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Descrição do Produto


Temporal arteritis: report of a case Nicholas Zachariades, DDS, MD,a Cornelia Skoura, DDS,b Athena Spanou, DDS,c and Helen Machera, MD,d Athens, Greece KAT GENERAL DISTRICT HOSPITAL



Temporal arteritis is a rheumatic disease that affects large and medium-sized arteries. It is a severe arteritis involving both the intima and media of the vessel and is a cause of headache that is frequently diagnosed erroneously as ‘‘atypical migraine.’’ The patients have a burning or throbbing type of pain. Ultimately, there is localized inflammation or cellulitis over the swollen, tortuous artery. Jaw claudication, eye pain, photophobia, diplopia, and even blindness may accompany the temporal symptoms. As many as 20% to 60% of inadequately treated or untreated patients will lose their vision. Blindness may or may not be preceded by visual symptoms and funduscopic changes. A variety of systemic symptoms are also often present, including nausea, vomiting, chills, dizziness, and loss of weight. Temporal arteritis is not a common diagnosis in maxillofacial practice. We are presenting a case of temporal arteritis diagnosed after a biopsy. The patient eventually lost the vision from one eye. (Oral Surg Oral Med Oral Pathol Oral Radiol Endod 2006;102:192-7)



Temporal arteritis is also known as giant cell arteritis, cranial arteritis, Horton’s arteritis, and granulomatous arteritis.1-10 The most prevalent speculation is that the disorder results from immunologic responses to infectious triggers in genetically susceptible persons.5 It is a humoral and T-cell immune-mediated, antigen-driven multisystem inflammatory condition (vasculitis) that affects the large and medium-sized arteries (preferably with an elastic component and especially the temporal artery) and their branches.4,6,8,11-13 Excessive cytokine production induces systemic inflammation with an exuberant acute-phase response,13,14 while macrophages are activated by interferon-gamma, which is released by T cells captured in the arterial wall. Due to abnormalities of the a2 fibrinogen and gamma globulins, and because of the granulomatous histopathology of the disease it has been postulated that it may be an immune reaction directed at antigens in or near elastic tissue in the arterial wall.13,7,8,12 The deposition on the elastic layer of the involved vessels of immune complexes such as giant cells, lymphocytes, plasma cells, and chemicals in response to the immune injury results in



a local response, characterized by granulomatous infiltrates in the wall of the vessels and hyperplasia of the intima that leads to luminal occlusion and subsequent tissue ischemia. The limited blood supply causes the symptoms.13 Regarding etiology, infectious causes have been postulated, but have not been confirmed. Infections may indeed act as triggers at the onset of giant cell arteritis. The disease usually begins with ‘‘flu-like’’ symptoms including a mild fever, loss of appetite, fatigue, general body discomfort, and a persistent, dull headache.15 The scalp may be tender to the touch over the affected blood vessels. Jaw muscles and tongue sometimes become painful when the patient chews. Headaches, pain in the temple (which may occasionally be excruciating), drooping lid, visual impairment, double vision, and depression are also some of the symptoms.1,2 The disease is almost confined to white people of northern European ancestry and its incidence seems to be increasing.5,6,14,16 Temporal arteritis usually occurs in late middle life (the average age at onset being 71.5 years old) with women affected 4 to 6 times more frequently than men. High incidence, approaching 1%, exists in patients older than 80 years.1,3,5,8,11,13-17
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CASE REPORT A 75-year-old woman presented to the Emergency Department of KAT General District Hospital (formerly ‘‘Apostle Paul’s’’ Accidents’ Hospital) complaining of a painful tongue, pain over the right masseteric and temporal muscles bilaterally particularly during mastication, and difficulty in swallowing. The pain was more exaggerated on the right side. The patient had already visited other hospitals and was examined by several specialties but no diagnosis was established. A computed tomography (CT) of the brain was also negative. Clinical examination revealed swelling of the right submandibular gland and increased sensitivity of the temporal
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Fig. 1. Fluorescein angiography demonstrating anterior arteritic ischemic optic neuropathy.



