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Knacc I
TTonbsa U 3PMEKTUBHOCTbL AUAFHOCTUYECKOTO UNU  nedebHOro
BO3AEUCTBMA AOKA3AHLI U/ U 06Le NPU3HAHHBL.

Knacc IT

TTpoTuBOpeumnBbIie AaHHbIE U/ UMK pacXoxaeHUe MHeHU.

Knacc IT a
TTpeumyLecTBa NONb3bl/3MPPEKTUBHOCTU.

Knacc ITb

TTonb3a/3pPeKTUBHOCTb MeHee YbeAUTesbHbI.

Knacc IIT*

HaHHbIe unu  obllee  MHeHWe  3KCMepToB, YTO  neyeHue
6ecnonesHo/He3EEKTUBHO U B HEKOTOPBLIX Clydasx MoxXeT 6bITb
BpeAHbIM.

* EOK He pekomeHAayeT NpumeHeHUe




A (HauBbICWWIN) - pe3ynbTaTbl MHOMOUYUCITEHHBIX
PAHAOMU3UPOBAHHBIX KITMHUYECKUX UCCNef0BAHUMN UNU
MeTaaHanu3oB.

B (NnpomexyTOuYHbIW) - pe3ynbTaTbl OAHOIO
PAHAOMU3UPOBAHHOTO UCCNEAOBAHUS UMM KPYMHBLIX
HepaHAOMU3UPOBAHHBIX UCCNEeA0BAHUM.

C (HU3KMI) - pekOMeHAaLUa OCHOBAHA B OCHOBHOM Ha
cornaweHum 3KCnepTos..
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JlerouHas runepteH3usa (J1IN) - 3To remoanHammyeckoe u
naTocdnanonornyeckoe cCoctosiHue, onpegensemMmoe Kak
yBenunyeHue cpeagHero fiero4yHoro aprtepuanbHoOro
AaBneHusd >25 MM pT.CT. B NOKOe, UaMepsiemMoe npu
KaTeTepusauuu npaBbiX OTAENOB cepaua




KnuHudeckaa knaccugpukaiit
/’_\' ,
epTeH3un (Esc 2015)

1. NleroyHas aptepuanbHaa runepteHsus (J1AIN)

1.1 Uamnonartudeckas

1.2 HacneactseHHas
1.2.1 MyTtauusa reHa BMPR2
1.2.2 Mytauuum reHos ALK-1, ENG, SMAD9, CAV1, KCNK3
.3 UHAyumpoBaHHAA NeKapCTBEHHEIMU UNU TOKCUYECKUMU BO3AEUCTBUSMMU
.4 AccouuvmposaHHas ¢
1.4.1 3a6onesaHuamm coeauHUTENbHOU TKAHU
1.4.2 BNY-uHperumen
1.4.3 TlopranbHOMU runepTeHsueis
1.4.4 BpoxneHHbIMU nopokamu cepaua
1.4.5 lWWucrocomosom

1' JleroyHas BeHO-OKKNIO3UOHHAA 60Me3Hb U/UNKU NEeroYHBIA KaNUNNAPHLIA

remaHrmomaros
1'1 Mamnonatuueckas
1'2 HacneactseHHas
1'2.1 Mytauusa reHa FIF2AK4
1'2.2 [Opyrve mytauum
1'3 UHayuuposaHHaa NeKkapcTBeHHLIMU, TOKCUYECKUMU UNU PAAUOAKTUBHLIMU
BO3AECTBUAMU
1'4 AccoummporaHHasa ¢
1'4.1 3a6oneeaHUaIMU cOeAUHUTENBHOU TKAHU
1'4.2 BNY-uHpekuuven
1'" Tlepcuctupyrowas neroyHas runepreHsmus HOBOPOXKAEHHbIX




KnuHudeckaa knaccugpukaiit
/’_\' ,
epTeH3un (Esc 2015)

2. JlerouHas runeprteHsus BcneacTeue 3abonesaHUU nesLIX OTAENIOB cepAala

2.1 Cucronuueckas auceyHkuma JIK

2.2 Ouacronuyeckas aucepyHkuma JIHK

2.3 KnanaHHaa 6onesHb

2.4 BpoxpeHHas/npuobpeteHHaa ob6cTpyKuUa npuHocalero/BbIHOCALErO TPAKTA JIeBOro
XenyAoYKa U BpOXAeHHbIe KapAUOMUONATUU

2.5 BpoxaeHHbre/npuobpeteHHbIe CTEHO3bI SIerOYHBIX BeH

3. lleroyHas runepteH3ua, odbycrioBneHHasi 3aboneBaHNAMM NErkUX U\ rMNOKcuen

3.1 XpoHuueckaa obcTpykTueHas 6onesHb nerkux

3.2 WHTepcTtuumanbHele 3a6onesaHua nerkux

3.3 [Apyrue neroyHbie 3a60n1eBaHUA CO CMELIAHHBIMU PECTPUKTUBHBIMU U
06CTPYKTUBHBIMU TUNAMU

