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GRUP 1 GRUP 2 GRUP 3 GRUP 4 GRUP 5
Pulmoner arterivel Sol kalp Akciger hastaliklar Pulmoner arter Aciklanamayan
hipertansiyon hastaliklarina bagli ve/veya hipoksive obstriiksiyonuna ve/veya
(PAH) pulmoner bagh pulmoner. bagl pulmoner multifaktoriyel
hipertansiyon hipertansiyon hipertansiyon mekanizmalar ile PH

> 1AH’na bagh PH
. . - . - » KOAH
» Sarkoidoz harici fibrotik akciger > Restriktif ve obstriktif akci
. che § ebe ~ FKTIr ve r IT aKClger
hastaliklari ile iliskili PH ﬁzstahklén ORSUUICLL akClg
7 IPF === ====-- » ~ Kronik yiksek irtifa
» NSIP » Alveoler hipoventilasyon
» DIP » Gelisimsel akciger hastaliklari
» Kronik HP » LAM




KOAH

» Yavas progresyon

» Prevalans >%50

» Ciddi PH prevalansi %1-5

SARKODIOZ
» Prevalans %28
» Ciddi PH belirsiz

IAH
» Hizli progresyon
» Prevalans %8-40
» Ciddi PH prevalansi <%10

Solunumsal hastaliklar

» Alveoler
hipoventilasyonda
%50’ye kadar

» Severe PH belirsiz

PH due to lung
disease

ombine pulmoner fibrozis
ve amfizem

» Hizli progresyon

» Prevelans %50’ye kadar
Ciddi PH prevalansi ~¥%70

Blanco I. Management of Pulmonary Hypertension Associated with
Chronic Lung Disease. Semin Respir Crit Care Med. 2023;44(6):826-39




>1AH ile iliskili PH
» Mortalite riskinde yaklasik tc kat artis
» Akut alevlenme egilimi
»Yasam kalitesinin bozulmasi
» Egzersiz kapasitesinin azalmasi
» Oksijen destegine olan ihtiyacin artmasi
dahil olmak tGzere daha kotl sonuclarla iliskilidir

PRE-KAPILLER PH
oPAB >20 mmHg
PVR > 2 mmHg

PKUB <15 mmHg




>1AH'da PH'nin rapor edilen prevalansi, incelenen altta yatan
populasyona, hastaligin siddetine ve PH tanisi koymak icin kullanilan
yonteme (EKO’ya karsi SKK) bagli olarak degisir

» Farkli calismalarda prevalans %3-86

> |PF'de PH
»tani sirasinda %8-%15
»akciger nakli icin degerlendirme sirasinda %29-46
»akciger nakli sirasinda %86

> NSIP %31.4
» Fibrotik HP %44
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Haynes ZA. Pulmonary
Hypertension in Interstitial
Lung Disease: Updates in
Disease, Diagnosis, and
Therapeutics. Cells 2023
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Alveoler hipoksi

Interstitial lung
disease
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TANI

> Invaziv olmayan tanisal degerlendirme PH varligini ortaya koyabilir,
ancak sag kalp kateterizasyonu taniyi dogrulamak ve ciddiyetini
degerlendirmek icin altin standart olmayi strdlruyor

»Tromboembolik olaylar, tedavi edilmemis hipoksemi ve uykuda
solunum bozukluklari dahil olmak tzere geri déndirilebilir PH
nedenlerinin dislandigindan emin olmak icin kapsamli bir
degerlendirme gereklidir



Akciger nakli listesi
degerlendirmesinin bir parcasi
olarak hastanin prognozunu
degerlendirmek icin kullanilsin
PH-IAH icin etkili bir tedavinin
yoklugunda, tarama ve dogrulama

icin SKK'nin maliyet ve riskleri
potansiyel faydalarindan daha
agirdir

INCREASE CALISMASI

>

PH degerlendirmesi, transplant
degerlendirmesi ve prognozun
belirlemenin étesinde PH-IAH

hastalarinda hedefe yonelik tedavi
yoluyla fonksiyonel kapasitenin
artmasi sebebiyle gereklidir




Zirve trikiispit
yetersizlik akimi hazi (m/s)

