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6.3. JleueHne

B nocienHue necaTunaeTvs JiedeHUE JIETOYHOW apTe-
puanbHO# rurnepreH3un (JIAI') KapanHaIbHO WU3MEHU-
JIOCh — MOBBICUJIACH €T0 CIOXHOCTb, IMOSIBJIMCH HOBBIE
nIokasaTelibeTBa 3¢ dekTuBHoCcTH [146—148]. Tlpouecc
sgedyeHus 6oabHbIX JIAT Henb3st paccMaTpuBaTh Kak
MIPOCTOe Ha3HAUCHUE JIEKapCTB; ceromHs yeueHue JIAT
MPEACTaBIsIeT COOO0M CIOXHYIO CTPaTervio, BKIOYaIO-
1IIYI0 Ha4YaJbHYIO OLIEHKY TSKECTH O0JIBbHOTO 1 TTOCIeTy-
IOLLYI0 OLIEHKY 3((DEKTUBHOCTU TepaIIUU.
CoBpemenHoe JieueHue JIAIT MOXHO pa3nemTh Ha

3 ocHOBHBIX 3Tama [149]:

e 1-ii (HavyaJdbHBIN) 3Tanm MOApa3syMeBaeT OObLIUHBIE
MepoIpusaTus (pu3ndeckass aKTUBHOCTD, JIETOIHAS
peadmIMTaLINsI IO HAOMIoIeHUEM CTICINAJICTa, Bele-
HHUEe OepeMEHHOCTH, KOHTPOJIb POKIAEMOCTH U TTOCT-
MEHOIIay3ajJbHasi TOpPMOHaJbHAs Tepanusi, IJ1aHOBOE
XMPYPrudeckoe jieueHue, mpoduiakTuka MHOEKINI,
TICUXOJIOTHYECKAsT TTOAAepKKa, TTOBBIIICHUE TTPUBEP-
JKEHHOCTH JICUCHHUIO, TeHETUYECKOE KOHCYJIBTHPOBA-
HUE 1 COBETHI IO IMyTELIECTBUSIM); TOMAIEPKUBAIO-
LIy Tepanuio (MmepopajibHble AHTUKOATYJISHTHI,
NUYyPETUKU, KUCIOPOI, NUIOKCWH); HalpaBieHue

B OKCIIEpPTHBIE KOHCYJIBTaTUBHBIC IICHTPHI, UCCIIEIO0-
BaHME OCTPO Ba30PEaKTUBHOCTH [JIS BBISIBICHUS
MOKa3aHUM K JJIMTENbHOW Tepanuu OJioKaTopaMu
KanbuueBbix KaHanoB (BKK);

+ 2-i1 3TaIl BKJIIOYAET HAYaJIbHYIO TePAITUIO BEICOKUMH
no3amu BKK y 00/IbHBIX C TTOJIOKUTEIbHBIM TECTOM
Ha OCTPYIO Ba30peakKTUBHOCTb JIMOO JIeKapCTBaMu,
nokazaHHbIMU ipu JIAI' y GolbHBIX ¢ OTpUlIATEb-
HBIM TECTOM Ha OCTPYIO Ba30PEaKTUBHOCTD, B COOT-
BETCTBUM C IIPOTHOCTUYECKMM PUCKOM (CM. TaoI. 13),
KJIaCCOM PEKOMEHIAIIMi Y YPOBHEM J10Ka3aTeJIbCTB
JUIST KaxKIOTo MpenapaTa WM UX KOMOMHAIUM;

* 3-i1 5Tam 3aBUCUT OT OTBETa HAa HAYAJIBHYIO TePaInIo.
IIpu HemocTaTOUHON 3(PHEKTUBHOCTH TIpeIIararoT-
Cs1 KOMOMHAIIMY JIEKapCTBEHHBIX TTPeIapaToB, Mpe-
Ha3HavyeHHBIX 11 JedyeHus JIAL, u TpaHcriaHTaus
JIETKUX.

6.3.1. 06wme meponpusaThs

Bboabnbie JIAT HyknaloTcsl B cOBeTax IO MOBCEIHEBHOM
(U3MYECKON aKTUBHOCTU U afallTallii K HeompeaeaeH-
HOCTH, CBSI3AaHHOM C CEPbE3HOU XPOHUYECKOM KM3HE-
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yrpoxatoieit 0ojie3Hbto. JIAI, Kak mpaBuWIO, COIIPO-
BOXIAETCA HEKOTOPOU CTEIEHBIO COLIMAIIBHOW W30JI4-
uuu [150]. IToBbILIeHUE YBEPEHHOCTHU, HACTPOIi Ha Tpe-
oojiecHre OOJIe3HW W ITO3UTUBHBIN B3IJIAN B Oymyllee
MOTYT OKa3aTh I'PYMITHI MOIACPKKHU, [IOTOMY KeIaTelb-
HO MOTHMBHUPOBAaTh O0JIHLHOIO U €TI0 POACTBEHHUKOB IPH-
COEAUHSATHCS K TAaKUM TpylnaM. PekomeHpanuu mo oo-
LM MEPOIPUSTUSIM IIPUBEIEHbI B Ta01. 16.

6.3.1.1. Quanyeckast akTMBHOCTb 1 NIEroyHas peabunmTaums
10A HaBMOAEHNEM CrieLmManmcTa

B Kimmanyecknx peKoMeHIaIusIX 10 JeTOYHOM TUIIep-
ten3uu (2009) 6onpHbIM JIAT moKa3aH aKTUBHBIN 00pa3
KM3HU, HACKOJIBKO 3TO TTO3BOJISIIOT CUMIITOMBI 3a00J1¢-
BaHus [151]. PekoMeHayeTcs Takxke M30eraTh ype3mep-
HOU (bU3NYecKol aKTUBHOCTH, MPUBOASIIEN K yCUJIE-
HUIO CHUMIITOMOB, a IIPA HM3KOM YpOBHE (DU3MUIECKOI
aKTUBHOCTU — (pu3MUecKas peabuInTaLus 1o HaOIo-
JIEHUEeM crenralncTa. OTa peKoOMeHAalsl OCHOBaHa Ha
pe3yjbratax paHAOMU3UPOBAHHOIO KOHTPOJUPYEMOIO
nccnenoBanus (PKM) [152], B KOTOpOM IOCTUTHYTO
VIy4dllIeHUEe TEPEHOCUMOCTU (DU3UUYECKOM Harpy3KH,
(YHKIMOHAJIBHOIO COCTOSIHUSI U KaUeCTBa XKU3HU Y JIUIL
¢ JIT, mpuHUMAaBIINX yJacTHEe B TPEHUPOBOYHON IPO-
rpamMMe, IT0 CpaBHEHUIO ¢ KOHTPOJIbHOM HEeTPEHUPOBAH-
HOW rpynroii. BmocimeacTBuy 3Tu pe3yabTaThl IOJ-
TBEPXKACHBI JOMOJHUTEIbHBIMU HEKOHTPOJIUPYEMbIMU
WCCJIEIOBAHUSIMU C MCTIOJIb30BAaHUEM Pa3HBIX PEKMMOB
dusnyeckoil TpeHUpoBKU [153—157]. OnybGaMKOBaHBI
pe3ynbrathl ene 2 PKU, B KOTOphIX ITOKa3aHO, YTO ypO-
BeHb (DU3MYECKOUN aKTUBHOCTU Y TPEHUPOBAHHBIX 0OJIb-
HbiX JIAI' moBBICWJICSI, YTOMJISIEMOCTb YMEHBILIWIACH,
paccTosiHue, MPOMIECHHOE IIPU BBIITOTHEHUM 6-MUHYT-
Horo marosoro tecra (6-MIIT) yBeauumaock, MOBbI-
CWINCh KapauopecnupaTopHas (YHKIUS U KayecTBO
KM3HU TT0 CPaBHEHUIO ¢ HETPEHUPOBAHHOUW KOHTPOJIb-
Hoi1 rpyrmoii [158, 159]. Pasmep BEIOOPOK BO BCEeX ITUX
HCCIeI0BaHUsIX AJ0ocTaTouyHo Mai (oT 19 mo 183 marmu-
€HTOB), a TPEHUPOBKU TILATEJbHO KOHTPOJIMPOBAIUCH
MEIUIMHCKUM TIEPCOHAIOM U B HEKOTOPBIX CIIydasix
BBITIOJIHSITACH B CTAIIMOHAPHBIX YCIIOBUSX.
HenocratkoMm 3Toi1 peKOMEHIALIMU SIBJISIETCSI OTCYT-
CTBUE JaHHBIX 00 ONTUMAJIBHOM pexkrume (usndyeckoi

PekomeHpaauum

WUsGeratb GepemMeHHOCTH

peadWIMTAlINM, UHTCHCUBHOCTH W JUIMTEIBHOCTH Tpe-
HUpoBOK. Kpome Toro, orcyrcrBoBajia mogpoOHast WH-
dopmarus o xapakTepe MEAULIMHCKOIO HaOIIOAEHUS BO
BpeMsI TPEHUPOBOK, OCTaBaJINCh HESICHBIMU MEXaHU3MBI
YMEHBIIICHNST BEIPAXKEHHOCTH CHUMIITOMOB, VIYUIICHMS
MEPEHOCUMOCTU (DUBMUYECKUX HArpy30K U (PYyHKIIMO-
HaJIbHOTO COCTOSIHMSI OOJIbHBIX, a TakXKe BO3MOXKHOE
BIUsSHUE (U3NYECKOW peabuiIuTalluu Ha MPOTHO3.
B megunuHckue neHTpHI ¢ onbiToM JieueHus JIAIL u pea-
ounuTauuy OONBHBIX CO CHMXKEHHON (m3Mueckoit ak-
TUBHOCTBIO CJIeAYeT BHEAPUTh ITPOrpaMMbl (hU3UYECKOM
TpeHupoBKU. [ToMrMO 3TOT0, OOIBHBIC JOJKHEI TTOTY-
YaTh JICUCHUE I10 BBICIINM (DapMaKOJIOTMICCKUM CTaH-
JapTaM M TIpU TOCTVKEHUU KIMHUYECKM CTAOMIBLHOTO
COCTOSTHUSI JOJIKHBI BKJIHOYAThCSI B MPOrpaMMbl (hU31-
YeCKOU peabMIUTALIMU T104 KOHTPOJIEM METULIMHCKOTO
TepcoHaia.

6.3.1.2. BepemMEHHOCTb, KOHTPOIb POXAAEMOCTY 1 NOCTMEHONAy3abHast
roPMOHaJIbHas Tepanms

bepemeHHOCTD y >XKeHIIMH, 001bHBIX JIAL, mo-npexHe-
MY COIIPOBOKIAETCSI BBICOKOU JieTalbHOCThIO0. OTHAKO
HelaBHO OMYyOJMKOBaHbI JaHHBIE O TOM, YTO IPOTHO3
ucxona 6epemenHoctu npu JIAT, no kpaitHeit Mmepe npu
XOpOIIO KOHTPOJMPYEMOM, VIYUIIWICI, B YaCTHOCTHU
y OOJIbHBIX, OTBEYAIOIIUX B TEUCHUE JJIUTEIbHOTO Bpe-
menn Ha Tepanuio BKK [160]. 3a 3 roga B 13 1eHTpax,
MPUHUMABIIINX YYacTHE B 9TOM MUCCJIEIOBAaHUM, HAOJIO-
nganuch 6epemennbie ¢ JIAL (n = 26); 3 (12 %) keH1uu-
Hbl yMepid, Y 1 (4 %) pa3Buiach IpaBOXEIy104YKOBAasI
(TT2K) HemocTaTOYHOCTh, MPU KOTOPOM MoTpedoBaiach
CpOYHasl TpaHCIUIAHTAIIUS KOMIIIEKCa <«Cepale—iaer-
Kue». Y 8 XXeHIIMH 0epeMeHHOCTh IIpepBaach — CIIOH-
TaHHO (1 = 2) ¥ npeaHamepeHHO (1 = 6). B 16 (62 %)
cayJasix 0epeMEeHHOCTb 3aBepIIUIach YCIEUIHO, POXKIe-
HUEM 3[I0POBbIX AeTeil, 6e3 ocnoxHeHul. B uccienosa-
Huu [161], BeimonHeHHOM B 5 nentpax CIHA (1999—
2009), nadmonanuch 6epeMeHHble ¢ JIAT (n = 18), us
kotopeix 3 (17 %) ymepau. OmHako IO TepecMOTpa
pEeKOMEHIAMKU 10 MPEeIyNpeXIeHUI0 OepeMEHHOCTH
y Bcex eHIIUH ¢ JIAI aTu pe3yabraTtbl HyXAAlOTCS
B IOATBEPXKICHUM TAHHBIMM 0oJiee KPYIHBIX Cepuit
HabmoaeHuit. [Tpu ob6cykaeHUM HanboJIee MOAXOasIIIe-

Tabauua 16

Pexomendauuu no od6wum meponpusmusam
Table 16

Recommendations for general measures

Ccbinka®
[160, 161]

YpoBeHb”

BakuuHauus npoTUB rpunna u NHeBMOKOKKa

Mcuxonornyeckas nomoLLpb

dusmnyeckue TPEHMPOBKM NoA HabNloAeHUEM crieLuanncTa Ha GoHe NleKapcTBEHHON Tepanum npu GUanyecKoi

[eTPEHNPOBAHHOCTH

WHransumm kucnopopna eo Bpems aevanepenetos npu Il v IV @K no BO3 n Pa0,< 8 kMa (60 mm pr. cT.)

Tpu NNaHOBbIX XMPYPruyecKnX onepaLusix no BO3IMOXHOCTM XeNaTeNbHO UCMO0Nb30BaTh ANNAYPaNbHYIO,

a He 00LLYI0 aHeCTe3uio

He pekomeHayeTcs ypeamepHas puanyeckas akTuBHOCTb, MPUBOASALLAS K YCUNEHMIO CUMITOMOB 3aboneBaHus

Mpumeyatue: JIAT - neroyHas aptepuansHas runeptexaus; OK - dyHkumoHanbHbiit knace; BO3 - BecemupHas oprasusauns 3npasooxpanenis; Pa0, - napupansHoe Aasnexue kuenopoaa
B apTepUanbHON KPOBY; @ — KNace PEKOMEHAALIIA; ° ~ YPOBEHb J0KA3aTENbCTB; ¢ — CChUKY, MOATBEPXAAIOLLVE AAHHYI0 PEKOMEHAALMIO.
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r0 MeToAa KOHTPOJS 332 POKIAEMOCTBIO COTJIACHST TaKXKe
He JTOCTUTHYTO. bapbhepHble KOHTpalleNTUBBI Oe30IacHbI
IIJIS1 MAaUMEeHTOB, HO UX 3 (EKT II0X0 npeackazyeM. Mo-
HOIIpeTapaThl MPOrecTepoHa, TakKhe KaK MeIpPOKCHUIIPO-
recTepoHa areTaT 1 STOHorecTpes, 3¢ (MeKTUBHBI 1 JIUIIIC-
HBl HEIOCTaTKOB 3CTPOr€HOB, OCOOEHHO IPEIBITYIITNX
rokoJieHuii [162]. CrremyeT MOMHUTD, YTO TTPU MCITOIB30-
BaHUM aHTAroHUCTAa peLenTopoB 3HAoTeanHA (APD)
003¢HTaHA MOXKET CHIKAThCS 3(P(HEKTUBHOCTD ITePOpaIhb-
HBIX KOHTpALENTUBOB. Dh(PeKTUBHA TAKXKe BHYTPUMATOU-
Hasl CIIMpaJib ¢ MEUIEHHBIM BbICBOOOXKICHUEM JIEBOHOPIe-
cTpeJia, HO MHOT/IA TIPU €€ YCTAHOBKE MOTYT OTMEYaThCs
Ba30BarajbHbIe peakIliu, TUIOXO IIepPEHOCHUMBIC AIlUeHT-
Kamu ¢ Tskenoit JIAD [162]. MoXHO MPpUMEHSITh TakKxKe
KOMOMHALIWIO 000MX METOOB. bepeMeHHBIX ciieayeT Mpo-
MHGOPMHUPOBATh O BEICOKOM PUCKE U OOCYIUTH BO3MOX-
HOCTb TIpepbIBaHUs OepeMeHHOCTH. Eciu maiyeHTKa pe-
1IaeT COXPaHUTh OEPEeMEHHOCTh, OHA MOJIKHA ITOJyJaTh
cneuduyeckyro Tepanuio o nosoay JIAIL Pogopaspeiie-
HME B TAKUX CITy4asiX JOJDKHO OBITh TUTAHOBBIM ITPY TECHOM
COTPYIHMUYECTBE TMHEKOJIOTOB M CIIeMaaucToB 1o JIAT
B TeUeHue Bceit bepemeHHocTH [163, 164].

OcTaeTcsl HEICHBIM, MOXHO JIM PEKOMEHIOBAaTh
xKeHiuHaM ¢ JIAI B mocTMeHomnay3ajibHOM MepUoje
TOPMOHAJIBHYIO 3aMECTUTEIIbHYIO Tepanuto. Ilpu mro-
XOM MEePeHOCHMOCTH CMMITOMOB MEHOIIay3bl OHa MO-
JKeT Ha3HauyaTbCsl BMECTE C MepopaibHbIMU aHTHUKOAry-
JITHTaMMU.

6.3.1.3. [InaHoBOE Xupypruyeckoe neyeHne

CyuraeTcs, 4TO ILJIAHOBOE XUPYPruyeckKoe JieYeHUe
6osbHBIX JIAT conpsikeHO ¢ BBICOKUM pruckoM. Octaet-
cs HESICHBIM, KaKOM BapWaHT aHEeCTe3UH Hambdoee
MPEATNIOYTUTENICH; BEPOSITHO, SMUAYypaJibHAS aHEeCTe3Us
MepeHOCUTCs Jydine, yeM obmas [165—167]. boiabHbIE,
MoJTydarolne IepopaabHble TpernapaThl I JIeUeHUs
JIAT, 1o BoccTaHOBJIEHUSI CIIOCOOHOCTH IIPOIJIATHIBATh
1 abcopOupoBaTh TepopajbHbie (OPMbI BBIHYKIECHBI
BPEMEHHO MePeXoaUTh Ha BHYTPUBEHHOE WU HeOyaii-
3€pHOE JIEYCHMUE.

6.2.1.4. [pounaxTinka nHGeKLmit

bonbubie JIAI moaBep:kKeHbl MHEBMOHUSIM, KOTOpbIE
CTAHOBSTCS MPUYMHON cMepTu B 7 % citydaes [34]. Pe-
KOMEHIyeTCs1 BaKIMHUpoBaTh OoJibHBIX JIAIT mpoTuBn
ITHEBMOKOKKA 1 TPUIIIIA, XOTSI KOHTPOJUPYyEeMbIe hCCIIe-
JIOBaHUS I10 3TOI TeMe OTCYTCTBYIOT.

