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Jlerounas aprepuanbHas runepteHsust (JIAT) npuHan-
JIEKUT K KIMHUYECKOU TpyIIe PeaKmX 3a00JIeBaHUI
U XapaKTepU3yeTCsT HaTuIrMeM IpeKanwIISIpHO JIeTou-
Hoii runiepreH3uu (JII) mpu ycioBUM OTCYTCTBUSI IPYTUX
MPUYYH JIJISI €€ Pa3BUTUS BCJEACTBUE PECITMPATOPHBIX
NIPUYMH, 3a00JIEBaHUI cepALia, TPOMOOIMOOINN JIETOY-
Hoit aprepuu (JIA) u T. m. [1, 2]. B monstue "JIAT™
BKJIIOUEHBI pa3uyHble 3a00/eBaHus (MauonaTudeckast
JIAT — WUJIAT; JIAT, accouuupoBaHHasi ¢ CUCTEMHBIMU
3a00JIeBAaHUSIMU COCIUHUTEILHOM TKAHHU; BPOXKICHHBIC
MOPOKMU cepAla; BUPYC MUMMyHoneduiuTa 4eroBeKa
U T. M.), KOTOpble UMEIOT CXOIHYIO KJIMHUYECKYIO Kap-
TUHY U WICHTUYHbIE MOpP(dOJOTUYECKUe W3MEHEHUS
B muctanbHbIX JIA [1—3]. JIAT cunTtaercs opdpaHHBIM 3a-
0oJIeBaHUEM, €€ pacIIPOCTPAHEHHOCTh, IO JaHHBIM pa3-
HBIX HallMOHAJIbHBIX PETUCTPOB, COCTaBjsieT OT 15 mo
52 cnyyaeB Ha 1 MaH Hacenenus [4, 5]. JIAI' xapakre-
puU3yeTcsl OOBIIIKOM ITpU (PU3NIECKOI Harpy3Ke, OrpaHu-
YyeHUEM pabOTOCITIOCOOHOCTH, Pa3BUTHUEM OTEKOB, OOMO-
pPOKaMM, COITPOBOXKIAETCS Pa3BUTUEM ITPOrpeccUpyrolieit
npaBoxenynoukoBoi (I12K) cepmeyHoil HemocTaTou-
HOCTH ¥ PUCKOM IIpexXaeBpeMeHHOol cMepTtu [1-3, 6].

Hecmotps Ha nosiBiieHrEe MEXXITyHAPOAHBIX COTIacH-
TeJbHBIX JOKYMEHTOB U YCMEXW B MeIMKaMEHTO3HOM
Teparnuu, AOJTOCPOYHBIA MPOrHO3 MalueHToB ¢ JIAT
OCTaeTCs MOCTAaTOYHO ITECCUMHUCTHUYHBIM. CoOrIacHO
JaHHBIM, TTOJIyYeHHBIM Ha OCHOBE KPYITHBIX HAIITMOHAJIb-
HbIX peructpoB JIAI, I-roguuHas JeTaJbHOCTb Yy TMal-
eHtoB ¢ MJIAT u cemeitHoii / HacimeactBeHHO JIAT
cocraBisteT = 15 % |7, 8], ay 6onbHbIx JIAT, accouunpo-
BaHHOH C CHUCTEeMHBIMM 3a00JIECBAHUSIMU COCTUHUTEIIb-
HoIi TKaHu, gocrturaer 30 % [9].

B o6mue Meponpusitus BeaeHus OojibHbIX JIAT
BKJIIOUCHBI OTpaHMYCHHE (DU3NICCKON aKTUBHOCTH,
BaKIIMHALIMS TIPOTUB IPUIITIA U KUCIOPOIOTEepanus (IIst
OONBHBIX C TUIlOKcemueit). HecMoTps Ha OTCyTCTBUE
CTpPOTOI IoKa3aTeJbHON 0a3bl, manueHTam ¢ JIT' Takxke
HazHavyaeTCs MPoIIaKTHIeCKask Teparus HeTIpSIMbIMU

