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Onpepnenexnne

* JleroyHas runepteH3una (JIIN) — rpynna 3aboneBaHun,

XapaKkTepuUayoLMXCS NporpeccupyroLLIm NOBbILLEHNEM
JIErOMHOr0 COCYAMCTOrO COMPOTUBMNEHUS, KOTOPOE MPUBOAUT K

passuTMio npasoxenygodkoson CH v npexoeBpeMeHHOU
rmdéenu naumneHToB.

[lnarHoctn4yeckme Kputepum

« CpegHee gaerieHne B nerodHon aptepun (Ppa) = 25 Mm pT.CT B
nokoe (Npu KaTteTepusaumn npasbiX OTAENOB cepaua).

Hopma ansa B3pocnbix — 14, BepxHuUU npegen Hopmbl - 20.

Galie N, et al. Eur Respir J 2009; 34: 1219-1263

Kovacs G, et al. Eur Respir J 2009; 34: 888—894.




Knaccudpukauua JII
(ERS, 2009)

CAL B nero4yHon aptepumn, Mm pT.CT.
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KnnHunyeckaa knaccudoukauma J1I

1. IlerouyHas apTtepuanbHasa runeptensunsa (J1AlN)

2. JI[, BbI3BaHHAA NaTonornen nesbixX OTAENOB

cepaua
3. 1, BbI3aBaHHaA 3aboneBaHUsaAMU Nerkux n/mnu
rIMNoOKcuen

4. XpoHuyeckasi Tpomboambonuyeckas J1I

5. JII' c Hen3BeCTHbIMU U/UNTN MHOTOdAKTOPHbLIMMU
MeXaHn3MaMu

Galie N, et al. Eur Respir J 2009; 34: 1219—1263



KnnHunyeckaa knaccudoukauma J1I

1. lleroyHan apTepuanbHaa runepteH3ua (J1AIN)

2. JI[, BbI3BaHHAA NaTonornen nesbixX OTAENOB

cepaua
3. 1, BbI3aBaHHaA 3aboneBaHUsaAMU Nerkux n/mnu
rIMNoOKcuen

4. XpoHuyeckasi Tpomboambonuyeckas J1I

5. JII' c Hen3BeCTHbIMU U/UNTN MHOTOdAKTOPHbLIMMU
MeXaHn3MaMu

Galie N, et al. Eur Respir J 2009; 34: 1219—1263



KnnHunyeckaa knaccudoukauma J1I

1. IlerouyHas apTtepuanbHasa runeptensunsa (J1AlN)

2. ]I, BbI3BaHHAasA naTonorveun neBbiX oTAENIOB
cepaua

3. 1, BbI3aBaHHaA 3aboneBaHUsaAMU Nerkux n/mnu
TMMNOKCUENn

4. XpoHuyeckasi Tpomboambonuyeckas J1I

5. JII' c Hen3BeCTHbIMU U/UNTN MHOTOdAKTOPHbLIMMU
MeXaHn3MaMu

Galie N, et al. Eur Respir J 2009; 34: 1219—1263



KnnHunyeckaa knaccudoukauma J1I

1. IlerouHas aptepuanbHaga runeptenHans (J1IAIN)

2. J1[', BbI3BaHHAaA naTtonormen neBbix OTAENoB
cepaua

3. JIl, Bbi3BaHHasA 3a00oneBaHUAMM Nerkmx

n/Mnv rmnokcumen

3.1. XObJl

3.2. N3

3.3. Apyrne 3aboneBaHnst fierkMx ¢ KOMOMHNUPOBAHHBLIM PECTPUKTUBHO-
OOCTPYKTUBHLIM NAaTTEPHOM

3.4. JII', obycrnoBneHHasg CUHOPOMOM HOYHOIro anHo9

3.5. PacctponctBa, cBA3aHHbIe C anbBeONAPHOW rMNOBEHTUNALMEN
3.6. dAnntenbHoe npebbiBaHMe Ha O0MbLION BbICOTE Ha4 YPOBHEM
Mop4

3.7. AHOManun pasBuUTUA Nerkux



KnnHunyeckaa knaccudoukauma J1I

5.1. 3aborneBaHus KpoBu: MuernonponudepaTnBHble
PAcCCTPOUCTBA, CMNNEH3KTOMMUS

5.2. CuctemHble 3aboneBaHusi: capkongos, rMcTUounTos X,
nMmdoaHrnonenomMmomaTos, Hemponubpomaros, BacKyfnThbl
5.3. MeTtabonunyeckne paccTtponcTBa: rmmMkoreHo3, 6onesHb
[owa, 3aboneBaHnst LLMTOBUOHOMN Xenesbl

5.4. [Npoune: onyxonu, dndposupyowmmn megmactmHmT, XIMNH
Ha Onanuse

5. NIl c Hen3BeCTHbLIMU N/nNun
MHOropakTopHbLIMU MeXaHN3MamMu

Galie N, et al. Eur Respir J 2009; 34: 1219—-1263



ANaemMmnonorus
(rpynna 3: JII, BbI3BaHHaA 3aboneBaHUAMW NErknX)

I, cBA3aHHagA ¢ NapeHXMMAaTO3HbIMU DONE3HAMU NErKuX,
SABNAETCH ogHOM N3 Hanboriee pacnpocTpaHeHHbIX popm JIT™*.

