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JIEKAPCTBEHHAA TEPANMUA BOJIbHbIX
NEro4YHov runeEPTEH3MEN: B3rna/ B BYAVILEE

W.E. Ya3oBa, T.B. MapTbIHIOK

Oraen cuctemHbix runepteHsmt @Y PK HIK PocmenrexHonoriv, Mocksa

lMpeacTasneHa coBpeMeHHas Kiaaccugukaums nerodyHor runepteHszun (JIF), obcyxparoTca obiyme MoaxoAbl K e€e JeHeHuro.

PaCCManMBaiOTCﬂ BO3MOXXHOCTU NCNOJIb30BaHUA CPeACTB Tpa,qMLlMOHHOIZ Tepanuun Jir (aHTaI'OHMCTbI Kanbuymns, aHTUKoarynsaHThbl,

rMUuKo3unabl, ANYypPeTuKku, OKCMI'eHOTepal'H/Iﬂ), da TakXe HOBbIX rperiapaTtos A4/ ee JleHeHUA, BOWeA[WNX B KIIMHNYEeCKY o MPakTUKy

B TeyeHue nocnegHux 10-15 net (aHTaI'OHMCTbI peyernTopoB 3HAOTeNINMHA, npocTariaHgnHel, MHI'M6I/ITOpr 4>oc¢o,qm3crepa3bl

Thna 5) C nx nosiBneHNeM CBsi3aHbl HafeXAbl Ha BO3MOXHOCTb 3aMeNeHNs rnporpeccnpoBaHus JII v gaxe perpecca M3MeHeHU

B JIero4YHbIx cocyaax, ynydweHue rnporHo3sa 60/1bHbIX Y KAYECTBO UX XU3HU.

KnroyeBbie crioBa: nieroqHasi rinepTeH3us, J1ero4yHoe cocyancroe ConpoTUBIEHUE, aHTaroHUCTbI KabLUms, NpoCTariaHaMHb], aHTaroHCTb!
peLenTopoB 3HAOTEMHa, MHIMOUTOPLI hocchoanaCTepassl Tmna 5

epMUH “JIErOYHasi TMIEepPTeH-

3us” (JI') oOobeaunsier rpymimy

3a00JIeBaHUI, XapaKTepusyro-
LIMXCSI TPOTPECCUPYIOIUM TOBBILIEHU-
€M JIETOYHOTO COCYIUCTOTO COMPOTUB-
nenus (JICC), koTropoe MpUBOIUT B pa3-
BUTHIO TIPABOXETYIOYKOBOM CEPIEUYHON
HEJIOCTaTOYHOCTU U MPEXIEBPEMEHHOMN
rubenu naureHtoB. Juarnos JII onpene-
JIIeTCs TIPU CPEeTHEM TABJIEHUU B JIETOY-
HOIl apTepuu 6osiee 25 MM PT. CT. B [IOKOE
u 6osiee 30 MM pT. CT. Ipu (puU3nYECKOn
Harpyske [1].

CoBpeMeHHasT KJIMHUYECKasT KJIacCu-
¢uxanus JIT', cornacHo HaumoHanbHbIM
PEKOMEHIAIIVSIM IT0 IUATHOCTHKE U Jiede-
Huto JIT', mpencrasieHa Hike.

1. Jlerounass aprepuajbHAs TUNEPTeH-
3us (JIAT):

1.1. Unnonaruueckas JIAT.

1.2. Cemeiinas JIAT.

1.3. AccounupoBaHHasl C:

1.3.1. cucteMHBIMM 3a00JIEBAaHMSIMU
COEMHUTETbHOM TKaHM;

1.3.2. BpOXIEHHBIMM TIOPOKAMHU CEPI-
11a (CUCTEeMHO-JIETOYHBIE LITYHTHI);

1.3.3. mopTranbHOIi TUTIEPTEH3UEI;

1.3.4. BUY-unbpexuneit;

1.3.5. nmekapCTBEHHBIMU M TOKCHYE-
CKHUMU BO3IEWCTBUSMU;

1.3.6. nmpyruMu TaTOJOTMYECKUMU
COCTOSTHUSIMU  (TTOPaKeHUST IUTOBUI-
HOIi Xene3bl, 0os1e3Hb [omepa, 6one3Hn
oOMeHa, Hacle[ICTBEHHAs] TeMopparude-
CKasl TeJIeaHTHIKTa3usl, TeMOTJIOOMHOMA -
TUU, MUeToNpordepaTuBHbIE OONE3HM,
CIUJICHOKTOMMS).

1.4. AccollMMpoBaHHasI CO 3HAYUTEIb-
HBIM TIOpaXeHNEM BeH U KaluISIPOB:
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1.4.1. neroyHass BEHO-OKKJITIO3MOHHAs
00JIe3HB;

1.4.2. nerovHbIil KAMWUIIPHBII TreMaH-
TMOMATO3.

1.5. Iepcuctupytonias JIAI' HoBopoxk-
TICHHBIX.

2. JIT', acconumpoBaHHas ¢ MOPaXKeHHsI-
MH JIEBBIX OT/IEJIOB Cepaua:

2.1. HapyeHue HamojJHEHHUs JIEBOTO
JKEJymouKa.

2.2. INopaxeHus KiarnaHHOIO amnmapa-
Ta cepala (MUTpaJbHbIE TIOPOKHM).

3. JIT', acconMupoBaHHas ¢ MATOJOTHei
JIBIXaTEIbHON CHCTEMbI M/WJIHM THIOKCE-
MHUeIi:

3.1. XpoHuueckass OOCTpYKTHBHas
00J1e3Hb JIETKHUX.

3.2. MHTepcTULIMaIbHBIE 3a001eBaHMs
JIETKMX.

3.3. HapyuieHust abixaHusi BO BpeMmst
CHa.

3.4. AnbBeosisipHasi TUTTOBEHTUJISILIMSI.

3.5. Beicokoropnas JIT'.

3.6. HeoHatanbHble MOpakeHUs JieT-
KUX.

4. JIT' BcaencTBre XpOHHYECKHX TPOM-
00THYECKHX WM 3MOOJMYECKHX 3a00e-
BaHMIA:

4.1. TpombGosmMboanyeckass OOCTPYK-
LM TPOKCUMAJIbHBIX JIETOYHBIX apTe-
puid.

4.2. TpombosmMbonnyeckass 0OCTPYK-
LIMSI IUCTAJbHOIO pyciia JeroYHbIX apTe-
puid.

4.3. HerpoMmOboTuueckue JerouHbie
9MO0JIMHU (OIYXO0JIU, Mapa3uTapHble 3a00-
JIeBaHUSI, THOPOJHBIE TeJia).

5. Cmemannbie ¢opMbl — CapKOUIO03,
rucTHOUUTO3 X, TUMM(MAHTUOMATO3, KOM-

rpeccusl JIETOUYHBIX COCYIOB (ameHora-
TUSI, ONyXosu, GUOpo3UpyOLIUi Meara-
CTUHMT).

Jlo cepenunbl 1990-x rr. B apceHan
Bpaueil BXOAWJIM JIEKApPCTBEHHbIE Cpell-
CTBa, KOTOPBIE CETOIHSI PaCCMaTPHUBAIOT-
cs KakK CpelcTBa TPaauLIMOHHON Tepa-
nuu. K HUM OTHOCSTCS aHTaroOHUCTbI
KaJIbIIMS, aHTUKOATYJISIHTBI, TJIMKO3UIIBI,
TIUYPETUKH, a TAKXKE OKCUTEHOTEepaIusl.

B teuenue mocnenHux 10—15 jer B
pe3yJibTaTe MPOBEAEHUS 3a pyOekoM 3Ha-
YUTEJILHOTO YKC/Ia PAHIOMU3UPOBAHHBIX
KOHTPOJIMPYEMbIX KIMHUYECKUX MCCe-
noBaHuii y OosnbHbIX JIAT, B KIMHUYE-
CKYIO TIPAKTUKY ObLIM YCIEIIHO BHEIpe-
HbI HOBBIE JIEKAPCTBEHHBIE TPeTapaTbl —
AHTarOHUCTBI PELENTOPOB SHAOTEINHA
(APD), mpocrarnaHIWHbI, UWHTMOUTOPHI
dochommacrepazer tuma S5 (OAD-5).
C VX TIOSIBICHMEM CBSI3aHBI HaJeX/Ibl Ha
BO3MOXXHOCTb 3aMeJUIEHYSI TIPOTPECCUPO-
Banus JIAI u naxe perpecca u3MeHeHUI
B JIETOYHBIX COCYyHaX, YJIydIlleHHe TPO-
THO3a OOJIbHBIX M KaUeCTBA UX XU3HU.

Mpbl 00cymuM TIepCTIeKTUBbI JICYSHUST
6osbHBIX JIAT, HO mpexae paccMOTpuUM
Mpernaparsl TPaTUIIMOHHON Teparuu.

