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TepMuHBI U OpeAEIEHNUS

I[OKa?oaTeJIbHaﬂ MeAMIIMHA — HaJIeXkKalee, I10CICH0BaTCIbHOEC U OCMBICIICHHOC
HCIIOJIb30BAHHUEC COBPCMCHHBIX HAWJIYHYIINX  JOKAa3aTCIILCTB (peBy.]IBTaTOB KIMHHUYCCKHUX
I/ICCJ'IG,Z[OBaHI/II\/’I) B MIpOoIeCCC NPUHATHA peH_IeHI/Iﬁ O COCTOSIHUH 3J0POBBA U JICUCHUH ITAIlUCHTA
[1].

3aboseBanue — BO3HHUKAIOIIEE B CBA3M C BO3JCHCTBHEM IIaTOTE€HHBIX (baKTOpOB
HapymcHue IACATCIIbHOCTH OpraHuiMma, paGOTOCHOCO6HOCTI/I, CIIOCOOHOCTHU aIalITUPOBATHCA K
HU3MCHAIOMUMCA YCJIOBUAM BHEIIIHEH M BHy’TpCHHCfI CpCAabl IIPpU OAHOBPECMCHHOM H3MCHCHHUU
3alMUTHO-KOMIICHCATOPHBIX U 3aIJ_II/ITHO-HpHCHOCOGI/ITeHLHLIX peaKL[I/Iﬁ n MCXaHU3MOB

opraHusma [2].



HNucTpyMeHTalbHAST JAHATHOCTHKA — JMAarHOCTUKa C  HUCIOJIb30BAHUEM ISt
oOcIieZIoBaHus MAMEHTa PA3TUYHBIX IPHOOPOB, aNapaToB ¥ HHCTPYMEHTOB.

Hcxon — 000 BO3MOXKHBIN pe3ylibTaT, BO3HUKAIONINI OT BO3JCHCTBUS MPUIMHHOTO
¢baxTopa, MpPoPUIAKTHYECKOTO WM TEPAaNeBTHYECKOTO BMEIIATEIbCTBA, BCE YCTAHOBIICHHBIC
W3MEHEHUS COCTOSIHUS 3/I0POBbsI, BOSHUKAIOIINE KaK CIEACTBUE BMEIIATENbCTBA [ 3].

Kiannudeckoe wuccienoBanue — Jit000€ HCCIEIOBaHHME, IPOBOJUMOE C Y4aCTUEM
YeJoBeKa B KauyecTBE CyOBEKTa ISl BBISBICHUS WM TOITBEPKICHHS KIMHUYECKUAX H/HIN
(apmaxosornyeckux 3PpQPeKToB HCCIETyeMbIX MPOAYKTOB W/WUIU BBISBICHUS HEXKEIaTeIbHBIX
peakuuii Ha HccienyeMble MNPOAYKTBI, W/WIM W3YYEHUs HUX BCaChIBaHUS, paclpeiesieHus,
MeTaboanM3Ma M BBIBEACHUS C LEIbI0 OLEHUTh UX 0e30macHOCTh W/uiu 3()(PEKTUBHOCTS.
Tepmunbl "KIUHUYECKOE UCTIBITaHUE" U "KIMHUYECKOE UCCIEeI0OBaHMEe" SBISAIOTCS CHHOHHUMaMU
[4].

KoHduukTr wHMHTEpecoB — cuTyaluus, Ipd KOTOPOM Yy MEAMIMHCKOTO WJIH
(apmaleBTHUECKOT0 pabOTHHKA MPHU OCYIIECTBICHUH MUMHU MPO(ecCHoHaIbHON NesTeNbHOCTH
BO3HMKAET JIMYHAsl 3aMHTEPECOBAHHOCTh B MOJYYEHMHM JIMYHO JIMOO uepe3 Mpe/CTaBUTElNs
KOMIIaHUM MaTEPUAIbHOM BBITOJbl WM WHOIO MPEUMYIIECTBA, KOTOPOE BIUSAET WIM MOKET
MOBJIMATh Ha HaJUIeKallee HCIOJHEHHWE UMU MpOo(ecCHOHAIbHBIX 00SI3aHHOCTEH BCIEICTBUE
MPOTUBOPEUUST MEXKAYy JMYHOW 3aWHTEPECOBAHHOCTHIO MEIUIIMHCKOTO pabOTHHKA WU
(hapmareBTHIeCKOro pabOTHUKA U MHTEpPECaMu marueHTa [2].

JlabopaTopHasi IMATrHOCTHKA — COBOKYIIHOCTb METOJIOB, HAIIPaBJICHHBIX HAa aHAJIMU3
HCCIIEyeMOro MaTeprasa ¢ MOMOIIbIO PA3IMYHOIO CHEUAIU3UPOBAHHOTO 000PYI0BaHHUS.

JlerouHasi runepreH3uss — MaTOU3UOJIOTMYECKOE COCTOSIHME, JMJIi KOTOpOTO
XapaKTEpPHO TOBBIIIEHUE JABJICHUS B JIETOYHOM apTepUH, ACCOLUMHUPOBAHHOE C pPa3BUTHUEM
MIPaBOXKEITYAOYKOBOM cepAeYHON HEJJOCTATOUYHOCTH U MPEXAEBPEMEHHON THOEIbIO MAIlEeHTOB.

JlekapcTBeHHbIE MPenapaThbl — JIEKApCTBEHHBIE CPE/ICTBA B BUJIE JIEGKAPCTBEHHBIX (OPM,
MpUMEeHseMble U1 MPO(UIaKTUKU, JUATHOCTUKH, JICUCHUs 3a00JIeBaHUS, PeaOMIUTALUU, IS
COXpaHEHUs, IPEIOTBPAILCHHSI WU PEPbIBaHUSI OEpEMEHHOCTH [ 5].

MeauuuHckuii padloTHUK — r3HYEcKOe M0, KOTOPOE UMEET MEIUIIMHCKOE W HHOE
oOpa3oBaHue, paboTaeT B MEAMIMHCKOW OpraHu3allid U B TPYAOBbIE (JOKHOCTHBIE)
00513aHHOCTH KOTOPOT'O BXOJUT OCYILECTBIEHHE MEAULIUMHCKOM IeSTeIbHOCTH, TH00 (pu3ndeckoe
U0, KOTOpOE  SIBISETCS  WHIAUBUIYAJbHBIM  MPEANPUHUMATENIEM, HEMOCPEICTBEHHO
OCYHIIECTBJISIOIIUM MEAUIIMHCKYIO AESITENIBHOCTD [2].

MenuuuHcKOe BMEMIATEIbCTBO — BBHITIOTHIEMbIE METUITUHCKAM PAOOTHUKOM U WHBIM

pa6OTHI/IKOM, HUMCIOIIIUM IIpaBO Ha OCYLICCTBJIICHUC MEIUIITHCKOM ACATCIIBHOCTH, IIO0



OTHOIIEHHIO K MAIMEeHTy, 3aTparuBamomue (pu3nieckoe Win NCUXUYECKOe COCTOSIHHE YeJIOBEKa
U HUMEKIUE MPOPHIAKTUYECKYI0, NUArHOCTUYECKYI0, JIe4eOHYI0, PEaOMIMTAMOHHYIO WU
HCCIIEIOBATENIbCKYIO HANPABICHHOCTh BHJIBI MEIUIIMHCKUX 00CICIOBAHUN /UM METUITUTHCKUX
MaHUITYJISIUH, a TaK)Ke UCKYCCTBEHHOE TpephIBaHue OepeMeHHOCTH [2].

Moauduxanusi o6pa3a JKU3HM — MEPONIPUATHS, HAIIPABJIEHHbIE HA HOPMAJIU3aLMIO BECa
W XapakTepa IUTaHMs, JABUTATEIbHOW AKTUBHOCTH, LEIBI0O KOTOPBIX SIBJSIETCS CHUIKEHHUE
CEpJEUHO-COCYIUCTOTO PUCKA.

Manment — Qusmyeckoe IUIO, KOTOPOMY OKa3bIBaeTCd MEUIMHCKAs MOMOIIb HWIIH
KOTOpO€ 00paTUjIoCh 3a OKa3aHUEM MEIAMIIMHCKOM MOMOIIM HE3aBUCUMO OT HaJU4us y HETro
3a00J1€BaHUsI U OT €r0 COCTOSHHUS [2].

HocaenoBarenbHas komOunupoBanHasi JIAI' cnenuduyeckass Tepamusi — 3TO
MOCJIeIOBATEIbHOE Ha3HAUEHHUE ABYX U 00Jiee pa3HbIX KIacCOB crieln(PUYecKuX MpenapaTon AJs
JICYCHUS JIETOYHOM runepreH3un [6].

Padouas rpynna no pa3padorke/akTyajJu3alui KIMHHYECKHX PEKOMEHIaunil — 3TO
KOJUIEKTUB  CHEIHaJUCTOB, pabOTalolMX COBMECTHO M  COIVIACOBAaHHO B LEJAX
pa3paboTKu/aKTyalln3allui KIMHUYECKUX PEKOMEHIAIUi, U HEeCYIIMX OOIIyI0 OTBETCTBEHHOCTh
3a pe3yabTaThl JAHHOU pabOTHI.

CuHapoM — yCTOMYMBAs COBOKYITHOCTh psiia CAMITOMOB C €IMHBIM TTATOT€HE30M [7].

CocTrosiHue — W3MEHEHMsS] OpraHW3Ma, BO3HHKAIOIIME B CBSI3U C BO3JIECHCTBUEM
MATOTEHHBIX W/WIM (U3HONOTHYeCKUX (aKTOpOoB U TpeOyroliue OKa3aHHs MEAUIIMHCKON
nomMoiuu [2].

CraproBasi komOuHupoBanHas JIAI' cnenudguyeckasi Tepanus — 3T0 OJJHOBPEMEHHOE
Ha3Ha4YeHHe JBYX U 0oJiee pa3HbIX KJIACCOB CENU(DUUECKUX MPEnapaToB i JICUSHUS JISTOYHON
runeprensuu [6].

Te3uc-pexoMenganus — TOJOXKEHUE, OTpaXKalollee TMOPSAOK U MPABUIHHOCTh
BBITIOJIHEHUSI TOTO WJIM MHOTO MEAMIMHCKOTO BMENIATENbCTBA, HMMEIOIIETO JOKa3aHHYIO
3(h(HEKTUBHOCTD U O€30MTaCHOCTD.

YpoBennb nocroBepHocTH AokasareabcTB (Y /) — cTeneHb yBepeHHOCTH B TOM, YTO
HaWJeHHBIN Y3QPEKT OT MPUMEHEHUS MEAUIIMHCKOTO BMEIIATeNbCTBA SBISETCS UCTUHHBIM [8].

YpoBenb yoOeaureabHOCTH pekoMengauuid (YYP) — creneHb yBEpeHHOCTH B
JOCTOBEPHOCTH d(pdekTa BMEMIaTeILCTBA U B TOM, YTO CIIEJOBAaHUE PEKOMEHJIAIUSM IPUHECET

O0JIbIIIE MT0JIB3bI, YEM BpeJla B KOHKPETHOH cuTyanu# [§].

He.]'lb MeINKaAMEHTO3HOI Tepanuum — CcTaOUILHOE AOCTUKCHUC 30HbBI HHU3KOTO PpPHUCKaA

neraipHOCTH [9, 10].



1. Kpatkas undopmanus mo 3a00JI€BaHUIO WM COCTOSIHUIO (TpyIe 3a00eBaHu

WJIM COCTOSTHUI)

1.1 Onpenesenue 3a00JJeBAHUA UJIN COCTOAHNSA (FPVIIBI 3200J1eBAHMIT HJIH COCTOSHHUI)

Jlerounasi runeprensus (JII)) — remoamHamMudeckoe W MAaTO(U3NOJIOTHUECKOES
COCTOSIHUE, KOTOPOE XapaKTepPU3yeTCsl MOBBIIICHUEM CPEJHEro JaBJIEHUS B JETOYHOMN apTepuu
(JIJTA) > 25 MM pT. CT. B MOKOE, K3MEPEHHOTO MPH YPE3BEHO3HOM KaTeTepu3aiuu cepaia [6].

HopmanbHble 3HAYEeHNsI JaBJIeHHsl B JIETOYHOH apTepuM B MOKOe — CpEIHeEe
JUTA <20 mm prt. ct. [12].

JdaByienne 3akJIuHUBaHu JerouHoii aprepun (I3J/IA) KOCBEHHO OTpa)KaeT J1aBICHUE
B JIEBOM IPEACEPANN U KOHEUHO-/IUACTOINUYECKOE AABJICHUE B JIEBOM JKEITyI0UKE.

Jlerounoe cocyaucroe conporusjieHue (JICC) — nokaszarenb, OTpa)KarONUid TSHKECTh
MOpaXEHUS] apTepualbHOrO pycna wmanoro kpyra kposooOpamenus (MKK), xoTtopsiit
paccunthiBaetTcs o (opmyne: (cpeanee JJIA - JI3JIA)/cepneunsiit BBIOpOC U W3MepsieTCs B
enqununax Byna [13].

IIpekanuiisipHasi Jiero4yHasi THNEPTEH3Usl — reMoanHaMuueckuid Bapuant JII', mms
KoToporo xapakrepHo cpennee IJIA > 25 mwM pt. cT., JI3JIA < 15 MM pT. cT. u yBenudenue JICC
>3 exn. Byna [6].

IMocTkanmiIsipHas JieroyHasi TMIEPTeH3usl — reMoiMHaMuyeckuii Bapuant JII', npu

koTopoM cpeanee JJJTA > 25 mm pr. cr. u JI3JIA> 15 mm pr. cr. [6].

1.2 DTHoJ0rusi M HaToreHe3 3a00JeBaHHA HJIM COCTOSHMSA (rpynnbl 3a00J€BaHHIl MU

COCTOSTHMI)

I'pynna 1. B ocnoBe passutus JIAI' nexar CTpyKTypHble U3MEHEHUs apTepuil u

aprepuosi MKK, KoTopble MpOSBISIOTCA THMIEpIUIa3ueil MHTUMBI, Truneprpopueid u
TUNepIia3ueil  INIaJAKOMBIIICYHBIX KIETOK CpefdHel OO0OJOYKM COCYIOB, YTOJIICHHEM
aJIBEHTUIMU ¢ (POPMHUPOBAHUEM MEPUBACKYIISIPHBIX BOCHIAIUTENBHBIX HHQUIBTPATOB, a Ha OoJiee
MO3/HUX CTagusX — (uOpo3HbIMH M3MeHeHUsMU [35]. YcroifuuBbli K amonrtody (eHoTH
SHJIOTEIMANBHBIX  KJIETOK, XapakTtepHbli s JIAI, cnocoOCTByeT  BO3HHMKHOBEHHIO
IUIEKCOT'€HHON apTepHONaTuy, NMPHUBOJAIIEH K CyOTOTaJbHONH OOIMTEpalii MPOCBETa COCYy/a,
yBennuennto JICC u, B KOHEUHOM UTOre, FeMOJMHAMMUYECKON HArpy3Ke Ha MpaBbli jKEIyJOUEK.
®opMHpOBaHUE OHKOINOA0OHOTO, MPOJU(pEpaTUBHOTO (EHOTHNA KIETOK COCYAMCTON CTEHKH

CBA3BIBAIOT C HAPYUICHUCM MHUTOXOHAPUAJIBHOI'O JbIXaHUA W YCHUICHUCM 3HepFeTquCKOﬁ



3aBUCHMOCTH OT a3pOOHOTO TJIMKOJH3a, YTO MPUBOJUT K MATOJOTHYECKON aKTUBAIUU (DAKTOPOB
TpaHckpunuuu  [36]. Bropas rumoreza pasButus JIAI, mosiyuuBmIas — Ha3BaHUE
«JleTeHEepPaTUBHONY, CBsI3aHA C MOBPEXKICHUEM SHIOTEINHUS, HAPYIIEHUEM IPOILIECCOB perapanuu
W aHTMOTEHE3a, NPHUBOJAAIIUX K YMEHBIICHUIO TUIOTHOCTH COCYAOB MHUKPOIUPKYISTOPHOTO
pycna. He3aBUCHMO OT HCXOJHOTO MEXaHM3Ma KIIOYEBBIM 3BeHOM B martorenese JII' mo-
MPSKHEMY OCTaeTCs OJHAOTENMATbHAs TUCPYHKIMS CO CHIDKEHHEM CHHTE3a OCHOBHBIX
Bazoquiaatupyromux (MoHookcuma aszota (NO), mnpocranukinHa) W TUICPHPOTYKIIHEH
Ba30KOHCTPUKTOPHBIX  CcyOcTaHmuii  (dHmoTenuH-1,  TpomOokcaH A2,  CEpOTOHHH),
dbopMuUpPOBaHUEM MPOTPOMOOTHUECKUX YCIOBUN; PAa3BUTHUEM BOCIHAIUTEIBHBIX PpEAKIMi B
COCYJUCTOM CTEHKE KaK 3a CYEeT yTpaThl HSHAOTEIMEM AaHTHAJATe3MOHHBIX CBOWCTB, TaK W
BCJICJICTBUE HApPYIICHUH BPOXJIEHHOTO U aJanTUBHOIO HUMMyHHTETa. DyHKIMOHAIbHOE
COCTOSTHUE TIPABOTO JKEIYA0YKa — OCHOBHOW JIMMUTHPYIOIINNA (aKTOp, ONPENENIIONUNA POTHO3
nanueHToB ¢ JII' u Hampsimyto 3aBucsAnuil ot crenenn puOpo3HbIx u3MeHenuit cocynoB MKK u
MHUOKap/a.

Bo3aukHOBEHUE JIAT orocpeayercs B3aUMO/JICHCTBUEM T€HETUYECKHX,
NUreHeTndecknx (pakTopoB U (pakTopoB okpyxarouieil cpensl. [lokaszaHo, 4YTO y MallMEHTOB ¢
cemeiitHont ¢gopmoit  JIAT myrammm B TeHe BMPR2, oTHocsmemcs K - ceMEUCTBY
TPaHC(POPMUPYIOIIETO POCTOBOrO0  (hakTopa ©  PEryIUpPYIOLIEM MPOLECcChl  KIECTOYHOU
npoaudepannu, BbIABIAIOTCA B 75% ciydaeB, TOrJa KakK y MHaIlIEHTOB CO CHOPAAMYECKUMU
Bapuantamu uauonarudeckon JIAI' — tosnbko B 25% cimyuaes [37]. Kpome Toro, y naiueHToB ¢
JIAT', umeromux aHamMHe3, B TOM YHUCJIE U CEMEHHBIH, réeMOpparuyecKuxX TEJICaHTHOIKTa3Hil,
BBISIBIISIFOTCS. MYTAllMM T€HOB, KOJAUPYIOIIUX aKTUBHH-PELENTOP-NOJ00HYI0 KHHA3Y-1, SHAOTINH
u Oenkm cemeiictBa TpaHchopmupyromero pocrosoro (¢akropa (BMPR1B, SMAD9).
[IpoBenenne NOTHOTEHOMHOTO CHKBEHCA y MarueHToB ¢ JIAI™ BBISBIIIO JOMOTHUTENBHBIE, OoJiee
peaKre MyTalli B reHaX, KOJUpYyroIux KaBeoinH-1 u kanuesble kaHanbl (KCNK3). Hapsay c
TeHeTUYECKUMU JeTepMUHAHTaMH B pa3Butuu JIAIT akTuBHOE ydacThe NPHUHUMAIOT TPHU
OCHOBHBIX JMHUIeHETHYEeCKUX MexaHuszma: mertunupoBanue JHK, momuduxanuu ructoHoB u
mukpoPHK.

YcraHoBrneHo, 4yTo B KadecTBe (pakTopoB pucka pa3Butusi JIAI' mMoryr BBICTYyNaTh
JIeKapCTBEHHBIE MpenapaThl M TOKCUHBI, HH(OPMAIUs 0 KOTOPBIX MpeacTaBieHa B [Ipunoxenun
Bl (Ta6n.4) [6, 11]. brarogapst HaKOIUIEHHBIM 3a TOCJEIHHE TOJbI JAaHHBIM, a3aTHHHO U
MeTaM(peTaMUHBl U3 TPYINbl «BEPOATHBIX» TMEPEHECEHbI B TPYIIY «OMPEICICHHBIX)

JICKApCTBCHHBIX NPCIapaToB, C IPUEMOM KOTOPBIX ACCOITUUPOBAHO PA3BUTUC JIAT.
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I'pynna 2. 3a0osieBaHust JIEBBIX KaMep CEp/lla, BHI3BIBAIOUINE MOBBIIICHUE TAaBICHUS B
JIETOYHON apTepuy, 4Ype3BbIYaiiHO TereporeHHbl. OOMMI MeXaHW3M, JIeKAUd B OCHOBE
JIETOYHOM BEHO3HOU r'MIepTEeH3HH, — IaCCUBHAsI Iepeiada MOBBILIEHHOIO JaBJICHUS HAIIOJIHEHUS
U3 JIeBBIX KaMep ceplla Ha BEHbI Majoro Kpyra KpOBOOOpalIeHWs. YBEJIHMUEHHE JIEBOTO
NpeAcCepauss MOXKET CIY)KUTb PAaHHUM MapKepOM CHCTOJIMYECKOW WIM JUACTOJUYECKOU
TMCHYHKIIMM JICBOTO IKenmylqouka. I[lOBBIIICHHOE BEHO3HOE JaBIIEHHE B MajoM Kpyre
KpOBOOOpALICHUS MPUBOJUT K MOBPEKICHHIO SHAOTENHS, YTO COIMPOBOKIACTCS yBEIHMUCHHEM
CeKpenuy SHAoTeNnHa-1, ymenpmenneM npoaykiuun NO u CHH)KEHHEM UYyBCTBUTEIHHOCTH K
Ba30WIIATUPYIOIIEMY  JCUCTBUIO  HaTpuiiypernueckux  mnentugoB  [38].  CxoxctBo
TUCTOJIOTMYECKOM KapTUHBl KOMOMHHMPOBAHHOM Ipe- W  TMOCTKAalWUIAPHOW  JIETOYHOMU
runeprensuu ¢ JIAI' moguepkuBaeT OOIMIHOCTh MATOI€HETUYECKMX MEXaHU3MOB UX Pa3BUTHSL.

I'pynna 3. Ba3oKOHCTpUKIMS COCYIOB Majoro Kpyra KpoBOOOpalleHHss B OTBET Ha
TUIIOKCEMHIO C TOCIEAYIOIMM PEMOJEINPOBAHUEM apTEPUA U apTEPUOJ — KIIFOUEBOE 3BEHO
narorere3a JII' mpu naToIOTHH JIETKHUX, YTO TOATBEPKAAECTCS HAIMUNEM KOPPEISAIIUMOHHON CBSI3U
MeX1y BenuuuHOW cpenHero J[JIA W mnapuvanbHBIM J1aBIIEHMEM KHCJIOpPOJA, a TakKkKe
muhy3nOHHOM CcmOcOOHOCTH JIeTKMX Ui MoHOkcuma yraepoxa (DLCO) [39, 40].
[TapagokcanpHbIi OTBeT Ha THUNOKceMuro cocyaoB MKK wMoker OBITh T'e€HETHYECKH
JETEPMUHUPOBAH. YCTAHOBJIEHA CB3b MEXAy pazButhem JII' y manmumeHToB ¢ NATOJOTHEH
JIETKUX ¥ HOCUTENbCTBOM LL-mmomumopdusma B rene SHTT nepenocunka ceporonnna. Hapsiny ¢
39TUM,  TUIEPHPONYKIMs  3HIoTenuHa-1,  dakropa  Hekpoza  omyxojeil  anbda,
TpaHCPOPMUPYIOIIETO POCTOBOro (pakTopa OeTa, COCYAUCTOTO POCTOBOrO (pakTopa, a TaKke
MoBbIIIEHHE YpOBHS C-peakTUBHOTO Oelika MOATBEPKIAIOT OOIIHOCTh IMAaTOT€HETHYECKUX
Mexanu3MoB pazButus JII' mpu marosorum nerkux v y nauueHtoB ¢ JIAI'. CrnenyeT moMHUTB,
yto npuunHoi pa3Butus JII' 'y 10-15% mnanueHTOB MOTyT OBITh HapyIICHUS JbIXaHUS BO CHE.
Kak mpaBuio, nomnonHuTeNbHBIM (PakTopoMm pucka pa3Butus JII' y 3TUX HAIMEHTOB CIYXKUT
MeTa0O0JIMYEeCKUd CHUHIPOM, HHCYJUHOPE3UCTEHTHOCTh M  aCCOLMUPOBAHHBIM C HUMH
OKCHUJATUBHBIN CTpECC, MPUBOIAIINI K Pa3BUTHIO SHIOTETUAIBHON TUCHYHKITIH.

I'pynna 4. Copemennoe nonnmanue narorese3a XTOJII' BBIXOANUT maneko 3a paMKu
XPOHUYECKON OOCTPYKILIMH, BbI3BAaHHON He(pparMeHTHUPOBAHHBIMU TPOMOOTHUYECKMMH MAacCCaMH.
N xors matorenes XTOJII' no koHIla HE W3y4YeH, BO3HUKHOBEHHE JaHHOTO 3a00JIeBaHUs
CBSI3BIBAIOT C HapylIeHHEM mpolieccoB (uOpuHOIM3a, AHTMOTeHE3a, pPaHHUM pPa3BUTHEM
(¢uOpO3HBIX M3MEHEHUH M BTOpUYHOU Backynomarueil. JII' mpu 3TOoM 3a007€BaHUU MOXKET

BO3HUKATh IIpU Tp0M60TI/I‘{CCKOM MOpaKCHUU MCHCC 50% ApTCpHUAIIBHOTO pPYyClia, 4YTO
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MOTYEPKUBACT 3HAYCHHUE HEHPOTYMOpPAIbHBIX (PAKTOPOB B €€ PAa3BUTUU U CONMIKAECT JaHHOE

3abosieBanue ¢ UJIATL [31].

1.3 DnuaeMuoJ10rus 3a00JeBaHNs UM COCTOAHUS (IPynnbI 3200JJeBAHUN MM COCTOSTHUIA)

JII" oTHIOZIb HE PEKOCTh, HAIIPOTHB, OHA 3aTparuBaeT okojio 1% HaceneHus, B Bo3pacTte
crapmie 65 ner Bcrpedaercs y 10% manmentoB [17]. Tem He MeHee, 3a00JeBacMOCTh U
pacnpoCTpaHEHHOCTh pa3IMuUHbIX KIMHUUYecKuX rpynn JII' cyiecTBeHHO pa3inyaercs.

I'pynna 1. JIAT' oTHocuTcs K uuciay opdaHHBIX 3a00jeBaHHUIl, MOITOMY OCHOBHYIO
nH(pOpPMALIHIO O €€ PacIpOCTPAaHEHHOCTH U 3a00JIEBAEMOCTH MPEJOCTABISIOT HAMOHAJIBHBIE U
MeXayHapoaHble peructpbl. [lo gaHHBIM (paHIy3CKOro perucrpa pacmnpocTpaHeHHocTh JIAT
coctaBisieT 15 cmyuaes, a UJIAD — 5,9 cinydas Ha 1 MUJUTMOH B3pOCIIOTO HAceJIEHUs, TOTAa KaK
3aboneBaeMocTh He mpeBbimaeT 2,4 u 1,0 cmyuait Ha 1 MUTH B3pOCIOTO HacCeNEHHS B TOJ,
cootBercTBeHHO [18]. [To manabiM amepukanckoro peructpa REVEAL cpenan Bcex manueHToB ¢
JIU' T rpynmer okono 50% mamuentoB umetor WMJIATL, wnacneactBennyro JIAIT wmm JIAT,
CBA3aHHYI0 C IPUEMOM JIEKAPCTBEHHBIX IIPENaparoB WM TOKCHMHOB. B moxrpymme JIATL,
ACCOITMUPOBAHHOM C JPYrUMHU 3a00JIEBaHHSAMHU, OCHOBHOW NMpUUYWHOW pa3Butus JII' sBisroTCS
g dy3HbIe O0JE3HN COSIUHUTENFHON TKAaHU U, B TIEPBYIO OUY€pelb, CUCTEMHAsl CKIEPOIECPMHUS
[19]. Tlo nanHbIM PoOCCHICKOrO HAIMOHAIBHOIO perucrpa mons manueHtoB ¢ WIIAIT B
ctpyktype JII' | rpynnel coctaBuser 41,5%, HaciaenctBennas JIAIT — 0,4%, JIAT,
accounnpoBanHas ¢ BIIC u C3CT, — 36% u 19,5%, cooTBeTCTBEHHO; NOpTOMyibMOHaNbHas JII'
- 1,9%, BHWY-accommupoBannas JIAIT — 0,4%, JIAI, wuHaynupoBaHHasi NPUEMOM
JICKapCTBEHHBIX IpenapaToB u TokcuHOB, — 0,4% [20].

WIIAT TpaaiuuuMOHHO OMNUCHIBaeTCA Kak 3a0ojeBaHME MOJIOJBIX JKEHIIUH 0e3
comyrcTByromei marosorud. OO 3TOM CBUAETEILCTBYIOT JAaHHBIE HCTOPUYECKOTO PErucTpa
Hanumonansnoro unctutyta 310poBbsi CIIIA (National Institutes of Health, NIH), B xotopom
cpeanuit Bo3pacT naiueHToB ¢ MJIAI" Ha MOMEHT MOCTaHOBKU JuarHo3a coctaBui 35 £ 15 ner,
a COOTHOIIIEHHUE JKEHIINH U MYX4uH Obuio 1,7:1 [21]. AHanornyHble JaHHbIE TPEICTABICHBI B
PoccuiickoM HallMOHAIBHOM PETUCTPE, B KOTOPOM CpEOHMI BO3pacT mnauueHToB ¢ JIAD
coctaBui 42,7 £ 15,3 net [20]. Oanako 3a mpomieanine 3 ecATHICTUS «ITOPTPET» MAIUSHTOB C
WNJIAT' cymecTBEHHO H3MEHMICS: YBEIMYMIIACh J0JI IMOKUIBIX MAalMEeHTOB. B wacTHOCTH,
CpeAHHH BO3pacT MalMEHTOB BO (¢paHiy3ckoM u amepukaHckoM (REVEAL) peructpax
cocraBus 52 + 15 ner m 53 £ 15 ner, coorBercTBeHHO [22, 23]. B eBpomeiickoM perucrpe
COMPERA nons namuentoB ¢ UJIAIT crapmie 65 net mpesbicuia 64%, XOTs COOTHOLIEHHE
KEHIIMH ¥ MYXYWH ocTtaiock npexHum — 2,3:1 [24]. C pocTOM NOMYNSAIUH TTOKUIBIX

MalMCHTOB  YBCJIIMYUBACTCA U JO0Jd MAOUCHTOB, HWMCIOIMIUX TPaJUIIUOHHBIC CCPACHYHO-
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COCYIHUCTbIC 3a00JICBaHUSA: CHUCTEMHYIO rureprensuto (27-42%), oxupenue (30-38%),
caxapublii quaber 2 tumna (14%) n umemudeckyro 6onezns cepauna (10-12%), uro 3atpyanser
CBOCBPEMCHHYIO JMAarHOCTUKY 3a0oseBanus [23, 25].

I'pynna 2. JII' nmpu mnartojioruu JIeBBIX Kamep cepAaua — OJHa M3 Haubosee
pacnipoctpanennbix  ¢opm JII, kotopas cocraBiser 48—80% B CTPyKType JIE€TOYHBIX
runepren3uii [26]. Kak npasuio, pa3surue JII' y manmeHToB ¢ MaToJIOrHeH JICBBIX KaMep cepaia
CBSI3aHO C TPOTPECCHPOBAHMEM OCHOBHOTO 3a00JIEBaHUS M YBEIWYCHHEM (PYHKIMOHAIHHOTO
KJlacca CepJIeYHON HEIOCTATOYHOCTH, YTO HEOJAronpusTHO BIUSET HAa UX BbUKHMBaeMocThb. JII'
BcTpeuaetcs y 60% manueHToB ¢ cuctoiandeckoit u'y 83% mnaruentoB (CJIA > 35 mm pT. cT.) €
JTUACTOJIMYECKON TUCHYHKIIUEH JIEBOTO KeTyJ0uKa, a Takke y 38% MalueHTOB ¢ MUTPAIbHBIM
crenozoMm (CHJIA >50 MM pt. cT.), y 23% mnanueHToB C MUTPAIHHOM HEJOCTATOYHOCTHIO
(CHJIA > 50 mM pT. cT.), y 29% manueHnToB ¢ aoptaibHbM cTeHo30M (CIJIA > 50 MM pT. cT.)
y 16% naruenToB ¢ aopTanbHO# HemoctatouHoCcThio (CIIJIA > 60 MM pt. cT.) [27].

I'pynna 3. Pacnipoctpanennocts JII' mpu XxpoHndeckoir 0OCTpYKTUBHON OOJIE3HU JIETKUX
(XOBJI) 3aBUCHT HE TOJBKO OT TSXKECTH 3a00JieBaHUs, HO U MeToaa Bepudukauuu JII'. Ananus
JAHHBIX YpPE3BEHO3HOM Karetepusaiuu cepana y manueHToB ¢ XOBJI IV craguu 3aboneBanus
nokasai, 4to 90% manuentoB umerot cpeanee IJIA > 20 mm pt. cT. ¥ ToJIbKO 1-5% manreHToB
nmeroT JIJIA > 35-40 MM prt. ct. B lokoe [28]. [laxke mpu yMepeHHBIX (U3HUECKUX HArpy3Kkax y
nanueHToB ¢ XOBJI moxeT Habmoaatrbest ObIcTphIit pocT cpeanero JIA. Jlns dpernoruma XOBJI
¢ BoBneueHueM cocynoB MKK xapakTepHo codyeraHue MEHeEe TSDKEbIX HapyHIeHWH (DyHKIHH
BHEIIIHEr0 JIbIXaHHs ¢ TUIIOKCEeMUeEl, oueHb HU3KOM M dy3HOHHON CIOCOOHOCTBIO JIETKUX IS
MOHOKCHJIa YIJIepoJia, HOPMO- HJIM TUIIOKAIHUEH U MpPEeUMYLIECTBEHHBIM OTBETOM CEp/IEYHO-
COCYJIUCTOM CHUCTEMBI Ha (PM3UYECKYIO HarpysKy, uro commwkaeT 31oT Bapuant JII' ¢ MJIAT. Y
MAlUEHTOB C WAWOTATHYECKUM JerouHbiM Quopo3om cpennee JIA > 25 MM pT. CT.
3aperucTpupoBano y 8—15% nareHToB Ha HaualbHOM CTaauK 3a00JIEBaHUS C YBEIHMUECHUEM JI0
30-50% B mo3zmueit u > 60% B koHeunod craguu [29]. CrneayeT OTMETUTH BBICOKYIO
pacnpocTpaHeHHOCTh JII' y manueHToB ¢ capKOMII030M, KOTOpas BapbupyeT oT 5,7% no 74%
[30]. Xotsa JII' mpu capkougo3e HUMEEeT MHOTO(AaKTOPHYIO MPHUPOLY U MOXKET, Hapsay ¢
BOBJICYUCHHEM MAPEHXUMBI JIETKUX, ObITh OOYyCIOBJIEHAa MATOJOTMEH JIEBBIX Kamep cepAala U
IpaHyJe€MaTO3HOW apTEepUOTIaTHEN.

I'pynna 4. OnpenenuTh TOYHYIO PacHpOCTPaHEHHOCTb U 3aboneBaemMocTb XTDJII
JOCTaTOYHO CJIOXKHO, TaK Kak 3a00JieBaHHE YaCTO OCTAETCsl HeMarHoCTUpoBaHHbIM. He meHee
npobnemarnyna runepauarsoctuka XTOJI[' y manueHToB ¢ aMu3010M OCTpoil TpoMO03IMO0TIHH

nerounoii aprepun (TDJIA). B panee omyOIMKOBAaHHBIX MPOCHEKTUBHBIX MCCIEJOBAHUSAX
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gacrota XTOJII' mocne cummnromHoi octpoit TOJIA, BepuduIMpoBaHHAS TPU YPE3BEHO3HOM
Karerepu3auu cepana, koueonercs ot 0,4% mo 6,2%, uro B cpenneM cocrapisieT 3,4% (95%
JUN 2,1-4,4%) [31]. BmecTe ¢ TeM, HEKOTOpBIC JIaHHBIC YKa3bIBalOT Ha TO, 4T0 X TDJI[' MoxeT
BO3HHUKAThH Y 5 yenoBeK Ha MUJUTHMOH Hacesnenus B rof [32]. Xots XTIJII' u paccmarpuBaercs B
paMKax BEHO3HOMW TpomM0O0OAMOONWHU, TmpedmecTByomue d>mu30a6 TIJIA 1o  JgaHHBIM
EBpormeiickoro peructpa XTOJII' ymaercs moartBepauth B 74,8% cioydaeB, a TpoMOO3BI
riy0okux BeH — B 56,1% ciyuaeB [33]. YuuteiBas jxusHeyrpoxaromuii xapakrep XTDJIT,
3aTpaThl Ha BeJleHWE OJHOTO TanuenTta B Poccuiickoit deneparuu coctaBisitoT 379 MUIUTHOHOB
pyoneit, npudem 91% u3 HUX — NpsIMbIe 3aTpath [34].

I'pynna S. YuutsiBas reTeporeHHOCTh 3TOM TPYMNIIbI, OLEHUTh PACIPOCTPAHEHHOCTb U

3a00J1€Ba€MOCTh HE MNpeaACTaBIACTCA BO3SMOKHEBIM.

1.4 Oco0eHHOCTH KOANPOBAHUA 3200J€BAHMSA WM COCTOAHUA (rpynnbl

3a00/1eBaHMil WM COCTOSIHUI) 10 MeKAYHAPOAHON CTATHCTHYECKON KJaaccupuranuu

00Jie3Hel U MPo0JeM, CBA3ZAHHBIX CO 310POBLEM

Jlpyrue GopMbl cepaeuHo-erounoi Hempocratoutoctu (127):
127.0 — [1epBuuHas jgeroyHasi THIICPTCH3US
127.2 — [Ipyrast BTopr4Has JeroyHas TUIepTeH3Us

127.8 — [lpyrue yrouHeHHbIC (POPMBI JIETOYHO-CEPICIHON HETOCTATOYHOCTH

1.5 Kanaccudukanus 3a60JeBaHus HIN COCTOSTHUSA (TPYINBI 3200J1€BAHUI HJIH

COCTOSIHMIA)

JII' BcTpewaeTcs mpH caMbIX pa3HOOOpa3HBbIX 3a00JIEBAHUSX U COCTOSHHUSX M KpaiiHe

pEAKO SBISETCS CaMOCTOSITENIBHBIM 3a0ojieBaHMEM — Hampumep, TakuM, kak WJIAT.
Knaccudukanus neroynsix runepreH3uid, npunaras EBponeiickum o01iecTBOM KapAHOJIOTOB U
EBpomneiickum pecrnupaTopHbiM oOmiectBoM B 2015 1., BbIIensieT 5 OCHOBHBIX TpYIIIL,
O0OBEAMHEHHBIX OOIIHOCTHIO KIMHUYECKUX, TIeMOJMHAMUYECKHX, MMaTOMOP(HOIOTHUECKUX
XapaKTEePUCTUK U MOAXOA0B K jedeHuto. B 2018 roxy Ha 6-m Becemupnom konrpecce no JII' B

Huriie BHECEHBI M3MEHEHUS B KIIMHUYECKYIO Kiaccudukarmio JII' 2015 r. (Taba. 1).

Ta6auma 1. Kinanveckas KiaccU(pUKaIMs JISTOYHBIX TUHepTeH3uit [6, 11]
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|. Jlezounas apmepuanvnan cunepmensusn:
1.1. Aouonamuueckas necounas
apmepuanvbHas 2unepmeH3us

1.2. Hacrneocmeennas:

1.2.1. Mymayuu eena BMPR?2

1.2.2. llpyeue mymayuu kanouoamuwix 2eHo8
1.3. Unoyyuposanuas nexapcmeenHvimu
npenapamamu u moKCuHamu

1.4. Accoyuuposannas c:

1.4.1. Cucmemnvimu 3abonresanuimu
COeOUHUMENbHOU MKAHU

1.4.2. BUY-ungexyuet

1.4.3. I[lopmanvhoi cunepmenzuetl

1.4.4. Bpoorcoennvimu nopoxamu cepoya
1.4.5. Hlucmocomozom

1.5. JIAT ¢ onumenvruvim omeemom na bKK
1.6. JIAI ¢ agnvimu uepmamu
BEHOOKKNIO3UOHHOU OONe3HU /
2eMAaH2UOMAMO3a 1e20UHbIX KANULIAPO8

1.7. llepcucmupyrowas JII' HosopocoenHvix

1. Jlezounas cunepmensus, ceazannasn
¢ namonozueil 1eKux u/unu
2unokcueii:

3.1. XObJI

3.2. PecmpuxmugHnule 3a601e6anus
JIe2KUX

3.3. llpyeue 3abonesanus 1eekux c
PECMPUKIMUBHO-00CMPYKMUBHBIM
nammepHoMm

3.4. l'unokcus 6e3 3ab01e8anull 1e2Kux

3.5. Anomanuu pazeumus ne2Kkux

IV. JIT u3-3a o6cmpykyuu nezounoi
apmepuu:

4.1. Xponuueckas mpomboamoonuieckas
JIr

4.2. llpyeue npuuunvl oocmpykyuu

Jle20yHoll apmepuu

1. Jlecounasn zunepmen3zus, céazannasn c
namoJsnozueil 1e8vlx Kamep cepoya:

2.1. JII" ecneocmeue CHu®B

2.2. JII" ecneocmeue CHc®B

2.3. Knanaunas namonozus

2.4. Bpooicoennas/npuobpemennas
cepoeuHo-cocyoucmas namoiocus,

npugoosawan Kk nocmranuiisaprou JII

V. Jlezounasa zunepmen3us ¢ HeACHbIMU
u/unu MHO20(phaKkmopHusimu
MexXaHuImMamu 3a001e6aHuA.

5.1. I'emamonocuueckue 3a60.1e6amHUs.
5.2. Cucmemmvle u memabonuueckue
HapyuleHus

5.3. Apyeue

5.4. Cnoorcnule 8podicoenHvle nopoxu

cepoya

[Ipemioxxeno B | rpynmy nerodnoit
CaMOCTOSITENIBHYIO HO30JIoTH4ecKyro enuHuny — JIAIT ¢ [MTenpHBIM OTBETOM Ha TEparuio

OnokaropaMu «MeJieHHbIX» KanblimeBbix kaHamoB (BKK) [11]. HecmoTps Ha cXxojacTBO

pPEMOJIEMPOBAHUS  apTepuil U

Ba30OpPCAKTUBHBIM TCCTOM, BAa30CIIa3M HUI'PACT OI'POMHOC 3HAUCHUC B MMATOTCHC3C 3TOI'0 BapHaHTa

apTepuos

aprepuansHoil runeprenszuu (JIAI) BbiHECTH

MKK 'y mnauueHtoB c
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JIAT'. Tlokazano, uro mnanuentsl MJIAI, umeronue moJIoKUTENbHBIA Ba30pEaKTUBHBIN TECT,
FEHETUYECKU OTJMUYAIOTCA OT NAIMEHTOB C OTPHUIATEIbHBIM Ba30PEAKTUBHBIM TECTOM, YTO,
BEPOSATHO, SIBISIETCS MPUYMHOM OoJiee OIarompuATHOrO TEYEHHUs 3a00JEBaHUSA W YHUKAIbHOMN
BO3MOKHOCTH Ha3HA4YeHHsS OJIOKATOPOB «MEIJEeHHbIX» KanblueBbiX kaHanoB (BKK) [14].
CormacHo G. Simonneau ¢ coaBtopamu (2019), KpUTEpHUSIMHU JUTUTSILHOTO OTBETA Ha TEPAITHUIO
BKK crneayer cuutate moctmxkenue u coxpanenue I/Il @K XCH (NYHA), ycroitunsoe
yllydllleHUE TeMOJUHAMMKHU (MPEKHUM YpOBEHb WM JIydllMe IOKa3aTeld [0 CPaBHEHUIO C
JOCTUTHYTBIMH TIapaMeTpaMH BHYTPHCEPJICYHON TEMOJIMHAMHUKA BO BpPEMsI Ba30PEaKTHBHOTO
tectupoBanus nipu tepanuu BKK B coderanuu ¢ ypoBHem cpeanero JJIA < 30 mMm pr. cT. u
CepJICUHbIM BHIOPOCOM B IMpeziesiax HOPMbI WJIH BbILIE HOPMBI) HE MEHee Tojla Ha JOHE Tepanuu
BKK.

Hpyrum u3MeHeHWeM B KimHHYeckoW kmaccudukanum JIIT 2015 rtoma crama
MOAU(UKAIUSA U YIPOIIEHNUE BHIHECEHHON paHee B OTAEIbHYIO MOArPYIIY BEHOOKKIIO3MOHHON
O0one3Hn Jerkux/ TreMaHruoMaro3a Jerouneix KamwuisipoB  (BOBJIJIKT), kortopyro
npeniaraercss paccmarpuBath kak JIAI' ¢ mnpusHakamMu BOBI€YEHHS BEH/KalWLISPOB
(BOBJI/JIKT') [11]. JlaHHO€ M3MEHEHHE KIMHUYECKH OOOCHOBAHO, TMOCKOJIPKY BOBJICUCHHE B
MaTOJOTHYCCKUN TPOIECC JIETOYHBIX BEHYJ/KaMWIISApoB crienuduano He Toiabko misi BOBJI u
JIKI, HO u MOXXeT HaOMIoAaThCcsl TMpU Pa3HOOOpasHBIX 3a00JEBaHHMSIX U COCTOSHUSX,
accoIuupoBaHHbIX ¢ pa3Butuem JIAI, Hanmpumep, npu cucremHon ckiepoaepmun (CCl).
Kpome toro, npodeccruoHanbHbIil KOHTAKT ¢ OPraHUYECKUMU PACTBOPUTEISIMHU, B OCOOEHHOCTH
TPUXJIOPAITUIIEHOM, AacCOLMUPOBAaH C pas3BuTHeM mnpekanuuispHoi JII' co 3HauMTENHHBIM
BOBJICUEHHEM  JICTOYHBIX BeHyJ. lIpeamonokuTe 3HAYMMOE  BOBJICUYEHHE  JIETOYHBIX
BEeHYJ/KanwUisipoB  y mnanueHta ¢ JIAT MOXHO Ha OCHOBaHMHM COYETaHUS KIMHHUKO-
MHCTPYMEHTAJIbHBIX JTaHHBIX: CHIOKEHHON IU(PY3HOHHOM CLIOCOOHOCTH JIETKUX /I MOHOKCH]IA
yraepoaa (DLCO < 50% oT nomKHOTO), BRIPQKEHHON TMIIOKCEMUU B apTEpHAbHOW KpPOBH,
HAJIW4YUs BBINOTA BIOJb CENTANbHBIX JIMHUN, LEHTPOJOOYISPHBIX H3MEHEHHH [0 THILY
«MaTOBOTO CTEKJIa» MApEeHXHMbl JIETKUX W YBEIUYEHUS PazMepoB JUMQOY3I0B CPEIOCTEHUS.
BoBnedyenne neroyHbIx BEHYN/KaNWIISIPOB B MATOJOTHYECKHM mpolecc y manueHToB ¢ JIAT
aCCOLIMMPOBAHO C HEONArOMPUATHBIM MPOTHO30M, IUIOXMM OTBETOM Ha CHENU(PUUECKYIO
TEpanmui0 W PUCKOM pa3BUTHS OTEKa JIETKUX. B CBOI0O ouepenb, KIWHAYECKAs U
remoarHamuueckas kaptuHa BOBJI/JIKI B GonbinHcTBe ciydaeB cootBeTcTBYeT JIAI. Bosee
TOT0, MIPU TUCTOJIOTUYECKOM HccienoBanuu y nanuentoB ¢ BOBJI/JIKT, Hapsiny ¢ u3MeHeHus MU
BEHYI/KaMWUISIPOB, HAXOJAT BBIPAKEHHOE PEMOJCIMPOBAHME JIETOYHBIX apTEepPHONd, YTO B

COBOKYITHOCTH M Mociayxuiio noogoM k paccMmorpenuio JIAIT u BOBJI/JJIKIT B kauectBe

16



BO3MOXHBIX CI€HApUEB OJHOIO M TOIO K€ JIETOYHOI'O COCYIUCTOrO 3a00JIeBaHUs, HEXENu
OTIEbHBIX HO300THYecKuX exunauiy JII [11].

W3menenust BHeceHsl ¥ B V Tpynny KIMHHYECKO# kimaccudukanuu JII', B yacTHOCTH
UCKJIIOYEHA CIUIEHIKTOMHUS, T. K. OTCYTCTBHE CEJIE3€HKH CaMo 110 ceOe He MPUBOJUT K Pa3BUTHUIO
JII', HO siBisieTCsl OOIMIaTHBIM (PAKTOPOM PUCKA Pa3BUTHUS XPOHUYECKOH TPOMOO3IMOO0INYECKOM
neroyHoi runeprensuu (XTOJII'). AnanornunHbiM 00pa3oM U3 KiacCU(UKALUU HCKIIOYEHBI
3a00JieBaHUsl IIUTOBUAHOM KeJie3bl, KOTOPbIE YacTO JMArHOCTUPYIOT y mauueHtoB ¢ JII', HO
KOTOpbIE WIPAlOT POJb (aKkTopa pUCKAa WIM COMYTCTBYIOIIEH NATOJOTUH, YTSKEISIONIeH
T€UEeHWE OCHOBHOTO 3a0oneBanus. [loaToMy QyHKIUS TIUTOBUIHOW Kejle3bl TpedyeT
MIOCTOSIHHOTO MOHHUTOPHPOBAHUS B MPOIECCE TUHAMUYECKOTOo HAONIO/EHUS 3a MalleHTaMu C
JIT.

I'emonunamuueckue Hapymenus B MKK y nanuenToB co cioxuabsiMu BIIC upesBbiuaiino
CIIOXHO KBamu(UIUpOBaTh. TeM He MeHee, pa3BUBAIOIIEecs Yy 3TUX MAIMEHTOB COCYAMCTOE
3a00JIeBaHME JIETKUX OKa3bIBAaeT BIIMSHUE HA UX BbDKHMBaeMOCThb. [loaTomy cermentapnas JII,
KOTOpasi pa3BUBAETCS B OTJIEILHOM Y4YacTKE JIETKOTO 3a CYET a0PTOJIETOYHBIX KOJUIaTepajei, u
cocyaucToe 3a00JieBaHUE JIETKUX Yy NAIlMEHTOB C YHUBEHTPUKYJISPHON [UPKYIALKUEH BKIIOUECHbI
B 5 rpymmy JIT" [15].

HecmoTtpss Ha TO, uto Ha 6-M Bcemupnom konrpecce mo JII' B Hurie BHeceHbI
CYIIIECTBCHHBIC M3MEHCHMsI B TE€MOJIMHaAMHUECKylo kiaccudukanuro JII', paboueit rpymmoit
PEKOMEHIallMi TIPUHATO PEIICHUE COXPaHUTh auarHoctuueckuit kpurepuid JII' (cpeanee JIA
>25 MM PT.CT.), TpHUHATHIM EBpormeiickumM 00mecTBOM KapauojaoroB W EBpomneickum
pecrimparopusiM  obmectBom B 2015 1. (Tabm. 2). DTo CBA3aHO C TEM, 4YTO OCHOBHAs
nokazatenbHas 0Oaza 3(pdekTuBHOCTH crenupUYecKUX aHTUIEePTEH3UBHBIX IPEnapaToB Ui
neyenus: JIAI' nonyuena B PKW, B KOTOpble BKJIIOYAIMCh MALMEHTHl C MPEKANMWUISPHOU

JIErOYHOM TunepTeHs3ueil | rpymmsl, uMeromue yposeHb cpeanero JJJIA > 25 mwm pr. cT.

Tadoauua 2. ['emouHamMuyecKas Kiaccu(UKaIus JISTOYHON runepTeH3un [6]

Onpeoenenue Xapaxkmepucmuxu Knunuueckue
2pynnbul

Jlecounas ecunepmenzusn | Cpeonee [[JIA =25 mm pm.cm. Bce sapuanmui necounou
eunepmensuu

Ipexanunnapuasn Cpeonee JIVIA >25 mm pm.cm., 1. Jlecounas

NIe20UHAs 2UNEPMEHSUAL | 119174 < 15 110t o cm, apmepuanvHas
eunepmeHsusi.

JICC > 3 eo Byo
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3. Jlecounas cunepmen3us
gcnedcmeaue namonocuu
JIe2KUX.

4. Xponuueckas
MpomMO0IMOOIUYECKAs.
J1e20yHas 2uNnepmeH3usl.

5. Jlecounas eunepmensus
C HeACHbIMU U/Unu

MHOMNCECNTIBEHHBIMU

MexaHuzmamu
H3zonuposannasn Cpeonee JI/IA =225 mm pm.cm., 1. Jlecounas cunepmen3zus
NOCMKANUTLIAPHASL J[3JIA > 15 mm pm.cm. ecredcmaue namoiocu
ne2ounasn eunepmenszus | JICC<3 eo. Byoa JIe8bIX Kamep cepoya.

2. Jlecounas eunepmen3us

C HEACHbIMU U/UU

Kombunuposannas Cpeonee JI/IA >25 mm pm.cm., MHOHCECMBEHHbIMU
npe-u J3JIA> 15 mm pm.cm. Mexanuzmamu
NOCMKANULIAPHASL JICC<B ed. Byoa

Jle2o4YHas cunepmeHn3us

[Ipexamumnspuas JII' mHabmomaercss y manuentoB ¢ JIAIT (I xnmuHuyeckas rpymnma), y
MaIMEHTOB C TATOJIOTUEH JIETKUX W/WIU ajabBeossipHol runokcemueit (111 kmuanueckas rpymma),
y TAIMEHTOB C OOCTpyKIMel Jerounbix aprepuii (IV kauHWYEcCKas Tpymma) ¥ y OTACIbHBIX
nanueHToB V rpymmbl. [loctkanumispHas JIIT HaGmromaeTcss mpu MATOJIOTUU JIEBBIX Kamep
cepaa (Il rpynma knmuHuYeckoi KiaccUHKAIMKM), HO MOXET ObITh W THPU H30JIMPOBAHHOM
nopaxeHuu Jeroynbix BeH (BOBJI/JIKT). BeioensroT M30IUMpOBaHHYIO MOCTKAMWIUIAPHYIO U
KOMOMHUPOBaHHYIO Mpe- W mnoctkamwuisspHyro JII. Jlng xapakTepuCTUKH BOBJICUEHHUS B
natojornyeckuii mpouecc aprepuit/aprepuon  MKK npu  noctkammuisproit JIIT panee
PEKOMEH/IOBAIOCh OLIEHMBATh JAMACTOJIMYECKHM myabMoHanbHbIM rpaauent () u JICC.
OpHako MO MHEHMIO DKCIEPTOB, JUISI XAapaKTEPUCTHKM NPEKANWUIIPHOIO KOMIIOHEHTA
noctarouHo oueHkd Tonbko JICC. Yposens JICC > 3 ex. Byaa mpusHan OoJjiee yMECTHBIM,
MIOCKOJIbKY IpH JaHHbIX 3HadeHHsX JICC Bcerma mpUCYTCTBYIOT TMCTOJIOTHUYECKHE IPU3HAKU

JICTOYHOI'0 COCYQUCTOTIO 3a00JIeBaHUs C PEMOACTIUPOBAHUCM JICTOYHBIX apTeprI. boinee TOTO,
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Hanuuue JICC > 3 en. Byna accouunpoBaHO ¢ HU3KOM BBIKUBAEMOCTBIO TIOCJIE TPAHCIUIAHTALUU
cepama [11].

B 1998 rony Bcemupnas opranuzauus 3apaBooxpaHenus (BO3) npunsiia u3MeHEHHYIO
cucteMy (QYHKIIMOHAIBHOW Kiaccuukammm HL}O-ﬁOpKCKOﬁ KapJIMOJIOTHYECKOM acCOUMALUU
(NYHA) nmnst o6neruenust ouenku nanueHToB ¢ JIAIT (Ta6n. 3). C tex mop GpyHKIMOHAIBHBIN
knace (PK) NYHA/BO3 ucnonb3yercs Uit pyTHHHOH OLIEHKHM CTaTyca MalueHTa MPU OKa3aHUU
MEIUIUHCKOW TIOMOIIH, €ro MpoTHo3a U 3()(HEKTUBHOCTH TEPANUU B MPOBEACHUHN KIMHUYECKHX
UCCIIEIOBAaHUM.

Tadnamua 3. OyHKkuMOHANBHAs KiaccuuKanus JierouHoi runeprensun (BO3) [16]

Knacc Onucanue

|OK Hem oepanuuenuii  06viuHOU  ¢husuueckol aKmuBHOCMU, OHA He
8bI3bl6ACH  NOBLIUEHHOU O0O0blWKU, ycmanocmu, Ooned 6 2pyou  unu

npedcuukonaﬂbﬁbzx COCMOSIHUIL.

lHOK Jleckoe oepanuuenue guzuuecxot axmuenocmu. Juckomgpopm 6 nokoe
omcymcmeyem,  HO  00blYHAs — pusuyecKkas — AKMUGHOCMb  Bbl3bleden
NOBLIWEHHYIO  00bIWKY, — clabocmb, 60nb 6  2pYOHOU  Kiemke — Ulu

NPEeCUHKoOnAalbHoble COCNMOAHUAL.

oK 3HauumenvHoe oepanuuenue ¢usuueckol axkmusHocmu. B cocmosinuu
NnoKos. ouckomghopma Hem, HO @usuueckas AKMUBHOCHb MeHblle O00bIYHOU
8bI3bIBACT  NOBLIUEHHYIO  00bLIUKY, YCMANOCMb, 0016 6 2pyou  uiu

npecurHKonajlbHovle COCMOAHUA.

IVOK Oo0viwika uw/unu ycmanocms 6 COCMOAHUU HNOKOS, YCUTUBAIOWUECS
NPAKmuyecku npu MUHUMATbHOU @u3auueckoli akmusHocmu. Mozym 6vimb

npusHaxKu npagoofceﬂydoqkoeoﬁ HeodoCcmamo4yHoCmi.

2. lmarHoctuka 3a00J€BaHUs WU COCTOSTHUSA (TPYIIIBI 3a00JI€BaHUN WITH
COCTOSIHUH ), MEUIIMHCKHE TTOKAa3aHMs ¥ TPOTUBOTIOKA3aHUSI K TPUMEHEHHUIO

MCTOAOB JHMAI'HOCTUKHU

VYuuThiBasg ~ OTCyTCTBHE  cmemuduueckux  cumntomoB  JIIT  ©  HIMPOKYIO
pacrpoCTpaHEHHOCTh  JAHHOTO  MAaTO(U3MOJOTHYECKOTO  COCTOSIHMS — TpPH  pa3IM4YHbIX

3a6OJ'ICBaHI/I$IX, auarHoctuka JII' Tpe6yeT MYJIbTUAUCHUIUIMHAPHOI'O MOoAXoda W YCETKOI'O

19



COOIIIOJICHUS TMAarHOCTUYECKOTO aITOPUTMA C MOCIEI0BATENBHBIM MIEPEX00M ISl HCKIFOUECHUS
or Haubosiee dYacThiXx mnpuuuH pazButus JII' k Hambonee penkum. Llenbio KOMIIEKCHOTO
oOciiefioBaHusl OOJILHOTO SABISIETCS YCTAHOBJICHHE JMArHO3a, OLIEHKAa KIMHUYECKOTO Kiacca U
tuna JII', pyHKIMOHATIBHOTO U FeMOJAMHAMUYECKOTO cTaTyca maiuenTa [ 6].

OtcyrcTBME NAaTOTHOMOHMYHBIX cuMmnTtomoB JII' co3pmaer TpynHocTHM U1l €€
CBOEBPEMEHHOM JAMArHOCTUKU. B cpeanem, no nanHslM amepukaHckoro perucrpa REVEAL, or
nosiBiieHust cuMnToMoB JIAIT 10 BBITIONIHEHHMS YPE3BEHO3HOM KaTeTepu3alluu cepiaua Hu
OKOHYATEJIbHON Bepuukanuu auar€osa npoxoauT 34,1 = 1,2 Mecsna, 4yTO COMOCTaBUMO C
pesymbratamu  eBporeiickoro peructpa  COMPERA [23, 41]. Tlo maHHBIM pPOCCHIICKOTO
perucrpa MalMeHTOB C JIETOYHOW TMIIEPTEH3UEH MeluaHa BPEMEHM 10 MOCTAHOBKHM JUArHo3a
coctaBnsieT 52,8 mecsua [42]. YBenuueHue BpeMEHU /10 BepU(UKALUMU JTMAarHO3a, BEPOSITHO,
OOYCJIOBJICHO Kak HeCNelNU(PUIHOCTRI0O KIWHUYECKUX cumnToMoB JIAI, Tak u HH3KOU

HaCTOPOXKEHHOCTHIO Bpauei aMOyIaTOpHOTO 3BeHa B oTHomeHuu JIAT .

Kpurtepun nocranoBkM IMarHo3a Jiero4Hoi runepreH3uu: nopsienue cpeanero JJJIA >25

MM. PT. CT., ©3MEPEHHOT0 B TIOKOE MTPH YPE3BEHO3HOM KaTeTepu3anuu cepana [11].
Jmnarnocruka JII' BK/IO4YaeT cieayronume 3Tanbl:

e CKpuWHMHT, BKIIOUYAIOMNUA B ce0s cOOp »kajno0, OIEHKY MPUHAIICKHOCTH TMAlMeHTa K
rpynmnam pucka pasutus JIAI, omnpenenenue BepositHoctd JIIT mpu  momouu
TpaHCTOpaKaIbHOU IX0oKapauorpaduu (OxoKT).

o TlocnenoBatenbHOe UCKIIOUEHHE HauOoisiee yacThix mpuuuH JII', B mepByro ouepens
3a00JI€BaHMI JIEBBIX OTJACIIOB cepjna (rpynma 2), marojoruu Jjerkux (rpynma 3) u
XTOJIT.

e Bepuduxanus nuarnosa JII' mpu UBKC, yrouneHre HO3010rnuecKoi MpuHaAIe)KHOCTH.

e Ormenka pyHKIHOHAIBHOTO Kacca U cTpatudukarnus pucka JIAT.

2.1 ’Kaao00LI 1 aHAMHE3

B ne6rore 3a00sieBaHMS MAIMEHTHI KAJIYIOTCS Ha OJBIILIKY IPU BBICOKOH U yMEPEHHOM
¢u3nueckoil Harpyske, MOBBIIIEHHYIO YTOMJISIEMOCTb, C1a00CTh, roJIoBOKpyxeHue. Ha Goiee
MO3/IHUX CTAaIUsX TOSABISAIOTCS CHHKOMAJIbHBIE COCTOSIHMSI W/WIM CHUMITOMOKOMILIEKC,
0OyCJIOBIICHHBIM  MPaBOXKETYAOUKOBONH CEpACYHOM HENOCTATOYHOCTBIO: OTEKH HIKHHX
KOHEYHOCTEH, FenaToMeraius, acluT, MyJIbcaliis MEeWHbIX BeH [43]. ¥V manueHToB ¢ AIUTEIbHO

cymectByomeil JIAI' mMoxeT BO3HHMKaTh OOJEBOM CHHAPOM B TPYAHOM KIETKE IO THILY
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aHT'MHO3HOTO. B OCHOBEe wuIIeMHMM MMOKapAa MOXKET OBbITh OTHOCUTENbHAs KOpPOHAapHas
HEJ0CTaTOYHOCTh BCJIEJCTBUE HU3KOIO CEPAECYHOTO BbIOPOCA U IOBBIIMIEHHOTO HaNpsyKEHUs
CTEHKH IPaBOI0 JKEIYA0YKa, TMIIOKCEMUS, a TaKKE CIAaBJICHHUE JIEBOM KOPOHAPHOM apTepuu
AHEBPU3MATUYECKU PACIIMPEHHOM JIErOYHOM aprepueil. [IpyrMM CHMITOMOM, CBSA3aHHBIM C
BBICOKOH JUTMTENIbHO cyiiecTByromien JIAL, siBnsieTcss KpoBoOXapKkaHbe, KOTOPOE y MaIllMEHTOB 0e3
BIIC Bctpeuaercs B 1,5-6% cnyuaes [44]. Torna kak y MallueHTOB C CHHAPOMOM DW3eHMEHTEpa
JIETOYHBIE KPOBOTEUEHUS perucTpupyrorcst B 43% ciydaeB u B 8% ciydyaeB CiayKaT NMPUUYUHOU
netanpHOro ucxona [45]. McrounukoM kpoBoTeueHus B 90% ciydaeB ciyKaT U3MEHEHHbIE
OpOHXHMAJIbHBIE aAPTEPHUH, KOTOPhIE 0COOCHHO YacTO BBIABIISIIOTCS y mamnueHToB ¢ JIAI Ha donHe
BIIC. 3HaunTenbHOE pacUIMpPEHUE JIETOYHOW apTepUU MOKET OBITh NMPUUYMHON €€ AMCCEKIHMH
WU pa3pbiBa, YTO KIWHUYECKH COMPOBOXKAAETCS TaMmroHanoil cepama. Cumnromaruka JIIT
MOXXET 3HAUMTEJIBHO BapbUpPOBAaThb B 3aBUCUMOCTH OT (POHOBOro 3aboJjieBaHUS, B paMKax
KOTOpPOTO OHa pa3BUBAETCS, M COMYTCTBYIOIIEH mnartosoruud. Creayer OTMETHTb, YTO
KIIMHUYecKasi KapTUHA MOXET MEHSThCS KaK B 3aBUCMMOCTH OT MATOJIOTuM, Bei3BaBuieit JII', umu

ACCOMMHUPOBAHHOI'O0 COCTOAHUS, TaAK U OT HAJTUYHUA JPYIroro COnyrCTBYIOMECTo 3a001eBaHus.

— Pexomenmyercst cOop aHaMHe3a W kKajao0 y BCEX MAIMEHTOB Ui yrouHeHus reHesa JIIK
[37, 46].
e EOKHer (YIS YYP C)

2.2 duzukajJbHoe 00cae10BaAHHE

[Ipu ayckynbTanmuu cepjia akIieHT BTOPOro TOHA Ha JISTOYHOM apTEepUH MOYKET OBITh
OJIHMM U3 OCHOBHBIX (PM3UKAIBHBIX ITPU3HAKOB, yKa3bIBaromuX Ha Hanmuue JII'. B psge ciydaes
OIPENEeNsAeTCs CUCTOJNYECKUNA IIyM TPUKYNHUAAIbHOU peryprutauuu. Cieayer OTMETUTb, YTO Yy
MalUEHTOB C CHHJIPOMOM OW3EHMEHIepa MOKHO HE YCIbIIIATh IIyM IIYHTA, T. K. TPaAUEHT
naBiieHus B obnactu nedekra npu GopmupoBaHuM Beicokoi JII' 0TCyTCTBYET MM MUHUMAJIEH.
[Ipu pa3BuTHM MPaBOKEIYyI0YKOBOM CEPACUYHONW HEAOCTATOYHOCTH Yy IMAILIMEHTOB OTMEYAOTCS
HaOyxaHHe U MyJabCalusl HMIEHHBIX BEH, TermaroMmeraius, nepudepuueckue oTeku, acuuT. [lpu
3ToM y manueHToB ¢ JIAD' ayckymnbTamus JIETKAX MOKET ObITh HE M3MEHEHa, TOTJa Kak s
MALMEHTOB C NOCTKANWUIIpHOM JII' M BBIpa)KEHHOM OJBIIIKOM XapaKTEpHO MOSBJIEHUE
MEJIKOITY3bIPYATBIX XPUIIOB B HUKHUX OTAENAX JIETKUX B COYETAHUU C IOJIOKEHUEM OPTOIHOD.
Baxnyro uHQOpMAIUMIO TpU OCMOTPE OOTBHOTO MOXKET MPHHECTH MYyIbCOKCHUMETpus. Jlms
nauueHntoB ¢ MIJIAD' mokasarenu caTypali KUCJIOpPOJAa IO JIAHHBIM MYJIbCOKCUMETPUU

HaxoddATCd B MpcAciiaX HOPMBI, TOrAa Kak O6H3py>KeHI/IC Accarypaliu B IIOKOC M IIpU ®H
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II03BOJISIET 3al0J03pUTh natoJjioruto jerkux uian BIIC ¢ apTepnoBeHO3HBIM LIYHTUPOBAHUEM

KpOBH. Vixe BO BpEMs KIIMHUYCCKOTI'O 06CJ’I€I[OB3,HI/ISI ManueHTa MOKHO IMPCAIIOJIOKUTE IPUINHY

JII'. TeneaHruosKrazuu, $A3BEHHOE IOPAKECHUE KOHYMKOB MNaJbLUEB U CKICPOJAKTHIIMS

xapaktepusl g CCJl, kpenuranus Ha BJOXE MOXKET YKa3blBaTb HAa HMHTEPCTHLMAIBHOE

3a00JIeBaHHE JIETKHX, COCYUCTBIE 3BE3JJ0UYKH IO THITY «ITAYTHHKHY», TECTHKYIApHAs aTpopus u

NaJbMapHas dSpuUTeMa IMpeAnosaralor 3alosieBaHue IedeHU. [Ipu oOOHapy:KeHHMH TakKoro

CHMIITOMa, KaK TajbIbl PyK B hopme «OapabaHHBIX Malouek», MOXKHO mpeanonoxuts BIIC c

IMUAHO30M, HHTCPCTULIUAJIbHBIC 3a00J1eBaHU JIETKUX HIIM ITATOJIOTHIO ITCUCHHU.

Pexomennyercs BceM mamuentaM ¢ JIIT  mpoBOAMTH  BU3YalbHBIA  OCMOTD
TEparneBTUYECKUN A BBISBICHHUA CHEIU(PUUYECKUX KIMHMYECKUX IPOSIBICHUN
3aboneBanus [46].

EOK ner (YYP C, YUI 5)

2.3 JIaGopaTopHble JHATHOCTHYECKHE HCCACI0BAHUS

Pexomenayercs npoBeaeHue oOI1ero (KIMHAYECKOTO) aHAIn3a KPOBU M Pa3BEPHYTOTO C
OIICHKO# YpOBHSI T€MOTJIOOMHA U TeMATOKPHUTa, KOJMYECTBA SPUTPOLIUTOB, JICHKOIIMTOB,
TPOMOOIIMTOB, CKOPOCTH OCEIaHUsl SPUTPOIHUTOB Yy Bcex mamueHtoB ¢ JII' B pamkax
MEPBUYHOTO OOCIIEIOBAaHMS U B IMPOIECCe AMHAMHUYECKOTO HAOIOACHUS Kaxuapie 6—12
Mmecsies [6, 43, 46].

EOK 1C (VA4 5 YYP C)

KommenTapuu: B xnunuueckom ananuze Kpoeu npedicoe ceco HeobOXo0umo obpawamo

6HUMAHUE HA YPOBEHbL 2€M02ﬂ06uHa, cemamoKkpuma, Haaudue mMukpoyumosd. Bmopuqulﬁ

apumpoyumos wacmo ecmpeyaemcs y nayuenmos c JIAI na ¢pone BIIC u namonozuu n1e2Kux.

Bmecme ¢ mem, npakmuuecku y nonogunvl nayuenmos ¢ cunopomom uizenmenzepa u UJIAI

Habmooaemcs dcenezodeuyumuoe cocmosanue. Ilosmomy yenecoobpazno npogooums

onpeoeneHue Jxcene3a 8 CblBOPOmKe Kpo8U U YPOBHA (heppumuna ne pedxtce 00H020 pasa 8 200

0N peuleHuss onpoca O HA3Hauyenuu npenapamos cenesa. Onpedenenue ypoeHs.

2eMo200uHa  AGAAemMcA  00A3aMeNbHbiM  Mecmom Ha gbOHe JIe4eHUA 3PA, mepanus

komopuvimu 00 15% cyuaes ociodxicusemcs CHudsceHuem yposHs cemoenobuna [6, 43].

PeKOMeHHyeTCﬂ MMPOBCACHUC HUCCIICAOBAHUC YPOBHA KpCAaTUHHHA, HATpUA, KaJIuA,

TIIOKO03b1, obmiero Oenka, C-peaktuBHoro Oenka, ACT, AJIT, oOmero OunmupyOuHa,
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MOYEBOM KHUCIOTHl y Bcex mauueHtoB ¢ JII' B paMkax mepBUYHOTO 0OCiIENOBaHUS U B
npolecce AMHAMHYECKOTO HAOIMIOICHUS Kaxple 3—6 mecsueB [6, 43, 46].

e EOK 1C (YIJI5YVP C)

— Pexomennyercs exxeMecsayHOE ONpee/IeHUe aKTUBHOCTU acliapTaTaMUHOTpaHcpepassl U
aJlaHMHAMHUHOTpaHc(epassl B KPOBU IPH HAa3HAYCHWH aMOpu3eHTaHa™*, GozeHTaHa™*,

MarTeHTaHa** i oreHKU Oe3omacHocTy Tepanuu [6, 43, 46].

e EOKIC (YIJI5VYPC)

KommenTapuu: npu Kiunuuecku 3HAYUMbIX  OMKIOHEHUAX J1AOOPAMOPHBIX — MECHos,
Xapaxkmepuszyrowux @yHKYuo neyeHu, Heooxooumo npoeooums cepooUuacHOCMUKY 2enamumos
0J151 UCKTIOYEHUs. NOPMONYIbMOHANLHOU cunepmensuu. DYHKYUOHATbHbIE NeYyeHOUHble MeChbl
makoice  MO2YM — NOBLIUAMBCA  NPU  OEKOMNEHCAYUU  NPABOH#CENYOO0UKOBOU  CepOedHOl
Heoocmamounocmu uw/unu Ha goune mepanuu IPA. Yposenv mouesoii kuciomsl modxcem Obimb
MapKepom msdcecmu cepoeyHol HeO0oCmamoyHocmu, OOHAKO clledyem NOMHUMb, UYmo

KOHYenmpauyus MOUEBOI KUCTONbL MONCEM NOBLIUAMbCS HA ¢0H€ mepanuu 0uypemul<a/vzu.

— PexoMeHnmyercss wucciemnoBaHue  ypoBHS — cBoOomHoro  TpuioatuponmHa  (CT3),
cBobomHoro TupokcuHa (CT4) m tupeotpomuoro ropmona (TTI) B kpoBu y Bcex
narieHToB ¢ JIIT mpu mepBUYHOM OOCIENOBAaHWHM [UIS  BBISBICHUS ITaTOJIOTHH

[IUTOBUIHOM JKEJIE3bl, YTSDKEISAIOIICH TeUeHHe OCHOBHOTO 3a0oieBanus [43].

e EOKIC (YIZI5VYPC)

KommenTapuu: y nayuenmos c JII' uacmo ecmpeuaromcs 3a601e6aHus WumogUOHOU dcenesbol.
Ilamonozua wumosuoHoU Hcene3vl Modcem cyuecmsogams y 001bHO20 UCXOOHO, 3AMPYOHss
OUACHOCMUKY U JleYyeHue, Ul Npucoeounsmscs co epemenem. Q6 smom ciredyem NOMHUMDL 8

cliyvae 6He3anHoco yxydmeﬂuﬂ meyenus 3a001e8aHU.

— PexomeHayercs ompeneneHue COAEP)KaHUS AHTUTEN K KapAUOJMIIMHY, aHTUTEN K
¢dochonmunuaam, aHTuTEn K OeTa-2-TIMKONPOTEMHY B KpoBHM mnamueHtam c JII' mpu

noso3penun Ha XTOJII ans BeissBneHUs hakTopoB prcka [47].

e EOK ner (YJUI5 YYPC)

— PexoMeHnyercst onpeneneHUe COAEpPKaHUS aHTUTEN K aHTUreHam siapa kietku u JIHK
BCEM MainueHTaM ¢ nojo3penueM Ha JIATL nis uckmodenus accormanuu ¢ C3CT [6, 43].
e EOKIC (YAAS5VYYPCQC)
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KommenTapuu: [losviwenue anmunykieapuvix aumumen 6 Huzkom mumpe (1:80)

ecmpedaenics 00CMAmMo4HO  YACMo y nayuermoe ¢ JIT ,ZZMCZZHOC'mM'{eCKMM mumpom

onpedeﬂeﬁuﬂ AHMURYKIEeapHbvlx aumumei Memooom HMMyHOd)JZIOOPQCI/!eHI/;MM cdumaemcst mump

> 1:160, npu eco oocmudiceHuu AHATUSUPYEMC CHEKMpP AHMUSLOEPHBIX AHMUmen 6 yYesax

ougpgpepenyuanvroi ouacnocmuxu CCI unu nepexpecmrnoeo cunopoma, Komopwvle Haubolee

yacmo manugpecmupyiom c JII'.

Pexomennyercs UCCIIEI0BaHUE YPOBHS N-TepMHHAIBLHOTO ¢parmenTa
HaTpuilyperudeckoro npomnentuaa mosrosoro (NT-proBNP) B kpoBu Bcem manuenTtam ¢
JI' B pamMkax MEpBUYHOTO OOCIENOBaHMUS W Jaliee Kaxkible 6—12 MecsieB ¢ 1emblo
cTpaTr(UKALNN PUCKA JIeTabHOCTH [6, 17, 43].

EOK ner (YA 5 YYPC)

Pexomennayercs onpenenenne anturen kiaccos M, G (IgM, 1gG) k Bupycy ummyHoaeduinta
gyenopeka BMY-1 (Human immunodeficiency virus HIV 1) B kpoBu, omnpeneicHue aHTUTEN
kmaccos M, G (IgM, IgG) x Bupycy wuvmmynomedumumra uemoBeka BHY-2 (Human
immunodeficiency virus HIV 2) B kposu Bcem mnanmeHtam c¢ JII' g1 ucKmodeHUs
accormanuu ¢ BUU-undexmueii [6, 48].

EOK 1C (YJJ 5 YYP C)

Pexomennayercs onpeneneuue anturena (HbsAQ) Bupyca remarura B (Hepatitis B virus), antur
antuten K Bupycy rematura C (Hepatitis C virus), antuten k Gmennoit tpemoneme (Treponema
pallidum) B xpoBu Bcem manuenTam ¢ JII' 17151 HCKITIOYCHHSI COIYCTBYIOIIEH MaTOJOTHH [6,
48].

EOK 1C (YA 5YYPO)

Pexomennayercst onpenenenne ocHOBHBIX rpynm 1o cucteme ABO, ompenenenue anturena D
cuctemMbl Pesyc (pesyc-dakrop) BcemM mamuentam ¢ JIIT mepen  upe3BeHO3HOM
KareTepu3aiueii cepaia [6, 48].

EOK 1C (Y15 YYP C)

Pexomenayercs onpenenenne MexayHapoJHOr0 HopMain3oBanHoro otnomrenus (MHO) Bcem
naupeHtam ¢ JII', momyyaromux aHTUKOArylsiHThl HENpsMble, M MalUEHTaM IMepen
YpEe3BEHO3HON KaTeTepu3anueii cepma [6, 48].

EOK 1C (YAA5VYYPC)

Pexomennyercss oOmuii (KIMHUYECKH) aHAamU3 MOYM BceM manueHTam c JII s
HCKIIFOUEHHSI COMMYCTBYIOIIEH MMaTOJIOTUH.

EOK ner (YA 5YYPC)
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2.4 NHCTpYMEHTAIbHBbIE TUATHOCTHYECKHE UCCIETOBAHNS

2.4.1. DnexkTpokapauorpadus

— Pexomennyercs peructpauus snexkrpokapavorpammbl (OKI) Bcem mnauueHTam npu
MEPBUYHOM OOCIIEZIOBAaHUH M B IMpOIEcCe JUHAMUUYECKOTO HAOIIOJCHUS [UIS BBISBICHUS
cneruduyeckux K -uzmenenwmii [17, 43, 49, 50-53].

e EOKner (WA 2VYYPA)

KommenTapuu: Hopmanonwiii 6ud IKI' ne uckmouaem ouaenos JII, npu smom usmeneHus Ha
OKI secoma pacnpocmpanenvt y nayuenmos ¢ JII. Onu moeym exnouams 3yoey P 6 suoe «P
pulmonale», omxnionenue s1eKmpuyeckol ocu 6npaso, NPUHAKU cUnepmpo@uu u nepezpysKu
npasozo diceayoouka, 6a0kady npasou Hodxcku nyuxka luca u yonunenue unmepeanra QTc. OKI -
NPUSHAKU ~ 2unepmpopuu  npasoeo  Hcenyoouka: yeeaudenue amnaumyosl 3yoya R u
coomnoutenusi R/S 6 npasvix omeedenusx, umerom HedOCMamouHyr0 yyecmeumenbHocms (55%)
u cneyughuynocmo (70%), umobsl 6bIMb UCNONL308AHHBIMU 8 KAUecmee CKPUHUHSOBbIX, Mo20d
KaK nepezpyska Npasozo xicenyoouka sensemcs 0onee 4y8CmeumenvHvlM npusHakom [49].
Pacwupenue xomnnexca QRS u npononeayus unmepsana QTC ceudemenvcmeyrom o msxcecmu
3a0011€6aHUs U ACCOYUUPOBAHbI C HEeONA2ONPUSMHBIM NPOSHO30M Jle2ouHou 2unepmenzuu [50,
51]. Cynpasenmpuxynsipuvie Hapyuienus pumma uauje BO3HUKAIOM 8 OaleKo 3auleouiux
cmaousx 3a00ne6anus, NPuB0OsL K OeKOMNEeHCayuu s8JleHull cepoeunol neoocmamoyurnocmu [52].
YV 25% nayuenmos c JIAI' 6 meuenue 5 nem nabniooeHus pecucmpupyromcs mpenemauue uiu
Quopunnayus  npeocepouti,  3HAUUMENIbHO  YXyowiaowue — NpPoOcHO3 — nayueHma — npu

HEBO3MOINCHOCMU 80CCMAHOBICHUS CUHYC08020 pumma [53].