6.3.1.5. [Menxonorudeckas noanepxka

JIT' 3HaUMTENbHO BIMSIET HAa TICHUXOJOTMYECKOE, COIIM-
ajibHOEe (B T. 4. (pMHAHCOBOE), SMOLIMOHAJIBHOE U JYIlIEeB-
HOE COCTOsSIHHME OOJIbHOIO M €ro POACTBEHHMKOB [168].
B TsmKenbIx cirydasix y Bpaueil, y4acTBYIOIINX B BEICHUN
TaKMX IMallMeHTOB, MOJDKHBI IPUCYTCTBOBAaTb HaBBIKU
U OITBIT OLICHKHU U pa3pelleHust MeAUIIMHCKUX ITPOOJIeM,
CBSI3aHHBIX CO BCEMM 3THUMM acIleKTaMM, IPU TECHOM
COTPYIHUYECTBE C COOTBETCTBYIOIINMU CITCIINATCTAMMU
(mcuxuaTpoM, KIMHUYECKUM IICMXOJOTOM, COLIMAJb-
HbIM paboTHUKOM). Takke o4eHb BaxKHBI TPYMIIbI MO -
JIepKKN OOJILHOTO, TMAIIMEHTY PEKOMEHIYETCS IIPUCOE-
IUHATHCS K TAKUM TPYyTIIIaM.

Knunnyeckme pekomeHpaumm

JII" MOXeT 3HAUUTETbHO OrPaAaHUUYMBATh KU3Hb O0Ib-
Horo. IToMUMO TICHUXOJIOTMYECKO U COLMATbLHON MO~
JIEpKKU, CAeayeT akTUBHO TIJIaHUPOBATh MaJJIMaTUBHYIO
MOMOILIb C BOBJIEYEHNEM MPU HEOOXOAUMOCTHU COOTBET-
CTBYIOIIUX CHELUATNCTOB U CITyXO0.

6.3.1.6. [TpBEPXEHHOCTb NEYEHNI0

M3-3a cioxHoctu Tepanuu JIAT 1 BepOSITHOCTA YMEHb-
MIEHUST MM U3MEHEHUS PeXMMa JICUSHUST CAaMUM Tallv-
€HTOM UJIM BpayoM 0Oe3 orbITa BeAeHUs TaKUX OOJbHBIX
cJieTyeT MepUOIUYECKU MPOBEPSITh BHIMIOJHEHUE Mallv-
€HTOM BpauyeOHBIX PEKOMEHIAIUA.

6.3.1.8. Moeankn

B HacTosiniee Bpemsi UCCIeI0BaHUS C UCITONb30BAaHUEM
CUMYJIILIMM aBUariepesieTa, Ipy MOMOIIU KOTOpOii orpe-
nensieTcsl moTpedHocTh 0osibHOTO JIAIT B KHcCiIOpone BO
BpeMsI JUIMTEJbHOIO ITiepesieTa, OTCYTCTBYIOT. YUUThIBAS
M3BECTHBIE (bu3nonorudyeckue 3chbeKTbl TMITOKCUH,
MOKHO JIOITyCTUTh, 4T0o 00bHBIM JIAT III 1 IV ®K 1o
BO3 u cTaOMIBHBIM TTAPIIAATIEHBIM JaBJICHIEM KHCIOPO-
Ja B aprepuasibHoii Kposu (Pa0,) < 8 kIla (60 MM pT. CT.)
MOKET MOTPeOOBaThCSI MHTATSLIMS KUCIOPOIa BO BpeMsl
aBuanepesieta [169]. ITorok kuciopoaa 2 1 B MUHYTY IO-
BBIIIACT JaBJICHUE BIBIXacMOTO KMCJIOpPOIa IO BEJIMYMH,
PETUCTPUPYEMBIX Ha ypOBHEe Mops. TakuM IaleHTam
TakKe cienyeT uzberaTb noabeMa Ha BbicoTy > 1 500—
2000 M 0e3 OOMOJHUTEIBHOIO KUCIOpoaa. BoJbHBIM
JIAT pexomeHayeTcs1 UMETh IIpU ceOe B IOe31KaX IMUCh-
MEHHY0 UH(DOPMALIMIO O 3a00JIeBaHUM U KOHTAKThl Hal-
OoJjiee MPUOMMKEHHON K MapllpyTy IMOe3IKU MECTHOM
KJIMHUKU C OIBITOM BeeHUsT 00abHbIX JIT.

6.3.1.8. [eHeTnyeCK0e KOHCY/IbTMPOBAHIE

OrtnenbHbiX 00abHBIX JIAT cenyeT HampaBJIsSITh Ha TeHe-
TUYECKOe KOHCYJbTUPOBaHUE (MOAPOOHOCTU CM. B pa3-
nene 5.1.12) [26]. B ¢Bsi3u ¢ ICUXOJIOrMYECKUM BO3/Iei-
CTBUEM KaK ITOJIOXUTEJbHOTO, TaK M OTPUIIATEIHBHOTO
pe3yJbTraTta reHeTUYeCcKoe O0CIeIOBaHUEe U KOHCYJIbTH-
pOBaHUE TOJLKHO IIPOBOIUTHCS B COOTBETCTBUU C MECT-
HBIMU TIpaBWJIAMH IIPH YIaCTUU MHOTOIPOMIIHFHOTO
KOJUIEKTHBA B COCTaBe crielanrucToB o JII, reHeTukoB
U 1icuxojioroB. Ilpu BbISIBIEHUM MyTaluii OOJIbHbIE
¥ WICHBI NX CeMel MMEIOT IIPaBo 3HATh CBOI TeHETHYEeC-
KU CTaTyC IS JAJIbHEUIIETO TNIAaHUPOBAHUS CEMEHBIX
OTHOILIIeHUI. B HacTosiIee BpeMsi HOCUTEIIM MyTalluu
pelenTopa KOCTHOro MopdoreHeTuyeckoro oenka 2-ro
THIIA HE PEKOMEHIYETCSI MMETh COOCTBEHHEBIX HETEil;
py 0epeMEeHHOCTH PEKOMEHIYETCST IIPOBOAUTD IIpeHA-
TaJlbHOE TEHETUYECKOe TeCTUPOBaHUE («PEeIpOIyKTHB-
HBII 1IAHC»), UCTI0JIb30BaTh JOHOPCKUE MOJOBbIE KIET-
KM JIMOO YCHIHOBIISATH pedeHka [170].

6.3.2. loanepxusaioLLas Tepanns

PexomeHgannm 1mo MmoaaepKUBaloIeil Tepanuy MpuBe-
JIeHbI B Ta0i. 17.

6.3.2.1. [lepopasibHbie aHTUKOAryNsSHTbI

ITpu ayroncuu 6oabHBIX MJTAT yacTo BBISIBASIIOTCSI TPOM-
ootuyeckue cocyauctoie moBpexaeHus [171]. Takxke
MOTYT BCTPeUYaThCsl HAPYIIICHUST CBepTHIBAHUS M (PUOPH-
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Tabauua 17
Pexomendauuu no nodoepycusaroweii mepanuu
Table 17
Recommendations for supportive therapy
PekomeHpaumuu Knacc® | YpoBeHb® | Ccbinka®
BonbHbiM JIAT npu npusHakax MK-HepocTaTo4HOCTH U 3aA€PXKKU XMAKOCTU PEKOMEHAYETCS ANYpeTMYecKas Tepanus [178]
BonbHbiM JIAT npu noctosiHHoM Pa0; < 8 kMa (60 MM pT. CT.) pekoMeHAyeTcs NocTosHHas KucnopoaoTepanms? [179]
BonbHbim WIAT, HJTAT u JIAT, 06ycnoBneHHoi NpueMoM aHOPEKCUreHOB, MOTYT Ha3HavaTbes nepoparbHble [] [84,171,
AHTUKOArynsHTbl 175-177]
BonbHbiM JIAT npu He06X0AMMOCTH JOMKHA BbINOJHATLCS KOPPEKLUS aHeMun 1 00MeHa xenesa Ilb [184]

BonbHbiM JIAT He pekomeHayeTcs HasHayaTb MATD, aHTaroHUCTbI peLienTopoB aHrnoTeH3uHa ll, f-6nokartopbl  nBaGpaauH,
€CJIM 3TO He CBA3AHO C COMYTCTBYIOLMMM 3a001eBaHNSMM (HanpuMmep, BbICOKO CUCTEMHOIA apTepuasbHO runepTeHameit, -
UBC unu J1XK-Hea0CTaTONHOCTLIO)

Mpumeyatue: JIAT - neroyHas apTepuanbHas runeptenans; MX - npaebiii xenynoyek; Pa0, - napumanbHoe AasneHue KMCI0POZa B apTepuanbHoit kposu; WAL - uauonatinieckas neroyHas
apTepuanbHas runepteHsns, HITAT - HacneCTBEHHas NIerodHas apTepuanbHas runepTenans; MAMN® - MHIMOUTOpLI aHroTeH3MHNPeBpaLLaioLLero depmenTa; UBC - nwemmnieckas 6onesHb
cepaLa; JIX - nesbiii Xenynoyek; @ - Knacc pekoOMeHAaLIA; ® — ypoBEHb 10Ka3aTeNbCTB; © - CCbIKK, NOATBEPXAAIOLLME AaHHYIO PEKOMEHAALMIO; ¢ - CM. Takke pekomeraauum ans JIAT, ces-

3aHHOI C BPOXAEHHbIMYU BHYTPUCEPAEYHBIMY LYHTAMM,

Honusa [172—174]. Hapsaay c¢ HecneumuduuecKUMU
(akTOpamMu pucKa BEHO3HOI TPOMO0OIMOOINHU, BKIIOYA-
IOIIUMHM CePIACYHYIO HEAOCTATOYHOCTh M MAaJIOTIOABIIK-
HOCTB, 3TO CO3IaeT OCHOBY IS Ha3HAYCHMS TIepOpaIb-
HbIX aHTUKoaryassHToB npu MJIAT. JlokazaTeabcTBa UX
3 HEKTUBHOCTU TOJIYYEHBI U151 OOLIEH IPYIMbl 00JIb-
Heix JIATL, B 1. u. WJIAT, nacnenctBenHoit JIAT (HJIAT)
u JIAT, 00yc/10BAEHHOM MPUEeMOM aHOPEKCUTEHOB, B OC-
HOBHOM PETPOCIIEKTUBHO U IO pe3ybTaTaM OIHOIIEHT-
poBbIX ucciaenoBaHuii [84, 171]. JlaHHbIE perucTpoB
0601bHBIX U pe3yabTaThl PKM reteporeHHbl M1 HEOIHO-
3HauHbl [175—177]. [loTeHIMaAbHBIC TIOJOXUTEIbHBIC
a(deKTh MepopaibHbIX aHTUKOATryIsIHTOB Tipu JIAT,
00YCJIOBJIEHHOI APYrUMU 3a00JI€BaHUSIMU, €lIe MEHee
yoeauTeIbHBIL. B 1IeJToM aHTUKOATYJISTHTHASI Teparus Ha-
3HA4YaeTCs IPU OTCYTCTBUM IIPOTHBOIIOKA3aHMI 0OJIb-
HeiM JIAIL, monyJaronyM IIUTeIbHYI0 BHYTPUBEHHYIO
Teparulo MpocTarjaHIMHaMM, B YAaCTHOCTU U3-3a pUCKa
KaTeTep-acCOMUPOBAaHHOTO TpoM0Oo3a. Poiib HOBBIX
TepopaTbHBIX aHTUKOATYITHTOB 11pu JIAI 110Ka He n3y-
yeHa. [JomomHutenvHast nHpopmauusa no JIAIL, oOGyc-
JIOBJIEHHOW APYyruMU 3a00J1eBaHUSIMU, IPUBENEHA B CO-
OTBETCTBYIOIINX pa3aeiax.

6.3.2.2. [inypetukm

HexomneHcupoBaHHas [12K-HenocTaToUHOCTh TPUBOAUT
K 3a7epKKe XKUIKOCTH, TTOBBIIIECHUIO IIEHTPAIBHOTO Be-
HO3HOT'O JaBJICHUsI, 3aCTOIO B TTIEYCHH, aCLINTY U Iepude-
pudeckuM otekam. PKHM mo mcnonb3oBaHUIO JUYpPETU-
KoB 1ipu JIAT' OTCYTCTBYIOT, HO KJIMHWYECKUM OITbITOM
MOKa3aH OEeCCHOPHBIN MOJOXUTENbHbIN 3(hMEKT Takon
Teparuy IIpU Tieperpy3Ke KUIKOCTHI0. BEIOOp mIpemapara
U 03bl IMYPETHUKOB OCTAIOTCS Ha YCMOTPEHUE JIeUalllero
Bpaua [178]. MoxXHO Takxe MPUMEHSITb aHTATOHUCTHI
aJTbIOCTEpOHA TIPM CUCTEMATHUECKOM KOHTPOJIE 3JICKT-
pomurtoB 1iasMbl. Ha doHe mmypermdeckoil Teparmu
BaXKHO MOHMTOPUPOBATH (PYHKIIUIO TTOYEK U OMOXUMU-
YyecKue Mokaszareau KpoBU Bo U30eXKaHME TUITOKATIMEeMU
W CHIDKEHUSI BHYTPHUCOCYIMCTOTO 00beMa KPOBHU, TIPUBO-
ISIINX K TIpepeHaTbHOM MOUYeTHO HEeTOCTaTOYHOCTH.

6.3.2.3. Kncnopon

IMokazaHo, 4TO MpU Ha3HaUYeHUU Kucjaopoaa npu JIAT
CHUXAETCSI JIETOUHOE COCYIUCTOE COTPOTUBICHUE

(JICC), ognako PKHM, B KOTOpBIX MOATBEPKIATOCH OBI
MOJIOKUTEIHHOE BIUSHUE IJIUTEIBHOM KHUCI0pOI0Tepa-
MUK, OTCYTCTBYIOT. Y OoJblIMHCTBAa OosnbHBIX JIAT, 3a
HUCKJIIOYEHUEM JIMLI C BPOXIEHHBIMU IIOPOKAMU CEpALia
(BITC) 1 neroyHo-cUCTEMHBIMU LIIYHTAMU, B IIOKOE OT-
MeJaeTcsl HeTspKesiasl apTepuaibHasi TUIIOKCEMMUSI, €CIIU
Y HUX HET OTKPBHITOTO OBAJIbHOTO OKHA. Omy0IMKOBaHbI
IaHHBIC, YTO KUCJIOPOMNOTepanus B HOUYHOE BpeMs He
BIMSIET HA €CTECTBEHHOE TeYeHME IO3THUX CTamduid
cuHapoma DiizeHmeHrepa [179]. MoxHO mpoBecTy aHa-
JIOTHIO C TIAIMEHTaMU C XPOHUYECKOU OOCTPYKTHUBHOM
0oJ1e3HbI0 Jerkux: eciu PaO, < 8 kIla (60 MM pT. CT.)
WIM caTypalusi apTepUaibHOM KPOBU KUCIOPOIOM
(Sat0,) <91 %, GONBHBIM ClIeNyeT PEKOMEHIOBATh KUC-
JiopogoTepanuio s goctkenus: PaO, > 8 kIla [169].
Kucnoponorepanusi Bo BpeMst (pu3MYECKON HArpy3Ku
MOXET OBbITh Ha3HAaYeHa B TOM CJIydae, €CJIM IIPU 3TOM
YJIYYIIIaeTCsl CaMOYyBCTBUE OOJIBHOTO M KOPPEKTHUPYET-
csl necaTtypaius Ha (poHe Harpy3Ku.

6.3.2.4. [lurokcuH v fpyrue KapamoTPONHbIE 1EKapCTBEHHbIE CPEACTBA

IToka3zaHo, 4YTO MpU Ha3HAYEHUU AUTOKCUMHA B OCTPOIA
npobe yiayudmiaercss cepiaeuHblii BbiOpoc (CB) mpu
NJIAT, xot4 ero 3¢ deKTUBHOCTD ITPU JUTUTETBHOM TTPU-
eme HemsBecTHa [180]. JIUTOKCMH MOXET ObITh Ha3Ha-
YeH JUISl CHUXKEHUSI YaCTOThl COKpAIleHUI XKeJTyT0UYKOB
y 6obHbIX JIAT 1 MeplaTeIbHOI TaXUapUTMUEH.

JanHbie 00 3¢ (GEeKTUBHOCTUA U O€30ACHOCTU UHTUOM-
TOPOB aHTMOTEH3MHITpeBpaLaiero gepmenta (MAIID),
AHTaroOHWCTOB PEIIENITOPOB aHTMoTeH3uHa I, f-6mokarto-
POB U UBaOpaauHa y 60abHbIX JIAT OTCYTCTBYIOT.

6.3.2.5. AHemus v 06MeH Xene3a

JeduuuT Xenesza HEpeAKO BcTpevyaeTcst y 00abHbIX JIAT
u BoIsIBIISIETCS B 43 % cityaaeB UJIAT, 46 % — JIAT nHa
doHe cucTeMHOI cKIepoaepMuu U 56 % — cuHapoMa
OizenMenrepa [181—183]. ITo npenBapuTeIbHBIM JaH-
HBIM TIPY BCEX 3TUX COCTOSIHUSIX MOKa3aHO, YTO nedu-
IIUT 3KeJIe3a MOXKET OBITh CBSI3aH CO CHIDKEHUEM (pU3U-
YeCKOM aKTUBHOCTH M, BO3MOXHO, COIIPOBOXKIATHCS
0oJiee BBICOKOI JIETATbHOCTBIO, HE3aBUCUMO OT HaJu-
yus v TskecTu anemuu [181, 182, 184, 185]. Ha ocHoBa-
HUM 3TUX JAHHBIX PEKOMEHAYeTCs peTyisIpHasl OlleHKa
obMeHa xkeJe3a y 00ibHBIX JIAT, a BeIsIBIIeHME neDUIIN-
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Ta XeJjie3a JOJKHO CITYKUTh ITOBOIOM K ITOMCKY ITOTEH-
uuanbHbIx npuuuH. [lpu mepunurte kenesza HeoOXO-
IMMO Ha3HaueHue MpernapaToB kejie3a. B HeKOTOphIX
HCCIeOBAaHUSAX TOKa3aHo, 4yTo y OosibHbIX JIAI cHU-
KeHa abcopOuMs Kejle3a B KEJIyJOYHO-KUILIEUHOM
TpakTe, TO3TOMY IIPEANOYTUTEIbHO BHYTPUBEHHOE BBE-
neHue xene3a [181, 184, 186], omHaKO KOHTPOJIMpPYeMbIe
WCCJIEIOBAHMS TI0 3TOM TeMe OTCYTCTBYIOT.

