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JlerouHas aptepuanbHas runepteHsus (JTAI) u xpoHudeckas Tpomboambonuyeckas nerovHas runepteHsus (XTI sBnsatoTea 3a-
OoneBaHusIMU, Yallie BCEro AMarHOCTMPyeMbIMI Ha MO3OHeN CTaguu, ¢ PYHKUMOHaNbHBIM knaccom (PK) nerounoi runeptenaum Il unm IV
no knaccucmkauu BeemmupHoii opranmsaumm 3apaBooxpaHerns (BO3), n NpuBOASLLMMY K TSKENO NPaBOXeENyLOYKOBOWM HEA0CTaTOYHO-

CTW C nocnegyrowunm netanbHbIM UCXO40M.

CoBpeMeHHble MCCnefoBaHNs HanpaBneHbl Ha U3yveHne yHOAMEHTanbHbIX TEPaneBTUYECKUX MULLIEHER U Ha CO3AaHNe HOBbIX
NeKapCTBEHHBIX NPENapaToB, BO3AEHACTBYIOLMX Ha paHee YCTaHOBMNEHHbIE MULLEHW.

Pvioumryat — nepBbIii NpeacTaBnUTENb HOBOFO KMacca NeKapCTBEHHBIX NpenapaToB-CTUMYNSTOPOB PacTBOPUMON ryaHunaTLmknassl
(pr'L). B 063ope npoBoanTCS aHann3 0CHOBHbIX NCCNENO0BaHWIA, B KOTOPbIX OLeHMBanach aheKTMBHOCTL/6€30MacHOCTb puoLuryata y na-
umeHToB ¢ JTA n HeonepabenbHON, nepcucTUpytoLLein/peaunaynsHor opmamu XTI

Kntoyesnie crosa: neroyHas aptepuanbHas runepTeHsms, XpoHuYeckas Tpom6oambonuyeckas neroyHast runepTeHans, Okeug aso-

Ta, CTUMYNATOPLI ryaHUNaTUMKNasbl, pyuouuryar.

INNOVATION IN THE MEDICAL TREATMENT OF PATIENTS
WITH PULMONARY ARTERIAL HYPERTENSION AND INOPERABLE,
PERSISTENT/RECURRENT CHRONIC THROMBOEMBOLIC PULMONARY
HYPERTENSION: SOLUBLE GUANILATE CYCLASE STIMULATOR - RIOCIGUAT
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Pulmonary arterial hypertension (PAH) and chronic thromboembolic pulmonary hypertension (CTEPH) are diseases, diagnosed at
a late stage with functional class Ill or IV according to World health organization (WHO). PAH and CTEPH leads to severe right heart failure

and ultimately, death.

The modern researches aim at exploring the potential therapeutic targets, as at developing new drugs that can affect the previously
set target. Riociguat is the first in a new class of soluble guanylatecyclase stimulators .
The analysis of main researches, which reflect the evidence of riociguat efficiacy and safety in patients with PAH and inoperable,

persistent/recurrent CTEPH, is presented in this rewiew.
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Jlerounass aprepuanbhas rtuneprersus  (JIAI)
U XpOHMYECKas TpoMO03MOONuUecKas JerodyHas r'u-
neprenzust  (XTOJI') sBusttoTcst  3a00JI€BaHUSIMH,
Yarme BCero ANarHOCTUPYEMbIMHU Ha MO3THEH CTa vy,
¢ pyHkumoHabHBIM KiaccoM (DK) srerounoit rumep-
tensuu (JII) 11l wmu IV no knaccuduxarmu Beemup-
HOW opranmzamuu 3maBooxpanenus (BO3), u mpu-
BOMAIIMMH K TSDKETOH IpaBOXKEITYJJOUKOBOIl Heo-

CTaTOYHOCTH C IMOCITICAYIONINM JIETaJIbHBIM HCXOIOM.
Juarnos JIAT" ycranaBiuBaeTcs Ipy YPOBHE CPETHETO
naBieHus: B nerounoit aprepun (JJJIAcp.) >25 mm pr.
CT. B TIOKO€ 110 TaHHBIM KaTeTepPHU3alliH MPaBbIX OT/Ie-
JIOB CepIIla, TaBJICHUH 3aKIMHUBAHMS B JISTOYHOH ap-
tepuu (JI3JIA) <15 MM PT. CT., JETOYHOTO COCYUCTOTO
conporusienus (JICC) >3 en. mo Bymy, nmpu uckmroue-
HUM JIPyTUX MPUYHMH MPEKAMUUIIPHON JIETOYHOU TH-
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TIePTEH3UH, CBS3STHHBIX C TaTtojoruei ierkux, X TJIT
U IpyTUX peAKUX narojorui [1].

Bepuduxkarus auardoza XTOJI" ocHoBaHa Ha BbI-
sBiIeHUN TpekamwuipHoi JIIT (cpemnee naBneHne
B JIETOYHOM aprepuu >25 MM prT. ct., A3JIA <I5 mm
pt. ct., JICC >2 en. mo Byny) y OOIbHBIX ¢ MHOXe-
CTBEHHBIMH XPOHHYECCKIMU/OPTaHH30BAHHBIMU OK-
KITIO3UPYIONUME  TPOMOaMH/3MO0IaMHi B AJIaCTHY-
HBIX JIETOYHBIX apTepusx (OCHOBHOM, M0JEeBOH, cer-
MEHTapHOM, cyOcerMenTapHoii) [2, 3].

Pacnipoctpanennocts JIAT B EBporie BapbpupyeTcs
oT 15 10 50 GoiBpHBEIX Ha 1 MIIH BO B3pOCIION HOMyJIs-
LMY, IPU 3TOM MUHUMAJIbHBIA YPOBEHb pacpocCTpa-
HEHHOCTH HMJIUONATUYECKOM JIETOYHOM TUIEPTEH3UU
(WJIT) coctasnsiet 5,9 cinyyast Ha 1| MJIH HacelneHHs.
PeakocTh maTonoruu, MayoBBIpaKEHHAsl KIMHHYE-
CKasi CUMITOMATHKa U CIOKHOCTH AMArHOCTUKU MO-
TYT 3aTPYAHSATH OIEHKY MCTHHHOW pacrpoCTpaHeH-
Hoctu JIAT [4].

Yacrora passutus JII' mocne nepeHeceHHOH
ocTpoit TpoMO03IMO0THH Jerounoi apTepun (TDJIA)
Bapsupyercs ot 0,1 10 0,5 %. Cuuraercs, uro XTIOJIT
SIBIIIETCS] YacTO BeTpevaromieiics ¢popmoit 3adonea-
Hus. TeM He MeHee HCTUHHYIO paclpOCTPaHEHHOCTh
OIpENeNIUTh JOCTaTOYHO CJIOXKHO, IOCKOJBbKY [0
60 % OONIBHBIX MOTYT HE UMCTh B aHAMHE3€ TIEepeHe-
ceHHyo octpyio TOJIA wmu TpomMO03 TITyOOKHX BEH
HIDKHUX KOHEYHOCTEH [3, 5].