3.4 HapyweHue abixaHus 8O CHe

3.5 AnbeeonspHas runoseHTUNALUA

3.6 BuicokoropHas neroyHas runepreHsus

3.7 Tlopoku passutus




KnuHuyeckaa knaccugpukat
/_\7 -
epTeH3un (Esc 2015)

4. XpoHuueckas Tpombosmbonuueckas neroyHas runepreHsus U Apyrue cocrosHue,
obycnasnuearowme o6CTPyKUUIO NeroYHoOU apTepum

4.1 XpoHuueckas Tpomboambonuueckaa nerovHas runepreHsms

4.2 [Ipyrue coctosHua, obycnasnuearolme ob6CTPYKLUUIO NerovHOU apTepum
4.2.1 AHruocapkoma

2 [Npyrve uHTpasacKynapHbie onyxonu

3 AptepumnThl

4 BpoxpaeHble CTeHO3LI NlerOYHLIX apTepui

5 TTapasutbr (3XMHOKOKKO3)

4.2
4.2
4.2
4.2

5. JIC ¢ HeussecTHEIMU U\UNU MHOrOMPAKTOPHEIMU MEXAHUIMAMU

5.1 Mematonoruyeckue HapylweHUa: XpoHUYECKAs FremONUTUYECKas aHemus,
MuenonponugpepaTusHeie 3a60neBaHUsa, CNEH3KTOMUSA

5.2 CuctemHbre 3a60neBaHUA: CApKOUAO3, NAHIFEHrAPCOKNETOYHBIA MUMCTUOLUTOS,
JIUMPAHTMONEUOMUOMATO3, HEUPOPUOPOMUO3, BACKYUT

5.3 Mertabonuyeckue paccTpomcTsa: rnukoreHos, 6onesHb [Nowe, 3abonesaHus
LWUTOBUAHOU XKenesbl

5.4 [lpyrue: onyxonesas o6cTpyKkuua, gubposuvpyrowmii meanacTMHUT, XpoHU4YecKas
noYeyHas HeAOCTATOMHOCTb Ha Auanuse, cermeHtapHasa JII




I'EMOLIMHAMMHECKOE O

OnpeaeneHue XapakrepucTuka KnuHuyeckue rpynnst

NerouHasa runepreHsua ()

cNA225 mm pr.cT. Bce

TTpexanunnsapHas JI

cNALl 225 mm pr.cT.

O3NA<15 mm pr.crT.

NAr

NIl scneacteue 3abonesaHumn
nerkux

Xp. Tpomboambonuueckas JI
NI’ Bcneacteue HeaCHbIX U\unm
MY NbTUPAKTOPUASBHBIX
MeXaHU3MOB

TToctkanunnsapHas JI

N3onuposaHHas
noctkanunnapHaa J1Al

Kom6éuHuposaHHaa nocT u
npekanunnsapHas JI

cNALl 225 mm pr.cT.
O3NA >15 mm pr.cT.

OrQ <7 mm pr.cr.
u/vnu
JNICP < 3 en. Byay

AOras: 7 mm pr.cr.
m\unum
NCP 23 mm pr.cr.

NI’ scneacteue 3abonesaHumn
neBbIX OTAENOB cepAla

NI Bcneacteue HeacHbIX U\unm
MY NbTUPAKTOPUASBHBIX
MeXaHU3MOB

cNNA[l - cpepHee nerouHoe apTepuanbHoe aasneHue; [3J1A - aasneHue 3aKNUHUBAHUA NErOYHOM apTepuu;
ArQ - avactonuueckuid rpaaveHT aasneHus; JICP - neroyHas cocyauctas pesmucTeHTHOCTb




——

SAKTOPLI PUCKA ME

Ba U TOKCUHbLIL

OnpeneneHHbIA BepoatHbIu Bo3moxHbIN

AMPUTAMUHBL KokauH
AMUHOpeKC Hasatummnb PeHUHNNPONAHONAMUH
PeHpNropamuH L-TpunTtogaH AMPUTAMUHNOAOOHbIE
HexcpeHpnropamuH MeTampeTamuHbr npenapartsl
Tokcuueckoe pancosoe macso UHTepgpepoH a u p
CenexTueHbIe UHrMO6UTOPLL Pan xemotepanesTuyeckux

OGPOTHOI’O 3axearta CepoToHUHa areHToB, TaKue Kak
ankunaupyouwme areHTbr

(MutomuumH C,
LIMKNOPOCPamMUA)

2. Demorpagpuueckue AaHHbIE
OnpepeneHHbre: XeHckuu non (m:x = 1:1,7)
3. 3abonesaHus.
B4 -uHpexums.
TTopTanbHaa runepreHsua/6onesHu neveHwu.

CuctemHbre 3a60neBaHUS COEAUHUTENBHOMU TKAHU

Tpombogpunuyeckue HapyweHUs (BONMYAHOYHBIA GHTUKOArynaHT\QHTUPOCPONUNUAHBIE
AT, nepuuut npoteuHa C U S n 1.4.)

