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NETOYHAA TMNEPTEH3UA:
AKTYAJIbHbIE BOINMPOCbI AUATHOCTUKHA

U NEMEHUA

(DedepanbHoe 20Cy0apcmeeHHoe yupexxoeHue
Poccutickuti kapouonozu4eckuti HQy4YHO-NPoU3800CMBEHHbIU KOMNJIeKC

AG6cTpakT: JlerouHaa runepteHsua (JIN) - 310
rpynna 3aboneBaHui, XapaKTepPU3YLMXCA NpPo-
rPeccupyoWwyM NoBbILIEHNEM NErOYHOTO COCYAUCTO-
ro COMPOTMBAEHUSA, KOTOPOE MPUBOAUT K Pa3BUTUIO
NPaBOXesTyAOUYKOBOW CepLAEYHON HeLOCTaTOYHOCTM 1
npexaeBpemMeHHon rmbenn naumneHToB. B HacToAwwen
CTaTbe NpepcTaB/ieHa COBPEMEHHAA KIIMHUYeCKaa u
dyHKUMOHanbHaa knaccudukauyma JI, anroputm gua-
FHOCTMYECKOr0 NOWCKA, Mpeanonaraowmii BblaeneHmne
yeTblpex OCHOBHbIX 3TanoB.. | 3Tan — 3To Nogo3peHue
y 605bHOro Hannumsa JIIN Ha OCHOBAHUN KJIMHUYECKINX
CMMNTOMOB, AaHHbIX (U3MKanbHOro 06cCnefoBaHNA,
METOLOB CKPUHWHIA 1 ClyYalHblX Haxodok. Ha Il atane
ocywecTenseTca Bepmoukaumna guarHosa JIl c nomo-
LLbIO TAKNX MHCTPYMEHTaJIbHbIX METOZIOB, Kak NEKTPO-
Kapgunorpadus, peHTreHorpapua OpraHoB rpPyAHON
KNeTKK, TpaHCTopaKanbHaa axokKapaunorpadus, Kate-
Tepu3aummn NpaBbiX OTAENOB CEPALA C NPOBEAEHNEM
oCTpbix GapmMakonormyeckux Tectos. Ha lll atane ycra-
HaBNMBaeTCA KAUHUYeckni Knacc JII Ha ocHoBaHWUM
JaHHbIX GYHKLMOHANbHbBIX JIEFOYHbIX TECTOB, aHaNM3a
ra3oBOro COCTaBa apTepuasibHON KPOBW, BEHTUAALU-
OHHO-NMePdY3UOHHON CLUMHTUTPadUN NETKMX, KOMMbIO-
TepHol Tomorpaduw, aHrnonynbmoHorpadun. Ha IV
aTane oueHuBaetca Tun JII (nabopaTopHble, yHKLUY-
OHasbHble TecTbl U Y3W 6piowHon nonoctwn). JleueHne
60nbHbIx JII Bcerpa ABNANOCH CNOXHON 3agauen. Tpa-
OVUMOHHaA Tepanua aHTarOHUCTamMy Kanbuua, aHTW-
KoarynaHTamu, auypeTMkamm, KACJIOPOAOM 4YacTo He
no3gosAna 3¢pPpeKTMBHO NOMOUb 60JIbHBIM, NPOASINTD
NX KN3Hb U CYLLECTBEHHO YNy4YlIMTb ee KayecTBo. B
nocnenHne rogbl CMTyaLma CyLecTBEHHO N3MeHMIaCh
B CBA3W CO 3HAUMTENbHLIM YBENIMUYEHNEM UYMUCNA PaH-
JOMU3NPOBaAHHBIX KOHTPOIMPYEMbIX WCCIIEL0BAHUN
B 3TON 00nacTn. B KNMHMYECKy0 MpaKTWKy yCnewHo
BHeApeHbl npenapaTbl AnA fieveHna 6onbHbix JIAT -
AHTArOHWUCTbI PELLeNTOPOB SHAOTENNHA, MPOCTAHOULDI,
nHrnémtopbl pocdoamacrepassbl.

KnioueBble cnoBa: s1e204HasA 2unepmeH3us, 0as-
JleHue 8 1e204HOU apmepuu, 0Ud2HOCMUKA, JiedeHue.

MuH30pascouypazsumus P®,
2. Mocksa, Poccus

Abstract: Pulmonary hypertension (PH) is the
group of diseases characterized by progressive
increase of pulmonary vascular resistance leading
to right heart failure and premature death of
patients. This review represents the modern
clinical and functional classifications, diagnostic
algorithm with four main steps. The 1st step -
PH suspicion- includes the analysis of clinical
symptoms, physical examination, screening and
occasional findings. The 2nd step - PH diagnosis
verification- requires some instrumental methods
performance, such as ECG, transthoracic echo,
chest X-ray, right heart catheterization with acute
pharmacological testing. The 3rd step means
clinical class determination on the basis of lung
function tests, ventilation-perfusion scan, CT and
angiopulmonography. The 4th step task is PH type
clarification (lab and functional testing, abdomen
ultrasound). The PH treatment has always been a
real challenge for physicians. Traditional therapy
with calcium channel blockers, anticoagulants
diuretics, oxygen often fails to help the patients
effectively, to prolong their life, to improve its
quality. Lately, on increasing of the number
of randomized controlled studies in this field,
the situation has been changed greatly. In the
clinical practice there used the drugs for the
treatment of pulmonary arterial hypertension-
endothelin receptors antagonists, prostanoids,
phosphodiesterase type 5 inhibitors.

