XpoHMYecKkaa TpomboambonyecKas
NIerovyHana rmnepTeH3us
(CTEPH - chronic thromboembolic pulmonary
hypertension).
[ToMHUMNbI AMATHOCTUKM N NeYEeHUS

Kadeppa BHYyTpeHHeN megnumnHbl Ne4

Mpodeccop MyxmH Uropb Butanbesuny



Table 3 Haemodynamic definitions of pulmonary hypertension®

pDefinitior Charactenstics’ Clinical group(s)°

PH PAPm 225 mmHg All

Pre-capillary PH PAPm 225 mmHg | Pulmonary arterial hypertension
PAWP <15 mmHg 3. PH due to lung diseases

4, Chronic thromboembolic PH
5. PH with unclear and/or multifactorial mechanisms

Post-capillary PH PAPm 225 mmHg 2.PH due to left heart disease
PAWP >15 mmHg 5.PH with unclear and/or multifactorial mechanisms
Isolated post-capillary PH DPG <7 mmHg and/or
(Ipe-PH) PVR <3 WU

Combined post-capillary and pre-capillary PH DPG =7 mmHg and/or
(Cpc-PH) | PVR >3WU*

CO = cardiac output; DPG = diastolic pressure gradient (diastolic PAP — mean PAWP); mPAP = mean pulmonary arterial pressure; PAWP = pulmonary arterial wedge pressure;
PH = pulmonary hypertension; PYR = pulmonary vascular resistance; WU = Wood units.

*All values measured at rest; see also section 8.0.

"According to Table 4.

“Wood Units are preferred to dyness.cm ™.



CteneHn T9)XeCcTu NerouyHowu

TMNEepPTEH3NN
CteneHu TSXXeCTun CpenHee gaBneHue
¢ HaYanbHaga 25— 40 MM pT. CT.
¢ YMepeHHas 41 — 55 MM pPT. CT.

+ TAXenas >55 MM PT. CT.



®K nerounoit runeprersuun (NYHA)

CuMnTroMaTuka OnHoJieTHsaA

cMepTHOCTH (%)
Mathier et al. Am J Respir
Crit Care Med.
2009;179:A2658

bosbnbIe ¢ JII' 6e3 orpanndeHust GU3NIECKON aKTUBHOCTH. OOBIUHBIE 3
(r3rUecKre Harpy3Ky HE TIPUBOJIST K MOSBJICHUIO OABIIIKH, YTOMJICHUS, 0011
B I'PYJAX U CUHKOIAJIbHBIX COCTOSHUMN

bonbHbIe ¢ JII' 1 HE3HAUUTEILHBIM OTPAHUYECHUEM B BBINIOJIHEHUA
(pu3nvEeCcKOM Harpy3ku. B COCTOSHNM TOKOS CUMIITOMBI OTCYTCTBYIOT.
OObIyHbIC (PU3UYECKHE HATPY3KU BBI3BIBAIOT OJBIIIKY, YTOMJICHUE, O0JIb B
TPYJIU WIN CUHKOIAJIBHBIE COCTOSTHUS

bosnbnble ¢ JII' 1 3HaUMTENIBLHBIM OTpaHuYeHueM (PU3MYECKON aKTUBHOCTH. B
COCTOSIHUY MOKOSI OHH YYBCTBYIOT c€0s1 KoM(PopTHO. PH3HUUECKUE HArPY3KH,
MEHBIIINE, YEM OOBIYHBIC, BBI3BIBAIOT Y HUX 3HAYUTEIBHYIO OBIIIKY WU
yCTaJa0CTh, 00JIb B TPYAN WUJIM CUHKONAJIBHBIC COCTOSHUS

bosnsHbIe ¢ JII, KOTOpBIE HE MOTYT BBIIIOJIHATh HUKAKYIO (DU3NYECKYIO
Harpy3ky 0€3 BOSHUKHOBEHHUSI CHMIITOMOB. Y OOJBHBIX UMEIOTCSI CHUMITTOMBI
npaBocTopoHHer CH. Opapiiiky U c1ad0CTh OTMEUYAIOT B COCTOSIHUH TTOKOSI.
JluckoM@opT ycHIMBaeTCs Mpu (PU3NIECKOM aKTUBHOCTH




