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nnaemMmuornorus

Bo ®paHuumn pacnpocTpaHeHHOCTb
JII 15 Ha 1 MITH. YenoBekK

B CLUA konnyecTtBO DOJbHbIX TEFOYHOMN

rmnepTeH3nen oueHnBaeTca NpumepHo B 100 ThiC.
4YenoBekK

anonatuyeckas nerodHasi runepTeH3ns
BCTpPEYaEeTCs NPMMEPHO 6 Ha 1 MIH. YenoBekK

COOTHOLLEHME MYXK4YMH U XKEHLLMH - 1,7:1,0

OFHSHIBEUYEEOFRACTIA EaPAt et al., 2006)
Cpe'D'HMM BO3p%§g{;§d Drug Ade?f(ns‘f'rFahon CLIA, 20(‘)%Ie o




JlerouyHasa rmnepTeH3us

- rpynna 3abosfieBaHnN, XapaKTepu3yHLLNXCSH
NPOrpeccuUpyroMM MOBbILUEHNEM JIEMOYHOIO
cocyaunctoro conpotumeneHusa (JICC), kotopoe
NnpuBOOUT K Pas3BUTUID MPaBOXenygo4ykoBOW
CH n npexageBpeMeHHOU rmbernn naumneHToB




PekxomeHpgauuu ACCF/AHA, ESC/ERS
2004 —> 2009 2015

ACCF/AHA 2009 Expert Consensus Document on Pulmonary Hypertension: A
Report of the American College of Cardiology Foundation Task Force on
Expert Consensus Documents and the American Heart Association Developed
in Collaboration With the American College of Chest Physicians; American
Thoracic Society, Inc.: and the Pulmonarv Hvpertension Association

Vallerie V. l\/IcLaughlin. Stephen I European Heart Journal Advance Access published August 29, 2015
Harrison W. Farber. Jonathan R. Lin¢

Myung H. Park. Robert S. Rosenso; European Heart journal
= syzoreany doi:10.1093/eurheartj/ehv317

23
CARTIOLOGY *

ESC/ERS GUIDELINES

J. Am. Coll. Cardiol. 2009:53:1573-1

doi:lO.lOl‘@ 2015 ESC/ERS Guidelines for the diagnosis
and treatment of pulmonary hypertension

The Joint Task Force for the Diagnosis and Treatment of Pulmonary
Hypertension of the European Society of Cardiology (ESC) and the

This information is «

European Respiratory Society (ERS)

Endorsed by: Association for European Paediatric and Congenital
Cardiology (AEPC), International Society for Heart and Lung
Transplantation (ISHLT)

Authors/Task Force Members: Nazzareno Galie* (ESC Chairperson) (ltaly),

Marc Humbert*® (ERS Chairperson) (France), Jean-Luc Vachiery© (Belgium),

Simon Gibbs (UK), Irene Lang (Austria), Adam Torbicki (Poland), Gérald Simonneau?
(France), Andrew Peacock?® (UK), Anton Vonk Noordegraaf® (The Netherlands),
Maurice Beghetti® (Switzerland), Ardeschir Ghofrani? (Germany),

Miguel Angel Gomez Sanchez (Spain), Georg Hansmann® (Germany), Walter Klepetko*©
(Austria), Patrizio Lancellotti (Belgium), Marco Matucci® (Italy), Theresa McDonagh
(UK), Luc A. Pierard (Belgium), Pedro T. Trindade (Switzerland), Maurizio Zompatori®
(Italy) and Marius Hoeper® (Germany)




Kputepun noctaHOBKU
AnarHoasa

CpenHee naBneHmne B NEro4HOM apTepun
npeBbILWAaET 25 MM PT. CT. B NOKOE

[1aBrieHne 3aKnMHMBaAHUSA B NIEMOYHbIX
Kanunngapax meHee nnm paBHo 15 MM pPT. CT.

JleroyHoe cocygucToe conpoTUBieEHUE
boriee 3 MM pT. CT./N/MUH (UnNn eanHn, Byna)

ACC/AHA, 2009 a.