BpoxnéHHasa natonorusa co cbpocom kpoesu us 6onblworo kpyra kposoobpaieHus B
MGNbIU.




Guidelines, 2019)

V/

eHeTUuYeckas npeapacnonoXeHHOCTb $akTopLr pucka

MyTaumsa reHa BMPR-2. AHoOpeKcureHHbIe nNpenaparsr.

MyTauusa reHa cuHTA3sLI BUY-uHpekuma.
NO. YcuneHHLIU KpOBOTOK Yepes NErouvHbIe COCyAbI.

Apyrve. TTopTanbHas runeprTeHsus.
\ / CucTtemHbIe 60ne3HU coeAUHUTENbHOMU TKAHU.

TTospexaeHue NEroyHbLIX COCyAaos

l

SHAOTENUANbHAA AUCPYHKLUA

N3meHeHUs maTtpukca, aktusauus AvcpyHkuma TMK
TpombouuTos
W BOCNANUTENbHBIX KNeToK

BasokoHcTpukuua TTponugepauusa

Tpomé6os3 Bocnanexue

[ Rerowian aprepuanmion rneprer |




0 KnuHuyeckas kapTuHa (CMMNTOMBI)

0 @usukanbHLIU OCMOTP

0 CnexkTp ob6cnenosaHUU, yAOBNETBOPAHOWUM KpUTEPUSM
nocTaHosku auarHosa JI




OCHOBHOM CUMMNTOM — OAbILLKA.

0 TMMpucyTcTByeT B NOKoeE.
YcunuBaeTcs npy He3HaYNTENbHOU PU3NYECKON Harpyske.

COXpaHﬂeTCﬂ B NOJ10OXKeHUn cnaa (B oTJiIndyme oT oAbIlilUuKU BClieaACTBMe natosfiormm
cepaua).

Apyrue xanoobi:

BbicTpas yToMnsieMocCTb.

Cyxomn (HenpoaAYyKTUBHbLIU) Kallenb.

Bonwu B rpyaHOM KneTke

OTéku Ha Horax, 6onu B npaBoM noapedepbe (M3-3a yBeriM4eHUs1 NevYeHu).
OcunnocTb rosnoca

CuHKonarnbHble COCTOAHUSA




Tynbcauma: B8 anuractpum npu ysenudeHum T1XK, so II
Mmexpebepbe cnesa — npu paclumpeHUU CTBOJSIA JIEFOYHOMU
apTepuu.

HabyxaHue weuHbIXx BeH (Kak Ha BAOXe, TAK U Ha
BbIAOXE).

OTéku, renatomeranua, acuur.

Ayckynbtauua: akueHT IT ToHa Haa NEroyHou aprepuenm,
puKcuposaHHoe pacuienneHue II TOHa, cucTonNuUyeckum
wym (Wym wu3rHaHUA HaA NErOMHOU apTepueit, LWYM
peryprutauvm Haa TPUKYCNUAUAIBHBIM KIIGNAHOM).




PyHKUMOHANbHAA Knaccudt
OYHOU rUNepTeHsu

Knacc T - nauuveHTbI ¢ neroYyHou runeprteHsueu 6e3 orpaHuveHUU
(pU3UYEeCKOU aKTUBHOCTU. O6bIMHAA (PU3UYECKas AKTUBHOCTb He BLI3bIBAET
oAbIWKy, cnaboctb, 60nb B rpyAHOU Knetke, ronoOBOKpyXeHue.

Knacc IT - nauueHTbI ¢ NeroyHoUu runepreHsuen U CHUXKeHHOU (PU3UYECKOU
akTuBHOCTbIO. Kom@opTHO oHU ouyuiaroT ceba B nokoe, obbrvHas
pU3nYecKas aKTUBHOCTb BbI3bIBAET OAbIWKY, cnabocTb, 6onb B rpyaHOM
KneTke, ronoBOKpyXeHue.

Knacc IIT - nauueHTLI C NeroYHou runepreHsvein ¢ BbIPpaXeHHBLIM
orpaHuYeHuem pusnyeckou axktusHoctu. KompoptHo oHu oulyuiaroT cebsa B
nokoe, Hebonbluas PU3NYecKas GKTUBHOCTb BbI3LIBAET OALIWKY, cnabocThb,
6onb B rpyAHOU KneTke, ronoBOKpyXeHue.