region bilaterally (and in particular the right side), the submandibular area, and the masseteric muscles. Past medical history included hypertension, osteoporosis, and cataract of the left eye. She was admitted to the Oral and Maxillofacial Department. Laboratory examination revealed hematocrit 32%, elevated erythrocyte sedimentation rate 105 mm/1st h, and serum ferrum 35 lg/dL. The provisional diagnosis of temporal arteritis was considered. Twenty-four hours following her admission the patient complained of sudden loss of vision of the right eye. The ophthalmologist diagnosed possible thrombosis of the central retinal artery. A fluorescein angiography verified the ischemic thrombosis of the central retinal artery (Fig. 1) and a triplex of the temporal vessels (Fig. 2) demonstrated increased blood flow on the right side (197 cm/s; upper normal values 50 to 60 cm/s), thickening of the arterial wall, and the presence of a dark periarterial halo surrounding the vessels indicating inflammation of the wall. Similar findings were recorded on the left side, but to a lesser degree. Corticosteroid therapy was administered (1 g solu-medrol/day) at the same time so as to ameliorate the condition on the right eye and protect the left eye. Under local anesthesia a biopsy of the right temporal artery was performed that revealed giant cell infiltration of the vessel with areas of thickening and inflammation as well as rupture of the interior wall of the vessel, thus verifying the provisional diagnosis (Fig. 3, Fig. 4). The patient was subsequently transferred to the Department of Rheumatology where 48 mg of methylprednisolone daily were administered as well as 10 mg methotrexate once a week. Fyllic acid was also administered for the anemia and to protect against the side effects of methotrexate. To protect the patient against the long-term administration of corticostroids we checked the bone density of the patient and 400 mg of ostopor (sodium edidronate) was administered. The patient experienced amelioration from the first days of treatment and was discharged in good condition. A month later she was reexamined by the Oral and Maxillofacial Department and Department of Rheumatology and was found to be symptom free. Her hematocrit was 35.5% and the erythrocyte sedimentation rate was 19 mm/h. Corticosteroids were reduced and she has been followed since then by the Department of Rheumatology



Fig. 2. A, Triplex of the right side demonstrating increased blood flow, thickening of the arterial wall and the presence of a dark periarterial halo surrounding the vessels indicating inflammation of the wall. B, Triplex of both sides demonstrating increased blood flow bilaterally, which is more exaggerated on the right side (197 cm/s) than on the left (122 cm/s).



every 3 months. A year later the patient is free of symptoms. Triplex of the temporal arteries revealed thickening of the vessel without inflammatory halo, while the blood flow is normal. She is still taking methotrexate and 8 mg of methylprednisolone. Erythrocyte sedimentation rate is 32 mm/h. This increase is the result of the gradual reduction of cortisone and is of no importance as long as the patient is free of symptoms. No amelioration of the vision was recorded.



DISCUSSION Temporal arteritis is a disease that typically involves the aortic arch and its branches but almost any artery of the body may be affected, although arteries below the aortic arch and veins are rarely involved. It primarily affects the large and medium-sized arteries of the head and neck, principally the terminal branches of the external carotid artery and in particular the occipital or superficial temporal arteries, posterior auricular, posterior ciliary, facial, and ophthalmic arteries as well as the vertebrobasilar circulation.5,6,8,12,18,19 The likely determinant of arterial susceptibility to the disease is the presence and/or quantity of internal elastic lamina
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Fig. 3. Almost complete thickening of the wall of the blood vessels with the presence of calcifications and paucity of the intima (320).



