rare, benign vascular malformation. In
the episclera, it appears as dilated, tortuous blood vessels that pass
from the fornix over the globe surface to the limbal area, without
capillary architecture, and then loop backward into the fornix.
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Fluorescein angiogram reveals the vascular malformation with
rapid flow and confirms the episcleral vessels to be large in caliber
and with a curvilinear, twisted configuration. We report the case of a
22-year-old man with nonhemorrhagic, coincidental racemose
hemangioma of the episclera.

Case Report

A 22-year-old otherwise healthy man presented to the
Wills Eye Hospital Ocular Oncology Service with a
2-year history of redness and irritation of the left eye.
His symptoms were most bothersome in the morning
and showed no improvement following topical antihista-
mines.

On examination, best-corrected visual acuity was 20/25
in each eye. The right eye was completely normal. The left
eye revealed intense redness on the bulbar conjunctiva
inferiorly, with dilated, curvilinear, tortuous episcleral
vessels (Figure 1A). There was no evidence of inflamma-
tion, intraocular mass, retinal vascular abnormality, or
hemorrhage. Anterior segment optical coherence tomog-
raphy revealed no solid or cystic tumor or lymphangioma/
lymphangiectasia.

Fluorescein angiography (FA) revealed vascular malfor-
mation characteristic of racemose hemangioma: rapid
perfusion of convoluted blood vessels emanating from
the fornix to loop at the limbus, without capillary architec-
ture, returning to the inferior fornix (Figure 1B)."” The
vascular complex comprised three separate areas of large-
diameter tortuous vessels of at least 4-5 times normal
caliber, looping and curvilinear within the episclera, with
minimal overlying conjunctival vessels. At 30 seconds after
injection, the arteriovenous complex was fully filled with
fluorescein, and the late frames demonstrated no staining
or leakage. Magnetic resonance imaging (MRI) of the brain
and orbit revealed no abnormal findings. The final diag-
nosis was episcleral racemose hemangioma. Observation
was advised.

Discussion

Racemose hemangiomas can appear in children; thus un-
derstanding the condition is relevant to formulating a dif-
ferential diagnosis. There are several vascular tumors of
the conjunctiva and episcleral/scleral region. In a compre-
hensive analysis of 140 consecutive cases of epibulbar
vascular tumors, the final diagnoses included lymphan-
gioma/lymphangiectasis (36%), pyogenic granuloma
(22%), capillary hemangioma (14%), Kaposi sarcoma
(7%), acquired sessile hemangioma (7%), racemose hem-
angioma (5%), varix (3%), cavernous hemangioma (2%),
and glomangioma (<1%)." The racemose hemangiomas
in that series were all of conjunctival origin; there were

FIG 1. A, The left eye showing dilated, twisted, episcleral vessels infe-
riorly in three regions (medial [arrow], central, lateral), consistent with
episcleral racemose hemangioma. B, Fluorescein angiography of
episcleral racemose hemangioma revealing dilated, twisted vessels
that pass from fornix to equator (medially [arrow]) or perilimbal region
(laterally) without capillary architecture and with looping back to
the fornix.

no cases of scleral or episcleral origin. A recent compre-
hensive analysis of 5,002 tumors of the conjunctival region
yielded similar results, with the top three categories of
melanocytic (52%), premalignant and malignant epithe-
lial (14%), and lymphoid (9%) tumors.’ Vascular tumors
were the 5th most common, representing 4% of cases, of
which there were 4 cases (<1%) of conjunctival racemose
hemangioma and none of scleral or episcleral racemose
hemangioma.

There are notable differences between conjunctival and
episcleral racemose hemangiomas. Conjunctival racemose
hemangioma has the unique clinical feature of a nondilated
vascular spiral or loop, often near the limbus and clinically
asymptomatic. This lesion resides in the substantia propria
and readily moves with the conjunctiva. Hemorrhage and
hematoma are rare, and observation is often advised.”
The episcleral racemose hemangioma, by contrast, located
deep within the episcleral, is prominent, dilated, twisted,
and tortuous and produces mild symptoms of ocular irrita-
tion. These vascular lesions should be distinguished from
enlarged sentinel vessels associated with ciliary body mela-
noma, hairpin-looped fine vessels of squamous neoplasia/
papilloma, random fine intrinsic vessels within nevus, mel-
anoma, and lymphoma, dilated corkscrew vessels of dural
cavernous sinus fistula, and irregular ectatic vessels of lym-
phangioma.