Knacc IV - nauuveHTbI ¢ NnerovyHou runepreHsueu, He cnocobHeie
NPOABNATb PU3UYECKYHO GKTUBHOCTb 6e3 nossneHus BhIlenepevrucneHHBLIX
cumntomoB. OTMeuaroT NpU3HAKU NPAaBOXeNyAOYKOBOI HeAOCTATOMHOCTU.
OpArIWwKa, ycTanocTb NPUCYTCTBYHOT




HetepmuHaHTLI NporHosa

TTpomexyTouHbI
puck 5-10%

KnuHuueckaa kaptuHa TTXK HK

oTCyTCTBYHOT

TTporpeccus cumnTtomos

meaneHHo

CuHkons

Peaxue cuHkons

WHO 2K

III

6-MuUH. TecT

165-440 m

KapavionynbmoHanbHLIA TecT

TTukvO2 11-15
mn\MuH/kr (35-65%
Heo6.)
VE/VCO2 cnaa
36-44,9

BNP/NT-proBNP

BNP 50-300 Hr/n
NT-proBNP300-1400
Hr/n

AxoKl, KT

TITT 18-26 cm2
MUHUMANbLHLIN BLINOT

FemoauHamuka

aTTX 8-14 mmHg
CU 2-2,4 n/muH/m2
sVO2 60-65%




OcHoOBHbIEe meToabl uccneloe
iTBepXxAaarowme AUarHos

0 3xoKl' ¢ Oonnepom
0 KarteTepusauus npasbix otAenos cepaua

0 BasopeakTusHbIU TecT




AxoKI' ¢ ponnneporpagpuess — NyuWwUi4 HEUHBASUBHLIU MeTOA
anarHoctuku J1Al. [loctaTouHO BbICOKAs Koppenauua ¢ AGHHLIMU
KaTeTepusauum cepaua.

OueHka sepoatHoctu JII' no aaHHbEIM IxOKIT y obcneayembrx naumeHTos

TTukoeasa ckopoctb TP Hanuuue apyrux dxo- BeposatHocTtb JII' no
(m\c) npusHakos JT AxoKI

<2,8 unu He usmepserca Her Huskas

<2,8 unu He usmepsercs TTpomexyTouHas

2,9-3,4




AxoKI' npusHaku neroYyHou runepreHsuu

A. Xenypouku™

B. JlerouHaa aprepus™

C. HuxHaa nonasa seHa u
npasoe npeacepave *

OtHoweHue KOP TTX/IK
>1,0

Bpema yckopeHusa TTXK
<105 mcex u\unu
cpeAHecucTonu4ecKkas
«BbIpe3Ka»

OuameTp HTTB >21 mm
CO CHUXeHuem ee

cnageHua Ha saoxe <50
[-)
Jo

TTapaaoxkcanbHoe
AsuxeHue MXTT (JIK
UHAEKC 3KCLIeHTPUYHOCTU
>1,1 B cucrony n\unum
AuacTony

CKopocCTb paHHeiA
ANAGCTONUYECKOU
NeroYHou peryprurtauuvm
>2,2 M/cek

Tnowaab TITT (koHeuHO-
CUCTONUYECKUIA pasmep)
>18 cm?

HOuamertp J1A >25 mm

* NlonxHo 6LITb He MeHee ABYX NMPU3HAKOB UX pasHLIX kaTeropui (A/B/C) ans

NOCTAQHOBKU AUArHO3a




ANroputm seaeHUs NALUUEHTOE
o — —

BepoaTHOCTU no dxok! f
e (PAKTOPOB PUCKAQ

BeposatHoctb JIIT no | bes ¢pakTopos pucka UM acCoOLMUPOBAHHBIX YposeHb
AaHHBIM IDxoKI coctoaHuu ana JIAI wnu XTI

Huskas AnbTepHATUBHLIU AUarHo3 6onee BeposaTeH

TTpomexyTouHas AuppepeHumanbHbria auarHos. IxoKl™ s
AVHAMUKeE .

Bo3smoxHo aanbHeulwee obcneaosaHue B8
pamkax JII

PexomeHaosaHO AanbHeuwee obcnepnosaHue
B pamkax JII" (Bxnrouas katetepusauuro TTXK)

NAT - nerouyHas aptepuanbHaa runepteHsua; XTI - xpoHudyeckas
Tpomboambonuueckas nerovHas runepreHsus




ANroputm seaeHUs NALUUEHTOE
o — —

BepoATHOCTU no dxok f
e (PAKTOPOB pUCKa

BepoatHocTtb JIIN no Hanuuue gaxrtopos pucka unu
AaHHLIM DxoKI aCcCOUUMPOBAHHBIX cocToaHUuU ans J1Al
wnau XTI

YposeHb

Hu3kas AxoKlI' B auHaMuke

TTpomexyTouHas Bo3smoxHo aanbHeuwee obcnenoeaHue B
pamkax JII, skntovas katetepusaumio
npaebIX OTAeNOB cepALa

PekomeHanosaHO aanbHeulwee obcneaosaHue
B pamkax JII' (xknrouasa katetepusauuro TTXK)

NAT - nerouyHas aptepuanbHaa runepteHsua; XTI - xpoHudyeckas
Tpomboambonuueckas nerovHas runepreHsus




KATETEPU3ALINA TTPABL
PO

0 Katerepusaums pekomeHaosaHa Ans noateepxaeHus auarHosa J1Al
(rpynna 1) u HasHayeHus neveHusa (IC), a Takxe ANA OLEHKU
3(peKTUBHOCTU nposoaumou Tepanuu (ITaC). A Takxke pekOMeHAOBAHA
NALMEHTAM C BPOXAEHHLIMU LWYHTAMU B cepAalie ANS OLUeHKU
reMOAUHAMUKU U onpeaeneHus TaKTUKu seaeHus (IC).

