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Complete heart block and permanent
pacemaker implantation in a patient
with systemic sclerosis

Sistemik sklerozis olan hastada tam kalp blogu ve
kalici kalp pili implantasyonu

A 68-year-old woman was admitted to rheumatology clinic of our
hospital due to generalized weakness, presyncopal episodes, and exer-
tional dyspnea (NYHA class Ill). Past medical history revealed presence
of diffuse systemic sclerosis (SSc) which was diagnosed 2 years ago
when she presented with Raynaud's phenomenon, arthralgias, sclero-
dactyly, and malaise; hypertension for 4 years. Her medication was
including prednisone 5 mg/d, cyclophosphamide 2x50 mg/d, ramipril 1x5
mg/d, aspirin 100 mg/day, spironolactone 1x25 mg/d and furosemide
1x40 mg/d. Until the appearance of her recent symptoms, the patient
was in dyspnea on exertion (NYHA class Il), whereas in previous ECG,
normal sinus rhythm with no conduction abnormality was shown. On
admission, the physical examination revealed jugular vein distension
and peripheral edema. The liver was palpable 3 cm below the right
costal margin. Her heart rate was 35 bpm and the blood pressure was
100/55 mmHg. On auscultation, Cannon’s sound was audible and there
was lI/VI systolic murmur at the lower left parasternal border. Laboratory
tests were normal besides a normochromic, normocytic anemia with
35% hematocrit and 48 mm/h erythrocyte sedimentation rate.
Antinuclear antibodies were present in a titer 1:1280, anti Scl-70 anti-
bodies were also positive. Pulmonary function tests also disclosed
extensive pulmonary fibrosis. Her ECG revealed complete AV block with
escape ventricular beats (Fig. 1). Transthoracic echocardiogram
showed LV ejection fraction of 65%, LV end-diastolic diameter of 53 mm;
2° mitral regurgitation and 2° tricuspid regurgitation; mild RV dilatation
and pulmonary arterial pressure of 45 mmHg. Multidetector computed
tomography angiography showed normal coronary arteries (Fig. 2). Due
to her clinical presentation, permanent pacemaker implantation was
planned. On 274 day of admission, dual chamber pacemaker was per-
formed with no complication (Fig. 3). Treatment was initiated with
diuretics, ACE inhibitors, nifedipine and supplemental oxygen on which
the patient improved both clinically and hemodynamically. The remain-
ing hospital course was uneventful.

Systemic sclerosis is an autoimmune disorder with multisystem
involvement characterized by microvascular dysfunction, disturbances
of the immune system and deposition of connective tissue materials (1).

The prevalence of cardia olvement in SSc patients is often under-

Figure 1. The initial electrocardiogram showing complete AV block
with escape ventricular beats
AV - atrioventricular block
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Figure 2. Multiplanar reconstruction of computerized tomography
images showing normal left anterior descending (LAD) (A), circumflex
(B) and right coronary (C) arteries

Figure 3. The chest X-ray showing the appropriate placement of the
both atrial and ventricular pacemaker electrodes

estimated because of the occult nature of the clinical picture, the fre-
quent coexistence of lung involvement and the relative inaccuracy of
diagnostic procedures. Cardiac manifestations are common in SSc,
with a prevalence of 15-35% and includes pericarditis, myocardial dis-
ease, conduction abnormalities, and arrhythmia (2). However, complete
atrioventricular (AV) block is rarely reported (3-5).

Several pathophysiological mechanisms were explained regarding
dysrhythmias in SSc patients such as direct myocardial or conduction
system involvement by fibrotic process. The progressive fibrotic
replacement and degenerative changes in the AV node, His bundle, orin
the bundle branch can finally cause their fibrotic destruction. However,
complete heart block fortunately occurs very rarely and has been
reported in only a few cases of SSc patients so far (3-5).

In conclusion, this case report emphasizes that cardiac involve-
ment in SSc may have very serious clinical implications. During follow-
up of these patients, noninvasive evaluation with electrocardiogram
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and echocardiogram should be in mind, especially in case of clinical
symptoms related with cardiovascular system.
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Sturge-Weber sendromu ve dilate
kardiyomiyopati: Rastlanti mi yoksa,
eslik eden hastalik m?

Sturge-Webersyndrome anddilated cardiomyopathy:
coincidence or associated disease?

