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Xasto Tagdimat

* 51 y Qadin, 1 ay avval masin gazasl, yuxari va asagl atraf siniglari
* Bilinan kardiyoloji problemi olmayib
* Yeni DM

* Preop EKQ sonrasinda ExoKQ da sekundum ASD .
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EXO

* RV—-44 mm

* Sekundum ASD — 32 mm

* Qp/Qs— 5,6 mm

 TC 2-3, TRV —3.87 m/san, SPAP 65 mmHg

* Sol madacik zaif D saklinds

e Perikardiyal maye yoxdur

e TAPSE — 24 mm, RV Sm 13sm/s, TAPSE/SPAP=0,37
* Rangli Dopler — ikitarafli kecis



Kateterizasiya—12.2023

RA 12

RV 45/3 85
PA 38/16 — ort 28 85

PCWP 12

LV

Ao 126/95 -111 98
VCS 63
VCi 67
cO 3.0 L/dag

PWR 9 WU
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PAH etiologiyasi gqarb va sarq olkalarinda farqlidir

CENTRAL ILLUSTRATION Pulmonary Arterial Hypertension Etiological Differences Between Western and
Asian Regions

Western PAH Asian PAH

500
17%

@ IPAH @ CTD-PAH W CHD-PAH m Other
Anderson JJ, et al. JACC: Asia. 2022;2(5):538-546.

Group 1 pulmonary arterial hypertension (PAH) in Western and Asian regions based on registry data. Asian registries report greater proportions of connective tissue
disease-PAH (CTD-PAH) and congenital heart disease-associated PAH (CHD-PHD). Other PAH includes PAH associated with portal hypertension, HIV infection, and
schistosomiasis. IPAH = idiopathic pulmonary arterial hypertension.

https://www.jacc.org/doi/epdf/10.1016/].jacasi.2022.04.008



SIMURG calismasi
Grup 1 PH (PAH) icinde Dagilim

N=1031 Ailesel PAH;
4;0,4%

BDH-APAH; "
196; 19% 5

IPAH; 346;
34%

DKH-APAH;
485; 47%

. 2017 Oct 13;18(4):242—-250. doi: 10.14744/AnatolJCardiol.2017.7549



https://doi.org/10.14744/AnatolJCardiol.2017.7549

PHT li AUQ larin fargli Subqruplari

Group 1:
PAH

righ
* PAH with small defect
* PAH after congenital HD
correcton

Group 5:
Unclear/multifactorial
mechanisms

* Single ventricle
= Segmental pulmonary
hypertension

in Congenital
Heart Disease

Group 4:
Pulmonary artery obstruction
» Congendal pulmonary
artery stenosis

Downloaded from ketpsiahajoursals ceg by on December 8, 2024



PHT subqruplari va onlarin anadangalma
urak xastaliklari ilo alaqgasi

Table 8 Definitions of pulmonary hypertension subtypes and their occurrence in ACHD

Pulmonary Hypertension in Adult Congenital Heart Disease
Haemodynamic characteristics®  Clinical settings

Definition
Pulmonary Hypertension (PH)
Pre-capillary PH (PAH)

Isolated post-capillary PH

Combined pre- and post-capillary PH

Mean PAP >20 mmHg
Mean PAP >20 mmHg
PAWP <15 mmHg
PVR =3 WU

Mean PAP >20 mmHg
PAWP >15 mmHg
PVR <3 WU

Mean PAP >20 mmHg
PAWP >15 mmHg
PVR =3 WU

All
Shunt lesions prior to and after repair (including Eisenmenger syndrome)
Complex CHD (including UVH, segmental PAH)

Systemic ventricular dysfunction

Systemic AV valve dysfunction

Pulmonary vein obstruction

Cor triatriatum

Settings listed under isolated post-capillary PH

Settings listed under isolated post-capillary PH in combination
with shunt lesions/complex CHD

@ESC 2020



PHT-li AUQ-larin Kliniki Tasnifat)
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3. Kigik
defektlarla
yanasi PAH




Santli lezyonlarda PAH riski

Secundum ASD Sinus venozus ASD

Parsial pulmonar venoz donus
anomaliyasi

Kicik restriktiv VSD

Boyuk, unrestriktiv VSD va ya
PDA

Cooley Waterson santi

Potts santi
Primum ASD

AV septal defekt



Pulmonar dovranda tazyiq va hacm yuklanmasi
PVR siddatini artirir, baslangicda bir enisa sonra
is9 santin tars donmasina yol acir

