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Lai arstetu, nepieciesama SKABEK A
preciza diagnoze! (il

TABLE 2 Updated clinical classification of pulmonary hypertension (PH])

1.1 Idiopathic PAH 3 PH due to lung diseases and/or hypoxia
1.2 Heritable PAH 3.1 Obstructive lung disease

1.3 Drug- and toxin-induced PAH [table 3) 3.2 Restrictive lung disease
1.4 PAH associated with: 3.3 Other lung disease with mixed restrictive/obstructive pattern

1.4.1 Connective tissue disease 3.4 Hypoxia without lung disease
1.4.2 HIV infection 3.5 Developmental lung disorders

1.4.3 Portal hypertension 4 PH due to pulmonary artery obstructions (table é)
1.4.4 Congenital heart disease 4.1 Chronic thromboembolic PH
4.2 Other pulmonary artery obstructions
5 PH with unclear and/or multifactorial mechanisms (table 7)

5.1 Haematological disorders
5.2 Systemic and metabolic disorders

1.4.5 Schistosomiasis
5 1.5 PAH long-term responders to calcium channel blockers (table 4)
.{! 1.6 PAH with overt features of venous/capillaries (PYOD/PCH) involvement (table 5)
1.7 Persistent PH of the newborn syndrome

2 PH due to left heart disease 5.3 Others
2.1 PH due to heart failure with preserved LVEF 5.4 Complex congenital heart disease
2.2 PH due to heart failure with reduced LVEF
2.3 Valvular heart disease
2.4 Congenital/acquired cardiovascular conditions leading to post-capillary PH

PAH: pulmonary arterial hypertension; PVOD: pulmonary veno-occlusive disease;
haemangiomatosis; LVEF: left ventricular ejection fraction.

Eur Respir J. 2019 Jan; 53(1): 1801913.



Terapijas merki PAH

* Arstésanas mérkis pacientiem ar PAH ir sasniegt zema-
riska statusu, kas parasti tiek asociéts ar:

* Labu slodzes toleranci

* Labu dzives kvalitati

* Labu sirds laba kambara darbibu
e Zemu mirstibas risku

Galié et al. European Heart Journal (2016) 37, 67-119 Sitbon O, Gaine S.. Eur Respir Rev 2016; 25: 408-417 European Respiratory Review 2017 26: 170095
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Kas ir zema riska statuss? s

Determinants of prognosis® Low risk Intermediate risk High risk
(estimated |-year mortality) <5% 5-10% >10%

Peak VO, >15 ml/min/kg Peak VO, Peak VO, <I 1 ml/min/kg
Cardiopulmonary exercise testing (>65 % pred.) ['1-15 ml/min/kg (35-65% pred.) (<35 % pred.)
VE/VCO,; slope <36 VE/VCO, slope 36-44.9 VEVCO, =45
BNP <50 ng/l BNP 50-300 ng/l BNP >300 ng/l

NT-proBNFP plasma levels NT-proBNP <300 ng/mi NT-proBNP 300—1400 ng/ NT-proBNP >1400 ng/l

Imaging (echocardiography, CMR imaging)

Haemodynamics

RA area <18 em?
No pericardial effusion

RAP <8 mmHg
Cl 2.5 I/min/m?
SvO; >65 %

RA area 18-26 cm?
No or minimal, pericardial effusion

RAP 8-14 mmHg
Cl 2.0-2.4 l/min/m?
SvOs 60-65%

RA area >26 cm?

Pericardial effusion

RAP >14 mmHg
Cl1 <2.0 V/min/m?
SvO, <60 %

*Most of the proposed variables and cut-off values are based on expert opinion. They may provide prognostic information and may be used to guide therapeutic decisions, but
application to individual patients must be done carefully. One must also note that most of these variables have been validated mostly for IPAH and the cut-off levels used above may not
necessarily apply to other forms of PAH. Furthermore, the use of approved therapies and their influence on the variables should be considered in the evaluation of the risk.

®Occasional syncope during brisk or heavy exercise, or occasional orthostatic syncope in an otherwise stable patient.

“‘Repeated episodes of syncope, even with little or regular physical activity.

Galie et al. European Heart Journal (2016) 37, 67-119



Vai ar zalem vien ir pietiekami?