AHTUKOArynsiHTbl N fe3arperaHTbl

JIAT xapakTtepusyercs Turepkoary-
JiSIuMeit U CHUXeHueM (GUOPUHOIUTH -
YeCKOTO TIOTEHIIMANTa, 4YTO OOBSICHSET
BBICOKYIO YaCTOTY BBISIBTIEHUS] TIPU ITOM
MATOJIOTUN  TPOMOOTHUYECKUX TTOpaxKe-
HUIA JIETOYHBIX cocynoB. Bricokoe JICC
Y HU3KUI CepIeYHBIN BHIOPOC MPUBOIST
K pEe3KOMY CHIDKEHUIO CKOPOCTU KpPO-
BOTOKA, a CJIeJIOBATENIbHO, U K TIOBBIIIIE-



HUIO BEPOSITHOCTU TPOMO0IMOOJIMUECKUX
oCJIOXXHeHwuit [1, 2].

BperpocnektuBHom aHanu3ze Fuster V.
u coanT. (1984) moxazaiu, 4TO BBIXKHU-
BaeMOCTb Y OOJIbHBIX C MEPBUYHON WU
uavonarnyeckoit JIAI, miurensHo npu-
HUMAIOIIMX HEMIPSIMblE aHTUKOATYJISIHTHI,
B YaCTHOCTH BapdapuH, OblI1a 10CTOBEP-
HO BbIlIE, YeM B IpYyIIe MalUeHTOB, He
MoJiyJyamlnux 3ToT npenapar. Bapda-
PUH MpaKTUYECKU YyABaUBaI 3-JIETHIOIO
BBDKMBAEMOCTb OOJIbHBIX, IPUYEM YIIy4-
11aJT1 TPOTHO3 BHE 3aBUCUMOCTHU OT OTBETA
Ha Tepanui0 aHTATOHUCTAMU KaJbLIMS.
Cpenu 6osbHbIX nepsuyHoit JIAT, npu-
HUMABIINX HETPSIMble aHTUKOATYJISTHTBI,
30 % coxpaHsId XU3Hb B TeYEHUE 5 JIeT
n 15 % — no 10 ner.

CraproBast 103a BapdaprHa COCTaBIsI-
et 2,5-5,0 mr. [lomHast mo3a mpermapata
JOJKHA Ha3HAvYaThes | pa3 B CyTKU Mociie
yxuHa. JlanbHeRIuin pexxuM 1031MpoBa-
HUS YCTaHABIMBAETCS WHAWBUAYATHLHO
MOl KOHTPOJIEM MEXIYHAPOIHOTO HOP-
Majn30BaHHOro otHomeHus (MHO).
Lenesoit yposerp MHO mipu repBryHOIM
JIAT cocrasnger 1,5-2,5, npu JIAI' Ha
¢oHe TpoMOOAIMOOIMU JIETOUHON apTe-
pun — 2—3. HaunboJee 4acThIii TOOOYHBII
addexT BapdhaprHa — KPOBOTOUUBOCTD,
B PEOKUX CIydasix TIPU ero MpuMeHeHUH
OTMEYAIOT IUapeio, TOBBIIIEHNE aKTHUB-
HOCTH TIEYeHOUHBIX (DEPMEHTOB, IK3EMY,
BACKYJIUTHI, BBITIAZIEHNE BOJIOC.

Bce mamumeHTH ¢ TepBUYHON WU
TpoMbosaMbonueckoit (popmoit  JIAT
JOJKHBI IPUHUMATD BaphapuH MOXU3-
HeHHO. PanHee Havamo Takoi Tepamuu
npu nepsuuHoii JIAI' gaBnsiercs pemaro-
M (HaKTopoM OJarompHUsITHOTO TIPO-
rHo3a. [lpu mpyrux dopmax BapdapuH
clienyeT Ha3HAYaTh TOJIBKO B OTCYTCTBHUE
TIPOTUBOIIOKA3aHNH, TAKUX KaK 3PO3UB-
HbIE TIOPAKEHUST XKeTyT0UHO-KUILIEYHOTO
TpakTa, 3a00JeBaHUs TEYEHU, Hapylle-
HUSI CBEPTHIBAIOIIEH CUCTEMbI KDOBH.

B kauecTBe anbTepHaTUBBI BaphapuHy
y psina nauueHToB ¢ JIAI ¢ moBbilIeHHBIM
PUCKOM KPOBOTEUEHUI WU HEMepeHOCH-
MOCTBIO Tpernapara paHee Mpeiarajoch
HCTOJIb30BaTh HEOOJIbIIKE 03bl TeapuHa
(no 15000—20000 E1/cyT) 1o moBbILIEHUS
AKTUBUPOBAHHOTO YaCTUYHOTO TPOMOO-
rmjaacTuHoBoro BpemeHu B 1,5—1,7 pasa
10 CPaBHEHUIO ¢ KOHTpojeM. B mocnen-
HUE TOMIbl YCHELIHO MPUMEHSIOTCS HU3-
KOMOJIEKYJISIPHBIE TenapuHbl (hparMeHTbl
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CTAaHOAPTHOTO TernaprHa ¢ MOJIEKYJISIPHbIM
Becom oT 1000 no 10000 da). N3meneHue
MOJIEKYJISIPHOI ~ Macchl  CYIIECTBEHHO
M3MEHWITO (PapMaKOKMHETUKY TeTlapuHOB:
OOJTBIIMHCTBO OEJTKOB TUIa3Mbl C HUIMU He
CBSI3BIBAIOTCS, YTO BBIPAXACTCS] B OTIINY-
HOI OMOMOCTYITHOCTU U “TIpeacKa3zyeMo-
CTU” aHTUKOAryJIsiHTHOro addekra npu
(uxcupoBanHoit noze. Haubonee nocryr-
HBIMA HM3KOMOJIEKY/SIDHBIMU TeTIapruHa-
MU SIBJISTIOTCSI HAJPOTIADUH U DHOKCAra-
puH. B TeueHue mepBoro Mecsia Tepanum
HaaporapuH npuMeHsior o 15000 ME
aHTH-Xa 2 pasa B CyTKH, SHOKCATIapuH —
mo 1 Mr/Kr Beca 2 pa3a B CyTKH, B TIOCIIe-
NyIOIIEM TIePeXOIsAT Ha MEHbIIe TIPohu-
JIAKTUYeCcKe o3l HamomapuH 7500 ME
aHTU-Xa 1—2 pa3a B JIeHb, SHOKCANapyH
20—40 mr 1-2 paza.

BaxHO MOMHUTH U O BO3MOXHOCTHU
HaszHaueHusi nipu JIAIT mesarperaHToB,
B TIEPBYIO OYEpelb ALETUICATULIMIO-
BOW KHUCJIOTH (aCIIUpPHMH), Ha3HAuYeHUE
KOTOPOiIl HE COMPSKEHO C HeobXoou-
MOCTBIO J1abopaTOpHOro KOHTpoJst [1].
ITpennoutuTesbHO UCHOIb30BAHUE TIPe-
napata KapavomarHwi wid crenuaiib-
HBIX (hOpM acTiMprHa, TIOKPHITHIX KUTIIEY -
HOPACcTBOPUMOIi 000JI04KOi (ACTIUPUH
Kapauo, Tpom00ACC), uro cBOAUT
K MUHMMYMY PHUCK YJIbLIEDOTEHHOTO

a(dekra.

AnypeTtukn

JuypeTuku TO3BOJSIIOT  YJIy4YIIUTh
KJIMHUYECKOE COCTOsIHME 00bHBIX JIAT
1 PEeKOMEHJIYIOTCSI BO BCEX CIydasix pas3-
BUTHSI JIEKOMIIEHCAIIMN KPOBOOOpaIIe-
HUS, XOTS CTeIMAIbHBIE PAaHIOMU3UPO-
BaHHBIE WCCIIENOBAHUS C ITUMU TIpera-
paramu nipu JIAI' He mpoBogwnuce [1].
3a KJIMHWIIMCTAMU OCTAeTCs IPaBo
BBIOOpa KOHKPETHOTO Tpemnapara. [o3bl
MUYPETUKOB JIOJKHBI TUTPOBATHCS BO
n30exkaHue pPe3KOTO CHIDKeHUs 00beMa
LHUPKYIUPYIONIENd KPOBU W CUCTEMHO-
ro naBneHus. [IpuMeHSIOTCS TeTIeBbIe
muypeTuku: dypocemun 20—120 mr/cyr,
atakpuHoBasg kuciora 50—100 mr/cyr,
topacemun 5—10 mr/cyr. LienecoobpazHo
NOTIOTHUTETbHOE Ha3HAUeHVe aHTarOHY-
CTa aNbIOCTEPOHA CIUPOHONAKTOHA TIO
25—150 mr/cyt. Bo Bcex ciayyasix Ha3Ha-
YeHUs OUYPETUKOB HEOOXOMMMO TIIA-
TeJTbHO KOHTPOJIMPOBATh YPOBHU 3JeK-
TPOJUTOB KPOBU, & TAaKXKe COCTOSTHUE
(byHKIIMY TTOUEK.

Kucnopoportepanusa

Y GoabmmHcTBa 60sbHBIX JIAIT oT™Me-
YaloT HE3HAUUTEIBHYIO apTepUaTbHYIO
TMIIOKCeMMIO B ToKoe. MckimoyeHuem
sBisrorcss nanueHTel ¢ JIAI Ha donHe
BPOXIEHHBIX TOPOKOB CEepIILIa, Y KOTOPHIX
BCJICICTBME IIIYHTUPOBAHUSI KPOBHU CITpa-
Ba HaJIeBO pa3BUBAETCS pedpakTepHas K
KUCIOPOAOTEpanuy TUTIOKCeMUs. Y psina
OOJIbHBIX C BBIPAXXEHHOI TUITOKCEMUE
00HApYXKMBAECTCS BTOPUYHOE OTKPBITHE
OBaJIbHOTO OKHA.

