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Hamilaliya fizioloji uygunlasma
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PH hamilaliya fizioloji uygunlasmalara tasir gostarir

Hamilaliyin va dogusun fizioloji Urak-damar adaptasiyasi qan dovrani dekompensasiyasi
olmayan gadinlarin boyuk aksariyyatinde musahida olunur, lakin plazma hacminin artmasi ve
CO-nun artmasi ¢ox vaxt ugursuz RV terafindan idara oluna bilmir ki, bu da PAH olan

xastalarda RV catismazligina sabab ola bilar.

normal ‘

pregnancy + pulmonary
vascular occlusion (PAH, PE)

Statement on pregnancy in pulmonary hypertension from the PVRI (Pulm Circ 2015;5:433-465)



Taassuf ki, PH olan gadinlarda hamilaliklarin
sayl artir




e 27 yas - FK:II-II

* Naofas darligi

* SPAB: aks-sadada 80 mmHg
* Hamilaliyin 18 < haftasi

* G1PO

e Qarariniz na olardi?




* 42 yas - FK:lI-llI

* 10 il arzinda PAH diagnozu
* Bosentan haqqinda

* Hamila 12 haftalik

* G1PO

e Qarariniz na olardi?




* 30 yas - FC:ll |
* Masqla proqressiv nafas darligi
* SPAB: oks-sadada 80 mmHg
* Hamilaliyin 24 <Y haftasi

* G1PO

e Qarariniz na olardi?
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PAH olan xastalarin mualicesinda ahamiyyatli irslilayigslera baxmayaraq,
ham ana, hem da dolun yuksak xastalenma va olum hallarina gora hamilalik
hala da aks gostaris kimi gabul edilir.

Pregnancy in all women with PAH should be avoided
(or early termination discussed)

1. 2015 ESC/ERS guidelines for the diagnosis and treatment of PH (Eur Heart ) 2016;37:67-119)
2. ESC guidelines on cardiovascular disease in pregnancy (Eur Heart ) 2011:32:3147-3197)
3. Statement on pregnancy in pulmonary hypertension from the PVRI (Pulm Circ 2015;5:433-465)
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Tarixi malumatlar muayyan edilmisdir

« PH-da yuksak ana olumu
* |Ikin PH-da 30%,
« 36% Eisenmenger sindromunda,

« 56% ikincili damar PH (masalan, teqgsirlandirilean darmanlarin istifadssi
Ile slagali PH, anadangalma mansali bazi hallar va ya
tromboembolizm, hepatit ve ya sistemik birlasdirici toxuma ve ya damar
iltihab1 xastaliyi naticesinda),




Ana Oliim Riski

* 56%
* 36-56%
* 17-33%
e 12%
e 17%
e 16%
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1996... Epoprostenol approved

2009... Therapies for PAH used in 40-70% of groups
2012

2013

2016/7
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(2) Weiss et al, JACC (1998) 31, 1650-1657

(3) Bedard et al, Eur Hear 1 (2009) 30:256-265

(4) Jais et al, Eur Respir J (2012) 40, 881-885

(5) Duarte et al, Chest (2013) 143(5), 1330-1336

(6) Meng et al, Obstet. Gynaecol. 2017;129:511-20




/2008-ci Ilden 2018-ci ile gadar movcud PAH xasta malumat
bazalarinin nazardan kegirilmasi

» Umumi ana 6lim nisbati 12% taskil edir:
« 20% idiopatik PAH-da,
* Anadangealma Urak xastaliyi ile alagali PAH-da 11%,

* Diger sertloerle alagali PAH-da 6%, Umumi neonatal 6lum
nisbati texminan 4% -dir,




