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ITo coBpeMeHHBIM NPEACTABICHUSIM, JIETOYHYIO apTepU-
anbHylo runepteH3uio (JIAI) nnarHoCTUpPYIOT B TOM cilyyae,
€CJTU TIpYM KaTeTepU3alluy IIPaBhIX OTICIIOB CepAlla CpemHee
napieHue B aerouHoit aprepuu (CplJIA) npesbimaeT 25 MM
PT. CT. B moKoe uar 30 MM PT. CT. MPU Harpy3Ke Mpu yCIoBUH,
YTO JaBJeHUE 3aKJIMHWBAHUS JIETOUHBIX KaIWILISIPOB WU
KOHEUHOE IMACTOJIMYCCKOE MABIICHUE B JICBOM KEIYIOUYKE
cocTtaBiisieT < 15 MM PT. CT., a JISTOUHOE COCYIUCTOE COIPO-
tusnenune (JICC) — > 3 en. Byna (240 nun x cm/cd) [1—4].

JIAT nipeacraBisieT co00il HEOTHOPOIHYIO MO ATUOJOTUN
¥ TaTOTeHe3y TIPYMNITy KIMHUYECKUX CHHAPOMOB, KOTOPHIC
XapaKTepU3yloTcs mporpeccupyommnM mnosbieHueMm JICC,
MNPUBOASILINM B KOHEYHOM CUETE K Pa3BUTUIO MPaBOXETY-
JIOYKOBOM HETOCTATOYHOCTH U TIPEXKIEBPEMEHHOW CMEpTH.
B Hacrostmiee Bpemst K JIAI OTHOCST KaK IIEpBUYHYIO (MANO-
natudeckyio) JIAI, Tak u JIAI, accolimupoBaHHbIEe ¢ TAKUMU
3a00JIeBaHUSIMU, KaK KOJUIar€HO3bl, BPOXXICHHBIE MOPOKU
cepiiia co cOpocoM KpOBHM ClieBa HAIpaBo, TOpTaibHAasT TH-
nepreHs3usi, BUY-undekius, ¢ npuMeHeHeM aHOPEeKCUTe-
HOB M HEKOTOPBIX IPYTUX ITPETIapaToB.

OO0benrHeHUe pa3IuYHbIX O 3TUOJIOIMU, MAaTOTeHEe3y
W KIMHWYSCKUM TIPOSBICHUSIM KIMHUYCCKUX CHHIPOMOB
B omHy Kareropuio JIAI' B BeHenmaHcKol “KIMHWYECKOM”
knaccudukanuu (2003) 060CHOBBIBaeTCS TEM, UTO BCE OTU
¢dopmbl JII' uMeroT cxoaHble MaTO(PU3UOJIOTUYECKUE Me-
XaHU3Mbl M1 BO MHOTHUX CJIy4asiX OJIMHAKOBYIO peaKIMio Ha
MeJIMKaMeHTO3HYlo Tepanuio [1, 5]. B obmem, aTo nmeric-
TBUTEJIBHO TaK, 3a MCKJIIOYEHUEM BEHO-OKKIIIO3UBHON 00-
JIE3HU JIETKMX U TeéMaHTMOMATO30M JIETOYHBIX KaIlWLISIPOB,
MPU KOTOPBIX MEPBUYHO TOPAKAIOTCS HE JIETOUYHbIE apTe-
puM, HO BeHBI M KaIWLISIPBI COOTBETCTBEHHO. boiee Toro,
CUHTETUYECKUA MPOCTALMKIIMH 3MOMPOCTEHOJI, KOTOPbIA C
YCIEXOM UCIOJb3YeTCs TIPU JIeUEHUN TepBUYHOI (Mauora-
TUYeCKO) n accounupoBaHHbix ¢hopM JIAT, nmpoTuBonoka-
3aH IIPU BEHO-OKKJIIO3MBHOI 00JIC3HU JIETKUX W TeMaHTHO-
MaTo3¢ JIETOYHBIX KaIWLISIPOB, Y OOJIbHBIX C KOTOPHIMU OH
MOXET BbI3bIBaTh OMACHBIN /151 XKU3HU OTEK JIerKUX. TaKuM
00pa3oM, He COBCeM ITOHSATHO, Ha KAKOM OCHOBAaHMM BEHO-
OKKJTIO3MBHAsI 00JIe3Hb JIETKUX 1 TEMaHTMOMATO3 JISTOUHBIX
KanuuisipoB B BeHenlmaHCcKo#M KiaccuUKalMyu OTHECEHBI K
kareropuu JIAT, K KOTOpOil OHU TTOYEMY-TO HE OTHOCUJINCH
B DBUaHCKoOM Kiaccudukaunu (1998) [6].

ITpoTMBOPEUNBOCTH OTHECEHUSI BEHO-OKKJIIO3MBHOM
00JIe3HM JIETKUX U T€MaHTMOMAaTO30M JIETOUHBIX KaTuJIs -
poB K Kateropuu JIAI BmosHe oco3HaBajlach 3KCIEpTaMU
BO3, kxotoprie B 2008 1. Ha 4-M BcemupHoM cuMmno3uyme
o jierouHoi runepreH3uu B lana Ioiinte (KanudopHus,
CIIA) npunsinu HoBylo Kiaccudukanuio JII' [7]. B atoii
KJIaccuuKauy BMeCcTo TepMuHa «ceMeiiHas JIAI» peko-
MEHIOBAHO MCIOJIb30BaTh TEPMUH «HacaeAacTBeHHas JIATD»
(tabha. 1). K accounupoBaHHbiM JIAT' no6aBieHbl (hOPMBI,
CBSI3aHHBIE C IMHMCTO30MO30M U XPOHMYECKOW TeMOJIUTH-
YecKoil aHemueil. B caMOCTOSITEIbHYIO KaTerOpuio BBIIC-
JIEHBI XpoHMYecKasa Tpomboambonndeckast JIT. A riaBHoe
— BEHO-OKKJII03UBHasi 00JIe3Hb JIETKUX U T€éMaHTMOMaTo3
JIETOYHBIX KalTUJUISIPOB BBIACJIEHBI B 0COOYIO ITOAKATETOPUIO
JIAT — 1°(1 mpum).

Taommma 1
OOHOBIeHHAS KJIMHUYECKAs! KIacCU(UKALNS JIeTOUHOM
runepren3un (JIana Ioiint, 2008) [6a]

1. Jlerounas aprepuanpHas runeptreHsust (JIAD)
1.1.Mnuonaruueckas JIAT

1.2.HacnencreeHHas JIAI'

1.2.1. cBA3aHHAas ¢ MyTalMel TeHa pelenTopa 2 TUIa KOCTHOTO
Mop¢OreHeTUIeCKOoro oeaka

1.2.2. cBsI3aHHBIE C MyTaLIUSIMU T€HOB KMHa3bI 1 THUTa
aKTUBMHOBOTO pelLIeNTOpa, WIM SHAOIJINHA (C HAacJeICTBEHHOM
reMopparu4yeckoi TeJieaHrMaKTa3uu in 0e3 Hee)

1.2.3. cBsI3aHHAas C HEU3BECTHBIM Je(HEKTOM

1.3. Bei3BaHHBIE JIeKapcTBaMU U TOKCUHaMU (DeHdrropaMuH,
nekcpeHdIopaMuH, TOKCMYECKOT0 parcoBoe Macyio, KOKauH,
WHTUOUTOPHI OOpaTHOTO 3axXBaTa CEpOTOHUHA U . )

1.4. AccounmpoBaHHBIE C

1.4.1. KosutareHo3aMu

1.4.2. BUY-undexuuei

1.4.3. mopTanbHOI TUTIEpTEH3UE

1.4.4. BpOXXIEHHBIMU MTOPOKaMU cepala (C CUCTEMHO-JIETOYHBIMU
LIYHTaMU)

1.4.5. mmcTo3oMo30M

1.4.5. XpoHUYECKOI FeMOJTUTUYECKOM aHEMUEI

1.5. Tlepcuctupytomas jeroyHasi TMIepTeH3Us y HOBOPOXKIEHHbIX
1. BeHO-0OKKTI03MBHAs 00JI€3Hb JIETKUX W (MJIM) TeMaHTOMATO3
JIETOYHBIX KaUJUISIPOB

2. Jleroynasi runepTeH3us B pe3yJibTaTe MOPazKeHus JIeBbIX OTIE/I0B
cepaua

2.1. Cucronuueckas AIMCYHKILIMS (JIEBOTO XKeay1049Ka)

2.2. Inacronmyeckasi TMCHYHKIIUS (JIEBOTO XKeJTy10uKa)




2.3. KnanaHHbIi OpoK (T.€. a0pTaJbHOTO UM MUTPAJIbHOTO
KJIaNaHOB)

3. Jlerounas rumnepTeH3us B pe3yJbrare 3a00J1eBaHMii JerKUX H (WJIH)
THNOKCHel

3.1. XpoHuyeckasi 00CTpyKTUBHasI 00JIe3Hb JIETKUX

3.2. MutepcTuninanbHast 601e3Hb JTeTKUX

3.3. Ipyrue 3a00JieBaHMSI JJETKUX C CMEIIAHHBIM PECTPUKTUBHO-
00CTPYKTUBHBIM TUTIOM (HapyIIeHUsT BEHTUISIIIAN JIETKIX)

3.4. PaccTpoiicTBa IbIXaHUsI, CBSI3aHHBIE CO CHOM (CUHIPOM
HOYHOTO aIrHo?3)

3.5. 3aboJieBaHus € aJIbBEOJISIPHOM IMITOBEHTUISILIMEN

3.5. lnutenbHOE MpebbIBaHWE Ha OOJIBIION BEICOTE
(BbICOKOTOpHast 00JIe3Hb)

