Jlerounasi runepren3usi B HOBbIX (2015 r.) pexomeHaamusix
EBponeiickoro oduecrsa KapauoJoros
E.JI.TpucseroBa
benopycckunil rocy1apCTBEHHbIM MEAUIIMHCKUN YHUBEPCUTET

Konrpecc EBponeiickoro o6imectsa kapauosioros (ESC), nporreaimii ¢ 29
aBrycta no 2 centsaops 2015 r. B JIon0HE, HACBHIIEHHBIN COOBITUSIMUA M COOOIIIe-
HUSIMU O pe3yJibTaTaX HAy4YHBIX HCCJIEAOBaHUN, OAOOPHUI MSATh HOBBIX PEKOMEH-
JAnui MO0 KJIMHUYECKOM MpakTUke: MpoUIaKTHKA, TUArHOCTUKA U JICYEHUE HH-
(EKIIMOHHOTO JHIOKAPANTA, KETYTOYKOBBIE apUTMHUHA W TPO(UIAKTHKA BHE3aIl-
HOHM Cep/IeUHOM CMEpTH, AMArHOCTHKA U JIeueHHe OOJIe3HEHl mepukapia, JeueHue
MAIMEHTOB C OCTPHIM KOPOHAPHBIM CHHJIPOMOM 0€3 CMEIIECHUSI W MOJbeMa Cer-
MeHTa ST, AMarHOCTUKA W JICUCHUE JIETOYHOW THITIEPTEH3HH.

B pexomenmammsax (2015 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension), ocemaromux mMpooIeMbl JICTOUHOW THITEP-
TEH3WH, HAa OCHOBAaHWUW aHAJIN3a, BBIMIOJHEHHBIX C MOMEHTA OITyOJIMKOBaHUS
npeapiayiiero u3ganus (Guidelines for the diagnosis and treatment of pulmonary
hypertension ESC, ERS, ISHLT, 2009 r.) uccienoBanuii, IpeaCTaBICHbI C MO3H-
MM JOKAa3aTEJIbHON MEIUIIMHBI CTPATErusl Bpaya B KOHKPETHOM KIIMHUYECKOM CH-
TyallMy C Y4eTOM HCX0j1a 3a00JIeBaHus y MAIMEHTa, COOTHOIICHUE PUCKA U TOJIh-
3bl IMATHOCTUYECKUX TIPOIEAYP U JICUEOHBIX CPECTB.

Jlerounast runeprensus (JII') oTHocuTess K MaTO(U3UOIOTHISCKAM COCTOS-
HUSIM, OCJIOKHSIIOIIIMM T€YEHHUE MHOTHX CEPACUYHO-COCYAMCTBIX U PECIUPATOPHBIX
3a00J1eBaHUM.

Onpenenenue u Kiaccupuranmsi

JII' nuarHOCTUPYIOT NPU YBEJIMYEHUN CPEAHErO JABJICHUS B JISTOYHOM ap-
tepun (PAPmM) >25 MM pT.CT. B MOKOE MO pe3yjbTaTaM KaTeTepU3aIlMH IMPaBbIX
otnenoB cepamna. Hopmansnoe PAPM B mokoe cocraBnsger 14+3 MM PT.CT. C BEpX-
HuM npenenom 20 mm pT.cT. Knuandeckoe 3nauenne PAPmM B unteppane 21 - 24

MM PT.CT. HC OIIPCACIICHO. B ClIydac OTCYTCTBUA ABHBIX KIIMHHYCCKHX IIPU3HAKOB



3aboneBanuit, conpoBoxknarommxcs JII', 3a manuerramu co 3HaueHusmu PAPM B
yKa3aHHOM MHTEpBaJIe HEOOXOUMO HAOIOICHHE.

Tepmun «erounas aprepuaibHas runepreHsus» (PAH) mpumensior mis
XapaKTEPUCTUKN TPYII MAIMEHTOB C HAPYIICHUSMH T€MOJWHAMHUKHU B BHIIC TIpe-
kanwuisipaoi JII', s KOTOpBIX XapakTepHbl JNaBjicHus 3akimHuBaHus (PAWP)
<15 MM pr.cT. ¥ gerounoe cocyaucroe comnporusienue (PVR) >3 ex. Wood, npu
OTCYTCTBUH JPYTUX MPUYMH (3200JI€BaHUS JIETKHUX, XPOHHYECKasT TPOMOOIMOOITH-
yeckas JII', peakue 00JI€3HU U T.I1.).

B cooTBeTcTBHMM ¢ KOMOWHAIMEW BEJIMYMH PE3YJIBTATOB HCCIICIOBAHMS
PAP, PAWP, cepneunoro BbIOpoca, rpaJieHTa AHACTOJIMYECKOTO JaBICHUS U
PVR, oniennBaemMbix B nokoe, JII' kmaccuduuupyroT o reMoJAMHAMUYECKUM TI0-
kazarensaM (Tadi.l).

Ta6mumna 1 — I'emonunamudeckas kinaccuduxaius JIII

Ha3zpanue XapakTepucruka Kunmnanveckas rpynna
JIr PAPmM>25 mm pt.cT. Bce
[pexanumnspnas JIT' PAPmM>25 mm pr.cT. 1.JIerounas aprepuanbHas r'u-
PAWR<15 mm pr.cT. MIEPTEH3HS

3.JIT", obycnoBneHHas 6oes-
HSIMU JIETKUX

4.XpoHuueckas TpoM003M00-
mngeckas JII'

5.JIT" HescHOTO TeHe3a Ui ¢

MHOTO()aKTOPHBIMHA MEXaHU3-

MaMHU
[MocTxkamumnsipuas JIT PAPM>25 mwm pr.cr. 2.JIT", oOycnoBneHHas 00me3-
PAWR<15 mm pr.cT. HSIMU JIEBBIX OT/EJIOB cepAla

5.JIT" HesacHOro reuesa wiu ¢
MHOTO(aKTOPHBIMU MEXaHU3-

MaMH
W3onupoBannas noctkammwi- | DPG<7 mm pt.cT. u/unm
nsipras JIT PVR<3 ex.Wood
KomOunupoBanHas npe- u DPG<7 mMm pt.cT. u/unu
noctkanwuisipHas JII PVR<3 ex.Wood




[Tpumeuanue: PAPmM - cpennee nasienue B yierouyHoi aprepuu, PAWP - naBnenue 3aknuHuBa-
Hus, PVR - nerounoe cocyauctoe conpotusienue, DPG - rpaaueHT nuacToim4eckoro JaBie-

HUsI (IMACTOIMYECKOE JaBJICHUE B JISTOYHON apTepHH - Cpe/Hee JAaBJICHUE B JICTOYHOM apTepun)

Kmuanueckas kmaccudukanus JII' BKiO4aeT MATh TPYIIT COCTOSHHM, 00h-
CAMHCHHBIX TOJIOOHBIMHA MATO(OU3UOIOTUIECKUMH, KIMHHYECKUMHU, TeMOINHAMU-
YECKMMHU XapaKTEPUCTHKAMH M CTpaTeruei jgeueHus (tadi.2).

Tabnuma 2 - Knuanueckas knaccupukamms JII

1.)/Ierounas apTrepuaJbHasi THNCPTCH3IUA

1.1 Uanomarnueckas
1.2 Cemeiinas
1.2.1 BMPR2 myranuu
1.2.2 Ipyrue myranuu
1.3 UunyuupoBaHHas IeKapCTBEHHBIMU MpenapaTaMu Wi TOKCHHAMU
1.4 AccouunpoBaHHas C:
1.4.1 3a001€eBaHUSIMH COEOUHUTENLHON TKAaHU
1.4.2 BUY undexuneit
1.4.3 IlopTanbHOW TUTIEPTCH3UECH
1.4.4 BpoxxieHHBIMU TIOPOKaMU CepIia
1.4.5 IIucro3omaTo3oM

1'JIeroyHasi BeHO-OKKJII03UOHHAsI 00J1€3Hb ¢/0€3 JIEr0YHOro KanmMUISIPHOr0 reMaHrHoMaTo-
3a

1'.1 Ugnonaruyeckas
1'.2 BpoxieHHast
1'.2.1 EIF2AK4 myraruu
1'.2.2 Jlpyrue myranuu
1'.3 UanynupoBaHHas JEKapCTBEHHBIMH IMpenapaTaMy, TOKCUHAMH WIH pagnanuent
1'.4 AccomuupoBaHHas C:
1'.4.1 3a00neBaHUAMH COENUHUTEILHON TKAHA
1'.4.2 BUY undexnueit