6.3.3. Cneynguyeckas nekapcTeeHHas Tepanms

6.3.3.1. brokaropb! Ka/bLMeBbIX KaHas0B

BKK 3¢ @eKTUBHBI TOJIBKO Y HEOOIBIIOrO Yiciia 00Ib-
Hbix UJIAT ¢ moaoXuTeIbHBIM TECTOM Ha OCTPYIO Ba30-
PEaKTUBHOCTb IPU KaTeTepu3alMu MpPaBbIX OTIAEIOB
cepaua (KITOC) (cMm. tabn. 11) [84, 85]. N3 rpynmbl
BKK mpuMmeHsiorcss HU(peAUUH, TUITHA3eM U aMJIo-
IUIWAH, TPEeUMYIIECTBEHHO HUMEIUIUH U AWITHA3EM
[84, 85]. Beioop BKK 3aBUCUT OT MCXOOHOI 4aCTOTHI
cepaeuHbix cokpaiieHuii (HCC) maumeHTa: pu OTHO-
CHUTEJIbHOI OpamuKapauM IIPeATIOUYTUTEIbHB HUbeI-
MMUH ¥ aMJIOAMIIMH, TP OTHOCUTEIbHOM TaXUKapauu —
nuntuaszeM. CyTouHble 103bl 3TUX MpenapaToB, 3¢ dek-
tuBHble Tipu WMJIAT, moctatouHo Bbicoku: 120—240 mr
HudemnnmHa, 240—720 mr quntrazema 1 10 20 Mr am-
JloguIuHa. PekomeHayeTcs1 HaUMHaTh JieueHue ¢ bosee
HU3KMX 103, Hampumep, 30 Mr HUGeaunuHa ¢ MeajieH-
HbBIM BBICBOOOXIeHEM 2 pa3a B AeHb, Wi 60 MI IUITH-
asema 3 pasa B IcHb, WX 2,5 T aMJI0IUIIMHA | pa3 B IeHb.
3aTeM 103bl OCTOPOKHO MOBBIIIAIOTCS 0 MAaKCUMAJIbHO
nepeHocuMbIX. OrpaHuYMBalOIIUMU (daKTopamMu MOpu
MTOBBIIIEHUH J03 MOTYT OBITh CHCTEMHasI TUTIOTCH3HS 1
neprudeprIecKre OTeKN HIDKHNX KOHeYHOCTel. Boib-
Hbie MJTAT 1 monoXuTeIbHBIM TECTOM Ha OCTPYIO Ba30-
peakTUBHOCTh, KOTOpbIM HazHaueHbl BKK, HyxXnatorcst
B TIIATEJILHOM HAOJOJEHWU B OTHOIIGHWM Kak 0e3-
OITACHOCTH, TaK W 3G (GEKTUBHOCTU TePAIIUU C TTOJIHBIM
MOBTOPHBIM oOcienoBanuemM, BkmovamomuM KITOC,
yepe3 3—4 Mec. JIeueHuUsl.

Ecnu y manumeHTa He ITOJIyYeH ameKBaTHBI OTBET
Ha Ttepanuio BKK, uTo omnpenensieTrcs Kak JOCTUXKEHUE
[ wiin 11 @K o BO3 u BelpaxkeHHOE yiaydlleHue (II04TH

Knunnyeckme pekomeHpaumm

HOpMaJIM3aIlvsl) TeMOIMHAMIWYICCKIX TI0Ka3aTeleil, cie-
IyeT no0aBUTh crielpuYecKre TpernapaThl IJis Jieue-
Hus JIAT. Muorna tpedyetcsa couetanue bKK co cnieru-
duyeckumu mipenapatamu g jgedenus JIAD u3-3a
JATbHENIIETO KIMHUYECKOTO YXYAIIEHUST TIPU TIOTIBIT-
kax otmeHbl BKK. Ecnu tect Ha ocTpyio Ba3opeakTUB-
HOCTb OTpMUATEIbHBIA WM HE MPOBOAWICS, Ha3Haue-
Hue BKK He pekoMeHayeTcs M3-3a MOTEHUMATbHBIX
Cepbe3HBIX TTOO0YHBIX 3(h(HEeKTOB (TUIOTEH3MsI, CUHKO-
nanabHbie cocTossHus, [12K-HegoctaTtouHocTh) [187].

BazopeakTuBHOCTb, MO BCeit BUIMMOCTH, HE MPOTHO-
3UpyeT 01aroNpUsATHOTrO 3 deKTa ITUTEILHON Teparnu
BKK y 6onbHbIx JIAT Ha pone BIIC, nndekmn Bupy-
coM uMMyHoxeduura yeiaoBeka (BY), mopromyib-
MOHAJIbHO TUIIEPTEH3UHU U JIETOYHOM BEHOOKKIIO3MOH-
Hoii 6o1e3nu (JIBODB) [188, 189].

Pexomenpauuu no tepanuu BKK cymmupoBaHbI
B Tabx. 18. Paspemenusie mpu JIAI 10361 3THX Npenapa-
TOB MOXHO HAaliTU B OOHOBJIEHHOM aHHOTALIMU K KaXKI0-

My Tpernapary.
6.3.3.2. AHTaroHMCThI PELIENTOPOB SHAOTENMHA

HoxkazaHo, uyto npu JII' MpoucXoauT akTUBAIUsI CUCTe-
MBI HIOTEIMHA KaK B TUIa3Me KPOBH, TaK W B JISTOUHOM
tKaHu [190]. OcTaeTcst HeSICHBIM, SIBJISIETCS JIU MOBBIIIIC-
HUE TUIa3MEHHOM KOHIIEHTPAalluM SHAO0TeIMHA- | TIpUYn-
Hoit unu caeactsuem JIT [191], Ho B 11060M ciydae 3Tu
JAaHHBIC CBUICTEIBCTBYIOT O 3HAYNUTEILHOM POJIM CUCTE-
MBI oHpoTennHa B matoreHese JIAT [192]. Daportenuu-1
00J1a7aeT Ba30KOHCTPUKTOPHBIMUA U MUTOT€HHBIMU
CBOMCTBaMM 3a CUET CBSI3bIBAHUS C 2 M30(hopMaMu pe-
LEeNTopa B INIAAKOMBIIIEUYHBIX KJIETKAX JISTOUHBIX COCY-
IOB — penenTopamMu 3HmotenmHa A m B. OmmcanHwus
PKH ¢ wucronbp3oBaHUEM JIEKAPCTBEHHBIX IperapaToB
st 1edeHus JIAT, BausironiyMx Ha 3HAOTEJIWH, MPUBEIE-
HbI B TabJ1. VIA 2/1eKTpOHHOI Bepcuu peKoOMeHIalui.
Ambpucenman — APD, KOTOpPBII IPEeUMYIIIECTBEH-
HO CBSI3bIBA€TCS C pelielTOpaMu SHIOTEJMHA TUMa A.
AMOpHCEHTaH OLIEHUBAJICS B MUJIOTHOM MCCleI0Ba-
Huu [193] u 2 kpynHbeix PKHW, B KoTOphIX ObLIa AOKA-
3aHa ero 3(POEeKTMBHOCTh B OTHOIICHUM CHMIITOMOB,
MEPEHOCUMOCTH (DU3UUYECKON Harpy3Ku, reMOAuHa-

Tabauua 18

Pelcomendauuu no mepanuu 6/toxamopamu Kaabuueevlx Kanaioe y 00ABHBIX € NOAONHCUMEALHBIM MECHOM

ocmpoﬁ easopeakmueHocmu

Table 18
Recommendations for calcium channel blocker therapy in patients who respond to the acute vasoreactivity test
PekomeHpauuu Knacc® | YpoBeHb® | Ccbinka®
BonbHbiM WAL, HJTAT 1 nekapcTBeHHO-MHAYLMPOBaHHOIA JIAT ¢ NONOXMTEbHBIM TECTOM OCTPOI Ba30PEaKTUBHOCTH
pekomeHaytoTcs Boicokue fo3bl BKK [84, 85]
BonbHbiM WIAT, HJTAT 1 nekapcTBeHHO-MHAYLMpOBaHHON JIAT, nonyyarowwum Tepanuio Bbicokumm po3amm BKK,
pekomeHAyeTcs TwaTenbHoe HabnoaeHue ¢ nonHbIM oGcnegoBannem, Bknioyas KMOC, yepes 3-4 mec. nevexus [84, 85
MpopomkeHue Tepanuu Boicokumm fo3amu BKK pekomenpyetcs 6onbHbim UNAT, HIIAT 1 nekapcTBeHHO-UHAYLMpPOBaHHOM JIAT
I unu Il @K no BO3 1 BbipaXeHHOM reMoANHAMUYECKOM YNy4LIEHUM (MOYTM 0 HOpPMaNbHbIX 3HAYeHUii) Ha GpoHe Tepanum [84, 85]
BonbHbiM JIAT 11l v IV @K no BO3 unu npu 0TCYTCTBMM BbIPAXEHHOTO reMOAMHAMMYECKOrO YNYYLIEHUS (0YTU J,O HOPMAJIbHBIX
3Ha4eHwii) Ha poHe Tepanum Beicokumu po3amu BKK pekomenpyetcs cneuuduyeckas Tepanms [84, 85]

Bbicokue no3bl BKK He noka3aHbl 60nbHbIM [0 MCCNief0BaHNs Ba30PEaKTUBHOCTY UM NPU OTPULLATENIbHOM TECTe 0CTPOi
Ba3opeakTMBHOCTU. CTaHpapTHbe A03bl BKK MoryT HazHayaTbCs o Apyrum nokasaHusam (Hanpumep, npu cuhapome PeiiHo)

Mpumeyanme: UITAT - ugnonatiyeckas neroyHas aptepuanbHas runeptexans; HITAT - HacnencTBeHHas eroyHas apTepuanbHas runepteHaus; JIAT - neroyHas aptepuanbHas runepTexans;
BKK - 6nokatopkl kansLyessix kaHanos; KMOC - kateTepu3avms npasbix 014en08 cepaua; OK - dyHkuvoHansHsii knacce; BO3 - BcemupHas oprannaawis 3apaBooxpaHeHus; @ - knace pe-
KOMEHZaLWiA; ® - ypoBeHb [,0Ka3aTeNbCTB; © — CChiKIA, NOATBEPXAAIOLIME AAHHYIO PEKOMEHIALMIO.
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MUK U BpeMEHHU J0 KIIMHUYECKOTO YXYIIICHNS Y 00JTb-
Hbix WAL u JIAI, cBssannoii ¢ BIIC u BUY-un-
dexuueit [194]. HacroTta HapylieHUs: GYHKIUU MTEYESHU
coctaBuia ot 0,8 1o 3 %. B CILIA He TpeGyeTcst exemMe-
CIYHOTO KOHTposist ¢yHKIMM niedeHu [195]. IMpu uc-
MMOJb30BaHUY aMOPHCEeHTaHa MOBBIIIACTCS YacTOTa pas3-
BUTUS NIepUPEpUIECKUX OTEKOB.

bosenman — mnepopanbHbIi aKTUBHBIA aHTAarOHUCT
oboux peuenTopoB aHATeIMHA-1 — A1 B u 1-s1 cuHTe-
3UpOBaHHAas MOJIEKYJIa 3TOTO Kjacca JieKapcTB. Dddek-
TUBHOCTh 0Oo03eHTaHa oueHuBanach npu JIAT (MJIAT,
JIAT, cBa3anHoii ¢ BIIC u ipu cunapome Dii3eHMeHre-
pa) B 6 PKM — Study-351, BREATHE-1, BREATHE-2,
BREATHE-5, EARLY u COMPASS-2, B KoTOphbIX
MPOAEMOHCTPUPOBAHO YJyYllleHUE IEePEeHOCUMOCTU
dusnueckoii Harpy3ku, @K, reMonmHaMUKM, 3X0Kap-
nrorpaduuecKux M IomIuieporpaduuecKux ImoKasa-
TeJel U yBeJIMYEHNE BPEMEHU 10 KIMHUYECKOTO YXYI-
meHus [196—200]. IIpumepHo y 10 % OGONbHBIX
3aperucTpUPOBAHO T0303aBUCHUMOE TTOBBIIIEHUE TIeUe-
HOUYHBIX aMUHOTpaHCcdepas3, 00paTuMoe Py CHIDKCHUHT
03bl WIM OTMeHe mpemnapata. [lo 3Toit mpuumnHe pe-
KOMEHIYeTCsI €XEeMECSYHbIi KOHTPOJb MeYeHOYHOU
GyHKUIMM Y OOTBHBIX, MOJyYalOIIMX O03EHTaH.

Mayumenman. JIBoiiHO APD MaluTeHTaH OIEHU-
Basnica B onHoM PKMU [201], B koTropoM GonbHbIe JIAT
(n=742) nonyyanu 3 uau 10 Mr MauMTEHTaHa 1O CpaB-
HeHuio ¢ malebdo B cpeaHeM B TedueHue 100 Hem. Oc-
HOBHBIM KOHEUHBIM ITOKAa3aTelIeM SIBIISUIOCH BPEeMS OT
HayaJia JeYeHMS 10 KOMIIO3UTHOTO KOHEYHOIO MoKa3a-
TeJs1 (CMepTh, MpeAcepaHasl CENTOTOMUS, TpaHCIJIaHTa-
LS JIETKNUX, Ha3HAYCHNE BHYTPUBEHHBIX WA TTOIKOX-
HBIX ITpocTaHonmoB min yxymmenue JIAI). [Tpu mpueme
MaluuTeHTaHa y 60abHBIX JIAIT 0oTMeueHo cyllecTBeHHOe
CHUZKEHME 9TOr0 KOMITO3UTHOTO KOHEUHOTO MoKa3aTesst
W YIyJIIeHWe TTePEeHOCUMOCTH (DU3MIECKON HaTrpy3KH.
[MonoxuTteapHBIN 3 GEKT MOIydeH KaK Y O0JTbHBIX, HE
MOJIyYaBIIMX HUKAKOU IMPEAIIeCTBYIOIIEH Tepalluu, TaK
Wy U1, TToJy4yaBlux Tepanuio no nosoxay JIATL. Ilpena-
paT He o0JiafjaeT renaToTOKCUYHOCTBIO, OTHAKO 3apeTi-
CTPUPOBAHO CHIXKEeHUE TeMoriobuna < 8r/miy 4,3 %
OOJBHBIX, MOJyYaBIIMX 10 Mr MalUTeHTaHa.

6.3.3.3. MHruburopsl pocoamactepads 5-ro Tvna
U CTUMYNISITOPbI TyaHTATLMKNA3b!

Wuruburops! pochoauscrepassl 5-ro tnuna (OAD-5) —
depMeHTa, paspyllIallIero HUKINYEeCKUA TyaHO3MH-
MoHopochar (II'MP), — BBI3BIBAIOT Ba30AMJIATAIIUIO
3a CYeT MeXaHM3Ma COOTHOIIeHMs okcuaa azora (NO) /
ul'M® B opraHax, rae 3TOT (pepMEHT CUHTE3UPYETCsl.
B nerouyHoii cocyaucToil cetu comepxkarcsl 3HaAUUTEb-
Hele KoimuectBa DID-5, mostomy y O0oiabHBIX JIAT
W3y4ajCs TTOTCHIINAIBHBIN KIMHUICCKU 3 GEKT MH-
ruoutopa ®JID-5. [Tomumo storo, nHruouTopsl MAD-5
o0nanaoT aHTUNpoaUbepaTuBHbIM aeiicTBueM [202,
203]. Bce 3 uarnourtopa ®JAD-5 (cunmeHadui, Tamgana-
¢un u BapaeHadwM1), pa3pelicHHBIC IPH JICICHUH dPEK-
TWIBHON NMCOYHKIIMU, BBI3BIBAIOT 3HAYUTEIBHYIO IH-
JIaTalluio JerOYHbIX COCYAOB MPU MakcuMmyme addekra
yepe3 60, 75—90 u 40—45 muH coorBeTcTBEHHO [204].
Xapakrepuctuku PKU c ucronb3oBaHneM ieKapCTBEH-

HBIX TIperapaToB st jgedeHus JIAI, 3aTparuBaroiiyx
meTtabonmu3M NO (CTUMYISTOPHI PaCTBOPUMMOI T'yaHU-
nmaruykinasel (pI'll), ®ID-5), npuseneHsl B Tadm. VIB
3JIEKTPOHHOU BEPCUM pEKOMEHIAIINIA.

Cundenaghun — nepopaabHbBIA, aKTUBHBIN, MOIITHBIN
ceJleKTUBHBINM nHruoutop MJAD-5. B PKU [205—-208]
¢ yyactueM OoabHbIX JIAL, monyyaBiuux cungeHagpu,
MOATBEPXKICHO IOJIOXUTEIbHOE BIWSHUE IIperapara
Ha TIEPEHOCUMOCTDb (PU3UICCKOI HATPY3KH, CUMITTOMEBI
u / uim remonuHamuky. B PKHM, B KoTopbix usyvanucs
a¢hdeKT modapieHus cuiaeHaduaa K 3MOMPOCTEHOIY,
yepe3 12 Hem. JIeUeHUST JOCTUTHYTO YBEIWUYCHHE TIPOii-
neHHoi nucranuuy pu 6-MIT u BpeMeHn 10 KIMHK-
yeckoro yxyameHus. CieayeT OTMETUTh, UTO B 9TOM HC-
CJIeIOBAaHUU 3aperuCTPUPOBAHO 7 JIETaJbHBIX UCXOMIOB,
Bce B rpyiine riaue6o [209]. PaspelieHHas no3a cuiae-
Hadwmia coctapisger 20 Mr 3 pasza B IeHb. BoIbITMHCTBO
No0OOYHBIX 3(P(PEKTOB Mperapara JIeTKUe Uil yMepeHHO
BbIpa’KEHHbIE U MPEUMYILIECTBEHHO CBSI3aHbI C Ba3011-
JaTtanuyein (rojloBHasi 60Jb, TIOKpaCHEHUE JIMIA, HOCO-
BBIe KpoBoTeueHMsT). CorracHO (papMaKOKMHETUKE TIpe-
napara, BHYTpMBeHHas dopma cuigeHadusia MOXeT
Ha3HayaThCsl B KaUeCTBE «MOCTHKa» IJIs1 00JbHBIX JIAT,
MOJTYYAIOIINX TUTEIBHYIO TIepOpabHYIO Teparuio, HO
BpPEMEHHO HE€ CIIOCOOHBIX IMPWHUMATH IIepOpalibHEIE
npenaparhl.

Tadanragpun — cenektuBHBIM wHruoutop MID-5
¢ BO3MOXHOCThIO npueMa 1 pa3 B cytku. B PKU [211]
6osbHbie JIAT (n = 406), nonyyaBiuve Taganacduil B 10-
3ax 2,5; 10; 20 v 40 mr 1 pa3 B cytku (53 % onHOBpe-
MEHHO IoJIyJyaJii 003€HTaH), TOKa3aHO MOJOXUTEIbHOE
BIIMSTHE MAaKCUMAaJIbHOU O3Bl Ha MIEPEHOCUMOCTh (PU-
3UYECKOM HaTrpy3KH, CUMIITOMBI, TeMOIMHAMUKY U Bpe-
Ms1 10 KIIMHUYecKoro yxynaiieHus. [Tobounbie apheKTh
Taganaduia aHaTOTUYHBI TOOOYHBIM 3¢ deKTaM CUIae-
Hadwuna.

Bapoenagpun — waTHONTOp ®ID-5, Ha3HAYACMBIU
2 pasa B cytku. B PKW 6onbHble JIAT (n = 66), He 110-
JlyJaBlllM€ paHee HUKAKOIo JIeYEHUsI, KOTOPBbIM ObLI
HazHaueH BapaeHadw1 B 103€ 5 MT 2 pa3a B IeHb, ITOKa-
3aHO TIOJIOXKUTEIbHOE BIMSHUE TIpelrapara Ha IepeHo-
CUMOCTD (PU3UYECKOI HArpy3KU, FTeMOIMHAMUKY 1 Bpe-
Ml 10 KIIMHWYecKoro yxyauueHus [212]. Mo npodwurio
noOoYHbIX 2P (HeKTOB BapaeHa(UI aHATOTUYEH CUJIIe-
HapuUy.