AHTUKOATYJISTHTAMU, TUYPETUKAMU (TIPU SIBJICHUSIX BEHO3-
HOTO 3aCTOs1) ¥ TUTOKCUH (TIPY Pa3BUTHH TSKEIOU THC-
¢yukiuu IT2K nnmm MepuarenbHoii Taxuaputmun) [1-3].
B Hacrosiee Bpemst Mmetoabl uzneyeHus JIAI HeusBecT-
HBI, OJHAKO B TeUYeHUE IociaeaHnX 10 JIeT MOoSBHINCH
TpenapaTsl, IIPUA IIpIeMe KOTOPBIX YMEHBIIAIOTCSI CUMII-
TOMBI, YJIYYIIaeTCsd KadyeCTBO XKM3HU U 3aMEIJIsSeTCs
nporpeccupoBaHue 3aboneBaHusi. B coBpeMeHHy10 cxe-
My Tepamnuu, CeUaIbHO CO3AaHHYI0 11 Tepanuu JIAT,
BKJIFOUCHBI IIPOCTAHUIBI, AaHTATOHUCTHI PEIICIITOPOB SH-
JOTeIMHA M MHTMOUTOPHI (ochomuactepasbi-S [1—3].
B Poccuu B HacTosiiiee BpeMsl TOCTYIIHBI 3 Mpenapata
st repanuu JIAT — MHraassuMOHHBIN UJIOMPOCT, 003eH-
TaH U cuimeHadu.

B psne ciyuaeB nipu moHotepanuu JIAI-crieunduy-
HBIMU TIperapaTaMu COCTOSIHUE TTAlIUEHTOB He yJIydlla-
€TCSl U Yepe3 OIpeleIeHHOe BpeMs Tocjie HadyaJlbHOTO
YIIydIIeHUs TP X UCII0JIH30BaHNM BHOBBH HAOJTIOMACT-
csa yxynmernue tedeHust JIAIL B takoit cutyanum tpeoy-
eTcsl DcKajalus JIeKapCTBEHHOM Teparnuu, Jalie BCero —
KOMOWHUPOBAHHOM!.

[IpencraBieH KIMHUISCKUI CIIydail YCIIEIITHOTO MC-
MOJIb30BaHNSI KOMOMHUPOBAHHON Teparuu 003¢HTaHOM
(Tpakmup®, Actelion Pharmaceuticals) W WHTaISLIMOH-
HBIM mionpoctoM (BenraBuc®, baiiep Papma Al Tep-
MaHwus) y 6ompHOI UJIATL

KnuHuyeckoe HaOnopexue

Bonbhas J1. 44 et o6paTtuiiach 3a TOMOIIIBIO K ITyTTbMOHOJIOTY C JKaJIo-
0aMM Ha BBIPAXKEHHYIO OABIIIKY M CYXOW KallleJib MPU MUHUMAJIbHBIX
dusunveckux Harpyskax (IV 6aia no wkaie mMRC), sanu3onsl cepa-
11e0MeHNM, TOJIOBOKPYXXEHMS, OTEKHU TOJIEHE U CTOII.

BonbHas — o npodeccun npemnonaBaresib, HUKOTIa He Kypuia,
npodeccruoHabHbIE BPEIHOCTH, YIIOTPEOIEHUE ATKOTOJISI U HAPKOTU-
KOB oTpuLiaeT. Cpeau nepeHeceHHbIX 3a001eBaHMii ObLTN TOJIBKO YIIO-
MWHAHMSI O €KETOMHBIX TN30[aX OCTPBIX PECIUPATOPHBIX 3a00JIeBa-
HUIA.