2.4.2. Pearrenorpadus oprasoB rpyaHONA KJIECTKH

— PexoMmeHayeTcs TpOBEACHUE MNPHIICIBHONH PEHTreHOrpaduu OpraHoB TPYAHON KIICTKU
BceM narentam ¢ JII' it yrouHeHus IpUYrHbI 3a00seBanust [6, 21, 54].

e EOK ner (Y14 YYPC)

Kommenrapuu: na momenm nocmanosku ouacnoza 'y 90% nayuenmos ¢  HIIAL
PEHM2EeHO2PamMMa 2pYOHOU KIemKu Hocum namonocuyeckui xapaxkmep [21]. Dmu uzmenenus
sKIOYAlOM ounamayuro cmeoaa ne2oyHou apmepuu (Il oyea no nesomy xowmypy cepoya) u
0beoHenue 11e204H020 COCYOUCO20 DPUCYHKA, pedice pacuiupeHue Hnpasvix Kamep cepoya.
Penmeenoepagusa epyonou xnemxu modxcem nomous 8 ouppepenyuarvnom ouacnoze JII,
O0eMOHCMPUPYS. NPUHAKY, XApaKmepHvle OJid Namono2uy Jieckux (epynna 2), uiu 3acmouinvle
A6NeHUs npu 3a001e6aHUAX Jleblx Kamep cepoya (epynna 3), a makdce cheyuguueckue

npusHaxku pada pedkux sabonesanuti [54]. B yenom msowcecmo JII' y Kaxcooeo omoensHo2o
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nayuenma He KOppeaupyem co CMeneHbvlo PeHmeeHoI02u4eckux usmenenuu. Tax e, kak u
cayyae ¢ OKI, nopmanvnas penmeenocpamma 2pyoOHOU KIeMKU He UCKIIoYaem HAIudus y

nayuenma JII'.

KoMniekcHoe uccaeqoBaHne (byHKIII/II/I BHCIIHEI0 AbIXaHUA

— Pexkomenayercs 1OpOBOAWUTH  HUCCIIEOBAaHHE HECHPOBOLMPOBAHHBIX  JIBIXATEJIbHBIX
00BEMOB U TIOTOKOB, HCCIeN0BaHHE JU(PPY3NOHHON CIIOCOOHOCTH JIETKUX BCEM

narientam ¢ JII' 1y1st uCKiTroueHus marojioruu jerkux [6, 55-60].

e EOKIC (Y12 VYPA)

KommenrTapuu: Buwinoanenue uccredosanusi Qynkyuu 6HewiHe20 OblXAHU NomMo2aem
OUACHOCMUPOBAMb NAMOLO2UIO I€2KUX U OYEHUMb CIMEeNeHb ee MAHCeCmu, Ymo HeoOXo0UMo OJisl
NOHUMAaHUsl ee «nponopyuonanvHocmuy yposuio JII'. Ilayuenmor ¢ JIAI' mocym umems neckoe
U YMepeHHOoe YMeHbuleHUe J1e20UHbIX 00beM08, ACCOYUUPOBAHHOE C MANCECbIO 3A001e8AHUS.
Obcmpyxkmuenvle uzmenenuss Hemunuunwl oaa JIAI. Ilpu ananuse eazosoeco cocmasa Kposu
napyuanvHoe OasieHue Kuciopooa 6 apmepuanvhol kposu (PaO2) e nokoe ocmaemcs 6
npeoenax HOpMbl UNU HECKOJAbKO CHUJICEHO, d NApyuaibHoe 0asileHue OUOKCUOA Yenepood
(PaCO2) cHuxceno ecrneocmsue  anveeonspuou  eunepeenmunayuu  [56].  Cuudicenue
oughgysuonrnoti  cnocoonocmu  neckux no mouooxcudy yenepooa (DLCO) pazsusaemcs
gcredcmaue UMeHeHUuss S8eHMUNAYUOHHO-NEPPDYIUOHHBIX COOMHOUEHUL 8 YCI08UU N1e204HOU
eunepmeH3ul U 8ecbMda NAMOSHOMOHUYHO Oas nayuenmos ¢ JIAI' [55, 57]. Huskuii yposers
DLCO, ocobenno 6 couemanuu co CHUdMCEHUEM  ObIXAMENbHLIX 00beM08, MOdHCEm
ceudemenvcmeosamv 06 accoyuayuu JIAI' ¢ CC/, a maxoce mpebyem oughgpepernyuanvroco
OUAZHO3a C UHMEPCMUYUATbHLIMU 3a00aesanuimu neekux (epynna 3) u BOBJI [58, 59]. Kpaiine
nHuzkuti ypogeno DLCO y nayuenmos c JIAI, onpedenennviii kax 45% om Oondicroeo,
accoyuupogan ¢ naoxum npocuozom [55]. XObBJI kax npuuuna eunoxcuveckou JII'
OUAzHOCMUpPYemcsi Npu  HAIUYUU HeoOpaAmuMbviX OpPOHXO0OCMPYKMUBHBIX USMEHEHULl Nnpu
cnupoepaguu, 4acmo Ccouemaruuxcs ¢ y8eaudeHueM OCMAamoyHo20 00vema Je2Kux npu
boounnemuzmoepaguu  u  6o3modcHuim  cHudicenuem DLCO.  [na eazoeoeo  cocmasa
apmepuanvHou kposu nayuenmos ¢ XObJI xapakmepuo cHuocenue PaO2 npu nopmansHom unu
nosviuwennom PaCO2 [58]. Tasxcecmv smgpuzemvl u/unu uHmMepcmuyuaibHo20 3a0071e8aHUs
JIe2KUx Modicem Oblmb  OYeHeHa ¢ NOMOWbI0 KOMNbIOMEPHOU MoMozpaguu  6blCOKO20
paspewenus. Couemanue ompuzemvl U  Quopoza aeckux — Moxcem — npuBoOOUMb K

NCegOOHOPMANbHOU Kapmune npu evinoanenuu cnupomempuu, npu smom DLCO ocmaemcsa
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CHUdICEHHOU. Dmom ¢akm noduepkusaem HeoOOXOOUMOCIb MPAKMOBAMb  Pe3yi1bmanuvl
KOMNJIEKCHOU OYeHKU (DYHKYUU J1ecKuX, ONUpAasch Ha OAaHHble GU3YANUSUPYIOUWUX MemO008

uccnedosanus 60 uzdexcanue OuacHocCmu4eckux ouubox [60].

HOJII/ICOMHOFpa(l)I/IH H HOYHasI OKCUMETPUL

- Pexomenayercst MpOBOAUTH MOJMCOMHOTPAGHIO WIM HOUYHYIO OKCUMETPHIO MAI[HEHTaM C
JII' nmpr moao3peHUM Ha HaIW4Yue HapyLUICHUH JbIXaHUsS BO CHE WM alIbBEOJIIPHOMU

runoBeHTHsIMN [60—64].

« EOK ner (Y12 VYP B)

Kommenrapuu: Pacnpocmpanennocms nounoti eunokcemuu u HapyuieHusi ObIXAHUsL 80 CHe
cpeou nayuenmos ¢ JIAI' docmuzcaem 89%, umo noduepkueaem 6ax*CHOCMb OUACHOCMUKU U
Koppexkyuu 3mux cocmosnuil [61, 62]. V nayuenmog ¢ cunopomom eunosenmuisiyuu Ha Goue
oocupenus (cunopom Iluxsuxa) u npu couemanuu XOBJI ¢ cunopomom o6cmpyKmusHo2o anHoe
6o cue JII' ecmpeuaemcs wacmo (epynna 2) u, Kax npasuio, acCoyuupo8ana ¢ OUcQyHxyuer
npagozo Jiceny0ouKka U MIOXUM HNPOSHO30M. B smoitl nodepynne nayuenmos s¢ppexmuena
HEeUHBA3UBHASL BEHMUNAYUS e2KUX, NO3B0NAIWASL 8 PAOe CIyHae8 NPAKMUYECKU HOPMATUZ08AMb

nokazamenu 2emoounamuxu MKK [63, 64].

Ixokapauorpadus

— PexoMenmyercsi mpoBeIeHHE dXOKapaAnOrpapuy BCeM MAalMEHTaM ¢ ITI0J03PEHHEM Ha
Hammure JIIT B KayecTBE CKPUHMHIOBOTO  HEMHBA3MBHOTO  JIMATHOCTHYECKOTO
uccienoBanus [6, 43, 65-67].

e EOKIC (YII2 YYP A)

Kommenmapuu: Oxoxapouocpaghus (OxoKI) ocmaemcsi eOuHCmEeHHbIM HEUHBA3UBHBIM
CKPUHUH2OBBIM MEeMOOOM, NO3BOJISIIOUUM OYEHUMDb OABIEHUE 8 JIe2OUHOU apmepull Y NAYUeHmos
¢ nooospernuem na JII'. Ilpu smom IxoKI ne modicem ucnonvb306amucs Kak Mmemoo gepugpuxayuu
ouaenosza JII'. Oonomomenmno ¢ pacuemom oasnenus 6 necounou apmepuu IxoKI nossonsem
8bIABUMb  CIPYKMYPHO-(DYHKYUOHATIbHbIE USMEHEHUsL Kamep cepoyd, Hmo 68adCHO Ol
ouppepenyuanvroco ouacrnoza u cmpamuguxayuu pucka y nayuenma c JII'. Ilpunyunst oyenxu
Kamep cepoya NoOpPOOHO U3N0NCEHbl 8 COOMBEmcmeyuux pexkomenoayusx Eeponetickoti
accoyuayuu cepoeuHo-cocyoucmor suzyaIuzayuU (EACVI) u  Amepuxancrkoeo

axoxapouocpaguueckoeo obuecmsa (ASE) om 2015 2o0a. [65]. Pacuem cucmonuueckoeo
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oasnenusi 6 Jgecoynou apmepuu (CHJIA) ¢ nomowwro 08yxmepHoll sxoxapouozpaguu
OCHO8b18AEMCsl HA ONpeoeNeHUl NUKOBOU CKOpOCmuU mpukycnuoaivhou pezypeumayuu (TP) u
UCNONb308AHUU YNPOWEHHO20 YpasHeHuss Bepuynnu 6 couemanuu ¢ oyenkoul 0asnenus 6 npagom
npeocepouu (I111). /lasnenue 6 1111 moxxcem 6vimb paccuumano nymem uzmepeHus ouamempa
HudicHetl nonotl eenvt (HIIB) u e2o uzmenenus 8 sagucumocmu om ¢has ovixanusi. ouamemp HIIB
< 2,1 cm u cnaodenue na edoxe > 50% ceudemenvcmeyrom o HOpmanvbHOM oasnenuu 6 1111,
pasnom 3 mm pm. cm. (8 npedenax 0—-5 mm pm. cm.), mozoa xkak ouamemp HIIB > 2,1 cm u
cnaoenue Ha 8ooxe < 50% unu < 20% npu cnoxkotiHoMm ObIXAHUU 2080PSAM O 8bLCOKOM OABIEHUU 8
111, pagnom 15 mm pm. cm. (6 npedenax 10—20 mm pm. cm.). B ciyuae, koeoa ouamemp HIIB u
cnadenue npu ObIXAHUU He COOMEEemCmeyom 0003HAYEHHbIM UHMEPBANaM, Moxcem Obinb
UCNOIb308AHO NPOMENCYMOUHOE 3HAUCHUE, PABHOEe 8 MM pm. cm. (6 npederax 5—10 mm pm. cm.).
Oonako, yuumvleas Hemouynocmu oyeHuku oaenenus 6 IIII u ysenuuenue nozpewiHocmetu
UsMepenUuss ¢ NOMOubI0 NPOU3BOOHBIX NEPEMEHHBIX, PEKOMEHOYemcs NPUMeHsImb NOCMOSHHO-
801HOB80€ 0ONNIEPOBCKOE KapmuposaHue Ol U3MepeHusi NUKOB8OU CKOPOCMU MPUKYCHUOATbHOU
peaypeumayuu (a ne paciemnoe CI[JIA) 6 kauecmee 0cHO8HO20 nokasamess 01 ONpeoeneHus
seposmuocmu JII' no dannvim IxoKI ([Ipunoscenue b, maon. 5) [66]. Ilpu smom y nayuenmos
C maAdxMCenol mpuKyCnuoaibHOU pecypeumayuell ee cKopocms Moxcem O0blmb HeO0OYeHeHa U He
O0JIACHA UZ0TUPOBAHHO NPUMEHAMbCS ONsl uckmrovenus: naaudus JII. Coenacno pekomeHoayusm
Esponeiickoeo obwecmea xapouonozos no newenuro u ouaenocmuxe JII' (2015), eeposmuocme
JII' mooicem Ovbimb oyeHeHa KAk BblCOKAs, NPOMENCYMOUHAs U HuskasA. /s obnecuenus u
cmaunoapmuzayuu  evlbopa ypogHsa  eeposmHocmu JII'  npeonodsxcenvt  0onoaHUmMenNbHvle
axoxkapouocpaguuecKue npusHAKU HOMUMO mex Kpumepues, KOmopvle 0CHOBAHbl HA CKOPOCMU
mpuxycnudanvrou peeypeumayuu (Taon. 6) ([Ipunoscenue b). dmu npusnaxu xapaxmepusyiom
pasmep npasozo oicenyoouka (IDK) u eco nepeepysky Oaenenuem, Xxapaxmep CKOpocmu
kposomoka u3z IDK, ouamemp necounou apmepuu u HIIB, a maxoce niowaow III1. Hx
uzmepenue peanamenmuposarno pexomenoayusmu EACVI [65, 67]. Uumepnpemayus IxoKI -
OQHHBIX 6 KIUHUYECKOM KOoHnmekcme eaxcha 0as onpedenenuss nokasanuu k YBKC (Tabn. 7)
(IIpunoosicenue b). B cnyuae gvicoxoti eposmuocmu Hanuuus JII' y cuMnmomMHbIX nayueHmos ux
PEKOMEHOYemcs Hanpasisims 8 IKCHepmHule YyeHmpul 0Jisl OalbHeliule2o 00Cc1e008anus, KI0YaAs
upesseHo3uyro kamemepuzayuio cepoya (4YBKC). V nayuenmos ¢ npomedsncymoyHviM puckom
oanvHeliuiee 006cedo8anue yenecooopazHo 06cyscoams moabKo npu HAIUYUYU aKmopos pucka
unu cocmosinutl, accoyuuposanunvix ¢ JIAI' unu XTOJII. Hanpomus, nayuenmol 6e3 (axmopos
pucka u accoyuuposanuvix ¢ JIAI' u XTIJII' cocmosanuil Hyascoaomcs moivko 8 OUHAMUYECKOM

IxoKapouocpagduyecKom HabaroOeHuU Uil 00CYHCOeHUU albMePHAMUBHO20 OUACHO3A.
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Bonvwoe 3nauenue npu nposedenuu IxoKI umeem oyenxa cucmoauyeckou QyHKyuu
IDK, komopas onpedensem npoecno3 nayuenmos c¢ JIAI. B omauuue om 11e6020 dicenyoouKa,
cucmonuyeckas QyHKyus npagozo obecneuusaemcs 6 OCHOBHOM NPOOOIbHbIM COKpAujeHuem
MUOKApoOa, uYmo MNo360Jsem OYeHUMsb ee C HOMOWbIO NPOCMbIX IXOKAPOUOSPADUUECKUX
napamempos, makux Kax QpakyuonHoe uzmenenue e2o naowaou (DHUII), cucmonuveckas
9KCKypcus naockocmu mpuxycnuoanrvhozo koavya (TAPSE), cucmonuueckas ckopocmv Koabya
MPUKYCRUOATbHO20 KIANAHA 8 MKaHegom donniepocpagpuueckom pexcume (TASV), npooonvras
oepopmayus (Strain), ckopocmsv Oeopmayuu (Strain rate) u uHoekc npPou3B0OUMENTbHOCMU

npasozo xcenyoouka (Tei index) [69, 347].

— Pexomenayercs nposeneHue 3xokapauorpaduu upecnuiieBoaHoil nauuentam c JIIN ans

UCKITIOYEHUS BHYTPUCEPACYHBIX MYHTOB [6, 70, 71].
e EOK ner (YA 5YYPC)

Kommenmapuu: Buviasnenue BIIC — oouwa u3z eajxcnvix 3a0ay 6 OughgepenyuaibHo-
ouazHocmuyeckom aneopumme ooavnoco ¢ JII'. Haubonee wacmoti npuuunoi npekanuiisaprou
JII' no-npesicnemy ocmatomcs cenmaibHvlie O0e@heKnbvl, OMKPbIMbIL APMEPUAIbHbl NPOMOK,
AHOMANBHBLU OPEHANC 1e20YHbIX 8eH U opyeue, 8 mom uucie ciroxcuvle BIIC. Ilayuenmam c
nooo3penuem Ha cenmaibHvle 0e@exmbvl Ul YACMUYHbIN AHOMANbHBIU OPEHANC JIe2OUHbIX BEH
yenecooopasHo BuINOJHAMb UpecnuwesooHoe u/unu Konmpacmuoe (co ecnenennvim 0,9%
pPAcmeopom Hampus Xa0puoa) dXoKapouoepaguieckoe ucciedo8anue 8 CoOuemaHuu ¢ oOpyeumu

memooamu susyanuzayuu (MPT, MCKT ¢ konmpacmuposanuem).

Beumunayuonno-nepgysuonnas cyunmuepaghus neckux

— Pexomenayercs mnpoBeieHHE CUUHTUTpaduu JEeTKUX Nep(y3nMOHHOW B COYETAaHUU CO
cuuHTUrpaduei Jerkux BeHTHIISIHMOHHON narmenTaM ¢ JII' mis uckmouenus XTOJIT [6,
72-77].

e EOKIC (YIAO2YVYVYPA)

Kommenrapun: [Inanapnas eenmunsayuonno-nepyzuonnas (B/I1) cyunmuepagusa neckux
SABNSEMCST CKPUHUHZOBBIM MEMOOOM, NO36OJSIOUUM UCKTIOYUMD MPOMOOIMOOIULECKUT 2eHe3
JII  Omcymcmeue Oeghexmos nepghy3uu npu HOPMAILHOU BEHMUNAYUU NO360J5em C
yyecmeumenvnocmoio  90-100% npomus 51% 6 cnyuae nposedenuss MHO20CPE3080U
KomnviomepHou  momocpaguu  neekux (MCKT) 6 aHneuoepaguueckom  pescume u
cneyuguunocmoio 94—100% ucxkmouume XTOJII' [73]. OcHnosnoe ocpanuuenue OaHHO20

Memooa — 8biCOKAs 005 HEUHPOPMAMUBHBIX PE3YIbMAmos, 0COOEHHO Y nayuenmos cmapuie 75
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Jlem npu Hanuduu 3Hauumou namoaoeuu neekux. Qonako oocmynnocme B/l cyunmuepaguu
neekux 6 Poccuiickou Dedepayuu ocpanuuena KpynHoIMU YeHmpamu @eoepaibHoco 3HAYeHUs,
nOIMOMY 6 OONbUIUHCMEE CNYHAe8 BbINOIHAEMC UCKIIOYUMENbHO NAAHAPHASA Nep@y3UuOHHAA
cyunmuepagua neekux. B omou cumyayuu 0na  uckmouenus J1e204HOU  NAMOA02UU
BEHMUNAYUOHHYIO CYUHMUSPADUIO NIeKUX MONCHO 3AMEHUMb HA penmeeHocpapuio epyoHol
xkanemxu unu MCKT neekux, 6binoinennbie HeOAgHO NO OmHoueHuio Kk cyunmuepaguu. Cnedyem
OmMemums, 4mo maxas NPpaKmuka Ha ce200HAWMHUL OeHb He umeem 0oKazamenvbHou 6aszvl. B
pade uccredosanuil OblLIO NOKA3AHO, YMO OOHOMOMOHHASL IMUCCUOHHAS KOMNbIOMEPHAs.
momoepagus (ODIKT) npesocxooum no wyecmeumenvnocmu nianapuyro B/I1 cyunmuepagpuio
8 NIAHe UCKTIOHUEeHUs. MPOMOOIMOOIUUECKO20 Nopaxcenust pycia ne2ounou apmepuu [14, 75, 76].
Ilpu cosmecmuom ucnonvzosanuu ODIKT u HU3K00030601i KOMNbIOMEPHOU momozpagduu O
ckpununea XTOJII" moocno nosvicumo cneyuguunocmo ODPIKT ¢ 88% oo 100% 3a cuem
803MONACHOCMU OOHOMOMEHMHOU OUACHOCMUKU NAMON0UU Ie2KUX V NAYUeHmo8 ¢ depexmamu
nepghyzuu. Taxou HOGbINI noKazamenv, KAK UHOEKC nepepacnpedeneHusi nep@ysuu JiecKux,
usmepennwil ¢ nomowvro ODPIKT, okazancs 3amemno cuudxceHHvIM y nayuenmos ¢ JIAI" npu
CPasHeHuu C HOPMANLHOU nonyiayuel, u Modxcem 6 Onudcatiuiem Oyoywem cmamo
NOMEHYUANbHBIM Mapkepom cocyoucmou namonoeuu MKK [77]. Hapsady c¢ smum, nedaeHo
NOKA3aHO, YmMO mMakas HOB8As MEXHONO2UA, KAaK mMpexmepHoe MAa2HUMHO-PEe30HAHCHOe
nepghyzuonnoe xapmupoeanue, 001a0aem COnOCMAasUMOu 4y8CMeUmMeIbHOCHbIO NPU CKPUHUHSE

XTOJIT" ¢ mpaouyuonnot nepghysuonnot cyunmuepaguei [78, 79].

Komnbrorepnass tomorpadgusi OpraHoB TpPYAHOH KJIeTKM MW aHruorpadus JeroyHoi

apTepuH U ee BeTBeil

— Pexomenayercs mpoBeAeHHE KOMIBIOTEPHO TOMOTpa(uu OpraHoB IPyIHOM MOJOCTH C
BHYTPUBEHHBIM OOJIFOCHBIM KOHTpacTUpOBaHHEeM BceM narueHtam ¢ JI[' uid BeIsBiICHUS
npuumH 3aboneBanus [6, 43, 72, 80-89].

e EOK IlaC (YA4 2 YVYPB)

Kommenmapuu: Komnviomepuas momoepagua (KT) opeanos epyonou nonocmu ¢
BHYMPUBEHHBIM OOIIOCHBIM KOHMPACMUPOBAHUEM — WUPOKOOOCHYNHbII MemOoO UCCLe008aHUS,
€ NOMOWBIO KOMOPO20 MONCHO NONYYUMb 8ANHCHYTIO UHDOPMAYUIO 0 NAMON02ULU COCYO08, cepiya,
napeuxumsl jgeckux u opeanog cpedocmenus. Ilo pesynomamam KT modcno 3anodospums
Hanuyue JII', udenmugpuyuposame npuuuny JII, maxyro kax XTOJII" unu 3ab6oresanue n1eeKux,
gviasume npuznaxu JIAI-accoyuuposannvix cocmoanutl (Hanpumep, ounamayus nUwesooa npu

CCH unu Hanuuue 6poHCOEHHO20 NOPOKA cepoya), a makdxHce HONYYUMb UHGOpMayuro o
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npoenoze 3abonesanusn [80]. Ilokazano, umo maxue Npu3HaKuU, KAK yeeiuyeHue ouamempa
ne2ounou apmepuu (= 29 mm), coomHouleHue OUAMempos JIe20YHOU apmepuu K 80Cxoosuyet
aopme > 1,0 u coomHoweHue ouamempa cecMeHmMapHou apmepuu K ouamempy 6pouxa donee
yem 1:1 6 mpex unu uemvipex OONAX J€2KUX, UMEIOM BbICOKVIO CHeyuduuHoCms Ol
ouacnocmuxu JII' [81, 82]. MCKT noseonsiem Oemanvho SU3yaiuzuposamv NAPEeHxumy u
OYeHUMsb UHMEPCMUYUATbHBIE USMEHEHUs] Ie2KUX ) NYIbMOHON02UYECKUX NAYUEHMO08, NOMOo2as
mem CcamvlM NPASUILHO UHMEPRPEmupo8ams pe3yibmamvl KOMNJIEKCHOU OYeHKU QYHKYuU
gHewne2o ovixanus. [lomumo smozo, Mynrbmucpe3o08as KOMNbIOMeEpPHAs momozpagus — 3mo
0CHOBHOU Memoo Juacnocmuku BOBJI. Xapaxkmephvie uzmeHenuss 8 ude uUHmMepCcmuyuaibHO20
omeKa 1ecKux ¢ YeHmMpanibHbIMU 3aMeMHEeHUAMU 8 GUde «MAmo8o20 CMEKLa» U YMmoaujeHuem
UHMPANOOYIAPHBIX Nepe2opodoK yKasvleaiom Ha ouacnoz BOBJI; k dononHumenvHbiM HAX00KAM
cnedyem omHecmu aumgpadeHonamuio u 8vlnom 6 niespaivrou noirocmu [83, 84]. Cnedyem
omMmemums, 4mo U3MEeHeHUs 8 8Ude «MAamoeo20 CMeKIay Mmunuynvl ons nayuenmos ¢ XTIJIT,
ABNAACL Cle0CmeueM 8eHMUIAYUOHHO-NEPpPY3UOHHBIX Hecoomeemcmeuil. Pejice uzmenenus no
MUNY «MAamoo2o CMeKIa» 8CMpeyaomces y nayueHmos ¢ oaneko 3auwieouumu cmaouamu JIAI
[80]. B kauecmee Oononnumenvhvlx Haxoook, xapaxmepuvix oas JII, nepeoko 6visaensomcs
Kanvyugurkayus u U38UMOCMyb JIe20YHOU apmepuu, Ovlcmpoe ee Ccyicenue K nepugepuu,
eunepmpousa u ounamayusa IDK, yeenuuenue coommouienuss ouamempos npagozo u 1eso2o
JHceny0ouKa, pacuuperue OpOHXUANbHBIX apmeputi, a makice 3a6poc KOHMpPAcma 8 ne4eHoyHvle
senvl. MCKT opeanog epyonou Kiemku ¢ KOHmMpAcmublM YCULeHUeM U 8bINOJHEeHUeM 8eHO3HOU U
apmepuanvHoll ¢az a6aaemcst 0CHO8HbIM mMemooom ouacnocmuku BIIC, XTOJII u cocyoucmuix
manvopmayuii. Ilpu smom 6 cayuae XTOJII' oanusiii memoo susyanuzayuu pycia ie204Hou
apmepuu nomozaem 8 onpeoeleHuu OonepaderbHOCMU NAYUeHmMOos8, OUEeHUBAs Mopdonocuio
MPOMOOMUYECKO20 NOPANCEHUs. PYCIA Ne20YHOU apmepuu. Haaudue OKKIO3UU OCHOBHBIX UIU
oonegvix eemeeli JIA unu npesanuposanue cecMeHMapHO20 U CYOCe2MeHMAaAPHO20 YPOBHSL
nOpadicenusi ¢ HaIuYueM SHYmMpucocyoucmlx msoicetl, cemeti uiu nepemsxcex [85, 86, 87].
MCKT opeanos epyoHoil KlemKu s611emcs GaAdNCHbIM UHCHPYMEHMOM C80€8PEMEHHO20
oughghepenyuanbHo20 OUACHO3A MAKO20 2PO3HO20 OCIONCHEeHUs MPAHCKamemepHol OalI0HHOU
AHSUONNACMUKY  JIe20YHOU apmepuu, Kak penep@yzuonnsiti omek neckozo [88.]. Taxoii
OMHOCUMENILHO HOBbIUL MemoO KAK O08YXIHep2emuyecKas KOMNbIOmepHas momozpagus ¢
NOMOWbIO NOCMPOEHUs. UOOHBIX Kapm NO0380Jem OYeHUms COCmosHue nepgysuu nekux oes
npumMeHenUuss paOUOHYKIUOHBIX Memo008 ucciedoganus. OOHAKO OAHHBIX O 4Y8CMEUMETbHOCMU
u cneyuguyHocmu 0aHHo20 mMemooda ¢ yenvio ouggepenyuanvrozo ouaernoza JIAI u XTOJII 6

Hacmosiujee 8pems He00Cmamo4ro 0Jist pymutnnoeo npumenenusi [89].
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— Pekomenayercss mpoBefeHHE aHTHOTpaguM JIETOYHOM apTepuuM W €€ BETBEH IpH
oOcnenoBanun nampeHToB ¢ XTOJIIT M BpOXKAECHHBIMH AHOMAIUSAMH Ul OLEHKH HX
onepabensHOCTH [6, 72].

e EOK IlaC (YA 5 VYP C)

Kommenmapuu:  Hneasuenas — ameuocpagus  1e2ounol — apmepuu U ee  eemaell
(aneuonynoMonocpaghus) 00NHCHA BKIIOUAMb 8 ceOsl NPAMYIO U OOKOBYIO NPOEKYUID KAHCO020
J1e2K020 8 pexcume cyomparyuu u oyenusamocs 6 covemanuu ¢ MCKT-aneuoepagueii necounou
apmepuu. Pewienue 6 noib3y GblNOIHEHUs MPOMOIHOAPMEPIKMOMUY U3 Ie20YHOU apmepull Uiy
OANNIOHHOU ~ AHSUONIACMUKY 6emeell JN1e20YHOlU apmepuu  NPUHUMAEemcsl KOJIe2UATbHO 8
axkcnepmuom yeumpe JII' [90]. Aneuonynvmonoecpagpus neobxoouma Onsi  GU3VAIUAYUU
apmepuoB8eHo3HbIX Manbpopmayuti aeekux u Hexomopwvix BIIC (omxpvimulli apmepuanvbHblil
NPOMOK, AHOMATILHBIL OPEHANC Ne20UHbIX 8eH) Ol OANbHelue20 00CYHCOeHUsT BO3ZMONICHOCTIU

xupypeuueckoti koppexyuu [91].

— Pexomenayercs mpoBeNeHHE ~ MarHMUTHO-PE30HAHCHOW  ToMmorpaguu  cepama U
MarucTpaibHbIX cocynoB mnanueHtam c¢ JII' Ay oueHku CTpyKTYpHO-(PYHKIIMOHAIBHBIX

M3MEHEHHI [TPaBOT0 JKEIyI0UKa U JIEro4HoM aprepun [92-99].

e EOK ner (Y12 YVYP B)

Kommenmapuu: Maenumno-pe3onancnas momoepadus cepoya u Maucmpanbhblx COCy008
(MPT cepoya u mazucmpanvbHuix cocyo08) — 3mo MOoYHbL U B0CNPOUZBOOUMDLU MEMOO 8 OYEHKe
pazmepa, mopgonocuu u QyHKYuu npagoco HceryoouKkd, OH NO360Aem UMEPUNMb KPOBOMOK
HEeUHBA3UBHLIM CNOCODOOM, GKNIOUAs YOApHbll 00beM, cepOeuHblli 8blOPOC, DPACMANCUMOCD
JIe204HOU apmepuu U MAccy npagozo dxcenyoouka. Y nayuenmos ¢ nooospenuem na JII' nanuvue
OMCPOUEHHO20 HAKONIEHUSl 2A00UHUS, CHUMICEHUe PACMANICUMOCMU JNe20YHOU apmepuu U
PEMPOSPAOHbIL MOK UMEIOM  8bICOKYIO NpOSHOCmuYecKylo 3nadumocmo. [92, 93, 94, 95].
Oonako nu ooun uz napamempos MPT cepoya ne nozeonsem uckuouums JII'. V nayuenmog c
nooospenuem na BIIC MPT cepoya modxcem 6Ovimb noNe3HbIM MEmMOOOM Npu HEOOHO3ZHAUHbIX
pesynomamax IxoKI -uccnedosanua u MCKT. /lannvie MPT cepoya mozym ucnonvb3o8amvcs 6
oyenke npoenoza y nayuenmos c JIAI [96, 97, 98]. MP-anecuocpagpus ¢ xommpacmuvim
ycuneHuem u 6e3 He2o umeem c8ou NepCnekmugbl 8 U3y4eHuu cocyoucmoz2o pycia y NAyueHmos ¢

npeononazaemoun XTOJII, ocobenno y OepemeHHbIX Npu NOOO3PEHUU HA XPOHUYECKUe
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mp0M603bl, MONOObIX nayuermoes ujiu npu Haiuvduu npomueonoxas’aHuﬁ K UCnojlb306AHUIO

tlo0ocodepaicamux KoHmpacmuwix cpeocms [99].

— Pexomenmyercs mpoOBEACHHUE YIBTPA3BYKOBOTO WCCICAOBAHMS OPraHOB OpFOIIHOM
MOJIOCTH (KOMIUIEKCHOTO) BceM marueHTam ¢ JII' s MCKITFOYeHUs MaTOJIOTHH IeUCHH
u/vnu nopranbHoi runeprensun [6, 100].

e EOK IC (Y5 YYPC)

Kommenmapuu: Yivmpazeykogoe ucciedosanue opeanos OPOWHOU NOIOCMU MOHCEM NOMOYb 8
ouaenocmuxe maxux JIAI-accoyuupogsannvix cocmosnuil, Kax NOPMATbHAS 2UNEPMEH3UsL.
Ilpumenenue KOHMPACMHBIX CPEOCME U YEEMHO20 OONNIAEPOBCKO20 KAPMUPOBAHUS NOSbIULAEM
mounocmes  ouacHocmuxu. (OOHAKO Haluyue MNOPMATLHOU UNEPMEH3UU Modcem  Obimb
00CMOBEPHO NOOMBEPHCOEHO UNU UCKTIOUEHO MONbKO 60 epems evinoanenuss YBKC nymem
usMepeHus 2paoueHma OasieHus Mexncoy C80000HbIM OdGleHUeM 6 NeYeHOUHOU 6eHe U

oaeieHuem 3aKIuHusanus 6 neuenounoti eere [100].

— He pexomenayetcst mpoBenenue ouoricuu Jierkoro namuenTam ¢ JIAD mis Bepudukanun
JIuarsosa [6].

e EOK IIIC (Y15 YYPC)
Ype3BeHO3HAsI KaTeTepU3alusi cepamna

— PexoMenayercs MpOBEICHHE YPE3BEHO3HOM KaTeTepH3alldd Cepila MalueHTaM ¢
noao3penneM Ha Haauuure JIAD Ui MOATBEPKICHUS IUArHo3a W ONpEAE/ICH s TAKTHKH
neuenwus [6, 12, 43, 101-114].

e EOK IC (YIUI3 VYPB)

— PekoMmenmyercss mTpoBeleHUE UYPE3BEHO3HOW KaTETEpU3allMU Cepilla MaIlMeHTaM C
XTOJII' nns mMOATBEP)KIACHUS JMArHO3a M ONPEICICHHUS TaKTHKU JiedeHus [6, 12, 43,
101-114].

e EOKIC (Y3 YYPB)

— PexomenmyeTcs MpOBOIWTH UPE3BEHO3HYIO KaTeTepu3aluio cepaua mamueHtam c JII
TOJIBKO B YCIOBHUSX OKCIIEPTHOTO IIEHTPAa BBHUJAY CJIOKHOCTH BBINIOJHEHUS U
MOTEHIMAILHBIX PUCKOB JJIs TIAIMEHTa, CBSI3aHHBIX C Mpoueaypoii [6, 12, 43, 101-114].

e EOK IC (VIUI3 YYPB)
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— PexomeHayeTcsl BBINOJIHEHHE TUArHOCTHYECKOIN UYpEe3BEHO3HOH KaTeTepHu3aluu cepira
nanueHtam ¢ BIIC mis ouenku onepadensuoctu [6, 70, 71].

e EOKIC (YIUI5YVP C)

— Pexomennyercs mpoBeneHHUE YpPE3BEHO3HOW KareTepus3alMy cepjla NalueHTaM cC
MaToJIOTKeH JIEBBIX KaMep cepaua (rpymnmna 2) wid natoyiorueit gserkux (rpymma 3) nepen
TpaHCIUTAHTALMEH cep/Iia, JeTKUX WM KOMILIeKca cepare-ierkue [6, 217, 219].

e EOKIC (YIJI5YYPC)

— PexoMenayeTcss paccMOTpEeTh BO3MOKHOCTh IIPOBEICHMSI UPE3BEHO3HOM KaTeTepu3aluu
cep/la y MalKMeHTOB C IMOJ03PEHHEM Ha IMAaTOJIOTHUIO JIEBBIX KaMep cepiaua (rpymnmna 2)
WM TATOJIOTHIO JIerKuX (rpynna 3) mpu HedPPEeKTUBHOCTU CTAHJAPTHOM TEparuu JUIs
mddepeHnnanbHOTO TMarno3a v BeIbopa crpareruu jiedenus [6, 12, 43, 101-114].

e EOK IIbC (YAA5 VYYPC)

— PekomeHnayercs mpoBeieHHE YPE3BEHO3HOM KaTeTepU3alnu cepaa y maiueHToB ¢ JIAD

u XTOJII anst onenku s dextuBHOCTH euenus [6, 12, 43, 101-114].
e ESCIIaC (YA 5VYYPC)

— PexkoMenn0BaHO M3MepeHHE KOHEUHO-TUACTOJIMYECKOTO JaBJICHUS B JIEBOM KEIIYJIOUKE
(K44 JDK) mnamumentam ¢ JIIT B pamkax 30HAMPOBAaHUS KaMmep cepana Ipu
HEBO3MOXKHOCTH OIPE/ICIICHUS NaBJICHUsI 3aKJIMHUBaHUs JierouHoit aprepuu ([3JIA) [6,
101-110].

e EOK IIaC (YAA5YYPCQC)

Kommenmapuu: /[ns eepucpuxayuu JII', onpedenenus cemoOuHamuuecko2o 8apuanma, OyeHKu
cmeneHu 2eMOOUHAMUYECKUX HAPYUIeHUU, a MaKaice 0I5l NPO8eOeHUs 6A30PeaKmMUEHO20 mecma y
nayuenmos ¢ UJIAL, nacneocmsennou/nexapcmeennou JIAI" II-11I @K nokazana upesseno3nas
kamemepuzayusi cepoya (YBKC). UYBKC oomicna npogooumscs nocie GulNOIHEHUsl Cex
OCMANbHLIX  Memo008 00C1e008aHUsI Ol CYIHCeHUs 2PYNNnvl NAYUEHMO8, MpedVIouux
Kamemepuszayuu.  Pe3ynomamvl  UHBA3UBHBLIX — USMEPEHUU  2eMOOUHAMUKU  clledyem
UHMepNpemupo8ams 6 KOHMeKCme KIUHUYECKOU KapmuHbl U OQHHBIX GU3YATUSUPYIOUSUX
memooos uccnedosanus, 6 ocovennocmu IxoKI. Ilpoyedypa YBKC umneasusunas, HO puck

paseumu OCNOJCHEH UL npu ee€ 6blNOJIHEHUU 6 IKCNEPNIHbIX UYeHmpax JII, 6 mom uwucne u
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Gpamanvnvix  (0,055%), «xpavne nuzox [101]. YBKC sensemcs mexHuuecku CILONCHOU

npoyedypou, mpeodyrowei om UCNOIHUMENS OO0IHCHO20 ONbIMA U GHUMAHUA K O0emansim O

NOMYYeHUss KIuHu4ecku noaesHou ungpopmayuu. Ocobennoe 6Humanue caedyem yoeniamo

czze@yiou;um MOMERmMAaAm.

Hccneoosanue npoeooumcs 6 nonodcenuu jedxca HaA  ChuHe, € NOCMOAHHLIM
MOHUMOPUH2OM OCHOBHBIX (usuonocudeckux napamempos. Cocyoucmolil 00Cmyn uepes
BHYMPEHHIOI0 APEMHYIO 8E€HY UMeenm NPeuMyuecmseo nepeo UCHONb308AHUEM OPY2UX 6€H,
NOCKOJIbKY AGTIAEMCs KpAmYauuM K NPagblM Kamepam cepoyd.

Buewnuti npeobpazoeamenv oOasénenus (mpaucoviocep) 0oaxceH Ovbimb OOHYIEH 8
NONOJCEHUU NAyueHma nexca Ha ChuHe HA YPO8He CPeoOHe2PYOHOU JUHUU, KOMOpasl
paccuumolgéaemcs Kak HON0BUHA PACCMOSAHUSA MeHcOy Nnepeonel 2pyOuHHoU auHuel u
NOBEPXHOCMbIO KPOBAMU U COOMBENCMEYem YPOsHIO 18020 npedcepous [102].
Jlasnenue 0oaxcHo ObiMb USMEPEHO 8 Ne20UHOU apmepuu, 8 nonoxcenuu [3J14, ¢ npasom
JHcenyoouke U npasom npeocepouu. Bce uzmepeHus: 00NdHCHbL BbINOIHAMBCA 8 KOHYE
HopMmanvHo2o evlooxa. Ilpu ucnonvszoganuu kamemepa ¢ OAQLIOHYUKOM HA KOHYE,
OannoHyux cnedyem paz0y8amv 8 NpasoM npeocepoul U nocied08ameslbHo Npoosueams
00 docmudicenuss no3uyuu 3axnunueanus. Henvszsa coyeamv u pazdysamv OAnIOHYUUK 6
oucmanvbHomM omoese JIe20YHOU apmepuu, MmaxK Kaxk Mmaxol MAaHesp C8d3aH C PUCKOM
paspuiea necounol apmepuu. /[3JIA aensemcs cyppoeamusvim noxkazamenem O0A81eHUs 8
nesom npeocepouu u K/ JDK, nosmomy 6 pacuem ciedyem bpamov cpeonee uz mpex
usmepenuti. B cayuae commenus 01 noomeepiicoeHus OOCMUNCEHUS NOLONCEHUS
3AKNUHUBAHUSL 803MONCEH OOHOMOMEHMHYIL 3a00p KpOBU HA AHANU3Z: CAMYpPaAyusi 8
3abpanHomM 0bpasye Kpogu OO0NNHCHA COOMEEMCMBO8AMb YPOGHIO 6 CUCMEMHOM
kposomoxe [102]. Humepnpemayuro J{3JIA cnedyem nposooums ¢ yuemom KIUHUYECKUX
OGHHBIX, MAK KAK Y 00HO20 U MO20 Jice Nayuenma 3mom noKa3amelb MOXCem MeHAmbCs
¢ meuenuem epemenu [103]. K[ JDK mak xce, kax u J[3JIA, ompadicaem oaerenue 8
J1e60M npeocepoun. Imo 06Cmoamenbcmeo Cayrcum Qu3uoIocUYecKum 0O0CHOBAHUEM
B03MOJCHOCMU  UCNONIb306AHUSL 6 pacuemax nokasameneti cemoounamuku MKK
(MPAHCNYTbMOHAILHO20 2PAOUEHMA U N1e204YH020 cocyoucmozo conpomugnenus) K/
JDK emecmo J[3JIA 6 cayuasax mexHuyeckux 3ampyoOHeHull ¢ OOCMUdICEHUeM
3aKIUHU6AHUS 6emeu ne20yHou apmepu. OOHAKO HeoOXOOUMO NOMHUMbB O MOM, UYMO
npU MANCENbIX NOPOKAX MUMPATLHO20 KIANAHA (MUMPATLHOM CIMEHO3€e U MUMPATbHOU
neoocmamoynocmu -V cm.) K[/ JDK Hedooyenusaem — OagieHue 8 J1e8OM

npedcepduu u, maxKkum 06pa30M, He Modcem UCNOAb308ambCsl Ol pacuenmos
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nokazamenei 2cemoounamuxu MKK. Cnedyem nomuums, umo y HAYUEHMOB C
3abonesanusmu nesvix kamep cepoya /[3JIA moocem cuudicamvcs menee 15 mm pm. cm.
Ha ¢hone mepanuu ouypemurxamu [104, 105, 106]. B noooduwix ciyuasx, a makice O0is
npogedenuss  oughgepenyuanvrozo ouacnosa medxcoy JIAIT u JII'  ecredcmeue
OUACMONUYECKOU  OUCHYHKYUU  1eB020  JICENYOOUKA 00CYHCOAemcs. BO3MONCHOCHLb
nposedeHuss oCmpou 0O0HOU Hazpy3ku 6 eude 60oatocHo2o esedenus 500 mn 0,9%
pacmeopa Hampusi Xxaopuoa ¢ noemopuvim uzmepenuem J3JIA [107]. Oonako 6
Hacmosuee epems omcymcmaeyom ybeoumenvhbie 0oKazamenbcmad,
noomeepxcoarowue 6e30nacHocmsb U OUACHOCMUYECKVIO YEHHOCMb MaKo20 Nnooxood,
ymo oepanuuusaem e2o pymunnoe npumernenue [108, 109, 110]. s uoenmugpurayuu
nayueHmos ¢ OUuacCmoIUYecKoUu OUCHYHKYUel 1e6020 XHCelyoouKa, a makdce Ois
OUHAMUYECKO20 HAOII00EHUsT NAYUEHMO8 C YPOBHEM CpPeOHe20 OaGleHUs 8 Jle20YHOU
apmepuu (20—24 mm pm. cm.) modcem bdvimv nonesna oyenxa cemoounamuxku MKK npu
Qusuuecxoni naepyszke [12, 11, 112, 113]. Oonaxo nHa cec0OHAWHUL OeHb SMOM Memoo
makdce He CMAaHOApMu3UPOBAH U HYHCOaemcs 6 OdlbHeluleM UCCIe008AHUU Nepeo
BHEOpeHUeM 8 PYMUHHYIO KITUHUYeCKYI0 Npakmuky [43].

Bo epemsa kamemepuzayuu 0ondxcen ocywjecmeisimscs 3a00p apmepuanvHol, 8eHO3HOU
Kposu u3 npasoco npeocepousl U CMEUWAHHOU (71e204Has apmepusi) 8eHO3HOU KpPO8U C
onpeoenieHuem 2a308020 COCMABA KPOSU 8 YCILOBUAX ObIXAHUS AMMOCHEPHbIM 8030YXOM U
8 OMCYmcmeuu UHeAIAYUY Kuciopooa™*. Ilpu nodospenuu Ha aHOMATbHBIL OPeHaAdlC
JIE2OUHBIX 6€H OONOJHUMENLHO OO0ANCEH Oblmb ocywecmenen 3a00p Kposu O
oKcumempuu u3 6epxHell u HudicHeu noavix eeH. Camypayusi KUCiopooa 6 1e204HOU
apmepuu > 75% ceudemenvcmayem 0 HAIUYUU N1€680-NPABOSO ULYHMUPOBAHUS KPOBU U
mpebyem HacmopodiceHHocmu 8 omuoutenuu Hanudus BIIC.

MunymHuulil 00vem Kpo80ooOpawieHus ciedyem uzmepanms MemooomM mepmMOOUTIOYUU UIU
npamvim/menpsamoim  memooom QDuxa. Pexomenoosano mpexkpamuoe uzmepeHue
MUHYMHO20 00beMa KposooOpaujeHus MemoooM mMepMOOUTIOYUU, NOCKOTbKY SMOm
Memoo0 no3eoJisienm NoAYy4ums 00CMOBePHble pe3yabmamvl 0ddice y Nayuenmos ¢ HU3KUM
CepoOeunbiM 8bIOPOCOM U/UNU MAXCENOU MPUKYCRUOANbHOU pecypeumayuei [114]. 'V
nayuewmos ¢ GHYMPUCEPOSUHbIMU UWIYHMAMU Ol UBMEPEHUs CepoeyH020 8blopoca
00J12iCeH NPUMEHAMbC MOAbKO Memoo DuKka, max Kaxk Memoo mepmoouioyuu 8 OaHHOM
cyyae HemoueH ecieocmasue parnel peyupkyrayuu esedennozo 0,9% pacmeopa nampus
xnopuoa. /[na evinoanenus pacuemog memooom Puxka mpedyemcs npamoe uzmepeHue

nompebienus KUciopooda, Komopoe MAaio00CmynHo 8 wupokou npaxmuke. Ilpu
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Henpamom Mmemode @Duka ucnoavb3yemcs nokazamenv OOJINHCHOU NOMpeOHOCmU 8
Kuciopooe, KOmMOpAs paccuyumvléaemcs npocpamMmon uUcxoo0si u3z pocma u 6eca
nayuenma. Taxkou nooxo0 npuemiem, HO OOCMOBEPHOCMb Memood 6 IMOM Cayude
HEeCKONbKO CHUMNCACMCHL.

Jlannvie, nonyuennvle pacuemuvim nymem uz noxazameneu YBKC, exnouarowue cpeonee
oasienue 8  JIe2OYHOU  apmepuu,  MpPAHCHYIbMOHAIbHLIYL — epadouenm  (TIII),
ouacmonuyeckuii.  nyavbMoHanvuwl  epaouenm  (HIII),  necounoe  cocyoucmoe
conpomuenenue (JICC) u cepoeunviti unoexc (CH), ucnonwvsyromcs 6 onpeoenenuu
eemoounamuiecko2o eapuanma JII' u cmpamuguxayuu pucka nayuenmos. Popmyiavl
pacuema OCHOBHbIX 2eMOOUHAMUYECKUX nokazameneu npueedeHvl 6 maobauye 8

(IIpunoscenue b).

PexomennoBano mnamuentam c¢ WJIAIL, nacnenyemoit JIAI, JIAD, wuHaynupoBaHHOM
IIPUEMOM JIEKAPCTBEHHBIX IIPENApaToB WIM TOKCHHOB, IPOBEJCHHE Ba30PEAKTHUBHOTO
tecta Bo BpeMs UBKC s onpenenenus mnoTeHIHaNbHON 3PQPEKTUBHOCTH JIEUEHHUS

O0KaTopaMu «MeIIeHHBIX» KanblueBbix KaHamos (BKK) [6, 43, 115, 116].

EOK IC (YIS VYPC)

PexomenaoBaHo mpoBeicHHE BazopeakTUBHOTO TecTa namuentam ¢ MJIAL, nacnenyemoit
JIAT, JIAT', maayuupoBaHHOW MPHUEMOM JIEKAPCTBEHHBIX IpPENapaToB WM TOKCHHOB,
TOJBKO B YCJIOBHUSX OSKCIEPTHOTO IIEHTPAa B CBS3U CO CJOXKHOCTHIO BBITIOJTHEHUS H
HHTEepIpeTanun Janusix [6, 43, 115].

EOK IC (YAJ5 YYPC)

Pexomennyercs npu HpOBEACHUM Ba30pEakTUBHOro Tecta mnaumeHtam ¢ WJIAT,
Hacnenyemoi JIAL, JIAD', uHaynMpOBaHHON PUEMOM JIEKAPCTBEHHBIX IPENapaToB WU

TOKCHHOB, B KauecTBe Bazoauiaaratopa MKK npumensts unramsaiponssii NO [6, 117].

EOK IC (YAA5 YYPC)

Pexomenayercs pacCMOTPETh BO3MOXKHOCTb IIPUMEHEHUS] UHTAJSIUOHHOIO MIIONPOCTA B
kauecTBe BazoauinaTtatopa MKK npu nmposeneHnn Ba30peakTHBHOIO TECTA MALUEHTaM C
WIIAT, mwnacnenyemout JIAI, JIAI', uWHAYIMpPOBAHHOW IPHUEMOM JIEKAPCTBEHHBIX
npenaparoB Wi TOKCHHOB [6, 117].

EOK I1bC (YI5 YYPC)
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— PexoMeHayeTcs IPUMEHAThH CIIEAYIOIINE KPUTEPUN Ul OLIECHKM Ba30pEaKTUBHOI'O TECTa
KaK II0JIOKUTEJIBHOTO: CHIKEHHE CPEIHEro JaBJeHUS B JIETOYHOM apTepuud Ha >
10 MM pT. CT. TIpU YCIOBUHU IOCTIKEHHS a0COMIOTHBIX 3HaueHWd < 40 MM pT. cT. B

COUETaHUM C HEU3MEHHBIM WUJIU YBEIMYMBILIMMCS CEpACUHBIM BbIOpocoM [6, 43, 115].

e EOKIC (YIJI5YYPC)

— He pexomennmyercs ucnonbs3zoBath bKK, kxuciopoa*™*, cunnenadun u apyrue npenaparsl,
camkaromue nasineHue B MKK, mpu mpoBeneHMHM OCTpOro Ba3OpEakTUBHOIO TECTa
nanuentam ¢ WJIAL, wnacnenyemoirt JIAI, JIAI, wunaynupoBaHHOW mnpHeMOM
JICKapCTBEHHBIX MPENapaToB WK TOKCHHOB [6, 43, 115].

e EOKIIC(YAAS5VYYPCQC)

KommenTapuu: Kpumepueg nonoosicumenbHo2o 6a30peaxmuHo2o mecma 00Cmueaom
ne 6onee 10% nayuenmos ¢ UJIAL. Ilpu ompuyamenvrom 8azopeaxmusHoOM mecme uiu

HEBO3MOINCHOCNIU 6bINOJIHEHUA 6A30PEAKNMUBHO20 mecma mepanusl BbKK ne noxaszana.

Koponaporpagus

— PekomenmoBano mpoBeneHue KopoHaporpadum mnamueHtam ¢ JIAIT npu Hamwyum
CUMIITOMOB CTEHOKapJIuu UiIH (PaKTOPOB pUCKa HIIEMUYECKO O0JIe3HH cep/ia, a TakkKe
MpU TUIAHUpYIOIIEMcS ornepatuBHOM JiedeHun XTOJII' wim nepen TpaHCIIaHTalMEH
nerkux y maruentos ¢ JII' [6, 346].

e EOK I1aB (YL 5 VVP C)

2.5 nple JUATHOCTHYECKHE MCCIe0BAHUS

I'eHeTn4eckoe o0cIe0BaHNE

I'enernueckoe koHcynpTUpOBaHME nanueHTaMm c JIAI' ciengyer npemiarate B MHAMBUAYAJIbHOM
nopsiike. C yd4eTOM BO3MOKHOTO BIIMSIHUS ITOJIOKMTEIBHOTO WJIM OTPULIATEIBHOIO pe3ysbTaTa
Ha TMCUXOJIOTHYECKOE COCTOSHUE OOJBHOTO T€HETHYECKOE TECTHPOBAHHE U KOHCYJbTAllUU
CleqyeT MpPOBOJUTh B YCIOBMSIX MYJIbTHAUCUMILIIMHAPHOTO TOAXOJA C IPUBJICUYEHUEM
cnenuanucToB 1o JII, KOHCYIbTaHTOB TE€HETMKOB W  IICHXOJIOTOB. I'eHeTmueckoe
KOHCYJIbTUpOBaHHE M  CKpUHMHI BMPR2-myrammmu  pexomeHayercs  MamueHTaM  Cco
cnopaguueckumu  popmamu MJIAT, JIAT, accouummpoBaHHOIl ¢ HpueMOM MpenapaToB s

JICUEHHs] OKUPEHUS LIEHTPAIbHOTO AEUCTBUS, U ceMelHbIx (opmax JIAD [37]. Ecmu BMPR2-
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MyTaius He 0OHapyxeHa, To nanueHTam ¢ cemeitnoit JIAI', mauunentam ¢ UJIADT monosxe 40 et
Wi npu Bo3HUKHOBeHUHM JIAI' y mamueHTa C CeMEHHBIM aHaMHE30M HacCJIEACTBEHHOU
reMOpPpParun4eckoil TeIeaHrno3KTa3ud MOXKET OBITh MPEUIOKEH CKPUHUHT HAa HAJIMYME MyTalui
B reHax ACVRL1 u ENG. IIpu otcyrctBun myranuniit BMPR2, ACVRL1 u ENG-renoB Bo3MoXxeH
nonck 6onee penkux myranuii (KCNK3, CAV1 u tak nanee). [lanmeHTOB cO criopaan4eckoi uiu
cemerinoii gopmoit BOBJI/JIKI' cnenyer oGcnenoBate Ha Hammune EIF2AK4-myranwmit [118].
[TpucyrctBue Omamnensrori EIF2AK4-myramum nocTaTodHo Ui TOATBEPXKICHHS IHArHO3a
BOBJI/JIKT' 6e3 ructosoruyeckoro uccienoBaHus. BBuay Manoi JOCTYMHOCTU T'€HETUYECKOrO
TecTUpoBaHus opdanHoil maronoruu B Poccuiickoit denepannyu reHETUYECKOE TECTUPOBAHUE

OTHOCHUTCSA K JOIIOJIHUTCIIBbHBIM METOJaM O6CH€I{OBaHI/I${ Y NaeHTOB C JIAT.

— PexomennoBaTh B MHAMBUIYATHHOM MOPSIKE MPOBEACHUE T€HETHISCKOTO TECTUPOBAHUS
nanuentam ¢ MIAT, cemeiinoit JIAT u JIAIL', acconunpoBaHHON C TPUEMOM ITPENAPATOB
JUISL  JICYCHHUS OXUPEHUS ICHTPATBHOTO JICUCTBUS, a TaKkKe OCCCUMITOMHBIM
POJCTBEHHUKAM TEPBOM JIMHUW TAIMEHTOB C W3BECTHBIMH MYTAIMSIMU JUIS BBISBJICHHS
rpymimsl pucka passutus JIATL [37].

e EOKHer YAA5VYYPC)

2.6 JINarHocTHYeCKU aJIrOPUTM

C ydyetom HeoOxomumocTu panHed nuarHoctuku JIAIT u XTOJII, 3aboneBanuii ¢ KpaiiHe
HEOJIaronpusATHBIM MPOTHO30M, JUArHOCTHYECKUN alrOpUTM ObLI MEPECMOTPEH IKCIEpTaMu B
2018 romy W ONTUMHU3UPOBAH IYTEM YETKOTO pa3rpaHUuYEHUs IMEPBHYHOTO 0OCIIeI0BAHUS
MalUEeHTOB BHE 3KcneprHoro ueHtpa JIAIYT u  jganpHeidmero  Crnenuagau3HupOBAHHOIO
n000cne0BaHusT OTOOpaHHBIX MAIlMEHTOB B JKCIEepTHOM LeHTpe. Kpome Toro, mosBuiachk
omnmusi OBICTPON OTIPaBKU B OSKCIEPTHBIA LEHTP MAMEHTOB, OTHOCAIIMXCS K KaTEeropuu
BBICOKOTO pucka pa3putus JIAI, a Takke ¢ BBICOKOW U MPOMEKYTOUHON BeposTHOCTHIO JII' 1o
nanabiM  OxoKI'. K »atoit kareropum otHocsitcsa marmuentsl ¢ C3CT, BIIC, nopranbHO#
runeprensueil 1 BUY-undexnueit [43]. [luarHocTuueckuii anropuTM MpeAcTaBlIeH Ha PUCYHKE
1 (ITpunoxxenue b).

OOcnenoBaHre HayMHAeTCsl ¢ MOMeEHTa mpexAnonoxeHus Hamuuus JIIT y GombHOTO.
Hoctarouno dacto JII' oOHapyxmuBalOT ciy4ailHO BO BpeMs TpaHcTopakainbHOro IxoKI -
WCCIEAOBaHUs, BBIMOJHAEMOIO 1O JpyruM mnoka3zaHusM. OxoKI'  sBiseTcss OCHOBHBIM
WHCTPYMEHTOM CKpPUHUHTA, Kiaccupuiupys BeposaTHocTh Hamuuwst JII. Tlpu BbIsBiIeHHH

IIPOMEXYTOUYHOM WM BBICOKOHM BeposTHocTH JII' manmeHTsl BBICOKOTO pucka pas3Butus JIAI
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JOJDKHBl HE3aMEUIMTEIbHO HAMpPaBIISTHCS B SKCIEPTHBIM LEHTp Uil pooOcnenoBaHus. s
COTJIaCOBAHUS ATOTO IIara MOKET MPUMEHATHCS 3a04Has WIM TEIEMEIULMHCKAs KOHCYIbTalUs
co crenuanucroMm JIAI-nientpa. [lanuentam ¢ Huzkoi BepositHocThIO JII' M (hakTopamu pucka
paszsutus JIADI mnu XTOJII' nokazano amMOynaTOpHOE NMHAMUYECKOE HAOIOJEHUE 10 MECTY
KUTEIBCTBA ¢ mepuoaudeckuM BbinosiHeHneM DXOKI'. K 3Toi rpymnme marueHTOB OTHOCSTCA,
HanpuMep, MalMEeHThbl C XpPOHUYECKOH TpoMOoaMbonueckoit 0osie3nbto jerkux (XTIBJI).

VY manMeHToB ¢ MPOMEXYTOYHOW U BBICOKOH BepossTHOCTHIO JII' 6e3 3HaunMBbIX (haKTOPOB pUCKa
JIAT mo mMecTy XHUTENbCTBA JOJDKHO OBITH IPOJOJKEHO obcnenoBanue it ckpunuara X TOJIT.
BonbHbIe ¢ HamM4MeM BEHTUIISIIMOHHO-NEP(Y3MOHHBIX JEPEKTOB MOTYT TaKkKe HaNpsAMYIO
HaIpaBJIATHCSA B AKCIEPTHBIN LIEHTP, IJI€ OHU BKJIIOYAIOTCS B AJITCOPUTM 00CIIEI0OBAHUS U OLICHKH
onepabensHoctTn XTOJII. B xoxe manpHeimero obOcienoBanus 00JibHOTO (cOOp aHaMHe3a
3a0onieBaHus u kanod, ¢usukanbHblii ocmotp, OKI', peHTreHorpamMmma TpyaHOM KIETKH,
uccienoBaHue GyHKIUU BHEIIHETO JIbIXaHUs ¢ OLIeHKOU Tu((y3HOHHON CIOCOOHOCTH JIETKUX U
KT opranoB rpyniHON KIETKM C KOHTPAaCTHBIM YCHUJIEHMEM IpH  HEOOXOJAMMOCTH)
uaeHTuguuupyroTcs Hanbosee yactole mpuuuHel JII': cepaeuHo-cocyaucTas narojorus (rpyrmmna
2) u 3aboneBanusa nerkux (rpynma 3). Ilamuentsr ¢ JII', «mpomoprimoHabHONW» BBISBICHHON
MaTOJIOTHH, TPeOyIOIIKe TOJIBKO JIEUYEHUSI OCHOBHOTO 3a00JI€BaHMUS, BBIBOASTCS U3 NalbHEHUIIEro
oOcrnenoBaHusl U HaOIIOAAIOTCS 1O MECTY KUTelnbcTBA. OcTanbHble OOJBHBIE HANIPABIAIOTCS B
AKCIIEPTHBIN TEHTP IS yriryoseHHoro oOcienoBanus U BeimoiaHeHus YBKC [43].

B skcneptHom nentpe JII' nepecMarpuBaroTCsl pe3ysibTaThl paHee BBIITOJIHEHHBIX UCCIIEI0BAHMIM,
IIpU  HEJIOCTATOYHOM JUIsl IPAaBUJIBHOM TPAaKTOBKM KAaueCTBE MCIOJHEHHS HEKOTOpbIE
uccineaoBaHuss Moryr noBTopsAThesa. Hammume JIIT M ee remMoaMHaMUYECKUMH BapHaHT
oneHuBarTcs no cpeacrsam BoinoJiHeHUss UBKC u npu Hannumm noka3aHui Ba30peakTUBHOTO
TecTta. B 3akioueHne y malueHToB ¢ yCTaHOBJIECHHBIM Tuario3oM JIAIT npoBoasT 6osee TOUHYIO
JIMArHOCTHKY B mpenenax kinHudeckoil rpymmsl 1 (JIAD) u knmuHuYeckol rpymmsl S5 (apyrue
peaKue COCTOSTHUS). B CIIOXKHBIX KIMHUYECKUX CHUTYyallMUsIX U TMPU OIEHKE ornepadbeabHOCTH
naueHToB ¢ BIIC wu  XTOJII' HeobxomumMo  oOCykJeHHWE  BEIACHMS  MallMeHTa
MYJbTUAUCIMIUIMHAPHON KOMAaHIOW CIIELMAIMCTOB, BKIIOYAIOIIUX BpadyeH-pEeHTTEHOJIOTOB H
Bpaueil-kapaAnoxupypros [72]. B HEKOTOPBIX cilydasix NP CIOKHOCTH TOYHOM KJIacCU(UKALUU
reMoJuHaMu4ecKkoro BapuaHTa JII' B yCIOBMSIX SKCIEPTHOIO IIEHTpa BO3MOKHO IPOBEIEHUE
npoOHOH crenupuyeckoil Tepanuu ¢ TMOCTOSHHBIM MOHHUTOPUPOBAaHHEM €€ Oe30MacHOCTH,

3¢ (eKTUBHOCTH U TEPECMOTPOM CTPATETUH JICUSHHUS TIPH HeoOxoaumocTH [43].
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2.7 O1eHKa CTeneHN TKeCTH 3200J1eBaHHs M MIPOTrH03a )KU3HM MALIMEHTOB C

JICETOYHOW runepTeH3suen

[Touck Hanbonee 3HAYMMBIX MOKa3aTeeH A OLICHKU CTENEHH TSDKECTH 3a00JIeBaHus, a
TaKKe «pabOTaIOUINX» MPOTHOCTUYECKUX (PAaKTOPOB OCYIIECTBISIETCS B XOJ€ aHAIM3a JaHHBIX
MEXIyHApOJAHBIX HaOMIOMaTeNbHBIX peructpoB nanuentoB ¢ JIAIT u XTOIJIIN [22, 119, 120,
121]. BecpMa cnpaBeasuBO MpeAnosaraTh Hajauuue BIMSHUS HAIMOHAIbHOCTU OOJILHOTO Ha
¢denotun JIAL, nporuo3 u 3¢ dextuBHOCTh crienmpuieckoil Tepanun. [Ipu stom peructpsr JIAT
OOBIYHO COJIepPKAT Majio HHPOPMAIHK 00 STHUYECKOM cocTaBe momyisiiuu [122]. He BbIsSIBICHO
3HAYUMOM  KOppeNsiIMM ~ MEXJIy  COLMaIbHO-3KOHOMHYECKMM  YpPOBHEM  JKM3HH U
(YHKIIMOHAJIBHBIM CTAaTyCOM NAIMEHTOB, a TaKXe BPEMEHEM JI0 TOCTAaHOBKM JAMAarHo3a M
nokazatensiMu cmepTHocTr [123, 124]. KpaifHe WHTepeceH TeHAEpHBI aHaIh3 PErHCTPOB: B
OOJBIIMHCTBE W3 HHUX TNpeoOiafaloT >KEHIIWHBI, HO MpPH OSTOM HMEHHO MYXKCKOH Mo
acconuupoBaH ¢ TwioxuM TmporHozoM JIAIT [119]. DOtwmomorms JIAI ocraercs BaKHBIM
nporHoctuyeckuM ¢pakropom. Tpaaunnonno nanueHTsl ¢ JIAI' Ha pone C3CT umerot Haubosee
HU3KHE ToKaszarenw BbDKMBaeMocTH [125]. OrpumarenpHBIH BKJIAJI BO3pacTa B TIPOTHO3
O0JILHOTO CBfA3aH, MPEXK/E BCErO, C YBEIMYEHUEM COMYTCTBYIOIIEH nartojoruu. Tak, Hampumep,
Hamuuue y naruenta XOBJI (OP 1,59 95% JIN 1,34-1,90; p < 0,001) nnu caxapHoro muadera
(OP 1,73 95% JI1 1,40-2,13; p < 0,001) acconmupoBano ¢ yBeanueHueM cMepTHocTH [126].
JIAT' oTHOcHWTCS K 3a00JeBaHMsIM C KpaliHe HEOJarompusTHeIM TporHo3oM. [lo maHHBIM
peructpa HanmonansHoro nncruryra 310poBbsi Coenuuennbix [ltatoB Amepuku (NIH, 1981
1985), cpennsis BepkuMBaeMocTh narueHToB MJIATT, He momyyaromux cneruduyeckol Tepamnuu,
He mpeBbimaer 2,8 roga [21]. B atoii curyaruu 60JbIIOe 3HAYCHUE UMEET OILCHKA COCTOSIHHUS
ManueHTa, B KOTOPOH JOJDKHBI YYUTHIBATHCS TSKECTh KIMHUYECKHUX MPOSBICHUM, YPOBEHb
¢buznueckoit  paboOTOCIOCOOHOCTH, CTPYKTYPHO-(DYHKIIMOHANBHBIE TOKAa3aTeld  IPaBOTO
Kenmynouka, remonuHamudeckue rmokazarenn MKK u  koHieHtpamuss OuomapkepoB B
nepudepudeckoit kpoBu (Tabn. 9). Hecmotps Ha cyOBEKTUBHOCTH Takoro mokasarens, kak @K
(BO3), on ocraercs ogHUM U3 Hanbosee BaXKHBIX MPEIUKTOPOB BHDKMBAEMOCTH MAIMUEHTOB C
JIAT.

TonepanTHOCTh K (U3MUECKON Harpy3ke 0ObeKTUBU3UpYeTCs MpH BbinmonHenun THIX u
sprociiupomerpun. THIX sBnsercs Haumbonee MNPOCTBIM METOJOM OLIGHKH (U3HMUECKOM
paboTOCOCOOHOCTH TMAlMEHTOB, HO 3HAYMMOM CBSI3M MEXIYy YBEIMYEHHEM JUCTaHIMH
IIPOXOKJCHMSI B TECTE M JIOJITOCPOYHBIM ITPOTrHO30M NAIIMEHTOB, BKJIIOYAasi CMEPTHOCTH OT BCEX
MIPUYXH, TOCTIUTAIM3AINH TI0 TIOBOAY yxyaueHus JII', TpaHCIUTaHTaIluy JeTKUX WU KOMILIEKCca

cepile-Jerkue, MO JaHHbIM 22 KIMHUYECKUMX HUCCIeAOBaHUM, He BbisBIeHO [127].
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KonuuecTBeHHast olieHKa MOTPEOSICHUS KUCIOPOAA B YCJIOBHUSAX SPrOCIUPOMETPUM OCTAETCS
HamOoJee TOYHBIM WHTETPAIBHBIM TOKa3aTelieM, OTPAKAIIUM (DYHKIIMOHATLHOE COCTOSIHUE U
KOMIIEHCATOPHBIE BO3MO>XHOCTH CEPAEYHO-COCYIUCTOM, JIETOYHOM M MBILIEYHON CHUCTEM, U
MOXKET OBITh MCIIOJIb30BaHA JUIsl OlleHKH creneHu Tspkectd JIAD u ee mporuosa [128]. OxHako
Hanboyiee CHJIBHOM TPOTHOCTHYECKOW 3HAYMMOCTBIO y mamueHtoB ¢ JIAIT obGnanmator
reMoJIMHAMUYECKUE MOKa3aTenu, Takue kak gasieHue B IIII, cepaeunbii MHAEGKC U caTypaius
KHACJIOpOJa B CMeEIaHHOW BeHo3HoW kposu [129, 130, 131, 132]. Hasnenue B IIIl maer
KOCBEHHOE TmpejncTaBieHne o TsokecT auchynkiuu [DK. BenumuwmHa cepaedHoro wmHEKca
3aBUCUT OT yJIapHOTO 00bEeMa M OTPaXKaeT TO KOJIMYECTBO OKCHT€HUPOBAHHON KPOBHU, KOTOPOE
BO3BpalllaeTCs U3 JIETKUX B JIEBbIE KaMephl cepiama. B cBoro ouepesn, caTypaius KUcCIopoja B
CMEIIaHHOW BEHO3HOW KPOBH KOCBEHHO XapaKTEPU3YeT TKECTh PEMOJICTUPOBAHMS METKUX
aprepuoi. B mepedyeHr HamOoJsiee 3HAYMMBIX TEMOJMHAMHYECKHX TOKa3aTeled HE BXOIUT
cpennee IJIA. Dto cBsa3aHO ¢ TeM, 4TO CHIKeHue cpeanero IJIA MoxeT ObITh CIeACTBHEM
mucpynkuun IDK, a ymydnienue KIMHMUYECKOTO cocTosiHUS OosbHOTO ¢ JIADT KkpaifHe pemko
MPUBOJUT K €ro HOPMalW3alli WM CHIDKEHHIO. VICKIIFOUeHHe COCTaBJSIOT TAIMEHTHI C
MOJIOKUTEIBLHBIM Ba30PEAKTUBHBIM TecToM, nosydaromue tepanuio bKK. [Ipogomkaercs nouck
MaJOMHBA3UBHBIX, BOCIPOU3BOJUMBIX M HauOojiee JOCTYNHBIX B KIMHUYECKOW IPAKTHKE
MapKepoB TMPOTHO3a M CTENEHU TSHKECTH JIerOo4HOM rumepreH3uu. OgHako Haubosbliee
3HAYEHUE MO-TIPEKHEMY HMMEET MO3TOBOM HATPUHUYPETHUECKWU TMENTH]l, YPOBEHb KOTOPOTO
KOppeIupyeT ¢ TEeMOJUHAMHUYECKHMMU [OKa3aTelIMH M CTPYKTYpHO-(YHKIMOHATIbHBIMU
n3MeHeHusamu [1K.

Ha ocHoBaHuuM BcecTOpOHHEro oOCIeOBaHMsS CTAaTyc MallMeHTa MOXET ObITh
KJIACCU(UIIMPOBAH KaK CTaTyC HHU3KOTO pHUCKA, YMEPEHHOTO pHUCKA U BBICOKOTO pHUCKa
KIIMHUYECKOTro yxyAueHus uian cmeptu (Tadn. 9). XoTs focToBepHas OlleHKa WHAUBUIYaIbHBIX
MIPEIMKTOPOB BCErja TPyAHA, TOA0Bas JIETaIbHOCTh MAllMEHTOB, OTHECEHHBIX K TPYIIE HU3KOTO
pucka, coctaBiser 5%. KiroueBbIMU KpUTEpHUSIMH MallMEHTOB HHU3KOTO PHUCKA CIYXaT TaKue
nokazatend, kak | wmu |1 ®K (BO3) ¢ qucrannueit npoxoxaenus B TIIX > 440 m, naBneHueM B
NpaBoM TNpeicepauu < 8 MM pT. CT. M CepACYHbIM HHAekcoM > 2,5 n/mun/m? [10].
[Ipeanonaraemas rogoBas JIETaIbHOCTD 7Sl TPYIIIBI YMEPEHHOTO pHcka cocTaBiseT 5—10%. Ora
rpynmna mnpeactasineHa mnanueHtamu |l @K BO3 ¢ yMepeHHO CHIKEHHOW (QHU3NYECKON
aKTUBHOCTBIO W TMpHU3HAKaMU JUCOYHKIMH TPaBOrO KEIylo4YKa, HO 0e3 KIMHHUYECKUX
MPOSIBJICHUN MPABOKETYIOYKOBON CEpJAECYHOM HEJOCTAaTOYHOCTH. B rpymme BBICOKOTO pHCKa
roJIoBasi JIETATbHOCTh cocTaBisieT 6onee 10%. Jlns atoii rpymmel nanueHToB Xapaktepex |11 wmm

IV ®K (BO3) c¢ mnporpeccupyiolmiuM TedeHHeM 3a00JieBaHUsI M CHMITOMaMHU TSDKENON
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machyakmun DK wnm  KIMHUKOW TPaBOXKETYJAOUYKOBOM CEepAEYHON HEIOCTaTOYHOCTH C
BTOPUYHON nucdyHKIMen npyrux opraHoB. [lokazarenu, ykazanusie B Tabiuue 9 (Ilpunoxenue
I'1l), MoryT pacmpenensaTbcsi HEMOCIeI0BaTeIbHO, T. €. MOTYT HAaXOAUTHCS B Pa3HBIX KaTETOPHUSIX
pucka. BbIOOp TakTHKM JIe4eHUS NAlMEHTa JOJDKEH OCHOBBIBATHCS HA KOMIUIEKCHOW OIICHKE

PEKOMEHIYEMBIX ITOKA3aTENCH.

3. HG‘I@HI/Ie, BKJIHOYass MCAUKAMCHTO3HYIO U HCMCIAUKAMCHTO3HYIO TCpAIlny,
AUCTOTCPAIINTO, 066360HI/IB8HI/IC, MCIAUIIMHCKHUC ITOKAa3aHUA U IPOTUBOIIOKA3aHUA K

MPUMCHCHHUIO MCTOJOB JICUCHUA
B npunaroii B Hacrosimiee BpeMs cTpaTeruu BeleHUs mnauueHToB ¢ JIAIT MoxxHO
BBIJICNTUTh TPU OCHOBHBIE COCTABJISIIOIIME: OOIIME PEKOMEH AU, MOAIEPKUBAIOLIYIO TEPAIUIO
n crnenuduyeckyro tepanuto JIAI [6, 116]. [lpumeneHue mnpenapaToB MO KUBAIOIICH
TepalMi HE OKa3bIBAaeT BIHUSHUS Ha BbDKMBaeMocTh mnamueHtoB ¢ JIAI, Torma kak
HCI0JIb30BaHNE CHENU(PUUECKUX MpernapaToB MPUBOIUT K YBEIUYEHHUIO MPOJOJLKUTEIBHOCTU
KU3HM TAIMCHTOB, YMEHBIICHHUIO KOJUYECTBA TOCHUTANIM3AUUN U YBEIWYCHHIO BPEMEHH 0

KIIMHUYCCKOTO YXYAIICHNA U TPAHCIIJIAaHTAalluH.

3.1 O01He peKOMeHIAIMU

C nmnaunuweHTOM HEOO0XOAMMO OOCYKIaTh €ro eXeIHEeBHYI0 padodyl0 aKTUBHOCTH,
IJJAHUPOBAHUE CEMbHM, KOHTPALENIMID U I[OCTMEHOIAy3aJlbHY0) TOPMOHO3aMECTUTEIbHYIO
Tepanuio, MOATOTOBKY K IUIAHOBBIM XHUPYPTUYECKUM BMEIIATEIbCTBAM, MNPOPUIAKTUKY
MH(DEKIMOHHBIX 3a00J1€BaHU, ICUXOCOUANBHYIO MOJIEPKKY, MYTEIIECTBUS, IPUBEPKEHHOCTh
JIEKapCTBEHHOW TEpanuy U HEOOXOAUMOCTh HAOMIOACHUS CIEUATNCTaMU SKCIIEPTHOTO IEHTpa
JIT'. Tlpumepno y 35% mnanuentoB ¢ JIAI' pa3BuBarOTCS TPEBOXKHBIE COCTOSIHUS, MTAHUYECKUE
aTaklu M JeNpeccHsi, KOTOpblE TECHO B3aUMOCBS3aHbl C TsKecThlo cumnromaruku JIADLT u
orpannyeHueM (uzndeckux Bo3MoxHocter [133, 134]. Iloompenue nanuentoB ¢ JIAI' u ux
ceMmeil mpuOeraTb K NMCHUXOJOTMYECKON MOMOIIM, aKTHBHOMY YYaCTHIO B TPYIIaxX IMOJACPKKH
MAlMEHTOB MOXET TOJOKUTENbHO BIUATh Ha TpusThe 3a00eBaHUs, aJanTalud K
HEOTPEJIIEHHOCTH, CBSI3aHHOM C JKU3HEYTPOXKAIOIIUM XPOHUYECKUM 3a0o0JieBaHUEM, U
KOHCTPYKTUBHON COBMECTHOH paboTe OonpHOrO © Jeyamero Bpada. C  yderom
HEOIaronpusATHOTO MPOTHO3a 3a00JeBaHMsT HEOOXOJAUMO 3apaHee IUIAaHHPOBATh OPTaHH3AINIO

yXoJ1a 3a OOJIbHBIMH [6].
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— PexkoMeHnyeTcs MNpOBENCHUE 3aHATUNA MO0 KIMHHUKO-TICUXOJOTHMYECKOM —aJanTaluu
nauueHToB ¢ JIAD' st CHMKeHHsI pucKa pa3BUTHS TPEBOKHO-JCITPECCUBHBIX COCTOSIHHIMA
[6, 133, 134]

e EOKIC (YIA4YYPC)

ILnanoBbIE XHPYPIru4eCKue BMeaTe/ibCrea

JII' — He3aBUCHMBIH MpeIUKTOp 3abojieBaeMoCTH U JetainbHOCTH (4-24%) mnpu
HEKapIHOXUPYPTHUECKUX BMEIIATEIhCTBAX. [[pUHITUITHAIEHBIM SIBJIICTCS COOTHECEHUE PUCKA U
MOJIB3BI  JIII KOHKPETHOTO TIMAIMeHTa TMPU ITUTAHUPOBAHUHM XHPYPTHYECKOTO  JICUCHHUS.
HauGonpime pucku JIeTaaTbHOCTH W TPYAHOCTH TIEPUOTIEPANIMOHHOTO BEICHUSI HAOMIOIAI0TCS Y
MAIIEHTOB C BIIEPBHIC BHISBICHHONH HA MOMEHT OTiepaTUBHOTO BMemarenscTBa JII'. B momoOHOM
CUTyalldd TI0 BO3MOXXHOCTH HEOOXOJUMO TIIEPCHECTH BpEeMs BBIIOJHCHUS IUTAHOBOTO
XHPYPrUYEeCKOTO BMEMIATeNbCTBA HM HANPABHTh TAIMCHTa B OKCICPTHBIA IIGHTP IS
MOJTHOIIEHHOTO o0cnenoBanus ¢ BeimojgHeHHeM UBKC 1 Ba30peakTHBHOTO TeCTa MO MOKa3aHUSIM
C TOCIEAYIINUM Moa0opoM crenududeckor Tepanuu [6]. HeoOxommumo OIEHUTH CTENEeHb
Tsokectd JIAIT U QyHKIIMOHANBHBIM CTaTyC MalMeHTa, ACTAJbHO OOCYIUTh O00BEM OTEpallu,
aHecTe3HoJIoTHYeckoe Tmocobue, BO3MOXKHOCTH  ucnoib3zoBanuss NO, wmompocta wu
IKCTpakopropaibHOi MemOpanHoi#t okcureHaruu (OKMO). Bee o0GcnenoBanus 1 ONTUMHU3AIIIO
tepanuu JIAD' >xenatenpbHO BBINOJHHUTH HE IMO3[JHEE YeM 3a 2 HENENd /0 MPEANoIaraeMoro
ornepaTuBHOrO BMemiarenbcTBa [141]. Ilpu miaHUpoBaHMM XUPYPrUYECKOrO BMEIIATEIHCTBA
cienyeT MHGOPMUPOBATH MAlMEHTa O BO3MOXHBIX MEPUOIEPAIIMOHHBIX PUCKAX, CBSI3aHHBIX C
XapaKTepoM OIEepPaTUBHOIO BMEIIATEIbCTBA M aHECTE3UOJIOTMUECKOT0 MOCOOUS, U O BOZMOKHOM
yxynauenuu tederus JIAIT u pucke JieTanbHOTO UCXO/1a.

