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Poccus

Lenb. OueHutb 3dEKTUBHOCTb PErroHanbHOM CUCTEMbI MYNbTUAMNC-
LUMNAVHAPHOM NOMOLLM 60MbHBIM IErOYHON runepTeHamnei (J).

Marepuanbl 1 meToabl. B 04HOLEHTPOBOM NPOCMEKTUBHOM U PETPO-
CMEeKTUBHOM KOropTHOM uccneaosaHun B nepwog ¢ 2001 no 2015rr
6bISIM M3YYeHbl 3NMAEMUONOTNYECKAs XapakTePUCTUKA U exXeroaHas
netanbHocTb Npu JII B co3aaHHoi B koHue 1990-x rogoB MHOFOCTOPOH-
Heil cucTeme BepdeHus BonbHbix JIT B Yomyptckoli Pecny6nuke.
CornacHo TakTuKe MeIMKaMeHTO3HOr0 CONPOBOXAEHWS, Obinn Bblaene-
Hbl TpU Nepuoaa HabnoaeHus: B 2001-2005rr naumeHTsl ¢ JIF nonyyanu
no nokasaHusiM 610KaTopbl MEAJIEHHBIX KabLMEBbIX KaHAN0B U CUM-
nromaTmyeckyio Tepanmio; B 2006-2010rr ctan 4oNoNHNTENBHO UCTOSb-
30BaTbcst cunpgeHadun; ¢ 2011r GonbHble NeroYyHol apTepuanbHO
runepteHavein (JIAF) Hayann nonyyaTb 603eHTaH, aMOPU3EHTaH 1 Npu
XPOHMYeckol TpPoMO60aMBonyeckoi JIMN — MHransLMOHHLIA MNONPOCT.
Pesynbrarbl. B kapanonorniyeckoM u peBMaTonornieckoM no npodu-
nto gucnaHcepe Yomyptckoi Pecnybnuku chopmmpoBanacb MynbTu-
LUCUMNAMHApHas CUCTeEMA TPEX3TarnHoro oka3aHWst UHAVBMAYann3u-

pOBaHHON nomoLy 60/bHbIM JII, HauMHas ¢ Neproaa HOBOPOXAEHHO-
ctu (I aTan — porocnuTanbHblid, | — rocnutaneHblii, Il — peabunutaum-
OHHbI). B TeueHve nepebix 5 net HabnoaeHns neTanbHOCTb H6OJbHbIX
JIT coctaBnana 15-12% B roa, ¢ 2006 no 2010rr — 10-7,5% B rog,
B 2011-2015rr — 5,6-3,8% (p2015_2001=0,008).

3aknioueHne. MexnpodeccrnoHanbHbI NOAX04 K OKa3aHUI0 NMOMOLLM
naupeHTam ¢ JII B yCNOBMSIX PErMOHabHOro LeHTpa u tepanus JIAT -
cneunduryeckuMun npenapatamy CyLLECTBEHHO MOBBLICUIN BbIXMBae-
MOCTb BO0JIbHBIX.

KnioyeBble cnoBa: neroyHasi rmnepTeHavs, MynbTUAMCLMNINHAPHAS
cuctema, 603eHTaH, cungeHadun, proumryar, MauMTEHTaH, CeNlekcunar.
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Efficacy of multidisciplinary management of pulmonary hypertension
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Aim. To assess the efficacy of regional system of multidisciplinary care
in pulmonary hypertension (PH).

Material and methods. In a single-center, pro- and retrospective
cohort study, 2001-2015, the epidemiological characteristics and
yearly mortality from PH were assessed in the created in late 1990s
multiple system of PH management in the Udmurt Republic. According
to the specific drug therapy tactics, there were three periods of
observation: in 2001-2005 PH patients received, by indication calcium
channel blockers and supportive therapy; in 2006-2010 sildenafil was
added; from 2011 pulmonary arterial hypertension (PAH) patients also
received bosentan, ambrisentan, and in chronic thromboembolic PH —
inhaled iloprost.

*ABTOp, OTBETCTBEHHbI 3a nepenucky (Corresponding author):
Ten.: +7 (3412) 68-04-56, 8 (909) 066-38-80
e-mail: igaisin@mail.ru

Results. In the cardiology and rheumatology clinic of the Udmurt
Republic, a multidisciplinary system of PH management was shaped,
with three-stage individualized care of patients, beginning from
newborn period (1 stage — pre-hospital, 2" — hospital, 3¢ —
rehabilitation). Within the first 5 years of follow-up, mortality of PH
patients was 15-12% per year, from 2006 to 2010 — 10-7,5% per year,
in 2011-2015 — 5,6-3,8% (P2015-2001=0,008).

Conclusion. Interprofessional approach to PH patients care in the
circumstances of regional center and therapy by PAH-specific drugs
significantly increased survival rate of patients.

Key words: pulmonary hypertension, multidisciplinary management,
bosentan, sildenafil, riociguat, macitentan, selexipag.
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AP3 — aHTaroHUCTbI peLenTopos aHaoTennHa, BMNC — spoxaeHHbie nopoku cepaua, UIIAM — nanonatuyeckas néroyHas aptepnanbHas runeptenans, JIAT — néroyHas apTepuansHas runepteHaus, JIN — néroyHas
rvneptenans, nPA3-5 — nHrubutopsl pochoamnactepassl 5-ro Tuna, pril — pacteopumas ryasnnatumknasa, PKAL — PecnybnmnkaHcKuii KIMHUKO-AuarHocTuIecknii LeHTp, PKN — paHaoMU3npoBaHHble KIMHUYeckme
nccneposanmns, PK-BO3 — dyHKUMOHaNbHBIN Knace no knaccudukauuu BcemmpHoii opraHmaaumm 3apaBooxpaHenus, XTAJIT — xpoHudeckas Tpom6oamBonuyeckas néroyHas runepteraus, ur ML, — umknudeckuin rya-

HO3UH-MoHodpocdaT, AxoKI — axokaparorpadus.

JIérounas runeprensus (JII) — matodusumonoru-
YecKoe pPacCTPOUCTBO, KOTOPOE MOXKET BCTpeyaThCs
MPU PA3TUIHBIX KIMHUYECKUX COCTOSTHUSIX M OCJIOXK-
HATHh OOJIBIIMHCTBO CEPAEYHO-COCYAMCTHIX 3abojeBa-
HUl U Oosie3Heil opraHoB abixaHus [1]. Mexnmucuu-
rMHapHas npupoga JIT' co3maer He0OXOAUMOCTbh MHO-
ronpo@eccuoHaJIbHOrO MOAXONa K €€ JUAarHOCTHKE
u nedyeHuto [1]. Lleab HacToseil paboTbl — OLIEHUTH
3(HEeKTUBHOCTh PETUOHATBLHON CUCTEMBI MYJIBTUIMUC-
LUIUTMHAPHOU moMouu 60JbHbBIM JIT.

Marepuan u MeTOIbI

B ogHOILIEHTPOBOM MPOCTIEKTUBHOM U PETPOCIIEKTUB-
HOM KOTOpTHOM uccienoBanuu B nepuof ¢ 2001 mo 2015rr
W3YYUJIA STUAEMUOJOTUYECKYIO XapaKTepUCTUKY U eXe-
rofHylo jetajibHOCTh Npu JII' B co3naHHoii B KoHIe 1990-x
rogoB MHOTOCTOPOHHEN cucteme BelneHusi 0osbHbIX JIT
B YnmypTckoii Pecrybnuke (HaceireHue 1,5 MJIH 4eslOBEK).
CucTeMa BKJIIOYAeT CIelIMaIu3MpOBaHHbIE JETCKUE U B3pOC-
JIble CTallMOHApHbIE W TOJUKIMHUYECKUE TepareBThIe-
CKME U XUPypruyecKue OTAeseHUs, ClyX0y OoKa3zaHUs Mo-
MOIIU OepeMEeHHBIM XeHIMHAM, OTAeJIeHUST KITMHUIeCKOM
dapmakoorum, TeJIeMeIWIIUHBI, peaHMMallMd U WHTEH-
CHBHOW Tepamnuu, peadwInTalny, KJIMHUIECKON dKCIep-
THU3BI, JTAOOPATOPHON M MHCTPYMEHTAIBHON TMArHOCTUKU
B PETMOHAJIBHOM KapAMOJIOTMYECKOM, KapauOXUpyprude-
CKOM, aHTMOJIOTMYECKOM U PEBMATOJIOTUYECKOM JUCHaH-
cepe — PecnyOiMKaHCKOM KJIMHUKO-IMArHOCTUYECKOM
ueHtpe (PKILL) (pucyHok 1).