3.7. AHoMannu pa3BUTHUS [JeTKuX]

4. XpoHnyecKasi TpoMO03MOO0INYECKAS JIErOYHASK THIePTeH3Hs

5. Jlerounas runepreH3usi ¢ HeU3BeCTHHIMU MHOTO()AKTOPHBIMH
MeXaHu3MaMH

5.1. TemaTonornyeckue 3a60ieBaHUS: MUEJIONPOI(EepaTUBHbBIE
3a0051eBaHMSI, CIJIEHIKTOMUS

JIAT gBnsieTcst mporpeccupyroimnM 3a001eBaHUEM C TJI0-
XUM TIPOTHO30M, €CJIM OOJIbHBIE HE IOIyYaloT HeOOXOMMMOit
MeIuMKaMeHTO3HOU Tepanuu. B 80-e roasl mpoiiioro Beka, 10
BHEIPEHMS B KIIMHUYECKYIO TIPAKTUKY ITPOCTAHOUIOB U OJ10-
KaTopoB DT-3HIOTEIMHOBBIX PELIEIITOPOB, BBIKMBAEMOCTH
TOcJjIe TIOCTAHOBKY AUarHo3a MepBUYHON (MAMOMaTUYECKOI)
JIAT cocraBnsiia B cpenHeM 2,8 JIeT y B3pOCAbIX U Jaullb 10
Mec. y aeteil. [IporHocTryeckoe 3HAYeHUE TIPU TIEPBUYHOMN
(mmmomnatmueckoit) JIAT u accormmpoBaHHBIX hopmax JIAT
MMEIOT He ToJbKO ypoBeHb CpJIJIA, HO 1 TaKue KIIMHUYECKUE
rnokazaresu, Kak GyHKIMOHAIbHbIN Ki1acc (1o Kjiaccubuka-
1 NYHA nin NYHA/WHO), pesynbraTel Ipo6bl ¢ 6-Mu-
HYTHO X0Ib00#, HAJTMIKE TTPaBOXKEIYIOYKOBOI HEIOCTATOY-
HOCTU WY cuHIpoma PeliHo, rutiepypukemMus U KOHIIEHTpa-
LIMM MO3TOBOT0 HaTPUIYypEeTUYECKOro IernTuaa, HopaapeHa-
JiuHa W sHpotenuHa-1). Tak, mporHo3 y 6ombHbIX ¢ JIAT IV
dyukumonanpHOTO Kiacca (PK) MHOTO Xyke, 4eM y OOIBHBIX
c IT u IIT ®K. Y Gonbubix ¢ JIAT IV @K, He nonyyarommx
COBPEMEHHOM Tepalnuu, CpeaHssl BBDKMBaeMOCTb COCTABIISIET
6 mec, y 60s1bHBIX ¢ JIAT III @K — 2,5 et 1 'y 60/1bHBIX ¢ JIAT
I vum 11 ®K — 5 yret. OTnajieHHbBII TPOTHO3 XXU3HU PU TIep-
BUYHOI (MaumonaTudeckoit) JIAI 3HaUnTENBHO XyXKe, YeM Ipu
JIAT, accolimnpoBaHHOI ¢ BPOXXIACHHBIMU MTOPOKAMU Cepala,
onHako Jjyuiie, yem 1pu JIATL, accouuupoBaHHOI ¢ KoJuiare-
HO3aMM: 3-JIETHSISI BbKMBAEMOCTD COCTABISIET 59% Y MepBhIX,
77% y Bropbix u 37% y Tpetbux [1, 8, 9].

PanukanbHbIX METOIOB JIeUeHUsI TEepBUYHON (MauOIa-
TUYECKOI) U accouuupoBaHHbIX hopM JIAT 10 cux mop He
CYIIIECTBYET, €CIM HE CUMUTATh TAKOBOW TPAHCIIAHTAIIUIO
JIeTKUX (MM JIETKOTO, I KOMIUIeKca cepaiie—iaerkue). Tem
He MeHee Osarogapsi paHHeil auarHoctuke JII' u ucnonb3o-
BaHUIO 0OJIee MU MEeHee CEeJICKTUBHBIX JIETOUHBIX Ba30I1Ia-
taTopoB TeueHue JIAL B mocnenHee necATUIETUE 3HAYUTEI b-
HO YJIYYIIUIOCE.

Ilo nmaHHBIX pPaHAOMU3UPOBAHHBIX MCCIAENOBAHUM, Y
OOJIBHBIX C TEPBUYHOU (MIAMOMATUYECKON) U aCCOLMUPO-
BaHHbIMU GopMamu JIAI' 3HAUUTEABLHOTO YIYUYLIEHUST K-
HUYECKOTO CTaTyca M TeMOAMHAMUKUA MOXHO JOCTUTHYTH C
TMOMOIIIbIO JUTUTEIbHOI MEIMKAMEHTO3HOI Tepanuu, BKIIO-
yamplleil mpocTaHOUabl, OJiokaTopbl DT-3HAOTETMHOBBIX
PELENTOPOB U MHTUOUTOPHI (hocommacrepassl (PID) 5-
ro TUIa cuineHadunaa uau taganaguiaa. Kpome Toro, aim-
TeJbHasl Tepamnus aHTUKOAryJIsiHTaMu, BBICOKMMHU HO3aMU
aHTaroHucToB Kaibuus (AK) u 61okaropom DT-penento-
poB 00O3eHTAHOM BHYTPh M B OCOOCHHOCTU HEIIpepHIBHAS
BHYTPMBEHHAasI UHDY3US MPOCTALIMKINHA (3IIOMPOCTEHOJIA),

IMO-BUINMOMY, YJIyYIIAOT BBIKMBAEMOCTb OOJIBHBIX C TIep-
BuuHO# (mauomnatudeckoii) JIAI u JIAT, accounnpoBaHHOM
C CUCTEMHOM ckiiepoaepmueii [1, 3, 4, 10, 11].

CoBpeMeHHoe JieueHue JIAT BkIoyaetr oOliue Mepo-
MPUATHUSI, MEINKAMEHTO3HYIO TEparuio M XUPYPruIeCKUe
BMelllaTeIbcTBA. MeIUuKaMEHTO3HYI0 Tepanuio OOLIYHO
MOJAPa3AeysioT Ha TPaAUIMOHHYIO (CTaHIAapTHYIO, OObIY-
Hyl0) U coBpeMeHHy10. K mepBoit otHocaT AK, qurokcuH,
INYPETUKHU U aHTUKOATYJISHTHI (12—15), KO BTOpOil — mpo-
CTaHOUIBI (3MOMPOCTEHON U Ap.), 0JokaTophl DT-peuern-
TopoB (003eHTaH W nAp.) W MHTHOUTOPEI DD 5-ro Tuma
(cunaeHadua v ap.).

o HemaBHETO BpeMeHM Haumbosee 3(pHeKTUBHBIMU Me-
togamu JieueHust JIAT cuuranuch AK, HempsiMble aHTUKOA-
TYJISSHTBI, TUTOKCUH W OKCUTEHOTepaIus, XoTsI 3(PdeKTnB-
HOCTB 3TUX ITOAXOI0B He ObUIa IIOATBEPXKICHA B pAaHIOMU3H -
POBaHHBIX KOHTPOJINPYEMBIX UCCICTOBAHMSIX.

Cospemennas Tepanus JIAT

B 90-e ropl mponuioro Beka nmpojieMOHCTPUPOBaHa Tep-
CIIEKTUBHOCTH MCIIOJIF30BaHUS IIPH JeUeHUM Tsekeaoit JIAT
JIBYX IPYTMX KJIACCOB JIEKAPCTBEHHBIX IIPENapaToB — IIPOCTa-
HouoB u 6yokatopoB DT-perientopos. B Hauane XXI Beka
MOSIBWJIUCH TIEPBBIE COOOLIEHUS O OJIarONMPUSTHOM BIUSTHAN
nHruoutopa D 5-ro Tuna cungeHaduaa, a 3aTeM U Tajga-
nacduna Ha teueHue JIAT [1, 3, 10].

OcHOBaHMEM TS MCITOJIb30BaHUS TTPOCTAHOUIOB, 0J10-
katopoB DT-penenropoB n maTHONTOpoB MDD 5-rO0 THMA
npu JIAT nmociy>kujiu pe3yabTaTbl UCCIEA0BAHUII, B KOTOPBIX
MoKa3aHa KJIIoueBasi poJib AucOaiaHca MeX Iy IPOCTALIUKI -
HOM U OKCHUJIOM a30Ta, C OJHOW CTOPOHBI, U SHIOTEIUHOM U
TpoMboKkcaHoM A2, B maroreHese JIAI paznuuHoro npouc-
XOXICHMSI.

IIpocTanouaw

IlepBBIM POCTAHOMIOM, pa3pelIeHHBIM IS JICUCHUS
JIAT, 6601 amonpocTeHo ((h10J1aH), KOTOPHIi IIpeACTaBIseT
c000li HATPUEBYIO COJIb IIPOCTALMKIIMHA.

ITo maHHBIM KOHTPOJUPYEMBIX OTKPBITBIX MCCIIEIOBa-
HUI, y O0JIbHBIX C TepBUYHON (uanonatuyeckoit) JIAI mpe-
nmymiectBeHHO [II—IV ®K (mo xmaccmpukanmu NYHA)
HenpepbiBHAsS BHYTPUBEHHAss MH(QY3HMsI SIOMPOCTEHOJIA OC-
JTa0JISIeT KIMHUYECKUE CUMIITOMBI, YBEJTMIMBAET TOJIEPAHT-
HOCTh K (DU3NIECKOI HATpy3Ke M yaydIacT TeMOIUHAMHUKY,
yto BeIpaxkaercsl B ymeHbiieHUn CpIJIA n JICC u omgHO-
BpPEMEHHOM YBeJIMYeHUU cepaeyHoro BuiOpoca Ilpu JIAT,
aCCOILMMPOBAHHOM C CUCTEMHON CKJIEpOIEPMUEil, TeMOIN-
HaMUKa YJIy4YIIaeTcs IMocie 3-MeCITYHOU Teparmy 3ITOIpOoC-
TE€HOJIOM, OJHAKO KJIMHUYECKOE TeYCHUE IPAKTUYECKU He
n3Mensiercs [1, 10, 16—20].

S. Shapiro u coaBT. [21] cooOIMIN O pe3yabTaTax IJau-
TEJIbHOTO JICYEHUSI DIOMPOCTEHOIOM 69 GOJILHBIX C IIEPBUY-
Hoit (mmnonatuyeckoit) JIAI III—IV ®K. bonxpHble HabIIO0-
nanuch B TedeHue oT 330 go 770 mHeii. DIIONPOCTEHO He
TOJIBKO YJIy4Illaj JIerouHyto TeMoauHaMuky 1 @K 6o1bHOTO,
HO ¥ YBEJIMYMBAJ IIPOIOJLKUTEIIBHOCTD SKU3HU 00IbHBIX. [10
CPaBHEHUIO C MCTOPUYECKMM KOHTPOJeM (IPYIIIONi GOJb-
HBIX, HE MOJIyYaBILKMX IPOCTAHOUIOB) BBKMBAEMOCTh 0OJIb-
HBIX, TTOJIYYaBIINX HEMPEPBIBHYIO BHYTPUBCHHYIO NH(Y3UIO
SIOMPOCTEHOJIA, 3HAYNTEIBHO YIIydIIInIach. BhknBaeMocTh
y JIe4EeHBIX 3ITOMPOCTEHOJIOM Yepe3 1 rox cocraBmia 80% u
yepe3 3 rona — 49%. B KOHTPOJIbHOI IpyIiIie BbIKMBAEMOCTh
yepe3 10 mec. cocraBuia 88% u yepes 30 mec. — 47%.