DbdHEKTUBHOCTD ATUTETbHBIX MHTANSI-
uuii kucaopona (2 J1/MUH) TOKa3aHa y
0oabHbIX JIAI Ha ¢oHe XpOHMYECKOI
00CTPYKTUBHOI 00s1€3HU JIeTKuX. BaxxHo
MOJIEPXKMUBATh CATypalMIO Ha YPOBHE He
menee 90 % [1].

CepaeyHble rMUKO3UAbI U
WHOTPOMHbIE Npenaparbl

CHMXEeHHe COKPaTUMOCTH IIPABOTO
xenynouka npu JIAL siBasieTcss omqHUM
13 BaXXHEHIINX MEXaHU3MOB Pa3BUTUS U
MIPOrPeCcCUPOBAHMS CEPICYHON HEI0CTa-
TOYHOCTH. BHYTpMBeHHOE Ha3zHAueHUE
JIUTOKCMHA OOJIbHBIM MIUONATHYECKOM
JIAT crocoOcTByeT HEKOTOPOMY ITOBbI-
LIEHUIO CEePIEeYHOro BhIOpOCA, a TaKxkKe
COIPOBOXIAETCS CYLLECTBEHHBIM YMEHb-
[IEHUEeM YPOBHSI HOpaJpeHalIHa B KPOBU
|2]. CepneuHble IJIMKO3UIbI MOTYT Ha3HAa-
YaThCsl B PEAKUX CIyvasix MeplaTeIbHOM
apuT™uM y 601bHBIX JIAT 1151 ypexxeHust
cepaeyHoro purMma. JlooyraMuH MCIONb-
3yeTcsl JIMIIb B TEPMUHAIBHOU CTamuu
3a00JIeBaHUS U B Psifie CITy9aeB IMO3BOJISI-
€T OCTUYb CTAOMIIM3ALIMK COCTOSTHMSI.

AHTaroHuCTbl Kanbumsa
Ba3okoHCTpUKTHBHASI TEOpUsl MaTo-
reHesa JIAT cBsizaHa ¢ HaJlMyMeEM runep-
Tpouu cpenHeit 000JOUKM JIETOUHBIX
apTepuil U apTepuoi, a TaKKe CO CHU-
xeHuem JICC npu HazHaueHUM Ba3o-
IJIATaTOPOB. BiiaronpusTHble KIMHU-
YecKHe M TPOTHOCTUYECKHE 3(HOEKTHI
AHTarOHWCTOB KaJIbIIWsI, TIPUMEHSIEMBIX
B BBICOKMX J03ax Yy OosibHbIX JIAT ¢
TIOJIOXKUTETBHON OCTpOil (hapMaKoIorn-
yeckoii mpo6oii (ODII), moka3aHbl B
OIHOIICHTPOBBIX HEPaHIOMHU3UPOBAH-
HBIX MccaenoBanusx [1, 2].
Tepamusi  aHTarOHUCTAMMU
WS OJDKHA HAYMHATBCS IO CTPO-

Kajlb-

'MmM TEMOOAMHAMUYECKUM KOHTPOJEM.
BT npenaparbl IMOKa3aHbI 0OJIbHBIM
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Tabmija AHTaroHUCTbI Kanbuus ons neyeHns 60nbHbIX JIAT

CyTouHas no3sa, Mr

Mpenapar Craproas Aoaa, Mr/cyT CANA < 50 mm pT. CT. CANA 50-100 Mm pT. CT. CAJA > 100 Mm pT. CT.
Hudenmnux 20-40 40-60 80-120 120-180
(MPONOHIMPOBAHHBIN)

AMNOANMNH 2,5-5 10 12,5 15
Jlaumomnuu 2-4 4 4-8 8
WcpagmnuH 2,5-5,0 7,5-10,0 10,0-12,5 12,5-15,0
Ountrazem 30-60 120-180 180-240 240-360

lpumeydanne. CONA — cpefHee faBneHne B NEr04HON apTepun.

JIAT ¢ cepieuyHbIM MHIEKCOM Ooiee
2,1 i/MuH/M? U/WM caTypalmeil BEeHO3-
HOIl KpoBM Gosee 63 % w/Wian NaBJIeHU-
eM B TIpaBoM Mpexacepauu MeHee 10 MM
pT. CT., a Takxke TojoxuteabHoir ODIT
(c npoctarnanauHom Ei  [TITEi]unu
oKcHIoM azoTa) [1].

IMonoxwutensHoit ODII cuutaercs mpu
CHWDKCHUM CPEIHETO JABJICHUS B JIETOY-
Holl apTepuu 6ojiee yeM Ha 10 MM pT. CT.,
TOCTVKEHWM aOCOTIOTHOM €T0 BeTMUMHBI
Huke 40 MM pT. CT. TIpU YBEJIMYEHUU cep-
NETHOTO BBIOpOCA WMJIM OTCYTCTBUU €TO
TTTHAMUKH.

V ManmeHToB ¢ cepleyHbIM NHIEKCOM
oonee 2,1 yi/MuH/M? u/WIM caTypaiu-
eil BeHO3HOU KpoBU Oosee 63 % u/uim
NaBJIeHUEeM B TIPABOM IPEICePINM MeHee
10 MM pt. ct. U orpunareabHoit ODIT
ycrex Mpy Ha3HAuYeHWM Ba3oamiiaTaTopa
MaJyioBepositeH. [Ipu cepmaeyHoOM WMHIEK-
ce MeHee 2,1 ji/MuH/M? M/Wiu catypa-
LMY BEHO3HOU KpoBM MeHee 63 % u/wuiu
NaBJIeHUY B TIpaBOM Tpencepauu Oojiee
10 MM pT. CT. aHTarOHMUCTBI KaJbLIUS
a0COJIIOTHO MPOTUBOIMOKA3aHbI.

Bri6op B 1MONMB3y aHTaroOHMCTOB Kalb-
UM AUTUAPOTIMPUIMHOBOTO DS WM
IVJITHA3eMa OTPeNessieTCs] MCXOMHOM
YacTOTOW CEepAEYHBIX COKpaIlIeHWH.
[TanmeHnTam ¢ yacrortoii B mokoe Goee
80 ymapoB B MHUHYTY CJIeyeT PEKOMEH-
NOBaTh IWJITHA3eM. AMJIOIUTINH SIBJISI-
eTCsl TIperapaToM BbIOOpa ISl OOJbHBIX
JIAT ¢ gBIeHUSIMU TIPABOXKETYI0YKOBOKI
cepreyHoit HemoctatouHocTH. CyTOUHbBIE
N03BI TIpEnapaToB, AEeMOHCTPUPYIOIINE
3(bHeKTUBHOCTb, TOCTATOYHO BHICOKUE:
st Hubenunuua — 120—240 wr, mis
amyopumnuHa — 110 10—15 mr. TutpoBaHue
03 AHTATOHUCTOB KaJbLUS ITOJDKHO
TIPOBOITUTHCSI TIOCTETIEHHO B TeueHUE
HECKOJIbKUX Heledb J0 MaKCUMaJbHO
MEePeHOCUMBIX (cM. mabauyy). WHorma
CUCTEMHasI TUTIOTOHUSI, OTEKU TOJICHEl 1
CTOTI TIPETISITCTBYIOT YBETUUESHUIO TO3bI.
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K coxanenuio, TOJOXUTEIbHYIO
O®II umeior He 6omee 10—25 % Gonb-
Hbix JIAT, mpuyeM Julllb MOJOBUHE U3
HUX yHaeTcss O00ecrmevYnTh KINHUKO-
TeMofMHAMUYeCKUi 3 deKT Mpu Imn-
TeJIbHOM Ha3HaUYeHUU aHTATOHUCTOB
KaJTbLIuSI.

PaccmoTtpum Tpynmbl JieKapCTBEHHBIX
TIPETapaToB, ¢ KOTOPHIMU CBSI3BIBAIOTCS
MepcreKTUBbI JedeHus: 60abHbIX JIAT, —
3TO TpocTarnaHauHer, APD, UDD-5.

