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Preface


The third edition of Synopsis of Clinical Ophthalmology is intended principally as a companion to the seventh edition of Clinical Ophthalmology: A Systematic Approach. It provides a précis of the larger book that can be used as a portable and rapidly searchable reference suitable for use in a busy clinic. It is also ideal as a basis for revision, formatted as a series of easily digested topic summaries that can be supplemented from the larger book as necessary to aid understanding. Practitioners, medical students and specialist nurses requiring a shorter but comprehensive review of ophthalmology may find Synopsis a more appropriate text than the lengthier consideration of A Systematic Approach.


Since the publication of the previous edition, there have been significant developments in the theory and practice of ophthalmology; examples include the transformation of the management of ocular neovascular processes by the widespread introduction of VEGF inhibitors, and substantial progression in the understanding and management of angle-closure glaucoma. More broadly, understanding of the genetic and molecular basis of ophthalmic disease continues to advance on an accelerating basis, with the promise of revolutionary therapeutic gains.


This edition has been enhanced and extended, facilitating its use as a stand-alone text where required. The illustrations have been comprehensively reviewed and updated, a majority differing from those in the seventh edition of A Systematic Approach.


The authors are possessed of a sense of excitement about the present and future of ophthalmology and hope to have communicated a little of their enthusiasm in the pages of this book.
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Chapter 1 Eyelids
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Benign nodules and cysts






Chalazion (meibomian cyst)







Definition: very common chronic sterile inflammation of a meibomian gland that may resolve spontaneously.


Diagnosis



• Signs: (a) gradually enlarging tarsal nodule (Fig. 1.1); (b) conjunctival granulomatous extension is common, and (c) secondary infection (internal hordeolum; Fig. 1.2) may occur.



• Associations: (a) meibomian gland dysfunction, (b) acne rosacea, and (c) seborrhoeic dermatitis.


Treatment: (a) incision and curettage (Fig. 1.3), (b) local steroid injection (0.2–2 ml of 5 mg/ml triamcinolone diacetate), and (c) prophylactic systemic tetracycline in severe recurrent disease.
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Fig 1.1
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Fig 1.2







[image: image]

Fig 1.3











Miscellaneous







• Cyst of Zeis: nontranslucent cyst on the anterior lid margin arising from an obstructed sebaceous gland associated with a lash follicle (Fig. 1.4).


• Cyst of Moll: translucent, fluid-filled retention cyst on the anterior lid margin (Fig. 1.5) arising from an apocrine gland.


• External hordeolum (stye): tender, pointing swelling in the lid margin, usually with a lash at its apex (Fig. 1.6); caused by an acute staphylococcal infection of a lash follicle.


• Epidermal inclusion cyst: slow-growing, firm, round lesion containing keratin; located away from the lid margin (Fig. 1.7); caused by implantation of epidermis into dermis following trauma or surgery.


• Sebaceous (pilar) cyst: may occasionally occur at the medial canthus (Fig. 1.8).
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Fig 1.4
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Fig 1.5
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Fig 1.6
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Fig 1.7
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Fig 1.8














Benign tumours






Squamous cell papilloma







Pathogenesis: human papilloma virus.


Diagnosis: narrow-based pedunculated (skin tag; Fig. 1.9) or broad-based sessile lesion (Fig. 1.10).


Treatment: simple excision.
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Fig 1.9
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Fig 1.10











Basal cell papilloma (seborrhoeic keratosis)







Diagnosis: discrete brown pedunculated or sessile lesion, often with a ‘stuck on’ appearance (Fig. 1.11), in an elderly individual.


Treatment: curettage or excision.








[image: image]

Fig 1.11











Actinic (solar, senile) keratosis







Predisposition: elderly fair-skinned individuals with a history of chronic sun exposure; carries low/moderate malignant potential (squamous cell carcinoma).


Diagnosis: hyperkeratotic plaque with a scaly surface and well-defined borders (Fig. 1.12).


Treatment: cryotherapy, or excision biopsy if there is suspicion of malignancy.
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Fig 1.12











Acquired melanocytic naevus







Diagnosis:



• Intradermal naevus: nonpigmented papilloma that may show protruding lashes (Fig. 1.13), in an elderly individual. The cells are confined to the dermis and have no malignant potential.



• Junctional naevus: flat brown lesion (Fig. 1.14) in a young individual. The cells are located at the junction of the dermis and epidermis, and they carry very low malignant potential.



• Compound naevus: raised papule with variable pigmentation (Fig. 1.15), in a middle-aged individual. The cells extend from the epidermis into the dermis and have low malignant potential.


Treatment: excision for cosmesis or suspicion of malignancy.
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Fig 1.13
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Fig 1.14
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Fig 1.15











Strawberry naevus (capillary haemangioma)







Definition: common tumour of childhood with a female-to-male ratio of 3 : 1. Visceral haemangiomas may be present in patients with multiple cutaneous lesions. The vast majority present soon after birth with a rapid growth phase during infancy followed by gradual involution.


Diagnosis: raised, bright red lesion (Fig. 1.16) that blanches on pressure and may swell on crying; orbital extension may be present (see Chapter 3).


Treatment



• Indications: (a) cosmesis, (b) severe ptosis (Fig. 1.17), and (c) corneal distortion that may give rise to amblyopia.



• Options: intralesional or systemic steroid, or systemic propranolol (2 mg/kg/day).
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Fig 1.16
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Fig 1.17











Port-wine stain (naevus flammeus)







Definition: congenital lesion that is usually unilateral/dermatomal and occasionally bilateral. In some cases, it forms a component of the Sturge–Weber syndrome.


Diagnosis: (a) sharply demarcated, soft pink patch that does not blanch with pressure (Fig. 1.18), (b) darkens with age but does not enlarge, (c) overlying skin may become hypertrophied, coarse, and nodular (Fig. 1.19).


Treatment: erbium laser may decrease skin discoloration, if undertaken early; photodynamic therapy.


Diagnosis of Sturge–Weber syndrome (encepholotrigeminal angiomatosis)



• Skin: unilateral naevus flammeus in the distribution of one or more branches of the trigeminal nerve.



• Brain: ipsilateral parietal or occipital leptomeningeal haemangioma.



• Ipsilateral ocular features: (a) glaucoma, (b) episcleral haemangioma, and (c) diffuse choroidal haemangioma (see Chapter 12); heterochromia iridis is uncommon.



• Classification: (a) trisystem involves the face, leptomeninges, and eyes; (b) bisystem disease involves the face and eyes, or the face and leptomeninges.
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Fig 1.18
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Fig 1.19











Xanthelasma







Definition: common, typically bilateral lesion occurring in middle-aged and elderly individuals. It is associated with a higher risk of coronary heart disease, and in younger patients may indicate hypercholesterolaemia.