OpgHako nctmHHaga pacripoctpaHeHHocTb JII y 6onbHbix XOBJT
OCTa€eTCcs HEN3BECTHOU™ .

*Jyothula S., Safdar Z. International Journal of COPD 2009:4 351-363.
**Minai O.A.et al. Chest June 2010 vol.137 no.6 suppl 39S-51S.

Oswald-Mammosser M. 151 6onpubix XOBJI 21% - JII" B mokoe

et al., 1991

Scharf S.M. et al., 2002 120 6onpubix XOBJI IV | 85,8% JII'

Chaouat A. et al., 2005 998 6onpubIx XOBJI 2.7% - Tsxenas JII'

Thabut G. et al., 2005 115 6ompubix XOBJI 50% - JIT',

B T.4. yMepeHHas — 9,8%,
TsoKenast — 3,7%




CTeneHb TAXeCcTu
(rpynna 3: JII, BbiI3aBaHHaA 3aboneBaHNAMU NErKuX)
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Thabut G. et al. Chest 2005; 127: 1531-1536



[1porHos

(rpynna 3: J1I[, BbI3BaHHaA 3aboneBaHUAMU NErkux)
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Chaouat A. et al. AmMJRCCM 2005; 172: 189-194

p < 0,01

[Mpn XOBJ1 Hanwuuune JIIT

accoummpoBaHo ¢ bonee
KOPOTKUM NepUoaom
OOXUTUA™ 1N YaCTbIMU
obocTpeHnsammn™*

JI" aBnsieTcs
HebnaronpusTHbLIM
NPOrHOCTUYECKMM PaKTOPOM
npu N3J1 u Hanbonee
Ba)XHbIM NPEAUKTOPOM
CMEPTHOCTU™**,

*Oswald-Mammosser M, et al. Chest

1995; 107: 1193—-1198.

**Kessler R, et al. Am JRCCM 1999;

159: 158—-164.

***| ettieri CJ, et al. Chest 2006; 129:

746—-752.



[Nogo3peHue Ha J1I

l

[pynna 2:
3a6. CCC
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[lnarHocTuka

(rpynna 3: J1I, BbI3BaHHaA 3aboneBaHUAMU NErkux)

KnuHunyeckne cumntombl: 7 AnarHocTnveckoe
3Ha4yeHue 3xoKC:

dunsnkanbHble NSAMEHEHUS: ? * Hxe, yem npu NAT.

« CneundunyHOCTb:
3xoKC HU3Kas.

« OTpuuyarenbHas
NporHocTu4yeckas

CKPUHWHT:

€HHOCTb: BbICOKas.
Noka3aHusa Kk axoKC ana ckpuHuura JIr H

npu XOBJ1 n U3JI: * Arcasoy SM et al. AIRCCM
1) ncknroyeHune taxenon J1I; 2003; 167: 735-740;
2) OLEHKa CTEeMNeHn TAXEeCTU **Fisher MR. et al. Eur Respir J

conyTcTBytowen CC natonormu; 2007; 30: 914-921.

3) otbop naumeHTOB ANA NpoBeaeHus
KaTeTepusaumm cepgua




[lnarHocTuka

(rpynna 3: JII, BbI3BaHHaA 3aboneBaHNAMN NErknx)

KaTeTepusauumsa npaBbIX OTOENOB cepaLa — «30J/10TOU
ctaHaapT» amarHocTuku Jir.

[Toka3aHua K ee NpoBeAEHNIO Npu TSXKenNbIX dopmax
pecnmnpaTopHbIX 3aboreBaHnM:

* YTOYHEHWE gMarHosa nepen XMpyprumiecknm rievyeHnem
(TpaHcnnaHTauus nerknx, peaykumsa neroyYHbIx
00bLeMOB);

* nunua c nogo3peHnem Ha JII nepen HasHa4YeHeM
cneundunyeckon tepanuu J1I;

* YacCTble 3NMn3oabl I'IpaBO>KeJ'IyLI,O‘—IKOBOI7I HEOOCTATOYHOCTMW,

» DespeasynbrartHble NOBTOPHbIE 3XOKC y OOMbHLIX C
BbICOKOW CTeneHbio nogo3peHuns Ha JlI.




