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11 MEXXAYHAPOAHbIA ®OPYM MO JIEFOYHOW MTMMNEPTEH3 U
«JIETOYHAA TUNEPTEH3UA - OT HACTOALLEIO

KbYAYLWEMY»

MexpyHapopHbiii popym npoBoguncs 11-13 mas 2012 roga B ropoge ly6nuH,
WUpnanpuns, npn nopgaepxke komnaHum AktennoH @apmacbrotukans.

B pamkax ¢popyma BbICTyNnAM 3KCNEpPTbI NO JIErOYHOW rMnepTeH3nn:
HassapeHo lane, JleBuc Py6uH, lepanbp CUMOHHeY.

EVENT REVIEW

11™ INTERNATIONAL PULMONARY HYPERTENSION FORUM
«PULMONARY HYPERTENSION MANAGEMENT - BRIDGING

PRESENT AND FUTURE»

The international PH Forum sponsored by Actelion Pharmaceuticals Ltd was held on
11-13 May 2012 in Dublin, Ireland. A broad range of topics were covered by PH experts,
most notably Nazzareno Galié, Lewis Rubin and Gérald Simonneau.

3HauynTeNbHbIN NPOrpecc B N3yyeHUn naTo-
reHesa u pa3paboTke HOBbIX METOAOB AMarHo-
CTMKM 1N NOAXOA0B K IEYEHNIO NEFOYHON rnep-
TeH3uu (JIMN B nocnegHme 10 neTt cywecTBEHHO
YNYULIWAM NPOrHO3 60JIbHbIX, OQHAKO ANA TOrO,
yTOo6blI MHOTrOOGELaoLee byayLiee 6ONbHbIX C
JIl ctano nx HacToAwmMm, cnegyeT NPUIoXnTb
Hemano ycunum.

JlerouHas aptepuanbHaa runepteH3na (J1AI)
- 3aboneBaHMe C arpeccUBHbIM TeYeHNEM, Tpe-
OytoLee paHHEro Hayana neyeHns, YTo BO3MOX-
HO NUWb NPU CBOEBPEMEHHOW [AWNArHOCTMKE
3aboneBaHus. MNporpaMmmbl CKPUHMHIA ANA nny
BbICOKOIO pucka (Hanpumep, 601bHbIX CUCTEM-
HOW cCKnepoaepmuert) nokasanu 6naronpuAr-
Hble pe3ynbTaThl, @ paHee Hayasno Tepanuun oka-
3bIBaeT NO3UTUBHOE BAUAHME Ha NporHo3. Ctano
ACHO, YTO NyYLINX Pe3YyNbTaTOB MOKHO JOCTUYb
npu AOCTUXKeHUK 6onee amOULMO3HbIX Lene:
poctmkeHun n nogaepxaHnn OK I/, B To Bpe-
MA Kak nogaepxaHue OK Il 6onee He sBnaeTca
afleKkBaTHOW Uenbto. Ha npuHATHE peweHnn no
BeJEeHMI0 naumeHTa BAVAIOT pe3ynbTaTbl TecTa
6-MUHYTHOW x0Ab6bI (6-MX), HEMHBa3UBHOW BU-

3yanm3aumm, nokasatenn remoanHamnkm n ro-
Mapképbl. PekomeHgauum EOK n EPO npepgnara-
0T dCKanayuo Tepanmn, a Npu HefOCTUXEHUN
YCTaHOBJIEHHbIX Lenen Tepannun — NCnosib3oBa-
HMUe KOMOUHaLMW NeKapCcTBEHHbIX MpenapaToB
NnaToreHeTU4YecKkoro BO3AencTBuS.