Diagnosis: white-yellow subcutaneous plaques often located medially (Fig. 1.20).


Treatment: (a) excision, (b) laser ablation, or (c) cryotherapy; systemic cholesterol abnormalities should be addressed to reduce risk of recurrence.








[image: image]

Fig 1.20











Neurofibroma







• Plexiform: affects children with neurofibromatosis type 1 (NF1).


• Solitary: occurs in adults, 25% of whom have NF1.


Diagnosis: upper lid involvement by a plexiform lesion gives rise to a characteristic S-shaped deformity (Fig. 1.21).


Treatment: solitary lesions can be excised, but removal of diffuse plexiform lesions may be difficult.








[image: image]

Fig 1.21














Malignant tumours






Basal cell carcinoma (BCC)





Table 1.1 Predisposing systemic conditions


	



• Xeroderma pigmentosum


• Gorlin–Goltz (naevoid basal cell carcinoma) syndrome


• Dysplastic naevus (atypical mole) syndrome


• Muir–Torre syndrome


• Bazex syndrome


• Albinism


• Immunosuppression









Definition: common, slow-growing, and locally invasive but nonmetastasizing tumour. 90% occur on the head and neck, and 10% of these involve the eyelids, most commonly the lower.


Diagnosis



• Nodular: shiny, pearly nodule with overlying fine irregular blood vessels (Fig. 1.22).



• Noduloulcerative (rodent ulcer): nodule with central ulceration and rolled telangiectatic edges (Fig. 1.23).



• Sclerosing (morphoeic): indurated plaque whose margins may be impossible to delineate clinically; often associated with loss of overlying lashes (Fig. 1.24).



Treatment (see below).
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Fig 1.22
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Fig 1.23
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Fig 1.24











Squamous cell carcinoma (SCC)







Introduction: SCC is much less common than BCC but is more aggressive, with metastasis to lymph nodes in about 20%.



• Origin: (a) de novo, (b) in pre-existing actinic keratosis, or (c) from carcinoma in situ (Bowen disease).



• Risk factors: (a) increasing age, (b) fair skin, (c) chronic sun exposure, and (d) immunosuppression (e.g. HIV, post-transplantation).


Diagnosis



• Signs: (a) nodular (Fig. 1.25), (b) noduloulcerative (Fig. 1.26), and (c) associated with a cutaneous horn (Fig. 1.27); it has a predilection for the lower eyelid and the lid margin.



• Differentiation from BCC: hyperkeratosis is frequent, telangiectasis is less common, and growth is usually more rapid.



Treatment (see below).
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Fig 1.25
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Fig 1.26
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Fig 1.27











Keratoacanthoma







Definition: often regarded as a well-differentiated form of SCC; risk factors include chronic sun exposure and immunosuppression.


Diagnosis



• Presentation: fast-growing, pink, dome-shaped hyperkeratotic lesion (Fig. 1.28).



• Course: (a) development of a keratin-filled crater (Fig. 1.29), (b) no change in size for 2 or 3 months, then (c) slow involution.


Treatment: excision biopsy, radiotherapy, or chemical cauterization.
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Fig 1.28
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Fig 1.29











Sebaceous gland carcinoma







Definition: rare, slow-growing but aggressive tumour that usually arises from the meibomian glands. It most commonly affects elderly females and has a mortality of 5–10%. In contrast to BCC and SCC, it occurs more commonly on the upper eyelid.


Diagnosis



• Nodular: beware mistaken diagnosis of chalazion (Fig. 1.30); biopsy should be performed on any atypical chalazion or suspicious persistent eyelid thickening, particularly in an older patient.



• Spreading: diffuse thickening of the lid margin (Fig. 1.31), which can be mistaken for chronic blepharitis.



• Pagetoid spread: extension of the tumour within the epithelium including the conjunctiva (Fig. 1.32), which may be mistaken for chronic inflammation.


Treatment (see below).
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Fig 1.30
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Fig 1.31
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Fig 1.32











Principles of surgical treatment







Biopsy



• Incisional: only part of the lesion is removed to allow histological diagnosis.



• Excisional: entire lesion is removed.


Excision



• Shave excision: for shallow epithelial tumours, such as papilloma and seborrhoeic keratosis.



• Full-thickness skin excision: most small BCCs can be excised with a 2 to 4 mm clearance margin.



• Radical surgical excision: for large BCCs and aggressive malignant tumours.



• Mohs micrographic surgery: allows maximal tumour detection and is particularly useful for lesions in which extension may not be clinically detectable such as sclerosing BCC, and in difficult anatomical sites such as the medial canthus.


Reconstruction



• Skin defects: closed directly or with a local flap or skin graft.



• Small defects: (less than one-third of lid) can be closed directly, with a lateral cantholysis if necessary (Fig. 1.33).



• Moderate defects: (up to half of lid) require a flap (e.g. Tenzel semicircular; Fig. 1.34).



• Large defects: (over half of lid) may require: (a) posterior lamellar reconstruction using hard palate graft, buccal mucous membrane graft, or a Hughes flap, or (b) anterior lamellar reconstruction may involve skin advancement, a local skin flap, or a free skin graft.



• Laissez-faire: approximation of wound edges with residual defect left to heal spontaneously.
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Fig 1.33
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Fig 1.34














Disorders of eyelashes






Trichiasis







Definition: common acquired condition, which may occur in isolation or secondary to scarring of the lid margin.


Diagnosis



• Presentation: foreign body sensation worse on blinking; sometimes asymptomatic, particularly in long-standing cases.



• Signs: lashes are posteriorly misdirected but arise from normal sites; corresponding punctate corneal epithelial erosions are common.



• Complications: corneal ulceration and pannus, in severe cases (Fig. 1.35).


Treatment



• Epilation: with forceps for temporary control.



• Ablation: (a) argon laser for sparse lashes, (b) electrolysis (may cause scarring), or (c) cryotherapy for profuse lashes.



• Surgery: full-thickness wedge resection or anterior lamellar rotation in resistant cases.








[image: image]

Fig 1.35











Congenital distichiasis







Definition: very rare disorder which may be autosomal dominant (AD), and is frequently associated with lymphoedema of the legs (lymphoedema–distichiasis syndrome).


Diagnosis: partial or complete second row of lashes emerge at or behind the meibomian gland orifices (Fig. 1.36); usually well tolerated during infancy.


Treatment: cryotherapy for lower lid distichiasis, or lamellar lid splitting with cryotherapy to the posterior lamella for upper lid involvement.