Fig. 4. Inflammatory cells (lymphocytes and plasma cells) in an acute stage and polys (3200).



within the vessel wall and therefore intracranial arteries, which possess little elastic tissue are not usually involved.8 Partial occlusion of an artery, producing new headache and scalp pain, is a frequent complaint and may be so intense as to cause the patients to sit up in a chair all night. Intense and persistent unilateral bruits in the cranial or neck area together with local inflammation and tenderness are also part of the usual picture.3,7-9,11,16,20 The inflammation tends to involve the arteries in a segmental or patchy manner, although long portions of arteries may be involved.8 The affected vessels may be erythematous, dilated (allowing them to be rolled between the fingers and skull), thickened or nodular, tender to palpation and on brushing the hair, and may stand out. Tenderness, redness, and edema of the overlying skin may be seen and pulses may be absent or reduced.3,6,7,9,11,12,14,16,20 Usually the temporal arteries are the first to be affected and are eventually involved in nearly all cases.9 Jaw pain is the next most common symptom. Branches of the maxillary artery produce aching or tiredness in the muscles of the side of the face brought on by chewing or talking and relieved by rest. Jaw claudication occurs in approximately 65% of patients with temporal arteritis.3,7,8,11,14,16 Involvement of tongue is characterized by malaise, pain, great difficulty in talking, dysphagia, sore throat, blanching of the tongue, rapid tongue fatigue, burning dysesthesia, sudden increase in size, and necrosis of a part or the whole tongue.2,3,6-9,12,20 Arteritis producing problems in the tongue, gums, and throat may cause diagnostic problems.16 Pain in the temporal region, jaw, neck, or tongue is considered to be due to locally reduced blood supply.7,21 These features may be accompanied by proximal, symmetrical muscle pain and stiffness that eases during the day, general weakness, malaise, anorexia,



depression, fever, sweats, weight loss, and aching of the limbs that usually occur before any symptomatic arterial involvement, and are present for weeks or months before the diagnosis is established.3,7,8,11,12,16,20 Simple acts such as combing hair or resting the head on a pillow exacerbate pain.14 The onset of the disease is frequently abrupt. In addition it may be bilateral.9 If it becomes generalized, it can result in the condition known as polymyalgia rheumatica,3,21,22 which several authors have suggested is actually a different stage of a single disease spectrum.8 Polymyalgia rheumatica is characterized by nodule formation in the muscles, stiffness, aching, and pain in the neck, shoulder, lower back, hips, and buttocks and systemic features such as lowgrade fever, fatigue, and weight loss, and increased erythrocyte sedimentation rate. Discomfort usually begins in one shoulder or hip, becoming bilateral over the course of weeks.7,15 Patients may report difficulty getting up in the morning and may need to ‘‘roll’’ themselves out of bed. They may also find it difficult to put on their clothes, groom their hair, and brush their teeth.15 In recent years giant cell arteritis and polymyalgia rheumatica have increasingly been considered as closely related conditions.6 About half of patients with giant cell arteritis have symptoms of polymyalgia rheumatica, whereas 15% to 50% of patients with polymyalgia rheumatica have giant cell arteritis.5,6 The conditions may occur independently or may occur in the same patient, either together or separated in time.6 Polymyalgia rheumatica is a clinical syndrome of the middle aged and elderly, and shows a dramatic response to small doses of corticosteroids.6 In fact, polymyalgia rheumatica may be a milder, more widespread immune reaction, whereas temporal arteritis may be a more intense and focal form of the same process.15 With
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increased life span of the population, more instances of this disease are expected.9 Giant cell arteritis is a medical emergency in ophthalmology because of its complication of visual loss in one or both eyes, and early diagnosis is mandatory if this is to be avoided by the immediate and aggressive administration of corticosteroids.7,22,23 Frequent ocular involvement in temporal arteritis is probably due to the fact that the retinal artery is an end artery.21 The involvement and occlusion of the posterior ciliary, choroidal, and central retinal branches of the ophthalmic artery within the orbit as well as nutrient arteries of the optic nerve result in anterior ischemic optic neuropathy typically presenting with a chalky white edematous optic disc and often sudden, transient, or permanent, usually irreversible, painless monocular partial or complete loss of vision. Initial disturbances may fluctuate, but blindness (which may occasionally be bilateral) eventually occurs in 20% to 60% of untreated patients.3,6-8,11,14,16,20 Ocular manifestations however range from diplopia and minimal blurring of vision to total blindness of one or both eyes.6,20 Sudden, painless deterioration of vision in one eye on waking in the morning is the classic presentation.16 Premonitory visual symptoms, consisting of temporary obstruction of vision occur in a minority of patients over a period of 1 or 2 days before the onset of blindness.24 The interval between the onset of the disease and loss of vision is less than 3 months for approximately 85% of the patients.7,24 Blindness is preventable in the majority of patients if diagnosed early and treated properly. Retinoscopy may demonstrate retinal pallor and diminished arterial flow with papilledema evolving over 1 to 2 days. Secondary optic nerve atrophy may be evident a few weeks later. Sight loss may also be caused by cerebral involvement. Cortical blindness from occipital infarction may be associated with ophthalmoplegia and ptosis.7 Arterial biopsy usually confirms the diagnosis of temporal arteritis and definite diagnosis relies on it,13-15,25 while in other vascular territories giant cell arteritis is most commonly diagnosed by vascular imaging.13 In any case, the sensitivity of the biopsy has been assessed at 60% to 80%.15 Since involvement tends to be patchy or segmental (because of the ‘‘skipping’’ nature of the lesions) segments should be sectioned serially and multiple long segments (ie, 2.5 to 4.0 cm) of artery may be required as well as contralateral artery biopsy when initial results are negative.9,14,15,26 Microscopic findings, while distinctive, are not pathognomonic and they may be observed in Wegener’s granulomatosis, polyarteritis nodosa, and Takayasu’s disease, the latter affecting young women and the aortic arch.27 In early stages the histopathology shows only a lymphocytic infiltration, which later progresses to necrotic areas, surrounded by



