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ABSTRACT

In the summer of 2016, delegates from the German Respiratory Society, the(tmun&omtyof(zddogyarﬂﬂr
German Society of Pediatric Cardiology met in Cologne, Germany, to define d practice

dations for the management of patients with pulmonary arterial hypertension (PAH), These recommendations
were built on the 2015 European Pulmonary Hypertension guidelines and included new evidence, where avail
able. The treatment algorithm for PAH was modified based on the observation that there are now many patients

diagnosed with [PAH who are at an advanced age and have significant cardiopulmonary comorbidities. For pa-
tients newly diagnosed with classic forms of PAH, i.e. younger patients without significant cardiopulmonary co-

the based ion was to use initial combination therapy as the standard
approach. The use of pies was no longer in such patients. The choice of treat
ment strategies should be based on the risk assessment as proposed in the European guidelines. In patients pre-
senting with a low or i diate risk, oral combi therapy with endothelin receptor ists and

phosphodiesterase-5 inhibitors or soluble guanylate cyclase stimulators, respectively, should be used. In high-
risk patients, triple combination therapy including a subcutaneous or intravenous prostacyclin analogue should
be considered. For patients who suffer from PAH and significant cardiopulmonary comorbidities, initial mono-
therapy is recommended and the use of combination therapies should be considered on an individual basis.
The latter recommendations are based on the scarcity of evidence supporting the use of combination therapy
and the higher risk of drug-related adverse events in such patients.

© 2018 Elsevier BV. All rights reserved.
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MPAKTUYECKUE pEeKOMEHAaIuN o BEECHUIO
nanuedTosB ¢ JIAT
Pesynbrarsl JTAaHHOU KOH(epeHITNHU ObLIIH

onyOnukoBaHsl B 2016 roxy
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1. M.M. Hoeper, et al., Targeted therapy of pulmonary arterial hypertension: Updated recommendations from the Cologne Consensus Conference 2018, Int J Cardiol (2018), https://doi.org/10.1016/j.ijcard.2018.08.082
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®deHoTUNBI MAaNKMEHTOB ¢ JIAT, o0CHOBaHHbIE HA BO3pacTe U
KOMOPOH/IHOM CTATyCe

IMapametp Kputepun

DEHOTUIINYECKHUE [Toxxumble (4acTO) U HE TOJNBKO MOXKHMIIBIC MAIIMEHTHI. PUCKH 1 KOMOpOUIHBIS
0COOEHHOCTH COCTOSIHM/3a00JIEBaHMS TaKHE K€, UTO U JJIS ITAIMEHTOB C 3a00JIEBAHUSAMU JIEBBIX
OTJICJIOB CEP/Ilia WIIH OOJIC3HIMHM JICTKUX

1. M.M. Hoeper, et al., Targeted therapy of pulmonary arterial hypertension: Updated recommendations from the Cologne Consensus Conference 2018, Int J Cardiol (2018), https://doi.org/10.1016/j.ijcard.2018.08.082
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Hoeper M.M.,, et al. RESPITE: switching to riociguat in pulmonary arterial hypertension patients with inadequate response to phosphodiesterase-5 inhibitors. Eur Respir J. 2017.
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Ghofrani HA et al. N Engl J Med. 2013 Jul 25;369(4):319-29. doi: 10.1056/NEJM0a1209657;
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[ PexoMeHnaanum 1o JiedeHuo nanueuTos ¢ X THOJI }

Pexomennanms Kmacc pexomenpanumii YpoBeHb

J0Ka3aTCJIbHOCTH
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Yazosea U.E.. Knunuueckue pexomeroayuu no OuaeHOCmMuKe U 1e4eHuro XpoHu4eckou mpomooamMooIudecKoll 1e204Holl
eunepmensuu. Tepanesmuuecxkuu apxus. 2016.



Cpennue uzmenenust JJ6MX ot ucxoaHoro ypoBHs y nanueHToB ¢ XTOJII Ha done
npuema puonuryara B ucciaegosanuu CHEST-1 u CHEST-2

70+

I o [0}
o o o
1 | 1

h
o
1

MameHeHue TekcTa 6-MUHYTHOM
XOALDOM OT UCXOAHOTO, M
w
o
1

B Puoumryar

104
A lMNnauebo
0 ] I | |
UcxoaHo 16 Hep 12 Hep 9 mec 1 roa
CHEST-1 CHEST-2

ABcontoTHBIE 3HaYeHua TEMX, m
Puouuryar 345 396 4086 406 400 411
MNaauebo 360 368 414 411 408 405
KoaMuecTBo NauueHTos, n
Puouuryar 155 154 145 143 143 114
MNhauebo 82 81 75 75 72 58

Simonneau G. et al. Riociguat for the treatment of chronic thromboembolic pulmonary hypertension: a long-term extension study (CHEST-2).
European Respiratory Journal;. 2015
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JAuHaMuka pyHKIHOHAJIBLHOTO0 Kiaacca (BO3) mociie onTuMusanuu repanuu
B BHJIe 3aMeHbI cuJIIeHauIa Ha puonuryar y nauueHros ¢ XTIJIT
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Darocha Szymon et al. Sequential treatment with sildenafil and riociguat in patients with persistent or inoperable chronic thromboembolic pulmonary hypertension improves functional class and pulmonary
hemodynamics. International Journal of Cardiology 269 (2018) 283-288




IIpoduib 0e30macHOCTH Mepexoaa ¢ TePanuu CUJIIeHA(PUIOM HA PUOLMTYAT
y nanueHToB ¢ JIAI u XTIJII' B peructpe EXPERT (n=105)

Hauo6oJiee yacrtoie
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Griinig Ekkehard et al. Safety of swithcing to riociguat for the treatment of pulmonary hypertension: data from the EXPERT Registry. Abstract B22. Abstract book of the 6t
World Symposium on Pulmonary Hypertension (Nice, 2018).