— PexomenayeTcs oTnaBaTh MPEANOYTEHHE PETHOHAPHOW aHECTe3UMH IMPH  IJIAHOBBIX

XUPYpPruvecKUX BMeINIaTeNbCcTBAX y manuueHToB ¢ JIAD ans npexynpexaeHus pa3BUTHS

OCJIO)KHEHuH [6, 116, 141].

e EOK llaC (YJI4 YYPC)

[IpuHATO cyMTaTh, YTO JIAIAPOCKONMYECKHE BMEIIATENILCTBA CONPSKEHBI C MEHBIIEH
CEpAECYHO-COCYIUCTON JIETAIBHOCTBIO, YEM OTKPBITBIE MOJOCTHBIE omnepauud. OgHaKo Yy
naiueHToB ¢ JIAI' mHEeBMOIIEPUTOHEYM MM KOMIIpeccusl AuadparMbl HapyIIAOT BEHTHIISALUIO
JIETKUX, MOTYT 3HAYUTENIBHO YBEIMUYUTh MOCTHArPY3KY IPAaBOro XKeEIylo4ka M CIIPOBOLIUPOBATH

kpu3 JIAT.
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— PexoMeHnyercs paccMOTpeTh BO3MOKHOCTb MMHM-JIAIIAPOTOMHUYECKOTO JOCTYNA I10
CPaBHEHMIO C JIAllAPOCKOIIMYECKUMH omepauusMu y mnanueHroB c¢ JIAD s

MPEIYIpPEexICHUS pa3BUTHUS OCI0XKHEHu# [142].

e EOK ner (Y15 YYPC)

— Pexomennyercs IIPOBOJIUTH o0cyxieHue XUPYPTrAYECKOTO JIeUYEHUs u
MEePUOTICPAIIMOHHON ~ TaKTUKH BeneHus mnanumeHtoB ¢ JIAIT ¢ mpuBiedenuem
MYJIbTUAUCIUILTIMHAPHON KOMaH bl B COCTaBe Bpaya-KapauoJora,
CHelUanu3upyromerocs Ha BeneHnn nanueHtoB ¢ JIAI, Bpawa-anecte3nosora-
peaHumarosiora, Bpada-xupypra M NpHU HEOOXOAUMOCTH JIpYIMX CIIELHUAINCTOB B
3aBUCHUMOCTH OT (poHOBOro 3a00JieBaHMS JUIsI MMUHMMM3AIMM PUCKOB BMeELIATENbCTBA
[141, 143-145]

e EOK ner (Y114 YYPC)

- PGKOMGHHyeTCH pPacCMOTPETh BO3MOXHOCTbH BBITIOJIHCHUA XUPYPru4eCcKoro
BMelarenbcTBa y mnanueHtoB ¢ JIAIT B ycnoBusax skcneptHoro meHtpa JII' s
MUHUMH3ANKUA puckos [141, 143-145].

e EOK ner (Y114 YYPC)

Mpodpuaakrnka nHPpexkuui

[Tammentsl ¢ JIAI' 4yBCTBUTENbHBI K BO3HUKHOBEHHIO MHEBMOHMH, KoTopas B 7%
ciaydaeB dABisieTcss npudyuHOM cMmeptu. Hecmotpsi Ha otcyrctBue PKU, pexomenmyercs
NPOBOJMTH BAaKIMHAIIMIO MPOTHB BHUpyca TpHINIa U HHEBMOKOKKa [6, 116]. Hckmouenue
cocraBmsatoT manueHtel ¢ C3CT u BUY-undekuueit, pemieHne 0 BaKIHMHALWK, Y KOTOPBIX

AOJIKHO MMPUHHUMATBHCA € YYE€TOM dKTHUBHOCTH OCHOBHOTO 3a0071€BaHus.

— PexoMeHIyeTcss MMMYHHU3AIHs TPOTUB BUPYCa TPUMINA W MHEBMOKOKKOBOW HH(EKIIHU
nanueHTaMm ¢ JIAT s mpeaynpesk[eHUs MporpecCHpoBaHMs 3a0osieBaHusl Ha (hoHE
UHTEPKYppeHTHOM nHpekuuu [6, 116].

e EOK ner (Y5 YYPC)

IIpuBepKEeHHOCTH TepaANHU
Mamuentsr ¢ JIAT -1V ®K (BO3) 00bIYHO HYXIAIOTCSI B MpHEME OOJIBIIOTO

KOJIMYCCTBA MpCIapaToB. KpOMC TOTO, MOOOYHBIC 3¢)¢)€KTBI HeKapCTBCHHOﬁ TCparu, CHUKCHHUC
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MaMsATA y TAUUEHTOB C TSHKEJIOW CEPACYHOM HEIOCTAaTOYHOCTBKD MOTYT BIIHMATH Ha HX
KOMIUIA€HTHOCTb. KpoMe TOro, CylecCTBEHHOE HEraTHBHOE BJIMSHUE MOXKET UMETh KOPPEKLIHS
oO0beMa M XapakTepa Tepaluyd Kak CaMUMHU MalMeHTaMHW, TaK W JPYTMMH BpadyaMu, HE
MMEIOIIMMHU OmnbITa BeneHus namueHToB ¢ JIAI. PasbsicHenue meneit Tepamuu, mMexaHu3Ma
NEUCTBUSI OCHOBHBIX TPYII JICKAPCTBEHHBIX CPEJICTB, BO3MOXHBIX IMOOOYHBIX 3(h(EeKTOB

HEIMMOCPECACTBCHHO MALIUCHTY MOXKCT CYIICCTBCHHO YBCINYNTL NPUBCPKCHHOCTD TCPAIIHHU.

IIyremecrBus

HccnenoBanusi ¢ mpUMEHEHUEM CUMYIIALIMU T0JI€Ta Ui ONpENeNeHUs MOTPeOHOCTH B
KHUCJIOPOJIOTEPAlIMM BO BpEMS MPOJOJDKUTENBHBIX aBUanepeneToB y mnanueHToB ¢ JIAT
oTCcyTcTBYIOT. U3BecTHbIil  ¢u3nonornueckuit >¢pGeKT TUMOKCUU MpeArnoiaraeT, 4YTo
MIPUMEHEHHE KUCIOpoJa BO BpeMs MoJieTa cienyeT npeaycMoTpeTs it nanuentoB I u IV OK
BO3 u npu naBneHnu Kuciopoia B aprepuanbHoit kposu 8 klla (60 MM pr. cT.) B mokoe [6, 116].
CkopocTh MOTOKa 2 JI/MUH HOJHUMAET JaBJIE€HUE KHCIOPOJa BO BIBIXa€MOM BO3IyXe JI0 €ro
COJIep’KaHus TPHU JbIXaHUU Ha YpPOBHE MOps. AHAJIOTUYHO cieayeT u30erath mnpeObIBaHUS B
BeicOKoropbe > 1500-2000 m 6e3 kucnopomHoW momuepkku. [lanmmeHTamM pexoMeHAyeTCs
MyTEIIeCTBOBATh ¢ MUCbMeHHOW mHpopmarnuert o JIAT' u koHTakTHOW MHMOpPMaIel o0 IeHTpe

JIT', HaxoasmeMcs TOOIM30CTH K MECTY ITyTEIIECTBHS.

— PexoMeHayeTcss MpoOBOIUTH HMHTANSATOPHOE BBEJIEHHE KHCIOpOJA MpPU aBHArepernerax
nanueHtam  [II-IV  dyHKIIMOHANBHOTO Kjacca C HampsHKEHUEM  KHCIOpoJa B
aprepuanbHoi kKpoBu <8 klla (60 MM pT. ¢T.) A7 NPODUIAKTUKH Pa3BUTHS OCIOKHECHUN
[6, 116].

e EOK IlaC (Y15 YYPC)

3.2 MeauKkaMeHTO3HOe JeYeHne

Boigenstor 1Ba  KOMIIOHEHTa JIEKQpCTBEHHOM Tepanuu y mnanueHtoB ¢ JIAIL:
MOJJIep)KUBAOIIasl Tepanus (aHTHUKOAryiasHTHl HempsMble (aHTaroHuctsl BuTamuHa K),
IUYPETHKH, CepAeuYHble TJHMKO3MJbl, OKCUT€HOTepamusi) U chenuduyeckas Tepanus,
BKJIIOUAroas OMOKaTOphl «MeAseHHBIX» KanblineBblXx kaHaoB (BKK), anruruneprenzusnbie
CPEICTBa JUISL JIEYEHHs JIETOUYHON aprepuanbHoi runeprensun (CO02KX, GozeHTan™*, ManmreHTaH™™,
aMOpu3eHTaH**) HMHTAIMOHHBIN uionpocT, ¢ocdoaudctepazbl  uHrHOUTOpHl  (MD/D-5),

puoruryat** u cenekcunar [6, 146, 147].

3.2.1 HHogaep:KNBaOIIAA TePaANNs
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Bnusiaue 6a30Boii Tepanuu JIAIT Ha BEDKMBaEMOCTh MTALIMEHTOB MEHEE U3YyUCHO B CBSI3U C
orcyrctBueM PKU. Tem He MmeHee, B TOBCETHEBHOM IPAKTUKE Bpaya XOPOILIO U3BECTHO BIIUSHUE
JIMYPETHKOB Ha CUMIITOMBI IIPABOKEITYI0UYKOBOM CeplIeuHO HEIOCTaTOYHOCTH, d()(HEKTUBHOCTh
IIPUMEHEHHSI  KUCJIOPOJOTEpAllMM  IIPM  CONYTCTBYIOIIEW  IATOJOTMM  JIETKUX WU

HMHTEPKYPPEHTHBIX 3a00JI€BaHUSX.

AHTHKOATYJISIHTBI M MHTHOUTOPBI arperanuyu TpoMOOLMTOB
O6ocHOBaHUEM /711 HA3HAUYECHUS [EPOPAIbHON aHTUKOATYISIHTHOW TEparuu MOCITYXHUIIO0
BBISIBJICHHE MPU UCCIIEJOBAaHUM ayTOICUIiHOro MarepHaina nanueHTos ¢ MJIADT opraHu3zoBaHHBIX
TpoMOOB MenKuX aprepuii B 56-57% cnydaer [148, 149]. B psge OJHOICHTPOBBIX
HEpaHIOMU3UPOBAHHBIX HEKOHTPOJINPYEMBIX 00cepBallnOHHBIX HCCIIEeIOBaHUI
MPOJIEMOHCTPUPOBAHO YBEIMYEHUE BbDKHBAaeMOCTH cpeau nanuentoB WMJIAL, momywarommx
AHTUKOArYNISTHTBI Henpsimble (antaronuctel ButamumHa K) (HAK) [150, 151]. Ogmnako B
JanbHenIeM 1enecooOpa3HocTh mupokoro HasHaueHuss HAK s mepopanpHOro mpuema
nanpeHtam ¢ JIADI' crama BbI3pIBaTh COMHEHMs BBHIy oOTcyrctBus PKM ¢ BriroueHuem
MalMEeHTOB Pa3IuYHbIX HOo30Jornueckux ¢opm JIAI'. JlanHble, moaydeHHbIE U3 peructpoB JIAT
(REVEAL, COMPERA), takke He gaid OAHO3HA4YHOro otBeta o Biausaun HAK Ha
BBDKMBaeMOCTh y mamueHToB ¢ JIAI, OGosnee Toro, mpumenenne HAK y manueHToB C
accoruupoBanHoii JIAIT (B 4YacTHOCTH, C CHCTEMHOH CKJIEpPOJIEPMHUEH) COMPOBOXKIAAIOCH
YBEIUYCHUEM PHCKA JICTAILHOCTH Ha (GoHe Oojiee yacThix KpoBoTeueHui [150, 151, 152, 153,
154]. ¥V mnanmentoB ¢ BIIC u mopromyabMOHaIbHON THNEPTEH3WEH 3a CYET HapyIICHUS
CUHTe3a/Aerpafanuu  (akTOpoB CBEpPTHIBAHMS, a TaKKe BCIEJACTBHE TPOMOOIUTONCHUU U
TPOMOACTEeHHH YacTO PETUCTPUPYETCs rurnokoaryisinusa. Kpome Toro, y maiueHToB ¢ UPPO3OM
MEYeHH HCTOYHUKOM KPOBOTEYEHHsS] MOTYT OBbITh pacIIMpeHHbIe BEHbl MHIIEBOJA,
reMoppouanbHbie BeHbl, a y nanueHToB ¢ JIAI' Ha ¢one BIIC — pacmupenHble OpoHXHATBHBIE
aprepuu. bonee toro, pyruaHoe HazHaueHne HAK y manueHToB ¢ CHHAPOMOM JH3eHMEHrepa
HE OKa3bIBAJIO CYILIECTBEHHOIO BIMSHHUS Ha UX BbDKMBaeMocTh [155]. B uenom, HazHaueHue
HAK y nauuentoB ¢ JIAI' MoxkeT paccMaTpHBaThCS TOJIBKO MPU HATMYUU TOKYMEHTUPOBAHHBIX
apTepuaNbHbIX MM  BEHO3HBIX TPOMOO30B, (QUOPUIUIALMU/TPENETaHUus  IpelCcepauid,
MPaBOXKETYIAOYKOBOM cepaeyHol HemoctarouHoctu [6, 116, 156]. SddexktuBHOCT, H
0€30MacHOCTh COBMECTHOI0 HazHaueHUs nepopaibHbix HAK y manuentoB ¢ BUU-ungekuueii,
nonyyarouux BAAPT, usydens! Majo.
— PexoMeHnioBaHa Teparnus aHTHKOATYJITHTAMH HETIPSIMbIME (aHTaroHucTamu ButamuHa K)

nauuentam ¢ WJIAID, wnacneactsennoit JIAI, JIAI, accouunpoBaHHONH € HOpUEMOM
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npemnaparoB AJjid JICUCHUA OXHPCHUA LCHTPAJIBLHOI'O I[eI>'ICTBI/I$I, JJIsL HpO(l)I/IJIaKTI/IKI/I
TpoMO030B 1 TpoMO0IMOOoIHii [6, 116, 148—156].
e EOK IIbC (Y13 YYPB)

— PexoMeHJJ0BaHO paccMOTPETh BO3MOYKHOCTh HA3HAUEHUS AHTHKOATYJISTHTOB HEMPSIMBIX
(antaronucroB BuramuHa K) mnammentam ¢ JIAI, acconmmpoBannoit ¢ C3CT, B
WHIUBUAYAIBHOM TOPSIKE MPU HAJIMYUU CKIOHHOCTH K TpoMOodwmiuu [6, 116, 150—
154].

e EOK IIbC (YAJ3 YYPB)

- He pexomenayercsi pyTHHHOE Ha3HAUYE€HUE AHTHKOATYJISTHTOB HEMPSMBIX (aHTarOHUCTOB
ButamuHa K) ¥ IpsMBIX aHTHKOAry/ISTHTOB JUTS TIEPOPAILHOTO MMPHEMa aHTHKOAryJISTHTOB
nanuentam ¢ JIAT, accormupoBaHHOM ¢ TopTanbHOU runepTensuei 1 BUY-undexmueit
[6, 116, 156].

e EOKIIC (YOI 3 YYPA)

Cpenu Bcex Hozojoruii JIAIT MMEHHO y MalUMEHTOB € CHHAPOMOM OW3eHMEHrepa
HanOoyiee YacTto OOCYXJaeTcsi I11eJecCOO00pa3HOCTh HA3HAYCHHWS HWHTHOWTOPOB arperamuu
TpoMOOIMTOB. [IpHunHON TOMY SIBJISIFOTCSI SPUTPOLUTO3 C BHICOKUM YPOBHEM I'eéMaTOKpHUTa U
epeOpoBacKyIsIpHbIE  COOBITHS, KOTOpble BcTpedaorcs B 14% cioydaeB W HOCAT
MynbTU(haKTOpHaNbHbIi Xapaktep. [lo pe3ynabTaram perpocnekTuBHOro aHanmsza N. Ammash c
coaBTopamu (1996) mokazaHo, 4TO BBIPAXKEHHOCTh BTOPUYHOTO 3PUTPOIMTO3a HE SBIISIACH
(akTOpoM pHCKa OCTPOTO HapyIIEHUsS MO3TOBOIO KPOBOOOpPAILEHUS U TPAH3UTOPHBIX
UIIEMUYECKUX COOBITUH, TOrJa KaK MHKPOIMTO3, OOYCIOBIEHHBIM Kene30AeQUIMTHBIM
cocrossHueM Ha (oHE TOBTOPHBIX (hIeboTOMUN B aHaMHE3e, CIY)KUT HE3aBUCHMBIM
MPEIUKTOPOM PA3BUTHS LIEPEOPOBACKYISIPHBIX COOBITUH, HAPSAY C TaKUMHU TPAAUIIMOHHBIMU
(akTOpaMu pHUCKa, KaK apTepuaibHas THNepTeH3us u pubpwmursamus npencepamin [155, 157].
Hecmotps Ha orcyrerBue PKU, Tepanus nuHrubutropamu arperaiiii TpOMOOLMTOB MallUEHTaM C
JIAT" He pekOMeHIyeTCsl B KaYeCTBE MAaTOT€HETUUECKOW, HO MOXET MPUMEHATHCSA NMPU HATUYUU

MOKa3aHWH JJIs JICUCeHHUS COHYTCTBYI-OH_Ieﬁ IMaTOJIOTHH.

JAuyperuxku

PKU no npumenenuto nuypetukoB npu JIAI' oTCyTCTBYIOT, OJJTHAKO KIMHUYECKUI OIBIT
[IOKA3bIBAET OTYETIIMBOE YIYYIICHUE CHUMITOMATHKUA TP  HUCIOJIb30BAHUU  IETIEBBIX
JIMYPETHKOB Yy TAllMEHTOB C 3aCTOMHON CepAeYHON HeI0CTaTOYHOCThI0. BbiOop, KoMOMHAanus

ANYPETUKOB, JO3UPOBAHUC U CIoco0 BBCACHUA PCTYIUPYIOTCA BpadyoOM, BEAYIIUM MAUCHTOB C

48



JIAT. Ilpu MCHONB30BaHUM JHUYPETHKOB BaXKHO MOHHUTOPUPOBATH YPOBEHb cuUcTeMHOTO A]l,
YPOBEHb JJIEKTPOJIUTOB, KPEaTHHHHA, MOYEBMHBI KPOBHM W T'EMAaTOKPHUT, YTOObI H30EKaTh
THIMOKAIMEMUH, TeMOKOHIEHTPAIMN M IPEepeHaTbHONM HEIO0CTaTOYHOCTH, BO3HHMKAIOIIEH NpU
CHIDKEHHHM BHYTpHUCOCYAHUCTOTO oOBema KpoBu. Hemomyctmma TakTHKa (opcupoBaHHOTO
aaype3a. B ycnmoBHMSIX BBIpOKEHHOH CHCTEMHOW TWIIOTEH3MM W aHACApKH Ieecoo0pa3sHo
MUKpPOCTpYyHHOE BBeaeHUuEe (ypocemuna** moa koHTposieM cucreMHoro AJl, HEeHTpanbHOTO
BEHO3HOTO JABIICHHS W MOYacoBOro auypesa. Ilpw Hamuymm mokasaHWid MOXKET 00CYKAAaThCs
MoJIep)KKa KaTeXxoJIaMUHAMH TIOJ] KOHTPOJIEM T'€MOJWHAMHKH B YCJIOBHSX PEAHUMAIMOHHOTO
otaenenusd. llenecooOpa3Ho coueTaHue MeTIEBHIX TUYPETUKOB (pypocemun™*, topacemua™**) ¢
AQHTAarOHMCTAMH aJbJOCTEPOHA (CIIMPOHOJIAKTOH™**, ATIIIEpEHOH), a TPU BBIPAXKEHHOM 3aCTO€ — C
MHTUOUTOpaMH KapOOaHTHIpa3bl (aleTa30IaMHu).

- PexomenmoBaHa Tepamus METIEBHIMH TUypeTHKaMHu manueHTam ¢ JIIT ams koppexiun

KJIMHUYECKHUX MPOSBICHUIT 0TeYHOTO cHHApoMa [6, 116].

e EOK IC (Y15 YYPC)

HuransitopHoe BBeleHNEe KUCJI0POAa

N3BecTHO, uTO BabIxaHue kuciopona BeneT K cHmwkeHuto JICC y maunuwentoB ¢ JIAT,
onnako PKW, mnoarBepkmaromue OmaroTBOpHBIA 3(PQPEKT MIUTETLHOTO HCIOJIb30BaHUS
KHCJIOPOJIa, OTCYTCTBYIOT. Y MAIlMEHTOB C CHHAPOMOM DW3E€HMEHIepa IJIUTEIbHbIC HHT SN
KHCJIOpOoJia HEe MeHST ectecTBeHHOe TeueHue JIAI. CymiecTBeHHBIH BKJIAJ B THIIOKCEMHIO
MOET BHOCUTh COIYTCTBYIOIIAS MMATOJIOTHSI JIETKUX, aJIEKBAaTHOE JICUEHWE KOTOPOH B COUETAHUHU
C KHUCJIOpOJOTEpanueil OnMarompusTHO BIUSET HA TEYCHHE W TMEPEHOCUMOCTh (PU3NYECKUX

Harpy3ok y nauueHnrtos c JIAT.

- PexomeHayeTcs NpoBOJIUTH HHTAIATOPHOE BBEIEHUE Kuciopoaa nauuentam ¢ JIAIT npu
CTOMKOM CHM)KCHUH NaplMaJIbHOIO JaBJIEHUS KHUCIOpoaa B KpoBu MeHee § klla (Menee
60 MM pT. CT.) WIM TPH HACHILEHUH KpPOBU KuciaopoaoM <91% 1o AaHHBIM
nylbcoKcuMeTpuu [6, 116].

e EOKIC (YII5YYPC)

Cepneqmﬂe TJIMKO3UABI U IPyrue CepacuHoO-COCyIUCThIC MpemapaThbl

— PexomeHayercs HazHaueHUE JUTOKCHHA** maumentam c JII' uis KOHTpOJS 4acTOTHI
CeplIeUHBIX COKpalleHni pHu GuOpHLIIIIK npeacepauii [6, 116, 158].
e EOK IB (Y15 YYPC)
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— Pexomenayercs Ha3HaueHHWE aJpeHO- W JIOTIAMHUH-CTUMYJSTOPOB W TPOYHUX
KapIMOTOHMYECKUX  mpenapaToB  (moOyramuu**/monamun™**/Hopanunedppun®*) vy
nanueHToB ¢ aekommneHcanueil JIAI' mnu tepmunanbHoM craguei JIAIT B kauecTBe
CHUMIITOMAaTHYECKOTO CPEACTBA ISl YIYUIICHHS COKPATUTENLHONH CIOCOOHOCTH MPaBOTO
KEITyI0YKa ¥ MOICPKAHUS aJIeKBATHOTO 1epdy3nOHHOTO AaBiieHus [6, 159, 160].

e EOK IB (YAJI5 YYPC)

VYb6enutenbHble JaHHbIE O TI0JIb3€ U 0€30MaCHOCTM WHTHMOWTOPOB AaHTMOTEH3MH-
npeBpamatoniero ¢epmenta (AIl®D), anraroHuctoB peunentopoB anruoteHsuna Il, Oera-
aZpeHoOsIoKaTOpoB WM uBabOpamuHa** y maunueHtoB ¢ JIAIT orcyrctBytor. Bo3mosknHo
Ha3HAYEHHUE BBIMICTICPEUNCIICHHBIX KJIACCOB TMpENapaTroB MO IMOKa3aHUSM TPU HATHYUH
COITYTCTBYIOIIEH MATOJOTHH, C COOTHECEHHEM BO3MOXHOH IOJIB3BI U TIOTCHIMAIBHBIX PHCKOB
CHIDKEHHSI CEpJICYHOTO BEIOpOCa, Pa3BUTHS CUCTEMHOW TUTIOTEH3UHU U OpaJinKapIny.

— He pexomenayercs HazHauaTh mamueHTam ¢ JIADIT wmaruOutoper AII®D, aHTaroHUCTHI
peuienitopoB anruoteHsuHa I, 6eTa-anpeHoOI0OKaTOPHl MM UBAOpaAMH™*™ I JICUCHUS

JIAT [6].

e EOKIIIC (Y15 YYPC)

AHeMHus U KeJie301e(pUIUTHOE COCTOSTHHE

Hedunut xeneza perucrpupyercs y 43% mnauuentoB ¢ UWIAT, 46% nauuentos ¢ JIAT,
aCCOILMMPOBAHHOM C CHUCTEMHOHN ckiepoaepMuend, u y 56% MNalMeHTOB C CUHIAPOMOM
Oiizenmenrepa [161]. Tloka3zaHo, 4Tro AEPHUIUT JKelle3a MOXKET NPHUBECTH K YXYAINICHUIO
MEPEHOCUMOCTH (PU3UUECKUX HATrPy30K M, BEPOSITHO, MOBBIIMICHUIO CMEPTHOCTH HE3aBUCHUMO OT

TAXKCCTHU aHCMUU.

— PexoMmeHnyeTcs TpPOBOJUTH KOPPEKIHMIO JeduIMTa Kejde3a W JIeYeHUE aHeMUH Y
nanuenToB ¢ JII' uist mpodunakTuke nporpeccupoBanust 3abonesanus [6, 116, 161].

e EOK IIbC (Y15 YYPC)

Hapymenuns purma

VY namuenToB ¢ JIAI mpeobianatoT CynpaBeHTPUKYISpHbIE TaXUKapAUU U GUOPUILIALUS
npencepauit  [162]. ITlosBiaenue QuOpmIAIMK/TpenieTaHusT TPEACEpIUuil  COMPOBOKAACTCA
YXYyIIIEHHeM KIMHUYECKOTO COCTOSIHWS, TMOSIBICHHEM IPH3HAKOB IPaBOXKEITYJOYKOBOU

cep;[equﬁ HEAOCTATOYHOCTU U aCCOLMMUPOBAHO C YBCIMYCHHUEM PUCKA JICTAJIBHOCTU B 1,75 pasa

50



(95% U 1,1-3,0; p = 0,042). BoccraHoBjIeHHE CHHYCOBOTO PHUTMa HPUBOJUT HE TOJIBKO K
YIAYULIEHUIO KIMHUYECKOTO COCTOsIHMS, cHIbKeHuto ypoBHS NT-pro-BNP, HO u Bemer K
CHIDKEHHIO JIeTabHOCTH [53]. MeToasl BOCCTaHOBJIEHMSI CHHYCOBOI'O PHUTMA 3aBUCST OT
XapakTepa HapylIeHUH pUTMa M KIMHUYECKOTO COCTOSIHHUS 00JIbHOTO. B OOJIBIIMHCTBE CiTydaeB
ManueHTaM ¢ TpeNeTaHWEeM NPEACepIHil BBINOJIHAETCS KaTeTepHas pajuodacToTHas adyanus
(PHA) KaBOTPHKYCHHMIAIBHOTO HWCTMyca WM MOJUGUKAIMS  aTPUOBEHTPUKYISPHOTO
COCIMHEHUS NPU MAPOKCU3MAJIbHOW  peununpokHod AB-y3moBoi  Taxukapauu. llpum
HECTaOUJIbHOM reMOJUHAMHKE M HEOOXOJMMOCTH SKCTPEHHOI'O BOCCTAHOBJIEHHSI CHHYCOBOTO
pUTMa MOJKET BBINOJHATHCS CBEpXyacTas CTUMYJISIMS, JIEKTpUYECKas M MeIWKAMEHTO3Has
KapauoBepcusi, ocoOeHHO B ciydae (uoOpwmisiuun mnpeacepauii. PUA neroynsix BeH mpu
¢ubpumauuu npeacepaui y nanueHtos ¢ JIAI' He BoinmosHsercs. [lanneHTsl Mocie ycrnemHo
BbINIOJIHEHHOW PYA 0OBIYHO HE HYXKIAIOTCSI B aHTHAPUTMUYECKOW Tepaluu, TOorja Kak IMpU
BBIOOpE IPYTHX METOJI0B BOCCTAHOBJIEHUSI CHHYCOBOTO pUTMa Ha3HA4YaeTCs MPOTUBOPELIUIUBHAS
Tepanus amuogapoHoM™* [53, 116]. IIpu HEBO3MOKHOCTH BOCCTAHOBJICHUS CHHYCOBOTO PHUTMa

Ha3HA4YarOT PUTM-YPCIKAIOIYIO TCpaIHnIo.

— PexkoMeHI0OBaHO BOCCTAHOBJIEHHE CHHYCOBOTO PUTMa Uil NPOGUIAKTHUKU YXYAILIECHUS
KJIMHUYECKOTO COCTOsIHUS nanuentam ¢ JIAD' npu pa3BUTUM TpeneTaHus Npeacepaui, B

TOM YHCJIC U C TOMOIIIBIO KATETEPHOM paanodacToTHOM abmarmu [53, 116].

e EOK IlaC (YIl4 VYPC)

— PexkomennmoBana cTpaTerus KOHTPOJS pUTMA s NPOQPHIAKTUKH  yXYIIICHUS
KIIMHUYECKOro cocTosiHus nanueHTtam ¢ JIAD npu pazButuu GUOPMILISIUY TIpeicepIui,
B TOM YHCIE C HCIOJb30BAHHEM OJIIEKTPHUYECKONW KapJUOBEPCHUU U TOCIEAYIOIINM

Ha3HAYEHUEM Tepanuu aMuogapoHom™** [53, 116].

e EOK uer (VJ/I4 YYPC)

3.2.2 Cnenunduyeckas repanus

CoBpemenHas cnenuduueckas tepanus JIAI' ocHOBaHa Ha NPEACTaBICHUU O POJIU
SHJIOTEIHATBHON NUCHYHKIMN B PEMOJAEIMPOBAHUU JIETOYHOM aprepuu. [leiicTBue TapreTHoi
TEpaIruy CBA3aHO C OJIOKaJOM perenTopoB Ba30KOHCTPUKTOPHBIX CYOCTaHIMH M CTUMYISILIUEH
OCHOBHBIX IyTE€H, OIOCpPEIOBAaHHBIX MOIIHBIMHU Baszoauiatatopamu, TakuMu kak NO u
NpoCTalMKINH. B HacTosmiee Bpems crenuduyueckas Tepanusi BKIOYaeT 6 OCHOBHBIX KJIaCCOB
JIEKapCTBEHHBIX IPENnaparoB, JO0Ka3aBUIMX CBOIO A(PPEeKTHUBHOCTh y mnanueHtoB c¢ JIAI wu

010 6peHHLIX K IPUMCHCHHIO.
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3.2.2.1 BJoKkaTOpbl «<MEUICHHBIX» KAJbIHEBbLIX KAHAJIOB

Tepanust BKK npogemoncTprpoBana cBoto 3pGEeKTUBHOCTh Y OUYEHb HEOOJBILION TPYIIIIBI
nanueHToB ¢ JIAI' 6e3 KIIMHHUKU TIPABOKETYIOYKOBOM CEpACUHON HEAOCTATOUYHOCTH, 2 UMEHHO,
y mnamueHtoB ¢ WJIAIL, nacnenctBenHoir JIAI' m JIAI, accouMupoBaHHON ¢ MHpUEMOM
JIEKAPCTBEHHBIX  MPEMapaToB,  HUMEIOIMIHUX  TOJIOKUTEIbHBIA  BAa30PEAKTHUBHBIM  TECT
(«BazopecnionzepoB») [147, 163]. K coxaneHuio, MalMEHTHI, UIMTEIBHO OTBEYAIOUIME HA
tepanuto BKK, BcTpewarorcss kpaitHe penxko u TpeOyrOT MPUCTATBLHOTO HAOMIONEHUS IS
CBOEBPEMEHHOTO TMepeBoJia Ha JApyrue mnpemnaparsl crnenududeckoit Tepanuu. Beidbop BKK
3aBHUCUT OT HCXOJHOM 4YaCTOThl CEPACYHBIX COKPAIIEHWHA WIA HaJu4yus COIYyTCTBYIOUIEH
apTepuaIbHON TUIEPTEH3WH: MPU CKIOHHOCTH K CHHYCOBOM TaxXMKapAHUM MOKHO HA3HAYUTH
JWIITHA3eM™ ™, a MalleHTaM C COIYTCTBYIOILIEH apTepuaabHOM T'MIEepTeH3UEH — aMIIOAUIHUH**
Wi Hupenunuu**. Bepanamuin™** He pekoMeH1yeTcs MPUMEHATh y nanueHToB ¢ JIAI' B cBs3u C
HaJIMYMeM OTpHIaTeabHOro nHoTponHoro 3 pdexra. Tepanuto BKK HaunHatoT ¢ MUHMMaNbHOM
JO3UPOBKH, TMOCTENEHHO YBEIWYMBAs JO3UPOBKY IO MAaKCHUMAaJbHO IEPEHOCUMOM, yUUTHIBAS
BO3MOJKHYIO CHCTEMHYIO THIIOTEH3HIO U OTe4HbIH cuHapoM (Taom. 10).

Uepes 3-4 wmecana ot Hadama Ttepanuu bBKK mamueHTsl ¢ MOJOXKHUTEIBHBIM
BA30PEAKTUBHBIM TECTOM JOJKHBI JOCTUTHYTh MTOKa3aTeell HU3KOW 30HbI PUCKA JIETAIBHOCTH U
MPaKTUYECKH TIOJTHOM HOpMaIM3alliy MoKa3aTesei reMoanaaMuky, Bepuduiuposannorn YBKC.
[Ipu yTpare HOJ0KUTEIBHOTO Ba30PEaKTUBHOTO 0TBeTa BO BpeMst mpoosl ¢ NO, minonpoctoM Bo
Bpemst UBKC, a taxxke npu nHemoctmwxkenuu I-11 @K JIAI' (BO3) na doHe Tepanuu BEICOKUMU
no3zamu BKK mokazana ux oTMeHa W 3amMeHa HMX Ha Jpyrue Ipenaparbl, creuuuyuecku
BozeiicTByromue Ha cocynsl MKK, ¢ yuerom cTpaTudukanuu prcka JeTalbHOCTH.

— PexomMenayeTcs Ha3Ha4YaTh Tepanmuio OJIOKATOpAMU «MEIJICHHBIX)» KaJbI[MEBBIX KaHAJIOB

B BBICOKHMX n03ax i nedeHus namueHTroB ¢ MJIAI, macnencrBennoin JIAIL, JIAT,

aCCOILMMPOBAHHOM € NPUEMOM JIEKApPCTBEHHBIX IIPENaparoB, TOJbKO IPU HAIWYUU

IOJIOKUTEIHLHOIO Ba3opeakTUBHOIo Tecta [6, 146, 147, 163].

e EOK IC (YUI3 YYPB)

— He pexomennyercs nHaszHauaTh Tepanuto BKK mna nedenuss mammentoB ¢ WJIAT,
HacnenctBeHHo JIAIT u  JIAI, accoummpoBaHHOW C MNpPUEMOM JIEKAPCTBEHHBIX
MpEenaparToB, NPU HEBO3MOXKHOCTH INPOBEACHUS WM OTPULATEIBHOM Ba30PEaKTUBHOM
tecre [6, 147].

e EOK NIC (YIA5 YYPC)
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— He pexomenayercs HasHadare Tepanuto bKK g nedeHus 1nanuMeHToB €
accorurpoBanHbMU (hopmamu JIAL pu OTCYTCTBUM CUCTEMHOM TMIIEPTEH3UU U JPYTUX
MoKa3aHMii K Ha3HAUYCHHUIO 3TOTO Kiiacca npenapatos [6].

e EOKIIIC(YAA5VYYPC)

— PexkoMeHIOBaHO TMPOBOIUTH KOMIUIEKCHOE oOcienoBanue, Bikiaodas UBKC, mis
noarBepxkaeHus dpdexruBHoctr Tepanuu bBKK mamuentam ¢ MJIATL, HaciencTBeHHON
JIAT" n JIAI', accOMMpOBAHHOW C MPUEMOM JIEKAPCTBEHHBIX IPENapaToB, UMEKOIIHNM
MOJIOKUTEIILHBII Ba30pEaKTUBHBIN TeCT, Kaxable 3—4 Mecsia OT Havaa Tepanuu [6] .

e EOK IC (YI2 YYPA)

— PexomeHnmoBaHa cBoeBpeMeHHas 3ameHa Tepanuu BKK Ha gpyrue  kmacchl
crenu(prUecKux NpenapaTroB B caydae yrpaThl ee 3pPpekTuBHOCTH y mauuenToB ¢ UJIAT,
HacnenctBeHHot JIAIT u JIAI, accomumpoBaHHOW € TNPUEMOM JIEKAPCTBEHHBIX
npemnaparos [6, 9, 10, 147].

e EOKIC (YAA5YYPC)

— PexomenayeTcs mpoAoKUTh Tepanuio BbicOkUMHU Ao3amMu bBKK mammentam ¢ MJIAT,
HacnencrseHHo JIAIT u  JIAI, accoumupoBaHHOM C TPUEMOM JIEKApPCTBEHHBIX
IpernapaToB, MMEIOIIMM IOKazaTreiau reMoauHamukd, no aanHbiM UBKC, Onuskue k
HOpPMaJIbHBIM 3HAYEHUsAM MpH goctwkenuu I-11 ®K (BO3) [9, 10, 147].

e EOK IC (YIS YYPC)

— PexoMmeHayeTcs HavaTh CIEHU(PHUECKYIO TEpanuio TpernapaTraMd JPYrux KiIaccoB
nanuentam |1-1IV ©K (BO3) wiu mnanueHTam, HE UMEIONIMX 3HAYUMOTO YIYULICHUS
reMOJAMHAMUKHU (T. € IPU HEAOCTIKCHHHM MeMOJHMHAMUYECKUX IOKa3aTesacH, OIM3KUX K
Hopme) Ha (oHe Tepanuu BeicokuMH go3amu BKK [9, 10, 147].

e EOK IC (Y5 YYPC)

3.2.2.2 NaoupocT MHTAJISLMOHHbIN

Omua u3 nyred mnaroreHe3a JIAIT cBsizaH C HapylleHHEM CHHTE3a MOIIHOMN
Ba30UJIATUPYIOIIEH CYyOCTaHLIMU MPOCTALMKINHA, KOTOPBIA 00JIaaeT IUTONPOTEKTOPHBIM,
aHTUIIPOIU(EPATUBHBIM,  NPOTHBOBOCHAIMTENbHBIM W WHTUOMPYIOIIMM  arperauuio

TpoMOOIMTOB 3ddexToM. JleiicTBUe MNPOCTALMKIMHA pealn3yercss vepe3 crenupuuecKue
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pelenTopsl,  KOTOpble  HPUBOJAAT K  YBEJIMYEHHIO  MPOAYKUMH  IUKIMYECKOIO
azieHo3MHMOHO(ochara. B KIMHUYECKON NpaKTUKE A KOPPEKIHH NePHUIUTA MPOCTALUKINHA
NPUMEHSIOTCST cuHTeTnueckne aHanoru npocramnaa (ATX- BO1AC, anTuarperanTsl, KpoMme
renapuHa). B Poccuiickoit ®@enepanuu U3 3TOH Ipynmbl  3aperdCTPUPOBAH TOJBKO IMpenapaT
WJIOIPOCT, KOTOPBIM MpUMEHsETCs B cpeiHeM 6-9 pa3 B CyTKH C IOMOUIBIO YJIBTPa3ByYKOBOIO
HeOynaiizepa B 103€, SKBUBAICHTHON COAEpKaHUIO 2,5—5 MKT mpernaparta Ha YPOBHE abBEOJI, B
paMKax KOMOMHHMPOBAHHOW crenuduueckoi Tepanmuu. DPPEKTUBHOCTh HHTAIILIHOHHOTO
wionpocra olneHuBagack B kpatkocpouHoM PKWM AIR-1 y mnaumentoB c¢ JIAI' wu
neornepabenbupiMu  popmamu XTOJIIT ¢ M-IV ®K (NYHA) [164]. Ha ¢one Ttepanun
WJIOMPOCTOM OTMEYaloCh JOCTOBEPHOE YIyUIIEHHE IMOKa3aTejael reMOJuHaAMUKH, YBEIUYCHHE
TOJIEPAHTHOCTH K ¢usznueckoil Harpyske u cHwkeHnne DK JIAI. Opgnako mutenbHas
MOHOTEpanusi WJIOMPOCTOM HE NpHBeJia K YIYYHIEHUIO IOKazaTejaell BBDKUBAEMOCTH H
3abosieBaemocTH [165]. IlosTOMy B HacTosIee BpeMs UIOMPOCT MPUMEHSIETCS TOIBKO B COCTaBe
KOMOMHHPOBAHHOM CcrieM(UUIECKON Tepaluy B JOMOJHEHHUE K IMepOpabHBIM mperapaTtam [ 166,
167, 168, 169]. K no6ounbM 3dekraM OTHOCITCSA TOJ0BHBIE 0OJIH, TPUIMBBI U OOJIM B HUKHEH
yemtocTH. Kpome Toro, y manueHToB ¢ OpOHX00OCTPYKTUBHBIM CUHIPOMOM Ha ()OHE MHIAIIALMMI
WJIONPOCTa MOXET YCHIMTbCA PEAKTUBHOCTb BEPXHMX JbIXaTElIbHBIX IYTEH M MOSIBUTHCA
Kamenb. MnompocT o0yamaeT BBIPAKEHHBIM Jie3arperaHTHBIM  3(dexToM, MoITOMy €ro

IMPUMECHCHUC Y TAIUCHTOB C KPOBOTCUCHUEM ITPOTHBOIIOKA3aHO.

— PexoMeHyeTcs MPUMEHSTh HIIOTIPOCT B MHTAIAIIMOHHON (hopMe JUTsl JICUSHHSI TTallueHTOB
Il ®K (BO3) ¢ UIAI', nacnencrsennoit JIAI, JIAT" Bcnencreue C3CT, JIAI' Ha done
[preMa JIEKapCTBEHHBIX MpernapatoB u HeonepabenpHoi XTI [6, 164—-169].

e EOK IB (Y12 YYPB)

3.2.2.3 AHTHIMIEPTEH3UBHBIC _CPEeIACTBA _ JIJIsl _JieYeHHsl _ JIETOUHOIi __apTepuaJabHOii

runeprensun C02KX., otHocsinmmecss kK JDPA

OuportenuH-1 — 53To menTuja, BbIpaOaTHIBAIOLIMICA SHAOTETUATBHBIMU KJIETKaMHU,
JeWCTBUE KOTOPOTO pealn3yercs uepe3 cnenuduyeckue peuentopsl nByx TUnoB ETa u ETs,
KOTOPBIE JKCIPECCUPYIOTCS INPEUMYILECTBEHHO Ha TJIAJKOMBIIIEYHBIX KIETKAaX COCYAOB, U B
MeHbIleH cTerneHu Ha ¢uOpobinactax. DHnoTenuH-1, onocpenoBanHo uepe3 ETa-penentopsi,
BBI3bIBAET BA30KOHCTPUKIUIO M MpoHdepalnio IriIaJKoOMBIIIEYHBIX KIETOK COCY/IOB, a TaKxke
aKTHBAIMIO CHHTE3a OCJIKOB BHEKJIETOYHOro Marpukca ¢uoOpobmacramu. Hamporus,

BO3,Z[CI>1CTBy5I Ha ETB-peHeHTOpLI Ha DOHAOTCIHAJIBHBIX KJIICTKAX, OINOCPECAOBAHHO UYCPEC3
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yBenuueHne nponykuuu NO W mpocranukiuHa, SHIOTEIWH-1 CTUMYTUPYET Ba30WJIATAIIHIO.
[TonoOHbIil GeHoMeH mner B OCHOBY pa3pabotku DPA ¢ cenektuBHOW Omnokamoit ETa-
peuentopoB. BMmecte ¢ TeMm, wu30biTouHas crumynsnus ETp-penentopoB B - yCIOBHUSX
TUIEPIPOIYKIIMHA SHAOTEINHA-1 MPUBOJAUT K CHIDKCHHIO WX AKTHBHOCTH Ha JHIOTEIHATBHBIX
KIETKaX W YBEIIMUCHUIO HA TJAJAKOMBINICYHBIX KJIETKaX H (¢uOpodrIacTax, 4To CIIY)KUT
JOTIOJTHATEIPHBIM ~ OCHOBaHHEM OOCYKJaTh HECEICKTHBHYIO OJIOKaqy JHIOTCIMHOBBIX
perienitopoB [170]. Cnemmduueckas 6mokana ETa-penentopoB criocoOHa aKTHBUPOBATH PEHUH-
AQHTHOTCH3WHOBYIO CHUCTEMY, YTO IOTCHIIMAILHO MOXKET TPHUBOIWTH K PA3BUTHIO OTESYHOTO
cuHapoMa. B psine KIMHUYECKUX HCCIETOBAHUN IMMOKAa3aHO, YTO TMOBBINICHHE IJIa3MEHHOTO
YPOBHSI SHIOTENIMHA-] ¥ yBEJIMUEHUE €T0 IKCIPECCHUU B TKAHU JIETKUX KOPPEIUPYET C TSHKECTHIO
JIAT [171]. Ecnu yuectb, uto 10 80% CHHTE3UPYEMOTO SHAOTENNHA-1 OCTaeTCsI B COCYAMCTOM
cteHke M ToyubkO 20% TmomagaeTr B KPOBOTOK, TO OYEBUIAHBIM CTAaHOBUTCS HEOOXOIMMOCTH
npuMeHnenust DPA, obnagarommx BeICOKON TKaHecrienupuaHocThio. B Poccuiickoit deneparun
st nedennst JIAIT ogoOpensr ciemyromue DPA: necenektuBHbIi DPA-npenapat 0o3eHTan™*,
cenlekTUBHBIA ETA-penientopoB aHTaroHUCT Ipenapar amOpu3eHTaH™* M TkaHecneuupUuuHbIN
HecenekTuBHBIN DPA-npenapat manurentan™*. DPA 00manaroT renaroToKCUYHbIM 3G dEKTOM,
KOTOPBIN B HAUOOJIBINEH CTeEeHH posIBIsieTcs y mpenapara 6o3entan** (10—13%), uro Tpedyet
exemecssyHoro KoHTposs ypoBHs ACT, AJIT B ceiBopotke kpoBu. Ha done Tepammm DPA
BO3MOXHO CHIDKEHHE YpOBHs remoriioouHa. [loaromy 1o Havana Tepanuu U B JajibHEHIIEM B
X0Jie AUHAMUYECKOTO HaOIIOJCHUSI PEKOMEHIYeTCsl KOHTPOJb KIMHHUYECKOTO aHaIh3a KPOBH.
CpaBuutenbHas (papmakoauHamuueckas U ¢dapMakoKMHETHYecKas xapakrepuctuka OPA, a
TaK)Ke CIEKTpP HeXKeNaTeIbHbIX SBJICHUMN, CBA3aHHBIX C UX MPUEMOM, NpejcTaBieHa B Tadnuie 11
(ITpunosxenue A3) [172].

AMOpu3eHTaH** — HeCcylnb(OHAMHIHBIN, CEJICKTHUBHBIM aHTArOHUCT peuentopoB DT,
MIPOJIEMOHCTPUPOBABIINI  CBOIO I(PPEKTUBHOCTH U  0€30MacHOCTh B JABYX Iulanebo-
koHTposupyemsix PKU ARIES-1 (n = 202) u ARIES-2 (n = 192) [173, 174, 175]. B o6a PKU1
BKJIFOYAQJIMCh TAIMEHTHI B Bo3pacTe crapiie 18 mer ¢ JIAI' paznuunoii atnonoruu (MJIATL, JIAT,
aCCOLIMMPOBAHHASA C MPUEMOM TMpenaparoB Ui JICUYCHUS OXHUPEHUS LEHTPATbHOTO JEWUCTBUA,
JIAT-C3CT u JIAI'-BUY). bonpmmacTBO maruenToB Haxoauiauck Bo || @K (ARIES-1: 32%;
ARIES-2: 45%) nm III ®K (ARIES-1: 58%; ARIES-2: 52%), ¢ uebousbimoi moneir K I
(ARIES-1: 2,5%; ARIES-2: 1,5%) u ®K IV (ARIES-1: 7%; ARIES-2: 2%). Cpeanuii miare6o-
KOppUTHpOBaHHBIN TipupocT auctanimu B TIIX k 12-it Henene neueHus (mepBUYHAas KOHEUHAas
touka) B ARIES-1 cocraBun +31 M (p = 0,008) u +51 M (p = 0,001) B rpynnax jedeHust 5 Mr u
10 wmr, coorBercTBeHHO; B ARIES-2 +32 ™M (p = 0,02) u +59 M (p = 0,001) B rpynnax nedeHus
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2,5 mMr u 5 Mr amOpuseHTana**, coorBeTcTBeHHO. Y 280 ManueHToB, 3aBepIIUBIINX 48 HEIelb
MOHOTepanuu amOpu3eHTaHOM™*, ymyuiienue auctaHiuu npoxoxkaenus B TIIX cocraBuio
+39 M 1o cpaBHEHHIO ¢ MUCXOJHOW. B 3-X rpymmax pa3iauyHbIX JI030BBIX PEKHUMOB TEparuu
npupoct TIIX Bapbuposan ot +31 10 +59 M. B cpaBHeHun ¢ ruianedo aMOpu3eHTan™** He BIMsLI
Ha PHUCK pa3BUTHS (PATAIBHOTO HMCXOAa WIM MOTPEeOHOCTh B rocmurtanuzanuu [174]. Takum
obpa3om, B PKU moareepkneHa sddekTuBHOCT, amOpu3eHTaHa™* s mamuentoB ¢ WJIAT,
Hacneacreennoit JIAI', JIAIL, accomumpoBannoit ¢ C3CT, umerommux II-1II ®K (BO3).
Ono6penbl K npuMeHeHuto 1036l 5 Mr 1 10 Mr 1 pa3 B cyrku. YacToTa MoBBILIEHUS! TPAaHCAMUHA3
B PKU BapeupoBana ot 0,8 mo 3% [172, 176]. Oqnako B KpymHEHIIEM MOCTMApKETHHTOBOM
OTKPBITOM MPOCTIEKTUBHOM HaOJI0/IaTEIbHOM MHOTOIIEHTPOBOM HcciieoBanuu (115 nenTpoB u3
15 ctpan mupa) VOLibris Tracking Study ¢ sxmouearem 999 narmentos ¢ JIAT 1l-111 ®K (238
nanuenToB ¢ JIAI'-C3CT; 220 namuentoB ¢ JIAI, panee He MOTydaBIINX TEPAIHUIO) 3a IEPHOJT C
utoHsa 2008 r. mo maii 2011 1. moBbIIEHHE YPOBHS TpaHcamMHHa3 Oosiee 3 OT BepXHEH TpaHUIIbI
HOPMBI 3apeructpupoBano ¢ uactoroil 0,02 mammenrta/ron (95% AW 0,015-0,027), uto
coctaBisieT He Oonee 1,5% B roa. Hapsmy ¢ atum, y 25% manueHToB 0TMEUYaIoCh MOSIBICHUE
nepudeprueckux o0TekoB / 3aaepikka xuakoctd U 'y 14% anemus [177]. [Ipu aHanu3e maHHBIX
PKN ARIES-1 u ARIES-2 oka3anoch, 4YTO TMalMEeHTHl, y KOTOPHIX Ha (oHE mpuema
amOpu3eHTaHa™* TMOSBISUIHCH Tepu(EepHUIecKre OTEKH, ObUTM MCXOJHO CTapiie, UMenu OoJiee

Boicokuit DK JIAT" u u36sITounyro maccy tena [178].

- PexomennoBano Ha3HadeHue amOpu3eHTaHa** mammeHntam ¢ JIADT  mos
yIAyUILIeHUS] TEPEHOCUMOCTH (DU3MUECKON HArpy3Kd U 3aMelJIeHHs] MpOTPECCHUpPOBAHUS
KJIMHHYECKUX CUMITTOMOB [6, 147, 173-175].

e EOK IA (YAA2 YYPB) nas nauuentos II-1II ®K

e EOKIIbC (Y13 YYPB) nias nauuentoB IV ®K

Bo3enTan** — HeceneKTUBHBIN Mpenapar, OJOKUPYIOMIHMKA perenTopsl ABYX TUIOB ETa u
ETs, m3yuen B 6 PKUM (Study-351, BREATHE-1, BREATHE-2, BREATHE-5, EARLY,
COMPASS-2) y nanmeHToB ¢ pazHoo6pazHoii atnosnorueit JIAI' (MJIAT, JIAI'-C3CT, cunapom
Oizenmenrepa). Ha ¢one mnpuema Oo3eHTaHa™* oTMeE4anoch JOCTOBEpHOE YBEIHMUEHUE
TOJEPAHTHOCTH K  (U3MUYECKOW  Harpy3ke,  yIydlleHHe  TeMOJUHAMHYECKHX U
sxokapauorpaduyeckux mapamerpoB, cHikeHue @OK JIAT u yBenudyeHue BpeMEHU IO
KIIMHUYECKOTO yXY/IICHUs MO cpaBHeHUIo ¢ ruianebo [179, 180, 181, 182]. B numotHoM 12-

HEJEeNBFHOM HCCIE0BaHUHU, B KOoTopoe BKIo4YeHbl 32 mamumenta llI-1V ®K (BO3) ¢ UIAI u
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JIAT-C3CT, nuane6o-koppurupoBanHsiid npupoct aucraniuu B THIX B rpynne Go3enrana™*
cocraBui +76 m (95% U, 12-139; p = 0,021) [179]. B PK1 BREATHE-1 (n = 213) B rpymrme
naiueHToB ¢ MJIAIT u JIAT-C3CT, mnonywaBmmx Oo3eHTaH®™* B TeueHue 12 Hemens,
3aperucTpupoBan npupoct aucranimu B TIIX +44 M no cpaBHeHUIO ¢ Tpymnmoi miamebo (95%
1, 21-67m; p = 0,001). B PK1 BREATHE-5 y nauuentoB ¢ cungpomom Jiizenmenrepa I11
OK (BO3) tepanus 6o3eHTaHOM™* B TeueHue 16 Heaenp npuBoamia K cHkeHuto nuaekca JICC
Ha -472 mun/cex/cm® (p = 0,04), cpenrero JJIA Ha -5,5 MM prt. cT. (p = 0,04) u yBenHYeHHIO
mucranuuu B TIHIX Ha +53,1 M no cpaBHenuto ¢ rpynnoi miamnedo (p = 0,008) [182]. B PKU
EARLY, B kotopoMm 3¢pdextuBHOCTh O03eHTaHa™* oneHuBanach y naimueHtoB ¢ JIAIT ©OK II
(BO3) (MJIAT, nacnenctBennou JIAI, JIAT-C3CT, JIAT-BUY, JIAI, accommupoBaHHOU ¢
MpUEMOM TMpenapaTtoB JUisl JIEYEHHUS OKHUpEeHHsl UeHTpaibHoro jaenctBus, JIAI-BIIC),
O0TMEYaJOCh JOCTOBEPHOE YIyYIIEHHE T'€MOJWHAMHKH, YBEIMYCHHE BPEMEHH 0 YXY/IICHUS
teueHus JIAI. Ilpu oneHke TIeMOJMHAMHMYECKMX I1apaMETpoOB dYepe3 6 Mec JIeYEeHHs
HaOmoganocs cHmwkenne JICC -22,6% (95% U, -33,5-10,0) u pucka KIMHUYIECKOTO
yxyawenus -77% (p = 0,01). IlnauebGo-koppurupoBaHHblid npupocT aucraniuu B THIX B
rpymme 0o3enranHa** cocrasun +19 m (95% U, -33,6-10,0; p = 0,07) [181]. doarocpounas
3¢ exkTHBHOCTP MOHOTepanuu Oo3eHTaHOM™* y marmuentoB ¢ WJIAIT moarBepkiaeHa B
OTKPBITOM HaOJIOAATEIbHOM HMCCIIEI0OBAaHUU, B KOTOPOM BBIKMBA€MOCTh MAlMEHTOB COCTaBHJIA
92%, 89%, 79% B Teuenue 1, 2 U 3 JEeT MO CPAaBHEHUIO C UCTOPUUYECKON BBIKHMBAEMOCTHIO B
peructpe NIH: 71%, 61%, 51%, cootBercTBeHHO [183].

CrapToBast 103upoBKa 003eHTaHa™™ y B3pOCHbIX COCTAaBIACT 62,5 MI' JBaXKIbl B CYTKHU C
MOCJEYIOUMM YBEIMYEHUEM J03bl A0 125 Mr nBa pa3a B J€Hb. YUHUTHIBas BBIPAKEHHBIN
renaToToKCM4eckuit 3¢ (deKkT, nmpu HazHAYCHUH Oo3eHTaHa™* pEeKOMEHIyeTCs €KEeMECSYHBIN
KOHTPOJIb 32 YPOBHEM TpaHCAaMHHA3 B ChHIBOPOTKE KpoBH. B kauecTBe Hanbosee BEpOSTHOIO
MeXaHU3Ma MOBBILICHUS NEYCHOYHbIX (PEPMEHTOB pacCMaTpUBAIOT MHIMOMPOBaHHE TPAaHCIIOPTa
KemyHbeix couieit [184]. OgHako MOBBIIEHHE YPOBHS TpaHCAMHMHA3 HOCUT J0303aBUCHMBIH U
oOpaTuMblil XapakTep IOCJIe YMEHBLICHHs [103bl MM OTMEHb! npemnapara. Ha ¢one mpuema
003eHTaHa™* MOMET CHWKaThCsl YPOBEHb I'€MOITIOOMHA, BO3HMKATh 3aJiepKKa IKHUAKOCTH,
nepugepuyeckne otekd. Kpome Toro, ans Oo3eHTaHa** XxapakTepeH UIUPOKUN CIEKTp
MEXKJIEKapCTBEHHBIX B3aUMOJACUCTBUI C mpenaparaMu, KOTOpble METab0JIN3UPYIOTCS B NIEYEHU C
ydactueM cucteMsl iutoxpoMoB CYP3A4 u CYP2C9 (Ta6n. 12).

Ha ¢one mnpuema Oo3zeHrana** cHmwxkaerca 3((HEKTUBHOCTh KOMOMHMPOBAHHON
NEepOpPaIbHON KOHTpPALENIMK, TO3TOMY PEKOMEHJYEeTCsl HCIOJIb30BaTh JIBOMHbBIE METO/IbI

KOHTpALCIIINU. CoBMeCTHOE HCHOJIB30BaHME Oo3eHTaHa** u CI/IHILCHa(I)I/IJ'Ia COMMPOBOKAACTCA
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CHIDKEHHEM KOHLEHTpamu cuiaeHaduna Ha 50% u yBennueHneM KOHLEHTpauu 0o3eHTaHa™*
Ha 50% W, COOTBETCTBEHHO, BO3pPAaCTaHWEM TIEMAaTOTOKCHYHOCTH, KOTOpas JOCTHraja

npakrtudecku 22% B ucciaenopannu COMPASS-2 [185].

— PexomennoBano HazHadyeHue Oo3zeHTaHa** marmumentam ¢ UJIATL, JIAI ma done C3CT,
OOJBHBIM CHHIPOMOM DW3EHMEHrepa UIsl YIYYIICHUS TMEPEHOCUMOCTH (U3HUSCKUX
HAarpy30K ¥ CHIDKCHUS 9aCTOTHI TOCIUTAIN3AINHN, CBSI3aHHBIX C OCHOBHBIM 3200JICBAHUEM
[6, 147, 179-183].

e EOK IA (Y42 YYPB) nas naumenrtos I1-111 @K

e EOK IIbC (Y43 YYPB) nas nanuenton IV ®K

— PekoMmenmyercss WCIONB30BaTh JBOWHOW METOJA KOHTpaleniuu Ha QoHe mpueMa
0o3eHTaHa™™ 1S MpemynpexaeHusT HexenaTeIbHO OepemerHocTH [6, 280, 287].

e EOK ner (Y15 VYP C)

MauureHTan** — HecelneKTUBHBIM DPA ¢ BBICOKOW CMOCOOHOCTHIO TMPOHUKHOBEHUS B
tkanu [186]. B omimmume ot panee mpoBoaumbix PKU addextuBHOCTE 1 0€30MaCHOCTH
MallUTeHTaHa** OIleHWBaJlaCh C MCIOJIb30BaHUEM KOMOWHHMPOBAHHOW KOHEYHON TOUKH,
BKJIFOYAIOIIEH BpeMsl 10 HACTYIUICHHsI TEPBOTO COOBITHS, cBsizaHHOTO C JIAD (yxymmeHue
TEYEeHUs1  3a00JICBaHMs,  ATPUOCENTOCTOMHUS,  TPAHCIUIAHTAIMS  JITKHX, Ha3HAuYCHHE
BHYTPUBEHHBIX WMJIM TOJKOXKHBIX CHHTETHYECKHX aHayoroB npoctamukinHa (ATX - BO1AC,
aHTHArperaHThl, KpOME TemapuHa), WIH CMEepTh OT JIOObIX NpUYMH. B mimuTenbHOE
MHOTOIICHTPOBOE JBOMHOE cliernoe Iuianedo-konTpompyemoe wuccienoanne SERAPHIN ¢
MEIMaHOW MPOJAOIDKUTEIBHOCTH 115 Henenb BKIFOUEHO 742 MalueHTa, paHIOMH3UPOBAHHBIX B
cooTHoteHuu 1:1:1 B rpymnmy miane0o, rpymnimy ManuTeHTaHa** B 03¢ 3 MI/CYTKH M TPYIITY
MaruTeHTana** B noze 10 mr/cytku. Ilokazano, 4yTo Ha3HaueHHE MalUTeHTaHa™* B m03ax 3 mr
(OP 0,70; 97,5% U, 0,52-0,96; p = 0,01) u 10 mr (OP 0,55; 97,5% U, 0,39-0,76; p = 0,001) B
CpPaBHEHMHU C IIANEeb0 CrocOOCTBOBANIO CHIKEHHUIO PUCKA 3a00JIeBAEMOCTH M CMEPTHOCTU MPHU
JIAT Ha 30% u 45%, cootBerctBenno [187, 188]. Dddekr Tepamuu He 3aBHUCET OT TOTO,
MoJlydanu Ju OOJIbHbIE HCXOJHO COIMYTCTBYIOHIYIO crerududeckyro Ttepanuio MDJI3-5,
MePOPANbHBIMU WJIM MHTAISIMOHHBIMA CHHTETHYECKMMH aHanoramu mnpocranukiuHa (ATX -
BO1AC, anTmarperanTbl, kpome remnapuHa). K 6-mMy Mecsiy HaONroIeHHs B TpyIIe Iuiane0to
mucrannug B THIX ymenpmunace Ha 9,4 M, TOrAa Kak B TpyMIax JIEYSHUS MalUTEHTaHOM™*

1a1e00-KOPPEruPOBAHHBIA MPUPOCT AUCTaHIMU coctaBuia +16,8 m (97,5% AU, 2,7-3,4; p =
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0,01) npu Ha3zHauenuu 10361 B 3 Mr u +22,0 m (97,5% AU, 3,2—40,8; p = 0,008) npu HazHauUeHUU
10 mr. OK ynyuymmics K 6-My MecsIly JISYSHHsI TI0 CPAaBHEHHIO C HCXOIHBIM Y 13% manueHToB B
rpymre miane6o, 20% — B rpynne mamutertana** 3 mr (p = 0,04) u 22% — B rpynme 10 mr (p =
0,006). ITo cpaBHEHHIO ¢ TPYIION MJIAIe00 Tepanus MalUTEHTAaHOM** BbI3bIBajia JJOCTOBEPHOE
camwkenne JICC u nmoBsIlIeHNE cepieuHoro nHaekca. Kpome Toro, mpemapar o6iamaeT Xopoumm
CIEKTpOM O€30MacHOCTH W HE HMEET paHee OMHCAHHBIX JUIi JTOro Kjacca IpernapaToB
rermaToTOKCHUECKUX 3(Pp(PEeKTOB MM KIMHUYECKH 3HAYMMBIX JIEKAPCTBEHHBIX B3aMMO/ICHCTBHIA.
YacroTta 6osee yeM 3-KpaTHOTO TOBBIIICHUSI TPAHCAMHHA3 U Pa3BUTHSI MTEPUPEPUIECKUX OTEKOB
HE pa3iIMyajach B pPA3IMYHBIX TpPYyNIax JIEYEHHs, YTO YKa3bIBaeT Ha OTCYTCTBHE
renaToTOKCUYHOCTH mpenapaTta. OJHAKO MpU HA3HAYEHUHM MallUTeHTaHa** JOCTOBEpHO yallle B
CpaBHEHMH ¢ Iutanedo oTMedanach aHemus. CHIKeHue reMoriioobnHa < 8 r/mn Habmoaanoch y
4,3% manueHTOoB, MpuHUMarmMuX ManuteHtan** 10 mr/cytku [172]. Bonee Toro, ManuteHTan ™ *
— €IMHCTBEHHBIN TIpenapar, 3pGHEeKTUBHOCTh M OE30MaCHOCTh KOTOPOTO M3YyYeHa Yy MAIlMEHTOB C
MOPTONYJAbMOHAIBHON JIAT B PaHIOMU3UPOBAHHOM Ia1e00 -KOHTPOIHPYEMOM
MHOTOLEHTPOBOM KIIMHUYECKOM UCCJIEIOBAaHUH PORTICO [189]. 3HAYUMBIX
MEXJIEKAPCTBEHHBIX B3aUMOJICHCTBUII y MalWTeHTaHa** W B3aUMHOTO BIUSHHUS TIpU

OJTHOBPEMEHHOM TIpHEMe MalluTeHTana** u cunaeHaduiaa He ormedeHo [190].

— PexoMeHmoBaHO Ha3HaueHWe MarmTeHTaHa** manueHtam c JIAD nmns  ymydmenws
(hYHKIIMOHATILHOTO CTaTyca U MPEJOTBPAIICHHS MPOTpeccCupoBanus 3aboaeBanus [6, 147,
186-189].

e EOK IB (YA/J2 YYPB) pas nanuenros II-1I1 ®K

e EOKIIbC (Y13 YYPB) nnsa nanuenton IV @K

— PexomenmyeTcs e)xeMecsYHOe ONpe/IeIiCHue akKTUBHOCTH acnapTaTaMUHOTpaHchepasbl U
alaHMHAMHUHOTpaHCc(epas3bl B KpoBU Ha (one nprema DPA [6, 174, 185].

e EOK ner (Y12 YYPB)

— PekoMeHyeTcss KOHTPOJIb YPOBHEH reMOTJIO0MHA U TeMATOKPUTa KPOBH Y MAI[MEHTOB C
JIAT, monyqarorux DPA [6, 174].
e EOK ner (YYP C, VI 5)

3.2.2.4 ®ocdoaudcrepa3bl HHTHOUTOPBI
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[Tatorene3 JIADI' cBsizan ¢ ¢QopmupoBaHueM jaepHIMTa OCHOBHOW Ba30MIATHPYIOLICH
cyocraniun, NO. Peamuzamms ngeiictBus  NO  ocymiecTBisiercss  IyTeM — aKTHBAIMU
I'YaHWJIATIMKIA3bl U YBEJIMYEHHUS] CHHTE3a IUKINYECKOTO Tr'yaHO3MHMOHO(pocdarTa, KOTOpPbI, B
CBOIO OYepellb, PETYIUPYET PENIaKCALUIO TJIaJJKOMBIIIEYHBIX KJIETOK COCY/A0B, MPOHHUIIAEMOCTh
SHIOTENHS, a TAKKE MPENoTBpaliacT arperamuio TpoMoormToB [191]. docdomusrcrepasa 5-ro
TUTIA — OCHOBHOW ()epMEHT, HUBEIUPYIOMUH 3()(HEeKTh MUKIMYECKOTO TyaHO3WHMOHO(pochara
(uI'M®). B cocymax gerkux mnanuMeHToB ¢ JII' 3HAYUTENbHO TIOBBIINIEH YPOBEHBb
dbochomurcrepaszsl 5-ro tuna. B Poccuiickoit @eneparnuu s aedenus: JIAD 3apeructpupoBan
Tonbko onuH UDJID-5, mpenapar cunaenadwi, kotopeiii B 4 PKU mponeMoHcTpupoBai cBoe
MOJIOKUTENIPHOE BIIMSHHE HA TI'eMOJMHAMHUYECKHUE MapaMeTpbl, (U3NYECKYI0 aKTUBHOCTb U
dbyHKuMoOHanbHBIN Kiacc manueHtoB ¢ JIAL [192, 193, 194, 195, 196]. K npumenenuro y
nanuentoB ¢ JIAI' -1l ®K omo6pena nosa cunpenadummra 20 mr 3 pasa B nenb [6]. B PKU
SUPER-1 y manmenTtoB ¢ JIAT (n = 278), nony4yaBmmx cumaeHadun B po3ax 20, 40, 80 mr 3
paza B CyTKM, K 12-i Helene Tepanuu OTMEYaIOCh YIYYIIEHWE KIMHUYECKOW CHMMITOMAaTHKH,
reMOJMHAMUYECKUX TMOKa3aTelel, MepeHOCUMOCTH (u3uveckoi Harpy3ku. Paznnumii B
pe3yabTaTtax Je4eHUs IPU CPAaBHUTEIBHOM OIEHKE NO03UPOBOK OT 20 10 80 Mr Tpu pas3a B CyTKH
He oTMmedasioch. [Ipu mHBa3uBHOU oneHke remoamHamukn MKK k 12-i1 Henmene Tepanuu B
rpymnnax cuijeHaduia no CpaBHEHUIO ¢ Manedo 0TMedanoch JOCTOBEPHOE CHIKEHUE CPETHETO
JUIA u JICC. [Hons manuentoB ¢ ynyumennem @K, kak MUHUMYM Ha €IUHUITY, ObliIa BBIIIC B
KOKIOW rpynmne JeueHus cuijeHaduaoM Mo CpaBHEHHIO ¢ rpymmnoi miane6o. He BbisiBiIeHO
paznuuuMii  MeXIy ~Tpymnnamd — cuigeHadwia 1O YHMCIy — KIMHMYECKUX  COOBITHIA,
CBHUJIETCIILCTBYIOMIMX O mporpeccupoBanun JIATT [192]. Takum o6pa3om, B HACTOSIIEE BpeMs
OTCYTCTBYIOT YOEIUTENIbHbIE IaHHBIE O IIEJIECOOOPAa3HOCTH TMOBBIIICHUS [03bl cuUiAeHaduna
cBeiie 60 mr/cytku npu nporpeccupoBanun JIAI'. OcHoBHbIe M0O0YHBIE 3D (DEKTHI (TOTOBHAS
00J1b, TPUIIUBBI, JUCIICTICUS) CBSI3aHBI C Ba30MIIATUPYIOIIUM JeiicTBHeM mpenapata. Cienyer
MIOMHHUTh M O JAPYIUX MEXJIEKAPCTBEHHBIX B3aUMOJCHCTBUAX, B YACTHOCTH O MHOTOKPATHOM
yBEJIIMYCHUH KOHIIEHTpaluu cuiaeHaduia Ha pone npuema BAAPT. Tem He MeHee, U3MEHEHUs
no3upoBanus cuijeHaduiaa y nauueHtoB ¢ BUY-JIAL, nonyuaromux BAAPT, He TpeOyercs.
CoBMecTHOE TpHMEHEHHE CHieHaduIa U OPraHUYeCKHMX HHUTPATOB MPOTHBOIMOKA3aHO H3-3a
pUCKa CUHKONAIBHBIX COCTOSIHUM M CUMOTOMHOW TMIIOTEH3UH, TaK K€ KaK COBMECTHBIH MpPHEM

cuieHauIa u puonuryara**,

— PexoMenaoBaHO Ha3HAa4YCHUC CI/I.HI[CHa(I)I/IHa JJIA YIIYUIICHUA NEPpCHOCUMOCTH

¢u3nYecKux HArpy3ok M (yHKIMOHAJIbHOTO cTaryca mauueHTtoB c JIAL' [6, 147, 192—
196].
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e EOK IA (Y2 YYPB) nast nammentos I1-1I1 ®K
e EOK IIbC (Y3 YYPB) nias nanuenron IV ®K

3.2.2.5 Puonuryar**

B otnnune ot UDJD-5, kotopsie mpemynpexaator aerpaganuio ul M®, puouuryar™*
noBbimaer ee mnponaykuuioo [197]. Puommryar** umeer ABOHHON MeXaHH3M JICHCTBUS:
cencuommusupyet pI'Ll x samorerromy NO myreM cTabniamM3anuy UX CBSI3H, a TAKXKE HAMPSIMYIO
CTUMYJHUpYeT (EepMEHT dYepe3 ApYyron ydactok cBs3u, HezaBucuMo oT NO. brmaromapst stum
addexTam, puormryar** BoccraHaBIMBaeT METAOOIUYECKUN MYyTh «MOHOOKcHU] azota — pl'L —
ul'M®» u BbI3bIBaCT yBeIMYECHHE NPOayKUuH 0Ol M®D, KOTOPBIM HUIpaeT BAXKHYIO pPOJIb B
pEerymsiliud COCYIUCTOTO TOHYCa, MporeccoB mnposmdepannn, Gudpo3a m Bocnaienus [198].
Taxum oOpazom, peanmzanus dpdexra puonuryara** ue 3aucur ot NO, comepkaHre KOTOPOTO
3HAYUTENIbHO CHWXEHO y manueHtoB ¢ JIAI. B 12-HemenbHOM nBOITHOM ciiernoM muiare0o-
kouTpoiupyemoM PKW PATENT-1 nponemoHcTpupoBaHa 3PQeKTUBHOCTh MU 0€30MacHOCTb
puoruryata** y mamuentoB ¢ JIAI' (n = 443), cpenu kotopeix Obutn manueHtbl ¢ MJIAT,
cemeitnoit JIAI', a taxxke JIAI', accoumupoBannoi ¢ C3CT, BIIC, nopTansHON THNEpPTEH3HUEH,
MIPUEMOM TIpernapaTtoB AJsl JICYEHUS OKUPEHUs LEHTPaIbHOrO AEUCTBHUS WM aMmpeTaMuHa.
[Ipemapar B mo3e n0 2,5 Mr 3 pa3a B CyTKH YiIydlllal KIMHUYECKYI0 CHMIITOMATHKY,
MEPEeHOCUMOCTh (PU3UYECKUX HArpy3ok, remoauHamuueckue napamerpol, OK JIAI, a Ttakxke
YBEJIMUMBAJ BpeMs 10 pa3BUTUA KIMHUYeCKOTo yxyameHusa. K 12-it nepene aucrtanuus B TIIX
yBenu4miach Ha +30 M OT UCXOJHOM B TPYIIE pUoIUryaTa** ¢ MakCMMalbHOU 10301 2,5 Mmr 3
pasa B CyTKH, TOTJIa KaK B TpyIie mianebo oHa CHHM3WIach B cpeaneM Ha 6 M (p <0,001).
Vayumenne auctanuuu B TIIX k 12-i1 Henene nedeHUss JOCTUrajioCh My IALUEHTOB,
MOJIy4aBIIUX MPEALIECTBYIOMYIO crenuduueckyo tepanuio [199]. Bennuuna JICC B rpymme
puonuryata** ¢ MakcUMalbHOM 1030H 2,5 Mr 3 pa3a B CyTKM CHM3WJIAch Ha 223 JIMH/CEK/CM®,
TOTJIa KaK B TpyIIe miaanedo 0TMEYEHO CHUKEHHE Ha 9 nuH/cex/cm® (p <0,001). Cratuctuuecku
3HAYUMBIMHM TIPH Ha3HAYEHUW puolHryara** B cpaBHEHMM C TIUlaled0 ObUTM W3MEHEHUs
reMoJiMHaMHu4YecKux mnokasareneit (cpeauero JIJIA, cepneunoro BeiOpoca), a Taxke ypoBHs NT-
proBNP, ®K (BO3) u crenenu onpiniku 1o bopry. JlocroBepHo pexxe B rpymnmne puouuryara** c
MaKCUMalbHOW N1030#1 2,5 Mr 3 pa3a B CyTKM B CpaBHEHHMH C Tulale00 HACTYyMaiu COOBITHSA,
ykaspiBaroniue Ha kimHuueckoe yxyamenue JIAI. Ilo nmannasiM PATENT-2 nByxueTHss
BBIKHBaeMoCTh nanueHToB ¢ JIAD Ha (one Tepanuu puonuryaroMm™* cocrasumna 93%, mpu 3ToMm
y 79% nanueHToB He HaOMIONAIOCh KIMHMYECKOro yxynamenus. bonee toro, 83% mnanueHToB

yepe3 2 roja OCTaBAIMCh Ha MoHOTepanuu puoruryarom** [200]. Puomuryar** obnamaer
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XOPOIIMM CHEKTPOM O€30MacHOCTH, TaK KaK 4YacTOTa HamOoJiee Cephe3HBIX HEXKeIaTeIbHBIX
SBJICHUH, TAKUX KaK CHHKOTAJbHBIC COCTOSHUS, MPUHIMIUAIBHO HE OTJIHMYAIACh OT TPYIIIBI
1anebo MpU KCIOJb30BAHUN MaKCHMabHOUM 103upoBkH (1% u 4%, cootBercTBeHHO) [201].
Tutpauuss 103bl puonMryata** noJKHa OCYILIECTBIATHCS IPU TILATEIbHOM KOHTpOJIE
KIIMHUYecKuX mposiBiieHudl u ypoBHa AJl. B Poccuiickoit denepanuu K TUTpaLUU AOCTYIHBI
nosupoBku 1 mr, 1,5 mr, 2 mr um 2,5 mr puonuryara**. Turpanus OCYIIECTBISETCS C
MHTEPBAIOM B 2 HEOENW TOJ KOHTPOJIEM CyOBEKTHBHOW IIEPEHOCHMOCTH U YpPOBHS
cuctoiandeckoro AJl, KOTOphIi B MOKOE B MOJIO)KEHUU CHUS HE JOJKEH ObITh MeHee 95 MM pr.
ct. [TanmeHThI, MPUHUMAIOIINE PUOLUTYAT**, He JOJDKHBI KYPUTh, IOCKOJIBKY Ha ()OHE KypeHUs
3HAYUMO CHHXKAETCSl KOHLEHTpauus puouuryata** B kpoBu. Puonuryar** obnamaer

TE€pPaTOreHHbIM YPPEKTOM U €ro NPUMEHEHNE Y OepEMEHHBIX IPOTHUBOMOKA3aHO.