M3 aHamMHe3a M3BECTHO, UTO BIEPBbIE ONBIIIKA MPU (PU3MUECKUX
Harpy3kax MmosiBuiach = 4 et Hazan. [locie MHOTOKPaTHBIX KOHCYITb-
TaUuil y pa3IMyHbIX Bpauyeii-CrieLlnaJluCTOB ObLIM MMOCTABJIEHbI AMUar-
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HO3bI: HEUPOIUPKYISITOPHAST aCTEHUsI, XDPOHIMUECKUIT OPOHXUT, OPOH-
XUalbHas acTMa, MUOKApIUT; Ha3HAYalIMCh pa3jIMyHble Mpernaparsl,
BKJIIOYasi GPOHXOIUTUKH, UHTAISILIMOHHBIE CTEPOU/IBI, -0JI0KATOPBI,
aHTUIenpeccaHTbl. Hu onuH 13 BUIOB Tepanuy He TPUBOIWII K YMEHb-
IIEHUIO CUMIITOMOB, OJIBIIIIKA TIOCTEIIEHHO MporpeccupoBaia. OKoIo
1 roma Hazazm mocie MPOBEAeHUS THIATEILHOTO 3XOKapauorpadudec-
koro (OxoKI') uccnenoBanusi Obuia 3aropo3peHa JII, u maumeHTKa
ObLJTa HaMpaBJieHa B O9KCTIEPTHBII IEHTP TSI NATbHEHIIIEro 00cenoBa-
Hust. [loce BBIOTHEHUS] KOMIUIEKCA CIeLUaTM3UPOBaHHbIX HCCe-
NIOBaHWUIi, BKIoyas katerepusauuio JIA, Obita monarsepxkiaeHa JIAT
(cucronnueckoe masaeHue B JIA — CIJIA — 60 MM pT. CT., cpenHee
napieHue B JIA — 39 MM pr. CT., naBieHue 3akiHuBaHus JIA — 10 Mmm
PT. CT., cepaeuHbIii uHaekce — 2,5 1 / mus / M2, SvO, — 66 %, npoba Ha
Ba30pPEaKTUBHOCTb C MHTAJSILMOHHBIM OKCUIOM a30Ta — OTPULIATENb-
Hast). bosbHOU OBLT ToOcTaBieH AuarHo3 "umauvoratuieckas JIAT,
dyHkumroHanbHbIN Kiace (PK) 111 (o knaccudukanmu BeemupHoii
opraHu3aiuu 3apaBooxpaHerusi — BO3)" u HazHavyeHa Teparnusi Bap-
dapuHOM (1Ie7IeBble 3HAUSHUST MEXIYHAPOTHOTO HOPMAaTM30BAHHOTO
oTHomeHust — 2—3) u 6o3eHTaHoM (Tpaknup®, Actelion Pharmaceu-
ticals) B 1o3e 125 MKT 2 pa3a B cyTKu. [1pu moMoly 1aHHOM Teparnuu
3HAUUTEbHO YJIYYIIWINCh CAMOUYYBCTBME (YMEHbBLIMJIACH OJBIILIKA,
TMOBBICHJIACHh TOJIEPAHTHOCTh K (pusnueckoii Harpyske — TOH) u ma-
paMeTpbl LeHTpalbHOM TeMoanHaMuku (cHusunocsk CIAJIA no 54 mm
PT. CT., IOBBICWJICSI cepaevHblii nHaeke < 3,1 1 / MmuH / M2). OmHaKo
yepe3 7—8 Mec. Tocyie Havyasa Teparnuy 003eHTAHOM COCTOSTHUE OOJTb-
HOI BHOBb CTaJIO YXYAILATbCSI: OTMEUEHO MPOrPeCCUPOBAHUE ONIBILIKKI
Y TIOSIBJICHUE OTEKOB HOT.

[Ipu ocMmoTpe: MalMeHTKa B ICHOM CO3HaHUM, MHIEKC MacChl Te-
Ja — 25 Kr / M2, yMEpEHHbIC OTEKH CTOT ¥ TrojieHel. [paHuIIbl JTeTKUX
TEPKYTOPHO HEe M3MEHEHBI, TIPU ayCKYJIBTAllUU TI0 BCEl TTOBEPXHOCTH
BBICTYLUIMBAJIOCh XECTKOE IbIXaHUE, XPUIIOB HE OTMEUEHO, YacTOTa JIbl-
xaHust — 20 B MuHyTY. HaceleHue aprepuaabHON KPOBU KUCIOPOIOM
10 TAHHBIM MyJibcokcumetpuu (SpO,) B okoe — 96 %. [panHulisl cep-
112 PACIIUPEHBI, BBICTYIIMBAICS CHCTOIMICCKUN TITyM HaJ TPUKYCITH-
NaJIbHBIM KianaHoM U akiieHT I Tona Han JIA, yacToTa cepaedHbIX COK-
panieHuii — 98 B MUHYTY, apTepraibHoe nasieHue — 105 / 60 MM pT. cT.