[aropmsuonornueckne  xapakrepuctuku  JIAT
u XTOJII" nmonmuo mpexacrasiensl EBponeiickum kap-
JMOJIOTUYECKUM  OOIIECTBOM B PEKOMEHJIAIMAX
2015 roma mo AMArHOCTUKE U JIEUEHUIO JIETOYHOU T'M-
[IEPTEeH3UH, a TaKoKe aBTopamMu «DeaepanbHbIX KIMHU-
YECKMX PEKOMEHJIAINA MO JMArHOCTHUKE U JICYCHHIO
XPOHHUYECKON TPOMOOAIMOOITNIECKOM JIETOYHOH THITep-
tensuu 2015 rona» U. E. Yazosoii, T. B. MapThiHioK,
A. M. UepHsickuM. B cBsi3u ¢ ueM nogpoOHOe oruca-
HUE JJAHHOW TeMBbI He OyJIeT 3aTPOHYTO B 0030pe.

CoBpeMeHHbIE HCCIIEIOBAHUS HalpaBieHbl HAa W3-
yueHHe (DyHIaMEHTaIbHBIX TEPANCBTUYSCKUX MHUIIIE-
Hell U co3JaHue HOBBIX JIEKAPCTBEHHBIX MPErnaparos,
BO3JICHCTBYIOIINX Ha PaHee yCTAHOBJICHHBIC MUILICHH.

IIpu BeIOOpE MEIUKAMEHTO3HON TaKTHUKHU BEICHUS
nanuenta MumieHamu npu JIAT u XTOJIT' asnstor-
cs nepunmt okcuma azora (NO) m mpocTarukiInHa,
a TaKKe MOBBILIEHHAs IPOLYKIMs dHA0TennHa-1 [6].
Hapymenue nponykuun NO urpaer BaXHYIO pOJb
B narorenese JIAI" u XTOJII. Dunorennsiii NO 00-
pasyercs u3 L-apruHuHa npu MOMOILM KaJibIHii-3a-
Bucumori NO-cuHTa3bl. [log neiictBuem ¢epmeHTa
NO-cunrassl (NOS), npeacTaBIeHHON B opraHu3mMe
Tpems m3opopmamu: NOS-1 — HelipoHansHONH WIN
Mo3roBoii, NOS-2 — uanytmpyemoit (i-NOS) wnn ma-
kpoaransnoii (MNOS), NOS-3 — eNOS, npowucxo-
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quT okucienue L-apruamna no L-umrpymimaa, NO
Y BOJIBL.

Ob6pazoBanue NO omnpenensieTrcs MHOIOYHCIIEH-
HBIMH (pakTOopaMu: sKciipeccuer rena NO-cUHTa3H,
ypoBHeM aktuBHOCTH NO-cmHTa3sl U Qpochoau-
actepasel  (D/1D), obecreunBarOmIUX —PETYISIIHIO
MPOAYKIUH [UKIMYECKOTO TyaHO3HMHMOHOdochara
(uI'M®), u nocrcuaTeTHYeCKUM OKHUcIeHrneM NO.
Takum o6pazom, mis snedennst JIAT u XTOJIT Bo3-
MOYKHO MCIIOJIb30BaHue cyOcTpara s cuaTe3a NO —
L-aprununa, npuMeHeHHe HHraasiuuonHoro NO,
uarudutopo ®/13 tuma 5 (MUDID-5), renorepanuu
uT. 1. [1]. NO perynaupyeT Ba30JuIaTalKIO JIETOUHBIX
COCY/IOB, aKTUBUPYS PACTBOPUMYIO I'yaHIIATIUKIIA3y
B IVIaJIKOMBILIEYHBIX KJIETKaX PE3UCTUBHBIX COCYIOB
(aprepuu, apTepHoiBl), MOBHIIAS ypoBeHb I MD,
KOTOpBIA 3allyCKaeT KacKaJ peakUui, B KOHEYHOM
CUeTe MPUBOSIIINX K CHIKCHHIO TOHYCa TJaJKOU
MYCKYJIaTypbl COCYJIOB.

[pu JIAT' u XTOJII' obHapy>KUBaeTCsl CHUKEH-
Hbl ypoBeHb UI M® B JIETOYHBIX COCylax 3a CYET
CHIDKEHMsSI aKTHBAIlMM PACTBOPUMON TyaHUJIATIH-
kna3el (pI'Ll) — tumepHOrO, reM-coaepKallero, 4ys-
CTBUTEIHLHOTO K OKHCIMTEIHHO-BOCCTAHOBUTEIBHBIM
peakuusaM dpepMeHTa, KOTOPOM KaTaau3upyeT CUHTE3
BropuuHOro Meccenmkepa NO — nfl M®. ul M® 06-
JanaeT psaoM OHOJIOTHYSCKHX d(PPEKTOB, a UMEHHO
Baszopesakcanuei u uHruouposanuem Gudposa, mpo-
nu(epaTHBHBIX MPOIECCOB TNIAJAKOMBIIICYHOU CTEH-
KH, arorro3a, IMpoliecca BOCIHAJEHUS U arperamnuu
TpOMOOLIUTOB [7].

Jlo HemaBHUX TOp €AMHCTBEHHOM TepareBTHUYe-
CKOW cTpareruedl Bo3aeicTBus Ha 1enodky NO —
pI'll — ulM® u 3amennenust nerpagamuu 1l MO
SIBISLIOCH Ucnoib3oBanue NMDJ[3-5, Takux Kak cuil-
nenadun. Kiimaudeckue ycrnexu, acCOMUPOBAHHBIC
¢ npumenenuem MW®DJID-5, npuBenun K BO3HUKHO-
BEHHUIO MHTEpeca K TECTHPOBAHWIO HOBBIX arcHTOB,
MOIyNUpyonMx cBi3b NO, KOTOpBIE MOTYT TakKxkKe
YCIEITHO UCTIONB30BaThCsI B KIIMHUYECKOU MTPAKTHKE.
B cBsi3u cO 3HAUMTENBHBIM CHUKEHHEM MPOLYKIHH
ul'M® B nerouHsIX cocyaax y nalMeHToB C JEroYHON
runepreHsueid B 60 % HaOmomaeTcsi HeTOCTHKECHHE
KelaeMoro oTBeta Ha Tepanuio MDID-5 (cunaena-
¢unom) [8]. Takum 0Opa3oM, BOBMOKHOCTH BO3ZCH-
ctBus Ha pI'll myTem ee cTUMyYJIILIUU U BO3HUKHOBE-
HUE JaJbHEHIICH Ba3oMWIATAINN, aHTUIpOIHdepa-
THU(HOTO U aHTH(HOPO3UPYIONIETO AP PEKTa SIBUIICH
BecbMa MpUBJIEKAaTeJbHBIM (akTopoM [uig Oojee
TIATELHOTO UCCIIEI0BAHUS JAHHOTO MEXaHU3Ma.

[Ipsimasg ctumynALus pacTBOPUMON TI'yaHHJIATLHU-
KIIa3bl HanpaBiCHa Ha KOMIICHCAIIMIO CHUKCHHOM
oumonoctynaoct NO [9]. IlepBble CTUMYISATOPEI
pI'll, Takue kak nupasosnonupuauH BAY 41-2272
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u BAY 41-8543, npoeMOHCTpUPOBAIH MOJIOKUTEIb-
HBIC 3((PEKTHI Ha HKCTIEPUMEHTANBHBIX Moaeisax JII'
Y KpBIC, HO OBLIH aCCOIIMUPOBAHBI ¢ HEOIATOMPHUSIT-
HBIM CBOHCTBOM (hapMaKOKHHETHKH U MeTaboIn3mMa
9KCIIEPUMEHTAIBHBIX Mpenaparos [8, 10]. beuto mpo-
JIEMOHCTHPOBAHO, YTO TIpsMas (apMaKoIoTH4ecKas
crumymsiiiust pI'll ¢ momomeo BAY 41 mpuBomut
K Ba30/IMJIATAIAN JIETOYHBIX COCY/IOB B 3KCIIEPHMEH-
TaJbHON MOJENN Y SATHSAT, TeMOJUHAMUYECKUE yXYII-
MICHUS ¥ CTPYKTYPHBbIE M3MCHEHHUsSI OBbLTH CBS3aHBI
¢ unaykuued JII' MOHOKPOTAJIMHOM W THUIIOKCHEU
y KpbIc 1 Mbliei [11, 12].