CoriacHO TakTUKE MEIWKaMEHTO3HOTO COIMPOBOX]IE-
HUsl, ObUIM BBIIEJECHBI TpU Tepuona HabmoaeHus. B 2001-
2005rr nauuenHTsl ¢ JIT moyvanu no noka3aHusiM 0J10KaToOpbl
MEJIEHHBIX KaJIbIIMEBBIX KaHAJIOB, MUYPETUKU, KUCIOPOIO-
Tepanuio, aHTaroHUCTH BuTamuHa K. B TeueHue ciemyommx
5 JIeT npu JeroyHoi aprepuanbHoii runepteH3uun (JIAI) cran
JIOTIOJIHUTEJIBHO MCIOJIb30BAThCSI UHTUOUTOP docdoauacre-
passl 5-ro Tuna (MPAD-5) cungeHadun. C 2011 GolbHBIE
JIAT Hayanu mosyvyaTh aHTarOHUCTBI PELENTOPOB SHIOTEIM -
Ha (APD) OoszeHTaH B MOHOTepanuu WM B KOMOMHALUU
¢ u®JID-5, aMOpU3eHTaH U MHTAISIUMOHHBIN MJIONPOCT (Ta-
LIMEHTHI C XpOHUYECKOI TpoMOoaMboanueckoit JIT XTOJIT).

Pe3ynbTaTsi

B kapauonornueckomMm M peBMaTOJOTMYECKOM
no npodwito PKILL chopmupoBanach MaTepuaibHas
0aza CUCTEMbl €IMHOI CTpaTeruu U TaKTUKM HabJioe-
HUS, JeyeHus U peabunurtanuu 6oabHbIX JIT, HaunHas
¢ Tepuroia HOBOPOXIeHHOCTU. B ocHOBe ee ObL1T 3a/10-
KEeH KOMIUICKCHBIA MYJBTUIUCIUIIMHAPHEIA IO~
XOJ — T€CHOE COTPYAHUYECTBO KapAWUOJOroB, JETCKUX
KapJIHUOJIOTOB, PEBMATOJIOTOB, KAPAUOXUPYPTroB, aHIMO-
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JIOTOB, T€HETHUKOB, TIEPUHATOJIOTOB, aHECTE3MOJIOTOB-
peaHMMaToJIOTOB, HEOHATOJIOTOB, CIEIUAIUCTOB YJIb-
TPa3BYKOBOW MWAarHOCTUKH, aKyIIepOB-TMHEKOJIOTOB,
ITyJIbMOHOJIOTOB | JIP. ¥ TPEX3TAITHOCTh ITPEEMCTBEHHO-
CTU OKa3aHWs WHIVWBUAYAIU3UPOBAHHOW ITOMOIIN:
I sTan — porocnuTanbHBINA (MMOMUKIWHUKA, XKEHCKAst
koHcynbTauus), I sTam — rocrnuTadbHBIA (AeTCKUE
U B3pOCTbIE OTHEJEHWSI CTallMoHapa W POAWILHBIN
nom), III atam — peaOMIMTAUMOHHBIN (OTAEIEHUS
TTOJTMKJIMHUKY Y CTallMOHapa, XXeHCKasi KOHCYJIbTallus,
KapauoJIOTMYECKUI caHATOPUIi) ¢ CUCTeMAaTUYECKUMU
KOHCYJTBTAllUSIMU OOJTbHBIX M KIIMHUYECKUM HaCTaBHU -
YECTBOM Bpaudeil BO BCeX IMOAPA3NEICHUSIX CHUCTEMBI
COTpyOIHUKAaMHU Kadenp TOCIMUTAJbHOW Tepanuu
u nenuatpun MXKeBCKoil TocynapcTBEHHOW METUIINH-
ckoit akamemuu. [TogoOHasi crcTeMa MO3BOJIMJIA KOH-
LeHTpupoBaTh OonbHBIX JII' peruoHa, obecrieunBaTh
palMoHaNbHYyl0 U 3G@EKTUBHYIO MapIIpyTU3AIUIO0
MaIMEHTOB U 0Ka3bIBaTh CITEIMAIM3NPOBAHHYIO aMOy-
JIATOPHYIO, CTallMOHAPHYI0O U peadWJIUTAIMOHHYIO
nomoliib. [Ipy HEOOXOAUMOCTU OCYLIECTBISIIOCHh KOH-
CYJIBTUpOBAaHUE W JieueHHE OOJBHBIX B (helepasbHBIX
LIeHTpax (KOppeKlrs HeKOTOpbiXx BpoxaeHHbIX (BIIC)
U KJIalaHHBIX MOPOKOB cepAua, rnoaoop JIAI-cneuu-
(bnueckoii Tepanuu u T.1.).

Cpenu obiero yucia 239150 60JbHBIX, TOCTIUTA-
JIM3UPOBAHHBIX B LIEHTP 3a NepHo HaboneHus, B 63%
(n=150665) cityyaeB Npu MPOBEACHUU 3XOKapauorpa-
¢un (OxoKT') 6bi1a BeisiBieHa JII. V 5728377 ambyna-
TOPHBIX MalMeHTOB Mpu3Haku JII' 6bUIM 0OHAPYXKEHBI
B KaxjaoM 20-M ciaydae. DNUAEeMUOJIOTHYEecKas Xapak-
tepuctrka JII' Obuta mpeacTaBiaeHa MPEUMYLIECTBEHHO
nmatojiorveit sesoro cepaua (92,2%), nerkux (3,8%),
BIIC (3,5%), XTOJIT (0,3%), ayToNMMyHHBIMH peBMa-
tnueckumu 6osesusamu (0,1%), JIT' ¢ HensBecTHBIMU/
MyIbTU(hAaKTOpHBIMU Mexanuamamu (0,06%), nnurona-
tnueckoit JIAIT — WUJIAT (0,03%), nmepcucTupyoliiei
JIT HoBopoxneHHbix (0,01%).