[image: image]

Fig 1.36











Acquired distichiasis (metaplastic lashes)







Pathogenesis: metaplasia and dedifferentiation of the meibomian glands to become hair follicles; typically associated with cicatrizing conjunctivitis (e.g. chemical injury, Stevens–Johnson syndrome, ocular cicatricial pemphigoid; see Chapter 5).


Diagnosis: nonpigmented, often stunted, lashes originating from meibomian gland orifices (Fig. 1.37).


Treatment: mild cases as for trichiasis; severe cases require lamellar lid splitting and cryotherapy to the posterior lamella.








[image: image]

Fig 1.37











Eyelash ptosis







• Definition: downward sagging of upper lashes (Fig. 1.38).


• Causes: (a) involutional changes, (b) long-standing facial palsy, and (c) floppy eyelid syndrome (see below).








[image: image]

Fig 1.38











Trichomegaly







• Definition: excessive eyelash growth (Fig. 1.39).


• Acquired causes: (a) drug-induced (topical prostaglandin analogues, phenytoin, ciclosporin), (b) malnutrition, (c) AIDS, (d) porphyria, (e) hypothyroidism, and (f) familial.


• Associated congenital syndromes: (a) Oliver–McFarlane (pigmentary retinopathy, dwarfism, mental handicap), (b) Cornelia de Lange (mental and physical developmental abnormalities), (c) Goldstein–Hutt (cataract, hereditary spherocytosis), and (d) Hermansky–Pudlak (albinism, bleeding diathesis).








[image: image]

Fig 1.39











Madarosis







• Definition: absence or decreased number of lashes (Fig. 1.40).


• Local causes: (a) infiltrating lid tumours, (b) burns, and (c) iatrogenic following radiotherapy or cryotherapy to the lids.


• Associated skin disorders: (a) generalized alopecia, (b) psoriasis, and (c) atopic dermatitis.


• Associated systemic diseases: (a) myxoedema, (b) systemic lupus erythematosus, (c) acquired syphilis, and (d) lepromatous leprosy.


• Following lash removal: (a) iatrogenic for trichiasis and (b) trichotillomania (psychiatric disorder of hair removal).








[image: image]

Fig 1.40











Poliosis







• Definition: premature localized whitening of hair, which may involve the lashes and eyebrows (Fig. 1.41).


• Ocular causes: (a) chronic anterior blepharitis, (b) sympathetic ophthalmitis, and (c) idiopathic uveitis.


• Systemic associations: (a) Vogt–Koyanagi–Harada syndrome, (b) Waardenburg syndrome, (c) vitiligo, (d) Marfan syndrome, and (e) tuberous sclerosis.
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Fig 1.41














Allergic disorders






Acute allergic oedema







Pathogenesis: pollens that typically affect children during the spring/summer months.


Diagnosis: sudden onset of profuse bilateral periorbital oedema (Fig. 1.42), often accompanied by prominent jelly-like conjunctival swelling (chemosis).


Treatment: usually unnecessary as spontaneous resolution occurs within a few hours, once exposure to the allergen is discontinued.
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Fig 1.42











Contact dermatitis







Pathogenesis: inflammatory response following exposure to a causative substance, usually a medication or contained preservative, a cosmetic preparation, or a metal; type IV delayed hypersensitivity response with initial sensitizing exposure and reaction to subsequent exposure.


Diagnosis



• Presentation: itching and tearing.



• Signs: (a) eyelids show oedema, scaling, angular fissuring, and tightness (Fig. 1.43), (b) chemosis and papillary conjunctivitis, and (c) mild punctate corneal epithelial erosions.


Treatment



• Avoidance of exposure to antigen, if identified.



• Change to preservative-free drops, if sensitivity to preservative is suspected.



• Topical steroids are rarely required.



• Oral antihistamines for severe cases.
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Fig 1.43











Atopic dermatitis (eczema)







Definition: common idiopathic condition, typically associated with asthma and hay fever; eyelid involvement is infrequent.


Diagnosis



• Presentation: itching and irritability of eyelid skin.



• Signs: (a) eyelids show erythema, thickening, crusting, and fissuring, (b) staphylococcal blepharitis, (c) madarosis (Fig. 1.44), (d) keratinization of the lid margin, and (e) tightening of facial skin and lower lid ectropion.


Ocular associations



• Common: vernal disease in children and chronic atopic keratoconjunctivitis in adults.



• Uncommon: (a) keratoconus, (b) presenile cataract, and (c) retinal detachment.


Treatment: emollients and mild topical steroids (e.g. hydrocortisone 1% skin cream).
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Fig 1.44














Viral infections






Molluscum contagiosum







Pathogenesis: skin infection typically affecting healthy children (peak 2–4 years) or immunocompromised individuals; transmission is by contact and subsequent autoinoculation.


Diagnosis



• (a) Single or multiple pale, waxy, umbilicated nodules (Fig. 1.45); (b) cheesy material can be expressed from the lesions, and (c) ipsilateral chronic follicular conjunctivitis may be present.



• The lid margins should be examined carefully in any patient with chronic conjunctivitis because a causative molluscum lesion may be overlooked (Fig. 1.46).


Treatment



• Spontaneous resolution is the rule in the immunocompetent, although autoinoculation may cause recurrences.



• Lid margin lesions with secondary conjunctivitis should be treated with (a) shave excision, (b) cauterization, (c) cryotherapy, or (d) laser.
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Fig 1.45
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Fig 1.46











Herpes zoster ophthalmicus







Pathogenesis: shingles affecting the first division of the trigeminal nerve. It is caused by varicella zoster virus (VZV) and typically affects the elderly; tends to be more severe in immunocompromised individuals.


Diagnosis



• Presentation: 3- to 5-day prodromal phase of tiredness, fever, malaise, and headache precedes the appearance of the rash; there may be pain in the affected dermatome.



• Signs: (a) erythematous maculopapular rash on the forehead, respecting the midline; (b) appearance of groups of vesicles (Fig. 1.47) within 24 h, (c) confluent vesicles, which may become pustular before crusting (Fig. 1.48) and drying after 2–3 weeks; (d) periorbital oedema that may spread to the other side (Fig. 1.49); (e) depigmented scars may follow healing.



• Ocular complications (see Chapter 6).


Treatment



• Systemic antivirals: (a) oral aciclovir 800 mg five times daily for 7–10 days, ideally commenced within 72 h of onset of symptoms may reduce the risk and severity of late complications, (b) alternatives (often better tolerated and may be more effective) include famciclovir, valaciclovir and brivudine, and (c) intravenous aciclovir may be required for severe complications (e.g. encephalitis).



• Topical: (a) skin should be kept clean to avoid secondary bacterial infection, and (b) an antibiotic (e.g. erythromycin) or steroid–antibiotic combination (e.g. Fucidin-H 1% and fusidic acid 2%).