Yenidogulmuslarda olum 11-13 % -den 4% -8 qadar azalib

Risk of poor fetal outcomes

6
* Fetal or neonatal death: 9-13%  (1,2) g

* Small for gestational age: 14-24% (2,3) _ ,
c
* Preterm delivery: >66% (1-3) 5 3
§
s 2
I rnnn il
: )
28 29 30 31 32 33 34 35 36 37 38 39 40 41
Timing of delivery (weeks of gestation)
I Mild puimonary hypertension
(1) Weiss et al, JACC (1998) 31, 1650-1657 I Severe pulmonary hypertension

(2) Sliwa et al Eur J Heart Failure (2016) 18, 1119-1128

(3) Meng et al, Obstet. Gynaecol. 2017;129:511|—20
Meng et al, Obstet. Gvnaecol. 2017:129:511-20

* CHD il PAH olan hamila xastalarda korpalarda daha ¢ox agirlasmalar olur

e usaqlar PAH riskini artiran mutasiyalari miras ala bilarlar.




Yeni Reyestrlor

* Hamilalikda Urak Xastaliyi (CARPREG) Arasdirmasi (Kanada)
* Hamilalik va Urak Xastaliklarinin Coxmillatli Qeydiyyati (ROPAC)

e Zwangerschap bij Aangeboren Hartafwijkingen | (ZAHARA 1) tahsili
(Belcika)
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Maternal and Fetal Outcomesin Pregnant
Women with Pulmonary Arterial Hypertension:
A Single-Center Experience and Review of
Current Literature

ABSTRACT

Background: Although pregnancy in women with pulmonary arterial hypertension hos
been considered a high-risk condition, current data regarding pregnancy with pulmonary
arteriol hypertension are scarce. In this study, we aimed to evaluate our single-center
data on maternal and fetal outcomes in pregnant women with PAH and review currently
avallable risk-based management strotegles.

Methods: Our single-center study group comprised 35 women who became pregnont
after the diagnosis of pulmonary arterial hypertension or in whom pulmonary arte-
rial hypertension was diagnosed within early post-partum peried, Clinicol, laboratory,
echocardiographic, and hemodynamic characteristics of pregnant and non-pregnant
productive women with pulmonary arterial hypertension were compared, and similar
comparison was also repeated for survivors and non-survivors in pregnant patient group.

Results: Pregnancy was noted in 15% of the 228 females with pulmonary arterial hyper-
tension who were of hormenally productive ages, generally well-tolerated until delivery.
Elective abortion and pre-term delivery were documented in 1{2.8%) and 12 {35,3%) preg-
nant women, respactively. Switching to sildenafil was the stondord medication during
pregnancy. Cesarion section was the preferred method of delivery in all pregnant women
with pulmonary arterial hypertension and was performed without any complication.
Clinic deteoriation within the first week of delivery waos observed in 5 (41.6%) patients.
Maoternal mortality was noted in 13 (371%) patients and was documented to cumulate
within the first month of delivery. However, any sign predicting post-partum clinical dete-
rioration was not found. No fetal mortality was observed.

Conclusion: Despite the development of advanced therapies, pregnancy in pulmenary
arterial hypertension still carries a high mortality risk and requires multi-disciplinary
expert center care with more prooctive manogement strategles.

Keywords: Pulmonary arterial hypertension, mortality, pregnancy
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Lakin an son PH Talimatlari (2022 ESC /ERS)

PAH-nin takmillasdirilmis mualicasi va hamilalik va dogusdan sonraki dévrda
gadinlarin idars edilmasina yeni yanasmalar sayasinda ana 6limu azalib,
lakin 11-25% arasinda yuksak olaraq galir.

PH olan gadlnlarda, o cimladan CCB terapiyasina cavab veran IPAH olan
gadinlarda, lakin bununla mahdudlasmayaraq, alverisli hamilalik naticalari
barada malumatlar var.

Buna baxmayaraqg, hamilalik gozlanilmaz risklarla alagali olaraq galir ve PH
inkisafini stratlandira bilar.

PH olan gadinlar hamilalik zamani va ya sonra istanilan vaxt pislasa bilar.