B 2015r JIAT -crieumdpuyeckyo Teparuio 0o3eHTa-
HoM ntosrydanu 10 6onbHbIX JIAT-BIIC (7 neteit u 3 B3poc-
Jb1x), 3 B3pocibix keHiHbl ¢ MJIALL OmHa GosbHas
WJIAT npuHuMana aMOpu3eHTaH, 10 maiMeHToB ¢ Heorle-
pabenpbHolt XTOJIT' mosyyas WHTaJISIIAOHHBIA WJI0-
npoct u 2 ¢ XTOJI — cungenabun. Ciemyer OTMETUTD,
yTo B IBYX ciaydasx WMJIAT knuHuuyecku nedroTrpoBaia
y XEHIIIMH BO BpeMsT OepeMeHHOCTH. TiarebHOe Beme-
HME 3TUX OOJIBHBIX B TECTAIIMOHHBIN TIEPUO/ 1 TIPOTpaM-
MUPYEMOE pOJOpa3pellieHUe TTO3BOIWIN B 000UX CITydasix
JIOOUTHCST OJIATOTIPUSITHBIX MCXOMOB OEPEeMEHHOCTH ISt
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PernonajbHblii KApAMOJIOTHYECKHIi, AHTMOJOTHYECKHUIT M PEBMATOJIOTMYECKHii TUCTIaHCep -

TTo/MKIMHAKA Cranuonap — 800 koek (30 mist JIAT) —
(KapAnroJIoTy, peBMAaTOJIOTH, IETCKHE KapIuOJIoTH,
AHTHOJIOTH, TTYJIbBMOHOJIOTH, SHIOKPUHOJIOTH, 9 S DT 1616 G
TacTPOIHTEPOJIOTH U JIP.)
OrneneHre peaHUMAIMU U THTEHCUBHOM Tepariu l—
| JleTckue oTaeeHUs KapANOJIOTAN Jletckoe OTaeIeHre KapIuoIorun
u peBMaToyioruu (equarpudeckast JIAT) u peBmaTojioruu (neauarpuyeckas JIAI)
| KeHckast KOHCYIbTalUsI OtneneHue naToaoru 6epeMeHHbIX
(Bce rpynnbl JIT' y 6epeMeHHbIX U MOCJIE POJIOB) (Bce rpynnbl JIT y 6epeMeHHbIX U MOCJIe POJIOB)

Pomunbhblii 1om (pozsl Bo Beex rpynax JIT, nepcuctupytoniast JII' HOBOpoXXaeHHBIX)

Ortnenenue nopokos cepaua (UJIAT, JIAT-BIIC y B3pocibix, Kapnuonornueckue otaesieHust ||
JIT' B CBSI3U C TIATOJIOTUEN JIEBOTO CepLia) (WUJIAT, JIAT-BIIC y B3pocibix, JIT rpynm 2, 3, 4 u 5)
— Kapnuonoruueckue otnenenust (JII rpymmst 2) Otnenenue pesmaronoruu (JIAT-CCJI) —

L Omeee o (AT HCT) Ortnenenue Kapavoxupypruu (BITC, maToJ. aeBoro cepaua) —j

Ortnenenue anruoxupypruu (TDJIA, JIDA) —
— OrtneneHue anrnojoruu (BTD, XTOIIT)

OtneneHue katerepusannu cepaua u cocynos (KITOC) 1

Ortnenenue Kimnndeckoii apmakonorun (JIAT-cienmduyeckue JekapcTpa)

Ortesienne BOCCTAHOBUTEILHOTO JiedeHus U pu3noTepanuu
(busnyecKre U MCUXOJIOTNYECKUE TPEHMPOBOYHBIE TPOTPAMMBI)

KimHHKO-9KCcmepTHOE OTAeIeHne (KIMHUIeCKUl aynuT, peructpsl JIAT)

JIaGopaTopHbie oTaeNeHus (aHATM3BI Ta30B KPOBU, JJAGOPATOPHBIE TECThI)

JInarnoctmyeckue oraenenus (DxoKI', OKT, penrtren, KT, MP, Y3,
(u3nIecKre TeCThbl, (PYHKIIUS BHEIIHETO TbIXaHUS U JIP.)

Kaouner Teememumunbi (ceThb ¢ dhenepambHbiMu JIT-11eHTpaMu cTpaHbl)

Kapauoaornyeckuii canaropuii (peadbunuranusi 60abHbIX JIT, B T.4. 6epeMEHHBIX)

— WKkeBcKas roc. MEMIMHCKAS aKaIeMHsT (KJ'[I/IHI/I'-ICCKI/IC HCCII€NOBaHUA, HACTABHUYECTBO, 06y‘{CHI/Ie) —

Puc. I MynsruavcuuIuiMHapHas cucteMa BeaeHust 6obHbIX JIT B YimypTckoit Pecniyonuke.

IMpumeuvanue: CCI — cucremnas ckieponepmust, 3CT — 3a0oeBaHUs COeTUHUTEbHON TKaHU, BTD — BeHO3HBIE TpOMO03IMOOINK, JIDA —
nerovynas sHpaprepakromusi, KITOC — karetepusaryst mpaBbix otnesioB cepana, KT — kommbiotepHast Tomorpadusi, MP — MarHuTHBII pe3oHaHc,
TIOJIA — TpomM603MOOIKs TerouHoi apTepun, Y3U — yasTpasBykKoBoe McCie0BaHUE.

Matepu U pebeHka. IlatoreHetuueckoe neuenue MJIAT  nsna 15-12% B rog (pucyHOK 2), B ocHOBHOM 3a cuet JIT
OBLIIO UM MOJOOPAHO YXe MOCe POIOB. HOBOPOXJIEHHBIX, eTeil ¢ HeKoppurupoBaHHbiMU BITC

B teuenue nmepBeix 5 et HaOmoaeHus (no JIAT- wu WIIAIL TlosiBneHue B apceHasle JieKapCTBEHHBIX
TapreTHOM Teparum) JeTaabHOCTh 00abHBIX JIT' cocTaB-  cpencTs cuiaeHadwmia 1 BpICOKasl OriepaTUBHAS aKTUB-
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Tenepb ons neyeHms neroyHoit aprepuanbHoi runepteHsuu (JIAD)
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Puc. 2 JleranbHocTb 60sbHBIX JIT B YmypTcKoit Pecryoiuke.
[Mpumeuanue: BKK — 61okatops! KanbimeBbix KaHanoB, BIIC — Bpo-
SKIEHHBIE TIOPOKHU Cepalia.

HOCTh B (pelepaIbHBIX LIEHTPAX MPUBEIN K CHUKCHHIO
rnmokasares JjerajabHocTu 1o 10-7,5% B nepuon 2006-
2010rr. Ucnionb3oBanue APD Go3zeHTaHa CIOCOOCTBO-
BajJio elle OOJIBIIEMY paIWKadbHOMY ITOBBIIICHUIO
BbIKMBaeMocTu OoyibHBIX. CornacHo ganHbIM 2015t
JeTaTbHOCTh 001bHBIX JIT' cocTaBmia 3,8%, 4ro B 4 pa3a
Huke ypoBHs 2001t (p=0,008).

O06cyKaeHne

Baxwneiimas HeoOXOAMMOCTh OKa3aHUsI TTOMOIIN
60sbHBIM JII' MyNTBTUAMCIUIUTMHAPHON CIIyX00ii crie-
[IMAIMCTOB B 3KCIIEPTHOM IIEHTPE MPOXOAUT KPaCHOM
HUTBIO Yepes rnociaenaHee pykoBoacTso no JIT' EBporneii-
CKOTO 00IIIeCTBa KapanoJjioru u EBporneiickoro pecru-
patopHoro o6iecTsa 2015r [1]. Takast KomaHIa 10KHA
BKJTIOUATh U MMETh, KAK MUHMMYM: IBYX Bpadeii-KOH-
CYJIbTaHTOB (KapauOJOTOB W/WJIU ITyJIbMOHOJIOTOB),
MIMEIOIINX OITBIT U CITeIMaIbHbIN nHTepec B JIT, cierm-
ATM3UPOBAHHYIO MEIMIIMHCKYIO CECTPY; PEHTTeHOJIoTa
¢ onbiToM Busyanuzauuu JII; kapauosora wim JIT'-
Bpava — cneuuanucta no xoKI; kapauosnora winm JIT'-
Bpaya, UMEIOIIIEeTO OIBIT KaTeTepU3aluu MPaBbIX OT/Ie-
JIOB cepllla M TeCTUPOBAaHMS Ha Ba30pPEaKTUBHOCTD;
JIOCTYT K TIPOBEIEHUIO TICUXOJIOTUYECKON U COLMab-
HOI paboTHI; BOBMOXHOCTh pabOTHI TIO BBI30BY M COOT-
BETCTBYIOLLIMIA OMBIT [2, 3].

