PROPTOSIS
When the globes appear asymmetric, the clinician must first decide
which eye is abnormal. Is one eye recessed within the orbit (enophthalmos), or is the other eye protuberant (exophthalmos, or proptosis)?
A small globe or a Horner’s syndrome can give the appearance of
enophthalmos. True enophthalmos occurs commonly after trauma,
from atrophy of retrobulbar fat, or from fracture of the orbital floor.
The position of the eyes within the orbits is measured by using a Hertel
exophthalmometer, a handheld instrument that records the position
of the anterior corneal surface relative to the lateral orbital rim. If
this instrument is not available, relative eye position can be judged by
bending the patient’s head forward and looking down upon the orbits.
A proptosis of only 2 mm in one eye is detectable from this perspective.
The development of proptosis implies a space-occupying lesion in the
orbit and usually warrants CT or MR imaging.

Tumors Tumors of the orbit cause painless, progressive proptosis. The
most common primary tumors are cavernous hemangioma, lymphangioma, neurofibroma, schwannoma, dermoid cyst, adenoid cystic
carcinoma, optic nerve glioma, optic nerve meningioma, and benign
mixed tumor of the lacrimal gland. Metastatic tumor to the orbit
occurs frequently in breast carcinoma, lung carcinoma, and lymphoma.
Diagnosis by fine-needle aspiration followed by urgent radiation
therapy sometimes can preserve vision.

Graves’ Ophthalmopathy This is the leading cause of proptosis in adults
(Chap. 405). The proptosis is often asymmetric and can even appear
to be unilateral. Orbital inflammation and engorgement of the extraocular muscles, particularly the medial rectus and the inferior rectus,
account for the protrusion of the globe. Corneal exposure, lid retraction, conjunctival injection, restriction of gaze, diplopia, and visual
loss from optic nerve compression are cardinal symptoms. Graves’ eye
disease is a clinical diagnosis, but laboratory testing can be useful. The
serum level of thyroid-stimulating immunoglobulins is often elevated.
Orbital imaging usually reveals enlarged extraocular eye muscles, but
not always. Graves’ ophthalmopathy can be treated with oral prednisone (60 mg/d) for 1 month, followed by a taper over several months.
Worsening of symptoms upon glucocorticoid withdrawal is common.
Topical lubricants, taping the eyelids closed at night, moisture chambers, and eyelid surgery are helpful to limit exposure of ocular tissues.
Radiation therapy is not effective. Orbital decompression should be
performed for severe, symptomatic exophthalmos or if visual function is reduced by optic nerve compression. In patients with diplopia,
prisms or eye muscle surgery can be used to restore ocular alignment
in primary gaze.
Orbital Pseudotumor This is an idiopathic, inflammatory orbital
syndrome that is distinguished from Graves’ ophthalmopathy by
the prominent complaint of pain. Other symptoms include diplopia,
ptosis, proptosis, and orbital congestion. Evaluation for sarcoidosis,
granulomatosis with polyangiitis, and other types of orbital vasculitis
or collagen-vascular disease is negative. Imaging often shows swollen
eye muscles (orbital myositis) with enlarged tendons. By contrast, in
Graves’ ophthalmopathy, the tendons of the eye muscles usually are
spared. The Tolosa-Hunt syndrome (Chap. 455) may be regarded as
an extension of orbital pseudotumor through the superior orbital fissure into the cavernous sinus. The diagnosis of orbital pseudotumor
is difficult. Biopsy of the orbit frequently yields nonspecific evidence
of fat infiltration by lymphocytes, plasma cells, and eosinophils. A
dramatic response to a therapeutic trial of systemic glucocorticoids
indirectly provides the best confirmation of the diagnosis.
Orbital Cellulitis This causes pain, lid erythema, proptosis, conjunctival
chemosis, restricted motility, decreased acuity, afferent pupillary defect,
fever, and leukocytosis. It often arises from the paranasal sinuses, especially by contiguous spread of infection from the ethmoid sinus through
the lamina papyracea of the medial orbit. A history of recent upper
respiratory tract infection, chronic sinusitis, thick mucus secretions,
or dental disease is significant in any patient with suspected orbital
cellulitis. Blood cultures should be obtained, but they are usually negative. Most patients respond to empirical therapy with broad-spectrum
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Carotid Cavernous Fistulas With anterior drainage through the orbit,
these fistulas produce proptosis, diplopia, glaucoma, and corkscrew,
arterialized conjunctival vessels. Direct fistulas usually result from
trauma. They are easily diagnosed because of the prominent signs
produced by high-flow, high-pressure shunting. Indirect fistulas, or
dural arteriovenous malformations, are more likely to occur spontaneously, especially in older women. The signs are more subtle, and the
diagnosis frequently is missed. The combination of slight proptosis,
diplopia, enlarged muscles, and an injected eye often is mistaken for
thyroid ophthalmopathy. A bruit heard upon auscultation of the head
or reported by the patient is a valuable diagnostic clue. Imaging shows
an enlarged superior ophthalmic vein in the orbits. Carotid cavernous
shunts can be eliminated by intravascular embolization.
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IV antibiotics. Occasionally, orbital cellulitis follows an overwhelming course, with massive proptosis, blindness, septic cavernous sinus
thrombosis, and meningitis. To avert this disaster, orbital cellulitis
should be managed aggressively in the early stages, with immediate
imaging of the orbits and antibiotic therapy that includes coverage of
methicillin-resistant Staphylococcus aureus (MRSA). Prompt surgical
drainage of an orbital abscess or paranasal sinusitis is indicated if optic
nerve function deteriorates despite antibiotics.