— PexomennoBaHo Ha3zHaueHHWe puUOLUTyaTa™™®  §asg  yIydlleHUus TEepPEeHOCHUMOCTH
¢uznueckux Harpysok, ynyuumenuss @K (BO3) u npenorBpaiienus nporpeccupoBaHUs
JIAT [6, 147, 199, 200].

e EOK IB (Y2 YYPB) nas nanuenros II-1I1 ®K

e EOK IIbC (YA43 YYPB) ans nanuentos IV ®K

- He pexomenayercs koMOuHanusi puonuryara** u cunaeHadumia u3-3a pucka pa3BUTHS
CHCTEMHOMU THITOTEH3UHU B APYruX Mo004HbIX 3ddekroB [6, 147, 199, 200].

« EOK IIIB (YII5 YYPC)

3.2.2.6 Cejgexcunar

Cenexcunar — nepBbIil CEIEKTUBHBINA arOHUCT MpocTaluKIMHOBLIX (IP) peuentopos mis
nepopaibHoro mpuema (ATX - BO1AC, anTmarperantsl, Kpome remapuHa). JledcTBue
CeJIeKcUIlara M ero MetafojiuTa peanusyeTcs uyepe3 akTupanuio |P-perentopoB, BbI3BIBAET
Bazoamiaranuio cocynoB MKK u cumwxkenune JICC. B nunotnom PKU 2-it ¢a3el y nanueHToB ¢
JIAT, nmonywaBmux tepanuto UDJD-5, unu OPA, Ha 17-i1 Hemene Tepanuu CeJNEKCUIIAroM
otmeuero cHimkerne JICC [202]. Toraa kak B PKU 3-ii ¢paser GRIPHON ¢ Bkirouenunem 1156
MAIUMEeHTOB (Cpelu HUX rpymma cenekcunara — 574 namnuenta) JIAI-MmoHoTepanus cenexkcunaroMm
WJIH TIOCTIeIoBaTeNIbHass KOMOMHUPOBaHHAs (IBOMHAS U Jake TpoliHas) crenuduueckas Tepanms
c no0OaBleHUEM CeJeKCHIara CHIDKaga BpeMs [0 HACTYIUIGHHS TIEPBOTO  COOBITHSA,
acconuupoBanHoro ¢ JIAT', unu cmeptu manuenta Ha 40% (OP = 0,60; 99% AU 0,46-0,78; p <

0,001) [203]. DddexTuBHOCTH Ccenekcumnara He 3aBUCENa OT TOTrO, IPUMEHSUICS JIU TperapaT B
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kauectBe MoHoteparnuu (OP = 0,57; 99% AU 0,32-1,03) unu B KOMOMHAIMU C JAPYTUMHU
cnenupuueckumu npemnaparamu: UDD-5 (OP = 0,66; 99% AN 0,32-1,35) uim DPA (OP =
0,66; 99% AU 0,32-1,35), a Takke OT BO3pacTa MalMeHTa W 3THOJOruM 3aboseBanus [206].
Hapsiny ¢ atum 3apeructpupoBa d3QQEeKT Tepanuy CEIeKCUIIaroM Mo CpaBHEHHUIO C Tuianedo Ha
¢bu3HyecKyro paboTOCIOCOOHOCTh ManueHToB 1o gaHHbiM TIHIX (+12 m; 99% AU 1-24 m; p =
0,003). K konIy nBoitHOTO ciienoro mepuoja (26 Hemenb) OTMEUCHO CHUKCHHE CMEPTHOCTH U
4aCTOTHI TOCTIUTANIU3AMNKN B cBsi3u ¢ yxynamienuem teuenus JIAT va 30% (OP = 0,70; 95% A1
0,54 mo 091; p = 0,003), mpuuem 87,4% coOBITUI TPUXOAWIOCH HA TOCTUTAIM3AIUH.
Cenekcunar TUTpOBaJIH, HaUnHasH ¢ 10361 200 MKT 7Ba pa3a B JIeHb, €KEHEACIbHO TOBBIIIAS 103y
Ha 200 MKT 10 MaKCUMaJIbHO MEPEHOCUMOM 103bl. MakCUMaIbHO OMYCTUMAs /1032 CeJIEKCHUIara
cocrabuia 1600 wMxr 2 paza B JeHb. [lpu aHanu3e CTPYKTypbl HWHAMBUAYAJIbHOMN
noyiepkuBaromeid no3el B uccineaoBannn GRIPHON ycranomieno, uro 42,9% manueHTOB
mojyJayiii BhICOKHE 103bI, 31,2% — cpemnme, u Tonpko 23,2% — Hu3kme. HexemarenbHbie
SIBJICHUSI, CBSI3aHHBIE C TIPHEMOM CeJIeKcHIara, Bcrpedaiuch B 14,3% citydaeB 1Mo CpaBHEHHUIO C
7,1% B rpynmne miarnedo, 4To B psA€ cilydaeB ObLJIO MPUYMHON MpeKpalleHus naibHeuIiero
yuactust B ucciaemoBannu GRIPHON (p <0,001). Haubosee pacmpocTpaHeHHBIMH TOOOYHBIMHU
abdextamu Ha (oHE MpueMa celieKcumnara ObLIM TOJIOBHAs 00Jib, OOTM B HIDKHEH YEIIOCTH,
TOITHOTA, JHMapesi, MUAITHH, TPWIMBbI. COBMECTHBIH IpHEM CeJIEKCHIIara ¢ WHTHOHTOPOM
CYP2C8 remdpubdpo3uaoM KaTeropuyeckd MPOTHBOINOKA3aH M3-3a JIBYKPATHOTO YBEJIUYECHUS

KOHICHTpAUU CCIICKCUIIara B KpOBH U, COOTBCTCTBCHHO, YCHIICHU MOOOYHBIX 3(1)(1)6KTOB.

— PexoMeHIOBaHO Ha3HAYCHHE CeElIEKCUIara B KauyecTBE MOHOTEpAllMd M B paMKax
koMOuHMpoBaHHOW Tepanuu mnanueHtam ¢ JIAD |-l ®K gns opemxynpexneHus

mporpeccupoBanus 3abonesanus [6, 147, 202, 203].

e EOK IB (YA/J3 YYPB) pis nanuenros II-1I1 ®K

3.2.2.7 KoMOMHHUPOBAHHAS Tepanus

KomOuHupoBaHHas Tepanus ¢ Bo3/eiiCTBEM Ha pa3iMyHbIe 3BEHbs MMaTOreHE3a IHUPOKO
IIPUMEHSAETCS B JICUEHUHM TAIUEHTOB C CEPACYHOM HENOCTATOYHOCTBID, CHUCTEMHOU
aprepuanbHoil runeprensueil, BUY-undekuueil. IT0oT moaxoa sBIseTcs MpHUBIEKATEIbHBIM
BBHUJly BO3MOXXHOCTH OJHOBPEMEHHOI'O BIIMSHHSA Ha HECKOJBKO IyTed marore”esa JIAI, yro
npuBoauT K cHiwkeHuto JICC, npenoTBpalieHno JalbHEMILIEro peMOEIMPOBaHUS JIETOUYHBIX
apTepHil U, B UTOTE, K YBEIIMUEHUIO BpEMEHU 10 yXyauieHus TeueHus JIAL, cHukeHUIo 4acToThl

Pa3sBUTUA OCHO)KHCHHﬁ, B TOM YHCJIC U (I)aTaHBHLIX.
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[loaTBepxkaeHNEM MPEBOCXOACTBA KOMOMHUPOBAHHOM TEpanuu HaJ MOHOTepanuen
CIIy’KaT pe3yibTaThl HECKOJbKUX METAaHAIM30B KIMHUYECKUX HCCIEAOBAHUM C MPUMEHEHUEM
KOMOMHUPOBAaHHOM  crneuu(uveckoil  Tepamuu, B  KOTOPBIX  TIOKAa3aHO  YIIy4dlICHHE
reMOJMHAMHUYECKUX ToKa3aTesnei u ¢pusndeckoit padborocnocooHocTH naruentos (THIX +23 m),
CHIDKeHHe pucka yxymmenusi tedenus JIAI na 35%, nporpeccupoBanust JIAI' ma 38—47%,
YMEHBILIEHUE pUCKA FOCIUTAIN3ALUU B CBsI3U ¢ nporpeccupoanueM JIAI' Ha 29% u sckanauuu
Tepanuu Ha 62% mo cpaBHeHHIO ¢ MOHOTepanueit [204, 205, 206]. U eciu nenecooOpa3HOCTh
Ha3HAYEHUsS] CTapTOBOW KOMOMHHpPOBAaHHOW crenuduueckoi tepanuu, y nauureHtos c [II OK
JIAT' B GONBIIMHCTBE CIy4aeB HE BbBI3bIBAET COMHEHHUM, TO arpecCUBHAas CTpaTerus BEICHMS
nanuenToB co I @K JIAT o6cyxmanace Tonpko B EBponeiickux pexomenaamnusix 2015 roga [6].
[IpopbIBHBIM B OTHOIIEHUH CMEHBI MapaJurMbl BeleHUs nmanueHToB HeBbicokoro ®K cram 2017
roJi, Korga ObUTH OMyOJIMKOBaHbI JaHHBIE TPEX PETHCTPOB, B KOTOPBIX HAa MPAaKTUKE MPUMEHEH
MOAX0JT CTpaTU(UKALIMKA PHUCKA JIETAIBHOCTH, MPEIOKEHHBIH B PEKOMEHIAMIX MO BEICHHUIO
nanueHtoB ¢ JII' EBpomneiickuMm pecniMpaTopHbIM M EBpONEHCKUM  KapauOJIOTMYECKUM
oomectBamu [129, 130, 131]. Oka3amoch, 94TO TOAOBas JCTAILHOCTH IAIMEHTOB C HCXOJHO
MIPOMEXKYTOUYHBIM PUCKOM JIETAIBHOCTU cocTaBisgieT 17% [129]. A cocrosiHMe manueHToB 3TOU
rpynnel pucka oObrdHO Xapaktepus3yroT kak Il wmm III ®K JIAT. Ilo manHBIM peructpa
COMPERA koMOuMHUpOBaHHYIO Tepamuio moiydaid Toibko 40% MalueHTOB TPYIIbI
MIPOMEKYTOYHOIO pHUCKA JIETAJbHOCTH, HO M B TPYIIE MAalMEHTOB 30HBI BBICOKOI'O pHCKA
JIETAIbHOCTH CTapTOBasi KOMOMHUPOBAHHAS Tepanusl Obl1a TONBKO y 36% MAlMeHTOB Ha MEPUO/T
HaOmogeHuss ot 3 wmecsueB g0 2 jer [130]. HecMoTps Ha Hanuuue pa3iHYHBIX TPYIIT
crenu(puUecKuX aHTUIEePTEH3UBHBIX MNpenaparoB uig Jiedenus JIAIT m moaxon B JeueHUw,
OCHOBAHHBIM Ha CTpaTHU(HUKAIUU PUCKA JIETAIbHOCTH, TPEXJIETHSISI BBKMBAEMOCTh MAI[EHTOB C
JIAT' ocraercs HEylOBIETBOPUTEIBHOW W BapbupyeT oT 67 no 74%. Tem He meHee, eciu B
TEYEHHE NEPBOrO0 ToJa C MOMEHTa Haydajga crenupuyeckoll Tepanuu, MalueHT W3 30HbI
BBICOKOTO/TIPOMEKYTOYHOTO PHUCKA JIETabHOCTH TIEPEXOJUT B 30HY HH3KOTO pHUCKA, TO
MOCJIEYIOMasi BBDKUBAEMOCTh COIMOCTaBMMA C MAlMEHTaMH, KOTOpPbIE HWCXOAHO ObLIN
CTpaTU(UIIMPOBAHBI, KaK HaXOJAIIWEcs B 30HE HU3KOro pucka netanbHocTH [129]. Takum
oOpa3omMm, pe3ynbTaThl HpocnekTuBHbIX peructpoB COMPERA, SPAHR wu ¢panmysckoro
perucTpa HOATBEPAMIIN 11eeCO00Pa3HOCTh MCIOIb30BAHMUS CHUCTEMbI CTpaTH(UKALUU pHUCKA
JETAIBHOCTH, TNPEUIOKEHHYI0 B JIEHCTBYIOIIMX EBpomeickux pekoMeHamusax [6], u
HE00X0AUMOCTh 0oJiee arpecCUBHONM TAaKTUKU BEACHUS MMAIMEHTOB MPOMEXYTOYHOTO pHCKa
netanpHOCTH. Kpome Toro, remoauHamMuueckue MokazaTend, noiydeHHole Bo Bpems UBKC,

OCTAar0TCA OAHMMHU H3 CaMbIX CHUJIbBHBIX ACTCPMHUHAHT CTpaTI/I(bI/IKaI_[I/II/I pucCKka JICTAJIbHOCTU U
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BbIOOpa Taktuku BenmeHus [129, 130, 131]. K coxaneHnuro, cucrema crpatudukanum pricka
JeTaNbHOCTH, Npe/yiokeHHass Epponelickumu pexomenpanusmu 2015 roma, B OTIWYHE OT
KanbKynsTopa pucka REVEAL 2.0 He yunuThIBaeT Takue HeMOAU(DUIIUpPYyEeMbIe TTOKa3aTelH, KaK

BO3PACT, TIOJI U STUOJIOTHS 3a00JIEBaHUs, a TAKXKE COMYTCTBYIOMIYIO matoJoruto [10].

Pe3ynbTarsl nocneaHuX AOATOCPOYHbIX MHOTOLEHTpOoBbIX PKU, BriItouaBmux Oosblnoe
konuuectBO mnauueHToB ¢ JIAI' [ rpynmbl, NHO3BOJMIAM OLIEHUTH BIUSHUE CTapTOBOM
komOunupoBanHoit teparun  (AMBITION) wu mocnemoBarenbHOM  KOMOMHHPOBAHHOM
cnenuduueckoit Teparmu, (SERAPHIN, GRIPHON) na ucxoapl 3a6oneBanus [190, 210, 211] u
cenaTh BBIBOJ O IIE€JIECO00pPa3HOCTH paHHEH KOMOMHMPOBAHHOW cCrenu(pUUEecKOd Tepamnuu,
naxxe y mauueHtoB co II @K JIAT, KoTOpbIXx MOXHO OTHECTH KaK K 30HE HH3KOIO pHCKa
JeTanbHOCTH, TaKk W Tmpomexyrounoi [147]. Tak, B PKMI SERAPHIN 63,7% BKIIOYEHHBIX
nanueHToB ¢ JIAT I rpynmsl mosrydanu 6a30Byr0 crienu(PUUecKyro Tepanuio, IPEeuMyIIECTBEHHO
cuieHaguiaom, u 5,4% nDanUeHTOB — TEpanui0 CUMHTETHUYECKMMHU aHaJloTaMu IMPOCTalMKINHA
(ATX - BO1AC, antuarperantsl, kpome remapuna). Ha ¢oHe KOMOWHMPOBAHHOW Tepamuu C
MAaIIUTCHTAaHOM** pUCK HEOJIArompUsATHBIX COOBITHH (TOCHIHUTAIM3AIUN, CMEPTh, YXYIIIIECHUE
teuenust JIAI', TpaHncmnantauus/centoroMusi) cHikancs Ha 38% (p = 0,009) [188]. B PKU
AMBITION npoaeMOHCTpUpPOBAaHO CHMKEHHE pucka coObiTuii Ha 50% B rpymnme cTapToBOI
KOMOMHHMPOBAHHOM Tepanuy aMmOpru3eHTaHOM™* B coueTaHuM ¢ TaganaduiIoM# 1Mo CpaBHEHHIO C
rpynnaMmd MoHoTepamuu amOpuzeHTaHoM™* mnm Tagamadpumom# (p < 0,001) [207]. B PKU
GRIPHON puck HeOnaromnpusiTHbIX coObITUN cHIDKalncs Ha 37% B rpynne MalueHTOB,
MOJTYYaBIIUX CeJIEKCUNar B gonojaHeHue K tepanuu UDJD-5 u OPA (n = 179) no cpaBHEeHHIO €
IPYIIOH, MOTy4aBIlIel ABOMHYI0 KOMOMHUpOBaHHYIO Tepanuto (n = 197) (OP = 0,63; 99% AU
0,39-1,01) [208]. MUuTepecen TOT (pakT, 4TO PUCK HEOIArOMPHUITHBIX COOBITHI 32 30-MECTIHBIH
nepuoy HaOmoaenus B PKU GRIPHON ywmensmancs Ha 63% y nanuentoB co II ®K JIAD nHa
(doHe nocenoBaTeNIbHON TPOHHON Tepanuu (n = 55) Mo CpaBHEHUIO C ABOWHON crenuduueckoit
tepanueir (n = 60) (OP = 0,37; 95% AN 0,15-0,95). Caenyer oTAETHbHO OCTAaHOBUTHCS Ha
pe3yapTaTax MWIOTHOIO OJHOLIEHTPOBOTO MTPOCIEKTUBHOTO HEKOHTPOJIMPYEMOTO U CCIIEOBAHMUS
O. Sitbon ¢ coaBropamu (2014), B xotopom 19 «HauBHbIM» namuentam c JIAT III-IV ©K
(WJIAT, nacnenctBennas JIAT, nexapctBenHas JIAI') Ha3HaueHa cTapToBas KOMOMHHPOBAHHAS
Tepamnusi SMOMPOCTEHOJIOM B COYETAHWU C MEpOpalbHBIMM MpenapaTaMu CHIJeHaQUIoOM H
6o3eHTaHoM**. TpexyeTHsss BbDKMBAEMOCTh MaieHToB cocraBmwia 100%, a mepeHOCHMOCTh
¢u3nyeckoil Harpy3ku U IOKa3aTeld TIeMOJMHAMUKU JIEMOHCTPUPOBAIM YCTOHYHMBOE

ynydiienue ciycts 32 + 19 mecsina neuenus [209].
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YuureiBas  pesynbratel  PKM  nocnegHux €T W JaHHBIE  IPOCHEKTHUBHBIX
MEXKIyHapOJAHBIX PerucTpoB, B 2018 rogy KenbHCKUN KOHCEHCYC 3KCIEPTOB MPEATI0KHUI HOBBIN
MOJXOJ B HAa3HAYCHHWU CTAPTOBOM KOMOMHHMPOBAHHON TepamuM, COTJIACHO KOTOPOMY JaxKe
MalUeHTaM C HU3KUM PUCKOM JIETAJIBHOCTH IOKa3aHa CTapTOBas KOMOWHUpPOBAaHHAs TEparnus.
O06o3HaueHa 1eIb TePANUH: CTA0MIBHOE TOCTHKEHUE 30HBI HU3KOTO PHCKa JietaabHocTH [9, 10,
147]. Kpome TOro, B HOBOM ajiroputMme jeudeHus: nanueHroB ¢ JIAIT mpemnoxkeHo pasnuyaTh
MaueHToB ¢ «kiaccuueckum» ¢enHorunom WIIAI m namuentroB ¢ JIAI' ¢ comyrcrByromeit

OaTOJIOTHUEH.

K «xnaccuueckomy» ¢denotuny WJIAIT MOXHO OTHECTH MOJIOABIX TMAIUEHTOB C
TUNUYHOU npekanuuisipHoi JII' 06e3 comyTcTByromIei naronoruu, Torjaa kak nanueHTs! ¢ MJIAT
U CONyTCTBYyIOIIeW mnatonorueil (aprepuanbHas runeprensus, WbC, caxapubiii nuaber,
O’KHMpEHHE, IMaTOJIOTUs JETKHX) — OOBIYHO JIIOAM CTapiiel BO3pacTHOM rpymmbl. MIMeHHO amns
nanueHToB ¢ MJIATD crapuieit Bo3pacTHON TpyIIibl ¢ KOMOPOUAHBIMU COCTOSIHUSIMHM, HECMOTPS
Ha PUCKH JIETAIBHOCTH, B KaUeCTBE Hayala CHelU(pUUECKON Tepaniu MOKET ObITh MPeaIokKeHO
UCIOJb30BaTh MOHOTEPANHUIO C MOCIEAYIOMEeH OLEHKON 3(P(YEKTUBHOCTH M WHAMBUIYAIbHBIM

perieHneM o 1esiecooOpa3HOCTH MMPUMEHEHN KOMOMHUpOBaHHOM Teparuu [ 10].

Takum 00pa3oM, CKIAJBIBACTCS TMPEACTaBICHUE O JOCTATOYHO Y3KOW TMOMYJISIUN
MalMEeHTOB, Y KOTOPBIX MOXKET pacCMaTpHUBATLCS CTApTOBas MOHOTEPAIHMsI, YTO BIEPBBIC OBLIO
chopmynupoBano B 2019 roxy:

— [Mammenter ¢  WJIAI, nacnenctBennout JIAI, JIAIT Ha d¢QoHe mnpuema
JICKAPCTBEHHBIX MPENApaToOB C TOJOKUTEIbHBIM Ba30PEAKTUBHBIM TECTOM, YCTOWYUBBIM
noctmwkenrem |-1I ®K JIAT u ynydieHueM reMoJuHaMUYECKUX TOKasarened (IpexHue
WY  YIyYIIalOIIMecss MO CPaBHEHUIO C JOCTUTHYTBIMM BO BpeMs IPOBEICHUS
Ba30PEaKTUBHOIO TecTa) yepe3 1 rox Ha MmoHOoTepanuu bKK;

— [ManmenTsl, mnutensHO mnodyvaromue monHoTepanuto BKK (> 5-10 ner) wu
HaxoJIsIIuecs CTaOUIbHO B 30HE HU3KOTO PHCKa JIETaIbHOCTH

- [Manuentel ¢ MJIAD crapuie 75 neT ¢ MHOTOYMCIEHHBIMHU (DaKTOpaMH pPHUCKa
CepJICYHON HEIOCTATOYHOCTH C COXPAaHHON COKpPATUTENbHOW CIOCOOHOCTHIO JIEBOTO
xemynodka (Beicokoe AJl, caxapHblil tuadet, GuOpUILIALMS IpeAcepanii, O)KUPEHUE);

— [MTarmeHTHI € MOM03pEeHKUEM WK BbICOKOU BeposaTHOCThi0 BOBJI/JIKT,

— [Taumentst ¢ JIAI, accomuupoBanHoid ¢ BUY unu nopranbHOM runepreH3uen
unu HekopperupoBaHHbIMU BIIC, mockonbKy 3TH Tpynmbl HNalMEHTOB HE BKIIOYAINCH B

PKMU co cTapToBOit KOMOMHUPOBAHHOH TepanueH;
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— [Mauuents! ¢ nerkum teuenuem JIAT (I ©K JIAT, JICC 34 exn. Byna, cpennee
JUIA < 30 MM pT. CT. U HOpMaJbHbIE IOKA3aTe€ld MPABOT0 JKEIyA0YKa I10 JAHHBIM
axoKkapauorpadun);
— KombOunupoBannas creruduyeckas Tepanusi HeIOCTyITHA WM MPOTHUBOIIOKA3aHa
(Harpumep, TspKesas natojorus neuenu) [10].
be3ycrnoBHO, KOMOMHHMpOBaHHAs Tepanusi MUMEET M CBOM OOpaTHBIE CTOPOHBI B BHJE
CyMMalMy TOOOYHBIX 3(PPEKTOB, MEKICKAPCTBEHHBIX B3aMMOJCHCTBHNA WM TNPUBEPKEHHOCTH
TEparuy y MAleHTOB, UCXOAHO MMEIONINX COMMyTCTBYIOUIYIO MATOJIOTHIO, TI0 TIOBOJY KOTOPOWM
0O0JIbHBIE MOTYT MOJIy4aTh OoJibIloe KosmuecTBO mpenaparoB [210]. Kpome Toro, BoOmpock
(hapmMakodIKOHOMHUUECKON YPHEKTUBHOCTH TAKXKE OCTAIOTCSI HEpelIeHHBIMHU. OCTaeTCsl HESICHBIM,
Kakas TaKTWKa JOJDKHAa OBITh MpeanpuHsATa B ciydae Hed()PEKTHBHOCTH MOHOTEpPAITUH.
Hacrositmast  cTpaTerusi BeNeHHWsS TAIMEHTOB C HEAJCKBATHBIM KIMHUYECKHM OTBETOM
MPEIyCMaTPUBACT ICKANAIUIO yXe HMEIOUIeHcs Tepanmud 3a CYeT J00aBICHHS BTOPOTO H
TpeThero cnenuduyeckoro mpemnapara. Hewm3BecTHO, Kak M3MEHHTCS TEYEHHE 3a00JICBaHUS B
cllydae 3aMeHBI Tperapara OJHOW TPYIBI MPernapaToM M3 JIPYroil Tpymibl. Y CTaHOBICHHBIX
PEKOMEHJAlM M0 ATOMY TOBOJY HET, HECMOTpsi Ha oOHanexuBarommue pedynbratel PKU
RESPITE mo mepektoueHnI0 MaMeHTOB ¢ HeaaeKBaTHBIM KIMHHYECKHMM OTBETOM C TEpPAIUH
cunaeHagmwiom Ha puonuryar** [211]. B OTKpbITOM HEKOHTPOJIUPYEMOM KIUHUYECKOM
uccnenopanuu RESPITE 61 marmuent ¢ JIAD | rpynmer (92% WJIAT), maxonsmmiics B 111 @K,
HECMOTps Ha MOJIy4aeMylo Teparuio cuineHaduiaom 6osee 3 MecsieB, MepeBeeH Ha Teparuio
puonuryaroMm** ¢ nociaenyromumM nepuoaom Hadmoaenus. K 24-if nexgene HaGmo1eHUS TOIBKO
46% mnanuentoB octaBaiauchk B |1 ®K JIAIL', Torma xak 56% nanuentoB nocturid |1 ®K u 2%
nanueHtoB — | ®K JIAI. Hapsay co cHmwkenuem DK, peructpupoBanioch yBeIHYEHUE
mucrannuu B TIHIX wa 31 = 63 M (p < 0,01) u camxenne ypoBas NT-proBNP B criBopoTke
kpoBu. OJIHAKO ClIeyeT OTMETUTh, 4T0 82% MaIMEeHTOB UCXOJHO OBbLIM Ha KOMOMHUPOBAHHOM
tepanuu  cuieHabmwioM u OPA. TlockonbKy pe3ynbTaToB HCCIEAOBAHHA, OTHOBPEMEHHO
cpaBHHBAIOMINX 3(P(HEKTUBHOCTH U 0€30MaCHOCTh BeeX TpeX DPA HeT, To HUHTEpeCHBI JaHHBIE 110
NEepeKIoueHuto ¢ Tepanuu ogHuM OPA Ha npyroil. Tak, mo JaHHBIM OJHOLIEHTPOBOTO
HNPOCHEKTUBHOTO KOropTHOTO HccienoBanus M.T. Politi ¢ coaBropamu (2017), nepexitoueHue ¢
6o3eHTaHa*™* nHa mauureHtan** 78 mammentoB ¢ JIAI' | rpynnel Ha ¢oHe 6a30Boil Tepanuu
cuigeHapwioM M KOMOWHUPOBaHHON Tepamuu cuwineHapuia + CHHTETHYECKMH aHajor
npocrarmkianaa (ATX - BO1AC, antuarperantsl, kpome renaputa) y 21% mamueHtoB kK 12
MecsIaM HaOIIoieHusT 00ecleyrBaIo MOJOXKUTENbHBIM 3(GQGeKT B BHIE JOCTOBEPHOIO

yMmeHbleHus konudectsa manueHtos c -1V OK JIAT (¢ 47,6 no 9,5%, p < 0,01), yBenuuenus
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muctaniuu B THIX (¢ 348,1 £ 75,6 no 398,0 £ 63,7 m, p < 0,001), camxenust ypoBus BNP B
ceIBOpoTKe KpoBU (¢ 98 (68—132) mo 78 (62—-120) nr/ma, p < 0,01) u 6onee HU3KUX 3HAYCHUUN
TpancamuHa3 (P < 0,001) [212]. AHanoruuHblii pe3yabTaT ObUI HOJYYEH B IMPOCIEKTHBHOM
JBYLIECHTPOBOM HEKOHTpoJiupyeMoM wuccienoBanuu y 40 mauumentoB c JIAT-BIIC, cpenu
kotopbix 40% wumenu cunapom Jayna, 75% — cunapom OiizeHmenrepa u 23% —
IIpeILIECTBYIOLYIO Tepamnuto cuiiaeHaduioM. [lpu nepexmouenuu ¢ Tepanuu 603eHTaHOM** Ha
MaruteHTan** nocrosepro ymenbmanics ®K JIAT (HH-1V 48%—23%, p = 0,004), cHmxaincs
ypoBerb NT-proBNP B ceiBopoTke kpoBu (p = 0,02) u yBemmumBanoce TAPSE (p = 0,002)
[213].

— Pexomennyercs HazHaueHHE MOCIIEOBATEILHON KOMOMHMPOBAHHOW CHELM(PUUECKON
TEepanmuu JUIsl JIeYeHHs] TMAalMeHTOB C HEJOCTaTOYHbIM OTBETOM Ha HaYaJIbHYIO

monoTepanuio [6, 9, 10, 147] (Tabmuma 13, [punoxkenue A3).

e EOK IB (YAJI5 VVP C)

— Pexomenmyercss HavampHas ~ KOMOWMHHMPOBAaHHAs — TEpamusi  aHTUICPTCH3MBHBIMHU
npenapatamu A aedenus JIAT mpu BeicokoM pucke netanbHocTH (> 10% B ron) [9, 10,
147, 188, 204-206, 207-208].

e EOK IIaC (Y15 YYPC)

— PexoMeHayeTcss paccMOTpPETh BO3MOXKHOCTh TMEPEKIIOUEHHS Ha puonuryar** mpwu
HeapdexTuBHOCTH MOHOTEpanuu cuiaaeHadpuiom [9, 211].

« EOK ner (VI3 YYPB)

— PexoMeHayeTcs paccMOTPETh BO3MOXKHOCTh MEPEKIIOUEHHUS C OJHOTO Tpenapara Ha
JPYroil B paMKax OJIHOTO KJIacCa aHTMIIEPTEH3UBHBIX MpenapaToB i jJeueHus JIAT wim
Ha JICKAPCTBEHHBIH Mpenapar Apyroro kiacca [212, 213].

e EOK ner (Y1 4 YYPC)

—  He pexomeHayeTcss paccMaTpuBaTh B KayecTBE Iperapara MEpBOW JMHUUA B PaMKax
MOCJIEIOBATEIbHOH KOMOMHHMPOBAHHOW Tepanud y TAIlMeHTOB, paHee IOydaBIInX
Tepanuio  CcuileHapuIoOM, JICKapCTBEHHBIM mpenapaT Oo3eHTaH** ¢ yueToM
0COOEHHOCTEH MeXIIeKapCTBEHHOTO B3aumoeiicteus [9, 185].

« EOK IIaC (Y12 YYPB)
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— PexomengoBaHo Ha3zHaueHne ManurTeHTtaHa** OoinbpHBEIM JIAIT, He mOCTHMraromuM IeeH
JIeYeHUs NP Ha3Ha4YeHUM cuiieHaduna [6, 9, 188].

e EOK IB (Y112 YYPB) nas nanuenros II-111 ®K

e EOK llaC (Y443 YYPA) nas nanuenros IV @K

— PexomennoBaHo Ha3HaueHue puouuryata** GosbHbM JIAI, He nocruraromum nenen
JIeueHHs MTPH Ha3HaueHuH Oo3eHTaHa** [6, 9, 199, 200].

e EOK IB (Y12 YYPB) nas nauuentos l1-111 ®K

e EOK llaC (Y3 YYPA) nas nanuenton IV ®K

— PexoMeHnmoBaHo  Ha3HaueHHWE ~ WJIOTMPOCTA B HHTAJSIMOHHOM  Qopme  uIst
KoMOuHUpoBaHHOU Tepanuu nauuentoB ¢ UIAT, nacnenyemoii JIAI, JIAT BcnenctBue
C3CT, JIAI" na goHe mpuema JieKapCTBEHHBIX IpenapatoB U HeomnepabdenbHoil XTIJIT
[6, 166-168].

e EOK IIbC (Y42 YYPB) nasi naumentos II-111 ®K

e EOK IIbC (Y112 YYPB) nas nauuento IV ®K

3.3 Xupypruueckoe JedeHue

3.3.1 AtpuocentocroMusi

B kadecTBe mayiMaTUBHON Mepbl y MAllMEHTOB, HAaXOMASIIMXCS B JIMCTE OXHAAHUS Ha
TpaHCIUIAaHTAIMI0, MOKHO 00CYXKJIaTh aJbTepPHATUBHBIE METO/IbI JICUCHHsI, TAKUE KaK OarsIoHHAs
atpuocentoctomusi [214]. 3agada 3TOro MeTojga — pasrpy3uTh INpaBble KaMepbl cepiala u
YBEJIIMYUTH CEPJICYHbI BBIOPOC 3a CUET ILIYHTUPOBAHHS KPOBH cIpaBa-HaneBo. OmHaKo
Oa/uIOHHAasT aTPUOCENTOCTOMHUS  COMPSIKEHA C  BBICOKUM  PHUCKOM  MEpPUONEPAIMOHHOM
JETAIbHOCTH U JIOJDKHA BBIMOIHITHCS TOJBKO B IIEHTPAX, UMEIOIIMX OMBIT BBITIOJHEHUS JaHHOU
mpouenypsl 'y mnamueHtoB ¢ JIAID u  Tompko Ha (oHE MakCUMaNbHOW Tepanuu
aHTUMEePTEH3UBHBIMKU  nipenapatamu juis  Jedenus JIAI. Jlannele wmeraananmza 16
HaOmoJaTeNbHbIX — HccienoBaHuid y 204  mamMeHToB,  MEepeHecHMX  OaIOHHYIO
aTPUOCENTOCTOMUIO, TPOJIEMOHCTPUPOBATM CHIDKEHUE JABIICHUS B MPaBOM MpEACepAUH HA —
2,77 mm pr. cT. (—3,50; —2,04; p < 0,001) u yBenuyeHue cepaeyHoro uuaekca Ha 0,62 1/MuH/Mm?
(0,48; 0,75; p < 0,001), Haps 1y cO 3HAUUTENbHBIM CHU’KEHHEM HACBIIIEHUS apTepHalbHONH KPOBU
kucnopoaom Ha —8,45% (-9,93; —6,97; p < 0,001). JleranbHOCTh B paHHHE CPOKH (10 48 4acoB)
nociie BMemiareiabcTBa cocrasmwia 4,8% (1,7%, 0,9%), B cpoku no 30 mueit — 14,6% (8,6%,

21,5%), Torna kak B otaanieHHoM nepuoje (> 30 mueit) ona gocturna 37,7% (27,9%, 47,9%).
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— Pexomennayercs paccMoTpeTh BO3MO>KHOCTh MpOBEICHUS OAJIIOHHOM
atpuocentocromun nanuentam ¢ JIAIT @K IV (BO3) mpu yacThIX CHHKOMAIBHBIX
COCTOSTHUSIX W/WH pedpakTepHON MPaBOKETYIOUKOBOM CEPIACUYHON HETOCTATOYHOCTH,
HECMOTpPsI Ha MPOBOJUMYIO MEIMKAMEHTO3HYIO TEpamnuio, Iepe] TpaHCIUIaHTaIuei
JIETKUX WM KOMILIEKca cepaue-ierkue [6, 214, 215].

e EOK IIbC (Y114 YYPC)

e He pekoMeH10BaHO MpoBeIeHNE OAJUIOHHOM aTpHOCENTOCTOMUY MIPH CPEAHEM JIaBJICHUU
B MpaBoM mpencepaun Beimie 20 MM PT. CT. U caTypauuu Kuciopojgom meHee 90% B
MOKOE B CBs13U ¢ 10-KpaTHBIM YBEITMUSHHEM PUCKa JIETaTbHOTO ucxoa [216].

o EOK ner (YJUI2 YYPB)

3.3.2 TpanciiiaHTanMs JerKHX MM KOMILIEKCa cepALe-jJlerkue

[TanieHTOB, HAXOMAUIUXCS B 30HE MPOMEKYTOUYHOTO WJIM BBICOKOTO pHCKa, HO
WCTIBITHIBAIONINX YXYAIICHHE, HECMOTPS Ha MaKCHMAJIbHYI) MEIMKAMEHTO3HYIO TEeparuio
AQHTUIEPTEH3UBHBIMU  Tpenaparamu s JedeHus  JIAIT  ciemyer  CBOEBPEMEHHO
KOHCYJIbTHUPOBATh Ha NpEIMET TPaHCIUIAHTALWU JIETKUX WM KOMIUJIEKCa cepie-jierkue. 3a
MoclieJHee JAECATUIIETHE CYIECTBEHHO BBIpOC/a MEAMaHa BBDKMBAEMOCTU manueHToB c JIAT
MOCJIe TpaHCIUIAHTaIuH JIerkuX: ¢ 4,1 roga B 1990-1997 rr. mo 6,1 roga B 2005-2012 rr. [217].
AHanoruyHas CHUTyaluMsi CKIQAbIBaeTCs M [UId TpPaHCIUIAHTAllMM KOMILIEKCa: MeJIuaHa
BbDKMBaeMocTd BbIpocaa ¢ 1,9 (1982-1991rr.) mo S,6roma (2002-2012rr.). Yame
BBITIOJIHSICTCS OujaTepanbHas TpaHCIUIaHTalusl Jierkux. OJHaKo BBDKUBAEMOCTb IOCIIE
MIPOBEJICHUS] TPAHCIUIAHTALMKA OJIHOTO WM JABYX JIETKUX IMPUMEpHO onauHakoBa. CoriacHo
JaHHBIM perucTpa MexayHapoJHOTo OOILIeCTBa TpaHCIUIAHTAIMM CepAla M JIETKHX, MpH
CHUHApOME OW3eHMEHrepa BCIEACTBUE MPOCTHIX IMOPOKOB HM30JUPOBAHHAS TPAHCIUIAHTALUS
JIETKOTO C OJHOBPEMEHHON KOppeKluell mopoka MOXeT ObITh MeToaoM BbiOopa. [lpu
KEIYIOUYKOBBIX Ae(eKkTax Iydlllne HCXOJbl HAOMIOAAIOTCS MPU TPAHCIUIAHTAIMH JIETOYHO-

cepaeyHoro Komuiekca [6, 218].

— PexomengoBana TPpaHCIUIaHTAOUA JICTKUX WM TpPAHCIUIAHTAlUg JICTOYHO-CEPACUYHOT'O

komIutekca nanuenTam ¢ JIAT npu HeapdexkTruBHOCTH KOMOMHHpoBanHo# [6, 10, 217,
218].
e EOK IlaC (Y45 YYPC)
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— PexoMeHZI0BaHO BKJIIOYATh B JIUCT OXKUJAHHUSA OWIIaTEpalbHON TPaHCIUIAHTALIUH JIETKUX
WIM  TPaHCIUIAHTAIIMM  JIETOYHO-CEPACYHOro  KOoMIuiekca  OonbHbIX JIAT  m
HeomnepabenpHoit XTOJII' ¢ BbICOKUM puUCKOM (aTaJbHOTO MCXO0JA TPU HA3HAYCHHUU
TPOHOM KOMOMHUPOBAaHHOM criermpudecko Tepamuu [6, 10].

e EOK IIbC (Y445 YYPC)

3.4 UuTencuBHast Tepanus NAIMEHTOB ¢ JIeKOMIIEHCAIIHEH JIETOUHOM apTepuaabHO

TMIEpPTEH3n U

CumMnromsl TSDKEIIOU IIPaBOKEITYT0YKOBON CepIeuHON HEJIOCTaTOYHOCTH
(nepucdeprueckre OTEKH, aHacapka, aclluT) B COYETAHUM C CHUCTEMHON THMIIOTOHUEH,
Taxukapjaue, OJeAHOCThI0O KOXHBIX IOKPOBOB WM IIMAaHO30M, OOmeld ciaabocThio U
MIPECUHKOMAIBHBIMUA COCTOSIHUSIMU pa3BUBAIOTCS 00bIYHO mpHu Tsokeno JIADT u sBustores
MOKa3aHWeM JUIsl JICUYEHUS B IajlaTe MHTEHCHUBHOH Tepanuu. [IpaBokenmymoukoBas cepraedHast
HEJOCTaTOYHOCTh MOJKET OBbITh CIEACTBHEM KaK CHCTOJIMYECKOM, TaKk U JIMACTOJMYECKOU
TUCQYHKIMM TpaBoro >keiayaouka. [Ipu cuctommueckod TUCHYHKIMHM TPaBOTrO >KETyAO4yka B
MEPBYIO OYEpe/Ib CTPAJACT HAIOJHEHUE JIEBOTO JKETyJOUYKa U CEepACYHBIM BBHIOPOC, TOTJa Kak
IpU  JAMACTOJIMYECKOM ero AUCHYHKIUU JOMHMHUPYIOT TMPU3HAKKM BEHO3HOTO 3acTos IO
0oJbIIOMY Kpyry KpoBooOpamieHus. 11 B ToM, u B Ipyrom ciiydyae BO3HUKAET MOJUOpPraHHAS
HEJO0CTATOYHOCTh C MPEUMYILIECTBEHHBIM MMOPAKEHUEM MEUYEHHU, MOYeK U KulleyHuka. llanuent
¢ nexomneHcupoBanHoi JIAIT HyxgaeTcsi BO BCECTOPOHHEM OOCIEIOBAHMU C HCKIIOYEHHEM
MOAU(PUIMPYEMBIX MPHUYMH, KOTOpble cTanu Tpurrepamu yxyamenus JIAI, Ttakux kak
UHTEPKYppeHTHas MHMEKUUs, YXyALICHUE TEUCHUs COMYTCTBYIOIIECH MaTOJOTUU, aHEMHUYECKUN
CHUH/POM, HapYyIICHUS PUTMA/MPOBOJUMOCTU, OCTpas TpPoMOOIMOONIMS JIErO4YHON apTepuu,
1mo6ouHbIe 3P PEKTHI TeKapcTBEeHHON Tepamnuu [219].

— Pexomennyercs rocnuranu3ainus B OTAeIEHUE HUHTEHCUBHON Tepanuu nanueHTam c JII' ¢
4acTOTOM cepAedHbIX cokparienuil > 110 ynapoB/MHUH, HU3KUM CHCTEMHBIM JIaBICHUEM
(cucromnueckoe AJl < 90 MM pT. CT.), OIUTOypUel W TOBBIIICHHBIM YPOBHEM JIaKTaTa
BCJIEZICTBUE COMYTCTBYIOMICH MaToIoruu wim 6e3 Hee [6, 219, 220].

e EOK llaC (YA 5 YYP C) aast nanuentos IV ®K

- PCKOMGHI[yeTCH MMOCTAaHOBKA HEHTPAJIBLHOI'O BCHO3HOI'O KATCETCPAa B TAKCIIBIX CIIydasaX
JIAT UL KOHTPOJIA AABJICHUA HAIIOJIHCHUA IIPAaBbIX KaMEp ceplua IMpU IMPOBCACHUU
PIH(py3PIOHHOI>i TCpalMi U AACKBATHOTO AO3HUPOBAHUA NCTICBBIX NUYPCTHUKOB, a4 TAKIKC
UL OOCHKH CaTypaluu 1o KUCIOpOoay CMEIIIaHHOM BEHO3HOM KpOBH, YPOBCHb KOTOpOﬁ

XapaKTepu3yeT ceplIeuHbIN BHIOPOC M OKCUTEHAIINIO opraHoB/TkaHei [220].
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EOK ner (YIS YYPC)

Pexomennyercs paccMmorpetsh Bo3MoxkHOCTh UBKC wunum  ucnons3oBanue Apyrux
YCTPOMCTB Ul MOHHUTOPUPOBAHHUS COCTOSIHHSA OOJBHOIO Yy MAallMEHTOB C TXKEJION
MIPaBOXKEINYJOUYKOBOM CEpIEYHOM HEAOCTATOYHOCTBI0 M B CJIOXKHOM KIIMHHYECKOU
curyaruu [6, 219, 220].

EOK ner (Y5 YYPC)

PexomenyeTcst Ha3HaYeHNE aIpeHO- ¥ JIONIAMHUH-CTUMYJISITOPOB Yy TAlIMEHTOB  C
CHCTEMHOM TUIIOTEH3HUEH JITsl KOPPEKIIUH TeMOJMHAMUYECKUX HapyiieHui [6, 220].

EOK IC (Y5 YYPC) nas nauuentos IV ®K

Pekomennyercss HazHaueHue HopanuHeppuHa** maumentam c JII' mis koppekuuu
CHCTEMHOW THUNOTEH3WH W HapylIeHWH mepy3ur >KU3HEHHO BaXXHBIX OPraHoOB,
pedpakTepHBIX K APYrUM HHOTPOIHBIM rpenapaTtam [343].

EOK I1bB (YIS YYPC)

PexomeHmyeTcsi HMCIONB30BaTh  aApeHO- H  JAONAMHH-CTHMYJSTOPHlL M MPOYHE
KapJIHOTOHHYECKUE TMpernaparsl (H00yTaMuH**, JeBOCHMEHIaH™*) I ONTHMHU3AIHH
cepAeYHOro BeiOpoca u auypesa y manuentos ¢ JII' [6, 219, 220].

EOK ner (Y15 YYPC)

PexoMeniyeTcst Ul YMEHBIIEHHs IIOCTHATPY3KH IIPABOIo JKeIyJ0uKa y nanueHTos ¢ JII
UCIIOJIb30BaTh  CIEU(UUECKYIO TEPAIHI0 AHTHIIEPTEH3UBHBIMU  peraparaMu  JUls
neuennst JIAT u unramsmuun NO [6, 219, 220].

EOK ner (Y15 YYPC)

PexoMeH0BaHO paccMOTpeTh BO3MOKHOCTH puMeHeHus DKMO B kauecTBe BpeMeHHOM
MOJJIEPKKH  Tepel TPaHCIUIAHTAIlMEeW JEerKUX WA TpPH OXKHUIAEMOM pa3pelieHuu
TPUTTEPHON CHUTYyallMM, 3aMyCTHBIICH JeKOMIIEHCAIUIo 3a00JieBaHUS, Yy TAIEHTOB C
pedpakTepHOil  MPABOMKETYIOUKOBOM CEpACYHON HENOCTATOYHOCTHIO, Hapsiay C
MakcuMallbHOU cnenmpudeckoit repanueit JIAT [6, 219, 220].

EOK ner (YIS YYPC)
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— He pexkoMeHI0BaHO NPHUMEHEHHE METOJO0B MEXAaHHMUYECKOW TMOIJICPKKU ITallUeHTaM B
CllydasiX HEBO3MOKHOCTH YCTPaHEHHsI IPUYMHBI iekoMneHcanuu JIAT 1y BBIOTHEHUS
TPAHCIUTAHTALIMY JICTKUX BBULY HAJIH4Ks PpOoTHBONOKa3anuii [220].

e EOK (YIUI5 YYPC)

Anroput™ BbIOOpa ONTUMAIbHON TaKTUKU JedyeHus nanueHToB ¢ JIAD mpencraBieH Ha

pucyHke 2 B npuioxeHuu b.

3.5.1 Jlerounas APTEpUAJbHAA THIICPTCH3UHA, ACCOIIMMPOBAHHAA C BPOXKIACHHBIMU

INOpoOKaMHM cepaua

Beigenstor Heckosnbko BapuaHTOB TeueHus JIAIT y mamumentoB ¢ BIIC, umeronmmx
CHCTEMHO-JIETOYHbIe IIYHTHI [70]:

I.  cunapom OilizeHMeHrepa, KOTOpBIM OOBIYHO pa3BUBAETCS Y MAlMEHTOB C
KpynHbIMU AedekTamu (IedeKT MeXNpeacepaHON Meperopoaku > 2 cM, aedeKT
MEXOKENTyJJOUKOBOM TMeperopoAkd > 1 cMm), XapakTepuszyeTcsi H3MEHEHHEM
HaIlpaBJICHUs LIYHTa CIIpaBa HAJEBO WM JIBYHAIIPaBJIEHHBIM LIYHTUPOBaHUEM
KpPOBH, COITPOBOKJIAETCS IUAHO30M U BTOPUYHBIM 3PUTPOLIUTO30M.

II. JIAT' y manweHTOB ¢ KPYNMHBIMH W CPEAHUMH JedeKTamMHu, C JIEBO-TIPABBIM
IIYHTUPOBAHUEM KPOBHM, C HOPMAJIBbHBIM YPOBHEM cCaTypalud apTepUalbHOU
KpPOBH IO KUCIOPOAY.

1. JIAT npu menkux nedekrax (AMIII < 2,0 cm, AMXII < 1,0 cm);

IV. JIAT nocne xoppekuuu BIIC u mpu OTCYTCTBHHM BHOBB BBISIBJICHHBIX MOPOKOB

WIH PE3UTyabHBIX Je(EKTOB.

Pacnpocrpanennocts JIAI, acconuupoBannoii ¢ BIIC, mmpoko Bapeupyetr — ot 4,2% 1o
nanHbiM - peructpa BIIC 1o  28% 1o pe3ynbraraM  KOTOPTHBIX — HMCCIEIOBaHUM
CHELMaTU3UpPOBAHHBIX LEHTpoB. Cunapom Oii3eHMeHrepa, Kak KpaiHuii BapuanT JIAT,
Bcrpevaercss B 0,001% oOmeit nonynsiuu Hacenenus u 'y 1,1-12,3% mnanuento ¢ BIIC.
KomnuectBo maumentoB ¢ BIIC u JIAI' HeykiioHHO pacteTr u Oonee 74% malMeHTOB ¢
CHHIPOMOM Dif3eHMeHrepa A0CTUraroT Bo3pacta 50 set [222]. [l Man@eHToB ¢ CHHAPOMOM
Oli3eHMeHrepa, Hapsaay ¢ ognsimikod mnpu @OH, xapaktepHel IMaHO3, KOMIIEHCATOPHBIN
BTOPUYHBIA SPUTPOLUTO3, TPOMOOIIUTONIEHUS, TPOMOOIMOOIIHUS JIETOYHOM apTepUU U JIETOYHbIE
KPOBOTEUEHUS, 1IepeOpPOBACKYIISIPHBIE OCI0KHEHUsI, HHPEKIIMOHHBIN YH/IOKApAUT, @ HA MO3IHUX
cTagusax 3a00JieBaHUS — IMMOJIMOpPraHHbIE HapylleHUs. TeM He MeHee, HECMOTpPs Ha JJIUTEIHHO

CYIICCTB YOI YO .HAF, TPEXJICTHASA BBIKMBACMOCTH IMAIIMCHTOB C CHHAPOMOM 3I>'I3CHMCHFCpa
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cyuiecTBeHHO Bblle (85%), uem y nanuentoB ¢ JIAI' nocne xoppeknuu BIIC u y nanueHToB ¢
NIIAT (68%), dYro, BEpOSATHO, CBS3aHO C XOPOIIEH COKPATHUTEIHLHON CHOCOOHOCTBIO
TUIEPTPO(PUPOBAHHOTO MPABOTO KEIYNOYKAa U CYIIECTBOBAaHMEM IIPABO-JIEBOTO MIYHTA,
pasrpykarollero npaBble OTIENbI ceplilla U 00eCIIeYMBAIOLIETr0 aJJeKBaTHBIM cepAeUHbIi BIOpOC
[348].

— Pexomennyercs mnpoBoauth oOcienoBanue namueHtoB ¢ JIAI' nma ¢one BIIC mno
CTaHJAPTHOMY JHAarHOCTHYECKOMY airoputMmy mnamueHtoB ¢ JIIT ¢ oOs3arenbHBIM
HCIIOJIb30BAaHUEM COBpEeMEHHBIX Busyanusupytoumux Merogos (MCKT, MPT) wu
30HAMPOBaHUs Kamep cepaia [6, 43, 70, 71].

e EOK mer (VA4 5, YYPC)

— PekomeHmyeTcs MpOBOJAUTHh MYJbCOKCHMETPHIO B MOKOE W MpU (PU3MUECKOW HaArpys3ke
nanuertam ¢ JIAI' va ¢one BIIC mist onleHKHM HampaBICHHOCTH CHCTEMHO-JIETOYHOTO
urynta [70, 71].

e EOK uer (Y15 YYPC)

— PexomeHnyeTcs MOpoBOIWUTH 30HAMPOBaHWE Kamep cepaua mamuentam ¢ BIIC s
ompezaeneHus: creneHu Tsoxectd JII, yTouHeHMsT ee reMOAMHAMHYECKOTO BapuaHTa U

OTIpe/IeIICHUS TIOKa3aHUi K XUpyprudeckoi koppekiuu [6, 12, 43, 70, 71, 101-114].

e EOK IC (Y/I3 YYPB)

— PexoMeHmyercss mpoBoAUTH OLIEHKY JjeroyHoro (Qp) m cucremHoro (QS) KpoBOTOKa

TOJILKO € TIOMOIIBIO TIPSAMOTO MK Hempsamoro meroaa Puka [70, 223].

e EOK ner (VY5 YYPC)

— Pexomennyercs xupyprudeckas koppekuuss BIIC mnammentam ¢ mnpeoOnagaHueMm
CHCTEMHO-JIETOYHOr0 Hampasjienus mrynta (Qp/Qs > 1,5:1), eciu unmeke JICC < 4
en.Byna*m?, a cootnomenue JICC/OTICC < 0,3 [6, 70, 71, 223].

e EOK IlaC (Y15 YYPC)

— He pexomennyercs xupypruueckas koppeknus BIIC mamuentam ¢ mpeoOnagaHuem
CHCTEMHO-JICTOYHOro HampabyieHust myHta (Qp/Qs > 1,5:1), ecnmu uagexc JICC > 8
en.Byna*m?, a cootnomenne JICC/OIICC > 0,5 [6, 70, 71, 223].

e EOK llaC (Y15 YYPC)
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— PexkoMmeHIyeTcss paccMOTpPETh BO3MOXKHOCTH BBINIOJHEHUS ONEPAlUM C HEMOJIHBIM
(peHecTpupOBaHHBIM) 3aKpBITHEM IIYHTa MAlMEHTaM C MpeoOiIagaHueM CHUCTEMHO-
neroyHoro HampasieHus myHta (Qp/Qs > 1,5:1), umeromum wuuaeke JICC 4-8
en.Byma*m? u coornomenme JICC/OIICC = 0,3-0,5, mocime m0006CieIOBAHMS B
IKCIIEPTHBIX LeHTpax [224, 225, 226, 227].

e EOK uer (Y114 YYPC)

— He pexomennyeTcs moBTOpHOE 30HAMPOBAHHUE KaMep Cep/ilia y MalMeHTOB C CHHAPOMOM
Dli3eHMeHrepa, eciid epBOHaYaJIbHOE 30HIMPOBAHKE MOATBEPAUIIO Tuaruos [70].

e EOK ner (YIS YYPC)

— Pexomennyercs moBTOpHOE 30HAMPOBAHHE KaMep cepjla y MalHeHTOB C CHHIPOMOM
Dif3eHMeHrepa, €clid JWarHo3 BBI3BIBAET COMHEHUS WM B KIWHUYECKOW KapTHHE

MIPOU30LIIN CYyIIeCTBEHHbIE U3MeHeHus [70].

e EOK ner (YIS VYPC)

Kommenmapuu: Sppexmusnocmo mepanuu BKK, uneubumopamu AIID ona newenusn JIALI y
nayuenmosg ¢ curHopomom JuzenmeHneepa He Ookazana. K coowcanenuro, ungopmayuu 06
appexmusHocmu  cneyupuueckux aHeUNepmeH3UeHvIX npenapamos 0as newenus JIAL y
nayueHmos ¢ cunopomom Dizenmenzepa no pezyromamam PKU maxoice doocmamoyuno mano. B
Hacmoswee 8pemsi moavko 08a uccieoosanus BREATH-5 ¢ ucnonvsosanuem 6ozenmana™* u
MAESTRO ¢ npumenenuem mayumenmauna™* cneyuanvno cnianuposauvl 051 NAYUEHMOS C
cunopomom Juzeumerneepa. B uccneoosanuu BREATH-5 ommeueno docmosepnoe ysenuuenue
oucmanyuu npoxodcoenus 6 TIIX, ynyuwenue napamempos 2eMOOUHAMUKU K HeMBepmoMmy
Mecayy UCce008aHUs, Ymo U NOCLYIHCUNLO OCHOBAHUEM O/ 8KIoUeHuUss bozenmana™* cpedu ecex
npouuUx CneyupuuecKux aHeunepmeH3UHvX npenapamog oas aedenusi JIAIT 6 cnucok
JIEKAPCMBEHHBIX CPEOCm8, PEeKOMEHOYeMbIX Ol nayuenmos ¢ cunopomom uzeumenzepa Il OK
(EOK 1B, VVP A, yVI/2) [6, 228]. Pesyromamer PKH MAESTRO c¢ ucnonvwzosanuem
Mayumenmana** y nayuenmog ¢ cunopomom DuzeHMeHzepa (epynna nayueHmos Ha mepanuu

mayumenmanom™** n 114 npomue epynner niaye6o N = [12) nme nokazanu ynyuuieHus
neperocumocmu Qu3auveckol Haepysku K 16-i nedene mepanuu [229]. Ooumaxo nonynayus
nayueHmos 6 uccie008anuu Ovlia KpaiiHe pasHOPOOHOU NO YeloMy CHeKmpy nokasameieu

(6K/ZIO‘!€HM€ 6 uccredosanue Hapaene Cco 63pPOoCibiMU nayueHnos 6 eospacme oo 16 Jaem,

75



OonbUIOE KONUYEeCMBO NAYUEHINOE CO CTLONHCHBIMU BPOHCOCHHBIMU NOPOKAMU, CUHOPOMOM JlayHa,
RAYUEHMO8 ¢ PA3IUYHOU PACOBOU NPUHAOLEHCHOCHIBIO), MO, O3MONCHO, U CMAL0 NPUHUHOU
00CPOYHO20 3AB8EepUIeHUsl UCCNIe008aHUS NO NpUYUHe HeOOCMAamouHou d¢hgdexmusHocmu

ucciedyemoz0 npenapamad.

— PexomennoBaHo Ha3HaueHue Oo3eHTaHa™* manueHTaM ¢ cuHIpoMoM Oiizenmenrepa |l
OK i yoydmeHus  (U3AYECKOW  pabOTOCIIOCOOHOCTH U T'eMOJIWHAMUYECKUX
nokasareuneii [6, 228].

e EOK IB (Y]] 2 YYPB)

— PexomeHni0BaHO Ha3HaueHUE TepamuM CHIACHAQHIOM, WIONPOCTOM M Apyrumu OPA,
KpoMme Oo3eHTaHa™*, manueHTam ¢ cuHapomom Oizenmenrepa |l OK ans ynydmenus
¢bu3rueckoit paboTOCOCOOHOCTH M TEMOJMHAMHUYECKUX TIoKa3areneit [6, 228].

e EOK llaB (VI4 YYPC)

3.5.2 Jleroynasi aprepHajJbHasg THNEPTEH3HS, ACCOIMHPOBAHHAY C CHCTEMHBLIMH

3200J1€eBaAHUSIMU COETMHUTEIbHON TKAHU

C3CT B 24% cnydaeB cTaHOBATCA NMPUUYUHON pa3BuTus npekanuuisspHou JII' [230]. Ilo
JAHHBIM Pa3IMYHBIX aBTOpoB BcTpedaeMocTh JIAIT y manmentoB ¢ CCJl cocraBmser 5-12%
[231, 232], ¢ cucremMHO#l KpacHOW BoiuaHkoi — 14%, co cMmemaHHbIM 3a00JeBaHUEM
COeIMHUTENbHOM TKaHu — 21-29% [233]. Haubonee yactoii npuunnoit pazsutus JIAI' sBnsercs
CCH. Mexanuszmbl dopmupoBanus JII' y mamuentoB ¢ CCJl pa3HOOOpa3HbI M MOTYT OBITh
00yCIOBJICHBl HMHTEPCTUIMAIBHBIM MOPAKEHUEM JIETKUX, JUACTOJIMYECKON JuChYHKIIHEH
JIEBOTO Kelyloyka Ha ¢oHe (GUOPO3HBIX U3MEHEHUH MHOKapaa, mposudepaTuBHON
BACKYJIONIATUEH JIETKUX C M3MEHEHHEM Kak MeNKHX aprepuoi, Tak u BeHynl MKK c¢
dbopmupoBanunem ¢genoruna, xapakrepHoro s BOBJI [234]. [To manusim peructpa PHAROS
(Pulmonary Hypertension Assessment and Recognition of Outcomes in Scleroderma) y 71
nauuenta ¢ JII' u3 237 nmamuentoB ¢ CCJI] B 69% cnyuyaeB peructpupoanace JIAL, y 10%
naruentoB — JIBI' u B 21% cayuaeB — JII', oOyciioBieHHass MHTEPCTULHAIBHBIM (UOpO30M
nerkux Ha (one CCH [235, 236]. Ilpu muddysnoit popme CCJ JII' yacto obOycioBieHa
MHTEPCTULIMATHHBIM MOPAKEHUEM JIETKUX, TOTIa KaK Yy MalMeHTOB C JINMUTUPOBAHHOU (hopMoit
CCJ JIT' hopmupyetcst BcaeacTBue nopaxkenus cocynoB nerkux [237]. BOBJI na gone C3CT
HamOonee dYacto HaOMIOAaeTcs Yy TMAalueHTOB ¢ JIMMUTUPOBaHHOW Gopmoit u mpu

MHTEPCTULIMAIBHOM MOpaXeHUW Jerkux Ha ¢one muddysnoit dopmer CCJl [238]. Taxoe
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pasHooOpa3ue MexaHu3sMoB GopmupoBanus JII' TpedyeT CUCTEMHOTO MOJX0/1a B IUATHOCTUKE U
MOXKET CYIIECTBEHHO 3aTpyAHATh 1oa00p d3h¢deKkTUBHOW  Tepamuu.  AKTYalbHOCTb
cBoeBpeMeHHOM quarHoctuku u yiedenus JII' y manuentoB ¢ C3CT o0yciioBiieHa, pexae BCETo,
KpaifHe HeOIaronpusATHBIM IPOTHO30M JIaXe MPH MpoBeaeHNH d(PPEKTHBHONW 0a3UCHON Tepanun
OCHOBHOTO 3a00JI€BaHUSI M HCIIOJIb30BAHMS BCErO apceHasla Crenu(pUYecKux mpemnapaToB Ui
neyenusi JIAI' [234]. [lpu cpaBuenuu c¢ mamuentamu ¢ WJIADT roauuHas BBDKUBA€MOCTH
nanueHToB ¢ JIAIL', accounuposannoit ¢ C3CT, no nanubiM amepukanckoro perucrtpa REVEAL,
cymecTBeHHO Hmke: 93 mpotuB 86%, coorBerctBeHHOo (p < 0,0001) [239]. Haxe mnpu
OTHOCHTEIIbHO  OJNaronmpHATHBIX TEeMOJMHAMUYECKUX IMoKa3aTensx mnanueHTel ¢ JIAT,
accoruupoBantoi ¢ C3CT, yariie UMenH MepuKapAUaIbHbIN BBITIOT, 0osiee Hu3Kyro DLCO (44,9
npotuB 63,6% momkuoro y marmentoB MJIAT, p <0,0001) u ¢pusnveckyro akTUBHOCTh. Takum
obpazom, noseienue JII' y mamuentoB ¢ C3CT MoxHO paccMaTpuBaTh KaK HE3aBHCHUMBIH
MPEANKTOP HEOIArompHusiTHOTO MCX0Ja, HApsAAy ¢ MHEBMO(DHOPO30M U CKIEPOACPMHUYECCKUMU
MOYEYHBIMU KPH3aMH.

— PexoMmeHIyeTcs €XerogHoe CKPHHHUHTOBOE BBITIOJHEHHE AXOKapAuorpaduu B TMOKOE,
uccnenoBanue nU(GPy3MOHHOM CHOCOOHOCTH JIETKMX M HCCIeIOoBaHWE YypoBHA N-
TEPMUHAILHOTO ()parMeHTa HaTPHypeTHUECKOro mporentuaa Mo3rooro (NT-proBNP)
B KPOBHM BCEM MAallEeHTaM C CUCTEMHON CKJIEPOJEPMHEN C 1IeNbI0 PAaHHEro BBISBICHUS
JIT', B T. 4. u ipu oTcyrcTBHM cumnromaruku JII' [6, 230-233, 235-237, 239].

e EOKIC (YAI5 YYPC)

CoBpeMeHHbIE PEKOMEHJAlIMU 110 HAlpaBJICHUIO MALMEHTOB HA KaTeTEpPHU3alMIo0 cepala C
nensto Bepuukanuu JIIT orpaboranpl Ha mnammeHtax ¢ WJIAI, Ttorma xak JIAIT mpum
aCCOLMMPOBAHHBIX 3a00J€BAaHUAX U COCTOSHUSIX MOXXET UMETh CBOM OCOOEHHOCTH. YUMThIBas
MHOTO(AaKTOPHOCTh MOBBIIIEHUS JaBJIeHUs B JeroyHoi aprepun y nanueHtoB ¢ CCJl u HU3KyIO
UX BBDKMBAEMOCTb, BEAETCS MOUCK JIOTIOJHUTENbHBIX (DAaKTOPOB, KOTOpbIe OBl IO3BOJIMIN
muarHoctupoBath JIAIT kak MoxHO pasbuie. B 3Toil cBs3M 11 pelieHus BoIpoca o
HeoOxoaumoctn  YUBKC  mpemnokeHo jBa  anroputma paHHed  aumarHoctuku  JIAT,
accounnpoBanHoi ¢ CCJI. Ilepsblii anroput™m, npemnoxeHHbli B uccienosanun PHAROS,
OCHOBaH Ha oleHKe JaHHbIX cnuporpaduu u DLCO: cooTHOmEeHue popcupoBaHHOM KU3HEHHON
emkoct serkux /| DLCO > 1,6; DLCO < 55% mnpu (opcHpoBaHHO#N >XKU3HEHHOW EMKOCTH
nerkux < 65% B codyeTaHUU ¢ OTCYTCTBUEM NPU3HAKOB MHTEPCTUIIMAIBLHOTO TIOPAXKEHUS JIETKUX
[0 JaHHBIM KOMIIBIOTEPHOW ToMorpaduu;, pacdeTHOe MAaBJICHHE B MPAaBOM >KEIyAouke >

35 MM pT. ct1. [237]. Bropoit anropurm npeanoxen B uccinenoanuu DETECT mis nanueHTos,
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cTpanmaromux numutupoBanHoi ¢opmoit CCJI B TeueHue He MeHee 3 neT. JlmarHoctuka
OCHOBBIBAJIACh Ha OIICHKE COOTHOLICHUS (POPCUPOBAHHOM sknu3HeHHOU emKkocTH Jierkux / DLCO,
HaJIM4us TEJIEaHTUIKTa3UM, aHTUTEN K LieHTpoMepaM, ypoBHsS N T-proBNP u moueBoii kuciorsl,
a TaKKe Ha OTKJIIOHEHMHM 3JIeKTpruueckoil ocu BrnpaBo Ha OKI', miomanu npasoro npeacepaus u
CKOPOCTH TPUKYCHHMJAIBHOW pPErypruTanud 1O JaHHBIM 3xokapauorpaduum [240, 241].

OtpunarenbHas npejcKkasaTeabHas LEHHOCTh JAHHOIO aaropuTMa cocrasuiia 4%.

— Pexomennyercs mnposenenne UBKC Bo Bcex cnyuasx mnomo3penus Ha JIATL,
accoruupoBannyio ¢ C3CT [6, 231, 235, 237-241].
e EOKIC (YAA3 YYPC)

Cpenn manuenToB ¢ JIAT-C3CT monoXKuTeabHbIN Ba30pEaKTUBHBIN TECT HAOIMIOAACTCS B
MeHee 1% ciydaeB, Mo3ToMy OlieHKa BazopeakTHBHOCTH Bo Bpemsi UBKC y nanHoit kaTteropuu
MaIlMEHTOB HE MpOBOAMUTCSA U, cooTBeTcTBeHHO, BKK mis neuenns JIAI'T He ucnonsiyror. B

6onpmmHcTBE crydaeB BKK npumeHsioT Toapko B kKauecTBe Tepanuu cuHapoma Peiino.

— PexoMenayercs paccMOTpeTh BO3MOXKHOCTh HazHaueHus HAK B uHauBHAyaabHOM
MOpsiIKE M TMPUH HAIMYAKM CKIOHHOCTH K TpoMOodwmnmu mnamuentam ¢ JIAT,
accoruupoannoi ¢ C3CT [6, 237, 239, 240, 241].

e EOK IIbC (YAJ5 YYPC)

[Tarmentsl ¢ C3CT npuHuManu ydactue BO Bcex ocHOBHBIX PKU co Bcemu rpynnamu
cnenuduuecknx mpenaparoB. Hasznauenue cnemuduueckorr tepanuu JIAIT 6ompabiM ¢ CCJ]
IIO3BOJIWJIO YBEJIIMUUTH TPEXJIETHIOK BBDKMBAEMOCTh HAalMEHTOB ¢ 45 1o 56%. Opnaxo
kosmuectBO ywacTBytromux B PKU manuentoB ¢ JIAI'-C3CT HecomocTaBUMO MEHBIIE IO
cpaBHeHMto ¢ koiuuectBoM MIIAI-nanmentoB. PKU, nocpsieHHble oleHKe crienupruecKoi
tepanuu B rpynne nauueHtoB ¢ JIAI'-C3CT, B Hacrosiiee BpeMs OTCYTCTBYIOT. DTO HUMEET
olpesielieHHoe 3HaueHue, MmockoiabKy mauueHThl ¢ C3CT Oosee crapiiero Bo3pacTta 4acTo
UMEIOT CKEeJIETHO-MBILIEUHbIe MPOOJIIEMBbl M COIMYyTCTBYIOLIYIO MAaTOJIOTHIO, YTO OTpaHMYUBAET
BBIMIOJIHEHUE W HUHTEPHPETAllMI0O HArpy304HbIX Mpo0. DTH OCOOEHHOCTH OTPa3WIMCh Ha
pesynpraTax kpatkocpounbix PKW, rme omHoli u3 koHeuHbix Touek Obm TIHIX. Tak, y
nanueHToB ¢ JIAI'-C3CT ormeuanca mensmnii npupoct aucranuuu B TIIX mo cpaBHeHuto c
6onbHbIME ¢ WJIAT. B 31001 cBsi3u pe3ynbraTsl nociequux goiarocpounsix PKMI SERAPHIN u
GRIPHON [202], oueHuBarommx KOMOMHUPOBAHHYIO KOHEUHYIO TOUKY B BHJIE 3200JIEBa€MOCTH,

JIeTaIbHOCTH, MPEJICTABIAIOT 0coObIil nHTEpec B Koropte nanueHtoB ¢ JIAI'-C3CT. Ho cnenyer
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uMeTh B BUay, yTo rpynna nanueHtoB ¢ JIAI'-C3CT, npunumaBmux ydactue B PKU, Toxe
HeogHopoaHa. Teuenuwe 3aboseBaHus, NOpaxkeHue opraHoB (Jerkue, cepamne, BOBJ),
COITYTCTBYIOIIAsl T€PANMs U OCJIOKHEHUSI MOTYT CYILIECTBEHHO Pa3jNyaThCsl MEXIAy NalUeHTaMU
¢ CKB, CCHA u apyrumu C3CT. B 6onpmmuctBe PKU matosorust jierkux HCKIOYaIach Ha
OCHOBAaHMHU JAaHHBIX HCCIENOBaHUS (YHKIMM BHEIIHETO JBIXaHUS, TOT/Ia KaK BBITIOJHEHHE
MCKT rpyaHo#t KIeTKH 1isi uCKItoueHust pudpo3za/smdusemsl gerkux He TpedoBasocs. Kpome
toro, y manueHtoB ¢ C3CT uacto mopa)karoTcsi JIEBbIE KaMephbl Cepjilla, YTO 3HAYUTEIHHO
yxyawaeT nporuo3 y nanuentos ¢ JII'-C3CT [108]. Tak, no nanasiM B. D. FOX ¢ coaBTopamu
okoJsio 2/3 mauuentoB c¢ JIAI'-CCJl umeror noctkanwuisipuyto JII', kotopast BbIsBIsieTCS npu
ounenke J[3JIA, Ho Tonbko B 1/3 ciyuaeB Beno3Has JII' Bepuduuupyercs npu HHBa3UBHOM
mamepennn KJIJI JODK (14%) wnm Bogwoit Harpyske (17%) [242]. Kpome Toro, y dacTu
narueaToB ¢ CCJI JIATT moxer umets uepTsl BOBJI. B mybnukamuu S. Gunter ¢ coaBropamu
(2012) y 60% marmmenTos ¢ JIAI'-CCJI, HanpaBJIeHHBIX HAa TPAHCILIAHTAIIUIO JIETKHUX, 1O TAaHHBIM
MCKT oOHnapyxuBaimch 2 u 6onee npusHakoB BOBJI, uro acconumpoBanoch ¢ pa3BUTHEM B
50% cinyyaeB oTeka JErkux Ha QoHe crneuuduueckoil Tepanuu AaHTUNEPTEH3UBHBIMU
npenapatamu Uit jeuenust JIAI' u Owictpoit cmepthio [243]. Bo3MoOKHO, Ui TOro 4YTOOBI
OIleHUTh BIUsHUE crnenududeckoi Tepanuu B rTpymme JIAI-C3CT, Ttpebyercs Ooiee
THIATENbHBIM 0TOOp MALMEHTOB C CO3JaHMEM OJHOPOJHOI TPYIIbI WM CO3JaHHE OTIECIIBHOTO
npotokosa PKU mis maumentoB ¢ C3CT. Ananu3 Takoil OJHOPOJHOM TPYIIbl MNAlMEHTOB C
JIAT'  mo3BOJIMJT  OTEUECTBEHHBIM  aBTOpaM  chopMmyiupoBarth  KoHrenmuioo  JIAT-
acCOIMUPOBAHHOTO (eHOTHIA CHCTeMHO# ckiepogepmun [345]. TlpusHakamMu CHCTEMHOMN
CKJIepoaepMuu, B3UMOCBs3aHHbIMU C JIAI, gBistOTCS UIMTENbHOE TeueHue 3a00JIeBaHUS 0
pasButus JIAI' (Oomee 12 ner OT mepBBIX MNPU3HAKOB CHHApOMa PeliHO), MHHMMaJIbHO
BBIPOKEHHOE YIUIOTHEHHE KOXKM WJIM €r0 OTCYTCTBHUE (BHUCIEpalIbHASI CKIEPOJIECPMHS), HATHUUE
TEJICaHTMIKTA3UN, TOBBIIICHUE YPOBHEH MOYEBOM KHUCIOTHI, HAIUYHE AHTULIEHTPOMEPHBIX
aHTHUTEN, OTCYTCTBUE AHTHUTEN K Tomou3zomepasze-1. JIaHHBII CHUMITOMOKOMILIEKC MO3BOJISET

BBIICNUTH Tpynmy pucka pa3Butus JIAI" myist Oosee paHHel AMArHOCTUKH.
— PexomennoBano y nanuentos c¢ JIAI, accounnpoBannoit ¢ C3CT, nmpuMeHATb TOT XKe
aITOPUTM JieueHus, uyto u 'y nmauuentoB ¢ MJIAT [6, 9, 10, 188, 192, 199, 202, 206, 208,

242, 244, 245, 246].
e EOKIC (YAA1 YYPA)

- PeKOMeH,Z[yeTCﬂ MNPUMCHATH CTPATCTHUIO NOCTUIKCHUS 30HBI HU3KOT'O pPHCKaA JICTAJIbHOCTHU B

neuenun naruentos ¢ JIAI, accoruuposannoii ¢ C3CT [6, 9, 10, 206, 242, 244].
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e EOK IC (Y1 YYPA)

Kommenmapuu: PKU, cpasnusaiowux sppexmusnocms npenapamos paziuyHvlx cpynn 8
kauecmee monomepanuu y nayuenmos c¢ JIAI-C3CT, ne nposoounoce. Esponetickue
pexomenoayuu 2015 2o0a e oarom omeema o npenapame 8vi60pa 6 Kauecmee MOHOMePanuu
ons nayuenmos c¢ JIAI-C3CT. CoomeemcmeeHHO, 6 NpUHAMUU peuleHusi 8 OMHOULeHUU
MoOHOmMEpPAnuU pasymMHO UCXOOUMb U3 PUCKA JIeKAPCMBEHHbIX 63AUMOOCUCMBUL, HATUYUS
nopasxcenusi nedenu (OunruapHevlii Yuppo3 neuyenu) u novex. Tem He MmeHee, uHmepecHvl
pesyabmamsl MHO2oYyeHmpogozo npocnekmugrnoco pecucmpa PHAROS, ¢ xomopwiii sxnouanuce
nayuenmor ¢ CCH u enepsvie ouacnocmuposannou JII' | epynnei. BonvHvim Haznauanu
monomepanuro UDPII-5 unu IPA, unu kombunuposanuyro mepanuio U®J/[3-5 u IPA. Cnycms 6
mecayes JledeHusi OYEeHUBANU KOHEYHYI0 MOYKYy — epems 00 KiuHuyecko2o yxyouwienus JII,
KOmopoe 6KIo4ano 8 cebsi makue nokazamenu, KaKk 1emaibHOCMb, 2OCNUMATU3AYUsSL 8 C8A3U C
JIAT, mpaucnianmayus, HaA4ano mepanuu NAPeHMepalbHbIMU CUHMEMUYeCKUMU aHAN02aMU
npoCmMayuKkIuna, yxyoulenue meuenus. B uccneoosanusn exnouunu 98 nayuenmos ¢ CC/J (OPA =
24, UDJ[D-5 = 59, OPA + UDJ[D-5 = 15). Bce mpu epynnvl He paziutaiuco no UCXOOHLIM
xapakmepucmukam. B pe3ynbmame xonmeunas mouxka — eépems 00 KIUHUYECKO20 YXYOULeHUS —
ObLIa 3HAUUMENbHO XYJice Yy nayuenmos co cmapmosou mepanueti IPA no cpasnenuro c
epynnamu UDID-5 u xombunuposannou cmapmosoti mepanuu U®DJ]3-5 + DPA (p = 0,0001).
3a nepuoo nabnwoenus donee mpex nem 10 nayuenmosg (41,6%) ymepnu 6 epynne SPA no
cpasnenuro ¢ 4 nayuenmamu (6,8%) 6 epynne HUD/D-5 u 1 nayuenmom 6 2pynne
kombunuposannou mepanuu UDID3-5 u OPA (6,7%) (p = 0,004). Bazosvimu paxmopamu,
He3a8UCUMO ACCOYUUPOBAHHBIMU C DOJlee KOPOMKUM NePUOOOM 00 KIUHUYECKO20 VXYOUleHUS,
oviiu cmapmosas monomepanus IPA (OP 2,63; p = 0,009), nuzkas DLCO (OP 0,69 na 10%
uzmenenus; P = 0,04), svicoxoe JICC (OP 1,10 na usmenenue 6 1 eo. Byoa, p = 0,007)[244].
Ilpumenenue cmapmosoii KOMOUHUPOBAHHOU U NOCIE008AMENbHOU Cneyu@duiecKoll
mepanuu y nayuenmos ¢ JIAI-C3CT demoncmpuposano mom e noiodNCumenbHulil mpeHo, 4mo
u y nayuenmos ¢ UJIAI, 6 omnowienuu ymenvuienust puckos Hebrazonpusmuoix coovimuil [242].
Coenacrno cucmeme cmpamuguxayuu pucka REVEAL, CCH kax npuuuna JII' sasnsemcs
CAMOCMOSIMENbHBIM PAKMOPOM PUCKA HEOIA2ONPUAMHO20 UCX00d, NOIMOMY BO3HUKAEM 80NPOC
0 yenecoobpasnocmu Oonee azpeccusnou cmpamezuu aedenus y nayuenmos c JIAI-C3CT u
panHeM HA3HAYeHUu Cmapmoeou KOMOuHuposanHou cneyuguueckou mepanuu. Ilpexpachoii
unnrocmpayuel  dphexmusHocmu maxKoeo nooxo0a cmano Xopouio cnianupogeannoe PKHU
AMBITION, 6 xomopom 216 «nausnoim» nayuenmam c JIAI-C3CT (24% eceu nonyasyuu

nayuenmos ¢ JIAI' | epynnvi; 137 nayuenmos c¢ JIAI-CCJ]) 6vina uaznauena cmapmosas
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KoMOuHuposannas mepanus ambpuzenmanom** u maoanagurom#t (N = 118) u 6 0syx epynnax —
Monomepanusi ambpuzenmanom** u monomepanus maodaragurom#t (n = 99). Ilepsuunyio
KOHEeUHYI0 MOYKY, 8pemMs 00 KIuHu4ecko2o yxyouenus JIAL, oocmuenu 32% nayuenmos ¢ UJIAI
| nacneocmeennou JIAI' u 40% nayuenmos ¢ JIAI-C3CT 6 epynnax monomepanuu, mo20a Kax 6
epynne cmapmosou KOMOUHUPOBAHHOU mepanuu amobpuzenmanom™* u  maoanaghunom#
nepsuunylo Koneunyio mouxy oocmuenu 19% nayuenmos c¢ HUJIAI' | nacneocmeennou JIAI'
(cnuorcenue na 49%) u 21% nayuenmos ¢ JIAI'-CC/] (cnusicenue na 56%,) [245]. Hanpomus, 6
uccredosanuu COMPASS-2  odobasnenue 6Goszenmana** Kk yoce umerowelics mepanuu
cunoenagurom y nayuenmos c¢ JIAI'-C3CT (n = 88, uz nux nayuenmos c JIAI-CC/] — 38) ne
npuseno K ycuienuro gpgexma monomepanuu cuioeHaguiom; 6onee moeo, Obl0 NPEKPaAUieHo
00CPOYHO 8 CBA3U C YBelUuYeHUeM 2enamomorcuyecko2o 3ggexkma dozenmana™* oo 22% e
obwett epynne JIAI' | epynnet na ¢pone coemecmnozo npuema ¢ cunoenapunom [185]. Ilosmomy
8616006l 0 HeyenecoobpazHocmu KomMounayuu cunrdeHaguia u 6o3enmana™* npumenumvt u K
nayuenmam ¢ JIAI-C3CT [9]. B oonecocpounom PKH GRIPHON  oyenusanace
nocn1e008amenvhas KOMOUHUPOBAHHASL MEPAnuUsi ¢ NPUMEHeHUeM CeleKCunaza y nayueHmos c
JIAI' | epynnol, dons nayuenmos ¢ JIAI-CC/ cocmasnana 15% (n = 170, 78% u3z komopuwix yyce
noayuanu cneyuguueckyro mepanuio, npuvem 36% — xombunuposanuyro mepanuio U®3-5 u
OPA. B epynne nayuenmos, ne nonyuaswux cenexcunae, ¢ UJIAI | nacneocmsennoi JIAI |
nexapcmeennotl JIAI' nepsuunyio koneunyro mouxy oocmuenu 43% nayuenmos, mozoa Kaxk 8
epynne JIAI-CCJ — 49%. B epynnax nayuenmos, NOIYYAGUIUX MEPanuio CenekCunazom,
nepeuunylo Koneunyro mouxy oocmuenu 28% nayuenmos ¢ HJIAI' | nacneocmeennou JIAL |
nekapcmeennou JIAI' u 32,5% c JIAI-CC/]. Taxum obpazom, OobasieHue cenrekcunaza 6
Kauecmee 6mMoOpo20 U mMpembe20 Npenapama  COnpoBoNCOAIOCh YMEHbUIEHUEM pPUCKA
Hedicenamenvuvlx coovimuil y nayuenmos c¢ JIAI-CC/] na conocmagumom yposHe ¢ OOIbHbIMU
HJIAT [202]. B PKH PATENT-1 uzyuanocs énusnue mepanuu puoyucyamom™** y nayuenmos c
JIAI' | epynnet (n = 443) uepes 12 nedenv mepanuu na TOH (TLLIX-nepsuynas koHeuHas mouxa)
u emopuyHvle KoneuHvle mouku (@K JIAI' (BO3), yposenv NT-proBNP, uwnoexc bopea,
Kauecmeo MCUsHu, epemMs 00 KIUHUYECKo20 yXyoulenus, Oezonacnocmw). [lons nayueHmos c
JIAT-C3CT cocmasnsana 25% (n = 111, uz xomopvix 66 nayuenmog co ckiepodepmueti). B
epynne niayebo o6vino 25 nayuenmos, 71 6016101 8 2pynne MaKCUMaibHOU CYMOYHOU 003UPOBKU
puoyueyama™* 2,5 me 3 paza 6 denv u 14 nayuenmos 6 epynne, noayyasuei 1,5 me 3 pasa
oens [199]. B PKU PATENT-1,2 y nayuenmos c JIAI-C3CT na ¢pone mepanuu puoyueyamom™**
oocmogepHo ysenuuusanace oucmanyus 8 TLIX, chusxcanca @K JIAI (BO3) u JICC, eospacman

cepoeunsiti unoexc [199]. Iosviwenue monrepanmuocmu K Gusuueckol Hazpyske U CHUMNCeHUe
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@K JIAT 6viio ycmouiuusbim u Ha 8mMopou 200 HAOM0OeHus. [8yXiemHsisi BbliCUBAeMOCHb
nayuenmos ¢ JIAI-C3CT cocmasuna 93% u Oviia conocmagumol ¢ makogou y nayueHmos ¢
HJIAT, umo cywecmeenno omauyaemcs om pesyibmamos Oonvuwuncmea PKHU, 6 xomopwix
svlorcusaemocmv  nayuenmos ¢ JIAI-C3CT o6vina cywecmeenno Hudce. Y nayuenmos,
noayyaswiux — ucxoono  IPA  (6ozenman**),  ycunemue  mepanuu  puoyueyamom**
conposodicoanocs yeenuuenuem oucmanyuu 6 TIIX. Ilpogune bezonacnocmu puoyucyama™* ne
paznudancsa mexcoy nayuenmamu ¢ MJIAI u JIAT-C3CT [246].