B PKIII cdopmupoBanack momgoOHasi KOMaHIa
Bpavyeii-CIeINaAINCTOB, UMEIOIINX OIBIT THATHOCTUKU
u neueHus JII. OpgHako, crielMaJIu3upoOBaHHOIO Cpe-
HEro MEeOUIIMHCKOTO TIIepcoHajia, OKa3bIBalOIIEro
TIOMOIITb BpauaM B paboTe ¢ OOJIbHBIMU U WX POACTBEH-
HUKAaMH, 110 CJIOXHWBITUMCS HOBBIM COBPEMEHHBIM POC-
CHIICKVM TpamuIIASIM, TT0Ka HeT. Torma Kak B MHPOBOI
MPaKTUKEe MEAMIIMHCKON CeCTpe OTBOAMTCS OOJIbIIAsT
pOJIb HE TOJIBKO B MEIUIIMHCKOM, HO I B COLIMAJIBHOM
M TICUXOJIOTMYECKOM acIieKTax JAesITeTbHOCTH B 00J1aCTH
JIT [1-3].

CornacHo EBpomneiickoMy pykoBOACTBY [1], akc-
neptHoMy JIT-1IeHTpY peKOMEHIOBAHO MMETh TOCTYII:
K MajnaTte ¢ onbITHBIM B JII' mepcoHanoM; OTAeIeHUIO

WHTEHCUBHOM Teparuy C COOTBETCTBYIOIIIMM OITBITOM;
K cneLuaau3upoBaHHON aMOy1aTOPHOM Ci1yXk0e; HEOT-
JIOXXHOW TOMOIIM; K AWArHOCTUYECKUM HCCleI0Ba-
HUsIM, BKIouas OxoKI, KoMIbIOTEPHYIO TOMOTrpaduio,
SIIEpHOE CKaHWPOBaHWE, MAarHUTHBIN pe30HaAHC, YJIb-
Tpa3ByK, Harpy3o4yHO€ TECTUPOBAaHUE, UCCIIEIOBAHUE
GYHKILIMM JIETKUX U KaTeTepusaluio cepata. PedepeHTt-
HBIM IIEHTPaM TakKe PeKOMEHYeTCsl yCTAHOBUTH CBSA3U
C JpYTMMHU CJIyX0aMu, KOTOpble Heo0s3aTeIbHO
JIOJDKHBI OBITh B OTHOM MECTE: TeHEeTHKa, PEBMaTOJIO-
Tusi, CeMeHOe TJIaHUPOBAaHUE, JIETOYHAS SHAAPTEPIK-
ToMUsl, TpaHcIuiaHTauus Jerkux, BITIC y B3pocibix [2].
B PKJIII nauarHoctuueckue, KOHCYJbTaTUBHBIE
U JieyeOHble CIYyXObl, 3a MUCKIIOYEHUEM TE€HETUKU
U TPAHCIJIAHTOJIOTUM, HaXOAATCs Aaxe MOoJ OJHOU
QIMUHMCTPATUBHOU U TEPPUTOPHUATBHOM KPBIIIIEH, UYTO
B YCJIOBUSIX MHTEHCU(UKALIMKM 3PaBOOXPAaHEHMS 3HA-
YUTEIBHO YCKOPSIET M ONITUMU3UPYET MIPOLIeCcC BeAeHUs
6osbHBIX JIT.

ITporpamMam (usnyeckoit peadbuauTauu OOJb-
HBIX B Kpocc-Mpo¢heCCUOHATBHON CUCTEME YIesieTcs
Oosbllioe BHUMaHue B pekoMeHnanusax mo JIT [1]. TTpu
9TOM TMpu3HaeTcsd (GakT HEAOCTATOYHOCTU 3HAHUU
00 ONTUMaNbHBIX MeTodax (U3MYECKON peabuauTa-
LMY, THTEHCUBHOCTH Y TPOIOJLKUTETbHOCTH TPEHUPO-
Bok [1, 4]. Co3mannble B PKIILI ycioBusi MO3BOJSIOT
MPOBOJUTH KOHTPOJMPYEMYIO DPEabWIMTALIMIO NETe,
OepeMEeHHBIX, POXEHUI], OOJBHBIX MOCAE KOPPEKINU
MOopoKa cepila U T.J. KaK B CTallUOHApe (IeTCKOoe
U KEHCKOE KapJAUOJIOTMYECKUE OTAEICHUS, OTAEIECHUE
BOCCTAHOBMTEILHOTO JIeYeHHUs), TaK M aMOyJaTOpHO
(Y crenuanucToB pa3auyHOro mpodwuis) U B Kapauo-
JIOTUYeCKOM caHaTopuu [5]. B mocienHeM ocyliiecTB-
JISIIOTCS. TIPOTpaMMBbl CAHATOPHO-KYPOPTHOTO JICYEHMU ST
OepeMeHHBIX, XXEHIIWH C AeTbMM, B3POCIIbIX OOJIBHBIX,
B T.Y. TIEPEHECIIUX XUPYPTUUECKOE JIEYEHUE.

PedepentHriM neHTpam JII'T cieayeT NMpoBOIMUTH
KIMHUYECKUI ayImuT TIPUBEPXKEHHOCTU PEKOMEHIa-
LIMSIM, OIICHWBATh BBIXKMBAEMOCTb OOJbHBIX, CPABHU-
BaTh Pe3yJIbTaThl paObOTHI C IPYTUMM LIEHTPAMU CTPaHBI,
yuactBoBaTh Bo Il u Il ¢asax KMMHUYECKUX HUCCIIENO0-
BaHuii 1o JIAT u XTOJIT [1]. B PKILI B 06s13aHHOCTH
KJIMHUKO-3KCIIEPTHOTO OTAEJIEHUS] BXOIUT HE TOJBKO
OCYILIECTBJIEHUE ayquTa, HO U BeJEHUE perucTpa 0oJib-
Heix WJIAT nnsg 3¢G@GeKTUBHOro B3auMMOAEUCTBUS
C MHUHUCTEPCTBOM 3APAaBOOXPAHEHUS PECHYOIUKU
B acCIleKTe JIeKapCTBEHHOTo obecmedyeHus opdaHHOUN
MaTOJIOTUH.

DKCHEepTHBIM IIEHTPaM PEKOMEHAYIOT PETyJISIpHO
MPOBOAUTH O0y4YeHue BceM acrekTaM JII' coOTBETCTBY-
IOIIUX CIeHNUaIucToB. B ocobeHHOCTH, 0Opa3zoBaHUE
JIOJDKHO OBITh HAlIEJIEHO Ha MOJIONBIX Bpayeid, Takxe
u noxwibix komer [1]. CorpynHuku MxeBckoil Men-
akagemuu, pabdotatomme B PKILL, momynspusupyioT
U aKTyanau3upyloT Tematuky JII' cpenu cTyneHTOB, Cily-
maTeJield KypCcoB TIOBBIIIEHUST KBAIM(UKAIINY, Bpade
[6]. Bosbliyio o6pa3oBaTebHyI0 (DYHKIIMIO B 00yde-
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HUM crieranuctoB no JII' BEIMOMHSIOT (peaepaibHbie
LIEHTPHI cTpaHbl — MHCTUTYT KIMHUYECKOM KapInuoJIo-
ruu uM. A.JI. MsacHukosa “PKHITK”, HayyHslii ieHTp
cepaeyHo-cocynucToii xupypruu um. A.H. bakynesa,
CeBepo-3anaaHblii  (enepajJbHbIi MeIUUUHCKUN
ucciaeaoBaresbcKuil ueHTp uMm. B.A. Anmazosa, HUU
pesMatosiorun uM. B. A. HacoHoBoit. C aTUMU UHCTU-
TyTaMU YCTAaHOBJIEHBI TECHbIE paboYre KOHTAKTHI, B T. Y.
TeJeMeIUIIMHA, TTO3BOJSIONIasl ONEePaTUBHO KOHCYJb-
TUPOBaTh MAIIUEHTOB PECHYOJIMKHU Y BEIyIIUX CIelua-
JIUCTOB CTPaHBI.