KAMHWYecKne cutyaumm Kak noTeHUMabHble MPUYMHbI
Tpoboambonnyeckom J1I

1. Menkococyaucrble, NOBTOPHbIE NN
MHOeCTBeHHble TPOMboaMbonnmn
ANCTaNbHbIX BETBEU JIETOYHOWN apTEPUMN.

2. MaumeHTbl, BbiXUBLUME NOCNe cybMaCCUBHbIX
ambonmnyecknx cobbiTm bonee KpynHbixX u
bonee NPOKCUManbHbIX BETBEN NETOYHOM
apTepuun ¢ HGaAPKTOM(MHPapPKTaMU) Nerkumx.



B ocHoBe Tpomboambonunyeckon JII nexxnt neroyHas

BAaCKy10MNaTUA (T.H. MUKPOCOCYANCTOE
pemoae/IMpoBaHUnE): MUKPO3IMbOoKnA (B T.u.
MHOMeCTBEHHasA, peunansupytowlasd, NPoOKCMMaNbHAA) C
nocneaytoLlen opraHu3auunen Tpomb05Mb0N0B,
PA3BUTUEM acenTUYeckoro BOCMNaneHus,
nponndepaumen  3HAOTENUA M  AABEHTULUN,

runepTpopmen meanmun, akTMBaumen CUMHTE3a KoasiareHa,
obpasoBaHMeM NOKa/AbHbIX TpomboB (in  situ) ¢
«NepernoH4YaTomn» NepecTporuKon CTEHKU, YHaCTUYHOU UK
NONHOWN  OKKAK3Men aptepum U ycyrybneHmem
rmnoreMmnYyeckmnx IBJIEHUNU B NEro4HOM TKaHMN.
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Intima
Endothelium

Media and
smooth muscle

Adventitia

Endothelial
proliferation

Intimal fibrosis

Medial and
smooth muscle
cell hypertrophy

In situ
thrombosis

Intimal fibrosis

Intimal fibrosis and in situ thrombosis






[lpoABAEHMNA U CUMNTOMbI

1. IlepBble MecsIbl M Oaxe roabl mocie 3mu304a/oB TOJIA aucTaabHBIX apTEpHid,
KIIMHUYECKHUE IIPOSBICHUS MOTYT OTCYTCTBOBATh, a JeroyHas rumnepreHsus (JII)
SBIIsIeTCS Hepenko ciaydainoi Haxogkoit mpu OxoKI' (DK NYHA ), B ocobenHocTH,
ecli oHa He npeBbimact 30-40 MM pT. CT.

2. Opplika npy (U3NYECKON Harpy3Ke — Hauboyiee paHHUM KIMHUYECKHM MMPU3HAK,
CBUACTEJICTBYOIIUN O Halmuuu J1I.

3. Ilozxe nim ogHOBPEMEHHO C OJIBIIIKOM:

- KapJuaJiTuu

- IIMaHO3

- OTEKH

- maroJorus npu peHrreHorpadun nerkux u KD

- aKIICHT 2 TOHA Ha JIETOYHOM apTepuu

- HaOyXaHHE IECMHBIX BEH

- YBEJIIMUCHUE IICUCHU




[ IpnymHbI cHMXeHna DLCO*

. BbikntovyeHne paHee PyHKLMOHUPYOLLNX anbBEOS U3
KpoBOODpaLleHUs1 ¢ YyBENMUYEHNEM OBbEMA MEPTBOIO
NPOCTPAaHCTBA, YMEeHbLUAET ANMPPY3MOHHYIO NnoLwlagb
Nerkux.

. PeakTnBHbIN cna3m OpoHxa 1 yxyalleHne anbBeoSIApHON
BEHTUNALMNMN.