<2.8 ya da olciilemeyen

=2,8ya da 6l¢iilemeyen

Diger EKO ‘PH bulgulari’nin
varhg

Yok

29-34

CT scan
= RV enlargemant

A Ventrikiillerle ilgili

Var

Gerekli degil

Ekokardiyografik olarak
pulmoner hipertansiyon olasihgi

Diisiik

Yiiksek

BMNP/NT-proBNP*

B:Pulmoner Arter ile ilgili

C.IVK ve SagA ile ilgili

SagV/SolV bazal cap/alan orani

=1

SagV cikim yolu akselerasyon
zamam <105 ms ve/veya orta-sis-
tolik ¢entiklenmede

IVK cap1 =21 mm ve azalmis inspi-

veya sessiz inspirasyon ile <%20)

ratuar kollaps ile (i¢ gekme ile <%50

Interventrikiiler septumun diiz-

Erken diyastolik pulmoner regiirji-

SagA alani (sistol sonu) >18 cm?

lesmesi (Sistol ve/veya diyas- | tasyon hiz1 2.2 m/s

tolde SolV-EI =1,1)

TAPSE/sPAB oram <0,55 mm/ | PA cap1 > Aort kikii gap

mmHg PA ¢ap1 > 25 mm
Suspicion of ) - - —
FH Low RHC Consider RHC Mo RHC

[ Testing that is routinely obtained in patients with ILD

I:l Mot routinaly aobtained, but considersd if there i suspicion for underlying heart failure or PH in patients with ILD

Rahaghi FF, et al. Screening
Strategies for Pulmonary
Hypertension in Patients
With Interstitial Lung
Disease: A Multidisciplinary
Delphi Study. Chest. 2022
Jul;162(1):145-155.




TEDAV]

»Yakin zamana kadar tedavi
» USOT
» Dilretikler
» Altta yatan akciger hastaliginin optimal tedavisi

» Ancak yakin zamanda yayinlanan calismalarda umut verici sonuclar
>inhaler NO
> Inhaler treprostinil (INCREASE)



First author Year Name of Study Drug Duration Primary Primary end-point
[reference] RCT population end-point reached
Kine [76] 2008 BUILD-1 IPF Bosentan 12 months Change in 6MWD N
SeisoLp [77] 2010 BUILD-2 SSc Bosentan 12 months Change in 6MWD N
ZisMan [78] 2010 STEP-IPF IPF Sildenafil 12 weeks Change in 6MWD N
Kine [79] 2011 BUILD-3 IPF Bosentan 57 months Combined” N
RacHu [80] 2013 MUSIC IPF Macitentan 12 months Change in FVC N
RacHu [81] 2013 ARTEMIS-IPF IPF Ambrisentan 12 months Combined™" N
CorTe [82] 2014 IPF/NSIP Bosentan 16 weeks Change in PVRI N
KoLs [83] 2018 INSTAGE IPF Sildenafil 12 weeks Change in SGRQ N
NaTHAN [84] 2019 RISE-IIP P Riociguat 12 months Change in 6MWD" N
NaTHAN [85] 2020 PF-ILD Inhaled NO 8 weeks Change in MVPA® Y
BeHR [86] 2021 SP-1PF IPF Sildenatil 12 months Combined’ N
Waxman [87] 2021 INCREASE P Inhaled treprostinil 16 weeks Change in MWD Y

IPF: idiopathic pulmonary fibrosis; 6MWD: 6-min walk distance; N: no; SSc: systemic sclerosis; FVC: forced vital capacity; NSIP: nonspecific idiopathic
pneumonia; PVRI: pulmonary vascular resistance index; SGRQ: St George’s Respiratory Questionnaire; IIP: idiopathic interstitial pneumonia;
PF: pulmonary fibrosis; NO: nitric oxide; Y: yes; MVPA: moderate/vigorous physical activity. : a decrease of FVC from baseline in FVC >10% and
diffusing capacity of the lung for carbon monoxide (D co) =>15% or acute exacerbation of idiopathic pulmonary fibrosis or death. ™: the first
occurrence of either a decrease of >10% in FVC and a decrease of =5% in D co or a decrease of =5% in FVC and a decrease of >15% in D co;
respiratory hospitalisation (hospitalisation involving worsening of, or deterioration in respiratory symptoms, gas exchange/hypoxaemia or
radiographic findings on chest radiograph or high-resolution computed tomography scan; all-cause mortality. *: study terminated early because of
increased severe side-effects and mortality in the treated arm. 5: MVPA measured via actigraphy through a wrist-worn medical-grade physical
activity monitoring device. : disease progression, defined as either a relevant decline in 6MWD, respiratory-related admission to hospital or

all-cause mortality.