* PAH pacientu arstesanu nedrikst uzskatit vien ka
medikamentu izrakstisanu, bet gan ka kompleksu
strategiju, kas ietver sevi sakotnejo slimibas smaguma
novertesanu un sekojosu atbildes uz terapiju analizi

* Pasreizéja arstésanas stratégija PAH pacientiem var tikt
sadalita tris galvenajos solos:

Galie et al. European Heart Journal (2016) 37, 67-119



'SKABEKLAb

Solis 1 £/ Wg

* Sakotnéja pieeja ieklauj sevi:
* Visparéjus pasakumus
* Atbalsta terapiju
* Novirzisanu uz PH-specializétiem centriem (PSKUS)
* Akutu vazoreaktivitates noteiksanu

Galie et al. European Heart Journal (2016) 37, 67-119



Vispareji pasa

Influenza and
pneumococcal
Avoid pregnancy immunisation
IC according to STIKO
1C
Diuretic administration Long-term oxygen
loop diuretics, therspy
aldosterone antagonists Saturation <90%;
a B Pa0, <8 kPa
(60 mmHg)
IC

)

Psychological
counselling
Frequent depression,
anxiety disorders
IC

®

Anticoagulation
INR 2-3

CTEPH
Check IPAH/HPAH/DPAH
Not generally in APAH
b C
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Regional anaesthesia
Supervised Supplemental oxygen should be preferred
exercise (during air travel and at over general
training altitudes >1500 metres anaesthesia
laBtolA above sea level) whenever possible
ilaC lla €

' ¥,

\ " g Treatment of
- arrhythmias
. o Electrical
Use of ACE inhibitors, AT,- cardioversion
Iron deficiency antagonists, B-blockers, Jablation for atrial
correction ivabradine only if specifically fibrillation
indicated, e.g., comorbidity lacC
IbC me

International Journal of Cardiology Volume 272, Supplement, 1 December 2018, Pages 30-36
Galie et al. European Heart Journal (2016) 37, 67-119
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* Pacientiem ar pozitivu vazoreaktivitates testu:

e Terapijas uzsaksana ar augstu devu kalcija kanalu
blokatoriem

* Pacientiem ar negativu vazoreaktivitates testu:

* Patogenetiskas terapijas uzsaksana ar
medikamentiem, kas apstiprinati PAH arstésanai
balstoties uz prognostisko risku, rekomendacijas klasi
un pieradijumu limeni katram medikamentam & to
kombinacijam

Galie et al. European Heart Journal (2016) 37, 67-119



PATOLOGISKAS NOVIRZES NO NORMAS

TERAPUA

cGMP, cikliskais guanozina monofosfats; ERA, endotelina receptoru antagonists;
ET-1, endotelins-1; PDE-5, 5. tipa fosfodiesteraze; PGl,, prostaciklins.

1. Humbert et al. J Am Coll Cardiol. 2004;43(suppl S):13S-24S. 2. Humbert et al. N Engl J Med. 2004;351:1425-1436. 3. Galié et al. Eur Heart J. 2004;25:2243-2278.
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Selexipag

European Respiratory Review 2017 26: 170095



Class™-Level®
Table 19 Recommendations for efficacy of drug monotherapy for pulmonary arterial hypertension (group 1) according to S | R F‘: J—
World Health Organization functional class. The sequence is by pharmacological group, by rating and by alphabetical order " i 7 w-
Maditantan » ‘_ Table 20 Recommendations for efficacy of initial
added to L & Wi lla | = |201| drug combination therapy for pulmonary arterial
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Calcium channel blockers i e | % - 84,85 =
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Oral - - it : < - 238- Other double [y S TS A b - - i.v. prostacyclin
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] T — » - Table 21  Recommendations for efficacy of
IP receptor agonists Selexipag (oral)® ‘ 1 B | B - - 241,248 Riociguat added quential drug combination therapy for pulmonary
to sildenafil o : : d 215 arterial hypertension (group 1) according to World
other PDE-5i Health Organization functional class. Sequence is by

rating and by alphabetical order

Galie et al. European Heart Journal (2016) 37, 67-119
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* Novertéet atbildi uz sakotnéjo terapijas stratéegiju
* Regularas apsekosanas vizites & izmekléjumi
* Gadijuma, ja terapijas merki netiek sasniegti:

* Kombinacijas terapija

* Plausu transplantacija

Galie et al. European Heart Journal (2016) 37, 67-119



* Ir butiski, lai pietiekosi regulari un biezi tiktu novérteéts
pacienta riska stavoklis, tadéjadi nodrosinot, ka jebkadas
izmainas individualajos parametros tiktu identificétas
PEc iespéjas agrinak.