1 . Pannsisa gnarHocTvka - ocHoBa 3¢ deKTMBHO-
ro neyeHmsa — ob6bIYHO 3aTpyAHEHA BCIeACTBME
HecneundrnyHOCTN KINHUYECKUX CUMMTOMOB
Ha paHHen cTagmu 3aboneBaHns. Y nayneHToB C
JNNAT yacTto nogo3peBatoT HPOHXMANBbHYIO acTMY,
XCH, petpeHmpoBaHHOCTb. llocTaHOBKa npa-
BMIbHOMO AMarHo3a oTKnagbiBaetca 6onee yem
Ha 2 roga. CornacHO pekoMeHZauuam, cnegyet
NpPeanoNoXnTb Hannumne y nauneHTa ctaHgapT-
Hou npuuunHbl 1M (JIF Bcneacteue 3abonesaHuns
JIXK, 60ne3Hn NéErknx) oLeHUTb COOTHOLWIEHne
BeHTUNAUUA/Nepdy3na ana UCKIKYEHNA XPO-
HUYEeCKON TPOMOBOIMOONMYECKON JIErOYHOM
runepteHsun (XTI, npn OTCYyTCTBUM KOTO-
por HeobXxoAMMO NpoBefeHMe KaTeTepr3ayum
npaBbIX OTAENOB cepAaua (egUHCTBEHHbIN Cro-
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co6 Bepudukayum gnarHo3sa JIAT). Kpome Toro,
AOMOMHUTENIBHO MOTYT OblTb MCMONb30BaHbI
yn3xo-KI, KT n MPT, a Take nabopatopHble 1
bYHKUMOHaNbHbIE TeCTbl.

2. NpnmeHeHne nnwb Ixo-KI ANA CKPUHUH-
ra Ny BbICOKOrO pucka (6onbHble CUCTEMHON
cknepogepmmen, CepnoBUAHO-KNETOYHON
aHemuen) HeJoCTaTOYHO, NOKa3aHa 3¢ dpeKkTMB-
HOCTb [JONOSIHUTENbHOro npumeHeHusa K,
onpepeneHua NT-pro-BNP, Tect 6-MX (nccne-
posaHue DETECT).

3. MokasaH NYYWmMn NPOrHO3 NauneHToB, Ha-
xogmBwmnxca B I/l DK Ha MOMEHT MoCTaHOB-
Kn guarHo3sa JII, yem naumeHtoB u3 llI/IV OK
(5-neTHAA obwaa cmepTHOCTb 14,1% 1 32,2%,
p=0,006). Bbi>knBaemocTb 60/1bHbIX CUCTEMHOW
cknepogepmuein, JII y KoTopbiX BblABAEHa B
pe3ynbraTe CKPUHMHIa Bbille, YemM NpPu BblAB-
neHun J1l'y

3TMX MNAUWEHTOB HA OCHOBAaHUU CUMMNTO-
MOB (8-neTHAs BblKMBaeMocTb 64% un 17%,
p=0,0037). NccneposaHne EARLY n pekomeH-
paunm EOK n EPO noprtBepkgatoT Heobxoau-
MOCTb PaHHEro Hauyana fieyeHuns.

4. CornacHo pekomeHpaumam EOK u EPO, ne-
yeHme 6onbHbIX ¢ JIAT coctonTt 13 3 yacTen: 06-
wue meponpuatua (n3beratb GepeMeHHOCTH,
BaKUMHaUMA OT NMHEBMOHMW, dulnyeckasa pe-
abunuTauma, ncuxocouunanbHaa NOAAEPKKA),
noggepxmnsatollee neyeHne (QHTMKOArynaHTbl,
AVNYPEeTUKX, AUrOKCUH, KNCNopoa) u cneymnanb-
HOe fleyeHune, K KOTOPOMY MPUUNCAIOT aHTaro-
HUCTbI KanbuuA (TECT Ha OCTPYI0 Ba30OpeaKTunB-
HOCTb cnefyeT NpoBoAUTb Mpu Bcex dopmax
JI), aHTaroHMCTbl 3HAOTENNHOBLIX peLenTo-
poB (603eHTaH — Study-351, BREATHE-1, EARLY;
ambpuseHTaH — ARIES-1/2), nHrnéutopsl ¢oc-
bopnactepasbl Tvna 5 (cungeHadun — SUPER-1)
N NpocTaHouabl (3NOMNPOCTEHON, WUIOMNPOCT).
CpaBHuTENbHblE UCCNEOBaHWA He MpPOBO-
AWNnCb. bo3eHTaH 3HauMTeNnbHO yBenuuMBaeT
BpeMs 40 Pa3BUTUA KIIMHNYECKOTO YXyALWEeHUA.