Taxkum obpazom, yenecoobpasHoCmv CMApmMoBol KOMOUHUPOBAHHOU mepanuu )
nayuenmos ¢ JIAI-C3CT noomeepacoarom Oaunvie memaananuza 6 PKU ¢ yyacmuem 963
nayuenmos c¢ JIAI-C3CT, npodemoncmpuposaguiue CHUMNCEHUe PUCKA HeHCeNamenbHblX
coovimutl Ha 27% 6 epynne KomOunuposannou cneyuguyeckou mepanuu (OP no nooepynnam
0,73; 95% JIH1 0,60-0,89), u menoenyuio x ysenuuenuio oucmanyuu ¢ TIIX na 21,38 m 95% JIH
om -20,38 00 63,14, p = 0,320 [206].

3.5.3. Jlerounas apTrepuAJbHASI THIEPTEH3Hsl, ACCOIMHPOBAHHAS C NMOPTAJbLHOM

THnepTeH3nei

[lopronynbMoHanpHasi TUMEPTEH3US — TMpEKaMWUIApHas JIeroYyHas TUIEPTEH3US C
XapakTepHbIM ToBBIIeHHEeM cpeanero JIJIA > 25 mwm pt. ct., A3JIA/KI JDK < 15 MM pT. CcT. 1
JIETOYHBIM COCYAMCTBIM CONpOTHBICHHEM > 3en. Byna B coderaHuu ¢ TpaHCIEYEHOUYHBIM
rpagueHToM nasieHus > 10 MM pt. cT. IlopTonmynbMOHaANbHYIO THIEPTEH3UIO YaCcTO MYyTaroT C
renaronyjibMOHAIBHBIM CHHIPOMOM, KOTOPBIM pa3BUBAeTCs y MAlMEHTOB C MaTOJIOTHEN MEYCHH,
MOPTaJbHOW  TUIMEPTEH3UEH MO  BPOXKJAEHHBIMM  MOPTOCHUCTEMHBIMH  UIYHTAMH |
COMPOBOXKIAETCSA JIIIaTAllMeil COCYOB JIETKUX B OTBET HA TUIIOKCEMHUIO, HO 0€3 MOBBIIICHUS
JICC [247]. 3aboseBaeMOCTh OPTOIMYIbMOHAIBHOM THIIEPTEH3UEH COCTABISsIET OKOJIO 1 ciydast
Ha 3 MJIH HaceleHus B roa. B mpocmekTuBHOM wuccienoBaHuu 1235 manueHTOB ¢ HUPPO3OM
neyeHu (> 7 OaoB mo kinaccubukanuu Yainma — I[Isro) BeIsBHIM, 4TO 5% manueHTOB
COOTBETCTBOBAIIU KPUTEPUIM MOPTOIMYIbMOHATBHON THIEPTEH3UH. OO6b1yHO
MOPTOMYJIbMOHAJIbHAS TUMEPTEH3Usl pa3BUBAaeTCid Ha 4—/-i TOJ CYIIECTBOBAaHUS MOPTaIbHON
runepreH3ud. JKeHCKH oMl 1 ayTOMMMYHHBIN MeNaTuT — He3aBUCUMbIE TIPETUKTOPHI PA3BUTHUS
MOPTOMYJIEMOHATIPHOW THUIIEPTEH3UU. BakHyI0 poib B MaTOT€HE3e MOPTOMYIbMOHATBHON
TUINEPTEH3UU UTPAIOT CEPOTOHUH, MPOBOCMIAIUTENbHbIE IIMTOKUHBI U (PaKTOPHI pocTa. bombiias
4acToTa TMOPTOMYJIbMOHATBHOW THUNEPTEH3UH Y IKCHIIMH YKa3blBa€T Ha BO3MOXHYIO

acColMalvo pa3sBUTUA 3a00JIeBaHUs C META00IM3MOM 9CTPOT'CHOB.

IlamueHTsl ¢ HOpTOHyHBMOHaHBHOﬁ T HHepTeH3HeI>i HMCIOT HaI/IxyI[IJ_II/Iﬁ IMPOrHo3 U3 BCCX

Hozosoruil JIAI' ¢ BBDKMBaeMOCThIO B TeueHHe rojaa 6e3 cnenuduieckoro jedeHus ot 35 1o
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46%. 1 X0Ta BBIPQ)KEHHOCTh NMOPAXEHHS MEYEHU U TMOPTAIbHOM THIEPTEH3MHM HE BIMSACT HA
CTETEHb TSDKECTH MOPTOIYIbMOHATIBHOM TMIIEPTEH3UH, OCHOBHON MPUYUHON HEOIAronmpusTHOTO
MCX0/1a Y 3TOM KaTeropuu MaIMeHTOB OCTAETCs MATOJOTUA rneyeHu. KapauaibHbie 0CIoKHEHMS,
HecMOTps Ha To 4yTo 10 40-50% mnanueHToB ¢ MOPTOIYJIbMOHAIBHON TMIEPTEH3UEH HMEIOT

Huskoe JICC u BBICOKHII CepIeUHBIi BBIOPOC, 4AaCTO MPUBOJIAT K cMepTH [248].

— PexomeHmyeTcst BBIOJMHATH 3XOKapauorpaguio y CHMIOTOMHBIX TIalUEHTOB C
3a00JIeBaHUSIMU TICUEHH WJIM TOPTAJbHOM THUIEPTEH3WEeW W Yy BCEX KaHIUAATOB Ha
TPaHCIUIAHTAIIMIO TIEYCHU [UTsl TIoucka nmpusHakoB JIT [6, 43, 248].

e EOK IC (VIJI5 YYPC)

- PGKOMCHHyeTCﬂ MMPpOBOAUTH 06CJ'I€I[0BaHI/I€ BCEM ITallUCHTAM, HaXOAAIIHUMCS B JIMCTC
OXXHNJaHUA Ha MPOBEACHHUE TPAHCHIOTYIIAPHOTO BHYTPHUIICYCHOYHOTO IMOPTOCUCTEMHOIO
IONYHTUPOBAHHWA WKW TpaHCIIAHTAOWU MMEYCHH, IJI HCKIIIOUCHUSA HOpTOHy.]'IBMOHﬂJ'IBHOfI
JIETOYHOH THIICPTCH3UH, KOTOpasd ABJISACTCA OCHOBHBIM HE3aBUCHUMBIM IMPEAUKTOPOM
neTanbHOCTH [6, 248].

e EOK IB (YII4 YYPC)

— Pexomennyercs paccMOTpeTb BO3MOXKHOCTh TPAHCIUIAHTAI[MU TE€YEHH Y MAalHUEHTOB C
XOpOIIUM OTBETOM Ha CleUu(UYECKyI0 Tepanuio aHTHUIEepTEeH3WBHBIMH IMpernaparaMu

s nedenus JIAL [6, 248].
e EOK IIbC (YUI4 YYPC)

— He pekoMeHayeTcs TPOBOIUTH TPAHCIUIAHTALIMIO IEYCHU IMAlIMEHTaM C TSKEIBIA |
HekoHTposupyembiit JIAT [6, 248].
e EOKIIIC (Y114 YYPC)

— Pekomennyercs HampaBisaTh nauumeHToB ¢ JIAIY, accoumumpoBaHHOW C MOPTalIbHOM
THIIEPTEH3KEH, B IIEHTPBI, HMEIOIINE OMBIT PaboThI ¢ 000MMH 3ab0sieBaHusAMH [ 6, 248].

e EOK IC (YUI5 YYPC)

— He PEKOMCHAYCTCA HA3HAUCHUC AHTUKOAT'YJISSHTOB HEIIPAMBIX (aHTaFOHI/ICTOB BUTaMHHa
K) U TOpAMBIX  AHTUKOAryJIIHTOB Ui TMEPOPAJILHOTO IIPpUEMa MMaUCHTaAM C
HOpTOHYHLMOHaJIBHOf/'I FHHepTCHSHeﬁ H3-3a PpHCKa Ppa3BUTHA T'CMOPPArn4CCKUX

ocnoxHenuit [6, 116, 156].
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e EOK IIIC (YUI5 YYPC)

Kommenmapuu: I[layuenmuvl ¢ nopmonyisMOHANbHOU UNnepmeH3uell UMerom 6blCoOKUe pPUCKU
KpOBOmMeueHUs, 4mo Ce:A3AHO ¢ COYemanueM HAPYWEeHH020 CUnme3a pakmopos ceepmul8anus u
Henpeockazyemoll eunokoazyaayuu Ha ¢oune npuema HAK, nanuuuem 6apuxosno pacuiupenHuix
6eH nuujesooa u cemoppoudanvhuvix een. Tepanus HAK mooicem obcyscoamvces npu Hanuvuu

HCUBHEHHO 6AJNCHbLIX noxas’aHuﬁ, maxkux Kak ocmpas mp0M603M60]luﬂ J1e20YHOU apmepuu.

Tpaouyuonno nayueHmvl ¢ HOPMONYIbMOHANLHOU 2UNEPMEH3Ueli He BKII0UAOMCs 8
PKU, 6 xomopwix oyenusaemcs s¢gexkmusnocms cneyuguueckux npenapamos. Iloosmomy
86160061 O GIUAHUU cheyugpuyeckux npenapamos Ons nedenus JIAIT na ewidcusaemocmo,
3abo0ne6aemMocms U meyeHue NOPMoONnYIbMOHAILHOU N1€20UHOU SUNepmeH3Uul 8 pPeKOMeHOAYUsIX
Eeponeiickoco obwecmea kapouonoeos u Eeponetickoeo pecnupamoproco oowecmasa 2015 2ooa

OCHOBUHbL HA MHEHUU IKCnepmoes U pesyjiomamax nujloOnHblx UCcneo00B8anull.

— Pexomenmyercs y TAIlMEHTOB ¢ IMOPTONMYJIBMOHAIBHOW THIIEPTCH3UCH TPUMEHSTH
QITOPUTM JIeUeHUus, pa3paOOTaHHBIM s mMauueHToB c Apyrumu  dopmamu JIAT,
YUHUTBIBAs TSHKECTh 3a00eBanus meuenu [6, 9, 10, 189, 199, 249].

e EOKIC (VA2 YYPA)

Kommenmapuu: Tpaduyuonno nayueHmam ¢ nopmonyibMOHATbHOU 2unepmen3uetl, UmMerouum
VMepeHHble U msdcelble HApYuleHus. QYHKYuu nedeHu U NOBbIUEHUE MPAHCAMUHA3,
pekomeHnoyemcs uzbe2amv HA3HAYEHUS 2enamomoKCUdHbIX npenapamos, maxkux kak OPA. B
PKU SERAPHIN ¢ yuacmuem nayuenmos c JIAI' | epynnot eenamomoxcuueckoco sgpgexma
mayumenmana**  3apecucmpuposarno He 0wvin0.  OcHOBbIBAACL HA 0E30NACHOM npoguie
Mayumenmana**, nposedeno eouncmeennoe PKHU y nayuenmog ¢ nopmonyibMoHAIbHOU
ecunepmensuei PORTICO (n = 43 na mepanuu mayumenmanom™* u n = 42 nayuenma,
noayuaswue niayedo). B ceneze nopmanvhoti eunepmensuu y 56% nayuenmos 0Owvin
ANKO20IbHBII Yuppo3 neveru, y 41% nayuenmos — gupycuoiii cenamum C. Ha ¢pone mepanuu
mayumenmanom™** k 12-1i nedene docmosepno cuudicanocy JICC u cpeonee J[JIA, a maxkoice
yeenuuusancs cepoeunvlii uHoekc. Qonaxko 3Hayumwvlx usmeHenuti neperocumocmu O®H u OK
JIAI' ne svisgneno. He 6vi10 makowce 3apecucmpuposano Hu O0O0OHO20 CHYYAs 3HAYUMO20
nosvliuenuss  yposus  mpancamunaz  [189].  Taxum  obpazom, y  nayuenmog ¢
NOPMONYIbMOHAILHOU 2Unepmen3uell Moxcem oocyHcoamsvcs Ha3HavyeHue mayumenmana™* ons

YiayduieHus nokaszameietl 2emoOUHAMUKU.

YV nayuenmog c nopmonyibMonanbHOU cunepmeH3uel mpaouyuOHHO NPUMEHAIOMCS
HUDJ[D-5. B Hebonbuiom HEKOHMPOIUPYEeMOM 00Cep8ayUOHHOM UCCIe008aHUU, 6KatoYasuiem 11

nayuenmos ¢ NOpmonyibMOHAIbHOU eunepmensueti, y 9 nayuenmog nonyyenvt danHvle YBKC
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cnyemsa 3 eoda. YV ecex nayuenmos pecucmpuposanocy chudcenue JICC, y 4 nayuenmog
cHuzunocy cpeonee JJJIA, u oOHomy nayuenmy yCcnewiHo 8bINOJHEHAd MPAHCHAAHMAYUS NeYeHU
[249].

Jannvie 06 ucnonvbzoeaHuu UIONPOCMA O02PAHUYEHbl EOUHUYHBIMU KIUHUYECKUMU
cayyasamu. Hanuyue mpomboyumonenuu u 6blCOKO20 PUCKA 2eMOPPASUYECKUX OCTOHCHEHUL
mpebyem 0Cmopo#CHOCIU NPUMEHEHUS. IMOU 2PYNNbL NPENapamos.

B PKU PATENT-I npunumanu yuacmue 13 nayuenmog ¢ nopmonyibMOHAIbHOU
eunepmensuet, 11 uz komopwix noxyuanu mepanuio puoyucyamom™** 2,5 me 3 pasza 6 denw [199].
OmoenvHoeo ananuza 3pgexkmusHocmu u 6e30nacHOCmMuU mepanuu  puoyueyamom™** y
nayueHmos ¢ NOpmonyibMonanbHol JIAI ne nposoounoce.

Jannvix o npumenenuu cenrekcunaza 'y NAYUEHMO8 C  NOPMONYJIbMOHANbHOU
eunepmensuell noxka nem. /loneocpounvie PKU no oyenxe enusnus cneyughuueckou mepanuu Ha

UCX00bl U medeHus 3a001e6aHUsl He NPOBOOUTIUCD.

3.5.4. JlerouHasi aprepuajibHasi THINEPTEH3Us, ACCONMUPOBAHHAA ¢ WH(eKuuei

BHUpYCa HMM!HO;!CQH!!HT& 4eJ10BEKA

Pacnipoctpanennocts JIAI' cpenn namuenToB, sxuBymux ¢ BUY-undekuneit, cocraBuser

okosno 0,5% [250]. Ilo manHbIM paznuuHbix peructpoB JIAI, accomuupoBannas ¢ BHUY-
uHpekuuen, cocrapuser okoio 10% Bcex ciayuaeB JIAI'. Ecnu cpaBHUTH pacnpoOCTpaHEHHOCTh
WJIAT', cocraBmstomieit 1-2 ciydas Ha 1 MJIH HacesneHus, TO puck pa3Butus JIAI' y maimeHToB ¢
BUY-undexnuerr B 2500 paz Beime. C yderom 30 muwimmoHoB BUY-undummpoBaHHBIX
riobanbpHast paclpoCTpaHeHHOCTh 3Toro BapuanTta JIAIT moxker pocturate 150 000 ciywaes, HO
TosbKo y 28% JIAT-BUY cootserctByer I1I-1V ®K (BO3) [48].

[Tatorenes JIAI' npu BHUY octaercsa HesichbiM. HeT nanubix o nmpoHukHoBeHun BUY B
kietku cocyauctoii crenku MKK. Bepositho, 6enku BUY, takue kak Nef, Gp120, BbI3biBatoT
nponudepanro SHIO0TETUANBHBIX KJIETOK JIETOYHOW apTepuu, BOCHAICHHUE, OKCUAATHBHBIN
CTpecC M HapylleHue MpoueccoB amonto3a. lloaTBep:kneHuMeM HTOM THUIIOTE3BI CIYXKAT
JKCIIEPUMEHTAaJIbHBIE JTaHHBIE, KOoTa mpucyTcTBre O0enkoB BUY 6e3 akTHBHOTO MHMUITMPOBAHUS
BbI3bIBaIO pazButue JII' y xpoic [251]. Pa3sutue JIAI' He 3aBucut ot craaun BUY-undexuuy,
ypoBHst CD4"-mumdonuros. JlaHHBIE MHOTO(AKTOPHOIO aHAIM3a MOKa3bIBAIOT, YTO JKEHCKHUI
0JI, BUPYCHAsI Harpy3ka, comyTcTByromuii rematut C — Hanbosiee 3HaunMMbIe (aKTOPHI pUCKa
pasButus JIAI, accouumpoBannoii c¢ BHUY-undexuwmeit. B passutun JIAI' y BUU-
WHOUIMPOBAHHBIX MOXET WMETh 3HAueHHWE TNPUMEHEHUE TMAIMeHTOM HapKOTHYECKUX

npemnaparos. B SKCIICPUMCHTC Ha MaKakax-pe3yc, I/IH(I)I/IL[I/IpOBaHHLIX BHUPYCOM
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UMMYHOJIe(HIINTA, UCIIOJIBF30BAaHUE /IPEHO- M JONIAMHH-CTUMYJISTOPOB U OTIMOHJIOB IIPHBOIHIIO
K Oojee TsOKENbIM CTPYKTYpHBIM u3MeHeHusiM aptepuii  MKK  [252].  Xapaxtep
peEMOIEIPOBaHUS JIETOYHBIX apTepuil y nanueHToB ¢ JIAI'-BUY He oTiiMuaeTcst OT TaKOBOTO y
narentoB ¢ WIAI. [nsa nauuentoB ¢ BUY-undekuneit xapakTepHo NOpakeHHE Pa3IndHbIX
opranoB u cucrem. [lammentsr ¢ BUY-undekumeit B 70-80% ciaydaeB komH(DUIMPOBAHBI
renatutaMu B u C. Hanuune LUTOIUMTUYECKOIO CHHIpPOMA U MEYEHOYHOW HEAO0CTATOYHOCTU
MOXXET CYIIECTBEHHO 3aTpyAHATh npuMeHeHue OPA U aHTUKOAryiasHTOB HENPSMBIX
(anTaronucroB ButamuHa K)/MpsMBIX aHTUKOATYJISIHTOB JUIsi NIEPOPATIbHOTO mpreMa. Pa3Burtue
XOBJI Taxke ITOCTATOYHO PACHPOCTPAHEHO U MOMKET CIIOCOOCTBOBATH PA3BUTHUIO THIIOKCEMUU
[48].

B nenom knunnyeckas cumnromaruka JIAI' y manmentoB ¢ BUU He numeer kakoit-imn6o
cnenupuuHocTH M He omimyaercss oT TakoBo mnpu WJIIAT. Ilokazatenu UBKC Takxke
cornocTaBuMbl ¢ 1aHHbIMH y nanueHToB ¢ MJIAI'. JIAD' — He3aBuUCHMBIN (akTOp puUcCKa CMEpTU
naueHToB ¢ BUY-undekuuei: cpenHss TpexJIETHSAS BBDKUBAEMOCTb 3TOM KaTeropuu
nanueHToB cocraBisier 72-84% [253, 254]. HauOosiee dYacThiIMM NpPUYMHAMH CMEPTH Y
nanueHToB ¢ JIAT-BUY OpiBatoT mocneactBust JII' B Buae mpaBOXKeTyIOUYKOBOM CepACUHON
HEJIOCTATOYHOCTH M BHE3ammHoU cmepTH (57-71%) [255].

— He pexomeHayeTcs BBINOJIHEHUE 3XOKapauorpaguu y OeCCUMITOMHBIX MAIMEHTOB C

BUY-undexrueii [6, 43, 48].

e EOKIIC (YIS YYPC)

— He pexoMenayercs pyTHHHOE Ha3HaYE€HHE AHTHKOATY/ISHTOB HENPSAMBIX (AHTArOHHCTOB
ButamMuHa K) W IpSIMBIX AQHTUKOAryISHTOB Ul IIEPOPAILHOrO IMpHEMa HalueHTaM C
JIAT', accouuupoBannoii ¢ BUU-undexuueii [6, 116, 156].

e EOK IIIC (Y5 YYPC)

KommenTapuu: B xomnaexcrou mepanuu JIAL, accoyuuposannoi ¢ BUY-unghexyueti,
anmukoazynsanmel Henpsmole (anmazonucmol eumamuna K) u npsmvie anmuxoazyisnmol
011 NepopaibHO20 Npuema O0ObIYHO He PEeKOMEHOVIOMCS 8 C653U C BbICOKUM PUCKOM
KpogomeyeHUll Ha oHe MpoMOOYUMONeHuU U COnymcmaeayuieti namoio2ul, a makice
eciedocmaue JIeKAPCMEEHHBIX 83aUMOO0elcmaUll. Oouaxo npu Haau4uy
HCUBHEY2PONCAIOWUX  KIUHUYECKUX cumyayuii (ocmpas mpomooImMoOoIus 1e20yHou
apmepuu), B6bICOKUX puckax mpombomuyeckux coovimuu mepanua HAK moocem

obcyscoamvcs 68 UHOUBUOYANbHOM nopsioke. Ilocieonue pexomeHOayuu no BeOeHUr
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nayuenmos ¢ BUY o6s3vieaiom naznawamo BAAPT ecem nayuenmam ¢ BUY-unghexyuet

gHe 3agucumocmu om yposts CD4 u eupycnotl naepysku [256].

— PexomennoBano BceM mnanuentam c JIAI, accoumupoBanHoit ¢ BUY-undexnueit, nis
yiyduieHus nporuo3a HazHauenue BAAPT [256, 257].
e EOKIC (Y113 YYPB)

Kommenmapuu: [Ipumenenue evicokoakmusHot awmupempogupycrot mepanuu (BAAPT) ne
npeoynpescoaem pazsumue JIAI' u ne enusiem na cemoounamuueckue napamempwvlt. OQOHaAKO
ananuz 509 cayuaes BUY-JIAT, 3apecucmpuposannvix 6 aumepamype ¢ sineaps 1987 2ooa no
aneapy 2009 2o00a, noxazan, umo noKazamenu BbIHCUBAEMOCMU 6blUe Y NAYUEHMOS,
nonyuarowux BAAPT (55% npomus 22%, p < 0,01), y nayuenmos, noayuaroujux moabKo
cneyuguueckyro mepanuto (76% npomue 32%), u y nayuenmos, nonyuaiowux BAAPT &

couemanuu co cneyugpuueckou mepanueti (69% npomus 38%, p < 0,01) [257].

— Pexomenayercs y mamuentoB ¢ JIAI'-BUY npumeHars anropuTt™M Ha3zHaYCHHS
cnenuduueckol  Tepamuu, UCHodb3yembld ana  gedenus  WIIAI, ¢ yderom
KOMOPOMIHOCTH U COMMYTCTBYIOMICH Tepanu [6, 9, 10, 174, 187, 259-264].

e EOKIIaC (Y112 YYPB)

Kommenmapuu: Hanuuue BUY-unghexyuu sensemcsi npomusonokasanHuem K y4acmuro 8
oonvwuncmee PKU. PKHU, cozoaunvix umenno 0ns nayuenmos ¢ BUY-JIAL, no uzyuenuro
delicmeust cneyugpuueckux npenapamos He npoeoounocs. B eounuunvix PKH konuuecmeo
nayuenmos ¢ JIAI-BUY kpaiine mano, umo He noszeoisiem nposecmu NoOSPYNno8ol aHAIU3.
Iloosmomy npu ananuze oannvix PKU nayuenmvr ¢ JIAT-BUY obviuno exnmouanucos 6 oowyo
epynny JIAI' |. /launvie 06 s3¢ghgpekmusnocmu u b6ezonacuocmu cneyugpuueckux npenapamos
npeumMyuecCmeeHHo Noay4arom u3z NUIOMHbBIX UCCTIe008AHULL U Pe2UCTPOS.

UDD-5 npumensitomea y nayuenmos c¢ JIAI-BUY, wnecmomps Ha useecmHoe
nosvluleHue KOHYeHmpayuu cuioeHaguia 6 Kposu y NayueHmos npu COBMeCmHOM npueme C
uneubumopamu  npomeas. OOHAKO KAKUX-TUOO NOCAEOCMBULU MAKO20 J1eKAPCMBEHHO20
83AUMOO0EUCMBUsL 8bIABNeHO He 0bl10, U OAHHBIX 3a pa3eumue CUCMEMHOU 2UNOMEeH3UU He
nonyuero [258]. Hasnauenue UP/[I-5 y nayuenmos ¢ JIAI-BUY cnocobcmeosano cHudiceHuro
@K JIAT, ysenuuenuro moaepaHmuocmu K Quzuieckou Hazpyske u ymeHvbuleHuto cpeonezo /{J14
[259]. Hcnonvzosanue napenmepanvHulX CUuHmMemuyeckux anano2os npocmayuxiuna (ATX -

BO1AC, aHTHarperanTbl, KpOMe T'elapHHa) 8 eOUHUUHLIX Cayyasx y nayuenmos ¢ JIA-BUY
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UMENO NONOHCUMENbHBI IPPEeKm HA KIUHUYECKYIO CUMNMOMAMUKY, 2eMOOUHAMUKY. T[loamomy
UONPOCM UMY CelleKCUnaz mMo2ym Ovlmb peKoMeHO08aHbl K npumeHneHuto y nayuenmos c JIAI -
BUY [260]. D pexmul uneansayuonnoeo npenapama uionpocma ucciedo8anvl y 8 nayuenmos ¢
msrcenou JIAI-BUY. Ommeuanoce cuuscenue JICC na 31% u yseruuenue cepoeuno2o uHoexkca
Ha 21% [261]. B nacmoswee épems onvlma no npUMeHeHuto celekcunaza y nayueHmos OaHHou
Kamezopuu 6 mupe nHem. He 6bis61eH0 KIUHUYECKU 3HAYUUMO20 IUAHUS TIONUHABUPA/PUMOHABUPA
Ha hapmMakoKumemuky cenekcunaza y 300pPO6bIX MYHCUUH, HMO ceUudemenbcmeyem oo
OMCYymemeuu HeoOX0OUMOCMU CHEYUATbHO20 003UpoBanus ceekcunaza [262].

Hcnonvsosanue 6Oozenmana™* 6 ceazu ¢ e2o 2enamomoKCUUHOCMbIO U OONbULUM
CHEKMPOM MENHCIEeKAPCMBEHHBIX 83AUMOOCUCMBULL MOXdCem OblMb 02PAHUYEHO V NAYUEHINO8 C
BUY. Tem ne menee, mepanus 603enmanom™** oyenuganaco 6 npocnekmueHOM UCCIe008aHUU
BREATHE-4, u y 14 nayuenmos c JIAI-BUY uepe3 16 nedenvb pecucmpuposaiocs ymenvuieHue
@K JIAI (BO3), ysenuuenue cepoeunozo unoexca Ha 39% u cHudwcenue cpeonezo JJJIA na 21%,
yeeauuenue oucmanyuu THIX na 91 £ 60 m. B Opyeom uccredosanuu y 59 nayuenmos
oyenHusancs 00120Cpounvli  3ppexm b6ozenmana**. Cnycmsa 29 mecsayee mepanuu
bozenmanom™* makowce noayuenvl NOLONCUMENbHLIE Pe3VTbmAambl 8 OMHOULeHUU KIUHUYEeCKUX
nposieneHull 3a001e8anus, 2eMOOUHAMUYECKUX noKazamenel U moiepaHmHocmu K guzuieckou
Hazpyske. B oboux uccnedosanusx ommeuanacy xopowas nepeHocumocms 6ozenmana** [263,
264]. B PKU ARIES-1 npunumanu yuacmue 7 nayuenmos c JIAI-BHUY, uz komopuix 3 nayuenma
noayuanu amopuzenman** 6 oozupoexe 5 me/cym u 2 nayuenma — 10 me/cym, moeda kax 8
uccneoosanuu ARIES-2 — monvrko 3 nayuenma [174, 260]. B PKHM SERAPHIN npunumanu
yuacmue 10 nayuenmos ¢ JIAI'-BUY, u monvko 7 u3 HUX noayuaiu mepanuro mMayumeHmarnom**
(6 nayuenmos — 10 me mayumenmana™* u I nayuenm — 3 me mayumenmana™*) [187]. B PKU
PATENT-1 ¢ npumenenuem puoyueyama™* nayuenmot ¢ JIAI'-BHY ne sxnrouanucs.

Taxkum obpazom, ybeoumenvHvie O0KA3AMENbCNEA NPEUMYUECN8d MOo20 UL UHO20
Klacca aveunepmeH3ueHvix npenapamos oaa  jaeverus JIAIT y nayuenmos c¢ BHY-
accoyuupogannou JIAI" omcymcemeyiom. Llenecoobpaznocms ucnonb308anus KOMOUHUPOBAHHOU
mepanuu y nayueumog c¢ JIAI-BUY onupaemcsa Ha my oce cmpamuguxayuio pucka
JIeManbHOCMuy U OaHHble MEMAaHaIU308 U Pe2UCmpos, Komopbvle NPUMEHAIOMC Y NAYUeHmos8 ¢
HJIAT. Yuumwieas omcymcmeue paziuuuii 8 SUCMOJIOSUYECKOU KapmuHe, 2eMOOUHAMUKe U
KauHudeckou cumnmomamuxe JIAI-BUY npu cpasnenuu c¢ HIIAI, nodobnas cmpameeus
8edenus npuemaema u obocrosanna. Y nayuenmog c¢ JIAI-BUY mpebytom Humanus pucku

BO3HUKHOBEHUS HOBLIX COCHMOSIHUU U 36160JZ€6CZHM12, Komopbvle mozcym CYWeCmeE€EeHHO U3MEHAMb
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Kak meveHue OCHO8HO20 3abonesanus u HAI—: maxk u conymcmeyiou;eﬁ mepanuu ¢

coomeemcmeaeyr wumu puckamu 1eKapCcneeHHblx 83AUMOO0eliCMEUI.

3.5.5. BeHOOKK.JII03MOHHAsI __ 00JIe3Hb _ JIETKHMX M __ JIETOYHBIH KANMWJLJISIPHBIA

reMaHruomMarTto3

Benookkimo3uonnass  Oonesnp  Jjerkux (BOBJI) wu  jerounslii  KanwuISpHBIMA
remanruomaro3 (JIKI') — penkue ¢Gopmbl JIETOYHOW THUNEPTEH3UHM C  XapaKTEPHBIM
pemoaenupoBanreM Benyn MKK [265]. B xmaccudukarnuu JII' 2015 roma BOBJI u JIKT
BBIJISISUIM B OT/ACIBHYIO TOATPYITY, YTOOBl aKIIEHTHPOBATh BHUMaHUE Ha OOIIHOCTH
KIIMHUYECKUX TPOSBJICHUN W CyliecTBeHHbIX paznuumsax ¢ JIAI. OpHako OKOHUaTeiabHas
Bepudukanus auardo3oB BOBJI/JIKIT Hepenko BO3MOXKHA TOJNBKO TMPU  ayTONCHUHHBIX
uccnenoanusx. B 2014 r. 3aBepieHo MOJIHOTEHOMHOE reHeTH4YecKoe obcneaoBanue 13 cemeii ¢
BOBJI, B pe3ymbraTe KOTOpPOTO BBISIBICHBI OuaimensHble MyTanuu B rTeHe EIF2AK4, c
XapaKTEPHBIM ayTOCOMHO-PEIIECCUBHBIM THIIOM HacliefoBaHus. [lpudem B OJAHOM ciydae B
KadecTBe OCHOBHOTO nuarHo3a ¢urypuposan JIKI. brarogaps »TuM HaxoakaMm J0Ka3aHO, YTO
BOBJI u JIKT — 3T0 1Ba KIMHUKO-TIATOJIOTUYECKUX BapHWaHTa OJHOTO M TOTO ke 3a00JIeBaHMUSI.
Hapsiny ¢ reHeTmdeckoil mpenpacnoyioKEeHHOCThIO, K ¢akropam pucka passutus BOBJI/JIKT
ClelyeT OTHECTH AJKWIMPYIOIIHE LUTOCTATUKHU, OPraHUYECKUE PACTBOPUTEIN M, BO3MOXKHO,
JTy4eByIo Tepanuio. Henb3s HCKIIOUUTh MOTEHIUPYIOLEee AecTBIE TA0AKOKYPEHHUs Ha Pa3BUTHE
BOBJI npu Hanu4uu ycTaHOBJICHHBIX (hakTopoB pucka. CymectByeT mHeHue, uto npu C3CT u
BUY-undexnuun B MaTONOTHMYECKUN MPOIECC MOTYT BOBJIEKATbCS HE TOJBKO apTepuu U
apTepHOJIbl, HO U BEHYJbl MaJOro Kpyra KpoOBOOOpAIIeHMs, YTO HEPeIKO ObIBaeT MPUYUHOU
PE3UCTEHTHOCTU K cCieu(UYecKoil Tepanuu y 3THX manueHtoB. [loaTomy B mepecMOTpeHHOMH
KIMHH4YecKor kiaccupukaruu 2019 roma mpemiokeHo HCIoIb30BaTh TepMUHOJIOTHIO «JIATD ¢
¢enoruniom BOBJI/JIKD» [11]. Takoit moaxox TMO3BOJIIET TOJHEE OXapaKTepH30BaTh
0COOCHHOCTH KiIMHH4Yeckoro Teuenus JIAL, mnanupoBath oKuJaHHe OTBETa HA CIEU(DUIECKYIO
TEepanui0 ¥ BO3MOKHO paHbLIE HAIpaBJIATh MAalUEHTa JJi1 MOCTAHOBKH B JIMCT OKUJAHUS Ha
TPAHCIUIAHTALMIO JIETKUX. YYUTBhIBAs TPYAHOCTH JIMAarHOCTHKH, YETKUX MPEACTABICHUN O
pacnipoctpanenHoctd  BOBJI/JIKI'  Her. BepositHas  pacnpoctpaneHHocTs  BOBJI/JIKT
coctaBnsieT ~1-2 cnydas Ha 1 MaH Hacenenus. [[marnoctuka BOBJI/JIKT — omHa u3 caMbix
CIIOXHBIX 3aJ7a4y, TaK KaK reMoJWHaMUYecKas XapaKTepUCTHUKa HEOTIWYMMa OT APYrux (opm
NpEeKanWUIIPHOM JIETOYHOW rumepreH3ur. HecMoTps Ha NOCTKaANWUISAPHBIN — Xapakrep
natoyiorndeckoro mpoiuecca, JI3JIA wacro OpBaer < 15 MM pT. cT. Pa3Butue oTeka NErkux B

OTBCT Ha MMPOBCACHUC BA30PCAKTUBHOI'O TCCTA TUIIUYHO JIA BOBJI. Tem HE MCHCC, OTCYTCTBUC
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OTeKa JIETKMX BO BPEMsI IIPOBEIECHMSI OCTPOTO BAa30PEAKTUBHOIO TECTa HE MPEIYNpPEKIAcT €ro
pa3BUTHE TMpPH HA3HAUCHHH JOJTOBPEMEHHOW CHEeUM(UYECKON Tepanuu aHTUNepTEH3UBHBIMHU
npenapatamu ais jedenus JIAI. VIMeHHO mo3TOMy PYTHMHHOE IPOBEICHHE Ba30pPEaKTHBHOIO
tecta npu nojospenun Ha BOBJI He pekomenayeTcs. TpaauumoHHasi peHTreHorpadust Jerkux,
KaKk IpaBWwiIo, MaJOMHQOpPMAaTHBHA, HO MOXET BbIABUTH JMHUU Kepnu, yBennyeHue
TUM(PATHYECKUX Y3JI0B CPEIOCTCHUS M MHTEPCTUIHAIBHYI0 MHQHIBTPAIMIO B IOMOJHEHHUE K
apyruM npusHakam jeroyHod runepreHsud. MCKT opraHoB rpyaHoO# KI€TKH B HacTosllee
BpeMsi TpU3HAHA OCHOBHBIM METOJIOM HeWHBa3uBHOW muarHoctuku BOBJI, BeisBistommm
TpUaay XapaKTEpHbIX IPU3HAKOB: YBEIMYEHUE JUM(PATHUUECKUX Yy3JI0OB  CPEIOCTEHMS,
LEHTPOJIOOYISIPHBII CUMIITOM «MAaTOBOIO CTEKJIa» M YTOJIIEHHE MEXJI0JIbKOBBIX MEPETOPOIOK.
[Tockonbky pazsutne BOBJI/JIKI' compoBoxaaercss albBeOJSPHBIMU KPOBOTEUEHUSIMU, TO B
OpOHXOAJIbBEOJISIPHOM JIaBaK€ YAcCTO NPUCYTCTBYET BBICOKHMM MpoueHT cuuaepodaros. Jlis
narnmeHToB BOBJI xapakrepHo peskoe cHikenne (< 50%) DLCO Ha ¢oHe OTCYTCTBHS
CYIIECTBEHHBIX HapyIIEHUH MEXaHHKH JbIXaHWs U JIETOYHBIX 00beMoB. ['Hcronmornueckoe
HCCIIEIOBAHUE OCTAETCS 30JIOTBIM CTaHAAPTOM sl moaTBepxaeHus auarHo3za BOBJI, ognako
BBITIOJTHATE OHWOTICHIO JieTkoro y mamueHToB ¢ JIAIT He pexomenayercsa. B ciydae cemeiHbIX
dbopm BeIIBICHUE OuamienbHOW Myranuu reHa EIF2AK4 moxer crath ambTepHATUBHBIM
METOJIOM MOATBepKIeHUs auarHo3a BOBJI. AnroputM cpaBHUTEIBHOW AMArHOCTHUKH

BOBJI/JIKT u JIAT npencrasnen B Tabmunie 14 (IIpunoxenue b).

— Pekomennyercs manueHtoB ¢ mnogo3penneM Ha BOBJI/JIKIT OpicTpo HampapisTh B

SKCIEPTHBIN LEHTP IS JajibHeliero oocinenoBanus U Bepudukaiuu auaruosa [6, 10,
43].
e EOKIC (YII5VYYPC)

— He PEKOMCHAYCTCA CHCI_[I/ICI)I/I‘ICCKB.SI TCpalinud aHTuICpPTCH3MBHBIMHA IIpCIIapaTaMu JIA

nedenus JIAI mauuentam BOBJI/JIKT', yuuThiBasi BRICOKHI PUCK Pa3BUTHUS OTEKA JIETKUX
[6].
e EOK ner (Y/I5 YYPC)

— Pexomennyercs TpaHcmmaHTauus Jerkux Ui sedenus mamueHtoB ¢ BOBJI/JIKT [6,

265].
e EOK IC (Y5 YYPC)
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3.5.6. Jlerounas THIICPTCH3US BCJICJACTBHEC NMATOJOI'MH JICBBIX KAMEDP Cepalla

JII', accouuupoBaHHas C IIATOJIOTMEM JIEBBIX KaMep Cepaua, OTHOCHTCI K
MOCTKAMWUISIPHOW JICTOYHOW THIEPTEH3UU W TPEACTaBiIsAeT cOo00M OJHY M3 CaMbIX YacCThIX
IIPUYMH MOBBILICHUS JaBJIEHUS B JIETOYHOM apTrepuu. JlaHHBIE O €€ pacHpOCTPaHEHHOCTU
BApBUPYIOT B 3aBUCUMOCTH OT Merona BeisiBieHus JII' (sxokapauorpadus maum UKBC) u
BAPUAHTOB HapylIeHUs (YHKIMH JIEBOTO KEJIyA04yKa: CepledyHas HEeIOCTaTOYHOCTh C HU3KOMU
dpakiueit BeioOpoca seBoro xenynouka (CHH®B) u cepaeynas HEIOCTATOYHOCTh C COXPAHHOU
¢dpakuueit BeiOpoca neBoro skemyaouka (CHc®B) [266]. Tak, pacnpoctpanenHocts JII' y
nanueHToB ¢ CHH®OB, 1o maHHBIM 3X0KapAHOTpadUYEeCKOTO HCCIENOBAHUS U YPE3BEHO3HOM
KareTepu3aluu cepiaua, Moxer aocturatb 36-83%. Ilpu sTom kKoMOMHHMpOBaHHasl MOCT- U
MpeKanUIsipHas JIErOYHasi TUIEpTeH3Us BcTpedaeTcs: Toiabko B 12-38% ciywaes. Ilpupoct
JABJICHUS B MPaBOM JKEIyAOYKE Ha 5 MM PT. CT., IO JaHHBIM 3XOKapauorpauu, yBeIu4uBaeT
PUCK pa3BUTUSL HEOMaronpusaTHbIX coObiTuil y manueHToB ¢ CHHOB Ha 6%. Torma kak
AQHAJIOTMYHBIM MPHUPOCT AABIIEHUS y MALMEHTOB C CEPAEYHOM HENOCTATOYHOCTHIO C HHU3KOM
(dbpakuueir BRIOpOCa JIEBOTO JKEIyJ04YKa COMPOBOXKIAETCS yBeIHMUeHHeM cMmepTHocTH Ha 30%.
Kpurepusmu HeOMaronpusiTHOro mporHo3a y nanueHToB ¢ JII', accormupoBaHHOM ¢ MaTOJIOTHEH
JIEBBIX Kamep cepila, Mo JaHHBIM pPa3WYHbIX HCCIEIOBaHUM ObLIM Takue MOKa3aTelu, Kak
TPaHCIYJbMOHAJIBHBIN IPAAUEHT > 12 MM PT. CT., IMACTOJUYECKUN MYTbMOHAIBHBIN TPAIUEHT >
7 mm pt. cr., JICC > 3en Bynma, a takke HapylleHHE MOAATIWBOCTH JIETOYHOW apTepHH TIO
nanusiM MPT.

B mHacrosmiee Bpemsi He BBISBICHBI Kakue-IHMOO oOmpeesieHHble (aKTOpbl pPHCKa,
reHeTUYeCcKasl MPeApacioioKEeHHOCTh Uit pa3Butus JII' mpu maTojoruu JIeBbIX Kamep cepiua.
Bo3moxHO, ompeneneHHOe 3HAYEHHE UIPAeT UIMTEIBHOCTh CYIIECTBOBAHUS 3a00JIEBAHUS.
CyliiecTByeT THIOTE3a, YTO MATOJIOTHS JIEBBIX KaMep Cep/iia MOKET MCXOTHO Pa3BUBATHCS IO
JIBYM CILIEHApHSIM: C MPEUMYIIECTBEHHBIM MOpPAKEHHEM JIEBBIX KaMep («IEBOXKEIyI0YKOBBIN
(dbeHOTHIT») WM OJHOBPEMEHHBIM DPEMOJCIMPOBAHHMEM JIEBBIX M TMPaBBIX Kamep cepana
(«mpaBOKETYHOUYKOBBIM  ¢deHOTUIT»). Kak mpaBuio, «IIpaBOXKETyJOUYKOBBIH  (HEeHOTHID»
aCCOLIMMPOBAH ¢ BbICOKOI cMepTHOCTBIO. K coxanenuto, YKBC He Bceraa no3BossieT pa3indnTh
NepeUMCIICHHbIE BbIlIE (PEHOTHUIIBI, TAK KaK MPUMEHEHHE METIEBBIX JUYPETHKOB MOKET MEHATh
reMoJiMHaMHU4YecKue rnokasarenu. Hambosee ciokHas 3agada mpoBecTd au(epeHIHaIbHY0
OUArHOCTUKY  MEXAY JIETOYHOM  THIIEPTEH3MEH, acCOLUMMpPOBAHHOM C  CEpIACYHOHN
HE/I0CTaTOYHOCTBIO C COXpaHHOH (pakuueil BeIOpoca seBoro skemynouka, u JIAI'. Hapsany c
UBKC, cCymecTBylOT HEHHBAa3UBHBIE METOJbl, KOTOpBIE IIO3BOJSAIOT IPOBECTU  ITOT

«Bogaopazaen» (Taoma. 15) (Ipunoxenue b).
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OcHoOBHOH 3a/1a4€il B JIEUEHUU MALMEHTOB C JIETOYHOW MMIEPTEH3MEN, aCCOLIUUPOBAHHON
C IIATOJIOTUEH JIEBBIX KaMep Cep/lia, SBJISIETCS MaKCUMaJlbHasl Tepanusi OCHOBHOIO 3a00JI€BaHUSI.
D¢ dexTuBHOCTS crelM(PUIECKON Tepanuy aHTUIEPTEH3UBHBIMH IIperaparaMu s JICYCHUs
JIAT' y npamueHTOB C MaTroJOrMed JIEBBIX KaMmep CcepAlla OLEHUBajach B HEOOJBIIMX
KPaTKOCPOYHBIX HCCIEJOBAaHUAX; Tepalus HE IpHUBEla K YBEIMYECHHIO BBDKMBAEMOCTH,
CHIDKCHHUIO 3a00J€Ba€MOCTH, a Yy YacTH MAlHMEHTOB CIOCOOCTBOBAJA 3aJCp)KKe >KUIKOCTH,
YBEJIMUYCHUIO YacTOThl TOCHHUTANIM3alMid B cBsi3u ¢ yxymameHuem teuerHus XCH (Ta6u. 16)
(ITpunoxenue A3).

[TosTOMYy JIero4Hast BEHO3Hasi TUIIEPTEH3US TIO-TIPEKHEMY OCTAETCS IIPOTUBOIIOKA3aHUEM
JUIs Ha3HAueHUs cHenupuYecKod Tepanuy aHTMIEPTEeH3UBHBIMH IpenapataMu s JeueHUus
JIAT'. Ee Ha3HaueHHe MOKET 00CYKIaThCsl MallieHTaM ¢ KoMOMHUpoBaHHO! JII' 1 BbIpaXKeHHBIM
MpeKanUIIpHbIM ~ KOMIoHeHTOM B ycnoBuax PKW non HaGmioneHueMm  crenuanucToB

9KCIIEPTHOTO IEHTPA JIETOYHON TUIIEPTCH3UH.

— PexoMeHmoBaHa oONTHUMU3ANMS TEpaud OCHOBHOTO 3a00JICBaHUS Tepej] pelieHueM
BOIIpOCa O HEOOXOAMMOCTH OIICHKH CTETCHH TSKECTH JIETOYHOW THUIEPTCH3UU Y
MAIMEHTOB ¢ MATOJIOTHEH JEBBIX KaMep cepara [6, 266].

e EOK IB (YUI5 YYPC)

— PekomMenayeTcsi paccMOTpeTh BO3MOXHOCTh YPE3BEHO3HOM KaTeTepu3aluu cepaua y
MAIMEHTOB C IMPOMEKYTOUYHOU BeposiTHOCTHIO JII', acconuupoBaHHOW C maToJIOrHEH
JIEBBIX KamMep cep/ia, Mpu HATMYUKU AUCYYHKIUU MPaBOTO KEIyAo4uKa, (pakTOpoB pHUcKa
pazButus JIAD win XTOJI', umeromux onTUMaJIbHBIN BOJIEMUUECKUN cTaTyc [6, 12, 43,

101-114 267].
e EOK IIbC (VI3 YYPC)

— He PEKOMCHAYCTCA IIPOBCACHUEC BA30PCAKTHBHOI'O TECTA IMAOUCHTaAM C JII' na CI)OHC

MaTOJIOTHH JICBBIX KaMEp, 3a UCKIIFOUCHUEM KAHAUJATOB HA TPAHCIUIAHTAIUIO CEpALa [6,
12, 43, 101-114, 267].
e EOK IC (YI/I3 YYPB)

— He PCKOMCHAYCTCA Ha3HAUCHUC CHCL[I/I(I)I/I‘-ICCKI/IX AHTUIICPTCH3UBHBIX MPCIApaTOB I

neuenus JIAT nauueHTam ¢ JII' Ha (bOHe MMaTOJIOTUH JICBBIX KaMCp CCpllia B CBA3U C
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BBICOKMM PHUCKOM YXYALICHUS KIMHUYECKOTO TEYCHUS OCHOBHOIO 3a00JieBaHUS,
3aJIep’KKH JKUAKOCTU WM pa3BUTHUS (paTaiapbHOTO Ucxoza [6, 267-271].

EOK I1IC (YJ/I2 YYPB)

3.5.7. Jlerounas runepTeH3us BCJIeICTBHE MATOJOI MU JerKuX /NI THIOKCMHUH

PexomentyeTcst BBITIOMHEHHE dXOKapauorpaduu ans auarHoctuku JII' y manmeHToB ¢
MaToJIOrHel JIerkux [6, 43, 65-67].

EOK IC (Y15 YYPC)

Pexomenayercss mpoBelEeHHE YPE3BEHO3HOM KATETEPU3ALMU CepAua IPU  TAKEIbIX
3aboneBanusix jerkux mpu mnompo3peHurn Ha JIAIT wm XTOJII, a takke B ciydae
TSKEJIOW TTPABOXKETYIOYKOBOM CEpACYHON HEAOCTATOYHOCTH JJISI YTOUHEHUS AUArHosa,
nmpu 0TOOpPE KAHAWIATOB Ha TPAHCIUIAHTAIMIO JIETKUX W XUPYPTUUYECKYIO PEIYKIIUIO
nerounoro oowsema [6, 12, 43, 101-114].

EOK IC (Y13 YYPB)

PekomeHyeTcss onTHUMallbHOE JIEYEHHE OCHOBHOTO 3a00JeBaHMs JIETKUX, BKIIOYAs
mmtenbHylo Tepanuio O2, y manueHTtoB ¢ JIIT BciencTBue 3a00sieBaHUM JIETKUX U
XpOHUYECKOM runokceMueit [6, 28, 29, 30, 39, 40].

EOK IC (VIII 2 YYPA)

He pexomennyercs y mammentoB ¢ JII' BcienctBue 3a0o0JieBaHUiA JIETKHX PYTHHHO
UCIIOJIb30BaTh  OJOOPEHHYI  CHEHU(PHUYECKYIO  TEpPalli0  aHTUIEPTEH3MBHBIMH
npenaparamu s aeuenus JIAI [6, 28, 29, 30, 39, 40].

EOK IIIC (YI/I2 VYPA)

PeKOMCHI[yCTCH paccMOTpPETL BO3MOKHOCTb HAIIPABJICHUSA B 3KCHCpTHBII>i LHCHTP
IMaIITMEHTOB C JICTKUM 06CTPYKTI/IBHLIM WM PECTPUKTUBHBIM 38.60J'ICB8.HI/IGM JCTKUX,
HUMCIOIINX KIIMHUYCCKU 3HAYUMYIO HF, JJIA ,ZLOO6CJ'IC,Z[OB3HI/I$I U pCUHICHUA BOIIPpOCa O
HA3HAYCHUU CHCI_[I/I(i)I/I‘leCKOI\/’I TCpaIllii aHTUIICPTCH3UBHBIMU IIpCHIapaTaMu UIsl JICUCHUS
JIAT [10, 28].

EOK ner (VIJI5 YYPC)

93



KommenTapuu: [lo oannvim uneazuswwvix ucciredosanuti, Haauuue JII' e 6cezoa
noomeepicoaemcs U KpaiHe peoko BblABNIAemCcs GblCOKASL NPEKANUIAPHASL N1e20YHAs
eunepmensusi. MmenHo nosmomy 6wl0ensiom mpu 6apuaHma cocyoucmou namono2uu
MKK npu namonoeuu neckux. nepeviii, 6e3 1e204Hou sunepmen3uu, koeoa cpeonee /IJIA
< 21 mm pm. cm. unu 21 —24 mm pm. cm. 6 couemanuu ¢ JICC < 3 ed. Byoa, emopoii, C
yMmepeHHbIM nogvluteruem cpeone2o JJJIA 21-24 mm pm. cm. 6 couemanuu ¢ JICC > 3 eo.
Byoa unu cpeonezo JIJ/IA 25-34 mm pm. cm.; u mpemuii, ¢ maicenou JII', koeda cpednee
MVIA > 35 mmpm. cm. unu=> 25 Mm pm. cm., HO 8 COYEMAHUU CO CHUINICEHHLIM
cepoeunviv  unoexcom (< 2,0 i/mun/m®)  [28, 39, 40]. K  coocanenuio,
PAHOOMUZUPOBAHHBIE KIUHUYECKUE UCCIe008AHUSL C UCNONb308AHUEM CNeyUu@duuecKot
mepanuu, npogedeHuvie y nayuenmos c JIAI na ¢hone 3abonesanuti 1eckux, He noxkazanu
nonodcumenvHo2o  dghghekma 6 omuoweHuu noxazameneu 3abonesaemocmu U
CMEPMHOCIU  UIU  3HAYUMO20 VIVUUEHUS NePeHOCUMOCMU (QU3UYeCKOU HA2pY3KU.
Omyacmu 3mo c843aHO ¢ He0OX00UMOCMbI0 0mMOOpa NAYUEHMO8 C «NPABUTLHBIMY
genomunom, kozcoa 8 cenese JII' na ¢hone namonozuu neckux npeobaadaem 8acKyIAPHbIL
KOMNoOHeHm ¢ 8blcoOKUM ypoeuem cpeornezo /IJIA, JICC u Huskum cepoeuHviM UHOEKCOM
npu J1ecKuX Ui YMEPEeHHbIX (DYHKYUOHATbHBIX U MOPGDON02UYECKUX USMEHEHUSX CO
cmoponwbl ne2kux. Umenno nosmomy neuenue JII' na ¢hone 3abonesanuti neekux 00IH#CHO
ObIMb cocpedomouero, 6 nepeyio ouepeos, Ha JleueHuu 0CHO8HoU namonozuu. Ilokaszano,
Yymo OIumenbHas KUciopooomepanus coepicusaem npoepeccupoganue JII'y nayuenmos
¢ XOBJI. Tem He menee, oHa pedKo NpusoOOUM K HOPMAIU3AYUU OABTeHUS 8 Je2OUHOU
apmepuu, max Kak 8a30KOHCMPUKYUS COYemaemcs. cO CMpPYKMYPHbIMU U3MEeHeHUAMU
cocy0o8 Mano2o Kpyea Kpoeoobpawjenus. Ha xoppexyuio eunokcemuu HanpasieHa u
cmanoapmuas opouxorumuyeckas mepanus. Takue oponxorumuieckue npenapamsl, Kax
aopenepeuyeckue cpeocmea O/l UHEATSAYUOHHO20 668€0eHUsl U MeoPUIIUH, 001a0arm
OONONHUMENbHLIM — 8A300UNAMUPYIOWUM — OeliCMeUeM HA cocyobl MAlo20 Kpyed
Kpogoobpaujenus. [[numenvHas HeUHBA3UBHAS BEHMUNAYUA Ne2KUX, OONOJHUMENTbHbIM
npeumMyuecmeom  KOMOPOU  CAYICUM — CHUMICEHUe  AMNAUmyobl  OMpUYAmMeIbHO2O
BHYMPUSPYOHO20 0asleHUs], 61a200aps KOppeKyuu 2UuNneprKantHuy u SUnoKCemuu, makice

cnoco6cm6yem CHUIICEHUIO 0A8IeHUSA 8 1e20YHOU apmepuu.

3.5.8. XpoHuyeckass TpOMO0IMOOINYECKAS JIerOYHAS THIePTEeH3Ns

XpoHnuueckas TpombosMOomueckas serounas runeprensus (XTIJI') xapakrepusyercs
OOCTPYKTHBHBIM pEMOJEIHUPOBAHUEM JIETOYHOM apTepHH BCIEICTBHE TPOMOOIMOOINH JETOYHON

aprepuu, conpoBoxjatomumcsi pazButuem JII.  CoBokymnas 3aboneBaemocts XTIJII
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cocraBinsieT 0,1-9,1% B TedeHHe MEPBBIX 2 JIET MOCIHE 3MKU30]a CUMITOMHON TpoMO03IMOomn
nerounoii aptepun (TDJIA) [6, 33, 72]. XoTs TOYHass PacHpPOCTPAHEHHOCTh U €XKEToJHas
3aboneBaeMocTh XTOJII' HEM3BECTHBI, HEKOTOPHIE MJAaHHBIE YKa3bIBAIOT HA TO, YTO JTO
3a00JIeCBaHME MOXET BO3HHKAaTh y S5 UEJIOBCK HAa MWJUIMOH HaceineHus B roxa [32]. Ilpm
maddepennnansaoii tuarnoctuke XTOJI cnenyer UCKIIOYaTh APYrHe BO3MOXKHBIC BapUAHTHI
OOCTpYKIIMH JIETOYHOH apTepuH, TAaKUE KaK CapKOMa JISTOYHOH apTepuH, SMOO0JINS OMyX0JIEBBIMHU
KJIETKaMH, Tapa3uTHUECKhe (PXMHOKOKKO3HBIC KHCTBI), SMOOJHMHM HWHOPOAHBIMH TEJaMH,
BPO’KJICHHBIE WJIM IPUOOPETEHHBIE CTEHO3BI JIETOUHOM apTepuu.

CoeBpemeHnHas noctaHoBka quarto3a XTOJII' 3arpyaHuTenbHa, Tak Kak 3HAUUTEIbHOE
yucino ciaydaeB XTOJIIT pa3BuBaercss mpu OTCYTCTBUM TPEANIECTBYIOMIETO OCTPOrO SIK30/1a
TOJIA, a KTMHUYECKHE CUMIITOMBI SIBJISIOTCSI HECEM(PUUECKUMHU WIIM OTCYTCTBYIOT Ha PaHHUX
craquax XTOJII'. Knuanueckne cumntombel XTOJIIT moryr HanmomuHath octpyto TOJIA wnm
WJIAT'. B nocnegneM citydae OTEKM M KPOBOXapKaHbe BO3HHUKAIOT yanie y nanueHToB ¢ XTOJIL,
B TO BpeMs Kak oOMOpoku dHamie Bcrpeuatorcs y manueHtoB ¢ MJIAI. Jlmarnos XTOJII
OCHOBBIBAEeTCSl Ha pe3yiabTaTax OOCIeIOBaHUS, MOJIyYEHHBIX IMOCIe 3 MecsleB aJeKBaTHOU
Tepanuu aHTUKoaryiassHtamu. s moctaHoBku auarHo3a XTOJIIT HeoOXomumel ciemyroniye
kputepuu: cpeanee JJIA > 25 mm pt. cr. u cpegnee JI3JIA < 15 MM pT. CT., HECOTJIACOBaHHBIE
nedekThl nepPy3uu Mpu CHUHTUTPAPUH JIETKUX U crelu(uUecKkre TuarHoCTHYECKUe MPU3HAKU
XTOJIT', BeisBasiembie Ha MCKT opraHoB rpynHON KIE€TKH C BHYTPHUBEHHBIM OOJIFOCHBIM
KoHTpactupoBanueM, MPT wunum oOOBIYHON JIErOYHOW aHrHOKMHEMAaTtorpapuu, Takhe Kak
KOJIbIIEBBIE CTEHO3bI, CETEBUIHbIC/IICNEBUIHbICE U3MEHEHUS MPOCBETAa COCYAa M XPOHUYECKUE
TOTAJIbHbIE OKKIIFO3UM (M3MEHEHHs B BUJEC BBHIOYXaHMSI WM KIMHOBUIHOTO cyxeHus). Ecnu
cpennee JIJIA <25 MM pT. CT., HO IPUCYTCTBYIOT OCTAJIbHBIEC BBIIICTIEPEUUCICHHbIEC TPU3HAKH,
JIMArHOCTHPYETCs XpoHUUecKas Tpomboambonnueckas 6ome3us (XTIB).

B To Bpems kak KOMIbIOTEpHas ToMorpadgusi OpPraHoB TPYAHOH TOJOCTH C
BHYTPUBEHHBIM OOJIOCHBIM KOHTPAaCTUPOBAHUEM SBJISETCA HCCIEAOBaHHMEM BbIOOpa B
nuarnoctuke octpoit TOJIA, mianapHas BEHTWISIIMOHHO-TIEPGY3MOHHAS CLHIUHTUTPA(US TETKUX
OCTaeTCsl OCHOBHBIM MeToA0M sl Bu3yanu3zanuu XTOJII', Tak kak Juisi TOCTAaHOBKU JTMAarHo3a
OHa 00J1a/1aeT YYBCTBUTENHLHOCTHIO 96-97% u crieruduanoctsio 90-95% [47]. Xots XTOJII u
paccMaTtpuBaeTcss B paMKaxX BEHO3HON TpomO03MOo0iMH, KiIaccHuecKue TpoMOoduIndeckue
(akToOphl pUCKa MPU ITOM MATOIOTUM HEPEIKO OTCYTCTBYIOT. Tak, Mo JaHHBIM €BPOTMEHCKOTro
peructpa XTIOJII" npemmectyromue snuzoasl TOJIA ynaercs noarsepauts B 74,8% ciiyuaes, a
TpoMOO03bl TIyOOKMX BeH — B 56,1% cmydaeB. XTOJII' yame pasBuBaeTcss y MAI[MEHTOB C

a"TudochomunuaHbM cunapoMoM (10-15%). Ognako nepunut antutpomOuna III, mporenHoB
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C u S, romouucrennemusi, mytauuss G20210A B reHe mpoTpoMOHMHA HE YBEIMYMBAIOT PUCK
pasButust XTOJII'. TloBTOpHBIE BEHO3HBIE TPOMOOSMOOIHMM M BBICOKHH ypoBeHb D-numepon
Mociie OTMEHBl AHTHUKOATYJISIHTHOM Tepanmuu TakKe HE acCOLMUPOBAHBI ¢ 0oJjiee YacThIM
passutiem XTDJII'. Bmecte ¢ Tem, roMOo3uroTHBIE TOTMMOp(HBIE BapuaHThl reHa V ¢dakropa
Bcrpeuarores vamie npu XTOJII, ywem npu apyrux BapuaHTax JieroyHod rumnepreHsuu (29%
npotus 7,8%).

UBKC SIBIISIETCSL BaYKHBIM JTAArHOCTAYECKAM WHCTPYMEHTOM. YpoBeHb
npenonepaunoHHoro u mnocineonepaunonHoro JICC sBasercss MapKepoMm J0JITOCPOYHOTO
nporHo3a [272]. 3ak/IIouuTeNbHBIM 3TAllOM THAarHOCTUYECKOTO MpOollecca sIBJSETCS CeeKTUBHAs
anruonyibMoHorpagus. OHa BBIABISET KOJIbLIEBUIHBIE CTEHO3bI, CETEBUJIHBIE U IEJIEBUIAHbBIE
W3MEHEHHsI MPOCBETa COCYIOB, W3MEHEHHsS MEIIOTYATOr0 THUIA, HEPETYISIPHOCTh CTEHKHU
COCY/IOB U TOJIHYI0 OOCTPYKLHIO apTepHH, KoJulaTepalu OpOHXHaJbHBIX apTEepuid, a TakkKe
MOMOTAaeT B TEXHUYECKOW OIICHKE OIepadeIbHOCTH OOJLHOTO. ANTOpUTM 0OCIen0BaHUS
6ombHOrO ¢ nogo3penueM Ha XTIJII/XTOb npexacrasnen Ha pucynke 3 (IIpunoxenue b).

OcHoBHBIM MeTo10M JieueHust X TOJII cunraercst TpoMOIHAAPTEPIKTOMUS U3 JIETOUHOMN
apTepuu, CMEPTHOCTh TPH KOTOPOW B KPYIMHBIX EBPONEHCKHX IIeHTpax cocraBisser < 3,5%
[6,33,72,273,274,275]. Pemenne 00 onepadeTbHOCTH 00JILHOTO MIPUHUMACTCS
MYJIbTHIUCIUIUIMHAPHONW KOMaHI0W. boibHOM mpu3HaeTcs HeomepaOeabHBIM, €CJIM MOJ00HOe
pelleHre BBIHOCUTCS KaK MHHMMYM 2 HE3aBHCHUMBIMH OJKCHEPTHBIMHM LeHTpamu. OO0mumMu
KpUTEpUsAMH OTOOpa IJsl XUPYPrUUYECKOro JICUCHHS CIY)KUT XHUPypruueckas JJOCTYIHOCTh
TpOMOOB B OCHOBHBIX, JIOJIEBBIX WJIM CETMEHTApHBIX JIETOYHBIX apTepusx. Bospact manueHTa
caM 1o ce0e He SBISETCS NMPOTUBOMNOKA3aHHMEM K OIEPAaTUBHOMY JICUEHUIO, TaK K€ Kak U
BenuuuHa JICC u Hanmmuue MUCHYHKIMU MPABOTO JKEIyI0YKa. B oTinune OoT XUpyprudyeckoin
smbomkTomun  1pu  octpoir  TOJIA, newenne XTOIJIIT Tpebyer OumnarepaibHOMN
SHAAPTEPIKTOMUU C JOCTYIIOM 4Yepe3 MeAuaibHbId CJIOH JerouyHoil aptepuu. Omnepanus
BBITIOJIHSAETCS B  YCJOBHUSX TIJIyOOKOW THUIOTEPMHUHM M  OCTAaHOBKHM KPOBOOOpAIEHUS.
[Tocneonepanmonnpiii  penepdy3MOHHBII  OTEK  MOXET  MOTpedOBaTh  MPOBEICHUS
BeHoapTepuaibHoit OKMO.

— Pexomennyercst oOCyXJieHHE BO3MOXHOCTH BBIIOJHEHUS TPOMOIHAAPTEPIKTOMHUH U3
JIETOYHOM apTepU MYJIbTHAUCIUIUIMHAPHON KOMaHA0W KaK MUHMUMYM 2 HE3aBUCHUMBIMHU
SKCIIEPTHBIMU LIEHTPaMU JUIsl BCEX MAMEHTOB ¢ JokyMeHTupoBaHHOU XTIJII [6, 33, 72,
273, 274, 275].

e EOKIC (YAI5YYPC)
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— PexoMeHJyeTcs mpreM aHTHKOAryJsiHTOB HENpsIMbIX (aHTaroHucToB ButamuHa K), naxe
II0CJIE BBITIOJIHCHUSA TpOM63HI[apTep3KTOMI/II/I U3 JIETOYHOU apTcpruKu BCCM HNAUCHTaM C
XTOJT s npoMITaKTUKKA PEMIUBA OCTPOM TPOMOO3MOOHMH JIETOUHOM apTepuu [6,
33, 72].

e EOKIC (YAI5VYYPC)

Hanuune anrvomatun u mnpexanwuigpHbeld xapaktep JIIT mpu XTOJII' oTkpeiBaer
BO3MOXHOCTH JJIi IPUMEHEHHUsI crenu(uYecKod Tepanuyu aHTMINepTEeH3UBHBIMU IpernapaTamu
g nedenuss JIAI. JlanHas Tepamus MOXeT ObITh OIpaBAaHa y MallMeHTOB, MPU3HAHHBIX
HeornepadeNbHbIMY, a TAKXKE Y MAllMEHTOB C MEPCUCTUPYIOIIEH WM peUANBUPYIOIIEH JTeTOYHOMN
rUnepTeH3uei nociae TpoMOIHAAPTEPIKTOMUM U3 JIETOUHON apTepuu.

— He pexomenayercs mnpuMeHATh CHENU(UYECKYIO TEpanuil0 aHTUIEePTEH3UBHBIMU
npenapatamu  ans  jedeHus JIAIT y omnepaOenbHBIX MAalMEHTOB C  TSDKEIBIMU
HapylIEHWsAMH TE€MOJMHAMMKA B  KAauecTBE «MOCTa» IIE€pel  BBINOJHEHHUEM
TPOMOIHIAPTEPIKTOMHUM M3-3a OTCYTCTBHS JOKa3zaTeabHOW 0a3bl ee d(PPEKTUBHOCTH
[72].

e EOK nmer (Y415 YYPC)

ITo pe3ynpTaTam uccnenoBanuss CHEST-1,2 Tepanust puoruryatom™** y 261 manuenTa ¢
HeorepabenpHoit XTOJIIT mnmm mepcuctupyromeid/penuauBupyromeit XTOJIIT B teuenue 16
HeZenb Tepanuu npuBojauia K yBenudenutro TOH u yiayylieHHio mapameTpoB reMoJIWHAMUKU

MKK, Bxitovas u camxenue JICC [277].

— Pekomennyercs Ha3Ha4YeHHE puornuryara** MalueHTaM c
HeonepabdenbHoO/pesuayanbHoit XTIJII' ans ynydiieHus NepeHOCUMOCTH (PU3MYECKUX
Harpy3oK U reMoMHaMHUYeCKUX ToKasateneii [6, 33, 72, 277].

e EOK I C (Y2 YYPA)

HoBbiM HamnpaBnennem B JeuyeHun mnamueHToB ¢ XTOJII sBnsercs kaTeTepHas
OamnoHHas aHruomsactuka jerouyHod aprepun (BAIIIA). Or6op mnamumentoB Ha BAIIIA
OCYHIIECTBJISIETCS TOJBKO TMOCIAE€ TMPUHATUSA PEHIEHUS O HEBO3MOYKHOCTU BBIIIOJTHEHUS
TPOMODHIAPTEPIKTOMUN U3 JIETOYHOW apTepud MHHHUMYM B JBYX OKCIEPTHBIX IIEHTpax

JerouyHoy runeprensuu [6, 33, 72, 278]. Metonuka BeinosHenust BAIUIA npu XTOJII' cnoxHa,
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TpeOyeT HaBbIKa M XOPOLIETr0 3HAaHUS aHaToMuu W remoguHamukn MKK, mostomy mosmkHa

BBITOJIHATHCS TOJIBKO B IIEHTPAX, UMEIOMINX OOJIBIION OMBIT MO BeAeHUIo naruenToB ¢ X TOJII.

— PeKOMEHIIOBaHO pPaccMOTPETh BO3MOYKHOCTBH BBINOJIHCHUSI OAJUIOHHOW aHTHMOIUIACTUKU
JIETOYHOW apTepUHM B KAueCTBE AbTEPHATHBHOTO METOJA JICUCHHs HeomepadelbHbBIX
oosbHBIX ¢ XTOJII ast yny4menus ux nporuosa [6, 33, 72, 278].

— EOK IIbC (Y15 YYPC)

Anroput™m neuennst XTOJII nmpeacrasnen Ha pucynke 4 ([lpunoxenue b).

3.5.9. Oco0eHHOCTH _BeJeHHS _TMAIMEHTOK JIETOPOJHOI0 BO3PACTA _C JIETOYHOM

runepreHsuen

JIT" acconuupoBaHa ¢ BHICOKUM YPOBHEM MATEPHUHCKOW M MEPHHATAIBHON JIETAITBHOCTH.
Bo Bpemsi OepeMeHHOCTH B OpraHU3Me KEHITUHBI TPOUCXOIAT CYIIECTBEHHBIE a/IallTallHOHHBIC
W3MEHEHUs: 00pa30BaBIIMNCS TUIOAOBO-TUIAIIEHTAPHBIM KOMIUIEKC MPEACTaBIsSeT COOOW Tak
Ha3bIBAEMBIM «TPETUH KPYr KpPOBOOOpAIIEHHSA», U €ro BKIIOYEHHWE MPUBOAUT HE TOJBKO K
MOBBIIICHUIO MAacChl Teja, HO M K HapacTaHWIO 4acToThl cepaeuHbix cokpamenunit (HCC), a
Takke K 3HaunTenbHoMYy (0T 30 10 50%) yBenTM4eHHIO KaK cepedHOoro BeIOpoca, Tak U oobemMa
HUpPKyIupyronieil kposu (pusnonoruyeckas runeppoieMusi). Co CTOPOHBI CUCTEMBI JIBIXaHUS
OTMEYAeTCsl YBEIMUYEHHUE JbIXaTeIbHOTO 00beMa JEeTKHX, KOTOPbIH K KOHIy TeCTal[MOHHOTO
nepuojia Bo3pacraeT Ha 30—40%, a yactoTa npixanus yBenunuuBaetrcs Ha 10%. Y xenniun c JII'
3TH U3MEHEHHUS MOTYT MPUBECTU K KIMHUYECKOH AekommeHncanuu. CaM npouecc AMarHOCTUKU U
neuenus JII' B mepuo 6epeMEHHOCTH MPEACTABISAET ONPECICHHbIE TPYJHOCTH, CBA3aHHbBIC HE
TOJIBKO C OTPAaHMYEHUEM TUArHOCTUYECKUX BO3MOKHOCTEH, HO U C BEIOOPOM MeIMKaMEHTO3HOM
Tepanuu. B HacTosiee BpeMs B MHUPE OTCYTCTBYIOT €AMHBIC COTJIACOBaHHBIC MOIXOAbI K
BeZieHUI0 OepeMeHHbIX ¢ JII', BcieacTBue HaMMUYUs STUYECKUX ACIIEKTOB MPOOIEMBbl MPOBEACHUS
KPYIHBIX PaHIOMHU3UPOBAHHBIX IUIA1I€00-KOHTPOIUPYEMBIX MHOTOLIEHTPOBBIX KIMHHUYECKHX
WCCIIeIOBAaHU, U BCE JOCTYIIHbIE PEKOMEHIAIMU HOCSAT B OCHOBHOM YPOBEHb JIOKA3aTEIbHOCTHU

C, OCHOBBIBAsCh HA OIIBITEC 3KCIIEPTOB U OTACIBHBIX HECHTPOB.

— He pexomennyercst 6epeMeHHOCTh MAIIMEHTKAM C JITOYHOU runeprensuei [6, 279, 280].

e EOKIIIB (Y414 YYPC)
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- Pexomenayercss TpPOBOIUTH CTPATU(PHUKAIMIO MATEPUHCKUX PHUCKOB BO3HHUKHOBEHUS
CepACYHO-COCYUCTHIX  OclNoXHeHud mo mkare MWHO npu mnaHupoBaHUH
OepeMEHHOCTH, a TAK)Ke MIPH HACTYIUJICHUH OepeMeHHoCcTH manuenTkam ¢ JII' [279, 280].

e EOK IC (Y14 YYPC)

- PexkoMeHIyeTcs MCKYyCCTBEHHOE TIpEphIBaHWE OCPEMEHHOCTH B CiIydae HACTYIUICHHS
o6epemennoctu [279, 280].
e EOKIC (V114 YYPC)

KommenTtapuu: Cocracno moouguyuposannoi knaccugurxayuu BO3 no oyenxe pucka
CepOeUHO-COCYOUCMbBIX OCTIOHCHEHULl OJisl Mamepu u nomomcmea bepemennvle ¢ JII' omunocames
k IV kamezopuu pucka, npu xomopoil bepemennocms npomusonokasana [279, 280, 281, 282,
283]. Pezynbmamul ananuza ucxo0o8 6epemMenHoCmu u poo08 6 KPYRHbIX MeOUYUHCKUX YEHMPAX
nokaszaau, umo bepemeHHocmv y dceHuwun ¢ JIAIT no-npedicnemy accoyuupyemcs ¢ 6biCOKOLL
mamepunckol  nemaivHocmolo — om 25% oo 56% [284, 285], ewicokoi uacmomot
npexcoespementvlx pooog — 85-100%, cunopomom 3adepoicku passumus niooa 6 3—33%
cyuaes, a makice 2ubeivio nio0a/noeopoxcoennvix 6 7—13% cayuaes [6, 279]. B cés3u ¢ smum
nayuenmrxe ¢ JIAI' 0ondcHo Obimb npednodiceno npepviéanue bepemeHHOCmu U0 00CPOUHOe
pooopaspeuieHue (8 3a8UCUMOCIU OM CPOKA npozpeccupyloujeli bepemennocmu). B cuyuae
omkaza om npepuvleanus Oepemennocmu | docpounozo pooopaspewienus OepemMenHOCmb
sedemcsi kak Oepemennocmov Ml xknacca (MWHO), m. e. bepemennocms 6vicokoeo pucka
Ppazeumust cepOeyHO-cocyOUCMbIX OCIONCHEHUL, 8 MOM YUcie U PamaibHblX, ¢ NpuUeieyeHuem
MYTbMUOUCYUNTUHAPHOU KOMAHObL 8 COCMABE 8PAYA-KAPOUO02d, 8paya-aKyulepa-TiHeKoIIord,
8PAYA-AHECE3UONI02A-PEAHUMAMONI02A,  6PAYA-NeOUampa U  CHeYyuamucma no J1e204Holl
2UNepmeH3uU U pooopaspeueHuemM 6 CReyuaru3upo8anuvix nepurnamanvhvlx yeumpax |l
yposus [280, 282, 286]. B cnyuae coenacus nayuewmku Ha npepvieaHue OepemeHHOCmiu,
Meouyunckull abopm Oodicen bvimb evinoanern 0o 22 nedenv Gepemennocmu. [287, 288].
Ilpepvisanue bepemennocmu Ha 0Oojiee NO30HUX CPOKAX NO DPUCKAM DA3BUMUSL OCLONCHEHU
CONOCMABUMO C PUCKAMU OOCPOYHO20 poldopaspeuieHuss Ha 32—34-1i nedere bGepemenHOCmU.
Haubonee onmumanvnvim cpoxkom Ons npepuvieanus bepemennocmu sgnsemcs cpok 6 10 + 3
nedenv cecmayuu [287, 288, 289, 290]. Meouxamenmosnvlie u xupypeuueckue memoobl
npepuleanusi bepemMeHHOCmU 00UHAKOBO IPPEKMUBHbL U CONOCABUMbL NO YACMOME PA3GUMUSL
cepvesnvix ocnodcHenutl. OOHaKo, O OGHHbIM TUMEPAMYpbl, Yauye nPo8oOAMCs Xupypeuieckue
manunynayuu (2,1 npomus 0,6%,) [291, 292]. Ilpoyedypa npepvisanus bepemenHocmu 00aNCHA

I’lpO@OdUWZbC}Z 6 Cneyuailusupo6aHHoM yesmpe. Meouxamenmosnoe npepsvleaHue 6€p€M€HHOCmu
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yenecoobpasno paccmampusams 00 9 Hedelb OepeMeHHOCMU C UCNOAb308AHUEM HUZKUX 003

muzonpocmona (100 me) [280].