• Patients can transmit chickenpox: avoid contact with the non-immune, pregnant, and immunodeficient individuals until crusting is complete.



• Vaccination: against VZV reduces the incidence of shingles.
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Fig 1.47







[image: image]

Fig 1.48
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Fig 1.49











Herpes simplex







Pathogenesis: primary infection, or rarely reactivation, of herpes simplex virus previously dormant in the trigeminal ganglion.


Diagnosis



• Prodromal phase: facial and lid tingling (24 h).



• Signs: (a) eyelid and periorbital vesicles (Fig. 1.50) which break down over 48 h, (b) boggy lid swelling, and (c) gradual resolution over a week.



• Other ocular features: papillary conjunctivitis and dendritic corneal ulceration.


Treatment



• Topical antiviral: (aciclovir cream) 5 times daily for 5 days.



• Oral antiviral: aciclovir 400–800 mg 5 times daily for 3–5 days; famciclovir and valaciclovir are alternatives.



• Oral antibiotic: co-amoxiclav or erythromycin for secondary staphylococcal infection in patients with eczema herpeticum.
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Fig 1.50














Chronic blepharitis






Chronic marginal blepharitis







Pathogenesis



• Anterior blepharitis: may be staphylococcal (partly immune-mediated) and/or seborrhoeic (often associated with seborrhoeic dermatitis).



• Posterior blepharitis: associated with meibomian gland dysfunction with alterations in meibomian gland secretions (often associated with acne rosacea).


Diagnosis



• Presentation: burning, grittiness, mild photophobia, and crusting and redness of the lid margins, usually worse in the mornings.



• Staphylococcal blepharitis: (a) scales and crusting around the base of lashes (collarettes; Fig. 1.51), (b) mild papillary conjunctivitis and chronic conjunctival hyperaemia, (c) long-standing cases may develop scarring and notching (tylosis) of the lid margin, as well as madarosis, trichiasis, and poliosis, and (d) secondary changes including styes, marginal keratitis, and occasionally phlyctenulosis.



• Seborrhoeic blepharitis: (a) hyperaemic and greasy anterior lid margins (Fig. 1.52), and (b) adherence of lashes to each other.



• Posterior blepharitis: (a) meibomian gland orifices show pouting, recession, or plugging (Fig. 1.53), (b) hyperaemia and telangiectasis of the posterior lid margin, (c) oily and foamy tear film (Fig. 1.54), and (d) secondary changes including papillary conjunctivitis and inferior corneal punctate epithelial erosions.



• Associations: tear film instability and dry eye syndrome.


Treatment



• Lid hygiene: (a) warm compresses to soften crusts, (b) lid cleaning to remove crusts mechanically and (c) massaging the lid to express accumulated meibum may be useful in posterior blepharitis.



• Tear substitutes: for associated tear dysfunction.



• Topical antibiotics: fusidic acid, bacitracin, or chloramphenicol ointment can be applied to the lid margin to treat acute folliculitis but are of limited value in long-standing cases.



• Oral antibiotics: (a) azithromycin (500 mg daily for 3 days) to control acute exacerbations in staphylococcal blepharitis, (b) oral tetracyclines are often highly effective (but should not be used in children younger than the age of 12 years, or in pregnant or breast feeding women): oxytetracycline 250 mg twice daily for 6–12 weeks or doxycycline 100 mg twice daily for 1 week and then daily for 6–12 weeks; (c) erythromycin 250 mg once or twice daily is an alternative to tetracycline.



• Weak topical steroid: fluorometholone 0.1% three or four times daily for 1 week in patients with severe papillary conjunctivitis or marginal keratitis.
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Fig 1.51
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Fig 1.52
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Fig 1.53
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Fig 1.54











Phthiriasis palpebrarum







Pathogenesis: the crab louse Phthirus pubis is principally adapted to living in pubic hair but can also infest the chest, axillae, or eyelids. Eyelash infestation, phthiriasis palpebrarum, typically affects children living in conditions of poor hygiene.


Diagnosis



• Presentation: chronic irritation and itching of the lids.



• Signs: (a) lice anchored to the lashes (Fig. 1.55), and (b) ova and empty shells appear as brownish, opalescent pearls adherent to the base of the cilia.


Treatment: mechanical removal of the lice with forceps, and topical yellow mercuric oxide 1% or petroleum jelly applied to the lashes and lids twice a day for 10 days.
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Fig 1.55














Ptosis






Introduction







Definition: congenital or acquired abnormally low position of the upper eyelid.


Classification



• Neurogenic: innervational defect (e.g. 3rd nerve paresis, Horner syndrome; see Chapter 19).



• Myogenic: (a) myopathic (e.g. myotonic dystrophy), and (b) neuromyopathic (e.g. myasthenia gravis).



• Aponeurotic: defect in the levator aponeurosis, commonly involutional.



• Mechanical: (a) gravitational effect (e.g. tumour), or (b) contracted scar tissue.


Table 1.2 Causes of pseudoptosis


	


• Lack of support of the lids by the globe (e.g. phthisis bulbi, enophthalmos)



• Contralateral lid retraction



• Ipsilateral hypotropia



• Brow ptosis



• Dermatochalasis








Measurements



• Margin-corneal light reflex distance (Fig. 1.56): normal 4–4.5 mm.



• Palpebral fissure height (Fig. 1.57): normal in males is 7–10 mm and in females 8–12 mm.



• Levator function (Fig. 1.58): normal > 15 mm.



• Upper lid crease: normal in males is 8 mm and in females 10 mm.
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Fig 1.56
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Fig 1.57
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Fig 1.58











Simple congenital ptosis







Pathogenesis: developmental failure of neuronal migration. Ptosis may be associated with amblyopia due to occlusion of the visual axis or from coexisting refractive errors.


Diagnosis



• Unilateral or bilateral ptosis of variable severity with absent or diminished upper lid crease (Fig. 1.59a).



• Poor levator function (Fig. 1.59b).



• In downgaze the ptotic lid is higher than the normal because of poor relaxation of the levator muscle (contrast with acquired ptosis).



• Compensatory chin elevation in bilateral cases.



• 5% show Marcus Gunn jaw-winking phenomenon: retraction of the ptotic lid with stimulation of the ipsilateral pterygoid (e.g. chewing or opening the mouth; Fig. 1.60).


Treatment: levator resection (Fig. 1.61) during preschool years.
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Fig 1.59
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Fig 1.60
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Fig 1.61











Involutional ptosis







Pathogenesis: age-related dysfunction of the levator aponeurosis.


Diagnosis: (a) typically bilateral and often asymmetrical ptosis, (b) high or absent upper lid crease with deep sulcus (Fig. 1.62), and (c) good levator function.


