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OMNPEOENEHWE NEFOYHOW MMMNEPTEH3UMK:

= pynna 3aboneBaHni, XapaKTepPU3yHOLMXCA NPOrpeccupyroLmm

NOBbILWEHWEM NIero4HOro COCyaAUCTOro CONPOTUBNEHUSA, KOTOPOE NPUBOAUT K
pa3BuTUIO NpaBoxenyaoukoson CH, npexageBpeMeHHON rnbeny nauneHToB

OWATHOCTUYECKUE KPUTEPUM:

¥ Cpennee paBnenue B JIA = 25 MM pT.CT. B TOKOE NPY KaTeTepuU3aLmmu npaBbIxX
otaenos cepaua (N= 14£3 mm pr.ct., BI'H - 20 Mm pT.CT.)

CpeaHee paBnexue B JIA > 30 mm pt.cT. npy ®H *

* - ucknroveHo us «Guidelines for the diagnosis and treatment of pulmonary hypertension» (2009 r.)



OMPEOENEHWE NIEFOYHOW MMNEPTEH3U

CpeaHee All B neroyHou aptepum

20 MM pPT.CT. 25 MM pPT.CT.



KNACCUO®UKALIMA NETOYHOWN TMMEPTEH3UK
(Dana Point, 2008)

IleroyHas apTepuanbHas I, cBAi3aHHasa ¢ nopaxeHnem
rMnepTeH3ns neBbIX OTAENOB cepaua

I, cBsi3aHHas ¢ 3aboneBaHMAMU
nerkux Nl BCneacTBue XPOHUYECKUX

u/vnu rmnokcuemn TpomMboTHYEeCKNX U/ nnu
3IMOONMYECKUX NOPaKEHWUIA

CMellaHHble
COCTOAHUA




KNACCU®UKALIUA NEFOYHOW TMNEPTEH3WK
(Dana Point, 2008)

1. JIAT 2. I, cBA3aHHaA ¢ naTonorven neBoro
= ilanonatuyeckasa JIAIT (UI1ADN) cepaua

3. JII BcneacTBue 3aboneBaHUN Nerkux u

= HacnegcteeHHaqa JIAT VAU rMNoKceMmumn

= BbI3BaHHas MeaMkaMeHTaMn U TOKCUHaMU = XOBJl
= MHTEpCTUUMarbHble 3aboneBaHnd
= AccounnposaHHag J1Al" (ANTAD): Nerkux
= 3aboneBaHnsa COeANHUTENBHOWN TKaHU = [lpyrne ob6CTpPyKTUBHO-
= BUY PECTPUKTUBHBIE 3a60neBaHnsa nerkmx

[MopTanbHas rmnepTeH3us
BpoxgeHHble 3aboneBaHus cepaua
lLinctozomnas

XpOoHU4ecKkasi reMonuTrnyeckas aHemMms

S HapyLueva AblXaHA BO CHE

= AnbBeondapHble
rMNOBEHTUSNALMOHHbIE pacCTPOUCTBA
= [InntenobHoe npebuiBaHne B

= NepcuCTUpytoLLas rerodHas runepTeHsnd BbICOKOropbe
HOBOPOXOEHHbIX = [lopoku pa3suTus

# XpoHuyeckas Tpomboambonnyeckas
1* JleroyHas BEHO-OKKJTH03MOHHasA Ooe3Hb U

/N NeroYHbIN KanunnapHbIN reMaHrmomaTos P O A b
5. JII HeacHoro n/vunun

MynbTU(aKTOpPUanbLHOro reHesa

Guidelines for the diagnosis and treatment of pulmonary hypertension, 2009



SNUAEMUONOrnua NEFOYHON rTMNEPTEH3UM

BonbHbIX JIAT : ~60: 1000 000
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Unr C3CT TINA BrC BMY

HauuoHanbHbre 6a3br AaHHBIX EpaHumumu™ u LWotnaHauu™*
coobuwaroT o cneaytouweir Yactote cnydaes TTNAI - 15*- 26-52** Ha 1 000 000,
exerogHo BHOBb AuarHoctupyetca ot 2,4* po 7,1-7,6** cnyuaes TINAl Ha 1 000 000/roa