- PexoMmeHayercss mpoOBOAUTH OCMOTpP O€peMEHHON BpavuoOM-KapIHOJIOTOM Kaxjasie 2—4
HEJIeNH, a TIPH HEOOXOUMMOCTH — €XKCHEIEIbHO (B TPEThEM TPHUMECTPE OEPEMEHHOCTH B
cllydae mpoJioHranuu oepemenHoctu) [287, 288].

e EOK ner (YIS YYPC)

Kommenrtapuu: [Ilpu nepsuunom obpawenuu o6epemennou c JIAI' nposodumcs
Quszukanvhoe  obcredosanue,  OYeHKa — MONEPAHMHOCMU K  (QuU3UYeCcKOU  HazpysKe,
nynvcoxcumempus, IxoKI ¢ npuyenvrotl oyenkou hyHKyuu npasoeo xHcenyoouxa u onpeoeienue
yposusa NT-proBNP ¢ ceisopomke kposu ons cmpamuguxayuu pucka JIAI. B cnyuae nuzkozo
pucka (OK 1-11) nayuenmxu c JIAI' 6 | mpumecmpe ocmampusaromes ne pedsice 1 paza 6 mecsy.
Bo |l mpumecmpe kpamunocme 6uzumos nayueHmxu modxcem Ovimuv ygeauvena 0o 1 pasa 6 2
Hedenu. B kaoxcowviti eusum, Hapsady ¢ ocmompom, ciedyem evinoauame OxoKI, TIIIX,
oyenusamov yposenb NT-proBNP u oannvie nynvcoxcumempuu. B |ll mpumecmpe oaoswce npu
onaconpuasmuom mevenuu oepemennocmu u uuzkom DK JIAI (1-11) nokazana nnamosas
2ocnumanu3ayus 8  Cneyualu3upOBaHHbIL — NEPUHAMATbHLIL  YEeHMp, UMEeWull  Onvlim
ouazHocmuxu u nedenus JII, 6 c6A3U C BbICOKUM DPUCKOM NPEHCOeBPEMEHHBIX pPOO08 U
2eMOOUHAMUYECKUX — HapyuleHuti, a makxdce O eepugpukayuu Ccpokos u cnocodba
pooopaspewienuss, anecmesuonocudeckoeo nocoous. Ilayuenmxu c JIAI -1V @K (BO3)
Q0JIJICHBL  HADIIOOAMbCL 8 YCI08USAX CMAYUOHaApa 8ecb nepuod obepemennocmu ¢ IOxoKI -
KOHmponem He pexce I paza 6 4 medenu unu npu uzMeHeHuu KIUHU4ecKou Kapmuuvl. [Ipu
nosigeHuU NPpU3HaKos yxyoutenuss mevenust JIAI na niobom cpoxe b6epemennocmu (hapacmanue
00blWKY, NOSGNEHUE CUMNIMOMO8 OUCHYHKYUU NPABO2O JHCEyOOUYKd, 2UNOKCEMUU, HAPYULeHU
PUMMQA,  20JI0860KPYICEHUNl  UAU  CUHKONANbHLIX COCMOSHUL) NOKA3AHA —20CRUMANU3AYUsL
nayueHmxu 6 cneyuanusuposannsii yenmp [280, 282, 292].

— PexomMennyetcs mpoBeneHHe 3XOKapAuorpaguu Bo BpeMsi OepeMeHHOCTH Kaxiablie 4—6

HeJleNb MO0 MPH YXY/IIIEHHH COCTOSHUS nmarnueHTku [6, 279, 280, 282, 292].

e EOK IC (YUI4 YYPC)

— PeKOMeHI[yeTCH pacCMOTPETbL BO3MOXKXHOCTD ITPOBECIACHUSA LIpe3BeHO3HOI\/'I KaTeTCprU3alnuunu
cepana GCpeMCHHLIM cJII' ¢ HHaTHOCTquCKOﬁ LCJIBbIO TOJIBKO IO CTPOTUM IMOKAa3aHUAM
[280, 287, 288].

e EOK IIbC (YII5 YYPC)
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— PexoMmeHayeTcs BBINIOJHEHHE UYPECHUINEBOAHON »Xokapauorpaduu O6epemenHsM ¢ JII
g uckntouenus BIIC B ciydae HeonTUMaJIbHOM BU3yallM3alluy IPU TPAaHCTOPAKAIBHOMN
sxokapauorpaduu [6, 280, 287, 288].

e EOKIC (YAA5 YYPC)

— PexoMeHIyeTCs BBIMOIHATh KOMITBIOTEPHYIO TOMOTPAQHI0 OPraHOB I'PYIHOHN TMOJOCTH C
BHYTPUBEHHBIM OOJIFOCHBIM KOHTPACTUPOBAHHUEM TOJIBKO I10 KMU3HCHHBIM MOKA3aHUSM, B
TOM YHCJI€ W TIPH MOJ03PEHUU Ha OCTPYIO TPOMOOIMOOIHIO JIeroyHo# aprepun [6, 280,
287, 288].
e EOK IIbC (Y5 YYPC)
KommenTapuu: /Ipeonoumenue ons ucnonvzosanus omoaemces KT ¢ Huzkum yposnem nyuegoti

naepysku (0,01-0,66 mlp) [280, 293, 294].

- PexoMmenayercss NOpOJODKUTH  CHENU(UYECKYI0O  TEpamuil0  aHTUIEePTEH3UBHBIMU
npenapaTtamu uis jiedenust JIAI' Bo BpeMs OepeMEeHHOCTH MalMeHTKaM, MoJIy4aBIIuM ee
10  OepeMEeHHOCTH, C 3aMEHOM JIeKapCTBEHHBIX IIpPEemNapaTroB,  OOJIaJaroIIKUX
NOTEHIMAIBHBIM TEPAaTOr€HHbIM U SMOPHOTOKCHYECKMM JelicTBueM, Ha Oojee
6e3omacusie [6, 280, 287, 288].

e EOKIIaC (Y5 YYPC)

—  PexkomeHjyeTcss MHHIMUPOBATh  CICHU(PHUUIECKYIO TEpPANUI0  aHTHIICPTEH3UBHBIMU
npernapatamu Juis jiederns JIAT Bo BpeMsi 6epeMEHHOCTH MAIMEHTKaM, He MOJTy4aBIInM
ee 710 OEpEMEHHOCTH, C YU4ETOM MOTCHI[MATBHBIX TEPATOIEHHBIX M YMOPHOTOKCHIECKHX
a¢dexToB mpemaparos [6, 280, 287, 288].

e EOK IIaC (Y15 YYPC)

Kommentapuu: Oobvem  cneyughuueckoii  mepanuu (MoHOmepanus — unu
KOMOUHUPOBAHHASL — mepanus) Onpedeisiemcsi Hd  OCHOBAHUU — CMPpaAmuukayuu  pucka
nemanvrocmu [10]. B kauecmee npenapama nepeoti Tunuu 4acmo UCnoib3yemcs CuloeHapui 6
cmapmosoti 0oze 20 me 3 pasa/cym. Hasnavenue umeanAyuoHHO20 UNONPOCMA B0 BPEMs.
bepemennocmu u nocie pooos nokasamo nayuenmxam c -1V @K ((BO3). B noozpynne
NayueHmo8 ¢ MNONONCUMENbHBIM BA30PEAKMUBHbIM MECMOM He0OX00UMO NPOOOIICUMb UTU

UHUYUUPOBAMb Mepanuto OJLOKAMOPamu «MeOleHHbIXY Kalbyueulx kananos [6, 266, 280, 282].
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- He pexomennyercst HazHauaTh DPA OepeMEHHBIM WM IUIAHUPYIOUIUM OEepeMEHHOCTh
nanueHTkaM ¢ JIAI' B CBA3M C TEpaTOreHHbBIM M AMOPHUOTOKCHYECKHM JEHCTBHEM
npenaparos [280, 287, 288, 295, 296].

e EOKIIIC (YAO5YYPC)

— PexomMenayeTcs paccMOTpeTh BO3MOKHOCTh Ha3HAYEHUS pypoceMua™™ Juisi KOppEeKLHH
MPaBOXKEITYJOUKOBOM CEPACUHON HEJOCTATOYHOCTH BO BpeMs 6epemennoctu [280, 282].

e EOK IIbC (Y445 YYPC)

KommenTapuu: He pexkomenooeano pymuHHOe HA3HAYEHUE MOYE2OHHOU mMepanuu y
bepemennvix. B cnyuae meobxooumocmu — ucnonvzoeamsv nemiegvle  OUYPEMUKU C
OCTOPOACHOCIBIO 8 C8A3U C ONACHOCMbIO 00eOHeHUs NI00080-NIAYEHMAPHO20 KPOBOMOKA, U

100 OUHAMUYECKUM KOHMPOIEM COCMOSAHUSL NI0OA.

— He pexoMenmyercss Ha3Ha4aTh CHHUPOHOJAKTOH™* BO BpeMsi OEpPEMEHHOCTH B CBSI3U C
BBICOKMM PUCKOM (heMUHHM3AIMU HOBOPOXKICHHBIX MyxKckoro nona [280, 289, 292].

e EOKIIIC (Y445 YYPC)

— PexomennoBana koppekius neduuurta sxkeneza BO BpeMs OEpeMEHHOCTH B CBS3H C

HEraTHBHBIM BIIMSHUEM Ha TPOLIECCH peMoaenupoBanus cocynoB MKK [280].

e EOK ner (YIS YYPC)

— Pexomennmyercs ormena Bapdapuna**  OepemenHsiM ¢ JIAI, momy4aBIIMX
AQHTUKOATYJITHT HenpsaMoil (aHTaroHucT ButamuHa K) 10 GepeMeHHOCTH, U3-3a 3MOpHO-
u ¢erorokcudeckux 3(QekrToB mpemapara (Cpasy MOcCiae MOATBEPIKICHUS COCTOSHHUS
OEpEeMEHHOCTH) W HWHHIMAIMSA TEepanud TenapuHaMH B TEPareBTUYECKUX 103aX (B
pacuete Ha Bec JJ0 OEpeMEHHOCTH), KOTOpasl J0JDKHA OBITh POJIOJKCHA B TCUCHUE BCEH
6epemennoctu [156, 280, 295].

e EOK IlaC (Y15 YYPC)

— Pexomenayercsa mnponokuTh OepemeHHbIM ¢ XTOJIIT Tepamuio remapuHamMu B
TEpalneBTHUECKUX JI03aX B pacyeTe Ha BeC J0 OEpeMEHHOCTH B TeueHHe Bceil
O0epeMEeHHOCTH WJIM MHHULIMUPOBATh €€, B Cllydae €CIM aHTHUKOAryJsHTHas Tepamus He
npoBoamiack 1o oepemennoctu [280, 297].

e EOK Il C (YI5 YYPC)
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— PexomeH0BaHa MOBTOpPHAs OIIEHKA MOKA3aHUN K HA3HAYCHUIO MPO(PUIAKTHUECKUX /103
renapuHOB B TedeHHE Bcell OepeMeHHOCTH TeM OepemeHHbIM ¢ JIAI', koropbie He
0JTy4aJii aHTUKOAry/ISTHTHYIO TEpaInio 10 oepeMenHocty, [6, 280, 292, 297, 298].

e EOK IIb C (Y13 YYPB)

— PexomennoBano Bcem OepemeHHbIM ¢ JIAI, He noJgy4aBIIMM aHTHKOATYISHTHYIO
TEpanuio 10 U BO BpeMsl OEpeMEHHOCTH, UHULMUPOBATH AHTHUKOAryJISHTHYIO TEpPaIUIo
renapuHamu B |lIl Tpumectpe OepemeHHOCTM B Mpo(UIAKTHYECKHX J03aX (IIpH
OTCYTCTBHH MMOKa3aHUil K JeueOHbIM 103aM) [6, 280, 292, 297, 298].

e EOK IIb C (Y13 YYPB)

— He pexoMeHayercs TPOBOAWTH TEPANUIO MPSIMBIMH  AHTHKOATYISTHTAMH  JUIS
nepopanbHOTO TpreMa y OepemeHHbIX mamueHTok ¢ JIAIT m XTOJII' B cBasm ¢
OTCYTCTBHEM JaHHBIX 00 3()(eKTUBHOCTH 1 Oe30MacHOCTH THX mpenaparos [280, 292].

e EOK IIIC (Y5 VYPC)

— PexoMenayeTcs moAaBiATh JIAKTauMio ManueHTok ¢ JIADT mocne pomopaspenieHus st
CHIDKEHHS PHCKa pa3BUTHs HeOIaronpusTHeIX coobiTrii [280, 292, 299, 300].

e EOK IIaC (YIII5 YYPC)

Kommenmapuu: Kopmnenue epyovio — memabonuuecku 3ampamuuiii npoyecc. Kpome mozo, 6
nociepooosom nepuooe nayuenmxku ¢ JIAI' uysxcoaromces 6 pauuel  onmumuzayuu
cneyughuueckol  mepanuu  NPenapamami, IKCKPEmupyrowuUMucss ¢ 2pyOHbIM — MOJIOKOM.
Jlakmayuio nooasnsarom ¢ nomMowbo cmanoapmuvix 003 kabepeoauna (0,25 me kascovie 12 y 6
meueHue 2 OHell) uiu dpomoxpunmuHa (2,5 me 6 0ewb pooopaspewierus, a zamem 2,5 me 08a

paza 6 Oenb 6 meuenue 14 Owuen), eciu kabepeonun Hedocmynen [280, 299,

300].

— He pekomeHnayercs UCHOJBb30BaTh  OOIIyI0  AHECTE3UI0 MPH  ONEPATUBHOM
ponopaspemiennn nauueHTok ¢ JIAIT B cBs3M ¢ TeM, uTO oOmias aHecTe3us y ITHUX
MAIMEHTOK SBIISIETCS OJJHAM M3 (JaKTOPOB pUCKA MaTePHHCKOM JieTanbHoCTH [6, 280, 282,

285, 292, 301].
e EOK IIIC (Y15 YYP C)
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— Pexomenayercs ompemensaTh IUIAaH  pojopasperieHus — OepemeHHbIX ¢ JIAT
MYJbTUAUCUMIUIMHADHON  KOMaHAOM,  BKIIOYas  OLIEHKY  OPHUEHTUPOBOYHOIO
ONTUMAJIBHOIO CpOKa U crnocobda poJopa3pellleHus, a TakkKe IUIaH BEICHUS
MIOCJIEPOJIOBOrO Mepuosia (HeoOX0IUMOCTh MEXaHWYECKOW NOJAEpPKKH, MpeObIBaHUE B
najgaTre MHTEHCUBHOU Tepanun) [280, 292].

e EOK IC (Y5 YYPC)

Kommenmapuu: Ocmaemcsi OucKkymabeibHbiM 80NPOC CPOKO8 U CHOCOOA poO0opa3peuleHus.
IIpeonoumumenvuvivm cnocobom pooopaspeuienus AGNAIOMC poobl 4epe3 eCcmecmeeHHble
P0008ble Nymu, AcCOYUUPOBAHHbIE C MEHbUUMU PUCKAMU 2eMOpPASUYeCcKUX, UHPEKYUOHHBIX U
MPOMOOIMOOIUYECKUX —OCNIONCHEHUU, a MaKdice C MeHee pe3KUMU 2eMOOUHAMUYECKUMU
USMEHeHUAMU No cpasHeHuio ¢ kKecapegvim ceyenuem. C Opy2ou cmopomusi, OONLUUHCIEO
9KCnepmos8 CkioHsiemcs K momy, umo nayueumox c¢ JIAI 1l ®K u eviwe crnedyem
pooopaspeuwiams ONepamugHulM Nymem ¢ MOHUMOPUPOBAHUEM NAPAMEMPO8 UYEeHMPALbHOU
2eMOOUHAMUKU U 2a3068020 cocmasa kpoeu [295, 302, 303]. Bo mHocux cneyuanuzupo8aHmvix
YEHMPax pPeKoMeHOYemcs: nposooums pooopaspeuierue 00cpouHo 6 cpoku 34—36 Hedenw
bepemeHHOCIU, NPU IMOM MUHUMATILHBIL PeKOMeHOYemblli CPOK podopaspeutenusi — 32 neodenu,
MAKCUMATIbHBI (MPU YCIO08UU HOPMATLHO NpomeKarujelti OepemMeHHOCmuU U 2eMOOUHAMUYECKOL

cmabunvrnocmu nayuenmu) — 37—-38 neoens [287, 295].

- B IOCIEPOAOBOM IHEPUOAE PEKOMECHAYETCA IIPHUMCHCHHC NO wunu HHTAJIIIMOHHOT'O

uinonpocra [303, 304].
e EOK ner (YI[I4 YYPC)

KonTpanenuusi ¥ ropMoOHO3aMeCTUTEIbHASI Tepanusi

— PexoMmeHIyeTcs KOHCY/IbTAIllMsl Bpaya-KapauoJiora W Bpada-THHEKOJIora B IEHTPE C
ombITOM BeneHus OepemeHHbix ¢ JIAIT ans mombopa ONTUMANBHOTO METOJA
KOHTpAIIETIIMA C Y4E€TOM BBICOKOTO PHCKa IMporpeccupoBaHus 3aboneBaHus Ha (oHE
OepeMEeHHOCTH y MaIlMEeHTOK JAeTOpoaHOro Bo3pacta [280, 284, 288, 302, 305].

e EOKIC (Y14 YYPC)

— He PCKOMCHAYCTCA HA3HAYATh ICTPOTCH-COACPIKAINMUC KOHTPALCTITUBBI IMAllUCHTKAM C

JIAT u XTDJI' B CBSI3U C BBICOKUM PHUCKOM TPOMOOIMOOINYECKUX OCIOKHEHHH [282,

287, 292, 306, 307, 308, 309, 310].
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e EOK IIIC (Y2 YYPB)

— PekomeHayercsi couetaHHe IBYX METOJOB KOHTPALCILUU Ui JOCTHKCHUS HAJCHKHOTO
KOHTpauenTuBHoro 3¢ ¢ekra y nanueHrok ¢ JIAT [280, 311].
e EOK ner (Y15 YYPC)

Kommenmapuu: Memoo xoumpayenyuu o6cyncoarom 6 uHOUBUOYAIbHOM NOPsOKe C YYemom
conymcmayroweti namoao2uu. bonvnvie JIAI' u XTOJII' cmpamughuyupyromes xkax |V epynna
pucka mamepuHckol nemanviocmu (BO3), npu komopoti b6epemeHHOCMb NPOMUBONOKA3AHA.
Ilosmomy Ona Hux pexkomeHOyemcsi UCNONb308AMb Memoobl KOHMPAUenyuu ¢ ypoeHeMm
nHeappexmusnocmu <1%. Crooda omuocamcs cmepunuzayus myxcuunvl/sFcenuunst [287] u
BHYMpUMamoyHvle ycmpoticmea. Bmopas epynna kommpayenmueog (20pMoHOcoOepicaujue
mabemuposanHvle npenapamol, UHbEKYul, niacmoipu) Hesghgpexkmusna 6 6—12% ciyuaes u ne
pexomendyemces 6 Kauecmee eouncmeenno2o memooa rkommpayenyuu [305]. Ilepopanvhbie
KOHMpayenmugvl, cooepicawjue npocecmepor (Medpokcunpozecmepon™*, smonocecmpen),
obnaoarom 3¢hghexmuenvim Oelicmauem U AUULEHbl MHOSUX NOOOYHBIX IPheKmos, Nnpucyuux
ICMpo2eH-codeparcaujum npenapamam npeovloyuwux nokoaenut [6, 309/, o npu ux Haznauenuu
HeobXo0UuUMOo yuumvléamo, 4mo 3@pexmusHocms KOHMpayenyuy CHUN*Caemcs Ha gone npuema
bozenmana™*.  Buympumamouwnvie  ycmpoucmeéa ¢ MeEONeHHbIM  8blCBODONCOCHUEM
Jle@OHOp2ecmpenda AGNAIMC COBPEMEHHbIM U  8blCOKOIPpexmusHvim cpedcmeom. (Qonaxo
cyujecmseyem BeposImHOCMb pPA3GUMUSL  8A308A2ANILHLIX DeaKyull Npu Uux UMNIAHMAyuu y
nayuenmox c JIAL. B cea3u ¢ samum oanuas npoyedypa 00JIHCHA 8bINOIHAMbCA 8 CMAYUOHAPHBIX
VCI08UsAX, 0COOeHHO Y nayueHmox ¢ @Qusuonocuei Donmena u Olizenmencepa. Taxoice
HeobX00UMO YYyuUmvleams PUCKU B03HUKHOBEHUS UHDEKYUOHHBIX OCIONCHEHUL 60 8pems
umnianmayuu cucmemwl [306]. BapvepHnvie memoovl be30nacHvl 0151 NAYUEHMOK, HO He 0arm
HaoedicHoU eapanmuu om HacmynieHus bepemennocmu [280, 287, 288, 292]. Ilpumenenue

KOM6MH61L]MM cecmaceros U ICmMpOoceHO08 MoaHcen 066)/91‘006”71196}1 Y nayuenmokx, NnPpuHUmMarouux

anmuxoazynsanmuule npenapamsi [282, 287, 292, 306, 307, 308, 309, 310].

JKCTPEHHAsl KOHTPaLeNIus
— PexomeHI0BaHO B KayecTBE SKCTPEHHOW KOHTpAEHIIMU HCIOIb30BaTh OJHOKPATHYIO
o3y JNeBoHoprecTpena 1,5 Mr B TeueHue 72 4 TOCTE HE3aUIUIIEHHOTO ceKca WU
TOPMOHANILHBIM KOHTPALICTITUB JUISI CHCTEMHOTO MPUMEHEHUS YIUIPUCTAN, TOKAa3aBIIHA
001bITYI0 2P (PEKTUBHOCTH B CPAaBHEHUU ¢ JieBoHOprecTpenom [312, 313, 314, 315].

e EOK mer (Y1 YYPB)
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4. MenuumnHcKas peaduiuTanus, MeJUIMHCKHE MOKA3aAHUS U

NMPOTHBONOKA3aHUS K IPUMEHEHUI0 METO0B peaduInuTaunu

B 2017 romy N. R. Morris ¢ coaBropamu mpoBenu MerTaaHamu3z 6 PKU u 5
HEeKOHTpoHpyeMbix KU, MOCBSIMIEHHBIX BIUSHUIO (PU3UYECKON peaOmIuTalui Ha (U3HIECKYIO
paboTOCIIOCOOHOCTh M Ka4eCTBO JKU3HM NarieHToB ¢ JIAI. B OOJIBIIMHCTBE CiIydaeB IMoa0op
peadMIMTAIIMOHHONW TPOTpaMMBbl OCYILIECTBIISICA B YCJIIOBHSX CTallMOHApa, 4To, 0€3yCIOBHO,
ObL0 3asiorOM ee Oe3omacHocTU. [Iporpammel (GU3HUYECKON peaOMIUTAIIMM MOTJH BKIIOYATh
a’poOHBIe (PM3UYECKUE HATPY3KH, CUIIOBBIE HArPy3KH, ABIXATEIIbHYI0 THMHACTUKY M DJIEMEHTHI
vorn. Peanuzarus mporpamm (U3MYECKON peaOWIMTAIIMU TO3BOJIMIIA HE TOJIBKO YBEIUYUTH
muctaniio npoxoxaeHuss B THIX B cpeanem Ha 60 M, mUKoBOe MOTpeOIEHHE KHUCIOPOJa
(mukVO2) Ha 2,4 MJI/KT/MUH, HO W YJIYYIIUTHh IMOKA3aTEeNIM KAavyecTBa >KU3HU IO CPABHEHUIO C
KoHTpoJibHON rpymmoit [135]. Hawnmyumine pesynbraTsl ObUTH JOCTHUTHYTHI B KIIMHHYECKHX
WCCTIEOBAHUSAX TIPU TMPOBEJACHUU TPEHHUPOBOUYHBIX MPOTpPaMM S5 pa3 B HENET0, B TeUeHUE 2
4acoB B JIeHb, NPU COYETAHWU a’dpPOOHBIX HArPy30K Ha BEJIOIProMeTpe WM TpeIMuie Ha
BBIHOCITUBOCTb, CUJIOBBIX TPEHHPOBOK C HCIOJIb30BAaHHMEM MAaJlOTO Beca M YNPAXKHEHHH s
npIxatenbHoi Myckysarypsl [136]. B mpocnektuBaom PKU N. Ehlken ¢ coasropamu (2016) B
KayecTBE BTOPUYHBIX TOUEK OLICHMBAJIOCHh BIUSHUE TPEHUPOBOK Ha MOKA3aTeIN reMOJINHAMUKU
y marueHToB ¢ JIAI' u HeonepabenpHOM XTOIJII'. TlpomemoncTpupoBano yeenuuenue CH Ha
6,5%, camxenne cpennero JIA na 16,1% u JICC na 34,5% mno cpaBHEHHIO C KOHTPOJIbHOM
rpynmoii  [137]. Pa3HooOpa3ue HCMOJIb3yeMbIX TPEHHPOBOYHBIX CXEM M OTCYTCTBHUE
METOJIOJIOTUM KOHTPOJSL HE TO3BOJISIET BBIPAOOTATh OCHOBHBIE NPUHLUIIBI M IMPOTOKOJ
¢buznueckoit peabunuranuu ans nanueHToB ¢ JIAI. Tem He MeHee, ¢ y4eTOM MPOBEAECHHOTO
PKW, nokasaBiiero mo3uTHUBHOE BIUSHUE TPEHUPOBOK HA MapaMeTpbl TeMOJAMHAMUKH, a TAKKe
nanHbIX Metaananu3oB [138, 139, 140] na Kenbuckom koHceHncyce skcrieptoB JIAIT 2018 roxa
BBIHECEHO MPEeIOkKEHNE 00 YCHIICHNH Klacca PeKOMEH AN U ypOBHS JoKa3aTenbHOCTH ¢ |l1aB
no |A ans pexomeHnanuu (U3NYECKUX TPEHUPOBOK y mamueHToB ¢ JIAIL. VYuactue B
TPEHUPOBOUYHBIX MPOrpaMMax MPOTUBOINOKa3aHo nmarueHTam ¢ JIAIT ¢ mpusHakamu AucyHKIIHH
MpaBoro  >KeNyAouyka, KIMHUYECKMMH CHMIITOMaMH  TIPaBOKEIyI0YKOBOH  CeplIeYHOU
HEJOCTATOYHOCTH, HEJaBHEW rocluTanu3alel Wik 0OCIeOBAaHHEM B CBSI3U C KIMHUYECKUM
yXyOIICHHEeM, HEeIaBHUMU JKanobamu Ha O0lM B TpyAH, TMPUCTYIBl cepAleOueHus,
TOJIOBOKPY)KEHHSI, TIPECHHKOMAIILHBIMA M CHHKOINAIBHBIMUA cOCTOsiHUsIMU Ha (GoHe OH [136].

VYuyactue B TPECHUPOBOYHBIX MPOrpaMMax CJICAYCT Npeajiaratb nmaueHTam, MoJIydyaroninum JIAT -
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CHCHI/I(bI/I‘IeCKyIO TCpaNnO, HAXOAAIIHUMCA B CTAaOMJILHOM COCTOSIHUM M HUCKJIIOYHUTEILHO B
OKCICPTHBIX HCHTpPAX, UMCIOIUX OIBIT BEACHHA MAITUCHTOB C JIAT n peaGI/IHI/ITaL{I/II/I TAKCIIbIX

namnueHToB [116].

— PexoMenmyercst okazaHue YCIYT MO MEAMIIMHCKOW peaduiuTalud B BUAE MPOBEICHUS
©XKETHEBHBIX JO3UPOBAHHBIX M PETYINPYEMbIX (PU3UYECKUX HArPy30K 101 HAOJII0ICHUEM
crenuanucToB  skcneptHoro 1eHtpa JIAIT crabunbabiM - manmentam ¢ JIAT,
HaxOJAIIUMCS B 30HE€ HHU3KOTO pPHCKa JIETAJPHOCTH M TOJY4YalOIIUM aJCKBATHYIO
crenu(UIEeCKyI0 Tepanuio aHTUIEPTEH3UBHBIMU Mpernapatamu i jedenus JIAT [6,
116, 135-140].

e EOKIA(YIA2YYPA)

— PexomenpoBano manmentam c JIAI' usberatb M30bITOYHON (DU3MUECKON AKTUBHOCTH,
KOTOpasi MPOBOLMPYET BO3HUKHOBEHHE TAKMX MOTEHIIMAJIbHO OMACHBIX CHMIITOMOB, Kak
BBIPQXKEHHAsl OJIpIIIIKA, TOJIOBOKPY)KEHHE, CHHKOIle, OOJM B TpyIHOH KIETKE,

BBIpaXkKeHHas ciabocts [6, 139].
e EOK IIIC (Y15 VYP C)

5. [IpopuiaakTuka u AUCNAHCEPHOE HAOII0IeHUEe, MeIUIIMHCKHE MOKA3aAHUS U

NMPOTHBONOKA3aHUA K NPUMEHEHUIO METOA0B NMPOPUIAKTUKH
— PexkoMmeHIyeTcs OIEHKa KIMHUYECKOro craryca mnamueHta c omnpeneneHuem OK JIAT
Kaxaple 6—12 mecsneB u depe3 3 Mecsma MOCiHe W3MEHEHUs CIEeNH(PUYSCKON TeparmuH,
AQHTUIEPTEH3UBHBIMY TpernapartaMu uig jJedenus JIAD win npu yxyIieHud cocTosHus [6,
10].
e EOKIC (YII5VYYPC)
Kommenmapuu: Oyenka Kiunuueckoeo cmamyca 001bHO020 AGNIAENICS BANCHBIM IMANOM OYEeHKU
MANCeCmU COCMOSHUS U CMPAMUDUKAYUU PUCKA U BbLINOTHAEMC 8PAYOM HA KAHXCOOM GU3UME
nayuenma 6 yenmp. Cnedyem nocie008amenbHo oyeHums OUHAMUKY Hcanob O0nbHO20 (YposeHb
00bIWUKY, HATUYUE CUHKONATIbHBIX COCTMOSHULL U OEK08, NPUCYMCIMEUe U XapaKkmep HapyuleHutl
pumma, Hamudue KIUHUKU CMEHOKAPOUU HANPANCeHUs]), U3MEeHeHUue MONepaHmuoCcmy K
Qusuueckol HazpyzKe, a MaKice NPUBEPIHCEHHOCIb K peKomeHOyemou mepanuu. Tlayuenmam c
-1V @K JIAI pexomenoosarno eedenue OHesnuxa AJl, nyivca u eeca ¢ nociedyrowel oyeHKou

Ha eusume. Hpu d)l/BuKClﬂbHOM ocmompe  6padom  OYEHUeAroncsi Haludue npusHakos
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npagodcey00uKo8oll cepoedtoli HeOOCMAamoyHOCmuy U camypayus nepugepuieckoi Kposu ¢
nomowblo nyrvcokcumempuu. Pesynomamom onpoca u ocmompa 6016H020 A615emcs OYeHKa
@K (BO3), xomopwili, HecMompsi HA CYObeKMUBHOCHb €20 OYeHKU, 001aoaem BblCOKOU
npeockazamenvrou yeunocmoro (OP 6,729; 95% AU 4,219—-10,733) ne monvko Ha mMomeHm
NOCMAHOBKU OUACHO3A, HO U 80 8peMsl Habnrooenus 3a nayuenmom [130, 316, 317]. Yeenuuenue
DK sensemcss 0OHUM U3 8AJCHBIX NOKA3amenel Npocpeccuposanus 3a00neeanus u mpebdyem

NOUCKA NPUYUH KIUHUYeCK020 yxyoutenus [19].

—  Pexomennyercs BoimonHeHue OxoKI' kaxapie 612 MecsieB u depe3 3 mecsia mocie
W3MCHCHHUS CTIeM(PHUSCKON Tepaliy aHTUNIEPTEH3UBHBIMU TIpernapaTamu s jeuenus JIAT
WM TIPH YXYALLIeHUuU coctosiHus [6, 10].

e EOK IC (Y5 YYPC)

Kommenmapuu: Oxoxapouocpaghusi ocmaemcsi 0ocmynuvim u 0e30NACHbIM UHCMPYMEHMOM
OuHamuyecko2o HabnooeHus 3a nayuenmom. IIpomoxkon oyenKu npasvlx Kamep cepoya OO0JHCeH
BKIIOUAMb  ONUCAHUE PA3MEPO8 NpaBoco JHCelyoouKka U npasozo npeocepous [318],
COOMHOULeHUEe OUAMempOo8 NPaso2o U 1e8020 HCENYO0UYK08, UHOEKC IKCYECHMPUUHOCIU J1e8020
JHceny0ouKa, Haaudue 8blNOMa 8 nepuxKapoe U OYeHKy COKpamumenbHoU CHOCOOHOCMU NPago2o
JHcenyoouKa 8 Kauecmee OCHOBHOU OemepMUHAHMbL (QYHKYUOHATLHO20 CMamycd U npocHo3d
bonvroco.  CokpamumenvHas  CNOCOOHOCMb — NPABO2O  JHCeNyOouka  Modcem  Oblmb
0XapaKmepu308aHa HeCKOIbKUMU NOKA3amenamMu. (pakyuoHuoe uzmenerue niowjaou (OHUII,
%) 6 2D-pescume unu ¢paxyus evibpoca npasoco sxicenyoouka 6 3D-pescume, cucmonuveckas
OKCKYPCUsL NAOCKOCMU KoJbya mpuxycnuoaiviozo kianana (TAPSE) [319], unoexc Tei,
Oeghopmayus muoxapoa (Strain) u ckopocmo depopmayuu muoxapoa (Strain rate) ¢ 2D- u 3D-
pearcumax [320, 321, 322, 323]. K mapxepam oucynkyuu npasoeo xiceny0ouka OmHOCAMCL:
niowadb npagoeo npeocepous (OP 1,54 95% U 1,13-2,10; p = 0,005), cmenenu
mpuxycnudanvrol Heoocmamoynocmu (OP 3,89, 95% JH 1,49-10,14; p = 0,003), naruyue
gvinoma 6 nepuxapoe (OP 0,90; 95% /U 0,62-1,31; p = 0,591) [324], npooonvHas
oedhopmayua u cxopocmv Oegpopmayuu muoxkapoa npasoeo oxcenyoouxka [325]. YVuumwieas
CIIOJCHYIO 2e0MempUio Npaso2o icey0oykd, HU 0OUH dXoKapouozpaghuyeckuti noxkazameib 6
omoenbHOCmU He 00CmamoueH O/ ONUCAHUS (DYHKYUU NPAo20 Hcelyo0ouka U Heobxoouma
KOMNJIEKCHAA OYEeHKA OUHAMUKU PA3Mepo8 U COKpAMUMENbHOU CNOCOOHOCMU Npasoco
JHCeNYOOUKA Y KOHKPEMHO20 O0NbHO20.  3010MbIM CMAHOAPMOM 6 GU3YANU3AYUU NPABO2O
acenyoouka senaemcs MPT, nozeonsiowas mouHo oyeHums YOapHulll 00beM U cepoeuHblll

gviopoc [326]. Haubonee urghopmamuHviMu NpOSHOCMUYECKUMU NOKA3AMENIMU SBNAMC
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CHUdICeHue pakyuu evlopoca npasozo xceryoouka (OP 1,23; 95% JIU 1,07-1,41; p = 0,003),
KOHEeYHO-0UaAcmoIu4eckull UHOeKc npagoeo sxcenyoouxa (p = 0,049) u koneuno-ouacmonuveckuil
unoexc nesoeo dcenyoouka (P = 0,045) [327]. [Ipoenocmuueckas yennocms noxazamenetl
JHCECMKOCMU CMEHKU JIe204HOU apmepuu U OuHamudeckux nomokogvix MPT-nokazameneu Ha

ce2o0HAUMUL MOMeHm MeHee u3ydena [95, 328, 329, 330].

— Pexomenayercs Bemonnenne YBKC mnpum HeoOXoaumMocTH mepecMoTpa/yCHIICHHS
crenu(puUeckoi Tepanuy Uik IOCTAaHOBKU OOJIBHOTO B JINCT OKUJAHMS HA TPAHCIIAHTALUIO
[6, 10].

e EOKIC (YAA5 YYPC)

Kommenmapuu: Ocmaemcsi omkpoimviM 60npoc 0 nokazauusix K ewvinonnenuro YBKC ons
OuHamuyeckoz2o Habnooenus nayuenma. [100xo0bl omauuaromes mexicoy YyeHmpamu, HaA4uHdasl
om pe2yisPHOU UHBA3UBHOU OYEHKU 2eMOOUHAMUKU OO0 NPeuUMyujeCmeeHHO HeUHBA3UBHOU
cmpamezuu HaOM0O0eHus 3a 0OonvHbiMu. Hem Huxkaxkux noomeepoicOeHutl, Ymo 6ulNoJHeHUe
peeynapuvix YUBKC accoyuuposano ¢ ayuuum ucxo0om 0as 00IbHO20, Hedcelu HeUHBA3ZUBHAS.
cmpamezusi Habaroenus. Qonaxko cywecmeyem coelauieHue cpeou dKCNepmos8 O MOM, YUMo
YBKC credyem npogooums 6CAKUll paz, Ko20a HeobXooum nepecmomp odvema cneyu@duyueckoll

mepanuu uiu 06cyofc0aem0}1 nocmaHoeKa nayuernma 6 aucm 02HCUOAHUA HA mpancniaumayuro.

— Pexomennyercsa BbinojHenue TIIX kaxaple 612 MmecsueB u yepe3 3 Mecsia mocie
M3MEHEHHUS CIIeUn(PUIECKON Tepalluy WK MPH yXyAIeHun coctostHus [6, 10, 130].

e EOK IC (YIII4 VYPC)

Kommenmapuu: TIIIX ocmaemca mecmom ¢ CYOMAKCUMANbHOU QU3UYECKOU HA2PY3KOl,
Komopbwlii Haubojiee WUPOKO UCHONb3Yemcs 8 Kaiecmee Hazpy30uno2o mecma 8 yewmpax JII°
[130]. Ha pesynemamor TIIIX enusiom maxue pakmopwvi, Kak 03pacm, pocm u ec 00JbHO20,
Haluyue y He20 conymcmeyioujel namoio2uu, nompebHocms 8 KUCIopooe™™, obyuaemocmo
nayuenma u e2o momusayus. Pezynomam mecma 6 uode npotioenHou nayueHmom OUCmanyuu 8
Mempax ukcupyemcs 8 aOCONOMHBIX Yudpax u uUcnorv3yemcs Oas cmpamugurayuu pucka.
Oyenusaemcs makdce U3MeHeHUue NpPOUOeHHOU oucmanyuu medxcoy eusumamu. OOHako
npozchocmuyeckoe 3HaveHue ounamuxu oucmanyuu 6 TIIX ocnapusaemcs u Ha ce20OHAWHUL
Oenw. Tak, no dannvim pecucmpa REVEAL chuocenue oucmanyuu 6 TIIX 60onee uem na 15%
accoyuupogano ¢ naoxum npoeHosom [331]. Ilpu osmom memaananus 22 KIUHUYECKUX

ucwzedoeaHuzZ, NOCBAUEHHbLX JI€eYEeHUID nayueHmos ¢ JII, He nokazan cesa3u npupocma

109



oucmaHyuy 8 mecme ¢ MAKUMU NOKA3AMENAMU OMOAIEHHO20 NPOSHO3d, KAK CMEPMHOCMb OMm
gcex npuuum, epems 00 mpaumcniaumayuu neekux (Wiu Komniekca cepoye-ieckue) u epems 00
eocnumanuzayuu no npuyune yxyowenus JIAI' [127]. Hdonoarnumenvnou unghopmayuet,
noxyyaemol 6 pesyivmame GbINOIHEHUs MeCma U Xapakmepuzyloujeli @QYHKYUOHAIbHbILL
cmamyc O01bHO20, ABNAEMCA Cenenb 00biuKU no wkaie bopea, oyenxka ounamuxu camypayuu
nepughepuueckoil kposu, yposua A u YCC ua ¢one nacpysku. Ilpoenocmuueckas 3HaUUMOCMy

OaHHBIX NOKA3ameliell makxice HyxHcoaemes 6 OOnoIHumenvHou oyenke [332, 349].

— PexoMeHIyeTCsl BBIMOJIHEHUE 3PTOCIUPOMETPUU MPHU TOCTAHOBKE JMArHo3a W Jajiee
Kaxaple 6—12 MecsIIeB WK Ipu YXyALIeHUH coctossuus nanuenta ¢ JIAT [6, 10, 333-339].

- EOK IC (YI/I4 YYPC)

Kommenmapuu: Opeocnupomempus 00bIYHO NPOBOOUMC KAK MeCm ¢ MAKCUMATbHOU
Qusuueckoli Hazpy3Koul, NO380NAWUN Nposecmu Oug)pepenyuanvrviii ouacnos genomuna JIAI
8 CIIOJCHbIX CNYHAsX, OYeHumsv msaxcecmv u npocHos nayuenma. Ilayuenmor ¢ JIAIT obviuno
OeMOHCMPUPYIOM MUNUYHBIL NAMMEPH C HUSKUM NAPYUATLHBIM 0asleHueM OUOKCUOa yenepooa
(pCO2) 6 Konye 6vlOOXA, BbICOKUE SEHMUNSAMOPHBIE IKEUBALEHMbL Ol OUOKCUOA Y2lepood
(VE/VCO2), nuskui kucnopoousiti nyavc (VO2A/HR) u nuskoe nuxosoe nompebnenue xuciopooa
(peak VO2) [333, 334, 335, 336, 337]. Haubonvuetl npo2Hocmuueckol yeHHOCmbio 001adaom
maxue ummezpanvbHble nokazamenu 3phexmusHocmu 2a3000MeHa 8 JNecKUX, Kak NUKOBOe
nompebieHue KUCIopood U BeHMUIAMOPHblE IKEUBANLEHMbL NO Ouokcudy yeaepooa [338].
3navenuss nuxosoeo nompebnenus kuciopooa VO <I11,4 a/mun/xke u VENCO2> 45%

accoyuuposamnsvl ¢ HU3KOU evidcusaemocmoio y nayuenmos ¢ JIAI [337, 339].

— Pexomennyercs uccae0BaHue YPOBHS N-TepMUHaIBHOTO (dparmenTa
HaTpuilypetudeckoro mponentuna mo3roBoro (NT-proBNP) B kpoBu, wucciemoBanue
KHCJIOTHO-OCHOBHOI'O COCTOSIHUSI M Ta30B KPOBU MPU MOCTAHOBKE IMAarHo3a U Jajiee Kaxable
6—12 MecsiieB WK Ipu yXyIAIMIEHHHA COCTOSHUS TanuenTa [6, 10, 340-342].

e EOK IC (VI3 YVYPB)

Kommenmapuu: Ilepeuenv Ouomaprepos, oyenusaemvix y nayuenmos ¢ JIAI oOns
cmpamugukayuu pucka, nocmoamHo pacmem, ooHaxo 0o cux nop BNP u NT-proBNP
OCMAalomcsi eOUHCMEEHHbIMU OUOMAPKEPaAMU, KOMOpble WUPOKO UCHONb3YIOMCA 8 PYMUHHOLUL
KIUHUYECKOU npakmuke u 6 Kiunuuweckux ucciedosanusx [340]. Yposeno BNP/NT-proBNP

Koppeaupyem ¢ mANCeCmvlo  OUCQYHKYUU Mmuokapoa u obaadaem NPOSHOCMUYECKOU
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ungopmayuel Ha MOMEHM NOCMAHOBKU OUACHO3A U 80 8PeMs NOCIeOYIoue20 HAOII00eHUs 3a
nayuenmom [341]. Konyeumpayuss BNPINT-proBNP wumeem 6orvuwyio eapuabenrvrocmo,
NO3MOMY pe3yibmam ciedyem UHMEPNpemuposams ¢ yuemom KIUHu4eckou cumyayuu. SAeHoix
npeumywecms 6 ucnonvzosarnuu BNP wiu NT-proBNP nem. Xomsa BNP umeem 6onee mecuyio
KOppensiyuounyio ces3eb ¢ cemoounamuxou MKK u menee 3asucum om ¢ynxyuu nouex, NT-

proBNP npeocmasnsemcs 6onee cunbhvim npoeHocmuyeckum mapkepom [342].

— PexoMeHyeTcs MPOBOUTH MYJIBCOKCUMETPHIO HA KakaoM Busute mamuenta ¢ JIT [6,
10].
* EOK ner (Y15 YYPC)

Anroput™m mpoBeleHUS OOCIeqoBaHMS B paMKax JWHAMUYECKOro HaOII0AeHUS

npencranied B Tabnuue 17 (Ilpunoxenue b).

6. Opranuzanus oka3zaHusl MEIUIIMHCKON TTOMOIIIH

6.1. [Mokazanus Ui JIAHOBOU TOCHUTAIN3ALINH:

. Bepudukanus neroynoit runepTeH3ny, ee reMoAMHaMUYECKOT0 BapUaHTa U STHOJIOTUH;
. BrinonHenue Ba30peakTUBHOTO TecTa (IIPH HAJIMYMU NOKa3aHuil);
. Omnpenenenve MoKa3aHUM A7 Hayala CHEHU(PUUECKON Tepanmuu aHTUNepTEH3UBHBIMU

npenaparamu i gedeHus JIAI u ee oobema,;

. OmnpenerneHne OKa3aHUH K TPAHCIIIAHTAIIUH JIETKUX WIIM KOMILUIEKCAa CepIle-JIeTKue;
. bepemeHHOCTB M poiOpa3pelnicHue;

. DKcTpaKkapIuaIbHbIC XUPYPTUYECKUE BMEIIATEIILCTBA,

. Headdexrupnas cnenuduueckas Tepanusi Ha aMOyIaTOPHOM dTare.

6.2 Iloka3aHusi JLIsi IKCTPEHHOW I OCIIUTAJIH3AIMU:

*  Ocnoxunenus JIAI', TpeOyromne MHTEHCUBHON Tepanuu: AeKOMIIEHCUPOBAaHHAS
IIPABOXKEIY0UYKOBAsl CepieuHasi HEJOCTaTOYHOCTh C CUCTEMHOM 'MIOTEH3UeH n/uiu
OJIMTOYPUEH;

*  Ocrtpas TpoM603MO0JIHS JIETOUYHOM apTepuu;

e JlerouHnoe KpoBOTEUEHHUE;

* T'emMoaMHaMUYeCKH 3HaYMMbIE HApYLICHHUs] pUTMa/TIPOBOIUMOCTH;

* PenuauBupyromue CHHKONAIbHBIE COCTOSIHUS KaK MPOSABICHUS CHHAPOMA MaJIoro
BBIOpOCA.

6.3. [loka3zaHus K BLINNCKE NMAMEHTA U3 CTAIMOHAPA:

* T'emoamHamMu4ecKas CTaOUJIBLHOCTD nanueHTa, OTCyTCTBUC HOTpC6HOCTI/I B I/IHOTPOI'IHOI\/'I

NOAACPIKKE U MMAPCHTCPAJIIbHBIX TUYPCTHKAX.
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7. JononuurtenbHas nHdopMaius (B ToM yucie GakTophl, BIUSIONINE HA UCXO]T
3a00JIEBAaHUS NI COCTOSTHUS )

KinroueBbIM (hakTOpOM, YITydIIArOIIUM IMPOTHO3 M BIMSAIONIMM Ha HMCXOJ IAlUEHTOB C

JIAT u XTOJIT', siBnisieTcs OCTHKEHUE KPUTEPHUEB HU3KOTO PUCKA JIETATbHOCTH.

JIpyrumu BasKHBIMU LIEJISIMU JIEYECHHUs ManUeHToB ¢ JII' aBisarores:
— Koppekuus Bcex moauduiupyembix OP (mpodunakruka MHTEPKYPPEHTHBIX WH(EKINH,
IpenynpexaeHne 6epeMeHHOCTH, ONITUMAaJIbHOE JIEYEHHE COMYyTCTBYIOIIEH AaTOJIOTHN);
— 3aMeJUIeHHE TeMIIa IIPOrPECCUPOBAHUS W/UIN YMEHBIIEHHE YaCTOThl FOCIUTAIN3ALMUI B
cBs3u ¢ JIAI' myreM oOCyIIECTBIEHUS PETYISIPHOTO HAOMIOJIEHHUS U CBOEBPEMEHHOU
KOPPEKIMH CUMIITOMOB MPABOKETYTOUYKOBOM CEpJICYHON HETOCTATOYHOCTH, HAPYIIIEHUI

puTM™a.

Kpurepuu oueHKH KayecTBa MeIMIUHCKOU MOMOLIHU

[Ipu amamuze paboter JIIIY ¢ mamumentamu c JII' memecooOpa3HO aHaMM3UPOBATh

CJICOAYIOIIUEC IMMOKa3aTCIIn:

MPOLICHT IMallHEHTOB, KOTOPBHIM BBIOJIHEHO aJCKBATHOE OOCIICIOBAaHHE B 3aBHCHUMOCTH OT
ypoBHs JIITVY;

MPOLICHT IMAIMEHTOB, KOTOopbiM BbINoMHeHa UBKC B 3KCIepTHOM IeHTpe 10 WHHIIMALUU
Creru(pUIecKor Teparuy aHTUITIePTCH3UBHBIMHM TIperapaTamMu Jiis Jiedenus JIAT,

nporeHt manueHtoB ¢ MJIAT / macneactBennoit JIAI' / nmexapcrBennoit JIAT 1I-111 ©K,
KOTOPBIM BBIITOJIHEH BAa30PEaKTHBHBIA TECT B OSKCIEPTHOM LIEHTPE JO Ha3HAYCHUS
creru(pUIecKor Teparuu;

nporeHT namueHToB ¢ JIAD, monyuarommx o0beM  creluUYEcKOd  Tepamuw,
COOTBETCTBYIOIICH CTpaTU(UKAIIMH PUCKA JICTAIbHOCTH,

MPOICHT OepeMeHHBbIX manueHTok ¢ JIAI, mosyyaromux cnenupuUecKyr TEparu 0
pEKOMEHAAINH YKCIIEPTHOTO IIEHTPA;

MPOLIEHT MAIlMEHTOB, MEPEHECUINX AIKCTpaKapAHallbHbIE XHPYprUuecKue BMeEIIaTelbCTBa B
YCIOBUSX SKCIIEPTHOTO IEHTPA;

npoueHT manueHToB ¢ JIAD, Habmogaromuxcst B aMOylTaTOPHBIX YCIOBHUSIX, y Bpada-
Kapauojora-crnenuanmucrta mo JIAT

MPOLIEHT TAIMEHTOB, OOECMEYEeHHBIX CHenupUIEecKo Tepamnuell aHruNepTeH3UBHBIMU
npemnapatamu ams gedeHus JIADL B redenne 1 mecsiia nocne Bepudukanun nuaraoza UJIAT;

MNPOUCHT MAIUCHTOB, KOTOPBIM CBOCBPCMCHHO OIIPCACIICHBI IMOKA3aHUS K TpaHCIUIaHTAlUH
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JIETKUX WIN CEPACYHO-JIETOYHOTO0 KOMILIEKCA;
npoueHT nanueHToB ¢ XTOJII', HampaBiaeHHBIX B SKCHEPTHBIA LEHTP JUIsl ONpEAEICHUS
MmoKazaHui K TpoMO3HIapTepakromun, BAITJIA unm MeTMKaMEeHTO3HOM Teparum.
HaJM4ue pa3BEpHYTOI0 KIMHUYECKOro JuarHosa, coorsercrByromero MKb-10 ¢ ykasanuem
(GyHKIMOHATBFHOTO Ki1acca JierouHoit runeprensun NYHA/BO3;
BBIIIOJIHEHUE CTaHAapTa oO0ClIeJOBaHUs B 3aBUCHUMOCTHM OT YPOBHS MEAMUIIMHCKOIO
yupexaenus (Tabn. 18) (Ilpunoxenue b);
Bepu(UKalKs JUarHo3a Win onpezeseHue JalbHenen MapuIpyTu3aiy MalueHTa;
MIPOBEJIEHUE CTPATU(HUKALIMU PUCKA JIETAIbHOCTH NAI[UEHTOB;
000CHOBAHHOCTbh HAa3HAYEHUs CHEU(UUYECKON Teparnuy aHTUINEPTEH3UBHBIMU IperapaTamMu
i neuenus JIAL u ee 00beMa;
000CHOBAHHOCTH TIPOBEICHUSI XUPYpPrudeckoro jeuenus manueHToB ¢ JIAT u XTOJIT;
HaJM4ue PeKOMEHaIHi o aMmOyIaTOpHOMY BEJCHHUIO MalliE€HTOB.
CBOEBPEMEHHOCTH HaIpaBJIeHUsI OEpeMEHHBIX NaIeHToK ¢ JII' B AKCIIepTHBIN EHTP;
HampapieHue nanueHTa ¢ JIAD s BBINOJIHEHUS SKCTpaKapIUalIbHBIX XHUPYPTHYECKHX

BMEILIATENbCTB B SKCIIEPTHBIN LIEHTP.

Kpurtepnu 3xcnepTHOro neHTpa

PekoMeHyeTcsi cuMTaTh SKCIEPTHBIM LEHTPOM JIETOYHOU MMIEPTEH3UU LIEHTP, OTBEUAOLIUI

CIIeAyIOIKUM TpeboBaHusaM [6]:

— HaluyMe MYIbTHAUCLHUIUIMHAPDHOW KOMaHJbl CHELHAIMCTOB (Bpay-KapAuoJIoL, Bpay-
IIYIIbMOHOJIOI, BPay-peHTIECHOJION, Bpad-aHECTE3HOJIOT-PEaHNMATOJIOT, BPady-pPEBMATOJIOL,
TICUXO0JIOT) ;

— BO3MOXHOCTh OBICTPOrO IEpEHANpPAaBICHHUS B CHELMAIU3UPOBAHHBIE OTAEICHUS
(peBmarosorus), BBIIOJHEHHWE TPOMOSHIAPTEPIKTOMUM U3  JIETOYHOM  apTepuu,
xupypruueckoil koppekuuu BIIC, TpaHCIulaHTanmuu JETKMX MM KOMIUIEKCA JIETKHE-
cepaue;

— Jlunamunyeckoe HaOmroneHue He MeHee 50 ManKeHToB ¢ BepU(UIIMPOBAHHBIM JHArHO30M
JIAT un He meHee 2 HOBBIX citydaeB aguarHoctuku JIAIT nou XTOJI exxemecsauHo;

— Brmmonnenne He MeHee 20 Ba3OpeakTUBHBIX TECTOB B roj y mnauueHtoB ¢ WIIAT,
HacnencTBeHHbIME  Gopmamu JIATT u JIAI, accoummpoBaHHOM ¢ JIeKapCTBEHHBIMU
Ipenaparamy,

— mpoBeaeHue kmHudeckux uccienosanuit 11 u Il a3 nmo rematuxe JII'.

e EOK IlaC (Y15 YVYP C)
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Tab6umna 19. Kputepuu oneHku KayecTBa MeHIIHHCKON MOMOIIH

Kpurepnii kauecta

EOK
Kiaacc u
YPOBEHb

YYP

YA

Onenka
BBIMOJTHEHU S

Brimommaeno OKTIT

IC

Ja/ner

Brinonnena sxokapauorpadus

IC

Ja/ner

BeinonHeHo uccienoBanme
HECIIPOBOLUPOBAHHBIX
AbIXaTCIbHBIX 00BEMOB U IIOTOKOB,
uccinenoBanue nuddy3noHHon
criocobHocTH Jerkux. [1pu
TEXHUYIECKON HEBO3ZMOKHOCTH
BBITIOJIHEHH S JaHHOI'O
HUCCIICA0BaHUA B YCIIOBUAX
MCIUIUHCKOI'O YUpPCKIACHUA,
MAaIMCHT HAITPaBJICH B BKCHepTHBIﬁ
LEHTD.

IC

Ja/ner

Brimonnena nepdy3nonHas
CUUHTHUTpadus JIETKUX B COUETAaHUU
CO CIMHTHUTpadUeH JTErKux
BEHTUJIALIMOHHOM. [Tpn
TEXHUYECKON HEBO3MOXHOCTHU
BBITIOJIHEHUS JAHHOTO
UCCIIEIOBAHUS B YCIOBUSX
MEJHUIIMHCKOTO YUPEKICHUS,
MalMEeHT HAMpPaBJIeH B SKCIIEPTHBIN
LEHTP.

IC

Ha/ner

BrinonHena koMnbroTepHast
ToMorpadust opraHoB rpyAHOMN
MOJIOCTH C BHYTPUBEHHBIM
OOJIIOCHBIM KOHTPACTUPOBAHUEM.

laC

Ha/ner

BeInosnHeHo yabTpa3ByKoBOE
HCCIIeIOBaHUE OPraHOB OPIOIIHON
MOJIOCTH (KOMIUIEKCHOE)

IC

Ha/ner

[Taument ¢ nono3pennem Ha JIAI' u
XTOJII' HattpaBJIeH B DKCIEPTHBIN
LEHTp ISl BepUUITUKALIUN
JMarHo3a, CTpaTuUKaIluy pucka u
BBIOOpA ONTUMAIILHOTO METOa
JICUCHUS

IC

Ha/ner

HarmnpasiieH B 9KCIIEpTHBIN LIEHTP

114




JUISl BBITIOJIHEHHS YPE3BEHO3HOM IC A 2 Ja/ner
KaTeTpu3aluu cepala.

B skcriepTHOM LIEHTpE BBHIOJIHEH
Ba30pEaKTUBHBII TECT MAllUEHTaM C IC A 2 Ja/uer
WIIAT', nacnenyemoii JIAI" u JIAT,
MHYLIUPOBAHHON TPUEMOM
JIEKapCTBEHHBIX MIPENapaToB WU
TOKCHUHOB

10.

ITamuenram JIAI' ¢ HegOCTATOYHBIM
OTBETOM Ha HayaJIbHYIO IB A 2 Ma/uer
MOHOTEPAIHIO Ha3HAYEHA
MoCea0BaTeILHAS
KOMOMHHMPOBAHHAsI TepaIus

11.

[Tanmenty JIAI" BBICOKOTO pUCKa
JIETAIbHOCTH Ha3HaYeHa IaC A 2 Ja/ner
KOMOMHHMPOBAHHAS TepaIus

12.

JlocTuruyTa 1enb
MEJMKaMEHTO3HOU Teparnuu: IC A 2 Ma/uer
HHU3KUH PUCK JIETAIBHOCTH

13.

[MammenTt ¢ XTOJII" obcyxneH Ha
MpeIMET BO3MOKHOCTH IC A 2 Ha/ner
BBITIOJTHEHUS
TPOMOIHIAPTEPIKTOMHUH U3
JISTOYHOM apTepHH

14.

[TarueHT B34T HA TUCHIAHCEPHOE
HaOIIOCHIE IC A 2 Ha/ner

Cnncok qureparypbl
Howick J.H. The Philosophy of Evidence-based Medicine. Wiley. p. 15. ISBN 978-1-
4443-4266-6.; Sackett D.L., Rosenberg W.M., Gray J.A. et al. Evidence based medicine:
what it is and what it isn't. BMJ 1996, January; 312 (7023): 71-72.
®enepanbHblif 3akoH 0T 21.11.2011 Ne 323-03 (pen. ot 03.04.2017) "OO6 ocHOBax OXpaHBbI
310poBbs IrpaxaaH B Poccuiickoii @enepannn".
ONUIEeMHOJIOTUYECKUI ciioBapb, 4-e u3nanue. llox penakuwmein [»xona M. Jlacra nns
Me:xnyHapoAHOH 3nHieMuoJiornyeckoit acconranuu. Mocksa, 2009, ctp. 316.
QdenepanbHOE  areHTCTBO MO  TEXHUYECKOMY  PEryJIMPOBAaHUI0O M METPOJIOTHUU.
Haunonaneneiii crangapt Poccuiickoit ®@epepaunu. 'OCTP 52379-2005. Hapnexamias

KJIMHU4ecKas npaktuka. Mocksa, 2005.

115



10.

11.

12.

13.

14.

Oenepanbhblii 3akoH 0T 12.04.2010 Ne 61-®3 (pen. ot 03.07.2016) «O6 oOpamieHun
JICKAPCTBCHHBIX CPCACTB».

Galié N., Humbert M.,  VachieryJ.L et al. 2015 ESC/ERS Guidelines for
the diagnosis and treatment of pulmonary  hypertension:  The Joint Task  Force for
the Diagnosis and Treatment of Pulmonary Hypertension of the European Society of
Cardiology (ESC) and the European Respiratory Society (ERS): Endorsed by: Association
for European Paediatric and Congenital Cardiology (AEPC), International Society for
Heart and Lung Transplantation (ISHLT) // Eur. Heart. J. — 2016.— Vol. 37.— N. 1. -
P. 67-119.

Matag MeqMIIMHCKas SHUOUKIOomequs. — M.: MemuuuHckas >HmukiIonequs. 1991-96 rr.
[DnexTpoHHbIH pecypc]. Pexum JocTyma: http://dic.academic.ru/dic.nst/
enc_medicine/28878/Cunapom.

Anpapeesa H. C., Pebposa O. 1O., 3opun H. A. et al. CucreMbl OIIEHKH TOCTOBEPHOCTH
HAay4YHBIX AJ0Ka3aTcJIbCTB n y6eJII/ITeJ'II)HOCTI/I peKOMeH)IaHPII)’II CpaBHUTCJIbHAA
XapaKTCPUCTUKa MU TCPCICKTUBBI YHI/I(l)I/IKaI_[I/II/I. MeHI/IHI/IHCKI/IC TEXHOJIOTHUU. OHGHKa )51
BbIOOD. — 2012. — No. 4. — C. 10-24.

Hoeper MM, Apitz C, Griunig E, Halank M, Ewert R, Kaemmerer H, Kabitz HJ, Kahler C,
Klose H, Leuchte H, Ulrich S, Olsson KM, Distler O, Rosenkranz S, Ghofrani HA.
Targeted therapy of pulmonary arterial hypertension: Updated recommendations from the
Cologne Consensus Conference 2018// Int J Cardiol. 2018.-272S.-P.37-45.

Galié N, Channick RN, Frantz RP, Griinig E, Jing ZC, Moiseeva O, Preston IR, Pulido T,
Safdar Z, Tamura Y, McLaughlin VV. Risk stratification and medical therapy of
pulmonary arterial hypertension// Eur Respir J.-2019.-Vol.53.-N1.-pii:1801889.
Simonneau G, Montani D, Celermajer DS, et al. Haemodynamic definitions and updated
clinical classification of pulmonary hypertension. Eur Respir J 2019; 53: 1801913
[https://doi.org/10.1183/13993003.01913-2018.

Kovacs G, Berghold A, Scheidl S, et al. Pulmonary arterial pressure during rest and
exercise in healthy subjects: a systematic review. Eur Respir J 2009; 34(4): 888-894.
Callan P, Clark AL. Right heart catheterisation: indications and interpretation. Heart 2016;
102(2):147-157.

Hemnes AR, Zhao M, West J, et al. Critical genomic networks and vasoreactive variants in
idiopathic pulmonary arterial hypertension// Am J Respir Crit Care Med.- 2016.-Vol. 194.-
N4.-P.464-475.

116



15.

16.

17.

18.

19.

20.

21.

22.

23.

Rosenzweig EB, Abman SH, Adatia I, et al. Paediatric pulmonary arterial hypertension:
updates on definition, classification, diagnostics and management// Eur Respir J.- 2019.-
Vol. 53, N1 - 1801916.

McLaughlin VV, McGoon MD. Pulmonary arterial hypertension. Circulation. 2006;
114(13):1417-1431.

Hoeper MM, Ghofrani HA, Grinig E, Klose H, Olschewski H, Rosenkranz S. Pulmonary
Hypertension. Dtsch Arztebl Int. 2017; 114(5):73-84.

Humbert M., Sitbon O., Chaouat A., Bertocchi M., Habib G., Gressin V., Yaici A,
Weitzenblum E., Cordier J.F., Chabot F., Dromer C., Pison C., Reynaud-Gaubert M.,
Haloun A., Laurent M., Hachulla E., Simonneau G. Pulmonary arterial hypertension in
France: results from a national registry// Am J. Respir. Crit. Care Med.— 2006. —
Vol. 173. —N. 9. — P. 1023-1030.

Benza R.L., Miller D.P., Gomberg-Maitland M., Frantz R.P., Foreman A.J., Coffey C.S.,
Frost A., Barst R.J., Badesch D.B., Elliott C.G., Liou T.G., McGoon M.D. Predicting
Survival in Pulmonary Arterial Hypertension: Insights From the Registry to Evaluate Early
and Long-Term Pulmonary Arterial Hypertension Disease Management (REVEAL) //
Circulation. — 2010. — Vol. 122. — N. 2. — P. 164-172.

Yazoa U. E., Apxunoa O. A., MapteiHiok T. B. Jlerounast aprepuanbHas THIEPTEH3US B
Poccun: ananmmu3 mecTuneTHero HaOMIOACHMS TO JaHHBIM HarmoHampbHOTO perucrpa.
TepaneBtuueckuii apxus. 2019; 91 (1): 10-31.

Rich S, Dantzker DR, Ayres SM, Bergofsky EH, Brundage BH, Detre KM, Fishman AP,
Goldring RM, Groves BM, Koerner SK, et al. Primary pulmonary hypertension.
A national prospective study. Ann Intern Med. 1987; 107(2):216-223.

Humbert M, Sitbon O, Chaouat A, Bertocchi M, Habib G, Gressin V, Yaici A,
Weitzenblum E, Cordier JF, Chabot F, Dromer C, Pison C, Reynaud-Gaubert M, Haloun
A, Laurent M, Hachulla E, Cottin V, Degano B, Jais X, Montani D, Souza R, Simonneau
G. Survival in patients with idiopathic, familial, and anorexigen-associated pulmonary
arterial hypertension in the modern management era. Circulation. 2010 Jul 13; 122(2):156—
163;

Badesch DB, Raskob GE, Elliott CG, Krichman AM, Farber HW, Frost AE, Barst RJ,
Benza RL, Liou TG, Turner M, Giles S, Feldkircher K, Miller DP, McGoon MD.
Pulmonary arterial hypertension: baseline characteristics from the REVEAL Registry.
Chest. 2010; 137(2):376-387.

117



24,

25.

26.

217.

28.

29.

30.

31.

32.

Hoeper MM, Huscher D, Ghofrani HA, Delcroix M, Distler O, Schweiger C, Grunig E,
Staehler G, Rosenkranz S, Halank M, Held M, Grohé C, Lange TJ, Behr J, Klose H,
Wilkens H, Filusch A, Germann M, Ewert R, Seyfarth HJ, Olsson KM, Opitz CF, Gaine
SP, Vizza CD, Vonk-Noordegraaf A, Kaemmerer H, Gibbs JS, Pittrow D.
Elderly patients diagnosed with idiopathic pulmonary arterial hypertension: results from
the COMPERA registry. Int J Cardiol. 2013; 168(2):871-880.

Ling Y, Johnson MK, Kiely DG, Condliffe R, Elliot CA, Gibbs JS, Howard LS, Pepke-
Zaba J, Sheares KK, Corris PA, Fisher AJ, Lordan JL, Gaine S, Coghlan JG, Wort SJ,
Gatzoulis MA, Peacock Al. Changing demographics, epidemiology,
and survival of incident pulmonary arterial hypertension: results from
the pulmonary hypertension registry of the United Kingdom and Ireland.Am J Respir Crit
Care Med. 2012; 186(8):790-796.

Rosenkranz S, Lang IM, Blindt R, Bonderman D, Bruch L, Diller GP, Felgendreher R,
Gerges C, Hohenforst-Schmidt W, Holt S, Jung C, Kindermann I, Kramer T, Kibler WM,
Mitrovic V, Riedel A, Rieth A, Schmeisser A, Wachter R, Weil J, Opitz CF. Pulmonary
hypertension associated with left heart disease: Updated Recommendations of the Cologne
Consensus Conference 2018.Int J Cardiol. 2018; 272S:53-62.

Mehra P, Mehta V, Sukhija R, Sinha AK, Gupta M, Girish MP, Aronow WS. Pulmonary
hypertension in left heart disease.Arch Med Sci. 2019; 15(1):262-273.

Nathan SD, Barbera JA, Gaine SP, Harari S, Martinez FJ, Olschewski H, Olsson KM,
Peacock AJ, Pepke-ZabalJ, Provencher S, Weissmann N, Seeger W. Pulmonary
hypertension in chronic lung disease and hypoxia. Eur Respir J. 2019; 53(1). pii: 1801914.
Raghu G, Nathan SD, Behr J, Brown KK, Egan JJ, Kawut SM, Flaherty KR, Martinez FJ,
Wells AU, Shao L, Zhou H, Henig N, Szwarcberg J, Gillies H, Montgomery AB,
O'Riordan TG. Pulmonary hypertension in idiopathic pulmonary fibrosis with mild to
moderate restriction. Eur Respir J 2015; 46(5): 1370-1377.

Shorr AF, Helman DL, Davies DB, Nathan SD. Pulmonary hypertension
in advanced sarcoidosis: epidemiology and clinical characteristics. Eur Respir J. 2005;
25(5):783-788.

Simonneau G, Torbicki A, Dorfmuller P, Kim N. The pathophysiology of chronic
thromboembolic pulmonary hypertension. Eur Respir Rev 2017; 26(143): pii: 160112.
Pepke-Zaba J, Jansa P, Kim NH, Naeije R, Simonneau G. Chronic thromboembolic
pulmonary hypertension: role of medical therapy// Eur Respir J.- 2013.-Vol.41.-N4.-985—
990.

118



33.

34.

35.

36.

37.

38.

39.

40.

41.

Wilkens H, Konstantinides S, Lang IM, Bunck AC, Gerges M, Gerhardt F, Grgic A, Grohé
C, Guth S, Held M, Hinrichs JB, Hoeper MM, Klepetko W, Kramm T, Kriiger U, Lankeit
M, Meyer BC, Olsson KM, Schafers HJ, Schmidt M, Seyfarth HJ, Ulrich S, Wiedenroth
CB, Mayer E. Chronic thromboembolic pulmonary hypertension (CTEPH): Updated
Recommendations from the Cologne Consensus Conference 2018. Int J Cardiol. 2018;
272S:69-78.

Yazosa U. E., Mapteiatok T. B., Banuesa 3. C., Hakoneunukos C. H., Hemoroga C. B.,
Canactok A. C., Tapan U. H., I'paumanckas C. E. Ouenka OpeMeHH XpOHHUYECKOU
TpoMOOSIMOOIMUECKO  JIeroyHoW — rumepreHsun B Poccuiickoit ~ Denepamui.
Tepanepruueckwmii apxus, 2018.-N 9.-C.101-1009.

Humbert M, Guignabert C, Bonnet S, Dorfmiller P, Klinger JR, Nicolls MR, Olschewski
AJ, Pullamsetti SS, Schermuly RT, Stenmark KR, Rabinovitch M. Pathology
and pathobiology of pulmonary hypertension: state of the art and research perspectives.
Eur Respir J. 2019; 53(1). pii: 1801887.

Chaudhary KR, Taha M, Cadete VJ, Godoy RS, Stewart DJ. Proliferative Versus
Degenerative Paradigms in Pulmonary Arterial Hypertension: Have We Put the Cart
Before the Horse? Circ Res. 2017; 120(8):1237-1239.

Olschewski A, Berghausen EM, Eichstaedt CA, Fleischmann BK, Grinig E, Grinig G,
Hansmann G, Harbaum L, Hennigs JK, Jonigk D, Kuebler WM, Kwapiszewska G,
Pullamsetti SS, Stacher E, Weissmann N, Wenzel D, Schermuly RT. Pathobiology,
pathology and genetics of pulmonary hypertension: Update from the
Cologne Consensus Conference 2018. Int J Cardiol. 2018; 272S:4-10.

Rosenkranz S., Gibbs J.S., Wachter R., De Marco T., Vonk-Noordegraaf A., Vachiéry J.L.
Left ventricular heart failure and pulmonary hypertension// Eur. Heart. J. — 2016. —
Vol. 37 — N. 12. — P. 942-954.

ABneeB C. H. Jlerounas rumepTeH3Wsl MPH XPOHHUYECKOH OOCTPYKTMBHOM 00J€3HU
nerkux // Cucremusle runeprensun. — 2004. — T. 1. — C. 5-11.

Klinger J.R. Group Ill Pulmonary Hypertension: Pulmonary Hypertension Associated with
Lung Disease: Epidemiology, Pathophysiology, and Treatments // Cardiol. Clin. — 2016. —
Vol. 34. —N. 3. - P. 413-433.

Awdish R, Cajigas H. Definition, epidemiology and registries of pulmonary hypertension.
Heart Fail Rev 2016; 21 (3): 223-228.

119



42.

43.

44,

45.

46.

47.

48.

49,

50.

51.

52.

Yazosa U. E., Apxunosa O. A., Banuesa 3. C., HakoneunuxkoB C. H., Mapteiatok T. B.
Jlerounas THICPTCH3USA B Poccuu: IEPBLIC PE3YJIbTATBl HAIUMOHAJIBHOI'O0 PpCrucTpa.
Tepanestuueckuii apxus. 2014; 86(9):56—64.

Frost A, Badesch D, Gibbs JSR, Gopalan D, Khanna D, Manes A, Oudiz R, Satoh T,
Torres F, Torbicki A. Diagnosis of pulmonary hypertension. Eur Respir J. 2019 Jan 24;
53(1). pii: 1801904.

CumakoBa M. A., Inoitno E. A., 3BepeB [I. A., Hukutuna A. B., MouceeBa O. M.
PeunauBupytoriee JierouHoe KpoBOTeUEeHUE y OEpEMEHHON € MMONAaTUYECKON JIErOYHOMN
apTepUaNbHOM  TUMEpPTCH3WEH: KIMHUYECKMH ciiydaiik u  0030p  jureparypsl //
[Tynsmonomorus. — 2014, — Ne 5. — C. 114-119.

Broberg C.S., Ujita M., Prasad S. et al. Pulmonary arterial thrombosis in Eisenmenger
syndrome is associated with biventricular dysfunction and decreased pulmonary flow
velocity// J Am Coll Cardiol.- 2007.-Vol. 50.-N7.-P.634-642.

Yazosa U. E., AsmeeB C. H., Ilapesa H. A., BoakoB A. B., MaprteiHiok T. B.,
HaxoneunnkoB C. H. Knunnueckue pekoMeHAalMu 10 TUATHOCTUKE U JICYEHUIO JIETOUYHOM
runiepTonnu. TepaneBruyeckuii apxus 2014; No9: c.4-23.

Keeling D, Mackie I, Moore GW, Greer 1A, Greaves M; British Committee for Standards
in Haematology. Guidelines on the Investigation and Management of Antiphospholipid
Syndrome. Br J Haematol. 2012;157(1):47-58.

Basyal B., Jarrett H., Barnett C.F. Pulmonary Hypertension in HIV. Canadian Journal of
Cardiology 2019; 35: 288-298.

Bonderman D, Wexberg P, Martischnig AM, Heinzl H, Lang MB, Sadushi R, Skoro-Sajer
N, Lang IM. A noninvasive algorithm to exclude pre-capillary pulmonary hypertension.
Eur Respir J 2011; 37:1096-1103.

Rich JD, Thenappan T, Freed B, Patel AR, Thisted RA, Childers R, Archer SL. QTc
prolongation is associated with impaired right ventricular function and predicts mortality in
pulmonary hypertension. Int J Cardiol 2013; 167:669-676.;

Sun PY, Jiang X, Gomberg-Maitland M, Zhao QH, He J, Yuan P, Zhang R, Jing ZC.
Prolonged QRS duration: a new predictor of adverse outcome in idiopathic pul- monary
arterial hypertension. Chest 2012; 141:374-380.

Mercurio V, Peloquin G, Bourji KI et al. Pulmonary arterial hypertension and atrial
arrhythmias: incidence, risk factors, and clinical impact. Pulm Circ. 2018;
8(2):2045894018769874.

120



53.

54.

55.

56.

S7.

58.

59.

60.

61.

62.

63.

64.

65.

Olsson KM, Nickel NP, Tongers J, Hoeper MM. Atrial flutter and fibrillation in patients
with pulmonary hypertension. Int J Cardiol 2013; 167:2300-2305.

Milne EN. Forgotten gold in diagnosing pulmonary hypertension: the plain chest
radiograph. Radiographics 2012; 32:1085-1087.

Trip P, Nossent EJ, de Man FS, van den Berk IA, Boonstra A, Groepenhoff H, Leter EM,
Westerhof N, Grunberg K, Bogaard HJ, Vonk-Noordegraaf A. Severely reduced diffusion
capacity in idiopathic pulmonary arterial hypertension: patient characteristics and
treatment responses. Eur Respir J 2013; 42:1575-1585.

Hoeper MM, Pletz MW, Golpon H, Welte T. Prognostic value of blood gas analyses in
patients with idiopathic pulmonary arterial hypertension. Eur Respir J 2007; 29:944-950.
Sun XG, Hansen JE, Oudiz RJ, Wasserman K. Pulmonary function in primary pulmonary
hypertension. J Am Coll Cardiol 2003; 41:1028-1035.

Pellegrino R, Viegi G, Brusasco V, Crapo RO, Burgos F, Casaburi R, Coates A, van der
Grinten CP, Gustafsson P, Hankinson J, Jensen R, Johnson DC, Maclntyre N, McKay R,
Miller MR, Navajas D, Pedersen OF, Wanger J. Interpretative strategies for lung function
tests. Eur Respir J 2005; 26:948-968.

Hadinnapola C, Bleda M, Haimel M, et al. Phenotypic characterization of EIF2AK4
mutation carrier in a large cohort of patients diagnosed clinically with pulmonary arterial
hypertension. Circulation 2017; 136: 2022—-2033.

Nathan SD, Barbera JA, Gaine SP, et al. Pulmonary hypertension in chronic lung disease
and hypoxia. Eur Respir J 2019; 53: 1801914,

Jilwan FN, Escourrou P, Garcia G, Ja‘is X, Humbert M, Roisman G. High occurrence of
hypoxemic sleep respiratory disorders in precapillary pulmonary hypertension and
mechanisms. Chest 2013; 143:47-55.

Rafanan AL, Golish JA, Dinner DS, Hague LK, Arroliga AC. Nocturnal hypoxemia is
common in primary pulmonary hypertension. Chest 2001; 120:894-899.

Castro-Anon O, Golpe R, Perez-de-Llano LA, et al. Haemodynamic effects of non-
invasive ventilation in patients with obesity—hypoventilation syndrome. Respirology 2012;
17: 1269-1274.

Masa JF, Corral J, Caballero C, et al. Non-invasive ventilation in obesity hypoventilation
syndrome without severe obstructive sleep apnoea. Thorax 2016; 71: 899-906.

Lang RM, Badano LP, Mor-Avi V et al. Recommendations for cardiac chamber

quantification by echocardiography in adults: an up- date from the American Society of

121



66.

67.

68.

69.

70.

71.

72.

73.

74.

Echocardiography and the European Association of Cardiovascular Imaging. Eur Heart J
Cardiovasc Imaging 2015; 16: 233-271.

Magnino C, Omede P, Avenatti E, et al. Inaccuracy of right atrial pressure estimates
through inferior vena cava indices. Am J Cardiol 2017; 120: 1667-1673.

