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AHHOTaums

AerouHas runepToHus (Al) — rpynna 3aboAeBaHWi, AASt KOTOPbIX XapaKTePHO MOBbILIEHWUE AETOYHOIO COCYAUCTOrO CONPOTUBAE-
Hust (ACC). HesaBucHMMO OT NpuumHbl Al MPUBOAMT K Pa3BUTUIO NMPABOXKEAYAOHKOBOW CEPAEHHOM HEAOCTATOYHOCTH U NpeXAeBpe-
MEHHOW CMePTU. 3a MOCAEAHWUE FOAbl AOCTUIHYT 3HA4YMTEAbHbIA MPOrPecC B AMArHOCTUKE U AeYeHUM BOAbHBIX C Al, MOCAYXMBLINIA
OCHOBOW HOBOFO KAMHMYECKOrO PyKOBOACTBA MO AMArHOCTMKe M AedeHmnio Al B AaHHOR cTaTbe npeanaraeTcs KpaTkuin 0630p
OCHOBHBIX AOCTUXXEHWIA B AMArHOCTUYECKMX M TepaneBTUYECKMX MOAXOAAX Y OOAbHbIX € Al
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Diagnosis and treatment of pulmonary hypertension: from the point of view of 2017
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Pulmonary hypertension (PH) is a group of diseases characterized by increased pulmonary vascular resistance (PVR). Regardless
of its cause, PH leads to right ventricular failure and premature death. Recent advances in the diagnosis and treatment of PH have
prompted the elaboration of new guidelines for the diagnosis and treatment of PH. This paper provides a brief overview of major
achievements in diagnostic and treatment approaches in patients PH.
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BOB/JIKI'A — BeHOOKKIII03MOHHAsI OOJIE3Hb JIETKUX 1/WJH Jie-
TOYHBIN KaWIISPHBIN reMaHTUOMATO3

JT1 — nuacToJnYecKuii rpagueHT AaBIeHU

N3JIA — naBneHue 3aKJIMHUBAHUS JIESTOUHOW apTepUU

JJIA — naBiieHue B JISTOYHOM apTepun

JIAT — nerouHas apTepuanbHasi TMIIEPTOHUS

JIAJI — nerouHoe apTepuaibHOE 1aBJIeHUE

JIT — silerouHasi runepToHus

JI2K — neBblit xenynodek

JICC — jieroyHo€ COCyTMCTO€ COTIPOTUBJICHUE

IT2K — nipaBblit xkenyno4yek

XOBJI — xpoHuyeckast 0OCTPYKTUBHast O0JIE3Hb JIETKUX
XTBJIT — xpoHuueckasi Tpom6osmooanueckas JIT
OxoKI' — axokapauorpadus

Jlerounas runepronust (JII') — rpyrmmna 3a6oyeBaHuid, 151 KOTO-
PBIX XapaKTepHO IMOBBIIICHUE JIETOYHOTO apTepPHaIbHOTO JaBICHMS
(JIAL) u nerouHoro cocynucroro conpotusieHus (JICC). HezaBucu-
MO OT NpUYUHbL JIT TPpUBOIUT K pa3BUTHIO TIPABOXKETYI0YKOBOI cep-
NIEYHOI HEeIOCTATOYHOCTHU U TIPEXKICBPEMEHHOW cMepTH. 3a Mmocen-
HMe TOIbI MOJydeHbl HOBbIe HayYHBIE JaHHbBIC, CIIOCOGCTBOBABIINEC
3HAYUTEITBHOMY TIPOTPECCY B IMATHOCTMYECKUX M TEPAreBTHUECKUX
noaxoaax y 6oibHbIX ¢ JIT'. TToaToMy coBMecTHasi pabouas rpymnmna
EBponeiickoro obuiectsa Kapauvosioros (ESC) u EBponeiickoro pe-
crimpatopHoro obiiectBa (ERS) HegaBHO pa3paboTraia HOBOE KIIMHM-
YecKoe pyKOBOACTBO Mo AuarHocTuke u jeueHuto JII' [1, 2]. B HoByto
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BEPCHUIO PYKOBOJICTBA BHECCHBI BaXKHbIe M3MEHEHUS, Kacarolluecs
reMoAMHaMUYeCcKUX onpeaeiaeHuit u kinaccudukauuu JIT'. Kpome To-
ro, CYIIECTBEHHO OOHOBJIEHBI TTOJXObI K TMarHOCTUKE MPY TTOJ03pe-
HuM Ha JIT', aropuT™BbI IMarHOCTUKY U JIeUeHUsT GOJBHBIX C JIETOU-
Hoii aprepuanbHoil runeproHueit (JIAI) u npyrumu dopmamu JIT,
BBe/IeHa cTpaTuduKaLus pucka cMeptu y 6oibHbIX ¢ JIAT 1 pazpabo-
TaHbl KPUTEPUU CIeLIMAIM3UPOBaHHOrO LieHTpa 1o JIT'. 3HauuTesns-
HBIII MHTEpeC MPEACTaBISIOT TaKXKe MaTepuaibl BTopoit KénbHckoit
KOHCEHCYCHOI KOoH(MepeHIMH, Tporienmeil B uoHe 2016 r. 1 opra-
HU30BaHHOU HeMmeukum obiectBom Kapauosnoruu (DGK), Hemer-
KuM obiectBoM myabMoHosoruu (DGP) nu Hemeukum obiiectsom
nerckoii kapauosiornu (DGPK). Llenp naHHOi KoHpepeHLMU —
aganTauus HoBoro KimHuuyeckoro pykosonactsa ESC u ERS no nua-
rHoctuke u jedeHuto JIT k ycnoBusim I'epmanum [3].

Onpenenenus. Kaxk u npexne, JII' — 310 reMmoguHaMuyeckoe u
MatoU3NOJIOrMIECKOe COCTOSTHUE, OTpeessieMoe KaK MOBbILICHUE
CpelHero naBjieHus B JieroyHoit aprepuu (IJIA) >25 MM pT.cT., U3-
MEpPEHHOE B COCTOSIHUY TMOKOSI TIPU KaTeTepu3aluy MpaBbIX OTIACIOB
cepnua [4]. HecMoTpst Ha TO YTO UCIOJIB30BAHUE TECTOB € (hU3NYe-
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A.lll. CapbibaeB n coaBT.

CKOI1 Harpy3koit 1ist paHHero BoisiBneHus JIT' Bce enle npeacrapisier
3HAYUTETBHBIN HAYIHBIN UHTEpEC, TpUMeHeHne TepMuHa «JIT" husn-
YECKOW Harpy3Ku» He PEeKOMEHIYeTCs, TaK KaK B HacCTOsIIee Bpems
OTCYTCTBYIOT HaJeXHble HaHHble 00 ypoBHsX cpenHero MJIA wiam
JICC Bo BpeMs (hpu3nuecKoii Harpy3ku, UMeoIe MPOrHOCTUYECKYIO
LIEHHOCTb.