* - M. Humbert etal. 2006; ** - A.J. Peacock et al., 2007



CNOXHOCTW PAHHEWN OAWATHOCTUKK NAT

= [lepnoa ot aeboTa CMMNTOMOB 0 YCTAHOBIEHMS AMarHo3a ~ 2.5 rogda
= [lo3aHas aMarHocTvKa o0yCrioBIeHa:

- Hecneun@UYHOCTBbI0 KIMUHUYECKMX CUMMITOMOB

- TpyAHOCTAMW paHHEro pacrno3HaBaHus 6onesHu

- CnoXHOCTbIO AnddepeHUmanbHO-ANarHoCTUYECKM Noncka
= /JIM - «anarHo3 UCKMoYeHns»*
= OyeBMaHa HEODXOANMOCTb CKPUHMHIA B [pynnax BbICOKOro PUCKa:

- CemeitHas JIAT

- CcTemHble 3aboneBaHnst COeANHUTENBHOW TKaHW

- Peunansupytowme TIJIA

- BlC

Guidelines for the diagnosis and treatment of pulmonary hypertension, 2009



NAT - TAXENAS XU3HEYIPOXAIOLLAA MATONOMUA. NPU OTCYTCTBUN ALEKBATHOM
TEPAMUW EE NPOTHO3 CPABHWUM C PAIOM OHKOJIOrMYECKUX 3ABOJIEBAHUIA

Pak nerkoro IV cT h
NAT IV ©K no BO3 [l 6 vecsues

Pak monouHol xenesbl IV c1 |

NnAr HioKkno T 2. 6 oaa
BO3 -

A vonaTI e Kl erouH I |
donbpo3s

0 1 2 3 4 ]

MenouaHa BbXKMBAEMOCTHW, roabl

D'Alonzo GE, et al. Ann Intern Med 1991; 115:343-9; Barst RJ, et al. T Am Coll Cardiol 2004; 43:405-7S;
Kato I, et al. Cancer 2001; 92:9211-9: Bjoraker JA, et al. Am J Resp Crit Care Med 1998; 157:199-203.



NATOrEHETUYECKUE MEXAHU3MbI PA3BUTUA U NMPOrPECCUPOBAHUA JIAT:

B BasokoHcTpuKUMS
¥ Penykuus neroyHoro cocyaucToro pycna
¥ CHmkeHMe aNaCTMYHOCTH NErOYHbIX COCY0B

¥ O6nutepaums neroyHbIx cocynoB (Tpom6o3 in situ, nponndepauus MMK)



SHOOTENWH - KNIOYEBOW MEOUATOP B MATOIEHE3E JIEFOYHOW AT
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Rubin et al. Expert Opin Investig Drugs 2002;11:991; Clozel M. J Cardiovasc Pharmacol. 2000;35:565



NIETOYHAA TMNEPTEH3UA: KNMWHWYECKUE CUMMNTOMBI

OAblLKa, CHUXEHWE ToNepaHTHOCTM K OH
yCTanocTb

cepaLebneHus

NpecuHKonarnbsHble W CUHKOMarnbHble COCTOAHUS
0onu B rpyaHon KneTke

OTEKW rofieHen u cTon

reraTtomerannsd



OYHKLUMOHAJIbHBLIE KNACCbI NNAT. KNACCU®UKALIUA BO3

B K I: 06bIuHbIe Harpy3Ku He BbI3bIBaKOT yCYryoneHusa umerowmxcsa cumntomos JIAI

B 9K II: 06b1uHas Harpy3ka yBenuuMBaeT ogbILKy, CRabocTb, 60Mb B rpyaHON KNeTke,
pa3BMTUE NPECUHKONANbHOrO COCTOSHMUSA

B K Ill:3HaunTensHoe orpaHnyeHne hu3nYecKoil aKTMBHOCTH, MUHUMANbHbIE
Harpy3Kku ycyryonsart knuHuyeckue nposisnexuns JIAI

B K IV: Hecnoco6HOCTL BLINONHATL AaXE MUHUMANbHbIE Harpysku, CUMNTOMbI
NPoABNAKTCA/YCYryonaoTca B Nokoe



IXOKAPOUOIPA®UA - METOO CKPUHWHIA MPU NTAT




IXOKAPOUOIPAGUHECKAA OUATHOCTUKA NAT

¥ NAr MANIOBEPOSATHA:
- cKopocTb peryprutauum yepes TK < 2,8 m/c, CAL J1A < 36 mm pT.CT.