Knaccudumkauums

|. NeroyHas apTepuanbHas runepTeH3ns

1.1. ngnmonatunyeckas
. 2 CewmeitHas
21 MyTauus BMPR2
}ZlyT rne mytaumm
13! MH,qyuwpoaaHHaﬂ J'IeKapCTBeHHbIMI/I n
TOKCUYECKMI BO3AENCTBUSAMU
. AccouumpoBaHHas ¢
141 onnareHoaaMM
EITaanom runepTeHsmnen
H 2 BUY-nHpekymnen
14.5. L|.|I/ICTOCOMO30M

I* JleroyHast BEHOOKKMIO3MOHHASA O0ME3Hb U/MN NErOYHbIN KanunapHbIA reMaHrimaros

I**I'Iepcmcmpytou.\aﬂ JIeroyHaAd aprepuarnbHada rmnepTeH3nAa HOBOPOXKAEHHbIX
2. NlerovHasi runepret 3. JleroyHas runepteHsuns, accouMmpoBaHHas c NnaTosiormen ferkux U/unm runokcnen

3.1. XOBN
%; Cuctonnyeckas 35" pirepctuumansHble 3a6onesaHns nerkux
NacToNN4eCKe pyrine 3aboneBaHus NEerknux ¢ PeCTPUKTUBHBIM U 0OCTPYKTUBHBIM KOMMOHEHTaMM
anaHHble No]  3.4. HapylieHns gpixaHusi BO BpeMsi cHa
24. Bpo»ﬂ?HHaﬂ/m 3.5. AnbBeonapHasa rmnoBeHTUNALMA
Bpo €HHble 3.6. BbicokoropHag JT
Mpoune 3.7. HapylwieHunsa pas3BuTus nerkmx

4. JleroyHasi runepTeH3us BcrneacTtene XxpoHnveckon TAJA u o6¢cTpykuum JIA

4. 1. XpoHuyeckaa T3J1A
4.2. Tlpoune

5. JleroyHas runepTeH3nA HEACHOro UM CMeLlaHHOro reHesa

5.1. 3aboneBaHusa KpoBu

5.2. CuctemHble 3aboneBaHuda
. Hapywenuna metabonunama

5.4. Mpoune




[OdnarHoCTU4YeCcKum

anropuTm

CuMnNTOMBI N aHaMHe3, xapakTepHble ana NI

Bbicokas

AN CpeaHss = BepoatHocTb JII" no aaHHbIM IxoKT Hunskasa

[MaTonorus nerkmx nnu neBbix OTAENOB cepaua,
No AaHHbIM KnuHunkn, ©P, 3KI, ¢BM,
peHTreHorpadum, ra3oBoro coctaBa KpoBu

Mounck gpyrmnx
APUYMH
Habnogere

[MaTonorus nerkmx uUnu neBbiX OTAENOB cepaua NoaTBepXKaeHa?
J He

A

a

.

a BeHTnnaunoHHo-

al nepdy3mMoHHOE OTHOLLEHNE
HedekTbl nepdysnm

Ectb npusHakn tskenon J1I/ K Hea-Tn

\

JledeHmne ocHoOBHOro 3abonesaHuda

JleyeHue B cneunanunamposaHHom JIMY

JleuyeHue B cneumanunamposaHHom J1MY

He

n

NcknounTb '?SJ'IA: KT-aHrnorpadwms,
KaTeTepusaums +/-aHrnorpacous

KaTteTtepusauyus: LI,J'IACMCT.ZT25 MM PT.CT.,
ONA cp.215 mm pr.cT., JICC>3 en. Byaa

NEroYHbIX apTepui L
NI BeposiTHa; cneL,. TecTbl - TI8uck
LpyriX
BH C3CTF NPUYKH
c
Aekn CwmelaHHas JTT
TOKCVIS Nononatny.
ESC/ERS, 2015 BW/Y- (Hacnencts.) || Accourmp. ¢TI

acCoLnnmbp.



KnmHnyeckmne naHHbIe

Oabliwka

bonun B obnactu cepgua

CnabocTb, NoBbILLIEHHAA YTOMIAEMOCTb
OTeKun Ha Horax

ABOOMUHAarbHbIE PAaCcCTPOUCTBA
LlepebparbHble pacCcTponucTBa

KonnantonaHbiyi BapuaHT
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M'MnepTpodua npaBoro xenyaouka
OTKNoOHeHUe 3NeKTPUYeCKou ocu cepaua BnpaBo
YBenunyeHune amnnutyabl 3.P Bo |l oTBeaeHuUn
HenonHasa bnokapa npaBon HOXKM n. [nca




IxoKkapauorpadpuna pekoMmeHOyeTca Kak
HEUHBA3NBHbLIN OMArHOCTUYECKUN MeToa
nepsou NuHUKM npu nopo3peHun Ha J1I (IC)

IOXoKI He naeT BO3MOXHOCTU

OMPOBEPrHYTb UM NMOATBEPAUTL
anarHo3 J1I'!