* Jebkuri parametri, kas pasliktinas no zema uz videju
risku javedina arstus parskatit zalu terapiju, tas
Intensitati.

Galie et al. European Heart Journal (2016) 37, 67-119
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Multidisciplinara HTEPH komanda?-2 e
Novérte th i |espejas

Pulmonala
endarterektomija (PEA)
(Izveles th.)

Patogenetiska zalu terapija
ar vai bez BPA23

Persistéjosa/atkartota simptomatiska PH

1. Ekspertu komanda: PEA kirurgs, PH eksperts, BPA specialists, radiologs. 2. Specializéts centrs
definéts ka >50 PEA, >100 BPA sesijas gada 3. BPA bez zalu terapijas apsverama noteiktos gadijumos



Arterial inflow

Lang |, et al. European Respiratory Review 2|01

a) Plausu angiografija attelo
sasaurinajumu plausu
artéerija (skats no prieksas)
b) Katetrs tiek ievietots
tiklveida stenozée

c) Vadstiga tiek ievietota
starp fibrotisko materialu un
balonu, novedot pie «tikla»
saplésanas

d) Angiografija péc BPA
norada uz asins plusmas
uzlabosanos ar labaku
plausu audu apasinosanu un
venozo atteci.

Atskiriba no PEA, fibrotiskais
materials netiek iznemts no
artérijam, bet tiek saplésts
pret asinsvada sieninu
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HTEPH: terapijas mérkis o

AV 4 — H E = \
plausu arterljas -
Vessel Lesion types
diameter
I A
3cm
Lobar artery
Fibrotic PEA A
clots
Segmental artery
BPA
v
2 mm = e 2 v
Micro i A/ TN\ Microvasculopathy T
 "’ NS NS 0.1-0.5 mm lintimal thickening :-:}ee(:;cal
A . and proliferation) ¢ 4

Madani M, et al. European Respiratory Review 2017 26: 170105
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Ka jutas pacients? 7 »raé ‘

* Pilnigi viens launa «sapni»

* Arstu pamests

* Pacietibas trenins

* Nezina par savu slimibu ir morali graujosa



Ka jutas pacienta
partneris/aprupetajs?

* Nobijies, vientuls, noguris, aizmirsts

* Darba 24h diennakti/ 365 dienas gada
* Fokuséjas pilniba uz pacientu

* Stress gimeneé



Ka jutas arsts?

* Neapmierinats/vilies
* Aiznemts (pacientiem nepiecieSams vaira

* Apmacits palidzet cilvekiem un ir nezina,
kad tas nav iespéjams

< laika)

Ko darit tad,



Vai pastav ceriba?

e Jal Bet ir daudz darama...

e Stiprinat atbalsta organizacijas
* Pulmonalas hipertensijas biedriba
* Reto Slimibu Specialistu Asociacija, u.c.

* [zmainas likumdosana/veselibas apripes finansésanas
modeli, lai atbalstitu terapijas iespéjas, medikamentu
ienaksanu tirgu un pétniecibu

e Jaunu, efektivu medikamentu& arstésanas metozu
izstrades nozime

Graarup J, et al. Eur Respir Rev 2016; 25: 399-407.



Cilvekiem, kas slimo ar plausu hipertensiju
var uznakt «skumjas» jeb «blues».. |7 Wé ‘
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..musu pienakums ir turet «skumjas» pa gabalu! ©



Lekcija izveidota Pasaules Pulmonalas hipertensijas
dienas 2019 Skabekla festivala ietvaros.

Lekciju finanse:

GET BREATHLESS FOR

PULMONARY
www.phaeurope.org HYPERTENSION




Pateicos par uzmanibu!