HenaBHo onyOauKoOBaHBI JBa COOOIIEHUSI 00 OIIbITE
JIUTUTEIbHOTO TIPMMEHEHUU JIIOMPOCTeHOJa MJIs JeUeHUs
OOJIBLIMX TPYIN OOJBHBIX C IEPBUYHON (MAMOMATUYECKON)
JIAT. Pacuetsl moka3anu, 4to y 0onbHbIX ¢ JIAIL, nmosyyas-
IIMX SITONPOCTEHOJ Ha (hOHE CTAHAAPTHON Tepanuu, 3-JeT-
HSI BBLKMBAEMOCTh COCTaBIISIET 0KOJIO 65% [22, 23].

Tak, o manHbiM V. McLaughlin u coast. [22], y 162
OOJIBHBIX ¢ MepBUYHON (Manomnaruueckoi) JIAT BbKUBae-
MOCTB IIPH JICYCHUH STIOTIPOCTEHOIOM Yepe3 1 Tox CocTaBIs-
et 87,8%, yepe3 2 rona — 76,3% u yepe3 3 rona — 62,8%. D1o
3HAYUTEJILHO OOJIbIIE, YeM OXKMIaeMast BBKUBAEMOCTb, pac-
CUMTaHHas Ha JaHHBIX NUCTOPUIECKOTO KOHTPOJIS (TIpX CTaH-
napTHou Tepanuu, BKimodas AK) u gepe3 1 rom cocraBisiB-
mas 58,9%, depes 2 roga — 46,3% u depe3 3 rona — 35,4%.
CxonHble pe3yabraThl ObUIM moJsiydeHbl O. Sitbon M coaBT.
[23], koTOpBIE B TEUYEHUE IUTEIBHOTO BPEMEHU JIEUWIU
3IOIPOCTEHOJIOM 178 OOIBHBIX C IEPBUYHOM (MAMOTIATHYEC-
koit) JIAT ITI—IV ®K. McTropruecKnM KOHTPOJIEM CITYKWIU
135 6ompHbIX ¢ JIAT ITI—IV @K, KoTOphIe HUKOTIA HE TTOJTY-
YaJiv IpoCTallUKIMHA. PacueTsl mokaszanu, 4To y OOJIbHBIX C
JIAT, mony4yaBIIMX 3IIOIPOCTEHO HA (POHE CTaHAAPTHOM Te-
panuu, BBDKMBAeMOCTh yepe3 1 rog cocrapiseT 85%, yepes 3
roga — 63% w uyepes 5 et — 55%. D10 3HAUUTETBLHO OOJbIIIE,
yeM OoXumaeMmas BbDKMBAEMOCTb, pacCUMTaHHAsI Ha JaHHBIX
KCTOPUYECKOTO KOHTPOJIS U uepe3 1 ron coctanisiBiias 58 %,
yepe3 3 rona — 33% u yepe3 S5 et — 28%. Ynyuienune @K
rmocje 3 Mec. HelpepbIBHOM BHYTPUBEHHOMN MHGbY3UU 3ITOTI-
pPOCTEHOJIa COTTPOBOK/IAETCST 3HAUNTEIHHO JIyUIIIelt BIKMBa-
€MOCTBIO TI0 CPAaBHEHUIO C OOJTbHBIMU, TSLKECTh COCTOSTHUS
KOTOPBIX OcTaBajiach Ha ucxonHoM yposHe (I1I—IV ®K); 3-
JIETHSISI BBDKMBaeMoCTh — 88% 1 33% COOTBETCTBEHHO.

HemnpepbiBHast BHyTpuBeHHAsT MH(DY3UsT TOTIPOCTEHOIIA
OCYIIECTBIISICTCSI C TIOMOIIBIO aBTOMAaTHUYECKOTO ITOPTATUB-
Horo npo3aropa (MH@y30MaTa) M MOpearnojaraeT yCTaHOBKY
KaTeTepa B LIeHTpaJIbHYIO BeHy. Heo0X0IMMOCTh HETTpephIB-
HOI MH(DY3MU 3MOMPOCTEHOJIA C TIOMOIIHI0 ABTOMAaTUYECKO-
IO TIOPTATUBHOTO 103aTOpa OOBSICHSIET BEICOKYIO CTOMMOCTD
Tepanuu, Kotopas gocturaet 60—100 Teic. gomapos CIIA
B ron. [locTOSIHHBI KaTeTep B ILIEHTPaJIbHOW BEHE CITy-
KAT UCTOYHUKOM WHMEKIIMOHHBIX OcioxHeHni. [Toatomy
3IOIIPOCTEHOJION HE TTOIYIMI IITUPOKOTO PACIIPOCTPaHCHUS
U B TIOCJICIHUE TOAbI BHITECHSETCS APYTMMU MPOCTAaHOUIA-
MM, KOTOpBIE He TpeOyIOT HENpepbIBHOIO BHYTPHMBEHHOTO
BBEJICHMUSI.

B nocnenHue romabl CUHTE3UPOBAaHbI 00Jiee CTAOUIbHBIE
aHaJIOTM TPOCTALMKIMHA, YeM SIIONPOCTEHOJ, KOTOphIE
MOXHO BBOAUTHL 00JbHBIM ¢ JIAI' MeHee TpaBMaTUYHBIMU-
MM CITOCO0aMU, HAIIPUMEp, B BUJIE HETTPEPHIBHON TTOIKOX-
HO# MHQY3UN (TPETTPOCTUHILIT), MHTAJISIIINH (MIJIOIIPOCT) VUITH
Jaxe BHYTpb (6epanpocT, UI0IpPOCT).

TpenpocTuHua (peMOAYJINH) — OEH3UICHOBBIA aHaIOT
npocTtanukianHa. [leprog TOMYXKM3HU TPENPOCTUHWIA B
TU1a3Me KpOBM — OKOJIO 3 YacOB, YTO 3HAYUTEIIHHO OOJIbIIIE,
YyeM y MpocTauMKiInHa (amonpocTteHoa). [Toatomy npu ero
BHE3aITHOI OTMEHE MEHEe BEPOSITHO pa3BUTHE PUKOIIETHOM
JIT. B otiume ot npocTauukKianHa (3MONPOCTEHOJIA) OH CTa-
OMJICH TP KOMHATHOM TeMIIepaType M MOXET Ha3HAadaThCs
B BUE TTOAKOXHOU MHGbY3MM, a TIOTOMY He BbI3BIBACT TAKUX
MoOOYHBIX 3(h(HEKTOB HEMpPepbIBHOW BHYTPUBEHHOW Te-
panuu, Kak nHdekuus wim tpom603. K Tomy xe Tepanus
TPEMPOCTEHIWIOM MHOTO JEIIeBJIe Tepaiy SIIOMPOCTEHO-
JioM. 1719 TOAKOXHOTO BBENEHUS TPEMOCTUHMWIA HCIOJb-
3yeTcss MUHUATIOPHBIN MHDY30MaT, MOA00HBIN TOMY, KaKOM

HCTIONIB3YeTCS 71T MHGY3UM MHCYIMHA OOJBHBIM CaXapHBIM
nuaberoM 1-ro Tuma.

TemonuHamMuueckue 3GdEKTh TPEPOCTUHMIA U 3T0-
MPOCTEeHOJIa TIPU BHYTPUBEHHOM BBEICHWU OJWHAKOBEIC.
[Tpu TOIKOKHOM BBEACHNM TPETIPOCTUHIII BBI3BIBAET TAKOE
xe ymeHbineHue Cp/IJIA u JICC, kak ¥ mpy BHYTPUBEHHOM
BeenaeHuu [1, 10, 24]. I1o gJaHHBIM KPYMHOTO 3-MECSYHOTO
PaHIOMU3MPOBAHHOTO TUIAIIE00-KOHTPOIUPYEMOTO HCCIe-
npoBaHus [25], Bkitodasiuero 469 6osbHbIX ¢ 1II-1V @K un
nepBuyHoi (uamoratnueckon) JIAT (58%) u JIAI, acco-
LIMPOBaHHOM ¢ KoJiareHo3amu (19%) wim BpoXIeHHBIMU
IMOPOKAMHM CepJLia CO COPOCOM KpOBU ciieBa Harpaso (23%),
HeTIpephIBHAS TTOAKOXKHAS MHDY3US TPEIIPOCTUHIIIA YBEIIH -
YUBaeT TOJEPAHTHOCTb K (DU3UYECKOU Harpyske, yaydiiaeT
TeMOJAMHAMMUKY, a TaKKe OCIa0IsIeT KIMHUISCKYIO CUMIITO-
MATHKY.

Wnonpoct (m1oMennH, BEHTaBUC) — CTAOMIIBHBIN aHAJIOT
npocrauukianHa. [lepuoa moaykKu3HU WIOMPOCTa B IIa3Me
kpoBU — 20—25 MuH. B oTimume ot mpocTaiMkiIMHa OH cTa-
OwJIeH TP KOMHATHO TeMIepaType U MOXKET Ha3HauaThCst
HE TOJIPKO BHYTPUBEHHO, HO M B BHUJE ITOAKOXHON MH(DY-
31U, a MIOTOMY HE€ BBI3bIBA€T TaKMUX IMOOOUYHBIX 3((HeKTOB
HETIpePBIBHOM BHYTPUBEHHON Teparnin, KaK MHGEKIINS WA
TpoM003. Kpome BHYTpUBEHHOU M TOIKOXHOU WHDY3UH,
WJIOIIPOCT MOXXKHO Ha3HAYaTh B BUIE a3pO30Jis.

WMuransumonHasa tepanus JIAIT mpuBiekaeT BO3MOX-
HOCTBIO OoJiee M30MpaTeIbHOTO BO3ACHCTBUSI Ha JIETOYHOE
pyclio, a UMEHHO paclivpsITh BHYTpUAIIMHAPHBIE apTepuH,
HETIOCPEICTBEHHO CBSI3aHHBIC C JITOUHBIMU aJbBEOJIaMU.
[Tpu 3TOM HEe MTPOUCXOAUT PACIIUPEHMS JIETOUHBIX apTePUii,
KOTOpbIE KPOBOCHA0OXAIOT HEBEHTWIMPYEMbIC YJACTKH JIeT-
KHUX, a 3HAYUT, K MUHIMYMY CBOIWTCS BEPOSITHOCTb BO3HUK-
HOBCHMSI HECOOTBETCTBUSI MEXIY BCHTWISIME U Tepdy-
3Uel, KOTopasi CYIIECTBYET, €CJM Ba30auaTaTOp BBOIUTCS
BHYTpuBeHHO [1, 10, 24].