Buna gors ds, hakimlar xastalari hamilaliyin risklari barads
malumatlandirmaq, gadinlarin va onlarin ailslsrinin malumatli gararlar gabul
etmalari Gclin masuliyyat dasiyirlar.
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Lakin an son PH Talimatlari (2022 ESC /ERS)

ortaliq avvalki onilliklardaki kimi yuksak olmasa da, yuksak olaraq
galir.

Bazi malumatlar hale da Eisenmengear sindromunda xususila
yuksak olum gostaricisini (36%) gosterir ki, bu da alave olaraqg
bele xastalarde hamilalik Ugun aks gosterisdir.
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Lakin an son PH Talimatlari (2022 ESC /ERS)

PH olan gadinlari neca idara etmali ?

1. Orta vo ya yuksak risk profili va RV disfunksiyasi alamatlari ilo gostarilan zaif
idara olunan xastaliyi olan gadinlar manfi naticalarin yuksak riski altindadirlar;
hamilalik halinda onlara diggatle maslahat verilmali va erkan dayandirilmasi
tovsiya edilmalidir.

2. Yaxsl idara olunan xastaliyi, asagi risk profili vo hamila galmagi disiinan normal
va ya hormala yaxin hemodinamikasi olan xastalar G¢ln fardi maslahat va birga
garar gabul etmak tovsiya olunur.

Bela hallarda 6vladliga gbtirma va surrogat analiq kimi alternativlar da arasdirila
bilar. HPAH-da konsepsiyadan avval genetik maslahat do nazara alinmalidir.




H olan hamila gadinda mualicemiz na

malidir?

42 yas - FK:1I-11I . . 27 yas - FK:lI-lI

10 il sarzinda PAH diagnozu ; Nafas darligi

Bosentan haqqginda 5 SPAB: aks-sadada 80 mmHg
Hamila 12 haftalik | Hamilaliyin 18 - haftasi

G1PO

G1PO

30 yas - FC:llI

Masqla progressiv nafas darligi
SPAB: aks-sadada 80 mmHg
Hamilaliyin 24 -<U haftasi

G1PO




/Hamilalik dovrinda va dogusdan sonra atrafli monitoring ila yaxsi
planlasdiriimis, multidisipliner yanasma.

Hamilalikda PH-nin idars edilmasinda tacribali multidisiplinar
komanda ila

Pregnancy Heart Team

Anesthesiologist
Intensivist
Cardiologist
Pulmonologist
Obstetrician
Thoracic surgeon
Pediatrician

I. Lang'den alindi
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Risk saviyyasi mUayyan edilmalidir***

Risk assessment in PAH

Spociie JVP. BNP, RV function

parameters

Non-specific

parameters in Lower leg edema, functional
pregnancy class, 6 minute walk test




Ana riskini necs tayin etmak olar?

RV funksiyala

Zahara

Carpreg I

MWHO maternal

MODIFIED MATERNAL WHO RISK CLASSIFICATION
Pregnant with Known CV disease

1

9.9% mWHO | 17.7% mWHO Il
HTN, DM, BMI >35 Unoperated ASDIVSD
Repaired simple Repaired TOF and CoA
lt::.u:'r‘\jd L'\Jﬁr:/chgg(ﬂgg!nd Arrhythmia
Palpitations st ched 0 h
; Rheumatic heart disease
wimurmur, asx
Mechanical vaive
Tertiary Care .
Non urgent
referral

Multidisciplinary Cardio-Obstetrics team

mWHO v

28.9% 50.3%

Mechanical valve
wisymploms

Complex congenital or
cyanobic heart disease

PULMONARY
HMYPERTENSION
PPCM_LVEF <45%. FC>II
Severe MS or AS

Aortic dilation > 45 mm
Bicuspid AV, Marfan

Urgent referral




/Risk faktorlari

PAH xastalari vaziyyatinds, yalniz hamilalik dévrinda deyil, ham da mUmkin olan an
asagl risk profilina nail olmaq va saxlamaqg optimaldir.