To our knowledge, this is the first reported case of
racemose hemangioma located in the episclera or
sclera. In this case, fluorescein angiography demon-
strated the vascular lesion to be comprised of deep,
large diameter vessels within the episclera, and without
staining or leakage of fluorescein, similar to retinal ra-
cemose hemangioma. Retinal racemose arteriovenous
malformations can be associated with ipsilateral brain
and intraosseous (mandibular) racemose hemangioma,
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as in Wyburn-Mason syndrome.” On the other hand,
iris racemose hemangioma, conjunctival racemose
hemangioma—and now episcleral racemose hemangio-
ma—have not been associated with a systemic condi-
tion. In our case, there were no neurological
findings, and brain MRI was unremarkable.

There are several episcleral/conjunctival vascular
lesions that can resemble the episcleral racemose
hemangioma including lymphangioma, varix, cavernous
hemangioma, and capillary hemangioma. Conjunctival
lymphangioma/lymphangiectasia presents with dilated
randomly ectatic lymphatic vessels of variable diameter
and with surrounding hemorrhage, occasionally with a
deeper, diffuse orbital component."”* Conjunctival
varix appears with a solitary dilation of a preexistent
vein, rarely found isolated to the conjunctiva, and can
undergo slow thrombosis with phlebolith formation."”
Conjunctival cavernous hemangioma occurs in the deep
stroma as a red or blue multilobular mass, appearing
like concord grapes, histopathologically composed of
dilated congested veins separated by thick connective
tissue septae.” Finally, conjunctival capillary hemangio-
ma typically presents in infancy, although acquired
lesions in adults have been reported, and this lesion
appears red, without hemorrhage, and vascular details
are not resolvable."”’

Literature Search

PubMed was queried without date or language restriction
on July 26, 2018, using the following terms: sclera racemose
bemangioma and episclera racemose hemangioma.
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Mirror image
hypermetropic
anisometropia in a pair of
monozygotic twins

Hajar Farvardin,” Mehrnoosh Maalhagh, MD,*
and Majid Farvardin, MD*"

In monozygotic twins two embryos are formed from a single fertil-
ized egg. In “mirror image twins” identical siblings have reverse
asymmetric features in the right and left sides of the body. We report
the case of twins with mirror-image hypermetropic anisometropia.
They were referred to an ophthalmologist at the age of 3.5 years for
amblyopia. Cycloplegic refraction of twin 1 was +1.00 in the right
eye and +4.50 —0.75 =180 in the left eye; of twin 2, +4.75
—1.00 =180 and +1.25. Keratometry and axial length were
measured with Lenstar LS 900 when the twins were 6 years of
age. In twin 1, the axial length was 22.18 mm in the right eye and
20.97 in the left eye; in twin 2, 20.94 mm and 22.13. Keratomtry
of both eyes of these twins was relatively equal.

Case Report

Female monozygotic twins were referred to Shiraz
University of Medical Sciences at the age of 3.5 years for
evaluation of amblyopia. The twins shared physical charac-
teristics (weight, height, head circumference, iris color,
interpupillary distance), and their zygosity was assessed by
the pediatrician and determined by questionnaire and stan-
dard genotyping. T'win 1 was left-handed and twin 2 was
right-handed. Both twins underwenta complete ophthalmic
examination, including visual acuity, ocular motility testing,
cycloplegic refraction, and fundus examination. Cycloplegic
refraction was performed 45 minutes after instillation of 2
drops of cylopentolate 1% using the Topcon RM-800 au-
torefractometer (T'opcon Medical System, Japan).

On examination, “mirror image” hypermetropic aniso-
metropia was discovered. Twin 1 had anisometropia with
hypermetropic astigmatism in the left eye. Her cycloplegic
refraction was +1.00 in the right eye and +4.50 —0.75
%180 in the left eye. Twin 2 had anisometropia with hyper-
metropic astigmatism in the right eye. Her cycloplegic
refraction was +4.75 —1.00 x180 in the right eye and
+1.25 in the left eye. The best-corrected visual acuity
was 20/100 in the amblyopic eyes and 20/25 in the
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