Zachariades et al. 195



lymphocytes, macrophages, plasma cells, foreign body multinucleated giant cells of the Langhans type, and amyloid deposits in the walls of affected blood vessels.3,7,9,12 There is destruction of the internal elastic lamina while the media may be totally replaced by connective tissue. There is also endothelial and subendothelial fibrous proliferation of the intima and occlusion of the lumen leading to thrombus formation, which later organizes. In late stages the histology may be confused with arteriosclerotic vascular disease.3,7,9,11 However, the temporal artery is rarely involved in atherosclerosis.7 Selective angiography of the external carotid artery might be a prelude to the selection of a biopsy site in younger and healthy individuals11,22 considering that the lesions are focal and separated by skip areas that will give misleading results.9,26 Color duplex ulrasonography may eventually obviate the need for biopsy in some patients.5,8,15 This modality is used to look for areas of stenosis and occlusion, as well as arterial segments with ‘‘halos.’’15 The disease is a self-limiting disorder, resolving over a period of several months or years. Recurrence is possible, but is rarely fatal.3,7 The diagnosis of temporal arteritis is essentially clinical, is largely one of exclusion, and should be considered in patients over 50 years old with onset of a new type of localized throbbing headache originating outside the skull; increased prominence and tenderness over the temporal vessels; jaw claudication; symptoms of polymyalgia rheumatica; changes in vision such as blurring, diplopia, or transient visual loss; unexplained weight loss; or unexplained fever.11,15,16,21,26 Diagnosis is established by the presence of elevated erythrocyte sedimentation rate (which is over 50 and often in excess of 100 mm in the first hour by the Westergren method), raised alkaline phosphatase, raised immunoglobulin G (IgG) concentration, raised C reactive protein reflecting the underlying inflammatory process, normocytic anemia, and temporal artery biopsy.3,7-9,13,22 Cytokines, such as interleukin-6 are currently being explored as more sensitive biological markers.13 Muscle biopsies, serum creatinine kinase, and electromyograms are usually normal.3,7,9 Platelet counts, polymorphonuclear leukocytes, alkaline phosphatase, and serum aspartate aminotransferase (SGOT) may be elevated.8,9 A strong consensus exists that the diagnosis should be based on histologic evidence, although results of temporal artery biopsy may be negative in more than 20% to 40% of patients with clinical diagnosis of temporal arteritis.7,16,21,26 The American College of Rheumatology considers that 3 of the 5 developed diagnostic criteria must be met to support diagnosis (Table I).5,15 Weyand and Goronzy list 5 criteria as (1) Symptoms: new-onset headache more commonly unilateral and localized to the temporal area;