Detarminants of prognosis (estimated Low risk Intermediate risk High risk
1-q_pv mortality) (=5%) (s-ux) {~20%)
Clinical observations and modifiable variables
Sign of right HF FRbsa T A [
=i 0 L
massfestations
Syncope = Occavorui yneope’ [Repmstmd spcope ]
WHO-FC I e B
MWD SRR 1ss440m
CPET Peak VO, 11-15 miliminkg
135-65% peod)
VENCO,; slope 36-44
Blomarkers: BAP or NT-proBNS* — BNF 50-800 ng'L
NT-pcoBNP 300-1500 ng/L
Echocardogragty RA area 18-26 cm’
TAPSELPAP (19032 men/
menHg
Mirinmal pencardial offusion
MR RVEF 37-54%
SVI 2640 mlim’
42-54 mUn*
Haemodynamics RAP 8-74 menbig i—‘:
Ci 20-24 Uimin/ns® %
SVI 31-38 mUim” g
SO, 80-65% S

SMWVD, tvnuto walhirg diatince: BNP, Sran natnuretic poptids: O, cardias indiox; MRl cardos mugretic rmsonance rragng CPET, cadopuimonary exsrone totting. HF, heart labure:
NT-peofNP, Nasrmenal peo-brain natrauretc poptide: PAM, pudsronary srterid inportarucn; prod., prodictad, RA, righe Jtrumy FAP, rght 200 prowiure: WAP, ytolc pulmonary
artongd prowere; WOy mixed venous. exygen saturation; RVESVY, right sentncutar endsrtcic wolome ndes: RVES, might ventrioder gection fractione SV strokoe wolume ndiasc

TAPSE. tricuapsd anoufar plare systolc excurson, VENVCO,, ventiatory equivaionts for cartion dowde. VO .. cvypen uptakoe: WHOFC Workd Mealth Organdzation fancuonad class
‘Occasonal 1yNcope durng Nadvy exercse oF OCCASONN OARGSIING HNCOSE i & stable patent
"Ranettod arvarnden of Svrne et Swtrt il It o sesnder niveairal artrdty



PULMONER ARTERIVEL HEPERTARSIYON  Primoner Hp Ot vo Osel

GEBEDE PULMONER ARTERIYEL
HIPERTANSIYON YONETIMI

Gebelik, fizyolojik bir soreg olsa da gebe kadinm olom riski veyan gebelikten dolayr hasarlanma sk gebe
olmayan bir kadina gbee artrmigtir, Altta var olan hastaliklar ozellikle de kardivovaskuler hastaliklar gebelid
daha da komphike ve riskli hale getirmektedir. Kardivovaskiller hastalikiar arasinds, pulmoner arteriyel hiper-
ansiyon (PAH), gebelik sirasinda dlikm nsking en gok armuran hastalikur, Gebelige fizyolojik adaptasyon olarak
gelisen hiperkoagitlabilite, sistemik vaskiller direngte azalma ve kalp debisinde arts, pulmoner hipertansiyonu
(PH) olan gebelerde PH tblosunun agirlagmasina yol agar Bu nedenle de PH, gebelerde hem anne hem de
bebek igin artmig morbidite ve mortalite ile iliskilidir. Son yillarda PH nin hedeflenmig tedavisindeki geligme-
lerle maternal mortalitenin azaldiima dair umut verici sonuglar bikdinimesine ragmen hala PH varhin gebelik
i b fikasyon kabul edilmektedir. Ancak, tam uyvaniara ragmen PH's olan kadmlar gebe kalabilmekte

ve gebeliklenni devam ettirmek koousunda srarer olabilmekiedy Bu gebeliklerm ise weman merkezlerde PH
konusunda deneyiml mulnidisipliner bir ekiple (ki bu ekipte mutlaka kardiyolojt, perinatoloji, yiiksek riskli
gebeliklenn yonetimi konusunda uzmanlagms anestezi, neonatologi ve psikoloji uzmanlarnmin dahil oldugu)
yonetilmelidir (1). Bu yazda PH'Is kadinlarda gebelik, riskleri, zlem ve korunma konusunda gincel bilgiter
klinik dencyimimiz isiginda Ozetlenerck aktanlmigtir.