Puonuryat — nepBblii npeicTaBUTENb HOBOT'O KJlac-
ca JIEKapCTBEHHBIX IIPenaparoB-cTUMYIATOpoB pI'll.
Db dexr npemapara 3aKITF0YACTCS B TOBBILICHUN OHO-
cunteza NI’ M@ mnocpencTBOM MpsSIMON CTUMYIISLIUN
pI'll mono6HO NO u myTeM MOBBILIEHUS YYBCTBU-
TEJIBHOCTH (PEPMEHTA B YCIOBHSX HHU3KHUX KOHIICH-
tparuii sugorenHoro NO [13, 14]. Hanuune nBoiiHo-
TO JIEUCTBUS 3a CUET CUHEpru3Ma ¢ sHAOreHHbIM NO
u NO-HE3aBUCUMOI CTUMYJISILIMK yaHUJIATIHKIIA3bI
SBIISICTCSL  3aJIOTOM OoJiee  BBIPAKEHHOTO APdeKTa
puonuryara no cpasHenuto ¢ UOIA3-5 [13, 14]. Ha
PHUCYHKE MpPENICTaBICH MEXaHU3M JICUCTBUS TAHHOTO
npenapara. B skcrepuMeHTalbHBIX HCCIeIOBAHUAX
JII" ¢ anrnonponudepaTUBHEIMU H3MEHEHUSIMH ObLIa
CIPOBOLIUPOBAHA Y KPBIC € IIOMOIIIBIO HCTIOIb30BaHUS
KOMOMHAIINK aHTarOHUCTOB PEIENTOPOB COCYANUCTO-
ro PHIOTEIHaIbHOTO (hakTopa pocta SU5416 u ru-
nmokcun. Yepes 21 neHp kppicamM OBUT HHHUIUHUPOBAH
puonuryar B jo3e 10 Mr/Kr/meHp wid cuiiaeHadu
50 Mr/kr/neHb, IpUHUMAaeMblid B TeueHHue 14 mHEH,
IO MOMEHTA MPOBEIEHUS U3MEPEHUN KOHTPOJIBHBIX
rnokasaresneil. Hasnauenue puonuryara wid cuiije-
Ha(uIa 3HAYUTEIFHO CHHU3MIO CHUCTOIMYCCKOE JIaB-
JIHWE B MPABOM JKEIyJ04Ke. Pronuryar B oTiauuune

Puouwuryat
NOBbILWAET YYBCTBUTE/IbHOCTb
HaTuBHoM prL k NO

PuvouuryaTt
HanpsaMyto ctumynumpyet plL
He3aBMCMMO OT KoHueHTpauun NO

Ob6a mexaHu3Ma
BeAyT K BasoauiaTaumu
(v aHTUNponudepaymnmn)

DddeKT puouuryata He TMMUTUPOBAH
HU3KMM copepxaHnem NO
(B cpaBHEHUM ¢ ND[3-5)

oT cwiieHadmIa 3aMETHO YBEIHYWI CEpACUHBIN
BEIOpOC B cpaBHEeHMH ¢ miarebo (60,84+0,8 mu/MuH,
p<0,05), a Taxke 3HAYUTEIHHO YMEHBLIWII THIIEPTPO-
¢uro mpaBoro XKeIyJouKa, B CPAaBHEHHH C CHJIICHA-
¢dunom (0,55+0,02, p<0,05) [14].

B MHOTOIIEHTPOBOM OTKPBITOM HEKOHTPOJIHpYeE-
MoM uccienoBanuu 1l ¢aspl puonuryar HazHauaics
oomeueIM ¢ JIAT u XTOJIT. K 12-i1 nenene Habiro-
Jlajics MPUPOCT IUCTAHLMU TE€CTa 6-MUHYTHON XOJIb-
661 (JIT6MX) Ha 55 metpos (17,0-105,0; p<0,0001)
y nauuenToB ¢ XTOJII u Ha 57 metpos (25,0-117,0;
p<0,0001) y martuentoB ¢ JIAI [15]. Jleuenue xapax-
TEpPHU30BAJIOCH XOPOILEH MEePEeHOCHUMOCTbIO NpU Ha-
3HAYEHHUH IIperapara B 103aX MaKCUMaJbHO 10 2,5 MT
3 pa3a B CyTKH.

[To3utuBHbIe pesynbrarel 11 (aspl KIMHHUECKUX
WCCIICI0BAaHUM C PUOLIUTYaTOM SIBUJIMCH MIPEINOCHLI-
Koit juis m3yueHus npemnapara B 111 ¢ase nccnenona-
HUH C IETBI0 ONCHKH KIMHHYISCKOH d(PPEKTUBHOCTH
nanHoro npenepara npu JIAI' u XTOJIT.

B 11 ¢aze panmoMU3npOBaHHOTO ILTAIICOOKOHTPO-
nupyemoro kiauHu4Yeckoro ucciuenopanust PATENT-1
(Pulmonary Arterial Hypertension sGC-Stimulator
Trial) mpunsimn yuactue 443 manuenta c JIAIL. Kpu-
TEepUSAMHU BKIIIOUEHHUS! ObUIM BO3pacT OOJIBHBIX OT 18
1o 80 mer, Hamuuaue JIAD (1-s rpynma no kinaccugu-
karmu BO3). Ucxomuwiii yposens JJTOMX nomken
6511 cocTaBiATh 150—450 M, JICC >300 guaxcxcMm-5,
JJTAcp. >25 MM prT. cT. [Ipy 3TOM OJHUM U3 KpUTEpH-
€B BKITIOUCHHS B TAHHOE MCCIIEAOBAHNC SBISICS (DaKT
orcyrcrBus npueMa JIAI-cnennduueckoil Tepanuu
WK ee TIpreMa Ha MPOTSHKeHUH He Ooree 3 MecsIeB
JI0 Hayajla MCCIelOBaHus (JIOMyCKaJICsd NpPUEM aH-
TaroHMCTOB PELENTOPOB K dHI0TeNUHY (APD) mmm
[IPOCTAHOUOB IEPOPAIBHO, HMHTAIALMOHHO WM
TOJIKOYKHO).
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[TanmeHTsl ObUIM paclpeneneHbl B COOTHOIIEHUH
2:4:1 B rpymnnsl: 1-9 — mpHHUMAarONIHeE mianedo, 2-51 —
[IPUHUMAIOIIME PUOLIMTYaT B WHAMBUIYaJbHO Ha-
3Ha4aeMoM J103e 10 2,5 Mr 3 pasza B CyTKH, 3-51 — UH-
JUBHUIYaJIbHO Ha3Hayauach J03a puouuryara 1,5 mr
3 pa3a B CyTKH COOTBETCTBEHHO. [ pymia nanueHTos,
MIPUHUMABLIMX Ipernapar B jgo3e 1,5 mr, Obuia cos-
JlaHa B OKCIICPUMEHTAIBHBIX IENAX IS [MOTyYCHHS
nHpopManmu 00 3PGeKTUBHOCTH 0ojiee HU3KUX 103
puonuryara, u JaHHbIC, TIOJIy4YCHHBIC B 3TOW TPYII-
e, He ObUIM BKIIIOYEHBI B IMOCIEAYIOIINE aHATU3bI
s¢pdexruBHOCTH. CpeqHuil BO3pacT MAIEHTOB CO-
cTaBisil 51 rox, OOJBIIMHCTBO MAIIMEHTOB HMMEJH
JIMArHo3 «HUIUOMATHUYECKas JICTOYHAsT THIICPTEH3US
¢ ®K o BO3 I (42 %) unu 111 (53 %). 13 Hux 44 %
MAIMEHTOB HAXOJWINCh Ha TEpaluy aHTaroHWUCTa-
MU SHJIOTEJIMUHOBBIX PELENTOPOB, 6 % HaXOAMIUCH
Ha Tepanuu npocraHongamMu u 50 % He NpUHUMAIH
JIAT -crienududeckoid Tepanuu. M3-3a pasimyaHbIX
NpUYMH 38 MalMeHTOB BLIOBLUTH M3 UCCIICIOBAHHS JI0
12-# Henenu.