Keywords: pulmonary hypertension, pulmonary
artery pressure, diagnostic, treatment.
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TepmuH «nerouyHasa runepteHsus» (/N obve-
OVIHAET rpynny 3aboneBaHUI, XapaKTePU3YOLNXCA
NPOrpeccupyoLLM MOBbILLEHNEM JIEFOYHOIO COCY-
AVCTOro COMNPOTMBIIEHUS, KOTOPOE NPUBOAUT K pas-
BUTUIO MPABOXeNYAOUYKOBOWN CcepaeyHoOn HepocTa-
TOYHOCTU U NpeXaeBpemMeHHON rMbenn nauneHTos.
IwnarHos JIT yctaHaBnuBaeTCcA Npu ypOBHe CpefHero
AaBrieHuA B neroyHon aptepun (CAJ1A) B nokoe 6o-
nee 25 Mm pT. CT.

B cootBeTcTBUM C POoccnmckummn pekomeHgaums-
MW MO AnarHocTuke u nederHwuto JII (2007r.) sbigens-
10T 5 KNMHNYecknx kKnaccos (tabnuua 1) [1].

Ta6bnuua 1.
KnuHunueckasa knaccnpukauusa JI
1. JlezcoyHasa apmepuanbHaa 2aunepmeH3us
(JIAT):
1.1.  Wanonatnueckas JIT (L)
1.2. CemenHaa JIr
1.3. AccoummpoBaHHas C:
1.3.1. cucTEMHbIMKX 3a060NIEBAHUAMN COEANHUTESb-
Hol TKaHu (C3CT)
1.3.2. BpPOXOEHHbIMN NMOpPOKaMM ceppua (cuctem-
HO-JIerOYHbI€ LUYHTbI)
1.3.3. nopTanbHOM runepTeH3nen
1.3.4. BUY-nHdpeKkumen
1.3.5. nekapCTBEHHbIMM U TOKCUYECKUMMK BO3[EN-
cTBUSAMUA
ApYyrumu (NopakeHus WUTOBUAHOW Xenesbl,
6one3Hb lowe, o6MeHHble 60M1e3HN, Hacnea-
CTBEHHAsA remMopparnyeckasa TeneaHrnskK-
Tasua PaHplo-Ocnepa, remornobuHonatuy,
mMuenonponudepaTrBHble 60Ne3HM, CNEH3K-
TOMUA)
1.4. AccoummpoBaHHaa CO 3HAYUTENIbHbIM MOpa-
YKEHVEM BEH 1 KanwnAapoB:
1.4.1. JlerouHas BeHO-OKKJ/I03NOHHasA 60/13eHb
1.4.2. JleroyHbln KanUANAPHbIN FreMaHIMOMaTo3
1.5. Tlepcuctmpytowasn JIN HOBOPOXKAEHHbIX
2. JlezoyHasA 2unepmeH3uUsA, acCOYUUPOBAHHAA
C NopakeHUAMU Jiedbix omadesios cepouya:
2.1. HapylweHue HanoJIHEHNA NIEBOTO »eNyaouka
2.2. rnopaxeHuA KranaHHOro annaparta cepgua

1.3.6.

8-495-414-64-50, trukhiniv@mail.ru

(MUTpanbHble NOPOKK)

3. JII, accoummpoBaHHadA C naTofiornen pAbixa-
TeNbHOW CUCTEMbI W/ TMNOKCEMUEN:

3.1. XpoHuYyeckas ob6CTPyKTUBHaAA GonesHb ner-
KX

3.2. vHTepcTMUManbHble 3a00NeBaHNA NErKUX

3.3. HapyleHuA gbIxaHNA BO Bpems CHa

3.4. anbBeonApHaa rMNOBEHTUAALMA

3.5. BbicokoropHasa JITT

3.6. HeoOHaTasibHble Mopa*KeHA Nerkmx

4. JII scnedcmeue xpoHuyeckux mpombéomu-
YyecKux unu sm6onuyeckux 3abosieeaHuli:

4.1. Tpomboambonunyeckas o6CTPyKLuMA MPOKCU-
ManbHbIX NeroyHbix aptepun (J1A)

4.2. Tpomboambonunyeckas o6CTpyKUMUA aucTanb-
Horo pycna J1A

43. HeTpoMOOTMYECKUe fieroyHble ambonum (ony-
XOnu, NapasnTapHble 3ab0eBaHNA, NHOPOA-
Hble Tena

5. CmeuwiaHHble hopmbl
capkoupgos, ructmoumntos X, numdpaHrnoma-
TO3, KOMMPEeCCUA JIerOYHbIX COCYyoB (ageHo-
natns, GubpPo3NpPYIOLLMIA MeANACTUHNT)

MaToreHes JI BKMOYaeT YeTbipe OCHOBHbIX Ma-
Todum3nonormyecknx peHomeHa:

+ CNa3M NIEFOYHbIX COCYAOB;

+  penyKLMIo NEFOYHOrO COCYAUCTOro PycCna;

+  CHW>KEHME 31aCTUYHOCTU JIEFOYHbIX COCYLOB;

« 0b6nuTEpPaUMIO NEroYHbIX COCYAoB (TPombo3 in
situ, nponndepaumio rnagKkomMbIEYHbIX KNETOK —
rMK).