[ns onpenenenus JIAI cHOBa UCTIOJIB3YIOTCSL HE TOJIBKO 3HaYe-
Hus cpenHero JJIA, Ho n JICC. JIAT Bkitovaet npexanwuisipHyto JIT,
XapaKTepU3YIOILylOCs IaBJIeHUEM 3aKJIMHUBAHUS JIETOYHOI apTepuu
(A3JIA) <15 mMm pr.cT. n JICC >3 en. Byna B orcyTcTBUE APYTUX MPU-
yuH npekanwuisspHoit JIT', Takux kak JII' BciencTBue 3aboseBaHuit
JIETKUX, XpoHUUYeckas Tpomboamoonuueckas JII' (XTOJIT) u apyrue
penkue 3abosieBanus V rpynimsi [1, 2].

7151 XapaKTepUCTUKU Pa3IMYHBIX TOATPYII MOCTKAWIISPHOK
JIT, 00ycoBieHHOI 3a00J1€BaHUSIMU JIEBBIX OTIEJIOB ceplia (M30J1u-
poBaHHas noctkanwisipHas JII' u coueTaHHas MOCT- U MpeKanui-
nspHag JIT), pekomennyetcs ucnonb3oBath couyetanue JICC u nua-
cronuyeckoro rpanuenta gasienuit (JAI1). [Tpu sToM uzonupoBaH-
Has nocTkanwisipaas JIT xapakrepusyercst Tl <7 MM pT.cT. u/vinu
JICC <3 en. Byma. B 00HOBJIEHHOM pYKOBOACTBE BMECTO TEpMHUHA
«IucrponopiuonaibHast JII» MCHoONIb3yeTcsl TEPMUH «COYETaHHAst
rocT- 1 npekanmwuisipaast JIT». 17151 aTuX cocTosTHUI XapaKTepHO Ha-
nuyue nomMumo noctkanwuisipHoit JIT (A3JIA >15 MM pT.cT.) BBICO-
koro JICC (>3 en. Byna) u/vm ATJ] >7 Mmm pr.cT.

Knaccudukanus. Kax v B npexxHeit KIMHUYECKo kinaccuduka-
uuu, npuHsaToii B 2013 r. Ha 5-M BecemupHoM cumnosuyme mo JIT' B
Hu1iiie, B 0OHOBIEHHO Ki1accUbUKAIIUK pa3IMuHbIe 3a00IeBaHUs U
COCTOSIHUSI OOBEAMHEHBI B 5 TPYIN HA OCHOBE CXOXECTU KJIMHUYEe-
CKUX TIPOSIBJICHUH, IMaTOJOTMYECKUX WM3MEHEHMI, reMoiuHamuye-
CKHX XapaKTepUCTHUK U TTOAXO0B K JeueHuto [5]. C menbio mocrpoe-
HUS TIOJIHOM M BceoObeMITIONIEeH KitaccuduKalm, MpuMeHUMON Kak
K B3pOCJIbIM, TaK U IeTIM, B Kiaccudukauuto JIT, npunHsatyio B Huu-
11€, BKJTIIOUEHbI HOBbIE crielrdbudecKue 1is AeTeit TPYIIbl U 3TUOJI0-
TMYECKUE MPUYMHBI, TAKME KaK BPOXIEHHbBIE WM MPUOOPETEHHbIE
3a00J1eBaHUsI C OOCTPYKITHEH TPUHOCSIIETO/BHIHOCSIIETO TPAKTA Jie-
BBIX OT/IEJIOB cepla u cermeHTapHas JIT' [6].

IMpekanunnsapHag JIT', accourMupoBaHHasi C XpOHUYECKOM TreMo-
JINTUYECKOIN aHEMUEH, CYIIIECTBEHHO OTJIMYAIONIAsICS OT IPYTuX (hopm
JIAT orcyrctBueM mieKcudOpMHBIX U3MeHeHu i, Hu3kuM JICC, BbI-
COKMM CEpIEYHBbIM BBIOPOCOM U OTCYTCTBUEM 3(pdekTa oT crieundu-
yeckux mnpemnaparoB s tepanuu JIAD, nepememieHa u3 I rpymnmsl
(JIAT) B V rpymry (JIT, B ocHOBEe KOTOPBIX JiexXaT HEsSCHBIC /WA
MHorogaktopHble MexaHu3Mbl). [loarpynna HacnencrseHHon JIAT
xiruHnveckoit I rpynmel (JIAI) Bkitouaet JIAT BcieactBue Mytauuit
peuenTopa 2-ro TUMa KOCTHOTO MopdoreHeTuyecKoro Oeyka
(BMPR2) u npyrux 6oJiee penKux reHHbIX MyTaluid.

I'pyrma I' (BeHOOKKITIO3MOHHAST GOJIE3HD JIETKUX /WM JIETOY-
HBII KamWUISIpHBI reManrnomato3 — BOB/JIKI'A) BKmiouaer cie-
nylolre KJIMHUYecKre opMbl: UAMOIATUYECKYIO, HACIEICTBEHHYIO,
BBI3BAHHYIO MIPUEMOM JIEKAPCTBEHHBIX MPENApaToB, TOKCUHOB U U3-
JIy4eHUEM, U aCCOLIMMPOBAHHYIO C IPYTUMMU 3a00JIeBaHUSIMU (3a00J1e-
BaHUS coeqnHUTENbHOM TKaHu 1 BUY-undekiust).

IMepcuctupyroas JII' HOBOPOXAEHHBIX BKIOYAET Pa3HOPOM-
HYIO TPYIIy COCTOSIHUIA, OOJIBLIMHCTBO U3 KOTOPBIX OOYCJIOBIEHO
acnupauyeid MEKOHUSI M MOXET OTJIMYaThCsl OoT Kiaccuueckoii JIAT.
Kpome toro, nepcuctupytomast JII HOBOPOXAEHHBIX CYUTAETCS 3a-
OoJieBaHUEM C OoJiee MPEXOMASLUIMM TeYEHUEM B OOJIBIIMHCTBE Clyda-
€B, TaK KaK Yy BbDKMBILUX HOBOPOXIEHHBIX B nociaeaywoiieM JII' He
pasBuBaercd. [Toatomy nepcuctupymoias JII' HOBOPOXIEHHBIX BbI-
IieJieHa B OTAebHYIo rpymy 1.

I'pynmna II (JIT BcnenctBue 3a00yieBaHUIi JIEBBIX OTIEIOB CEPA-
11a), Kak u mnpexne, BkiaouaeT JII' Ha (poHe 3aboneBaHUi, COPOBO-
SKIAIOIIMXCST CUCTOIMYECKOM M/MJIM TUACTOIMIECKON TUCHYHKIMEH
sneBoro xenymouka (JI2K) m kiamaHHBIMU TOpakKeHWSIMU Cepalia.
B a1y rpynny Bxonut takxe JIT', pazpuBaroiasics Ha ¢hoHe 3a00seBa-
HMI cepala y AeTeid, TAKUX KaK BPOXIECHHbIE WIU MPUOOPETEHHbIE
OOCTPYKIIMM TTPUHOCSIIETO/BBIHOCSIIIETO TPaKTa JIEBBIX OTIECIOB
cepua, BpOXXAEHHbIE KApAUOMUONATAU U BPOXACHHBIN WM TPUOO-
PETEHHBII CTEHO3 JIETOYHbIX BEH.