Rudski LG, Lai WW, Afilalo J, Hua L, Handschumacher MD, Chandrasekaran K,
Solomon SD, Louie EK, Schiller NB. Guidelines for the echocardiographic assessment of
the right heart in adults: a report from the American Society of Echocardiography endorsed
by the European Association of Echocardiography, a registered branch of the European
Society of Cardiology, and the Canadian Society of Echocardiography. J Am Soc
Echocardiogr 2010; 23:685-713.

Focardi M, Cameli M, Carbone SF, et al. Traditional and innovative echocardiographic
parameters for the analysis of right ventricular performance in comparison with cardiac
magnetic resonance. Eur Heart J Cardiovasc Imaging 2015; 16: 47-52.;

Hellenkamp K, Unsold B, Mushemi-Blake S, et al. Echocardiographic estimation of mean
pulmonary artery pressure: a comparison of different approaches to assign the likelihood of
pulmonary hypertension. J Am Soc Echocardiogr 2018; 31: 89-98.

Kaemmerer H, Apitz C, Brockmeier K, Eicken A, Gorenflo M, Hager A, de Haan F,
Huntgeburth M, Kozlik-Feldmann RG, Miera O, Diller GP. Pulmonary hypertension in
adults with congenital heart disease: Updated recommendations from the Cologne
Consensus Conference 2018. Int J Cardiol. 2018; 272S:79-88.

Stout KK, Daniels CJ, Aboulhosn JA, Bozkurt B, Broberg CS, Colman JM, Crumb SR,
Dearani JA, Fuller S, Gurvitz M, Khairy P, Landzberg MJ, Saidi A, Valente AM, Van
Hare GF.2018 AHA/ACC Guideline for the Management of Adults With Congenital Heart
Disease: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines. Circulation. 2019; 139(14):e698-e800.

Kim NH, Delcroix M, Jais X, Madani MM, Matsubara H, Mayer E, Ogo T, Tapson VF,
Ghofrani HA, Jenkins DP. Chronic thromboembolic pulmonary hypertension. Eur Respir J.
2019 Jan 24; 53(1). pii: 1801915.

Tunariu N, Gibbs SJR, Win Z, et al. Ventilation-perfusion scintigraphy is more sensitive
than multidetector CTPA in detecting chronic thromboembolic pulmonary disease as a
treatable cause of pulmonary hypertension. J Nucl Med 2007; Ne48:680-684.

Leblanc M, Leveillée F, Turcotte E. Prospective evaluation of the negative predictive value
of V/Q SPECT using99mTc-Technegas. Nucl Med Commun 2007; 28: 667-672.

122



75.

76.

77.

78.

79.

80.

81.

82.

83.

84.

85.

86.

Gruning T, Drake BE, Farrell SL, et al. Three-year clinical experience with VQ SPECT for
diagnosing pulmonaryembolism: diagnostic performance. Clin Imaging 2014; 38: 831-
835.

Meng JJ, Zhang LJ, Wang Q et al. A comparison of ventilation/perfusion single photon
emission CT and CT pulmonary angiography for diagnosis of pulmonary embolism.
Zhonghua Jie He He Hu Xi Za Zhi 2013; 36:177-181.

Lau EM, Bailey DL, Bailey EA, et al. Pulmonary hypertension leads to a loss of gravity
dependent redistribution of regional lung perfusion: a SPECT/CT study. Heart 2014; 100:
47-53.

Rajaram S, Swift AJ, Telfer A, et al. 3D contrast-enhanced lung perfusion MRI is an
effective screening tool for chronic thromboembolic pulmonary hypertension: results from
the ASPIRE Registry. Thorax 2013; 68:677-678.

Johns CS, Swift AJ, Rajaram S, et al. Lung perfusion: MRI vs. SPECT for screening in
suspected chronic thromboembolic pulmonary hypertension. J Magn Reson Imaging 2017;
46: 1693-1697.

Rajaram S, Swift AJ, Condliffe R et al. CT features of pulmonary arterial hypertension and
its major subtypes: a systematic CT evaluation of 292 patients from the ASPIRE Registry.
Thorax 2015; 70:382-387.

Tan RT, Kuzo R, Goodman LR et al. Utility of CT scan evaluation for predicting
pulmonary hypertension in patients with parenchymal lung disease. Chest 1998; 113:1250-
1256.

Shen Y, Wan C, Tian P, Wu Y, Li X, Yang T, AnJ, Wang T, Chen L, Wen F. CT-base
pulmonary artery measurement in the detection of pulmonary hypertension: a meta-
analysis and systematic review. Medicine (Baltimore) 2014; 93:e256.

Resten A, Maitre S, Humbert M, Rabiller A, Sitbon O, Capron F, Simonneau G, Musset D.
Pulmonary hypertension: CT of the chest in pulmonary venoocclusive disease. Am J
Roentgenol 2004; 183:65-70.

Montani D, Price LC, Dorfmuller P et al. Pulmonary veno-occlusive disease. Eur Respir J
2009; 33:189-200.

Dartevelle P, Fadel E, Mussot S et al. Chronic thromboembolic pulmonary hypertension.
Eur Respir J 2004; 23:637-648.

Reichelt A, Hoeper MM, Galanski M, Keberle M. Chronic thromboembolic pulmonary
hypertension: evaluation with 64-detector row CT versus digital substraction angiography.
Eur J Radiol 2008; 71:49-54.

123



87.

88.

89.

90.

91.

92.

93.

94.

95.

96.

97.

Maptsiniok T. B., Hakoneunukos C. H., Yazosa U. E. Ha nyrtu ontumu3zanuu mnoaxo0B K
JICYEHUIO XPOHUYECKOU TpOMOOIMO0JIUUECKON JIETOYHOU TUIIEPTECH3UU.
ConsiliumMedicum. 2016; Ne5: ¢.53-58.

Mapyxksa H. B., Cumakoa M. A., Kapriosa /. B., u ap. Peniepdy3noHHBII OTEK JISTKOTO
KaK OCJIO)KHEHUE OaJUIOHHOM AaHTMOIJIaCTHKU JIETOYHOM apTepuu y MalUueHTOB C
XPOHUYECKOH TpoMOo3IMOoIueckoi Jerounor runeprensueit dnedomorus. 2017. T. 11.
No 4. C. 243-248.

Giordano J, Khung S, Duhamel A, et al. Lung perfusion characteristics in pulmonary
arterial hypertension (PAH) and peripheral forms of chronic thromboembolic pulmonary
hypertension (pCTEPH): dual-energy CT experience in 31 patients. Eur Radiol 2017; 27:
1631-1639.

Fukui S, Ogo T, Morita Y et al. Right ventricular reverse remodelling after balloon
pulmonary angioplasty. Eur Respir J 2014; 43:1394-1402.

Nawaz A, Litt HI, Stavropoulos SW et al. Digital subtraction pulmonary arteriography
versus multidetector CT in the detection of pulmonary arteriovenous malformations. J
Vasc Interv Radiol 2008; 19:1582-1588.

Peacock AJ, Vonk Noordegraaf A. Cardiac magnetic resonance imaging in pulmonary
arterial hypertension. Eur Respir Rev 2013; 22:526-534.

Swift AJ, Rajaram S, Condliffe R et al. Diagnostic accuracy of cardiovascular magnetic
resonance imaging of right ventricular morphology and function in the assessment of
suspected pulmonary hypertension results from the ASPIRE registry. J Cardiovasc Magn
Reson 2012; 14:40-50.

Swift AJ, Rajaram S, Hurdman J. et al. Noninvasive estimation of PA pressure, flow, and
resistance with CMR imaging: derivation and prospective validation study from the
ASPIRE registry. JACC Cardiovasc Imaging 2013; 6: 1036-1047.

CumakoBa M. A., PepkkoB A. B., Kazsimuibl A. B. u ap. [lepcnekTuBbl UCHOJIB30BAHUS
oKazaTelieH JKECTKOCTH JISTOYHOM ApTCPHUU I OUCHKH IIPOrHo3a IIallUCHTOB C JISTOYHOH
aprepuanbHoil runeprensueil. Tepanestuuecku apxus. 2018. T. 90. No 1. C. 86-92.

van Wolferen SA, Marcus JT et al. Prognostic value of right ventricular mass, volume, and
function in idiopathic pulmonary arterial hypertension. Eur Heart J 2007; 28:1250-1257.
Peacock AJ, Crawley S, McLure L et al. Changes in right ventricular function measured by
cardiac magnetic resonance imaging in patients receiving pulmonary arterial hypertension
— targeted therapy: the EURO-MR Study. Circ Cardiovasc Imaging 2014; 7:107-114.

124



98.

99.

100.

101.

102.

103.

104.

105.

106.

107.

108.

109.

van de Veerdonk MC, Kind T, Marcus JT et al. Progressive right ventricular dysfunction in
patients with pulmonary arterial hypertension responding to therapy. J Am Coll Cardiol
2011; 58:2511-25109.

Ley S, Kauczor HU, Heussel CP et al. Value of contrast-enhanced MR angiography and
helical CT angiography in chronic thromboembolic pulmonary hypertension. Eur Radiol
2003; 13:2365-2371.

Naeije R. Hepatopulmonary syndrome and portopulmonary hypertension. SwissMed Wkly
2003; 133:163-169.

Hoeper MM, Lee SH, Voswinckel R et al. Complications of right heart catheterization
procedures in patients with pulmonary hypertension in experienced centers. J Am Coll
Cardiol 2006; 48:2546-2552.

Kovacs G, Avian A, Pienn M, Naeije R, Olschewski H. Reading pulmonary vascular
pressure tracings. How to handle the problems of zero leveling and respiratory swings. Am
J Respir Crit Care Med 2014; 190:252-257.

Lammi MR, Saketkoo LA, Gordon JK, Steen VD. Changes in hemodynamic classification
over time are common in systemic sclerosis-associated pulmonary hypertension: insights
from the PHAROS cohort Pulm Circ. 2018 Apr-Jun; 8(2):2045893218757404.

Frost AE, Farber HW, Barst RJ, Miller DP, Elliott CG, McGoon MD. Demographics and
outcomes of patients diagnosed with pulmonary hypertension with pulmonary capillary
wedge pressures 16 to 18 mm Hg: insights from the REVEAL Registry. Chest 2013;
143:185-195.

Abraham WT, Adamson PB, Bourge RC et al. Wireless pulmonary artery haemodynamic
monitoring in chronic heart failure: a randomised controlled trial. Lancet 2011; 377:658—
666.

Prasad A, Hastings JL, Shibata S et al. Characterization of static and dynamic left
ventricular diastolic function in patients with heart failure with a preserved ejection
fraction. Circ Heart Fail 2010; 3:617-626.

Fujimoto N, Borlaug BA, Lewis GD et al Hemodynamic responses to rapid saline loading:
the impact of age, sex, and heart failure. Circulation 2013;127:55-62.

Fox BD, Shimony A, Langleben D et al. High prevalence of occult left heart disease in
scleroderma-pulmonary hypertension. Eur Respir J 2013; 42:1083-1091.

Robbins IM, Hemnes AR, Pugh ME et al. High prevalence of occult pulmonary venous
hypertension revealed by fluid challenge in pulmonary hypertension. Circ Heart Fail 2014;
7:116-122.

125



110.

111.

112.

113.

114.

115.

116.

117.

118.

119.

120.

Jean-Luc Vachiéry, Ryan J. Tedford, Stephan Rosenkranz et al. Pulmonary hypertension
due to left heart disease Eur Respir J. 2019 Jan 24; 53(1). pii: 1801897.

Borlaug BA, Nishimura RA, Sorajja P et al. Exercise hemodynamics enhance diagnosis of
early heart failure with preserved ejection fraction. Circ Heart Fail 2010; 3:588-595.

Hager WD, Collins I, Tate JP et al. Exercise during cardiac catheterization distinguishes
between pulmonary and left ventricular causes of dyspnea in systemic sclerosis patients.
Clin Respir J 2013; 7: 227-236.

Maor E, Grossman Y, Balmor RG et al. Exercise haemodynamics may unmask the
diagnosis of diastolic dysfunction among patients with pulmonary hypertension. Eur J
Heart Fail. 2015; 17(2):151-158.

Hoeper MM, Maier R, Tongers J, Niedermeyer J, Hohlfeld JM, Hamm M, Fabel H.
Determination of cardiac output by the Fick method, thermodilution, and acetylene
rebreathing in pulmonary hypertension. Am J Respir Crit Care Med 1999; 160: 535-541.
Opitz CF, Blindt R, Blumberg F, Borst MM, Bruch L, Leuchte HH, Lichtblau M, Nagel C,
Peters K, Rosenkranz S, Schranz D, Skowasch D, Tiede H, Weil J, Ewert R. Pulmonary
hypertension: Hemodynamic evaluation. Updated Recommendations of the Cologne
Consensus Conference 2011. Int J Cardiol. 2011 Dec; 154 Suppl 1:S13-9.

Grinig, E., Benjamin, N., Kriger, U., Kaemmerer, H., Harutyunova, S., Olsson, K. M.,
Klose, H. General measures and supportive therapy for pulmonary arterial hypertension:
Updated recommendations from the Cologne Consensus Conference 2018 // International
Journal of Cardiology. 2018. doi:10.1016/j.ijcard.2018.08.085.

Hoeper MM, Olschewski H, Ghofrani HA, Wilkens H, Winkler J, Borst MM, Niedermeyer
J, Fabel H, Seeger W. A comparison of the acute hemodynamic effects of inhaled nitric
oxide and aerosolized iloprost in primary pulmonary hypertension. German PPH study
group. J Am Coll Cardiol 2000; 35(1):176-182.

Eyries M, Montani D, Girerd B et al. EIF2AK4 mutations cause pulmonary veno-occlusive
disease, a recessive form of pulmonary hypertension. Nat Genet 2014; 46:65-69.

Benza RL, Gomberg-Maitland M, Miller DP, Frost A, Frantz RP, Foreman AJ, Badesch
DB, McGoon MD. The REVEAL Registry risk score calculator in patients newly
diagnosed with pulmonary arterial hypertension. Chest. 2012; 141(2):354-362.
Escribano-Subias P, Blanco I, Lépez-Meseguer M, Lopez-Guarch CJ, Roman A, Morales
P, Castillo-Palma MJ, Segovia J, Gomez-Sanchez MA, Barbera JA; REHAP investigators.
Survival in pulmonary hypertension in Spain: insights from the Spanish registry. Eur.
Respir. J. 2012; 40(3): 596-603.

126



121.

122.

123.

124,

125.

126.

127.

128.

129.

130.

131.

Lee WT, Ling Y, Sheares KK, Pepke-Zaba J, Peacock AJ, Johnson MK. Predicting
survival in pulmonary arterial hypertension in the UK. Eur. Respir. J. 2012; 40(3): 604—
611.

Medrek SK, Sahay S. Ethnicity in pulmonary arterial hypertension: possibilities for novel
phenotypes in the age of personalized medicine. Chest 2018; 153(2):310-320.

Talwar A, Sahni S, Talwar A, Kohn N, Klinger JR. Socioeconomic status affects
pulmonary hypertension disease severity at time of first evaluation. Pulm Circ. 2016;
6(2):191-195.

Wu WH, Yang L, Peng FH, et al. Lower socioeconomic status is associated with worse
outcomes in pulmonary arterial hypertension. Am J Respir Crit Care Med. 2013;
187(3):303-310.

Launay D, Sitbon O, Hachulla E, Mouthon L, Gressin V, Rottat L, Clerson P, Cordier JF,
Simonneau G, Humbert M. Survival in systemic sclerosis-associated pulmonary arterial
hypertension in the modern management era. Ann Rheum Dis. 2013; 72(12):1940-1946.
Poms AD, Turner M, Farber HW, Meltzer LA, McGoon MD. Comorbid conditions and
outcomes in patients with pulmonary arterial hypertension: a REVEAL registry analysis.
Chest. 2013; 144(1): 169-176.

Savarese G., Paolillo S., Costanzo P., D'Amore C., Cecere M., Losco T., Musella F.,
Gargiulo P., Marciano C., Perrone-Filardi P. Do changes of 6-minute walk distance predict
clinical events in patients with pulmonary arterial hypertension? A meta-analysis of 22
randomized trials // J. Am. Coll. Cardiol. — 2012. — Vol. 60. — N. 13. — P. 1192-1201.
Kazpimiibl A. B., bepesuna A. B., PeokkoB A. B., Kosnenok A. B., Haiimymun A. B.,
Momwuceea O. M. Kap,Z[I/IOHy.]'IBMOHaJ'IBHOC TECTUPOBAHHUE KaK METOJ OLCHKHU CTCIICHU
TSOKECTH TAIIMEHTOB C MPEKamWUIAPHON JierouHoi runepteHsuel / Kapauonmorus. —
2014. —T.54. — Ne 12. — C. 22-28.

Kylhammar D, Kjellstrom B, Hjalmarsson C, et al. A comprehensive risk stratification at
early follow-up determines prognosis in pulmonary arterial hypertension. Eur Heart
J 2018; 39: 4175-4181.

Hoeper MM, Kramer T, Pan Z, et al. Mortality in pulmonary arterial hypertension:
prediction by the 2015 European pulmonary hypertension guidelines risk stratification
model. Eur Respir J 2017; 50: 1700740.

Boucly A, Weatherald J, Savale L, et al. Risk assessment, prognosis and guideline

implementation in pulmonary arterial hypertension. Eur Respir J 2017; 50: 1700889.

127



132.

133.

134.

135.

136.

137.

138.

139.

140.

141.

142.

Hoeper M, Pittrow D, Opitz C, et al Risk assessment in pulmonary arterial
hypertension. Eur Respir J 2018; 51: 1702606.

Lowe B, Gréafe K, Ufer C, et al. Anxiety and depression in patients with pulmonary
hypertension. Psychosom Med 2004; 66:831-6.

Anexun A. H., Aanpeesa E. B., Tpudonona E. A., I'onuaposa H. C., Mouceesa O. M.
CoumanbHasi U TICUXOJOTHYECKAsl aanTaius MAalUeHTOB C CHUHIAPOMOM OW3eHMEHTepa.
Hayunsie 3ametku nnctutyta Jlecrapra 2012; 91(9): 14-22.

Morris N.R., Kermeen F.D., Holland A.E. Exercise-based rehabilitation programmes for
pulmonary hypertension. //Cochrane Database of Systematic Reviews. 2017.
d0i:10.1002/14651858.cd011285.pub2.

Chia K. S. W., Wong P. K. K., Faux S. G. et al. The benefit of exercise training in
pulmonary hypertension: a clinical review. Internal Medicine Journal 2017; 47(4), 361—
369. doi:10.1111/im;.131509.

Ehlken N., Lichtblaul M., Klose H., Weidenhammer J., Grinig E. et al. Exercise training
improves peak oxygen consumption and haemodynamics in patients with severe
pulmonary arterial hypertension and inoperable chronic thrombo-embolic pulmonary
hypertension: a prospective, randomized, controlled trial. Eur heart J.; 37(1): 35-44. doi:
10.1093/eurheartj/ehv337.

Yuan P., Yuan X.T., Sun X.Y., Pudasaini B., Liu J.M., Hu Q.H. Exercise training for
pulmonary hypertension: A systematic review and meta-analysis. //International journal of
cardiology. 2014; 178:142-146.

Pandey A., Garg S., Khunger M., Garg S., Kumbhani D.J., Chin K.M. et al. Efficacy and
Safety of Exercise Training in Chronic Pulmonary Hypertension: Systematic Review and
Meta-Analysis. // Circulation Heart failure. 2015; 8:1032-1043.

Buys R., Avila A., Cornelissen V.A. Exercise training improves physical fitness in
patients with pulmonary arterial hypertension: a systematic review and meta-analysis of
controlled trials. BMC Pulm Med. 2015; 15:40.

Steppan J., Diaz-rodriguez N., Barodka V. M., et al. Focused Review of Perioperative Care
of Patients with Pulmonary Hypertension and Proposal of a Perioperative Pathway. Cureus
2018 10(1): e2072. DOI 10.7759/cureus.2072.

Thangamathesvaran, L., Armenia, S. J., Merchant, A. M. The effect of pulmonary
hypertension on inpatient outcomes of laparoscopic procedures. // Updates in Surgery.
2018 doi:10.1007/s13304-018-0556-y.

128



143.

144,

145.

146.

147.

148.

149.

150.

151.

152.

153.

Pilkington S. A., Taboada D., Martinez G. Pulmonary hypertension and its management in
patients undergoing non-cardiac surgery//Anaesthesia 2015, 70, 56-70.

Sarkar MS, Desai PM. Pulmonary hypertension and cardiac anesthesia: Anesthesiologist's
perspective. Ann Card Anaesth 2018; 21:116-22.

Diaz-Gémez J.L., Ripoll J.G., Mira-Avendano |. Multidisciplinary Perioperative
Management of Pulmonary Arterial Hypertension in Patients Undergoing Noncardiac
Surgery. Southern medical journal 2018. Vol.111 (11) DOI:
10.14423/SMJ.0000000000000755.

Jlerounas runeprensud. [lon penakuueii C. H. ABneeBa. Mocksa. [DOTAP-Meauna. 2019.
— 608 c.

Klinger J R., Elliott G, Levine D J., Bossone E, Duvall L, Fagan K, Frantsve-Hawley J,
Kawut SM., Ryan J J., Rosenzweig EB., Sederstrom N, Steen VVD., Badesch DB. Therapy
for Pulmonary Arterial Hypertension in Adults Update of the CHEST Guideline and
Expert Panel Report CHEST 2019; 155(3):565-586.

Fuster V., Steele P.M., Edwards W.D., Gersh B.J. et al. Primary pulmonary hypertension:
natural history and the importance of thrombosis. Circulation. 1984; 70:580-587.
Bjornsson J., Edwards W.D. Primary pulmonary hypertension: a histopathologic study of
80 cases. Mayo Clin Proc. 1985; 60:16-25.

Preston IR, Roberts KE, Miller DP, Sen GP, Selej M, Benton WW et al. Effect of Warfarin
Treatment on Survival of Patients With Pulmonary Arterial Hypertension (PAH) in the
Registry to Evaluate Early and Long-Term PAH Disease Management (REVEAL).
Circulation. 2015; 132(25):2403-2411.

Ngian GS, Stevens W, Prior D, Gabbay E, Roddy J, Tran A et al. Predictors of mortality in
connective tissue disease-associated pulmonary arterial hypertension: a cohort study.
Arthritis Res Ther.2012; 14(5): R213.

Olsson K.M., Delcroix M., Ghofrani H.A., Klose H., Claussen M., Ewert R., Opitz C.F.,
Vizza C.D., Scelsi L., Vonk-Noordegraaf A., Kaemmerer H., Gibbs J.S., Coghlan G.,
Pepke-Zaba J., Schulz U., Gorenflo M., Pittrow D., Hoeper M.M. Anticoagulation and
survival in pulmonary arterial hypertension: results from the comparative, prospective
registry of newly initiated therapies for pulmonary hypertension (COMPERA).
Circulation.2014; 129:57-65.

Said K. Anticoagulation in pulmonary arterial hypertension: Contemporary data from
COMPERA registry. Glob Cardiol Sci Pract 2014; 2014(2): 48-52.

129



154.

155.

156.

157.

158.

159.

160.

161.

162.

163.

164.

165.

166.

Roldan T, Rios JJ, Villamanan E, Waxman AB. Complications associated with the use of
oral anticoagulation in patients with pulmonary arterial hypertension from two referral
centers. Pulm Circ. 2017; 7(3):692-701.

Sandoval J, Santos LE, Coérdova J, Pulido T, Gutiérrez G, Bautista E et al. Does
anticoagulation in Eisenmenger syndrome impact long-term survival? Congenit Heart Dis.
2012; 7(3):268-276. do0i:10.1111/j.1747-0803.2012.00633.X.

I'onuaposa H. C., CumakoBa M. A., MouceeBa O. M. AHtuTpomMOOTHUECKasl Tepanus y
MAIMEHTOB C JIETOYHON apTepHalbHOM runepreH3ueil. AprepuanbHas runeprensus. 2019;
25(1):25-33.

Ammash N, Warnes CA. Cerebrovascular events in adult patients with cyanotic congenital
heart disease. J Am Coll Cardiol. 1996; 28(3):768-772.

Kirchhof P, Benussi S, Kotecha D, Ahlsson A, Atar D, Casadei B, Castella M, Diener HC,
Heidbuchel H, Hendriks J, Hindricks G, Manolis AS, Oldgren J, Popescu BA, Schotten U,
Van Putte B, Vardas P; ESC Scientific Document Group. 2016 ESC Guidelines for the
management of atrial fibrillation developed in collaboration with EACTS. Eur Heart
J. 2016; 37(38):2893-2962.

Jentzer, J. C., Mathier, M. A. Pulmonary Hypertension in the Intensive Care Unit. Journal
of Intensive Care Medicine. 2015 31(6), 369-385.

Condliffe R, Kiely DG Critical care management of pulmonary hypertension. BJA
Education. 2017; 17(7): 228-234.

Rhodes CJ, Wharton J, Howard L, Gibbs JS, Vonk-Noordegraaf A, Wilkins MR.
Iron deficiency in pulmonary arterial hypertension: a potential therapeutic target. Eur
Respir J. 2011; 38(6):1453-1460.

Rajdev A., Garan H., Biviano A. Arrhythmias in Pulmonary Arterial Hypertension// Prog
Cardiovasc Dis. 2012; 55(2): doi:10.1016/j.pcad.2012.06.002.

Rich S, Kaufmann E, Levy PS. The effect of high doses of calcium-channel blockers on
survival in primary pulmonary hypertension. N Engl J Med 1992; 327(2):76-81.
Olschewski H. Inhaled iloprost for the treatment of pulmonary hypertension // Eur. Respir.
Rev. —2009. — Vol. 18. — N. 111. — P. 29-34.

Opitz CF, Wensel R, Winkler J, et al. Clinical efficacy and survival with first-line inhaled
iloprost therapy in patients with idiopathic pulmonary arterial hypertension. Eur Heart
J 2005; 26: 1895-1902.

Hoeper MM, Leuchte H, Halank M, et al. Combining inhaled iloprost with bosentan in
patients with idiopathic pulmonary arterial hypertension. Eur Respir J 2006; 28: 691-694.

130



167.

168.

169.

170.

171.

172.

173.

174.

175.

176.

177.

McLaughlin VV, Oudiz RJ, Frost A, et al. Randomized study of adding inhaled iloprost to
existing bosentan in pulmonary arterial hypertension. Am J Respir Crit Care
Med 2006; 174: 1257-1263.

Frost AE, the STEP investigators. STEP-open label extension: long-term benefits of
inhaled iloprost (ILO) addition to bosentan for treatment of pulmonary arterial
hypertension (PAH). Am J Respir Crit Care Med 2007; 175: Suppl., A1001.

Zheng Y, Yang T, Chen G, Hu E, Gu Q, Xiong C. Prostanoid therapy for pulmonary
arterial hypertension: a meta-analysis of survival outcomes. Eur J Clin Pharmacol. 2014;
70(1):13-21.

Davenport A.P., Hyndman K.A., Dhaun N., Southan C., Kohan D.E., Pollock J.S.,
Pollock D.M., Webb D.J., Maguire J.J. Endothelin. Pharmacol Rev. — 2016. — Vol. 68. —
N. 2. — P. 357-418.

Miyagawa K., Emoto N. Current state of endothelin receptor antagonism
in hypertension and pulmonary hypertension// Ther. Adv. Cardiovasc. Dis. — 2014. —
Vol. 8. —N. 5. — P. 202-216.

Aversa M., Porter S., Granton J. Comparative safety and tolerability of endothelin receptor
antagonists in pulmonary arterial hypertension // Drug Saf. — 2015. — Vol. 38. — N. 5. —
P. 419-435.

Galie” N, Badesch BD, Oudiz R, Simonneau G, McGoon M, Keogh A, Frost A, Zwicke D,
Naeije R, Shapiro RS, Olschewski H, Rubin L. Ambrisentan therapy for pulmonary arterial
hypertension. J Am Coll Cardiol 2005; 46:529-535.

Galie” N, Olschewski H, Oudiz RJ, Torres F, Frost A, Ghofrani HA, Badesch DB,
McGoon MD, McLaughlin VV, Roecker EB, Gerber MJ, Dufton C, Wiens BL, Rubin LJ.
Ambrisentan for the treatment of pulmonary arterial hypertension. Results of the
ambrisentan in pulmonary arterial hypertension randomized, doubleblind, placebo-
controlled, multicenter, efficacy (ARIES) study 1 and 2. Circulation 2008; 117:3010-3019.
McGoon M, Frost A, Oudiz R, Badesch BD, Galie™ N, Olschewski H, McLaughlin VV,
Gerber MJ, Dufton C, Despain DJ, Rubin LJ. Ambrisentan therapy in patients with
pulmonary arterial hypertension who discontinued bosentan or sitaxsentan due to liver
function test abnormalities. Chest 2009; 135: 122-129.

Belinda N. Rivera-Lebron and Michael G. Risbano Ambrisentan: a review of its use in
pulmonary arterial hypertension Ther Adv Respir Dis 2017, Vol. 11(6) 233-244.

Vachiéry JL, Hoeper MM, Peacock AJ, Sitbon O, Cheli M, Church C, Olsson KM,

Palazzini M, Waterhouse B, Langley J, Galié N. Ambrisentan use for pulmonary arterial

131



178.

179.

180.

181.

182.

183.

184.

185.

186.

187.

hypertension in a post-authorization drug registry: The VOLibris Tracking Study. J Heart
Lung Transplant. 2017; 36(4):399-406.

Shapiro S, Pollock DM, Gillies H, Henig N, Allard M, Blair C, Anglen C, Kohan DE.
Frequency of edema in patients with pulmonary arterial hypertension receiving
ambrisentan. Am J Cardiol. 2012; 110(9):1373-1377.

Channick RN, Simonneau G, Sitbon O, Robbins IM, Frost A, Tapson VF, Badesch DB,
Roux S, Rainisio M, Bodin F, Rubin LJ. Effects of the dual endothelin receptor antagonist
bosentan in patients with pulmonary hypertension: a randomized placebo-controlled study.
Lancet 2001; 358:1119-1123.

Humbert M, Barst RJ, Robbins IM, Channick RN, Galie® N, Boonstra A, Rubin LJ, Horn
EM, Manes A, Simonneau G. Combination of bosentan with epoprostenol in pulmonary
arterial hypertension: BREATHE-2. Eur Respir J 2004; 24:353-359.

Galie” N, Rubin LJ, Hoeper M, Jansa P, Al-Hiti H, Meyer GMB, Chiossi E, Kusic-Pajic A,
Simonneau G. Treatment of patients with mildly symptomatic pulmonary arterial
hypertension with bosentan (EARLY study): a double-blind, randomized controlled trial.
Lancet 2008; 371:2093-2100.

Galie” N, Beghetti M, Gatzoulis MA, Granton J, Berger RMF, Lauer A, Chiossi E,
Landzberg M. Bosentan therapy in patients with Eisenmenger syndrome: a multicenter,
double-blind, randomized, placebo-controlled study. Circulation 2006; 114: 48-54.
Provencher S, Sitbon O, Humbert M, Cabrol S, Jais X, Simonneau G. Long term outcome
with first line bosentan therapy in idiopathic pulmonary arterial hypertension. Eur. Heart J.
2006; 27(5): 589-595.

Fattinger K, Funk C, Pantze M, Weber C, Reichen J, Stieger B, Meier PJ. The endothelin
antagonist bosentan inhibits the canalicular bile salt export pump: a potential mechanism
for hepatic adverse reactions. Clin Pharmcol Ther 2001; 69(4):223-231.

McLaughlin V, Channick RN, Ghofrani HA, et al. Bosentan added to sildenafil therapy in
patients with pulmonary arterial hypertension. Eur Respir J 2015; 46: 405-413.

Iglarz M, Binkert C, Morrison K, et al. Pharmacology of macitentan, an orally active
tissue-targeting dual endothelin receptor antagonist. J Pharmacol Exp Ther. 2008;
327(3):736-745.

Pulido T, Adzerikho I, Channick RN, Delcroix M, Galie N, Ghofrani HA, Jansa P, Jing
ZC, Le Brun FO, Mehta S, Mittelholzer CM, Perchenet L, Sastry BK, Sitbon O, Souza R,
Torbicki A, Zeng X, Rubin LJ, Simonneau G. Macitentan and morbidity and mortality in
pulmonary arterial hypertension. N Engl J Med 2013; 369(9): 809-818.

132


https://www.ncbi.nlm.nih.gov/pubmed/22858181

188.

189.

190.

191.

192.

193.

194.

195.

196.

197.

Channick RN, Delcroix M, Ghofrani HA, Hunsche E, Jansa P, Le Brun FO, Mehta S,
Pulido T, Rubin LJ, Sastry BK, Simonneau G, Sitbon O, Souza R, Torbicki A, Galié N.
Effect of Macitentan on Hospitalizations Results From the SERAPHIN Trial JACC: Heart
Failure 2015; 3(1):1-8.

Sitbon O, Bosch J, Cottreel E, Csonka D, de Groote P, Hoeper MM, Kim NH, Martin N,
Savale L, Krowka M. Macitentan for the treatment of
portopulmonary hypertension (PORTICO): a multicentre, randomised, double-blind,
placebo-controlled, phase 4 trial.Lancet Respir Med. 2019; 7(7):594-604.

Grinig E, Ohnesorge J, Benjamin N, Burhenne J, Enderle Y, Egenlauf B, Fischer C,
Harutyunova S, Huppertz A, Klose H, Haefeli WE. Plasma Drug Concentrations in
Patients with PAH on Combination Treatment. Respiration 2017; 94(1):26-37.

Chrysant S.G. Effectiveness and safety of phosphodiesterase 5 inhibitors in patients with
cardiovascular disease and hypertension // Curr. Hypertens. Rep.— 2013. - Vol. 15. —
N. 5. —P. 475-483.

Galie” N, Ghofrani HA, Torbicki A, Barst RJ, Rubin LJ, Badesch D, Fleming T, Parpia T,
Burgess G, Branzi A, Grimminger F, Kurzyna M, Simonneau G, the Sildenafil Use in
Pulmonary Arterial Hypertension (SUPER) Study Group. Sildenafil citrate therapy for
pulmonary arterial hypertension. N Engl J Med 2005; 353:2148-2157.

Sastry BKS, Narasimhan C, Reddy NK, Raju BS. Clinical efficacy of sildenafil in primary
pulmonary hypertension: a randomized, placebo-controlled, double-blind, crossover study.
J Am Coll Cardiol 2004; 43:1149-1153.

Iversen K, Jensen AS, Jensen TV, Vejlstrup NG, Sgndergaard L. Combination therapy
with bosentan and sildenafil in Eisenmenger syndrome: a randomized, placebo-controlled,
double-blinded trial. Eur Heart J 2010; 31:1124-1131.

Singh T, Rohit M, Grover A, Malhotra S, Vijayvergiya R. A randomized,
placebocontrolled, double-blind, crossover study to evaluate the efficacy of oral sildenafil
therapy in severe pulmonary artery hypertension. Am Heart J 2006; 151:851.e1-851.€5.
Maptsintok T. B., YazoBa U. E. Ponp cunpenaguna B JeUeHUM NAlMEHTOB JICTOUYHOU
aprepuanbHoil runeprensueil. Cucremusie runeptensun 2012; Ne2: ¢.23-29.

Ghofrani H.A., Humbert M., Langleben D., Schermuly R., Stasch J.P., Wilkins M.R.,
Klinger J.R. Riociguat: Mode of action and clinical development in pulmonary
hypertension // Chest. — 2016. — Jun. 2. — pii: S0012-3692(16)49111-49117.

133



198.

199.

200.

201.

202.

203.

204.

205.

206.

207.

Ghofrani H.A., Humbert M., Langleben D., Schermuly R., Stasch J.P., Wilkins M.R.,
Klinger J.R. Riociguat: Mode of action and clinical development in pulmonary
hypertension // Chest. — 2016. — Jun. 2. — pii: S0012—-3692(16)49111-49117.

Ghofrani HA, Galie N, Grimminger F, Grunig E, Humbert M, Jing ZC, Keogh AM,
Langleben D, Kilama MO, Fritsch A, Neuser D, Rubin LJ; PATENT-1 Study Group.
Riociguat for the Treatment of Pulmonary Arterial Hypertension. N Engl J Med 2013;
369(4): 330-340.

Hossein-Ardeschir Ghofrani et al. Predictors of long-term outcomes in patients treated with
riociguat for pulmonary arterial hypertension: data from the PATENT-2 open-label,
randomised, long-term extension trial. Lancet Respir Med 2016; 4: 361-371.

Simonneau G, Torbicki A, Hoeper MM, Delcroix M, Karlocai K, Galie® N, Degano B,
Bonderman D, Kurzyna M, Efficace M, Giorgino R, Lang IM. Selexipag, an oral, selective
prostacyclin receptor agonist for the treatment of pulmonary arterial hypertension. Eur
Respir J 2012; 40:874-880.

Sitbon O, Channick R, Chin KM, Frey A, Gaine S, Galie N, Ghofrani HA, Hoeper MM,
Lang IM, Preiss R, Rubin LJ, Di Scala L, Tapson V, Adzerikho I, Liu J, Moiseeva O, Zeng
X, Simonneau G, McLaughlin VV; GRIPHON Investigators. Selexipag for the Treatment
of Pulmonary Arterial Hypertension. N Engl J Med. 2015; 373(26):2522-2533.

Lang I, Gaine S, Galie N, et al. Effect of selexipag on long term outcomes in patients with
pulmonary arterial hypertension (PAH) receiving one, two or no PAH therapies at
baseline: results from the GRIPHON study [abstract 2365].Eur Heart J. 2015; 36(suppl
1):381-382.

Fox B.D., Shtraichman O., Langleben D., Shimony A., Kramer M.R. Combination
Therapy for Pulmonary Arterial Hypertension: A Systematic Review and Meta-
analysis. Can J Cardiol. 2016 Dec; 32(12):1520-1530.

Lajoie AC, Lauziere G, Lega JC, Lacasse Y, Martin S, Simard S, Bonnet S, Provencher S.
Combination therapy versus monotherapy for pulmonary arterial hypertension: a meta-
analysis. Lancet Respir Med. 2016; 4(4):291-305.

Pan J, Lei L, Zhao C. Comparison between the efficacy of combination therapy and
monotherapy in connective tissue disease associated pulmonary arterial hypertension: a
systematic review and meta-analysis Clin Exp Rheumatol. 2018; 36(6):1095-1102.
Vachiéry JL, Galié N, Barbera JA, Frost AE, Ghofrani HA, Hoeper MM, McLaughlin VV,
Peacock AJ, Simonneau G, Blair C, Miller KL, Langley J, Rubin LJ; AMBITION Study

Group. Initial combination therapy with ambrisentan +tadalafil on pulmonary arterial

134



208.

209.

210.

211.

212.

213.

214.

215.

216.

hypertension—related hospitalization in the AMBITION trial. J Heart Lung
Transplant 2019; 38(2):194-202.

Coghlan JG, Channick R, Chin K, Di Scala L, Galié N, Ghofrani HA, Hoeper MM, Lang
IM, McLaughlin V, Preiss R, Rubin LJ, Simonneau G, Sitbon O, Tapson VF, Gaine S.
Targeting the Prostacyclin Pathway with Selexipag in Patients with Pulmonary Arterial
Hypertension Receiving Double Combination Therapy: Insights from the Randomized
Controlled GRIPHON Study// Am J Cardiovasc Drugs.-2018.-VVol.18.-N1.-P.37-47.
Sitbon O, Jais X, Savale L, Cottin V et al Upfront triple combination therapy in pulmonary
arterial hypertension: a pilot studyro Eur Resp J 2014; 43: 1691-1697.

Burks M, Stickel S, Galié N. Pulmonary Arterial Hypertension: Combination Therapy in
Practice. Am J Cardiovasc Drugs. 2018; 18(4): 249-257.

Hoeper MM, Simonneau G, Corris PA, et al. RESPITE: switching to riociguat in
pulmonary arterial hypertension patients with inadequate response to phosphodiesterase-5
inhibitors. Eur Respir J 2017; 50: 1602425.

Politi MT, Caruson NA, Lescano J, et al. Switch from bosentan to macitentan in adult
outpatients with pulmonary arterial hypertension: a real-world study J Heart Lung
Transplant. 2017; 36(4S):S166.

Blok IM, van Riel ACMJ, van Dijk APJ et al. From bosentan to macitentan for pulmonary
arterial hypertension and adult congenital heart disease: Further improvement? Int J
Cardiol 2017; 227: 51-52.

Kurzyna M., Dabrowski M., Bielecki D., Fijalkowska A., Pruszczyk P., Opolski G.,
Burakowski J., Florczyk M., Tomkowski W.Z., Wawrzynska L., Szturmowicz M.,
Torbicki A. Atrial septostomy in treatment of end-stage right heart failure in patients
with pulmonary hypertension // Chest. — 2007 — Vol. 131. — N. 4. — P. 977-983.
I'op6auesckuii C. B., [Typcano M. I'., llImansi A. A., Janabaes I'. M.,Humonos H. A.,
[Tapgaes /Jl. b., XauarypoBa U. 0., Aneksn b. I'. Pe3ynbrarsl atpruocenToCTOMHH CO
CTCHTUPOBAHUCM Y OOJIBHBIX C I/I,I[I/IOH&TI/I‘IGCKOﬁ H CXOXKUMHU (bOpMaMI/I JISTOYHOH
aprepuanbHOi runepreHsuu. ['pyaHas u cepaedHo-cocyaucras xupyprus 2019.-N 2.-
C.100-113.

Khan MS, Memon MM, Amin E, Yamani N, Khan SU, Figueredo VM, Deo S, Rich JD,
Benza RL, Krasuski RA. Use of Balloon Atrial Septostomy in Patients With
Advanced Pulmonary Arterial Hypertension: A Systematic Review and Meta-Analysis.
Chest. 2019; 156(1):53-63.

135


https://www.ncbi.nlm.nih.gov/pubmed/?term=Burks%20M%5BAuthor%5D&cauthor=true&cauthor_uid=29511993
https://www.ncbi.nlm.nih.gov/pubmed/?term=Stickel%20S%5BAuthor%5D&cauthor=true&cauthor_uid=29511993
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gali%26%23x000e8%3B%20N%5BAuthor%5D&cauthor=true&cauthor_uid=29511993
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6028878/

217.

218.

219.

220.

221.

222.

223.

224,

225.

226.

227.

228.

Bartolome S.D., Torres F. Severe pulmonary arterial hypertension: stratification of medical
therapies, mechanical support, and lung transplantation// Heart Fail Rev.— 2016 —
Vol. 21. —N. 3. — P. 347-356.

Sonnweber T, Pizzini A, Tancevski I, Loffler-Ragg J, Weiss G. Anaemia, Iron
Homeostasis and Pulmonary Hypertension: A Review. Intern Emerg Med. 2020 Feb
10. 2020 Feb 10. doi: 10.1007/s11739-020-02288-1.

Jentzer J C, Mathier, M A. Pulmonary Hypertension in the Intensive Care Unit. J Intensive
Care Med. 2016; 31(6):369-385.

Hoeper MM, Benza RL, Corris P, et al. Intensive care, right ventricular support and lung
transplantation in patients with pulmonary hypertension. Eur Respir J 2019; 53: 1801906.
Gatzoulis M.A.,  Beghetti M.,  Landzberg M.J.,  Galie N.  Pulmonary arterial
hypertension associated with congenital heart disease: recent advances and future
directions // Int. J. Cardiol. — 2014. — Vol. 177. — N. 2. — P. 340-347.

Diller G-P., Gatzoulis M. A. Pulmonary Vascular Disease in Adults With CHD
/[Circulation.-2007.-Vol.115.-N8.-P.1039-1050.

Lopes AA, O'Leary PW. Measurement, interpretation and use of haemodynamic
parameters in pulmonary hypertension associated with congenital cardiac disease. Cardiol
Young 2009; 19(5):431-435.

Bruch L, Winkelmann A, Sonntag S, Scherf F, Rux S, Grad MO, Kleber FX.
Fenestrated occluders for treatment of ASD in elderly patients with pulmonary
hypertension and/or right heart failure. J Interv Cardiol. 2008 Feb; 21(1):44-49.
Kretschmar O, Sglimbea A, Corti R, Knirsch W. Shunt reduction with
a fenestrated Amplatzer device. Catheter Cardiovasc Interv. 2010; 76(4):564-571.

Janjua AM, Saleem K, Khan I, et al. Double flap patch closure of VSD with elevated
pulmonary vascular resistance: an experience at AFIC/NIHD. J Coll Physicians Surg Pak.
2011; 21(4):197-201.

Talwar S, Keshri VK, Choudhary SK, et al. Unidirectional valved patch closure of
ventricular septal defects with severe pulmonary arterial hypertension: hemodynamic
outcomes. J Thorac Cardiovasc Surg. 2014; 148(6):2570-2575.

Gatzoulis MA, Beghetti M, Galie N, Granton J, Berger RM, Lauer A, Chiossi E,
Landzberg M; BREATHE-5 Investigators. Longer-term bosentan therapy improves
functional capacity in Eisenmenger syndrome: results of the BREATHE-5 open-label
extension study. Int J Cardiol. 2008; 127(1):27-32.

136



229.

230.

231.

232.

233.

234.

235.

236.

237.

238.

2309.

Gatzoulis M.A. Landzberg M., Beghetti M. Berger R.M. et al. Evaluation of Macitentan in
Patients with Eisenmenger Syndrome: Results from the Randomized, Controlled
MAESTRO Study//Circulation.- 2019.- Vol.139.-N1.-P.51-63.

Cavagna L., Codullo V., Ghio S., Scire C.A., Guzzafame E., Scelsi L., Rossi S.,
Montecucco C., Caporali R. Undiagnosed connective tissue diseases. High prevalence in
pulmonary arterial hypertension patients. Medicine. 2016. 95:39(e4827).

Ahmed S, Palevsky H. Pulmonary Arterial Hypertension Related to Connective Tissue
Disease: A Review.Rheum Dis Clin North Am. 2014; 40(1):103-124.

Le Pavec J, Humbert M, Mouthon L. Systemic Sclerosis-associated Pulmonary Arterial
Hypertension. Am J Respir Crit Care Med. 2010; 181(12):1285-1293.

Cottin V. Pulmonary arterial hypertension in connective tissue disease. Rev Mal Respir
2006; 23:13561-72.

Hachulla E, Carpentier P, Gressin V. Risk factors for death and the 3-year survival of
patients with systemic sclerosis: the French ItinérAIR-Sclérodermie study. Rheumatology.
2009; 48(3):304-308.

Hinchcliff M, Fischer A, Schiopu E, et al. Pulmonary Hypertension Assessment and
Recognition of Outcomes in Scleroderma (PHAROS): baseline characteristics and
description of study population. J Rheumatol 2011; 38: 2172-2179.

Young, A., Vummidi, D., Visovatti, S., Homer, K., Wilhalme, H., White, E. S., Khanna, D.
Prevalence, Treatment and Outcomes of Coexistent Pulmonary Hypertension and
Interstitial Lung Disease in Systemic Sclerosis. Arthritis & Rheumatology. 2019
doi:10.1002/art.40862.

Hsu VM, Chung L, Hummers LK. Development of pulmonary hypertension in a high-risk
population with systemic sclerosis in the Pulmonary Hypertension Assessment and
Recognition of Outcomes in Scleroderma (PHAROS) cohort study. Semin Arthritis
Rheum. 2014; 44(1):55-62.

Gupta S, Gupta A, Rehman S, Ocak I, Domsic RT, Schneider F, George MP Pulmonary
veno-occlusive disease is highly prevalent in scleroderma patients undergoing lung
transplantation ERJ Open Research 2019 5: 00168-2018.

Chung L., Liu J., Parsons L., Hassoun P.M., McGoon M., Badesch D.B., Miller D.P.,
Nicolls M.R., Zamanian R.T. Characterization of connective tissue disease-associated
pulmonary arterial hypertension from REVEAL.: identifying systemic sclerosis as a unique
phenotype// Chest. — 2010. — Vol. 138. — N.6. — p. 1383-1394.

137



240.

241.

242.

243.

244,

245.

246.

247.

248.

Coghlan J.G., Denton C.P., Grunig E., Bonderman D., Distler O., Khanna D., Miiller-
Ladner U., Pope J.E., Vonk M.C., Doelberg M., Chadha-Boreham H., Heinzl H.,
Rosenberg D.M., McLaughlin V.V., Seibold J.R; DETECT study group. Evidence-based
detection of pulmonary arterial hypertension in systemic sclerosis: the DETECT study //
Ann Rheum. Dis. — 2014. — Jul. — Vol. 73. — N. 7. — P. 1340-1349.

Bonkos A. B., Maprteintok T. B. Jlerounas aprepranbHas TMIIEPTEH3US IIPU CHUCTEMHBIX
3a00JIEBAHUSIX COEIMHUTENIBHON TKaHU: COBPEMEHHOE COCTOsIHME MpoOneMbl. HaydHo-
npaktudeckas pepmarosorus. 2018; 56(4):474-485.

Coghlan, J., Denton, C. P. Aggressive combination therapy for treatment of systemic
sclerosis-associated pulmonary hypertension. Journal of Scleroderma and Related
Disorders, 2018; 3(1), 30—38.

Gunther S, Jais X, Maitre S, et al. Computed tomography findings of pulmonary
venoocclusive disease in scleroderma patients presenting with precapillary pulmonary
hypertension. Arthritis Rheumatol. 2012; 64:2995-3005.

Matthew R. Lammi, Stephen C. Mathai, Lesley Ann Saketkoo, Robyn T. Domsic,
Christine Bojanowski, Daniel Furst, Virginia Steen, for the PHAROS Investigators.
Association between Initial Oral Therapy and Outcomes in Systemic Sclerosis-related
Pulmonary Arterial Hypertension: Observations from PHAROS Arthritis Rheumatol.
2016; 68(3): 740-748.

Coghlan JG, Galie N, Barbera JA, Frost AE, Ghofrani HA, Hoeper MM, Kuwana M,
McLaughlin VV, Peacock AJ, Simonneau G, Vachiéry JL, Blair C, Gillies H, Miller KL,
Harris JHN, Langley J, Rubin LJ; AMBITION investigators. Initial combination therapy
with ambrisentan and tadalafil in connective tissue disease-associated pulmonary arterial
hypertension (CTD-PAH): subgroup analysis from the AMBITION trial// Ann Rheum
Dis.-2017.-Vol. 76.-N7.-P.1219-1227.

Humbert M, Coghlan JG, Ghofrani H-A, Grimminger F, et al. Riociguat for the treatment
of pulmonary arterial hypertension associated with connective tissue disease: results from
PATENT-1 and PATENT-2. Ann Rheum Dis. 2017; 76(2):422-426.

Krowka M.J., Fallon M.B., Kawut S.M., Fuhrmann V., Heimbach J.K., Ramsay M.A.,
Sitbon O., Sokol R.J. International Liver Transplant Society Practice Guidelines: Diagnosis
and Management of Hepatopulmonary Syndrome and Portopulmonary Hypertension //
Transplantation. — 2016. — Vol. 100. — N. 7. — P. 1440-1452.

Sithamparanathan S, Nair A, Thirugnanasothy L, Coghlan JG, et al

Survival in portopulmonary hypertension: Outcomes of the United Kingdom National

138


https://www.ncbi.nlm.nih.gov/entrez/eutils/elink.fcgi?dbfrom=pubmed&retmode=ref&cmd=prlinks&id=26479414
https://www.ncbi.nlm.nih.gov/entrez/eutils/elink.fcgi?dbfrom=pubmed&retmode=ref&cmd=prlinks&id=26479414

249.

250.

251.

252.

253.

254,

255.

256.

257.

258.

259.

260.

Pulmonary Arterial Hypertension Registry. J Heart Lung Transplant. 2017; 36(7):770-
779.

Gough MS, White RJ. Sildenafil therapy is associated with improved hemodynamics in
liver transplantation candidates with pulmonary arterial hypertension. Liver Transpl 2009;
15:30-36.

Correale M., Palmiotti G.A., Lo Storto M.M., Montrone D., Foschino Barbaro M.P., Di
Biase M., Lacedonia D. HIV-associated pulmonary arterial hypertension: from bedside to
the future // Eur. J. Clin. Invest. — 2015. — Vol. 45— N. 5 - P. 515-528.

Mermis J, Gu H, Xue B, et al. Hypoxia-inducible factor-1 alpha/platelet derived growth
factor axis in HIV-associated pulmonary vascular remodeling. Respir Res 2011; 12:103.
Spikes L, Dalvi P, Tawfik O, et al. Enhanced pulmonary arteriopathy in simian
immunodeficiency virus-infected macaques exposed to morphine. Am J Respir Crit Care
Med 2012; 185:1235-1243.

Degano B, Guillaume M, Savale L, et al. HIVV-associated pulmonary arterial hypertension:
survival and prognostic factors in the modern therapeutic era. AIDS 2010; 24:67—75.
Benza RL, Miller DP, Barst RJ, et al. An evaluation of long-term survival from time of
diagnosis in pulmonary arterial hypertension from the REVEAL Registry. Chest 2012;
142:448-456.

Nunes H, Humbert M, Sitbon O, et al. Prognostic factors for survival in human
immunodeficiency virus-associated pulmonary arterial hypertension. Am J Respir Crit
Care Med 2003; 167:1433-1439.

Gunthard HF, Saag MS, Benson CA, et al. Antiretroviral drugs for treatment and
prevention of HIV infection in adults: 2016 Recommendations of the International
Antiviral Society-USA Panel. JAMA 2016; 316:191-210.

Cicalini S, Chinello P, Grilli E, Petrosillo N. Treatment and outcome of pulmonary arterial
hypertension in HIV-infected patients: a review of the literature. Curr HIV Res 2009;
7:589-596.

Muirhead GJ, Wulff MB, Fielding A, Kleinermans D, Buss N. Pharmacokinetic
interactions between sildenafil and saquinavir/ritonavir. Br J Clin Pharmacol 2000; 50:99—
107.

Barnett CF, Machado RF. Sildenafil in the treatment of pulmonary hypertension. Vasc
Health Risk Manag 2006; 2:411-22.

Chinello P, Petrosillo N. Pharmacological treatment of HIV-associated pulmonary

hypertension. Expert Review of Clinical Pharmacology, 2016, 9:5, 715-725.

139



261.

262.

263.

264.

265.

266.

267.

268.

269.

270.

Ghofrani HA, Friese G, Discher T, et al. Inhaled iloprost is a potent acute pulmonary
vasodilator in HIV-related severe pulmonary hypertension. Eur Respir J. 2004; 23:321-
326.

Kaufmann P, Niglis S, Bruderer S, Segrestaa J, Adnismaa P, Halabi A, Dingemanse J.
Effect of lopinavir/ritonavir on the pharmacokinetics of selexipag an oral prostacyclin
receptor agonist and its active metabolite in healthy subjects Br J Clin Pharmacol. 2015;
80(4): 670-677.

Sitbon O, Gressin V, Speich R, et al. Bosentan for the treatment of human
immunodeficiency virus-associated pulmonary arterial hypertension. Am J Respir Crit
Care Med. 2004; 170:1212-1217.

Degano B, Yaici A, Le Pavec J, et al. Long-term effects of bosentan in patients with
HIVassociated pulmonary arterial hypertension. Eur Respir J. 2009; 33:92-98.

Montani D., Lau E.M., Dorfmdller P., Girerd B., Jais X., Savale L., Perros F., Nossent E.,
Garcia G., Parent F., Fadel E., Soubrier F., Sitbon O., Simonneau G., Humbert M.
Pulmonary veno-occlusive disease // Eur. Respir. J. — 2016. — Vol. 47 — N. 5. — P. 1518-
1534.

McLaughlin V.V., Shah S.J., Souza R., Humbert M. Management of pulmonary arterial
hypertension// J. Am. Coll. Cardiol. — 2015.—- Vol. 65.— P.18. - P.1976-1997;
Rosenkranz S., Gibbs J.S., Wachter R., De Marco T., Vonk-Noordegraaf A., Vachiéry J.L.
Left ventricular heart failure and pulmonary hypertension// Eur. Heart. J. — 2016. —
Vol. 37 — N. 12. — P. 942-954.

Vachiéry JL, Tedford RJ, Rosenkranz S, Palazzini M, Lang |, Guazzi M, Coghlan G,
Chazova I, De Marco T. Pulmonary hypertension due to left heart disease. Eur Respir J.
2019; 53(1). pii: 1801897.

Guazzi M, Vicenzi M, Arena R, et al. Pulmonary hypertension in heart failure with
preserved ejection fraction: a target of phosphodiesterase-5 inhibition in a 1-year study.
Circulation 2011; 124 (2): 164-174.

Bonderman D, Ghio S, Felix SB, et al. Riociguat for patients with pulmonary hypertension
caused by systolic left ventricular dysfunction: a phase Ilb double-blind, randomized,
placebo-controlled, dose-ranging hemodynamic study. Circulation 2013; 128(5): 502-511.
Vachiéry JL, Delcroix M, Al-Hiti H, et al. Macitentan in pulmonary hypertension due to
left ventricular dysfunction. Eur Respir J 2018; 51(2): 1701886.

140



271.

272.

273.

274.

275.

276.

21717.

278.

279.

280.

281.

Bermejo J, Yotti R, Garcia-Orta R, et al. Sildenafil for improving outcomes in patients
with corrected valvular heart disease and persistent pulmonary hypertension: a multicenter,
double-blind, randomized clinical trial. Eur Heart J 2018; 39(15): 1255-1264.

Skoro-Sajer N, Marta G, Gerges C, Hlavin G, Nierlich P, Taghavi S, Sadushi-Kolici R,
Klepetko W, Lang IM. Surgical specimens, haemodynamics and long-term outcomes after
pulmonary endarterectomy// Thorax. - 2014.-Vol.69.-N.2-P.116-122.

Jenkins D, Madani M, Fadel E, D'Armini AM, Mayer E. Pulmonary endarterectomy in the
management of chronic thromboembolic pulmonary hypertension. Eur Respir Rev. 2017;
26(143): pii: 160111.

Jenkins DP, Biederman A, D'Armini AM, Dartevelle PG, Gan HL, Klepetko W, Lindner J,
Mayer E, Madani MM. Operability assessment in CTEPH: Lessons from the CHEST-1
study. J Thorac Cardiovasc Surg. 2016; 152(3):669-674.

Madani M, Ogo T, Simonneau G. The changing landscape of chronic thromboembolic
pulmonary hypertension management. Eur Respir Rev. 2017; 26(146). pii: 170105.
Kataoka M, Inami T, Kawakami T, Fukuda K, Satoh T. Balloon Pulmonary Angioplasty
(Percutaneous Transluminal Pulmonary Angioplasty) for Chronic Thromboembolic
Pulmonary Hypertension: A Japanese Perspective. JACC Cardiovasc Interv. 2019;
12(14):1382-1388.

Ghofrani HA, D’Armini AM, Grimminger F, Hoeper MM, Jansa P, Kim NH, Mayer E,
Simonneau G, Wilkins MR, Fritsch A, Neuser D, Weimann G, Wang C. Riociguat for the
treatment of chronic thromboembolic pulmonary hypertension/ N Engl J Med.- 2013
Vol.369.-N4.-P.319-329.

Sugimura K, Fukumoto Y, Satoh K, Nochioka K, Miura Y, Aoki T, Tatebe S, Miyamichi-
Yamamoto S, Shimokawa H. Percutaneous transluminal pulmonary angioplasty markedly
improves pulmonary hemodynamics and long-termprognosis in patients with chronic
thromboembolic pulmonary hypertension// Circ J.- 2012.-Vol.76.-N2.-P.485-488.

Sliwa K, van Hagen IM, Budts W, et al. Pulmonary hypertension and pregnancy outcomes:
data from the Registry Of Pregnancy and Cardiac Disease (ROPAC) of the European
Society of Cardiology. Eur J Heart Fail. 2016; 18 (9): 1119-28.

Regitz-Zagrosek V, Roos-Hesselink JW, Bauersachs J, et al. 2018 ESC guidelines for the
management of cardiovascular diseases during pregnancy. Eur Heart J 2018; 39: 3165—
3241.

Makino Y, Matsuda Y, Mitani M, et al. Risk factors associated with preterm delivery in
women with cardiac disease. J Cardiol 2012; 59: 291-298.

141



282.

283.

284.

285.

286.

287.

288.

289.

290.

291.

292.

293.

JIMarHoCcTHKa W JICYEHUE CeplIeUHO-COCYAUCTHIX 3aboneBanuii npu OepemeHHoctu 2018.
Haunonaneueie pexomenganuu. Poccuiickuit kapauonornyeckuid xxypHan 2018, 3 (155):
91-134.

Pijuan-Domenech A, Galian L, Goya M, Casellas M, Merced C, Ferreira-Gonzalez I,
Marsal-Mora JR, Dos-Subira L, Subirana-Domenech MT, Pedrosa V, Baro-Marine F,
Manrique S, Casaldaliga-Ferrer J, Tornos P, Cabero L, Garcia-Dorado D. Cardiac
complications during pregnancy are better predicted with the modified who risk score. Int J
Cardiol 2015; 195:149-154.

Vigl M, Kaemmerer M, Niggemeyer E, Nagdyman N, Seifert-Klauss V, Trigas V, Bauer
U, Schneider KT, Berger F, Hess J, Kaemmerer H. Sexuality and reproductive health in
women with congenital heart disease. Am J Cardiol 2010; 105:538-541.

Bedard E, Dimopoulos K, Gatzoulis MA. Has there been any progress made on pregnancy
outcomes among women with pulmonary arterial hypertension? Eur Heart J 2009; 30:256—
265.

Roos-Hesselink JW, Budts W, Walker F, De Backer JFA, Swan L, Stones W, Kranke P,
Sliwa-Hahnle K, Johnson MR. Organisation of care for pregnancy in patients with
congenital heart disease. Heart 2017; 103:1854-1859.

Olsson KM, Channick R. Pregnancy in pulmonary arterial hypertension. Eur Respir Rev.
2016; 25: ¢.431-437.

Olsson KM, Jais X. Birth control and pregnancy management in pulmonary hypertension.
Semin Respir Crit Care Med 2013; 34: ¢.681-688.

Hsu CH, Gomberg-Maitland M, Glassner C, et al. The management of pregnancy and
pregnancy-related medical conditions in pulmonary arterial hypertension patients. Int J
Clin Pract Suppl 2011; 175: 6-14.

Chandrasekhar S, Cook CR, Collard CD. Cardiac surgery in the parturient. Anesth Analg.
2009; 108: 777-785.

Ireland LD, Gatter M, Chen AY. Medical compared with surgical abortion for effective
pregnancy termination in the first trimester. Obstet Gynecol 2015; 126:22-28.

Hemnes A.R., Kiely D.G., Cockrill B.A. et al. Statement on pregnancy in pulmonary
hypertension from the Pulmonary Vascular Research Institute. Pulm Circ 2015; 5: 435-
465.

Ray JG, Vermeulen MJ, Bharatha A, Montanera WJ, Park AL. Association between MRI
exposure during pregnancy and fetal and childhood outcomes. JAMA 2016; 316:952-961.

142



294,

295.

296.

297.

298.

299.

300.

301.

302.

308.

304.

305.

306.

Kelaranta A, Kaasalainen T, Seuri R, Toroi P, Kortesniemi M. Fetal radiation dose in
computed tomography. Radiat Prot Dosimetry 2015; 165:226-230.

Jais X, Olsson KM, Barbera JA, et al. Pregnansy outcomes in pulmonary arterial
hypertension in the modern management era. EurRespir J 2012; 40: 881-885.

Treinen KA, Louden C, Dennis MJ, et al. Developmental toxicity and toxicokinetics of
two endothelin receptor antagonists in rats and rabbits. Teratology 1999; 59: ¢.51-509.
Reducing the Risk of Venous Thromboembolism during Pregnancy and the Puerperium.
2015 RCOG Green-top Guideline No. 37a

Greer IA, Nelson-Piercy C. Low-molecular-weight heparins for thromboprophylaxis and
treatment of venous thromboembolism in pregnancy: A systematic review of safety and
efficacy. Blood 2005; 106:401-407.

Terek D, Kayikcioglu M, Kultursay H, et al. Pulmonary arterial hypertension and
pregnancy. J Res Med Sci 2013; 18: ¢.73-76.

Madden BP. Pulmonary hypertension and pregnancy. Int J Obstet Anesth 2009; 18: 156—
164.

Hoeper MM, Bogaard HJ, Condliffe R, Frantz R, Khanna D, Kurzyna M et al. Definitions
and Diagnosis of Pulmonary Hypertension. J Am Coll Cardiology 2013; 24;62(25 Suppl):
D42-50.

Duarte AG, Thomas S, Safdar Z, et al. Management of pulmonary arterial hypertension
during pregnancy: a retrospective, multicenter experience. Chest 2013; 143:1330-1336.
Bonnin M, Mercier FJ, Sitbon O, et al. Severe pulmonary hypertension during pregnancy:
mode of delivery and anesthetic management of 15 consecutive cases. Anesthesiology
2005; 102: ¢.1133-1137.

baytun A. E., SIky6oB A. B., Kokonuna 0. A., Unsun A. b., JIu O. A., Uptiora O. b.,
Masypok B. A., 3azepckas U. E., MouceeBa O. M. AHecte3nonorunyeckoe ooecrneyeHie u
HHTCHCHUBHAA TCpaliud B IICPHUOIICPATMOHHOM IICPHUOJLC a6,Z[OMI/IHaJ'IbHOFO pPOoaopaspCICHUsA
y OepeMeHHBIX C JIETOYHON apTepualbHON THIepTeH3uel. AHecTe3HOoJoTus U
peannmatosorus 2016; Ne6: 455-461.

Hill W., Holy R., Traiger G. EXPRESS: Intimacy, Contraception, and Pregnancy
Prevention in Patients with Pulmonary Arterial Hypertension: Are We Counseling Our
Patients? Pulm Circ. 2018 Jun 12.

Thorne S, Nelson-Piercy C, MacGregor AJ, et al. Pregnancy and contraception in heart
disease and pulmonary arterial hypertension. J Fam PlannReprod Health Care 2006;
32:75-81.

143



307.

308.

309.

310.

311.

312.

313.

314.

315.

316.

317.

318.

3109.

Lidegaard O, Lokkegaard E, Jensen A, Skovlund CW, Keiding N. Thrombotic stroke and
myocardial infarction with hormonal contraception. N Engl J Med 2012; 366:2257-2266.
Lidegaard O, Lokkegaard E, Svendsen AL, Agger C. Hormonal contraception and risk of
venous thromboembolism: National follow-up study. BMJ 2009; 339:b2890.

Mantha S, Karp R, Raghavan V, et al. Assessing the risk of venous thromboembolic events
in women taking progestin-only contraception: a meta-analysis. BMJ 2012; 345: e4944.
Vieira CS, Ferriani RA, Garcia AA, Pintao MC, Azevedo GD, Gomes MK, Silvade-Sa
MF. Use of the etonogestrel-releasing implant is associated with hypoactivation of the
coagulation cascade. Hum Reprod 2007; 22:2196-2201.

Roos-Hesselink JW, Cornette J, Sliwa K, Pieper PG, Veldtman GR, Johnson MR.
Contraception and cardiovascular disease. Eur Heart J 2015; 36:1728-1734.

Cheng L, Che Y, Gulmezoglu AM. Interventions for emergency contraception. Cochrane
Database Syst Rev 2012; 8:CD001324.

Vasilakis C, Jick SS, Jick H. The risk of venous thromboembolism in users of postcoital
contraceptive pills. Contraception 1999; 59:79-83.

Gemzell-Danielsson K, Rabe T, Cheng L. Emergency contraception. Gynecol Endocrinol
2013; 29:1-14.

Jesam C, Cochon L, Salvatierra AM, Williams A, Kapp N, Levy-Gompel D, Brache V. A
prospective, open-label, multicenter study to assess the pharmacodynamics and safety of
repeated use of 30 mg ulipristal acetate. Contraception 2016; 93:310-316.

Nickel N, Golpon H, Greer M et. Al The prognostic impact of follow-up assessments in
patients with idiopathic pulmonary arterial hypertension. Eur Respir J 2012; 39:589-596.
Barst RJ, Chung L, Zamanian RT et al. Functional class improvement and 3-year survival
outcomes in patients with pulmonary arterial hypertension in the REVEAL Registry. Chest
2013; 144:160-168.

Bustamante-Labarta M, Perrone S, De La Fuente RL, Stutzbach P, De La Hoz RP, Torino
A, Favaloro R. Right atrial size and tricuspid regurgitation severity predict mortality or
transplantation in primary pulmonary hypertension. J Am Soc Echocardiogr 2002;
15:1160-1164.

Forfia PR, Fisher MR, Mathai SC, Housten-Harris T, Hemnes AR, Borlaug BA, Chamera
E, Corretti MC, Champion HC, Abraham TP, Girgis RE, Hassoun PM. Tricuspid annular
displacement predicts survival in pulmonary hypertension. Am J Respir Crit Care Med
2006; 174:1034-1041.

144



320.

321.

322.

323.

324.

325.

326.

327.

328.

329.

Shimada YJ, Shiota M, Siegel RJ, Shiota T. Accuracy of right ventricular volumes and
function determined by three-dimensional echocardiography in comparison with magnetic
resonance imaging: a meta-analysis study. J Am Soc Echocardiogr 2010; 23: 943-953.
Smith BC, Dobson G, Dawson D, Charalampopoulos A, Grapsa J, Nihoyannopoulos P.
Three-dimensional speckle tracking of the right ventricle: toward optimal quantification of
right ventricular dysfunction in pulmonary hypertension. J Am Coll Cardiol 2014; 64:41—
51.

Grunig E, Peacock AJ. Imaging the heart in pulmonary hypertension: an update. Eur
Respir Rev. 2015;24(138):653-64. Wright LM, Dwyer N, Celermajer D, Kritharides L,
Marwick TH. Follow-Up of Pulmonary Hypertension With Echocardiography. JACC
Cardiovasc Imaging. 2016; 9(6):733-746.

Wright LM, Dwyer N, Celermajer D, Kritharides L, Marwick TH. Follow-Up of
Pulmonary Hypertension With Echocardiography. JACC Cardiovasc Imaging. 2016;
9(6):733-746.

Raymond R.J., Hinderliter A.L., Willis P.W., Ralph D., Caldwell E.J., Williams W.,
Ettinger N.A., Hill N.S., Summer W.R., de Boisblanc B., Schwartz T., Koch G., Clayton
L.M., Jobsis M.M., Crow JW., Long W. Echocardiographic predictors of adverse
outcomes in primary pulmonary hypertension. J Am Coll Cardiol 2002; 39(7):1214-1219.
Sachdev A., Villarraga H.R., Frantz R.P., McGoon M.D., Hsiao J.F., Maalouf J.F.,
Ammash N.M., McCully R.B., Miller F.A., Pellikka P.A., Oh J.K., Kane G.C. Right
ventricular strain for prediction of survival in patients with pulmonary arterial
hypertension. Chest. 2011; 139(6):1299-1309.

Peacock AJ, Vonk Noordegraaf A. Cardiac magnetic resonance imaging in pulmonary
arterial hypertension. Eur Respir Rev. 2013; 22(130):526-534.

Baggen VJ, Leiner T, Post MC, van Dijk AP, Roos-Hesselink JW, Boersma E, Habets J,
Sieswerda GT. Cardiac magnetic resonance findings predicting mortality in patients with
pulmonary arterial hypertension: a systematic review and meta-analysis. Eur Radiol. 2016;
26(11):3771-3780.

Kang K., Chang H., Kim Y., Choi B., Lee H., Yang W., et al. Cardiac magnetic resonance
imaging-derived pulmonary artery distensibility index correlates with pulmonary artery
stiffness and predicts functional capacity in patients with pulmonary arterial hypertension.
Circ J. 2011; 75: 2244-2251

van Wolferen SA, Marcus JT, Boonstra A, Marques KMJ, Bronzwaer JGF, Spreeuwenberg

MD, Postmus PE, Vonk-Noordegraaf A. Prognostic value of right ventricular mass,

145



330.

331.

332.

333.

334.

335.

336.

337.

338.

volume, and function in idiopathic pulmonary arterial hyperten-sion. Eur Heart J 2007;
28:1250-1257.

Swift AJ, Rajaram S, Campbell MJ, Hurdman J, Thomas S, Capener D, Elliot C, Condliffe
R, Wild JM, Kiely DG. Prognostic value of cardiovascular magnetic resonance imaging
measurements corrected for age and sex in idiopathic pulmonary arterial hypertension. Circ
Cardiovasc Imaging 2014; 7:100-106.

Farber HW, Miller DP, McGoon MD, Frost AE, Benton WW, Benza RL. Predicting
outcomes in pulmonary arterial hypertension based on the 6-minute walk distance. J Heart
Lung Transplant 2015; 34(3): 362—368.

Paciocco G, Martinez F, Bossone E, Pielsticker E, Gillespie B, Rubenfire M. Oxygen
desaturation on the six-minute walk test and mortality in untreated primary pulmonary
hypertension. Eur Respir J 2001; 17:647-652.

Wensel R, Opitz CF, Anker SD, Winkler J, Hoffken G, Kleber FX, Sharma R, Hummel M,
Hetzer R, Ewert R. Assessment of survival in patients with primary pulmonary
hypertension: importance of cardiopulmonary exercise testing. Circulation 2002; 106:319—
324.

Wensel R, Francis DP, Meyer FJ, Opitz CF, Bruch L, Halank M, Winkler J, Seyfarth HJ,
Glaser S, Blumberg F, Obst A, Dandel M, Hetzer R, Ewert R. Incremental prognostic
value of cardiopulmonary exercise testing and resting haemodynamics in pulmonary
arterial hypertension. Int J Cardiol 2013; 167:1193-1198.106.

Blumberg FC, Arzt M, Lange T, Schroll S, Pfeifer M, WenselR. Impact of right ventricular
reserve on exercise capacity and survival in patients with pulmonary hypertension. Eur J
Heart Fail 2013; 15:771-775.

Diller GP, Dimopoulos K, Okonko D, Li W, Babu-Narayan SV, Broberg CS, Johansson B,
Bouzas B, Mullen MJ, Poole-Wilson PA, Francis DP, Gatzoulis MA. Exercise intolerance
in adult congenital heart disease: comparative severity, correlates, and prognostic
implication. Circulation 2005; 112:828-835.

Arena R, Lavie CJ, Milani RV, Myers J, Guazzi M. Cardiopulmonary exercise testing in
patients with pulmonary arterial hypertension: an evidence-based review. J Heart Lung
Transplant 2010; 29:159-173.

Kovacs G, Herve P, Barbera JA, Chaouat A, Chemla D, Condliffe R, Garcia G, Grinig E,
Howard L, Humbert M, Lau E, Laveneziana P, Lewis GD, Naeije R, Peacock A,
Rosenkranz S, Saggar R, Ulrich S, Vizza D, Vonk Noordegraaf A, Olschewski H. An

146



339.

340.

341.

342.

343.

344,

345.

346.

347.

official European Respiratory Society statement: pulmonary haemodynamics during
exercise. Eur Respir J. 2017 Nov 22; 50(5).

Groepenhoff H., Vonk-Noordegraaf A., van de Veerdonk M.C., Boonstra A., Westerhof
N., Bogaard H.J. Prognostic relevance of changes in exercise test variables in pulmonary
arterial hypertension. PLoS One. 2013; 8(9):e72013.

Anwar A, Ruffenach G, Mahajan A, Eghbali M, Umar S. Novel biomarkers for pulmonary
arterial hypertension. Respir Res. 2016; 17(1):88.

Rosenthal JL, Jacob MS. Biomarkers in pulmonary arterial hypertension.Curr Heart Fail
Rep. 2014 Dec; 11(4):477-484.

Leuchte HH, EI Nounou M, Tuerpe JC, Hartmann B, Baumgartner RA, Vogeser M,
Muehling O, Behr J. N-terminal pro-brain natriuretic peptide and renal insufficiency as
predictors of mortality in pulmonary hypertension. Chest. 2007; 131(2):402—-4009.
Ponikowski P, Voors AA, Anker SD, et al. 2016 ESC Guidelines for the diagnosis and
treatment of acute and chronic heart failure: The Task Force for the diagnosis and
treatment of acute and chronic heart failure of the European Society of Cardiology (ESC).
Developed with the special contribution of the Heart Failure Association (HFA) of
the ESC.Eur J Heart Fail. 2016; 18(8):891-975.

Nathan SD, Behr J, Collard HR, Cottin V, Hoeper MM, Martinez FJ, Corte TJ, Keogh
AM, Leuchte H, Mogulkoc N, Ulrich S, Wuyts WA, Yao Z, Boateng F, Wells AU.
Riociguat for idiopathic interstitial pneumonia-associated pulmonary hypertension (RISE-
[1IP): a randomised, placebo-controlled phase 2b study. Lancet Respir Med. 2019;
7(9):780-790.

IOnkuna H. H., Hukomaesa E. B., Mapteiatok T. B., Bonkos A. B. Knunnueckuii cyoTumn
CHUCTEMHOM CKJIEpOJIEPMHUHU, aCCOLIMMPOBAHHBIN C JIETOYHON apTepuaIbHON TMIIEPTEH3UEH.
Kapmuonornueckuii Bectauk. Tom XII. Ned4. C. 66—75.

Knuuti J, Wijns W, Saraste A, Capodanno D, Barbato E, Funck-Brentano C, Prescott E,
Storey RF, Deaton C, Cuisset T, Agewall S, Dickstein K, Edvardsen T, Escaned J, Gersh
BJ, Svitil P, Gilard M, Hasdai D, Hatala R, Mahfoud F, Masip J, Muneretto C, Valgimigli
M, Achenbach S, Bax JJ; ESC Scientific Document Group. 2019 ESC Guidelines for
the diagnosis and management of chronic coronary syndromes. Eur Heart J. 2019 Aug 31.
pii: ehz425.

Kazpmmnber  A.B., PoikkoB A.B., CumakoBa M.A. u 1p. 3HayeHue ABYXMEpPHOU
3XOKap;u/10rpa<b1/n/1 B OLICHKE CTCIICHU TsKECTU IAIITMCHTOB C JIETOYHOM I‘I/IHCI)TCH?»I/ICﬁ

Kapaunonorus. 2016. T. 56. No 1. C. 25-30.

147


https://clinicaltrials.gov/ct2/bye/rQoPWwoRrXS9-i-wudNgpQDxudhWudNzlXNiZip9Ei7ym67VZRFjWRCB-g05A6h9Ei4L3BUgWwNG0it.
https://clinicaltrials.gov/ct2/bye/rQoPWwoRrXS9-i-wudNgpQDxudhWudNzlXNiZip9Ei7ym67VZRFjWRCB-g05A6h9Ei4L3BUgWwNG0it.
https://clinicaltrials.gov/ct2/bye/rQoPWwoRrXS9-i-wudNgpQDxudhWudNzlXNiZip9Ei7ym67VZRFjWRCB-g05A6h9Ei4L3BUgWwNG0it.
https://clinicaltrials.gov/ct2/bye/rQoPWwoRrXS9-i-wudNgpQDxudhWudNzlXNiZip9Ei7ym67VZRFjWRCB-g05A6h9Ei4L3BUgWwNG0it.
https://clinicaltrials.gov/ct2/bye/rQoPWwoRrXS9-i-wudNgpQDxudhWudNzlXNiZip9Ei7ym67VZRFjWRCB-g05A6h9Ei4L3BUgWwNG0it.

348. Daliento L., Somerville J., Presbitero P. et al. Eisenmenger syndrome. Factors relating to
deterioration and death. Eur Heart J. 1998; 19(12):1845-1855.

349. Provencher S, Chemla D, Herve P, Sitbon O, Humbert M, Simonneau G. Heart rate
responses during the 6-minute walk test in pulmonary arterial hypertension. Eur Respir J
2006; 27:114-120.