Puoyueyam. Uurudurops ®AD-5, Takue Kak CUIIe-
Hadwui, Taganadui, BapaeHadui, CTUMYIUPYIOT MeXa-
Hu3M NO—pI'l, 3amemrsst paspymenne ul M@, a ctu-
mynsgTopsl pI'Ll aktuBupyroT pomykiuo ul M® [213].
Bonee Toro, mpu TOKIMHUYECKMX MCCICIOBAHUSIX CTHU-
mysstopoB pI'Ll Ha MoaesnsiX XKMBOTHBIX TTOKa3aHbl aH-
TUTIPOJIN(EPATUBHBICE ¥ aHTHPEMOICIUPYIOIINE CBOW-
CTBa 3THUX IIPEIIapaToB.

B PKU [214] 44 1 6 % Gonbhbix JIAT (n = 443) nojy-
yajayu omHOBpeMeHHO APD wiM mpocTaHOUAbl COOTBET-
CTBEHHO, a Takke 10 2,5 MT puonuryara 3 pas3a B I€Hb.
IIpu 3TOM ITOKA3aHO IOJOXUTEIHHOE BIMSHUE TIpera-
paTa Ha MepeHOCUMOCTDb (PM3MUYECKON HAarpy3Ku, reéMo-
nuHamuky, @K nmo BO3 u BpeMs 10 KIMHUYECKOTO
yxyauieHus. [ToBeillieHre MEPEeHOCUMOCTU (PU3UYECKON
Harpy3kKyd TaKXe IPOIEMOHCTPHUPOBAHO y OOJBHEIX,
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OJHOBPEMEHHO MOJydYaBIIMX Apyryro Tepanuio JIATL.
Cpenu HanboJiee YaCThIX CEPbe3HbIX MOOOUYHBIX AP PeK-
TOB B IpyInax rjiauebdo 1 MmojydyaBlIux 2,5 MI pUOLIUTY-
ara OTMEYeHbl CUHKOIaIbHbIE cocTostHus (4 1 1 % co-
OTBETCTBEHHO). YCTaHOBJICHO TaKXe, YTO KOMOMHAIIUS
puouuryaTa u uHruouropa MJID-5 nmporuBomOKazaHa
B CBSI3U C TMITOTEH3UEH U APYTUMU CBA3aHHBIMU C HEW
noOoYHbIMU 3hbeKTaMu, OMUCAHHBIMU B OTKPBITOU
daze PKU [215].

6.3.3.4. AHamorv npocTaLuKIINHa 1 aroHUCTbI MPOCTALMKIIMHOBBIX
peLenTopos

IMpocTanKIMH BbIpabaTHIBAETCS MPEUMYILIECTBEHHO
9HAOTEIMAIbHBIMU KJIETKAMU UM MHAYLMPYET MOLIHYIO
Ba30AWIATAIIAIO BCETO COCYAUCTOrO JIoXa. DTO BElleCT-
BO SIBJISICTCSI CAMBIM MOIITHBIM SHIOT€HHBIM MHTHOHNTO-
POM arperaiyu TpoMOOILIMTOB U, BEPOSITHO, TAKXKe 001a-
JlaeT LIMTONMPOTEKTUBHBIMU U aHTUMPOJIrbepaTUBHBIMU
cBoiicTBamu [216]. ¥V GoabHbIx JIAT HapyimaeTcst pery-
JISIIAST MeTaboIM3Ma TIPOCTAIIMKIIMHA, YTO COIIPOBOXKIA-
€TCSl CHIDKEHHEM DKCIIPECCUM ITPOCTALIMKIMHCUHTETAa3bI
B JIETOYHBIX apTepUsIX U CHUXKEHHUEM KOHIeHTpa-
MU MeTaboIUTOB MpocTauuKiaruHa B Moue [217]. ITocie
MMOJTYICHNST CUHTETUYECKNX aHAJIOTOB ITPOCTAIIMKIIMHA
¢ Apyrumu ¢apMaKOKMHETUYECKMMU CBOMCTBaAMU, HO
CXOJIHBIMU (hapMaKOIMHAMUUYECKUMU I(PPeKTaMU, KIu-
HUYECKOe IPUMEHEHNE ITPOCTALIMKINHA Y OOJBHBIX
JIAT pacmmpunocs.

Xapaktepuctuku PKW ¢ ucnonb3oBaHueM Jiekap-
CTBEHHBIX IpenaparoB s JeyeHust JIATL, 3aTparusato-
IIHUX TTPOCTAIIMKIMHOBBIE MEXaHU3MBI PETYIISILIUU (TIPO-
CTaHOUIBI M arOHUCT IP-perenTopoB nmpocTanmkimHa),
npuBeneHbl B Tadja. VIC 31eKTpOHHOM BepcUM pPeKo-
MEHIALUM.

bemanpocm — mnepBbIA XUMWUYECKM CTaOWJIbHBIN
nepopaibHbIii aHajior mpoctauukianHa. B 2 PKU —
B EBpomne [218] u B CIIIA [219] — moka3aHO MOJIOXKU-
TeJIbHOE BIMSIHME MpernapaTa Ha MepeHOCUMOCTb (hU3U-
yecKoi Harpy3ku 00JibHbIX JIAIL, KOTOpoe COXpaHsIOCh
10 3—6 Mec. BiusiHust Ha reMOIMHAMUKY M OTAaJICHHbIE
HMCXOIbI 3a00/1eBaHNsI He BhIsBIeHO. Hanbonee yacTeiMu
No0OUYHBIMU 3 deKkTaMu ObLIU FOJIOBHAS 00Jb, OKpAac-
HeHUe Jiniia, 00Tb B YEIIOCTH U Juapes.

Anonpocmenon (CUHTETUUECKUIN TPOCTAIIMKINH)
MMeeT KOPOTKYIO TTOTYKU3Hb (3—5 MUH) U CTaOUJIEH TIpU
KOMHATHOU TeMIlepaType BCero B TeUeHUeE 8§ U; TpeOyeTcst
OoXJIaXKIIEeHWEe, HETTPEePhIBHOE BBEIEHUE C ITOMOIIBIO MH-
(Y3MOHHOI TTOMIIBI M TIOCTOSHHBINM TYHHEIbHbBII KaTte-
Tep. DPDEeKTUBHOCTL HENPEPHIBHOTO BHYTPUBEHHOTO
BBEJEHUsI SIOINPOCTEHOJA M3ydyajach B 3 HeCJeNbIX
PKMU y 6onbubix WIAT 11 1 IV @K o BO3 [220, 221]
u JIAT, cBSI3aHHOI CO CKJIepOAEepPMUYECKON IPYIIIO 3a-
ooneBanuii [222]. Ilpu BO3AEICTBUU 3IMOMPOCTEHOIA
YMEHbIIIAeTCSI BBIPAXKEHHOCTh CUMIITOMOB, YJIy4IllaeTcs
MMepPeHOCUMOCTh (PM3MUECKHMX HArpy30K U TeMOIMHAMU-
Ka IIpU O000MX KIMHHYECKHMX COCTOSHUSIX;, 3IIOIPOCTe-
HOJI SIBJISIETCSI €AMHCTBEHHBIM METOIOM JICUEHUS, TIPU
KOTOPOM MOXKET CHU3UThCS JeTanbHOCTh mpu WMJIAT,
Kak ObL10 mokazaHo B PKM [221]. B mertaaHanuze
3 PKU [220—222] ¢ ucnoJb30BaHUEM S3ITOMPOCTEHOJIA

Knunnyeckme pekomeHpaumm

nojydeHo 70%-Hoe CHMXEHME PUCKA CyMMAapHOM Jie-
TanbHOCTU. [TokazaHO mIuTeIbHOE coXpaHeHue P deK-
Ta [96, 107] npu WJIAIL, JIAT, cBSI3aHHBIX C IPYTMMU
3aboneBaHusMU [223—225] U mpu HeornepadeabHOUI
XPOHUUYECKON TPOMOO3IMOOJIMYECKON JIETOUHOM TUIep-
tensun (XTOJIT) [226].

Tepanus >MONPOCTEHOJOM HAYMHAETCS C 03Bl
2—4 HT / KT B MUHYTY C IOCJICAYIOIINM ITOBBIIICHUEM,
CKOPOCTb KOTOPOTO 3aBHCHUT OT ITOOOYHBIX 3(h(HEKTOB
(rmoxpacHeHMe ML, TOJIOBHas 00Jib, auapesi, 00Jb
B Horax). OnTuMasibHas 1032 MOXET OBbITh pa3HOU
y OOJIbHBIX, HO B OOJBIIMHCTBE CJIy4aeB COCTaBJISIET
20—40 ur / xr B MunHyTty [96, 107].

K cepbe3HbIM TOOOYHBIM 3(P(eKTaM, CBI3aHHBIM
C CUCTeMOIi JOCTaBKM IMpenapara, OTHOCSATCS AUCPHYHK-
s MHOY3MOHHON TTOMITBI, MH(MEKINN B MeCTe BBE-
IeHUs, 3aKylmopKa KareTepa M cericuc. Pa3paboTaHbI
KJIMHUYECKNE PEKOMEHIAIUU IO IPeaO0TBpalleHUIO
TreMaTOTEHHbIX MH(MEKIMII LHEeHTPaJTbHOTO BEHO3HOTO
kartetepa [227]. CnenyeT usberaTb pe3Koro mpekpaiie-
HUSI MH(Y3UHU 3ITOMPOCTEHOJIA, TTOCKOIBKY Y HEKOTOPHIX
OOJBHBIX 3TO MOXET MHpUBECTH K pukoumetHoil JIT
C KJIMHUYECKUM yXYIIIEHUEM U JaXe K JeTaIbHOMY UC-
xomy. Takske BBIITYCKAEeTCsl TepMOCTabuiIbHas (hopMa 31o-
MPOCTEHOJIa, He TpeOyrollas OXJaXICHMS IIperapara
M COXpaHSIOIIasl CTAOMILHOCTD B TeueHue > 8—12 9 [228].

Hnonpocm — XuMHUUYECKM CTAOUJIBHBIM aHAJIOT MPO-
CTAlIMKJIMHA IS BHYTPUBECHHOTO, II€POPAIBHOTO WU
a3pO30JIPHOTO BBeleHUSA. VHTAISIIMOHHBIA WMIOIPOCT
u3ydeH B ennHcTBeHHOM PKU, B KOTOpOM €3kKeHEeBHbIE
WHraasauuu uiaonpocra y O6onbHbiX JIAI u XTOJT
(6—9 uHranguMii B aeHb, 2,5—5 MKI Ha MHTAISALHUIO,
B cpemHeM 30 MKT B CYTKM) CpPaBHUBAJINCH C IIIalle-
00 [229]. B uccregoBaHuM MOJYyYEHO YAyUIIEHUE TIepe-
HOCUMOCTHU (PU3NYECKON HArpy3Kud M YMEHbBIIEHUE BbI-
paxeHHOCTU cumiTomoB, cHukeHue JICC u 4yacToThbl
kinHndeckux coowrtTuii. B PKU [230] y O0JIBHBIX, yXKe
MOJy4YaBIIMX OO3€HTaH U PaHAOMU3UPOBAHHBIX B TPYII-
Iy noGaBIeHUs] MHTASILIMOHHOTO miomnpocTa (n = 60),
YJIy4IIAIach TEPEHOCUMOCTh (DU3MYECKON Harpy3Ku
(p < 0,051) mo cpaBHeHUIO C TIIae0o. Jpyroe aHamo-
TUYHOE HCCeAOBaHUE ObUIO JOCPOYHO MPEeKpalleHO
B CBSI3U C OTCYTCTBHEM ITOJOXUTEJIbHBIX PE3YyJbTaTOB
[231]. B uenoM MHTaIsLIMOHHBIA UIOMPOCT XOPOLIO Me-
peHocuTcsl, HanboJiee YacThIMU MOOOYHBIMU 3P deKTa-
MU SIBJISIIOTCSI TTIOKpPacHEHUE Julia U 00Jb B YENIOCTH.
B HeOonbwioit cMmemaHHoi rpynne OoabHbIX JIAT
u XTOJT npu HenpepblBHOM N00aBIEHUM WJIOMPOCTA
BHYTPMBEHHO OTMeYeHa HeMeHbIIas 3(h(GeKTUBHOCTD
0 CpaBHEHUIO C 3romnpocTteHonoMm [232]. DddekTun-
HOCTb nepopanbHoro uiaomnpocta npu JIAI' He oueHuBa-
Jlach.

Tpenpocmunun — TPULUKINISCKUN OCH3MIMHOBBIN
aHaJIOT 3IOMPOCTEHOJIA ¢ XUMUYECKON CTaOMIBLHOCTHIO,
JMOCTaTOYHOM JJISI MCIIOJb30BaHUS MpPU TeMIlepaType
arMoc(epHOro Bo3ayxa. TU KauecTBa MO3BOJISIIOT MpU-
MEHSTh TaHHBIA IperapaT BHYTPUBEHHO U MOIKOXHO.
[NonkoxHoe BBeACHNE TPEIPOCTUHIIIA OCYIIIECTBISICTCS
yepe3 MUKPOUH(Y3MOHHYIO TTOMIY M TOHKMI MOIKOX-
HbIl KaTteTtep. DddekTol TpenpoctuHuaa npu JIAT one-
HuBammuch B omHoM PKW [233], B KoropoMm Ha (onHe
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JICUCHUS YIYYIIWIACh ITEPEHOCHUMOCTh (DU3UIECKOM
Harpy3ku, TeMOAMHAMUKa M YMEHBIIWIACH BBIPaXKeH-
HOCTb CUMNTOMOB. JledyeHue MOAKOXHBIM TPENpPOCTHU-
HUJIOM HauYMHAeTCs ¢ JO3Bl 1—2 HI / KT B MUHYTY C IIO-
CIICAYIONINM TIOBBIIIIEHHEM CO CKOPOCTBIO, 3aBUCSIICH
OT TT00OYHBIX 3(DheKToB (00Jb B MECTe BBEICHUSI, IO-
KpacHeHue JiMua, rojloBHas 0071b). OnTumaibHas Ao3a
pas3yiuyaeTcsi, HO B OOJIBIIMHCTBE CIy4aeB COCTaBIISIET
20—80 HT / KT B MUHYTY.

Ha6op namuenTtoB ¢ JIAI' B PKU [234] ¢ ucnomb-
30BaHUMEM BHYTPMBEHHOrO TPEMPOCTUHMUJIA TOCE paH-
nomuzauuu 45 (36 %) u3 3amnaHupoBaHHBIX (1 = 126)
ObUI MPEeKpallleH Mo cO00paxeHusaM 6e3onacHocTu. Pe-
3ynbTathl aHaau3a 31 (25 %) BbDKUBIIEro OOJIBHOIO
(23 — B rpyIine akTUBHOTO JIeYeHUs U 8 — B TpyIIIIe Iia-
11€00) MpU3HAHBI HETOCTOBEPHBIMU. Jl03a BHYTPHUBEH-
HOTO TPEeNnpoCTUHUA Oblsia B 2—3 pa3a BHIIIE TIO CPaB-
HEHMIO C BHYTPUMBEHHBIM 3MOIIpocTeHOIOM [235, 236].

ITo pesynasratam PKW [237] oTMeueHO yBeauueHUE
npoiaeHHoi nucranuuu npu 6-MIIT Ha 20 M — npu
IMMKOBOI T03€ TIperapara M Ha 12 M — IIpu MUHUMAaJTb-
HOIl 103€, a TakKe CHMXEHHE YpOBHS IN-KOHIIEBOTO
¢dparMeHTa MO3rOBOr0 HATPUYpPETHMUECKOro MernTuaa
(NT-proBNP) u ynyuiieHre kauecTBa XKU3HU MPU Tepa-
MUY WHTAJSIMOHHBIM TPEIPOCTUHUIOM Y OOJBHBIX
JIAT, monyyaBIInx 003eHTaH WU CUJIeHApUI.

B PKM [238, 239] y 6onbHbIX JIAT Ha hoHe Tepanuu
003eHTaHOM M / WJIU CUJIIEHA(hWIOM U3yJ9aloCh BO3Ie -
CTBHE TIEPOPATHLHOIO TPEIPOCTHHIIIA; B 000OUX HCCIIe-

MOBaHUSX TMHAMNKA OCHOBHOTO KOHEYHOTIO ITOKa3aTe-
Jisg — npoineHHoi aucrtaHumu npu 6-MIIT — He goc-
TUIJA CTaTUYECKOW 3HAYMMOCTU. B HOMOJHUTEIHbHOM
PKW y GonbHBIX, paHee He MOJIyvYaBIIUX HUKAKOTO Jie-
yeHus 1o ooy JIAT, mokaszaHo yBeJIMueHUE IIPOMIeH-
Hoit guctaHunu npu 6-MIIT Ha 26 M — rpu MMKOBOI
no3e 1 Ha 17 M — Mpu MUHUMaIbHOI no3e [240].
Cenexcunae — TiepopabHbBIN CEJIEKTUBHBIM arOHUCT
[P-penentopoB mpocTauMkivHa. JeiictBue ceyekcuna-
ra 1 ero MeTaboJIMTOB aHAJIOTMYHO SHIOTEHHBIM MPO-
ctrauukianHaM (aroHusm K IP-peuenTtopam), HO Mo
XUMUYECKOW CTPYKTYpe OHU OTJIMYAIOTCS OT IpOCTa-
mukiuHa. B nunotHoM PKUW y 6onbHbIX JIATL, nomyyas-
mux cTabuiabHbie APD u / win uarubutopsl ®ID-5,
MpU IpueMe cejekcumnara yepe3 17 Hel. JiedeHus CHU-
sunoch JICC [241]. B PKU 111 ¢aser (n = 1 156) [248]
MpY Ha3HAUYCHUM CeJICKCUIIara B KayecTBE MOHOTepa-
Uy uiv Ha oHe Tepanuu APD u / uiu nHruouTopamMu
D/1D-5 wm nx KOMOMHALIMY MTOKAa3aHO CHUKEHHE KOM-
TMO3UTHOTO TMOKa3aTeJsl JIETAIBHOCTY 1 00JIE3HEHHOCTH
Ha 40 % (pucK HeGIAroNPUsITHOTO UcXona — hazard ratio
(HR) — 0,60; p < 0,0001), BkIOYasi OOIIYIO JIeTalb-
HOCTb, a TaKXe 4acTOThl CJIydyaeB FOCIUTAIU3ALMU IO
nosonay yxyaweHus JIAT, yxynmenus JIAT, npuBeammx
K HEOOXOIMMOCTH TPaHCIUTAHTALIMU JIETKUX VUIM TIPEI-
CepIHOM CEeNTOTOMUM; Tepamnuio IapeHTepaIbHbBIMU
MPOCTaHOUAAMU, IJIUTEIbHYIO KUCJIOPOAOTEpAInIO IO
nosoay yxyaieHnus: JIAI' u nporpeccupoBanue 3adose-
BaHMSI.
Tabauua 19

Pexomendayuu no aexapcmeenHoli MoHomepanuu 1e204Hoil apmepuaavroil eunepmensuu (epynna 1) 6 coomeemcmeuu
¢ ynxuuonaavHviM Kaaccom no kaaccugpurxauyuu Becemupnoii opeanusayuu 30pasooxpanenus

Table 19

Recommendations for efficacy of drug monotherapy for pulmonary arterial hypertension (group 1) according to World
Health Organization functional class. The sequence is by pharmacological group, by rating and by alphabetical order

