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HIPOPLASTIK SOL KALP SENDROMU

« Insidans: 0.16 - 0.36 / 1000 canli dogum

* Tum konjenital kalp anomalileri arasinda 4.8 - 9 %

* Erkek dominans: 7/10

* Sol kalp iliskili anomalilerde tekrarlama siklig1 2-13 %
* Kromozomal anomali: 4 - 15 %

* Eslik eden diger anomali durumunda genetik sendromlar 10-25 %

Hoffman, Julien IE, and Samuel Kaplan. "The incidence of congenital heart disease." Journal of the American
college of cardiology 39.12 (2002): 1890-1900.



HIPOPLASTIK SOL KALP SENDROMU

Ciddi mortalite oranlari

Sag kalim: 40 - 65 %

Yenidoganlarin 1/3’l opere olmadan exitus olabilmektedir.

25 yas oncesi mortalite riski 1/3

Uzun donemde norolojik retardasyon ( MR: % 18; Ortalama alti: % 50)

Vakalarin buytk bir boliimiinde koarktasyon eslik edebilir

MORRIS, Shaine A, et al. Prenatal diagnosis, birth location, surgical center, and neonatal mortality in infants with hypoplastic left heart syndrome. Circulation, 2014, 129.3: 285-292.
OBERHUBER, Raphael D, et al. Cognitive development of school-age hypoplastic left heart syndrome survivors: a single center study. Pediatric cardiology, 2017, 38.6: 1089-1096.



HIPOPLASTIK SOL KALP SENDROMU
PRENATAL TANI

Behrgln anormal 4 Oda goruntusu C2-61C/OBIFPS30/MI1.1/TIs0.3/102-05-2018 11:26:34
G50/'DR120dB/FA11/PS0/Frg Gen.12.0cm

Hipokinetik ventrikiil duvari

Endokardiyal fibroelastoz

Bes oda kesitinde aort izlenmemesi

Uc¢ damar goriintiisii anormal




HIPOPLASTIK SOL KALP SENDROMU
PRENATAL TANI

* Color Doppler
Sol ventrikiilde akim yoklugu
Foramen ovalede soldan saga sant

Aortik duktusun pulmoner arterden
beslenmesi




HIPOPLASTIK SOL KALP SENDROMU
PROGNOSTIK FAKTORLER

* Sag ventrikiil fonksiyonu /\/\

Norwood sonrasi sag kalim belirlemede énemli bir faktor s ™

(47% vs 93%) w
Aortcap1 > 2 mm

LV outflow

* Dogum agirligi

Kromozomal anomali

Eslik eden kalp dis1 anomali

it | er| | mT

ALTMANN, Karen, et al. Two-dimensional echocardiographic assessment of right ventricular function as a predictor of outcome in hypoplastic left heart syndrome. The American journal of
cardiology, 2000, 86.9: 964-968.

ALLEN, Allison ].; CAUGHEY, Aaron B. 482: Birthweight vs gestational age as predictors of neonatal morbidity in fetal hypoplastic left heart. American Journal of Obstetrics & Gynecology, 2018,
218.1: S289-S290.



HiPOPLASTIK SOL KALP SENDROMU
TEDAVi SECENEKLERI -

* Fontan Prosediiru

1. Basamak (Norwood) Yenidogan Sag ventrikil sistemik ve
pulmoner dolagsimi saglar

2. Basamak 4-6 Ay Azalmis sag ventrikiil yuku
(Superior vena kava -

pulmoner baglanti)

(Glenn)

3. Basamak 18 ay - 3 yas Artmis pulmoner akim
(Inferior vena kava -
pulmoner baglanti)

1 - 2. Basamak aras1 %10-18 mortalite riski




HIPOPLASTIK SOL KALP SENDROMU
TEDAVI SECENEKLERI

 Hibrid prosediirler
* Transplant
* Fetal girisimler: Maternal Hiperoksijenizasyon
Fetal valvuloplasti
% 10 prosediir iliskili mortalite
Daha iyi korunmus LV hacmi

% 32 biventrikiiler dolasim saglanma olasilig1

Schidlow, D. N., Freud, L., Friedman, K., & Tworetzky, W. (2017). Fetal interventions for structural heart disease. Echocardiography, 34(12), 1834-1841.
MOON-GRADY, Anita |, et al. International fetal cardiac intervention registry: a worldwide collaborative description and preliminary outcomes. Journal of the American College of
Cardiology, 2015, 66.4: 388-399.



HIPOPLASTIK SAG KALP SENDROMU

Intakt Ventrikiil Septum ile Pulmoner Atrezi C2-61C/OBIFPS39/MI1.2/TIb0.5/16-03-2018 11:26:48
(PA_IVS) G52/DR115dB/FA10/P90/Frg Gen./14.0¢m

Insidansi 0.042-0.053/1000 canli dogum

Tim kardiyak anomaliler arasinda 3 %

Nadir kromozomal anomali riski




HIPOPLASTIK SAG KALP SENDROMU

Fetal serilerde intrauterin mortalite hiz1 %10

5 yillik sag kalim oranlar1 <50 - 83 %.

lleri derecede hipoplazik ventrikiil ve koroner fistiil olusumunda mortalite ~ 70 %

Uzun donemde myokard infarktusu riski

e —
DAUBENEY, P. E. F,, et al. Pulmonary atresia with intact ventricular septum: impact of fetal echocardiography on incidence at
birth and postnatal outcome. Circulation, 1998, 98.6: 562-566.