. Pa3Butne neroyHoro pmbposa B mecte nHgapkra
N1Eerkoro.

. Hann4uune rmno- aBackynspHbIX y4acTKOB Nerknx (B
aHrnos3s. n-pe oligemia) 3a cyet cnasma apTepun
MEnKoro Kkanmbpa.

* Diffusing capacity of the lungs for carbon monoxide (DLCO)



‘ Pulmonary artery
i

Left lung

nght ventricle

Brachial vein




J1-muMepsl
. PedpepeHTHblEe 3HayeHunsa ot 200 o 500 ng/mL.

. [oBbllWeHHble 3HadeHunda [-anmepoB nocne TI3J1A
MOryT COXpaHATbCA HeonpeaeneHHo
NpoAO/KUTEIbHOE BpeM4.

. JIOXKHOMOJTOXKNTEbHAA peakunsa: CUCTEMHbIN
BOCNanUTESIbHbIN OTBET, AJINTENbHAY
BA300KKJ/1t031s/cna3M ANUCTasbHbIX OTAESI0B J1IErO4YHOU
apTepuun, XxpoHmnyeckme 3abosieBaHuUs neyvyeHm
NpUBOASILLMNE K CHUXEHUIO KIIMPEHCA, HAN4Yne
OMyX0NneBoro pocra, HedppoTunyecknun c-m, XI1H,
HopMaJZibHast 6epeMeHHOCTb, MOXXWMJION BO3pPacT.

. JTo)kHOOTpMuaTenbHas peakuus npu o4HOBPEMEHHOM
MCMOJSIb30BAHNM FrEenapuHOB.



Mapkepsl pa3BUTHUA HPABOKEITYIOYKOBOM
CH 1 HeO1aronpusaTHOTO IIPOTHO3a

Mosrosoii Harpuiiypetnmueckuii nentun (BNP)
>100 pg/mL.

I IpenmecTBEHHUK MO3TOBOTO
Harpuiiypetndeckoro 1nentuga (NT-proBNP)
>600 ng/L paccMmarpuBarOTCI Kak MOPEIUKTOPHI
MOSBIICHUS IIPABOXKEIYIOYKOBOM JAUCPYHKIIUN H
HEOIAarompusITHOTO IIPOTHO3A.



Westermark’'s cumMmntom - pacwumpeHue
NErOYHON apTepum NpoKCUMarsibHee
TpomMbosMboNla B COYETAHMM C  KOJINAMCOM
(cnasmMoM) AUCTaNbHbIX BETOYEK apTepumw.






AHrnorpadus c buoncmen

OTcyTcTBME Nepdy3uu B
MEeJIKMX cocyaax npwu
NOTHOW MPOXOANMOCTHU
MarncrpanbHbI apTEPUMN.

Hoeper M et al, Chronic Thromboembolic Pulmonary Hypertension, Circulation 2006; 113; 2011 - 2020



Ventilation Perfusion Lunvngcan
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TaKTuka

/\

OcTtpbin ) OTpuuaTenbHbIN
Ba3opeaKTUBHbIN TeCT |
NMOJIOXXUTESIbHbIU NYHA II-IV
|
MoHoTepanus
BKK
/\
be3 adpchekTa EcTb addeKT
KombuHunpoBaHHas NpoaomKuUTL
Tepanus
be3 acpchekTa

TpchnnaHTauMﬂ NN SHAAPTEPIKTOMUA



Ba3opeakTUBHLIN TECT
(TecT 0OpaTUMOCTU crna3ma BETBEN JTIETOYHOU
apTepun).

Ecnn nocne uHrandauum wmnmnonpocTta, CUCTEMHOE
ALl cHumwxaetca Ha 10 u Oonee MM pPT.CT., a
NaBrieHne B JerodHou aprtepum Ooree, 4emMm Ha
20% oT MCXOOHOTrO, npoba cCYMTaETCH
NONOXUTENbHOMN.

Tonbko 10-20% OOMNbHLIX OEMOHCTPUPYIOT TaKou
NO3NTUBU3M!