ANropnt™m nevyeHus

J1I', ocHOBaHHbLIN Ha
npuHUMNax
QoKasaTenbHOU
MeaULUHbI,
pa3paboTaH
Tonbko ansa JI1IAI

JleyeHune

Avoid pregnancy (I-C) —
Influenza and pneumococcal
immunisation (I-C)

Supervised rehabilitation (l1a-B)
Psycho-social support (lla-C) |

General measures and
supportive therapy

!

Expert referral (I-C)

Diuretics (I-C)

Oxygen® (I-C)

Oral anticoagulants:
IPAH, heritable PAH and PAH
due to anorexigens (lla-C)

Avoid excessive physical activity (l1I-C) APAH (I1b-C)
J Digoxin (IIb-C)
Acute vasoreactivity test
(I-C for IPAH)
(lIb-C for APAH)
v
Vasoreactive Nonvasoreactive
v
WHO-FC kI Initial therapy
CCB (I-C) Recommendation- | WHO-FC WHO-FC WHO-FC
evidence I 1] \%
A Ambrisentan, | Ambrisentan, bosentan, Epoprostenol i.v.
v bosentan, sitaxentan, sildenafil
sildenafil epoprostenol i.v.,
Sustained response iloprost inhaled
s 1-B Tadalafilt Tadalafilt
Treprostinil s.c., inhaledY
Ila-C Sitaxentan lloprost i.v., treprostinil i.v. | Ambrisentan, bosentan,
YE sitaxentan, sildenafil, tadalafil¥,
S NO iloprostinhaled, and i.v.
treprostinil s.c., i.v., inhaled¥,
initial combination therapy
| Continue CCB | Ib-B Beraprost

Inadequate clinical

A

Inadequate clinical
response

!

-

response
BAS (I-C) and/or
lung transplantation
(I-C)

+/ ERA\+

Sequential combination therapy (lla-B)*

r4 N

Prostanoids PDE-5 |




Tepanua JII" 3-1 rpynnel

1) nogaepXxnBaroLwas Tepanua: 2) cneuyudunyeckan rneKapcTBeHHas
Tepanus:

* [lepopanbHblie aHTUKOArynsaHThl » briokatopbl KanbUneBbIX KaHaoB

» dlnypetukn * [lpocTaHonabl

* Kncnopon * AHTaroHUCTbI peLenTopoB
SHOoTennHa

 [1nrokcumH

* MHrmbunTopel hocdogmacrepasbl-5

4) dKcnepuMeHTanbHbIe
coeAuHeHnN 5) AnbTepHaTUBHbIe CTpaTeruu



Tepanua JII' 3-1 rpynneil:

1. nogaepxuneatoLlaa tepanug

1. aHTUKOArynsaHTbI 3. Kncnopopg

O vl s O 00038 ¢
KRN Tt Oute CROncrnG

Hanepcmanka
wepcmuemasn




Tepanua JII' 3-1 rpynnbl
2. cneundunyeckas nekapcTtBeHHas Tepanus

°EJ'IOKaTOpr KarnbuuneBblX KaHall0B

* [lpocTaHonabl

PGI, Prostaglandin I

* AHTaroHUCTbI peLenTopoB (Pfosfacvc"@\
QHOoTEeNnnHa 000" Nat
3 \
* MHrmbuTopsbl hocdoagmactepasbl-5 T
N 4mm S ENDOTHELIN 1 SYNTHESIS *

Pepro ET - Big ET (Little vasoconstriction)

C|alls 20mg

ET nv erting Enzyme (ECE)
tadalaﬂ
ot

L Ma t e ET

- '/, =y Rec pt
o5 A ETA [E™8 |
s Vascular Smooth Muscle Ed(hlilClls

V sssssss triction of NO




Tepanua JII' 3-1 rpynnel
2. cneundunyeckasl nekapcTtBeHHas Tepanus

OCHOBHbIEe MULLEHW

SHAOTENIUH MpocTauuKknunH
Pre-Pro-ET = Pro-ET L-apruHWH = L-uunTpynuH Apaxug,. kmcnota — Pgl2
3HAO0TEeNUH | MpocTauynKAUH:
0 0 0
Ba3OKOHCTPUKLMA Basogunataums Basogunatauums
Mponudepaymnn AHTUNponudepaymns AHTUNponudepaumns
OA5-5 = ylr Mo ’I\Ll.'i'\_"q’//
AHTAroHucCTbI MHrmbuTopbl 3-5 NMpocTtaHOMAbI

PELENTOPOB SRAOCTENIUHA  \. Humbert et al. N Engl J Med 2004; 351: 1425-36



Tepanua JII' 3-1 rpynnbl

» CBegeHua o cneundounyeckon nekapcTBeEHHOU
Tepannun HegoCTaToOYHbl U COCTOAT U3 OLEHKMU
OCTPbIX 3(PPEKTOB * N HEKOHTPONTNPYEMbIX
MCccnegoBaHNM B MariblX cepusix **.