EBporneiickoe pykoBoacTBo mo JII' pekoMeHmyer
YCTaHOBUTD CBSI3M C HAIIMOHAJILHBIMU W,/WJIA €BPOTIEH-
CKMMU opraHuzanusamu nauveHTos ¢ JIT [1]. B Yamypt-
ckoit PecniyGiinke akTUBHO (pyHKLIMOHUPYET OOLIECTBO
00JIbHBIX Op(aHHON TMATOJOTUEl, UTrpalollee BaxKHYIO
poJib B COLMAIbHO-TIICUXOJOTMYECKOUN TMoaaepkKKe
MMaIMeHTOB, BO B3aMMOJENCTBUM C BpauyaMu Y YMHOB-
HUKaMM 3apaBooxpaHeHUus1 B noaydyeHuu JIAI-cneuu-
(UYECKUX CPEICTB.

Benyiuuit MupoBoii cnenmanuct no JII' mpodeccop
Nazzareno Galié n3 YHuBepcurera bosoHbM Ha3zBan
JIAT Tolf KapAMOBaCKYJSIPHOI MATOJIOTUE, B MEIMKA-
MEHTO3HOM JIEUEHUU KOTOPOU MPOUCXOIIT caMble
peBomoLMoHHbIe Tipoliecchl. HaunHas ¢ 1995t B CIIIA
u ¢ 2001r B EBpomne, ObutH 3aperucTpupoBaHbl 12 mpe-
MapaToB 5 HOBEMIIMX KJIaCCOB JIEKAPCTBEHHBIX CPEACTB
171 TapreTHoro (ueaeBoro) gedyeHus JIAL, Bo3aeiicTBy-
IOLIMX HAa TPU OCHOBHBIX 3BeHa maTtoreHesa JIAI, cBs-
3aHHBIX ¢ quchyHKuMel anaorenus: APD, 6aokupyro-
mue 3¢ GeKThl 3HIoTeIHA- 1 (003eHTaH, MAalIMTEHTAaH,
aMOpU3eHTaH), TpenapaThl MyTA OKCHIA a30Ta — caM
NO, u®/13-5, Bocnionusiomue aepumut NO (cumme-
Hadwu, Taganapui, BapaeHadua) 1 aKkTUBATOP pacTBO-
pumoii ryanwnaTuukiassl (pI'Ll) puonuryat u mpocta-
HOMJIbI, BOCTIOJIHAIOIIME AeDUIUT IHAOTEHHOTO IPO-
CTalMKJIMHA (MOMPOCTEHOJT, TPEMPOCTUHWI, UJIOMPOCT,
OepalnpocT), U CeJIeKTUBHBINM aroHuct IP-pelentopos
PgJ, cenexcumnar [1, 7].

Cunmenadpun — moka eTuHCTBeHHBIM ndJID-5,
npuMeHsieMmbiil B Poccuu niisg neuenus JIALL Merta-aHa-
3 4 paHAOMU3MPOBAHHBIX KIMHUYECKUX UCCIEA0Ba-
Huii (PKHM) ¢ yyactuem 545 manueHTOB IOKa3aj, 4ToO
Tepanus CcuigeHadbUuIoM CYIIECTBEHHO CHUXana
4acToTy KiMmHU4Yeckoro yxynueHus: JIAI' B cpaBHeHUU
¢ TUTalebo W yBelMYMBala IUCTAHLIWIO 6-MUHYTHOM
XOAb0bI, yiyulnana GyHKIMOHAIBHBIA KJIacc Mo Kiiac-
cudukanu BceMupHoOIi opraHuzanuvu 31paBoOXpaHe-
Husg (®K-BO3), reMomuHaMu4ecKue IoKa3aTeau
W MEIUIIMHCKUE acCIleKThl KayecTBa XXWU3HU OOJbHBIX
[8]. CunpeHadun, ogHaKo, He CHUXKaJI OOLIYI0 CMepT-
HOCTb OOJIbHBIX M TTOKAa3aTeNIb OJBIIIKY bopra, He BIUsLT
Ha YacTOTy Cepbe3HbIX MOOOYHBIX 3 HEKTOB U, HA000-
poT, ObLI CBsI3aH C OoJjiee BBICOKOUW 4acTOTOM JIETKUX
U1 YMEPEHHBIX HeXeJlaTeIbHbIX siBieHuil [§]. 3BecTHO,
yT10 10 60% GonbHBIX JIAI' He OTBeYalOT Ha TepaIuio
CcUIaeHaOWIOM M3-32 HU3KOTO YPOBHS SHAOTEHHOIO
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NO wunu HapyuieHus yyBctBUTeabHOCTU pI'LI, Bemy-
IIETO K BBIPAXKEHHOMY CHVDKEHUIO TTPOIYKIIMY ITUKITH -
YeCKOro ryaHo3mH-MoHodochara (HI'M®P) [9]. boiee
toro, korma ®IID-5 3abokupoBaHa, Ipyrue nu3odep-
MeHTH PJID MoryT ee KoMrieHcHpoBaTh [10].

B nmeamaTpuueckoii mpakTuke cuineHadbua pa3pe-
meH B EBponie, Kanane, opuumanbHo 3amnpeliieH B Poc-
cuM; YrpapjeHWe IO KOHTPOJIO KayecTBa IMUIIEBBIX
npoaykToB u JjekapcTBeHHbIX cpenctB CIIIA FDA
(Food and Drug Administration) He peKOMEHAYET
HCTIONIb30BaTh cwiaeHabwn y neteit 1-17 ser: Manble
JI03bl Mperapata oKa3aduchb He3(hOEKTUBHBIMU,
a BBICOKME NTO3bI B MOHOTEPAITMU TIOBBIIIAIA CMEPT-
HOCTb 00JIbHBIX [11]. DTO 3aKi0OUeHUE OBLTO OCHOBAHO
Ha pesyasratax PKM STARTS-1 u STARTS-2
(Sildenafil in Treatment-Naive Children, Aged 1-17
Years, With Pulmonary Arterial Hypertension), B KoTo-
pbix 235 neteir (Bo3pacT 1-17 nieT; macca Tejla >8 Kr)
¢ WIAT' u JIAT-BIIC wucxomHo mojy4yaiu HU3KUE,
CpemHWe WM BBICOKME J03bl CUJIeHacbuaa WIK TJia-
1e6o (STARTS-1), a 3ateM ObUTU paHAOMU3UPOBAHBI
Ha Jie4eHWe pa3IuIHBIMM J03aMU cujaeHaduia
(STARTS-2) [12]. Yepe3 16 Hexa. neyeHUs] TMUKOBOE
notpebsenue O,, (QYHKUIMOHaIbHAS CIIOCOOHOCTB,
cpenHee JaBjieHUE B JIETOYHOW apTepuu U Pe3WCTEHT-
HOCTb JIETOYHBIX COCYIIOB YJIyUIIVIIMCH B TPYIIITAX CPel-
HUX Y BBICOKMX JI03 cWIIeHaduIa B CpaBHEHUH C TLIa-
11e00, Torma Kak Majible J03bl OKa3aIuCh Hea(PeKTUB-
HbeiMU. Yepe3 3 roma jedyeHus cwineHaduiIoM yacTtoTa
JIeTaJIbHBIX UCXOI0B cocTaBuna 9%, 14% v 20% B rpyn-
Max HU3KMX, CPETHUX W BHICOKUX 703, COOTBETCTBEHHO
[12]. B menom, puck cMepTell oKas3ajcs HAWBBICIIUM
y cTapiuux aeteit u noapoctkoB ¢ MJIAT, kTo umen xya-
e reMoJMHaMuYeckre rmokasarenu. et ¢ Maccoi
tena <20 kr u 6onabHbie JIAT-BIIC He uMenu nomo6-
HOTO pucKa. XOTS TPUYMHBI TAaKOTO TIOBBIIIEHUS
CMEPTHOCTH CPEIy NeTeil HeM3BeCTHBI, TPU3HAHO, YTO
BBICOKME 03Bl CUineHaduIa BeayT K HeOJIarompusirT-
HOMY COOTHOIIIEHUIO PUCK-IIOJIb3a, KOrma WCIOJIb3Y-
I0TCS1 B MOHOTepanuu [12, 13].

