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Eur Respir J 2009; 34: 888ï894 

n=1.187 , 47 studi², 13 zem², hemodynamick® vyġetŚen² v klidu 



Circulation, Volume XXVII, April 1963  
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Paul Wood: Br Heart J 1958, 20, 557-570 

Cor et Vasa 58 (2016) 
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Maron BA et al. Circulation. 2016;133:1240-1248 

N=21.727, US veterans, right heart catheterization 2007ï2012, median follow-up 908 days 

Association between mPAP and outcomes of all-cause mortality and hospitalization 

3 groups 

(1) referent (Ò18mm Hg; n=4 207)  

(2) borderline PH (19ï24 mm Hg; n=5 030) 

(3) PH (Ó25 mm Hg; n=12 490) 



 

Pieske B et al. European Heart Journal (2019) 40, 3297ï3317  



 

Maron BA et al. Lancet Respir Med. 2020 September ; 8(9): 873ï884 

N=40.082; male 96.7 %, age 66.5 [61.1ï73.5] yr   

history of heart failure (N=23,201 [57.9%]) and chronic obstructive pulmonary disease (N=13,348 [33.3%])  

PAWP Ò15 mmHg  

PAWP >15 mmHg  
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SKRĉNINK  

PLICNĉ ARTERIĆLNĉ HYPERTENZE 

 
ÁSyst®mov§ sklerodermie (kaģdĨ rok) 

 

ÁPrvostupŔov² pŚ²buzn² nemocnĨch s PAH 

 

ÁHIV v pŚ²padŊ pŚ²tomnosti symptomŢ 

podezŚelĨch z plicn² hypertenze 

 

ÁJatern² onemocnŊn² pŚed transplantac² 

jater 

 

ÁStavy po korekci zkratov® vrozen® srdeļn² 

vady 



Humbert M et al. 2022 ESC/ERS Guidelines for the diagnosis  

and treatment of pulmonary hypertension 

EHJ 2022, ERJ 2022 

1 % 

70 % 

20 % 

4 % 

5 % 

Y[LbL/Y# Y[!{LCLY!/9 t[L/bN I¸t9w¢9b½9 όнлннύ 



t[L/bN I¸t9w¢9b½9 !{h/Lh±!b# { hb9ah/b=bNa [9±;Ih {w5/9 

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

PVR  2 WU 

(20-30 % pacientŢ) 

 

TŊģk§  

prekapil§rn² komponenta 
 

PVR  5 WU 



Latentn² postkapil§rn² komponenta: 
 

PAWP  18 mmHg po volumov® vĨzvŊ 

t[L/bN I¸t9w¢9b½9 !{h/Lh±!b# { hb9ah/b=bNa  
[9±;Ih {w5/9 
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TŊģk§ PH 

PVR  5 WU 

 
Á Bez vztahu k plicn²m objemŢm 

Á Hypox®mie 

Á N²zk§ DLco 



 

Waxman A et al. N Engl J Med 2021;384:325-34. 

N=326, PH u ILD, inhal. treprostinil 12 vdechŢ (celkem 72 ɛg) 4x dennŊ vs placebo 

Prekapil§rn² PH, PVR v²ce neģ 3 WU, FVC m®nŊ neģ 70 % 



 

Waxman A et al. N Engl J Med 2021;384:325-34. 
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Klok FA et al. Blood Rev 2014 Nov;28(6):221-6, Delcroix M et al. Eur Respir J 2021 Jun 17;57(6):2002828 

vġichni pacienti po PE 
 

symptomatiļt² 

 

s perzistuj²c²mi tromby 

 

Ź z§tŊģov§ kapacita 

 

CTEPH 
 

postembolickĨ syndrom 

vġichni pacienti po PE 

CTEPD s plicn² hypertenz² (=CTEPH) 
 