* Ghofrani HA, et al. Lancet 2002; 360: 895-900. Olschewski H, et al. Am J
Respir Crit Care Med 1999; 160: 600-607.

**Alp S, et al. 2006; 19: 386—390. Collard HR, et al. Chest 2007;
131:897-899. Gunther A, et al. Eur Respir J 2007; 29: 713—719. Madden
BP. et al. Vascul Pharmacol 2006; 44: 372—-376. Rietema H, et al.
EurRespir J 2008; 31: 7569-764.



Tepanua JII" 3-1 rpynnel

* Cneundundeckas tepanusa J1I, aensatoencs
ocrnioxkHeHnem XOBJ1 n U3J1, gormkHa npoBognTbCs C
6oSbLLION OCTOPOXKHOCTBIO.

* CyLlecTByeT BO3MOXHOCTb HapyLUeHNSA razoobmeHa B
CBA3M C yBennyeHmem gmcbanaHca «BeHTUNauus-
nepdys3unsay, BbIaBaHHbIM UHIIMBUpoBaHMEM beHOMeHa

rMMNOKCNYECKOW NIErOYHOU BA30KOHCTPUKLUNU (peddriekc
ounepa-JlnnbecTtpaHaa).

Hegewald MJ, Elliott CG. Chest. 2009 Feb,;135(2):536-7.



Tepanua JII" 3-1 rpynnel

* Tepanuen Bolbopa angd 6oneHbix JII' npn XOBJ1 n
N3J1 aBnsieTcs pnutenbHaa KUcnopogorepanus
(AKT).

* [IKT HeckonbKko CHUXaeT TeMrbl NPOrpeccnpoBaHmns
NI npn XOBJ1. 3ddekTnBHbl anutensHble (0o 12-15
4acoB B CYTKW) nHranaumm kmcnopoga (2 n/muH.) lNpw
9TOM Ba)XHO noaaepXuBaTb caTypaunto Ha YpoBHE He
meHee 90%.

 Tem He MeHee, rnokasaTenu gaBrneHus B Iero4yHoun
apTepun peako Bo3BpaLLaloTCs K HOpMarnbHbIM
3Ha4YeHNsAM, a CTPYKTYPHble HapyLUEHUSI NEeroYHbIxX
COCYOB OCTalOTCH HEN3MEHHbIMM.



Tepanua JII" 3-1 rpynnel

* HeAcHble b6onbHbIE (C OAbILLKON, KOTOPYHO
HEBO3MOXXHO OOBSCHUTL NEroYHbIMU NPUYNHaAMMU,
aasrneHnem B nerodHom aptepumn 40-45 mMm pT.CT.),
OOIMKHbI ObITb HaMpaBfieHbl HA cneungUYecKkyto
nekapcTteeHHyo Tepanuio JIAI.

* [lpumeHeHune Tepanuu JIAI' y 6onbHbIX XOBJ1 nnu
N3J1 ¢ paBneHmnem B nerodHom aptepmn meHee 40
MM PT.CT. B HACTOsILLIEE BPEMSA HE PEKOMEHOYETCH,
T.K. OTCYTCTBYIOT CUCTEMATUYECKME AAHHbIE O €€

6e3onacHoCTU U 9P PEKTUBHOCTM.
*Galie N, et al. Eur Respir J 2009; 34: 1219-1263



Cneunduryeckasa nekapcTtBeHHas Tepanua:
1) BnokaTtopbl KanbuueBbIX KaHarNoB

TpaguumoHHbIe BasogunaraTopbl UCMOSb3YHTCA OArS
nevenua JII' c cepeanHbl 80-X ..

* HudpegunuH (120-240 mr/cyT),

« auntuasem (240-720 mr/cyT)

e amnogunuH (20 mr/cyT).

[Tpn OTCYTCTBMU afileKBATHOIO OTBETA (OOCTUXKEHUS
®K 1 unn 2) Heobxogmma OONONHUTENBbHAS Tepanums.