® nAr BO3MOXHA:

- ckopocTb peryprutaumm vepes TK < 2,8 m/c, CALl 1A < 36 mm pr.cT.,
OAHAKO NPUCYTCTBYHT Apyrue npusHaku JIAT

-CKOO b-PeFyPTY 21817 1% !- !M ] “i 1 ‘!Hu T.CT-
He3aBUCUMO OT gpyrux npusHakos JIAI

¥ NAr BECHMA BEPOATHA:

- CKopocTb peryprutauum yepes TK > 3,4 m/c, CAO JIA > 50 mm pr.cT.,
23aBUCUMO OT Apyrux npusHakos JIAl




KATETEPU3ALNSA NPABbIX OTAENOB CEPALA - «30110TOU CTAHOAPT»
OWATHOCTUKA NAT




OLEEHUBAEMBIE NMAPAMETPbI:

= Nasnenue B M1, MX
= NasneHue B neroyHon aptepuu (J1A)

V}dge ® NlaBneHue 3aknuHuBaHus B J1IA

Right,Venjricle Pulrr'\qna(y Artery

[T R
H B i L " CeppaeyHbIn BbIGPOC
VIV, (mepmoduntoyusi, memod ®uka)

= Catypauusa BeHO3HOWN KPOBM

" OkcumeTpus pna ucknrovenuns BrC

+——— 1 second ———»

" OueHKa Ba30peakTUBHOCTH



OCTPbIE NEKAPCTBEHHBIE NPOBbI B OLEHKE BASOPEAKTUBHOCTW MPW NAI

nyTb T 1/2 cTapToBas LleneBas ONMUTENbHOCTb
o ETEY BBeAEeHUS [o03a [03a
Mr E1 B/B 3MUH. 5 Hr/kr/MUH. no 30 30-40MuH.
Hr/Kr/MuH.
OKCUA a3oTa | MHransAuMoHH | 15-30 10 ppm 20-40 ppm SMUH.
bIA CeK.

OcTtpast hapmakonoruyeckast npoba cyMTaeTcst NONOXUTENBHON NPU CHUXEHWUM cpeaHero ALl
bonee, 4yem Ha 10 MM PT.CT. 0 AOCTMKEHUS aBCOMOTHOrO CPEAHErO

Al <40 mm pT.CT. !




NCTOPWUA NEYEHUA NETOYHOW FTMNEPTEH3UK

1981 r. — TpaHcnnaHTaUMs KoMnnekca «cepaue-nerkmey»
1992 r. — npMMeHEHWe BbICOKMX 403 aHTaroHUCTOB KanbLs
1996 r. — B/B MHY3ns npocTarnaHanHoB
2000-2003 rr. — npMmeHeHWe HOBLIX NpenapaTos:
— @HTaroHWCTOB PeLIenTOpOB 3HO0TENMHA
(bosentan, sitaxentan,ambrisentan)
— NpocTaHouaoB (Mnonpoct, bepanpocT u ap.)

— uHrnoutopos U-IM®-3aBncumon ocdoamnactepassl 5-ro Tuna
(sildenafil, tadalafil)



OCHOBHbBIE KINNACCbI NEKAPCTBEHHbIX NPEMNAPATOB,
MPUMEHAEMbIX AN NEYEHUA NETOYHOW TMNEPTEH3UK

AHTMKOArynsHTbI U ge3arperaHTbl

KucnopogoTepanus

AHTaroH1UCTbI KanbLus

MpocTaHounabl

Oxcup a3ota n uHrndéutopsl thocchogmnacrepasbl TMNA 5
AHTaroHMCTbI peLenTopoB 3HAOTENNHA

CepaeyHble rMUKo3nabl, UHOTPOMHbIE NpenapaThbl

OunypeTnku



AHTUKOATYNAHTDI

[lpenapat BbIOOpa — BapthapuH
CrapToBas nosa—2,5- 95,0 mr

Pexxvm A031MpoBaHNA yCTaHaBNUBaEeTCA Ha
ocHoBaHuu onpeaenexHna MHO

Y nauueHToB ¢ U, C3CT -1,5-2,0;

npu TIAJIA - 2,0 - 3,0.