Jleyenne Knacc? u ypoBeHb® Ccbinku®
®K no BO3
]
BKK cd [84, 85]
AHTaroHMCTbI peLenTopos AmOpuceHTaH A c [194]
SHAoTENMHa BoseHTaH A o | [196-200]
Mauutentan® B c [201]
WHruduropsl ®A3-5 Cunpenadun A c [205-208]
Tapanadun B c [211]
BappeHadun? B c [212]
CTUMynaTOpbI ryaHunaTumknasel | Puouuryar B c [214]
Ananorv npocTaumKnmHa AnonpocTeHon BHYTpuBEHHO® A A [220-222]
Wnonpoct WHransumoHHo B Cc [229-231]
BHyTpuBEHHO? c c [232]
TpenpocTuhun MopkoxHO B c [233]
WHransumoHHo? B c [237]
BHyTpuBEHHO' C c [234]
MepopanbHo? B [238-240]
Beranpoct® B [218]
AronucTbl IP-peuentopos Cenekcunar (nepopanbHo)? B [241, 248]

Mpumesatme: OK - hyHKuyoHanbHbI knace; BO3 - BcemupHast opraxyaauys 3apaooxpatenus; BKK - 6nokatopsl kanbumeBbix kaHanos; ®L13-5 - docdoanactepasa 5-ro tuna; JIAT - ne-

royHas apTepuanbHas rMnepTeHans; 2 - KNacc PeKOMEHMALIMI; © - ypoBeHb [0Ka3aTeNbeTs; © -

CCbUIKM, NOATBEPXAAIOLLIME [IaHHYI0 PEKOMEHAALMIO; ¢ ~ TONLKO Y GOSbHBIX C MONOXMUTENbHBIM

TECTOM Ba30peakTBHOCTM (aHanoryHo ®K | no BO3 - mns uayonatvyeckoit, HacneacTeeHHOM 1 nekapctaenHoi JIAT); OK lla no BO3 - ans cocTosHMiA, conposoxaatoLmxcs JIATE - Bpems
[I0 KNMHWYECKOrO YXYALEHNs Kak OCHOBHOI KOHEYHI NOKA3aTeNb B PaHA0MU3NPOBAHHBIX KOHTPOAMPYEMBIX UCCNEZ0BAHIAX, WA NEKapCTBA, CHINKAIOLLME 0BLLYI0 NeTanbHOCTh; ' - Ans 60/b-
HbIX C HENEPEHOCUMOCTBIO MOAKOXHBIX 1EKAPCTBEHHBIX GOPM; - K MOMEHTY NYBANKALIM AAHHBIX KIMHUYECKUX PEKOMEHAALMIA 3TOT Npenapar K npuMeHeHIto EBpOnenckium MeamumHCKuM

areHTCTBOM He PaspeLleH.
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Pexomenpgauuu 1mo 3¢@eKTUBHOCTY MOHOTEpPAIIUU
crieunpUUYecKUMU TiperapatamMu mist aedeHus JIAT
MpuBeAeHHI B Tab. 19.

6.3.3.5. SkcnepumenTabHele npenaparsl ¥ HanpaBAeHNs Tepaniu

Hecmotpst Ha niporpecc B Tepanuu JIAT, (pyHKIIMOHAIb-
HBI CTaTyC U BBDKMBAEMOCTb 3TUX OOJIbHBIX OCTAlOTCS
HEY/IOBJIETBOPUTENbHBIMU. M3BecTHBI 3 MexaHu3Ma,
yyacTBylomue B matoreHe3e JIAILL sumorenmn, NO
U TIPOCTalMKINH. JIeueHue, HalmpaBlIeHHOe Ha KOPPeK-
LIMIO OTUX MEXaHU3MOB, XOPOIIIO U3BECTHO B KJIIMHUYEC-
koit nmpaktuke (APD, nuaruouropsr GJID-5, mpocraHo-
Ipl). B HacTosImee BpeMsl M3y4aloTCs TOIIOTHUTEIbHBIC
TepareBTUYECKUE CTpaTeTdu, HaIlpaBJICHHBIE Ha pas-
HoOOpa3Hble MaTo(pU3n0IOTMIeCcKe U3MEHEHUs, IS
JaTbHENIIET0 YMEHBIIIEHUSI BHIPAXKEHHOCTU CUMITTOMOB
W YIYYIICHUS IIporHo3a. OTMeueH HeyIOBIeTBOPUTEIIb-
HBII pe3y/IbTaT MPU UCCIeI0BaHNM IIpenapaToB 3 TPy
(MHTaMSIUMOHHBIA Ba30aKTUBHBI WHTECTUHAIbHBIN
MEeNTHUI, WHTHOWTOPHI TUPO3WHKWHA3BI (MHTHOMTOPHI
pocToBOTO (haKTOpa TPOMOOIIUTOB) U AHTAaTOHMCTHI Ce-
potroHuHa). B HacTosIee BpeMsT Ha HayaJIbHBIX CTaaUsIX
pa3paboOTKU HAaXOASATCS MUHIMOUTOphl Rho-KuHa3bl, MH-
TMOUTOPBI PEIIeNTOPOB (haKTopa pOCTa COCYIUCTOTO IH-
JOTEJINSI, THTHONTOPHI aHTUOIIOATHHA- 1 1 MHTUOUTOPHI
syacta3bl. Ha Momessx KMBOTHBIX MCCIIEAYeTCsI TeHHas
tepanusi. Ha MoHokpoTtanuHoBoilt moaenu JIAI y kpbic
rokasaHa 3((@eKTUBHOCTb CTBOJIOBBIX KJIETOK, KOTOPBIE
B HACTOSIIIIEEe BpPeMsI M3y4YaloTCS IS TIONTBEPKICHUS
KOHIIENIIUU (proof-of-concepf) U YCTaHOBJICHUSI HO3bI
y 60bHBIX JIALL B ogHOM HEOgHO3HAYHOM MCCIea0Ba-
Huu [242, 243] nonayyeH mpenBapUTEJbHBINA MOJIOXH-
TeJIbHBIN 3 PEKT TeHepBaLIMU JISTOUHOM apTePUU METO-
JIOM KaTeTepHOIi paguoyacToTHoi abaauuu (PYA).

6.3.4. KombuHmpoBaxHas Tepanms

KombunupoBanHast Tepanust (OIHOBPEMEHHOE MCIIOJb-
30BaHMe = 2 KJIaCCOB IPeIapaToB) YCIIEITHO MPUMEHSIET-
Csl B JICYEHUM CUCTEMHOIN apTepUalbHOW TUIIEPTEH3UU
W CepACYHOM HEIOCTaTOYHOCTU. Takke 3TO MHOTO-
obewaronmii meton npu jgedyeHuu JIAI, mockoabKy u3-
BECTHO, YTO B MaToreHe3 00JIe3HU BOBJIEUEHBI 3 pa3HBIX
MeXaHu3Ma, Ha KOTOpbIe HaIlpaBieHO NENCTBUE CIEeLHU-
dUUecKnX MpenapaToB: IMPOCTAUMKINHBI (IIPOCTaHO-
unbl), APD 1 NO (marnoutopsr ®19-5 u pI'll).
HakannuBaeTcst onbIT KOMOMHUPOBAHHOM Tepanuu.
HenasHo omy6mkoBaH metaaHann3 6 PKU (n = 858),
B KOTOPBIX M3YYaJINCh PE3yIbTaThl KOMOMHMPOBAHHOM
Tepanuu [244]. B cpaBHEeHUM ¢ KOHTPOJIBLHBIMHU TPYIIIIa-
MM TP KOMOMHUPOBAHHOM Tepariy OTMEUYEHO CHIKE-
HME pUCKa KIIMHUYECKOTO YXyAIeHUsI (OTHOCUTEbHBIN
puck ((relative risk — RR) — 0,48; 95%-Hblii n0Bepu-
TeabHbIi uHTepBan (A1) — 0,26—0,91; p = 0,023), no-
CTOBEpHOE YBEJWYCHHUE MPONACHHON AMCTAaHLUMU TPU
6-MIIT Ha 22 M ¥ CHUZKEHME CPEIHETO JaBJICHUsI B Jie-
TOYHOI apTepuM, OaBJIeHWE B IIPaBOM MpPEACEepIUU
n JICC. YacToTa cepbe3HbIX TOOOUYHBIX 3(D(HEKTOB ObLIA
cxogHou B obenx rpymmax (RR — 1,17; 95%-usiit AW —
0,40—3,42; p = 0,77). CHuxeHue oOlleil JeTaJbHOCTU
OBUTO HeTOCTOBepHBIM. OOHAKO YacTOTa JIETAIBHOCTHU
B 3TUX MCCJICOOBAHUSIX ObLJIa JOCTATOYHO HU3KOM, IT0-

Knunnyeckme pekomeHpaumm

3TOMY JUISI YCTAaHOBJICHMSI CTaTUCTHMUECKOM HOCTOBEp-
HOCTH TpeOyeTcsl aHalu3 JaHHBIX HECKOJbKUX THICSY
OONbHBIX [244].

KoMmOuHupoBaHHasT Tepalusi MOXKET Ha3HauyaThCs
TOCJIEA0BATEIFHO MJIM C CAMOTO Havasia JICUCHUS.

ITocnenoBarenbHasi KOMOMHUPOBAHHAs Teparnusi —
HauOoJsiee IIMPOKO TIIpUMEHseMasl CcTpaTerusi Kak
B PKW, Tak U B KJIMHMYECKON TMpakKTukKe (1o0aBiieHUe
2-TO M 3aTeM 3-TO IpeIapaToB K MOHOTEPAIINH IIpH He-
JOCTATOYHOM KJIMHUYECKOM 3D heKTe UIn IIpU YXyAIle-
Huu). CTpyKTypUpOBaHHasl MPOCHEKTUBHAS IMporpamMmma
IUIST OLIEHKY KJIIMHWUYECKOM aIleKBaTHOCTU TepaIiM T10-
JIy4rjia Ha3BaHUE 1IeJIeBOM Tepalli — TeparieBTUIeCKasT
CcTpaTerusi, MpU KOTOPOM MCIIOJb3YIOTCS M3BECTHBIE
MPOTHOCTUYECKHUE TOKa3aTesn, paccMaTpuBaeMble Kak
«MUILIEHW» Tepanuu. JleueHre cuuTaeTcsl aieKBaTHBIM
TOJBKO TIPU MOCTIDKEHUU BCEX IICJIeBBIX ITOKa3aTesIeid.
KitoueBoe oTimume 11eeBoii Teparuu OT HeCTPYKTYPH -
POBAHHOTO MOJAX0/a COCTOUT B TOM, YTO OOJIbHbBIE B CTa-
OWJIBHOM COCTOSTHUM WJIU JaXke C HeOOJIBIIUM YITyullie-
HUEM MOTYT ITO-TIPEXKHEMY ITOJydaTh JOTOJTHUTEILHYIO
TepaItulio, eClIM 11eJIb JIedeHUsT He nocturnyra. [1pu pea-
JIU3allMK CTpaTeTuu 1LeJeBON Tepanuu MCIOIb3YIOTCS
pasuble MutieHn — [ u 11 @K mo BO3, moutn moHast
HopMmanu3anus cepaeuHoro mHaekca (CH) B mokoe
u / uau ypoBHst NT-proBNP B rmiasme kpoBu. B HenaB-
HeM ucciaenoBaHuu [97] moaTBepXKaeH JydIluii TPOrHO3
y OOJIbHBIX, Y KOTOPBIX 3TH IEeJIN OBLIN JOCTUTHYTHI.

PexomeHmanmm u moKa3aTeabCTBa MCITOJIb30BAHMS
crnenndUIecKuX JIEKapCTBEHHBIX ITPEIapaToB IS Jeue-
Hus JIAT npu HayaabHOI 1 MOCIeayolIeil KOMOMHUPO-
BaHHoi Tepanuu JIAT B coorBercTBUM ¢ @K mo BO3
npuBeneHs! B Ta0. 20 n 21.

O0OocHOBaHMEM HavaJlbHOW KOMOMHUPOBAHHON Te-
panuu sIBsieTcs JieTaabHOCTh oT JIAI, 6iu3kas K Tako-
BOI TIPM MHOTMX 3JI0KAYeCTBEHHBIX OHKOJIOIMYECKUX
3a00JIeBaHUSIX, a TakkKe (paKT, YTO IPH JCUCHUM OH-
KOJIOTMYECKUX M NPYTUX KPUTUUECKUX 3a00JIeBaHMI
(cepaeyHasi HEAOCTATOYHOCTb, 3J0KAYECTBEHHas T'U-
MEePTEH3MST) UCIIOJIB3YEeTCS He TTOIIArOBBI CTYyIICHYAThIA
TIOIXOM, a OIepeKarolias KOMOMHUPOBAHHAS Teparysl.
HavanpHasgs KoMOMHMpPOBaHHAsI TepaIusl BIIEPBHIE U3Y-
yajach B HeOojbioMm ucciaenoanun BREATHE-2
(tabn. VID aiaeKTpoHHOI Bepcur peKoOMeHaluii), o-
HAKO OCTOBEPHBIX Pa3IMIMIl MEXIy HAaYaIbHONH KOM-
OMHUPOBAHHOI TepaImeil SMOMPOCTEHOJIOM U 003eHTa-
HOM I10 CpaBHEHUIO C MOHOTepanueil 3MonpoCcTEHOI0M
npu 3ToM He ToaydeHo [198]. B 6onee mo3aHem uccie-
noBaHun 00idbHBIM JIAL (n = 23), paHee He IOIydYaB-
IIUM CIlelM(prUUIecKOi Tepanuu, Ha3HauYeHa HavyajabHas
KOMOWHMPOBaHHAs Teparus SIONPOCTEHOJIOM 1 603eH-
TaHOM 110 CPABHEHMUIO C XOPOIIO MOJOOPaHHO rpymnIon
MCTOPUYECKOTO KOHTPOJIS TOJIYYABIINX MOHOTEPAITHIO
aronpocTteHojioM [245]. B ucciaegoBaHuM MONIyYEeHO
nocToBepHO 6osee 3Hauumoe cHukeHue JICC Ha ¢oHe
HavaJIbHON KOMOMHUPOBAHHOM TepaIlii, HO 3TOT TeMO-
IUHAMWYeCKU 3(P(eKT He MpuBea K CTaTUCTUYCCKU
JOCTOBEPHOI pa3HUIIE B BHIKMBAEMOCTH UJIM BbIKMBAe-
MOCTU 0e3 TpaHCILIaHTallMu. B muiaoTHOM MccienoBa-
HUM HayajbHOW TPOWHOW KOMOMHAUMU Y OOJBHBIX
(n=19) tsxenoit JIAT (II1 u IV @K o BO3) nomyuenst

http://journal.pulmonology.ru/pulm

455



Jlerounast runeprensus. JluarHoctrka u teyeHue. EBponeiickue kimHuueckue pekomeHaanuu (2015) (vactb 2-s)

Tabauua 20

Pexomendayuu no navaavnoil KOMOUHUPOBAHNOI AeKAPCMBEHHON mepanuu y 60abHbIX

JAe204Holl apmepuaavHoll 2unepmen3ueil (epynna 1)
Table 20

Recommendations for efficacy of initial drug combination therapy for pulmonary arterial hypertension (group 1)
according to World Health Organization functional class. Sequence is by rating

Jleyenue

AmOpuceHTaH + Tapanapund

Opyrue AP3 + nxruéutopsl d13-5

BoseHTaH + cungeHadun + BHYTPUBEHHBIN 3NONPOCTEHON

B03eHTaH + BHYTPMBEHHbIii 3MONPOCTEHON

DApyrve AP3 nnu nirnoutopsl ®3-5 + NOAKOXHbIA TPENPOCTUHNA

Opyrue AP3 unu unruduropsl ®3-5 + BHYyTPUBEHHBIE aHANOrU
npocTaumMKInHa

Knacc? v ypoBeHb® Ccbinku®
®K no BO3
Il ] \'}

Ilb [247]
Ilb -

lla [246]
lla [198, 245]
llb -

(] -

Mpumeyatme: OK - GyHKUMOHabHBIA knace; BO3 - BecemupHas opraHu3aaLys 3apaBooxpaHeHms; APS - aHTaroHuCTbI peLenTopoB aHaoTenuHa; ®L19-5 - dochopmactepasa 5-ro Tuna;
@ KNacc PeKOMEHIALMIA; ® - ypOBEHb J0Ka3aTeNbCTB; © — CCbIKA, NOATBEPXIAIOLLYME AAHHYI0 PEKOMEHTALVIO; ¢~ BDEMS 0 KMHUYECKOrO YXYAWEHNS Kak OCHOBHOI KOHEYHbIV NOKa3aTenb
B PAHAOMM3NPOBAHHBIX KOHTPOSMPYEMbIX UCCIE0BAHMAX MW NekapcTBa, CHIXAIoLLME OOLLYI0 NeTaNbHOCTb (YCTaHOBNEHHbIE MPOCNEKTUBHO).

TpeIBapUTETbHBIE 10KA3aTeIbCTBA JOJTOCPOUHBIX Tpe-
MMYILECTB HaydaJabHOW TPOWHON KOMOWHMPOBAHHOM
Tepanmuu [246]. B HegaBHEM MHOTOLIEHTPOBOM MEKIY-
HapoOJHOM CJIETIOM IUIale00-KOHTPOJIUPYEMOM HUCCIIe-
noBanuu (1abn. VID anekTpoHHOI Bepcun peKoMeHaa-
1IMi1) TPOBEACHO CpaBHEHHWE MOHOTEpAIlMM IepBOi
JIMHWY TafganadWioM Wik aMOPUCEHTaHOM C HayalbHOM
KOMOVMHUMPOBAHHOI Tepamnueil TananaguioM U aMOpu-
centanoM y 6ombHbIX JIAT 11 u I1T @K nmo BO3, panee
He Toy4yaBmux jedyeHue [247]. OCHOBHBIM KOHEUHBIM
MokasaTesieM SIBJISIICS KOMMO3UTHBIN MoKa3aTesb KIr-
HUYeckoi Hed(h(HEKTUBHOCTU (CMEpPTh, TOCMUTAIM3A-
uvu, niporpeccupoBanue JIAT wim HeyTOBIETBOPUTEb-

HOE KJIMHUYECKOE COCTOsiHME). B rpymnme komMOuHMpO-
BaHHOI Tepanuu mnojydeHo 50%-Hoe CHUXKEeHUE 4acTo-
ThI KIIMHUYECKON HE3(D(HEKTUBHOCTH, a TAKXKE yJIydllle-
HUE NTEPEHOCUMOCTHU (DU3NYECKOIN HArPy3KU, CHIKEHUE
koHueHTpauuu NT-proBNP B miazme KpoBu U MOBBI-
IIEHUE YaCTOThl YNOBJIETBOPUTENIbHBIX KIMHUYECKUX
OTBETOB Ha Tepanuio [247].