[1lo oaHHbIM KaTeTepusauum cepaua’™,
NONOXNTENBHLIM OTBET AEMOHCTPUPYET NULLb

Hebonbllasa YacTb NaLUEHTOB

*Rich S, Kaufmann E, Levy PS. N Engl J Med 1992; 327: 76-81.
Sitbon O, et al. Circulation 2005; 111: 3105-3111.



Cneunduryeckasa nekapcTtBeHHas Tepanua:
1) BnokaTtopbl KanbuMeBbIX KaHaroB

------- AMERICAN JOURNAL OF
: Respiratory and JleyeHne oObIYHLIMU

ars Critical Care Medlcme : Ba3ogunartatTopamum
ma T, asnsiowencs
5157;:9*250?02}.;’0z'z.rnaiofffes‘-p!rato-?j' and Critical Care Medicine Vol 181. pp. 202- ocn O)I(H e H M e M XO En
ot 10,1164 reem 20091 L1TSED. m N3N , He
—— PEKOMEeHAYEeTCH.
Vasodilators in Patients with Chronic Buist A.S. et al. Lancet.
Obstructive Pulmonary Disease and 2007,;370(9589):741-750.
Pulmonary Hypertension Menezes A.M. et al. Lancet.

2005:366(9500):1875-1881.

Naeije R. Proc Am Thorac Soc.
Marc Humbert, M.D., Ph.D. and Gérald Simonneau, M.D. 2005’ 2(1) 20-22.

Not Ready for Prime Time!



Cneundunyeckada nekapcrBeHHas Tepanus:
2) npocTtaHouAabl

e MpOCTaUNKNNH CUHTE3NPYETCS NMPENUMYLLIECTBEHHO
KneTkamu 3HAOTENUSA N BbI3bIBAET MOLLHYHO
Ba3oaAMNaTaLmnio KpPOBEHOCHOIO pycna.

 [lpocTauuKknuH SBNseTca caMmbiM CUNbHBIM 3HOOMEHHbIM
NHIMOUTOPOM arperauum TpoMoOoOLUUTOB U, BEPOATHO,
obragaeTt UMTONPOTEKTOPHOW U aHTUNponndepaTnBHOM
aKTUBHOCTbIO™.

« Y 6onbHbIX JIA[ HapyLueH meTabonuam npocTauukinHa,
YTO BbIpa)aeTCH B CHUXXEHUNU SKCIMPeCCcuu
NPOCTaUMKINUHCUHTA3bl B NEroYHbIX cocyaax n B
NnosiBIIEHUN B MO4Ye MeTabonnToB NpocTaumKinnHa™™.

*Jones DA, Benjamin CW, Linseman DA. Mol Pharmacol 1995; 48: 890—-896.
**Galie N, Manes A, Branzi A. Am J Respir Med 2003; 2: 123—137.



Cneundmnyeckasa nekapcrBeHHasi Tepanusi:
npocTaHouabl

JnonpocTteHon (Flolan, Veletri)
KOPOTKUIM nepuog nosnypacnaga (3-5 MuH)

ctabuneH npm KOMHaATHOW TeMnepaType B Te4eHne 8
Y. = HeobXxoaMMOCTb HENPEPBLIBHOIO crocoba
BBeeHNs Yepes NOCTOAHHbIW TYHHENbHbIN KaTeTep.

Qb deKkTMBHOCTL nccnegoBaHa B Tpex PKUL.

YnyJwaeT KNMHNYEeCKMEe CUMNTOMbI, TONIEPaHTHOCTb K
donanyeckon Harpyske n remoguHamMmuky.
EQuHCTBEHHLIN Npenapart, nokasasLwwnmy yry4ylleHue
BbhknBaemoctu npu AJ1AI B paHOoOMU3MPpOBaHHOM
nccnegoBaHuUn *.

JleyeHne HaunHaeTcs ¢ 2-4 Hr/(Kr*MuH)
yBenudeHnem ao3bl 0o 20-40 Hr/(Kr*MuH) unu oo
nosiBNeHnst N0O0OYHLIX 3 dPeKToB (MPUNKNBHI,
rofiloBHaga 6onb, anapesi, 6onu B HMKHUX
KOHEYHOCTSIX).

*Barst RJ, et al. N Engl J Med 1996; 334: 296-302




Cneundmnyeckasa nekapcrBeHHasi Tepanusi:

NPOCTaHONAbI
NnonpocTt (Ventavis, llomedin):

* XUMWYECKN CTabUSIbHbIW NPOCTALUUKINH C B/B,
nepopanbHbIM N UHI. COcOboM BBEOEHUS.

e CKOpOCTb B/B BBegeHus (gosa) 0.5-2 Hr/kr/MuH.
e pasoBasd go3a npu NHranauMoHHOM NPUMEHEHNN 2.5-5 MKT.

