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Uvod

* | pres zlepSeni progndzy pacientl s PAH po zavedeni specifické terapie
zustava prognodza pacientu nadale nedobra

 Jednou z hlavnich cest, kterd muze progndzu ovlivnit je asna detekce
onemocnéni, ktera po zavedeni adekvatni Iécby muze zpomalit
progresi zmen v plicni cirkulaci a hemodynamicky dopad na pravou
komorou srdecni

e Hlavnimi cili diagnostiky PH jsou kromé ¢asné detekce onemocnéni
podrobna diferencialni diagnostika s cilem odlisit jednotlivé formy PH
a rizikova stratifikace
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Rich et al. In: Harrison’s Principles of Internal Medicine. 15th ed. 2001:1506-1507.



Opozdéna diagnostika PAH

* \V americkém registru REVEAL publikovaném v r. 2011 byl median
doby od vzniku symptomu do provedeni PSK 1,3 let a u 21 % pacientu
byl déle jak 2 roky

* V jinych registrech z Evropy, USA a Ciny diagnosticky interval 2,2 - 3,7
let !



Opozdéna diagnostika PAH, australsky registr
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SYMPTOMY PLICNi HYPERTENZE

Namahova dusnost
Unavnost

Bolesti na hrudi
Synkopy

Otoky

prvni projev pri diagnoze

60% 98%
20% 73%
% 47%
12% 41%
3% 33%

Rich et al., Ann Intern Med 107: 216-223, 1987



Kazuistika, @, T.K. * 1990

Anamnéza:

e Odr. 2011 IéCena pro depresivni syndrom

* 4/2021 nekomplikovany porod

e 6/2021 akutni krvaceni do GIT pfti viedové chorobé gastroduodena HP negativni

lécba: Asentra 50 mg 1-0-0, Helicid 20 mg 1-0-0

Od tretiho trimestru gravidity nartstajici namahova dusnost, ktera pretrvavala i po porodu.
Prfisuzovano mirné anémii.
7/2021 provedeno pro narustajici dysrzeptické obtize pretrvavajici po vakcinaci Comirnatx CT

bricha (mimo VFN) se zavérem: suspektni peritonitis pfi mozné akutni cholecystitidé v dif. dg.
akutni pankreatitis ¢i lymfom

Indikovana akutni hospitalizace ve VFN.

Provedena echokardiografie se zaverem: stredné tézka PH s odhadovanym PASP 55 mmHg s
dilataci a dysfunkci PK a masivni trikuspidalni regurgitaci

Uzavreno jako primomanifestace akutni pravostranné kardialni dekompenzace pfi nove zjistené
plicni hypertenzi




Kazuistika, @, T.K. * 1990

Funkcni vysetieni plic 7/2021: TLC 95 %, FEV 1 97 %, Tiff 103
%, DLCO 65 %

V/P scan 7/2021: bez prikazu PE
6MWT 7/2021: vzdalenost 450m, B 0..4
Serologie + revmatologicky screening: negativni

712021 1l 36 1 2.3 1.4 15.0




Kazuistika, @, T.K. * 1990

Diagndza 7/2021: idiopaticka plicni arteridlni hypertenze
NT-proBNP 7/2021: 4605 ng/I

lécba: Sertralin 50 mg 1-0-0, Controloc 40 mg 1-0-1, Tadalafil 20 mg 2-0-0, Tresuvi s.c. 108 ng/kg/min,
Furon 40 mg %2-0-0, Verospiron 25 mg 0-1-0

10/2022 I 38 13 4.5 2.8 5.6

4/2023 I 50 9 3.6 2.4 11.4

6MWT 9/2023: vzdalenost 473m, B 0..4
NT-proBNP 11/2023: 666 ng/I



4. Streamlining and simplifying referral process

1. Screening programs for at-risk individuals

‘Initial. : ,.-»'

diagnostic test
suggests PH

'Seek medical
care for
symptoms

2. Increasing awareness of PAH — public and primary care
3. ‘Big Data’ approaches to identify possible cases earlier


https://doi.org/10.1164/rccm.200510-1668oc

PULMONARY HYPERTENSION
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Humbert M et al. 2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, EHJ 2022, ERJ 2022