Clinical Trial > Chest. 2020 Aug;158(2):637-645. doi: 10.1016/j.chest.2020.02.016.
Epub 2020 Feb 21.

A Randomized, Double-Blind, Placebo-Controlled
Study of Pulsed, Inhaled Nitric Oxide in Subjects at
Risk of Pulmonary Hypertension Associated With
Pulmonary Fibrosis

Steven D Nathan ', Kevin R Flaherty 2, Marilyn K Glassberg ®, Ganesh Raghu 4, Jeffrey Swigris >,

Roger Alvarez 3 Neil Ettinger & Jim Loyd 7 Peter Fernandes &, Hunter Gillies &, Bo Kim &,
Parag Shah €, Lisa Lancaster 7

Results: Twenty-three patients were randomized to INO30 and 18 to placebo. During blinded
treatment, INO30 subjects showed an average improvement in moderate/vigorous physical activity
(MVPA) and remained stable in overall activity. Placebo subjects showed an average drop of 26% in
MVPA and a 12% drop in overall activity. The iINO group had an improvement in oxygen saturation.
During OLE, subjects maintained their activity levels including placebo subjects who transitioned from
a decline to a maintenance in all activity parameters. Inhaled nitric oxide at all doses (30, 45, and 75)
was safe and well tolerated.

Conclusions: Treatment with INO30 demonstrated clinically and statistically significant benefit in
MVPA and clinically significant benefit in overall activity. In the OLE, higher doses of INO were also
safe and well tolerated while showing maintenance in activity parameters.




Randomized Controlled Trial > N Engl J Med. 2021 Jan 28;384(4):325-334.
doi: 10.1056/NEJM0a2008470. Epub 2021 Jan 13.

Inhaled Treprostinil in Pulmonary Hypertension Due
to Interstitial Lung Disease
Aaron Waxman ', Ricardo Restrepo-Jaramillo T, Thenappan Thenappan ', Ashwin Ravichandran T,

Peter Engel T Abubakr Bajwa ' Roblee Allen 1,Jeremy Feldman ', Rahul Argula ' Peter Smith T,
Kristan Rollins 1, Chungin Deng ] Leigh Peterson T HeidiBell ', Victor Tapson ! Steven D Nathan '

Conclusions: In patients with pulmonary hypertension due to interstitial lung disease, inhaled
treprostinil improved exercise capacity from baseline, assessed with the use of a 6-minute walk test, as
compared with placebo. (Funded by United Therapeutics; INCREASE ClinicalTrials.gov number,
NCT02630316.).




TRIAL POPULATION
The trial population consisted of patients 18 years of age or older in whom interstitial lung disease was
diagnosed on the basis of evidence of diffuse parenchymal lung disease on computed tomography of

the chest (not centrally adjudicated) performed within 6 months before randomization. Confirmation

of group 3 pulmonary hypertension by right heart catheterization within 1 year before randomization

was required. Group 3 pulmonary hypertension was defined by pulmonary vascular resistance of more

than 3 Wood units, pulmonary capillary wedge pressure of 15 mm Hg or lower, and mean pulmonary

arterial pressure of 25 mm Hg or higher. Patients with group 3 pulmonary hypertension due to

connective tissue disease were also required to have a baseline forced vital capacity of less than 70%.
Eligible patients also had to walk at least 100 m during a 6-minute walk test. Patients receiving drug
treatment (i.e., pirfenidone or nintedanib) for their underlying lung disease were required to have been

receiving a stable dose for at least 30 days before undergoing randomization. Patients receiving

approved therapy for pulmonary arterial hypertension within 60 days before randomization were not
eligible for enrollment. A complete list of trial enrollment criteria is provided in Section S2. Written

informed consent was obtained from all the patients.