OCHOBHYI0 pOnb B YKa3aHHbIX NpoLueccax urpaet
ANCOYHKUMA 1NN NOBPEeXAeHWe 3HAOTeNnuA, npu-
BOASALME K HapylleHno 6anaHca Mexay cocypocy-
XKUBALWUMU N COCYQOPACLINPALLMMA BeLlecTBa-
MU. BbICBOOOXAEHNE XEMOTAKCUYECKUX areHToB 13
NOBPEXAEHHbIX KNETOK 3HAOTENUA Bbi3blBAET MU-
rpaumto TMK BO BHYTPEHHIOIO 000NIOUKY JIErOYHbIX
aptepuon. Cekpeuusa MefMaTopoB C COCYAOCYXU-
BAIOLL MM LENCTBMEM CMOCOOCTBYET PAa3BUTUIO TPOM-
603a in situ. B pe3ynbrate noBpexaeHne sHOOTENNSA
nporpeccupyet, 4YTo MPUBOAUT K PEMOAENNpPOBa-
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HUIO NErOYHbIX COCYAOB, HapacCTaHUIO COCYAMCTOMN
06CTpYyKUMK 1 0bnuTEpaLnn CocynoB.

KIVWHUYECKUE NPU3HAKW U CUMINTOMDbI

« OfpblliKa MHCNUPATOPHOrO XapakTepa pasnuvu-
HOW CTeneHU BblpaXXeHHOCTU. Kak npaBuno, ¢ Teye-
Hvem 60ne3HN ofblllka NPOrpPecCcMBHO HapacTaerT.
Mpu 3ToMm Npuctynbl yayubsa obbluHO He Habnofa-
totca [2].

- bonu B rpygHon KneTtke, umewme Heonpege-
NEHHbIN XapakTep: AaBAluMe, HOWLKMe, KonoLue,
oknmatowme. OHM He MMEeIOT YeTKOro Havana, gnat-
CA OT HECKOJIbKMX MUHYT 4O CYTOK, YCMAINBAIOTCA Npu
bm3nyecknx Harpyskax, obblYHO He KynupytoTca
NPUeMOM HUTPOINMLUEeprHa. Y HEKOTOPbIX MauueH-
TOB OTMEUATCA TUMNYHbIE NPUCTYMbl CTEHOKapANK:
WHTEHCUBHbIE MpUCTynoobpasHble 60K CKUMato-
Wero xapakrepa, NnokKanusylowmeca 3a rpyanHowu,
WHOrAa uppagunpylue B neBylo NTONaTKy U NEBYHO
PYKY, UTO MOXET UMUTMPOBATb ULIEMMYECKYID 60-
ne3Hb cepaua (MbC) n gaxe ownMbBOYHO AMArHOCTK-
poBaTbCA Kak OCTPbIN MHOAPKT M1OKapaa.

« [onoBokpyxeHna n obmopoknu (bonee yem y
50% nauueHToB). MpoBounpyoTCa PprU3nyeckon Ha-
rpy3skoin. lNosBnaetca 6GnegHoOCTb, 3aTeM LMAHO3
KOXMW NNLA, KOHEYHOCTEN, BO3MOXHO BbIKJIlOUYEHMe
CO3HaHuA. [podonXnTenbHOCTb OOMOPOKOB 2-5
MWH, nHorga 20-25 muH.

« CepauebrieHuns n HapyLleHNa CepaeyYHoro puT-
Ma (npwu 3Tom Ha JKI 3110KauecTBeHHbIe HapyLUeHUsA
puTMa 06bIYHO He PerncTpupyoTCa, Yalle oTmeya-
€TCA CUHYCOBasA TaxnKapams).

« Kawenb (npymepHo y 1/3 nayueHTOB).

» KpoBoxapkaHbe (npumepHo y 10% nauneHToB).
O6bIYHO BO3HMKAET OAHOKPATHO, HO MOXET NPOA0I-
»KaTbCSl HECKOMbKO AHEN.

[nA OueHKN TAXeCTU COCTOAHMA MaUMEeHTOB C
Il ncnonb3yetca dyHKUMOHaNbHaA Knaccndurka-
umna (BO3), agantnpoBaHHaa ana 6o0sbHbix ¢ JII Ha
OCHOBaHMUM KnaccudburKaumm npepsioxeHHon Aans
XapaKTepuUCTUKN GONbHbIX C CepAeYHON HepocTa-
TOUHOCTbIO Hblo-MlopKcKol Kapanonornyeckon ac-
coumaumen (NYHA) [1,3].

| dyHkumoHanbHbinl Knacc (DK). ObbiuHana du-
31YyecKasn akTVBHOCTb He Bbi3blBaeT OAbILWKK, C1labo-
CTr, 60NN B rPyAHON KNETKe, roNoBOKPY>KEHUS.

Il ®K. OTmeuaeTca HeKoTopoe cHMXeHne $r3u-
YeCcKoW aKTUBHOCTW. [auMeHTbl B MOKOe oLyl aT
ceba KompopPTHO, 0AHAKO 0bObluHas dr3nyeckas Ha-
rpy3Ka COnpoBOXAAETCA OAbILLKON, cnabocTbio, 60-
NblO B rPYAHON KIETKE, FOfIOBOKPYKEHNEM.

Il ®K. QOusmyeckasa aKTMBHOCTb BbIPAXKEHHO
orpaHuyeHa. [laxxe Hebonblwas pusnyeckan Harpys-
Ka BbI3blBaeT ofbllKy, cnaboctb, 605b B rpyaHou
KIeTKe, FONOBOKpPYXKeHue.