Treatment: levator advancement or resection.
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Fig 1.62














Ectropion






Involutional ectropion







Diagnosis: (a) epiphora and (b) lower lid ectropion; (c) exposed tarsal conjunctiva may become thickened and keratinized (Fig. 1.63) in long-standing cases.


Treatment



• Generalized ectropion: horizontal lid shortening (lateral canthal sling or full-thickness wedge excision; Fig. 1.64).



• Medial ectropion: medial tarsoconjunctival diamond excision.
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Fig 1.63







[image: image]

Fig 1.64











Cicatricial ectropion







Pathogenesis: contracture that pulls the lid away from the globe; causes include (a) trauma (Fig. 1.65), (b) chronic dermatitis, and (c) ichthyosis.


Diagnosis: (a) ectropion may be relieved by pushing the skin up over the orbital margin, and (b) opening the mouth may accentuate the ectropion.


Treatment: scar tissue excision with lengthening procedure (e.g. Z-plasty; Fig. 1.66) in mild cases, and transposition flap or free skin graft in severe cases.
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Fig 1.65
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Fig 1.66











Paralytic ectropion







Pathogenesis: facial nerve palsy (e.g. Bell palsy, surgery for acoustic/parotid tumour; Fig. 1.67).


Diagnosis



• Epiphora: caused by a combination of punctual malposition, lacrimal pump failure, and increased tear production due to corneal exposure.



• Associated features: (a) retraction of upper and lower lids, (b) brow ptosis, and (c) exposure keratopathy.


Treatment



• Temporizing measures: (a) lubrication, (b) overnight lid taping, (c) botulinum toxin-induced ptosis, and (d) tarsorrhaphy (Fig. 1.68).



• Definitive measures: (a) medial canthoplasty, (b) lateral canthal sling, and (c) upper eyelid gold weight implantation.
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Fig 1.67







[image: image]

Fig 1.68














Entropion






Involutional entropion







Pathogenesis: the following age-related changes: (a) tissue laxity with stretching of the canthal tendons and tarsal plate, (b) dysfunction of the lower lid retractors, (c) overriding of the pretarsal orbicularis muscle by the preseptal component (Fig. 1.69), and (d) orbital septum laxity with prolapse of orbital fat into the lower lid.


Diagnosis: (a) grittiness from pseudotrichiasis and (b) intermittent or constant turning in of the lower lid (Fig. 1.70).


Treatment



• Temporary: (a) lubrication, (b) lid taping, (c) bandage contact lens, and (d) botulinum toxin orbicularis chemodenervation.



• Transverse everting sutures (Fig. 1.71): usually last several months.



• For horizontal laxity: lateral canthal sling or full-thickness wedge excision.



• For overriding and disinsertion: (a) Wies procedure (full-thickness horizontal lid splitting with insertion of everting sutures; Fig. 1.72), or (b) Jones procedure to tighten the lower lid retractors (Fig. 1.73).
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Fig 1.69
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Fig 1.70
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Fig 1.71
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Fig 1.72
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Fig 1.73











Cicatricial entropion







Pathogenesis: scarring of the palpebral conjunctiva pulls the lid margin toward the globe (Fig. 1.74); causes include cicatrizing conjunctivitis (see Chapter 5) and trauma.


Diagnosis: in contrast to involutional entropion, both upper or lower lids may be affected; symptoms and findings may relate to the cause as well as the entropion itself.


Treatment: (a) corneal protection (e.g. bandage contact lens), (b) transverse tarsotomy with anterior lid margin rotation for mild cases, and (c) tissue replacement with grafting for severe cases.
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Fig 1.74














Miscellaneous acquired disorders






Blepharochalasis







Diagnosis



• Presentation: around puberty with episodic painless oedema of the upper lids lasting a few days, becoming less frequent over time.



• Signs: redundant wrinkled atrophic lid skin, with aponeurotic ptosis in severe cases (Fig. 1.75).



• Differential diagnosis: drug-induced urticaria, and angioedema.


Treatment: blepharoplasty and correction of ptosis.
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Fig 1.75











Floppy eyelid syndrome







Diagnosis



• Presentation: typically in an obese middle-aged man with chronic ocular irritation, usually worse on awaking.



• Signs: lax, rubbery, easily everted upper lids (Fig. 1.76).



• Associated features: (a) conjunctival hyperaemia and palpebral papillae, especially superior, caused by contact with the pillow during sleep, (b) punctate epithelial keratopathy, (c) filamentary keratitis, and (d) superior corneal vascularization in long-standing cases.


Treatment: lubrication, nocturnal eye shields or lid taping in mild cases; horizontal upper lid shortening in severe cases.
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Fig 1.76














Cosmetic eyelid and periocular surgery






Nonsurgical cosmetic techniques





Table 1.3 Involutional changes


	



• Loose, wrinkled eyelid and periocular skin (Fig. 1.77)


• Orbital fat prolapse due to orbital septal weakness (Fig. 1.78)


• Generalized eyelid laxity with involutional ptosis, entropion and ectropion


• Enophthalmos due to orbital fat atrophy


• Brow ptosis









• Periocular botulinum toxin injection: for (a) lateral canthal ‘crow’s feet,’ (b) glabellar frown lines, and (c) brow lift by depressor inhibition; complications include temporary lagophthalmos, ptosis, ectropion, and diplopia.


• Hyaluronic acid tissue fillers: to replace lost volume; generally last 6–12 months.


• Fat transfer: longer lasting, with 50–60% tissue survival.


• Skin resurfacing: removal of superficial skin layers by chemical peeling or laser to reduce wrinkling and remove blemishes.








[image: image]

Fig 1.77
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Fig 1.78











Surgical cosmetic techniques







• Upper eyelid blepharoplasty: excess skin removal can be combined with reduction of superior orbital fat.


• Lower eyelid blepharoplasty: can be combined with reduction of the inferior orbital fat pads; complications include lower eyelid retraction, and contour abnormalities including ectropion.


• Brow ptosis correction: (a) direct, in which an incision is made above the eyebrows and an ellipse of skin removed, and (b) endoscopic via small incisions within the hairline.















Congenital malformations






Epicanthus







Definition: common bilateral condition in which vertical skin folds extend from the upper or lower lids toward the medial canthi; there are four main types (see below).


Diagnosis



• Palpebralis: folds are equally prominent between the upper and lower lids; most common type in Caucasians (Fig. 1.79).



• Tarsalis: folds are most prominent superiorly; common in Orientals.



• Inversus: folds begin inferiorly and extend upwards to the medial canthal area; occurs in blepharophimosis syndrome (see below).



• Superciliaris: folds arise above the brow and extend downwards toward the lateral aspect of the nose.