Sekil 1
PAH hastasinda gebelik streci yonetimi

Bir PAH gebesi tle ilk kargslagildigimda
hastanm durumu ve nisk degerfendirmes: ile ¢ zamanl bem gebe hem de ailes
gebeligin anne ve bebek igin tagadigy yitksek risk konusunda bilgilendinlmehdir
i

L ' 1} X
Gebeliggin sonlandinlmas -1-2. Trimesterde ayhk, Dogum sonras: bakim ‘
(Onerilen)* -3. Tnmesterda 1k1 haftada
bir ve haftalik takip =
' Yukan gozlem YBO
! {Ozellikle itk 2 hafta)
Akut gehgen PH durumunda
PE/ASE'yi digiiniin

| > Sol lateral pozisyonda yatis dnerin

——>  Vagal enkleyicilerden kaginin

Vaka bazinda;
| » SiviTuz kisitlamalan, Digretikler,
- Gerekirse O2 takviyesi
PE tedavisi
-Unfraksivone hepanin / DMAH
Vika bazinda; Trombolitk! embolcktomi/ N PAH'a yonelik ilaglarm optimizasyonu (ol
IVK filtresi sildenafil ve inhale iloprost)
ASE tedavisi |
-Diestek (hipoksi ve hipertansiyon ~ Kronik antikoagtilasyon (DMAH ile
tedavisi) gebenin kilosuna uygun sekilde)
Vaka bazinda; IABP/RVAD! inhale NO/
EKMO
Aylik (1.2, rimester) ve haftalik (3

> mmester) EKO/BNP/6DYT izlemi ve
multidisipliner yaklagim kullanm

Ciddi PAH'da gebenin klinik gidigine gore
——=  erken hospitahizasyon (tercthan planlanan
dogumdan 2 hafta 6nce)

Tercihan 34-36 hafia ciekuf sezeryan
(gebenin durumu zorlarsa 32. haftada)

v

ASE: Amuivorik sive embotive. BNE: B-tipi natriiverik peptit, DMAH: Diiyiik oxolekiiler afirlkl) heparin, 6DYT Al dakikalik yiiriime
texti, EKMO! Ekstrakorporeal membran oksijemasyomy. EKO: Ekokardiyografi, (VK. yferior vens kaval filtress, IABP: Aoet ici ba-
Low pompase. NOU Nierik okait, PAH: Pulmoner arteriyel hipertanstyon, PH- Pulmoner hipertansivon, PE: Prlmoner emboli, RVAD:

Saf venerikil deviek cihazs, YBU: Yogunbakim Guitesr.




Sonug olarak gebelik ciddi PH olan hastalar i¢in yiiksek mortalite ve morbiditeye sahiptir. PAH tanisi alan her
kadin hastada gebelik riskleri belirtilmeli, etkin korunma yontemler: hakkinda bilgilendirilmelidir. Gebelik
gelismesi durumunda da gebelik riskleri hasta ve aileye anlatilmali ve gebelik devami durumunda bu gebeler
deneyimli merkezlerde multidisipliner bir ekiple yakin izlemde olmahdir.

Tablo 1 2022 ESC/ERS Pulmoner Hipertansiyon kilavuzunun cocuk dogurma potansiyeli olan

kadinlara yonelik 6nerileri
PAH’li ¢ocuk dogurma potansiyeli olan kadinlara, teshis sirasinda hamile kalmayla il- |1 C
gili riskler ve belirsizlikler hakkinda bilgi verilmesi 6nerilir; bu, hamile kalmaya kars:
tavsiyeleri ve gerektiginde psikolojik destek i¢in sevki igermelidir.

