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Eisenmenger Sendromu

» Tedavi edilmemis konjenital kalp hastaligina bagli santin, zamanla akciger
damar yataginda bir dizi degisiklige neden olarak pulmoner arter basincinin

artmasi, pulmoner vaskuler direncin artmasi ve sonuc olarak santin yonunun
sagdan sola donmesi.

» Her ne kadar cogunlukla eriskin yas grubunda gorulse de, pulmoner vaskuler
degisiklikler 2 yas gibi erken yaslarda da goriilebilmektedir.

Wood P. The Eisenmenger syndrome or pulmonary hypertension with reversedcentral shunt. Br Med J 1958;2:755-62
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Current therapy and outcome of Eisenmenger
syndrome: data of the German National
Register for congenital heart defects

Gerhard-Paul Diller’:2*, Marc-André Korten3, Ulrike M. M. Bauer?3, Oliver Miera“?,
Oktay TutarelZ5 Harald Kaemmerer?9%, Felix Berger?4, Helmut Baumgartner!’2, and
German Competence Network for Congenital Heart Defects Investigators

Methods Patients with ES were systematically identified from the German National Register for Congenital Heart Defects. Data
and results on underlying diagnosis, medical therapy, and survival were collected. The impact of DTT on survival was assessed using
time-dependant Cox analysis. Overall, 153 ES patients were included (mean age 34.0 + 13.3 years, 467% females). Of
these, 88 (57.5%) were treated with at least one DTT (76.1% Bosentan, 20.5% Sildenafil) while 17.6% were on dual
DTT. In addition, 24.8% of patients received digoxin, 10.5% angiotensin-converting enzyme-inhibitors/angiotensin re-
ceptor blockers, and 17.6% [3-blockers. Moreover, 17.6% of patients were treated with oral anticoagulants, while 23.5%
of patients received Aspirin. The survival rate at 1, 5, and 10 years of follow-up was only 92, 75, and 57% in the entire
cohort, and was even worse in treatment naive ES patients (survival rate 86, 60, and 34% at 1, 5, and 10 years). Use of
DTT was independently associated with a better survival (hazard ratio 0.42, P = 0.015).
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Survey of the current status and management of Eisenmenger
syndrome: A Japanese nationwide survey

Taku Inohara (MD)®-"-*, Koichiro Niwa (MD, PhD, FJCC)", Atsushi Yao (MD, PhD)*, )

Methods: A written questionnaire was sent to members of the Japanese Society for Adult Congenital Heart
Disease, through which informartion was obtained from 86 institutions.

Results: A total of 251 patients with ES (80.5% cases = 20 years of age) were followed as of February 2012 ;
DTT was performed in 124 (49._4%) patients. Unrepaired simple anatomy was reported as an underlying
condition in 165 patients (65.72). Among patients with ES, 55 (21.9%), 128 (51%), 53 (21.12), and 12
(<42.8%22) were classified into functional classes 1, 11, III, and IV, respectively. DTT was routinely performed
at 52 (60.5%) institutions, but there were wvariations in the DTT therapeutic strategy at these institu-
tions. Combined therapw was more often used than monotherapy:; an endothelin receptor antagonist vwas
rthe most frequently prescribed medication. There were institutional differences regcarding heart failure
treatment and indications for anticoagulation. Digitalis and angiotensin-converting enzyme inhibitors or
angiotrtensin Il receptor blockers were widely used, but bera-blockers were infrequently used to manage
heart failure.
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The effectiveness of DT T for pulrmonary arcery hypertension has
been established [16]. amnd this concept is endorsed for the treat—
ment for ES, which is reflected in this study. Howwewer, this study
does mnot provide sufiicient data toemphasize thhe current concept of
DITT, established for treatctrment of PAH, because of thhe study desigorm;
therefore, furcthher studies are mneeded .




Eisenmenger sendromlu hastalarin ilk basvuru anindaki klinik ve
hemodinamik Ozellikleri: Tersiyer merkez deneyimi

Clinical and hemodynamic lealures of Eisenmenger syndrome paltients at the time of first
admission: a lertiary referral-center experience

Hasan Giingor, Serkan Eriugay*, Mehmetl Fatih Ayik*, Emre Demir, Cagalay Fngin*, Tahir Yagdr*,
Mustafa Ozbaran*, Yiiksel Atay*, Sanemm Nalbantgil

Ege Universitesi Tip Fakiiltesi, Kardiyoloji ve *Kalp Damar Cerrahisi Anabilim Dallar1, izmir- 7iirkive

Amac: Bu calismada tersiyer bir merkeze Eisenmenger sendromu (ES) tanisi ile bagvuran olgular incelenmistir.
Yontemler: Eisenmenger sendromu tanil 20 olgunun verileri (ortalama yas: 27.6+1.8 yil, 7'si erkek) retrospektif olarak incelendi. Takibe baglan-
diti andaki demografik dzellikleri, semptomlari, fizik muayene, laboratuvar ve hemodinamik bulgular degerlendirildi.