0 PexomeHpoBaHa nauueHtam c JII' Bcneacteue 3abonesaHuia cepaua
(rpynna 2) unu nerkux (rpynna 3) ana pelweHus sonpoca o
TpaHcnnaHTauum opraHa (IC)

0 TTaumeHTam c JII' pexomeHaosaHa nposeneHue katetepusauum B
3KCMEepPTHLIX LeHTpaxX, TaK KaK ee BLINOJSIHeHUe TeXHUYECKU CIIOXKHO U
CBA3GHO C BO3MOXHBLIM pa3sBUTUEM cCepbe3HbIX ocnoxHeHuu (IB)

0 Ecnu HeBo3MOXHO U3mepeHue AasneHus B TTXK, To moxeT BEINONHATLCA
KaTeTepusauma nesbix otaenos cepaua (ILaC)

0 KateTepusauua moxeTr BLINOMHATbCA NaLMeHTam ¢ yctaHosneHHou JII ¢
3a6onesaHUaMU neBLIX OTAENOB CepALa UNU Nerkux c Lenbo
nposeAeHUs AU @epeHLUUanbHOro AMarHosa unu pelleHua sonpoca o
Tepanuu (IIbC)




BasopeakTuHbIU TecT AosKeH NPOBOAUTLCA TOSBbKO B 3KCNepTHbIX UeHTpax (IC)

BasopeakTueHbIN TecT pekomeHAyeTcs ANs nauuveHTos ¢ nauonartudeckou JII,
nedveHouHou JII', JIAl Bcneacteue npuema nexkapcTeBeHHLIX Mpenapartos,
No3BOSIAA BbIAESIUTL MNALIMEHTOB KOTOPLIM MOKA3aHA Tepanus BLICOKUMU AO03GMMU
AK (IC)

TTonoxutenbHeIX oTeeT Tecta: cHuxeHue cp. JIAI 210 mm Hg ¢ aoctuxeHuem
abconrotHou BenuuuHer cp.J1Al < 40 mm Hg npu yesenuyeHHom unum
HeusmeHHoMm cepaeyHom Bbrbpoce (IC)

Ana npoeeneHusa tecta pekomeHaoBaH okcua asota (IC). B kauvectee
anbTepHaTuebl - anonpocteHon (IC). Takxe: AaeHosuH (IIaC),
UHranaumoHHeri unonpoct (IIbC)




PeHTreHorpagpus opraHos rpyaHoOU Knetku

$B[] (cnupomeTtpusa, abixatenbHole 06bEMLT)
BeHTUNALUMOHHO - Nnepy3UOHHAA CLUUHTUrpagpus
Pesmonpober — AHZ, pesmaTouaHbIU (PAKTOP
FyHKLUMOHANbHbIE NPO6LI NeveHu

O6cneposaHue Ha BUY-uHpekuuto

OueHKa a3 cHa ANa BLIABSIEHUS CUHAPOMA HOYHOroO anHO3

Y31 neueHu

v
v
v
v
v
v
v
v
v

OueHKa TUpeouaHoro npoguns




HeAOCTATOMHbLI.

dnekrpokapauorpamma: P-pulmonale; otknoHeHue 20C Bnpaso,
runeptpogusa TIXK, 6nokaana TTHTII, yanuHeHune QT

PeHTreH opraHos rpyaHou knetku:

Ocadnenune
COCYAHCTOrO
PHCVHKA

Pacuump enme
VN

Pacuupesne
JerOMHOR
apTep un
o ee NPABON
BeTBM




PEKOMEHOA O CTPATElY
et aAL 414 ( o

PekomeHaauuun YposeHb

AxoKI' pekomeHAOBAHA KaK MepBOCTeneHHas, HeuHBAsuBHas NpoLleaypa C
uccnenosaHus B cnydae nopospeHua Ha JIT

BeHTUNALUMOHHO - Nepgpy3nOHHOe UCCief0BaHUE UNU Nepgy3uOoHHOe C
CKQHUPOBAHUE Jlerkux peKoMeHAOBAHO NnauueHTam ¢ HeacHou JT, ana
mucknroveHua XTINr

KoHTpacTHaa KT aHruorpagusa sbinonHserca scem naumeHtam ¢ XTI

BbrnonHeHuwe 6\x aHanusa kposu, o6Ly. aHANU3a KPOBU, UMMYHOSOTUU,
oueHku BUY muH@pekuuu, ropmoHanbHOro npogpuna WUTOBUAHOMU Xenesbl
pekomeHAOBAHO Bcem naumeHTam c JIAI ana ucknroveHus conyTcTByrOWMX
3abonesaHUU