[Mpu uccnenoBaHuu (YHKIUM BHENIHETO IBIXaHWS BBISBICHBI
BbIpaXE€HHbIE M3MEHEHMSI AUDOY3MOHHOM CIOCOOHOCTU JIETKUX
(56 %p0nx.). Ta30BBINT COCTaB apTepUaAIbHOM KPOBH (B THEBHOE BPEMsI
CYTOK TMPU bIXaHUU aTMOCHEPHBIM BO3IYXOM): MaplraibHOe AaBie-
HHe KUCIOPOIa B apTepHaIbHOW KPOBH — 72 MM PT. CT., TapLIMaTbHOE
NaBJIeHUE YTJIEKUCIIOTO Ta3a B apTepUalbHOM KpOBU — 34 MM PT. CT.,
pH — 7,44, HCO3 — 23 mMMmorb / 11, catypatusi KuciopogoM — 95 %.

Tabauua 1
Tloxazameau IxoKI 0o u nocae mepanuu uionpocmom
Mokasarens WUcxoaHo Ha ¢oHe Tepanumn
MONPOCTOM
PGiaxtrics MM pT. CT. 67 60
CONA, Mm pT. CT. 82 75
MX*, cm 4,4 4,0
nn*, cm 4,6 x5,1 4,2x4,8
TAPSE, Mmm 11 14
YO, Mn 41 62

IMpuMeyaHme: * - n3vepeHne 13 anukanbHoro A0CTYNa; PGiax ic — TPAHCTPUKYCTIMAANbHBIA
rpagyeHT; TAPSE - amnantyaa akckypcui GrbpoaHoro KosbLia TPUKYCnaansHoro Knanaxa.

Tabauua 2
6-MIIIT u ouenxa odvtuku do u nocae mepanuu
uaonpocmom
Mokasarenn WcxoaHo Ha doHe Tepanumn
UNONpoOCTOM
OucTtaHums 6-MLLUT, m 223 259
Sp0, no 6-MLUT, % 95>88 96 > 90
DAucnHoa (Borg) no 6-MLUT, Gannbi 3>8 2>6

[AvcnHoa no wkane mMRC, 6annbi 3 2
@K JIAT no knaccudpukauuv BO3 1] Il

3ameTKM1 13 NpaKTUKu

[To naHHBIM TAGOPATOPHBIX AHAIM30B OBUTU BBISIBIICHBI JIUIITh U3MEHE-
HMSI CO CTOPOHBI FeMorioouHa Kposu — 159 1 / 11.

[Tpu nposenenun AxoKI BeisiBIeHO nporpeccuposaHue JII, qu-
natauus npasoro npeacepaust (ITI) u 1K u cHuxeHue ymapHOro
oobeMa (YO) (taba. 1). [To maHHBIM 6-MUHYTHOTO IIArOBOTO TeCTa
(6-MIIIT) ormeueHo BoipakeHHoe cHikeHre TOH (223 m) u mecary-
pauwst ipu Harpyskax (cHikeHue SpO; o 88 %) (Ta6u. 2).

C yueToM HaJIMIHsl HECOMHEHHBIX TTPU3HAKOB ITPOTPECCUPOBAHUST
3a00s1eBaHuUsl ObUIO MPUHATO pelieHue 00 3cKajauuu oObeMa Tepa-
i — pobasiaeHun 2-ro JIAI-crienmduyHoro nperapata — WHrass-
unonHoro miornpocta (Beurasuc®, Bayer Schering Pharma AG). BeH-
TaBrc® ObUT HA3HAUCH B HAYaJIbHOI 103€ 2,5 MKT Ha | MHTaJISILUIO TTPU
noMonm mesh-uebynaiizepa MicroAir NE-U22V (Omron Healthcare
Inc.) ¢ mocaenyomyM (yepe3 7 AHEi) MOBBILIEHUEM JI03bl 10 5 MKT,
6—7 WHTAJISLNN B CYTKU B JHEBHOE BpeMsl (cpeHee BpeMsi MHTaJIsI-
uuu — 6 muH). Ha ¢doHe naHHOIT Tepamuy OTMEYEHO BBIPAXEHHOE
yIy4llIeHUE COCTOSIHUS NMauueHTKu: cHkeHue CIUIA (= 7 MM pT. cT.),
nosbieHne YO (= 50 %), ymenbienue pazmepos [111 u [TXK, mosbi-
mwenre TAPSE (cM. Ta6:.1). TlonoxuTebHble U3BMEHEHUsT apaMeT-
POB TEMOAMHAMWMKHU COTIPOBOXIAINUCH YITyJIIEHUEM KIMHUYECKOM
KapTUHBL: OTMEYEHO MOHMKEHUE OIBIILIKY B TOKOE U NMPU (HU3UUECKOIt
Harpyske, @K JIAT ¢ III o II, mpupoct muctanmmu mo 6-MIIT
(36 M), yMeHbBILIEHNE BRIPAXKEHHOCTH AecaTypaluu (CM. TabJI. 2) 1 Uc-
YEe3HOBEHME OTEKOB HOL