Bulgular: Kompleks konjenital bozukluk ile beraber gériilen ventrikiiler septal defekt (VSD) (n=8, %40) ile izole VSD (n=7, %35) en sik altta yatan
kalp hastaligr idi. llk basvuru anindaki 6 dakika yiirime testi (6DYT) mesafesi 347.9+33.7 metre ve %75i NYHA fonksiyonel sinif 3 kapasiteye
sahipti. Olgularin hepsinde ES tanisi kateterizasyon ile konulmustu ve kateter ile dlciilen ortalama sistolik pulmoner arteriyel basing degeri
112.0+6.8 mmHg idi. Solunum fonksiyon testlerinden FVC (zorlu vital kapasite), FEV; (zorlu ekspiratuvar hacim) ve FEV,/FVC dedgerleri sirasiyla
31404, 25:0.4 L ve %76.7+3.3 idi. Biitiin hastalara takibe baslandigi anda metabolik test yapildi. V02 max miktari 16.7+1.0 ml/kg/dk ve VE/VC02
orani %53.9+3.2 idi. Kan gazi analizinde ise PH ve parsiyel karbondioksit basinci normal sinirlarda olmasina ragmen oksijen satiirasyonu ve
parsiyel oksijen basinci diizeyleri diisiik idi.

Sonuc: Eisenmenger sendromlu hastalarda en sik konjenital hastalik VSD'dir. Bu olgularda egzersiz kapasitesi kisitlanmistir ve bu kisitlanma
laboratuvar parametrelerine yansimaktadir. (Anadolu Kardiyol Derg 2012; 12: 11-5)
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Pulmoner Hipertansiyonlu Hastalarnmzin Klinik, Epidemiyolojik ve
Hemodinamik Verilerinin Degerlendirilmesi
Evaluation of Clinical, Epidemiological and Hemodynamic Data of Our
Patients with Pulmonary Hypertension

Dolunay Giirses., Ozlem Giil

Pamukkale Universitesi T1p Fakiiltesi, Cocuk Kardiyoloji Bilim Dali, Denizli

PAH nedeniyle izlenen 15 hasta (10 tanesi Eisenmenger sendromu \
Eisenmenger sendromu olan 10 hastanin 6’sinda (%60) VSD, 2’sinde (%20) AVSD, 2’sinde (%20) cift
cikisli sag ventrikiil+biiyiik arter transpozisyonu mevcuttu. \

%53,3’{inlin monoterapi, %46,7 sinin kombine tedavi aldig1 goriildii. En sik baslanan monoterapi bosentandi (%046.7)
» 2 hasta exitus.

\

» 6DYT mesafesinde artis var ancak p>0.05

» Tedavi sonrasi NYHA FK ile ilgili bilgi yok




Materyal-Metod

» Van Egitim ve Arastirma Hastanesi, Pediatrik Kardiyolji Klinigi
» Eisenmenger Sendromu tanisi ile takipli 25 hasta

» Klinik, ekokardiyografik, kateter, izlem




Sonuclar
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%60 erkek, %40 kiz.

Tan1 yaslan ortalama 6.68+.5.29 yild.

Cabuk yorulma (%60), nefes darligi, carpinti, gogiis agrisi
%24 hasta Down sendromlu

Tedavi oncesi 6DYT 309,37+42.69 metre

Tedavi oncesi NYHA klas IV %12, klas Il %68, klas Il %20
En stk KKH: VSD (total n:19, %76), izole VSD %20 (n:5)




Tanilar

VSD (eslik eden)
> VSD (izole)
VSD, PDA/ASD/Coa
AVSD, VSD/PDA/ASD
DILV-VA diskordans, VSD, PDA, ASD
d-TGA, VSD, ASD
Trunkus Arteriozus tip 1, VSD
DORV-d-malpoze biiyiik arterler, VSD, PDA
AP Pencere, ASD
sol atrial izomerizm
situs solitus dekstrokardi

[HEY
O

N o N N S N N N,




Giincel Yag Tani Tedavi GiincelYag  Tani

12 Bosentan 12

16 Bosentan b B_
3 Bosentan 19 Ma—
5 VSD, transkateter kapatilmis PDA, Down S. Bosentan 12 Bose_
3 Bosentan 13 Bosent-
15 Bosentan 11 V8D, pulmoner banding (etkisiz) Bosenta_
; Bosentan 18 _Bosentan+-
3 Bosentan 20 Bosenta_
1 Bosentan 12 DORV-d-malpoze GA, VSD, PDA, Pulmoner banding (etkisiz) \Bos_
6 Multiple VSD (en genis defekt transkateter kapatilmis) ~ Bosentan 19 =‘

8 Bosentan 5

16 Bosentan 15

11 Bosentan




= Bosentan = Bosentan+iloprst

= Bsentan+tadalafil = Macitentan




» Ortalama izlem suresi 3.86+2.15 yil (6 ay-7 yil)
» Bosentan alan 2 hasta KC enzim yuksekligi,
» (1 hasta doz dusuldu, 1 hasta macitentana gecildi.),
» 1hastada bisitopeni (ilaca ara verildi sonrasinda devam etmedi).

» iloprost alan 1 hastada burun kanamas1 ve oral-nasal mukoza hasarlari
goruldu. Tedavi uyumu en dusuk olan ilac

» tadalafile gecildi.

» Hastalarin tamaminda polistemi ve demir eksikligi mevcuttu.
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6DYT

»309,37+42.69 metre

!

»406.25+47.87 metre
P<0.001




TARTISMA VE SONUC

» ES gelismesini onlemek amaci ile KKH'nin erken tedavisi onemlidir.
» Spesifik tedavi ile sagkalimda artis.

» Calismamizda bosentan, iloprost ve tadalafilin monoterapi ve kombine
terapilerde bu hasta grubunda efor kapasitesinde ve NYHA fonksiyonel
sinifinda anlamli iyilesme oldugu saptanmistir.

» Oluim gozlenmedi.

» Bu tedaviler ile ilgili pediatrik veriler simirlidir. Cok merkezli, genis vaka
serileri, prospektif calismalara ihtiyac vardir.




Tesekkurler.......