Definice: prekapil§rn² plicn² hypertenze+symptomy 
 

PŚ²ļina: trombotick§ okluze + remodelace 
 

Konsekvence: pravostrann® srdeļn² selh§n² a smrt 

 

CTEPD bez plicn² hypertenze 
 

Trombot. okluze+remodelace+symptomy (bez PH) 

Kompletn²  

reperf¼ze 

Kompletn²  

reperf¼ze 

Akutn² PE 

Heredit§rn² trombofilie    

Z²skan§ rizika                  

Rekurentn² tromboembolick® pŚ²hody 
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DIAGNOSTIKA 

V/Q plan§rn² scinti je nad§le kl²ļovou detekļn² zobrazovac² metodou, V/Q SPECT je superiorn², plan.simulace 
 

DECT a MR perf¼ze ï nenahrazuje scintigrafii (limitovan§ dostupnost, zkuġenost, validace)  
 

CTA mŢģe nahradit DSA u proxim§ln²ch n§lezŢ, pro zobrazen² periferie nen² dostateļn§ 

Plan§rn² Q scintigrafie 

Q SPECT 

Q SPECT ï plan§rn² simulace 

DECT 

Eur Respir J 2021 Jun 17;57(6):2002828 



Lambert L et al. Eur Radiol 2022, Apr 28. doi: 10.1007/s00330-022-08804-5 

10 studi², 734 pacientŢ 

CTA m§ vysokou senzitivitu a vysokou specificitu, pokud je prov§dŊna expertn²m radiologem  
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Bunclark K et al. J Thromb Haemost. 2020;18:114ï122 

Retrospective analysis, PEA 2007-2018, 794 VKA, 206 DOACs, mean observation period 612 days 

Significant improvements in hemodynamics and functional status in both groups following PEA 

Major bleeding events equivalent (P = 1) 

VTE recurrence higher (P = .008) with DOACs (4.62%/personȤyear) than VKAs (0.76%/personȤyear), survival did not differ 

Recurrent VTE & bleeding events Survival  
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Eur Respir J 2014; 44: 1275ï1288 
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FARMAKOTERAPIE CTEPH 

Studie CHEST (riociguat), n=261  

Inoperabiln², perzistentn² CTEPH, vŊk 59, 16 tĨdnŢ 
Studie CTREPH (treprostinil), n=105 

Inoperabiln², perzistentn² CTEPH, vŊk 64, 24 tĨdnŢ 

Ghofrani HA et al. NEJM 2013, 369: 319-329 

Sadushi-Kolici R et al. Lancet Respir Med 2019, 7 (3): 239-248 



 

Jais X et al. Lancet Respir Med 2022. PublishedonlineAugust1,2022 https://doi.org/10.1016/S2213-2600(22)00214-4  

NovŊ diagnostikovan² pacienti s inoperabiln² CTEPH, PVR > 320 dynĿs/cm5.  

2016-2019, N=105 (53 prvn² linie riociguat, 52 prvn² linie BPA) 

TĨden 52: SrovnatelnĨ pokles PVR, BPA komplikace 14% u pŚedl®ļenĨch riociguatem vs 42% u prvn² linie BPA 



 

Jais X et al. Lancet Respir Med 2022. PublishedonlineAugust1,2022 https://doi.org/10.1016/S2213-2600(22)00214-4  

ZmŊna PVR, tĨden 26 ZmŊna 6MWD, tĨden 26 Komplikace, tĨden 26 

TĨden 52:  

SrovnatelnĨ pokles PVR, BPA komplikace 14% u pŚedl®ļenĨch riociguatem vs 42% u prvn² linie BPA 



 

N=1009, newly diagnosed CTEPH patients, inclusion Feb 2015-Sep 2016, FU until Sep 2019 

PEA 605 (60 %), 38 % PH drugs 

BPA 185 (18 %), 78 % PH drugs 

no PEA/BPA 219 (22 %) 76 % PH drugs 

Delcroix M et al., ERS International Congress 2021 
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