B CIIA u Espone BMecTo cuiaeHaduia craiu
MPUMEHSATD JTUTeIbHOAeicTBY oMt nPD-5 Tamana-
¢wun, B T.4. B IeTCKO# TpakTuKe. B peTpocneKTHBHOM
HCCIIEOBAaHUM ObUIa MPOJEMOHCTPUPOBaHa Oe3omac-
HOCTb ¥ TTIOTeHIIaIbHast 3(D(EeKTUBHOCTh Tepanuy Taia-
JaduioMm y menuarpuyeckux naiueHtoB c¢ JIAL [14].
V 29 u3 33 60abHBIX cuaAeHaGUT ObLT 3aMEHEH Ha Tajaa-
nacun. TloBropHas KareTepusamusi cepilia IokKasaia
JIOCTOBEPHOE YIYYIlIEeHUE CPEIHEro NaBJIEHUS B JIETOY-
HOW apTepuM M WHOEKCAa PE3UCTEHTHOCTH JIETOYHBIX
cocynoB y 14 u3 29 nereii [14]. Bapaenadwn, apyroi
cenekTuBHBIN UPAD-5, 661 M3yueH B PKHU y B3pocbix
6obHBIX B KKTae u yaydinan TecT 6-MUHYTHOM XOIbObI
[15], HO He omyunt ogobpeHust FDA [11].

B cBsI31 ¢ HEOOXOAMMOCTBIO TIPEOAOICHNUSI YaCTON
KIMHU4YecKoi HeaddekTuBHOocT NPJID-5 ObUT BHE-
JIpeH B TIPaKTUKY IpsiMoit ctumyssitop pl LI, moBkiia-
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fommiit ypoBenb NI’ M® 6e3 yuactust NO, puouuryar
[16]. B ¢dusmonornyeckux yciaosusix pI'Ll akTuBupy-
ercst NO u kataymsupyer cuHTte3 NI M@, KOTOpHIi
BBI3bIBAET Ba30UIATALIMI0 U UHTUOUpPYeT mpoandepa-
LU0 TJaAKOMBIIIEYHBIX KJIETOK COCyIoB, (puopos
u arperanuo Tpomo6ouuToB [10]. ¥V 6onbHbIX JIAT cur-
HanbHbIA TIyTh NO-pI'll-ul’' M® moBpexiaeH Ha MHO-
TUX dTanax, U CHIxxeHue ypoBHsI NO — yacToe mposiB-
nenue 3aboneBanus [10, 16]. B PKU y 443 GoibHbBIX
JIAT (44% wn 6% mnosaydaau UCXOAHYIO Teparnuio APD
WIM TPOCTAHOUIAMM, COOTBETCTBEHHO), JICUEHHBIX
puouuryaToM B 103e 10 2,5 Mr 3 pasa B CyT., ObLIO Mpo-
JEMOHCTPUPOBAHO YJIy4YllIEeHUE TIEPEHOCUMOCTHU (HU3U-
YEeCKMX Harpy3okK, reMOAMHAMUYECKUX ITOKa3aTeJei,
®K-BO3 u BpeMeHM N0 KIMHUYECKOTO YXYAIIECHMS
[17]. TToBbILIEHNE TONEPAHTHOCTUA K HArpy3kam ObLIO
OTMEUEHO U y MallMEeHTOB, yXe nmonydaBuux JIAI-Tepa-
nuo [17]. Tlpu 3ToM, KOMOMHAUUsI pUOLUTYyaTa
u n®JI1D-5 mpoTrBOITIOKa3aHa U3-3a TUTIOTOHUU U IPY-
TUX CYIIECTBEHHBIX MOOOYHBIX 3hdekToB [17].

KoMmOuHuMpoBaHHasA Tepamusl SBISETCS OYEHb
3aMaHYMBBIM BapUaHTOM OIHOBPEMEHHOIO BO3MEli-
CTBUSI Ha pa3fnyHble 3BeHbs1 natoreHe3a JIAI, moteH-
IIMAJIbHO 00eCcneYrnBaAOIIAM CUHIPTUYHYIO MOJb3Y
U CYILLIECTBEHHOE YJIyJllleHEe B CDaBHEHUU C MOHOTEpa-
Mueld, HO BbICOKAsl CTOMMOCTb TaKOUW CTpaTeTruu SIBJsSI-
ercs orpanunuuBaroimiuM dakropom [11]. IToxaszaHo,
YTO KOMOMHAaIMS 603eHTaHa, cuineHaduaa U UHTraIs-
LIMOHHOTO UJIOMIPOCTa MOXKET IMTOBBICUTH BBIKUBAEMOCTh
U CHU3UTh MOTPEOHOCTh B TPAHCIUIAHTALIMU JIETKMX
y B3pocibix 60ibHBIX JIAT [18]. Meta-ananusz 6 PKU
C KOMOMHMPOBaHHOM Tepanueit 858 manueHToB 603eH-
TaHoM WM ApyruM APD, n®AD-5 wim mpocTtaHOM-
JaMM TMOKa3aJl CHUXXEHUE PUCKa KIMHUYECKOTO YXYI-
meHus (oTHocuTeNnbHbIM puck 0,48; 95%-it moBepu-
TeabHbIA nHTEepBan 0,26-0,91; p=0,023), cyliecTBeHHOE
MOBBIIIEHNE TUCTAHIUU 6-MUHYTHOI XOAbObI Ha 22 M
U CHUXXEHWE CPEHEro JIETOYHOTO apTepUaibHOTO JaB-
JICHUS, TaBJIeHUS B MPAaBOM MPEICEepAUN U PE3UCTEHT-
HOCTU JIETOYHBIX COCYAOB, B CPABHEHUM C KOHTPOJIb-
Hoi1 Tpyrmoit [19].

KoM06uHrpoBaHHas Tepanus MOXeT ObITh UCTIOJIb-
30BaHa MOCJIEAOBATENbHO WJIM Cpa3y H3HAYajbHO.
IMocnenoBareapHbIEe KOMOMHAIIMY — HaU0OJI€e IUPOKO
pacripoctpaHeHHas1 ctpateruss B PKU u B kinHuue-
CKOW TIpaKkTUKe: 100aBJIeHWEe K MOHOTeparuu BTOPOTO,
a 3aTeM U TPEThEro IMpernapara B cydyasx HealeKBaTHbIX
KJIMHUYECKUX PE3yAbTaTOB WU MpU yxyameHuu [1].
OnuH U3 coaBTOpoB EBpomeiickux peKoMeHIalui
o JIT mpodeccop Marc Humbert (®PpaHums) Bbiae-
JISIET TPU BapuaHTa KOMOMHUpOoBaHHOU JIAT -Tepanuu:

* MeJIeHHas MocjefoBaTe/bHasi KOMOWHAIUS
nocJjie KIIMHUYECKOTO YXYALIeHUST — “BEpOSITHO, XYI-
11as1 cTpaterust” (mobaBiieHWe BTOPOIo MpernapaTa yepe3
MECSIIBI/TOIBI TIOCIIE TIEPBOTO);

* ObIcTpast (“arpeccuBHas’™) TocjiegoBaTeIbHasI
KOMOMHAIIMs, €CJIU HEAOCTUTHYTHI LIeJU JIeYEHUS
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(moGaBJieHMe BTOPOTo Mpernapara yepe3 3-6 Mec. mocie
TEepBOTO);

* HavajbpHas (“mpenynpenuTtesbHas”) KOMOWHa-
LU ABYX WIK TPEX JIEKAPCTB.