I'pyrma 111 (JIT BeencTBue 3a60J1eBaHMIA JTIETKUX W/ WJIA TUITOK-
cuM), Kak 1 npexne, Bkiaodaer JII' Ha oHe XpoHnYecKoit 00CcTpyK-
TUBHOI O0sie3Hu Jerkux (XOBJI), uHTepcTULMaNbHBIX 3a001eBaHUI
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JIETKUX, APYTMX JIETOYHBIX 3200JIeBaHUI CO CMELIAHHBIMU PECTPUK-
TUBHBIMU Y OOCTPYKTMBHBIMU BEHTWISIHIMOHHBIMUA HApYIIEHUSIMU,
HapyLIeHU ObIXaHUsl BO BpeMsl CHa, 3a00JieBaHUIi, COMPOBOXAAI0-
IUXCS AJTBBEOJISIPHON TUTIOBEHTWIISILIEH, TIPY JUTUTETTHBHOM TTPOXKM-
BaHUU Ha BBICOKOTOPBE, a TAKXKE BCJAENCTBUE HAPYLIEHUI pa3BUTUS
JIETKUX.

I'pynna IV nepenmeHoBaHa B «XpOHUUYECKYIO TPOMOO3IMOOIYE-
cKylo JierouHyto runepronuo (XTOJIT) u apyrue 3aboneBaHusi, co-
TMIPOBOXAAIONIECS] OOCTPYKIIMEH JIETOYHBIX apTepuii» M BKIIIOYAET
XTOJIT, neroyHyio aHrMOCapKOMy, IPyrue BHYTPUCOCYAUCTBIE OITy-
XOJIM, apTEPUUTBI, BPOXKIEHHbIE CTEHO3bI JIETOUYHBIX apTEPUii U Mapa-
3UTapHOE MOPaXEHUE JIETOYHBIX apTEPUIL.

CermeHnTapHas JIT' Habmomaercs B OTAEIbHBIX ydacTKaX JETKuX,
nepdy3upyemMbIx a0pTO-JIETOYHBIMU KOJIJTATEPAJIIMU TIPU BPOXKIEH-
HBIX 3200JIEBAaHMSIX CepAlla, TAKUX KaK aTpe3usl JJerOYHOTo WIK TpeX-
CTBOPYATOTO KJIAMaHOB. DTO OYeHb HEOOBIYHOE TeMOAMHAMUYECKOE
cocTosiHUe BKtoueHo B V rpynny (JIT, B OCHOBE KOTOPBIX JiexXaT He-
SICHBIE Y/VJTU MHOTO(aKTOPHBIC MEXaHU3MBI).

Dmuaemuosorusa. JJaHHble uTepatypsl 06 smunemuonoruu JIT
OCTalOTCS HEJOCTAaTOUYHO MoJHbIMU. B EBpone pacnpocTpaHeHHOCTb
u 3a6osneBaeMocTh JIAT koneomotes ot 15—60 u 5—10 ciayyaeB Ha
1 MJIH HaceJIeHMs B TOZl COOTBETCTBEHHO [7]. B To Bpemsi Kak cpeaHuii
BO3pacT O0JIbHBIX ¢ uanonaTudeckoii JIAI' B 80-¢ romsl coctaBisii 36
JIET, TI0 JAaHHBIM HBIHEIITHUX perucTpoB, JIAT yacto nmarHocTupyeTtcst
y MalMeHTOB 0oJiee CTapllero Bo3pacta, CPpeIHUIl BO3pacT KOTOPBIX
coctapnser 50—65 ner [1, 2]. KpoMe Toro, npeobiagaHue XeHIIUH B
3HAYUTEJIbHOI CTETIEHU BapbUPYET MEXAY NaHHBIMU Pa3JIUYHBIX pe-
THICTPOB ¥ MOXET He HaOMIONAThCsl Yy TIAIIMEHTOB CTapIIero Bo3pacTa.
IToutt 60% GOMBHBIX C TSKENOM cucToMMYecKoi nuchyHkimein JI2K
1 0k0J10 70% GOJBHBIX C CEPACTHON HETOCTATOYHOCTHIO C COXPAHHOM
dpaxuueii Beiopoca Mmoryt umeth JIT [1, 2]. [1pu kinanaHHbIX opaxe-
HMSIX JIEBBIX OTIEJIOB cepAlla pacipocTpaHeHHOCTh JII' yBenmnunBaeT-
cs1 10 MEpe YCUIJIEHUS TSXKECTU NOpoKa U cUMINTOMOB. JIT' MOXET BbI-
SIBIIATHCS] TIPAKTUIECKH Y BCEX OOJBHBIX C TSDKEJBIM CUMITOMATHY-
HBIM MUTPAJIbHBIM TTOPOKOM M Y OKOJIO 65% OGOJBHBIX C CUMITTOMA-
TUYHBIM a0PTaJIbHBIM cTeHO30M. Kak mpaBuito, Mpu TSKEIbIX MHTEeP-
cTuuManbHbIX 3a0oneBanusix U XOBJI nabmonaercs msrkas JIT [8].
Tsxenas JIT' MoxeT BCcTpevaTbes MpU codeTaHuU amMbusemMsl U bu-
o6posa nerkux [9]. PactipoctpaneHHOCTh U 3abojeBaeMocTb X TAJIT
cocrapisior 3,2 u 0,9 ciydas Ha 1 MJIH HaceJleHUsI B TOJ COOTBET-
ctBeHHo [10].

Teneruka. ['eTepo3uroTHeie Myrauuu reHa BMPR2 BbISIBISIOTCS
y 0KoJI0 75% GONBHBIX ¢ ceMeitHOM 1 Y 25% GONBHBIX CO criopamuye-
ckoit opmoii JIAT [11]. ¥ GonbHbix ¢ JIAT, cTtpagaiomimux Haciea-
CTBEHHOI TreMOopparn4eckoil TeeaHrnaKTa3uei Wi MUMeuIux poji-
CTBEHHUKOB C IaHHBIM 3a00JIeBaHKEM, OOHAPY>XEHbI MyTallUU T€HOB,
KOIUPYIOIIMX pelenTtop |-ro Tuma aKTUBUHITOMOOHOW KWHA3bI
(ACVRLI) v supornuH (ENG), a takxe reHoB BMPR 1B v accouuupo-
BaHHOTO C PELENTOPOM BHYTPUKJIETOYHOIO MPOTEMHA CeMENCTBa
6enkoB SMAD (SMADY) [11]. Cnenyetr OTMETUTb, UTO BCE 3TU OETKU
SIBJISTIOTCSI YJIeHaMU ceMeiicTBa TpaHchopMupyoiero 3-dakropa po-
cra (TGF-B). HenaBHue ucciaenoBaHus BbISIBUIN TaKXKe IPYyTrUe pesi-
KH€ TeTepO3UTrOTHbIE MyTAaLlUM B FeHaX, KOAMPYIOLIUMX TaKue OeKH,
Kak KaBeosuH-1 (CAVI) u npoTerH U3 cyrnepcemMeiicTBa 0€1KOB Kajlu-
eBBIX KaHAJIOB ¢ ABYMs TeTisiMu B nomeHe (KCNK3) [11, 12]. Y Bcex
6ombHBIX ¢ ceMeitHol dopmoii BOB/JIKT'A u'y 25% GONBHBIX C TH-
CTOJIOTUYECKN TONTBEPXIEHHOM cropannyeckoil dopmoit BOB/
JIKTA BBISBASIIOTCS MyTaLlUKM OOOMX aljiesield TeHa KMHa3bl-4 sayKapu-
oTuyeckoro dakTopa MHUUMAUUKU TpaHcassuuu-2a (EIF2AK4) [13].
Paznuuus B crenenu Tsxkectu JIT y 6oapHbIX XOBJI ¢ runoxkcemueit
MOXET 3aBUCETh OT NMoIMMOpdU3Ma OTNpeneIeHHbIX TeHOB [14].