5. Haun6onee MHoOroob6eLaLWwmin Noaxo  — Ao-
CTUKeHVe onpefenéHHbiX Luenen npu neyeHmnn
JII. K TakoBbIM OTHOCAT: OOCTU)KEHME 1 MOoA-

aepxkaHue /Il OK (paHee - 1ll), HacbiWweHme Knc-
NOpoAOM BEHO3HOW KPOBU He MeHee 65%, NT-
proBNP meHee 1800 Hr/n, Tect 6-MX > 500 m,
cepaeuHbin nugekc (CN) > 2,71 n/muH/m2. Mo
daHHbIM pernctpa REVEAL uenn pgocturatotca
NUWb y Manon 4actn 6onbHbiX. MayneHtam ¢
HeJoCTaTOYHbIM OTBETOM Ha NeyeHue nokasa-
HO NpUMeHeHne KOMOMHNPOBaHHOW NaToreHe-
TUYeCKomn Tepanuu.

6. B nccnegosaHum EARLY nokasaHa nonb3a
OT Ha3HaueHuA 603eHTaHa gake nayneHTam c i
OK. MNpenapart cywecTBeHHO YBENNYNBaeT Bpe-
MA 0O Pa3BUTUA KINHNYECKOro YyXyALeHWs,
yMeHbluaeT fIEroyHoe COoCyamucToe COnpoTUB-
nenwne, ysennumsaet C/. B oTkpbiTom npogon-
XeHun nccnepgosaHma EARLY BbiKMBaeMoCTb
yepes 4 roga NOCTOAHHOM Tepanumn cocTaBua
85%.

7. HapyweHne cokpatutenbHom ¢yHKUNM
NpPaBoro »enygoyka CBA3aHO C MNOABJIEHMEM
cumntomatukn JIAL. Tpu Sxo-KI' nccneposa-
HUWN NOKa3aHo onpepgeneHne pasmepos MK n
M1, TonwmHbl cteHkn MNXK, napameTposB cncTo-
nuuyeckom n gmactonnyeckon ¢yHkumm MK. B
nccnefoBaHMAX OTMEYEHO ynyullueHne 3xo-KI
napameTpOB MPU UCMONb30BaHUN 603eHTaHa 1
sanonpocTeHona.

8. BaxHbiin BOMPOC Mocsie rnocTaHOBKM Ana-
rHo3a JII — oueHKa AONrOCPOYHOro NPoOrHosa
naumeHTa. lna sToro cnegyet yuntbiBaTb MHO-
xectBo napametpos: OK, tecta 6-MX, BNP/
NT-proBNP, 3xo-KI' napameTtpbl, nokasatenu,
nonyyeHHble Npu Katetepusauyuu. WWkanel gna
OLEHKM NporHosa pa3paboTaHbl Ha OCHOBe
pernctpa REVEAL n dpaHuysckoro perucrpa
JII. TakXe € NPOrHOCTUYECKOWN TOYKM 3peHusA
BaXeH OTBET Ha Tepanuio, 3aKoYaloWwnincsa, B
nepByio ouepefb, B CHuxeHnn OK.

9. Neuenne nauuveHTa c JII Tpebyet mynbTn-
ANCUNNAVHAPHOro nogxoda C NpuBneYeHnem
uenoro paga crneuuanuctos (NysabMOHONOIN,
peBMaToNnoru, XMpypru, nCMxmaTpbl , remaTono-
rm 1 1.0.). HabniogeHne 6onbHbix JIAT nonKHO
OCYLLEeCTBNAATbCA B CNeLnann3npoBaHHbIX LieH-
Tpax J1AT.
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10. nar y AeTeln nmeeT CBOM 0COOEHHOCTH,
T.K. Y AleTer HeCKONIbKO OT/INYaeTCcA STUONOrus,
nyywe pesynbTaTbl Tecta 6-MX, meHbwnn OK,
6onbwmnn CA, meHblie conyTcTBylOWMUX 3a60-
nesaHun. B 2008 r. ctapToBan MexXayHapOoaHbIn
pernctp TOPP. D¢ dekTnBHOCTL 603€HTaHa no-
KasaHa B nccneposaHuax FUTURE-1/2, cunpe-
Hadwmna — STARTS-1. Y geten TpyaHee UCnonb-
30BaTb OK 1 nepeHOCMMOCTb Harpysku Kak
KOHEUHble TOUKN.

11. 8 nccnepoBaHum BREATHE-5 6o03eHTaH
3HaAUNTENbHO YBENNYU MEePEeHOCUMOCTb Ha-
rpy3kn y 6onbHbix JIAT Ha ¢oHe BpOXAEHHbIX
nopokos ceppaua. CornacHoO pekomeHpauvam
EOK n EPO, 603eHTaH — npenapaT nepBOro
pAaga Bbibopa y naumeHToB Il OK ¢ cnHapomom
Dn3eHMeHrepa.