00cyxneHue

[To pesynbraTaM paHAOMU3UPOBAHHBIX KIMHUYECKUX
uccnenoanuit (PKM), BbIMOTHEHHBIX B MOCIEAHEE JIe-
CATWIETHE, IPOIEMOHCTPUPOBAHO, UTO IIPY MOHOTEpa-
MUY CreludUIecKMU MpernapaTaMy MOBBIIIAeTCs YPo-
BeHb BbIKMBaeMocTu OonbHbIX JIAI [10—13], T®H,
yaydiialoTcs mapamMeTpbl remMomvHamuku [10, 14—20]
¥ YBEJIMUMUBACTCS TICPHO, 10 KIIMHUIECKOTO YXYIIICHMS
[14, 15, 21]. OnbITOM pealbHOM KIMHUYECKOM MPaKTH-
KU, B T. 4. OTEYECTBEHHOM, TakXKe MOJOXKUTEIbHO Olle-
HuBaeTcs 3 GEeKTUBHOCTb HOBBIX ITPEITapaToB IS Tepa-
iy rranueHToB ¢ JIAT [22].

WJIAT aBasieTcst mporpeccupyromnmm 3ad0ieBaHuEM,
KOTOpOe TpedyeT MOCTOSIHHOIO MOHUTOPMHIA U YBEJIU-
yeHus: o0beMa JIEKapCTBEHHOM Teparuu, ecii MOCTaB-
JICHHBIC 11TV Tepariiy He ObUIM TOCTUTHYTHI C TTOMOIIBIO
1 mpemapara. TpaauIIMOHHO pelleHne 00 ICKaTalluu Te-
panuu y 6oabHbIX JIAT ocHOBBIBaeTCs Ha (pakTax yxyj-
IIEeHUs] KIMHWYIECKOTO COCTOsSHUSA: cHmkeHue TOH,
YXYOIIeHNe TeMOAMHAMUIECKMX IapaMeTpOB U ITOBHI-
meHue OK JIAT [23—25]. KomOGuHupoBaHHas Tepanusl,
T. €. UCII0JIb30BaHUe = 2 IperapaToB pa3HbIX KJIACCOB,
SIBJISIETCSI OMHUM M3 TIyTelt CKaJIalliy TepaIiiy 1 YCIIeIlI-
HO MCTIONIB3YEeTCS IIPY BEACHUH TaKMX 3a00JIeBaHUI, KaK
CHCTeMHasl apTepuajbHasl TUIEPTEH3MSI, XpOHUUYECKast
cepieyHasl HeJOCTaTOYHOCThb, XpOHMYecKasi OOCTpYyK-
TUBHAas1 00JIE3Hb JIETKUX U Ap. [26, 27]. KomOuHMpoBaH-
Hasl Tepanus s jedeHus1 0oabHbIX JIADL mpuBieka-
TeJbHAa TeM, YTO 3 WU3BECTHBIE CUTHAJIbHBIE CHCTEMBI,
BoBJIeueHHBIe B martoreHe3 JIAT ("myTu" mpocTaiyKim-
Ha, SHIOTEJIMHA W OKCHMIA a30Ta) SIBJISIIOTCSI TIOTEHIIM -
aJTbHBIMU MUIIICHSIMHA 15T CYIIECTBYIOIINX JIEKapCTBEH-
HBIX TIpernapaToB, MCHOAb3yeMbIx Tipu Tepanuu JIAT.
HecMotpst Ha To, 4TO paHHUE, HEOObIINE UCCIeq0Ba-
HUS 10 M3YYEHWI0O KOMOMHHMPOBAHHOW Tepalmuu He
ToKa3ajlu ee yOemuTeIbHBIX IpeumyliecTB [28, 29],
nocjeaylolme padboThl, B T. 4. U Ooyiee MacluTaOHbIE,
MO3BOJISIIOT CETOAHS YBEPEHHO TOBOPUTH O BHICOKOM 3¢h-
(peKTUBHOCT KOMOMHHMPOBAHHON Tepanuy y HalreH-
toB ¢ JIAT [30, 31].