VY GoabHBIX ¢ TIepBUYHON (Manonatuyeckoit) JIAT uH-
TaJISIIINMST MJIOTIPOCTA BBI3BIBAET 00Jice BRIpaKEHHOE M Oojee
IUTUTEIbHOE paclIvpeHue JIETOUHOTO pycia, YeM UHT SN
okcuaa aszora. Ilocne wHransuuu uiornpocta CpdJIA cHu-
xaetcst Ha 10—20% 1o cpaBHEHUIO ¢ UCXOTHBIM YPOBHEM,
mpuaeM ekt coxpaHsercs B TedeHne 30—90 muH. M3-3a
KPaTKOBPEMEHHOTO JIeCTBUS IJIs1 OJIy4eHUST CTOMKOTO (-
(dekra TpebyloTcs yacTble MHraauuy (ot 6 10 12 B IeHb),
YTO SIBJISIETCST OOJIBIIUM HEYy100CTBOM /ISt O0JbHBIX [27, 28].

[To maHHBIM 3-MECSYHOTO MCCIIEIOBAHMS, BKIIIOYAB-
mero 203 6oabHBIX ¢ -1V ®K u nepBuuHOil (Mauomna-
tuyeckoit) JIAI' u JIAI, accoumupoBaHHOI C KOJJIareHO-
3aMU, WM HeormepabeabHoi TpoMboaMmbonuueckoii JIT,
MHTaJIsSMOHHAs Tepanusl WIONpocToM (6—9 MHraasuuii
B AeHb; B cpeaHeM 100—150 MKT B 1eHb) yBEJIMYMBACT TO-
JIEPAHTHOCTH K (DM3MYECKOU HAaTrpy3Ke, YJIydlIaeT reMOIM-
HAMUKY, a TaKXe OCa0IsieT KIMHUYECKYI0 CUMIITOMATUKY.
OK ynyumunics y 25% 0G0JIbHBIX, MMOJYYaBLIUX WJIOIPOCT,
HO Jiuillb Y 13% 0OJBHBIX, MOJIyYaBIIMX TUIale6o. 3a 3 Mec
HaOIONEHNST pacCTOSTHUE, ITPOXOAMMOe 3a 6 MUHYT, yBe-
JIMYUIIOCH TIPU JICUEHUW WJIOTIPOCTOM U YMEHBIIWIOCH TIPU
Ha3HaueHUM Tuiaiedo. B pesymbrare K KoHIy 3-TO Mecsiia
JICUCHUS UJIOMPOCTOM aOCOJIIOTHBIN MPUPOCT PACCTOSIHUS,
MMPOXOJINMOTO 3a 6 MUHYT, cocTaBui 36 M (p=0,004 110 cpaBs-
HEHMUIO ¢ r1ane6o) [29].

B OTKpBITOM HEKOHTPOIMPYEMOM HCCIeIOBaHUU 24
6onbHbIX ¢ JIAT moayyanu uiornpoct B uHransusx (100—150
MKT/CyT) B TeueHre He MeHee 1 roma [30]. OTMeuyeHo yBemye-




HUE PACCTOSIHUS, IIPOXOIMMOIO 3a 6 MMH, B CPEIHEM Ha 85 M,
cHmkenue CpJIJIA — B cpenHeM Ha 7 MM PT. CT. ¥ yBeIMUYEHUE
MHJEKCA CepaeYHOro Beiopoca — Ha 0,6 Ji/MUH/M?.

Bepanpoct (mopHep) — MepBbI CTAOWJBbHBINA aHaIOT
MPOCTALIMKJINHA, KOTOPBII MOXHO IPUHUMATh BHYTPb. B
AnoHuu 6epanpoct ucrnob3yercs 1is aedeHus JIAIL ¢ 1995
I. fAnoHckue uccnenonatenu E. Ono u coaBrt. [31] coobuiuamu
00 YCITeIITHOM MCTIOJIb30BaHUU OepanpocTa Mpu jjeyeHuu 18
60abHBIX ¢ [I—-I11 ®K 1 TsKen0ii BTOPUUHON TpeKartmi-
nsgpHoii JIT. B HEKOHTPOIUPYEMBIX MCCIIEIOBAHUSIX MOKa-
3aHO, YTO OH YJIy4YIlaeT IToKa3aTeJu JIErOYHOW reMoIrHa-
MuKM TiepBuyHOU (ummomnatudeckoit) JIALL Tlo maHHBIM
PETPOCIIEKTUBHOIO aHaJIN3a, 0epammpoCT YIydIlaeT BhIKM-
Ba€MOCTb I10 CPAaBHEHMIO CO CTaHIAPTHOI Tepamnueil. Tak,
3-JIETHSISI BBDKMBAEMOCTD ITPU €r0 MPUMEHEHUM COCTaBJISIeT
76% 1o cpaBHeHUIO ¢ 44% TIpU Ha3HAYEHUM CTaHAAPTHON
teparuu [32].

Bepanpoct usyvancst y 6onbHbIx ¢ JJAT u 11 u 11T ®K
B JIBYX PaHIOMU3MPOBAHHBIX MCCIEIOBAHMSIX, OHO U3 KO-
TophIX NpoBoawiock B EBporie (3 mec), a apyroe — B CILA
(12 mec). B nccnemoBanust BKITIOYAIN OOTBHBIX C TIEPBUIHOM
(mauonatuueckoii) JIAI' u JIAT, accoriunpoBaHHOI ¢ KoJuta-
TreHO3aMM WJIM BPOXKIEHHBIMU ITOPOKAMU CEP/ILIa I IPYTH-
MM 3200JIeBAaHUSIMU.

B 3-mecsiunoMm mianebo-KoHTponupyeMoMm EBpomeii-
ckoM wucciaenoanuu ALPHABET (Arterial Pulmonary
Hypertension And Beraprost European Trial [33] Habui0-
JAJIOCh 3HAYUTENbHOE YBEIWYEHUE TOJEPAHTHOCTU OOJIb-
HBIX K (DM3UYECKOM HArpy3ke — JOCTOBEPHOE YBEIMYCHHE
pacCTosIHUSI, TPOXOAMMOro 3a 6 MUH (B cpeaHeM Ha 25
cek). [lox BnusiHueM GepanmpocTa 3HAYUTEJIbHO YMEHbIIM -
Jach oxbliika, ogHako @K He ymyuimmics. 3HaUMTENbHO-
TO YAy4IlIeH!s TeMOOWHAMUKHU TIPU JICUSHUHU OeparmpocToM
TaK>Xe He OTMEUEHO.

B 12-MecsyHOM T1a11€00-KOHTPOIMPYEMOM AMepu-
KaHCKOM uccienoBanuu [34] TosepaHTHOCTh OOJBHBIX K
(busunueckoit Harpyske (1Mo mpode ¢ 6-MUHYTHOI X0abOOIT)
3HAYUTEJIbHO YBEJIMYMIIACh B IIepBble 3—6 Mec. Tepamuu, a
B JaJibHEMIIEM He U3MeHsulach. TpernpocteHwna. Yepes 12
MecCsIIeB pa3HUIla B MPOXOAUMOM 3a 6 MUHYT PacCTOSTHUU
MEXIYy CPpaBHMBAaeMBIMU TPYMIIAMHM COCTaBIIsIIa BCEro 23 M.
OpblllKa YMEHbIIWIACH B IIEPBbIe 6 MeC Tepamnuu 0epanpo-
ctoM, ogHako DK y GosbIMHCTBa OOJIBHBIX HE M3MEHWIICS.
3HAYNTEIPHOTO YIYYIIEHUSI TeMOJWHAMUKYN TIpU JIEYEHUMN
OeparpoCcToM TakxKe He HaOJII0JaloCh.

Ha ocHoBaHUM pe3y/nbTaTOB PaHAOMU3MPOBAHHBIX HC-
CJIeOBaHU ObUIO CIEaHO 3aKJIIoYeHHe, YTO B Hayaje Te-
panuu OeparpocT IMpU MpUeMe BHYTPh OKa3bIBaeT OJiaro-
npusATHBIE 3(PdEKTH MPEUMYIIECTBEHHO IIPU IEPBUYHON
(unnonaruueckoii) JIAT y 6oabHbIX ¢ II-111 @K onHako co
BpeMeHeM, uepe3 6 Mec., TepareBTuIecKue 3 GeKTh 3HAUN -
TEJbHO 0CJIA0EBAIOT.

Baokartopbl DT-3HA0TEIMHOBBIX PElIENTOPOB

YuuTthiBasg BaxHYyIO poJib dHAOTEJMHA-1 B maToreHese
JIAT, cneuuduveckue 6aokatopbl DT-pelenTopoB cTaiu
WCIIOJb30BaTh MPHU JCYCHUU OOJIBHBIX C TICPBUIHOM (MIU-
onmatuueckoit) JIAT mnu JIAI, accoumnpoBaHHOI ¢ ApYy-
ruMu 3abosneBaHusIMU. HecOMHEHHBIM MPeUuMyIIECTBOM
6nokatopoB DT-penenTopoB nepea MPOCTAHOUIAMU SIBJIS -
€TCS1 BO3BMOXHOCTb UX MEePOPaJbHOrO MPUMEHEHHS, KOTO-
pasi 3HaYUTEJIbHO YMEHbIIAeT OOIIYI0O CTOMMOCTD JIeUEeHUSI
0osbHBIX ¢ JIAT.

C TepaneBTUYECKON 1Ie/IbI0 U B YACTHOCTH TIPU JICYCHUU
JIAT MOTryT KCIOJIB30BaThCsl JIMOO HECeJIeKTUBHBIE OJIoKa-
Topel OT-peuentopoB (6sokaTopsl DTA+B-penientopos),
b0 cesleKTUBHBbIX O10KaTtopoB OTA-peuentopoB. K mep-
BBIM OTHOCSITCSI 003€HTaH, KO BTOPBIM — aMOpHM3eHTaH U CH-
TaKC3€HTaH.