MpocrarnanguHbl

[II" — rpynna JUNUAHBIX COeAMHEHUN
YHUKAJIbHON CTPYKTYPHI, SIBJISIOIINX-
cs MeTaboNIMTaMu apaxWIOHOBOM KHC-
JOTH. B (u3MOIOrMuecKux ycaoBHUsIX
OHHM BBICTYTAIOT B KauyeCTBE MeIUaTO-
POB MHOTHX OMOJOTMYECKMX (DYHKIIMIA,
y4acTBys, B YAaCTHOCTH, B PETYJISINHU
cocynuctoro tonyca. B 1980-e rr. xiu-
HU4eckoe ucroabzoBanue 1T Obu10 CBSI-
3aH0 ¢ nposeneHueM ODII mias ompe-
JIeJIEHNsT Ba30pPEaKTUBHOCTU JIETOYHBIX
cocynoB. OmHaKO TMO3IHEE BBISICHUIOCH,
YTO MO3UTHUBHBIN 3(pdexT mnpu min-
TenbHOM mnpuMeHenuu I1IT ormedaercs
naxe y 6oabHbIX JIAI ¢ oTpunarebHOM
O®II. MHTepecHO, YTO MMEHHO TaKHe
MalUeHThl JTEMOHCTPUPOBAIU 3HAUM-
MO€ KJIMHUYECKOe Y TeMOAMHAMUYECKOe
yAy4IilleHue TMpU UIUTEIbHOM JICUCHUH,
KOTJa JOCTUralioch 0ojiee CYyIIEeCTBEH-
Hoe 1o cpaBHeHUIO ¢ ODII cHuxkeHne
JICC. BaaronpusTHble pe3yabTaTbl
MOJly4eHbl KakK y OOJbHBIX MEPBUYHOM
JIAT, B 1. 4. y nerteii, Tak u nipu JIAT
Ha (oHe CUCTEeMHO KpacHOM BOJYaH-
KU U JIPYIMX CUCTEMHBIX 3a00JeBaHUI
COEIMHUTENbHON TKaHU, MOPOKax cepi-
11a C CUCTeMHO-JETOYHBIMU ILIYHTaMH,
B T. Y. ITOCJIe XMPYPIUYECKOI KOPPEKIINH,
npu BUY-uHbekmu, mnoproseroyHoi
JIAT [1, 2].

MT'E1 — Basomunatupyromuii TN ¢
AHTHATPeTallMOHHBIM M AHTUIIPOJIH-

(epaTuBHBIM JEHCTBUSMU,
3¢ deKTUBHO UCTIONB30BANICS TS Jieue-
Hust 6onbHbIX JIAI. Brnaromapsi oueHb
KOPOTKOMY TEpPUOIy IOJYBbIBEICHUS
(3—5 MUHYT) BO3MOXHO OBICTpOE
TUTPOBAHUE €ro N103bl A0 MaKCHUMalb-
HOI BEJUYMHBI, a TIPU HEOOXOAUMOCTH
obecrieynBaeTcsl MOYTHM MOMEHTaJIbHAs
MPUOCTAHOBKA [NEWMCTBMS TMpernapara.
Oxoiso 90 % IT'El mHakTMBUPYIOTCS B
JIETKUX, TO3TOMY MpPU BHYTPUBEHHOM
BBEJIEHUU €ro MOCTYIUIEHWE B OOJIbLION
KpPYT KPOBOOOPAILEHUSI HUYTOXKHO MaJio,
BCJIEJICTBUE YEro He OTMEyaeTcs BbIpa-
KEHHOU cucTeMHoi runotoHuu. [lpu
BHYTPUBEHHOM BBEIEHUM HayajbHas
ckopocth BBeneHus IITE1 cocraBasier
5—10 Hr/Kr/MuH, 3aTeM MOA KOHTpO-
JIEM CHUCTEMHOTO apTepUalibHOTO JaB-
JIEHUS OHa IMOCTENEHHO YBeJUYMBa-
ercs 10 MakcumanbHoil — 30 Hr/kr/
MHUH. Bo3MoHBbIE MoOOUHBIE 3(Pdhek-
TMIOTOHMS, TUIlepeMus JIUIia,
roJIOBHbIE 00711, 60/ B 00JaCTU cepalia
HEOMpeneJIeHHOTO XapakTepa, 0oju B
>KUBOTE, TOIIHOTA, IUapest — BOBHUKAIOT
JIOCTATOYHO PEAKO.

IMpocrauuknun (I1I'2) — MouHbBII
9HJOTeHHBI Ba30IMUIATATOP CO CHEK-
TPOM JIOTOJHUTENbHBIX 3(h(PEKTOB —
AHTUATPErallMOHHbIM,  AHTUIPOJIU-
(bepaTMBHBIM ¥ LUTOMPOTEKTUBHBIM,
HampaBJE€HHbIX Ha MpPeAOTBpPalleHUE
pEeMOJIeIMPOBaHUS JIETOYHBIX COCYIOB,
YMEHbIIEHUE MOBPEXACHUS SHIOTENU-
QTbHBIX KJIETOK WM TUIMEPKOATYJISIIUU.
Y o6oabubix JIAT paziauuHoil 3THOJO-
MMM J0Ka3aHO HapyuleHWe MPOAYKIIMK
III'l2, 0 yeM CBUAETEILCTBYET CHUXEHUE
9KCIPECCUU MPOCTALUMKIMHCUHTA3bl B
JIETOYHBIX apTepusiX, YMEHbILIEHUE DKC-
Kpeluuu ero MetabosiuToB ¢ MOYOi. DTO
sIBJIsIeTCS: 000OCHOBAHUEM IS UCTIOJIb30-
BaHus [1T']2 u ero aHaoroB 1is JIeYeHUsT
JIAT, XOTS1 10 CUX MMOp HE YCTaHOBIIEHO,
SABJISIETCSl JIU HapylleHUE TMPOMYKIUU
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[II'2 npuyurHO# WK cieacTBueM 3ad0-
neanus. Ilpemapar I1I'l2 — amnomnpo-
CTeHOJI, 3apeructpuposaH B EBporne u
PEKOMEH/IOBAH B Pa3IMYHBIX €BPOTEii-
CKMX CTpaHax IUISl JIeUeHUsS] MIMOTaTHh -
yeckoit JIAT III u IV dyHKUMOHANIBHBIX
kinaccoB (OK). FDA CIIIA pexomeHy-
€T SIMONPOCTEHO ISl TePaIlluy UINOTIA-
tudeckoit JIAT u JIAT npu cucteMHbIX
3a00JIeBaHUSIX COEMUHUTETBHON TKaHU
I u IV ®K [2].

B Poccum w3 rpynmbl MpocTaHOM-
noB st JedeHust 6osnbHbIX JIT' moctyn-
HbeIM siBnseTcst Tonbko TITE1 (anmpo-
CTaaui), KOTOPBIM Ha3HavyaeTcs BHY-
TPUBEHHO KaleJIbHO CO CKOPOCTBIO
5-30 wur/kr/muH. KypcoBoe Jeye-
HME TIperapaTtoM B CYTOUYHOI 03¢
60—80 MKr B TeueHue 2—3 HeleNb Cie-
IyeT TPOBOAUTH Ha (hOHE IIUTETHHOI
Teparuy aHTarOHUCTAMU KaJIbIIsI.

B Gmuxaiiiee Bpemsi B Poccuun oxu-
JAeTCsl PeTUCTpalusl WHTAISIIMOHHON
(opMBI TIpemapara WIOTPOCT. DTO CHUH-
TETUYECKUM, XUMUYECKU CTaOWIbHBII
ananor [II'l2, BeImyckaemblii B (op-
Max Uil BHYTPUBEHHOTO NMPUMEHEHUS,
Ha3HAueHUsT BHYTPb W a3po30Jis IS
uHrajgsiuuit. B 2003 r. npenapar ObL1
PEKOMEH/IOBaH Ul JICYeHUsS] OOJbHBIX
JIAT 1I-1V ®K mns yaydimeHus: Toje-
PaHTHOCTM K (U3MUYECKUM Harpy3Kam
U TIPeIOTBPAIeHUsS] TTPOTPECCUPOBAHMUS
3aboseBanust B EBporie, ABcTpanuu u
Hosoii 3eranoum [3].

HHuransunonHass ¢opma WiIonpocra
0becTieunBaeT BHICOKYIO CEIEKTUBHOCTh

HOBBbIE JIEKAPCTBEHHbIE CPEAAICTBA U TEXHOJNIOTUKM [l

npenapata B OTHOIIEHWU JIETOUHBIX
cocynoB. MWcropusi WHTansgIMOHHOIM
tepanuu 6osbHbIX JIAT Hauanach Gosee
10 ner Hazanm C MCIOJb30BAHUS OKCH-
na azora. MHTpaalMHapHbIE JIeTOUYHBIE
apTepuu TECHO OKPYXEHBI aTbBEOJIaMU,
T03TOMY TIPY WHTAJISIIIUOHHON TOCTaB-
Ke JIEKapCTBEHHOE BELIECTBO B CIyyae
JOCTATOYHO MAJIOTO AMaMeTpa YacTHll
BO3IENCTBYET HEMOCPENCTBEHHO Ha
COCY/IbI, UTO TIO3BOJISIET JOCTUYL CHU-
KEHWSI CPETHETO JaBIEeHUs B JETOUHOMN
aprepuu Ha 10-20 % oOT MCXODHOTO.
HauboneesdbdexTuBHOE BO3AEICTBYE HA
JIETOYHYIO TeMOJIMTHAMUKY 00ecTieuynBaeT
VHTAJSIINS C UCTIONb30BAaHUEM YIIbTpa-
3BYKOBOTO HeOynaiizepa, TO3BOJISIONIE-
TO YMEHBIIUTH MTOTEPIO CyOCTAHIINH TP
MEHbIIIell IUTETbHOCTH WHTANSAINUA —
0KOJIO 5 MMHYT 10 cpaBHeHMIO ¢ 10—15
MUHYTaMU TIPU WCTIOJH30BAHUU OOBIU-
HOro HeOynai3epa. YIbTpa3BYKOBOIA
HeOynaiizep Takxke MPENNOYTUTENeH C
TOYKM 3peHus1 KoMdopTa I marreHTa
U CTOMMOCTHU.