¢ OPPEKTUBHOCTb NHIANALMOHHOIO NPUMEHEHNS OLUEHEHA B
2 PKW: xopoluasa nepeHoCUMOCTb, YBENNYEHNE
TOJIEPaHTHOCTU K (PU3NYECKON Harpyske, KNMHNYECKNX
cumnTomoB, noka3ateneun JICC n ncxonos.

Olschewski H et al. N Engl J Med 2002; 347: 322—-329.
McLaughlin VV et al. ADRCCM 2006; 174: 1257-1263.




Cneundmnyeckasa nekapcrBeHHasi Tepanusi:
npocTaHouabl

TpenpocTUHUN (PeMOAYINH):

CUHTETUYECKUN TPULMKITNYECKNA BEH3NONHOBLIN aHaror 3anornpocTeHona,
obnagaroLwmm 4OCTaTOYHOU XMMNYECKOW CTOMKOCTbIO, MOXET BBOAUTLCS B/B
n n/k.

OdpeKkT nsyyancs B ogHOM M3 KpyrnHenwmnx mmposbix PKW, nokasasLuem
ynydweHune gomsnvyeckon pabotocnocobHOCTN, reMogNHAMUKU U
cumntomMoB®. OntumanbHas gosa 20 - 80 Hr/kr/MunH. OH Bornee yoobeH, Yem
aMNonpocTeHon (pesepByap ANs KaTeTepa HY>XHO MEHATb Kaxable 48 4., a He
Kaxgble 12 4.).

* Simonneau G, et al. Am J Respir Crit Care Med 2002; 165: 800—804.

bepanpocrT:
NepBbIN XUMNYECKU CTabUIMBbHLIN NEpoparbHbIA aHanor NpocTaunkinHa.

[Ba npoBeneHHbIx PKU** nokaszanu Hectonkmnn adodpekT (o 3-6 mec.) n
OTCYTCTBME YIyHLEHNN reMogMHaMnK1 Npu 0ObIYHbIX 4NS MPOCTaHOUAOB
NODOYHbIX ABMEHUSIX.
** Barst RJ, et al. J Am Coll Cardiol 2003; 41: 2125.
Galie N, et al. J Am Coll Cardiol 2002; 39: 1496—1502.



Cneumndunyeckas nekapcTtBeHHasa Tepanus:
3) aHTaroHMUcTbl peLenTopoB 3HAOTENNHa

Y 6onbHbIX JIA[ HabnwogaeTca akTneaunsa aHOOTENTMHOBOW
CUCTEMbI B Nna3mMe 1 NerodyHon TKaHw.

OHOO0TENMH-1 OKa3bliBAaeT COCYyOOCYXMBaAKOLLEE U
MWUTOreHHOe OencTBme, CBA3bIBAsICb C 2 pa3fnyHbIMMU
nzodgpopmamm peuentopamu (A n B) 'MK cocynos.

AKTUBaLMA peuenTopoB aHOOTeENMHA-B npnBoaunT K
BbICBODOXAEHMIO Ba3oamMnaTaTopoB U
aHTnponugepatnsHbix Bewects (NO v npocTtauuknuHa),
KOTOpPble MOTYT MPOTUBOCTOATL NarybHbIM MocrneacTtemsam
aHpoTennHa-1.

HecmoTpsa Ha pasnununa B akTUBHOCTU peuenTtopos A u B,
9P EKTUBHOCTb HECENEKTUBHbLIX U CENEKTUBHbIX
aHTaroHMCTOB 3HOOTENNHA conocTaBnmMa.



Cneundmnyeckasa nekapcrBeHHasi Tepanusi:
aHTaroHMCTbl peLenTopoB SHAOTENNHA

Bbo3seHTaH (Trancleer):

* 1-1 npenapart aToro psaga, nepoparbHbii ABOMHOW aHTAroHUCT
peuenTopoB K aHOOTENNHY-A 1 -B.

« OdpdekTnBHOCTL oueHeHa B 5 PKW, nokasaBLiunx ynyyilueHue
donsnyeckon pabotocnocodbHocTn, PK, remognHamMmuku,
axoKapauorpaduyeckux n gonnneprnokasarenien, U 4nmTenbHOCTU
adpdpeKkTa 40 KIMMHNYECKOTro yxXyaLieHnsa™.

* JleyeHne HaumHaT ¢ 62,5 Mr/2 pasa B ieHb C TUTPOBAHMEM [0
125 Mr/2 pasa B geHb 4yepes 4 Heaenu.