Jlnarnoctuka. [{narsHoctrka JII ocHOBbIBaeTCS Ha KIMHUYECKUX
NAHHBIX, TTO3BOJIAIOIIMX MPEANOoNoXUTh Hanuuue JIT', u aHanu3e pe-
3yJIbTATOB LIEJIOTO Psifia UCCIIeNOBAaHUI, MOATBEPXKIAIOIINX HATUYUE
JIT B cooTBETCTBMM ¢ TeMogrHamMuueckKuMu Kputepusmu JII' u mo-
3BOJIAIOIIMX YCTAHOBUTb 3TUOJIOTMYECKYI0 npuunHy JIT', dyHKIMO-
HaJIbHYIO Y TEMOAMHAMUYECKYIO TSKECTh 3a0oeBaHus. JJuarHocTu-
YECKUI Mpoliecc HAYMHAETCS ¢ MOosiBJIeHUs nofao3peHus Ha JII' u 06-
HapyXeHusl sxokapauorpaduueckux npuszHakos JII'. B mocnenyio-
1LIEM IMarHOCTUYECKUI TOMCK HaMpaBJieH Ha BbIsIBJIEHUE OoJiee pac-
MPOCTPAHEHHBIX KIMHUYeckux rpyni JIT' (3abosieBaHus JI€BBIX OTHE-
JIOB cepilia v 3a00J1eBaHUsI JIETKUX). 3aTeM HEOOXOIUMO MCKIIIOUUTh
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3a0oseBanus IV rpynmnel (XTOJII) u, HakoHell, ycTaHaBIWBAaeTCS
nuarHo3 JIAT ¢ ykasaHMeM KOHKPETHOTro Tuma 3abojieBaHus u3 |
TPYMIIbI U 3HAYUTETbHO pexe — V rpymniibl.

KinnHuyeckast oLieHKa COCTOSSHUS OCTaeTcsl KJII0YEBOM 4acThio
obcnenoBaHus 00sbHBIX ¢ JIT, Tak KaK MO3BOJISIET MOJYYUTh BAXKHYIO
MHOOPMALHMIO O TSKECTH U TeYeHUU 3aboseBaHus. [1pu Kaxmom no-
CelleHUM OOJIbHBIMU Bpaya BO BpeMsl cOOpa aHaMHe3a HE0OXOIUMO
oOpauiaTb BHUMaHUE HAa U3MEHEHUS B MIEPEHOCUMOCTU (HU3NYECKON
Harpy3ku, HaJlluyue 3MU30/10B 0oJieil B IPYAHON KIIETKE, apUTMUIA,
KPOBOXapKaHbs UJIM OOMOPOKOB, BBISICHATb MPUBEPKEHHOCTb HA3HA-
yeHHOU Teparnuu. Pusnyeckoe 0OCIeNTOBaHNE TO3BOJISICT BBISIBUTD
MPU3HAKU MPABOXKETYI0YKOBOI CEpAeUHON HENOCTATOUHOCTH.

TpaHcTopakanbHasg sxokapauorpadus (9xoKI') urpaer BaxHyo
pOJIb B IMAarHOCTUKE U JOJKHA MPOBOIUTHCS BO BCEX CIIydasiX MO0~
3peHust Ha JIT' ¢ uenbio onpenesneHusl BEpOSITHOCTU HaJTMUMS Y 00Jb-
Horo JIT. Iy 3TOro Mcrojb3yeTcsi u3MepeHrue MakKCUMaJIbHOU CKO-
POCTU CTPYU TPUKYCIUAATBHON PEryprutaldy B MOKOE U TOMOJHU-
TeJIbHBIX 3XO0Kapauorpaduueckux napamerpos JII, mo3Bosisitommx
TPearoaoXuTh Hamuuue JIT'. DT mapamMeTpbl BKJIIOYAIOT OLIEHKY pa3-
MEpOB U Meperpy3ku JaBjieHUeM Tpasoro xenynouka — 12K (oTHo-
1eHre 6a3anbHbIX quameTpoB 12K u JIZK > 1, yriomieHue Mexskeny-
TIOYKOBOI TEPETOPONKHN (CUCTOIMYESCKUN /WM TUACTOTUYECKUIA
uHAeKc 3KcueHTpuyHoctu JIXK >1,1), nnamerpa JerouHoi aprepuu
(>25 MM), naBIeHUSs B IPABOM Ipencepanu (IMaMeTp HUXKHEN Moo
BEeHBI >21 MM U KoJIJTabupoBaHWE HVKHEN Mool BeHbl <50% mpu
ryookoM Broxe wim <20% Tipu CITIOKOWHOM BIOXe, YBEJTMUEHUE KO-
HEYHOU CUCTOJMIECKON TUTOIIANN TPaBoro mpencepnus >18 cm?) u
CHCTOJIMYECKOTO MoToKa B BhixonsieM otaeie [T2XK (Bpemst yckope-
HMS IOTITUIEPOBCKOTO TI0TOKA B BhIHOCSIeM TpakTte [12K <105 m/c n/
WU TOSIBJIEHUE CPEIHECUCTONIMYECKON 3a3yOPEeHHOCTH Ha ONILIe-
POBCKOM CIEKTpE MOTOKA, MaKCMMaJbHasl CKOPOCTb CTPYU PaHHEAU-
aCTOJIMYECKOI JIETOYHOM peryprurtaiuu >2,2 m/c). B 3aBucumoctu ot
MaKCHUMAaJIbHON CKOPOCTH CTPYM TPUKYCHUIATBHOI peryprutauuu B
MOKOE W HaJIMYUs JOTIOJHUTENBHBIX dXOKapauorpaduyeckux napa-
metpoB JIT' BeposTHOCTh Hanmuuust JII' MoxxeT ObITh HU3KOI, pOMe-
JKYTOYHOU WM BbICOKOM. [Ipy MakCUMasIbHOI CKOPOCTH CTPYU TPU-
KYCTIUIAIBHOM peTyprutanuu <2,8 M/c ¥ B OTCYTCTBHUE TOITOJTHUTEITb-
HBIX 2XoKapauorpaduueckux npusHakoB JII' y GonbHOro mmeercs
HU3Kasl BeposITHOCTh Hatnuus JII', KoTopasi cuMTaeTcsl MpoMeKyTou-
HOI MPU MaKCUMAaJIbHOM CKOPOCTH CTPYM TPUKYCIUIATBHOU peryp-
TUTamu <2,8 M/C ¥ HUTMIWY TOTIOJTHUTEIBHBIX 9X0Kapauorpadude-
ckux npusHakoB JIT" wiv npu MaKcUMallbHOI CKOPOCTU CTPYU TPUKY-
CIUAATbHOU peryprutaiuu 2,9—3,4 M/c, 1 B OTCYTCTBUE TOTIOTHU-
TeJIbHBIX 3x0Kapauorpaduueckux npusHakos JII. [lpu Hammuuum y
3TUX OOJIBHBIX AOMOJHUTEIBHBIX 3X0KapauorpauuecKux Npu3HakoB
JIT, a Takke y OOJIbHBIX ¢ MAKCUMAJIBHOW CKOPOCTBIO CTPYU TPUKY-
CIUAATTBHON peryprutanuu >3,4 M/c BepossTHOCTh Hammaus JIT cum-
TaeTCsl BBICOKOM.