Y3W opraHoe 6pHOlWHOA NONOCTU PeKOMEeHAOBAHO AN CKPUHUHra Ha
NOPTANbHYHO FUNEepTeH3UHo

PYHKLIMOHANBHBIA NEeroYHLIN TecT ¢ oueHko CO2 pekOMeHAOBAH B KadecTse
Nepeoro MeToAa UCCneaosaHus y nauuextos ¢ NI

MCKT xenatenbHo nposoauTtb Bcem nauuveHtom c JII

AHIUOrpapUIo Nerkux xenaresnbHO NposoAUTbL B oblem nopsaake Bcem
nauuveHTam ¢ noapospeHuem Ha XTI

OTKprTGQ U Topakockonuyeckasa 6uoncua He pekomeHaoBaHaA NAUUEHTOM C
nar




ANATHOCTHUYECK
*

7“—/
MMNTOMbBI, AGHHbIE OCMOTpa, aHaMHe3 csuaeTtenbCTeyloume B NOsb3y nr

l

OueHka sepoatHocTU JII' no AaHHBIM DxoKI

Bbicokas unu npomexyTtouHas ‘ Huskas

v }
OueHka CUMNTOMOB, AGHHLIX OCMOTPA, (PAKTOPOB PUCKa, HabnroneHue 8 avHamuke.
aHamHesa, csuaeTenbCcTeyHOlWMe O 3abonesaHUax neebIx BurseneHue ap. NpuuYUH AGHHOrO COCTOAHUA
otaenos cepaua, nerkux. IKI, B c oueHkou carypauum,
Rg OFK u MCKT, oueHka rasosoro cocrasa Kposu

|

Ad 3a60nesaHUs NeBbIX OTAENIOB Cepaua U Ad
t nerkux noaTeepxaeHo? 1

l HeT Ectb npusHaku
Taxenou JI/
ancpyHkumm TDK

HeTt npusHakos
Taxenou N/ V/Q cuuHTtUrpagpus
Anc@yHkumm TDK EcTb HapyweHus?

NeyeHue nexawmx B ocHose DKCNepTHLIN SKCMepTHLIW
ueHtp no JII

O6cyxnpeHue XTI : %’3’;2’5‘;;5 MMHH'Q
MCKT: katetepusauma (+/-) f‘“/ fCP>3 il Bg' HeT
NerouHaa aHruorpagus eAuHuL Byny

Haubonee sepostHo JIAl TTouck ap. NpuumH

(rpynna 1). AGHHOrO COCTOSHUA
PekomeHaoBaHLL Mpynna 5

cneuugpuyeckmne TecTtbr




BLICOKUU (PYHKLIMOHASbHLIU KNACC CTeHOoKapauu

HU3Kas TONEepaHTHOCTb Npu Tecte 6-MUHYTHOU XOAbLOLI
WNU KapAUONYSbMOHANBHOM HArpy3oYHOM TecTe

BbICOKOe aasneHue B TITI

3HauuTenbHas aucepyHkumua THK

HU3KUIA cepAieYHBbIN UHAEKC

BLICOKUU ypOBeHb MO3rOBOrO HATPUUYpPeTUYeCKoro
nentuaa

CNy4Yau CUCTeMHbIX 3aboneesaHUA coeaUHUTENbHOU TKAHU




~ O6lwme meponpuaTUs

&usmnuyeckas Harpyska — no nepeHocumocTu. TTpu Harpyske

HeAONYCTUMBI BbIpAXeHHAsl OAbIWKa, o6mopoku, 6onu B rpyaHoOU
knetke (IIaC).

ABuanepenetsl — npoucxoaat Ha sbicote ot 1600 ao 2500 m.

TTpoPUNaKTUKA UH(PEKUUIA — HYXHBI BAKUMHALUU OT FpUnna u
NHeBMOKOKKOBOU nHesmoHuu. (IC)

BepemeHHocTu cnepyet usberartb. (IC)

INexapcteeHHbIe cpeactea: usberatb HTTBC, aHopekcureHHbIx
npenapatos, uHruburtopoe ATIZ u b-aapeHobnokartopos.

TToanepxka NpogeccUoHanbHOro NCUxosnora.
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v LVIRFILCT, —
UCNOPOL (11ac)

PEANOCLINIKU.

v/ neveHue 3actouHou CH (aunypetuku);

v pegpaktepHasa TTXK HepocTaTOMHOCTL UNU nNpeAcepaHbIe

apuTmmuum (AUroKCUH);

v Koppekuua runokcemum (kucnopoa).

Ha3Hayatb No KAUHUMECKUM NOKA3aHUIM

ESC Guideline, 2009.