Table 1. Characteristics of the Patients at Baseline.*

Characteristic
Female sex — no. (%)
Mean age at randomization (range) — yr
Age distribution — no. (%)
<65 yr
65 to <80 yr
280 yr

Inhaled Treprostinil
(N=163)

85 (52.1)
65.6 (26-90)

64 (39.3)
83 (50.9)
16 (9.8)

Placebo
(N=163)

68 (41.7)
67.4 (36-85)

48 (29.4)
100 (61.3)
15 (9.2)

All Patients
(N=326)

153 (46.9)
66.5 (26-90)

112 (34.4)
183 (56.1)
31 (9.5)




Table 1. Characteristics of the Patients at Baseline.*

Inhaled Treprostinil Placebo All Patients
Characteristic (N=163) (N=163) (N=326)

Cause of lung disease — no. (%)

Idiopathic interstitial pneumonia 65 (39.9) 81 (49.7) 146 (44.8)

Chronic hypersensitivity pneumonitis 10 (6.1) 9 (5.5) 19 (5.8)

Occupational lung disease 5(3.1) 1 (0.6) 6 (1.8)

Combined pulmonary fibrosis and emphysema 42 (25.8) 40 (24.5) 82 (25.2)

Connective tissue disease 40 (24.5) 32 (19.6) 72 (22.1)

Other 1 (0.6) 0 1 (0.3)
Idiopathic interstitial pneumonia subcategory — no. (%)

Idiopathic pulmonary fibrosis 37 (22.7) 55 (33.7) 92 (28.2)

Idiopathic nonspecific interstitial pneumonia 21 (12.9) 16 (9.8) 37 (11.3)

Respiratory bronchiolitis associated with interstitial lung 2 (1.2) 0 2 (0.6)

disease

Desquamative interstitial pneumonia 0 1 (0.6) 1(0.3)

Acute interstitial pneumonia 0 1 (0.6) 1 (0.3)

Unclassified idiopathic interstitial pneumonia 5(3.1) g (4.9) 13 (4.0)
Use of supplemental oxygen — no. (%6) 119 (73.0) 114 (69.9) 233 (71.5)
Background therapy — no. (%)

None 133 (81.6) 119 (73.0) 252 (77.3)

Pirfenidone only 19 (11.7) 25 (15.3) 44 (13.5)

Nintedanib only 11 (6.7) 19 (11.7) 30 (9.2)




462 Patients were assessed for eligibility

Y

326 Underwent randomization

Y

136 Failed screening

|

163 Were assigned to receive inhaled
treprostinil

|

|

163 Were assigned to receive placebo

40) Discontinued treprostinil prematurely

16 Had an adverse event
6 Died
6 Had progressive disease
3 Had protocol violation
7 Withdrew

2 Had other reason

|

38 Discontinued placebo prematurely
13 Had an adverse event
5 Died
10 Had progressive disease
9 Withdrew

1 Had other reason

35 Discontinued study

33 Discontinued study
participation
7 Had an adverse event
& Died
4 Had progressive disease
2 Had protocol violation
10 Withdrew consent
2 Had other reason

130 Completed week 16 of study
assessment

'

participation
3 Had an adverse event
10 Died
1 Was lost to follow-up
7 Had progressive disease
13 Withdrew consent
1 Had other reason

128 Completed week 16 of study
assessment
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Clinical Trial > Lancet Respir Med. 2021 Nov;9(11):1266-1274.
doi: 10.1016/52213-2600(21)00165-X. Epub 2021 Jun 29.