Pesynbratel OxoKI' ¢ y4eToM KJIMHUYECKUX U MHCTPYMEHTAb-
HBIX JaHHBIX UMEIOT OOJIbIIOe 3HAYEHUE ISl IPUHATUS PELIeHUS O
HEoOXOAMMOCTU KaTeTepU3aLMU MPABbIX OTAEJIOB CepAlla y KOHKPET-
Horo 6osibHOTO. KaTerepu3sauusi mpaBbIX OTAEIOB ceplLia MPOBOAUTCS
¢ 1esblo roarBepxkaeHus nuarHosa JIAT u XTOJIT, onpeneneHus Ts-
KECTH TeMOIMHAMUYECKMX HApYLUIEHUI U OLIEHKU PeaKLMU JIETOYHO-
TO COCYIMCTOTO pYyCJia Ha OCTPOE BBEIEHUE Ba30IUIaTaTOPOB (Ba3ope-
AKTUBHBII TecT) y O0NbHBIX ¢ uauonatuyeckoii JIAI, HaciencTBeH-
Hoii JIAT u JIAI, accouMnpoBaHHON C MPUEMOM JIEKAPCTBEHHBIX
npenaparoB. B cBs3u ¢ tem uto JI3JIA oTpaxaer naBieHUE B JIEBOM
MpeAcepaInn, HYJIEeBOI YPOBEHb AaTYMKA AABJICHUS PEKOMEHIYETCS
YCTaHaBJIMBATh HAa YPOBHE JIEBOT'O MPeACepausl, a HE HAa YPOBHE MPaBO-
ro mpeacepaus, Kak paHpuie [15]. UHTepripeTauus pe3yabTaToB UH-
Ba3VBHBIX T€eMOJMHAMMYECKUX MU3MEPEHUI NOJDKHA MPOBOIUTHLCS B
KOHTEKCTe KJIMHUYECKON KapTUHBI M JaHHBIX MHCTPYMEHTAJIbHBIX
METOI0B BU3yaIn3aiuu, ocooeHHo DxoKI .

ITockonbKy ciMpoMeTpus He BCEraa BbISIBISET MapeHXUMATO3-
Hble 3a00J1eBaHUs JIETKUX, HaIpUMep y OOJIbHBIX C COYETAHHBIM Jie-
TOYHbIM (GUOPO30M U 5MGbU3EMOI JIETKUX, TOMUMO CTaHIAPTHOTO
obcenoBaHus (PYHKIIMU JIETKUX OOJIbIIIOEe 3HAYECHUE UMEET U3Mepe-
Hue auddY3MOHHON CIMTOCOOHOCTU JIETKMX MJIi OKUCHU Yrjepona.
Y 6051bHBIX ¢ 320051eBaHUSIMU JIETKUX TsKecTb JITT 00bIYHO €11a60 KOp-
PEeIMPYET C TIXKECTbIO OCHOBHOTO 3a0oneBaHus. Hanbosee yacteiMu
npusHakamu JII' y 3TUX OOJbHBIX SIBJSIOTCS HEMPOINOPLIMOHAIBHO
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HU3Kas quddy3noHHas CIOCOOHOCTD JIETKUX /IS OKUCH yIjiepoaa 1
HU3KOe napuuaibHoe HanpsokeHre CO, B KpOBU.

Juarno3 XTOJIT ocHOBbIBaeTCS Ha TaHHBIX, TTOJYYEHHBIX TTOCTIE
1o kpaitHeit Mepe 3 Mec 3¢hHeKTUBHOI aHTUKOATYJISTHTHOM Teparuu ¢
uenbto nubdeperumranuu XTOJIT ot «mogoctpoii» TpoM603MO0INKI
JIETOYHOU apTepuu. B To BpeMs Kak KOMIIbIOTEpHasi ToMorpaduye-
ckasl aHruorpadus Jerkux siBjisieTcsi MeTOIOM BbIOOpa ISl TUarHo-
CTUKM OCTPOI TPOMOOIMOOJIUM JIETOUHOM apTepuu, IIaHapHOE BEH-
TUISLIMOHHO-TIEP(dY3MOHHOE CKAHUPOBAHUE JIETKUX OCTAETCsl METO-
JIOM BU3yasiu3aluu Beioopa mpu XTOJIT.

B cBsI3U C BBICOKOI BEPOSITHOCTBIO HOCUTEJILCTBA y MALIMEHTOB
co cnopannyeckoii min cemeitHoit JIAT wimn BOB/JIKTA myraumii
TeHOB, BbI3blBatolMx pa3sutue JII', cienyer mH(popMupoBaTth UX 0O
BO3MOXKHOCTHU MEIUKO-T€HETUYECKOTO KOHCYJIbTUPOBAHUS U TEHETU-
yeckoi nuarHocTuki [ 1, 2]. Crienmaan3upoBaHHBIC LIEHTPHI TOJKHBI
rnpenjaraTb YCIyrd MEIUKO-TEHETUYECKOTO KOHCYJbTUPOBaHUS M
CKpUHUHTa MyTauuii reHa BMPR2 nauueHTaM ¢ UAMOTNATUYECKOM
JIAT, cuuraronieiics cnopaiyecKoi Wiu BbI3BAHHON MTPUEMOM aHO-
PEKCUTeHOB, U MallMeHTaM, MMEIOLIMM OJIM3KUX DPOACTBEHHUKOB,
crpagatomux JIAT. B orcyrctBue myrauuii reHa BMPR2 y nauueH-
TOB Cc ceMeitHol hopMmoii JIAT uim y manMeHTOB ¢ MAUOTIATUYEeCKOM
JIAT monoxe 40 set 1u60 nipu paszsutuu JIAI' y 60JIbHBIX, CTpagalo-
LIMX HACJENCTBEHHON TeMOpparuyeckKon TeJleaHIMIKTa3uei, Wiu
MMEIOIIMUX POJCTBEHHUKOB C JaHHBIM 3a00JI€BAHUEM, MOXHO MPOBE-
CTU CKPUHMHIOBOE 00CJeqoBaHME IS BBISIBICHUS MyTallMii T€HOB
ACVRLI1 v ENG. Ecnu myrauuu B reHax BMPR2, ACVRLI v ENG He
00Hapy>KMBAIOTCSI, MOXET OBITh PACCMOTPEH BOMPOC O MPOBEACHUU
CKPUHUHTOBOTO O0CJIEIOBAHMS IS BBISIBJICHUS] PEAKUX MyTaLUii (re-
Hbl KCNK3, CAVI v np.). [TauueHThl co criopainyecKoi Wi ceMeii-
Hoit hopmoit BOB/JIKI'A noKHBI TPOWTH TECT Ha HATTMYWE MyTaIuit
reHa EIF2AK4. BeisiBneHue mytauuu oooux aueneit reHa EIF2AK4
SIBJISIETCS TOCTATOYHBIM UTSI TTOATBepXaeHUs nuarHo3a BOB/JIKTA.
[TpoBeneHre MOTEHLIMAIBHO OMAaCHON OMOTICUM JIETKUX AJISI TUCTOJIO-
TMYECKOTro MOATBEPKIECHUS TUArHO3a B 3TOM cliydae He TpeOyeTcs.