[Mpunoxenune Al. CoctaB paboueil rpynmsl o pazpaboTKe U NEPECMOTPY

KIIMHUYCCKHNX peKOMeHIIaHI/Iﬁ

1. AgneeB Cepreit Huxonaesuu (Mocksa). Poccuiickoe pecriupaTopHoe 0OIIECTBO

2. bapoOapamr Onsra Jleorngosaa (Kemeposo). Poccuiickoe kapuooruaeckoe o0IecTBo

3. bBayrun Amngapeit EprenneBmu (Cankrt-IletepOypr). dDeneparuisi aHeCTe3HMOJOTOB U
peanumaroioros Poccun

4. BonxoB Anekcauap ButanpeBud (MockBa). Acconpanusi peBMaToioroB Poccrn

5. BecenmoBa Tarpsina Hwukonaesna (MockBa). HarmoHanpHBIM KOHTpPECC JIy4EBBIX
JTMarHOCTOB

6. Tamssuu Anpb6ept CapBaposuu (Kazanp). Poccuiickoe kapaunosioruaeckoe 001mecTBo

7. TonuapoBa Harambs CepreeBna (Cankr-IlerepOypr). Poccuiickoe kapauonoruyeckoe
0011eCTBO

8. T'opbaueBckmii Cepreii BanepreBnu (MockBa). Accomuarus CepAedYHO-COCYIUCTBIX
xupypros Poccun

9. HanunoB Hwukomnait MuxaiinoBuu (MockBa). Accoluanus CepaedyHO-COCYIUCTBIX
xupypros Poccuu

10. Epemenko Anekcanap AmnatonseBud (MockBa). Denepaius aHECTE3UOJIOTOB U
peanumaronoros Poccuun

11. Mapreintok Tamuna BuranseBra (Mocksa). Poccuiickoe KapIn0oI0ru4eckoe 00IecTBO

12. MouceeBa Onbsra MuxaitnoBna (Cankt-IlerepOypr) Poccuiickoe kapanonormueckoe
o011ecTBO

13. CannoBa Mapuna A6aynatunoBHa (MockBa). Poccuiickoe kapauoiaoruaeckoe 00IecTBo

14. Cepruenko Bnamumup bopucosnu (MockBa). HanuoHanbHBIH KOHIpecC Jy4eBbIX
JTMAarHOCTOB

15. CumakoBa Mapus AnekcanapoBHa (Cankr-IlerepOypr). Poccuiickoe kapIuoaoruueckoe

0011eCcTBO
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16. CrykanmoBa Omnpra BnagummpoBHa (MockBa). HanuoHanmbHBIM KOHTPECC JTYYEBBIX
JIMarHOCTOB

17.Yazosa Hpuna EBrenseBna (Mocka). Poccuiickoe kapanoaoruaeckoe o0IecTBo

18. UepHnsiBckuii  Anekcannp Muxainosua (HoBocuOupck). Accomuarusi  CeplIedyHo-
COCYIUCTBIX XUpYyproB Poccuu

19. [lamaeB Cepreit Bacunseuu (Tromens). Poccuiickoe kapauoiaornyeckoe 00mecTBo

20. IlImaner; Aaton AnekceeBnd (MockBa). Acconuanusi ceplIedHO-COCYAUCTBIX XUPYProOB
Poccun

21. IlapeBa Haranbs AnaronbseBHa (MockBa). Poccuiickoe pecniipaTopHoe 00MECTBO

Unensl pabodvell Tpymmbsl MOATBEPAWIM OTCYTCTBHE (UHAHCOBOW TOIICPKKH /[
KoH(puKTa HMHTEpecoB. B ciydae cooOuieHuss 0 HalMMYUU KOH(MIMKTAa HWHTEPECOB, WieH(bI)
paboueli Tpymmbl ObUI(M) HCKIIOYEH(BI) U3 OOCYXKICHHS Pa3feioB, CBS3aHHBIX C 00JIACTHIO

KOH(IMKTa UHTEPECOB.

[Tpunoxenune A2. Metonosnorus pa3pabOTKH KIMHHYECKUX PEKOMEH Il

BcenenctBue toro, uto uieHsl Poccuiickoro kapamoiIorH4ecKoro oOIecTBa BXOIAT B
coctaB EBpormeiickoro oO0mecTBa KapIWOJOTOB M TakKKe SBISIOTCS €ro WICHAMH, BCE
pekomenmanuu EBpomneiickoro o6miectBa kapauojioroB (EOK) dopmupyroTcs ¢ ydactuem
POCCHICKHX 3KCIIEPTOB, KOTOPBIE ABJISIOTCS COABTOPaMHU €BPONEHCKUX peKoMeHaanuii. Takum
oOpazoM, cymectBytone pekoMennanuu EOK orpakaroT o0miee MHEHHE BEAYIINX
POCCUHCKHX U €BPOIEHCKUX KapauojoroB. B cBs3u ¢ stum ¢opmupoBanue HammoHaabHBIX
pPEKOMEHalui TpOoBOAMIOCh Ha oOcHoBe pekomeHaaunii EOK, ¢ yderom HauMoHanmbHOM
crenuguKu, 0COOCHHOCTEH 00Cne0BaHus, JeUeHUs, JOCTYITHOCTH MeAULIMHCKON moMotu. [To
9TOM TMPUYMHE B TEKCTE€ HACTOSIIMX KIMHUYECKUMX PEKOMEHJalMi, OJHOBPEMEHHO
KCTOJIb30BaHbI JIBE ILIKaJbl OLEHKH JOCTOBEPHOCTH JOKA3aTEIBCTB TE3MCOB PEKOMEHJIALIMIA:
ypoBHU JoctoBepHOCTH nokazarenbcTB EOK ¢ YVP u V. [lo6aBneHsl Kiaccel
pexomenpanuii  EOK, mo3Bonstonue OIEHUTh HEOOXOAMMOCTh BBITOJHEHUS Te3uca
pexomenpanuii (Tabmurw 20, 21, 22, 23, 24).

Ta6auua 20. Knaccsl mokazanuii cornacHo pekoMeHaanusM EBponeiickoro obiectBa

kapauonoroB (EOK)

Knacce Omnpenesenue IIpennaraemas
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peKoMeH auui (¢popmynupoBka
EOK
I Joxazano W 0O01eTIpU3HAHO, yto | PexomennoBano/
JIMarHoCTUYecKas MpoLeaAypa, | MOKa3aHo
BMEIIATEIHCTBO/ JIeyeHue SABJISAIOTCA
3¢ (EKTUBHBIMU U MTOJIC3HBIMU
I [IpoTtuBopeurBbIE TaHHBIE W/WIUM MHEHUS 00
3(hHEeKTHBHOCTH/TIONB3E JINarHO CTUYECKOM
MIPOLIEAYPHI, BMEIIATEIbCTBA, JICUCHUSI Ilenecoobpazno
. MIPUMCHSITh
BoNbIMHCTBO  JaHHBIX/MHEHUH B  TOJIB3Y
la .
a¢hpexTHBHOCTH/ TOJB3BI  JUATHOCTHYECKON
MIPOLIEAYpPHI, BMEIIATEIbCTBA, JICUCHUS
D¢ heKTUBHOCTH/TIONIB3a  JUATHOCTUYECKOM
b MoxHO
MIPOLIEAYPHI, BMeEIIATEIbCTRA, JICYCHUSI
MPUMEHSITD
YCTaHOBJICHBI MeHee YOeaUTeaIbHO
11 Jlanaple  wam  eamHOE — MHeHume, 4Tto | He
JIMarHoCTUYecKas npouenypa, | Pekomennyercs
BMENIATeIbCTBO, JeyeHue | MPUMEHSTh
Oecrnionie3Hbl/HEAPGEKTUBHBI, a B  psle
CJIy4aeB MOTYT MPUHOCUTH BPE.

Taﬁ.lmua 21. ypOBHI/I AOCTOBCPHOCTH MOOKA3aTCJIBCTB COINIACHO PCEKOMCHIAAIUAM

EBponeiickoro obmectBa kapanonoros (EOK)

YpoBHHU 10cTOBepHOCTH A0Ka3aTebeTB EOK

A I[aHHLIe MHOTOYHCJICHHBIX PAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX HCCIIeOBaHUM

NI MCTaaHAaJINu30B

B I[aHHLIe MOJIYUCHBI 110 pE3yjibTaTaM OJHOTI'0 PaHAOMHU3UPOBAHHOT'O
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KIIMHUYCCKOTO UCCIICA0OBAHUA UJIM KPYITHBIX HCPAHAOMU3UPOBAHHBIX

HUCCIIEIOBaHUI

CoracoBaHHOE MHEHHE SKCIIEPTOB W/WIIH PE3YIbTaThl HEOOIBIINX

UCCIIEJOBAaHUN, PETPOCIEKTUBHBIX HCCIIEI0BAaHUMN, PETUCTPOB

Taboauna 22. [lkana oneHkW ypoBHEH JOCTOBEpHOCTH JnokazarenbctB (YJ) musa

METOJ0B JUArHOCTHUKU (I[I/IaFHOCTI/ILIGCKI/IX BMGHIaTeJ'II)CTB)

YA

Pacumdposka

1

Cucrtemarnueckue 0030pbl UCCIENOBAHUN C KOHTPOJIEM peepEeHCHBIM
METO/I0M WJIM CUCTEMATUYECKUI 0030p paHI0MU3UPOBAHHBIX
KIIMHUYECKHUX UCCIIEOBaHUM ¢ IPUMEHEHNEM MeTaaHalu3a

OTenbHBIC UCCIIEIOBAHUS C KOHTPOJIEM pe)epeHCHBIM METOI0OM W
OTACJIBHBIC paH)IOMI/ISI/IpOBaHHI)Ie KIIMHUYECKUEC NUCCJICAOBAHUA U
CHUCTEMaTHYECKHe 0030PhI MCCIEA0OBAHUI JIFOO0TO qU3aiiHa, 3a
HNCKIIFOUCHUECM paHJIOMI/IBI/IpOBaHHBIX KIMHUYCCKHNX I/ICCJ'IG)IOBaHI/II\/II, C
HpI/IMeHeHI/IeM METaaHaIn3a

HccnenoBanus 63 MocCie10BaTeIbHOTO KOHTPOJIS peepeHCHBIM
METOJIOM WJIM MCCIICIOBAHUS C pePePEHCHBIM METOIOM, HE
SIBIISTIOIIIMMCSI HE3aBUCHUMBIM OT UCCIIEYEMOTO METO/1a HITH
HEpaHJAOMU3UPOBAHHBIC CPABHUTEIIBHBIC UCCIICOBAHUS, B TOM YHCIIC
KOTOPTHBIC MCCIICIOBAHHUS

HeCpaBHI/ITCJ'IBHBIC HCCIICA0BaHMs, OIIMCAHNUEC KIIMHUYCCKOT'O CiIydasd

Hmeetcsa muinbs 000CHOBaHHE MEXaHU3Ma ﬂeﬁCTBHH WJIN MHCHHC
OKCIIEPTOB

Taboauna 23. Illkanma oreHKW YpoBHEH IOCTOBEpHOCTH nokasarenbcTB (YJ) mms

METO/IOB MPO(HMIAKTUKH, JeueHuss U peadmwiuranuu (mpoUIaKTUYECKHX,

pea6I/IJ'II/ITaI_II/IOHHBIX BMGH_IaTeJ'IBCTB)

J1e4eOHBIX,

YA Pacumdposka

1 Cucrematuueckuii 003op PKU ¢ npumeHnenuem meraananmnsa

2 Otnenvubie PKU 1 cuctemaTndeckue 0630pbl MCCIEIOBAaHU TF000TO TU3aiiHa, 3a
uckimouennem PKH, ¢ npuMeHennem metaaHainsa

3 HepannomuszupoBaHHbIE CPaBHUTENBHBIE UCCIEA0BAHNUS, B T. Y. KOTOPTHBIE
HCCIIEIOBAHUS

4 HecpaBHurenbHble UCCHEA0BAaHMNS, ONMCAHNUE KIMHUYECKOTO CIyYasl WA CEPUU
CIIy4aeB, UCCIECIOBAHUS «CIIy4arl-KOHTPOJIbY

5 Nmeetcs nuis 000CHOBaHME MEXaHU3Ma JCHCTBYS BMEIIATENbCTBA (JIOKIMHUYECKHE
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I/ICCHC,[[OBaHI/ISI) HJIM MHCHHUC DKCIICPTOB

Ta6muna 24. Ilkana omeHKW ypoBHEW yOemuTenbHOoCTH pekoMeHmammii (YVYP) mis
METOJIOB TMPO(HIAKTUKH, ITUATHOCTHKH, JCUeHHS W peabunuramuu (MpoQUIaKTHICCKUX,

JTUArHOCTUYECKHX, JICUEOHBIX, PEaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacuugposka

A CunpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpUTEpUU APGPEKTUBHOCTH
(Mcxonpl) SIBISIIOTCSI Ba)KHBIMH, BCE HCCIIEIOBaHUS MMEIOT BBICOKOE WIIU
YIOBIETBOPUTENBHOE  METOJOJOIMYEeCKOe  KauecTBO, WX  BBIBOABI IO

MHTEPECYIOIIUM UCX0JIaM SIBJISIIOTCS COTJIaCOBAaHHBIMU )

B VYcnoBHas pexkoMeHJaIus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ (GEeKTUBHOCTH
(Mcxonpl) SBJSIIOTCS BaXKHBIMU, HE BCE HCCIIEIOBAHMS HMMEIOT BBICOKOE HWIIU
YIOBJIETBOPUTENHHOE METOJOJOTHYECKOE KAyeCTBO W/MJIM UX BBIBOJABI IO

MHTEPECYIOIIUM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

C Cnabas pekoMeHanus (OTCYTCTBUE JOKa3aTEeIbCTB HAJICKAIIETO KadyecTBa (BCE
paccMarpuBaeMbie KpUTepUuH 3(PPEKTUBHOCTH (MCXOMBI) SBISIIOTCS HEBAKHBIMH,
BCE HMCCIICIOBAHUS UMEIOT HU3KOE METOAOJIOTHYECKOE KAaueCTBO M UX BBIBOJBI 110

HUHTCPCCYIOIIMUM HUCXOaaM HE SABJIAIOTCA COFJ'IaCOBaHHBIMI/I)

LeneBasi aynuropus JaHHbIX KJIMHHUYECKUX PeKOMEH 1Al Hii:
Bpau-kapauosior

Bpau-nynsMoHosor

Bpau-peBmaTosior

Bpau anecte3nonor-peaHumMaTosnor

Bpau -cepreuHo-cocyaucTsIil Xupypr

Bpau ny4eBoi JMarHoCTUKU

N o g~ e b

Bpau oOmeit npakTuku

ITopsinok 00HOBJICHNS KIMHHYECKHUX PEKOMEH A

MexaHu3M  OOHOBJIEHHS  KIMHUYECKUX  PEKOMEHJALUMH  MpeaycMaTpuBaeT  UX
CUCTEMATUYECKYIO aKTyaJIM3alUI0 — HE PE’KE YEM OJMH Pa3 B TPHU I'0J1a,a TAKXKE IPU MOSABICHUU

HOBBIX JAHHBIX C IO3UIMU J0KA3aTEIbHONH MEOUMIIMHBI 110 BOIIpOCaM IUArHOCTUKH, JICUCHUS,
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NpoQHUIAKTUKH W peaOdUIUTAllMM KOHKPETHBIX 3a00JieBaHWM, HAIWYUM OOOCHOBAHHBIX

JOTIOJTHEHHI/3aMeYaHni K paHee yrBepkaA¢HHbIM KP, Ho He wamie 1 pa3a B 6 mecses.

ITpunoxenune A3. CripaBoYHbBIE MaTe€pUabl, BKJIOYAsi COOTBETCTBUE IMOKA3aHUMN K
MPUMEHEHUIO U TPOTHUBOIIOKA3aHUM, CIOCOOOB MPUMEHEHHUS U 103 JIE€KaPCTBEHHBIX

penapaToB, MHCTPYKIHUH 110 IPUMEHEHUIO JIEKAPCTBEHHOTO Mpenapara

Tab6auma 10. CraproBble W MaKCHUMalbHbIE 1IE€JIEBbIE JO3UPOBKH  OJIOKATOpPOB
«MEJUICHHBIX» KaJBIIMECBBIX KaHAJIOB, MPUMEHSIEMBIX Yy MAIMEHTOB C mauomarudeckour JIAT,
Hacneacrsennont JIAL, JIAT, acomuupoBanHoir c¢ mpuemom sekapcts, -1l ®K (BO3),
Galié N.

MMEIOLUX IOJOKUTENbHBI Ba30pEaKTUBHBIM TecT (aJanTUpPOBAHO U3 et al

2015 ESC/ERS Guidelines) [6]

Ipenapar CraproBas 103a MakcumajibHasi CyTOYHAasA
J03MPOBKA
Hudemumua™** 30 Mr X 2 pa3za B IcHb 120-240 mr
Amtomunma** 2,5 mr x 1 pa3 B ieHb 20 Mr
Juntuazem™* 60 Mr x 3 pasa B JIcHb 240-720 mr

Ta6auna 11. CpaBauTenbHas dapMakoguHaMUKa U dapMakoKuHETHKa DPA u HexenaTelbHbIC

SIBIICHHSI, CBA3aHHBIE C UX TpreMoM (amantupoBano u3 Aversa M, et al., 2015)

bozentan™* | AmOpu3zeHTaH*™* ManureHTan™**
AGcopOrus 50% 80% buogocrynHocTh
(61OIOCTYITHOCTD) HEH3BECTHA
[11K KOHIIEHTpAIUH, 9 35 2 8
Pacnpenenenue 98 99 > 99
(cBsi3pIBaHUE C Oenkamu), %o
MeTtabou3Mm CYP 3A4, CYP | 'mrokopoHu3anus. CYP 3A4, CYP 2C19

2C19 Okucnenue uepes
CYP3A4, CYP
2C19

AKTUBHBIE META00IUTHI Ectp Her Ectp
D IUMHUHALIASA ITeyenounas IToueynas IMoyeynas, neyeHoYHAs
[lepuos nonyBbIBEACHMUS, U 5-8 13,6-16,5 16
TloBrimenne AJIT non ACT 10 23 3.4
> 3 BEpXHUX I'PaHUI]
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HOPMBI, %0

[lepudepuyeckue oreku, % 16,7

28,4

18,2

CHUYXKEHUE YPOBHSI

15
remoriioonna, %

10

13,2

Ta6mmuna 13. PekoMmenmamuu 10 3(PQGEKTUBHOCTH IMOCIICIOBATEILHON KOMOMHHPOBAHHOMN

JIEKapCTBEHHOW Tepanuu JUisl JIErOYHOM apTepuanbHON runepreH3uu (rpymma 1) B cooTBETCTBUN

¢ (yHKIMOHAIbHBIM KjaccoM BceMupHOW opraHu3ainuu 3ApaBOOXpaHEHUs (aJanTHPOBAHO U3

Galié N., et al. 2015 ESC/ERS Guidelines) [6]

Pexomenganuu
Tepanus
@K II BO3 OK 111 BO3 dK IV BO3
YVP YVVP
EOK EOK EOK | YPP V1]
VI VI
Marmureratag™* B JIOTIOJIHEHNE K
IB A2 IB A2 ITaC B2
cunaeHadury
Puonuryar** B nononaHeHue k 6o3eHTany™* IB A2 IB A2 ITaC B2
Cenekcuriar B gomnojHenue k DOPA w/wim
IB A2 IB A2 I1aC B2
cuiieHadguia
Nnonpoct MHraNsSIMOHHBIA B IOTIOJIHEHUE K
1IbB B3 | 1IbB B3 IIbC C3
003eHTany™**
AMOpu3eHTan™* B JIOIIOJIHEHUE K
IIbC C3 | IIbC C3 IIbC C3
cuiieHamy
bozentan®* B nononHenue k cunaeHapury IIbC C3 | IIbC C3 IIbC C3
Cunnenadun B nonosHenue k 6o3entany** [ IIbC | C3 | IIbC C3 IIbC C3
Jlpyrue nBoiiHbIe KOMOUHAIMK IIbC | C3 | IIbC C3 IIbC C3
Jlpyrue TpoiiHble KOMOMHALIUU IIbC | C3 | IIbC C3 IIbC C3
Puoruryar** B JOIIOJIHEHHE K
111B A2 | 11IB A2 I11B A2
cuiieHapuy
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Taoauna 16. AHanu3 KIMHUYECKHX HCCIIEAOBAHUM, MOCBALICHHBIX OIEHKE (PPEKTUBHOCTH U

0€30MaCHOCTH NMPUMEHEHUS CTIeHU(PHUECKON TEpauy JIETOYHOW apTepHaJbHON T'MIEPTEH3UH Y

MAlUEHTOB C JIETOYHOM TUTIePTEH3UEH, aCCOIMUPOBAHHOM C MATOJIOTHEH JIEBBIX KaMep cep/lia

HccaenoBanue | Ilpemapar | KoauuectsBo AddexT
NalHEeHTOB
REACH-1 bozenTan™** n=174 [IpekparnieHo 10CpPOYHO.
CHu®B JIXX VYBennuuBaeT 3aAepKKY KUIAKOCTH
ENABLE bozentan™* n=1613 1 4acTOTy TOCIUTAIN3AINNA, TOBBIIIAET
CHu®B JIX TPaHCAMHWHA3BI, PEKPAIIEHO TOCPOYHO
RELAX Cunnenapun n=216 VYayumaet ¢puszndeckyro paboToCrocoOHOCTh
®B > 50% (TIIX, nuk VO2) 1 KauecTBO KU3HU
J3JIA >
20 MM pT. CT.
Cunnenabun n=144 VAJTA, 1 dyaknuro TDK u JIK,
Guazzi M. 2011 OB > 50% MOJIOKUTEBHO BIIMSET Ha BOJHBIN 0OMeH
J3JIA >
20 MM pT. CT.
Pruonuryar™* n=201 Xortsa | cpennee JIJIA nenoctoepHo (p =0,1),
HEPAT CHu®B JIX CepJICYHBIN UHICKC U yIapHBIF 00beM T

[Tpumeuanue: CHHOB JIXK — cepaeunas HeI0CTaTOYHOCTh ¢ HU3KOM (hpakineit BHIOpoca JIEBOTO

xenynouka, @B — ¢dpakuus BeiOpoca; JICC — nmerouno-cocyaucroe comnpotuBienue; JI3JIA —

JIaBJICHUE 3aKIIMHUBAHUS JIETOYHBIX KanmmuisipoB; THIX — Tect ¢ 6-munyTHO# X01a600i; JIJIA —

JaBJIeHHUE B JIETOYHOM apTepuu; nmuk VO — nukoBoe noTpediienue kucinoponaa; DK — mpassiit

xenynouek; JOK — neBblil sxenyioyex.

IHpuioxenue b. Anropurmbl AeiicTBHHA Bpa4ya

IIpunoxenne b1. Anropurm neiicTBHil Bpaya npu 00CIe0BAHUN MALUEHTA C JErOYHOM

runeprensuen

Taﬁ.lmua 4. PaCHpeZ[CJ'ICHI/IC JICKAPCTBCHHLIX IIPEIIapaTOB U TOKCHUHOB B 3aBUCUMOCTHU OT

CTENECHU PUCKA Pa3BHUTHS JIETOYHOH apTepuaibHOi runeprensuu [6, 11]
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OnpeneneHHbIi BeposiTHbIi
e AMUHOpPEKC Koxann
o ®dendpmropamMun D eHWINPONIaHOJIAMUH

HexchendropamMun

e ToKcuyeckoe parncoBoe
Maclio

e benduroopekc

e JlazaTuHuo

e MeramdeTaMUHBI

Wutepdepon anbda-2b

Bozyrunun6

JNEUCTBUSA
e Uuaupybun

3Bepo00s POBIPSBICHHOTO TPaBa
AmdpeTraMuHOIOT00HBIE TIPETIapaThl

ANKunupymoue npenapaTsl

[IpoTuBOBHpYCHBIE ITpENIAPATHI IIPAMOTO

u Unrepdepon 6era-la

Tadauua 5. OnpeneneHue BEPOSITHOCTH JIETOYHOW THIIEPTEH3UHU

sxokapauorpaduu [6, 43]

Ha OCHOBAaHMHM JOaHHBIX

CkopocTh TPUKYCIUAAIbLHOM Hanuuue 10n0JTHUTEILHBIX BepositHocts JII' o
perypruramuu, m/c IxoKI'-npusnakos AaHHbIM JX0KT
< 2,8 Uiy He u3MepaeTcs HET HU3Kas
< 2,8 Uiy He u3MepaeTcs na cpenHsst
2,9-3,4 HET CpemHsIst
2,9-3,4 na BBICOKas
>3,4 He TpeOyeTcs BBICOKAS

Tabamua 6. JlomonHuTenbHbIe SXOKapauorpaduyeckue MNpU3HAKH, MOBBIIIAIOIINE YPOBEHb

BCPOATHOCTHU JIETOYHOM TUIICPTCH3UH B JOIIOJIHCHUC K U3MCPCHUIO CKOPOCTHU TpHKYCHHHaﬂbHOﬁ

perypruraiuu [6, 43]

Keaynoukn

Jlerounas aprepus

Huskusist moJiast BeHA U paBoe
npeacepaue

CooTHollIeHHE TMaMeTPOB
MIPaBOT0/JIEBOTO YKy TOUKOB
Ha ypoBHE 0a3aabHBIX
cerMeHToB > 1,0

Bpems yckopeHus KpOBOTOKa B

BBIHOCSAIIEM TPAKTE MIPABOTO
xenynodka < 105 m/c u/unm
CPEAHECUCTOIMYECKOE
MPUKPHITHE

Huamerp HIIB > 21 mm B
COYETAaHUU C YMEHbIIICHUEM
criaienus Ha Baoxe (< 50% c
PE3KUM BJIOXOM HOCOM HITH
< 20% Ha (oHE CIOKOHHOTO
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JIBIXaHUS )

Yiomenune
[Tnomane npaBoro npeacepaus

MEXOKETYIOYKOBOM )
> 18 cm

CkopocTb paHHeH
MeperopoaKu (MHACKC JINACTOJINYECKO N
SKCIIEHTPUYHOCTH JIEBOTO |IYJIBMOHAJIBHON PErypruTanuu

(u3MepeHre B KOHIIE CUCTOJIBI)
>2,2m/c

xkenynouka > 1,1 B cucromny
W/ TUACTOITY)

Jnamertp JIerouHOM apTepun
> 25 MM

[ Ipumeuanue: 11K — npasslit xxenynouek; JIA — nmerounas aprepusi; HIIB — HukHsIS nostast BeHa;
[IIT — mpaBoe npexncepaue. IO — nanekce sxcuentpuanocty; AT BTIDK — cuctonmueckoe Bpems]

YCKOPEHUS MOTOKA B BHIXOJHOM TPAKTE MPABOTO KEITYyA0UKA.

Tadauuma 7. AIroput™M AMarHOCTHUKHA B 3aBUCUMOCTH OT BEPOSITHOCTH JIETOYHOM THUIIEPTEH3UU
[0 JTaHHBIM 3XOKapAuorpaguu y MalMeHTOB ¢ KIMHUYECKUMU CHUMIITOMAMU NMPH HAJUYUU WIH
OTCYTCTBUM (DAaKTOPOB PpHCKA JICTOYHOW apTepUaTbHONM THUIEPTCH3UH U XPOHUYECKOMN

TPOMOOIMOOINIECKOM JICTOUHON THIIEpTEH3uH [6, 43, 65-67]

BepositHocty IIpu oTcyrcTBUM YYP | EOK pu nHanuuumn YypP EOK
JII" mo ¢akropos pucka | Y ¢akropos pucka | Y/
MaHHBIM JAI/XTDJIT JAT/
IxoKI' XTIJIT
Huskas Paccmotpeth B3 lla-C |PexomengoBath B3 la-C
aJbTEPHATUBHBIN Ox0KI'-koHTpOIB
JTMarHo3
Cpennss Paccmotpets B3 Ila-C [PexoMeHgoBaTh B2 Ila-B
aNbTepHATUBHBIN noo0cie10BaHue,
nuaraos u OxoKI - Bktouast YUBKC
KOHTPOJb
Bo3mosxHO Cs5 I1b-C B2 Ila-B
paccMOTpPETh
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noo0cie0Banme

Bricokas JlooGcnenoBanue, A2 I-C  |PexomennoBaTh
Bxirouast YBKC noo0ceI0BaHue, A2 I-C
Brirouas YBKC

Tab6auua 8. OcHoBHBIC (OPMYIIBI IS pacueTa TeMOJMHAMHYECKUX ITOKa3aTenei

[Tokazarens dopmyna

Cpennee JIJIA, MM pT. CT. (CIJTA + 2*1JTJTA)/3

Cepneunsiii nanexc (CU), 1/Mun/M? MOK/mnomaas moBepXHOCTH Tena
JICC, en. Byna (cpen. IJTA-13JIA)/MOK

TIIl', MM pT. CT. cpen. JJJIA-J13JTA

AT, MM pT. CT. JIJTA-I3JTA

[Ipumeuanue: JIJIA — naBnenue B nerounoit aprepuu; CIJIA — cucronmdeckoe aBlIeHUE B
nerounoit aprepum; JJIJIA — mmacronmmveckoe maBieHwe B JeroyHou aprepuu; MOK —
MUHYTHBII 00beM KpoBooOpaienus; JICC — nerouHoe cocyaucroe conpotusiienue; 3JIA —
JaBJICHUE 3aKIMHUBAHUS.

Pucynok 1. J/lmarHocTHKa JIETOYHON TUIIEPTEH3WH M €€ NMPUYUH: TIEPBUYHOE OOCIIECIOBAaHHE
MAlMEeHTOB C HCKIIOYEHHEM YacThIX NPUYMH U HX MapuipyTh3alus B 3aBHUCHUMOCTH OT
BEPOSITHOCTH  HaJNWYMsl  JIETOYHOW  apTepUaIbHOM  TUIMEPTEH3UM WM  XPOHHYECKOH

TPOMOOIMOOINIECKOM JIerouHo# runepreHsuu (amantupoBado u3 Frost A, et al. Eur Respir J.

2019; 53(1). pii: 1801904) [43].
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AHaMHe3, CHMNTOMbI, 1ab. TecTsl,
yKazslBatouue Ha Nl

!

Huznana MoKCK Ap. NPHYHH
OueHKa BEPOATHOCTH [ IXOKI | ‘ Bepcmmncrb] | wnu nabniogeHme ]

BLIABNEHUE NALMEHTOR Brictpoe
BLICOKOTD PUCKA HanpasneHWe NpomexyTouxan ]
BbIABNEHHBIX M/ BLICOKAA
NauMeHToR 1

~
B/ wamn nepdysmonHas

MarHOCTHHA YacTeIX
A cuuuTUrpadma +KT+0B[ 8

npuuuH 0
P | HAYECTBE CKPHUHKHIG XTanr y
-
@ 1 B/MN ckaH HOpMma MaTonorkAa NeesIX KaMep cepaua
E h WK NETKMX NOATBEPKACHA.
5 MCKAYMTE NAaTOAOTHIO NEBbIX BefieHHe B COOTBETCTBMM ¢
,3; KAMED CEPALA HAM NETkUX aNrOPUTMOM ANA 3THX
. -
2 T 3aBoneBaHuii
g A
. ™\
; HeT KNMHWYECHM SHAYMMON
= NaTo0TMHK IEBLIX Kamep

CepalLa MK Nerkux )

[AMarHocTmka pegrux
npuumH Nr

[ JKCNEPTHBIA LEHTP ]

[Ipumeuanune: Bentunsimonno-nepdysnonnas (B/II) crunaTurpadus nerkux B KadecTBe
CKPUHHHTOBOTO METOJa MOXET OBbITh 3aMEHEHa Ha MepPy3MOHHYIO CUMHTUTPA(UIO JIETKUX B
COYETaHHMH C peHTreHorpaduert rpynHoi kietku i KT opraHoB rpyiHON KJIETKH B COUCTAHUN
C KOMIUIEKCHON OIeHKOM (YHKIMM BHEIIHEro aAbixaHus. [Ipu OTCyTCTBHUM BO3MOXKHOCTH

BBITIOJTHEHUST TIePPY3MOHHOW CHMHTUTpadUU JIETKMX MOXKET ObITh BbImosHeHa MCKT-

aHTHOMYyIbMOHOTpadusL.

Tabauna 14. Kputepuu 1MarHOCTUKH JIETOYHOW apTePHATIbHOM THIIEPTEH3UH

BEHOOKKIIIO3MOHHO# 6oe3nu (amantuposano u3 Montani D. et al., 2016)

Jlerounas Benookkiro3nonHast 00J1€3Hb
apTepuajbHasi JEerKux
TUIIePTEeH3us
I'enetuxka
Kanmunmatusie rensl | BMPR2, ALK1, ENG, EIF2AKA4
SMADS9, CAV1, KCNK 3
Twum HacitenoBaHM AyTOCOMHO- AyTOCOMHO-PELECCUBHBIN
JTOMUHAHTHBIN
ONUIEMUOIOTUS
Pacnipoctpanensnocts | 15 cnyyaeB Ha 1 MuH 1-2 cnyyast Ha 1 MJIH HaceneHUs
HaceJeHMus
IToxn Kenmunel npeobnamaotr | Her npeobnananus
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Kypenue Bosmoxnas acconmamus | Yamie uem npu JIAT
[Ipodeccuonanbupie | OTCYTCTBYIOT Opranudeckue pacTBOPUTENHU
BpPEAHOCTH

@DakTOopsl pUCKa

JlekapctBa u

[Ipenaparsl 1ms neyeHust

AJKATUPYIONINE [TUTOCTATUKU

TOKCHHBI 0>KMPEHHUSI LIEHTPAJIbHOTO

JICHCTBUS, 1a3aTUHHO,

nHTephEpOH
AcconuupoBaHHbIE C3CT, BIIC, BUUY- C3CT, B ocaoHOM CC/]
COCTOSIHUSA WHQEKIMS, TOpTaTbHAS

TUIIEPTEH3US

CuUMITOMBI

KpoBoxapkaHse Bo3MoxHO Bo3MoxHO
XpHIib OTCYyTCTBYIOT Penko, mpu pasBUTHM OTEKA JIETKUX
[IneBpanbHbIi BBIOT | Bo3moxkeH Bo3moxen

UpesBeHO3Hast KaTeTepu3alus cepia

Cpenuee JIUIA, 1 cpennero IJIA, 1 cpennero JJIA, nHopmansHoe J[3JIA,
J3JIA, JICC HopMmanbHOE [[3JIA, 1 JICC

1 JICC
OcTpprit [Honoxwureneupiii y 10% | ~10% (HE cayXUT OCHOBaHHEM JUIst
BA30PEAKTUBHBIN MALIUEHTOB C HazHayeHust bBKK)
TECT naouomnartnuyeckout JIAT

ODOYHKIMS BHEITHETO JAbIXaHUS

O®BI1, ®XEJI, OEJ | Hopma nnu HopMma nii He3HaUUTENIbHO CHUYKEHBI
HE3HAYUTEJIbHO CHUYKEHBI

DLCO Hopma unm Pe3ko cHmxeHa
HE3HAYUTEJIbHO CHIKEHA

PaO:> B nmokoe Hopwma wim YacTo pe3ko CHUKEHa

HE3HAYUTCIbHO CHHUXXCHA

Hecarypanus npu
OH

Yacro npucyTcTByeT

Yacro PE3KO CHMIXKCHA

Busyanusupyroiue MeTo bl

MCKT opranos
TPYAHOM KJIETKHU C

OObIYHO apeHXUMa
JIETKUX HE U3MEHEHa

LleHTpoa00yNsipHOE «MAaTOBOE CTEKIION,
YTOJIIIIEHUE MEXKI0JIBKOBBIX

BHYTPHUBCHHBIM NIEPEropoIOK, YBEIMUCHUE
OO0JIFOCHBIM TUM(ATHICCKUX Y3IIOB CPEIOCTCHHS
KOHTPACTHPOBAHUEM

Cuunrturpadus OO6bIYHO HOpMA OO6b1YyHO HOpMA

JIETKHUX

nepy3uoHHas B
COYETAHUU CO

cruHTUTpaduen
JIETKUX
BEHTUJISILITUOHHOM
bponxockonus
BAJI Hopma [Ipu3Haku CKpHITOrO JIETOYHOIO
KpOBOTEYECHUS
Jleuenne
Taprernas JIAI'- PannoMusupoBaHHbie Puck pa3BuTHs OTEKa JIETKUX.
Tepanus KJIIMHUYECKUE IIpoTuBOpEUNBBIE JAHHBIE
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UCCIICIOBAHUS HEMHOTOYHCJICHHBIX HAOJIOICHUI
MOITBEPXKIAIOT

3¢ (HEeKTUBHOCTD B
OTHOIICHUH
reMOAMHAMUYECKUX
nokasareneu, GU3HIecKOu
paboTOCIIOCOOHOCTH,
BBDKHBACMOCTH

[Ipumeuanue: JIAI' — nerounas aprepuansHas runeprensusi; C3CT — cucremubie 3a00eBaHUS
coenuHuTenbHOM Tkanu; BIIC — BpoxxaeHHsle nopoku cepaua; BUY — Bupyc ummyHnonedunnra
yenoBeka; JI3JIA — paBnenuwe 3akiauMHUBaHUS Jiero4HbIX KammuisipoB;, JICC — merouno-
cocyaucroe compotusieHue; OPBI — o0wveM ¢dopcupoBanHoro Bbigoxa; OXKEJL —
dopcupoBaHHas JXKW3HEeHHas eMKkocTh Jjerkmx; OEJI — obOmas emkocts nerkmx; DLCO —
Tu(py3uoHHAsE CIIOCOOHOCTh JIETKUX MO OKCHy yriepoaa; paOz — mapuuagbHOE JaBJICHHE
kucinopona; ®H — ¢usnueckas Harpyska; MCKT — MynpTucnupaibHas KOMIIbIOTEpHas
tomorpadus; V/Q — BeHTHsIMOHHO-TIepdy3nonHast; BAJI — OpoHX0abBEOSIPHBII JTaBaX.

Tabauna 15. JluddepennmanpHas JUarHOCTHKA MEXKTY JISTOYHON THUTIEPTEH3UEH,
aCCOLIMMPOBAHHOM C MATOJIOTHEN JIEBBIX KaMep cep/ilia, U JETOYHOM apTepruanbHOn

runeprensueil (agantuposano w3 McLaughlin V.V., et al., 2016)

IIpennonaraemas IIpennonaraemas JjierouHas
JIeroYHasi apTepuajibHasi | TUNEPTEH3Ms, ACCOMUPOBAHHAS
TUIePTEeH3Us ¢ MaToJI0ruel JieBbIX KaMep
cepaua
Knunnueckue npusHaku | Mososxe, ceMEHHbIN Crapiue, aprepuaibHas

aHaMHe3, paKTOPhI PUCKA, TUTIEPTEH3Us, CaXapHbIN quadeT,

acCOLIMMPOBAHHBIE HNBC, naaekc Maccel Teia

3a6onesanus (C3CT, BIIC, | > 30kr/m?, KIMHUYecKas KapTHHA

BUY u np.) 3aCTOMHOM cepAeYHOM

HEAOCTAaTOYHOCTH, CEpACUHAA
acTMAa/OTeK JIETKUX B aHaMHC3C,

OPTOIIHOY

OKTI' [ToBopoT 3neKkTpHrUECKON [ToBOpOT AeKTpUUECKO OCH
OCH BIIPaBo, runeprpodus | BiaeBo, runeprpodus JOK,
DK GUOPHILIAINAS TIPECePauid

Oxokapauorpadus

[IpaBbli1 xeny04eK YBenuueH MoskeT ObITh YBEIHYEH

JleBoe npencepaue Hopwma YBenIu4eHo

CootHomenne npasoro u | IIpasoe IIpaBoe npencepane MeHbIIE

JIEBOTO NpeAcepaui npezcepaue 0oJiblIe JIEBOTO | JIEBOrO IpeacepIus
npeacepavs

MexoxenynoukoBas [Iporu6 Bieso [Tporu6 Bnpaso

[eperopoaxa

TpancMuTpanbHbIi <1 >1

KPOBOTOK, COOTHOILICHUE

E/A

Jonmneporpamma <8 > 10

JaTepaibHOTO CETMEHTa
(huOpPO3HOTO KOJIbIIA
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MUTPAIBHOTO KJIallaHa
E/Em

Pentrenorpamma
OPraHoB I'PYIHON KJIETKH

YBennueHue mpaBbIX Kamep,
paciiypeHa JierouyHas
aptepusi, 00eTHEHNE
JIETOYHOT'0 KPOBOTOKA Ha
nepudepuu

3acToiiHble U3MEHEHUS B JIETKHUX,
nuHun Kepiu, mieBpaabHblil
BBIIIOT, YBEJIMYECHUE JIEBBIX KaMep
cepaua

WccnenoBanme
HeCHpOBOHI/IpOBaHHI)IX
ObIXAaTCIIbHBIX O6’beMOB nu
IIOTOKOB, UCCJICIOBAHUE

Hopma nnu nerkue
0OCTPYKTUBHBIE
Hapymenus, 1JICO —
HOpMa WJIH JIETKO CHIDKEHA,

Hopwma nnmm nerkue o0CTpyKTUBHBIC
Hapyuenus, J1IJICO — HopMma,
kamusipaoe pCO2 > 36 MM pT. CT.

T dy3nOHHOU karmuisipaoe pCO» <

CIIOCOOHOCTH JIETKUX 36 MM pT. CT.

Bromapkepsl BNP/NT-proBNP nosbiier | BNP/NT-proBNP noBbiien
DprocriupoMeTpus Huzknii PetCOg2, camxkaercst | PetCO, — Hopma mimu cierka

npu ©H.
Bricokuit Ve/VCOz,
nopbimaercs npu ®H

CHIWKEH, He cHmkaercs npu OH,
Ve/VCO;, ne nobimaercs npu @H

MCKT opraHoB rpyaHou
KJIETKH C BHYTPUBEHHBIM
OOJIOCHBIM
KOHTPaCTHPOBAHUEM

Hcnons3yercs mis
nckirouenus JII' rpynms 3
u4

Ucnonb3yeTcs 1151 NCKITIOYEHUS
JII" rpynmiet 3 u 4

CuunTturpadus aerkux
nepy3uoHHas B
COUYETAaHUU CO
CIUHTHUTpadueil Jerkux
BEHTUJISIITIOHHOM

Ucnonb3yercs st
uckimouenus XTOJIT

Hcnonbp3yeTcst U1sl UCKITIOUYEHUs
XTOJII

UpesBeHosHas
KaTeTepusalus cepaia

J3JIA <15 mm pr. cT.,
JICC > 3 en. Byna,
JIIT" >7 mwm pr. CT.

J3JIA > 15 mm pr. cT.,
JIII" < 5 MM pT. CT., HO MOXET
OBITH U > 7 MM PT. CT.

[Ipumeuanue: JIAI' — nerounas aprepuanbHas runeprensus; C3CT — cuctemubie 3a00J€BaHMS
coequauTenbHON TKaHu; BIIC — BposkaeHHbIe mopoku cepana; BUY — Bupyc ummyHoaedunra
yenoBeka; Al' — aprepuanbhas runeprensus; UbC — umemuueckas 6omne3np cepama;, UMT —
unaekc Maccol tena; CH — cepaeunas nenoctatouHocTh; DKI' — anekTpokapanorpamma; [DK —
npaBslii xenygouek; JOK — neBsiit xenynouek; AJICO — nuddy3nonnas crnocoOHOCTh JErKUX
o okcuny yriaeposaa; pCO2 — mapuuanbHoe naBieHue asyokucu yriepoaa; BNP/NT-proBNP —
HaTpuilypeTHdeckuii mentua u N-KOHIIEBOW HaTpuilypetnueckuit mnpomnentun, PetCOz —
napIajibHOE JaBJICHHE YIIIEKHCIOro rasa B KoHie Bbigoxa; Ve/VCO2 muK — BEHTHISATOPHBIN
sKkBUBaJIEHT JByokucu yriepona; MCKT — mynbrHcnupanbHas KOMIBIOTEpHas TOMOTpadus;
VIQ - BentwisnuoHHo-niepdysuonnas; JI3JIA — aaBiaeHHWE 3aKIMHUBAHUSA JIETOYHBIX
kammusipoB; JICC — nerouno-cocyaucroe conpotuieHue; I — auactonnueckuit
MyJIbMOHAJIbHBIN I'PAJIUEHT.
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Tabmmpa 17. AnropuT™ JIMHAMUYECKOIO HAOMIOJAEHMSI [ALIUEHTOB C JIETOYHOM

apTepUaNbHOM runepTeH3uer (amanTupoBano 1o Matepuanam 6+ World  Symposium on

Pulmonary Hypertension, 2018) [6]

HUcxoano | Kamxavie |Kaxabie Yepes 3-4 B cayuae
3-6 6-12 | mecsua mocjie | yXyAlieHHs
MecsilleB |MecsilieB| H3MeHeHHs
Tepanuu

Knunnueckas omeHka u + + + + +
onpeneneHue GK

OKTI + + + + +
THIX / mkana Bopra + + + + +
[Tynscokcumerpust + + + + +
DprocrnupoMeTpust + + +*
Oxokapauorpadus + + + +
CrangaptHOoe + + + + +
nmabopaTopHOe

o0OcienoBanue

BNP/NT-proBNP + + + + +
UpesBeHo3Has + % 4* 4%

KaTeTepusanusga cepaua

HpI/IMe‘IaHI/IeZ * PCKOMCHAYETCA paCCMOTPETh BO3MOKHOCTD.
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Pucynox 3. AnroputMm oOcienoBaHus OOJBHOTO C MOJO3PCHHUEM Ha XPOHHYECKYIO
TPOMOOAMOOIMYECKYIO JIETOUYHYIO THIIEPTEH3MI0O W XPOHHUYECKYIO TPOMOO3IMOOIMUYECKYIO
6osesnb (amantuposano uz Wilkens H, et al., 2018) [33]

o XT36/XT3Nr

AHaMHe3, CMMNTOMaTHUKa U
NpU3HaKK, CBUAETENbCTBYIOLE

[ TpaHcTopakanbHasa IxoKr

Huskas seposaTtHocTs /I, HO coxpaHaeTca
nogo3spexue Ha XTINM/XTI6

MNpomexxyTouHas/ebicokas

BepoaTHocTb /Il KapauonynemoHansHoe

Harpy304Hoe TecTMpoBaHue
! DOanubie 3a XTINI/XTI6 Her aaHubIX 3a XTINM/XT36

CumHTUrpadms nerkux neppysmoHHas + 1
BEHTUNALMOHHAA CUMHTUTPadUA NETKUX J

> MoucK Apyrx NPpUUMH
Het aauHbix 3a XTI6/XTI/I L

Kak muHumym 1 cermeHTapHbii uam 2
cybcermeHTapHbix aedekra nepdysum

( PedepeHTHbI weHTp NT/XTINTM ]

.

[ YBKC, MCKT opraHoB rpyaHoi# Noaoctv c ]

BHYTPMUBEHHbLIM 60NIOCHBIM KOHTPACcTMPOBaHUEM,
WHBa3MBHaA aHrMonyAbmoHorpadpua

Tab6auna 18. Bemonnenue craHmapra oOciaeAoBaHUS B 3aBHCHMOCTH OT YPOBHS

MEIUIIMHCKOTO YUPEIKICHUS

YpoBeHb
MeINIUHCKOM
HanmeHoBaHMe MeIMUMHCKOMN yCIyru
Yposens MCII OpraHu3anum
Perucrpanus 3eKTpoKapIMorpaMmbl [lepBuunas Pernonanbhblii
XontepoBckoe MoHuTOpUpoBanue JKI [IepBuunas Pernonanbhblii
[IpunensHas peHTreHorpadus opraHos
CPYAHOMW KJIETKH IlepBuunas PernonanbHbIit
Y 1pTpa3BykoBO€ HCCIEA0OBAaHUE OPraHOB
OPIOLTHOM MOJOCTH (KOMITJIEKCHOE) [IepBuunas PernonanbHbiit
[lepBuunast/
Dxokapauorpadus
CIIeLIMaTU3UPOBaHHAs PernonanbHblii
DxoKapauorpadus YpecuIleBOHAS Cnenunanu3upoBaHHas Pernonanbhblii
MCKT opraHoB rpyJHOM KJIETKH C
BHYTPUBEHHBIM OOJIFOCHBIM Cnenunanu3upoBaHHas Pernonanbhblii
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KOHTPACTHPOBAHUEM

CruHTurpadus JIerkux neppy3noHHas

PeruonasnpHblil/

Crenunanu3upoBaHHas AKCIIEPTHBIN IIEHTP
CunnTurpadus nerkux nepdysuoHHasi B
COYETAHUH CO CIUHTUTPAPHUEH JIETKHX
BEHTHJISIITUOHHON Crenunanu3upoBaHHas DKCHEPTHBIN LIEHTP
Koponaporpadust (mpu Hamuuuu nokaszanuii)| Crienuaau3upoBaHHas PernonanbHbIit

Pernonanbubiit/

AHTHOITYJIBMOHOTpadUst

Crenmnanu3upoBaHHas AKCIIEPTHBIN IIEHTP
CrannapTHOe JIabopaTopHOE 00CIeIOBaHNE [TepBuunas PernonanbHbIii
Omnpenenenne anturen knaccoB M, G (IgM, 1gG)
K BUpyCy MMMYyHOeduimuTa yeiaoeka BIY-1
(Human immunodeficiency virus HIV 1) B

[lepBruunas +

kpoBH, OnpeneneHue antuten kinaccos M, G PernonanpHubiit

CrielMaaIu3upOBaHHAS
(IgM, 19G) k Bupycy nMMyHOAEhHUIIATA
uenoBexa BITY-2 (Human immunodeficiency
virus HIV 2) B kpoBu
MIMMyHOJIOTHUYECKUE TECTHI Cnenuanu3upoBaHHas PernonanbHbIi
["eHeTryeckoe 00CIe0BaHNE Cneuuanu3upoBaHHas OKCMEePTHBIN LIEHTP
N-TepMHHaNIBHBIN (parMeHT MO3TOBOTO
HaTpuiiypeTudeckoro nponentuaa (NT- Cneuuanu3upoBaHHas PernonanbHbIit
proBNP)
ccnenoBaHue HECITPOBOLIMPOBAHHBIX
IIbIXaTeIbHBIX 00BEMOB U MTOTOKOB,

Cneuunanu3upoBaHHas DKCHEepTHBIN LIEHTP
ccaenoBanue AU Gy3MOHHON CIIOCOOHOCTH
erkux
[TonmrcomHOrpaduueckoe uccie0BaHmue Cneumnanu3upoBaHHas DKCHEepTHBIN LIEHTP
bpOHXOCKOMNMS ¢ HUTOJIOTUYECKUM PernonanbHbIi/
iccie10BaHUEM JIaBaXKHOM KUIKOCTH Cnenmnanu3upoBaHHas AKCIIEPTHBIN LEHTP
MarHuTHO-pe30HaHCHAst TOMOTrpadus
Cep/illa U MarucCTpaabHBIX COCY/IOB Cnenmnanu3upoBaHHas OKCHEPTHBIN LIEHTP
Upe3BeHO3HAas KaTeTepu3alus cepana Cnenmnanu3upoBaHHas OKCHEPTHBIN LIEHTP
DprocnupoMeTpust Cnenmnanu3upoBaHHas OKCHEPTHBIN LIEHTP
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Poopasperienue Crennanu3upoBaHHas OKCHEepTHBIN LIEHTP

Xupypruyeckrue BMeIaresbCTBa Criennanu3upoBaHHas OKCHEepTHBIN LIEHTP

IIpunoxenune Bb2. Aaropurm aeiicTBMii Bpadya NpH oONpelejieHHH TAKTHKHU JieYeHHUS

NMANMEHTA C JIer0YHON apTepuaIbHON runepTeH3nen

Pucynok 2. AnroputMm BbIOOpa ONTHUMAJIbHOM TAKTHKU JIEYEHUS MAlMEHTOB C JIETOYHOU

aprepuanbHOl runeprensueii [10]

Paree " NAT BepudmuMpoBaHa B N O6LWMe MeponpuAaTHa
HeAeYyeHHBIN
naymeHt SKCNEPTHOM LLeHTpe MopaepxuBatowWwan Tepanua
«+» BasOpeaKTUBHbIA BasopeaKTMBHbIM TecT
e
TecT WNAT/HNAT/ANAT 1I-I1l @K

N
«-» BAa30peaKTUEHBIA
TecT

!

Huskwid | MpomeyToOuHbIA

MoHoTepanua s pUCK

I
OTAENbHBIX rpynnax *

BbICOKMA pUCK

Craprosaa

MocneposarencHan
KoMBMHMpOoBaHHaA Tepanma

Kom6GuHMpoOBaHHas

Tepanus
I
Yepes 3-6 mec. neveHua
MauueHT yxe T MpomeyTouHbIH | BbICOKWA
Ha Tepanuu | PUCK
Hu13KWiA pyck l
PerynapHas oLeHKa

TpoiiHasa nocnegoBaTenbHan

Tepanua
Yepes 3-6 mec. neyeHUA
MakcumanbHas Tepanua = =
MpomemxyTouHblid BeicokKMiA
Jlncr omaaHua -
pHCK
TpaHcnAaHTauuu
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Pucynok 4. ANroput™M JIe4eHUsT XPOHUYECKOH TPOMOOIMOOIMYECKON JTETOYHON TUIEepTeH3HH
(amantupoBano u3 Galie N. et al. 2015 ESC/ERS Guidelines) [6]

( )
XTI/II/XT3b
[narHos noaTBepiKAEH B SKCNEPTHOM LiEHTpe )
&
g N

MoKM3HeHHasn aHTUKOaryNAHTHasA Tepanusa +
noaaep:kuBatowas tepanus

\§ J
e l R
OueHKa onepabenbHocTu B LeHTpe XTI @
/\ J\
TexHuueckun HeonepabenbHbIA
TexHuuecku onepabenbHbiii MonyunTb BTOpOE 3KCNEPTHOE 3aK/loueHue B
OTHOLIeHUM onepabenbHocTH
l T
1
h 1
HebnaronpuatHoe 1
COOTHOLWeHue pucn/nonbsa Tapre'maa Puouuryar B
nonyqvm, BTOpOe MHeHue
) NeKapcTBeHHaa Tepanusa Apyrue 11bB
A 4
- |
|
Tpomb63aHaapTepaKTOMUA Nepcuctupylowas/ v

N
v
S TIA peunausupyiowas BAIMJIA B 3KcnepTHOM
cumnTomHas Jir ) . ueHTpe

v

N
TpaHcnnaHTaumMm MNepcuctupytowan Taxxenas
Nerkux cumntomHan JIl
X,

IIpunoxkenue B. Uudopmauus st mnanueHTa

JlerouHasi THIIEPTEH3USI — OTO COCTOSHHE, IMPH KOTOPOM IIPOHMCXOJHT TIOBBIIICHHUE
JaBIICHHS B COCY/axX JICTKUX B pe3yjbTaTe Pa3HOOOpa3HbIX NPUYHMH U 3a0oseBanuii. Hanbonee
yacto Jeroynas runeprensus (JII') pasBuBaeTcs Ha (QOHE WMCXOTHO CYHIECTBYIOIIMX
3a00JICBaHHUI Cepla, JIETKHX, TPOMOOTHYECKHX COCTOSIHUM M CHCTEMHBIX 3a00JICBaHUMN
COCJIMHUTENIbHOW TKaHW. bojee peiakuMu NpUYMHAMU Ui BO3HUKHOBeHus JIIT siBistiroTcs
xpoHuueckue 3aboneBanus neuyeHn U BUY-undekuusa. OgHako ObIBaIOT CHUTyallMH, KOTJa HE
ynaercst oOHapyxuth npuuuny JII', u B Takom ciydae JII' Ha3pIBalOT UAMOMIATUYECKOH JICTOYHOU
aprepuanbHOi runeprensueit (JIAL).

Cumnromatuka JII' HecnmeunmpuuyHa u OOBIYHO XapaKTepU3yeTCs OJBIIIKOW TNpU
¢u3nyeckux Harpy3kax, KoTopas Iporpeccupyer co BpeMeHeM; oOmieil crmabocTblo,
cepauedbuenueM. bomu B rpyaHoO# KieTKe, TOJOBOKPY)KEHUS U CHHKONAJIbHBbIE COCTOSIHMS NPHU
¢u3nyeckoil Harpys3ke SBIAIOTCA KpaiiHe HeOJIaronpusATHBIMM CHMITOMaMH. A TOSBIEHHE
OTEKOB HIDKHMX KOHEYHOCTEH, yBeIMUeHHE B 00beMe KUBOTA, HAaOyXaHHE U My/IbCcallus BEH LIeH
SBIISIFOTCS IPU3HAKAMU TSKEJION HEZOCTAaTOUHOCTH MPAaBBIX KaMep CepAlia U CBUJIETEIbCTBYIOT O

JIaJIEKO 3allleAiie cTaguu 3a00JIeBaHUs.
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JIAT" BcTpeudaercs y Jrofei BceX BO3pacToOB, pac, Kak y MY)KUMH, TaK M y >KCHIIUH.
Bpauu pasubIx crienuanbHOCTEH MOTYT JTuarHocTupoBath U jeunuth JII'. O0bem ucciienoBanui,
BbimonHgeMbld mpu  JII, nmocraTtoyno OOJIBIION M BKIIOYaeT B ce0S MPEeXIEe BCErO
sXoKapAnorpaduio, UCCieAoBaHne (PYHKIHMU JIETKUX, KOMITBIOTEPHYIO TOMOTpaduio OpraHos
IPYHOM KJIETKU C KOHTPAaCTUPOBAHUEM, YJIbTPa3BYKOBOE HCCIIEIOBAHUE OPIOIIHOM MOJIOCTH U
BBINIOJIHEHUE pPa3HOOOpa3HbIX HCCIeAOBaHUM KpoBU. BreisiBienune mnpuuunsl JIIT moxer
noTpeOoBaTh KOHCYJIbTAIlMM ITyJIbMOHOJIOTA, PEBMAToJIOTa, HH()EKINOHUCTA. Opnako
HaumOOJBIINKA ONBIT B BeleHUU nauueHToB c¢ JII', mpexnae Bcero, MMEOT Bpayu-KapIuoJoTH, B
0COOEHHOCTH pPalOTAalOIINE B CHELMATU3MPOBAHHBIX LIEHTpaX, IJI€ CYIIECTBYET BO3MOKHOCTh
BBINIOJIHEHUSI 30HJIMPOBAHUS KaMep cepAlla — HCCIeloBaHus, 0e3 KOTOpOro HEBO3MOXHO
MIOCTaBUTh OKOHYATEIbHBIN UATHO3 U ONPENIEIUTh TAKTUKY BeeHus 6ospHOTO ¢ JII.

[IpuHnunuaneHo BbIAESAIOT Tpu BapuanTa JII' ¢ paznuunbiMu 1udpamMu JaBieHUS B
KaMepax cep/la U JIETOYHOM apTepuu: MpeKanwuisipHas (apTepuaibHas), MOCTKANWUISpHas
(BeHO3Has1) ® CMeEmIaHHas (apTepuaibHas +  BEHO3Has) JIETOYHAs  THUIEPTEH3US.
OxapakTepu30BaTh I'€éMOJMHAMUYECKHI BapuUaHT BO3MOXHO TOJIBKO BO BpeMs IPOBEACHUS
MHBA3UMBHOTO METOJA HCCIENOBaHMs — 30HIMPOBaHMUSA KaMmep cepaua. JlaHHoe uccienoBaHue
ABJIETCS NMPUHLIUIMAIBHBIM Kak JUlsl Bepupukanuu camoro nuarsosa JII', yctaHoBieHus ero
TUNA, TaK W JUI OIpPENENIeHUs BO3MOXKHOCTH Ha3HAueHHsl OJIOKAaTOpPOB «MEAJIEHHBIX»
KaJIbLIMEBBIX KAaHAJIOB WM ClIeUU(pUUECKUX aHTMIEPTEH3UBHBIX MpernapaToB A jgeueHus JIAL.
Hannuue BeHO3HOH (OCTKaNUIUIAPHOMN) JIETOYHOM I'MIIEPTEH3UN SIBJIAETCS IPOTUBONIOKA3aHUEM
IUIl  Ha3HAueHWs ClenU(pHUUECKUX aHTUIEepTEeH3UBHBIX IpenapatoB Juid Jjeuenus JIATL,
IIOCKOJIBKY aCCOLIMMPOBAHO C YBEIMYEHUEM TOCIHUTAIM3ALMM C HAapacTaHUEM IIPHU3HAKOB
CEpICYHON HENOCTATOYHOCTH U CMEPTHOCTH.

JIAT', B 3aBHCHMMOCTM OT 3THOJIOTMHM, MOXET BO3HHMKaThb B DPA3JIMYHOM BO3pacTe H
pa3BUBAThCS C PA3JIMYHOM CKOPOCTBIO: KaK IIOCTENEHHO, Ha ()OHE NPEICYIIECTBYIOIIETO
3a0oJeBaHMs (BPOKICHHOIO MOpPOKa Cep/la, CKIEPOJepMUH, ATOJIOTUHU JIETKUX U T. J.), TaK U
JOCTaTOYHO CTPEMUTENBHO Yy NalMeHTa 0e3 BUIUMbIX MPUYMH, KaK 3TO MPOUCXOJUT B Cllydae
nauomnatndyeckoi JIAT .

VYuuThiBasg, 4TO OJbINIKA NMPU (U3UUECKOM Harpyske SIBISETCS OJHUM M3 OCHOBHBIX
CHUMIITOMOB JIETOYHOH runepreHsuu, nauuenty c JII' motpebyercs mepecMoTpeTh exXeIHEBHYIO
($U3NYECKyl0 aKTUBHOCTb. BOJIBIIMHCTBO MAIMEHTOB, JKUBYIIMX C JIETOYHOW T'HIEPTEH3UEH,
HaXoJAT, YTO MM CTAHOBHUTCS HE IO CHJaM TOT aKTUBHBIA 00pa3 >KHM3HU, K KOTOPOMY OHHU
npuBbIKIH. CrenyeT onpenesuTh MPUOPUTETHI B BONIPOCAX, TPEOYIOMUX OBICTPOTO peIIeHus, a

TAaKXXC B ACJIaX, KOTOPBIC MOTYT HOJOXKIATh. OTO IOMOKET CKOHLICHTPUPOBATHCS HA BAXKHBIX
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nenax. llenu MOJDKHBI OBITH PEATUCTUYHBIMM JIJIsi BBIMOJTHEHUS, @ BpeMs JJISl UX PEIICHHS —
JOCTAaTOYHBIM. 3a0JaroBpeMEHHOE TUTAHUPOBAHKUE MOE3JI0K U JOCTATOYHOE BPEMS MO3BOJIAT HE
TOPONUTBHCST W HE YCyryonsats cumntombl JII. BONBIIMHCTBY MAIIMEHTOB CO BpEeMEHEM
MIPUXOJIUTCSI OCTABUThH PaHEE BBIMOJIHAEMYIO pabOTy M UCKAaTh HOBYIO, 00JI€€ JIETKYIO.

B Hacrosee BpeMs He YCTaHOBJICHO, KaK BIUSIOT (PU3UYECKHUE YIIPAXKHEHUS HA ITPOTHO3
MIpH JICTOYHOU TUNIepTeH3un. He cyliecTByeT onpeaeieHHbIX IporpamMmm Jie4e0HOM (PU3KYIbTYpPhI
WMEHHO JUIsl TAlMeHTOB C JICTOYHOW aprepuanbHOW rHrepreH3ueid. OO0beM HOIMyCTUMBIX
0e30macHbIX (U3NYECKHX HArpy30K OIpeAesseTcsl IOC/Ie BCECTOPOHHEro oOcCel0BaHUS B
skcriepTHOM 1ieHTpe JIADT Bpadom-kapauosioroM-crenuanuctom mo JIAI. CopeBHOBaTenbHbIE
BHJIBI CIIOPTa, MOJABEM TSDKECTEH HeXenaTeabHbl it mnanueHToB ¢ JIAI. B GompmmHCTBE
ciydyaeB 00beM JOMYyCTUMOM (DU3MUECKON HArpy3Ku OIpeAessieTcsl CUMITOMaMu 3a00JIeBaHus.
Kpowme toro, oOcyxnenne pu3anyeckux Harpy30K BO3MOXHO TOJBKO y MAIIMEHTOB, HAXOISIIIUXCS
Ha ONTHUMAIBHOW CHENU(UUEeCKOW Tepamuy aHTUIIEPTEH3WBHBIMHU TMperapaTaMu i JICUCHUS
JIAT tipu OTCYTCTBHHM TaKUX CHMIITOMOB, KaK TOJIOBOKPYXXCHHS / TIOTEpU CO3HAHMUS, HAPYIICHUS
pUTMa, KPOBOXAapPKaHbE, OTEKH HIDKHIUX KOHEUHOCTEH.

Heobxonumo crienoBaTh CleAyOIIMM IpaBWiiaM, 4TOObl HE HAHECTH Bpel: 3aHATHE
(bu3NYeCKUMHU YIpaKHEHUSIMU HEOOXOIMMO OCTaHOBUTH MPH MOSBICHUU TaKUX MPU3HAKOB, KaK
oOmias c1abocTh, YCTaJOCTh, OUIYIICHHWE CHABIMBAaHUS B TPYIOHOW KIETKE, YYalleHHOTO
cepaieOrueHusi, TOJIOBOKPY)KCHHUSI WJIM 4Ype3MEpHOW OBIIKU. Mexay yrIpaKHEHUSIMH
UCIOJIb3YITE JOCTAaTOYHOE BpeMs AJisi BoccTaHOBNeHUs. M30eraiite pu3nueckoil akTUBHOCTH Ha
yIIMLE TPU HU3KOM UITH BBICOKOM TeMIiepaType, BHICOKOM BIa>KHOCTH.

[TanuenTam c JEeroyHod apTepHabHOM TUNEpTEH3UEW HeXeNaTeslbHbl NpeObIBaHUE B
cayHe M JIpyrue BUJbI TUIPOTEPAIINH, a TAKXKE MacCaX U (U3NOTepaneBTUYECKIE BO3ACHCTBHUS.

[TaruenTam ¢ J€royHo¥l apTepHalbHOM TUIEPTEH3HEH HeXenaTelbHO NpeObIBaHHE B
yCIOBUSX BbICOKOTOPBA (6051ee 2000 M HaZ ypOBHEM MOPSI) UITU 3aHATHS JaBUHIOM.

XKenarenbHo, YTOOBI YIEHBI CEMbH U ONM3KUE Jpy3bs ObLIM MHGOpMUpOBaHbI Bamu 00
uMmetoiemcs y Bac 3a6oneBanuu. [logaepixka O113KUX Kak B OBITOBOM, TaK U IICUXOJIOTHUECKOM
OTHOIIEHUH MOJKET CYIIECTBEHHO OOJETYUTh €XKEIHEBHYIO HArpy3Ky W AMOILIMOHAIBbHOE Opems.
OOpamieHnre 3a TOMOIIBIO K MEIUIIMHCKOMY TIICUXOJIOTY, aKTHMBHOE YydYacTHE B TpyImax
MOJJIEPKKH TAI[UEHTOB MOTYT TMOJOXXUTEIbHO TOBIMUATH Ha TpHHATHE Bamu 3aboneBaHus,
aJanTaluio K HEONPEIEICHHOCTH, CBSI3aHHOM C CEPbE3HBIM XPOHUUECKUM YTPOKAIOUIUM KU3HU
3a00JieBaHHEM, U KOHCTPYKTUBHYIO COBMECTHYIO pabOTy C JieYallluM BpadoM.

[TannenTkaM ¢ JIETOYHOM  apTepUaJbHOW  TUIEPTEH3UEH  NPOTUBOIIOKA3aHa

GCPCMCHHOCTB, YYUTLIBAA BBICOKHI PHUCK MaTepHHCKOﬁ JICTAJIBHOCTU KaK BO BpPCMA
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OEepeMEHHOCTH, TaK M B MOCIEPOIOBOM IepHuoje. Jlaxke B ciaydae yCIemHOTO poA0pa3peieHus
TEYEHUE JIETOYHOW  apTepHAJIbHOW TUIEPTEH3UH  CYIIECTBEHHO  YXYAILIAETCS  IOCJe
ponopazpemieHus. bepeMeHHas NaUMEeHTKa C JErOYHOW apTepUAIbHOM TMIEPTEH3UEH JI0JDKHA
OBITh TPOKOHCYJIBTUPOBAHA BpadoM-KapauoJioroMm-crenuanucrom 1o JIAIT skcmepTHOTO
MEPUHATAIFHOTO IIEHTPA KAaK MOXKHO OBICTpEe ¢ MOMEHTA BBISBICHHS OCPEeMECHHOCTH JIJIs
ompeneseHuss TakTUKU BeneHusa. CreayeT MMETh B BHAY, 4YTO OOJIBIIMHCTBO MPENapaToB
crenu(pUIecKor Tepalmiu CIIOCOOHBI BBI3BIBATh YPOJICTBA M aHOMAJIMH PA3BUTHA Y TUIoAa. Tem
HE MeHee, 00beM crhenupUYecKOr Tepanuyd aHTUIEPTEH3UBHBIMHU IpenaparamMu Jyisl JICUCHUS
JIAT' Bo BpeMs OEepeMEHHOCTH JIOJDKEH OIPEACNATHCS TSHKECThIO 3a00JIEBaHUSI U PUCKOM
netanbHOCTH. [lOCKONBKY TpyAHOE BCKApMIIMBAHHME SIBJISIETCS OOJBIION HArpy3koW, TO
PEKOMEH/IyeTCs TI0/IaBJICHHE JIAKTallMK y arueHTok ¢ JIAT.

Ecnu 3anmmanupoBaHo omnepaTBHOE BMEIIATEILCTBO, HEOOXOAMMa KOHCYIbTAIlAS Bpada-
Kapauosiora-cnenuanucra no JIAI' B skcriepTHOM 1eHTpe. BaxkHO mOHMMAaTh, 4TO penieHue o
11e7IecO00pa3HOCTH, CpOKaX, MeToJax 00e300JMBaHUS JOHKHO TPUHUMATHCS KOMaHAOU
CIEIUAJTUCTOB, KOTOpasi BKIIIOYAET Bpada-KapauoJiora, Bpada-peaHnMaToJora-aHeCTe3HoJIoTa u
HEMOCPEICTBEHHO ONEPUPYIOIIETo Bpaya-xupypra. [Ipeanourenne otaaercs peruoHapHoil, a He
obmeli anecte3uu. [1o Bo3mMokHOCTH TaneHTh ¢ JIATT JOKHBI HATPABISITHCS JJI BBITOTHEHUS
IJIAHOBBIX OTIEPATUBHBIX BMENIATEIBCTB B KPYIIHbIE SKCHEPTHBIE EHTPHI JII.

[TarmmenTs! ¢ JIAI' 4yBCTBUTENbHBI K BOBHUKHOBEHHIO THEBMOHUU, KOTOPAasi MOJKET CTaTh
NPUYUHON CcMepTH. PekoMmeHayercss NpoOBOAWTH BaKIMHAIMIO IPOTHUB BHUpYyca TpHUIa U
IMHEBMOKOKKa. VICKitoueHHneM MOTYyT OBIThb TAIMeHTHl C CHCTEMHBIMH 3a00JICBaHUSMU
coeMHUTENIbHOW TKaHu W BUY-uHbekument, pemeHrne o BaKIUHAIMM y KOTOPBIX JIOJDKHO
NPUHUMATBCSI C  Y4€TOM  AKTUBHOCTHM  OCHOBHOM  IAaTOJIOTMM  PEBMAToJIoraMd U
MH(PEKITMOHUCTAMHU.

[Tpu JII" HeT kakux-1ub0 CHEeUalIbHBIX JUET WK IPOIYKTOB, KOTOPBIE MOTYT YCYI'yOUTh
00J1e3Hb.

[Ipn mosiBneHun ortexkoB y mnanueHToB ¢ JIAIT crnemyer orpaHuuuTh ynoTpeOiieHue
MMOBAPEHHOM COJIM M KOJIMYECTBO BBIMMBAEMOM XKUIAKOCTU. [loBapeHHast coib COAEPKUT HATPUH,
KOTOPBIA perynupyer 06anaHC KHIKOCTH B opranusme. Korma comepikanue >KMJIKOCTH B TKaHIX
yBENIMYMBAETCS, 00BEM KpPOBU TaKKe YBEIMYUBAETCS, UYTO COMPOBOXKAACTCS YBEIHMUECHUEM
Harpy3ku Ha cepaue. JlomycTumbiii  00beM  BBIIMBAEMOM  KUAKOCTU  OIpEAeseTCs
WHIUBUAYAIBHO JICUaIIM JOKTOPOM, HO Yallle BCETO He JO0JDKEH MPEBHIIATh 0oJiee 2 TUTPOB 32
CYTKH.

I[J'ISI HOpMaJin3dannuu BOJHOT'O Oayranca Mor YT IIOMOYb CJICAYIOIINE COBCTHI:

170



Crnenyer u3MepsATh KOJUYECTBO BBIITMBAEMOM KMJIKOCTH B TEUEHHUE CYTOK, 110 KpalHen
Mepe B TEUEHME MEPBbIX HECKOJbKUX HeAelb. JIBa JIMTpa >KUJIKOCTU PABHAIOTCS B CPEIHEM &
gamkaMm. CyIbl, MOPOXKEHOE, JeJIe TaKKe [OJDKHBI OBITh IMOCUMUTAHBI KAaK IKHUIKOCTH.
VBenuueHue Beca — OJMH M3 TEPBBIX NPHU3HAKOB 3aJEPKKU KUAKOCTH. Heobxoammo
B3BEIIMBATHCS SKETHEBHO YTPOM HATOIIAK W 3alHUChIBaTh Bec. [Ipu mpubaBke Beca Ha 2 U OoJiee
KT 32 HEJICIIO TIPH MPEKHEM PEKUME MTUTAHHSI HEOOXO0IUMO YBEAOMHUTE 00 TOM CBOETO Bpaya.

[Ipu mosiBeHWM WM BO30OHOBIIGHUM TOJIOBOKPYXKEHHUS WM TOTEPh CO3HAHUS MPHU
(bM3UYEeCKUX HaArpy3kax, KpOBOXAapKaHbs, BOSHUKHOBEHHH TPHUCTYIOB CEpJIICOMEHUsT CIIeyeT
HEe3aMeUINTEIbHO COOOIINUTE 00 ITOM JIeyallleMy Bpady.

[ToapoOHO Ha BCce BOMPOCHI, CBSI3AHHBIE C IMATHO30M <«JIETOYHAs TUIIEPTEH3UI», 00pazoM
YKU3HU U JICYCHUEM, MOKET OTBETUTDH Bpay — CIICIIUAIIMCT T10 JIETOYHOW TUIIEPTEH3UH.

B mnactosimiee BpeMss Her nekapctBa, wuzneuuBaroniero JII. OpHako CymiecTByrOT
cnenuduyueckre mpenaparsl, CO3JaHHbIC CIIEIUAIBHO /IS MMAIIMEHTOB C JISTOYHOW apTepuabHON
TUTIepTeH3Men. PeryisipHplii pUeM JaHHBIX TMPEnapaToB MPUBOJUT K CHIDKCHHIO JIETOYHOTO
COCYJMCTOTO COTIPOTHBIICHUS W YIYYIICHHUIO HAMOJHEHHUS KPOBBIO JIEBBIX KaMep Cepjlla, 4To
COTPOBOXKIAECTCA YMEHBIICHHEM OJBIIIKH W YBEIMYEHHEM IEPEHOCUMOCTH (PU3UUECKUX
Harpy3ok. Bpau, sBistontuiics crnenuaimcrom 1o JII, momOupaeT amekBaTHOE COCTOSIHHIO
nanueHTta jedenne. Bee manuentsl ¢ JIIT pasHbie, MO3TOMY MOAOOP TEparuu OCYIIECTBISICTCS
VHJIUBHUYAJIBHO.

[Tanuenty ¢ ycraHoBieHHbIM auarnozoMm JII' moka3aHo TmiatenpHOE amOylaTOpHOE
HaOmoneHne. Yactora BU3WTOB 3aBUCHUT OT HCXOJHOTO COCTOSIHMSI MAIlMEHTa M MOXKET
BappUpOBaTh OT 1 MecdAlla ¢ MOMEHTa cTapTa cnenupuyeckoid Tepanuu a0 3—60 MecsleB.
TpeGyetcs perynsipHblii IpUEM JIEKApCTBEHHBIX MPENapaToB CTPOrO B COOTBETCTBUH C PEKUMOM
neyeHus. B ciywae npuema JIUYypEeTUKOB — €XKEIHEBHBIM KOHTPOJb Beca M JUypes3a,
Bappapuna** — MHO exemecsyHo, mnpu mnpueme Oo3eHTaHa**, amOpuszeHTaHa™*™
€KEeMECSIYHBIM KOHTPOJIb IEYCHOYHBIX TECTOB U KOHTPOJIb YPOBHS reMOrIo0nHa uepe3 3 mecsia
C MOMEHTA Hayajla Teparnuu.

Jlerounass aprepuanbHasi TUIEPTEH3US HE ABISIETCS IMPOTHUBOIOKA3aHHEM IS
aBuanepesneToB. OJHaKO MalMEHTaM C HU3KOM caTypauueid MO KUCIOpOAY B IOKOE
(mynbcokcumerpuss 90% u MeHee) 1enecooOpa3Ho WHGOPMUPOBATH ABHAKOMIIAHUIO O
BO3MOHOU OTPEOHOCTH B KHCIOPOAHOM MOAECPKKE BO BpeMs aBUarnepeneTa.

Bcem manmeHTtam, COBEpLIAIOIIMM  aBHANEpPENETbl B JIPYrHE CTpaHbl, Ba)XHO
PEKOMEH/I0OBAaTh UMETh MPH ce0e MEIUIIMHCKHE JOKYMEHTBHl O JUarHo3e, MECTOHAXOXKJICHUU

Omkaiiiiero MmectHoro neHtpa JII', KoOHTakTHON MH(OpPMALIK ¢ HUM.
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[Tpunoxenue I'1-I'N. [Lkanbl olleHKH, BODPOCHUKH U IPYTUE OLICHOYHBIE

HHCTPYMCHTBI COCTOSIHUA MMAllMCHTA, IIPUBCACHHBIC B KIMHUYCCKHUX

PEKOMEHIAIUAX

Tabauna 9. Puck crparudukanuy naueHToB ¢ JETOYHON apTepHaIbHON THIIePTeH3UEH

(amarrrmpoBano u3 Galié N, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of

pulmonary hypertension) [6]

JerepmunanTsl  nporHo3al Huskmii puck < 5%| YmepenHnslii puck Bricokuii puck
(1eTAJILHOCTL B TEYEHHE 5-10% >10%
1 roga)
Knuanueckue npu3Hakd|  OTCYTCTBYIOT OTCyTCTBYIOT [TpucyrcTByIOT
[TPaBOXKEITYAOUYKOBOU
CEpPACYHON HETOCTATOYHOCTH
[IporpeccupoBanue Her MensieHHOE beicTpoe
CHMITTOMOB
Cunkon Her Penxue cHHKOIIBI [ToBTOpHBIE
CUHKOIIBI
OYHKITNOHATBHBIN KJI1acc 1, 11 1l v
(BO3)
THIX > 440 m 165-440 m <165m
DprocrnupoMeTpust [TuxoBoe VO, > [TuxoBoe VO, 11— [TukoBoe VO, <
15 mu/MuH/Kr 15 mu/mMuH/KT 11 mur/mMuns/KT
(> 65% ot (35-65% ot (<35% ot
MPOTHO3UPYEMOT0), [ MPOTHO3UPYEMOTO0), |IPOTHO3ZUPYEMOTO),
VE/VCO:; VE/VCO; 5kBUBaJICHT VE/VCO:;
3KBUBAJIEHT < 36 36-44,9 SKBUBAJIEHT > 45
VYpoub  N-tepmunanbroro| BNP < 50 ur/m. BNP 50-300 ur/m. BNP > 300 ur/m.
(dbparmenTa mo3zroBoro|  NT-proBNP < NT-proBNP 300— NT-proBNP >
HATPHIYPETHUECKOTO 300 ur/n 1400 ur/n 1400 ur/n

nportenituaa (NT-proBNP)

Busyanusupyomue MeTObl
(3xokapauorpadus, MPT
cepalla M MAarucTpajbHbIX

COCYJIOB)

[Tmomans IIIT <
18 cM?.
[IepukapauanbHbIil

BBITIOT OTCYTCTBYCT

ITmomane ITIT 18—
26 cMm2.
[lepukapaunanbHOTO

BBIINIOTA HET UIIN

ITnomans IIIT >
26 cm?.
IlepukapauanbHbIi

BBIIIOT
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MUHUMaIbHBIN

T'emonHamuka

JIIII < 8 MM pr. cr. | AT 8-14 MM pT. CT.
CU > 2,5 n/muu/m?. | CU 2,0-2,4 n/mus/M2.

SvO; > 65%

SvO; 60-65%

JIIIT >14 mwm pr. cT.
CU < 2,0 i/mun/m?.
SvO2 < 60%

[Mpumedanue: THIX — tect ¢ 6-mMuHyTHOUM X0abOoi; CU — cepmeunsiii uaaekc; MPT

cepilla M MarucTpajJbHBIX COCYJIOB

MarucCTpajabHbIX

NT-proBNP —  N-tepmunHanbHblIit

— MAarHuTHO-pe30HaHCHasi Tomorpadus cepama u

(bparMeHT  MO3TOBOTO

Hatpuliyperudeckoro nponentuaa; IIII — mpasBoe npencepaue; HIIIl — naBnenue B mpaBom

npencepauu; SvO2 — carypalus KHCIOPOJAOM cMenlaHHOW BeHo3Ho#l kpoBu; VE/VCO:2 —

BEHTHIIATOPHBIHN 3kBHBaJieHT TI0 CO2; VO — motpebiieHne Kuciopoa.
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