BbixknBaeMocTh nanueHToB ¢ XTIJII' Ha (poHe Tepanuu pUuOUTyaTOM
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M.C.J. van Thor et al. Long-term clinical value and outcome of riociguat in chronic thromboembolic pulmonary hypertension. 1JC Heart & Vasculature 22 (2019) 163168



PemonesupoBaHue MpPaBoro »KejayI04Ka MpHu JeroYHo runepreH3un
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Vonk-Noordegraaf Aetal. JAm Coll Cardiol. 2013
IDK — mpassiii xenynouek, JOK- neBslif xemynouexk. benescras A.A., Cauoosa M.A.u coaem. Jleuebnoe oeno, 2015.




BiusiHue Tepanuu puoOUMIyaToOM HA U3MEHEHHUE Pa3MepPOB MPABOI0 KeJIYI0YKA U ero
¢Gynknuun y naquentos ¢ JIAT u XTIJT

Yepe3 12 mecsinieB Ha (pOHE TepanMi PUOLMUTYATOM HAOIIONATUCH CTATHCTHYECKHU 3HAYMMbIe H3MEHEHH

! Tnomasms III p<0,001 n=49
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- CTATUCTUYCCKHU 3HAYUMBIN pe3yiibTar

1. AM Marra et al.; Abstract 3020. Effects on Right Ventricular size and function by Riociguat in Pulmonary Arterial Hypertension and Chronic Thromboembolic Pulmonary Hypertension (The RIVER Study),
European Heart Journal, Volume 39, Issue suppl_1, 1 August 2018, ehy563.3020, https://doi.org/10.1093/eurheartj/ehy563.3020 (Available
at:https://academic.oup.com/eurheartj/article/39/suppl 1/ehy563.3020/5080261)
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IHeab ucciaenoBaHus

* OueHuTh BIUSIHUE 24-HENECIBHON TEPAIIMK PUOIIATYAaTOM Ha
KJIMHUKO -(DYHKIHMOHAJILHBIN cTaryc mmanueHToB ¢ MJII u
HeonepabenpHON XTOJII, moka3arenu eHTpaJbHOM
reMOJIMHAMUKH, CTPYKTYPHO-(DYHKIIMOHAIbHOE COCTOSIHUE
cepaua, CEPACUYHO-COCYAUCTOE COMPSKEHUE U DIIACTUUECKUE
CBOIMCTBA JIETOYHOM apTepur, YPOBEHb OMOMapKEPOB KPOBU U
Ka4eCTBO KU3HU



MarepuaJjbl UCC/IeI0BAHUS

JIn3aiH UCCJaea0BaAHUA
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JIuHaMHuKa (PYHKIIHOHAJBHOTO cTaTtyca nanueHToB ¢ UJII'/XTIJII na
(poHe Tepanuu pUOLUTYATOM
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#- ucxoomnwle snauenusa Vs 24 neoenu (p < 0,05);



JAnHaMuka CTPYKTYPHO-PYHKIIHOHAJIBHOI0 COCTOSTHUS MPABbIX 0T/EJI0B Cepaua
U JIaCTUYECKHUX CBOUCTB JIA Ha poHe Tepanuu pUOLUIYaTOM
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JIMHAMUKA CepPIevHO - COCYIMCTOr0 CONPSKEHUs NMPABOI0 KeJIYI04Ka —JIerO4YHOil apTepuy U JIeBOro
KeJYI0UKa — a0pThl HA (pOHE Tepanuu PUOLUTYATOM
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JInHAMHKA MapaMeTPoOB KaTeTepU3alMu IMPaBbIX 0T/EJI0B cepAlla H 0MOMapKepoB
KPOBH HA )OoHe Tepanuu PUOUTYATOM
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JInHAMMKA KauyecTBA KU3HHU 10 JaHHBIM onpocHuka SF 36 Ha ¢oHe Tepanuu pHOLUTYaTOM
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JIMHAMHMKA PUCKA JIETAJBHOI0 HCX0Aa HA (OHE Tepanuu PUOLUTYATOM
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Huzknii puck (< 5%

[TpomexxyTounblit pruck (5-10%)

B Bricokuii puck (>10%)

Crparuduxkanus pucka JieTaJbHOI0 HCX01a HA (pOHEe Tepanuu PUOLMIYaTOM

Hcxonno 12 Heneanb 24 Heneaun
Hu3kuii puck JeTajabHOT0 UCX01a 4% 4% 490
(<5%)
IIpome:kyTounslii puck (5-10%0) 17% 67% 55%
Boicokunii puck (>10%) 79% 29% 41%




BriBOAbLI

Y mauumenTtoB ¢ JIAI' u XTOJII' Tepanust puonuryaroMm B Ka4eCTBE
MOHOTEpaIlii U B COCTaBe KOMOMHMPOBAHHOM Tepanuu /B paMKax
ONTUMHU3ALMKA Tepanuu B Buae 3amMeHbl HM®JID- Thma 5 Ha
pHOLIUMTYaT JIEMOHCTPUPYET 0€30MaCHOCTDb U 3(D(HEKTUBHOCTD:

* II03BOJISIET JOCTOBEPHO YJIYUIIUTh (DYHKIIMOHAJIBbHBINA CTATYC;
* CTPYKTYpPHO-()YHKIIMOHAJIBbHOE COCTOSHUE CEPIIa;

* [mapaMmeTpbl FTEMOAWHAMUKHY,

* Kaye€CTBO XU3HU;

°* YMEHBIIUTh PHUCK JIETAIBHOIO HCXOAa Y IAlMEHTOB C
NJIT/XTOJIT.



baazooaprw 3a enumanue!