[TosiBASIIOTCA pe3yabTaThl UCCIeI0BaHUIA, CBUIE-
TeJbCTBYIOIIME O Oosblell 2(hGHEKTUBHOCTY UMEHHO
HayaJbHOTO Ha3HauyeHUs KoMOUHupoBaHHOU JIAT -
Tepanuu CPEeACTBAMU Pa3JIMYHOrO TaTOreHeTUuYye-
CKOTO JIEHCTBUS, B YACTHOCTH, TagatadujioM U aMO-
puszeHtanoM AMBITION (the AMBrlsentan and
Tadalafil in patients with pulmonary arterlal
hyperteniON trial) [20], HeXeau MOHOTepamuu
OTAEJIbHBIMU MpenapaTaMu.

Boszenran (Tpaxiup®, Actelion Pharmaceuticals,
IBeiiiapus) Mo mpaBy CUMTAaeTCS “30J0THIM” CTaH-
JapToMm, “OimokGactepom” B seuenuu JIAT [6, 10].
Bricokast achdeKTUBHOCTh UM O€30TTacHOCTh Mpemnapara
ObUTM MOATBEPXKACHBI MIPU JIeueHUM > 157 ThIC MallueH-
TOB MO BCEMY MUDY, BKJIIOUas aeTeid B Bo3pacTe 2-17
set. bozeHTtan 61 uccinenosan npu JIATIT (unuomnaru-
YeCKOM, acCOLlMMPOBAHHOI C OOJIE3HSIMU COEAUHU-
TeJIbHOI TKaHW, ¢ MH(eKUMWeNl, BbI3BAaHHOI BUPYCOM
UMMYHOJe(pUIIUTa YeJIO0BEeKa, U CUHIAPOMOM Dii3eH-
MeHrepa) B MHorouucieHHbix PKW, kotopeie moka-
3a71M1 YMEHBIIIEHUE TIKECTU W BBIPAXEHHOCTU CHUM-
nToMoB, yayumienne D®K-BO3, reMommHaMUKH,
OxoKI' n JlonmiaepoBcKUX IoKa3aTeseil, KadyecTBa
XKW3HU OOJIbHBIX, MEPEHOCUMOCTU (hPU3UYECKUX HATPY-
30K, MpeAoTBpalleHre MporpeccupoBaHus 3adoJieBa-
HUS U yBEJIWYECHUE BPEMEHU M0 KIMHUYECKOTO YXYI-
menus [1, 6, 11]. TToBblllleHWe YPOBHS MEYSCHOUYHBIX
TpaHCaMUHa3 (BCJAEACTBUE KOHKYPEHIIMU OO3eHTaHa
C KETYHBIMHM COJIIMM) OTMedanoch v 2,7% nerteit
u 7,8% GonbHbIX >12 ser [11]. CneunanbHas ucIep-
rupyemas “kjaeBepHasi” JieKapcTBeHHas (hpopma O003eH-
TaHa OblJ1a 0100peHa K MpUMEHEHUI0 y neteil B EBporne
u Poccun [21].

Manurentan (Omcamut®, Actelion Pharma-
ceuticals, IlIBeitliapusi) — HOBBIN ABOIHONW APD,
CO3[aHHBIA [J1 TOBBIIEHUS 3((GEKTUBHOCTU U Oe3-
OIMaCHOCTH TepaIruu 3a CYeT TKaHEBOU cienubUIHOCTH
npernapara. MauuTeHTaH (Kak U ero ¢papmMakojoruye-
CKM aKTUBHBII MeTa0oJUT) 00amaeT BhICOKOW adbuH-
HOCThIO K pernientopam A u B sHmorenuHa-1, umeer
yIIydlleHHbIEe (PU3UKO-XUMUYECKUE CBOMCTBA 3a CYET
YBEJIMYEHUST JOJM HEUOHU3UPOBAHHBIX (hopM Moie-
KyJbl, YTO IO3BOJISIET IpernapaTy MpPOHUKaThb 4epe3
JUnoduIbHbIE KJIETOYHbIE MeMOpaHbl, MOBBICUTH
MEeHeTpaluIo NpernapaTa B TKaH!W, UMETh TepareBTUYe-
CKUe€ MPEeUMYIIECTBA U 00ECTIEUNTh 00JIee MOIITHOE BO3-
JIeCTBUE Ha ayTOKPUHHO-TIapakKpuHHBbIE 3(hGhEKTh
sHpoTenanHa-1 [22]. MamuTteHTaH cran nepBbiM JIAT -
npenapatoMm, B PKM KoTtoporo mepBUYHBIMU KOHEY-
HBIMU TOYKaMM ObLIM 3a007€BaeMOCTh U CMEPTHOCTh
[10]. SERAPHIN (Study with Endothelin Receptor
Antagonist in Pulmonary arterial Hypertension to
Improve cliNical outcome) — nnuTenpHOE HUCCea0Ba-



Dapmarxomepanusi cepoeUHO-coCyOUCMbIX 3A004e8aAHUI

HUE MallUTEHTaHa C OLIEHKON KJIMHUYECKUX COOBITUA,
Haubosiee KPYMHOE W3 TMPOBEACHHBIX 3a MOCJIEIHUE
ronsl PKU y 6onbHbIx JIALL 742 mauueHTa MoJjydyaiu
JledeHre MallUTeHTaHOM WM Tianebo B TedeHUe
B cpenHeM 115 Hex. OueHuBasioch BpeMs OT Havaja
Tepanvyd [0 TEePBOr0 HACTYIUIEHUS KOMIIO3UTHOM
KOHEYHOU TOYKU: CMEPTHU WJIU MPEACEPIHON CENTOCTO-
MWU, WIM TPaHCIUIAaHTAllUM JIETKUX, WIM WHULIMAIIN
Tepanvy BHYTPUBEHHBIMM WM TTOAKOXHBIMM (Dop-
MaMM TPOCTaHOWIOB, Wiau aApyroe yxynmeHue JIAT.
IIpumeHeHue mainuTeHTaHa B go3e 10 Mr 1 pa3 B cyT.
CMOCOOCTBOBAJIO CHMXKEHUIO PUCKA 3TOH KOHEYHOU
Touku Ha 45% (p<0,001) [23]. JleueHune oka3zaysoch
3(h(GEKTUBHBIM KaK y OOJIbHBIX, IMOJY4YaBIIUX CIELK-
uueckyro JIAT-Tepanuio, TaKk U y paHee HEJIEYEHHBIX
(“HauMBHBIX”) TALIMEHTOB. Tepanus xapakTepu3oBajlach
OnaronpusTHBIM MpoduiaeM Oe3ornacHocTu. Yacrora
OoJiee yeM 3-KpaTHOTO MOBBIIEHUST YPOBHS TPaHCAMU-
Ha3 OblJ1a He3HaYuTeNbHOM: 3,8% Tipu TipueMe Maru-
TeHTaHa B no3e 10 mr, 4,5% — B rpymie miane6o. bouio
OTMEYEHO CHIKEHHME YPOBHSI TeMorjoduHa <8 r/mi
v 4,3% 60abHBIX, MoTydyaBiiux 10 Mr manteHTaHa [23].