PAH’h ¢ocuk dogurma potansiyeli olan kadinlara, kadinin bireysel ihtiyaglarinm goz | C
oniinde bulundurarak, ancak PAH’da dogum kontrolii basarisizhginin etkilerinin onemli
oldugunu kabul ederek, net bir dogum kontrolii tavsiyesi verilmesi onerilir.

Gebeligi diisiinen veya gebe kalan PAH 11 kadinlarin, deneyimli bir PH merkezinde, I C
genetik danigmay1 ve ortak karar vermeyi kolaylastirmak ve gerektiginde hastalara ve
ailelerine psikolojik destek saglamak i¢in hizli danismanlik almalari 6nerilir.
Gebeligi sonlandirilan PAH’1 kadinlara PH merkezlerinde, hastalara ve ailelerine psi- | I C
kolojik destek saglanarak yapilmasi dnerilir.
(Gocuk sahibi olmak isteyen PAH’I1 kadinlar i¢in, miimkiinse, gebelik oncesi genetik IIb |C
danigmanlik ile evlat edinme ve tasiyict annelik diistiniilebilir.
Endotelin reseptdr antagonistleri ve riociguat i¢in klinik 6ncesi modellerde teratojenik  |IIT | B
potansiyel bildirildiginden, bu ilaglar hamilelik sirasinda dnerilmemektedir.




/Onu neca mualica etmak olar, hansi
farmakoterapiya?

* FDA risk kateqoriyalarini tayin edir

Drug

Pregnancy risk category®

Epoprostenol
Treprostinil
Sildenafil
Tadalafil
Nitric oxide
Tloprost
Bosentan
Ambrisentan
Macitentan
Riociguat

MPHE KX OOW P W

2022 PH Toalimatlar;
Hamilslik davam edorsa, PAH
terapiyasina diizalislar edilmsali ola bilar.

Potensial vo ya namalum teratogenliyo
goroa endotelin reseptor antaqonistlori

(ERA),

Mboahdud siibutlara baxmayaraq, CCBs,
PDE5is vo inhalyasiya/ iv /subkutan ( sk
) prostasiklin analoglar1 hamilalik
zamani tahliikasiz hesab olunur.
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Ege Universiteti Protokolu
* Sildenafil 25 mq PO 3x1/2 = 25 mq 3x1

* jloprost:

a. Erkan miassisa 60-80-100-120 mkq inh 6 basina gun

b. 4 glin avval the catdirilma dayanacagi inh va ylksalis G¢lin

IV 2 mkq /s inf

c. Catdirilmadan sonra doza artirilir har 12 saatdan bir 1 mkq / saat,

12mkaq/ saat inf 4 giin

d. sonra 180 mkq inh 9x1

 Profilaktik LMWH 2 dafa basina giin (0,3 ml 2x1 SC = 0,7 ml 2x1)- B kateqoriyasi

e Anti- laxtalanma min 3-6 ay dogusdan sonraki

Terek D, Kayik¢ioglu M, et al.

J Res Med Sci. 2013
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Vaxt va catdirilma Gsulu

* Literature seems to lean towards CS
* Labour onset unpredictable: Timed, planned delivery usual
* When? Depends on a balance of maternal and fetal health

* Monitoring during labour and delivery

e 3gunilo betametazon
e Kvit20mgim.
e 32. Hafta hamilalik Epidural anest-S/C
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omayin PH-3 tasiri

Effect of labor in pulmonary hypertension

— Volume shift resulting from blood loss
and uterus contractions

— Vasovagal reaction to pain

— Acidosis and hypercarbia

Cause of death:
— - Heart failure (mainly)
- Sudden death

- thromboembolism

- Pulmonary vascular resistance®
- Risk tromboembolic complications®

Pieper and Hoendermis Neth Heart J 2011




Number of Patients

Timing of maternal death

___________ %

SVPH

Eisenmenger's syndrome

SVPH: secondary vascular PH
PPH: primary PH

8 —14 15 —21 22—-35
Days postpartum

Weiss et al JACC 1998
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Olumun asas sabableri,