IV OK. MNayuneHTbl He cNOCcobHbI NEPEHOCUTD Jito-
6yto Ppu3myeckyto Harpysky 6e3 nosBneHna yKkasaH-
HbIX cMMNTOMOB. OfblllKa unn cnaboctb MOryT nNpu-
CYTCTBOBATb [laXe B NOKOe, AMCKOMOPT Bo3pacTaeT
npw MUHNUMaNbHOM GU3NYECKON aKTUBHOCTH.

ANATHO3 N PEKOMEHAYEMbIE KNTMHUNYECKUE
NCCNEQOBAHUA

Ownarno3 JII yctaHasnunBaetca npu COJIA 6onee
25 mMm pT. cT. B nokoe. [inarHo3s JIAl yctaHaBnvBaeTca
npwv cpeaHem /1A 6onee 25 MM pT. CT. B NOKOE Npu
dbur3nyeckol Harpyske 1 HOpMarbHOM YpPOBHe AaB-
NeHVA 3aKNNHMBAHNA B IETOYHON apTepun (8-12 Mm
pT.cT.) [1,3].

Crpaterua gnarHoctuku JII npegnonaraet npoee-
LEeHMe KOMMMeKCHoro obcnefoBaHmA € Lenblo ycTa-
HOBMIEHUA AMarHo3a, KNMHNYECKOro Knacca v Tmna, a
TaKXe OuUeHK/ GYHKLMOHANbHOIo U remoanHaMmye-
CKOro cTaTyca nauneHToB. LlenecoobpasHo BbigennTb
cnegylowme 3Tanbl guarHoctuyeckoro n auddepeH-
LunanbHO-gmnarHoctTuyeckoro npouecca (cxema 1) [11.

Cxema 1. 3Tanbl gnarHoctukun JIr

I. nodo3speHue y 6onbHo20 Hanuvua JIr
* KIMHWYeCcKre CMNTOMbI,

« ¢du3mMKanbHoe obcrieqoBaHue,

+ npoueaypbl CKPUHUHTA,

+ CJlyyalHble HaxodKu

Il. sepucpuxkayus ouazuvosza Jir

« 3neKTpokapguorpamma (IKr),

+ peHTreHorpaduna opraHoB rpyaHON KNeTKK,

« TpaHCTOpaKasbHas axokapanorpadua (IxokKr),

+ KaTeTepu3auuu Npasbix OTAENIOB CepAaLa C NpoBe-
LEeHVEeM OCTPbIX papMaKoNOrnmyecKnx TeCToB.

lll.ycmaHoeneHue knuHuyeckozo knacca Jir

+ OYHKUNOHaNbHble NeroyHble TecThbl,

+ aHanu3 razoBOro COCTaBa apTepuasnbHON KpoBy,

+ BEHTUAUNOHHO- nepdy3noHHana cuuHTUrpadua
Nerkux,

« KOMMbloTEpPHaA Tomorpadus,

+ aHrvonynbmoHorpadus.

IV. oueHnka JII:

+ TWM - aHanu3bl KPoBU (0OLWKMIA: onpeseneHne Konu-
yecTBa remMornobrHa, 3puUTpoLMTOB, NeNKOLUTOB,
TPOMOOLMTOB, TFeMaToKpUTa; OUOXUMUYECKMIA:
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oueHKa OyHKUUKW nouek, MeyeHW, copepkaHuA
6enKa; UMMYHONOIMMYECKUIA: BblIBNEHNE aHTUTeN
K KapguonunuHy, BONYaHOYHOIO aHTUKOArynsH-
Ta; Koarynorpamma, Tect Ha B/Y, Y3U BHyTpeHHNX
OpraHos),

+ ¢OyHKUMOHanbHaa cnocobHOCTb BOMbHbIX - TecT
6-MUHYTHOI XoAbbbI (TecT 6-MX), Kapanonynbmo-
HaNbHbIN TecT (NMKoBoe NoTpebrieHne KNCNopo-
[a, aHa3pOo6HbI nopor)

OnddepeHumnanbHylo auarHoctuky JIAT uauwe

BCEro NpoBoAAT C:

« JII BcneactBre npnobpeTeHHbIX NOPOKOB cepaLla
(MUTpPANbHbIN CTEHO3);

« JII npn nopaxkeHnu neBbixX OTAENOB CepALa;

« JIl BCcnepgctBue BPOXKAEHHbBIX MOPOKOB cepaua
(CUCTEeMHO-NEeroYHbIe WYHTbI)

+ JII Ha doHe xpoHMUecKom Tpomboambonunm nerou-
HOW apTepuu;

« JII npn XpoHNYecKnx 3ab6oneBaHnNAX Nerkmx.

JIEMEHUE

OCHOBHOI UenNblo MefMKaMeHTO3HOWM Tepanun
ABNAETCA CHUXKEHMe 3a001eBaeMOCTU U CMEPTHOCTU
60nbHbIX JTT.