Treatment: Y–V plasty for small folds; Mustardé Z-plasty if large.
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Fig 1.79











Telecanthus







Definition: abnormally long medial canthal tendons; may occur in isolation or in association with blepharophimosis syndrome (see below), and other systemic syndromes.


Diagnosis: increased distance between the medial canthi (Fig. 1.80); should not be confused with hypertelorism (wide separation of the orbits).


Treatment: shortening and refixation of the medial canthal tendons.
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Fig 1.80











Blepharophimosis, ptosis and epicanthus inversus syndrome







Genetics: AD (FOXL2 gene); associated with premature ovarian failure in some patients.


Diagnosis: (a) symmetrical ptosis with poor levator function, (b) telecanthus and epicanthus inversus (Fig. 1.81), and (c) poorly developed nasal bridge with hypoplasia of the superior orbital rims; (d) amblyopia is common.


Treatment: initial correction of epicanthus and telecanthus; subsequent bilateral frontalis suspension.
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Fig 1.81











Epiblepharon







Definition: excess lower lid tissue rotating the lower lid inwards; very common in Orientals and usually resolves spontaneously. Epiblepharon should not be confused with congenital entropion, which is much less common.


Diagnosis: (a) horizontal fold of skin stretched across the anterior lid margin, and (b) vertical direction of lashes, especially medially (Fig. 1.82).


Treatment: excision of a strip of skin and muscle in persistent cases.
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Fig 1.82











Coloboma







Associations: (a) upper lid coloboma is occasionally associated with Goldenhar syndrome; (b) lower lid coloboma is frequently associated with systemic conditions, most notably Treacher Collins syndrome (see Fig. 1.84).


Diagnosis



• Upper lid coloboma: defect at the junction of middle and inner third of lid (Fig. 1.83).



• Lower lid coloboma: defect at the junction of middle and outer third (Fig. 1.84).


Treatment: primary closure of small defects; skin flaps/grafts if large.
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Fig 1.83
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Fig 1.84











Cryptophthalmos







Pathogenesis: failure of neural crest migration; may be associated with Fraser syndrome.


Diagnosis



• Complete: lids are replaced by a layer of skin fused with a microphthalmic eye (Fig. 1.85).



• Incomplete: (a) microphthalmos, (b) rudimentary lids, and (c) a small conjunctival sac (Fig. 1.86).
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Fig 1.85
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Fig 1.86
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Acquired obstruction






Primary punctal stenosis







Causes: (a) idiopathic, (b) chronic marginal blepharitis, (c) herpetic (simplex, zoster) lid infection, and (d) conjunctival cicatrization.


Diagnosis: narrow inferior punctum in the absence of punctal malposition.


Treatment: dilatation alone (Fig. 2.1) rarely confers long-term improvement; surgical punctoplasty is usually necessary (Figs. 2.2 and 2.3).
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Fig 2.1
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Fig 2.2
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Fig 2.3











Secondary punctal stenosis







Diagnosis: narrow inferior punctum associated with punctal eversion (Fig. 2.4).


Treatment



• Retropunctal cautery: for pure punctal eversion.



• Medial conjunctivoplasty: for medial ectropion without lid laxity (Fig. 2.5).



• Wider lid positional abnormalities: addressed as appropriate (Fig. 2.6).
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Fig 2.4
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Fig 2.5
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Fig 2.6











Canalicular obstruction







Causes: (a) congenital and (b) acquired (e.g. trauma, herpes simplex infection, drugs, irradiation, chronic dacryocystitis).


Diagnosis: site of obstruction will usually be evident on lacrimal irrigation as a ‘soft stop’ (Fig. 2.7a).


Treatment



• Intubation: silicone stents for partial obstruction.



• Canaliculodacryocystorhinostomy (CDCR): for total individual canalicular obstruction when there is 6–8 mm of patent normal canaliculus between the punctum and the obstruction.



• Lester Jones tube insertion: when it is not possible to anastomose the functional canaliculus to the sac (see below).
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Fig 2.7











Nasolacrimal duct obstruction







Causes: (a) idiopathic age-related stenosis (most common), (b) trauma, (c) Wegener granulomatosis, and (d) nasopharyngeal tumours.


Diagnosis



• Lacrimal irrigation: ‘hard stop’ (Fig. 2.7b), without passage of irrigated fluid (complete obstruction), or sparse passage of fluid (partial obstruction).



• Other investigations: digital subtraction dacryocystography and nuclear lacrimal scintigraphy (Fig. 2.8).


Treatment



• Dacryocystorhinostomy (DCR): (see below).



• Other procedures: stent insertion or balloon dilatation, usually in partial obstruction.
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Fig 2.8











Dacryolithiasis







Pathogenesis: inflammatory obstruction with tear stagnation and lacrimal epithelial metaplasia.


Diagnosis: (a) intermittent epiphora and recurrent dacryocystitis usually in late adulthood, and (b) distended and firm lacrimal sac that may form a mucocele.


Treatment: DCR.















Congenital obstruction






Nasolacrimal duct obstruction







Pathogenesis: delayed canalization of the lower end of the nasolacrimal duct, affecting at least 20% of neonates.


Diagnosis



• Presentation: constant or intermittent epiphora, stickiness (Fig. 2.9), and sometimes frank bacterial conjunctivitis.



• Signs: reflux of purulent material from the puncta on pressure over the lacrimal sac.



• Differential diagnosis: should be considered congenital glaucoma in an infant with a watering eye.


Treatment



• Conservative: spontaneous resolution occurs in approximately 95% of cases within 12 months.



• Massage of the lacrimal sac (Fig. 2.10): may rupture the membranous obstruction.



• Probing (Fig. 2.11): considered after 12–18 months (90% cure).
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Fig 2.9
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Fig 2.10
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Fig 2.11











Congenital dacryocele (amniontocele)







Pathogenesis: collection of amniotic fluid or mucus in the lacrimal sac caused by an imperforate Hasner valve.


Diagnosis



• Presentation: perinatal epiphora and a bluish cystic swelling at or below the medial canthus (Fig. 2.12).



• Differential diagnosis: encephalocele, characterized by a pulsatile swelling above the medial canthal tendon.


Treatment: probing in persistent cases.
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Fig 2.12














Principles of adult lacrimal surgery







• Conventional (open) DCR: for obstruction beyond the medial opening of the common canaliculus. The skin is incised over the lacrimal sac, which is then anastomosed to the nasal mucosa (Fig. 2.13); success rate is approximately 90%.


• Endoscopic approach (± laser): has a lower success rate than open DCR.


• Intubation (silicone stents): option for partial obstruction.


• CDCR: for total individual canalicular obstruction.


• Lester Jones tube insertion (Fig. 2.14): to bypass extensive canalicular obstruction.
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Fig 2.13
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Fig 2.14











Infections






Chronic canaliculitis







Pathogenesis: infection with Actinomyces israelii without any identifiable predisposition.