[lonHaa Ao3a npenapaTta Ha3Ha4YaeTcsA OAUH pa3
nocrne BeYepHero npmema nuiiu



BEIXXKMBAEMOCTb BOJIbHbIX UITAT NP1 NEYEHUN BAPO®APUHOM
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FIGURE 3. Obscrved survival with and without anticoagulant trecat-
ment in paticnts with primary pulmonary hypertension (those who sur-
vived diagnostic cathceterization). Survival rate was better among 78
PAHTHTS Whio Tectived ot ttoapu s tsond ey Yhian anrong S
who did not (dashed hine) (p = .02, log-rank test). Parentheses enclose
numbers of patients hiving and under observation at end of cach year.




AHTUKOATYNIAHTbI U AE3ATPErAHTDI
OpanbHble aHTUKoarynsaHTel: BapdapuH

Hu3KkoMonekynsapHbIe renapuHbl:

B TeYeHwue 1-ro mecdua Tepanuu:
9HOKcanapuH 1mr/kr Beca 2 pa3a B [€Hb,

B NocneAytoLlem - NnpogunaktTnyeckme Oo3bl.
aHokcanapuH 40mr 1 pa3 B AeHb

[lesarperaHTbl: acnupuH



Tepanuna AK noka3saHa:

CU > 2.1 n/MUH/Mm?

CaTypaunsi BEHO3HOW KpoBu > 63%
arr <10 mm pt. CT.

[ToNoXUTENBHLIN OTBET Ha «OCTPYHO» NPOby
(qoctoBepHoe cHmxkeHne AJ1A
nosbilweHue CB)

Tepanuna AK npoTnBonoKa3aHa:
CU < 2.1 n/MuH/m?

Cartypauns BEHO3HOU KpoBu < 63%
arrt > 10 mm pt. CT.



AHTAroHMUCTbI Kanbuus

[na nevyeHuna JII npumeHaTCca NuLlb
aurngponupuanHel 1 auntuasem!

Hayano Tepanmu — ¢ MmanbIX o3,
TUTPOBaHWUE 40 MakCMMaribHO MEPEHOCUMbIX
OO03MPOBOK C y4yeToM cteneHu J1I

yYcnex nedyeHud A
nauneHToB

{ — He bonee 30-50% OT BCcex



AHTaAroHMUCTbI Kanbuus

cTapToBad Mr/cyT. Mr/cyT. Mr/cyT.
npenapar A03a COJIA<50 COJA COJ1A>100
50-100
HudeaUNuH 20-40 40-60 80-120 120-180
(MponoHr.)
amMrnoaunviH 2,5-5 10 12,5 15
AUnTuasem 30-60 120-180 180-240 240-360




[lpocTarnaHOouHbI

YnyduweHune OK 1 BbXXKMBAEMOCTM Npun
NOCTOSAHHOM MPUMEHEHUN Y DOMbLUNHCTBA
nauneHToB c J1[

O4eHb goporn U HeyaoooOHbl B NpUMEHEHN (B/B
1 n/K), HO UMEKTCH UHransgUMoHHasa U
nepopanbHaga popma)

[loKka eOMHCTBEHHbIVM OOCTYMNHbLIN B Poccumn —
npocTarnaHauH E., npumeHsieTcs ans
NpoBeAEHNSA «OCTPbIX» NPOD 1 AN KYpCOBOIo
rieyeHmns (B TedeHne 21 oH4a B CyTOYHOWM 03€e
60 MKr, Ha4YnHaga ¢ 5-10 Hr/Kr/MUH C
yBennyeHmem o 30 Hr/Kr/MuH)



[lpocTarnaHAWHLI
Tepanua noka3aHa!

CU < 2.1 n/MnUH/M?