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JaHHBIX O BO3MOXKXHOCTSIX KOMOMHUPOBAHHOM Tepa-
MUY O03EHTAHOM M MHTAJISILIMOHHBIM MJIOMIPOCTOM IOKa
He Tak MHoro. B nBoitHom ciertom PKU (STEP), nocssi-
IIEHHOM OIIeHKe KJIMHUYeCKOl 3(PpdeKTUBHOCTU TaH-
HOl KOMOMHAIIMM, KOTOpOEe IIPOMOJLKAIoch 12 Hem.,
MPOBOANIOCH CPpaBHEHUE KOMOWHMPOBAHHOW Teparuu
WJIOMPOCTOM 1 OO3eHTaHOM C MOHOTeparueit 6o3eHTa-
HoM y mauueHToB ¢ JIAT (n = 67), u3 Hux 55 % —
¢ MJIAT [31]. TlepB4HOI KOHEYHOI TOUKOI MCCIIEI0-
BaHMS ObLIa OE30IMaCHOCTb Teparnuu, KpOMe TOro, M3y-
YaJauch BAMSHUE Tepaluy Ha U3BMEHEHUE TUCTAHIIUH T10
6-MIUT, ®K no knaccudukanuu BO3, mapamerpos
JIETOYHOM TeMOAMHAMUKHU, TEPUONa IO KIMHNIECKOTO
yxynueHus u ap. [TokazaHo, 4To KOMOMHMPOBaHHAS Te-
panusi WIONpOoCTOM U 603eHTaHOM o0JianaeT 01aronpu-
SITHBIM TIpouieM Oe30IMacHOCTHU: 3aperucTpupoBaH-
HBIe TT000YHBIC 3 (MEKTH ObLTA TUITMIHBI IS TepaIiu
MPOCTALIMKIMHAMU, Yallle BCEro ObLI OTMEYEH Kalllesb
(y 40 % GoJIbHBIX, MOJIYYaBIIMX WJIONPOCT, Uy 19 % —
B rpymre cpaBHeHus1). [1o olleHKaM nmarmeHToB, Kalleib
OBUT JISTKMM / YMEpPEHHBIM, OTMEHBI IIPEIapaToB HE
TpeboBanock. Kpome Toro, B uccnenoBanuu STEP npo-
JEMOHCTPUPOBAHO 3HAUUTEJIbHOE Yay4dllleHue pusudec-
KOl pabOTOCITOCOOHOCTH Y MALMEHTOB IPYMHITbl KOMOU-
HUPOBAaHHOM Tepanuu (IpupocT pesyiabraroB 6-MIIT —
26 M; p = 0,051), yayuiienue Ha 1 @K no knaccuduka-
v BO3 nipu ipueme mioripocta y 34 % vs 6 % 60ib-
HbIX B rpynne KoHtpois (p = 0,002) u yBenudyeHue re-
proma 1o KiInHu4Yeckoro yxyameHus (p = 0,022).

3aknoyeHue

Takum 00pa3oM, B IPeACTABIEHHOM KIMHUYECKOM CIIy-
Yyae MpOoJeMOHCTPUPOBAHO, YTO IPU IIPOTrPECCUPOBAHUU
JIAT y nanimeHTOB, MoJyJyaloyx MoaAepKUBaIOLIYIO Te-
panuio 603eHTaHOM, NOOABJIEHUE B CXeMY Teparuu WH-
TaJISILIMOHHOTO WIOIIPOCTA IT03BOJISIET TOOUTHCS YIIydllie-
HUSI IapaMETPOB JIETOYHOM TeMOIMHAMUKH, TIOBBILLICHUS
@K 1o ximaccupukanum BO3, yMeHBIIEHUST OIBIIIKHA
u nioBbIeHuss TOH.
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& BEHTABUC