* bas verma sirasina gors,
RV nasazligi,

C kardiyak habs,

PH bohrani,

P reeklampsi,

S epsis

O &~ WEN
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Dogusa nazarat

Table 4. Efficacy of contraception methods suitable for
patients with pulmonary hypertension

Failure rate,? % Effektiv kontrasepsiyadan reproduktiv yasda
Women olan bitun PAH xastalari tarafindan istifads
Typical Perfect continuing use
Method use use at 1 year, %
Diaphragm” 12 6 57
Progestin-only pill 9 0.3 67
Depo-provera 6 0.2 56
Intrauterine
ParaGard (copper T) 0.8 0.6 78 * Bosentan, p450 fermentini induksiya edir va yalniz
Miem Qevonorgettee). 03 2 50 progestogen olan hablarin effektivliyini azalda bilar.
Progesterone implant 0.05 0.05 84
Female sterilization 0.5 0.5 100

Note: Adapted from Trussell.”*

* Women experiencing unintended pregnancy within the first
year of use.

® With spermicidal cream or jelly.




*31y K

21 haftalik gebe; 2 cocuk annesi

* Nefes darliginda son 1 yilda hafif artis ve gebelikte artan hemoptizi
e Astim, 2015 bronkoskopi

EKO: SagV: 2.7 cm, RAA: 26.4 cm? ,TY3, TRV: 4.8 m/sn
sPAP: 90, FAC%7, Tapse/spap orani: 0.2 (<0.55)




* 31y K, 21 haftalik gebe;

EKO:

SagV: 2.7 cm,

SagAA: 26.4 cm?

TY3

TRV: 4.8 m/sn

SPAB: 90

FAC: %7

Tapse/sPAB orani : 0.2 (<0.55)




*31y K
21 haftalik gebe; 2 cocuk annesi

* Nefes darliginda son 1 yilda hafif artis ve gebelikte artan hemoptizi

e Astim, 2015 bronkoskopi

Fizik Baki: SS olagan, PTO (-), Varis (+)
WHO-FS: 2-3,
EKG y

in

avR
|

avF

u

|

e

Crumart- 2¢

MMW‘

(1

Jr__"d..n.. kﬂ-"-*-—Jtl _,.,.,,Jr.,,rv‘~'

I

l

| e

10 roms b

R v S 2

r"‘"““l

“ \-ww.\wf‘—ml’w o ot | I‘\/'d—

|

Ve
|
A ,_.J‘M—m«‘ = ‘,__.J“_ e h_,\_

e 10

\r' —‘—1(-\/——’ ‘

v.i, sl \wd-‘n T r vj 41

WWW‘WW -’v“\l""’%\/‘—-—w} ,..\/\..—«_1 4\/‘—'—**'. i Aw"w picaik ',—\/\-— — ._

"\/””‘"Y,’\ roZn o

\J..—A-——v- -J,..f\_... = V—/“-MJ‘,—A_—_—‘ e e

1 | 4 | f
't F_”,.,...-«.J lM ey V.._,-.——-J‘ ',...,A-—Mv V-‘—‘M’VJ

|

M—NJ!M =N et} i e
] /] Y § i

en_n 1o yenus |

i
= oh

DhrAlly

""jf"

1~




*31y K
21 haftalik gebe; 2 cocuk annesi

* Nefes darliginda son 1 yilda hafif artis ve gebelikte artan hemoptizi

e Astim, 2015 bronkoskopi

Date of Birth 1/1/1990

Fizik Baki: SS olagan, PTO (-), Varis (+) o

FvVC 3.3
FEV1 287

WHO-FS: 2'3, FEvisne w2

ISOFEF

FEF 75185 1.23
° FEF 25 5.91
° FEF 50 4.26

FEF 75 1.99

FET 100

PEF 6.65

Level date

Level time

v Nt-proBNP: 54, Troponn T< 13, D-dimer : 955

DLCO_S8 mi{min*mmHg)