ESC/ERS, 2015




[ emoanHammnyeckas nHdopmauma npu JiI

« OueHKa gaBneHust B NpaBoM npeacepanm
* OueHka pasneHust B nerovHom aptepun (IMXK)

« OLeHKa Nero4yHoro cocyancToro ConpoTUBNEHMS




BepoATHOCTb NEro4HOU rmnepTeH3nn y
CUMNTOMHbIX NALMNEHTOB

(ESC/ERC, 2015)

IxoKI kputepum
CkopocTtb TP (M/c) | noBbILLEHHOIO AABMEHUS B Jnr
NnA

<2,8 / He yoanocb
N3MepPUTb

HeT HU3KNW

<2,8 / He yoanocb
N3MEPUTL

2,9-3,4

€CTb

cpenoHumn
HeT

2,9-3,4 eCTb

BbICOKUI
>3,4 He TpebyeTcs




IxoKI -npunsHaku, npegnonaratoLlme
Hannyne Nero4YHom rmnepTeH3nn

(ESC/ERC, 2015)

Kenynoouku NnA HINB n 1M1

HIB > 21 mm co
CHUXXEHUEM
Bpemsa yckopeHunsa lNK < MHCNUPATOPHOro
105 MC n/vnn nHumnsypa |  KonnabmpoBaHua (<
B cepeauHe cuctosnbl | 50% Ha BOoxe U < 20%
npu MeaneHHoMm
BOOXE)

CooTHOLWeHune
Oas3arnbHbIX
avameTtpoB JDK u DK
>1,0

®natunpytowas MIr
(MHOekc PaHHAs KoHe4Ho-
aKkcueHTpuyHocTun JIK aunacTtosrmyeckas cucTtonuyeckas
> 1,1 B cuctony u/unun | ckopoctb NP >2,2 m/c | nnowaab MM > 18 cm?
B Amacrony

ns onpeneneHna ypoBHA &'ﬂwﬁggﬂﬁrﬁg%%ﬂmmo Halinmymne Kak MUHUMMYM [1BYX

OxoKI-npusHakoB 13 gByx pasHblx kateropun (A, b, B).
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[1B1>XeHne 3agHen CTBOPKN
knanaHa J1A

BonHa A — cucTosna npasoro
npegcepans

B-C - OTKPbITUE CTBOPOK JIA
c-d - npukpbITUE CTBOPOK JIA
d-e - 3aKkpbiTMe cTBOpoOK J1A
e-f - Qnacrtona

UHuun3ypa -
cpegHeCUCTONM4ecKoe NpuKpbITUe
3aHEN CTBOPKM NEro4yHoro
KranaHa




LS
3 L

7.2cm

2 L

3.8cm

1 RV 4 chbas 4.6 cm|
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V 3.1 cm|

YBeryeHne gmameTpa,gukHen nornon BeHbl ]
npoBaHnsa meHee 50 ¢

»
»
»

yMEHbLLIEHNE €€ KOIlila




OueHka gaBneHus
B NMpaBOM rnpeacepann

Hopma CpepHee
MpusHak 0-5(3) 5-10(8)
MM PT.CT. | MM pPT. CT.

Bbicokoe
10-20 (15) MM pT. CT.

<2,1 >2,1

OwameTp HIB <2,1cm om om

>2,1 CcMm

KonnabupoBaHue

>50% <50% | >50% <50%
HINB Ha BOooxe ’ ’ ’ ’

*PeCTpUKTMBHLIN TUN
ANacTONINYECKOU
BTopuyHbie ONCAYHKLNY

WHAOEKCHI, *CooTHoweHne E/E’>6
yKa3sbiBaloLlme Ha *[lpeocbnagaHne
NOBbILEHHOE ONacToONM4ecKoro noToka B
paeneHwue B MM NeYeHOYHbIX BEHaX
(Cuncronunyeckas ppakuus
HanoNHeHUs <55%)




OueHka cTeneHu nerovyHoun
rmnepTeH3nn

[Moka3aTenb

CteneHb JIIN

YMepeHHas

3HauynTenbHas

BblpaxeHHas

J1A max cucTt. Mm pr.

CT.

50-70

>70

J1A cpea. Mm pT.CT.

40-60

>60

J1A guact.,Mm pT.CT

14-35

>35

Nncc

’ eq Byna

5-10

>10




Pacyet mMmakcumanbHOo
CUCTOJSIMYECKOIro aaBreHuns
B NNEro4HON apTepun

=pTP+P__

TP = 2,8-2,9 m/c (npu HopmanbHoMm aasneHuu B [111)

JIA cucm.