1" IlepcucTUpyIOIAs Jero4YHasi THNEPTEeH3UsA HOBOPOKIEHHbIX

2. JIT', oGycyioBJieHHAs1 00J1€3HSIMH JIEBBIX OT/EJ0B cepaua




2.1 Cuctonudeckast IUCHYHKIUS JIEBOTO YKETyT09Ka

2.2 JInacronudeckas TUCPYHKITUS JIEBOTO JKEIyI0uKa

2.3 Knanannast 60J1€3Hb

2.4 Bpoxaennas/upuobpereHHass 0OCTPYKIUS MyTeil MPUTOKa/OTTOKA JIEBOI0 JKEIyA0UYKa
BPOKJICHHBIC KapAHMOMHUOMATUN

2.5 BposxeHHbIH/TIPHOOPETEHHBIN CTCHO3 JICTOYHBIX BCH

3 Jlerounas THIICPTECH3USA, AaCCOIIMHUPOBAHHAA C 3200/1€eBAHUAMM JIErKHX W/MJIH THIIOKCEMH-

(V)

(971

3.1 Xpouuueckas odocTpykTHBHas 6oie3Hb jgerkux (XOBJI)

3.2 MHTtepcTunmanbHbie 3a001CBaHMS JICTKUX

3.3 Ipyrue snerounsie 3a001€BaHMs CO CMEUIAaHHBIMU PECTPUKTUBHBIMU U OOCTPYKTUBHBIMU
HapYIICHUSIMHA

3.4 HapymieHus apixaHusi BO CHE

3.5 3aboneBanust ¢ aabBEOSPHON TUIIOBEHTHIISAIIHEH

3.6 JliiurenbHOE NMpeObIBaHUE B BBICOKOTOPHE

3.7 Cesi3aHHBIC C pa3BUTHEM OOJIC3HU JICTKHX

4. Xpouunueckasi TpoM603M00/IMUecKast JierouyHasi rurepTeH3ust MU Apyrasi JierouHasi ap-
TepHAJIbHAsA 00CTPYKIUA

4.1 XpoHudeckasi TpoMO0IMOOIMUECKast JIETOYHAS THIIEPTCH3US
4.2 Jlpyras nero4nas apTepuaibHas 00CTpYKIUs

4.2.1 Aaruocapkoma

4.2.2 Jlpyrue BHYTPHCOCYANUCTHIE OITYXOJIN

4.2.3 ApTepunThl

4.2.4 BpoxJIeHHBIH JIErOUHbIH apTepHalbHbI CTEHO3

4.2.5 MMapa3uto3 (0HOKaMEPHBINA IXHHOKOKKO3)

5 JlerouHast THNEPTECH3UA C HEU3BECTHBIM I'¢HE30M MJIH MHOFO(l)aKTOPHbIMI/I MEXaHUM3Ma-
MU

5.1 bone3nu KpoBH: XpOHUUYECKasi TEMOJUTHYECKAst aHEMUs, MUENIONpoaudepaTUBHbIE 3a00I1e-
BaHUS, CTUICHIKTOMUS

5.2 CucremHble 3a00JI€BaHUs: CAPKOMI03, JTIETOYHBIN THCTHOLUTO3, JTUM(AHTHOJICHOMUOMATO3,
5.3 Merabonmnyeckue 3a00seBaHus; O0E3HN HAKOIUIEHUS TIIMKOreHa, 0oyie3np I onre, 3a00ie-
BaHUS IIUTOBUIHON KeJe3bl

5.4 Jlpyrue: nero4Hasi omyxoseBasi OOCTpYKTHBHasi MUKpOaHTHOMNaTws, GUOpPO3UPYIOLINI Me-
JIMACTHHUT, XpOHUUYECKas MMOoYeyHasi HeAoCTaTOYHOCTh (c/0e3 remoamanusa), cerMeHTapHasl Jie-
TOYHAsI TUIICPTCH3HS

[Mpumeuanue: BMPR2 = bone morphogenetic protein receptor, type 2, peuentopsl K KOCTHOMY
mMopdorenernueckomy Oenky; EIF2AK4 = eukaryotic.translation initiation factor 2 alpha kinase
4 - ceMeMCTBO KWHA3, KOTOpbie (ochHopuiupyroT anbda-cyObeIUHHUILY dYKAPUOTHUIECCKOW WHHU-
[IUAIAN TPAHCIIUN (HaKTOp-2

dnuaemMuoaorus u pakropsl pucka JII'



Hanusie o pacrpoctpanennoctu JII' ve yoenutensHbl. B BenmukoOputanuu
Ha MWUIMOH HacelieHus BRIABISIOT 97 ciydaes JII, sxkenmuH - B 1.8 pa3a Gosbiie,
yem MyxunH. B CIIA crannapTu3oBaHHas MO BO3PACTy CMEPTHOCTH MAIMEHTOB C
JIT' xone6nercs ot 4,5 no 12,3 na 100 000 macenenusi. CpaBHUTEIBHBIE ATIHIC-
MHUOJIOTHYECKUE UCCIIEA0BaHMS pa3iauuHbix rpynn ¢ JII' mokaszanu, yTo 3aboseBa-
HUE HE SIBIIIETCA IIMPOKO PaCIpOCTPaHEHHBIM, HanboJiee YacTo BCTpeyaeTcs: 2-s
rpymma - He Tsokenas JII', oOycnoBieHHast 001€3HAMH JIEBBIX OTEIIOB CEepIa.

PAH (1-s rpymma) BcTpedyaercs peaKo, pe3yabTaThl HccaeaoBanuii B EBpo-
ne cBUACTENbCTBYIOT 0 15-60 cmygasx na 1000 000 nacenenwus, 3a6071eBaeMOCTh B
teueHue ronaa - 5-10 cmygaes Ha 1 000 000 nacenenms. B peructpax B 50% ciy-
4yaeB y MAIlMEHTOB JUArHOCTUPOBAHA MJIMOMATHUYECKas, HACIEJICTBEHHAS WM Me-
nukamento3Hass PAH. Cpenu 3a0oneBaHuil coeAMHUTEILHON TKaHU C aCCOLUM-
poBanHOii PAH OCHOBHOW NpUYMHON SIBASIETCS CUCTEMHBIN ckiepo3. ManonaTtu-
yeckas PAH oTHocutcs K criopajinyeckuM 3a00JI€BaHUSAM, MOSIBISIOMUMCA Oe€3
cemeiiHoro anamuesa JII' wim u3BecTHOrO Tpurrepa. 3aboneBaHue yamie AUarHo-
CTUPYIOT B TIOKUJIOM BO3pacTe, CpeAHuil Bo3pacT narueHToB 50-65 ner, nmo cpas-
HeHuto ¢ peructpoM 1981 r., B KOTOpOM yKa3bIBaM CPEIHUN BO3PACT YCTAHOBIIC-
Hus nauarHo3a 36 net. [IpeoOnaganue KEHIMH B TOXKUIIOM BO3pPACTe MO Pe3yiib-
TaTaM UCCIIEOBAaHUN COMHUTEBHO.

Kakx u B Pexomenmanmsix 2009 r. oTMeueHBI OINpeac/iCHHBIE, BEPOSTHBIE U
BO3MOXHbBIE (hakTopsl pucka pazputus JII© (Tadm.3).

Tabnuma 3 - daktops! pucka pazsutus JIIK

OmnpenesieHHbIe (paKTOPbI Bepositubie pakTOpbI Bo3MmoskHbIe hakTOpBI
AMMHOpEKC, AmderaMuHBI, Koxkaumn,

dhendropamu, Ja3aTHHUO, (heHUITIpOITaHOIaMuH,
nexcdendmopamuH, L-tpunrodan, am(eTaMuH Kak JIeKapCcTBoO,
TOKCHYECKOE ParcoBoe Mac- | MeTam(peTaMUHbBI uHTepdepoH anbda u Oera,
110, XMUMHUOTEpANus aJKUINpyro-
OeH(roopeKc, [MIMMH TpenapaTaMu** (Mu-
CEJIEKTUBHBIE HHTHOUTOPBI tomutuH C, muknopocda-
o0paTHOro 3axBaTa CepoTO- M)

HUHA™*




[Tpumeuanue: *- [loBbimeHHbI pUCcK nepcuctupyromieit JIIT y HOBOpOXKICHHBIX OT MaTepew,

**

IMPUMCHABIINX CCJIICKTUBHBIC I/IHFI/I6I/ITOpH O6paTHOFO 3axBaTa CEPOTOHMHA, - AJIKWJIMPYIO-

MHUEC arcHThbl KaKk BO3MOKHAA IIpUYrNHAa JIETOYHOM BEHO-OKKJIIO3UOHHON 00JIE3HU

Pacnpoctpanenrocts JII' y manueHTOB 2-i TPyIIIBI BO3PACTAET C IOSBIIC-
HUEM U MPOrPECCUPOBAHMEM MPU3HAKOB CEPACUHONM HEAOCTAaTOUHOCTHU. [loBhIlIe-
HUE JaBJICHUS B JITOUYHOM aprepun ompenessitoT y 60% manueHToB ¢ TsKenon
cucToimyecko nucdynkiueit aeBoro xxenynouka u /0% maueHToB ¢ cepAeyHOM
HEJOCTATOYHOCTHIO U COXpaHEHHOW (pakiuel BHIOpoca JIEBOTO KEITyA0UKa.

