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Wegener’s granulomatosis with very unusual presentation
Mansur Somaily, Abdurhman S Al Arfaj

ABSTRACT
Introduction: Wegener's granulomatosis (WG)involves mainly upper and lower respiratorytract and the kidneys. Cardiac involvement isnot common. Case Report: This is a report of a34yearold, nonsmoker male with veryunusual presentation of (WG) namely acombination of large pericardial effusion,cardiac tamponade (without uremia) andconduction defects, all of which responded verywell to immunosuppressive therapy without theneed for surgical intervention. Conclusion:Cardiac complication of WG may start early andearly diagnosis and management improves theoutcome and decrease, overall mortality.
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INTRODUCTION
Wegener's granulomatosis is one of the mostcommon forms of systemic vasculitis, with a reportedannual incidence of 10 cases per million. The diseaseinvolves small and mediumsized blood vessels, andmainly affects the upper and lower respiratory tract andkidneys [1].Cardiac involvement is reported to occur in 6–44%cases of Wegener's granulomatosis [2–5]. Pericarditis isthe most common cardiac manifestation accounting forabout 50% of cardiac diseases in Wegener'sgranulomatosis, which is asymptomatic in most of thecases, or may be manifested by chest pain and dyspnea[2–5].Pericarditis and coronary vasculitis are the mostfrequent findings but myocarditis, endocarditis,valvulitis, and conduction system defects are alsodescribed [2–7]. Pericardial effusion reported inWegener's granulomatosis can be due to the diseaseitself or due to uremia in cases of renal failure [7, 8]. Weare reporting here a very unusual presentation ofWegener's granulomatosis which is a large pericardialeffusion (without evidence of uremia), and cardiactamponade combined with a conduction defect. Thiscombined presentation has not been reportedpreviously.

CASE REPORT
Our patient is a 34yearold nonsmoker male, whowas admitted to the emergency room with history ofchest pain and cough for five days, and fever for onemonth. His cough was mostly productive of whitishsputum but he had five attacks of hemoptysis of freshblood of moderate amount (about 10 mL per day). He
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also had one month history of arthralgia and dailyepistaxis. He had no history of weight loss, nor contactwith any patient of tuberculosis.When he presented, he had a temperature of 37.80C,but was hemodynamically stable. Examination of thenose revealed a nasal ulcer and tenderness over the leftmaxillary sinus. Skin, chest, cardiovascular andmusculoskeletal examination were unremarkable. Theinitial differential diagnosis included: pulmonarytuberculosis, pneumonia, acute bronchitis and WG. Hisinitial laboratory investigations showed WBC count11x103/L, Hb 13.6 g/dL, platelets 560x103/μL, urea 5.3mmol/L and creatinine 61 µmol/L. His erythrocytesedimentation rate (ESR) was 120 mm/1st hr, aspartateaminotransferase (AGOT) 50 U/L, alanineaminotransferase (SGPT) 101 U/L, alkaline phosphatase198 U/L and gamma glutamyl transferase (GGT) 232U/L. His bilirubin, PT and APTT were normal.Cytoplasmic antineutrophil cytoplasmic antibody(cANCA) was 1:160 (normal range <1:40), and antiproteinase 3 (antiPR3) was 97 U/mL. Antimyeloperoxidase (antiMPO) and ANA were negative.Urine analysis showed hematuria with RBCs of 80/hpf,no WBCs and dipstick examination revealed 1+ positiveprotein. The 24hour urine collection for protein was0.5 g/day. Tuberculin test (5 units) was negative andsputum culture for acid fast bacilli was also negative.Chest Xray was reported to be normal (Figure 1), butcomputed tomography (CT) scan of the lungs showedmultiple nodules in both upper lobes, one of which wascavitating (Figure 2). CT scan of sinuses showedthickening of lining of left maxillary sinus. A nasalbiopsy was obtained and showed necrotizinggranulomatosis, consistent with diagnosis of WG. Aftertwo weeks of workup the patient was diagnosed as WGbased on clinical picture, cANCA positivity and tissuebiopsy result. The patient was started on oralprednisolone 1 mg/kg/day and given one gram ofintravenous cyclophosphamide. On the next day, thepatient developed severe chest pain, dyspnea andhemoptysis. On examination, he was found to have highjugular venous pulse (JVP) with positive Kussmal’s sign,pulsus paradoxus and distant heart sounds. The chestXray at that time showedflask shaped heart (Figure 3).Echocardiography and CT scan of chest showed largepericardial effusion (Figure 4). The large pericardialeffusion tamponade was thought to be most likely due tocardiac involvement by WG and as such, he wasswitched from oral prednisolone to one gram ofintravenous pulse methylprednisolone. The next daypatient developed lightheadedness and dizziness, andwas found to have bradycardia, with heart rate droppingdown to 32 beats per minute (Figure 5). He wasassessed by the cardiology team who advised continuouschronotropic monitoring and bed rest. He wascontinued on intravenous methylprednisolone one gramdaily for three days which was reduced to 30 mg threetimes daily for two weeks and then switched to oralprednislone which was tapered down to zero over thefollowing six months. The heart rate returned to normalafter 12 days.