[Nepuon momyBBIBEAEHUS UTTONIPOCTA —
20—25 munyT. [Tpom0KUTETBHOCTD ACH-
CTBUSI cocTaBiseT 45—60 MUHYT, YTO Tpe-
Oyer 6—12 MHramsALuil a3p0o30Js B CYTKU
IUTS TTO[IEpKaHUs CTaOMIbHOTO 3 dek-
ta. Ecnmu mepBast pazoBast mosza 2,5 mr
XOPOIIIO TIEPEHOCHUTCSI, €€ YBEINYUBAIOT
1o 5,0 Mr 6—9 pa3 B CyTKHu, HO He vallie
YyeM uepes 2 yaca.

WHransumoHHelit UJIOMPOCT — MOII-
HBIM JIETOYHBIA Ba30QUJIaTaTOP, CHU-
KAIoLIWii AaBieHue B JIETOYHOI apTe-

puu 6ojee addektuBHo, yeM NO [4].
B O®IT y GombHbix JIAI' MHransuoH-
HBIIl WJIOMPOCT B TEUEHME HECKOJbKHUX
MUHYT IPUBOIMI K CHIKEHUIO TaBJIEHNS
B JsieroyHoii aprepuu u JICC, yBennye-
HMIO cepaeyHoro BbiOpoca. [lpu atom
9 deKT Ha CHUCTEMHYIO TeMOIMHAMUKY
ObUT MUHUMAJIbHbBIM.

[IpoTHBOMOKA3aHMEM K Ha3HAYCHMIO
WJIONIPOCTA SIBJISICTCS] TUTIEPYYBCTBUTEb-
HOCTh K mpemapaty. KMimompocTt Moxer
ycunuBath 3G @GEKT Ba30IUIATATOPOB
M aHTUTUIIEPTEH3UBHBIX IIperapaToB,
YBEIMYMBATh PUCK KPOBOTEYEHMUS IPU
COIYTCTBYIOIIEM Ha3HAYeHWM aHTMKOA-
ryasiHToB. M3 mo6ouyHbIX 3(hheKToB cie-
JIyeT OTMEeTUTb Kamesb (39 %), TolIoBHYI0
6osb (30 %), runepemuto auua (27 %),
tourHoTy (13 %), 6onb B uemoctu (12 %),
Gecconnuny (8 %).

AHTaroHMUCTbI peLenTopos
3HAOTEeNIMHA

DOuporenuH-1 (8T-1) — nenTug 3HI0-
TeJIMAILHOTO MPOUCXOXIACHMS, XapaKTe-
PU3YIOIIMIACS MOIIHBIM Ba30KOHCTPUK-
TOPHBIM ¥ MMTOT€HHBIM JIEHCTBUEM B
OTHOIIEHUM TIJaIKOMBIIIEYHBIX KJIe-
ToK. DT-1 cBs3bBIBaeTCSl ¢ peLenTopamu
tuna A (OTA), noKaausyloumMucs Ha
[JTaIKOMBIILIEYHBIX KJIeTKaX, W Tha B,
JIOKAJIM3YIONIMMKCS Ha SHIOTETNab-
HBIX M TJIAIKOMBIIIEYHBIX KJIeTKax [5, 6].
AxTuBaLMs peuentopoB A U B riagko-
MBIIIEYHBIX KJIETOK BBI3BIBAET Ba30KOH-
CTPUKTOPHBI M MUTOTeHHBIN 3¢ deK-
Tel. CTUMYJISIIIMST pelienTopoB Tuma B
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[l HOBbIE JIEKAPCTBEHHbIE CPE[JCTBA U TEXHOJIOTUN

SHIOTEIUATBHBIX KJIETOK CIOCOOCTBYET
kiaupeHcy OT-1 B Jerkux, yBelIU4eHUIO
MPOAYKIIMK OKCUIIA a30Ta U BBICBOOOXK-
nenuto [1'T2. UccnenoBanus skenpeccuun
OT-1 B J€royHoi TKaHU MOATBEPKIAIOT
ero poib B naroreHese JIAI, ogHako He
YCTaHOBJIEHO, SIBJISIETCS JIM TIOBBILIEHHAS
npoaykuuss OT-1 npuunHON U cien-
CTBMEM 3200JIeBaHUS. AKTUBALIMS CUCTE-
Mbl 3HAOTeNMHA Y 6oabHbIX JIAT cTana
000CHOBaHUEM JIJISI UCTIOJb30BAHUS TIPU
3TOM 3ab6oneBaHuun APD, Grokupyonmx
peLenTopbl TMNa A UM OJHOBPEMEHHO
o0a tuna perentopos K 9T-1.

bozentan (Tpakiup) — mepBbIid
HecesleKTUBHBI APD, pekoMeHm0BaH-
ubiit B 2001 r. FDA CILLA nns nedyeHust
6onbHbix JIAT (III-IV ®K) c¢ uenbio
VAYUYIIeHUs] TIePEHOCUMOCTH Harpy30K
U CHUXEHUS TeMIIOB IPOTrPeccupoBa-
Hus 3aboseBaHus. B HacTosee BpeMs
s nedenust JIAIT GoseHTaH 3aperu-
crpupoBad B Empome, CIIA, Kanane,
ABcTpanuu, fAnoHud, a ¢ KOHLA
2006 r. — B Poccumu.

B psine paHmoMu3MpOBaHHBIX HCCIIE-
NOBaHWII OO3EHTaH MPOJIEMOHCTPUPOBAT
CMOCOOHOCTh YJTy4IIaTh TOJEPAHTHOCTH
K ¢usudeckuM Harpyzkam, PK, remo-
IUHAMHUYECKNe W dXoKapauorpacdude-
ckue napameTpsl y 6onbHbIX JIAT [1, 7].
B xpymHOM OBOWHOM CIIETIOM MHOTO-
LIEHTPOBOM WCCIIEIOBAaHUH, BKIIOUUB-
meM 213 6ompHBIX JIAL (III-IV ®K),
HaXOMSIIIUXCSl HAa Tepamuy Ba3omujIaTa-
TOpaMM, AHTUKOATYISTHTAMU M KHUCIIO-
pomoM, B TpyITe JiedeHus GO3eHTAHOM
K 16-if Hemene Tepanuu AUCTAHLUS B
TecTe 6-MMHYTHOM XOIbOBI YBETMYMBa-
nack B cpeiHeM Ha 27 M, a B Tpymie
mianedo ocraBajach 0e3 M3MEHEHMM.
HaubGornbliiee moBbIlIeHNE TOJEPAHTHO-
cTi K Harpyskam (+46 M) OTMeYeHO B
rpyrine 00JbHBIX, MOTyYyaBUIMX O03eHTaH
B mo3e 250 Mr 2 pasa B cyTku, HO 'y 14 %
13 HUX Oosee yeM B 3 pa3a MOBBILIATICS
YPOBEHb TpaHCAaMUHAa3, B TO BpeMs Kak
Ha ¢oHe JieueHUs] OO03eHTAaHOM B J103€
125 wr 2 pasa B CyTKHM 3TO TIPOMCXOIMIIO
TOJILKO y 4 % MalueHToB.

boseHran yBenuuuBam MPOAOTKU-
TEeTbHOCTb XU3HU OonmbHbIX JIAL: omHO-
TOAMYHAsl BbIXMBAEMOCTb COCTaBJISI-
na 96, npyrommyHasg — 89 %. Cmyctsa
2 roma HabmomeHus 70 % mnauueHTOB
C yclexoM TMpPONOKaIU TPUHUMATh
npenapar [8].
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boseHTaH peKoMeHIyeTCsl B CTapTOBOM
103€e 62,5 MT IBaX/Ibl B IEHb, 3aTeM Yepe3
4 Hemenu BO3MOXKHO YBEJIMYEHME TO3bI
no 125 mr aBaxnel B neHb. Heobxomumo
OCYLIECTBIISITh €XEMECSIUHBIN KOHTPOJIb
HaJ YPOBHSIMM TpaHcaMuHa3. B cpenHem
y 7—10 % GOIbHBIX YPOBHU TpaHCAMUHA3
Oosiee yeM B 3 pa3a MpeBbIIIATM BEPXHIOK0
TpaHUIly HOPMbl — valle MpM Ha3Ha-
YEeHUU MaKCUMaJbHOW CYTOYHOM 103bI
6o3eHTaHa. OTMeHa 603eHTaHa MPUBOJIU-
Jla K HOpMaJiM3allMii aKTUBHOCTU Teye-
HOYHBIX (hepMeHTOB. Bo3eHTaH MoxeT
BbI3bIBATh [0303aBUCMMOE CHUXKECHUE
YPOBHEI TemMorio0MHa W TeMaTOKpUTa,
MO3TOMY CJieAyeT MPOBOIUTh UCCIIEN0BA-
HUe KpoBu yepe3 | 1 3 Mecsia oT Havya-
Jla Tepamuu, 3aTeM Kaxjable 3 Mecslia.
VY XeHLIUMH, MpUHUMAIOIIMX OO03eHTaH,
HeoOXolMMa ajieKBaTHAasl KOHTpaLEMLIMs
C y4eTOM BO3MOXHOTO TEPaTOTeHHOTO
a¢dekra. buomoctynHocTh 003eHTaHa
cocrassiet 50 %, oxono 98 % npenapara
CBSI3bIBAETCS C OEJIKaMH IJ1a3Mbl, Mepu-
Ol TIOJYBBIBEJEHUSI — OKOJIO 5 4YacosB.
IIpoTuBOMOKa3aHUSIMU K Ha3HAUYEHMUIO
0o03eHTaHa SIBJSIOTCS OEPEeMEHHOCTb,
JIaKTalMsl, TUIEPYYBCTBUTEIbHOCTD,
COIYTCTBYIOIASl Tepanus LUKIOCIOPH-
HOM A WJIH TJIMOYPUIOM.