Inhaled treprostinil and forced vital capacity in
patients with interstitial lung disease and associated
pulmonary hypertension: a post—-hoc analysis of the
INCREASE study

Steven D Nathan ', Aaron Waxman 2, Sudarshan Rajagopal *, Amy Case #, Shilpa Johri 2,
Hilary DuBrock ®, David J De La Zerda 7, Sandeep Sahay &, Christopher King ?,

Lana Melendres-Groves 19, Peter Smith '!, Eric Shen ', Lisa D Edwards !, Andrew Nelsen !,
12

Victor F Tapson

Interpretation: In patients with ILD and associated pulmonary hypertension, inhaled treprostinil was
associated with improvements in FVC versus placebo at 16 weeks. This difference was most evident in
patients with idiopathic interstitial pneumonia, particularly idiopathic pulmonary fibrosis. Inhaled
treprostinil appears to be a promising therapy for idiopathic pulmonary fibrosis that warrants further
investigation in a prospective, randomised, placebo-controlled study.
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Treprostinil, prostaglandin E reseptori 2 (EP2),
prostaglandin D resept6rii 1 (DP1) ve
peroxisome proliferator-activated reseptorleri

(PPAR) aktivasyonu yoluyla antifibrotik etkilere
sahip

Kolb M, et al. The Antifibrotic Effects of
Inhaled Treprostinil: An Emerging Option
for ILD. Adv Ther. 2022




Randomized Controlled Trial > Chest. 2023 Feb;163(2):398-406. doi: 10.1016/j.chest.2022.09.007.
Epub 2022 Sep 15.

Inhaled Treprostinil Dosage in Pulmonary
Hypertension Associated With Interstitial Lung
Disease and Its Effects on Clinical Outcomes

Steven D Nathan ', Chungin Deng 2, Christopher S King 2, Hilary M DuBrock 4, Jean Elwing 2,
Sudarshan Rajagopal ©, Franz Rischard 7, Sandeep Sahay &, Meredith Broderick 2, Eric Shen 2,
Peter Smith 2, Victor F Tapson ?, Aaron B Waxman 10

Results: At 4 weeks, 70 patients were at a dose of > 9 bps (high-dosage group) and 79 patients were
at a dose of < 9 bps (low-dosage group) in the iTre arm vs 86 patients in the high-dose group and 67
patients in the low-dose group in the placebo arm. Between weeks 4 and 16, 17.1% of patients in the
high-dose treprostinil group and 22.8% in the low-dose treatment group experienced a clinical
worsening event vs 33.7% and 34.3% of patients in the two placebo arms, respectively (P = .006). By
week 16, 15.7% and 12.7% of patients in the high- and low-dose iTre groups, respectively,
demonstrated clinical improvement vs 7% and 1.5% patients in the placebo arms (P = .003)
INTERPRETATION: Higher dosages of iTre overall show greater benefit in terms of preventing clinical
worsening and achieving clinical improvement. These data support the early initiation and uptitration
of therapy to a dosage of at least 9 bps four times daily in patients with PH resulting from ILD.
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Haynes ZA. Pulmonary Hypertension in
Interstitial Lung Disease: Updates in Disease,
Diagnosis, and Therapeutics. Cells 2023




Inhaled treprostinil may be considered in patients with PH associated with ILD"™

.

The use of ambrisentan is not recommended in patients with PH associated with IPF™®

The use of riociguat is not recommended in patients with PH associated with IIP™®’

:

5

The use of PAH medication is not recommended in patients with lung disease and non-severe PH" - c g

0
PDESis may be considered in patients with severe PH associated with ILD Very low Conditional C g
(individual decision-making in PH centres) 7
The use of PDESis in patients with ILD and non-severe PH s not recommended Very low Conditional . c E;.T
G

PVR >5 WU ™ Bu yeni ayrim, iAH iliskili PH hastalarinda PVR >5WU'nun daha koéti prognozu
ongdérmede daha iyi bir esik gibi gérinmesi nedeniyle olusturulmustur




OLGU 1
»75 YAS, E HASTA
» Sikayeti: Nefes darligi

» Hikayesi: Kombine amfizem fibrozis sebebiyle
pirfenidone tedavisi alan hasta son zamanlarda
oksijen cihazindan hi¢ ayrilamama sikayeti ile
basvurdu

> 0zgecmis:
»DVT ve PTE oykisi yok. Eskileri uyku apnesi varmis ancak
su an yokmus. Daha onceleri alkol aldiginda cok olurmus
»Sigara: 40 paket-yil, 11 yildir exsmoker
»Meslek: Cikolata imalatcisi
»Baypass (10 yil 6nce)
» 6 yil 6nce abdominal aort anevrizmasi nedeniyle opere