[Tpu 3aboneBaHuAX JETKUX W/WiK TUOKceMuu (3-s TpyIina) 4acTto BCTpe-
yaeTcsl MsrKas, penko - Tspkenas JII', mpemmyliecTBeHHO MpU cOoYeTaHuU AMPHU-
3€Mbl U PacIpoCTpaHEHHOTO (puOpo3a.

Pacnipoctpanennocts JII' mpu XpoHHUYECKOW TPOMOOAIMOOTIUU COCTABIISET
3,2 cydast Ha 1 000 000 HaceneHusi. Y BBDKHBIIMX IOCIIE OCTPOHM JIETOYHON SM-
6omuu JII' muarnoctupyror B 0,5-3,8% cimydaes.

JAunarnocruxka JII'

Juarno3 JII' ocHOBBIBaeTCs Ha KIMHUYECKUX JIAHHBIX, BKJIIOYAIOIIUX
aHaMHe3, Pa3BUTHE CUMIITOMOB U (GU3HKaIbHOE HccleoBaHue. BaxHyo posib B
noATBepkAeHUN AuarHo3a JII' oTBomsSIT pe3ynbTaTaM WHCTPYMEHTAIBbHBIX METO-
JIOB HCCJICIOBaHUs, UHTEPIPETUPOBAHHBIX OMBITHBIMU CHEluanucTamu. Jluarxo-
CTUYECKUI aJrOPUTM OCHOBBIBAETCSI HA PE3YyJbTATaX, MOATBEPKIAIOMINX WU UC-
KJTFOYAOIIUX 3a00JIeBaHuMsI, CONpOoBOXKaaromuecs passuruem JII' (rpymmsr 2-5).

Knunuueckue npusnaxu

Knuanueckune cumnromsl JII' Hecnenuduyabie U 00yCIOBIEHBI, B OCHOB-
HOM, MpoTpeccupyromel nucyHkiuer mpaBoro xemyaodyka. HayanbHbie cuUMII-
TOMBI. OJIBIIIIKA, YCTaJOCTh, CIA0OCTh, CTEHOKApAUTHYECKHME OO0IM B o00yacTu
ceplilia, CHHKOIIE, CBA3aHbl C HArPY3KOM, B JAJIbHEHILIEM - MOSBIISIIOTCA U B TOKOE.
YBenuueHue KMBOTa, OTEKU JIOJBIKEK CBUIETEIBLCTBYIOT O Pa3BUTUU MPABOKEIY-

JIOYKOBOW CEPICYHOM HEIOCTATOYHOCTH.



Y HEKOTOPHIX MAIMEHTOB TOSBIITIOTCS CUMIITOMBI (KPOBOXapKaHbE, OCHII-
JOCTh TOJIOCA, TUCTAHIIMOHHBIC XPHIIbI, CTCHOKAPAWS), CBA3aHHBIC C MEXaHWYe-
CKUMH OCJIO’KHEHUSMH, BO3HUKAIONIMMH B Pe3yJibTaTe aHOMaJIbLHOTO Iepepacipe-
JIeJICHUS KPOBOTOKA B JIESTOYHOM COCYIUCTOM pyCII€.

Ou3uKanbHble MPU3HAKK BKIIOYAIOT MYJbCALMIO CJI€Ba OT TPYAUHBI IO
NapCTepHAIBLHON JHMHUM B YETBEPTOM MEXpeOephe, YBEIUUYCHUE MPaBOro Keiy-
JI0YKa, MPU ayCKYyJIbTallUU CEPJIa - YCUIICHUE BTOPOTO TOHA BO BTOPOM MeEXpeode-
pbe ClieBa, MaHCUCTOJIMYECKUI IIyM B Cily4ae TPUKYCIHUIAILHOM HEIOCTaTOYHO-
ctu, mym ['pexema-Ctunna. [loBblllieHHE BEHO3HOTO JABJICHUS MPOSIBIISECTCS
nmyJibcallie MIEHHBIX BEH, OTMEUAIOTCS MPU3HAKKU MPABOXKEITYI0YKOBOM HEI0CTa-
TOYHOCTH - TenaToMeraius, nepudepruieckiue oTeku, aciuT. KimmHudyeckoe uccie-
JIOBaHME IIO3BOJIMT BBIABUTH 3a0oieBanwue, BbI3BaBiiee JII. XOBJI - «004k000-
pasHas» TpyaHas KJIeTKa, U3MEHEHHUE MUCTaIbHBIX (ajaHT maibleB — «OapabaH-
HbIC MAJIOYKU» U «YaCOBBIE CTEKJIA»; MPU UHTEPCTULIUAIBHBIX 3a00JIEBaHUSX JIET-
KHX — «IEUT0(aHOBBICY XPHIIBI TIPH AYCKYJIbTAIIUHU JICTKHX; PH HACJIEICTBECHHON
reMOpPparnyecKou TEICAHTHOIKTa3UH U CUCTEMHOM CKJIEPO3€ - TEJIEaHTHMOIKTA3UN
Ha KOXK€ M CIIM3MCTBHIX, IUTUTAIBHBIC S3BBI M/WIIM CKJICPOJAKTHIINS; MPU 3a00I1e-
BaHUSIX TIEYEHU - TaJbMapHas 3puTeMa, aTpodus SHUYEK, TeICAaHTHOIKTA3UUU U
T.1.

HucmpymenmanvHvle Memoobl UCcie008ans.

PesynbraTel anekTpokaparorpaguu moaTBEPKAAI0T IUarHo3, HO HE HCKIIIO-
YaroT €ro, B ciaydae orcyrcTBus Ha DKI' marosnornueckux msmeneHui. [lpu tsoxe-
nou JII' mOsIBJISIFOTCSL OTKJIOHEHHUE JJICKTPUUECKOM OCH Cepjlia BIPABO, «IYJbMO-
HaJIbHBI» P, Tpu3Haku TUnepTpoUU MPaBOro xenyaouka (4yBCTBUTEIBHOCTD
55%, cnetmduunocts 70%), Oa0Kama MpaBoi HOXKKHU Mmydka [uca, yyIMHEHUE WH-
tepBana QT. Hepeako oTMmeuaroT apuTMuu cepiia: CynmpaBEeHTPUKYJISIPHYIO JKC-
TPACUCTOJIMIO, TpENeTaHne Wi (GUOPHWLIALNUIO TIPEACepaui, YCYTyOISsIONuX Te-
MOJMHAMHUYECKHUE HAPYIICHUS M CIIOCOOCTBYIOIIMX MPOTPECCUPOBAHUIO CepicY-

HOUW HETOCTATOUYHOCTH.



[Ipu peHTreHonornyeckoM uccienoBaHuu rpyaHoi kinetku B 90% cioyuyaen
MUMONIATUYECKOU JIETOYHOM apTEPUANbHON TMIIEPTEH3UH BBIABILIIOT XapaKTEPHbIC
U3MEHEHUS. pacllupeHHe OCHOBHBIX BETBEH JIETOYHOW apTepuu, KOHTPACTUPYIO-
mMX ¢ oOenHeHneM nepudepuuecKoro JEroYHOr0 PUCYHKA, YBEITUYCHHUE MPaBbIX
oTAeNoB cepana (mo3aHue craauu). PeHTreHorpaduueckoe MCCiIe0BaHUE TOMO-
raet B aquddepeHunanbHoi nuarHoctuke JII', mOoCKonbKy BBISBISIIOTCS IMPU3HAKU
3a0oneBaHnil Jerkux (3-s rpyIina), XapakTepHbIe H3MEHEHUS IS apTepUATLHON U
BeHO3HOU runepreH3uu. Crenens JII' HE KOppenupyeT co CTENEHbIO PEHTIEHOJIO-
TUYECKUX U3MEHEHUM.