Hawubonee yacteie mobouHble 3dek-
ThI O03¢HTaHa — ToJIoBHas 60k (16 %),
runiepemust jmna (7 %), oreku HOT
(5 %), anemus (3 %), 3a0KEHHOCTb
Hoca, Ha30(hapuHTUT.

Ha nipoTsekeHMM psiga JIeT 1oKa3aTelb-
Has 0a3a Mo MpUMEHEeHMI0 0O03eHTaHa
y 00sbHBIX JIAI' MOCTOSIHHO TTOMOJIHSI-
nachk. MIMerotcst yoequTeibHble TaHHbBIE,
CBUETENLCTBYIONINE 00 3(h(PeKTUBHOCTU
npenapata y jaereit, nauueHton ¢ JIAT,
accouuupoBanHoit ¢ BUY, cunapomom
Dif3eHMeHTepa, XPOHUYECKOW TpoMOO-
aMOo0JIMEN JIETOYHOU apTepuu.

BaxHeifimne ngaHHBIE, CBUIETENb-
CTBYIOIIME O HEOOXODMMOCTH CBOEBpE-
MeHHoro Hauajia tepanuu JIAI, Oblu
MOJIy4eHbI B HEIAaBHO 3aBEPIIMBIIEMCS
MPOCTICKTUBHOM PaHIOMHU3UPOBAHHOM
m1ae60-KOHTPOIMPYEMOM  HMCCIIeI0Ba-
Huu EARLY (Endothelin antagonist trial
in mildly symptomatic PAH patients).
HecmoTpss Ha yMepeHHO BHIpaXkKeH-
HYI0 KJIMHUYECKYIO CHMIITOMATHUKY |
COXpaHHYIO TOJIEPAaHTHOCTh K (HU3M-
yecKoi Harpyske, y 60ipHBIX ¢ 11 ®K
(n = 185) B pe3ynbraTe 6-MeCSIIHOI Tepa-

MMM 0O03€HTAHOM OTMEYEHHI BBIPAXKEH-
HbIe U3MEHEHHUS TeMOIUHAMUKH, YKa3bl-
BaloIlMe Ha HEOOXOMUMOCTb TIATETbHOM
OIICHKM (DYHKLIMM TIPaBOTO KENymIouKa
naxe mpu atoMm @K JIAT. ¥V manumen-
TOB, TOJYYaBHIMX OO3EHTaH, OTMEYCHO
BBICOKO JTOCTOBEPHOE CHIDKCHME OOIIIe-
ro JICC mo cpaBHeHUIO ¢ TIanebo
(p <0,0114). ¥ 14 % GonbHBIX, IPUHU-
MaBIIMX I1Ia1e00, HACTyMmanao KIMHUYe-
CKO€ yXYILIeHKe 0 cpaBHeHMIO ¢ 3,2 %
B rpyre 003¢HTaHa. B 1ieoM cHIbkeHIe
BEPOSTHOCTH PA3BUTHUSI KIMHUYECKOTO
YXYIIIEHUs Y OOJBbHBIX, MPUHUMABIINX
003eHTaH B TeYEHME TMOJYTroaa, COCTaBU-
10 70 %. Ipu3Haku MporpeccupoBaHus
JIAT ormeuensl mouTtu y 10 % GOIbHBIX B
rpyIe ane6o 1o cpapHenuio ¢ 1,1 % B
rpymnime 003eHTaHa.

Ha ocHoBaHMM pe3yibTaToOB HCCle-
noanust EARLY B Hacrosiiiee Bpewmsi
003eHTaH 0100peH B cTpaHax EBpocoro3a
st nedeHust 6obHbix ¢ JIAL I ©K.
YHuKanbHblE NaHHbBIE HCCACI0BAHUS
EARLY mnomyepkuBaioT BaXHOCTb paH-
Heit auarHoctuku JIAI u Hesamemnu-
TeJbHOIO Hayaja Tepanuu aaxe y 00jb-
HbIX C HEBbIPAXKEHHOW CUMITOMATUKOIM,
umetorux 11 @K, uto mo3Bosser 3amen-
JIUTh TEMITbI TIPOTPECCUPOBAHUs 3a00e-
BaHus. CieayeT OTMETUTb, YTO MPOAOJ-
JKaeTcsl OTKpbITasl porpamma o usyye-
HUIO BJIMSHUSI paHHEro Havaja Tepanuu
0O3CHTAaHOM Ha OTAAJEHHbIE HCXOIbI
y 6onbHBIX JIAT 1T OK.

Takum oOpa3oM, B HacTosiliee BpeMs
JIoKazaHo, 4yto y 6oabHbIX JIAIT paznuu-
Hoii atuonorunm Oo3eHTaH (Tpakiaup)
crocobeH yaydmath (YHKIIMOHAIbHBIM
1 TeMOIMHAMUYECKUIA CcTaTyc, KayecTBO
JKU3HU OOJIbHBIX, MpuYeM 3(PGheKT 3ToT
SIBJISIETCST TOJITOCPOYHBIM.

3a pyOexkoMm TIPUMEHSIIOTCSI CeJIeK-
TUBHble APD — cuTakceHTaH U amOpu-
CEHTaH.

CutakceHTaH o0janaeT BbICOKOM
OGMOMOCTYITHOCTBIO TPU TePOPATLHOM
npueme (6onee 90 %) W IUTUTETBHBIM
neiicTBieM (TIepUo TIOTYBBIBEICHUS —
10 yacos). B 2007 r. cutakceHTaH B 103€
100 Mr oauH pa3 B CYTKH PEKOMEHIO-
BaH 11 JedeHust 6onbHbIX JII 11T OK
C 1IEJbI0 TIOBBIIIEHUSI TOJEPAHTHOCTH
K (bu3MIecKuM Harpy3Kam.

JlokazatenpHast 6aza o0 3dderTus-
HOCTM W 0e30MacHOCTH TpernapaTta y
OosbHbIX JIT' OCHOBBIBaeTCS Ha pe3yiib-



TaTax KPYMHBIX PaHIOMU3MPOBAHHBIX
uccnenoBanuii STRIDE-1 nu STRIDE-2
(Sitaxsentan to relieve impaired exercise)
[9]. B nepBoM u3 Hux 178 OGOJBHBIX C
uauonatudeckoit JIAL, JIAI' Ha c¢oHe
3a00JIeBaHUl COETUHUTETBHON TKaHU
WM BPOXIECHHBIX CUCTEMHO-JIETOYHBIX
mryHToB (I1-111 ®K) 6pumn panmomMu3n-
pOBaHBI B TP TPYIIIBI: CUTAKCEHTaH B
no3ax 100, 300 mr u mnaue6o. B pesynb-
Tate 12-HeaenbHON Teparuu CUTAKCEeH-
TaHOM B 00€MX /103aX y OOJBHBIX JOCTO-
BEPHO MO CPaBHEHUIO ¢ Tuialebo yiyu-
LIAJTMCh TOJIEPAHTHOCTh K (DU3NYECKUM
HarpyskaMm, TeMOIMHaMM4yecKue mapa-
METpbI, KIMHIMYeCKue ucXomsl. [Ipuuem
IMHAMMKA TecTa 6-MUHYTHOW XOIbOBI,
odmero JICC um cepmeyHoro BBIOpoca
K 12-i1 Hemene HaGmiomeHus Ha (hoHe
Tepanuu CUTaKceHTaHoM B mos3ax 100 u
300 mMr ObLTa JTOCTOBEPHOW W COMOCTa-
BuMoit. OmHAKO B TPYIINE CUTaKCEHTaHA
300 Mr Gonee yeM TPEXKPaTHOE ITOBBI-
IIeHWe YPOBHS TpaHCAaMWHA3 OTMeYe-
HO Y 9,5 % OGONbHBIX, MpU TPUMEHE-
Hun 100 Mr — He HabIIOZANOCH BOBCE.
[pemapar MoxeT BBI3BIBATH CHUXECHNE
YPOBHSI TeMoIIo6rHa, oBbimeHne MHO
Benencteue nHrubuposanusi CYP2C9 —
OCHOBHOTO TIEYEHOYHOTO M30(hepMEeHTa,
OTBETCTBEHHOTO 3a METaboNIM3M Bap-
apuna, uTo TpebyeT KOPPEKIIUU NO3bI
TIOCTIETHETO.