KLINICKA KLASIFIKACE PLICNIi HYPERTENZE (2022)

GROUP 1 Pulmonary arterial hypertension (PAH) - GROUP 3 PH associated with lung diseases and/or hypoxia -
1.1 Idiopathic 3.1 Obstructive lung disease or emphysema
1.1.1 Non-responders at vasoreactivity testing 3.2 Restrictive lung disease
1.1.2 Acute responders at vasoreactivity testing 3.3 Lung disease with mixed restrictive/obstructive pattern
1.2 Heritable® 3.4 Hypoventilation syndromes
1.3 Associated with drugs and toxins® 3.5 Hypoxia without lung disease (e.g. high altitude)
1.4 Associated with: 3.6 Developmental lung disorders
1.4.1 Connective tissue disease GROUP 4 PH associated with pulmonary artery obstructions
1.4.2 HIV infection 4.1 Chronic thrombo-embolic PH -
1.4.3 Portal hypertension 4.2 Other pulmonary artery obstructions®
1.4.4 Congenital heart disease GROUP 5 PH with unclear and/or multifactorial mechanisms
1.4.5 Schistosomiasis 5.1 Haematological disorders® -
1.5 PAH with features of venous/capillary (PVOD/PCH) involvement 5.2 Systemic disorders®
1.6 Persistent PH of the newborn 5.3 Metabolic disorders'
GROUP 2 PH associated with left heart disease - 5.4 Chronic renal failure with or without haemodialysis
2.1 Heart failure: 5.5 Pulmonary tumour thrombotic microangiopathy

2.1.1 with preserved ejection fraction 5.6 Fibrosing mediastinitis
2.1.2 with reduced or mildly reduced ejection fraction®

2.2 Valvular heart disease
Humbert M et al. 2022 ESC/ERS Guidelines for the diagnosis

_ and treatment of pulmonary hypertension
post-capillary PH EHJ 2022, ERJ 2022

2.3 Congenital/acquired cardiovascular conditions leading to



Prevalence PH u pacientu s onemocnéenim LKS

» SrdecCni selhani se snizenou EF 40-72 %

» SrdecCni selhani se zachovalou EF 36-83 %

« Symptomaticka aortalni stendza kolem 65 %
» Mitralni vady vetsina

20-30 % pacientu s LHD-PH ma kombinovanou PH

Humbert M et al. 2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, EHJ 2022, ERJ 2022



Dalsi diagnostika PH u pacientu s onemocnenim LKS

* Neni nutna u pacientu s lehkou a stredné tézkou PH a zjevhym
onemocnénim LKS

 V pripadé tézké PH a u pacientu s dilataci a/nebo
dysfunkci PK bychom meli vyloucit i jiné mozné priciny PH

- posouzeni mozné koincidence s PAH

- V/P scan k vylouceni CTEPH
- funkcni vysetreni plic k vyloucCeni plicniho onemocnéni

Humbert M et al. 2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, EHJ 2022, ERJ 2022



Skupina 3 PH asociovana s chorobami plic

Remodelling of airways, lung parenchyma, and vessels

Emphysema Vascular pruning

Severe PH
No PH Non-severe PH (PVR >5WU)
Prevalence ~70% ~20% ~5-10%

Hypoxaemia at rest and/or during exercise

L @ESC @ ERS—

Humbert M et al. 2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, EHJ 2022, ERJ 2022



Indikace PSK u skupiny 3 PH

* Pfed zvazovanou chirurgickou leCbou (Tx plic, volum-redukcni
plicni chirurgické vykony)

» Suspekce na soucasnou PAH ¢i CTEPH

 Vysledek vySetfeni muze ovlivnit dalSi diagnosticky a
terapeuticky proces

Mela by byt provadena ve specializovanéem centru a za
stabilizovanych podminek

Humbert M et al. 2022 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, EHJ 2022, ERJ 2022



Epidemiology and treatment of
pulmonary arterial hypertension

Primérny vék pacientu s PAH se zvysuje a s tim pribyvaji KP komorbidity

Registry

NIH?