Cartypauusi BeHO3HOU KpoBu < 63%
AOrr > 10 mm prT. CT.
OTpuuaTenibHast «ocTpasi» npooda



Naonpoct — cTa0OMIbHBIN HHT AJANNOHHBIN
AHAJIOT MPOCTAIMKJINHA

[l YHUKAIBHBIN CIIOCO0 MPUMEHCHUS, TTI03BOJISIIONINMN N30eKaTh
OCHOBHBIX HEJIOCTATKOB HA3HAYEHHSI AIIONPOCTEHOJIA (TOJI0BHAas
00J1b, 00JIb B HOTaX, AUapes, HApyIIECHUs padOThl MH(PY3HUOHHON
IIOMIIbI) 32 CYET HEMOCPEACTBEHHOIO MOCTYIJICHUS IIpenapara B
CUCTEMY JIETOUHON BEHTHUJISIIUM

Naonpoct DnmonmpocreHo

1. Ilepuox mosryBbIBeAE€HM ST, MUH 20-25 3-5
2. lo3upoBka, ng/kg/min 1-5 10-50
3. KpaTHocTh Ha3HAYEHHUA 6-9 pa3 B cyTKH [ocrostHuas

Wuran. dopma HHQY3Hs




Okcupg a3oTa

[leweBbil, HO BO3MOXEH NULLb
MHraNAUNOHHbIN NYTb BBEOEHUS

NmetoTca HabnogeHust o ero ycnewwHom
npuMeHeHun B TedeHne 9 mecsues n 1,5

net

C ne4yebHOM UENbIO HA3HAYaEeTCH Kypcamu
Pa3NMYHON NPOOAOIIKUTENBHOCTU, HAYMHAS
c go3bl 10-20 ppm, nocTeneHHO
yBenuymeaa go 40 ppm



WHTMBUTOPbLI ®OCO®OONICTEPA3BI 5 TUMA ONA JIEYEHUA AT

" CwunpgeHadun («Revatio», Pfizer): 20 mr, 40 mr, 80 mr x 3 pasa/geHb
(«suarpa» - 25, 50, 100 mr)

"  Tapanadwun («Adcircay, Eli Lilly): 40 mr x 1 pas/geHb

(«cuanuc» - 20 mr)

" Bappgenadun
KNMHWYECKOE NMPUMEHEHMUE:

onobpeHbr FDA ana neyeHusa 6onbHbIX nepsuyHou J1AT |

nokasaHbI 6onbHbIM ¢ II-IIT &K (BO3)

HayanbHbIe fo3bl cungeHapuna 20 mr x 3 pasa B AeHb C
nocTteneHHbIM (4/3 2 Hepenu) noebiweHuem Ao3bl 4o 240 mr/aeHb

Hanbonee yacTbie NOH6OYHbIE 3PPEKTLL - FONOBHASA 601b,
AUCNencus, NoKpacHeHWe KOXHBIX MOKPOBOB, HOCOBbIE KpOBOTEYeHUA

pexe - 3peKumsa, NpUanmsm, NoBbIlEeHUe YyBCTBUTESTbHOCTU
CBETOBOCMpPUATUA)

Haunbonee npobnemHoe NoboyHoe aencTeue - cHuxeHue Al
(onacHoOCTb KOMBUHALUU C HUTPATAMU, NOCTerneHHOoe NoBbIleHue
[,03b1)

He 06/10AaFOT TepaToreHHbLIM 3PPEKTOM
(BO3MOXHO MPUMEHATb Y XeHLUH B penpoayKTUBHOM BO3pacTe)




Cepp,etlele rmnmunko3nabl U UHOTPOIHbLIE

npenapartbl
CHuosicenue cokpamumocmu npaeozo yceayoouka npu JII'-
BANCHEUMIUU MEXAHUZM PA3BUMUA U RPO2PECCUPOBCAHUSA
cepoeuHou He0OCmMamouYHOCmu.
JINTOKCHUH:

-y 00JabHBIX UJII" cioco0CTBYET HEKOTOPOMY MOBBIIIEHHU IO
CB u conpoBoKaaeTCs CylIeCTBEHHBIM YMEHbIIICHUEM
YPOBHSI HOPAJAPEHAJIMUHA B IJIa3Me KPOBU