IIpu neyeHun JIAT HamboJiee IMPOKO HCIOJIb3YETCS
HeceJeKTUBHbIN Onokatop DT-peuentop 003€HTaH, XOT
pe3yIBTaThl HEOOIBIIINX MCCISIOBAaHNI YKa3bIBaIOT Ha TIep-
CMIEKTUBHOCTh MCIIOJIb30BaHUS ABYX IPYIMX IpernapaToB
— CUTaKC3eHTaHa U aMOpU3eHTaHa.

Bo3enTan (Tpakyiip) OTIMYAETCS XOPOLIE OMOMOCTYII-
HOCTBIO M Ha3HAYaeTCs BHYTPb. B ITeueHN OH MeTaboIM3upy-
eTcsl MPU yJ4acTuu MeyeHouHbIX u3odepmeHToB CYP—-2C9 u
CYP—-3A4. [ToaToMy TpebyeTcst OCTOPOKHOCTb IMPU COBMEC-
THOM Ha3HaYeHUM 0O3eHTaHA C IPYTMMU JIeKapCTBEHHBIMU
IpernapaTamMy, MeTaOONIM3UPYIOIINMUCS PU YYACTUM STHUX
n3ohepMeHTOB. bo3eHTaH, MOMUMO MPOYETo, SIBJISIETCS UH-
JIyKTOpoM TeyeHouHoro uzodepmenta CYP—2C9 u nmotomy
oCIa0JIsieT aHTUKOATYJISTHTHOE JIelicTBUe BapdapuHa.

BosenTan MoXeT BBI3BIBATH IOBPEXICHUE TTEUCHM (IO
10—15%) u anemuro (3—6%). YactoTa ropaxkeHus: reueHu
TIpY JIeYeHUW 003€HTAaHOM He 3aBUCUT OT J03bI, €CJIM OHa He
npeBbiniaer 500 Mr/cyT. YuuTsiBasi BBICOKUII PUCK remaTo-
tokcuuHocTH, B CIIIA Tpebyercst exkeMecsTIHOe OIpeeie-
HUe MeYeHOYHBIX TpaHcaMuHa3 y 001bHBIX ¢ JIAT, nonyyaro-
mumx 6o3edTad [1, 10, 35, 36].

BoseHTaH MpoTMBOTIOKAa3aH TIPU CEpbe3HBIX 3a00JeBa-
HUSIX TIEYEHU, U €TO HE PEKOMEHIYETCS Ha3HAa4YaTh OOJIbHBIM
CO 3HAYMTEIbHBIM TOBBIIICHUEM MEUEHOUHBIX (DEPMEHTOB,
€CJIM TOJIbKO OHO HE CBSI3aHO C JIEKOMIIEHCALIMEeH TTpaBoXKe-
nmynoukoBoit CH, kotopast ycTpaHsieTcst nuypeTukamu. bo-
3¢HTaH OKa3bIBaeT TePATOTCHHOE ACHCTBUE 1 TIOTOMY ITPOTH -
BOTIOKa3aH npu bepeMeHHocTu [10].

D¢GeKTUBHOCTL M 0e30MacHOCTh 0O3eHTaHa u3yya-
JIUCHh TBOWHBIM CJIETIBIM METOIOM B HECKOJIbKUX PaHIOMU-
3MPOBAHHBIX IUIAIIC00-KOHTPOJIUPYEMBIX UCCICIOBaHUIX. B
OIHOM ObLIO 32 OOMBHBIX C TIEPBUYHON (MAMOMATUYECKOM)
JIAT u JIATI, accouMMpoBaHHON C CUCTEMHON CKJepoaep-
MMeil, KOTopble HAOMIOAaINCh B TeueHue 12 Heesb, BO BTO-
poM — 213 GONBHBIX ¢ TIepBUYHON (Manonatuyeckoit) JIAL
JIAT, accollmMpoBaHHOM ¢ CUCTEMHON CKJIeponepMUeit Win
CUCTEMHOM KpacHOI BOJIYAHKOW, KOTOpbie HAOJI0IaINCh B
TeueHue 16 Hem.

B mmmitotHOM MUTa1ie60-KOHTPOJIMPYEMOM MCCIICTIOBaHUM
BREATHE [37, 38] moka3zaHo, 4TO 0O3€HTaH B CYTOYHOI
no3e 10 250 Mr 3HaYUTeJIbHO YBEJIMUMBAET PacCTOsIHUE, ITPO-
xonumoe 3a 6 MuH., cHkaeT JICC, yBeTMurBaeT CepAeIHbBIIA
nHaeKc u yaydmraetr OK.

Takue xxe pe3yJbTaThl ObUTY MOJIy4eHbI B HAaM0oIee KPyII-
HoMm uccaegoBaHuu BREATHE-1 (Bosentan Randomized
trial of Endothelin Antagonist THErapy) [ 39 |, B koTopom
yaactBoBaiu 213 60nbHBIX ¢ JIAT III—1V ®OK. BonbHbIe OC-
HOBHOIi TPYMIIBI MOJyYaau 003€HTaH B CYyTOUHOI po3e 250
Mmr 1 500 mr. O6e 1036l 003eHTaHa BBI3bIBAIN 3HAYUTEIbHOE
YBEJIMYCHUE PACCTOSTHUS, TIPOXOIMMOTO 3a 6 MUHYT, MpUIeM
Oosiee BhIpakeHHOE JIECTBUE OKasan mpemnapar B go3e 500
MTI/CYT — B KOHIIE uccienoBaHus +54 M 1 +35 M o cpaBHe-
HMIO C TIIaleb0 COOTBETCTBEHHO. bo3eHTaH valie yIydian
®K (42%) no cpaBHeHMIO ¢ TU1ale6o (30%) 1 3HAUYNUTETLHO
YBEJIMIMBAJI BPeMsI 10 KIIMHNICCKOTO YXYIIICHUS.

BboszenTan B no3e 250 Mr/cyT He yBeJIMUMBAJ YaCTOTHI ITO-
00YHBIX 3(h(HEeKTOB MO CpaBHEHUIO ¢ T1aleb60. OnHaKo yBe-



JIMYeHue 1036l mpemnapata 10 500 Mr/cyT COIpoBOXIATIOCH
3HAYUTEJbHBIM YBEJIMYECHUEM YACTOThI MOBBIILICHUS aKTUB-
HOCTH IMeYEHOYHBIX TpaHcaMuHas (¢ 4% no 14%). Ha ocHo-
BaHWM ITOJTYYCHHBIX TaHHBIX ONITUMAJIbHOM 103011 003¢HTaHa
npu JIAT Ob11a mpu3HaHa 250 MT B IeHb B 2 MpueMa.

Bce 60bHBIE, yUacTBOBaBIIMECsI B 000X IJ1a1e00-KOH-
Tposupyembix uccienoaHusix BREATHE, B pnanbHeiiinem
noJyiydanu 003eHTaH B TeueHue 6oJiee 1 roma. DTo No3BOIUIO
OIIpEeACINTD BIMSTHYE TIperrapaTa Ha BBLKUBAEMOCTb OOJTbHBIX
cJIAT TII—IV ®K. 111 cpaBHEHUS MCTIOJIB30BAIMCh JAHHBIE
0 BBDKMBAeMOCTH OOJIbHBIX M3 AMepuKaHcKoro Perucrpa 3a
1987 r. AHanu3 mmokasaj, 4To 2-JeTHSSI BBKMBAEMOCTD 00JIb-
HBIX, JICYUCHHBIX 003¢HTAHOM B Ka4yeCTBe IIperrapara IepBo-
ro psiaa, cocrapisieT 89%, 4TO 3HAYUTEIBHO OOJIbIIIE, YEM Y
OOJILHBIX M3 TPYIITBI KICTOPUYECKOro KOHTPOoJIsT (57 %) [40].

Jpyroit aHanu3 BIUSHAS 003¢HTaHA Ha BBIKMBACMOCTH
orpaHmyuBaiics 139 OOMBHBIMM C TEPBUYHON (MIMOMIATH-
yeckoit) JIAT III ®K. Jlig cpaBHEHUsI MCIOJB30BAINCH
JaHHBIE O BbIKMBACMOCTU 346 GONBHBIX, MOJYyYaBIIMX He-
MPEPBHIBHYIO BHYTPUBEHHYIO MH(DY3MIO 3MonpocTeHona [41].
Cpenn O0JTBHBIX, TTOTYYaBIINX 003¢HTaH, BEIKMBAEMOCTD 3a
1 ron cocranisuia 97% u 3a 3 rona — 87%. Cpenu OOJIBHBIX,
JIEYEHHBIX 3ITOMPOCTEHOJIOM, BBIKMBAEMOCTh COCTaBJIsLIa
91% 1 75% 3a 1 u 3 roga COOTBETCTBEHHO.

Jemorpacduyeckue, KTMHUISCKIE U TEMOINHAMMYCCKIE
nokKasaTeau OOJbHbBIX, MOJyYaBIINX 003¢HTaH U SIOIPOCTE-
HOJI, 3HAYUTEJIbHO pa3indaiuch. [10aToMy, YTOOBI MCKITIO-
YUTh BIWSHUE Ha BBDKMBAEMOCTh IPYTUX (haKTOPOB, OBLIA
c(OopMUPOBAHEKI IBE ITOATPYIIIIHI, TOI00paHHbBIC ITO AEMOTpa-
(bUYECKUM U UCXOTHBIM TeMOANMHAMMYECKUM MOKa3aTeIsIM.
Kpussie BbrkuBaemocTu Kamnana-Meiiepa 1 603eHTaHa U
3MOIPOCTEHOIA OB TTOUYTH MACHTUYHBIMU. DTO TTO3BOJIM-
JIO 3aKJIFOYMTh, YTO OO3EHTAaH TaK e, KaK U TMPOCTAIIUKINH
(3moMpocTeHOJT), 3HAUYMTEJIbHO YIIydlllaeT BbIKUBAEMOCTb
00JIbHBIX ¢ epBrYHOM (Manomnarndeckoii) JIAT 111 ®K. He-
JAaBHO 003€HTaH (TpakJIMp) CTaj AOCTYNHBIM U B Poccuu.

B pedpakrepubix ciaydasx JIAI' mobaBieHne 603¢HTaHA
MO3BOJISIET 3HAYUTEIbHO IMTOBBICUTH 3(D(HEKTUBHOCTh BHYTPH -
BEHHOI Tepanuu 31onpocteHooM [42]. C 1pyroii CTOPOHHI,
Io0aBIeHIE TPETIPOCTEHMIIA B (POPME MHTAIISIIINI YCUITMBACT
3 HEKTUBHOCTD Tepanuu 603eHTaHOM [43].