PRHCE
Japanese??
Scottish*®
French'

UK and Ireland™®
REVEAL®®
COMPERA?
Spanish®

New Chinese?

Korean?*

Time period

1981-1985
1982-2004
1992-2012
2002-2009
2002-2003
2001-2009
2006-2009
2007-2011
2007-2008
2008-2011
2008-2011

Women
(%)

63
76
74
62
62
70
83
60
73
70
73

NYHA
functional
class llI-1V (%)

75
80
87
NA
81
84
55
91
70
7
63

6MWD
(m)

NA

NA

267154
NA

328+112
292+123
374+129
293+126
382117
394+114
398+116

Estimated
survival at
1 year (%)

68
91
98
NA
83
93
91
92
89
92
NA

Estimated
survival at
3 years (%)

48
75
92
NA
58
73
74
74
17
75
NA

Lau et al, 2017



Registr COMPERA a komorbidity

Characteristic Cluster 1n =106 Cluster 2n =301 Cluster 3n =434 p-value® Alln =846 o 8 4 1 " t o I P H
Age, years (median, Q1—Q3) 45 (31—61) 75 (68—80) 72 (64—78) <0.001 72 (61—78) pa cientu s A

Female sex, n (%) 80 (76) 296 (98) 121 (28) <0.001 497 (59)

BMI, kg/m? (mean + SD) 24.2 3.2 30.7 £ 7.2 29.1+5.9 <0.001 29.1+6.5

Smoking habits ® 2007-20 1 1
Former/current smokers, n (%) 33(31) 0 (0) 343 (79) <0.001 376 (44)
Pack years (median, Q1—Q3) 16 (10—28) — 33 (20—50) <0.001 30 (15-—50)

wORD i o e R Cluster 1 — zadné
1) 0 Gy num e 1 komorbidity - N=106 (12,6 %)

6MWD, m (mean =+ SD) 386 &+ 119 268 £ 114 276 £ 108 <0.001 287 £118
BNP, ng/! (median, Q1—Q3) 129 (81—259) 206 (92—299) 278 (112—468) 0.183 206 (101—371) ,
NT-proBNP, ng/l (median, Q1—-Q3) 1,313 (524—2,480) 1,579 (676—3,520) 1,835 (634—3,592) 0.065 1,614 (631—3,460) @ C I t 2 — f ty p I
Hemodynamics u S e r e n O eve
RAP, mm Hg (mean + SD) 7+5 8+5 8+ 4 0.026 8+5 —_— (y
mPAP, mm Hg (mean = SD) 49 £ 14 40 £ 11 43 +11 <0.001 42412 komory - N_ 301 (35,8 0)
PAWP, mm Hg (mean =+ SD) 8+3 HOEES 9+ 4 <0.001 9+3
CI, l/min/m? (mean = SD) il 2207/ 2.0+ 0.6 2l 2= (07 0.471 2.1+0.7 " ” ’
PVR, dyn-s-cm~® (mean = SD) 948 + 463 727 +398 730 + 380 <0.001 756 = 404 ® C I U Ste r 3 — ka rd 10 p u I mona I Ni
Sv0,, % (mean =+ SD) 64 + 10 64+ 8 62+8 <0.001 63+£8
Pulmonary function and blood gases f t N _4 34 5 1 6 (y
TLC, % predicted (mean = SD) 99 + 16 93 + 17 92 4+ 17 <0.001 93+17 e n O y p - - ( ) 0)
FVC, % predicted (mean =+ SD) 92 + 17 83 + 18 80 £ 20 <0.001 82+20
FEV1, % predicted (mean =+ SD) 87 +£17 80+ 19 75+ 20 <0.001 78+19
DLCO, % predicted (mean =+ SD) 69 + 15 56 + 22 47 £ 21 <0.001 53422
DLCO <45% predicted, n (%) 0 (0) 101 (34) 231 (53) <0.001 332 (40)
pa0,, mm Hg (mean =+ SD) 77 £17 65 £ 11 61+ 12 <0.001 65+ 14
paC0,, mm Hg (mean =+ SD) 33+ 4 36 +6 36 +7 <0.001 35+6
Comorbidities
Arterial hypertension, n (%) 0 (0) 251 (83) 320 (74) <0.001 571 (68)
Coronary heart disease, n (%) 0 (0) 58 (19) 153 (35) <0.001 211 (25)
Diabetes mellitus, n (%) 0 (0) 106 (35) 154 (36) <0.001 260 (31)
BMI >30 kg/m?, n (%) 0 (0) 149 (50) 170 (39) <0.001 319 (38) Hoeper et al, 2020