« [1Tobo4YHble ABNEHUS: NOBbLILLEHME YPOBHS aMUHOTPaHcdepas y

10% 605bHbIX.
* Channick RN, et al. Lancet 2001; 358: 1119-1123.
Rubin LJ, et al. N Engl J Med 2002; 346: 896—903.
Humbert M, et al. Eur Respir J 2004, 24: 353—-359.
N o- Galie’ N, et al. Lancet 2008; 371: 2093—-2100.
M Galie N, et al. Circulation 2006; 114: 48-54.

. ,—— ———a



Cneundmnyeckasa nekapcrBeHHasi Tepanusi:
aHTaroHMCTbl peLenTopoB SHAOTENNHA

CutakceHTaH (Thelin):

* CeNneKTUBHbLIN NepoparbHbIK aHTAaroHUCT peLenTopa
SHOoTenunHa-A.

* AKTMBHOCTb oueHeHa B aAByx PKW *. Noka3aHa
bonbLas AnMTENbHOCTb 3pdeKTa U MEHbLLNN
yOenbHbIW BeC NODOYHbIX ABEHNN CO CTOPOHDI
nedeHun (3-5% npu gose 100 mr/cyTkn).

OpHako B 2010 r. npenapat oto3BaH Pfizer ns-3a gByx
CIly4yaeB neTanbHOro oTkasa neyeHu.

*Barst RJ, et al. Am JRCCM 2004; 169: 441-447.
Barst RJ, et al. J Am Coll Cardiol 2006; 47: 2049-2056.



Cneundmnyeckasa nekapcrBeHHasi Tepanusi:
aHTaroHMCTbl peLenTopoB SHAOTENNHA

AmbpuceHTaH (Letairis - USA, Volibris - EU):
CeneKkTUBHbLIX NepoparbHbi aHTAaroHUCT peLenTopa aHAOoTENUHA-A,

3(PPEKTUBHOCTL OLieHeHa B ABYX KpynHbIX PKW, npkasaBLumnx
yrnyJlleHme CMMNTOMOB U CTOUKOCTb adodpekTa KaK MUHUMYM Ha 1
ro.

[o3a npenaparta 5 - 10 mr/aeHsb.
UacTtoTa nobo4HbIX SIBNEHMN CO CTOPOHLI neveHn 0,8-3%.

B HebonbLlon rpynne nauneHToB, Yy KOTOPbIX fledeHne boceHTaHOM
nnn CntakceHTaHoOM ObIo NpeKpaLleHo B CBA3M C HAPYLUEHUSAMU
doyHKUKMM neveHun, npenapar XOpoLLOo nepeHocurca B 4ose 5 Mr.

Galie N, et al. J Am Coll Cardiol 2005; 46: 529-535.
Galie N, et al. Circulation 2008; 117: 3010-3019.
McGoon M, et al. Chest 2009; 135: 122—129.



Cneumndunyeckas rnekapcTBeHHasa Tepanus:
4) nHurnomnTopobl chochoanacrepasbi-5

* lHrMbupoBaHue dpocdoanactepasbi-S5 NpmMBoaUT K
Bazogunarauum Yyepes NO/u-'Mo nytb n
OKa3blBaeT aHTUNponndepaTneHoe agencreme. Bece
TPU U3BECTHbLIX MHIMOMTOPa pocdoanacTepasbl-5
(cungeHadowun, Taganadgpun v sapgeHadun)
obecne4vynBatoT 3Ha4YMMOE pacLUUPEHMNE NErOYHbIX
cocyaos, Habntogaemoe 4yepes 60, 75-90 n 40-45
MWH COOTBETCTBEHHO ~.

* Ghofrani HA. et al. J Am Coll Cardiol 2004; 44:
1488—1496.



Cneumndunyeckas rnekapcTBeHHasa Tepanus:
MHIIMBbUTOpPLI docdoanacrTepasbl-5

CunpeHadoun (Pesaumno):
* repoparnbHbI CENEKTUBHbLIN MHIMouTop GO3-5.

* MONOXUTENbHble pe3ynbTaThl N0 TONEPaHTHOCTU K
don3n4ecKon Harpyske, cumntTomam n remoguHammke

, o , A M™MIF1 A ¥4
Am J Respir Crit Care Med. 2010 Nov 1;182(9):1206; author reply 1206-7.

Should we administer sildenafil to patients with obstructive pulmonary disease and pulmonary hypertension? No.

Namendys-Silva SA, Hernandez-Garay M.

Comment on:

Am J Respir Crit Care Med. 2010 Feb 1:181(3):270-8. B

OEHb.