Teparnns, Aocturaroas LeAm

e [lpocTauUMKANH C CeNEKTUBHbLIM AENCTBUEM AN
3GbEeKTUBHOro NeYyeHns NeroyHom rmnepTeHsnm’=»

e BbipaxeHHoe ynydlleHe npu MoHoTepanmnm
y MaLMeHToB, He Nofly4aBLInX fledeHne paHee?d*

® MWHMManNbHbBIM PUCK CUCTEMHbBIX MOBOYHbBIX 3PPEKTOB
M NeKapCTBEHHbIX B3aUMoaencTBumin®

BenTtasuc L
Pactsop ans uaransuyi %ﬂd

BeHTaBuc. MexxayHapoaHoe HenaTeHTOBaHHOEe Ha3BaHue: unonpoct. JlekapcTBeHHasi ¢opMa M cocTaB: pacTBop Ana uHransaumit, 10 mxr/mn, B amnynax no 2 mi. Mokasauus.
JleueHve cpefHETSXXesI0M 1 TAXEsI0M CTagunm IerouHoN rnepTeH3nm B ciedylolux ciydasx: uauonatnyeckas (nepsuuHas) aptepuanbHas nerodHas runepTeH3ns, ceMeHas
apTepuasnbHas fleroyHas runepTeH3us; apTepuanbHas NeroyHas runeprteHsus, obycnoeneHHas 3aboseBaHWEM COEAWMHUTENbHON TKAHW WU AEUCTBUEM JIeKapCTBEHHbIX
CPeACcTB AW TOKCUHOB; fleroYHas runepTeHsus BCIeACTBUE XPOHMYECKUX TPOMBO30B U/Mau aMBONUIA NEroYHon apTepuun Npu OTCYTCTBUM BO3MOXKHOCTU XMPYPruyeckoro
neyenus. MpoTuBonokasaHus. laTtonornyeckue CoCTOSIHWS, NPX KOTOPbIX BO3AeNCTBUE npenaparta BeHTasBuc Ha TpoMBOLMUTEI MOXKET MOBBICUTH PUCK KPOBOTEYEHWS (B T.4.
A3BeHHas 6onesHb XesyaKa v ABEHaALATUNEPCTHON KMLWIKW B CTaAUN 060CTPEHMs, TpaBMa, BHyTpUYEpenHoe KkpoBousnusHue). Taxenas uwemndeckas 6onesHb cepaua uam
HecTabunbHas cTeHokapaus. MHpapKT Mrokapaa B npefbiaylive 6 MecsaueB. [lekoMneHcMpoBaHHasa cepeyHas HeflocTaTo4HOCTb NpY OTCYTCTBMU Haanexallero spayebHoro
KoHTpons. Tsxensle aputmuu. Mofo3peHve Ha 3acTol KpoBu B serkux. LlepeBpoBackynsipHble 0CNoXHeHWs (B T.4. TpaH3WUTOpHasl MLWeMUYecKas ataka, MHCybT) B
npepblgywme 3 Mecsaua. JleroyHas runepteH3us BCNeACTBME JIEFOYHOW BEHO-OKKJIO3MOHHOW 6onesHun. BpoxaeHHble nan npuobpeTeHHble MOPoOKM KiamnaHoB cepaua c
KIMHWYECKN 3HAYUMbIMU HapyLIeHUAMU GYHKLMM MUOKapAa, KOTopble He 0ByCoB/eHbI JIErO4HON runepTeH3mneil. MoBbileHHas YyBCTBUTEbHOCTb K UA0OMNPOCTY UAN APYrUM
KOMMOHeHTaM npenapaTa. [etu 1 nogpoctku ao 18 net (B cBA3M ¢ TeM, 4To ONbIT NpUMeHeHUs orpaHuyer). C 0CTOPOXKHOCTLIO: HapyleHne GyHKLMM NMeyeHn 1 noyeyHas
HeLoCTaTOYHOCTb Y MAaLMEeHTOB, HyXAaloLWMXCs B NPoBeAeHUW [Auanusa, aptepuansbHas runoteHsus, XOBJ1, Taxenas 6poHxuanbHas actMa. lMobouyHoe peiicTBue.
KpoBoTeuerus (rnaHbIM 06pa3oM B BUAE HOCOBbLIX KPOBOTEUEHUI W KPOBOXapKaHbs), ronoBHas 60b, rofloBOKpPY>XXeHWe, Ba3oauiaTaLus, ryunoTeH3uns, 06Mopok, Taxukapams,
oulylieHne ceppuebuenns, bonb B rpyaHoi kieTke, Kalenb, ofbllka, ¢papuHronapuHreansHas 6osb, pasfpaxeHue B ropsie, TOWHOTA, Auapes, pBOTa, pasfpaxeHue
CAN3NCTON 060/104KM pTa U A3blKa, Cbifb, 6oMb B YentocTn/TpusM, 6onb B cnuHe, nepudepuyeckue oteku. OTnyckaeTcs Mo peuenTy Bpaya. PerncTpaumoHHbIN HoMep
JICP-005775/10. AkTyanbHasi Bepcust MHCTPYKLMW MO MEAULMHCKOMY npumeHeHuto ot 29.08.2013. Mpowuseogutens: baiiep ®apma AT, MepmaHus, npovsseneHo Bepnumes
C.A., UcnaHus. MNMoppobHas nHbopMaLms cofepXnTcs B UHCTPYKLUU N0 MEAULMHCKOMY NMPUMEHEHUIO.