3apaum Tepanuu:

+ YAYYLINTb KIUHUYECKOW CUMMATOMATUKU;

+ MOBbLICUTb TONEPAHTHOCTb K Harpyskam (gucraH-
umna B Tecte 6-MX 6onee 380 m);
OK (BO3) mo II;

+ YAYYLINTb KaYeCTBO XN3HY;

+ YAYYLINTb reMOANHaMNYECKME NapaMeTpbl;

-- cepaeyHblt nHaekc (CK) 6onee 2,4 n/MUH/M%;

-- AABJIEHWE B NPaBOM Npeacepanmn meHee
10 MM pT. CT,;

-- CHWKeHue obLlero NeroyHoro Cocyauctoro co-
npotmenenmna (OJICC) bonee uem Ha 30%;

+ YBENMUYUTb BPEMEHU [0 Pa3BUTUA KIIMHNYECKOTO
yXyLLEeHNs;

InA pelweHna 3TUX 3ajay Ha3HayaeTCca CTaHAApPT-
Haa Tepanua JII, BKNouawwaa aHTUKOArynaHTbl ©
aHTWarperaHTbl, aHTarOHUCTbI KanbLMA, KNCI0OpPOao-
Tepanuio, Npu Pa3BUTUMN ABJIEHUI HEAOCTAaTOYHOCTHU
KpoBoOOpalleHWsA- cepaeyHble rnMKo3mnabl U auype-
TUKW.

Ina neyenus 6onbHbix ¢ JIAl B nocnegHue
rogbl noasunucb JIC, BO3AeNCTBYOLWME HA MaTo-
reHeTMYeCcKne MexaHU3Mbl pasBuTMA 3aboneBa-
HWA- NPOCTarnaHAVHbI, aHTAarOHNCTbI PELENTOPOB
sHOoTennHa (AP3), okcupa as3ota M UHIMGUTOPBLI
docdopmactepasbl Tvna 5 (MOL3-5).

CTAHAAPTHAA TEPANNA

[na npepoTepalleHns 3mMO0NUM NEroYHbIX COoCy-
[0B 1n/vnu pa3snutna Tpombo3a in situ npu JIT ucnosnb-
3yl0TCA aHTUKOArynaHTbl Henpamoro aencraus [1,3]:

BapgapuH sHympe nocne sedepHe2o npuema
nuwu 2,5-5me 1 p./cym.

HanbHenwmnn pexum Jo3UpoBaHWA yCTaHaBAU-
BaloT MHAUBMAYASIbHO MOA KOHTPOSieM MeXAyHa-
poAHOro HopManusoBaHHoOro otHoweHua (MHO).
Bce nmaumeHTtol ¢ WIAT, JIAT Ha ¢oHe CUCTEMHbIX
3aboneBaHNin COeANHUTENbHONM TKaHW UK Npuema
AHOPEKTUKOB [OMKHbl MOXW3HEHHO MNPUHUMaTb
BapdapuH go crabmnusauun MHO Ha ypoBHe 1,5-
2,5.Mpun T Ha $oHe XpOoHMUYECKON TPOMO60IMOoNNK
neroyHon aptepuu uenesbimn yposHamu MHO ss-
nawTtca 2,5-3,0.

Ona sTon ke uenn NPUMEHAITCA npenapartbl
HU3KOMOJEKYNIAPHOro renapuHa:

HadponapuH kansyua n/k 5700 ME (0,6 mn) unu 85
ME/kz 2 p./cym. 8 1-U mecay nedeHuUa unm

dHokcanapuH Hampusa n/k 1 me/kz 2 p./cym. 8 1-U
mecAy neyeHus

B KauecTBe nogaepkmBatoLLen Tepanuu:

HadponapuH kansyua n/k 2850 ME (0,3 mn) 1-2 p./
cym. nnu

Ta6nuua 2. AHTaroHUCcTbl Kanbuua npu Jir

[osa (mr/cyt.) npn [osa (mr/cyt.) npu [o3a (mr/cyT.) npn

Mpenapar CrapToBas fo3a CANA< CANA CaAnA>
50 Mmm pT. CT. 50-100 Mmm pT. CT. 100 Mmm pT. CT.

HIGeAMnIH 20-40 40-60 80-120 120-180
(NponoHrmpoBaH.)
amnoaunnuH 2,5-5 10 12,5 15
naumgununH 2-4 4-8 8
ncpagunuH 2,5-5 7,5-10 10-12,5 12,5-15
OUNTUa3EeM 30-60 120-180 180-240 240-360
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SHokcanapuH Hampua n/k 40 me 1 p./cym.

Kpome Toro, npu JIAI nokasaHbl ge3arperaHTbl:

Auemuncanuyunosas Kucioma eHympe 100 me 1
p./cym.

+  Kucnopopgotepanusa pekomeHayeTca 605b-
HbiMm ¢ JII Ha poHe XpOoHUYEeCKoW OOCTPYKTMBHON
6onesHn nerkux (XOBJ1), y KOTOpbIX Heo6xoanmo
AOCTVXKeHMe napuuanbHoro fasneHus O, B apTepu-
anbHoun KpoBu meHee 8 KINA Ha NpoTAXKeHUN He Me-
Hee 15 yacoB B cyTKW. PekomeHAyeTca gnuTtenbHas
noctosaHHaa Tepanua O, 6onbHbiM JIT ¢ Napymnanb-
HbiM AaBneHnem O, B apTepuranbHO KpOBM MeHee 8
KIMA (60mm pT.CT.)