[Onarno3 CTEPH pokasaHHbIn B
cneumanm3npoBaHHOM LIEHTpe

European Heart Journal Advance Access published September 15, 2015

European Heart Journal ESC/ERS GUIDELINES

EURDPEAN doi:10.1093 eurheartjlehv317 it
T or o

v

AnuTtenbHas aHTUKoarynsaums

KomnnekcHas oLeHKa COCTOSAHUA U
TPYA0CNOCOOHOCTU

OueHka onepabenbHOCTH

A 4

OnepabenbHbin

2015 ESC/ERS Guidelines for the diagnosis
and treatment of pulmonary hypertension

HeonepabenbHbiN

[nutenbHas MmeankaMmeHTO3Has
MOHO- I coYveTaHHaA Teparing

rlyJ'IbMOHaJ'IbHaﬂ QHOAPTEPIKTOMUA

[MepcucrteHumsa
CUMNTOMOB

PaccmoTpeTb Bonpoc o

OanoHHOW NnerovyHom
aHrmonnacTuke

TpaHcnnaHTauus
nerkmnx

[MepcucrteHums
« CUMNTOMOB




Measure/treatment

Calcium channel blockers

Endothelin receptor antagonists

Ambrisentan

Bosentan

Macitentan®

Phosphodiesterase type 5 inhibitors

Sildenafil

Tadalafil

Vardenafil®

Guanylate cyclase stimulators Riociguat
Prostacyclin analogues Epoprostenol | Intravenous®
lloprost Inhaled
Intravenous®
Treprostinil Subcutaneous
Inhaled®
Intravenous’
Oral®

Beraprost®

IP receptor agonists

Selexipag (oral)®




BcnomorartenbHble Hanm PaBJ1I€HUA

* Koppekiiys aHEMHUU U COAEPIKAHUA KETIE3a.

* OpalbpHbBIC aHTHKOATYISIHTH (BapdapuH).

° Jluypetukn npu npaBoxkenygoukoBor XCH  (oTekwn,
3aJIEPKKA KUJIKOCTH ).

°* UA]

1D, capranbl, OeTa-aapeHOOIOKATOPHI, NBAOPAAUH HE

PEKOMEHIYIOTCS, 32 HCKIFYEHUEM MMOTPEOHOCTH B HUX IS
JIEYEHUS COIYTCTBYIOMIEH ITATOJIOTHMU.

¢ I[I/II‘OKCI/IH TOJIBKO IIPHW HAJINYHUHU TAXUAPUTMHUH.
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Pulmonary Endarterectomy

T PULMOMARY RAC
2610-7164
RCE 42 YR

PRECISION DYNAMICS CORP.  SAN FERNAND, CA 91340-3490 USA. « (817
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banoHHasa centTanbHasgs MMOTOMUS

Mpu nporpeccupoBaHuu JII' npu otcytcTBUM adhbdekTa
OT MeANKAMEeHTO3HOro fie4eHnss " HeBO3MOXHOCTHU
ncnonb3oBaTb boree aphpeKTUBHBLIE XUPYpPrudyecKkme
MeToAbl.

CHunxeHue catypauum kucrnopoaa meHee 80%.

HapacTtaHue cuMNTOMOB NpaBoOXenya04KOBOW
HeA4OoCTaTO4YHOCTM.



TpacnnaHTauusa nerkoro (nerknx unw
KOMMJieKca nerkue-cepgue)

5-TU NeTHASA BbIXKMBaeMOCTb Ha ypoBHe 45-50% ¢
npuemMnemMbIM Ka4eCTBOM XU3HM.

Trulock EP et. al . J Heart Lung Transplant 2006



I IpeaukTOophl HETAaTUBHOIO IIPOTHO3a

» [ToBermenue Brain Natriuretic Peptide (BNP)
* [{osiBIIEHME NTPABOKEITYIOYKOBOM TUCPYHKIINN
* [ unoren3us

* TpoMOEI IpPaBOTO KEITyAOUKA

o [ToBeimenne Troponin |