Llenb HasHavyeHuUs:
v Amerotca TpaauumoHHble paktopbl pucka BTI (XCH, runoanHamus);

v nNpeapacnosioXeHHOCTb K TPOMOOIMOGONMMN U TPOMOOTUYECKUM
U3MEHEeHNs1 B CUCTEME MUKPOLMPKYNALUMN

MNMpenapatbl: BapdapuH (nog koHtponem MHO) nnu HOAK (OaburaTtpaH,
PuBapakcabaH, AnukacabaH)

ESC Guidelines, 2009




TTpumepHo y 46% nauueHTOB HabnroaaeTca XenesonaePULIMTHAA aHeMuUs

PexomeHpoBaH perynapHbIi4 MOHUTOPUHI obmeHa xenesa,
obuiero aHanusa Kposu

Ha3HayeHue B Tepanuio npenapatos xenesa

ESC Guidelines, 2015




BnokaTtopbl KanbLWeBLIX KAHANOB peKOMeHAOBAHO Ha3Ha4aThb
6onbHEIM ¢ JIAT npu nonoxutenbHou octpou npobe ¢
BA30AMNATATOPAMU

TMpeanocsinku. TTpu JIAI Bo3HUKaeT BA3OKOHCTpUKLUUS. CeroaHs
YCTGQHOBSEHO, UYTO 3(P(PeKT OT BA30AUNIATATOPOB MOXHO OXUAGTbL MeHee Yem

B 10% cnyuaes nepsuuHou J1AT.

TMpenaparter: HUPeaunuH (120-240 mr), auntuasem (240-720 mr),
amnoaunuH (20 mr).

Lo3supoeaHue: HAQYUHAIOT CO CpeAHeTepanesTUYeCcKux A03, NocTeneHeHHo
yBenuumeas A03y A0 MAKCUMANbHOU MepeHOCUMOW.

ESC Guidelines, 2015




v CuHTeTUuYeckuu NPOCTAUUKIIUH U ero aHanoru (ans
UNAT u NNAT Ha qpoHe cuctemHbrx 3abonesaHuu (IC), ana ap. popm JNNAl (IIaC).

‘;}lnl;?l‘(,ll:gramm/ml TTpeAnoOCLINKU ANA HA3HAYEHUA:
g OAHa U3 NPUYUH — AePULMUT NPOCTALMKIIUHG,
KOTOpLIA OKA3LIBAET MOLLHOe BasoAunaTupytollee

W aHTUArperaHTHoe BO3AeiCTBUe.

OTctona NpeAnonoXeHUe O NOMOXKUTENbHOU

POnU ANUTENbHOrO NeYeHus aHanoramu

e NPOCTALMKIUHA.

= e _,.’

[1penapami :

WUnonpoct («HMnomeaun» 0,027 mr, Bayer) nytb sseaeHus npenapat
napeHTepanbHO

dPEPEeKTUBHOCTb UHranaumoHHoro unonpocta 8 pose 2,5-5 mkr 6-9 pas B cyTku
oueHueanacb B nnauebo-koHTponupyemom PKWU AIR-1 (Aerosolized Iloprost
Randomized) y 6onbHbIx ¢ JIAT u XT3 .

ESC Guidelines, 2015




¢/ AHTaroHMcTbl 3HAOTENIMHOBbLIX PeLenTopoB

Mpeaonocbinku. AhdekTbl IHAOTENNHA-1:
1. MowHasa Ba30OKOHCTPUKLUUA.

2. MutoreHHoe Bo3aeuncteue Ha MK.
Y 6onbHbIX JIAl BbISSBNeHO noBbilleHUue 3HaoTenmHa-1 B nnasme

KPOBU U TKaAHWU NErkux.

Mpenaparthbl:

Bo3eHTaH (HeceneKTMBHblﬁ 6nokartop peuenTtopoB K aHaoTenunHy-1. NyTtb
BBeleHUA — nepopanbHbIn, fo3a 125-250 mr 2 pasza B CyTKM).

CuTaK3eHTaH,
AMOpU3eHTaH.




Hrm6m'opb1 pocpoansCcTepasbr 5 (cmnp.el-laq)un Taaanagun,
BapaeHapun))

TeopeTtuyeckme NpeAnOCLINKU. REVATIO
Tipu JIAT B TKaHU nNérkux nosbIwaeTcs

3KcNpeccua PoceoanusCTepassr 5.
B octpbix npobax B oreeT Ha
BBeAeHUe cunaeHagpusna aasneHue
B JIErOYHOU apTepumu CHUXaeTca.

Lo3suposaHue u nytb seegeHus. 25-100 mr 3 pasa 8 AeHb.




V CTUMYNATOP PACTBOPUMOU ryaHunatumknassr (plll)

TTomumo npamoro ctumynupyroulero
nAeuvcteua Ha plLll, puouuryar cnocobeH
NOBLIWATbL YyBCTBUTENbHOCTL plLl K
aHporeHHomy NO, agpgpekTusHoO
BO3AEUCTBYS HQ PepMeHT He3aBUCUMO
OT YpOBHA cekpelMU OKCUAG G30Ta.