+ CeppaeuHble rMMKosunabl

JuzokcuH 8Hymps 0,125 me 2 p./cym.

e Anypetvikn

AmakpuHosasa kucioma eHympe 50-100 me 1p./
cym;

Oypocemud sHympo 20-120 m2 1 p./cym

Topacemud sHympo 5-20 m2 1 p./cym

CnupoHonakmoH eHympe 25-150 me 2p./cym

Bo Bcex cnyuyasax Ha3HauyeHWA ONYPETUKOB He-
06X0MMO KOHTPONMPOBaTb YPOBHU 31EKTPOSIUTOB
KPOBMU, a TaKe COCTosHME GYHKLIN MOYeK.

CNELUMOUYECKAA TEPANNA NAT

AHTaroHMCTbl Kanbuus

KpuTtepmammn noteHumanbHon 3¢bdeKTUBHOCTA
Tepanuu aHTaroHNcTamun Kanbuma y 6onbHbix ¢ JIAT
ABNAETCA NONoXWTeflbHaA  dapmakonornyeckas
npoba ¢ Basogunatatopamu (oKcup asoTa, Npo-
ctargaHauH E1): cHmxkeHne cpegHero OJ1A 6onee
yeMm Ha 10 MM pPT. CT. O YPOBHA MeHee 40MM PT. CT.
NPV MOBbIWEHNN U HEU3MEHHOWN BeNn4yMHe cep-
JAeyHoro Bblbpoca (Tabnuua 2). MokasaHuAMN K Ha-
3HaueHnto AK ABRAIOTCA: cepAeyHbll MHAEKC bonee
2,1 n/MUH/M?, HacblLeHne BEHO3HOWM KPOBMK KUCIIO-
popnom 6onee 63%, aaBneHne B NPaBOM Npeacepanm
MeHee 10 MM PT. CT.

[lo3y npenapatoB noabupatoT, HauMHaA ¢ MUHU-
MasnbHOW, € y4yeToM ypoBHA [J1A 1 nokasatenen re-
MoauHaMuKW. Npu gekomneHcauum npaBoro eny-
[OYKa npenapaTtom Bblibopa ABNAETCA aMIOAUMUH.
AK abcontoTHO NPOTMBOMOKAa3aHbl Npu:

+  CU meHee 2,1 n/MnH/MZ%;

. HacblleHneM KUCNOPOAOM KPOBM B JIerou-
HOW apTepun meHee 63%;

. JaBneHnn B npaBom npepcepanmn 6onee 10
MM PT. CT.

MpocTarnaHanHbI

3a py6exoM npuMeHalTcA cTabunbHble aHano-
rm npocrarnaHavHa |, (NPoCTauyKAnKH) C MOLLHbBIM
Ba30AMNATUPYIOLLMM AEACTBUEM Ha COCYAbl MaNnoro

Kpyra KpoBoobpalleHus, Bbi3biBatoLne aHTUarpera-
LMOHHBIV 1 aHTUNponndepaTnsHbIn 3dpdekTbl. B Ha-
Wen cTpaHe NpUMeHAeTCA npenapaT U3 3Ton rpyn-
Nbl- NpocTarnaHavH E1.

MpocmaznarouH E1 8/8 kanenvHo 30 He/Ke/MUH
(kypcamu 2-3 Hedenu)

BBepeHue npenaparta HaumMHatT ¢ fo3bl 5-10 Hr/
Kr/MVH, KOTOpYIO MOCTENEHHO YyBenuumsaloT. Bos-
MOXHO COueTaHue C aHTaroHWcTamu Kanbuus. lNpo-
ctarnanauHbl E1 u |, nokasanbl npu JIAT [l n IV OK
(BO3), npn cepaevHOM nHaekce meHee 2,1 n/MUH/M?,
HacbIlWEeHNN KUCNOPOAOM BEHO3HOW KPOBU MeHee
63%, naBneHUn B NpaBomM nNpeacepann 6onee 10 mm
pT. CT. Kpome TOro, npocrarnaHAnHbl MOXKHO Ha3Ha-
yaTb nepep TpaHCMAaHTaUMeN Nerknx B cnyyae He-
30 PeKTUBHOCTM TPAANUMOHHOIO fleyeHunsn [3].

C 2010r. B Poccun 6b11 3aperncTpmupoBaH MHra-
NAUMHHBIN NPOCTALUMKIANH - MNONPOCT ANA NleyeHuns
6onbHbIX ¢ namnonatuyeckon JII, cemennon JI, NAT,
06ycnoBneHHaa 3aboneBaHMAMN COeOUHUTESIbHON
TKaHW UK QeNCTBMEM JIeKapCTBEHHbIX CPeaCTB Un
TOKCUHOB; JII' BCneacTBme XpoHMUYeCcKnx Tpombo30B
n/vnun smM6oNNIA NEroYHO apTepun NPy OTCYTCTBUN
BO3MOXXHOCTU XMPYPrnyeckoro neyeHus.

AHTaroHNCTbl peLenTopoB SHAOTENNHA

OTOT KNacC NneKapCTBEHHbIX MpenapaToB pe-
anusyeT cBoe [deNcTBUE MOCPeAcTBOM 6GrnokKaabl
pencrtena sHgotennHa-1 (3T-1) — nentupa sHgoTe-
NNaNbHOIO NPOUCXOXAEHNA C MOLLHBbIMA Ba30KOH-
CTPUKTOPHbIMA Y MUTOrFE€HHbIMW CBONCTBaMU B OT-
HoweHnn FMK 3a cueT cBA3bIBaHWA C ABYMA TUNaMUn
peuenTtopos — Tuna A (3TA), nokanunsylowmnmmnca Ha
rMagKoMblLLEeYHbIX KineTKax 1 Tuna B (3TB), nokanu-
3YIOLWMMNCA Ha SHAOTENUAlNbHbIX U MMagKoMblLley-
HbIX KNeTKax (HeceneKkTuBHble APJ) mnn ncknwouvm-
TeNnbHO peuentopamn Tna A — cenekTuBHble APD
(ambpuseHTaH) [4].