12. nar - yrpoatowee X13HN OCNOXHeHne
CUCTEMHbIX 3aboneBaHUN CcoeaMHUTENbHOWN
TKaHn (cuctemHaa cknepogepmua, CKB, cme-
waHHble C3CT). NMporHos Takux 60nbHbIX CyLle-
CTBEHHO Xy»Ke, UTo TpebyeT bonee paHHen ana-
rHocTukn. B nccnegosaHum TRUST nokasaHo
CyuwiecTBeHHOe npeumyllecTtBo 603eHTaHa Mo
B/IAHUIO Ha BbIPKMBAEMOCTb MO CPaBHEHUIO C
rPynnon NCTOPNYECKOro KOHTPONA.

1 3. BosHukHoBeHwe JIAT 3HauNTENBHO yxya-
WaeT MNPOrHo3 nauneHToB C NopakeHnem ne-
BbIX OTAeNoB ceppua (conpoBOXAAKLWMMCA
noBbllWleHNeM faBneHnAa 3anonHeHua JIXK w/
unn JIM). Mogo6bHaa dopma JII npeanonoxum-
TeSIbHO UMeeT Hanbonbluyl PacnpoCTPaHEH-
HOCTb. Ha HacToAWMA MOMEHT He cylecTByeT
CTaHAaPTOB fleyeHMA TakKuX 60MbHbIX.

14. K passutuio JII npn XOBJ1 npusBogAar
Ba30OKOHCTPUKLMA NIEroYHbIX COCYAOB BChed-
CTBUE TMMOKCUWN, YMEHbLUEeHMEe Yucia Kanu-
nApoB, TOKcuyeckne s3ddeKkTbl KypeHua. Ya-
ctota BcTpeyaemoctn JII npu BbiparKeHHOW
XOBJ1 - 6onee 50%. CneymanbHOro neyeHus
Ha AJaHHbI MOMEHT He CyLllecTByeT, MOKa3aHo
BAVAHNE OJINTENbHOrO0 NMPUMEHEHUA WHransa-
LMOHHOrO KUCopofa Ha MporHos. Bbicokas
yacTota BcTpeyaemoctn JII y GONbHbIX WH-
TepcTUUnanbHbIMU  3aboneBaHNAMN  NETKNX

(>30%) TpebyeT TWATENbHOrO CKPWUHMHIA B
3Ton rpynne 60nbHbIX. Ha AaHHbIN MOMEHT OT-
CYTCTBYIOT KPyMnHble nccneaoBaHnA no npume-
HeHuto cneuyvanbHom Tepanun JIIN y nayneHToB
c M3J1.

15. XTo1r - epuvcTeHHas dopma JI, Ko-
TOPYI0 MOTEHUWAIbHO MOXHO W3NeuunTb, AnA
yero nNpPoBOAUTCA NEroyHas TpombO3IHAapTe-
p3KTOMUA. TeM NaumeHTam, KOMy HEBO3MOXHO
npoBegeHne NogobHOM onepauumn, a Takxe B
cnyyae coxpaHeHua JII nocne onepauwnn (10-
15% naumneHTOoB), BO3MOXHO Ha3HauyeHue cne-
unanbHou Tepanum JII (CHMKeHne cocyancToro
CONMPOTUBNEHMA NPU UCMONIb30BaHNN 603€eHTa-
Ha B nccnegoBaHum BENEFIT 6e3 apdpekTa B OT-
HoweHun Tecta 6-MX).

16. CywiecTBytOT AaHHble 0 ponu daKkTopa po-
cTa TpombouuToB B naToreHese JIAl. Ero pgen-
CTBME MOXET ObITb YrHETEHO NPU UCNONb30Ba-
HUM MHTMOUTOPOB TUPO3UH KMHAa3bl (MMATUHNG,
pacatnHmG, HUNOTUHKG). MIMaTHNG K3yyeH B
nccnepgoBaHuu Il gpasbl: npenapat He Nokasan
cBoen appekTnBHOCTU (TecT 6-MX, DK), oaHa-
KO OTMEYEHO 3HauuTeNlbHOEe CHUXKeHne obule-
ro NEroyHoro cCocygucToro ConpoTUBEHNUA
(ONCCQ). B uccneposanuu lll ¢pasbl IMPRES BbI-
ABNIEHO YnyJlleHne pesynbTaToB Tecta 6-MX,
OJICC n NT-proBNP Ha ¢poHe npréma umaTuHu-
6a, ooHaKko 6e3 3ppeKTa B OTHOLIEHUM BpeMe-
HWU [0 KNIMHMYECKOTO YXYALEHNA.