[ononHuTenbHyo MHGOPMaLLMID MOXHO Nosly4uTh no agpecy: 3A0 «BAMEP», 107113, Mocksa, 3-51 PbibuHckas yn., 4. 18, ctp. 2. Ten.: + 7 (495) 231 1200, dpakc: + 7 (495) 231 1202.
www.bayerpharma.ru. [Ins nonyyeHnus nogpobHoi uHdopmaumm no MexaHusMy AercTBus, NobouHbIM addekTaM U ApyruMm pasgesnam Bbl MoXeTe 0b6paTuTbCA K MoJSIHOMN
VHCTPYKLMM N0 MEAMLIMHCKOMY NpUMEeHeHUto npenapata BeHTtasuc.

MHdopmaumsa npepctaBieHa B COOTBETCTBMM C pesysibTaTaMi PaHAOMW3UPOBAHHbLIX KOHTPONMPYEMbIX KAMHWUYECKWUX WCCNefoBaHWin. TepMuH «BbipaxeHHoe yaydiieHue»
nofpa3yMeBaeT CTaTUCTUHECKM [OCTOBEPHOE y/yyLUeHWe NePeHOCUMOCTN GpU3UYECKOI HAarpy3Kku U NapaMeTpoB reMOANHAMUKK, HabnloaBLLeecs B KIMHUYECKUX UCCNe0BaHNAX
WHranaumMoHHoro nnonpocta. B yactHocTu, B uccnenosanuu AIR y naumeHTOB ¢ NEroYHON runepTeH3nen yBennyeHme nponLeHHon AUCTaHLMW B TecTe 6-TW MUHYTHON XonbObl
cocTaBuio B cpegHeM +40 MeTpoB u +37 MeTpos ans naumentos c Il u IV ®K, cootBetcTBeHHO (pe3ysnbTaThl NpuBefeHbl ¢ nonpaekoit Ha nnauebo). B uccnegosaqum AIR-2, B
noArpynmne nawWeHToB C MAVONATUYECKOW IErOYHON rMNepTeH3Men, NonyYaBLLINX Tepanuio UHransaLMOHHbIM U0MPOCTOM B TeYeHue 2 neT, obLas BbiXkuBaeMocTb coctaBuna 91%,
Mo CPAaBHEHMIO C 0XXMLAEMOIN pacyeTHOMN BbIKMBAEMOCTbIO Ha ypoBHe 63%.

WcTounnku: 1. Peructpaumontoe yaoctoseperve NJICP-005775/10 ot 23.06.2010 1. 2. ESC-ERS guidelines, European Heart J 2009;30:2493-2537. 3. Olschewski H, et al. Aerosolized
prostacyclin and iloprost in severe pulmonary hypertension. Ann Intern Med 1996 May 1; 124(9):820-4. 4. VHCTpyKuMS MO MeAMUMHCKOMY MpUMeHeHWo npenaparta BenTasuc.
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