PAH with left-to-right shunt Eisenmenger syndrome




1. Eisenmenger Sindromu

* PVR-nin artmasi ilo ikitarafli vo ya sag-sol sant
* intra va ekstra kardiyak bdyik defektlar
* Siyanoz, eritrositoz

e Basagrisi, ganhayxirma, beyin abseslari, koaqulyasiya
pozgunluglari



Eritrocytosis and ES

Right-to-left shunt

Courtesy of Dr D’Alto M



2. Sistemik-pulmonar santh PAH

e Orta vo boyuk defektlar

* PVR orta —yuksak daracada artmisdir
* Sistemik pulmonar sant tUstundur

* Sakitlikda sianoz yoxdur

e Duzaldilabilan va dizaldilabilinmayan



3. Kicik defektlarla yanasi PAH

» Defekt kicikdir (VSD <1 sm, ASD <2 sm)
* Yiksak PVR artisi defektla uygun deyil
e Kliniki gedis IPAH-a banzayir

e Defektin gapadilmasi aks gostarisdir!




4. Defekt gapadildigdan sonra yaranan PAH

* Hemodinamik shamiyyatli defekt galmadigda
* Op sonra PHT davam edir
* Vo ya aylar illar sonra yaranir

* Gec dovrda op olan xastalarin yaxin taqibi



PHT li AUQ xastalarini neca idara edak




Predominantly irreversible PVD
(pre-Eisenmenger)

T

Predominantly reversible PVD

Irreversible

-
o assuming a large defect
B 02 saturation and no left heart disease

FIGURE 2

Graphical summary of PAH-CHD with a left-right shunt, spanning from the predominantly reversicie end of the spectrum, with mildly elevated
pulmonary vascular resistance [PVR} and high shunt fraction (Qp/Qs), 1o the predominantly irrevirsible pulmonary vascular disease (PVD) or pre
Elsenmenger end. This schematic assumes a large congenital heart defect and no significant left heart disease.

https://www.frontiersin.org/journals/cardiovascular-medicine/articles/10.3389/fcvm.2024.1360555/full



Defekti gapadagmi??

Tovsiyyalar

ASD, VSD va PDA |1 xastalarda PVR < 3 WU olarsa defekti
gapamagd tovsiyya edilir

ASD, VSD va PDA |1 xastalarda PVR 3-5 WU olarsa defekti
gapamaq nazardan kegirilmalidir

ASD li xastalarda PVR > 5 WU olarsa va PAH mialicasindan
sonra <5 WU enarsa defekti gapamaq nazardan kegirila bilar

VSD va PDA |1 xastalarda PVR >5 WU olarsa defekt
gapadilmasi detayl dayarlandirilmadan sonra nazardan
kegirila bilar

ASD li xastalarda PVR > 5 WU olarsa defektin gqapadilmasi
tovsiyya edilmir

© ESC/ERS 2022



Management of atrial septal defect

v

RV volume overload?®
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Eyzenmenger sindromlu xasto idarasi




ES li xastalarda rutin Flebotomiya aks
gostorisdir!

Avoid routine phlebotomy in ES patients!

Courtesy of Dr D'Alto M



Phlebotomy in ES patients

“Therapeutic phlebotomy, however, is a ‘two-edged sword’ since
erythropoietin may stimulate the bone marrow to produce
more red cells”.
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Courtesy of Dr D’Alto M



Xulass

* AUQ da PHT nin asas sababi tamir olunmamis santl lezyonlardir

* Hemodinamik ashamiyyatli santlarin vaxtinda tamir edilmasi
mualicanin ana hadafidir

* Hemodinamik shamiyyatli santi olan PHT inkisaf etmis xastalar ciddi
dayarlandirilmalidir

* PHT yarandigdan sonra har qusur gapadilmamalidir



12.2024 Taqib

e Sildenafil 25 mg*3 dafa

* ASA, Klopidogrel, Statin, OAD

* NYHA class |-l

* 6 DYT — 480 metr

* Pro BNP — 329 pg/ml

e EXO — TAPSE/SPAP =0.41, Qp/Qs- 6.4
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e Bundan sonra na edak?
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