[lepBuyHON KOHEYHON TOYKOW B HCCIEAOBAHUU
PATENT-1 siBumace JIT6MX, nocrturHytas k 12-if
Henene JieueHusl. BTOpUYHBIMU KOHEYHBIMH TOYKA-
mu ObuTH AuHamuKa K 12-i venene JICC, @K (BO3),
ypoBeHb N-TEpMHUHAIBHOTO MPOTOPMOHA MO3TOBOTO
Hatpuitypernueckoro mnentuga (NT-proBNP), wun-
JIEKC ONIBIIIKK TI0 Bopry, n3MeHeHne KadecTBa KU3HH
(EBpormetickuii onpocHuk EuroQol u ompocHuk the
Living with Pulmonary Hypertension, amantupo-
BaHHBIH BapuaHT MUHHECOTCKOTO ONPOCHHKA IPH
CCpACUHON HETOCTAaTOYHOCTH), BPEMs JI0 Pa3BHUTHSI
KIMHAYECKOTO YXYIOIICHHS ¥ Oe30MacHOCTh Tepa-
nuu. K 12-ii Hepene ¢ MoMeHTa HauaJIbHOM TOYKU Ha-
omomanock yBenmmuenue JJT6MX B cpennem Ha 30 M
B TpyNIe TAlWEHTOB, MPUHUMAIOIIAX PUOIMTYaT
B 103€ 2,5 Mr 3 pa3a B CyTKH, IIpU 3TOM B IpyIIIIe IuIa-
e6o Habmonanock cHmkenue IT6MX B cpeHeM Ha
6 meTpoB (peaen cpeadero 36 m; 95 % JAU: ot 20 o
52; p<0,001).

3HauYMTENIbHBIE — [pPEeUMYyIlecTBa  HaOJIIOAaIUCh
B IpylIe MalUEHTOB, IPUHUMAIOIUX 2,5 MI' pHO-
Uryara, o CpaBHEHHUIO C TPYIIION iane6o B OTHO-
[ICHUM BTOPUYHBIX KOHEYHBIX TOYEK, BKIIFOYAFOIINX
JUHAMUKY IIOKa3aTeleill JIerOYHOr0 COCYIUCTOTO
comporuBienus (p<0,001), NT-proBNP (p<0,001),
OK (BO3) (p=0,003), Bpems 10 KIMHUYECKOTO YXY/I-
menus (p=0,005) u Gamn mo mkane oneimku bopra
(p=0,002). Puonuryar ymyuman AT6MX kak y naru-
CHTOB paHee He moiydaBmux JIAT-cremmpuaeckyro
tepamuio (+38 M), Tak ¥ y npuHAUMaBmux APD wnn
npoctanonas! (+34 m). [lpuuem y manueHToB, mpu-
aumaBmx APD (n=113/54), pasHuna Mexmy rpyr-
MaM¥ pHOIUryata u rmiamnebo cocraBuia 24 m. Ilpu-
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COCAMHEHHE pHonuryara K mpocranouaaM (n=20/7)
obecneuniio npupoct JI6MX mo cpaBHEHHIO C TuUIa-
1ebo zHa 106 M.

B wuccnenosanun PATENT-1 puonuryar 3Hauu-
TeNbHO CHWXal ypoBeHb NT-proBNP no cpaBHeHUIO
C UCXOJHBIMH JIAHHBIMU (CpelHsisi JMHAMUKa 3Haue-
Hul -432 nir/n, 95 % JU -782 no -8). 3HaunTeNnbHOE
cHmwkenue NT-proBNP y nmauuentos ¢ JIAT, nomy-
YaloIUX PHOLUIYaT, MOKET FOBOPUTH O Osaromnpu-
ATHOM 3()(eKTe TaHHOTO Tpernapara Ha COCTOSHHE
[paBoro sxenynouka. IlodydeHHble JaHHBIE MOXKHO
OOBSICHUTh CHMKCHHUEM TOCTHATPY3KH TPABOTO JKe-
nynouka (IDK) BBHIy Bazoamiaramuui JIETOYHBIX
apTepuii; OOpaTHBIM PEMOJICIUPOBAHUEM JIETOYHOM
COCYIUCTOH CEeTH, OIOCPEIOBaHHBIM aHTUIpOIHpe-
PaTUBHBIM M aHTU(HUOPOTHIECKUM 3(PHEKTOM; Mpsi-
MBIM 2 (PEKTOM Tpernapara Ha IPaBBIH JKEITYIOUCK.
DTH BO3MOKHOCTH MOTYT OBITh MOJICPIKAHBI PE3YIIb-
TaTaMH SKCIEPUMEHTOB Ha MOJEJIU XPOHUYECKOM
nieperpy3ku DK, coznannoii Ha MbIIIax, rje JieueHue
PHOLIMTYaTOM CHIDKAJIO copepkanue koyutarena [DK
u ynyqmaino ¢pakiuio Beiopoca IDK.

B uccnenopannu PATENT-1 karerepusarus mpa-
BBIX OTJIEJIOB cep/la Oblia BhimoiHeHa 339 nanueH-
TaM B Hayajie U B KOHIe uccienoBaHus. CTtaTHCTu-
yecku 3HaunmMoe cHikeHue JICC (-226 muaxcxem?®)
OBUTO BBISBIICHO B TPYIIIE NPHEMa MaKCUMAaIbHOM
J03bl puonuryara 2,5 Mr 3 pasa B CyTKU IO CpaB-
HEHHIO ¢ Trpymnoi mare6o. [lpu omeHke mepeHo-
CUMOCTH Teparuu HaONIAaNcsi BBICOKHH YpPOBECHB
Oe3omacHocTH pronuryara. IIpekparieHue Tepamun
Habmonanock B 3 % ciydasx B IpyMIe MAIFCHTOB,
MIPUHUMAIOMIKUX 2,5 MI' PUOLMIyaTa, 10 CPaBHEHUIO
¢ 7 % B rpynne miane60. CHHKOMAIbHbBIE COCTOSHHS
BO3HHUKaIX Oo0Jiee PeIKO B IPYIINE MAEeHTOB, HaXO-
qamuxest Ha 2,5 mr puonmryara (1 %), mo cpaBHe-
HUIO ¢ rpymmoi ane6o (4 %). Puck Bo3HHKHOBe-
Hus runotensun (10 %) u anemuu (8 %) ObUT BBIIIE
B Ipynie 2,5 MI' puoluryara o CpaBHEHHUIO C TPyII-
roi 1rane6o (2 % kax0ii), HO 0€3 CTaTUCTUYECKOM
3HAaYUMOCTH PA3JIUUUH.

