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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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Biz bu vakayi tartisirken yagamin ilk yillarindan itibaren ortaya gikan
dilate kardiyomiyopati ve Sturge-Weber sendromunun birlikteliginin
rastlantisal oldugunu diislinmiiyoruz. Sonug olarak, her ne kadar bu
birlikteligi agiklayabilecek bir patofizyolojik mekanizmamiz olmasa da;
norokiitanoz sendrom tanisi olan hastalarin kalp yetmezliginin erken
teshis ve tedavisinde transtorasik ekokardiyografi ile kontrol edilmesi-
nin hastalarin yagamina olumlu katki saglayabilecegi diisiincesindeyiz.

Halil ibrahim Erdogan, Enes Elvin Giil, Oguzhan Yildirim,
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Does intermediate high-altitude level
affect major cardiovascular outcomes
of patients acute myocardial infarction
treated by primary coronary
angioplasty? Preliminary results of
observational study

Orta-yiiksek irtifa seviyesi primer koroner
anjiyoplasti ile tedavi edilen akut miyokart
enfarktiisii hastalarinda major kardiyovaskiiler
sonuclart etkiler mi? Gozlemsel calismanin oOn
sonuglari

There is a positive correlation between increasing altitude and
thrombosis of coronary arteries. Many of the previous studies have
shown that altitude generates a thrombogenic environment, and so
cardiovascular event (CV) events are more common at high altitudes
(1). A study reported that acute coronary syndrome (ACS) have been
shown to occur earlier ages at higher altitudes. The hypoxic environ-
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ment of the high altitude primarily affects the respiratory and hemato-
logic systems in the human adaptive system. Elevated hemoglobin (Hb)
concentration with altitude has been shown to cause raised CV event
incidence by creating an environment with higher viscosity. Coagulation
factors increase with exposure to higher altitudes and they play impor-
tant role in the trombogenic events. Hypercoagulability occurs rapidly
after exposure to high altitude and peaks at the end of the first week.
Increasing altitude is associated with elevated factor 10-12 levels,
shortened prothrombin time, and impairment of clot retraction. An anot-
her study showed that mean platelet volume (MPV) was increased in
ACS patients living at high altitudes, and elevated MPV was claimed to
be one of the causes underlying the thrombogenic environment indu-
ced by the high altitude.

Although previous studies reported that high altitude predict CV
events, did not evaluate the prognostic significance (2). We enrolled 492
patients with ST segment elevation myocardial infarction (STEMI). One
hundred nineteen of those patients were living at an intermediate alti-
tude (1960 m) and 373 were living at sea level (0 m). Altitude was found
to have an influence over some hematologic parameters, but neither
altitude nor altitude-related hematologic parameters had an influence
over the mid-term outcomes of STEMI patients who were treated with
primary percutaneous coronary intervention. At month 6 (post procedu-
re), the incidence for composite endpoint of CV mortality, reinfarction,
urgent target vessel revascularization (TVR) and stroke/transient ische-
mic attack (TIA) was 18.7% for the overall population. There was no
significant difference between intermediate and low altitude in regard
to the incidence of cardiac death, urgent TVR, stroke/TIA and composi-
te endpoints. However, intermediate altitude patients had a significantly
higher reinfarction incidence than low altitude patients (18.5% vs. 11%,
p: 0.03). History of previous statin use, Killip class 3/4, baseline left vent-
ricular ejection fraction<40%, high peak CK-MB level, unsuccessful
procedure and admission with acute stent thrombosis raised the com-
posite endpoint risk.

Investigating the effects of altitude on the prognosis of CV events
with prospective, randomized and multicenter studies may help us for
filling the gap in the literature.
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