KCO_SB mimin*mmHg*L)

VA_SB

v/ 6 DYT: 315 m (spO2 %98 -%90) BORG 3 R e

DLCOcSEB ml{min*mmHg)
KCOc_SB mii{min*mmHg*L)

v DLCO %42 B

TLC_SB

Pra “{PreiPred)
273 B3 %
227 79 %
83.09 100 %
0.5
246
0.57 47 %
644 109 %
339 B0 %
086 43 %
3488
669 101 %
061721
msn
%Chg... Pred
0 25.87
0 5,58
L o0 449
1}
0 2587
0 558
L o 1.36
se¢ O
L 0 464

Best
10.88
3.51
3.09
13.40
1088
351

0.87
10.81
322

LSV IR
Wesght
BMI:
%(BIP) Tr1
42 11.26
63 365
68 3.09
1340
42 11.26
63 3.65
64 0.84
11.03
70 322

Tr2
1049
338
3.10
1340
1049
338

0.90
10.60
323



/
PH Etiyoloji

21. Hf gebe 22. Hf terminasyon 6 hafta sonra
SR 72 atim/dk SR 70 atim/dk SR, 63 atim/dk
WHO-FS 2-3 WHO-FS 2 WHO-ES 2
315 m (%98-90) 375 m 410 m
Nt-proBNP: 54 Nt-proBNP: 32 _
D-dimer: 955 D-dimer: 238 EKO: RV 2.4, RAA 2.1 FAC
DLCO: 42 Hb:10 htc: 28 30 TY2 TRV 3.5 sPAP 60
TRV: 5.4 sPAP 120 DLCO: 53 TAPSE/sPAP: 0.36
EKO: RV 2.3, TY 2 V/P : PTE (-)
TRV 4 sPAP: 67 Torax anjio BT: pulmoner
TEE: 0.4X0.6 PFO arter dilate (3.8), hafif
ANA- ANCA-

kardiyomegali , hafif
mozaik perflizyon
gorunumu

Protein C/S —
Antitrombin Il -




Notico-Son soz

Movcud reyestrlarin malumatlarina
asasan, PAH olan hamila xastalar arasinda
ana va korpa prognozunun yaxsilasmasi
ohamiyyatlidir, lakin Gmumi 6lGm
nisbatlari hala da gabuledilmaz daracada
yuksakdir.

Qadinlar hamilaliyini davam etdirmaya
goarar verarsa, optimal mualica variantlari
vo teratogen dormanlara alternativlarla
bagli multidisipliner garar gabulu
yanasmasi nazara alinmalidir.

Recommendations

It is recommended that women of childbearing
potential with PAH are counselled at the time of
diagnosis about the risks and uncertainties
associated with becoming pregnant; this should
include advice against becoming pregnant, and
referral for psychological support where needed

It is recommended to provide women of
childbearing potential with PAH with clear
contraceptive advice, considering the individual needs
of the woman but recognizing that the implications of
contraceptive failure are significant in PAH

It is recommended that women with PAH who
consider pregnancy or who become pregnant
receive prompt counseliing in an experienced PH
centre, to facilitate genetic counselling and shared
decision-making, and to provide psychological
support to the patients and their families where
needed

For women with PAH having a termination of
pregnancy, it is recommended that this be
performed in PH centres, with psychological
support provided to the patients and their families
For women with PAH who desire to have children,
where available, adoption and surrogacy with pre-
conception genetic counselling may be considered
As teratogenic potential has been reported in
pre-clinical models for endothelin receptor
antagonists and riociguat, these drugs are not

recommended during pregnancy’> ~
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