- IOKA3aH NP MepuaTeJbHOM aApUTMHUHU Y 00JabHBIX JII' ¢
LHEJbI0 YPEKEHUA KEJYI0YKOBOI0 pUTMA

JloOyTamMuH:
- B TEPMUHAJBHON CTAAMHU 3200/1€BAHUSA



Kucnopoaorepanua

Y OoabpmimHcTBa ManueHTOB JII'- He3HauMTEIbLHAA
aprepuaJIbHAsA TUIOKCEMHUS B MIOKOeE
Hcknwuenue- 060abHble JII' HA (oHe BPOKIECHHBIX

IOPOKOB cepaia:
IIYHTHPOBAHUE KPOBHU CIIPABA-HAJIEBO pepaKkTepHas
K KHCJIOPOAOTEepANMHU IMIOKCEeMMU S

Y OoabHbix JII' npm XObBJI- 3¢@dexkTUuBHBI
aaureabHbie (10 12-15 4acoB B CYTKM) MHIaJAUUHU
kucjaopona (2 Ja/muu.) Ilpu 3T0M  BaAKHO
MOAAEPKUBATH CATYPALIMIO HA YPOoBHe He MeHee 90%.



[lpeocepoHana cenTocToMmus

NokazaHus

[ToBTOpHbIE CUHKOMAalbHbIE COCTOAHMS
n/Mnn npaBoXenygo4KoBas
HeJoCTaTOYHOCTb, HECMOTPSA Ha
MaKCUMarbHYO MeOUKaMEeHTO3HYI0
Tepanuto

HeadPpeKTUBHOCTb MEANKAMEHTO3HOIO
ne4vyeHus

[TfpoTBONOKa3aHUA
arr > 20 mm pt. CT.



TpomMO3aHpOapTEepPIKTOMUSA

Ynydwaet ©K, ymeHbliaet OJICC,
yINydllaeT COKpaTUTENbHY YHKLIUIO
[T, yBenunumBaeT NnpogomKnTenbHOCTb
XXN3HU

[lokazaHa naumeHtam c TIJIA, bC,
KnanaHHbIMU nopokamu, AT (npw
OTHOCUTENBLHO HeBbiCcOKoM [J1A)

BbipaxeHHOoe nopaxeHne napeHxXnmsbl
nerknx (O®B, < 30% - 04HO 13 OCHOBHbIX
NPOTUBONOKa3aHNI)



TpaHcnnaHTauus

Pe3ynbTathl TpaHcnnaHTauum KoMnrekca
«cepaue-nerknue», nerknx, ogHOro rierkoro —

CXOXM
5-neTHAa BbiXKMBaeMocTb ~ 45%
CpegHasa AnNUTEnNbHOCTb OXnaaHus ~ 2 roga

BonbLUMHCTBO NaLMEHTOB YMMPALOT, HE
NOXOaBLUUCL onepaunn

[lokazaHa TONbLKO O0NbHbLIM, Y KOTOPbIX
HeadheKkTUBHA «arpeccuBHasa» Tepanus!



[IlpoumnakTnka nero4yHou
r’MNepTeH3nn

OTKa3 oT BpeaHbIX NpUBbIYEK (KypeHue).

JleyeHne ocHOBHOro 3aboneBaHusl, cTaBLIEro NPUYNHOMN FIEro4HOW
rMNepTeH3um.

YcTaHOBMeHMe gucnaHcepHoro HabnoaeHus 3a NoabMU €
AWarHOCTUPOBAHHLIMU OPOHXONEroYHbIMMU 3aboneBaHUAMMU
(npepynpexaeHne o60CTpeHNn, CBOeBpeMEHHOEe Ha3Ha4YeHune
TepaneBTUYECKMX MepPonpUATUN).

Jlropam ¢ nero4yHou rmnepTeH3neun nokKkasaHa perynspHas dousnyeckas
aKTUBHOCTb — YNpPaXHEeHUSA HNU3KON UHTEHCUBHOCTU, Hanpumep,
NPOrysriku yMepeHHbIM LLaromM Ha cBeXxem Bo3ayxe, ecriv nauueHT Ux
HOpManbHO nepeHocuT). UHTeHCuBHaA husnyeckasa akTUBHOCTb
NpPoOTUBOMNOKa3aHa.

UcknioyeHne MHTE@HCUBHbIX NCUXO3MOLMOHAalbHbIX Harpy3ok
(cTpecchbl, KOHPNMUKTHbLIE CUTyaunn Ha paboTe u aoma).