Curakc3eHTad (TeJIUH) SBISETCS CEJIEKTUBHBIM OJIOKa-
TopoM DTA-penentopoB. Ero ceieKTuBHOCTh B OTHOLLIEHU U
DTA-peuentopos 6osiee ueMm B 6500 pa3 BbIlIE, YEM B OTHO-
meHun DTB-penenropoB. CuTakc3eHTaH OTJIMYACTCS BBICO-
Kot 6uomocTynmHocThio (>90%) U IIUTENbHBIM AeiicTBUEM
(mepuoa moayku3Hu — okoJjo 10 yacos).

Kak n 603eHTaH, cUTaKC3eHTaH METa0OIM3UPYETCs Tie-
YEHBIO Y MOXET BBI3bIBATH €¢ MoBpexXacHne. YacTora mopa-
JKeHUsI MEeYeHU TpPU JICYEHUU CUTAKC3eHTAaHOM 3aBUCUT OT
no3bl. [ToBbIllIeHNE TIEeYeHOYHBIX TpaHCAMUHA3 OOHAPYXH-
BaeTcs y 10% GOJIbHBIX, TTOJyYaBIIUX CUTAKC3EHTAH B CyTOY-
Ho#t go3e 300 MT ¥ HU Y OHOTO U3 OONBHBIX, MOJyYaBIINX
npenapatT B n1o3e 100 mr/cyt. Kak HHIrMOUTOp MEeYeHOUHBIX
nzopepmeHToB CYP—2C9 cuTtakc3eHTaH MOXET OKa3biBaThb
CYILIECTBEHHOE BJIMSIHME Ha MeTaboim3M BapdapuHa, KO-
TOPBIIA YACTO UCIIOJIb3yeTCsl Mpu JiedeHUn OoJibHBIX ¢ JIAT.
B pesynbrate B3aMMOJEICTBUSI CUTaKC3eHTaHa U Bapdapu-
Ha yBeaununBaercs MHO uau mpoTpoMOMHOBOE BpeMsi, UTO
MOXXET ITOTpeO0BaTh YMEHBIIICHMS J03bl aHTUKOATYJISIHTA |1,
10, 35, 36, 44].

CuTakc3eHTaH U3y4yaiics B IBYX B PAaHIOMU3MPOBAaHHbBIX
KOHTPOJIMPYEMbIX KITMHUYECKUX MccienoBanusx. B 12-Heme-

JILHOM TITa1e00-KoHTpoaupyeMoM ucciaegoBann STRIDE-
1 (STRIDE — Sitaxsentan To Relieve ImpaireD Exercise)
[44] muzyyanuck 3(pPeKTUBHOCTb U 0€30MaCHOCTb IBYX 103
cutakc3zeHTaHa (100 mr u 300 mMr B neHb) y 178 GOJBHBIX C
nepBuYHON (Manonatuyeckoit) JIAI m acconmmpoBaHHBIMHA
dopmamu JIAT.

O0e 103bl CUTAKC3eHTaHa BbI3bIBAJIA 3HAYMTEIbHOE YBe-
JIMYEHUE PACCTOSTHUSI, TIPOXOIMMOTO 32 6 MUHYT, IPUYEM Te-
pareBTUIeCKui 3(h(eKT He 3aBHCEII OT T03bI IIperapaTa — B
KoHIIe uccienoBaHus +35 M u +33 m g 100 mr u 300 mMr
B JICHb 10 CPAaBHEHMIO C TUIaledo cOOTBETCTBEHHO. CuUTak-
c3enTad yvaiue yiayuman @K (30%) no cpaBHEHUIO ¢ ILIaLe-
60 (15%) 1 3HAYNTEIHLHO YMEHbBIIAI YaCTOTY KJIMHUYECKOTO
yxynueHus (1% npotuB 5% Ha 1iane60). O6e 103bI CUTaK-
C3eHTaHa B ofuHakoBoi Mepe yMeHbinanu JICC u yBenuuu-
BaJIM CepACUHbIN BEIOPOC.

Ha ocHoBanum pesynbsratoB uccienoBanus STRIDE-1
ONTUMANILHOM N030#i cuTtakc3eHTaHa nipu JIAIT Oblta mpu-
3HaHa 100 mr B feHb B 1 puem.

B 18-HenenbHOM Muialie060-KOHTPOJUPYEMOM MCCIEI0-
Banuu STRIDE-2 [ 45 | ABOHBIM CJIEITBIM METOIOM M3yYa-
JUch 3(PPEKTUBHOCTb U OE30MACHOCTD IBYX 103 CUTaKC3EH-
taHa (50 mr u 100 mr B aeHb) y 247 6onbHbIX ¢ JIAT 1I—IV
O®OK. Brugaue cutakcseHTaHa B 10o3e 50 MT/CyT Ha pe3yJibTa-
TBI TIPOOBI ¢ 6-MUHYTHOM X01600i 1 PK OOJIBHBIX HE OTIIH-
JajioCh OT BIMSIHUS TU1a1e0o0.

B cyrouHoit 1o3e 100 Mr BbI3bIBa 3HAYMTEIbHOE YBEJIM -
YeHUE PACCTOSIHUS, IPOXOAUMOro 3a 6 MUHYT (+31 M K KOH-
1Ty UCCIIEIOBaHMS TI0 CPaBHEHUIO C TUIAIe00), IIpUIeM 3TOT
3 deKT ObLT cpaBHUM ¢ 3 dekToM 003eHTaHa B 103¢ 125 Mr
2 paza B aeHb (+30 M). Yxynmenne @K 001bHBIX TIpH Jie-
yeHnU cutakcieHTaHoM (100 Mr/cyT) miam 6o3eHTaHOM (250
MT/CyT) HaOIIOAAIOCh peke, YeM MPY Ha3HAYeHUH TIale0o0
(2% 1 9% cootBeTCTBEHHO TIPOTUB 13%).

3a BpeMs HaboaeHusT He ObLIO ciayyaeB cMepTu. Kin-
HUYECKOE YXYAIeHUEe, MOTpeOOBaBIIee TOCMUTAIU3ALAN
0osbHOTO B cBsi3u ¢ JIATL, yaiie oTMedanoch Cpeau mojydaB-
KX 1iaue6o (4 caydast Ha 62 00JbHBIX) M CPEIN JIEYEHHBIX
6o3eHTaHOM (3 caydast Ha 60 GoibHEIX). [ToBEIIICHME TTeUe-
HOYHBIX TPAaHCAMUHA3 OTMEYAJIOCh Y 6% MOTyJaBIIMX ILIate-
60, 3% GOJbHBIX, JIeYeHHBIX cuTakc3eHTaHoM (100 mr/cyT),
ny 11% neyeHHbIx 603eHTaHOM (250 Mr/CyT).

Takum obpaszom, y 60oabHbIX ¢ JIAT k1uHu4Yeckue -
dekTh cuTakc3eHTaHa B o3¢ 100 MTr/cyT cpaBHUMBI C TaKO-
BbIMU OO3eHTaHa B 103¢ 125 Mr 2 pasa B JeHb, OJJHAKO ce-
JIEKTUBHBIN OokaTop DTA-peLenTopoB 3HAYUTEBHO pexke
BBI3bIBAET MOBPEXICHUE TIEYCHU.

AmOpusenTan (JieTaiipuc) — CeJeKTUBHBIN OJOKaTOp
OTA-perienTopoB, HO €ro CEeJICKTUBHOCTh B OTHOIICHUU
OTA-pelenTopoB 3HAUUTEILHO MEHBIIEe, YeM Yy CHUTaKC-
3eHTaHa (77 : 1). Beicokast 6GuomocTynmHOCTh aMOpU3eHTaHa
U JUIUTEJbHBII MEPUOJ TOTYXKU3HU B IU1a3Me KpoBu (9—15
4acoB) MTO3BOJISIIOT Ha3HAYaTh €ro BHYTPh 1 pa3 B aeHb. Jo-
CTOMHCTBOM aMOpU3EHTaHa SIBJISIETCS TAaKXKe TO, UYTO OH pexke
BBI3bIBAET MOPaKEHUE MEeYEHU, YeM 003¢HTaH U CUTAKC3EH-
taH (3,1%), npuyeM 4acToTa MOpaXKEHUsI [TIeYeHU He 3aBUCUT
OT O3Bl TIperaparta. AMOPU3eHTaH TaKKe He MMEeT KIMHM-
YeCKM 3HAUMMBIX B3aUMOAEHCTBUI ¢ BappapuHOM U IpYTrH-
MM aHTHUKOATyJISTHTaMU HerpsimMoro aeiictsus | 1, 10, 46 |.

BddekTBHOCT, U 6€30MaCHOCTh Pa3IUYHBIX 103 aM-
Opu3eHTaHa IBOMHBIM CJIETIBIM M3y4aluCh B paMKax IBYX
IJ1a11600-KOHTPOJUPYEMBIX PaHIOMU3UPOBAHHBIX MCCIEIO0-
BaHuii — ARIES (Ambrisentan in pulmonary hypertension,




Randomized, double-blind, placebo-controlled, multicenter,
Efficacy Studies)-1 u ARIES-2.

PesynbraThl 3TUX KCCIEIOBAaHUII yKa3bIBalOT Ha Mepc-
TMEKTUBHOCTh MCITOJIb30BaHUS aMOpU3eHTaHa TIPU JICUCHUH
pasnmnuHbix opm JIAT. Tak, @K u rmokasarenu rmpoosI ¢ 6-
MUHYTHOIM XOIbOOW B ONMHAKOBOW Mepe yJaydlIWIUCh MPU
Ha3zHaueHUU aMOpHU3eHTaHa B CyTOUHOM 103e oT 2,5 10 10 ML
Crenenb cHuxeHus1 JICC 3aBucena oT 103bl aMOpU3eHTaHA
¥ ObLTa HaMOOJBIIEH ITPY Ha3HAUYEHUM Mperapara B 1o3e 10
mr/cyT. CreneHb cHikeHuss CpJIA He pasznuyanach mpu
Ha3HaYeHWU aMOpHU3eHTaHa B CyTOYHOMU 103e oT 1 1o 5 Mr (B
cpenHeM Ha 4,3 MM PT. CT.) ¥ cocTaBJsiia B cpenHeM 13,3 Mm
PT. CT. IIpM Ha3Ha4YeHUM Ipenapara B mo3e 10 mr/cyr. ®K n
roKasareju Mpoobl ¢ 6-MUHYTHOR X0aAb0OI B OZMHAKOBOM
Mepe yJaydliaauch Mpyu Ha3HAYeHU W aMOpU3eHTaHa B CyTOY-
Ho¥i 103e oT 2,5 1o 10 M.