» Kullandig laclar:
»Pirfect 600 mg 4*1(3 aydir)
»Tioumit 18 mcg 1*1
»Eliquis 2.5 mg 1*1
» Diltizem 120 mg 2*1
> Flixotide neb 2*1,ipratom neb 2*1
»Pulcet tb 1*1
»Trelegy inh 1*1
» Evde oksijen konsantratori ve neblilizator cihazi mevcut



» Fizik Muayene:
»Sp02:%96(5-6 It 02 destegi ile)
» NDS:91/dk

» Solunum sesleri azalmis. Bilateral akciger arka alt alanlarda insp ince ralleri
mevcut

» Clubbing: +
»PTO: -/-



»SFT-( Dis Merkez)-26.04.2022:
FVC: 3,46 %91 , FEV1: 2,62 %92 , FEV1/FVC: %75, DLCO: 5,19 %61
%FVC/%DLCO: 1.49
»SFT-( Dis Merkez)- 29.09.2022:
FVC: 3,53 %93, FEV1: 2,54 %89 , FEV1/FVC: %71, DLCO: 2,20 %26
%FVC/%DLCO: 3.57
»6 DKYT: 352 m
Test basl sat.%96 , test sonu sat. %71, Oksijen akim hizi: 6 It/dk



» Kollajen doku belirtegleri :ANA(+) Digerleri negatif, ANCA Negatif

Romatoloji polikligine basvurmus. Romatolojik acidan akut patoloji
dustntlmemis
»proBNP: 3981 pg/ml
» Kardiyoloji konsiiltasyonu
»EKG: AF, F:80

>EKO: LV EF %60, SAG KALP BOSLUKLARI DILATE, 2 TY, PABS 58 MMHG
»>SAG VENTRIKUL SISTOLIK FONKSIYONLARI NORMAL, TR VELOSITESI 3.82

»>DSO-FS:3



YEDIKULE GOG.HAST.VI

jiografi, Pulmoner arter




»PAWP (mmHg): 12

»CO (L/dk) : 2,75

»PA (mmHg) 58 30 39

>Cl (L/dk/m2) : 1,68

»RA (mmHg): 6

»LVSV (ml/atim) 34,3

»RV (mmHg): 55 8

» LSVI (ml/atim/m2) 21,0

»PVR (WU/dyn.cm.sn-5) 10,5 843
»Sivi Challenge Testi ile PAWB: 17 mmHg
»KONSEY KARARI: Altta yatan hastaligin tedavisi, destek tedavi ile devam



OLGU 2
» CT, 63y, E hasta
» Sikayeti: Nefes darligi, okstirik

> Hikayesi: 1 yil 6nce sikayeti baslamis. Ozellikle yokus cikarken sikayetleri
artmis

» Aliskanliklari: Exsmoker, 25 paket-yil
» Meslek: Ciftci (findik)
> Ek hastaliklar: DM, iPF (Temmuz 2021)

> Kullandigi ilaglar:
» Pirfenidone 600 mg 4*1
» Vildagliptin 50 mg 2*1
» Gliklazid 30 mg 2*1



» Fizik Muayene
»Sp02:%89 ( Oda havasi)
»NDS: 94/dk
» Bilateral alt alanlarda insp ince vasifli raller
» Clubbing:(+)
»>PTO:(-/-)
> DSO-FS:2




»Laboratuvar
»Hemogram: Normal
»proBNP: 14— 36— 132 pg/ml
»D Dimer: 0.2 mg/l
»Kollajen doku belirtecleri:
»  ANA + digerleri negatif
»Anti HIV: Negatif
» Tiroid fonksiyon testleri: Negatif




»Solunum fonksiyon testleri
>FVC: 3,42 (%73)
>FEV1: 2,87 (%79)
»FEV1/FVC: %84
»DLCO: 9,38 (%30)
»%FVC/%DLCO: 2.43

»6 DKYT: 308m

> Test basi sat. %91 , test
sonu sat.%73

e = = = = i
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(804150) BT, yuksek rezolusyonlu akciger | (J84) Intersitisye
Parankim, iDose (4)
Parankim