[Tociie oneHKM HAYaTBLHON MEPEHOCUMOCTH H A(-
(dexkTuBHOCTH puoIUryara B jgo3e 2,5 mr 3 pasa
B JeHb B TeueHue 20 Hemeabr B HCCICHOBAHUM
PATENT-1 III ¢a3s! manuieHTsl ObUTH paHIOMHU3HPO-
BaHBI B JUTMTEIBHOE OTKPHITOE KIMHHUYECKOE HCCIIe-
noBanrie PATENT-2, oneHnBaroiee mpoaonKATEb-
HYI0 3(Q()EeKTUBHOCTD U MEPEHOCUMOCTh PHOIMIYATa.
3agepmmmin cBoe yuyactue B PATENT-1 405 nmauu-
eHToB (98 %), u3 Hux 396 (98 %) ObuLTH BKIFOYE-
HBI B JUIMTENbHYIO (pa3y HaOMIONEHUs MCCIeI0BaHUS
PATENT-2. Ilo cpaBHEHUIO C UCXOJHBIMU JAHHBIMU
B I'pYIIE MAalUEHTOB, HAXOMAIUXCS Ha Tepalnuu pu-
OIIMTYaToOM, HaOIIOJANIOCh YBEIHMUYCHHE CPEIHETO
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3HaueHus: JITOMX Ha 50 MeTpoB K mepBOMy TOIYy
(n=351) u Ha 47 MeTpoB KO BTOpOoMy roxmy (n=296).
Konmgectso nanmentos ¢ @K (BO3) I/II/III/IV 6110
12 (3 %), 169 (43 %), 212 (54 %) u 2 (1 %) ucxon-
HO (n=395), no cpaBHenuto ¢ 31 (9 %), 221 (61 %),
103 (28 %), 8 (2 %) k mepBomy roay (n=363) u 24
(8 %), 180 (59 %), 99 (32 %), 3 (1 %) ko BTOpOMY
rony HaOmonenus (n=306). Ko Bropomy romy orme-
Yauch yaydlieHne QyHKIHOHaIbHOTO Kiacca (BO3)
0 CPaBHEHHUIO ¢ UCXOMHBIMU AaHHBIMH y 100 (33 %)
MaIMeHToB, cradmwmm3anust y 179 (58 %) u yxynrre-
Hue y 27 (9 %) nanuentoB. B oOmieil momynsiun
HAOMIONANIHACh M3MEHEHUS CpEIHEH KOHIECHTPAIUU
NT-proBNP 1o cpaBHEHHIO ¢ UCXOIHBIMHU JTaHHBIMHU
Ha —301 pg/mL (CO 1627) x nepomy roay (n=321)
u —145 pg/mL (1595) ko BTOpoMy romy HaOIIOACHUS
(n=196). Takxe ObLIM BBISBIEHBI YIIyULICHUS KO BTO-
poMy TOIy HAONIOACHHUS IO IMONYyYEHHBIM JaHHBIM
EBpormeiickoro onpocHuka kadectsa xu3au (EQ-5D)
CO CpEeIHUM HM3MCHEHHUEM OT HWCXOJHBIX 3HAUCHHH
Ha +0-06 (CO 0-25; n=217). YMeHbllIEHHE YPOBHA
ofblIky 110 bopry BeLaBIsAIOCh y 17 manueHToB KO
BTOPOMY TOIy HAONIOACHUS (CPEIHUE H3MCEHCHUS
B CPaBHEHUU C MCXOOHbIMU 3HaueHusiMU —0-38 [CO
1-85; n=213]). YpoBeHb BBDKMBAEMOCTH K [IEPBOMY
rony coctaBui 97 % (95 % AU 95-98) u 93 % (90—
95) ko BTOpOMY oy HaOMOAeHNS. YPOBEHb MallueH-
TOB 0€3 KIMHUYECKOTO YXY/IIICHUS KO BTOPOMY TOILY
HaOmoneHus coctaBui 79 % [16, 17].

PangomusupoBaHHOEe MIIanie0OKOHTPOIHPYEMOE
uccaenoanue CHEST-1 (The Chronic Thrombo-
embolic Pulmonary Hypertension Soluble Guanyl-
ate Cyclase — Stimulator Trial 1) — uccnenoBanue
o oreHke 3¢ dekTnBHOCTH N 6E30MaCHOCTH JeKap-
CTBCHHOH Tepamuu y OOJNBHBIX C HeonepadeIbHbI-
MU U pesugyaisbHbIME popmamu XTIJII, B koTO-
pOM OBLIH TIONYYEHBI YOCIUTEIbHBIC MO3UTHUBHBIC
pesynberarel. B 111 ¢azy CHEST-1 Opur BriroueH
261 manueHT ¢ HeonepadeIbHON WM IEPCUCTUPYIO-
meit (pesnayansHoi) popmoit X TOJIT mocne JIT2D
(28 % OonbHbIX). Panee onu He momyuanu JIAI-
cnenuduyeckue mpenaparsl. Pammommsanus ocy-
[IECTBILSUIACH B COOTHOMICHUHU 2:1 I MONydeHUs
puoruryara win miamneoo.

Cpennuii BO3pacT MAalMEHTOB COCTaBHI 59 JerT,
66 % u3 HUX — keHuWHBL, 71 % uccrexyembx —
€BPOIICOUIHON pachl. BONBIIMHCTBO W3 MAIMEHTOB
nmenu 11 (31 %) wmm 111 (64 %) pyHKIHOHANBHBIN
kiacc (mo BO3) u Heonepabenbuyro Gpopmy XTIJIT
(72 % mnanuentoB). K 16-it Henene HaOmOnCHUS U3
nuccnenoBanusi BeIObUTM 18 marmenToB. CraproBas
Jl03a puouuryara cocrasisiaa 1 mMr 3 pasza B CyTKH.
Kaxnpie nmBe Hemenu B 3aBUCUMOCTH OT YpoBHS AJ]
U CUMITOMATHKH OCYIICCTBISUIACH THUTPAIHS O3B

Ha 0,5 Mr 3 pasa B CyTKH 10 MaKCUMAIbHOU — 2,5 MT
3 paza B CyTKH.

W3menenwnst JIT6MX 110 cpaBHEHHUIO ¢ UCXOTHBIMHA
JTAHHBIMU K 16-11 Heene ABIsIINCh NEPBUYHOM KOHEY-
HOMt Toukoit, a u3menenus JICC, yposusa NT-proBNP,
@K (BO3), BpeMeHH 10 KINHHYECKOTO YXyAIICHUS,
OLIEHKa OJIBIIIKM 10 IKaje bopra, BapuaOesbHOCTD
KadyecTBa KM3HH M 0OE30MacHOCTH COCTaBISUIM BTO-
puunble Touku. JITOMX k 16-i1 Henene yBenuuniach
B cpenHeM Ha 39 M B Ipyllle puouuryara 1o cpas-
HEHHUIO CO CHM)KEHHEM B CpeJHEM Ha 6 M B IpyIie
wiare0o.