At least 1 comorbiditv 0 (0) 283 (94) 396 (91) <0.001 679 (81)



Registr COMPERA a komorbidity

Table 2  PAH Therapies According to Clusters

Therapy Cluster 1n=106 Cluster 2n =306 Cluster 3n=434 Alln = 846
PAH medication within 3 months after diagnosis
Calcium channel blocker monotherapy, n (%) 16 (16) 3(1) 5(1) 24 (3)
PDES5i or sGC stimulators, n (%) 76 (76) 257 (90) 358 (86) 691 (86)
ERA, 1 (%) 43 (43) 59 (21) 108 (26) 210 (26)
PCA, n (%) 5 (5) 7(2) 6 (1) 18 (2)
Combination therapies, n (%) 38 (38) 38 (13) 63 (15) 139 (17)
PAH medication at 1 year after diagnosis
Calcium channel blocker monotherapy, n (%) 17 (16) 3(1) 5(1) 25 (3)
PDES5i or sGC stimulators, n (%) 63 (81) 193 (86) 277 (86) 533 (85)
ERA, 1 (%) 50 (64) 74 (33) 144 (45) 268 (43)
PCA, n (%) 9 (12) 16 (7) 18 (6) 43 (7)
Combination therapies, n (%) 49 (63) 62 (28) 125 (39) 236 (38)

ERA, endothelin receptor antagonists; PAH, pulmonary arterial hypertension; PCA, prostacyclin analog (including prostacyclin receptor agonists);
PDE5i, phosphodiesterase-5 inhibitor; sGC, soluble guanylate cyclase.

Cluster 1 Cluster 2 Cluster 3

o - B - .
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Baseline Follow-up Baseline Follow-up Baseline Follow-up

Hoeper et al, 2020



Registr COMPERA a komorbidity

Strata == cluster=1 == cluster=2 == cluster=3
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0.751
£
8
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o
5 0.50
g
:
Log-rank
0.251 9
p < 0.0001
0.00
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Number at risk
gCusler=11106 85 78 72 67 64 57 55 49 40
Scuster=2{ 301 257 235 213 194 162 143 129 109 95 85
w
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Hoeper et al, 2020



DIAGNOSTICKA STRATEGIE

DETEKCE
KONFIRMACE RIGHT HEART CATHETERIZATION, ANGIO

, EXERCISE CAPACITY TESTING
A RIZIKOVA STRATIFIKCE BNP/NT-proBNP
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Plicni hypertenze podle ECHO mozna nebo pravdépodobna

/\

Postizeni myokardu nebo chlopni Bez postizeni myokardu nebo chlopni

levého srdce levého srdce \
Kontrastni ECHO
@ Jicnové ECHO
/ \

normalni abnormalni

]

Plicni hypertenze
Plicni funkce yp

= u vroz. srd. vady
RN AL N

Vyrazna redukce Normalni .
nebo nevyznamna redukce — V/Q plicni scintigrafie % @ &

N, AAx»
@ Nesegmentarni defekty Segmentarni defekty

e ¥
katetrizace CT angiografie, angiografie, katetrizace
V] I

Skuplnal S klj pina D




Kazuistika, muz, * 1958
* Dg. PAH 14.10.2003 (dg. v 45 letech)
* Bez jinych komorbidit

* Pacient nebyl po celou dobu hospitalizovan pro
kardialni dekompenzaci

10/2003 [ o4 8 319 1.54 14.33

Lécba: epoprostenol i.v. od 01/2004, 1/2022 v davce 52.6 ng/kg/min, sildenafil od 05/2004,

1/2022 H-111 43 11 Sr3 T 2.44 5.21

Zdroj VFN



Kazuistika, muz, * 1958

BNP (ng/l)

—2 71)
7/2010 11/2015 9/2017

Zdroj VFN



Kazuistika, muz, * 1958

NT-proBNP (ng/l)

z
11/2018\3/5/2021

— 4/2019 —
/ 9/2023

Zdroj VFN



Kazuistika, muz, * 1958

1/2022 H-111 43 11 L3 7 2.44 | 5.21

Lécba: 1/2022 pridan sotatercept s.c.