[Ipu uccnenoBannu (PyHKIIMOHAIIBHOTO BHEIIHETO JIBIXaHHS M ra30BOr0 CO-
CTaBa apTepuajIbHONM KPOBH ONPEICISIIOT BKJIaa 3a00JIEBaHUM JAbIXATEIbHBIX ITy-
TE€W W MApEHXUMBI JIETKuX B pazButue JI['. YV manueHToB ¢ JIETOYHOW apTepHallb-
HOW TUIEPTEH3UEeW OTMEYaroT JIETKOE WM YMEPEHHOE CHM)KEHUE JIETOUYHBIX 00b-
€MOB, 3aBUCSAIIEE OT TSHKECTH 3a00JIeBaHUS, HOPMAJbHBIE WM HE3HAYUTEIIBHO
CHW)KEHHBIE TOKa3zaTrenu IU(PPy3nOHHOM €MKOCTH JIETKHX ISl OKHCH YTriepoja
(DLCO). Huzkue noxkazatenu DLCO (<45% or 10MKHOTO ) CBUACTEIBCTBYIOT O
wioxoMm nporHosze. [Ipu JII', oOycnosnennoit XOBJI, BBIABIAIOT MPU3HAKK HEOO-
paTUMON OOCTPYKIMH, YBEIIMYEHHE OCTATOYHOIO OObEMa JIETKUX M CHUXKEHHE
noka3zarenst DLCO.

[Tpu XOBJI, uaTEepCcTULIMANIBHBIX 3a00JIEBAHUSX JIETKUX U3MEHEHHUS ra30BO-
ro cOCTaBa apTepualbHON KpOBU BKIOYaOT cHIbKeHUEe Pa0,, nosbimenue PaCOs,.
B To Bpems kak npu coueTaHuu 3MQU3EMbl JETKUX U JEro4yHoro (Gpuodpo3a BO3-
MO>XHO MOJYy4Y€HUE MNCEBAOHOPMAIbHBIX IOKA3aTENe CHUPOMETPUH, CHUKEHUE
nokazatenied DLCO Oynet ykas3piBaTh Ha HapylieHHEe (GyHKIUOHATIBHOTO COCTOSI-
HUS JICTKHX.

3HauntesnbHas pacnpoctpanenHocts JIIT (70-80%) mpu HOUYHOM THITOKCE-
MUU U [EHTPAJIbHOM OOCTYKTMBHOM alHOE CHAa OOYCJIaBJIMBAET C LEIbIO yTOUHE-
HUS IMarH03a BBIMOJHATh OKCUMETPUIO UITK MOJIMCOMHOTpaduio.

MeTonoM TpaHCTOpakalbHON 3XOKapauorpaduu OLIEHHWBAIOT COCTOSHUE

CEpJIEYHOM MBIIIIBI U KaMep cepila JJIs BbISIBIECHUS rUNepTpoduu U JuiaTaiuu
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IpaBbIX OTJEJOB CEpALA, TUarHOCTHKU MATOJOTMH MUOKApAAa M KIIAMAHHOIO all-
napara, HapymeHuil remoguHaMuku (Tadm.4). OueHKy TPUKYCIUIAIBHOU Peryp-
TMTallMU U U3MEHEHUH naMeTpa HIKHEW TOJIOW BEHBI IIPU JbIXATEIbHBIX MAHEB-
pax MpOBOAAT MpHU AONIIJIEPOBCKOM HCCIIEJOBAHMM JUISl pacyeTa CPEAHEr0 CHCTO-
JMYECKOI0 JIaBJICHUS B JIETOYHOM apTepuu. TpaHcTOpakaabHOU 3XoKapauorpaduu
HEJO0CTAaTOYHO AJISl CYXAECHUs 0 MATKOM min ManocumntomHoi JII', B cBsA3M ¢ Me-
TOJAWYECKUMHU HETOUHOCTSIMH HCCJICIOBAHMS U MHIUBUIYaIbHBIMA OCOOCHHOCTSI-
MU TalMeHTa. B KIMHUYECKOM KOHTEKCTE Pe3yJbTaThl 3XOKApAHOrpaduyecKoro
VCCJIEIOBAHUSI HEOOXOIMMBI JJI MPUHATHS PEUICHUS O BBIOJIHEHUU KaTe€TepU3a-
UMY cepAla.

Jliisa Gonee NETanbHOIO CYXACHHUA O CTPYKTYPHBIX M3MEHEHHSX cepua U
HapyLIEHUSAX TEeMOAHHAMUKH MPOBOJAT YPECHUIIEBOAHYIO 3XOKapAHOrpaduio,
U3peaKa C KOHTPACTUPOBAHUEM.

Tabnuna 4 - Oxokapanorpadguueckue NpU3HaKH, MO3BOJISIOUINE IPEnoia-

rate JII' (B AOMONMHEHHE K M3MEHEHUIO CKOPOCTU TPUKYCIHUIAIBLHOW PEerypruta-

(1K)

HuxHag mojag BeHa u
Nnpasoe npeacepaue

Keaynouku cepana Jlerounasi aprepus

OTtHomenne 0a3aabHOTO IHa-
MeTpa MpaBbIil KEITy0-
yek/neBslii xemymouek>1,0

VY ckopeHne 0TTOoKa U3 IpaBoro
xenynouka < 105 mcek u/wmm
CpeIHecHCTOoNINYecKas 3a3y0-
puHa

JnameTp HUKHEN MOJION BEHbI
>21 MM ¢ yMEHBIIICHHEM WH-
CIIMPATOPHOTO KoJIIamnca

CMeleHue MexOKeTyI09Ko-
BOIi meperopo ki (MHIEKC
AKCIEHTPUYHOCTH JICBOTO JKe-
aynodka >1,1 B cucrony u/uinm
JHACTOITy

CkopocTh paHHEN 1MaCTOIN-
YECKOH JIETOYHOM peryprura-
un >2,2 m/cex

[Imomane mpasoro npenacep-
s >18cm?

JlnameTp nero4Hon aprepuun
>25 MM




B cnyuae npenmnonaraemoit Tpom603MO0mmueckoit JIIT HeoOX0IMMO BBITION-
HUTh BEHTHJISAIIMOHHO-TIEp(y3MOHHOE CKAaHMPOBAHWE JIETKUX (4yBCTBHTEIBHOCTH
90-100%, crnenudpuunocts 94-100%). B cnyuae PAH pe3ynbTaThl BEeHTHIISILIMOH-
HO-TIEP(PY3MOHHOTO CKAHUPOBAHMSI MOTYT OBITh HOPMaJbHBIMU JTHOO C HEOOJIb-
IIMMU HECEerMEHTapHbIMU TNepudepuueckumu aedekramu nepdy3uu, KOTOpbIe
TaK)K€ BCTPEYAIOTCSl MPHU JIETOYHOM BEHO-OKKIIO3MOHHOW Oone3nu. [losBuiuch
HOBBIE TEXHOJIOTMH HUCCJEIOBAHUS - TPEXMEPHAs MarHUTHO-PE30HAHCHAs TOMO-
rpadus, mpu KOTOPOU HccleoBaHUE NepPy3un Takke MHPOPMATUBHO Kak IMPHU
BEHTWISILUOHHO-TIEP(Y3MOHHOM CKaHUPOBAHHUH JIETKHX.

Meroa KOMIbIOTEPHOM TOMOTpauu BBICOKOTO Pa3pelleHHs] ¢ KOHTPACTH-
POBaHHMEM COCYAOB JIETKUX, JOCTYIHBIN MAallUEHTaM BO MHOTHX JIEUYEOHBIX yupe-
KICHUAX, MO3BOJSET MOJYYUTh BaXHYIO0 MH(OPMAIUIO O COCTOSIHUU MAPEHXUMBI
U COCYIUCTOTO pycia JETKuX, cepaua u cpenocrenus. llpennonoxenue o JII'
BO3HHMKHET B CJIy4ae BBISBIICHUS BBICOKOCIIEHU(DUUHBIX MPU3HAKOB - PACIIUPEHUS
IuaMeTpa JISTOYHON apTepun >29 MM, OTHOILICHHUS TUaMETpa JIETOYHON apTepuH K
Bocxozsmen aopre >1,0, OTHOIIEHHS CErMEHTAPHBIX OpPOHXUANBHBIX apTepuil
>1:1 B Tpex-ueThipex noisx. Meron undopmartuBeH B auddepeHIuanbHOl aua-
rHoctuke JII', pa3BuBIeics pu MOpaKeHUH JIETOYHON MapeHXUMBbI, 00yCIIOBJICH-
HOM dM(pU3EMON JIETKUX, TP UHTEPCTUIIMATIBHBIX 3a00JI€BAHUAX JIETKUX, JISI BbI-
00pa TaKTUKH XUPYPrUYECKOro JICUEHHUS MPU XPOHUUYECKON TPOoMOOIMOOINH, TPU
BAaCKYJIUTaX U U apTEPUOBEHO3HBIX Malb()OopMaIusx.