HIPOPLASTIK SAG KALP SENDROMU
PRENATAL TANI

* Anormal 4 odacik goruintusu
 Hipokontraktil - kalinlasmis sag ventrikul

 Hipoplastik pulmoner arter ve dallari




HIPOPLASTIK SAG KALP SENDROMU
PRENATAL TANI

* Color Doppler:
Sag ventrikulde akim yoklugu
Ductus arteriozusta reverse akim

Sag ventrikil - koroner arter fistuli




HIPOPLASTIK SAG KALP SENDROMU
PROGNOSTIK FAKTORLER

Prenatal prognostik faktorler: Sag ventrikil hacmi
Trikuspit kapak hacmi

Koroner morfoloji

Sag ventrikul / Sol ventrikiil hacim < 0.6

TV / MV aniiler mesafe < 0.7

TV Z skoru

Kromozomal anomali

Eslik eden kalp dis1 anomali

LOWENTHAL, Alexander, et al. Prenatal tricuspid valve size as a predictor of postnatal outcome in patients with severe pulmonary stenosis or pulmonary atresia with intact

ventricular septum. Fetal diagnosis and therapy, 2014, 35.2: 101-107.

Tricuspid valve annulus, mm

TV annulus RV/LV length

=

Estimated gestational age, wk

rsion available anline

Color ve




HIPOPLASTIK SAG KALP SENDROMU
TEDAVI SECENEKLERI

* Biventrikiiler onarim
e Univentrikiiler onarim
 Hibrid (1.5 ventrikiil) onarim

» Kardiyak transplantasyon




CALISMA DIZAYNI

2016 - 2019 yillan

Prenatal donemde USG ile tan1 koyulmus

26 hasta

Dislanma Kkriterleri:
* Outcome bilinmeyen hastalar (n=3)

* Kesin tan1 konfirme edilmeyen hastalar




BULGULAR

Hipoplastik Sol Kalp Hipoplastik Sag Kalp
(n=13) (n=10)
Gebelik Terminasyonu 3(23.1%) 1(10%) 4(17.3%)
Maternal Yas 31(20-43) 27 (18-40) 29 (18-43)
Dogum Haftasi
Preterm Dogum 1(10%) 2(22.2%) 3(15.7%)
Term Dogum 9 (90 %) 7(77.7%) 16 (84.3 %)

Dogum Agirlig 2645 (1990 - 3560) 2460 (2460 - 3640) 2840 (1990 - 3640)
Cinsiyet
Erkek 8(80%) 6(66.7%) 14 (73.6%)
Kadin 2(20%) 3(33.3%) 5(26.4%)
APGAR skoru
<7 5(50%) 2(222%) 7(36.8%)
>7 5(50%) 7(77.7%) 12 (63.2%)




BULGULAR

Hipoplastik Sol Kalp (n=10)

Hipoplastik Sag Kalp (n=9)

Fetal sonug

Sag kalim 4040 %) 4 (444 %) 8(42.1%)

Exitus 6(60%) 5(55.5%) 11 (57.9%)
Abnormal karyotip 1(10%) 0(0%) 1(52%)

Trizomi 13
Operasyon

Preoperatif donemde exitus 5(50%) 1(11.1%) 6(31.5%)
Postoperatif donemde exitus 1(10%) 4(444%) 5(263%)
Postoperatif donemde sag kalim 3(30%) 2(22.2%) 5(263%)
Operasyon olmadan sag kalim 1(10%) 2(222%) 3(15.7%)




BULGULAR

Fetal Exitus (n=11)

Sag kalim (n=8)

Maternal Yas 27 (18-43) 31(21-40) 0.508 29(18-43)
Dogum Haftasi
Preterm Dogum 2(18.1%) 1(12.5%) 0.737 3(15.7%)
Term Dogum 9(81.9%) 7(87.5%) 16 (84.3 %)
Dogum Agirlig1 2650 (1990-3640) 2850 (2460 -3300) 0.869 2840 (1180 -3640)
Cinsiyet
Erkek 9(81.9%) 5(625%) 0.345 14 (73.6%)
Kadin 2(18.1%) 3(37.5%) 5(264%)
APGAR skoru
<7 5(45.5%) 2(25%) 0.361 7(36.8%)
>7 6(555%) 6(75%) 12(63.2%)




VAKA - 1

C2-61C/OBIFPS37/MI0.98/TIs0.3/02-05-2018 11:27:05
S.D. G50/DR120dB/FA11/P90/Frq Gen.9.0cm

31y, G3P2Y2

SAT: 35 +1

Ontant:

Hipoplastik sol kalp

Postnatal 10.giin exitus




VAKA - 2

C2-61C/OB/FPS25/MI1.2/T1s0.3/30-01-2019 11:19:34
S.K. 'D G100'DR114dB'FA11/PS0/Frq Gen./15.0¢m

39y, G5P4Y4

SAT: 35 hafta

Ontanu: Hipoplastik Sag Kalp

Trikuspit Atrezi

Postnatal 4.glin exitus




VAKA - 3

C2-61C/OBIFPS56/MID.93/TIb0.5/21-01-2019 12:06:37
Y.A. G52/DR83dB/FA10/P90/Frq Gen.’9.0cm

26Y, G2P1Y1 .
SAT: 23+3
On Tani: Hipoplastik Sag Kalp

Glenn Operasyonu sonrasi 8 ay
sag kalim




VAKA - 3

C2-61C/OBIFPS56/MI0.93/TIb0.5/21-01-2019 12:06:55
YA. G52/DR83dB/FA10/P30/Frq Gen.’9.0cm

26Y, G2P1Y1
SAT: 23+3

On Tani: Hipoplastik Sag Kalp

Glenn Operasyonu sonrasi 8 ay
sag kalim
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