6.3.5. JlekapcTeeHHoe B3aumogesicTene

B ta6a. VII anekTpoHHO# Bepcuy peKOMeHIAlMii MoKa-
3aHO 3HAYMMOE JIEKapCTBEHHOE B3aMMOJAEMCTBUE TMpe-
napatoB mis jJeueHus JIATL B ykazaHHOI Tabaulie Moj-
YEepKHYTHl U3BECTHBIC Cephe3HbIC B3aMMOACHCTBUSI, HO

Tabauua 21

Pexomendauuu no nocaedoeameavroli KOMOUHUPOBGAHHOIU ACKAPCMEEHHOI mepanuu

npu a1e204Holl apmepuaivroli cunepmensuu (epynna 1)
Table 21

Recommendations for efficacy of sequential drug combination therapy for pulmonary arterial hypertension (group 1)
according to World Health Organization functional class. Sequence is by rating and by alphabetical order

Jleyenue

[o6aBneHne MaumTeHTaHa K cungeHaduny?

[oGasneHune puoumryara k 603eHTaHy

DoGaenexue cenekcunara® k AP u / unu nirnéutopy ®13-5¢

[lo6aenenue cunpenacduna Kk anonpocTexony

[o6aBneHre NHransuMOHHOr0 TPENPOCTUHUNA K cunaeHaduny unu 603eHTaHy

[oGasnexune uHranﬁuuouuoré unonpocta Kk 6o3eHTaHy

[lo6aeneHue Tapanapuna k GoseHTaHy

No6Gasnexue K cunpeHaduny

[o6aBneHne 603eHTaHa K 3NONPOCTEHOIY

[oGasneHue Go3eHTaHa k cunaeHaduny

[lo6aenenue cunaeHaduna k 603eHTaHy

[Lpyrve aBoiiHble KOMOUHALMK

[pyrue TpoiiHble KOMGUHALMK

[NoGaBnexue puouyuryara k cungeHacduny unv gpyrum uiruouropam ®3-5

Knacc? u ypoBeHb” Ccbinku®
®Kno BO3
Il ]| 1\
lla [201]
lla [214]
lla [241, 248]
- - B lla B [209]
lla B lla B lla [237]
1Ib B IIb B IIb [230, 231]
lla lla lla [211]
[249]
- - IIb Ilb [250]
Ilb Ilb llb [251, 252]
1Ib IIb 1Ib [252]
Ilb IIb Ilb -
Ilb Ilb llb -
[215]

Mpumeyanme: OK - byHkuyoHanbHbI knace; BO3 - BcemupHas opraxmaays 3apaBooxpaHeHus; AP9 - aHTaroHUCTbI peLientopos aHaoTenuHa; ®L3-5 - docdoanactepasa 5-ro Tuna;

&~ KNacc pPekoMeHaaLuii; © - ypoBeHb ,0Ka3aTeNbCTB; © ~ CCbIKY, NOATBEPXAAIOLLME AaHHYIO PEKOMEHAALMIO; ¢ — BPEMS 0 KMHYECKOTO YXYALIEHIS Kak OCHOBHOM KOHEYHBI NoKa3aTeslb
B PaHZOMU3MPOBAHHbIX KOHTPONMPYEMBIX 1CCTIE0BAHNSX MW IEKAPCTBA, CHIXAIOLLME 0BLLYHO NETANbHOCTb (YCTAHOBNEHHBIE MPOCTIEKTUBHO); & ~ K MOMEHTY NyBMNKaLWN JaHHbIX KMHUYEC-
KX PeKoMeHzaLit 3TOT npenapar He paspeLLeH K MPUMEHEHMI0 EBPONeckuM MeLMLMHCKIM areHTCTBOM.

456

MynemoHonorus. 2017; 27 (4): 447-471. DOI: 10.18093/0869-0189-2017-27-4-447-471



He BKJIFOYEHBI TEOPETUICCKI BO3MOXKHBIC HEM3yUeHHBIE
B3aMMOJICMCTBHUSI, KOTOPhIE TaK:KE MOTYT UMETh BaxKHOE
KJIMHuYeckoe 3HaueHue. Crienyer odpaljaTb BHUMaHUeE
¥ Ha o(puIIMaTbHble aHHOTAIIWHU T KaXKIOTo JIeKapCT-
BEHHOTO Ipermapara.

boseHTan sBisieTcsl MHAYKTOPOM M30(epPMEHTOB
CYP3A4 u CYP2C9 uutoxpoma P450. ITpu ogHoBpe-
MEHHOM Ha3HAYeHWU C OO3CHTaHOM OpPYTHMX JieKap-
CTBEHHBIX IIpeTrapaToB, METa0OIM3NPYEMBIX C YIaCTHEM
9TUX M30(DEePMEHTOB, MX ILJIa3MEHHasl KOHIIEHTpallWs
oymer Huxe. HaobGopoT, mpu MHIMOUPOBAHUU ITUX
depMeHTOB IUTa3MeHHAsl KOHIIEHTpalusi 0OO3¢HTaHa
OymeT moBbImIaThes. IloMuMoO peakiuii B3aumomeii-
CTBUS, TIpuBeAeHHBIX B Ta0a. VII anekTpoHHOI Bepcun
peKOMeHaalil, coyeTaHUue MOIIHbIX WHIMOUTOPOB
CYP3A4 (keTokoHa30J1, pUTOHABUP) W / UM UHTUOU-
topoB CYP2C9 (ammomapoH, (ryKoHa3071) ¢ 603eHTa-
HOM MOXET IPUBECTU K CYIIIECTBEHHOMY ITOBBILIECHUIO
KOHIIEHTpalMK OO3eHTaHa B IJIa3Me€ KPOBH, MO3TOMY
U SIBJISIETCSI MPOTUBOMNOKa3aHueM. TeopeTuuyecku 003eH-
TaH MOXET TaKKe B3aMOICKMCTBOBATH C MTPAKOHA30-
JIOM, TaKPOJHUMYCOM, CUPOJMMYCOM, KapOaMa3ernuHOM,
¢denutouHoMm, peHoOapOUTATIOM, JATICOHOM U TMpenapa-
TaMU 3Bepo0OsI.

CunpeHaduin MeTabOMU3UPYETCSI C yJaCTUEM H30-
depmenTtoB CYP3A4 (ocHoBHoit myth) u CYP2C9
(momoMHUTENbHBINA TTyTh) LUTOXpoMa P450. buogoctyr-
HOCTh CHIIIeHa(WIIA TTOBBIIIAETCS, a KIIMPEHC CHIDKACT-
CsI TIPY €T0 COYETAaHMU C cyOcTpaTaMM M MHTHOMTOpaMU
CYP3A4 u ¢ cyocrparamu CYP3A4 + [B-61okaTopsbl.
ITpu ucnonpzoBanun MHAYKTOpoB CYP3A4, Takux Kak
KapbamasenuH, (GeHUTOuH, heHobapouTas, pudamnu-
IIMH ¥ TIperapaTthl 3Bepo00sI, KOHIICHTPAIIUS CHJIIcHA-
¢una B KpOBU MOXET 3HAYUTEJIbHO CHUXKATbcs. KoH-
LIeHTpauus cuineHaduaa B KpOBU MOXKET MOBBILIATHCS
B YMEPEHHOM CTEIeHU IIPH OTHOBPEMEHHOM IIpHeMe
TpeIIppyTOBOTO COKa, KOTOPHINA SIBISICTCS CIIA0OBIM MH-
rubuTopom uToxpoma P450.

Hakonel, Bo u3bexkaHue M30bITOYHOM CUCTEMHOM
TUTIOTEH3UM CJIeAYeT C OCTOPOXHOCTBIO COYETaTh CIIe-
uuduyeckue npenaparbl 1 jgeyeHus JIAI ¢ aHTUru-
MEePTEH3UBHBIMU TpernapaTaMu, TAKUMU Kak [-0Joka-
Tophl, MAITI® U T. I1.

6.3.6. bannoxHas npescepsHas centoTommus

CoznaHue MeXIIpeacepAHOro IyHTa cIpaBa HalleBO
MOXET pa3rpy3uTh MpaBble OTAEbI CepAlla U MOBLICUTH
MpeaHarpy3ky Ha JjieBblii xeaynouek (JIZK) u CB [253,
254]. Kpome TOTO, TIpU 3TOM YJIy4IIaeTcs CUCTEMHBIN
TPaHCIIOPT KMUCJIOPOa, HECMOTPS Ha JAecaTypaluio ap-
TepuajabHOI KpOoBU [253] U CHUXKAETCS CUMITATUYECKYIO
TUIEePaKTUBHOCTh. C 3TOM 11eJIbI0 PEKOMEHAYeTCs Ipa-
IyMpOBaHHAS OUJIaTallMOHHAS OaJJTOHHAS IIpeacepIHast
centoromusi (BIIC), mpu KOTOpoil 3KBHUBaJIEHTHO
YMEHbIIAIOTCS KIMHUYECKUE CUMIITOMBI U YIy4IllaeTcs
reMoJarHaMurKa; OTMEYaeTCsl MEHbIIUHI PUCK TTO CpaBHE-
HMUIO C NEPBOHAYAJIBHOM XUPYPrUYECKOU METOOUKOM.
Jlpyrue nHBa3UBHbBIC METOIBI JICUCHUS TTOKA CUMTAIOTCS
9KCIepUMEHTaIbHbIMU [255].

CHUXEHUIO JIETATbHOCTU CIOCOOCTBYET U TILATEb-
HasI TIpeornepamonHas oeHKa pucka. bIIC He pexo-
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MEHAyeTCsI TIpU TePMUHAJIBHON CTaany 3a00JIeBaHUS CO
cpeannm gasiaeHueM B ITIT > 20 mm pt. ct. u SatO; B mo-
koe < 85 % npu ObIXaHUU aTMOCHEPHBIM BO3IYXOM.
Ilepen obGcyxneHuem nokazaHuii K BITC GonabHbIe
IOJDKHBI TTOJTy9aTh ONTUMAIbHYIO JIEKapCTBEHHYIO Tepa-
MU0, BKJIIOYas BHYTPMBEHHBIE MHOTPOITHBIC IIperapa-
Tbl. COrlacHO NaHHbBIM, TPUBEIECHHBIM B OITyOJTMKOBaH-
HBIX COOOIIEHMSX, TIOKA3aHO, YTO 3Ta TpOoIeaypa JaeT
TOJIOXKUTENbHBIN pe3ynbrat y 0oabpHbIX JIAT IV @K no
BO3 u I12K-HegocTaTouyHOCTBIO, pepakTepHOl K Je-
KapCTBEHHOM Tepamnuu, JU0O C TSXKeJIbIMU CUHKOIMAIb-
HbeIMU TiposiBieHus MU [253, 254]. Taxke BITC moxer
BBITIOJTHATHCSI OOJBHBIM, OXWMIAIOIIAM TpaHCILIaHTa-
LU0 JIETKUX, MPU HEJOCTATOYHON KIMHUYECKON 3(-
(EeKTUBHOCTU MaKCUMaJIbHOTO 00beMa JeKapCTBEHHOM
TepaItuy WX HeIOCTYITHOCTH TaKoi Tepanuu. B KimmHm-
YeCKMX MCCIIeA0BaHMSX IToKa3aHo yayuiienne CU, cau-
xkeHnue papieHuss B [II1 m ynydiieHue pe3yabTaToB
6-MILT [253, 254]. Bausanue BITC Ha DOATOCPOUYHYIO
BBIXKMBAEMOCTb He ycTaHOBJIeHO [253, 254]. BIIC noyx-
Ha paccMaTpUBAThCS KaK MaJZIMaTUBHAS Mepa W BBITION-
HATBCS TOJIBKO B MEAMIMHCKUX LIEHTpaX, WUMEIIINX
OIBIT Takoro yieueHus [256]. ITockonbky BITC mpoBo-
JIUTCST OYEHDb PEIKO, OHA He MOJIKHA BKITIOYAThCSI B aJITO-
putMmebl teueHus JIT (puc. 2).

6.3.7. IMo3gHue cTagum npaBoXenyL04KOBOI HEZOCTATOYHOCTH

6.3.7.1. BeneHne B 0TA€7EHNSX MIHTEHCUBHOI TEpANN

Bonbnbie JIAT MOTYT HY:XKAaThCSl B JICUEHUU B YCIOBUSIX
otaeneHus uHTeHcuBHoM Tepanuu (OUT) B cBsi3u ¢ co-
MYTCTBYIOIINMHK 3a00JIeBaHUSIMU (B T. Y. TIPU KPYITHBIX
Xupyprudeckux omepanmsax) win I[12K-mHemocraTou-
HocThblo. B cepum HabmoaeHnit Bo MpaHunu jaeTaib-
HOCTh cpeau OonbHbIX JIAI, rocnutanu3anpoBaHHbBIX
B OMUT, cocraBuna 41 % [257], 4TO CBUIOETENBLCTBYET
O IJIOXOM IIporHo3e. Takum oOpasom, GoabHble JIAI,
Hyxaatommecs B jeueHrur B OWT, mOKHBI IO BO3MOXK-
HOCTU HaIlpaBJISIThCS B CIIELIMAIM3MPOBaHHbIE LIEHTPHI.
K ocHOBHEIM TTapaMeTpaM, IMOIeKaIIuM MOHUTOPHUPO-
BaHMIO, OTHOCSITCS XXM3HEHHO BaxKHBIC IOKa3aTelInd —
YCC, aprepuanbHoe gaBneHue (All), temnepaTypa Teia
u SatO,, nuype3s, LIeHTpaJIbHOe BEHO3HOE JaBJEHUE, ca-
Typamus IeHTPaJIbHOM BEHO3HOI KPOBU M KOHIIEHTpA-
us JakTaTa B KpoBu. CodeTaHre HU3KOU IIEHTPaIbHOM
BeHo3HOI catypauuu (< 60 %) ¢ HapacTaolleii KOH-
LIEHTpalLKell JaKTaTa U HU3KUM JUYpPE30M JIMOO0 aHypHU-
el cBumeTeNbCTBYeT O pa3BuBatoleiicsa I12K-nemocra-
TOYHOCTUA. B HEKOTOPHBIX CUTyalMsIX IUISI aZeKBAaTHOTO
TeMOIMHAMUYECKOTO MOHUTOPUPOBAHUS MOXKET ITOTpe-
ooBatbcsa KITOC. B OUT npu BeseHuu aun ¢ JIT
u [TK-HemocTaTouHOCThIO B CIMCOK OCHOBHBIX MEPO-
MPUSTHI BKIIIOUeHA 00Oph0a C TPUTTEPHBIMU (paKTopa-
MM, TaKUMU KaK aHeMUs, apuTMHs, MHOEKIUM WIU
JIPYrUe COMyTCTBYIOLIME COCTOSIHUSI, ONTUMM3ALIMsI BOM-
Horo 6ajaHca (0OBIYHO C TOMOIIBIO BHYTPUBEHHBIX IU-
YPETUKOB), CHUXeHUe nocTHarpy3ku Ha I12K (oObuHO
C TIOMOIIIBIO MapeHTePaTIbHBIX aHAJIOTOB MPOCTAIIUKIIN-
Ha, HO MHOTJA M C UCIOJb30BAaHUEM IPYIUX JIEKAPCTB
s nedenus: JIAT), yaydimenne CB ¢ momMouibio MHO-
TPOITHBIX CPeACTB (M3 KOTOPHIX s jeueHus I12K-He-
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JOCTaTOYHOCTH HauboJIee MPEAMOYTUTEIEH T00YTaMUH)  6,3.7.2. [[paBoxenyn04k0Bas noaaepxa

U ToAIepKaHusI cucTeMHoro AJl ¢ ToMoIIbio Ba3oIpec-

copoB npu Heobxomumoctu [258—260]. ¥V GoabHbix Y Hekoropbix mauueHToB ¢ JII' u ITXK-HemocrarouHo-
¢ [IDK-HemocTaTOYHOCTBIO ciieyeT u30erarb MHTYOAa-  CThIO CJIeayeT OOCYIWTh WCIIOJIb30BaHUE BEHOApPTEpU-
IINU, TIOCKOJIBKY IIPY 3TOM HepeaKO HAOIIOOAeTCSI TeMO-  aJlbHOM B3KCTPaKOpIopaIbHON MEMOpaHHOI OKCHUTe-
MMHAMUYECKUI KOJLIATC. Hauuu (DKMO). IIpy BeHOBEHO3HOM JOCTYIE MOXKET

06Lu1e MeponpusTUs
(cm. Tabn. 16)

MaumeHTsl, paHee JIAT, nofTBEpXAEHHAS >
He MonyyaBLLUne NeveHus B 3KCMEPTHOM LIEHTPE

MoppepxviBaioLas
Tepanus (cm. Tabn. 17)

BasopeakTuHOCTb o .
CTPbIA TECT BA30PEAKTUBHOCTY
('Le'\;)a:avgB%(SK) ~<——  (tonbko ang WIAT / HAT / nekapcTBeHHo-
' ’ VHAYLUMPOBaHHOM JIAT)
BonbHble 6e3
; Ba30PEAKTUBHOCTU +
Huakuit nan cpepHuit puck Bbicokuit puck
(111l ©K no BO3)? (IV®K no BO3)?
HayanbHas KoMGMHMPOBaHHas!

HavanbHas MoHOTepanus® HayanbHas nepopanbHas Tepanusi ¢ NpUMEHEHNEM
(om. Ta6n. 19) KOMBWHUPOBaHHas Tepanus® BHYTPUBEHHbIX aHaNoroB

(cm. Tabn. 20) NpOCTaLMKINHA®

(cm. Tabn. 20)

:

BonbHble, yxe HeazeKBaTHbI KIMHUYECKWiA OTBET
nosyyaloLLme NeveHne (cm. Tabn. 15)

l

MocnenoBatensHas ABOIHAS UM TPOHAs KOMOWHALMA
(cm. Tabn. 21)

v

HeaznekBaTHbI KMHWUYECKNIA OTBET
(cm. Tabn. 15)

'

PaccmoTpeTb BO3MOXHOCTb MOCTAHOBKY GOMTLHOTO B IMCT OXUAAHNS
TpaHcnnaHTawmm nerkux? (tabn. 22)

PaccmMoTpeTb BO3MOXHOCTb
HanpaeneHnst 60bHOTO
Ha TpaHCMNaHTaLmIO Nerkux

Puc. 2. Anroput™m JiedeHus1 Ut OOJBHBIX JIESTOYHOW apTepualbHON TUIIEPTeH3Mel, OCHOBAHHBIM Ha MPUHLIMIAX J0Ka3aTeJIbHON MEIUIINHBI
(TOJIBKO [UTS TPYMIIBI 1; CM. OMMCaHKE B TEKCTE)

Ipumeuanue: JIAI — nerounas aprepuaibHas runeprersust, BKK — 6mokatopsl KanbiineBbix KaHanoB; MJIAT — unnonarudeckast ierouHast apTepuaibHast TUrep-
teH3usi; HITAT — HacneacTBeHHas JierouHasi aprepuaibHast runepreHsusi; BO3 — BecemupHas opranusanusi 3napaBooxpaHenusi; @K — GyHKIMOHANBHBIN Kilacc;
@ — gekoropbie 6osbHbIe JIAT 1T DK o BO3 MoryT uMeTh BHICOKMI prCK (M. Tabu. 13); ® — 1oka3aHo, 4To HavyalbHasi KOMOMHUPOBAaHHAsI Teparinsi aMOpuceHTaH +
Taganadun 6onee apdhekTUBHA, YeM HaYaIbHAs MOHOTEPATIHUSI JIIOOBIM M3 3TUX MPENapaToB B OTHOLICHUM KIMHUYECKON HeA((hEKTUBHOCTU B OTIAICHHBIN TIEPUOT;
¢ — MPEANOYTUTENICH TIPUEM 3TMOMPOCTEHOAa (BHYTPUBEHHO), T. K. TIPH €r0 HA3HAYEHUU CHUKAETCS YacToTa 3-MeCSIHOM JieTalbHOCTH Y 00JbHBIX JIAT ¢ BBICOKMM
PHUCKOM, B T. Y. B BUJIe MOHOTEpAIuu; ¢ — clieyeT Takxke pacCMOTPETh BO3MOXKHOCTb OaJUIOHHOI MPeICepaHOI CeNTOTOMUM.