B okrabpe 2013r - opobpeH FDA ana neveHus 6onbHLIX C Lenbo
ynyulleHus NepeHOCUMOCTU (PU3UYECKUX HarpysoKk U npeaoTepalieHus
nporpeccuposaHusa J1AlT (mauonatuveckasa, Hacneayemas, JIAlT Bcneacrtsue
CUCTEeMHbIX 3a60neBaHU COeaAUHUTENbHOU TKAHW).

B ceHTabpe 2014 r. puoumryat no ABym nokasaHusm 6brn onobpeH B
Poccun.

B otnuume ot apyrux npenapatos cneuugpuyeckou tepanuu J1AlT puouuryar
ABNAETCA eAUHCTBEHHbIM HA CeroAHAWHUMA AeHb NepopasnbHLIM NPernapaTtom,
AOKA3AGBLIMUM CBOHO BLICOKYHO U YCTOUUYUBYHO 3P(PEKTUBHOCTb MpU fiedeHUU He
Tonbko nauueHtos ¢ JIAl, HO u npu XTI .




Ambrisentan +
tadalafil®

Other ERA +
PDE-5i

Bosentan -+
sildenafil +
iv. epoprostenol

Bosentan + iv.
epoprostenol

Other ERA or
PDE-5i +
s.c. treprostinil

Other ERA or
PDE-5i + other
iv. prostacyclin
analogues

ERA = endothelin receptor antagonist i.v. = intravenous;

PDE-5i = phosphodiesterase type 5 inhibitor; RCT = randomized controlled trial;
s.c = subcutaneous; WHO-FC = World Health Organization functional class.
*Qlass of recommendation.

®Level of evidence.

‘Reference(s) supporting recommendations.

“Time to clinical failure as primary endpoint in RCTs or drugs with demonstrated
reduction in all-cause mortality (prospectively defined).




- BANNOHHAS APTEPHUANBHASA CETTTUKOTOMUA

Co3naHue mexnpeacepaHoro wyHTa (Npasa-Haneso) KOTOPLIA MOXeT

YMeHbLWUTb KOMNpPeccuo Ha npaskie kamepsl cepAaua u ysenuuuts KOO
nx

- TTIOAAEPXXKA TIPABOIO XENYOOUYKA (MocTuk K TpaHCNNaHTaLMu
cepaua)

npumeHeHUe BeHO3HO-APTEPUASIBHOU 3KCTAPKOPNOPAnbHOU memMbpaHbT
kucnopoaoHacsiuieHua (ECMO) Heobxoaumo paccmoTtpeTb Ans paaa
nauveHtoe nauuveHtos ¢ JI u peppaxrepHou TTXK HK.

- TPAHCTTNAHTALIUA CEPOLIA




NAT, oK -1V

v

Ba3oBas Tepanusa 1 obLmne MeponpusTUs
MNepopanbHble aHTUKOArynsAHTbI, ANYPETUKN, KNCNopoa, AUroOKCUH

/
| HanpaBneHue k cneumnanuctam |

/
OcTpas npoba c Bazogunaratopamum

MonoxuTrenbHas OTpuuatenbHas

y

4
BKK BHYTpb [ oK |

l !

BnokaTopbl peLuenTopoB 3HAOTENIMHA AnonpocTeHon
A hekT coxpaHsaeTca (603eHTaH) BoseHTaH

HeCKOJbKO MecsiLieB e TpenpocTuumn
AHanoru npocTaumknmHa WUnonpocT B/B

h_¢ (vnonpocT MHransiUMoHHO, ¢

fa TpenpocTuHun, 6epanpocT)
Het Unu KombuHupoBsaH
OnutenbHasa nHdysus HasA
anonpocTeHona Tepanua?
nnu

MHrubutopsl hochognacrepasbi-5
NMpogomxutb (cunpeHadmn) Xupypruyeckue

neyeHwve mMeToAbl




UccnepoBaHue cumBacTaTtuHa Ha Kpbicax (Nishimura T. et al.,
2002, 2003) — cumBacTaTuH ocnabnset nponudepauunto MK
B UHTUMe, a TaKXXe CTUMYIUpPYyeT NpoLecchbl anonTtosa B
nponudgepupyrowmnx IMK.

HanpaBneHus nccnenoBaHum:
1. HpoTenuanbHaa agucyHkuma (mameHeHue pyHkumm NO,
TpombokcaHa A,, NpocTauMKIIMHA, 3HAoTennHa-1) u

anchpyHkuma 'MK.

U3meHEHHaA akTUBHOCTb (pochoamnactepasbi-5 B TMK.
U3mMeHEeHHaA peaKTUBHOCTb B OTBET HAa aHTMOTEH3UH.
AHOManbHbIe Npoueccbl CUHTEe3a Ba30aKTUBHOIO
WHTECTUHANbHOro nenTtnaa, USAMeHEeHHbIe peakuuun Ha Hero
(BUIN paccmaTpuBaloT Kak noTeHUMaribHbIM npenapar ansg
neyenus J1IN).

HoBas ¢hyHKLUMA CepOTOHMHA B Ka4yeCcTBe MUTOreHa.




CTTACNBO 3A BHUMAHUE!