CAOJIA < 36 mm pT. cT. (36-40 — norpaHUYHbIEe 3Ha4YeHUA)




OueHka aoasneHud B [1[1

no notoky B ['1B
(OOMUHUpPOBAHWE OMACTONMMYECKOro NOoToKa)

Vs/(Vs+Vd),

N ee 3Ha4YeHNEe MeHbLLEe 55% aBnaeTcs Hanbonee YyBCTBUTESbHLIM U
cneunuyHbIM Npu3Hakom rnosbiweHns gasnenus B 111




PacuyeT cpeaHero gaBneHus
B NTerodyHon apTepun

LIS ‘f‘%v

® OTHOLLUEHME BPEMEHN YCKOPEHUA NOTOKA B
BblHOCSLWEM TpakTe XK K BpemeHun Bbibpoca (AT/ET)

® B Hopme AT/ET = 0,40-0,45




Pac4yeT cpeagHero gaBneHusd

B fnIero4yHon aptepun no otHoweHuto AT/ET
AT/ET P cpen. JIA AT/ET P cpea.JIA

0,20 69 0,33 30

0,21 64 0,34 28

0,22 60 0,35 26

0,23 57 0,36 24

0,24 53 0,37 23

0, 25 50 0,38 21

0,26 47 0,39 20

0,27 44 0,40 19

0,28 41 0,41 17

0,29 38 0,42 16

0,30 36 0,43 15

0,31 34 0,44 14

0,32 31 0,45 13




Pac4eT cpeagHero gaBneHus
B JTErO4MHOW apTepun

| ® o nHTerpany nMHenHom

ckopocTun (VTI) noToka B
BblHOCALLEM TpakTe [DK

—. ® B Hopme 15-20 cm/c
A W

o ° YBennyeHue

ceuaetenscteyet o JI,
HO HEe NO3BONAET
NpoOn3BOANTDb
KONUYECTBEHHYIO ee
OLEHKY




Pac4yeT cpeaHero gaBneHus
B JTerO4YHOW apTepun

| © ®opmyna
Kitabatake,1983:

P, o.na= (0,0068 x AT)+2,1

P = 90-(0,62 x AT),

cped. JIA
roe AT-BpemMs yCKopeHuUs.

®opmyna Mahan,1983:
Pna =79 - (0,45 x AT)




PacuyeT cpeaHero gaBneHus
B NTero4YHON apTepun

v
JIJIA=PGJIPxa+Pun > ‘*“v

PR AR

Ml s s ‘WW%- ‘w MWML”” 4
YR oW oW

[1o cbopmyne Masuyama 1986
Pna = 4 x (paHHss ckopocTb JIP) 2 + Pnn




PacyeT cpegHero gaBneHus B
NIEro4HON apTepun

1 TR Vmax 4.90 m/s e
TR maxPG 96.03 mmHg =,

Pna=Pnn+VTITR P, =LCJA] +2 /1A




PacuyeT KOHeYHOro gMacTonnM4yeckoro
[JABIIEHNA B NEro4HOW apTepumn

B HopmMme cocTaBnsieT 3-15 MM pT.CT.

v
e

a p | ”\:

BN gt
15 3! 2

Finas JUUTA= PGJIPkn+Raw

PR

ﬁ M& Lﬂw Lﬁ%“ ‘MM\WML”M |
Yr W W

I:)end d JIA = I:’end d JIK t Pnn

P_ ., 4na - KOHEYHOE AnacTonunyeckoe AasrnexHue B JIA, MM pT. CT.

PI1I1 -pasnexue B ['1l', mm pT. CT,,

PG = KOHEYHO - gnacTtonuyeckum rpagment J1P

end d JIP




JleroyHoe cocygucTtoe
COMNPOTUBIEHNE

B HOpMe 110 1,8 exquuun Byna

[1pun kKaTepusauumn cepaua: [1pun axokapguorpadoun:

JUIA,, — J13J14 e — VOXTRYV

JICC =

CB VITipor




[pyrne metoabl nccnegoBaHuS

KomnbroTepHas Tomorpadoug

OyYHKLMNSA BHELLHErO AblIXaHNs

[lepdy3noHHaa cUMHTUrpadua nerknx

MarHuTHo-pe3oHaHcHaa ToMmorpagus

AHrnonynbmorpadus




Cnacnbo 3a BHUMaHue !