17. Heyno6cTBO BHYTPMBEHHOTO BBEAEHUA U
BblpaXeHHble nobouyHble 3¢deKTbl NPoCTaHO-
naoB NpuUBeNu K paspaboTke npenapaTtos Ans
nepopanbHOro nNpuéma ¢ 6onblien cenekTus-
HocTblo. B nccnepgosanum Il pasbl FREEDOM no-
Ka3aHo ynyulleHune pe3ynbTaTtoB Tecta 6-MX u
oabiwKu no wkane bopra, 6e3 s¢pdekTa B OTHO-
weHum OK n BpemeHn Jo KNMHMYECKOro yxya-
weHuA. bepanpocT okasanca HeaddeKTMBEH B
nccneposaHun Il pasbl, B cBA3M C yeM muccne-
poBaHue Il dpa3bl oTnoxeHo. B nccnegoBaHmnn
[l da3bl nokasaHa 3¢ EeKTMBHOCTb aroHMCTa
NPOCTALUUKANHOBbBIX PeLenTopoB cenekcuna-
ra B oTHoweHuun cHuxeHna OJICC, ynyuylieHun
pe3ynbratos Tecta 6-MX 1 CU npu otcytcTBUN
BblpaXeHHbIX HeXenaTenbHbIX ABAeHun. B nc-
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cnegosaHue Il ¢a3bl GRIPHON nnaHupyetca
BkioveHve 1150 nauveHTOB AnA nocnepyio-
Wwen oueHKn 3ab6oeBaeMoCcT/CMEPTHOCTA Ha
¢doHe npmnéma cenekcmnara/nnauebo.

18. M3BecTHO, uto nuuwb 20% 3HOoTENNHA-1,
nrparoLero BaxHeuwyto posnb B pa3sutum JIAT,
BbICBOOOXKAAETCA 3HAOTENMANbHBIMUA KeTKa-
Mn B KpoBOTOK. OcTtaBwuneca 80% OencreytoT
napakpuHHO, YTo onpegensaeT He0H6XoANMOCTb
NCNONb30BaHMA Tex 6/10KAaTOPOB SHAOTENVHA,
KOTopble CNOCOOGHbI OKa3biBaTb CBOW 3pdeKT
HenocpeacTBEHHO B TKaHAX. K Taknm npenapa-
TaM OTHOCUTCA MaCUTEHTaH, NoKa3aBLni CBOU
npevmyliecTBa B UCCNefOBaHUAX Ha MblLLAX
(6bonee BbipaxkeHHoe cHWkeHue cpllAfl, uem
nNpW NCNofb3oBaHMK 603eHTaHa; TOPMOXKEHNE
pa3Butna ¢pubpo3sa n runeptpodum MXK). B nc-
cnepoBaHun |l pa3bl mMauuTeHTaH oOKa3ancA
ad¢PpekTnBHee MATMD 1 nnauebo B CHMKEHUN
cpepHero gnactonuyeckoro ALl. Mopo6Hble pe-

3ynbTaTbl CTa/IN OCHOBaHUEM ANA NpoBedeHunA
nccnegosanusa lll ¢asbl SERAPHIN - gBoiiHoro
Cnenoro, paHAOMMU3NPOBaAHHOro, nnauebo-
KOHTPONMPYEMOro ncciefoBaHnA mMacuTeHTa-
Ha B fo3ax 3 1 10 Mr B JOMOJIHEHNM K TEKYLLEMY
neyeHuto. MaBHaA KOHeYyHaA Touka — 3abone-
BaeMOCTb/CMepPTHOCTb. B HAaCTOALWMI MOMEHT B
nccnegoBaHny NnpuHMMaeT yyactme 151 yeHTp
B 39 cTpaHax, BKNtoyeHo 742 naymeHTa. Ha Ha-
CTOALMN MOMEHT 3TO CaMoe KpYMHoe nccneno-
BaHMe no npob6neme JIAT.

0630p noozomosunu HakoHe4yHukos C. H.,
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