Diagnosis



• Presentation: unilateral epiphora with refractory chronic mucopurulent conjunctivitis.



• Signs: (a) ‘pouting’ punctum with pericanalicular oedema (Fig. 2.15), (b) mucopurulent discharge (Fig. 2.16), and (c) concretions (Fig. 2.17) may appear on pressure over the canaliculus.



• Differential diagnosis: (a) herpes simplex infection (acute canaliculitis), (b) mucocele, (c) dacryolithiasis, (d) lacrimal diverticulum, and (e) giant fornix syndrome.


Treatment



• Topical antibiotics: (e.g. levofloxacin) may be tried.



• Transconjunctival canaliculotomy with curettage: necessary in most cases.
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Fig 2.15
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Fig 2.16
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Fig 2.17











Dacryocystitis







Pathogenesis: secondary to nasolacrimal duct obstruction; may be acute or chronic.


Diagnosis



• Acute: (a) subacute onset of medial canthal pain and epiphora, and (b) tender tense red swelling (Fig. 2.18) that may progress to abscess formation and cellulitis.



• Chronic: (a) epiphora and chronic/recurrent unilateral conjunctivitis, and (b) reflux of mucopurulent material on pressure over medial canthus, with (Fig. 2.19) or without a mucocele.


Treatment



• Acute: oral antibiotics (e.g. co-amoxiclav or erythromycin); incision and drainage may be considered for a pointing abscess (small risk of subsequent fistula); DCR considered once infection has settled.



• Chronic: DCR.
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Fig 2.18
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Fig 2.19
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Thyroid eye disease







Pathogenesis: organ-specific autoimmune reaction in which a humoral agent (IgG antibody) produces inflammation and swelling of orbital tissue, especially extraocular muscles. It consists of an active inflammatory stage (<3 years) followed by a quiescent/fibrotic stage.


Diagnosis



• Lid retraction: (a) superior lid margin is either level with or above the superior limbus, with ‘scleral show’ (Fig. 3.1), (b) Von Graefe sign (‘lid lag’) describes retarded descent of the upper lid on downgaze, and (c) inferior lid retraction.



• Ocular surface involvement: (a) grittiness, photophobia, lacrimation, and retrobulbar discomfort, (b) conjunctival hyperaemia, (c) chemosis and lid swelling (Fig. 3.2), and (d) superior limbic keratoconjunctivitis (SLK; see Chapter 5).



• Axial proptosis: if severe, along with lid retraction (Fig. 3.3) may compromise lid closure resulting in exposure keratopathy.



• Restrictive myopathy: motility defects in order of frequency are (a) elevation (Fig. 3.4), abduction, depression, and adduction; (b) intraocular pressure increase in upgaze (Braley sign).



• Optic neuropathy: compression of the optic nerve by enlarged muscles (Fig. 3.5); optic disc often appears normal.



Treatment



• Lid retraction: (a) lid taping during sleep, (b) surgery (disinsertion of Müller muscle, levator recession, recession of the lower lid retractors) for stable retraction, but only after first addressing proptosis and strabismus, and (c) botulinum toxin chemodenervation for temporary effect.



• Ocular surface involvement: (a) lubricants, (b) topical anti-inflammatory agents (e.g. steroids, nonsteroidal anti-inflammatory drug [NSAIDs], ciclosporin), and (c) specific treatment of SLK.



• Proptosis: (a) systemic steroids (e.g. oral prednisolone, initially 60–80 mg with tapering on response) in acute sight-threatening cases, (b) radiotherapy (takes weeks–months for effect) in addition to steroids or when these are contraindicated, and (c) orbital decompression (Fig. 3.6) is sometimes used acutely, but more commonly is reserved for the quiescent phase.



• Restrictive myopathy: (a) initially prisms, (b) surgery (inferior and/or medial rectus recessions with adjustable sutures) for diplopia in the primary or reading positions of gaze once stable for at least 6 months, and (c) botulinum toxin injection.



• Optic neuropathy: (a) systemic steroids (oral prednisolone or intravenous methylprednisolone), and (b) surgical decompression if steroids are ineffective or inappropriate; vision, particularly colour, should be monitored carefully.
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Fig 3.1
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Fig 3.2
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Fig 3.3
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Fig 3.4
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Fig 3.5
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Fig 3.6











Infections






Preseptal cellulitis







Pathogenesis: infection of subcutaneous tissue anterior to the orbital septum. Causes include (a) skin trauma (S. aureus, S. pyogenes), and (b) spread from local or remote infection (e.g. stye, dacryocystitis, sinusitis).


Diagnosis



• Presentation: unilateral tender, red and swollen lid (Fig. 3.7).



• Signs: proptosis and chemosis are absent, and optic nerve function and ocular motility are unimpaired.



• CT: opacification anterior to the orbital septum (Fig. 3.8).



Treatment: oral antibiotics (e.g. co-amoxiclav) are usually adequate; severe infection/abscess may require intravenous administration.
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Fig 3.7
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Fig 3.8











Bacterial orbital cellulitis







Pathogenesis: life-threatening infection of the tissues behind the orbital septum, more common in children. Causes include; (a) secondary to sinusitis (most common), (b) spread from local or remote infection, (c) post-trauma, and (d) post-surgery; common isolates are S. pneumoniae, S. aureus, S. pyogenes, and H. influenzae.


Diagnosis



• Presentation: rapid onset of pain, visual impairment, malaise, and periocular swelling.



• Signs: (a) unilateral tender warm and red periorbital oedema, (b) proptosis, (c) painful ophthalmoplegia (Fig. 3.9), and (d) optic nerve dysfunction.



• Ocular complications: (a) exposure keratopathy, (b) optic atrophy, (c) retinal vascular occlusion, and (d) endophthalmitis.



• Other serious complications: (a) subperiosteal abscess, (b) meningitis, and (c) cavernous sinus thrombosis (bilateral rapidly progressive proptosis with abrupt general deterioration).



• Investigations: (a) CT of orbit (Fig. 3.10), sinuses, and brain, (b) white cell count, (c) blood culture, (d) nasal swab for culture, and (e) lumbar puncture if meningeal signs develop.



Treatment



• Hospital admission with otorhinolaryngological co-management.



• Urgent intravenous antibiotic therapy (e.g. cephalosporin or vancomycin, with metronidazole to cover anaerobes).



• Frequent ophthalmic review including optic nerve function.



• Surgical drainage of (a) infected sinuses and orbital collections if lack of response to antibiotics, or (b) subperiosteal/intracranial abscess.