CHAPTER 39

gradual visual loss with few objective findings except for optic disc pallor. Rarely, sudden expansion of a pituitary adenoma from infarction
and bleeding (pituitary apoplexy) causes acute retrobulbar visual loss,
with headache, nausea, and ocular motor nerve palsies. In any patient
with visual field loss or optic atrophy, CT or MR scanning should be
considered if the cause remains unknown after careful review of the
history and thorough examination of the eye.

PTOSIS
Blepharoptosis This is an abnormal drooping of the eyelid. Unilateral
or bilateral ptosis can be congenital, from dysgenesis of the levator palpebrae superioris, or from abnormal insertion of its aponeurosis into
the eyelid. Acquired ptosis can develop so gradually that the patient is
unaware of the problem. Inspection of old photographs is helpful in
dating the onset. A history of prior trauma, eye surgery, contact lens
use, diplopia, systemic symptoms (e.g., dysphagia or peripheral muscle
weakness), or a family history of ptosis should be sought. Fluctuating
ptosis that worsens late in the day is typical of myasthenia gravis.
Examination should focus on evidence for proptosis, eyelid masses or
deformities, inflammation, pupil inequality, or limitation of motility.
The width of the palpebral fissures is measured in primary gaze to
determine the degree of ptosis. The ptosis will be underestimated if
the patient compensates by lifting the brow with the frontalis muscle.
Mechanical Ptosis This occurs in many elderly patients from stretching
and redundancy of eyelid skin and subcutaneous fat (dermatochalasis).
The extra weight of these sagging tissues causes the lid to droop.
Enlargement or deformation of the eyelid from infection, tumor,
trauma, or inflammation also results in ptosis on a purely mechanical
basis.
Aponeurotic Ptosis This is an acquired dehiscence or stretching of the
aponeurotic tendon, which connects the levator muscle to the tarsal
plate of the eyelid. It occurs commonly in older patients, presumably
from loss of connective tissue elasticity. Aponeurotic ptosis is also a
common sequela of eyelid swelling from infection or blunt trauma to
the orbit, cataract surgery, or contact lens use.
Myogenic Ptosis The causes of myogenic ptosis include myasthenia
gravis (Chap. 461) and a number of rare myopathies that manifest
with ptosis. The term chronic progressive external ophthalmoplegia
refers to a spectrum of systemic diseases caused by mutations of
mitochondrial DNA. As the name implies, the most prominent findings are symmetric, slowly progressive ptosis and limitation of eye
movements. In general, diplopia is a late symptom because all eye
movements are reduced equally. In the Kearns-Sayre variant, retinal
pigmentary changes and abnormalities of cardiac conduction develop.
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