* bonbLWNHCTBO NODOYHBLIX 3PdeKTOB cungeHaduna obinu
MANKMMW N CBSAA3aHbl C BadogunaTtaumein (roriosHast 6ornb,

~ J1nMBbl, HOCOBbIE KpOBOTeHeHMS'-I).
Py el | ** Galie N, et al. New Engl J Med 2005; 353: 2148—-2157.

i
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Cneumndunyeckas rnekapcTBeHHasa Tepanus:
MHIIMBbUTOpPLI docdoanacrTepasbl-5

Tapanadpun:

* npumeHseTca 1 pas B AeHb B ao3se 5, 10, 20 nunn 40
M.

* [lpenapat B BbICOKMX 403axX NOKa3blBaeT XopoLune
pes3yneraThl N0 TONIEPAaHTHOCTU K on3nYeckomn
Harpys3ke, cMMnToMmam, reMmoanHamMmmnKe N BpeMeH!

**k%*

A0 KIMTMHNYECKOTIo yxXyaLleHn4d :
*** Galie” N. et al. Circulation 2009; 119: 2894—-2903.




[lepcneKkTnBbl MeONKAMEHTO3HbIX
cTparterun nedenua J1I

* B HacTosduwee Bpema ocyuwiectendatotca Il u 1l dpasbl
unccnegoBaHmnn: NO-He3aBUCUMbIX CTUMYNATOPOB U
aktTmaTtopoB Ul M®, nHranaumnoHHon opmbl Ba30akTUBHOIO
KMLLEYHOro nentuaa, HenpoctaHoNAHbIX arOHUCTOB
PELENTOPOB NMPOCTAUMKINNHA, TKAHEBbLIX ABOUHbIX
aHTaroHNCTOB PeLENTOPOB SHOOTENMNHA, UHTMOUTOPOB
TUPO3NHKNHA3bI (TPOMOOLMTapPHLIE MHIMDOUTOPBLI hakTopa
poOCTa) N aHTaroHUCTOB CEPOTOHMHA.

B paHHeu cTagumu nccnegoBaHUM HaxXoOATCS: UHIMOUTOPDI
PO-KNHa3bl, NHIMOUTOPLI PELLENTOPOB BAaCKYNAPHOIo
sHaoTennanbHOro dpaktopa pocra, MUHMIMbmTopb!
aHrmonoatnHa-1 n nHrimbumuTopsbl anactasbl. CTpaTerMm reHHou
Tepanum nay4vatoTcs Ha XXMBOTHbIX Moaensix. [lokasarno cBoto
9(PPEKTUBHOCTb JIe4YEHNE CTBOMNOBbLIMU KNeTKaMu B
MOHOKPOTanMHOBOW MOAENU Ha KpbICaX; B HACTOSLLEE BPEMS
NpOXOAAT UcnbITaHMA y 6onbHbIX JIAT.



PekomeHpauun ERS no JII, BbiI3aBaHHOM

3a001eBaHNAMN Nerkmux

YpOBEHB
Pexomennanus Knacc | AOKA3aTCHA
BHOCTH
B kadecTBE CKPpUHMHTOBOTO MHCTPYMEHTA JIJISI OLICHKHA I C
TsokecTr JII' pekomenayercst 3Xx0KC
J{714 yTOUHEHUS JUarH03a PEKOMEHAYETCS I C
KaTeTrepusanus cepaua
OntumanbHbIM JiedeHueM JII' mpu comyTCTBYONIMX I C
pPECIMPATOPHBIX 3a00ICBAHUAX C HATUUYHEM XPOHUYECKOM
runokcemuu siisierca KT
bonbHBIM CO cTeneHbIO JII, HE COOTBETCTBYIOLIEU IIa C
TSKECTH 3a00JI€BaHUS OPTaHOB JbIXaHUS, CIEAYET
npoectd PKU cneuupuueckumu npenaparaMmu JJis
JIAT
HE PEKOMEHAYETCS UCIO0JIb30BaHNE ClieU(PUIEeCKUX II1 C

npenaparos 1Jis jJedeHus JIATL




Takum obpasom,

e Jlnwb HebonbLuaa YacTb OOMNbHbLIX C
npodeccnoHanbHbIMMU 3aboNeBaHNSIMU OPraHoOB
OblXaHNA NOANEXUT crneymngunyeckomn
nekapcrteeHHou Tepanun JII.

* Haunydwen TakTmkon gnga cneymnanncTtos No
MeOULUUHE Tpyaa ABNAETCA BO3MOXHO bonee
paHHAsS anarHoctuka JII' y 6ornbHbIX C
npodpeccmnoHarnbHON pecnmupaTtopHou
naTonorneun ¢ nocreayowmm paunoHasnbHbIM
TPYOOYCTPOUCTBOM MX B BriaronpuaTHbIX
yCcrnoBusax Tpyaa.