• Orbital biopsy may be considered if atypical.
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Fig 3.9
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Fig 3.10














Non-infective inflammatory disease






Idiopathic orbital inflammatory disease (IOID)







Pathogenesis: non-neoplastic and non-infective cellular infiltration that may involve any of the soft tissues of the orbit; previously referred to as ‘orbital pseudotumour.’


Diagnosis



• Presentation: acute or subacute onset of periorbital redness, swelling (Fig. 3.11), and pain.



• Signs: (a) proptosis, (b) conjunctival hyperaemia and chemosis, (c) ophthalmoplegia, and (d) optic nerve dysfunction if the posterior orbit is involved.



• CT: ill-defined opacification (Fig. 3.12).



• Course: varies from spontaneous remission without sequelae to severe prolonged inflammation with fibrosis (‘frozen orbit’).



• Differential diagnosis: (a) bacterial orbital cellulitis, (b) acute thyroid eye disease, and (c) systemic inflammatory disorder (e.g. Wegener granulomatosis).


Treatment: observation for very mild disease; options in moderate-severe cases include NSAIDs, systemic steroids, radiotherapy, and antimetabolites.
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Fig 3.11
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Fig 3.12











Acute dacryoadenitis







Pathogenesis: usually idiopathic but occasionally infective (mumps, mononucleosis, rarely bacterial).


Diagnosis



• Presentation: acute discomfort with swelling of the lateral eyelid.



• Signs: (a) S-shaped ptosis and slight downward and inward dystopia (Fig. 3.13), and (b) local tenderness, with conjunctival injection overlying the lacrimal gland (Fig. 3.14).



• Imaging: enlargement of the lacrimal gland.



• Differential diagnosis: ruptured dermoid cyst and malignant lacrimal gland tumour.


Treatment: spontaneous resolution is the rule; otherwise as for IOID.
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Fig 3.13
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Fig 3.14











Tolosa–Hunt syndrome







Definition: idiopathic condition characterized by granulomatous inflammation of the cavernous sinus, superior orbital fissure, and/or orbital apex.


Diagnosis



• Presentation: diplopia associated with unilateral periorbital or hemicranial pain.



• Signs: (a) proptosis is mild or absent, (b) ophthalmoplegia, often with pupillary involvement, and (c) sensory loss (first and second trigeminal divisions).



• Course: remissions and recurrences are common.


Treatment: systemic steroids.















Vascular abnormalities






Varices







Definition: weakened orbital venous segments, usually unilateral and involving the upper nasal orbit.


Diagnosis



• Presentation: from early childhood to late middle age.



• Signs: (a) intermittent nonpulsatile proptosis not associated with a bruit, precipitated by coughing, straining, or assuming a dependent position (Fig. 3.15), (b) often demonstrable with the Valsalva manoeuvre or jugular vein compression, and (c) coexisting varices of the eyelids (Fig. 3.16) and conjunctiva (Fig. 3.17) may be present.



• Imaging: may show phleboliths.



• Complications: acute haemorrhage and thrombosis, and orbital fat atrophy.


Treatment: indications include recurrent thrombosis, pain, severe proptosis and optic nerve compression; surgical excision is difficult as the lesions are friable.
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Fig 3.15
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Fig 3.16
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Fig 3.17











Carotid–cavernous fistula







Introduction



• Definition: acquired communication between the carotid artery and the cavernous sinus resulting in increased episcleral venous pressure and decreased arterial blood flow. There are two types:



• Direct fistula: high-flow shunt with intracavernous carotid arterial blood passing directly into the sinus; trauma is responsible for 75%, spontaneous rupture of an aneurysm or atherosclerotic artery accounting for the remainder.



• Indirect fistula: low-flow shunt in which arterial blood flows indirectly into the cavernous sinus through the meningeal branches of the external or internal carotid arteries; frequently spontaneous or following straining.


Diagnosis of direct fistula



• Presentation: days or weeks after head injury with the classic triad of (a) pulsatile proptosis, (b) chemosis, and (c) whooshing noise in the head.



• Signs: (a) conjunctival injection and haemorrhagic chemosis (Fig. 3.18), (b) ophthalmoplegia and ptosis (3rd nerve involvement), (c) pulsatile proptosis associated with a thrill and a bruit; may be abolished by ipsilateral carotid compression (Fig. 3.19), (d) increased intraocular pressure, (e) anterior segment ischaemia (corneal epithelial oedema, aqueous cells and flare), (f) optic disc swelling, and (g) retinal venous dilatation.



• CT (Fig. 3.20) and magnetic resonance (MR) imaging: may show an enlarged superior ophthalmic vein and extraocular muscles; definitive diagnosis involves CT or MR angiography.


Diagnosis of indirect fistula



• Typical signs: may be subtle and include (a) elevated intraocular pressure, (b) epibulbar vascular engorgement (classically corkscrew-like vessels; Fig. 3.21) with or without chemosis, and (c) exaggerated ocular pulsation.



• Uncommon signs: (a) mild proptosis, occasionally associated with a soft bruit, and (b) subtle retinal venous dilatation.


Treatment



• Most fistulae are not hazardous to life, with intervention usually indicated only when sight is threatened; spontaneous closure may occur, particularly in low-flow shunts.



• Endovascular embolization or balloon occlusion are options.



• Direct surgical repair is sometimes required.
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Fig 3.18
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Fig 3.19
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Fig 3.20
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Fig 3.21














Cystic lesions






Dacryops







Pathogenesis: ductal cyst of the lacrimal gland.


Diagnosis: frequently bilateral; round cystic lesion originating from the palpebral portion of the lacrimal gland, protruding into the superior fornix (Fig. 3.22).


Treatment: excision or marsupialization.
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Fig 3.22











Dermoid cyst







Pathogenesis: choristoma derived from displacement of ectoderm to a subcutaneous location; lined by skin-like epithelium, has a fibrous wall and contains dermal appendages; may be superficial or deep (i.e., anterior or posterior to the orbital septum).


Diagnosis



• Superficial dermoid: (a) presents in infancy with a firm, round, smooth, nontender 1–2 cm nodule, (b) usually tethered to the adjacent periosteum, (c) most commonly located in the superotemporal orbit (Fig. 3.23), and (d) with easily palpable posterior margins.



• Deep dermoid: presents in adolescence/adulthood with proptosis, dystopia, or a mass lesion with indistinct posterior margins; may extend into the inferotemporal fossa or intracranially; may enlarge and rupture spontaneously, inducing a substantial inflammatory reaction; imaging shows a well-circumscribed cystic lesion (Fig. 3.24).



Treatment



• Superficial dermoid: excision, taking care not to rupture the lesion.



• Deep dermoid: excision is advisable to avoid spontaneous rupture.
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Fig 3.23
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Fig 3.24
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