B HacToAwee Bpems 3ddeKTUBHOCTL 603eHTaHa
nokasaHa y 6onbHbix ¢ WIT, JIT Ha poHe C3CT, cuH-
Apome Di3eHMeHrepa B 5 paHAOMM3MPOBAHHbIX
nccnenoBaHuax (nMunotHoe wuccnegoBaHue 351,
BREATHE-1 (Bosentan Randomized trial of Endothelin
Antagonist Therapy), BREATHE-2, BREATHE-5, EARLY
(Endothelin Antagonist tRial in miLdlY symptomatic
PAH patients)) [3].

Ha ocHoBaHWM pe3ynbTaToB MNOCNEeQHUX [ABYX
pPaHOOMM3NPOBAHHbIX WNCCeAOBaHNA, B KOTopble
BKIOYANUCh ToNbKo 60onbHble ¢ Il OK nan cnHapo-
MOM DM3eHMeHrepa, npenapar B HacTosALee BpeMms
pekoMeHzoBaH ana 6onbHbix ¢ [l OK 1 npu JIAT Ha
boHe BPOXKAEHHBIX CUCTEMHO-NErOYHbIX LUIYHTOB U
CHApPOME D3eHMeHrepa.

Y petelr po3a 603eHTaHa TUTpPyeTcA B 3aBWCU-
MOCTW OT Beca. B OTKpbITOM HEKOHTponMpyemom
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nccnegoBaHum y geten ¢ JIAI B Bo3pacte 4-17 net
(BREATHE-3) ynyyweHvne reMogmHaMnyeckux napa-
MeTPOB Habnoaanocb K 12 Hegene nevyeHnsa 603eH-
TaHOM B BMAE MOHOTEpPANUM AU B KOMOUHaUUK C
3NOMNPOCTEHOJIOM.

MNoBblleHVE YPOBHA TpaHCaMWHAa3 OTMevaeTcs
npumepHo y 10% 605bHbIX 4O303aBUCMO U 06pa-
TUMO NocCJie yMeHbLUEeHWA AO3bl UM OTMEHbI Npena-
pata. Hanbonee BeposATHbIM MEXaHNU3MOM AENCTBUS
603eHTaHa Ha ypOBeHb NeyeHOYHbIX GepPMeHTOB AB-
NnAeTcA [0303aBNCMMAA KOHKYPEHLMA C »KeNYHbIMM
CONAMU, YTO NPUBOAUT K UX 3afePKKe, OKa3blBaa Ha
renaTounTbl LUUTOTOKCUYHBIA 3bdeKT. PekomeHpay-
eTCA eXeMeCAYHbIN KOHTPOJSb 3a YPOBHEM TpaHC-
aMMHa3 B KpoBY Ha poHe Tepanumn 603eHTaHOM. Bos-
MO>KHO CHVXEeHUWe YPOBHSA remornobrHa Bcieactame
reMoaunIoLUN U HapyLIeHWe cnepmaTtoreHesa.

B Hawel ctpaHe no nokasaHuam JIAT II-IV ¢yHk-
ynoHanbHoro Knacca (BO3) y B3pocnbix 1 geten
cTapue 3 net (nguonaTtunyeckasn u Hacnegyemas JIAT,
JNNAT Ha doHe cknepogepMum Npu OTCYTCTBMM 3Ha-
UMMOTO WHTEPCTULMNANIBHOTO MOPaXeHUsa Nerkux;
BCNeACTBME BPOXAEHHbIX NMOPOKOB cepaua C Ha-
pYLIEHVAMN NOKa3aTeNe reMogMHaMuUK1 no Tuny
CUHAPOMA JI3eHMeHrepa; AnsA NPodPUNakTUKM Ho-
BbIX A3BEHHbIX MOPAXKEHUIN KOXM Ha PpOHe cucTem-
HOW CKnepogepmMun y B3pOCsibiX) 3aperncTpuposaH
e[IVHCTBEHHbIV NpenapaT 13 3TOro Kfacca- Hecenek-
TUBHbIN APD 603€eHTaH.

boszeHmaH eHympe 62,5 me 2 p./cym. 8 meveHue
nepsvbix 4-x Hedeslb mepanuu, danee 125 me 2 p./cym.
Nod KOHMpoJieM KAUHUYECK020 COCMOAHUA 60/IbHbIX
JIAI, @ makxe 1abopamopHbix OaHHbIX (neYeHOYHble
hepmeHmebl, yposeHb 2emo2/106UHA, ompuyameris-
HbIl mecm Ha bepeMeHHOCMb).

Okcug asota u nHru6uropbl pocpoanacrepa-
3b1 TUNa 5 (MOA3-5):

OKcurp a30Ta — MOLWHbIA SHAOMeHHbIN Ba3oauna-
TaTop, CENEKTUBHO AeNCTBYIOW NI Ha COCYA bl Manoro
Kpyra KpoBoob6palleHus.