Ouenka TszKecTd 3a00esanns. CrernieHb TsokecTr JIAT pekoMeH-
JIyeTCsl OINpeNeisiTh Ha OCHOBE JaHHBIX KIMHUYECKOTO OCMOTpa, Ha-
IPY304YHBIX TECTOB, OMOXMMUUYECKUX MapKepoB, DxoKI u remonuHa-
MUuecKoro uccienoanus [1, 2]. Y 6ombHbix ¢ JIAT, Haxongimmxcs B
CTaOUJIbHOM COCTOSIHUM, OLICHKY CTEINIEHU TSKeCTU 3a00JIeBaHMS pe-
KOMEHJTyeTCsI TPOBOIUTH Kaxjple 3—6 Mec.

Ha ocHOBaHUM TIIATENBHON OLUEHKU KIMHUYECKOTO COCTOSTHUS
U aHHBIX JIAOOPATOPHO-MHCTPYMEHTAJIbHBIX UCCIENOBAaHUN OO0Jb-
HbIE MOTYT OBITh KJIACCU(UIIMPOBAHBI KaK MMelolre Hu3Kuii (<5%),
npoMexXyTouHbIit (5—10%) nnu Beicokmii puck (>10%) cMepTy B Te-
yeHue roma (cM. Tadmamy) [1, 2]. CriemyeT OTMETUTb, YTO 3HAYEHUSI
MapaMeTpOB, TIPUBENECHHBIX B TA0JMIIE, MOTYT OTHOCUTBCS K pa3ind-
HBIM KaTeropusiM pUCKa Y OJHOTO U TOTO Xe 0oJibHOTO. B pexomeHaa-
uusax KenpHcKoil cornacurenbHo KOH(MEpeHUUU TTPU OLEHKE UHIU-
BUIYaJIbHOI CTETIEHU PUCKA CMEPTH 3HAYMTEIbHBIN MPUOPUTET OTAA-
€TCs1 TaHHBIM UHBa3UBHbIX TeMOAMHAMUYECKUX U3MepeHUii [3].

Jleuenue. [Tpouecc neyenus 6onbHBIX JIAI cnenyer paccMarpu-
BaTh HE KaK MPOCTOE Ha3HAYeHUE JIEKAPCTBEHHBIX MpernapaToB, a
KOMIUIEKCHBI ITpOLEecC, KOTOPBI BKITIOYAET TEPBOHAYATIBHYIO OLIEH-
KY TSKECTH 3a00JIeBaHUS U MOCTEeaYIOLIMiA OTBET Ha JeueHue. CoBpe-
MEHHYIO cTpaTeruio jedyeHusi 6onbHbIX JIAT MOXHO pa3nenuts Ha 3
OCHOBHBbIE yactu [1, 2]:

— MepBasi YaCTb BKJIIOYAET OOIIME MEPbI, MOAIEPKUBAIOLLYIO Te-
panuio, HampapJeHUE B CIIELIMATM3UPOBAHHBIN LIEHTP U NTPOBEACHUE
OCTPOT0 Ba30PEaKTUBHOIO TecTa ISl ONpeAeSieHUs BO3MOXHOCTH
JUTUTESILHOTO JICYEHUSI aHTAaTOHUCTAMU KaJlbLs;

— BTOpas 4acTh BKJIIOYAET MEPBOHAYAIIbHYIO TEPAMUIO BBICOKH -
MM J03aMU aHTarOHUCTOB KaJibLUs Y OOJIbHBIX C TOJOXHUTEIbHBIM
Ba30pEaKTUBHBIM TECTOM U IperaparaMu, ONOOPEHHBIMU IS Jieue-
HUS 60sbHBIX JIAT, y GOJIBHBIX C OTPULIATENIbHBIM Ba30PEaKTUBHBIM
TECTOM B COOTBETCTBUU C MIPOTHOCTUYECKUM PUCKOM OOJIbHBIX U Tpa-
Jalueil ypoBHeM 10Ka3aTeIbHOCTU OTAENbHBIX PENapaToB v UX KOM-
OMHALIMIA;

— K TPeTheil YaCTU OTHOCSITCS AaJIbHENIINE CTPATETU U JIEYEHUS
B cllydyae HeaJeKBaTHOIO KJIIMHUYECKOTO OTBETa, KOTOPhIE BKIIOYAIOT
KOMOMHAIMU OfOOPEHHBIX JIEKAPCTBEHHBIX MpErapaToB, JIEYeHUe B
OTIEJIEHUU WHTEHCUBHOM Tepamnuu, OAJJIOHHYIO MPEeNCepaHYI0 Cerl-
TOCTOMUIO Y TPAHCILJIAHTALUIO JIETKHUX.
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A.lll. CapbibaeB n coaBT.

OueHKa MHAMBMAYaAbHO# CTENeHU PUCKA CMePTH B TedeHue roaa y 6oabHbix AAT

JleTepMUHAHTBI IPOrHO3a™ (OL1e-

TTpoMexXyTOYHBIN PUCK Bricokuii puck

HOYHasi TOMUYHAs CMEPTHOCTD) Husxuit puck (<5%) (5—10%) (>10%)
KiuHuueckue npu3Haku nmpaBo- OTCyTCTBYIOT OTCyTCTBYIOT TTpucyrcTBytoT
KeJTyJOYKOBOI CepIeyHO Helo-

CTaTOYHOCTHU

TIporpeccupoBaHe CUMIITOMOB Her MenyieHHoe Brictpoe
OG6GMOpoKH Her Penxue oomMopoku** Yacteie 0OMOpOKT***
DYHKIMOHATBHBIN KJ1acc I, 11 11 v

no BO3

Tect ¢ 6-MUHYTHO XOABOOM, M >440 165—440 <165

CepreyHo-JIErOUHbIi Harpy304-
HBbIA TECT

MakcumaiabHOe oTpedieHre
Kuciopona > 15 mMi/MuH/Kr
(>65% OT HOJIKHOTO)
BeHTUIISITOPHBIN 3KBUBAJICHT
no CO,(MO/1/CO,sbin) < 36

MHII <50 ur/a
N-KOHLIeBOI MPeaIIeCTBEH-
Huk MHII <300 Hr/a
I[1011a06 TIPABOTO TIPEACED-
g <18 cm?
[NepuKapavaIbHBINA BBITIOT
OTCYTCTBYET

JlaBjieHuE B IPaBOM
npencepauu <8MM pr.cT.
CepeYHblii HHIEKC
22,5 n/MuH/M?
Carypauus cMeIaHHOi
BEHO3HOI KpOBH >65%