Figure 2. Evidence based treatment algorithm for pulmonary arterial hypertension patients (for group 1 patients only; see description in the text)

Notes. CCB: calcium channel blockers; DPAH: drug-induced PAH; HPAH: heritable PAH; IPAH: idiopathic PAH; i.v.: intravenous; PAH: pulmonary arterial hyper-
tension; PCA: prostacyclin analogues; WHO-FC: World Health Organization functional class; * Some WHO-FC III patients may be considered high risk (see Table 13);
b Initial combination with ambrisentan plus tadalafil has proven to be superior to initial monotherapy with ambrisentan or tadalafil in delaying clinical failure;
¢ Intravenous epoprostenol should be prioritised as it has reduced the 3 months rate for mortality in high risk PAH patients also as monotherapy; ¢ Consider also balloon
atrial septostomy.
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VIIYYIIATBCS OKCUTEHAIMsI, HO He pasrpyxkaercsa 12K,
YTO JejaeT 3TOT METOHA HEIMOAXOMSIINUM s OOJbHBIX
naHHo# KaTeropuu. OcHOBHbIe MokKa3zaHus Ayt DKMO
B MOJOOHBIX CIy4asiX — 9TO «MOCTUKMW» [IJIs1 CTA0WIM3a-
IIMY COCTOSTHUS U TPaHCIUIAaHTALIMU JIeTKnX. M cImoas30-
Banue DKMO B KauecTBe «MOCTHKA» IJISI CTAOMIM3ALIUKA
COCTOSIHUSI OIKMCAHO BCEro B HECKOJbKMX COOOIIEHU-
sax [261] u 1erecoo6pa3HO TOJIBKO y GOJBHBIX C peaib-
HBIM IIAHCOM CTA0MIM3alMy M YeTKOM TepareBTHYEC-
KOl KoHuemnuueil. B To ke Bpems omnyOJMKOBaHO
HECKOJIBKO COOOIIEHUI 00 yCMeITHOM MCITOJIb30BaHUU
OKMO B KauecTBe «MOCTMKa» K TpaHCILIAHTALlUU JIer-
KIX, 0OCOOEHHO Y JINII C COXpaHEHHBIM CO3HaHUEM [261—
263]. I1pu ajbTepHATUBHOM ITOJXOJE MOAPA3yMEBAETCS
MOJK/II0UYeHEe 0€3HACOCHOIO YCTPOMCTBA K JIETOUHOMY
KPOBOTOKY [264, 265]. Bce 3T MeTObI JOCTYITHBI TOJIb-
KO B BBICOKOCITCIINATM3NPOBAHHBIX IIEHTPAX.

6.3.8. TpaHcnnanTaymus

ITpu TapretHoii Tepanuu B cirydae Tsokenaoi JIAD cHu-
JKaeTcsl BEPOSITHOCTh TPAHCIUIAHTALIMU JIETKUX W TIOSIB-
JISIETCST BO3MOXKHOCTD OTCPOYKM TpaHCIUIaHTauuu [256].
OnHako oTHajeHHbIE UCXOIbI Y OOJbHBIX, MOJYyYaBIIMX
JICKApCTBEHHYIO TepaIThio, OCTAIOTCS HEOIpeIe/IeHHBI-
MM, W TPaHCIUIAHTAIUs IIO-TIPEXKHEMY SIBIIICTCS BaX-
HOI1 aJIbTepHATUBOM TSI TE€X, Y KOTO TaKasl Teparus He-
abdexktrBHa u coxpansiercs 11 v IV @K o BO3 [96,
107]. B cayyae oTcpoue€HHON TpaHCIUIAHTALMKU JIETKUX
BMECTE C IIEPUOIOM OXMIAHHUS M3-3a HEIOCTaTKa JI0-
HOPCKMX OPTaHOB MOBBIIIACTCS JETAIBHOCTb U YCYIyO-
JISIETCSl KJIMHMYECKasl TSXKECThb COCTOSIHUS K MOMEHTY
TpaHCIJIAHTALIWH.

B 1menom 5-7eTHSIST BBIKMBAeMOCTBH IIOCIIE TpPaHC-
rutaHTamu jerkux o rmosoxay JIAI cocrasiset 45—50 %
MPU COXpaHEHWM XOPOIIEro KadyecTBa KU3HU [266].
CornacHo 0oJiee COBPEMEHHBIM JaHHBIM, S5-JIETHSS
BBDKMBAEMOCThL cocTaBiseT 52—75 %, 10-netHss —
45—-66 % [267—-269].

C y4eToOM M3JIOKEHHOTO IOcje MOJTyYeHUs] HeaaeK-
BaTHOTO KJIMHWYECKOTO OTBETAa Ha IIEPBOHAYAIHHYIO
MOHOTEpANUI0 IeJIeco00pa3HO OOCYIUTh ITOKa3aHUS
IS TPaHCIUIAHTALIMM JIETKUX W HampaBUTb OOJBHOTO
B COOTBETCTBYIOIIUI LIEHTP MOCJe MOATBEPXKACHUS He-
JIEKBAaTHOTO KJIMHUYECKOTO OTBeTa Ha MaKCHUMAaJIbHYIO
KOMOMHUPOBAaHHYIO Tepanuio (cM. puc. 2). [IpuaSITHIO
pelieHus TakKe crocooctByer u atuonorust JIAIL, mo-
CKOJIbKY ITPOTHO3 MEHSIETCSI B 3aBUCUMOCTHU OT (hOHOBO-
ro 3aboneBaHus. [Tpu JIAT, cBsi3aHHOl ¢ 3a00/1eBaHUEM
COCAMHUTEIPHON TKaHU, (PaKTUICCKN OTMEYAeTCs XYyII-
muii mporHo3 1o cpaBHeHuio ¢ MJIAT naxke nipu neue-
HUM nipoctaHouaamu, a ripu JIAT, csizanHoi ¢ BITC, —
JIydmmit mporHo3. HanMmeHee 01aronpusITHBIN IIPOTHO3
oTMeuaeTcs y nauueHToB ¢ JIBOB m HaciiencTBeHHOM
JIT" B cB13U ¢ oTcyTcTBUEM 3(D(PEKTUBHBIX JIEKAPCTBEH-
HBIX MpernapaToB ISl MX JEUEeHUs ; STUX MMalleHTOB CJie-
IyeT HAIpaBIATh Ha TPAaHCIDIAHTAIIUIO JIETKUX Cpasy
ITOcJIe TIOCTAHOBKY TUArHO3a.

IIpu JIAT BhITIOJHSIETCSI KaK OujaTtepajbHasl TpaH-
CIUTaHTALMS JIETKUX, TaK ¥ TPAaHCIUTAHTALIMST KOMILJIEKCa
«JIeTKHe—Cep/Ile», XOTsI ITOPOTOBOE 3HAYEHUE CUCTOJIM-
yeckoi ¢yHkumu 12K n / mnm auacronmyeckoit pyHK-

Knunnyeckme pekomeHpaumm

o JIZK 171 BO3MOXHOCTH MX HOPMAaJIM3alluy HeU3Be-
cTtHO. B HacTosiIee BpeMst y OrpOMHOTO Yrcjia OOTbHBIX
B MUpPE BBINOJHSIETCS OuiaTepaibHasl TpaHCIUIaHTalUs
JIETKMX COTJIACHO JaHHBIM perucrpa MeXmyHapOoIHOTO
o0IIIecTBa TpaHCIIAHTALIMK JIETKUX U cepana [270]. JIu-
11aM ¢ CUHAPOMOM DIi3eHMEHIepa U MPOCTHIMU IITyHTa-
MM TTOKa3aHa M30JMPOBaHHAsI TPAaHCIUIAHTALIMS JIETKHUX,
a Il YyCTpaHEHUs MOpoKa cepAla — TpaHCIUTaHTalus
KOMILIEKCA «CepaLe—ierkue» [266].

HecMoTpst Ha TO, 4TO MO JAHHBIM PETUCTPOB IEP-
BOHAYaJbHO NEMOHCTPUPOBAJIOCH YJIYUIlIEHUE BbIKHU-
BaeMocTu 0oJbHBIX JIT, cBSI3aHHOI ¢ nedeKkToM Mex-
JKEJTYIOUYKOBOU IIEPETOPOIKHU, ITOCe TPaHCIIAaHTALINU
KOMILJIeKca «cepale—ierkue» [271] HakamanBaeTcs
OIBIT OwmyiaTepaJbHON TpaHCIUIaHTauuu Jerkux. Co-
IJIACHO TMOCJAEAHUM pe3yJbTaTaM MNoATBepAuiIach G-
(EKTUBHOCTD 3TOTO ITOAX0JAa B COUCTAHUHN C 3aKPBITHEM
nedekra [272].

B HenmaBHUX COOOIIEHMSIX MOKa3aHO, YTO Yy JIMII
¢ TepmuHanbHOM JII' 1 cCOXpaHEHHBIM CO3HAHUEM B Ka-
YeCTBE «MOCTHMKa» K TPAaHCIUIAHTAIIUM JIETKUX MOXKET
HCITOIb30BaThCsl BeHoapTepuaibHas DKMO [263].

6.3.9. Anroputm neyenus

Anroput™m JneueHuss OonbHbIX JIAIT mpencraBieH Ha
puc. 2. Krnaccel pekoMeHIalMii U ypPOBHM JOKa3a-
TeJabCTB Mo jeyeHuto JIAIT nmpuseneHsl B Tada. 19 (mo-
HoTepanus), Tady. 20 (HayajabHass KOMOMHUpPOBaHHas
Tepamms), Tabm. 21 (mocimemoBaTenbHAss KOMOWHUPO-
BaHHas Tepanus) u Taba. 22 (eyenue B OUT u nHTep-
BEHLIMOHHBIE MeTONbI). [IpUHIMMBI OLIEHKU KIMHUYEC-
KOro OTBETa Ha Tepamnuio coaepxarcsd B Tabia. 15.
W3BecTHO, uTO noaxoj K JieueHuto JIAI MOXeT MEeHSThb-
Csl B 3aBUCHMMOCTHU OT MECTHBIX BO3MOXKHOCTEH (1 OITbI-
Ta) B pa3IMYHbIX KJIMHUKaX U 0ojbHULIaX. B Ta61. 19—22
TaKKe NPUBEICHBI HEOOXOOMMBIE ITOKA3aTeIbCTBA 10
aJIbTEpHATUBHbBIM JIeueOHbIM cTpaterusiM. B aTux tabd-
JIIIaX YIIOMMHAIOTCS JIEKApCTBEHHBIE TIPerapathl, ohu-
LYaJIbHO pa3pelieHHble a5 gedeHust JIAI i nmoayya-
o1e o@uLIMaTbHOe pa3pellleHue XOTSI Obl B OIHON
cTpaHe. B cooTBeTCTBMU ¢ YPOBHEM JOKA3aTEIbCTB 3(h-
(beKTUBHOCTH TIPEMIOXKEHBI 4 YPOBHSI KOHEUHBIX ITOKa-
sateneii B PKU [273, 274]. B cOOTBETCTBUM C 3TOM
vepapxueil B CHockax Taon. 19—21 ynmomuHarorcs Jyie-
KapCTBEHHBIC IIpernapaThl WM MX KOMOWHAIIUM, BpeMsI
JI0 KJIMHUYECKOTO YXYILICHUSI WM OLEHKU HeadpdeK-
TUBHOCTM KaK KOHEUYHbII Mokaszatenb B PKM n1ubo se-
KapcTBa, MIPUBEAIINE K IIPOCIIEKTUBHO YCTAHOBJICHHOMY
CHIDKEHHIO OOIIEel JIeTaTbHOCTUA. AJTOPUTM JICUCHUS
JIAT He MOXeT MPUMEHSTbCS K OONBHBIM JAPYTUX KW~
HUYECKUX IpyI, B yactHocTu nipu JIT rpynm 2 (cBsg3aH-
HOH C 3a00JIeBaHUSIMU JIEBBIX OTAEJIOB CEpAlia) WU 3
(cBsI3aHHOI ¢ 3a00JieBaHUSIMM JIeTKHMX). Kpome Toro,
B PKW oneHuBanuch pas3auuHble BapUaHTHI JICUEHMUSI,
npeumyliectseHHo s UJIAT, HJIAT, nekapcTBeHHOI
JIAT u JIAT, cBs13aHHOI1 ¢ 3a00J1€BaHUEM COETUHUTEb-
Hoit Tkanu wim BITC, BHe 3aBUCMMOCTH OT XUPYpPIUIeCc-
Koii koppexkuuu BITC.

Anroputm jedyeHus (cM. puc. 2):
+ Ilocie moaTBepXACHNS B 9KCIIEPTHOM LIEHTPE IHAar-

Ho3a JIAI' y GOJbHBIX, paHee He ITOJy4YaBIIMX Jie-
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YeHHUs TI0 3TOMY IIOBOLY, PEKOMEHIYIOTCS OOIIme
MEPOIPUATUS U TIPU HEOOXOIUMOCTU — TTOIIEPXKM-
Barolas Tepanus (cMm. Tadu. 16 u 17).

Tect ¢ ocTpoif Ba3OpPEaKTUBHOCTBIO ITOKEH BHI-
MOJTHATBCS TOJbKO y manueHToB ¢ WMJIAIL, HIIAT
n JIAT, cBsI3aHHOI ¢ MPHUEMOM JIEKapCTB UJIM TOKCH-
HOB. JIUII ¢ TOJIOXKUTEIbHBIM TECTOM Ba30peaKTUB-
HOCTH CJIEAYCT JICYUTh BBICOKUMHU (C ITOCTETICH-
HBIM TToBBIIeHNeM) no3amu BKK; amexBaTHas a¢d-
(EeKTUBHOCTD OLICHMBAaeTCs yepe3 3—4 Mec. Tepanuu
(cM. Tabs. 18). BoabHBIM, OTBETUBIIUM Ha JIeUeHUE
BKK, HO He JOCTUTILIMM aIeKBaTHOTO KJIMHUYECKO-
0 OTBETa, PEKOMEHIYETCSI JICUCHHE IIperapaTaMu,
paspemieHHbIMU 111 JtedeHust JIAL, kak u B ciayyae
OTPULIATEJILHOTO pe3yjbraTa TecTa Ha Ba30peakTHUB-
HOCTb.

I[Ipu oTpuilaTelbHOM pe3yibraTe TeCTa Ha Ba3o-
pPEaKTUBHOCTh U HHU3KOM WJIM CPEIHUM pPUCKE
(cM. Tabn. 13) MoxeT ObITh Ha3HAye€Ha HayajbHas
MoOHoTepanus (cM. Tabu. 19) win HavyanabHas nepo-
paiabHast KOMOMHMpOBaHHas Tepamus (cM. Tabm. 20).
Ecnu BbIOpaHa HavajbHasi MOHOTEpamusi, TO, IIO-
CKOJIbKY OTCYTCTBYET MPSIMOE CPaBHEHUE Pa3HBIX Jie-
KapCTBEHHBIX CPEACTB, HET BO3MOXKHOCTUA PEKOMEH-
IIOBaTh CPEICTBA 1-1i TMHUYU C HanboJIee TO0Ka3aHHOMI
3 deKTUBHOCTBIO. B 3T0i1 cutyaumu BbIOOp KOH-
KPETHOTIO MpenapaTa MOXeT 3aBUCETh OT MHOXeCTBa
pa3HBIX (haKTOPOB, BKIIOUAS PETHCTpPAIUIO IIpelia-
paTa, TIOKa3aHWsI, MyThb BBEICHMSI, TTOOOYHBIC d(P-
(eKThI, TOTeHIIMAIbHOe B3aMOICHCTBUE C COIYT-
CTByWOLIEN Tepanueit, MpeanouyTeHus IalueHTa,
COITYTCTBYIOIIIME 3a00JIeBaHUS, OITBIT Bpaya U CTOM-
MOCTH IIperapara.

IMockoabKy mpu TPSIMOM CpaBHEHMHM HayajJbHOM
KOMOWHMPOBAHHOI Tepanuu aMOpUCEHTaHOM U Ta-
nmamauiioM II0Ka3aHO e¢ IPEUMMYIIEeCTBO Tepen
HavYaJlbHOM MOHOTepamnueil aMOpHCeHTaHOM JIMOO

TaganadmioM B CPOKAxX pa3BUTHUS KIMHUIECKOM He-
3D dEKTUBHOCTH, TIPU HAYaIbHOI KOMOWHUPOBAH-
HOI Tepanmuu oTMeyvaeTcsl 0osiee BBICOKUMIA KJlacc pe-
KoMmeHauuit (cm. Tabu. 20) [247].

[Ipu oTpuaTe IbHOM pe3yJIbTaTe TeCcTa Ha Ba3opeak-
TUBHOCTH U BBICOKOM pUCKe (CM. Tabj. 13) y marmeH-
TOB, paHee He MOJIyyaBIIUX JICUCHUS, KeJaTeJIbHO
Ha3HaueHWe HavaJbHOW KOMOWHUPOBAHHOW Tepa-
MU C WCIOJb30BaHNEM BHYTPUBCHHBIX aHAJIOIOB
npocranukianHa (cMm. taou. 20). I1peanmoureHue cie-
JIyeT OTAaBaTh BHYTPMBEHHOMY 3MOMPOCTEHOIY, T. K.
MPU MOHOTEPANMu YCTAaHOBJIEHO CHIWKEHUE 3-Me-
CSIYHON JieTaIbHOCTU Yy 00JibHbIX JIAT' ¢ BbICOKUM
puckoMm (cM. Tabiu. 19) [149]. Bo3aMoXHBI abTepHa-
TUBHbIE BapUaHTbhl HayaJbHOU KOMOWHMPOBAaHHON
Tepanuu (cM. Tadi. 20).

IIpn HeamekBaTHOM KJIMHHUYECKOM OTBETe Ha Ha-
YaJIbHYI0 KOMOMHMPOBAHHYIO TEPAIIUIO UM Hayaslb-
HYI0 MOHOTepamnuio (cM. Taba. 15) pekomeHayeTcs
MOCJIEeN0BATEIbHOE HA3HAYEHWE IBOMHOM WJIN TPOM-
HOI KOMOWHAIWM TIpernapaTtoB B COOTBETCTBUH
¢ tabu. 21. KomOuHauust puouuryata 1 MIHIrMOUTO-
poB ®JI1D-5 nmpoTHUBOIIOKA3aHa.