Crenenb cHmzkeHus JICC 3aBUCHT OT J03bI aMOpU3eH-
TaHa ¥ HamOOJbllIas MIpU Ha3HaUYeHMU Tpernaparta B no3e 10
mr/cyT. Crenenb cHmkeHust Cp/IJIA He paziauyanach Tpu
Ha3HAYeHWU aMOpU3eHTaHa B CYTOYHOMU 103e oT 1 1o 5 Mr (B
cpemHeM Ha 4,3 MM PT. CT.) ¥ COCTaBJIseT B cpeaHeM 13,3 MM
PT. CT. IIpY Ha3HAYEHMU MperapaTa B 1o3e 10 mr/cyt [46]. Ha
OCHOBaHMU TTPOBEJCHHBIX MCCaenoBaHMi 1s1 tedeHust JIAT
PEKOMEHIyeTCsl Ha3HaYaTh aMOpU3eHTaH B fo3e 5 wiu 10 mMr
B CYTKH.

B nansbieiiiem 6onbHbIe ¢ JIAI HabM0ga1MCh B TEUEHUE
2 JIeT, mpu4eM OoJIbHBIE, MEPBOHAYAIBHO MMOJyYaBIINe TIa-
1e0o, ObITH TIepeBeAcHBI Ha amOpu3eHTaH [47]. Yepes 2 roma
paccrosiHue, IIpoxoarumoe 60J1bHbIM ¢ JIAT 3a 6 MUH, 1OCTO-
BEPHO YBEJIMUMIOCH Y MOJIyYaBLIMX aMOPU3EHTaH B 03¢ 5 U
10 mr/cyr. PacueTHast BBDKMBaeMOCTb 3a 1 TOx cocTaBisiia
94% u 3a 2 rona — 88%. CienoBare/ibHO, aMOpU3EHTAH, KaK
1 003eHTaH, MOXET YBEJTMUUBATh IPOIOJKUTEIBHOCTD K3~
HU 60JbHBIX ¢ JIAT.

Takum o6pa3om, B HaCTOsIIIee BpeMsI O IBYX OJ10KaTopax
OT-peuentopax 003eHTaHEe U aMOpH3EHTAHE MOXHO CKa-
3aTh, YTO OHM MOTIYT YJIyUYIlIaTh BBDKMBAEMOCTh OOJBHBIX C
Tsekenoit JIAT

Wuru6uropsi pocdommacrepasnl 5-ro Tuna

YuutbeiBasi JaHHbBIE O HEAOCTATOUHOM O00pPa30BaHUU OK-
cMIa a30Ta SHAOTEIMEM JIeTouHbIX apTepuu nipu JIAT, nipen-
MPUHUMAJIUCH TIONIBITKA BOCITOJTHUTH €T0 JIe(UIIUT, BBOMIS
€ro M3BHE WIM Ha3Hauas moHaTophl ero. Ho Ooree mepc-
MEeKTUBHBIM OKa3aJIoOCh HA3HAUYE€HUE BBICOKOCETEKTUBHBIX
nHruouropoB D 5-ro THUMA, KOTOPbIE TOPMO3SIT MHAKTH -
BalMIO LIMKJIMYECKOTO TyaHO3MHMOHOMOochaTa U TeEM CaMbIM
YCUJIMBAIOT pacciadisiiolee JeficTBUE SHIOTEHHOTO OKCHIA
a30Ta Ha IMaJKOMBIIIEYHbIE KJIETKUA COCYIUCTON CTEHKU.

Cunnenadui (Buarpa) ObUT IEPBBIM CEJIEKTUBHBIM UHTU-
outopom DJID 5-ro TUIA U MpeaHA3HAYAJICS IS JIeYeHUS
SPEKTUIbHOU nuchyHKIMU. B manpHeinieM o6JacTh KiIu-
HUYECKOTro MpPUMEHEHUsT cuifeHadwn pacimpuiach, U B
HacTosIllIee BPeMsI OH MOl Ha3BaHMEM PEBALIMO pa3pelleH B
CIIA taxke nist iedeHus JIAT, mockonbKy eiie B 90-e roast
MPOILILJIOTO BeKa ObUIO 0OHAPYXKEHO, YTO CUJIIeHA(UI CIO-
cobeH 3HauuTeabHO yMeHbath JICC u Cp/lJIA y 601bHBIX
¢ JIAT. B panpHeiieM cTaayd MpearnpUHUMATLCS MOTBITKUA
WCITOIb30BaTh CWiAeHAMWI MPU JICYEHUU HE TOJBbKO Iep-
BUYHOI (nauomnatudeckoii) JIAL, HO U BTOpUYHBIX (OpM 3a-
oomeBanus [ 1,9, 48 .

JnutenbHble 3¢ ¢GeKThl cuageHapuIa U3yJaauch B eIu-
HUYHBIX PaHIOMU3UPOBAHHBIX HcCileqoBaHUsIX. Tak, B.

Sastry 1 coaBT. [ 48 | u3yumnm KIMHUYECKYIO0 3(D(HEKTUB-
HOCThb CUJneHaduIa IBOMHBIM CJIETIbIM METOAOM B PaHIIO-
MM3UPOBAHHOM IEPEKPECTHOM HCCIIEIOBAHUMU B CPaBHEHUM
¢ raue6o. B uccnenoBaHue ObLIM BKIIOUEHBI 22 OOJIbHBIX C
nepBuuHoi (ununonaruyeckoii) JIAT 11 wnu 11T OK. IMocne
paHaOMM3aLMU O0JbHBIE MOMYYanu cuaaeHadua B 1o3e 25—
100 mr 3 pasa B meHb win Iaue6o. Yepes 6 Hem. Teparuio
MEHSUIN Ha aJIETepHATUBHYIO. BpeMs BBITIOTHeHUS (pr3mdec-
KOl Harpy3K Ha TpeaMMWJIC TIPU JCUYCHUM CIIIeHADWIOM
yBenmumiaoch Ha 44% (p<0,0001). Ogpiika ¥ ¢1aboCcThb IO
JIAaHHBIM OMPOCHMKA 3HAYUTEIPHO YMEHBIIAIKNCH TIPU Jieue-
Huu cunaeHaduinoM. [Ipu nedeHun cwigeHabWwIoM 3HAYU-
TeJIbHO YBEJIUYMWICS CepAeYHbIA MHAEKC (B cpenHeM Ha 23%;
p<0,0001), Torna kak CpIJIA cHU3UIOCH HEJOCTOBEPHO.

B MHOroeHTpoBOM ILIalIe00-KOHTPOJIMPYEMOM  MC-
cnenmoBanuu SUPER (Sildenafil Use in Pulmonary arterial
hypERtension) OTBOMHBIM CJIETIBIM METOIOM OIIEHUBAJINCH
3 deKThl pa3IUUHbIX 103 cuiaeHadunaa y 278 OONMbHBIX C
JIAT 11 unum 111 @K (cpemnuit Bozpact 49115 net). B uccre-
JIOBaHNE BKIIIOYAINCH OOJIbHEIC KaK C TIEPBUYHON (MIMUOIA-
tnyeckoii) JIAT, tak u ¢ JIAT, acconmumpoBaHHOI ¢ Koyutare-
HO3aMU WIX KOPPETUPOBAaHHBIMU BPOXIEHHBIMU MTOPOKAMU
cepalia co cOpocoM ciieBa Hampaso [49].

Ha nepBomM 3Tane uccienoBaHust 00JbHbIE B TeueHue 12
HeJI. TIoJTy4ain Tj1a1e0o Ui oIHYIo U3 103 cuiiaeHaduna (20
mr, 40 mr wum 80 mr 3 pasza B aeHb). [Tocie 12 Heaenb Tepanuu
paccTostHIe, IPOXOANMOE OOJIBLHBIM 3a 6 MUH., YBETUINIIOCH
10 CPAaBHEHUIO C MCXOMTHBIM 3HAaUCHUEM BO BCEX TPEX TPYyII-
max OO0JIBHBIX, ITOJIyYaBIINX cUJiieHaduI, — B cpeaHeM Ha 45
M, 46 M 1 50 M TIpy Ha3HAYEHUM cHiAeHadWIa B CyTOYHOMN
no3e 60 mr, 120 Mr u 240 mr cooTBeTcTBeHHO (p<0,001 must
Bcex cpaBHeHwmit). [Ipu HazHaueHUM cuimeHadMia BO Beex
M3y4YaBIIMXCS H03aX JO0CTOBepHO cHU3mMIoch Cp/lJIA, ymyd-
e @K, Hanpumep, ripu aeyennn cuineHaduiaom OK
yayutwics y 41% 6onbHbIX 1 yxyamuiaca y 3%. Y noiyuyas-
mux mane6o @K yayunmies y 10% wn yxynmiest 'y 13%.
¥V 222 6oabHBIX ¢ JIAT, KoTOpBIE MPOIOIKAIN MOJIy9aTh MO~
HoTepanuio cuiaeHaduioM B TedeHue 1 roga, paccTosiHue,
MPOXOIMMOE OOJIBHBIM 3a 6 MUH., YBEJIUYUIOCH IO CPaBHE-
HUIO C UCXOJHBIM 3HaY€HWEM B cpenHeM Ha 51 M. Y Goiib-
HBIX, TICPBOHAYAILHO ITOIYYaBIINX IUIa1e0o0, Imocje ero 3a-
MEHBI Ha CWIaeHa(hWI pacCTOSHUE, TTPOXOIUMOE OOJbHBIM
3a 6 MUH, YBEJUYMIIOCH [0 CPABHEHUIO C MCXOIHBIM 3Haue-
HUeM B cpenHeM 42 M. Ha BTopom aTane uccnenoBanus 259
00JIbHBIX HabJMOganuch B TeueHue 10 1 roga. K KoHIy roga
B >KMBBIX OCTaBaIUCh 94% OOJIbHBIX, MOJYYaBIIMX CUIIICHA-
.

CunneHadusl peKoMeHayeTcsl HazHavyaTh B o3¢ 20 mr 3
pasa B IeHb, XOTsI B CCIICAOBAHUSIX MHOTAA UCIIOIb30BAJINCH
10361 40—80 mr 3 pasza B IeHb.