Puonuryar npoaeMOHCTpUpPOBaJI 3HAYUTEIHHOE
ynyuamienue ypoBHs NT-proBNP (p<0,001) n &K
(BO3) (p=0,003). Ormeuanoch 3HaYUTEIbHOE CHH-
xeHue NT-proBNP no cpaBHeHHIO C HCXOAHBIMU
JaHHBIMH (T1J1a11e00KOpPETUpyEeMbIe CpeIHUE 3Haue-
Hus -444 nr/n, 95 % AU -843 no -45).

Karerepuszanus npaBbIx OTIEJIOB cepaia Obuia Bbl-
MOJIHEHA B HayaJie ¥ KOHIIE uccieaoBanus 233 manu-
entaM. Craructuuecku 3Haunmoe cHmkenue JICC
(-246 nuuXcxcM®) ObLIO BBISBICHO B IPYIIIE PUOLH-
ryara 1o cpaBHEHHIO ¢ muianebo [15].

B nenom 237 nanueHToB nociie 3aBepllieHus yda-
ctug B ucciaenosannu CHEST-1 ObuidM BKIIFOYEHBI
B qiurensHoe uccnenosanne CHEST-2. B Teuenue
NepBbIX 8 HeAeNb NPOBOAMIIACH «CIenash TUTPaLUs
mperapara, B IMOCIEAYIONeM OCYIIECTBISIIOCH OT-
KpbITUE Tepanuu. [IpuHUMany Teparuio B TEUCHHE
336 pgueyt 182 mamumenrta. MccieqoBaTenncKue aHa-
mu3el niepBbix 12 wemenr CHEST-2 moxazanu no-
NOJHUTENBbHBIN mpupoct JTO6MX y nanueHroB 3a
cuer rpynnsl wianedo. K 12-i nepene uccnenoBanus
CHEST-2 y 129 nanueHtoB HaOIIOJANCS MPUPOCT
AT6MX, B cpenHeM cocTaBUBIIKMN +63 M (64 M) oT
HUCXOMHBIX 3HaueHn! B ucciaenosannu CHEST-1.

K nepBomy rony uccnenosanus CHEST-2 JITOMX
yBesnuuuiach 10 +59+58 M B rpynie nauueHTos, pa-
Hee mpuHUMaBMUX puonuryar (n=114), +37£69 m
y MalMeHTOB, PaHee HAXOMUBIIUXCS B TPYyTIE TUia-
ne6o (n=58), m +51+x62 M B oOmIel MOMYNIAIHUA
(n=172). B oOmeil momynsiuu cpeiHee 3HAYCHHE
+ CO AT6MX o6buto 409+96 m (n=172) x nepso-
My TOay HaONIOJICGHUs TI0 CPaBHEHUIO C WCXOI-
Hoit 351+78 m (n=237) [18]. K nepBomy rogy ®K
(BO3)  ymydmmuics/cTabuinu3upoBacs/y Xy Iuiacs
y 50/45/4 % mnanueHTOB COOTBETCTBEHHO B OBIB-
mieil rpymme puonuryara (n=117) u 39/59/2 % co-
OTBETCTBEHHO B ObIBIICH Tpymme mmranedo (n=59),
47/50/3 % — B obmieii rpymme (n=176). [Tponopuus
nmanueHToB u3 obmeit rpynmer ¢ ©K (BO3) I/1I/111/
IV k mepBomy rony coctaBuna 14/54/31/1 % (n=177)
COOTBETCTBEHHO, 110 CPABHEHUIO C MCXOTHBIMHU JIaH-
HbIMH — 1/31/65/3 % (n=236).
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AHANIUTUYECKUE OB3OPLI

HenpeprsiBHoe cHukenue ypoBHs NT-proBNP
B rpynme puouuryara B ucciegosanuun CHEST-1 na-
Ooanock K nepBomy roxny uccnenoBanuss CHEST-2
u cocraBwio -375+1182 (n=102). I[lauueHThl U3
rpynnsl  mnaned6o CHEST-1 mnoxa3anu BbIpakeH-
Hoe cHmkeHne NT-proBNP na —505+£1591 nrxmur!
(n=47) nocne nepeBoga Ha PUOLUIyaT B UCCIIEI0BA-
Hun CHEST-2 no cpaBHEHMIO ¢ HCXOAHBIM YPOBHEM
(n=68). K xoHniy mepBoro roga B oOIIei momysmsi-
uuu ypoBeHb NT-proBNP cuusmica na —416+1321
orxmia ' (n=149) B cpaBHEHUH ¢ UCXOJHBIM YPOBHEM
(n=204) [18].

Viydmenue mokaszareiaeid IMIKalbl OABILKH [0
Bopry Habmromanocek B TpyIe puonuryara K KOHILY
CHEST-1 (-1.05£2.26 (n=154), uTo noaiep>kHuBaJIOCh
K 12-it nenene CHEST-2 (n=145) u x nepBoMy romy
neuenust (—0,80£2,41 (n=113). [TanueHnts B ObIB-
el TpyIe mianedo mokaszaid HadalbHbIe H3MEHE-
Hus yxe B konue uccienosanuss CHEST-1 (n=81),
C JaNbHEHINM YITydIIeHHEM IToKa3aTeneil mociue Ha-
yaJia npuema puouuryara B ucciuenoanun CHEST-2
K 12-it Henene (n=75) u nepBomy roay (—0,57+1,98
(n=58) [18-20].

Bonee Toro, ynmyunieHue JaHHBIX INKajibl €BPO-
MEHCKOT0 OIPOCHUKA KauecTBa KU3HU HaOII0AaI0Ch
B rpynmne puonmuryara kK kxoHiy CHEST-1 (n=153)
u nponomkanock B CHEST-2 k 12-it nenene (n=147)
u niepBoMy roxy (n=114). B To >xe Bpems MareHTsl
W3 IPyYMIIBI [U1a1e00 NMOoKa3aiy yay4llleHHe B TeUeHHe
uccinenosanust CHEST-1 (n=80), Ho nipu 3TOM mipoe-
MOHCTPHUPOBAJIM YMEPEHHYIO MOJIOKHUTEIbHYIO JUHA-
MUKy I0cje Hadaja npuema puonuryara B CHEST-2
K 12-it Henene (n=76) u nepsomy roxy (n=59). BoI-
JKUBAEMOCTh OOJIBHBIX K MEPBOMY IOy HAOTHONCHHS
B uccnenoBannun CHEST-2 cocraBuna 97 % (93 %
worst-case aHann3), ypOBEHb NAalMCHTOB 0e3 K-
HUYECKOro yxyamenus coctaBuil 88 % (86 % worst-
case ananu3) [18].

K wmapry 2014 roma 172 manmeHTa HaXOIHIUCH
Ha [IOCTOSHHOM JIGYEHUM puouuryarom, 171 nmanu-
€HT MPUHHUMAJ JiedeHue OoJiee NBYyX JIET B paMKax
uccnepopanusg CHEST-1 u CHEST-2, u 18 manuen-
TOB MEPEeKIIOYMINCh Ha KOMMEpUECKHUH mpemnapart.
3a BpeMst HaOIrOIEHUS TOJIBKO 5 % MAIMeHTOB ObUTH
HCKIIIOYEHBl W3 HMCCIIEOBAHUS B CBA3M C HeXesa-
TenpHBIMH sBICHUsSMH (H), uTo ToBOPHUT O XOpO-
el nepeHocuMocT puouuryara. Haubonee gacro
BcTpeuauck Takue HS, cBsizanuble ¢ mpuemoM mnpe-
napara, kak rojoBokpyxenue (11 %), aucnencus
(8 %) u runoronus (5 %). Beuio 3apeructpuposa-
HO 7 (3 %) CHUHKONAJNBHBIX COCTOSIHHH (cepbe3Hoe
H1), ces3annabix ¢ puommryatom; 4 (2 %) merou-
HBIX KpoBOoTeueHus (cepbesHoe HS), He cBA3aHHBIX
¢ mpuemoM mpenapara. Ko BTopomy roay Habiro-
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nenust B uccinenoBanuun CHEST-2 mo cpaBHeHuro
¢ ucxomaeiMu manaeiMu CHEST-1 wmabmromamochs
yBenuueHue cpegnero 3HadeHus +CO JJTOMX Ha
+50+68 M (n=162). Ko BTOpOMY rojy HaOmt0AeHUS
®K (BO3) ymyummics/cTabmiu3upoBancs/yxya-
mies y 39/58/3 % mamuentoB (n=172). Ko Bropo-
My rofly BbDKHBaeMOCTh cocTaBmiia 93 %, y 15 na-
nuentoB (10 %) Obuta HauaTa KOMOWHHPOBAaHHAS
JIAT -cnientumuyeckas tepanust [21].