N300paxxeHue cepaua Npyd MarHUTHO-PE30HAHCHOW TOMOrpaduu SBISETCS
TOYHBIM M XOPOILIO BOCHPOU3BOJMMBIM B HEMHBA3MBHOM OLIEHKE MPABOTO KEIY-
J0uKa, ero Mop(oioruu M (QyHKIHH, COCTOSHUS KPOBOTOKA, BKJIIOYAs YAApHBIN
00BbeM, pacTSKUMOCTh JIETOUHBIX apTEpHil, MacCy MPaBOro XelyJouka. Y maiu-
€HTOB C npeanonaraeMoin JII' mo3gHee HaKOIUICHUE TafOJIMHUS, CHUKEHUE PACTs-
YKUMOCTH JIETOYHBIX apTEPHUl U PETPOrPaTHOrO KPOBOTOKA MMEKOT BBICOKYIO IPO-
THOCTUYECKYIO [IEHHOCTh B TUArHOCTHUKE.

Jlst BeIsiBIIeHUs 3a0osieBaHui, oOycioBnuBatonux dhopmuposanue JII', pe-

KOMEHJIyEeTCSI BBINOJIHEHUE YIbTPA3BYKOBOI'O HUCCIENOBAHUS OPraHoB OpIOIIHOMN
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nonoctu. Pe3ynbraThl MeTOAa MOTYT NOATBEPAUTH HAJIWYWE MOPTAIBHOM THIED-
TEeH3MH, accouuupoBanHou ¢ JII'.

Karerepuzanuio npaBoro cepiuna BBIIOJHSIIOT B CIENUAIU3UPOBAHHBIX CTa-
LOHApax Ui MOATBEPKICHUS IUAarHo3a JIETOYHOM apTEepUaJIbHOM THIIEPTEH3NUH,
BPOXKJIGHHBIX CEPJCYHbIX IIYHTOB, 3a00JIEBaHUI JIEBBIX OTAEJIOB CepAlla, COMpPO-
Boxknarommuxcst JII', xpoHudeckoit TpomOosmMOommueckoit JII', OLIEHKH TSKECTU
reMOJMHAMUYECKUX HApYIIECHUH, ITPOBEACHUS TECTOB HA Ba30PEAKTUBHOCTD, KOH-
TpoJis 3a 3(PPEKTUBHOCTHIO MPOBOJMMOTrO JieueHus. MccienoBaHue BBITOTHSIOT
IIOCJIE MOJIyYEHUSI PE3YIbTaTOB PYTUHHBIX METOJIOB, YKA3bIBAIOIIUX HA MPEIona-
raemyto JII'.

[IpoGbl Ha Ba30pEaKTUBHOCTh BO BpEMsl KaTETEpU3alMK IPaBOro cepaua
JUIST UICHTU(PUKALUKA TalUEHTOB, CIIOCOOHBIX OTKIMKHYTHCS Ha BBICOKHE 03Bl
onokaropoB KanblneBbix KaHaioB (BKK), pekoMeHIyIOT BBIMONHATH MPU I0JI0-
3pEHMH Ha HUJIMOINATHUYECKYIO, HACIEICTBEHHYIO WIM aCCOLMHUPOBAHHYIO C IIpHE-
MoMm meankameHtoB PAH. ITpu npyrux ¢opmax PAH u JII' pe3ynpTaThl nmpoObl
4acTO COMHMTENbHBIC. 1 BBIIIOJIHEHUSI TPOOBI Ha BAa30pPEaKTUBHOCThH HCIIOJIb3Y-
IOT OKCHUJ| a30Ta, WM aJbTEPHATUBHBIE CPENCTBA - AMONPOCTEHOJ, aA€HO3WH, HUJIO-
pocT. Kak MojgoKuTeNbHbl Pe3ybTaT OLICHUBAKOT B CIIy4ae CHUKEHUS CPEIHETO
JIETOYHOTO apTepHaIbHOTO AaBieHus > 10 MM pT.CT., 10 TOCTHKEHHS aOCOIIOTHO-
r'0 3HAYCHUS CPEJIHETO JIETOYHOTO apTepuayibHoro namieHust < 40 mm pr.ct. c/0e3
HOBBILICHUSI CEPAEYHOro BbIOpoca. Mcnosb30BaHuE OpalIbHbIX WM BHYTPUBEH-
Hbix bKK npu BeINoIHEHNN TECTA HA Ba30PEAKTUBHOCTh HE PEKOMEHYIOT.

KoponapHyto aHruorpa@uio peKOMEHIYIOT BBINOJIHATh IMPU BBISBICHUU
CTEHOKapAuH, (paKTOPOB pUCKa Pa3BUTHS WIIEMHYECKON OOJIE3HU cepua, MIaHu-
POBAaHMM TPAHCIJIAHTALINM JIETKHX.

JlabopamopHhvie ucciedosarus

HccnenoBanue KpoBH, MOYH SIBISIFOTCS TIOJIE3HBIMU JUTSI BEpU(PUKAIIMK 3a-
OoneBanuii npu HeKOTOPbIX (opmax JII' ¥ OLIEHKM COCTOSIHUS BHYTPEHHUX Opra-
HOB. DyHKIMOHATBHBIE TPOOBI MEYEHH MOTYT HU3MEHSTHCS IMPHU BBICOKOM IIede-

HOYHOM BC€HO3HOM JOaBJICHHH, 3a00JIEBAHUSX INE€YCHHU, JICUCHHUHN aHTaroHucCcTramMu
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peuenTopoB 3HAOTENMHA. CeposIOrMuecKre MCCIEI0BaHNs BBINOJIHSIOT IS AHa-
THOCTUKH BUPYCHBIX 3a0osieBanmii (B Tom umciae BUY), uccnenoBanne QyHKIHHA
INIMTOBUIHOM KeJe3bl, HapyIIeHUs KOoTopoil Bcrpewarorcss npu PAH, mpoBogst
IpU yXYIIIEHUU TEUYECHHs 3a00J€BaHNsl, UMMYHOJIOTHYECKUE UCCIIEIOBAaHUS HE00-
XOJUMBI JUIsl JUArHOCTUKH CHUCTEMHOTO CKJIEp03a, aHTHU(POCPOIUNUIHOTO CHUH-
JIpoma U T.II.

UccnenoBanune ypoBHs N-TepMHHAJIBHOIO HTPOMO3TOBOTO HaTpUilypeThye-
ckoro nentuaa (NT-npoMHII) HeoOX01MMO, TOCKOJIBKY €r0 pacCMaTPUBAIOT Kak
HE3aBHCHUMBIH (akTop pucka y nmaruentosn ¢ JII,

MonekynspHas T€HETHYECKAsT IUAarHOCTUKA MPOBOIAUTCA NPHU MOAO3PEHUN
Ha CIIOPAJMUECKYIO0 WIH CEMEMHYIO (pOpMY JIETOUHOM apTepHalIbHON TMIepTEH3UN
(rpymma 1).