HccnenoBanne STRIDE-2: 245 6omb-
HBIX B Bo3pacTe 12—78 JeT ¢ pa3nuyHbIMU
dopmamu JIAT, momydaBie Tepamuio
Ba30AMIATATOpPAMU, TUYPETHUKAMU, Cep-
NEYHBIMU TIIMKO3UIAMU, KUCIOPOIOM, B
TeyeHue 18§ Hemenb paHIOMU3MPOBAHHO
rmosryJanu Tuiane6o, curtakceHtaH 50 u
100 Mr (ZBOITHBIM CJIETIBIM METOIOM) MM
0oseHTaH 62,5 MI [OBaXKIObl B CYTKH C
YBEJIMUEHMEM J103bI uepe3 4 Heslenu Jieve-
HMS 10 125 Mr IBaXabl B CYTKU (OTKPBI-
T10). Ecniu B rpynme miame6o auMcTaH-
1Usi 6-MUHYTHO# XOIBOBI YMEHBILIUIACH
Ha 6,5 M, IIpU Teparnuu CUTAKCEHTAHOM
50 Mr HEeIOCTOBEPHO YBEIMUYMIACh Ha
18 M, TO B rpyniax, rmojiy4aBIInuX CUTAK-
cenrtad 100 Mr wiu 603eHTaH IUCTAHLIMS
Bospactaga Ha 25 (p = 0,03) u 23 m
(p=0,05) cooTBeTCTBeHHO. /locTOBEpHAas
nojioxutenbHas auHamuka OK umena
MECTO TOJbKO B TpYIIe CHUTaKCeHTa-
Ha 100 wmr.

[ToBbilIeHHE  ypPOBHSI  TpaHCaMU-
Ha3 Oosiee yeM B 3 pas3a MO CPaBHEHUIO
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¢ HOpMoii Habmonagoch y 6 % 6ob-
HBIX B TIpymme Iane6o, 5 % maiueH-
TOB, IPUHUMABIIMX cUTaKCeHTaH 50 Mmr,
3 % — curakcentan 100 mr u 11 % —
0o3eHTaH. Takum 00pa3oM, IernaToToK-
CUYHOCTb MOXHO paccMaTpuBaTh Kak
knacc-ahdext APD. TloBbilieHUe ypoB-
Hell MeYeHOUHBIX (epMEHTOB HCYe3aio
nocie oTMeHbl APD. Haubosee yacThi-
MM TI060YHBIMU ddekTamu APD Obln
rojioBHasi 00Jb, epudepruyeckre OTeKH,
TOLIIHOTA, 3aJOKEHHOCTb HOCa, TOJOBO-
KpyXeHHe.

AMOpuc — HecyIb(hOHAMUIHBIN CeJIeK-
TuBHBIE AP3D, Obu1 B 2007 1. omoOpeH
FDA CIHIA nnst neyeHust 6oibHbIX JIAT
(IT-IIT ®K) B mo3ax 5 u 10 Mr mist yayd-
LIEHUST TOJEPAHTHOCTU K (PU3MUYECKUM
Harpy3KaM 1 TpeqoTBpalieHus Tporpec-
CUPOBaHUS 3a00JIeBaHNSI.

B 2004 r. ObUIO mMpoBemeHO [JBa
12-HemeNbHBIX  PaHIOMU3MPOBAHHBIX
M1a1e60-KOHTPOJIMPYEMbBIX  HCCIIeT0Ba-
Hus (ARIES-1 u ARIES-2) mis oueHku
0e30macHOCTH U 3P GHEKTUBHOCTU aMOpu-
ceHtaHa y 393 6onbHbIX JIAL: [lpenapat
B mo3ax 2,5, 5,0 u 10,0 mr mosyvan 261
OosbHOIM, manedo — 132 mamuenra [10].
JleyeHre aMOPHUCEHTAHOM COTIPOBOXIIA-
JIOCh CYIIECTBEHHBIM YBETMYECHWEM IHC-
TaHUMK 6-MUHYTHOIl XOIBOBI, MMEBIINM
K 12-i1 Hemene Tepamy M0O303aBUCUMBbIIA
xapakrep: 2,5 mr — Ha 31 M, 5,0 u 10,0
mr — Ha 51 M. B pesynbrate rnposeneHHON

Tepanuu CTaOWIM3UPOBAIOCH COCTOSTHUE
GOJIbHBIX, YMEHBIIMIACh MOTPEOHOCTh B
TPAHCIUTAHTALIUY, TIPEICEPIHON CETTTOCTO-
MWH, TOCMUTATU3ALMSAX IO MOBOMY TMpPO-
rpeccupoBanus JIAL. [lpu mnurenbHOM
HaOJIOICHNH B PaAMKaX OTKPBITOTO MCCIie-
noBaHUs 32 383 GOBHBIMMU, TIOMYYaBITUMU
ambpuceHTaH, 95 % GOJBHBIX COXPAHSIIH
KUM3HD B TeUEHME roza, npudeM 94 % mpo-
JIOJIKATM TPUHUMATh TIpernapar.

N3 nobouHbix 3¢gdekToB Hambosee
4acTo OTMEYalTuch IepudepruiaecKue
oreku (6 %), 3anoxeHHocTh Hoca (4 %),
cunycutsl (3 %), npunussl (3 %), cepi-
ueouenue (3 %), Hazodapunrur (2 %),
6o B xusore (2 %), 3amopsl (2 %),
rosioBHast 6omb (1 %). Y 0,8 % Goinb-
HBIX B TeyeHUe 12 Henenb JieYeHUsS U Y
2,8 % mpu rOAMYHOM HAOJIONCHUU Ha
one Teparu aMOpUCEHTAaHOM OTMeYe-
HO 0oJiee YeM TPeXKpaTHOE TIOBBIIIEHNE
YPOBHSI TpaHCaMWHa3. DTH IOKazaTe-
JIU CIIeyeT OTpeNeNsaTh repen HavyaJioM
Tepanuu, a 3aTeM exemecsiuHo. [Ipuem
npernapara He TpeboBaJl KOPPEKIIMU TO3bI
BapdapuHa.

OKcup a30Ta U UHFIMBUTOPDI
¢docchopuacrepasbl TMNA 5

Oxcu a30Ta — MOIIHBIA SHIOTCH-
HbIIl Ba3oQWJIaTaToOp, CEJIEKTUBHO HAEii-
CTBYIOIIMII Ha COCyIbl Majoro Kpyra
KpoBooOpalieHud. [Ipu momoum Kaib-
nuitzaBucumMoit  NO-CUHTa3bl  OKCHUI

HOBbDIE

BAKAHCUN
N PE3IOME

KaXXabI AeHb

CMELMAJSIN3NPOBAHHbBIA MHTEPHET-PECYPC

ANg NOUCKA PABOTbI N MOABOPA NMEPCOHAJIA
HA PbIHKE ®APMALIUN, MEAULWNHbI U KOCMETUKN
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azora oOpasyercss u3 L-apruHuHa.
AubdyHaupyss uyepe3 albBeOJSIPHYIO
MeMOpaHy, OH IOIafaeT B TJIaIKOMBI-
IIeYHbIe KJIETKW apTepuii W apTepuoI,
noBbiliass yposeHb UI'M®. TMocnenHuit
3aITycKaeT Kackaj peakinii, B KOHEYHOM
WUTOTE TIPUBOISIINX K CHIKEHUIO TOHYCa
IJagKONH MYCKYJIaTypbl COCYIOB. 3aTem
NO mnoctynaer B CUCTEMHbINT KPOBOTOK,
I7ie MHAKTUBUPYETCS TYTeM CBSI3bIBAHMUS
C OKCUTeMOITIOOMHOM C 00pa3oBaHUEM
METTeMOTJIOOMHA U HUTPATOB.

B xireTkax aHmOTENMST GONBHBIX MIMO-
natuyeckoit JIAI mpu MMMYHOTUCTO-
XMUMUYECKUX MCCIASIOBAHMIX TIOKa3aHO
CHIDKEHHE KCIIPECCUU SHIOTEIUATBHOMN
NO-cunTtaszsl. B 1980-e rr. uHransauum-
OHHBI OKCHJI a30Ta HMCIOJb30BaJICI C
uenpio mposeneHust O®Il misa oueH-
KU PEaKTUBHOCTHU JIETOYHBIX COCYIOB M
BBISIBJICHUSI OOJIBHBIX C TIOTCHIIMAIBHO
MO3UTUBHBIM 3P (dEeKTOM BazoauIa-

TatopoB. OmucaHbl ciaydyan 3ddek-

OK ¢ 1eapio yaydieHus: IepeHOoCUMO-
¢t (huszmyeckux Harpy3ok. Bekope npe-
mapat Oy[eT 3aperiCTpUMpOBaH B Hallleit
CTpaHe.