Two weeks after the first dose of cyclophosphamide,the patient was asymptomatic, with normal heart rateand complete resolution of pericardial effusion onechocardiography. He was discharged home onprednisolone, to be admitted for further five pulses ofintravenous cyclophosphamide. He remained free ofsymptoms at followup.

DISCUSSION
Echocardiographic abnormalities were found in 80%patients with Wegener's granulomatosis but lesionswere considered as related to Wegener's granulomatosis

Figure 1: Chest Xray was reported to be normal.

Figure 2: Computed tomography (CT) scan of the lungsshowing multiple nodules in both upper lobes, one of whichwas cavitating.
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only in onethird of the patients [9]. Pericardialinvolvement represents almost 50% of cardiacinvolvement of Wegener's granulomatosis [5]. These areusually asymptomatic and carry a good prognosis.

However some cases may lead to considerable morbidityand motality. The overall mortality rate of Wegener'sgranulomatosis with cardiac involvement has beenreported to be between 15–45% [9].Most of Wegener's granulomatosis patients reportedpreviously with pericardial tamponade had hemodialysisdependant renal failure resulting in constrictivepericarditis [2–5, 7, 8]. However, massive pericardialeffusion without constrictive pericarditis or uremia werereported in two cases [3, 4] .The peculiar occurrence in our patient of largepericardial effusion and tamponade combined withconduction defect in the absence of any renal affection,has not been reported previously in any Wegener'sgranulomatosis patients. Cardiac tamponade in patientwith Wegener's granulomatosis and renal failure aredescribed before [2, 7]. Pericardial effusion per se is notso rare as a cardiac manifestation of Wegener'spatients [10]. In a series of eleven Wegener'sgranulomatosis patients, who had transthoracicechocardiography (TTE) and cardiac magneticresonance (CMR), pericardial effusion was observed infive patients, while localized pericardial thickening wasseen in six patients [11]. Similarly, mild pericardialeffusions were described in five out of nine Wegener’spatients [5]. However, the degree of inflammation didnot reach the stage of excessive effusion leading totamponade. Conduction defects are also described incases of Wegener's granulomatosis [12, 13]. However,the combination of both cardiac tamponade andconduction defects in the absence of uremia have notbeen described previously. We believe that the extremeintensity of the inflammatory procees of Wegener’sgranulomatosis in our patient resulted in a such anunusual combination of rare manifestations. Thisinflammatory process may be severe and lead topermanent damage. This was reported by Ohkawa et al.,in a 61yearold female with Wegener's granulomatosiswho and developed by recurrent episodes of ventriculartachycardia developing bradycardia. Her autopsyrevealed generalized necrotizing angitis and severegranulomatous inflammatory foci affecting the commonbundle of His and right bundle branch in addition to themyocardium [14].We do not believe that the occurrence of suchcombined presentation was due to a delay in thediagnosis or instituting treatment, as it took only sixweeks to do so. On the contrary, it could be consideredearly diagnosis and treatment, as one of the largestseries on Wegener's granulomatosis reported that themedian and mean period from disease onset todiagnosis of Wegener's granulomatosis were 4.7 and 15months, respectively [15]. That report found only tencases of pericarditis among 158 cases of Wegener'sgranulomatosis [6%] and only one patient had largeeffusion requiring surgical intervention [15]. Someauthors recommend echocardiographic screeningexamination for all patients with active Wegener'sgranulomatosis [9].It is also worth noting that, the cardiac involvementin our patient responded very well to

Figure 3: Chest X ray showing flask shape heart.

Figure 4: CT scan chest, showing large pericardial effusion.

Figure 5: ECG demonstrating bradycardia, with heart rate of32 beats per minute.
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immunosuppressive therapy alone with completeresolution of pericardial effusion and return of heartrate to normal and without the need for surgical orinvasive procedures.

CONCLUSION
Our case serves as an example that cardiaccomplications of Wegener's granulomatosis may startearly and emphasizes the need for early diagnosis ofcardiac involvement and their management, so thatpatient outcome can be improved and overall mortalitydecreased.
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