Jlnarnoctrueckuit anroput™ JII' (prc.) COCTOUT U3 HECKOJIBKUX STAlOB HC-
CIIeIOBaHus, BKIIOYAash METOABI, IOATBEp)KIAoIMe mnpenanonoxenue o JIIK
(anamue3, pu3MKaIBEHBIC JaHHBIC, PE3YJIBTATHI IXOKAPAUOTPAYUIECKOTO HCCIIE0-
BaHMS), 3aTEM CJICIYIOT METOJbI, YTOUHsIomuMe TsokecTh JII' 1 BO3MOXKHBIE 3300-
JIEBaHUsl, IBUBIIMECS NMPUYMHOW TOBBIIICHUS JABJICHUS B JIECTOYHOM aptepuu. B
clly4ae OTCYTCTBHS NMPU3HAKOB 3a00JieBaHU 2-4 TPYIII, MPOBOAIT JUATHOCTHUYE-

CKUIi MOUCK 3a0o0sieBaHuil rpynisl 1.
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CumnTOMbI, aHaMHe3, PU3nUKaNbHble AaHHble JIT

l

BepoatHocTb no IXoKl npuM3HaKkam
Bbicokasa unau ymepeHHas | Huskan

! l

PaccmatpuBalor 60ne3HU neBbiX 0TAEN0B Paccmatpusatlor gpyrue
cepaua, nerkux, gakropbl pucka, 3KI, PBA- 3aboneBaHua
DLCO, R-rpaduio, ra3oBbiii cOCTaB KpoBu, KT
da Aa
AunarHo3 6one3HU cepaua AN NEerkKux
noAaTBepXAeH
HeT npusHakos TaAXenoit JIr Ectb npu3Haku TAxenoid NI
nnam CH MK Het unm CH MK
JleueHue 3aboneBaHuA ObcnegoBaHue B
BeHTnnAa qMOHHO-nep¢V3MOH Hoe cneuuanusnpoBaH-
OTHOLWIEeHne HOM LieHTpe
ComHuTenbHble aedekTbl nepdpysum

1

Aa Het
————{ O6cnepoBaHue B CNeLMann3MpPoOBaHHOM LieHTpe }——i

a Her
XpoHuueckas T3 /Il BoamoKHa: A KNC; PAPm 225 mm pt.cT.;PAWP<15 |
KT c aHruorpadwmeis, KNC c aHruorpadpueit mm pr.cT.; PVR >3 ea.Wood l
JlerouHas apTepnanbHasa rMNepTeEH3nA BEePoATHA Paccmorpetb
MNpoBeaeHue cneuupUUecKNX AMarHoCTUMECKUX TECTOoB Apyroe
lpynna 5
3abonesanuna BpoxKaeHHble
COeAUHUTENbHOM TKaHU 6onesHn cepaua
| JNlekapcTBa, TOKCUHDI I MNopro-
nyAbMOHaNbHasA
| BUY I I LWncrocomos
VR
HacneacrBeHHan | Uanonartnuyeckasn UanonaTtmyeckan HacneacrBeHHan
BOB uwan TA3 BOB nan TA3 PAH — PAH

IIpumeuanune; CH IDK — cepaeunas HEZOCTaTOYHOCTH IpaBoro emypouka, TO JIIN —
tpombosmOonmueckast JII', KIIC — karerepuzanus mpaBoro cepaia, BOb — BeHO-0KKITI0O3MOHHAS

ooie3up, TAD — TeleaHrHOd3KTa3nUsA
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PucyHok — Anroput™m auarsoctuyeckoro novcka npu PAH

KinHnueckast oneHka ocTaeTcsl KIIFOUeBOW B IMATHOCTHKE COCTOSHUS Malu-
euta ¢ JII'. JIng oObeKTHBHOM OIEHKH (PYHKIIMOHAIBHOM CIIOCOOHOCTH MallueH-
ToB ¢ JII" ncnone3ytor Tect ¢ 6-MuHyTHON X01600% (MX) 1 OIEHKO# OJBIIIKH TI0
Borg G. (1982r), a Tak:ke KapaAnOMyJIbMOHAIbHBIC HAIPY30UYHBIC TECTHI C OICHKOM
razooOMeHa. OyHKIIMOHANBHYIO Kiaccudukaiuio JII' mpoBoadar mo Moauuupo-
BaHHOMYy BapuaHTy kinaccupukamu (NYHA) cepaeuHold HEIOCTAaTOYHOCTH
(WHO, 1998 r). Yxyamenue ¢yHkuuoHambHoro kiacca (PK) sBisercs TpeBox-
HBIM II0Ka3aTeJIeM MPOrpPeCCUPOBaHUs 3a00JI€BaHUs, MOOYKIAIOIIEr0 K JaJIbHEN-
IIEMY MCB OLEHKE CJIEIOBAHUIO JUIsl YTOUYHEHUS MPUYUH KIMHUYECKOTO yXY/IlIe-
HUAL.

OneHka puCKa TPH JICTOYHOH apTepHalbHON THIepTeH3UEH (BBICOKUA,
YMEPCHHBIH, HU3KHIA) TPOBOJUTCS IO Pe3ybTaTaM KOMIUIEKCHOTO HCCIICIOBAHHS
naruenta (tadi. 5).

Tabnuua 5 - KauecTBeHHbIE M KOJIMYECTBEHHBIE KIMHUYECKUE, NHCTPYMEH-
TaJbHBIE U JTAOOPATOPHBIE TIOKA3ATENU JJI OLEHKH pUCKa MPU JIETOYHOU apTepH-

aIbHOM THUIIEPTEH3UHN

IIpornocruyeckue Huszkuii puck YMepeHHsblil puck Bbicokuii puck
npu3HaKu (B OleHKe <5% 5-10% >10%
CMEPTHOCTH B Teve-

Hue 1 roga)

Knunngeckue cumn- | OTCyTCTBYIOT OTtcyTCTBYIOT IIpucyrcrByror

TOMBI ITPABOXKEIY-

noukosoit CH

[IporpeccupoBanue Her MennenHnoe BeicTpoe

CUMIITOMOB

CuHkore Her Penxne snn3onan: [ToBTOpstOMIKECS
SIU30/1bI

@K (WHO) I, 1 i v
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Tect 6MX > 440 m 165-440 m <165m

Kapmuonynemonans- | [Tuk VO, > 15 ITuxk VO, 11-15 [Tux VO, <11

HbIE HAIPY30YHbIE mi/mun/kr; (> 65% wit/mun/kr; (35-65% | min/mun/kr; (< 35%

TECTBI noimk.) VE/V CO, noimk.) VE/VCO, nomk.) VE/V CO, >45
slope< 36 slope 36-44,9

VYpoeenb NT-proBNP | BNP <50 ur/n BNP 50-300 ur/x BNP > 300 ur/n

B IUIa3Me

NT-proBNP< 300 NT-proBNP 300-1400 | NT-proBNP > 1400

HT/71 Hr/71 Hr/n

Pesynbrarel Busyanu- | [Tmomans T111< 18 HJIZOH.IaHB [T 18-26 | ITnmomans 11T 18 > 26

3anuu (OxoKI', MPT) e’ CM oM’
OTCYTCTBYET BBHINOT B | OTCYTCTBYET WJIM MHU- | BBITIOT B TIepuKapie
nepuKape HUMAaJIbHEII BEIIIOT B
HIepUKapie
I'emoannamuka RAP< 8 mm pr.cT. RAP 8-14 mm pr.cT. | RAP > 14 MM pr.CT.
Cl > 2,5 n/mun/m? Cl12,0-2,4 n/vun/m® Cl < 2,0 n/mun/v?
SvO, > 65% SvO, 60-65% SvO, < 60%

[Tpumeuanue: 6MX - Tect 6 munyTHOH X0ABOBI, BNP - mpeacepanslii nHaTpuiiyperndeckuii
nentua, NT-proBNP -N-tepmunanbHbiii mpoMo3roBoii Harpuiiyperuueckuii nentua, VE/NVCO;
- BeHTWIAIUOHHBIN dkBUBAICHT 10 CO,, RAP - maBnenue B mpaBom mnpencepauu, Cl - cepueu-