Okcu0 azoma uHeanayuu 5-6 4 20-40 ppm (kypca-
Mu 2-3 Hedesu) unu

CungeHaduna UUTPAT — MOLLHbI CENIEKTUBHbIN
nMHrnébuTop dochoamnacTepasbl TMnNa 5, NpegoTBpa-
waa gerpagaunio UrMO (UMKIMYECKNA ryaHO3WH-
MoHodocdaT), Bbi3blBAET CHMXKEHME JIEFOUYHOMO CO-
CYAUCTOro COMPOTMBAIEHMA U Neperpys3Kku npaBoro
Xenygouka [5].

B HekoHTponuMpyembIX KIANHUYECKUX MWCCneno-
BaHUsX cungeHadpun npumenanca npwu WL JIT, ac-
counnpoBaHHon ¢ C3CT, BIC, npu TIJIA B pa3oBbix
fJo3ax 25-75 Mr 2-3 pa3a B CyTKW 1 Bbi3blBan ynyulle-
HUe reMoAMHaMUKK, TONIEPaHTHOCTU K GU3NYECKM
Harpyskam.

JIEMO4YHAA TMIMNEPTEH3UA
PULMONARY HYPERTENSION

B paHgommsnposaHHom nccnegosaHm SUPER-1
(Sildenafil Use in Pulmonary Arterial Hypertension) y
278 6onbHbix ¢ JIAT, nonyvaBwunx cmngeHapuna uu-
TpaT B fo3ax 20, 40, 80mMr 3 pasa B CyTKK1, OTMeYasnocb
ynyulieHne KANHUYECKOW CUMMTOMATUKK, remoau-
HaMUKW, TONEPAHTHOCTM K GU3NYECKM Harpy3Kam.
OpobpeHHana fo3a coctaBnsaeT 20mr 3 pasa B CyTKN.
OfHako cTabunbHbl 3pPeKT neyeHna oTmevasncs
TOJIbKO Mpw NpumMeHeHnn fo3bl 80Mr 3 pasa B CYyTKW.
B KnmHuyeckon npakTuMke yacto TpebyeTca MOBbI-
WweHve fo3bl o 40-80mr 3 pasa B cyTku. B nccne-
posaHum PACES (Pulmonary Arterial hypertension
Combination study of Epoprostenol and Sildenafil)
nsyyanacb 3¢deKkTMBHOCTb cungeHadpuna B coyeta-
HUW C BHYTPMBEHHbIM 3nonpocTeHonom [3].

B Hawel cTpaHe anAa neyeHuma 6onbHbIx JIAT He-
JaBHo 3apernctpuposaH UOOS-5 cungeHadpuna um-
TpaT.

Cunderaguna yumpam sHympb

20-80 me 3 p/cym

OLIEHKA DOOEKTUBHOCTU JIEMEHUA

Yepes 3-4 mecAua OT Havana megukKaMeHTO3HON
Tepanuy HeoH6XOAUMO OLEHUTb AUHAMUKY COCTOA-
HUA 6onbHbix JIAT (KNMHWYECKasa CMMNTOMATUKa, TO-
NePaHTHOCTb K GU3NYECKM Harpy3Kam (ynydlueHune
ANCTaHumm B Tecte 6-MX 6onee 380m, OK (BO3) - oo
I1). Mpw oTpuuaTensHO AUHaMUKe GYHKLMOHANBHO-
ro ctaTyca uam oTCyTCTBUU N3MEHEHMWI HeOBX0ANMO
npoBeeHne TpaHcTopaKanbHowm IxoKI n Katetepu-
3auuun npasbIx OTAENOB ceppua. Bonpoc o kombu-
HUPOBaHHON cneundryeckon Tepanuun y 60NbHbIX
¢ AT gomxeH obcyxaaTbca Npu onpegeneHun cne-
JyoLWnxX NnapameTpoB:

- CN < 2,40 MUH/M?;

JaBneHve B NpaBoM npeacepann >

10 MM pT. CT,;

cpegHee J1A > 30-40 mm pT. CT,;

cHuxkeHune OJICC < yem Ha 30%.

CoBpemeHHble MeAuKaMeHTO3Hble MOoAXOAbl C
Mcronb3oBaHVeM MpenapaToB  creunduyeckom
Tepanuu (aHTaroHUCTbl PEeLEnTOPOB 3SHAOTENMHA,
MHrM6UTOpPblI PochoamnacTepasbl TUMa 5, mpocTa-
rMaHAMHb) U UX KOMOWHAUUIM OTKPbIBAlOT HOBble
nepcnektmsbl 3pPeKTUBHOrO nedyeHnsa OO0MbHbIX
JIAT, ynyywaioT ux nporHos. [laHHble MeTa-aHanu3a
23 paHOOMM3UPOBAHHbBIX MCCeoBaHNN, BbINoS-
HEHHbIX 3a nepuop A0 OKTAGps 2008r. nmokasanu
43% CHUXeHne CMepTHOCTU 1 61% CHWXKeHMe YacTo-
Tbl FoCNUTanu3aumn y 6onbHbIx ¢ JIAT, nonyyasLumx
cneumdunyeckyo Tepanuio, MO CpaBHEHMIO C Nnavle-
60 Npu cpegHem nepuopge nevenuns 14,3 Hegenu [6].
Ina Kaxgoro Knacca crneundudeckon Tepanun go-
Ka3aHa 3pPeKTMBHOCTb C TOUKMN 3PpEHMA AONTOCPOY-
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HOro NPOrHoO3a 60JbHbIX.
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