OOOOE August 2006



196 Zachariades et al. Table I. American College of Rheumatology’s Diagnostic Criteria for Temporal Arteritis Criterion Patient age older than 50 years at disease onset New headache Temporal artery abnormality Elevated ESR Abnormal biopsy



Definition Development of symptoms or findings beginning when a patient is older than 50 years New onset or new type of localized pain in the head Temporal artery tenderness on palpation or decreased temporal artery pulse, unrelated to arteriosclerosis of the cervical arteries ESR greater than 50 mm per hour by the Westegren method Biopsy specimen with artery showing vasculitis characterized by a pre-dominance of mononuclear cell infiltration or granulomatous inflammation, usually with multinucleated giant cells



ESR, erythrocyte sedimentation rate.



(2) Physical findings: such as fever, weight loss, tenderness of temporal arteries, decreased or absent pulsations of temporal arteries; (3) Laboratory findings: the erythrocyte sedimentation rate (ESR) is almost always elevated; (4) Temporal artery biopsy: it is a simple and low-risk procedure (5) Clinical subtypes can be distinguished: cranial giant cell arteritis with ischemic complications in the eye, the face and the central nervous system, large vessel giant cell arteritis with occlusions in the subclavian or axillary vessels, aortic giant cell arteritis, giant cell arteritis presenting as an intense systemic inflammatory syndrome with nonstenosing vasculitis and isolated polymyalgia rheumatica with myalgias, systemic inflammation, and subclinical vasculitis.13 Treatment of the disease is usually favorable but lessens the chance of a positive biopsy result,15,16 although the initiation of therapy within 1 to 2 weeks before biopsy does not appear to change the characteristic pathologic findings and should not therefore be delayed for the purpose of obtaining a biopsy.5 Patients suspected of having temporal arteritis should begin therapy at once.15 Treatment does not eliminate the immune responses in the vessel wall,13 while serious sequelae including blindness, deafness, stroke, or death can still occur.21 The occurrence of blindness provides the rationale for rapid diagnosis and aggressive treatment.9 Indeed, corticosteroids were found to be effective in preventing blindness8 but established blindness is irreversible if the steroid treatment is not administered within a few days.27 The goals of treatment are to reverse the disease and to prevent further progression.8 Symptoms usually resolve quickly, often within 2 to 3 days of the initiation of the corticosteroid.5 With appropriate therapy, temporal arteritis is a treatable, controllable, and often curable disease. However the prognosis for visual improvement is poor.28 Patients diagnosed as having giant cell arteritis should be started immediately with high-dose corticosteroid treatment, ie, 40 to 100 mg prednisolone per day orally initially and then titrated against the erythrocyte sedimentation rate on 2.5 to 60 mg of prednisone per day.3,5,7,9,15 Patients with visual symptoms should begin treatment with a