WL: -6 WL: -6CWL: -WL: -WL: WL: -WL WL WL: WL: -600 WW: 1608381

A 100kV
T2 10T 1.0m T2 10T 10T BT A6 T2 5T 17 1.0mm L2307 6ms
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>EKOKARDIYOGRAFi
»EF % 60
» Hafif MY
» Hafif orta TY
»sPAB: 46+15=61 mmHg



» Ventilasyon/Perfuzyon Sintigrafisi

»Sag akciger ust lob anterior segment ve orta
lobda, sol akciger Ust Ilob posteriorda
subsegmenter perfuzyon defektleri ventilasyon
sintigrafisinde benzer sekilde devamlilik
gostermistir

»Bilateral akciger parankiminde yaygin ileri

derecede fibrotik /interstisyel degisiklikler izlenmis
olup akut PE acisindan dusuk ihtimalli olarak

degerlendirilmigtir



Sag Kalp Kateterizasyonu

> KiLO: 85 KGBOY: 180 CMHR: 88 /DK. HG: 16.4 G/DL
> PULMONER ARTER: 62/ 19/ 35 MMHG

> RV:50/0/27 MMHG

> RA:11/0/5 MMHG

> AORT:135/ 68 / 96 MMHG

> LV END DIYASTOL BASINCI(PCWP): 10 MMHG

> PVR: 9 WOOD UNITE / 699 Dynes.sec.cm-5

> TOTAL PVR: 12 WOOD UNITE / 979 Dynes.sec.cm-5
> KARDIYAK OUTPUT(CO): 5.9 L/min

> KARDIYAK INDEX(CI): 2.86 L/min/M2

» LMCA: NORMALLAD: NORMALCX: NORMAL RCA: NORMAL
» SONUC: NORMAL KORONER ARTER

> SONUC: PREKAPILLER PULMONER HIPERTANSIYON
> ADENOZINLE YAPILAN TESTTE NEGATIF VAZOREAKTIVITE



v

Endotelin mekanizmasi

Prostasiklin mekanizmasi

*Epoprostenol

? *Treprostinil
~ Endotelin - *Iloprost
n reseptor Eksojen *Beraprost

nitrik oksit

Fosfodiesteraz
tip 5 inhibitord



> lloprost inhalasyon tedavisi baslandi

»Yogun 6ksurik, hipoksemide artis sebebiyle etkin doza ulasilamadan
tedavisi kesildi

»Mevcut tedavisine furosemid tb 1x1 ve sprinolakton tb giin asiri
eklendi



»0Ocak 2023 Kontrol
»Nefes darliginda artis

> DSO-FS: 3-4
> Pro-BNP: 3944

» EKO:
» EF: %60
» sag kalp bosluklari genis
»sPAB 80 mmHg

»6 DYT: Yapmak istemedi
»HRCT bulgularinda ve SFT’de anlamli degisiklik yok



»Hastaya tadalafil 1x20 mg tb baslandi
>1laci tolere edebildi. Doz 1x40 mg’a cikild

»DSO-FS:3




OZETLE;

>1AH-PH, egzersiz kapasitesinde azalma, oksijen destegine daha fazla
ihtiyac duyulmasi, yasam kalitesinde azalma ve prognozun
kdtilesmesi ile iliskilidir

>1AH ve PH'nin yuksek oranda birlikte gorilmesi ortak patofizyoloiji ile
aciklanabilir

»Noninvazif tanisal degerlendirme PH varligini ortaya koyabilir ancak
SKK teshisi dogrulamak ve siddetini degerlendirmek icin altin standart
olmaya devam ediyor

»Solunum yoluyla pulmoner vazodilatorlerin uygulanmasi gibi umut
verici yeni tedavi stratejilerinin gelistirilmesi (0rnegin inhale
treprostinil ve nitrik oksit), karsilanamamis klinik ihtiyac icin umut
vaat edicidir



GELECEKTEKI ARASTIRMALAR ICIN ONEMLI NOKTALAR

>1AH ortaminda PH icin dogrulanmis bir tarama a

»Hospitalizasyon, hastalik progresyonu, yasam ka
klinik primer sonlanim noktalarina odaklanan ge
heyecanla bekleniyor

goritmasi yoktur
itesi ve mortalite gibi

ecekteki calismalar

» Agirlikh olarak vazodilator etkisi olan ilaclardansa vaskiiler yeniden
yvapilanmayi hedef alan yenilikci ilaclarin degerlendirilmesi gerekiyor
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OLGU 3

« UY, 48 yas, E hasta
* Sikayeti: Nefes darlig

* Hikayesi: 2015 yilinda baglayan oksurtk yakinmasi mevcut. 2016'dan sonra nefes
darligi yakinmasi baslayan hastanin sikayetleri her gecen gin artiyor. Onceleri
eforla nefes darligi yasarken son 6 aydir istirahatte de sikayetleri var.