[1nasmMeHHbIE yPOBHU
N-KOHIIEBOT0 MpeAlIeCTBEHHUKA
MHIT

Mertonpl BU3yanu3anuu (3XoKap-
nuorpacdusi, MaTHUTHO-PE30-
HaHCHas Tomorpadus cepaia)

T'eMonMHamMuyeckue napaMeTpbl

MakcumajabHOe oTpebieHre
kuciopona 11—15 mu/MuH/Kr
(35—65% oT I1OJIKHOTO)
BeHTUISTOPHBII SKBUBAJIEHT
no CO,(MO/1/CO,Bbi)
36—44,9
MHII 50—300 Hr/x
N-KOHLIeBOI NTPeIIeCTBEHHUK
MHIIT 300—1400 ur/a
I[1011a06 IPABOTO TPEICEPAUS
18—26 cm?
[NepuKapaMaIbHBIA BBIIOT OT-
CYTCTBYET VI MUHUMAJIbHBII

JlaBrieHye B IPaBOM
npencepauu 8—14 MM pT.cT.
CeprevHbIil THIEKC
2,0—2,4 n/MuH/M?
Cartypalusi CMelllaHHOW BEHO3-
HoM KpoBu 60—65%

MakcumasbHOe oTpedieHre
kuciopona <11 mi/MuH/KT
(<35% OT HOJIKHOTO)
BeHTUISTOPHBII 5KBUBAJIEHT
no CO,(MO/1/CO,Brbin) > 45

MHIT >300 ur/n
N-KOHILIeBOI1 MPeIIeCTBEeH-
HuK MHIT >1400 ur/n
[nomans npaBoro
npencepaust >26 cm>?
[NepukaparaabHBIN BHITIOT

JlaBrieHye B IPaBOM
npeacepauu >14 MM pT.cT.
CepreyHblil THIEKC
<2,0 1/MuH/M?
Carypanuus cMeIaHHOK
BEHO3HOI KpoBH <60%

IIpumeuanue. JIAT — sierouyHast aprepraiibHas runeproHus, MHIT — mo3roBoit Hatpuitypetnueckuit nentua, MOJ — MUHYTHBII OOBEM Jbl-
XaHUsl. * — OOJILLIMHCTBO MPEUIOKEHHBIX TapaMeTPOB U MOPOTOBbIX 3HAYEHUE OCHOBAHbBI HA MHEHMSX 9KCIIepTOB. OHU MOT'YT MPEAOCTABIISTh
MPOTHOCTUYECKYIO UH(POPMALIMIO U MOTYT OBbITh MCITOJIB30BAHBI IPU MTPUHATUM TEPANEBTUUECKUX PEILIEHUI, ONHAKO JOJKHBI TPUMEHSTHCS C
OCTOPOXKHOCTbIO B MHAMBUIYaJIbHBIX ciydyasix. CieayeT TakKe OTMETUTb, YTO OOJIBIIMHCTBO 3TUX MapaMeTPOB BAIMAMPOBAHBI B OCHOBHOM Yy
60JbHbIX avonaruyeckoi JIAI v npuBeieHHbIE TOPOTrOBbIe 3HAYEHUsT HEOOS3aTEIbHO MOTYT ObITh IPUMEHUMBI TIpK Apyrux dhopmax JIAT.
Bosiee Toro, npu olieHKe pUCKa ClIedyeT YYUThIBATh UCIOJIb30BAaHNUE ONOOPEHHBIX JIEKAPCTBEHHBIX MPENnapaTtoB U UX BIUSIHUE HAa 3HAUYEHMS
napameTpoB; ** — pelikre 0OMOPOKY TP TSIKEJIOM WIM peKUe OPTOCTaTUUECKEe OOMOPOKHU Y OOJTBbHBIX B CTAOMJIBHOM COCTOSIHUM; *** — ya-

CThle OOMOPOKM MPU HEOOJIBIION 1 OOBIYHOM (hM3MUECKOI Harpy3Ke.

O0611e Mepsl 1pu JieueHuu 60bHBIX JIAT BKITIOUAIOT IIpeioxpa-
HeHUe OT OEpeMEHHOCTH, BaKIIMHAIMIO MPOTUB BUpYca IpUMIa U
MHEBMOKOKKOBON MH(MEKUNU, MCUXOCOLUUATBHYIO MOIIEPXKKY, bu-
3UYECKYI0 peadWINTALMIO, UHTAISLIMIO KUCIOpOoJa BO BpeMsl MoJjera
Ha camornete u ap. [lognepxxupatolas Tepanusi nNpu Jie4eHUn 00Jib-
HbIX JIAT BKJIIOUAET UCTIOIB30BAaHUE AUYPETUKOB MPU HAJTUYUM MPU-
3HAaKOB TPABOXEIYIOUYKOBOI CEPIEYHON HENOCTaTOUHOCTU U 3a-
NEPXKKU XKUIKOCTU, MPUMEHEHUE [UTUTEbHON HEMPEePbIBHON KUCIIO-
poloTepanuu npu CTabuIbHOM CHUXEHUU HATPSKEHUS KUCIopoJa B
apTepuabHOI KpOBM MeHee 60 MM PT.CT., KCITOJIb30BaHKE MePOPasib-
HBIX aHTUKOATYJISSHTOB Yy O0JIbHBIX ¢ uauonaruueckoi JIAI, Hacnen-
crBeHHoit JIAT u JIAT', accoummpoBaHHOI C MPUEMOM aHOPEKCUTE-
HOB, KOPPEKITNIO aHEMUH U/WJIU HapyllleHui oOMeHa xeJje3a.

[Tocyie noaTBEep>KIEHUS [MAarHo3a B ClieIUaTu3MPOBAHHOM LIEH-
Tpe y OOJIBHBIX, paHEE HE MOJTyYyaBLIMX JIEYeHUE CrieliMUYHbIMU TS
JIAT npenapatamu, Ha HAYaJIbHOM 3Tarle UCTOJIb3YIOTCS 001LKE MEPBI
U TpU HEOOXOOMMOCTHM Ha3HAuyaeTcsl MOIIEepXUBAIOLIas Teparus.
OcTpblit Ba30peakTUBHBIN TECT NOJKEH MPOBOAUTHCS JULIbL Y O0JIb-
HbIX ¢ unnonaTtuieckoii JIAI, HacnenctenHoit JIAT, JIAT, accoruu-
POBaHHOW C BO3JEHCTBUEM MpPeNapaToB U TOKCUHOB. BoJIbHBIX € TO-
JIOXWUTEIbHBIM Ba30pEaKTUBHBIM TECTOM CJIEAYET JIEYUTb BBICOKUMU
I103aMM aHTAarOHUCTOB KaJIbLIMs (TTOCTETIEHHO YBEJIMYMBAIOILIUECS J10-
3b1). DDOEKTUBHOCTD JIeUeHUsT OIIEHUBAeTCsl yepe3 3—4 Mec mociie
€ro Havaja. B oTcyTrcTBME aleKBaTHOTO KIMHUYECKOTO OTBETA Ha Jie-
YEHUE aHTArOHUCTAMU KaslbLUsl OOJBHBIX CJIEAYET JIEYUTb OJOOPEH-
HbIMU cnieuuduueckumu 151 JIAT npenapatamu.