HBIH uHIEKe, SVO, . catypanusi BEHO3HOU KPOBU KHUCIIOPOJIOM

Takum o0Opa3oM, IpH JIETOYHOM apTEPUATBHON TMIIEPTEH3UN B 3aBUCUMOCTHU
OT pe3yJlbTaTOB PEKOMEHJIOBAHHBIX HCCIENIOBAHUN y MalMEHTa BO3MOXXEH HU3-
KU, YMEPEHHBIN, BBICOKMN PUCK KIMHUYECKOrO yXyalIeHus win cmeptu. Heco-
MHEHHO U Jpyrue (akTophl, HE BKJIIOYEHHBbIE B TAOJMILy, MOTYT BIUATH HA Teue-
HHE U UCXOJ 3abosieBaHMs. BMecTe ¢ TeM mpu HU3KOM pUCKE (CMEPTHOCTH B Te-
YeHHe rojia MeHee 5%) y MalueHToB ONMPeIeIIIoT He IPOTPECCUPYIONIee TCUCHHE
3aboneBanusa ¢ HU3KkUM DK, tectrom 6MX > 440 M, Oe3 KIMHUYECKUX 3HAUYUMBIX
NPU3HAKOB JUCQYHKIIMU TPaBOro skenymouka. [Ipu ymepeHHOM (MpOMExXyTOU-
HOM) pucke (cMepTHOCTh B TeueHue 1 roga 5-10%) Beusisiror K I u ymepen-
HbI€ HapyIIEHUsI TOJIEPAHTHOCTU K (PU3UUECKON HArpy3Ke, MPU3HAKU AUCPYHKLIUU
npaBoro xenynouka. [Ipu BeicokoM pucke (cmeptHOCTh > 10%) MHArHOCTHPYIOT
POrpecCUpOBaHUEe OOJIE3HU U MPU3HAKH THKENTON TUCHYHKIMHU U HEAOCTATOYHO-

ctu mpaBoro xemnygouka ¢ OK 1V, Hapymenus GyHKIIUN IPYTUX OPraHOB. .
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JleueHnne
CoBpeMeHHas cTpaTerusl JIeYEHUs NAlUEHTOB C JIETOYHON apTepuaibHOU
TUIIEPTEH3UEN COCTOUT M3 TPEX ITANOB, BKIIOYAIOIINX CICAYIOMINE MEPOTPUSTHUS:

- obmme (pu3nyeckass aKTUBHOCTH, KOHTPOJUpyeMas peaOWIHTaIus, Iia-
HUPOBAaHUE M KOHTPOJIb BO BpeMs OEpEeMEHHOCTH, B MOCTMEHOIAY3aJIbHOM IIe-
puoje, npodriIakTuKa HHPEKIUH, IICHXOCOIHaNbHAs IMOAAEPIKKa), MOIICPIKHU-
Baromas tepanus (mepopabHbIe aHTHKOATYJISHTBI, KUCIOPOAOTEPaIHsl, JUTOK-
CHH, quypeTukn) (Tadi. 6);

- HadaJibHasA Tepanusi BeICOKUMH J03aMu BKK y marnueHToB, moaoxuTensHo
OTPEarupoBaBIIMX HA TECT B30PEAKTUBHOCTH, WA MpENaparamu, peKOMEHJI0-
BAaHHBIMU JIJIs1 JICYEHMS JITOYHOW apTepUAIbHON TUIEPTEH3UM, NMPU OTpHUlla-
TEHbHOM TECTE HA Ba30PECAKTUBHOCTD;

- B ciaydae Hed(h()EKTUBHOCTH JICUCHHS, IPUMEHEHUE COYETaHUS PEKOMEH-
JIOBAHHBIX IIPENapaToB, TPAHCIUIAHTALIMS JIETKUX.

Tabmuma 6 - PexomeHnganmuu mo MOAEPKUBAIOIICH TEpammuy ¢ KJIAaCCOM H

YPOBHEM OOKA3aTCIbHOCTH

Pexomennauuu Kaace Yposennb

Juypetuku pekomeHnayroTcs naurenram ¢ PAH u npu- I C
3HakaMmu HepoctarouHoctu [DK u otekamu

HenpepsiBHas qoarocpodHast KMCIOPOAOTEPAIIHS PEKO- | C
MeHayetcs nanueHTam ¢ PAH npu naBnenuu kuciaopona
B apTepuanbHoil kpoBu MeHee 8 kIla (60 MM pT.cT.)

[MepojpanbHble aHTUKOATYJISIHTHI PACCMATPUBAIOT Yy T1a- b C
1enToB ¢ PAH (uanonatudeckoi U HacaeICTBEHHO)

HeoOxonuma koppekuusi aHeMuu Ui oOMeHa xelesa y b C
nanueHtos ¢ PAH
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Ucnons3zoBanne nuaruouropo AII®D, BPA, Geta- 1l C
0JI0OKaTOpOB W MBaOpajHa HE PEKOMEHIYETCS 3a UCKITIO-
YeHHEM cllyyaeB 3a00JIeBaHM, TPU KOTOPHIX HEOOXOU-

MBI yKa3aHHble Tpymbl npenapatoB (Al', UBC, neBoxe-

nynoukosas CH)

[lepopanbHble aHTUKOATYJISHTHI Ha3HA4YalOT B CBSI3HM C BBICOKHM PHCKOM
Pa3BUTHUS COCYAUCTHIX TPOMOOTHUYECKUX OCIokHeHuM y nanueHToB ¢ PAH. Jloka-
3aTenbCcTBa (PPEKTUBHOCTA MPUMEHEHHUS MOJIYYEHBI B OJTHOM IIeHTpe. MecTo Ho-
BBIX [IEPOPAIbHBIX aHTUKOAryJsiHTOB npu PAH He onpexnenenHoe.

JInypeTUKH HAa3HAYAIOT IPU JCKOMIICHCUPOBAHHOM CEpPACYHOM HENOCTa-
TOYHOCTH C 33JIEPKKOU KUJIKOCTH B opranu3me nainuenta ¢ PAH. Pannomusupo-
BAHHBIX KJIMHUYECKUX HCCIIETOBAHUM IO MCIIOJIB30BAHUIO AMypeTHKOB nipu PAH
HE MPOBOJMIIOCH, BMECTE C TEM HA3HAYEHHE MpEnapaToB yKA3aHHOM TPYIIIbI, a
TaKK€ aHTArOHUCTOB albJOCTEPOHA, MPOBOJAT COTJIACHO PEKOMEHAAIMUSAM IO Jie-
YEHUIO CEPACYHOM HEAOCTATOYHOCTH.

Kucnoponoreparnus HeoOxo1uMa NalMeHTaM C apTepUATbHONU TUIIOKCEMUEH
B MOKOE.

JIMTOKCHUH YBETUYUBACT CEPJCUHBIN BHIOPOC MpU OOJIIOCHOM BBEACHUU Y
nanueHToB ¢ wuaumornarudeckoi PAH, ero sddexTuBHOCT, mNpU IIUTEIHHOM
Ha3HAYEHUU Heu3BecTHA. HeCOMHEHHO, IJii CHUKEHMSI YaCTOThl CEepIEYHBIX CO-
KpAIlleHUH, TIPU CYNPABEHTPUKYIISPHBIX TaXUAPUTMHUSIX JUTOKCHUH OKa3bIBACTCS
MOJIE3HBIM.

B orHomiennu unruoutopo AII®, BPA, 6eta-610kaTopoB 1 uBaOpaguHa
HET yOeauTeIbHBIX JAaHHBIX O HEOOXOJUMOCTH Ha3HA4YeHUs U OE30MacCHOCTH IMpe-
napatoB npu PAH.

Hedurut xenesa Bcrpevaetrcs y 43% nanuenToB ¢ uauonatudeckoir PAH,
46% manueHToB ¢ CUCTeMHBIM ckiepo3oM u PAH, 56% mnarueHToB ¢ cuHIpOMOM
Dizenmenrepa. [IpenBaputenbHble pe3yiabTaThl YKa3bIBAIOT HA TO, YTO JIEPHUIIUT
JKeje3a COMPSHKEH CO CHIDKEHHWEM TOJIEPAHTHOCTH K (PM3MYECKOW Harpys3Ke, BO3-

MOXHO, ¢ 00jiee BBICOKOH CMEPTHOCTBIO, HE3aBUCAIIECH OT HAIMYUS WU TSKECTH
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aHemuu. PexomeHmyeTcsi oOciaeI0BaHNe TSl BBISBJICHHS MPUYWH nedummra xe-
Je3a W MPOBEJICHUE 3aMECTHTEILHON Tepanuu (MPEAOYTUTEIPHO BHYTPUBEHHOMN)
y naruenToB ¢ PAH.