7/2022 Il 37 6 5.17 2.35 6.0

Zdroj VFN



Kazuistika

e 7Zena, 53 let
o« OA:

— Arterialni hypertenze

— 3/2021 COVID-19 bilat. pneumonie, V-V ECMO 10.-21.3.2021 (11 dni),
UPV, tracheostomie, iatrogenni pneumothorax

* FA: Concor 2,5mg tbl. 1-0-0
* nekuracka

QB VSEOBECNA FAKULTNI U 1 LEKARSKS
7 NEMOCNICE V PRAZE Yy




Kazuistika

o 2/2022 na kontrole NYHA lll, nativni saturace O2: 92 %
« 2/2022 V/P SPECT: nehomogenni distribuce plicni perfuze a ventilace v korelujicich

lokalitach - matching defekty pfi plicnim onemocnéni

+ VSEOBECNA FAKULTNI

N Department of Nuclear Medicine, General Teaching Hospital in Prague
NEMOCNICE V PRAZE % 6/ Univerzita Karlova




Kazuistika

- Echokg. 4/2022: EF LK 61%, hranicni velikost PK a PS, odhad. PASP 72mmHg,
trikuspidalni regurgitace 2+

« CTAG plicnice 4/2022: bez prukazu CTEPH, tézké postizeni plicniho
parenchymu

- Bodypletysmografie 7/2022: tézka restriktivni ventilaCni porucha, stfredné tézka
obstrukéni respiracni porucha, tézce snizena DLCO (VC 36%, FVC 37%, FEV1
42%)

 NT-proBNP 7/2022: 1007 ng/l

« 6MWT 7/2022: 293 metru, BORG pred 4, po 8

VSEOBECNA FAKULTNi  FU) 1 LEKARSKA
NEMOCNICE V PRAZE % / Univerzita Karlo




Kazuistika

PSK 7/2022: PA 69/24/40, PCW 2, TPG 38, CO 4,5, Cl 2,44,
PVR 8,44 \WU
Hemodynamicky stredne tezka prekapilarni PH

Plicni arterialni hypertenze (PAH), v.s. idiopaticka, s podilem
plicniho onemocnéni po COVID-19 pneumonii

712022 zahajena terapie sildenafilem
1/2023 pridan do terapie ambrisentan




Kazuistika

. NT-proBNP: 119 ng/l (2/22), 1007 ng/l (7/22), 173 ng/l (11/22), 89 ng/l (1/23)




Kazuistika

« 6MWT: 293m (7/22)...390m (11/22)...450m (1/23

Horni mez

450.0—
418.6—
387.2— s
‘Izda‘lenost« test chuze (min:293;max:450)

355.8—

324 4—

293.0 | | | | | |
7 | 1 1 1 1 |
8 9/2022 10/2022 11/2022 1212022 112023 1/2023

1. LEKARSKA
FAKULTA

Univerzita Karlova

VSEOBECNA FAKULTNI
NEMOCNICE V PRAZE



Kazuistika, @, N.Z. * 1965

Anamnéza:

* Astma bronchiale diagnostikovano v détstvi
* Exogenni alergicka aleveolitida dg. vr. 2012
* Arteridlni hypertenze dg. 6/2018

lécba: Tezeo 40 mg 1-0-0, Imuran 25 mg 1-0-1, Prednison 5 mg 1-0-0, Seretide inh 1-0-1

Funk¢ni vysetieni plic 8/2018:
TLC 96 %, FEV 1 94 %, Tiff 78 %, DLCO 46 %
Echokardiografie 8/2018:
- normalni systolicka fce. LK s EFLK 60 %, D-shape LK
- dilatace pravostrannych srdecnich oddilG
- tézka plicni hypertenze s odhadovanym PASP 113 mmHg
- mitralni regurgitace 1-2+, trikuspidalni regurgitace 2-3+
- neni perikardialni vypotek
6MWT 8/2018:
vzdalenost 200m, B 5..8