[Tepen HayasioM JieyeHUs OOJIbHBIX, paHee He MOJyYaBILUX Jieue-
Hue cnenududeckumu st JIAT miperiapatraMu, HEOOXOAMMO MPOBE-
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CTU CcTpaTU(dUKALMIO CTENEHUW PUCKA HEOJaronpusITHbIX HMCXOMOB.
BoJIbHBIM ¢ BBICOKMM pPUCKOM Ha3HavyaeTcsl epBOHayaibHasi KOMOM-
HUPOBAHHAs Tepanusi, BKJIIOYAKOLasl aHaJIOrd MPOCTAaUMKIMHA IS
BHYTpuBeHHOrO BBefieHus [1, 2]. [Ipu 3TOM npennoyturtesibHee Uc-
10JIb30BATh 3MOMPOCTEHO I BHYTPUBEHHOTO BBEICHMS, TaK KakK
MMOKa3aHO, YTO JaXe MOHOTepanus 3MOMNPOCTEHOJIOM CHUXAET 3-Me-
CSIUHYIO CMEPTHOCTD Y 060s1bHBIX ¢ JIAT BbicOKOTrO pucka. bojibHbIM ¢
HU3KUM WY MIPOMEXYTOUHBIM PUCKOM JIEYEHUE MOXHO HAaUMHATh C
MOHOTEpanuu Wi KOMOWHAIMKU TIepOPaIbHBIX [TPenapaToB, OTHOCS -
HIMXcst K pa3HbIM KiaccaMm [ 1, 2]. Bei6op mpemapara MOXeT 3aBUCETh
OT MHOXecTBa (hbaKTOPOB, BKJIIOUAIOLIMX MPABOBOM CTaTyC JieKap-
CTBEHHOTO Tperapara, yTBepXIACHHbIe MOKa3aHUs K MPUMEHEHUIO,
crnoco® BBeAEeHUS Tpenapata, npoduiib NodouHbIX 3¢hdeKToB, Mo-
TEHIMAJIbHOE B3aUMOJIECTBUE C IPUHUMAEMbIMU OOJIbHBIMU Tpena-
paTamu, MPEATNIOYTeHUs] OOJIbHBIX, COMYTCTBYIOLME 3a00JieBaHUs,
OINBIT JIEYAIlIETO Bpaya ¥ CTOMMOCTb Ipernapara.

OnHako, 0O MHEHUIO HEMEIIKUX CTeIIUaIUCTOB, TaHHbIE PEKO-
MEHJAlUUU MPUMEHUMBI K OTHOCUTEJIBHO MOJIOOMY KOHTUHIEHTY
OOJIBHBIX, HE UMEIOIIMX COIMYTCTBYIOLIMX 3a00JIEBaHUI, TAK KaK OHU
OCHOBaHbI Ha JaHHbIX ucchenoBanuss AMBITION. B 1o xe Bpems
comtacHo naHHbIM peructpa COMPERA MenuaHa Bo3pacta 6oJib-
HBIX C BIlepBble quarHoctupoBaHHou JIAT B eBpomneiickux cTpaHax
coctapsuia 71 rom [16]. [osToMy aBTOpHI TpemiaraioT BBIIENSATH
«TUMUYHYIO» U «aTUNUYHYI0» (hopmbl JIAT B 3aBUCHMOCTH OT BO3-
pacTa, HaJlM4usl COIMYTCTBYIOLIUX 3a00J1€BaHUI U UHIUBUIYAJIbHOTO
npoduis pucka [17]. Y monoasix 6obHbIX JIAT 6€3 conyTcTBYOIIMX
cepIevYHO-JIETOUHBIX 3a00JieBaHUil («tunnyHas» JIAT') ¢ HUBKUM WJn
MIPOMEXYTOYHBIM PUCKOM DPEKOMEHIyeTCsl Ha3HaueHUe IepBOHA-
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YaJIbHOM WJIM paHHE KOMOMHUPOBAHHOI Tepanuu creuuduiecku-
mu uis JIAT npenapatamu. [1py Hanu4um y O0JIbHBIX C «TUMTAYHON»
JIAT BBICOKOTrO pHUCKa JieueHHE CielyeT HauMHaThb ¢ KOMOMHalUu
3 nmpenapaTos.

YV noxunbix 60ogbHBIX JIAT ¢ COMyTCTBYIOIIUMU CEepACUHO-JIe-
TOYHBIMU 3a00JieBaHUSIMU («aTutninuHas» JIAI') BHe 3aBUCUMOCTU OT
CTETNEHU PUCKa PEKOMEHIyeTCsl Ha3HauUeHMEe NepBOHAYaIbHON MOHO-
tepanuu cnetnduyeckumu s JIAI npenaparamu.

B oTcyrcTBHE aneKBaTHOrO KJIMHMYECKOTO OTBETa Ha MEPBOHA-
YaJIbHYI0 KOMOMHUPOBAHHYIO TEPAINUIO WIK NEPBOHAYATIbHYIO MOHO-
Tepanuio TapretHbiMu JIAT npenaparamMmu pekoMeHayetcst noGaBie-
HUe TpernaparoB Apyrux kiaccos [1, 2]. [Ipu a3ToM MOXHO paccMmo-
TPETb BO3MOXHOCTb 3aMEeHbl WHTMOUTOPOB (ocdoauacrepasbi-S
CTUMYJISITOPAMU PAaCTBOPUMON IyaHWJIATUMKIIa3bl U JOOABIEHUS aHa-
JIora MpOCTalUMKIMHA UM aTOHUCTA MPOCTALIMKIMHOBBIX PELIENITOPOB
[18]. CoueTaHHOE MPUMEHEHUE PUOLIUTYaTa U UHTUOUTOPOB (hocho-
NIM3CTEPA3BI-5 MPOTUBOIOKA3aHO.

OCHOBHOI 11ebI0 JieueHust 6onbHbIX JIAI gBnsieTcs noctuxe-
HUE HU3KOTo pucka cMepTH [1, 2]. B KauecTBe aleKBaTHOTO OTBETA Ha
snedeHue y 6onbHbIX JIAT pekoMeHayeTcss paccMaTpuBaTh TOCTHUXKE-
HMe/CoXpaHeHe HU3KOTo prucka cMepTu. JlocTikeHne,/coXxpaHeHe
TMPOMEXYTOYHOTO PUCKA CMEPTH CJIEyeT CYUTATh HEAlEKBATHBIM OT-
BETOM Ha JjiedeHue y 6osbHbIX JIAT. [1py HemoCTaTOYHOM KJIMHUYE-
ckoM 3(pdekTe OT NepBOHAYATBHOM MOHOTEPAITUY UJTU MTEPBOHAYAb-
HOIl KOMOMHUPOBAHHO! Tepanuu OOJIbHBIX CJIEeoyeT paccMaTpyBaTh
KaK MOTEHIIMAJIbHBIX KAHAMIATOB Ha TPAHCIIJIAHTALIMIO JIETKUX. Bosb-
HBIX CJIElyeT He3aMeIUTUTEIbHO HaMPaBJIsTh B TPAHCIIJIAHTALIMOHHBII
LIEHTP MPU MOATBEPXKICHUM HEANEKBATHOTO KIIMHUYECKOTO OTBETA Ha
MaKCHUMaJIbHYI0 KOMOMHUPOBAHHYIO TEPAIUIO.
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