BaxXHbIM acrekToM KIMHUYECKON 3(PpPeKTUBHO-
CTU U 9KOHOMUYECKON MPUBIEKATEIBHOCTU MallUTEH-
TaHa CTAJI0 CHUXKEHUE PUCKA U YACTOThl TOCHUTAIN3A-
i 60abHBIX JIAT [24]. Puck rocnuTtanu3ainuii oT Bcex
npuunH cHusuiaca Ha 32,3% (p=0,0051) B rpymie
MaluTeHTaHa. YacToTa rocruTaau3aluii mo BceM Mpu-
YUHAM U YUCJIO KOMKO-IHel yMeHblnauch Ha 33,1%
(p=0,0005) u 31,0% (p=0,0336), COOTBETCTBEHHO.
Puck rocnurtanuzamuii B c¢Ba3u ¢ JIAI ObLT CHMXXEH
Ha 51,6% (p<0,0001) mpu tevernu 10 MT MallUTeHTaHA.
Yacrora JIAI'-rocnutanusaluuii ¥ KOJUYECTBO TOCHU-
TaJIbHBIX THEM ObLTO YMeHbIeHo Ha 49,8% (p<0,0001)
u 52,3% (p=0,0003), coorBeTcTBeHHO. Puck He-JIAT -
TOCTIUTANM3AlMI ObLJT OJWHAKOBBIM BO BCEX TpyInax.
Takum o6pa3oM, MaLIUTEHTAH MPU JUTUTEIBHOM ITpUMe-
HEHWU B Pa30oBOii CYyTOYHOI no3e 10 Mr CyliecTBEHHO
CHU3WJI PUCK U YaCTOTY FOCIUTAIU3ALMI OT BCEX TIPU-
YUH, OJlarogapsi YMEHBIIEHUIO PUCKA U YACTOThI CBSI-
3aHHbIX ¢ JIAI rocriurtanuzanuii [24]. B HacTosiee
BpeMsI TPOXOJAT KPYITHbIE UCCIENOBAHUS IO U3YYEHUIO
3¢ GEKTUBHOCTU M 06€30MaCHOCTU MallUTeHTaHa B ET-
ckoil nmpaktuke, npu XTOJII, cunapome DilzeHMeH-
repa, TOPTOMYJIbMOHAIBHOMN TUTIEPTEH3UHU U JP.

Eie ogHUM WMHHOBALIMOHHBIM MpemnapaToM, yxe
ucnoyibzyeMbiM 1151 JiedeHust JIAI' B CIHA u EBpore,
cran cenekcunar (Anrpasu®, Actelion Pharmaceuticals,
[IBeiiiapusi) — nepopaibHbIA CETEKTUBHBIA arOHUCT
IP-penienTopoB MpocTalMKIWHA. XOTS CeJeKcumar
U €ro MeTabOJIUT UMEIOT CXOAHbIE C SHAOTEHHBIM MPO-
CTAaLIMKJIMHOM CIOCOOBI AeicTBUsA (cTumynsauus [P-
peLenTOPOB), OHU XUMUYECKU OTJANYAIOTCS OT MPOCTa-
LUKJIWHA Apyroil ¢apmakojorueid [1]. B nuiaoTHom
PKMH y 6oabHbIX JIAT, nojydyaBinx cTabMIbLHYIO Tepa-
o APD n/mmm n®AD-5, cenekcumnar CHU3UI pe3n-
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CTEHTHOCTb JIETOYHBIX COCYAOB uepe3 17 Hea. JedeHus
[25]. B IIT daze PKM GRIPHON (Prostacyclin (PGI,)
Receptor agonist In Pulmonary arterial HypertensiON)
¢ OLIeHKOM coObiThii y 1156 GonbHbIX JIAI 6bLTO TTOKA-
3aHO, YTO CEJIEKCUIIAr OAWH WU B 100ABIEHUE K MOHO-
un nBoiiHoM Tepanuu APD n/unmm nu®AD-5, okazancs
CITOCOOHBIM CHU3UTH Ha 39% (OTHOIIIEHWE IIaHCOB
B CpaBHEHUU ¢ rpymmoi miaue6o 0,60; 99%-it nosepu-
TenbHbI nHTepBai 0,46-0,78; p<0,001) KOMIO3UTHYIO
KOHEYHYI0 TOYKY 3a00J€Ba€MOCTM U CMEPTHOCTHU
(BKJTIOYABIIIYIO CMEPTh OT BCEX MPUYMH, TOCTIUTAIN3A-
UM BcaencrBue yxyniieHus JIAI, mporpeccupoBaHue
JIAT, nmorpeboBaBlliee TpaHCIUIAHTALIMIO JIETKUX WIU
MPEICEePAHYI0 CENTOCTOMUIO, WHUIMAIAIO TapeHTe-
pPaJIbHBIX MPOCTAHOUIOB WJIM XPOHUYECKOE MPUMEHE-
Hue Kuciopoma) [26]. CyliecTBEeHHBIE pa3IMYKs
B JIETAJIbBHOCTU MEXAY ABYMS IPYIIaMy OTCYTCTBOBAJIU.

Texymue aokaszatenbcTBa, nojgydeHHble B PKU
npu JIAT, mokasbIBaloT, YTO:

* MOHOTepamnus CIocoOHa CHU3UTh KPaTKOCpPOY-
HYIO CMEPTHOCTb (MeTa-aHaau3bl) U YIY4IIUTh OTIa-
nennble ucxoabl (PKM SERAPHIN, GRIPHON)
y BIIEpPBbIE BBISIBIEHHBIX U TUAarHOCTUPOBAHHBIX paHee
60bHbBIX JIAT;

* TIocjienoBaTesibHasi KOMOMHUPOBAaHHAS Tepanus
CMOCOOHA YIYYIIUTh KPAaTKOCPOUHBIE (METa-aHalru3bl)
u npoarocpouHsie (PKM SERAPHIN, GRIPHON)
ucxodsl y 6oJbiiMHeTBa JIAT-nauueHToB;

* HayajlbHasi KOMOWHUWPOBaHHas Tepanus CIo-
CcoOHa yMy4ylIWTh OTAAJEHHBIE MCXOAbl B CPaBHEHUU
¢ moHotepanueit (PKU AMBITION) y He snedeHbIX
paHee 601bHbIX JIAT, HavyanbHast KOMOWHALIMS TPEBOC-
XOIUT MOHOTEPATIUIO TIPU TIPSIMBIX CPAaBHEHMSIX.

Paznuunble craguyM KIMHWYECKWUX WCTIBITAHUN
MPOXOAAT HOBbIE MpenapaThl s jedyeHus JIALL uHru-
OUTOp TUPO3UHKMHA3BI HUJIOTUHWO, YACTUIHBIN aHTa-
TOHUCT D,-modaMUHOBBIX PELIENITOPOB, aApeHepruye-
CKUI aHTaroHUcCT, aHTaroHucT SHT,, 5,-CEPOTOHUHO-
BBIX PElENTOPOB Teprypua U Ap. [lepcrieKTMBHBIMU
takke sBiasitorcss PKU ¢ pereHepaTUBHBIMU CTpaTeru-
SIMM, paHHSs 3alliCh Ha TPaHCIJIAHTAlMIO JIETKUX,
OCHOBaHHAas1 Ha OTBETE Ha MEMKAMEHTO3HYIO TEPAITUIO
U TIPOTHOCTUYECKMX TTOKa3aTesisix. bynayuiee B 1e4eHUU
JIAT BBITISIUT MHOTOOOEIIIAIOIIM.

3akimoueHue

Takum o6Gpa3oM, XOpOIIO OpraHU30BaHHAS CIie-
LIMATU3UPOBAHHAS MYJBTUAUCUMUIZIMHAPDHAS CUCTEMa
BeaeHus OosbHBIX JII' 1 neuenune JIAT-crieuuduue-
CKMMM TTpenapaTaMu SBJISIOTCS BaXXHeWIMMU ¢phakTo-
paMy B CHMXEHMHU 3a00JIeBA€MOCTA U CMEPTHOCTH.
MexnpodeccuoHalbHbBII MOAXOA K OKa3aHUIO
nomouy nanueHTaMm ¢ JIT' B yCI0BUSIX peTMOHAIBHOTO
ueHtpa u tepanus JIAI'-TapreTHbIMU JeKapCcTBaMU
MO3BOJISIIOT CYIIECTBEHHO IMOBBICUTh BBIKUBAEMOCTh
OOJIbHBIX.
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