Kazuistika, @, N.Z. * 1965

V/P scan bez prikazu PE

8/2018 — vysetieni v Centru PH:

8/2018 [ 80 10 3:23 2.21 21.67

Diagnoza: idiopaticka PAH, lIécba: sildenafil 20 mg 3xd, bosentan 125 mg 2x1

3/2019:
6MWT: vzdalenost 225m, B 5..8 (6MWT 8/2018: vzdalenost 200m, B 5..8)



Kazuistika, @, N.Z. * 1965

3/2019:
NYHA PAMP (mmHg) PCWP CO (L/min) Cl (L/min/m?2) PVR (WU)
(mmHg)
8/2018 ] 80 10 3.23 2.21 21.67
3/2019 11 72 7 5.23 3.75 12.43

Diagnoza: idiopaticka PAH, lIécba: sildenafil 20 mg 3xd, bosentan 125 mg 2x1, selexipag postupné titrovano az do davky

2x1600 ug

6/2019:

6MWT: vzdalenost 425m, B 3..6 (3/2019 - 6MWT: vzdalenost 225m, B 5..8)




Kazuistika, @, N.Z. * 1965

NT-proBNP v prubéhu sledovani a lécby

3000

500  8/2018

sildenafil + basentan
2000

1500

1000 6/2019

3/2019

200 i 3/2020
selexipag

. 11/2019

Kategorie 1 Kategorie 2 Kategorie 3 Kategorie 4



Kazuistika, @, N.Z. * 1965

6/2020:
Transplantace plic bez vetsich komplikaci

Kontrola 2/2024 pacientka zcela bez subjektivnich obtizi s
nekomplikovanych pribéhem v dosavadnim obdobi po Tx plic



Skrinink PH

Indikace skrininku PAH (echokardiograficky)

Systémova sklerodermie (kazdy rok)

Prvostupiovi piibuzni nemocnych s PAH

HIV v ptfipadé ptitomnosti symptomu podezielych z plicni hypertenze

Jaterni onemocnéni pred transplantaci jater

Stavy po korekci zkratové vrozené srde¢ni vady

Indikace skrininku CTEPH

(echokardiograficky + ventila¢ni a perfiizni plicni scintigrafie)

Symptomati¢ti nemocni (dusnost, inavnost, nevykonnost) 3-6 mésicti po plicni embolii

Asymptomatic¢ti nemocni 3-6 mé&sicti po plicni embolii, jsou-li pfitomny rizikové faktory
rozvoje CTEPH (vy$$i hladina antifosfolipidovych protilatek, ptitomnost lupus
antikoagulans, opakované piihody plicni embolie, nezndmy zdroj plicni embolie,
rozséahlejsi perfuzni defekty, anamnéza maligniho onemocnéni, hypotyredza, pritomnost
kardiostimula¢ni soustavy, pfitomnost ventrikuloatridlni spojky pro 1écbu hydrocefalu,

chronické zanéty, splenektomie




Screeningové metody PAH u SSc

DLCO <80 %

SSc annual screening

DETECT algorithm
IR

FVC/DLCO ratio > 1.6
NT pro-BNP > 2x ULN

DLCO =80 %

If ANY screening test
POSITIVE
-> RHC referral

Screening with TTE only
may be considered

Lechartier et al.,2021




Kazuistika, @, Z.A. * 1954

Anamnéza:

* Nespecificka intersticidlni pneumonie na kortikoterapii 11/2017
* Hypothyredza na substitucni lécbé od r. 2016

e Arterialni hypertenze cca. Od r. 2000

IéCba: Prednison 20 mg 1-0-0, Nebilet 5 mg 1-0-0, Prestaraium Neo Combi 5/1,25 mg 1-0-0, Letrox 50 ug 1-0-0