[lepBoHauanbHO cuiaeHabUa U3ydas-
s KaK TIperapar Je4eHus] CTeHOKapAnu,
TaK KaK MEXaHU3M €ro JAeHCTBUsI, 0100~
HO HUTpaTaM, peau3yeTcs uepe3 CUCTe-
my NO. B Hacrosiuee Bpemsi cuiiaeHa-
(un kak Ge3omacHblii U 3(PHEKTUBHBIN
MepopabHblid Ipenapar Ulsd JeYeHHUs
APEKTUIILHON JAUCGHYHKIIMU UCIIOIb3YIOT
Gosee 26 MIIH MYXYMH BO BCEM MMUpeE.
BakHoe 1omoHUTeIbHOE CBOMCTBO Ipe-
rapata, a IMCHHO BJIMSIHUE Ha JaBJIeHUe
B JIETOYHOI apTepuu, 0OHAPYXUIU OpH-
TaHCKUE yueHble. B JOHIOHCKOI 00J1b-
Huue Hammersmith B pesynbraTe 3KC-
MePUMEHTAIbHOM PabOTHI OBLTO BIIEPBHIC
MMOKa3aHo, YTO CHJIIeHa(GWI TpenoT-
BpalllaeT JIETOYHYI0 Ba30KOHCTPUK-
LIMI0 B OTBET Ha TMIIOKCHIO Y 3IOPOBBIX
JI0OPOBOJIBLIEB.

Okcup a3oTa — MOLHbIA 3HAOMreHHbIA Ba3oanaataTop,
cesleKTUBHO AEeNCTBYIOWMNN Ha COCYyAbl Maloro

Kpyra KpoBoobpauieHus.

TUBHOTO M 0€30TMacHOr0 TPUMEHEHMUS
MHTALMI OKCHIa a30Ta MaKCHMajb-
HO 1o 1,5 ner y OOJbHBIX MAUMOTATH-
yeckoit JIAT [1].

O0pa3oBaHUe OKCHIAa a30Ta OIpele-
JITIOT MHOTOYMCJICHHBIE (DaKTOPHI. DTO
aKkcrpeccust reHa NO-CHUHTa3bl, aKTUB-
Hocth NO-cunHTtasel u ®JID-5, ode-
CIICYMBAIOIINX PETYIISIIUIO TPOIYKIIMHI
ul'M®, TOCTCUHTETUYECKUM OKHMCJIEHM-
eM okcuaa azota. Takum obOpasom, st
neyeHust JII' BO3MOXHO MCIOJIb30BaHUE
uHransuonHoro NO, cyberpara ajist ero
cuHTe3a — L-apruHuHa, a TakKe MHTuou-
TopoB PJID-5.

boxbpubiM JIAIT ¢ xopommM addek-
TOM TIPOBOAMTCS KypcoBasl Tepanus
(B TeueHue 2—3 HemeNb) WHTAISLIUOH-
HbIM oKcuaoM azota 20—40 ppMm B Tede-
Hue 5—6 4acoB B CYTKH.

CunieHadu1, MOLIHBIN CeJIeKTUBHBIN
uaruouTop ul' Md-zasucumoit ®ID-5,
npenotBpainasg gerpagauuio IM®,
BoI3biBaeT cHuxkeHue JICC um mepe-
Ipy3KM TpaBoro xemyngodyka. B 2005 r.
cunneHaduna uutpar (PeBanmo) B mo3e
20 mr 3 pasa B cytku ObuT o100peH FDA
CIUA nnst neyenust 6onbHbix JIAT 11-1V
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B HEKOHTPOJIMPYEMBIX MCCIIETOBAHUSIX
M3yJaTMCh OCTPBIE T€MOIMHAMHUUYECKUE
3¢ dexTsl cunaeHaduIa 1 BO3MOXKHOCTb
€ro JUIMTEJNbHOTOo  TepaneBTUYecKo-
ro npuMmeHeHust y 6osbHbIX JII' B mo3e
25—100 mr 3 pa3a B cyTku B TeueHue 5—20
MecsueB. K HacTosieMy BpeMeHU Hako-
IUIeHBbl yOemuTebHbIe NaHHbIE, TEeMOH-
CTPUPYIOIIME XOPOIIYI0 MePEeHOCUMOCTh
u apdexTuBHOCTD cuiaeHaduna npu JII
paznunuHoi atnonoruu [11]. Cungenadun
cHmxaet obmiee JICC, naBieHue B JIerod-
HOIl apTepuy, YBEJIMIMBACT CEPHCIHBIN
BBIOpOC, yiyuimaetT @K, TonepaHTHOCTD K
dusnueckum Harpyskam. B akcniepumeH-
TaTbHBIX paboTax cuimeHaduI CHIDKAT
npu JIT' JICC, HO BbI3bIBAN yXYALIEHUE
rokasartejieil razoo0MeHa BCIIEACTBHE
HETaTBHOTO BJUSIHUSI HA COOTHOIIIe-
Hue BeHTWwsUs—nepdysus. [loatomy
y OOJIBHBIX C TSKEIBIMU TIOPAXEHUSI-
MU JIETKUX TIpU TPUMEHEHUU ITOTO
npemnapata HeoOXOIMMO COOJTI0IATh
OCTOPOKHOCTb.

DddexTsl cunmeHaduIa Ha JIETOY-
HyI0 TeMOAMHAMHUKY CPaBHUMBI C
BIusiHUEM uHraixsuonnoro NO, Ho
B OTIIMYME OT TOCJTEIHEro CUJIIeHa-

(un cHUXKaeT CHUCTEMHOE HaBJICHMUE.
KomOuHupoBaHHas Tepanusi Cuiiae-
Hapwiom u NO BbI3BIBaeT OoJblice
CHIDKCHHUE NABJICHMS 3aKIMHUBaHUSA B
JIETOYHOU apTepuy W TaBJICHUS B JIETOU-
HOIl apTepuu, YeM 3TO MPOMCXOTUT TIPH
MOHOTEpAINNM, YBEINYMBACT CEpPACUHBII
BBIOpOC.

[MosutuBHBIE 3¢ heKTH cuneHabUIa
npu aauTenbHoit Teparnuu JIIT mokazaHb
u nipu ero KomOouHauuu c I[1T. B cpaBHu-
TEJIbHOM MCCJIEIOBAHUM WJIOTIPOCT TIPH-
BOIWJI K OOJIbIIEMY CHMKEHMIO OOILETO
JICC u naBneHMsI B JIETOYHOI apTepuu,
yeMm cuageHadpwmn. CouetaHue Tmperapa-
TOB BBI3BIBAJIO OOJiee CYILIECTBEHHBIC W
JUTMTEIbHBIE M3MEHEHMS TIOKazaTeleit
reMoIMHaMuKH, yBeandenue Ha 30—40 %
MUCTAHLIMU B TECTE 6-MUHYTHOM XOIbObI.

BaxxHbIMM TOCTOMHCTBAMM CHJIIEHA-
(una gBASIOTCS OTCYTCTBHME TeMaTOTOK-
CUYHOCTM Y BO3MOXHOCTH Tepopab-
Horo mpuemMa. [TpoTuBomokazaHUSIMU K
Ha3HAUYCHMIO cuIneHaduIa SBISIOTCA
TMIEePYYBCTBUTEIBHOCTD, COIMYTCTBYIO-
LA TIOCTOSHHBIA WIM 3MU30IAYECKUIA
MpUEeM HUTPATOB B JIOOBIX opmax.
CoryTcTByOIllee Ha3HaYeHUE KEeTOKO-
Ha3oj1a, SPUTPOMUIIMHA, LHUMETUAMHA
MOBBIIIAET, & pudaMIULIMHA — CHUXKAET
KOHIIEHTpAIMIO cuaneHaduia B KpOBH.
Hawnbonee vactbie mobGouyHbie 3(DPEKThI
cuineHaduna: ronoHas Gonb (16 %),
runepemust auna (10 %), 3aTpynHeHue
HOCOBOTO nbixaHusi (4 %), HapylleHue
cHa (3 %), mucnencus (2 %).

Takum 00pa3oM, COBpeMEHHbIE KJlac-
ChI JIEKAPCTBEHHBIX TpenapaToB — APD,
uuruburopsl MJID-5, II' — oTKphIBa-
IOT HOBBIE TEPCIEKTUBbI d(PGHEKTUBHO-
ro jgeyeHus: mauumeHToB ¢ JIAIL, menaror
0osee ONTMMMCTUYHBIM B3IJISIT Ha MX
MpOrHo3. 3a pybexoM IepeyrclieHHbIE
npernaparbl BKJIIOUEHbl B CIeLMalbHbIE
MporpaMMbl, obecrieurBaloe 00Jib-
HbIX JIAI' HeoOXOAMMBIMM TSI JIeYEHHUS
JIEKapCTBEHHBIMU CpelicTBAaMU. B Haieit
CTpaHe TMokKa O(MUIMATbHO IS JeYEeHUS
maiueHToB ¢ JIAI 1I-1V ®K omobpen
TOJIbKO 603eHTaH. CTOMMOCTbh MECSTYHOTO
Kypca JieueHUs: OO3EHTaHOM COCTaBIISIET
0osiee Tpex ThicsiU eBpO. TONBKO JIbFOTHOE
obecrnieueHue 60sbHbIX JIAT ¢ moMolbio
TOCYIapCTBEHHBIX MCTOYHUKOB (DMHAH-
CUPOBAHMS MOXET TTOMOYb HY>KIAIOIINM-
csl B JICYCHWM TAIlMEHTaM BBDKWBATH U
KUTD ITOJTHOU XU3HBIO.
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