higher dosage, such as 250 mg of methylprednisolone sodium (solu-medrol) administered intravenously every 6 hours for 3 to 5 days.15 The response to steroids is dramatic with relief of symptoms in 48 to 72 hours.16 Even if there is a quick resolution of the constitutional symptoms with steroids, the dose should be kept high for at least 10 to 14 days before it is gradually reduced to maintenance levels when symptoms have disappeared and the ESR has returned to normal.5,21 The patient may be kept at 2.5 to 12 mg for 2 to 5 years and is also monitored for symptom recurrence.5,9 Most patients with giant cell arteritis require at least 2 years of corticosteroid therapy. A few remain on a low dosage indefinitely.5 The decision to treat (often without a concrete diagnosis) may commit a patient to prolonged exposure to steroids, which is contraindicated in patients with diabetes mellitus, hypertension, peptic ulcers, osteoporosis, and excessive obesity, while withholding treatment could result in permanent loss of vision.6,26 The use of nonsteroidal anti-inflammatory drugs has also been proposed.16 Because the disease is self-limiting and there is good evidence that the condition may last for 2 years, most physicians will discontinue treatment at about that time.3,7 The value of high doses of methylprednisolone for severe thrombotic events has not been established, while benefits and risks of antiaggregation and anticoagulation are unknown. Nevertheless aspirin is thought to be preventive.3,7 Relapses are more likely during the initial 18 months of treatment and within 1 year of withdrawal of steroids.6,16 Immunosupressant agents such as methotrexate are also administered to inhibit key steps of the immune system responsible for inflammatory reactions, but have not proved significantly efficient corticosteroid-sparing agents.8 Visual loss is the most worrisome morbidity associated with temporal arteritis. Transient ischemic attacks secondary to occlusion of the nutrient arteries or strokes resulting from carotid or vertebrobasilar disease and cerebrovascular accidents are found in as many as 30% of patients with biopsy-proven temporal arteritis.8,15 Ischemic strokes, and thoracic and abdominal aortic aneurysms are also feared complications of the
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disease.5,10 Indeed vasculitis of the aorta may weaken the aortic wall, leading to localized aneurysm formation, aortic annular dilatation, and regurgitation.8 These aneurysms are occasionally present at the time of diagnosis, but more frequently develop later, often after the cessation of treatment.5 Consequently, involvement of major vessels predisposes patients to higher risks for death and it is possible that the proportion of strokes and heart attacks due to giant cell arteritis may be underestimated.3,8,11,16,29 Neuropathies that include mononeuritis and polyneuropathy may occur and compromise of the arteries supplying the otic region and can lead to tinnitus, hearing loss, and vertigo.15 Small cerebral infarction foci may be found on CT and magnetic resonance imaging (MRI).30 In few patients gangrene of tissue in the affected areas can result.3,11 Nevertheless, long-term survival of patients with temporal arteritis is the same as for the general population.14 REFERENCES 1. Kobayashi S, Yano T, Matsumoto Y, Numano F, Nakajima N, Yasuda K, et al. Clinical and epidemiologic analysis of giant cell (temporal) arteritis from a nationwide survey in 1998 in Japan: The first government-supported nationwide survey. Arthritis Rheum 2003;49:594-8. 2. Biebl MO, Hugl B, Posch L, Tzankov A, Weber F, Perkmann R, et al. Subtotal tongue necrosis in delayed diagnosed giant-cell arteritis: a case report. Am J Otolaryngol 2004;25:438-41. 3. Pogrel MA. Necrosis of the upper lip from giant-cell arteritis. J Oral Maxillofac Surg 1985;43:300-2. 4. Shafer WG, Hine MK, Levy BM. A textbook of oral pathology. Philadelphia: Saunders; 1974. p. 804. 5. Meskimen S, Cook TD, Blake RL. Management of giant cell arteritis and polymyalgia rheumatica. Am Fam Physician 2000; 61:1-11. 6. Pountain G, Hazleman B. Polymyalgia rheumatica and giant cell arteritis. BMJ 1995;310:1057-9. 7. Rubin MM, Gatta CA, Cozzi GM, Rogerson KC. Painful tongue mass. J Oral Maxillofac Surg 1990;48:728-31. 8. Roque MR, Roque BL, Miserocchi E, Foster CS. Giant cell arteritis. Available at: http://www.emedicine.com/OPH/topic254. htm. Accessed May 26, 2006. 9. Guttenberg SA, Emery RW, Milobsky SA, Geballa M. Cranial arteritis mimicking odontogenic pain: report of case. JADA 1989; 119:621-3. 10. Calvo-Romero JM. Giant cell arteritis. Postgrad Med J 2003;79: 511-5. 11. Browne WG. Oral necrosis accompanying giant cell arteritis. J Oral Maxillofac Surg 1982;40:450-3.
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