Funkcni vySetfeni plic 2/2018:
TLC 42 %, FEV 142 %, Tiff 110 %, DLCO 33 %
Echokardiografie 2/2018:
- hranicni systolicka fce. LK s EFLK 52 %, D-shape LK
- dilatace pravostrannych srdec¢nich oddilt
- tézka plicni hypertenze s odhadovanym PASP 87-92 mmHg
- mitralni regurgitace 1+, trikuspidalni regurgitace 2-3+
- maly perikardidlni vypotek
6MWT 2/2018:
vzdalenost 381m, B 5..7
V/P scan 2/2018: bez prikazu PE
NT — pro BNP 2/2018: 8141 ng/I
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2/2018:

2/2018 [ 41 3} 7.27 4.21 4.95

Revmatologické vysetreni:
suspekce na systémovou sklerodermii, ktera nasledné potvrzena

Diagndza: PAH asociovana se systémovou sklerodermii, lécba: bosentan 125 mg 2x1 od 2/2018,
sildenafil 20 mg 3x1 od 10/2018

2/2020:

2/2018 [ 30 11 5.8 2.82 3.2

6MWT: vzdalenost 422 m, B 2..6 (6MWT 2/2018: vzdalenost 381m, B 5..7)
NT-pro BNP: 1790 ng/I (NT — pro BNP 2/2018: 8141 ng/I)



10/2020:

Kontrolni echokardiografie:
- tézka systolicka dysfce. dilatované LK s EFLK 27 %
- lokalizované poruchy kinetiky
- pravostranné oddily lehce zvétSené, dobra syst.
fce. PK
- MR 2+, TR 2+, PASP 79 mmHg, RAP 3 mmHg

- neni perikardialni vypotek

20/10/2020 10:11:36
ACE

FPS: 28

f: 2.2 MHz
P:0dB
G(t):-4dB
Compr: 60 dB
DDP:1.4
D:18.0cm
G(c):-6dB
Rej: 22 cm/s
PRF: 3.50 kHz
SV:0.9 mm

10~

B

&

.61

75
2:70HR

Zdroj VFN
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10/2020:
SKG: jen okrajové nerovnosti v povodi koronarnich tepen

Zdroj VFN



10/2020:

MRI:

- leva komora je dilatovana, difusné hypokineticka

- EFLK 31%
- bez edému ani pozdniho postkontrast.syceni,
- normalni velikost pravostrannych srdec¢nich oddilt

Zdroj VFN



PAH u systemovych chorob pojiva

LV systolic or
| | diastolic dysfunction
Post-capillary PH

|
Multifactorial PH
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10/2020:

Diagndéza: PAH asociovana se systémovou sklerodermii, DKMP vs. pri systémové sklerodermii, Iécba:
bosentan 125 mg 2x1 od 2/2018, sildenafil 20 mg 3x1 od 10/2018, sacubitril/valsartan 97/103 mg 1-0-1

11/2021:
Dusnost NYHA lI-lll (dle pacientky vcelku uspokojiva)
NT-pro BNP: 1133 ng/l (NT — pro BNP 2/2018: 8141 ng/l)



Unor 2022

Kontrolni echokardiografie :

dobra globalni systolicka fce. LK (EF 55%)
normalni velikost pravostrannych srde¢nich oddilu
dobra fce. PK

PASP 59 mmHg

01/02/2022 10:06:22
ACE

FPS: 61

f: 1.7 MHz/3.3 MHz
P:0dB

G(t):-5dB

Compr: 60 dB

DDP: 1.4
D:17.0cm

76
2:151HR

Source: General Teaching Hospital, Prague



* Doba od vzniku symptomu do diagndzy PH je velmi ¢asto neuspokojive
dlouha (median kolem 2 let)

e Pacienti s opozdénou diagndzou maji horsi prognozu
» Zakladni diagnostickou metodou pri podezreni na PH je echokardiografie

* Nezbytnymi vysetrenimi k urceni etiologie PH jsou zejména funkcni
vysetreni plic, V/P scan (CT angiografie plicnice), sérologie a revmatologicky
skrining

* K potvrzeni diagnozy je nutna pravostranna srdecni katetrizace, ktera je
indikovana zejména pri podezreni na PAH a CTEPH a méla by byt provedena
ve specializovaném centru

* Velmi Casto maji pacienti vzhledem ke komorbiditam vice pricin PH
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