ITpu HeameKBaTHOM KJIMHUYECKOM OTBETE Ha ToCe-
MOBaTeIbHYIO TBOMHYI0 KOMOMHAIIMIO CIIEAyeT Ha-
3HAYUTh TPOIHYIO KoMOMHauio (cM. Taou. 20, 21).
ITocne HeageKBaTHOrO KJIMHUYECKOTO OTBETa Ha Ha-
YaJibHYI0 MOHOTEpAIUIO WU HAaYaJIbHYI0 KOMOWHU-
POBaHHYIO TepaITvio IIPEACTABISICTCS IIeJIecoo0pas-
HBIM OLICHUTD MTOKAa3aHUs K TPaHCIIAHTAIIUM JTETKUX
¥ HaIpaBUTh OOJLHOTO B TpaHCIJIaHTALIMOHHBII
LIEHTP Cpa3y MocJjie TOATBEPKACHUST HeaneKBaTHOTO
KJIMHUYIECKOTO OTBETa Ha MaKCUMAaJIbHYI0 KOMOMHU -
POBaHHYIO Tepanuio. ¥ OOJBHBIX C YXYAIIEHUEM CO-
CTOSIHUSI Ha (DOHE MaKCHMAaJIbHOM JIeKapCTBEHHOM
Tepanuy B KaUeCTBE MaJUTMAaTUBHOW MepPBI («MOCTH-
Ka») MoxeT paccmaTtpuBatbest BITC.

Tabauua 22

Pexomendauuu no eedenuro 6 omoeaeHuu UHMEHCUGHOL mepanuu 6a110HHOI npedcepoHoll Cenmomomuu
U MPAHCNAGHMAUUY Ae2KUX Y DOAbHBIX Ae20MHOl apmepuaibholl unepmensuei (epynna 1)

Table 22

Recommendations for efficacy of intensive care unit management, balloon atrial septostomy and lung transplantation
Jfor pulmonary arterial hypertension (group 1) according to World Health Organization functional class

Jleyenue

Knacc? v ypoBeHb® Ccbinku®

®Kno BO3

Hanpaenenue 8 OUT pekomenpayetcs 6onbHbiM JIT ¢ BoicOKOi YCC

(> 110 B MuHyTY), HU3KMM cucTemHbiM AfL (CALL < 90 mm pT. CT.),

HU3KUM JUYPE30M 1 MOBbILIEHMEM KOHLIEHTPALMK JIaKTaTa B KPOBM B CBA3U
C CONYTCTBYIOLMMM 32001€BaHUAMM UM APYTUMUN NPUYMHAMU

BonbHbIM € rUnoTeH3mnei PeKoMeHayeTCs MHOTPONHas noaaepXxka

B Gnuxaiiwiee nocne BbisIBIEHNS HEafeKBaTHOTO KIIMHUYECKOro OTBETA
Ha MaKCUMaJIbHYIO NIEKapCTBEHHYIO TEPaNuIo BpeMS PEKOMEHAYETCS
TpaHCNNaHTaLus JIerkux

BIC npu BO3MOXHOCTY €€ BbiNONHEHUs MOXET 00cyXxaaTbcs nocne
BbISIB/IEHNS| HEaleKBATHOTO KIMHUYECKOrO OTBETA Ha MaKCUManbHYI0
neKapcTBEHHYIO Tepanuio

- [253, 254]

Mpumeyanme: OK - byHkumoHanbHbIA knace; BO3 - BcemupHas opraxnaauys 3npasooxpaqeHus; OUT - otaenerne nkTeHcBHoiA Tepanum; JII - nerouxast runeptenaus; YCC - vactoTa cep-
JLiedHbIX CokpaLLeHuit; ALl - apTepuansHoe aaenenue; CALL - cuctonuyeckoe apTepuansHoe aaenenue; brC - 6annoHHas npeacepaHas CenToToMNs; @ - Knace PekoMeHZauuii; © - ypoBeHb

[10KA3aTefbCTB; ¢ — CCbUTKM, NOATBEPXAAIOLLIME AaHHYK PEKOMEHTALMIO.
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6.3.10. AuarHocTuka u neyeHune 0CA0XHEHMA NeroyHoi
apTepuanbHoOIl runepTeH3um

6.3.10.1. Aputmun

ApuUTMHUM — cepbe3Hasi KIIMHUYecKasi mpooyieMa y 00Jib-
Hbeix JIAT. B yacTHOCTM KIMHMYECKW 3HAUYMMasl Mpe.-
cepaHasi apUTMMSI MOXET O3HayaTb HeOJIaronpusTHbIA
nporHo3 [275]. B otinuure ot 3a00y1eBaHUiA JIEBBIX OT/IE-
JIOB CepIla, 3JI0KAYeCTBEHHBIC KEIYIOYKOBBIC apUT-
MMU, TAKME KaK XKeJIyT0uKOBas TaXMKapaus, TpereTaHue
1 QUOPUILISLIUS XKeJTyaI0uKoB, y 60abHbIX JIAI' BcTpeua-
forcs penko. Cpenu cirydaeB TOKyMEHTUPOBAaHHOM OCTa-
HOBKU cepana (n = 132) y 6ompHbIX JIADT pubpmiisiims
JKeJYIOYKOB BCTpedyaaach TOJNBKO B 8 % ciydaeB [276].
B rpynine 6oabHbIX JIAT wnu XTOJIT (n = 231), Habi0-
JAeMbIX B TeUeHUE 6 JIeT, He 3aperucTpUpOBAHO HU Ofi-
HOTO CIIy4yas 3JI0KaueCTBEHHBIX KeJIyIOYKOBBIX Hapy-
meHuit purma [275]. B aT0ii Xe rpymnmne OOJbHBIX
CYMPaBEeHTPUKYISIPHbIE TaXMAPUTMUM BO3HUKAIMU €Xe-
TOIHO ¢ 4yacTtoToil 2,8 %. Tpenetanue u GUOPMILISLUS
MpeAcepanii ObUTM OMMHAKOBO YAaCTHIMU M BCETaa IIpH-
BOOMIM K KIMHMYECKOMY YXYIIICHWIO M IIpHU3HAKaM
II2K-HenoctatrouHoctu. OT™MeUYeHo Oosiee 3hheKTUBHOE
JIeUeHUe TpeTneTaHusl TIpecepauii 10 CpaBHEHUIO ¢ Ta-
KOBBIM TpU (pubpuissumuu npeacepauii. Boccranosie-
HHUE CTaOMJIBHOTO CMHYCOBOI'O PUTMa CBSI3aHO C IOJITO-
CPOUYHOII BBIXKMBAaeMOCTbIO, TOTrJa KaK TOCTOSTHHas
MeplaTeabHass apUTMUST COTTPOBOXXIaIach 2-JIeTHEN Jie-
taabHOCThIO > 80 % [275]. CynpaBeHTPUKYJISIPHBIE
apUTMMU SIBJISTIOTCS TTIOKa3aHUEM K Ha3HAUeHUIO aHTaro-
HUCTOB BUTaMuHa K 111 HOBBIX MepopabHbIX aHTUKOA-
ryJassHTOB. B pedpakTepHbix ciydasx 3¢G@GeKTUBHBI
aJIeKTpuuecKas kapauosepcus u PUYA [277].

HecMmoTtpst Ha OTCYTCTBUE NMTPOCIIEKTUBHBIX U KOHTPO-
JIMPYEMbIX UCCJIEIOBAHUM, 3T JaHHbIE CBUAETEILCTBY-
0T O TOM, 4TO TIOJIEP>XKaHWE CTAOWJIBHOTO CHHYCOBOTO
pUTMa ITOC]Ie KapaIUOBEPCUU TOJDKHO paccMaTpPUBAThCS
Kak BaxkHas 1ieJib JieueHus o0oinbHbIX JIAT /1 BoccTa-
HOBJIEHUSI CTaOMJIBHOIO CMHYCOBOTO PUTMa BO3MOXKHO
npoduIaKTUIeCKOoe Ha3HAaUYeHHE aHTHAPUTMUUICCKUX
npernaparoB 6€3 OTpULIATEIbHOTO MHOTPOIMTHOTO (P dek-
Ta, TaKUX KaK IIepOpajbHBII aMUONapoH (CM. B3aM-
moaeiictBus B Taba. VII sjaekTpoHHOI Bepcuu pe-
KOMEHIAIMii) Iaxe Mpu OTCYTCTBMM I0KAa3aTebCTB
3(HEKTUBHOCTH.

6.3.10.2. KpooxapkaHbe

KpoBoxapkaHbe — uzBecTHoe ocyiokHeHue JII' u dak-
TOP pUCKa JIETAJIbHOIO MCXOJA; Yallle BCTpedyaeTcs Ipu
HIJIAT, JIAT, cBazanHoii ¢ BIIC u XTOJII. BreipaxkeH-
HOCTb KPOBOXapKaHbsI MOXKET OBITh OT JIETKOM 10 OUYeHb
TSDKEJIONM, OTMEUEHBI CIyJdan BHe3aImTHol cMepTu. Pac-
MIPOCTPAHEHHOCTh KPOBOXapKaHbsI pa3IMdHast U COCTaB-
qsier oT 1 1o 6 % [278]. Ilpu TsKesoil BbIpaxkKeHHOCTU
KPOBOXapKaHbsI B KAYECTBE HEOTJIOXKHOTO JICYSHUSI MO-
KeT pacCMaTpPUBATBCS 3MOONM3ALNS OPOHXUAIBHBIX
apTepuii. DTa Xe ImpoLeaypa MOXET IMPOBOAUTHCS ILIa-
HOBO TIPU YacTO PELMAMBUPYIOLIEM JIETKOM WA yMe-
pPEHHOM KpoBoxapKaHbK. KpoBoxapKaHbe MOXET OBITh
MMPOTUBOIIOKA3aHNEM K Ha3HAuYCHWI0 aHTUKOATYJISHT-
HOI Tepanuu.

Knunnyeckme pekomeHpaumm

6.3.10.3. MexaHu4eckue 0cnoxHeHns

Mexanuyeckue ocioxHeHus JIAIT 0ObIYHO CBSI3aHBI
¢ nporpeccupytoleit nunaranueit JIA. K HUM oTHOCST-
cs aHeBpU3MHBI JIA, MX pa3pbIBbI, PACCIOCHUS M KOM-
MPECCUU Pa3JIMYHBIX BHYTPUTPYIHBIX CTPYKTYpP, TaKUX
Kak JieBas IlaBHasi KOpOHapHasi apTepusl, JJErOUYHbIe Be-
HBI, TJIABHBIC OPOHXWM U JIApWHTEaJIbHBIN BO3BPATHBIN
HepB [279—281]. CMMOTOMBI TaKUX OCJIOXHEHUU He-
cnelM(UIHBI U pa3HOOOpPa3HbI — 00JIb B Tpyau (aHTH-
HOTOAOOHBIE JTUOO OpyTue), OABIIIKA, PErMOHATBHBIN
OTEK JIETKOTO W BHe3aITHast CMepTh. 71T BBISIBJICHUST Me-
XaHNYECKMX OCJOXHEHUN HAWIYJIINM IHArHOCTHUIEC-
KM METOIOM SIBJISICTCSI KOMIIbIOTEpHAsI TOMOTrpadus
(KT) Bbicokoro paspeuienust 1 KT nerkux ¢ KoHTpacT-
HBIM YCUJICHHUEM.

I1pu aneBpusmax, ncesgoaHeBpusMax JIA u ux pac-
CJIOCHMU BapyaHThI JICUeHUS pa3padoTaHbl HEIOCTaTOU-
Ho [279, 280].

TTokazaHUs K TpagUILIMOHHOMY XUPYPTUICCKOMY JIe-
YEHUIO U eT0 pe3yabraThl npu JII Hem3BeCTHBI, BO3MOXK-
HbIE PUCKHU MOTYT OBITb BBICOKMMU. B cityuae ypeckox-
HBbIX BMeEIIATEIbCTB (CTEHTUPOBaHUE) HabJIOmaIOTCs
TeXHUYECKHE MPOOIeMbI, B OCHOBHOM 3a CUET paHHETO
pasmeeHNs TJIaBHBIX U JoyeBhIX JIA. Bo3MoxkHBIM Ba-
PUAHTOM JICUCHUSI MOXKET ObITh TPAaHCIUIAHTALIMSI 000X
JIETKMX WJIA KOMILIEKCA «CepALEe—JIeTKMe», HO OHa BO3-
MOXHAa TOJIBKO B CJIyYasiX XPOHUYECKOTO TCUCHMS TPU
CTaOMIM3AlINU COCTOSTHUS, YeTKME ITOKAa3aHMs ITOKa He
onpeneneHbl. [Ipyn Kommpeccuu JieBoii TJTaBHOM KOpPO-
HapHOI apTepuM ITOKa3aHO YPECKOXHOE CTeHTHUPOBa-
Hue [282].

6.3.11. TepmuranbHas CTagus 1 3TMHECKUE BOMPOChI

Knunuueckoe teuenue JII' mpeacraBisieT coboil mpor-
peccupylolliee YXyIeHre ¢ SMM301aMH1 OCTPOU JeKOM-
neHcanmuu. CpoKHM JIETAJTbHOTO MCXOHa HE ITOMIAIoTCS
MPOTHO3Y, ITOCKOJbKY CMEPTh MOXET HACTYIIUTb BHE-
3aITHO WJIM MTOCTENEeHHO BCJIEACTBUE MpOorpeccupylolieit
cepaeyHoit HempoctaTouHocTH. IlokazaHo, 4TOo Bpauwu,
JIevaIe TaKuxX OOJIPHBIX, BHIPAKAIOT M30BITOYHEIN OII-
TUMU3M U HEPEIKO HE MOHUMAIOT OXKUIaHUM CBOMX Ia-
LIMEHTOB.

OTKpBITOE UCKPEHHEe 00lleHue ¢ OOJbHBIM MO3BO-
JIIeT TIAHWPOBaTh Oydylllee M OOCYIUTh MX TPEBOTH,
CTpaxy 1 OXXMIAaHUsI, YTO HEOOXOMUMO IIJIST MX YCIIEITHO-
ro BeaeHus. [IporHo3 moKeH o0CyKAaThCsl ¢ MallMeH-
TOM yX€ B MOMEHT MOCTaHOBKM nuarHo3a. [loHuMmanue
TOTO, UYTO CEPIECYHO-JIETOYHAS peaHUMAIIUs TIPH TsKe-
noit JIT manoaddekTBHa, MOXKET TIPUBECTU K OTKa3y
0O0JIbHOTO OT PEaHMMAlLIMOHHBIX MEPOINPUSITUI, 4YTO,
B CBOIO OY€peib, OTIpeesisieT BBIOOp MecTa, Te allueHT
TOXeJIaeT IIPOBECTH TTOCCTHIE THU CBOCH XKU3HU.

JInua ¢ JII' Ha TepMUHANILHON CTaguu HYXKAAIOTCS
B TIOCTOSIHHOM HaOJIIONEHUH MHOTOMPOMUIbHBIM KOJI-
JIEKTUBOM Bpaueii. CiieyeT o0paTuTh 0co00e BHUMaHUE
Ha CTaOMJIM3ALIMIO COCTOSIHUS M Ha3HAUYeHUE COOTBET-
CTBYIOIIMX JIEKAPCTBEHHBIX IIperapaToB IMPU OTMEHE
MeHee HeoOXOonMMbIX. KM3HEHHO BaXKHBIM SIBJISIETCS
TICUXOJIOTUYECKAs, COIlMaIbHasl U MOpaIbHasK TOIEPK-
Ka XOpoIIo WH(pOPMUPOBAHHOTO ITallieHTA.

http://journal.pulmonology.ru/pulm
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JII' — 3aboyieBaHMe, KOTOPOE CYILLIECTBEHHO COKpa-
1aeT Xu3Hb. ECIM MOTpeOHOCTM MallMeHTa BBIXOAST
32 paMKM KOMIIETEHLIMM MHOTONpoGWIbHONK KOMaH-
bl Bpaueil, Ha TepMUHAJbHOM 3TaIlle CleayeT IJIaHu-
pOBaTh BelleHNE TaKMX OOJIBHBIX I IIOMUMO TICUXOJIOTH-
YEeCKOM M COLMAJbHOM MOOAEPXKKU, IO BO3MOXHOCTU
clenyeT MpUBJEKaTh CIelMaIucTa Mo MauIMaTUBHOM
MOMOLILIU.

OkoHyaHne B Ne 5 /2017

ApnanTupoBaHHbI nepeBo K. M. H. YukuHoii C.1O.
Adapted translation — Svetlana Yu. Chikina, Candidate of Medicine

Cnncok cokpaLLeHuii

HR (hazard ratio) — pucK HebGIaronpUsITHOTO UCXOAa

NO — okcup azota

NT-proBNP — N-koHI1IeBOIi (hparMeHT MO3rOBOTO
HaTpUIypeTUYECKOTO MeNThIa

PaO, — nmapuuanbHOe AaBieHHE KUCJIOpoIa B apTepu-
AJIbHOW KPOBU

RR — (relative risk) — OTHOCUTEIBLHBIN PUCK

SatQ, — carypaums aprepuaabHO KPOBU KHUCIOPOAOM

AJl — apTepuanbHOe 1aBleHUe

APD — aHTaroHUCTHI PELIENTOPOB SHAOTEIMHA

BKK — G1okaTopbl KaableBbIX KAHAJIOB

BIIC — 6annoHHas nipeacepaHast CEIITOTOMUS

BUY — Bupyc ummyHoaehuLuTa yeaoBeKa

BO3 — BcemupHas opraHu3anus 31paBOOXpaHEHUs

BIIC — BpoXIeHHBII MMOPOK ceplia

HATI® — MHrMOMTOPHI AHTMOTEH3MHITPEBPALLIAIOIIETO
¢depmeHTa

NBC — nmemunyeckas 60e3Hb cepala

WJIAT — nauonaTuueckas JerouHasi apTepuaibHast
TUIIePTEH3US

KITOC — kaTeTepu3saliysi mpaBbIX OTAEIOB cepaLia

KT — xomnbroTepHast ToMorpadust

JIA — nerouHast aprepust

JIAT — nerounasi aptTepuajibHast TUIIEPTEH3US

JIBOB — nerouHast BeHOOKKJ/II03MOHHAs 00JI€3Hb

JIT — neroyHas runepTeH3ust

JI2K — 51eBblit kellynouek

JICC — nerouHoe cocyIucToe COMpOTUBIIEHNE

HJIAT — HacnencTBeHHas JJeroyHasi apTepuaibHas
TUTIEPTEH3US

OUT — otneneHre MHTEHCUBHON Teparimn

I12K — mpaBblit xkenynouek

pI'll — pacTBOpuUMasi ryaHuIaTUMKIa3a

PYA — paguouactotHas abianus

CAJl — cucTonmueckoe apTepranbHOE TaBICHUE

CB — cepneuHbIit BLIOpOC

CH — cepaeuHblit UHAEKC

DID-5 — pochommacTepasa 5-ro ThIma

DK — pyHKIMOHAIBHBIN Ki1acc

XTOBIT — xpoHuyeckass TpoMOOIMOOIMYecKasl JIerou-
Hasl TUIIepTeH3US

nI'M® — nqUKIMIecKUii TyaHO3MHMOHO(pochar

YCC — gacToTa cepIeuHbIX COKpaIIeHUI

DKMO — skcTpakopriopajibHas MeMOpaHHas
OKCUTeHalus

6-MIUT — 6-MUHYTHBII IIATOBBINA TECT
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