Eme no HemaBHMX MOp €IMHCTBEHHOHM Tepares-
TUYECKOIl cTpaTerueil Bo3neicTBys Ha MyTh MIpeBpa-
menust NO — pI'll — ul M® u 3amennenus nerpama-
nuu ul M® sBISIOCH WCTIONB30BAHUE MHTUOUTOPOB
dbochommdcrepazel tuna S5 (MDAD-5), Takux Kak
cuneHadt. CriaeHapT — MOIIHBIN CEeJIeKTUBHBIHN
uarnouTop 1l Md-3aBucumoit dJID-5, npenorspa-
mast aerpaganuio il M@, Be3bsiBaet cHmkenue JICC
u neperpysku [DK.

OnHako, yYUTHIBasi 0COOCHHOCTH MEXaHU3Ma JIeH-
CTBHSI, IMCIOTCS HEKOTOPBIE MPEUMYIIECTBA CTHUMY-
nstopoB pI'Ll nag UDID-5:

— tepaneBTrueckoe neiicreue UMD/D-5 3aBucur ot
rcxonHoi koHUeHTpauuu NO, KoTopasi CHIKEeHa y I1a-
uuentoB ¢ JIAI. B nporuomnonoxnocts UDD-5,
pI'll 3a cuer NO-He3aBHCHUMOTO MEXaHU3Ma JICHCTBHS
ocraroTcs 3(QHEKTHBHBIMU Jla)Ke TPH 3aMETHO CHHU-
*keHHOH rpoaykimu NO;

— U®/D-5 BausioT Ha NpepoTBpalleHue Jerpa-
naruu 1l M®, Ho Tipu HaNM4YuU 3a00JIeBaHUM, KOT/IA
yposens I’ M® wuskuii, kak npu JIAL, s¢dexTus-
HocTh M®DIID-5 3ametHO orpanuyeHa. bonee Toro,
B ycnoBusax Onokaabl pochomudcrepassl 5-ro Tuma
¢ nomouibto UDII3-5 coxpaHsiercs akTUBHOCTD (oc-
(dboamacTepas Ipyrux THUIIOB, CMOCOOCTBYIOIIUX JIe-
rpagauu Il M®;

— B 9KCTIEPUMCHTAIBHBIX padotax JIAI O6bu10 BEHI-
sBIIeHO, uTo pI'Ll akTUBUpYeTCa B apTepUsx Majoro
KamnOpa Kak KOMIICHCATOPHBI MEXaHU3M, ITOBBIIIAS
BO3MOXKHOCTb YCHJICHUS T€PaIeBTUUECKUX ICHCTBHUM
ctumyJasitopos pI'Ll.

B xnmaudeckoi npaktuke y marueHToB C JIAT,
HecMoTps Ha Tepanuto MDIID-5, Hepenxko He no-
CTHUTAOTCS TSIH JICUCHHS HIH OTMEYaeTCss (PeHOMEH
«yckonp3aHusm» 3PpeKxTa, YTo TpedyeT YCHUICHUS
JIAT -cienm¢puyeckoit Tepanuu. Borpoc o Bo3MOX-
HOCTH 3aMEHBI NaToreHeTnyeckoit Tepanuu UDI3-5
Ha Ipernapar U3 rpynisl cTUMyasTopoB pl'Ll ssuser-
Csl aKTyallbHBIM B HACTOSIIEE BPEMSI.

Konuenuus npeumymiectBa cTUMYISTOpoB pl'Ll
Hag UDJID-5 TecTupoBaiach B MPOCIEKTUBHOM MEX-
JYHapOIHOM MHOTOLIEHTPOBOM OTKPHITOM HECPaBHU-
teapHOM uccnenoBannd RESPITE (Riociguat clinical
effects Studied in Patients with insufficient treatment
response to PDE-5). OuenuBamuch 0€30mMacHOCTb
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u 3(dexTuBHOCTE epexona ¢ tepanuu UDID-5 Ha
Tepanuio puouuryaroM y nauueHTtoB c JIAI, neno-
CTUTIIMX LIeJIeH JieueHus (MMEIOIINX HeaJeKBaTHbIH
otBeT) Ha teparmuto UD/D-5. V 20 % mnanueHTos,
BKJIFOUEHHBIX B MCCIIEJOBaHUE, IIMTEILHOCTD IpHe-
Ma teparmuu UD/13-5 Opia Mmenee 6 mecsres, y 13 %
MAIMEeHTOB cocTaBisiia ot 5 1o 10 set.

UYepes 24 yaca nocne ormensl Tepanuu UDID-5
ObUTIa THULIMKUPOBaHa Tepanus puouuryarom. uszaiin
HCCIICZIOBAHUS COCTOSIT U3 8-HEeNbHOM (ha3bl TUTPa-
MY JI03bI PUOIIMTYATa U JaibHeWel |1 6-HenenpHou
(hazbl ¢ mojyIepKUBAIONICH J1030# puonuryara 2,5 mr
3 pasa B CyTKH.

UccnenyembiMu KOHEUHBIMH TOUYKaMH K 24-i1 He-
nene apisunck u3MeHenus AT6MX u ©K (BO3),
nuHamuka NT-proBNP, nokazarenu kadecTBa KU3HU
(EBpormetickuii onpocHuk EuroQol u onpocHuk the
Living with Pulmonary Hypertension, agantupoBas-
HBII BapuaHT MUHHECOTCKOTO OMPOCHHKA MPH cep-
JICIHOHM HETOCTaTOUYHOCTH), BPEMsI IO Pa3BUTHUS KIIH-
HUYECKOTO yXYIIICHUSI.

K 24-i1 nenene y 50 % mnanuieHTOB OTMEYalIOCh
yayuiienue @K ¢ III (BO3) no II ©K (BO3). Ilo
CPaBHEHHUIO C MCXOJHBIMHM JaHHBIMU K 24-i1 Hexe-
ne ormevanuch yBenumuenune JITOMX ¢ 353+78 mo
3924112 ™ (cpennee 3HaueHue +CO) (n=20); cHU-
sxeaue JICC ¢ 856+266 no 772+465 muH*XCcexkXcM™
(cpennee 3nauenue +CO) (n=25); ysenmuuenne CU
¢ 2,240,3 no 2,6+0,6 ix/mMun/mun? (cpeaHee 3Haue-
nue £CO) (n=25); cumxenue ypoBHs NT-proBNP
¢ 220842961 mo 8171066 nir/mi (cpenHee 3HaUCHUE
+CO) (n=26) [22].

