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AIM: The purpose of this study was to describe the growth pattern of congenital malignant teratoid medulloepithelioma of the ciliary body by reporting clinical and imaging findings with pathological correlation.

MATERIALS AND METHODS: A 2,5 year old little girl presented with a whitish-pink iris mass in the left eye resulting from a small ciliary body mass consistent with dictyoma at both clinical and computed tomography (CT) findings. The eye was then enucleated, and histology confirmed the diagnosis. Systemic chemotherapy and radiotherapy were not performed, since there was no extraocular extension.

RESULT: Biopsy revealed a malignant teratoid medulloepithelioma. On the whole mount of the globe, there is an endophytic neoplasm that occupies about two-third the volume of the vitreous. The retina is detached by the mass. There are some pink, necrotic material at the core of the tumor. On medium and high-magnification, the tumor is composed of densely packed small cells with hyperchromatic nuclei without prominent nucleoli. A low number of the cells arrange in rossettes with a well-defined luminal border (Flexner-Wintersteiner rossettes). The teratoid variant (teratoid medulloepithelioma) contains heterogeneous cartilaginous components. The malignant form contains undifferentiated round cell component. Solid areas of these tumors resemble retinoblastomas and undifferentiated neuroblastomas with a rich stroma. Mitotic figures are uncommon. The tumor is confined within the globe and the optic nerve is free from invasion.

CONCLUSION: This uncommon case displays the natural history of congenital malignant teratoid medulloepithelioma of the ciliary body. While the tumour might have been successfully treated by local excision at diagnosis, the delay in surgical treatment led to tumour overgrowth with consequent need for enucleation. The most important prognostic feature is extraocular extension, which carries a risk of local recurrence, eventually resulting in intracranial extension and/or lymphatic spread.

Slide 1~Diktyoma

Congenital Malignant Teratoid Medulloepithelioma 
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Slide 2 ~Definition~

Congenital- condition present from birth.

Malignant- the tendency of a cancer to progress in virulence (measure of severity of disease it causes).

Teritoma- a tumor composed of several different types of tissues. 

Medulloepithelioma- a locally invasive brain tumor which arises from the nonpigmented ciliary body of the eye. 

- The embryonic type is named -Diktyoma
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Slide 3~ Signs & Symptoms

Blurring, or loss of vision

Alteration of the eyeball’s shape

Pain

Leukocoria (abnormal white reflection from the retina)

Presence of a mass in the iris or ciliary body.


First Symptoms resemble other illnesses often improperly diagnosed for other disorders, such as glaucoma or cataract.[image: image2.jpg]* Blurring, or loss of vision ;0 o<

» Alteration of the eyeball’'s shape ™ 7\

» Pain b

» Leukocoria (abnormal white reflection from the
retina)

Presence of a mass in the iris or ciliary body.

First Symptoms resemble other ilinesses. Due to
the rarity of Diktyoma it is often improperly
diagnosed, and patients are mistakenly treated
for other disorders, such as glaucoma or
cataract.
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Slide 4~ Eye anatomy
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Slide 5~ Gross Pathological Findings

Tumor is white, gray, or yellow in color

Irregular shape

Often contains small cysts

Cornea and iris turned opaque

Tumor may: 



-invade locally in the iris or retina 



-grow through the cornea or sclera 



-fill up the entire globe
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» Tumor is white, gray, or yellow in color

* Irregular shape

» Often contains small cysts

+ Cornea and iris turned opaque

» Tumor may:
-invade locally in the iris or retina
-grow through the cornea or sclera
-fill up the entire globe





Slide 6~ G.P.F enucleated eye

Tumor is taking up 2/3 space of the entire organ.[image: image5.jpg]R
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Slide 7~Histological Findings-Macro

cornea and iris turned opaque

anterior chamber of the eye

growing into the cornea and sclera.

[image: image6.jpg]Macro Mamfestatlons

The eyeball dimensions were 3.5 x 2.5 cm with muscle and
optic nerve fragments with the length of 0,4 x0,3 cm.

The cornea and iris turned opaque.

The sclera was of a gray-white color
Network of blood vessels were left unbroken.

Dissection determined the context of the tumor in the anterior

chamber of the eye, pink in color, took shape of a node,
growing into the cornea and sclera.

The inner chamber was deformed and reduced in size.
Vitreous body was of a dark red color.

Retinal detachment in the inner chamber is not defined.

The area of the papilla of internal eye is clear,

Optic nerve was of a gray-pink color, and flaccid consistency.
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Slide 8 ~Histological Findings-Micro

The tumor is composed of several elements:

    -ribbon-like structures of the retina,

    -fragments of mature hyaline cartilage

    -in some areas tumor shows rosettes 
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The tumor is composed of several elements including: ribbon-like
structures of the retina, fragments of mature hyaline cartilage, in
some areas the fumor resembles the rosettes found in
retinoblastoma.

Differentiated areas of neuroblastoma may be visible, along with
psuedo-rosettes, necrosis, mitoses and an abundant glial
component.

In the preserved fragments of the ciliary body the cancerous
component may be visible. In the area of the anterior chamber
the tumor invades through the scleral walls comgletly, and grows
into the cornea. Small groups of tumor cells can be seen on the
surface of the sclera.

Side and rear surface of the sclera and the inner papilla of the optic
nerve were left undamaged.

Conclusion: Malignant teratoid medulloepitelioma was presented
with cancerous invasion of the sclera and cornea.
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Slide 9~ Normal histological appearance 

of the ciliary body of the eye
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Slide 10~ Histological appearance of 

Diktyoma in the Ciliary body epithelium
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Slide 11~ Examples of (Homer-Wright) rosettes

Formed in the ciliary body epithelium
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Slide 12~ Imaging findings:

-Ultrasonography –reveals tumor & presence of cysts &/or calcifications.

-Computerized Tomography –shows tumor & any calcifications present.

-Magnetic Resonance Imaging - detects small sized tumors
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» Ultrasonography (US)- reveals echogenic,
irregularly shaped masses. Demonstrates the
presence of cysts or calcifications within the tumor.

» Computerized Tomography (CT)- shows a dense
irregular mass in the ciliary body, also reveals
calcifications.

» Magnetic Resonance Imaging (MRI)- excellently
detects small sized tumors (>2mm).
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Slide 13~Treatment and prognosis

Most common practiced method -Enucleation

Rarely used method of treatment is internal radiotherapy.

-radioisotope Iodine-125- is injected into the body

“short range radiation”

Any patient who is suspected to have cancer 

should be closely monitored by their doctor.

Distant metastases and mortality are rare.

-extraocular extension into the brain
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(internal radiotherapy)

-Surgical resection is no longer performed due
to risk of metastases and complications.

» Patients suspected of having Diktyoma should
be closely monitored by their doctor.

» Distant metastases and mortality are rare.
-extraocular extension into the brain
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Slide 14~ Epidemiology

Diktyoma affects people of any race, gender and age.

On average is diagnosed by age of 5
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*Diktyoma affects people of any race, gender
and age.

*On average the disease is diagnosed by the
age of 5.

*Adult cases have been reported
*Oldest reported patient was 79 years of age.

*This cancer very rarely results in death.





Slide 15~ Gross appearance enucleated eye (pic)
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Surgical removal of the tumor from the ciliary body,
Located in the anterior chamber of a 2.5 year old girl.





Slide 16~ 

Thank you for your attention 
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