> 0zgecmis:
»2000-2015 vyillari arasinda cam kumlama isinde calismis.
2015 yilinda silikozis tanisi almis ve emekli olmus

»2016 yilinda pnomotoraks oykisu var, tlp torakostomi
uygulanmis

»Mayis 2021'de Covid-19 gecirme 6ykusu

» Aliskanliklan:
»Sigara: 18 paket-yil icmis, 14 yildir exsmoker

> Kullandigi ilaglar:

»Umeclidinium/vilanterol 1x1, Mirtazapin 45 mg tb 1x1,
Paroksetin 20 mg tb 1x1



Eylil 2021 PA AC Grafisi




kVp:120
mA:185
Fps:Infinity Mag_-0.77




» Fizik Muayene:
» Oksijen tlpu ile tekerlekli sandalyede basvurdu
»SP02:%99(2 It/dk oksijenli)
»NBZ: 101/dk
»Solunum sesleri azalmis, derinden geliyor
> PTO -/-

>DSO-FS IV



»EKO (16.09.2021)
»EF:%70
»HAFIF MY
»2-3 derece TY
»sPAB:125 mmHg
»Sag kalp bosluklarinda genisleme

» Bilateral alt extremite Dopler USG (22.09.2021): Normal



» Laboratuvar Bulgulari:
»Hemogram: Normal
» Biyokimya: Normal
» Tiroid Fonksiyon Testleri: Normal
»Kollajen doku belirtecleri: Negatif
»Pro-BNP: 1197 pg/mL (N: 0 — 125)



>SFT (6.12.2021)
>FVC: 1.17 L (%28)
>FEV1:0.47 L (%14)
>FEV1/FVC: %40.1
>DLCO:12.70(%44)
>DLCO/VA:2.26(%49)

»%FVC /%DLCO: <1.6

»6 DYT: Yapamayacagini belirtti



»EKO (9.12.2021) :
»Sag kalp bosluklari genis
»Orta TY

» Pulmoner arter dilate
»sPAB: 91+5 mmHg, TAPSE:28

»SKK (9.12.2021):
» Aort:138/79/89 mmHg
» Sol ventrikil diyastolik end basinci: 130/0/8
» Pulmoner kapiller tikama basinci:8 MMHG
» Sag ventrikil basinci: 70/0/10
> PAB:86/25/50 MMHG
»Sag atrium:8 MMHG
> PVR: 9 WU
»C0: 4.6, Cl:2.27

»Adenozinle yapilan vazoreaktivite testi: Negatif



»Hastanin tedavisine Masitentan 10 mg tb 1X1 eklendi
»0Ocak 2022 KONTROL

>l1lac baslandiktan sonra kendisini daha iyi hissettigini ve nefesinin éncekine gore
biraz rahatladigini ifade etti

»SP02:%100( 2 It/dk oksijenli, oksijen tipu ile)
»NBZ: 99/dk

»Solunum sesleri derinden geliyor
»PTO-/-



>HB:10.6 g/dI

»HCT: 34.5 %

»proBNP:222 pg/mL

»6 DYT: 132 metre

» NBZ:Baslangic 105/dk...Bitis 102/dk

» Sp02:Baslangic %100...Bitis %88 (2-3 It/dk O2'li, nefes darlgi
sebebiyle teste ara verdi)

»Hastanin Masitentan 10 mg tb 1x1 tedavisine tadalafil 20
mg tb1x2 eklend.i.

» Tedavisi devam etmekte ve transplant adayi olarak
beklemekte iken pndmoni sebebiyle YBU yatisi sonrasi ex
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