ITepexon ¢ tepanuun UDD-5 Ha puonuryar oka-
3asncsi 6e30macHbIM. Pe3ynbraThl TaHHOTO HCCIIe0Ba-
HUS TOAJEPKUBAIOT THIIOTE3Y YCIEIIHOIO Nepexoaa
¢ tepanuu MPID-5 Ha Tepanuio puoLUryaToM y mna-
mueHToB ¢ JIATL, uMeromux HeajaeKBaTHBIA OTBET Ha
tepanuio UDJID-5. JlanHas TepaneBTHUECKasl CTpa-
Terus SBJIsETCA MEPCIEKTUBHONW B JIEUEHUHU Malld-
earoB ¢ JIAI. HeoOxomuMo mpoBeneHHE paHIOMH-

Tabruya

3UPOBAHHBIX MCCIEJOBaHUI C LENbI0 JallbHEHIIero
H3yYEeHHUS 3TOTO BOTIpOCa.

B okta6pe 2013 roga puonmryar ObUT 0100peH
VYrpaBieHHEeM 0 KOHTPOIIO 338 Ka9eCTBOM IHIIEBBIX
MIPOAYKTOB U JekapcTBeHHbIX cpeacts (CILIA) kak
NIEPBbII IPAMOM CTUMYJISITOP PacTBOPUMOM TI'yaHU-
JIATUMKJIIa3bl 17151 UCIIOJIb30BaHuUs y nanueHToB ¢ JIAT
u XTOJII. B EBponie oH ObIT 0700peH A JICUCHUS
JIAT u XTOJIT" B 2014 roxy. C 2014 rona puornury-
aT o100peH B HalIeH cTpaHe IS JICUCHUS HEe TOJIBKO
nanueHToB ¢ JIAT, HO U Ipu HeomepaOeIbHBIX U pe-
suayansHbIX popmax XTIJII (Tadm.).

PexomennoBana TuTpauus puoOLUryara ¢ Hadalb-
HOM 10361 | MT 3 pa3a B CyTKH, ¢ IOCIIEAYIOIEH dcKa-
nanuen 1036l Ha 0,5 MI KakJple JBe HeJelu 10 MakK-
CHMaJIbHOM JT03bI 2,5 MT 3 pasa B CyTKHU K 6-11 Hefene
JICYEHHUS.

TakuM 00pazoM, K HACTOAIIEMY BPEMEHH MOSBHU-
JHCh yOIUTENBHBIC TAHHBIE O BEICOKOU A((PEeKTHBHO-
CTH W XOpOIIeH MepeHOCUMOCTH PHOLUTYyaTa, Mpes-
CTaBJICHHbIE B CEPUM KAUECTBEHHO CIUIAHMPOBAHHBIX
Y TIPOBEJICHHBIX PAHJOMH3MPOBAHHBIX KIMHUYECKUX
uccnenoBanuil. [losgBiaeHne 3TOro MHHOBAIMOHHOIO
npenapata i sedeHus JIAT, oOmamaromero yHu-
KaJIbHBIM MEXaHU3MOM JeHCTBUS, OTKPHIBAET HOBBIE
MEPCIICKTHBBI NAaTOTCHETHUYECKON Teparnuy MalieH-
TOB, CTPAJAIOLINX 3TOU TKEIOW M MPOrHOCTHYECKU
HeOnmaronpusiTHo — matonmorueil. HeomepaGenbHas
¢dopma XTOJII, a Tarke mepcucTUpyIOLIas U pe3u-
nyaibHas (popMbl 3a00NIEBaHUS MOCIE MPOBEICHHON
JITOD wumeror HeOnaronpusTHBIA MporHo3. Panee
JIAT -crienuduueckue mpenaparsl He OKa3alu JI0J-
TOCPOYHOT'0 MO3UTUBHOIO BIMAHUSA Y 9TOH KaTeropuu
OONBHBIX. Pronuryar sBiseTcss HOBOHM IepopanbHOM
teparmelt juist manueHToB ¢ XTOJI u obmanaer yHu-
KaJIbHBIM MEXaHH3MOM JIEHCTBHUSI. JTO HOBBIN IIpe-
napat, of0OpEeHHBIN AJIS JIeYeHHUs MalUeHTOB C He-
orepabeNbHOI MITH MEePCUCTUPYIOIISH/ pe3nTyanbHOM
¢dopmoit XTOJII, yTo OCHOBaHO Ha JOKa3aTeIbHOM
6aze PKMI CHEST-1 u mnpomoHrupoBaHHOH (a3sl

Pexomenmanuu no Jeyenunio nanuento ¢ XTIJII [3]

Pexomennarus

Knacc YposeHb
PEKOMEHAIHI | 10Ka3aTeIbHOCTH

Puonuryar pexomenayercs s aedeHus 00iabpHbIX ¢ cumntoMamu X TOJII B ciydae Heonepa-

OeTbHOM (POPMBI IO 3aKITIOYCHUIO SKCTIEPTHONH KOMUCCHH, BKITIOUAIOIIEH KaK MUHUMYM OJHOTO I B

OTIBITHOTO XUPYpra, WK MpH nepcuctupyomeit/pesnayansuoit X TOJI nocae nerounoit TOD

JIAT -cnenm¢uyeckue mpenaparsl MOTYT OBbITh HA3HAYEHBI TS JICUCHUSI [TAIIUEHTOB ¢ CUMIITO-
Mamu XTOJI' B cirydyae HEBO3MOXXHOCTH IIPOBEACHUS OTEpalliy JJerouHoi TOD BenencTeue

HaIH4Hs HeonepadenbHOl (OopMBI 3a00JICBaHUS TT0 OLICHKE KOMAH/IBI XUPYPTOB, BKIIIOYAIOIICH 1Ib B

KaK MUHAMYM OZHOT'O OIBITHOTO XUPYpra ¢ onbeIToM poBenenus JITOD, nnm npu pesuayais-

noii JIT" mocite nerounoit TOD
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AHANIUTUYECKUE OB3OPLI

CHEST-2. [TomuMO BHYIIUTEIHHBIX JAHHBIX, Kacaro-
muxced yinyuuienust JITOMX, npenapar 1mojaoKUTelb-
HO BIJIMSUT Ha Pe3yJbTaTbl BTOPUYHBIX KOHEYHBIX TO-
yek. TakuM 0Opa3oM, BHEIPEHNUE PHOIUTYaTa B KJIU-
HUYECKYI0 MPAKTUKy MOXKHO Ha3BaTh HACTOSILIUM
popsIBoM B JieueHuH narueHToB X TIJII, kotopeiM
HEBO3MOXKHO nipoBectu JITOD.

CoBceM HeTaBHO PHOIUTYaT MOSBHJICS B KIHHH-
yeckoi npaktuke B Poccuu, a 3HAYUT €ro akTUBHOE
MIPUMEHEHHUE B POCCHICKHUX BEAYIINX KapAUOIOTHYe-
CKUX U IyJIbMOHOJOTMYECKUX LHEHTpaxX AJ JeUSHUS
kak narueHToB ¢ JIATL, Ttak u XTOJII' B ciayyae He-
orepalesIbHBIX WM PE3ULYaTbHBIX (POPM, 00ECTIEUHUT
HOBBIE BO3MOKHOCTH B KOMIUIEKCHOM PEIICHUH 3319
JIEYEHHS ITOTO TSAKEJIOTO KOHTHHICHTAa allUeHTOB.
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