HenaBHo OBUTM OITyOJIMKOBAaHBI pe3yJbTaThl 16-Heme-
neHoro uccnenoBanus SERAPH (Sildenafil versus Endothelin
Receptor Antagonist for Pulmonary hypertension), B KoTo-
pOM cpaBHMBAIKUCH 3PPEKTh cuiaeHaduaa u 6o3eHTaHa y
26 601BHBIX ¢ TTepBUYHON (Mnuoratudeckoii) JIAT wnm JIAT,
acCOIMMPOBAHHON ¢ KoymareHo3amu. CuneHadwn Ha3Ha-
yanu B 1o3e 50 MT 2 pa3a B IeHb B TeueHUe 4 HelleNb, a 3aTeM
ero go3y nosbiianu 10 50 mr 3 pasa B AeHb. bo3eHTaH Ha-
3Havaau B 1o3e 62,5—125 mr 2 pasa B aeHb [ 50 .

IMocne 16 Hemenb Tepamuy PAacCTOSIHUE, ITPOXOAMMOE
0O0JIbHBIM 3a 6 MUH., YBEJMYUIOCh B ONMHAKOBOI Mepe Y
MOJYYaBIIMX CUIAeHadUI u 003eHTaH. BpeMsi BbITOTHEHUS
Harpy3ku Ha TpeaIMuJie y TOydaBIIUX CUIeHapuI yBear-



YUJIOCH B OOJIBINIEHT CTETICHM, YeM Y TOJIyJaBIIMX OO3CHTaH.
KauecTBo XM3HU ynydylajaoch Ha (hOHE Teparnuu CUJIIeHa-
GuIoM U He U3MEHSIOCh Ha (hoHe Tepanuu 6o3eHTaHOM. B
OTJIMIME OT 003eHTaHa, TepaIns CUIIeHA(PUIOM COITPOBOXK-
Jajaach YBEJIMUSHUEM CEPICUYHOTO BIOPOCA M YMEHBIIICHUEM
Macchbl Muokapaa 2K, a Takke cogepkaHusi MO3TOBOIO Ha-
TPUINYPETUIECKOTO METITHIA.

YuuteiBas pesynsratel ucciaenosanus SERAPH, a tak-
K€ TO, 9TO crIaeHadI He 00J1agaeT TelmaToTOKCUIHOCTHIO,
OH MOXET CUMTAThbCs OoJsiee MOJe3HbIM U 0€30IacHbBIM, YeM
0o3eHTaH, mpenapaToM sl AauTelbHoro jedeHust JIATL y
6ompHBIX 11 mmu 111 K. Xots ciaemxyeT MMeTh B BUIY, UTO B
uccnegosanum SERAPH cunnenadun HazHavajacs B 6onee
BBICOKOI 103¢ (10 150 Mr/cyT), 4eM oULIMaTbHO PEKOMEH-
nyemast (20 Mr 3 pa3a B ieHb) aJs ieueHust JIAT.

B HacTosee BpeMs Hapsiay ¢ CraeHa(WIOM JOCTYITHEI
IBa ceJeKTUBHBIX nHTHOMTOpa MDD 5-T0 THTIA — Tamamacbul
u BapaeHabun. Tamamadun okasbiBaeT 3HAUMTENBHO OoJiee
MPOIOIKUTEIbHOE NEHCTBUE, YeM cuiaeHaduw1 U BapaeHa-
¢un. Tak, nepuoa NoayXu3HU Taganaduia B Ia3mMe KpOBU
coctaBisieT 18—22 yacoB, a AeificTBHE Y OOJIBIIMHCTBA MY>KYMH
npoaoirkaercst 1o 36 yacos. bruogocTynmHocTh Tanagaduiia co-
crapisier 6osnee 80%, MpuyeM ero BcachbiBaHUE (B OTVIMYKME OT
cuaneHadwia) He 3aBUCUT OT IIpYeMa UL U ainKorosis. Bap-
nenadm sBisieTcs: 0oJiee CUIIbHBIM U 00J1e€ CeNeKTUBHBIM MH-
ruonropom DD 5-ro Thna, yeM cuneHaduI U Taganapul.

TaknM 00pa3oM, HOBBIE CEJIEKTUBHBIC WHTHUOUTOPHI
DD 5-To Tuma taganadui (cuaauc) v BapaeHabu (JIeBUT-
pa) UMEIOT OIpene/ieHHbIe TIPEUMYIIECTBA Mepe CUIIeHa-
bunom.

HenaBHo 3aBepieHo 16-HeaeabHOE IM1ale00-KOHTPO-
JiupyeMoe paHaomMusupoBaHHoe wucciaenoBaHue PHIRST
(Pulmonary arterial Hypertenslon and ReSponse to Tadalafil),
B KOTOpOM y 405 GOJIbHBIX ¢ MIMOMATUYECKO WIN aCCOLIMU-
poBaHHbIMU (popmamu JIAT cpaBHUBAIUCDH YEThIpE J03bI Ta-
nanaduna [ 51 |. [IpuMepHO nosioBrHA OOIBHBIX HAXOIUIACh
Ha Tepanuu 6o3eHTaHOM. JIuib B mo3e 40 Mr/cyT Tamanaduin
JIOCTOBEPHO YBEIMUMBAJ PACCTOSIHUE, IIPOXOIUMOE OOJTbHBIM
3a 6 MUHYT, ¥ VIUTUHSIT BpeMsI 10 KIIMHIYECKOTO YXYIIICHUS 1
YMEHbILIAI YaCTOTY KIIMHUYECKOIo yXy/aiieHus Ha 68 %. N3me-
Henus OK non BiusiHUEM Taganaduia He ObLIN CYIIeCTBEH-
HbeiMu. CrienoBatenbHO, 40 MT, TTO-BUAMMOMY, MOKHO CUMTATh
OINTUMAJTEHOM 10301 Tamajadwiia i JIedeHUs] OOIbHBIX C
JIAT. IIpeumyiiecteaMu Taganacduia nepen cuiaeHahuIom
SIBJISTFOTCSI CTIOCOOHOCTh YMEHBINIATh YaCTOTy KIMHUYECKOTO
VXYIIIEHUsI, a TaKKe 0oJiee NIUTENIbHOE OeHCTBHE, KOTOpOe
TO3BOJISIET TIPUHUMATh TIperapaT 1 pa3 B IeHb

TakuMm oOpazom, Terepb yxe aBa nHruouropa GID 5—
ro TUITa cuianeHadwn U Taganaduia JOCTYITHBI IS JIeYSHUS
JIAT, B Tom uucne u B Poccuu. BapaeHagun B paHIOMuU3M-
poBaHHBIX ucciaeaoBaHusIX npu JIAI, HACKOJIBKO M3BECTHO,
HE M3yJajcs

Br160p 1eKapcTBEHHBIX MperapaToB HOBBIX KJIACCOB IS
mmteabHoi Tepanuu JIAT 3aBucut ot @K 6GonbHoOro. Tak,
Ha OCHOBAHWM Pe3YJIBTATOB PaHIOMMW3UPOBAHHBIX MUCCIIENO-
Banwmit y 001bHBIX ¢ JIAT II @K, KoTOphIe HE TOAXOMST TSI
sneyeHust AK, pekoMeH1yeTcsl UCIoab30BaTh aMOpU3eHTaH,
003eHTaH, CUTAKC3eHTaH, cuaaeHadua u Tagatadui.

Y 6ombHbIX ¢ JIAT IIT @K cnemyeT ncnosnbpb3oBaTh aMOpH-
3¢HTaH, 003eHTaH, CUTAKC3eHTaH, CHIAcHADIII M Tagaaadu
BHYTPb, a TAK3KE MJIOTIPOCT B MHTAJISIINSIX WA TPEIIPOCTUHII
MoAKOXHO. Y 60abHBIX ¢ JIAT IV @K 1cnob3yioT a1onpoc-
TEHOJI BHYTPUBEHHO WJIM WIOMPOCT B MHTastusx [ 11 1.

HTak, B mocieagHue TOAbl OBLT ITOCTUTHYT 3HAUMTEIb-
HbII Tiporpecc B geyeHun JIAT, KOTOpBIil CBSI3aH ¢ TEM, UTO
B PaHIOMHU3UPOBAHHBIX KOHTPOJUPYEMbBIX MCCIEIOBAHUSIX
ObLIa ycTaHOBJIEHA BBICOKAs 3(h(EeKTUBHOCTH HOBBIX KJIac-
COB JIEKApCTBEHHBIX IpernapaToB, TaKWX, HaIpuMep, Kak
MpocTaHOUABI, OoKaTOphl DT-pelenTopoB U UHTUOUTOPHI
®J1D 5-ro TMIa. DTU JIEKAaPCTBEHHBIE TIPEIapaThl SIBJISTIOTCS
OoJiee CeeKTUBHBIMU JIETOUHBIMU Ba30IMIaTaTOPaMu, 4eM
AK, KOoTopbl€ TPaAULIMOHHO MCHOJb30BAIUCH MPU JICUCHUN
JIAT. K Tomy ke B otinuue ot AK rmpoctaHoubl, 0J10KaTOPbI
DT-3HIOTETMHOBBIX pellenTopoB U UHTHOUTOpHl DD 5-r0
THTIA HEe OKA3bIBAIOT KapNOIEIIPECCUBHOTO JICMCTBUS, a TI0-
TOMY 3HAUMTEIFHO Oe30MacHee IPpU ITUTSIBHON Teparuu y
o6onbHbIX ¢ JIAT, y KoTophix yacto uMeetcs nucgynkims 12K
U CHIDKEHO CUCTeMHOE apTepraibHOe JaBIeHUE.

HecMmoTtpst Ha TTostBiIeHME O0Jee CeIEKTUBHBIX JISTOUHBIX
Ba30IWIATATOPOB, TPAAUIIMOHHAS TepaIusl COXpPaHSIET CBOE
3HaueHue npu JIAIL. 3HauuTeabHaAs 4acTb OOJBHBIX C TSKe-
noit JIAT, mpuHMMaBIINX yJ4acTHe B PAHIOMU3MPOBAHHBIX
KOHTPOJIMPYEMBIX UCCIIEAOBAHUSIX 110 N3YIeHMIO 3(DHEKTUB-
HOCTHU M 0€3011aCHOCTH TIPOCTaHOUIOB, O10KaTopoB DT -pe-
LIENTOPOB WM HHIrMouTopoB MO 5-ro THNAa, B KayecTBe Oa-
3UCHOI Tepanuu rojiydanu AK, HerpsiMble aHTUKOATYJISTH -
TBI, IUTOKCUH M OKCUTCHOTEPAINio. DTO OOCTOSTEIHLCTBO
cemyeT YIUThIBaTh 0cOOeHHO B Poccuu, rme HemOCTYITHBI
npocTaHouabl, a U3 DT-610KaTOPOB OTHOCUTEIBHO AOCTY-
TEH JIUIIb O03€HTaH.
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