Sayin Editor,

Sturge Weber sendromu (SWS) deri ve sinir sistemi tutulumuyla
seyreden ndrokiitanoz hastaliklar olarak bilinen grubun bir Gyesidir (1).
Yiizde porto sarabi lekesi seklindeki vaskiiler neviis, leptomeninjiyal
anjiyomatozis, intrakranial kalsifikasyon, zeka geriligi ve g6z patolojileri
hastaligin bilinen bulgulardir (1). Dilate kardiyomiyopati, sol veya her iki
ventrikiiliin dilatasyonu ve azalmis kontraksiyonu ile karakterize olup
idiyopatik, genetik, viral, immiin, toksik nedenli olabilecegi gibi, mevcut
miyokardiyal yiiklenme veya iskemi bulgulari ile agiklanamayacak
diizeyde miyokardiyal disfonksiyon gdsteren diger kardiyovaskiiler
hastaliklarda da goriilebilir (2). Bu vakada dilate kardiyomiyopati ve
SWS birlikteliginin bir rastlanti mi, yoksa eslik eden bir hastalik mi oldu-
gunu tartismaya calistik.

On dokuz yasinda kadin hasta nefes darligi ve bacaklarda sislik
sikayetleriyle Kardiyoloji klinigine basvurdu. Hastanin dykiisiinde
Sturge-Weber sendromu ve kalp yetmezligi tanilan mevcuttu. Hastanin

—
Resim 1. Sturge-Weber tip 2 hastasinda yiiziin sag tarafinda “sarap lekesi”
goriilmekte

yiiziiniin sag tarafinda “sarap lekesi” mevcuttu (Resim 1). Ailesi bu
lekenin dogumdan beri oldugunu belirtti. Asikar mental retardasyonu ve
nistagmusu olan hastanin akciger oskiiltasyonunda bilateral orta zonla-
ra kadar ralleri mevcuttu. Ayrica hastanin periferik ddemleri vardi.
Basvuru 12 derivasyonlu yiizey elektrokardiyogramda 1.derece atriyo-
ventrikiiler blok mevcuttu. Transtorasik ekokardiyografide sol kalp bos-
luklari genislemis (sol ventrikiil end-diyastolik ¢ap: 7.9 cm) ve modifiye
Simpson yontemi ile dl¢iilen ejeksiyon fraksiyonu % 36 olarak degerlen-
dirildi. Hastaya dekompanse kalp yetmezligi tanisi ile diiiretik tedavi
baglandi. Optimal medikal tedavi ile hastanin sikayetleri belirgin dere-
cede geriledi. Jeneralize tonik-klonik nobetler nedeniyle diizenli olarak
valproik asit kullanan hastaya 9 yil 6nce (10 yasinda iken) dilate kardi-
yomiyopati tanisi konulmus ve asetilsalisilik asit (100 mg/giin), digoksin
(0.25 mg/giin) ve furosemid (40 mg/giin) baglanmis.

Néroloji tarafindan dnerilen kraniyal manyetik rezonans goriintiile-
mede serebellar sulcus derinlikleri artmis, vermis atrofik, sol koroid
pleksus normalden biiyiik ve kalsifiye idi. Hastanin diger norokiitandz
sendromlari destekleyecek bulgusu yoktu. Hasta optimal kalp yetmezli-
§i tedavisi ile takip edildi ve yatiginin 6. gliniinde sifa ile taburcu edildi.

SWS, ensefalo-trigeminal anjiyomatozis olarak da bilinen sporadik
bir norokiitandz hastaliktir (1). SWS etiyolojisi tam olarak bilinmemekle
birlikte kortikal vendz drenaj gelisim anomalisi olabilecegi diisiiniilmek-
tedir. Anormal vendz drenaj, kortekste konjesyon ve iskemiye vyol
acmakta ve zamanla kortekste yavas gelisimli progresif atrofi ve distro-
fik kalsifikasyon gelismektedir (3).

SWS 4 subgruba ayrilir: Tip 1: Fasiyal ve leptomenengial anjiyomun
birlikte oldugu bazen de glokomun da eklendigi tip; Tip 2: Intrakraniyal
patolojinin eslik etmedigi, sadece fasiyal anjiyomun oldugu tip; Tip 3:
izole leptomengiomun oldugu tip; Tip 4: Tiiberoskleroz gibi diger hasta-
llarla birlikte olan tip. Hastamizda belirgin intrakranial patoloji olmadi-
gindan tip 2 Sturge-Weber tanisiyla takip ediliyor.

Dilate kardiyomiyopati, en sik gdriilen kardiyomiyopati tipidir.
Literatiirde nérokutandz sendromlarla kardiyomiyopati arasinda birkag
vaka diginda anlamli birliktelik saptayamadik. Valente ve ark. (4) tiibertz
skleroz hastasinda dilate kardiyomiyopati rapor etmisler. Buna ek ola-
rak da, Toelle ve ark. (5) tarafindan Trikodistrofi tanili iki kiz kardeste
dilate kardiyomiyopati sunulmustur. Ne var ki, birka¢ hipotez ortaya
atilsa da nérokutan6z sendromlar ile dilate kardiyomiyopati arasindaki
iliski net olarak ortaya konulamamistir.
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