Cneyuguueckasn nexapcmeennas mepanus (Tadi. 7)

Pe3ynbTaThl McclieqoBaHUN CBUICTENBCTBYIOT O TOM, YTO Y HEOOIBIION /10-
JIM TAlMEHTOB ¢ uauonatudeckoit PAH ¢ monoxxutenbHbIM TECTOM Ha Ba3opeak-
TUBHOCTh BO BPEMs KaTeTepU3allii IPaBoro cepamna HaOIoAa0T 01aronpHusITHbIA
adpdexr Ha BKK npu pmurensHoM jedeHuu. B onmyOnMKOBaHHBIX padoTax HC-
MOJIB30BAJIH MPEUMYIIIECTBEHHO HUGDETUTTNH, TUJITHA3EM U, C MCHBIIINM KIHHHYEC-
ckuM 3(]dekToM, aminoaunuH. Beibop mnpenapara OpUEHTUPOBAH HA HMCXOIHYIO
YacTOTY CEpJICYHBIX COKpAIICHHI MalleHTa, B Cliydae OTHOCUTEIIbHON Opaaukap-
JTUW TIPUMEHSIOT HUGETUTTUH WM aMJIOIAITHH, TIPU TaXuKapauu - auiatuazeM. Cy-
tounbie 10361 BKK npu npnonarudeckoit PAH Beicokue: audenunun 120-240 wmr,
muiatuaszeM 240-720 mr, ammmoaunud 20 mr. Jledenne HauyMHAOT ¢ MaJIbIX 103, IIO-
CTEIIEHHO TUTPYS IO MEPEHOCHMON MaKCUMAaJIbHOM PEKOMEHIYEMOW JT03bI ITpera-
pata, KOHTpoIUpys d3PPEKTUBHOCTD Tepanuu uepe3 3-4 mecsiia.

Cocynopacummpsitoniee IelCTBUE HE OKa3bIBa€T OJIATOMPUSITHOIO JI0JTO-
cpounoro 3¢dekra tepanun BKK npu PAH, o6ycnoBnennol 3aboiaeBaHusIMU CO-
€AMHUTENBHON TKaHu, BUY, nopro-i1eroyHo runepTreH3nu, BEHO-OKKIIO3UOHHON
0O0JIe3HH.

brokaTopsl perenTopoB 3HAOTEINHA HA3HAYAIOT, B CBSI3U C OMPEEICHHON
aKTUBAIMEW CUCTEMBbI SHAOTENMHA y nanueHToB ¢ PAH, HecmoTpst Ha TO, 4TO MO-
Ka HEHM3BECTHO TMOBBINICHUEC AKTUBHOCTH JHIOTEIMHA SBJSETCS MPUYMHOU WITH
cieacTBueM 3aboneBanus. [Ipenapater (ambrisentan, bosentan, macitentan) oxa-
3BIBAIOT COCYAOCYKHBAOIIEE ¥ MUTOTCHHOE JICHCTBUE MYyTEM CBS3BIBAHHS C JIBY-
Ms “30popMaMu PEIENTOPOB B TIAAKOMBINICYHBIX KIJIETKaX JIETOYHBIX COCY/IOB,
penentopoB Tuna A u B aanorenuna.

Wurubutoper  dochomudcrepasei-5  (DAD-5)  (sildenafil, tadalafil,
vardenafil) u crumynsTopsl ryanunaatiukiasel (riociguat) mposBisSIOT Ba3oaMiIa-

TUPYIOIIEE U aHTUIIPOJIU(PEPATUBHOE NEHCTBUE, OKA3BIBAIOT MOJOXKUTEIbHOE BIIH-
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SHUE Ha TEeMOJWHAMUKY, MTOBBIIIAIOT TOJEPAHTHOCTh K (DU3UYECKON HArpy3Ke Mpu
JIOJTOCPOYHOM JieUeHnH nanueHToB ¢ PAH.

[IprMeHeHnEe aHaJoroB MPOCTALMKINHA U arOHUCTOB PELENTOPOB MPOCTa-
nukirHa (beroprost, epoprostenolol, iloprost, treprostenil, selexipag) ocHoBeIBaeT-
Csl HA COBPEMEHHOM IMPEJCTAaBICHUU O MexaHu3Max pa3sutusi PAH. braronpusit-
HBI A(@exT aHanoroB mnpocTalUKiIuHa OOYCIOBIEH HWHTUOWIIMENH arperanuu
TPOMOOITUTOB, IIUTONPOTEKTOPHBIM W aHTUTIPOJM(epaTuBHBIM neicTBUeM. [Ipe-
naparbl TPYIIbl aHAJOTOB MPOCTAIMKINHA YIYYIIAIOT MEPEHOCHUMOCTh (u3Hue-
ckoil Harpy3ku (beroprost); ynaydmraroT TedeHWe, MOBBIIIAIOT TOJEPAHTHOCTH K
(dbu3nyecKoil Harpyske, BIUAIOT Ha TeMOJMHAMUKY Ipu uauonarndeckoir PAH u
JII', accouuupoBaHHOW C CUCTEMHBIM CKIIEPO30M, U CHUKAIOT CMEPTHOCTH IPU
uanonarnueckoir PAH (epoprostenolol, treprostenil).

Tabnuna 7 - Pekomennaru o mounorepanuu PAH (rpynmna 1) cieruguue-

ckumHu npemnapatamu otHocutenbHo K WHO

Kaace, ypoBeHb 10Ka3aTeJIbLHOCTH
IIpenapatel / cioco0b1 BBeIEHUS
DK 11 OK 111 oK IV

briokatopsl KanbIMEBbIX KaHAJIOB | C | C - -
AHTaroHUCTHI perenTopos | ambrisentan I A I A b C
9HJIOTEITNHA

bosentan I A I A b C

macitentan I B I B b C
Wurudutopsr pocdoamsc- | sildenafil I A I A b C
Tepassbl - 5

tadalafil I B I B b C

vardenafil b B b B b C
Ctumynarop ryaHuiiaTt- riociguat I B I B b C
IIUKJIa3bl
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AHasoru npocTalKiInHa | epoprosten | B/B - - | A | A
olol
iloprost HHT - - I B Ib C
B/B - - lla C b C
treprostenil | n/k - - I B b C
HHT - - I B Ib C
B/B - - lla C b C
per - - b B - -
0s
beroprost - - b B - -
Aronuct perenTopos mpo- | Selexipag per os I B I B - -
CTalMKIIMHA

B cnyuyae nHeaddextuBHOcTH MOHOTepanuu PAH wucnons3yror onHoBpe-
MEHHO KOMOMWHAIIMIO TPEACTaBUTENCH NABYX WM O0Jee KIacCoB CHEIU(PUUECKUX
JICKapCTBEHHBIX CPEJICTB, BIUSIONMINX HA Pa3HbIC MATOTEHETUYECKHUE 3BCHbBS pas-
BUTHS 3a0o0sieBaHusl. KOMOMHUPOBaHHYIO TEpanmuio B 3aBUCUMOCTH OT COCTOSTHHS
nanuenTa U rpynnsl JII' nmpuMeHstoT B Hauase JIeYeHUs WM TOCIe0BATENbHO,
Ha3Hayas MperapaThl OJIUH 3a APYTHM.

I[ToMumo 0OmMMX pEeKOMEHIAINM, TTOAICPKUBAIONICH U CHICIU(DUIECKON Te-
panuu, nedeHue narueHToB ¢ PAH mpu HeapdekTuBHOCTH MeIUKaMEHTO3HBIX
METOJIOB MPOBOAT XUPYPrUUYECKMMH MeToaaMu JiedeHus (OayutoHHas mpeacepi-
Hasi CENTOCTOMHUS, BEHO-apTepHAIbHASI JKCTPAKOpHopaabHas MEMOpaHHAs OKCH-
IeHalMs, TPAHCIIAHTALMS JIETKUX MM KOMIUIEKCa CepIie-JIerKue).

Jleuenune ocnoxHeHuM, Bo3HUKaromux npu PAH, npoBoasT coriacHo pe-

KOMCHOAIUAM, pa3pa6OTaHHBIX JJIs1 KOHKPCTHBIX CHTyaHHﬁ.
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O06o00mas kKpaTkuii 0030p HOBBIX PEKOMEHMAIMHA MO TUArHOCTHKE W Jiede-
HUIO JIETOYHOW THUIMEPTEH3UHU, MOKHO OTMETUTh 1O CPABHEHUIO C MPEAbLIYIIUM
uzganuem (2009 r.) yopolreHre KIMHHYECKOH Kiiaccu(UKAIMK, BBEICHUE HOBBIX
MapaMeTPOB I'e€MOJVMHAMHUKHA W JIETOYHOTO COCYJHMCTOTO CONPOTHUBIICHHS B OMpe-
nenenue noctkanuwuiapHout JII' 1 PAH, noctikeHus B TeHETUUECKOW TMAarHOCTH-
KE€ COCTOSIHMH, MHas CHUCTeMaTu3alus (akTOpOB PHCKA, COBEPIICHCTBOBAHHUE all-
rOpUTMa AUArHOCTUKH, pa3pabdOTKH MO OLIEHKE TshkecTH U pucka PAH, HoBbIe an-
TOPUTMBI 110 JICUEHHUIO.
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