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JleroyHas apTepuanbHas runepTeH3ug
NPU CUCTEMHbIX 3a60NEBaHUAX COEMHUTENbHOI
TKaHW: COBPEMEHHOE COCTOAHNE npobnembl

Bonkos AB.', MapTbiHtok T.B.**

A.B. Bonkos — 3aB. naéopatopuei

T.B. MapTbIHIOK — pyKOBOAUTESb

VHCTPYMEHTaNbHON OTZiena Nero4HoNn runepTeHsnm
1 Y3-01arHocTuku 1 3a6onesanuin cepaua ey HMUL
OIEHY HUWNP Kapauosnoruu, npodeccop Kadeapsbl

um. B.A.HacoHoBOW,
KaHz. Mej. Hayk

kapauonorun ®LMN0 PHAMY
um. H.W. Minporosa, AOKT. MeA. HayK

Bonpocbl, paccmaTpuBaemble B NEKLUHU:

1. OOmume cBeaeHMS O JIETOYHOI 4. JIlnarHocTrKa U auddepeHImatbHas
apTepuaiibHoOIi rutiepteH3un (JIAD). nuarHoctuka JIA-Ct3CT.

2. OmnpeneneHue u KiaccubuKaus 5. Ouenka pucka HeGJIAarOMPUSITHOTO UCXO/1a
sieroyHoii runieptersuu (JIT) u JIAT. JIAT.

3. Kimnanyeckas kaptuHa JIAT 6. Jleuenue JIAT-CT3CT.

MPU CUCTEMHBIX 3200JI€BAHUSIX
coeaunurenpHoit Tkanu (JIAI-Ct3CT).

Jlerounast aprepuanbHasi runeprensust (JIAT) — KkoMmIuieKCHast, MyJbTUAMCIUILUIMHAPHAST TPODOIeMa COBPEMEHHOMI
MeIuuHbL. B 0cHOBe 3a00J1eBaHMsI JIEXKUT TOPaXKEHNUE COCYI0B MUKPOLIMPKYJISTOPHOTO pycia, MPUBO/SIIEe

K CHUKEHUIO B HX KPOBOTOKA, MOBBIIIEHUIO JIETOYHOTO COCYAMCTOrO COMPOTUBIICHUS U, KaK UCXO/I, TIPABOXKEITY-
JIOYKOBOW CepaeyHoil HeoctatouHoCTH 1 cMepTu. JIAT Takke MOXKET acCOLMUPOBATHCS C CUCTEMHBIMU 3a00J1e-
BaHusMU coenuHuTeabHOI TKaHu (CT3CT), B yacTHOCTU ¢ cucteMHoit ckieponepmueii (CCJI), BeicTynasi B Ka-
YeCTBE OJTHOTO U3 MPOsIBJIeHU I 3a0oseBaHus. Tak ke Kak uaumornatudeckas jgerounast runeprensusi, JAI-Cr3CT
saBisieTcs opdaHHbIM 3a60s1eBaHueM: 110 nTaHHBIM @T'BHY HUUP um. B.A. HacoHoBoii, Bctpeuaemoctsb JIAT
npu CCJ] coctasmsier 5,2%, npu cucteMHOI KpacHoit BouaHke — 0,3%, a npu cMeliaHHOM 3a00JIeBAHUY COCIM-
HUTeIbHOU TKaHu — 7,4%. Huskast pacripocTpaHeHHOCTh 00YCIOBIMBAET MMO3IHIOK TUATHOCTHKY, YTO BCEI/Ia ac-
COLIMUPYETCsI C TUIOXUM OTBETOM Ha TePAIuIo U HeBIaronpusiTHBIM MPOTHO30M. Llesb TeKIn — 03HAKOMUTD PEB-
MAaTOoJIOTOB C BO3MOKHOCTSIMU AMATHOCTUKY U JIEYEHUSI 3TOTO PEIKOTO, HO MPOrHOCTUYECKH HEOIaronpusiTHOro
nposineHuss Ct3CT.

KiroueBbie c10Ba: JileroyHast apTepuanbHasi TUIIEPTEH3UsT; CUCTEMHBIE 3a00IeBaHKsI COSTMHUTEIbHON TKAHU; CUC-
TeMHas1 CKJIEPOJEPMUSI.

Jlns cebuiku: BosikoB AB, MaprteiHiok TB. Jlerounasi aprepuasibHasi TMIIEPTEH3US PYU CUCTEMHBIX 3a00JIEBAHUSIX
COCIMHUTEIBHOM TKAHU: COBPEMEHHOE COCTOsIHUE MpobieMbl. HaydHo-npakTiyeckast peBMaToIOTUs.
2018;56(4):474-485.

PULMONARY ARTERIAL HYPERTENSION IN SYSTEMIC CONNECTIVE TISSUE DISEASES:
THE CURRENT STATE OF THE PROBLEM
Volkov A.V.!, Martynyuk T.V.>>

Pulmonary arterial hypertension (PAH) is a complex, multidisciplinary problem of modern medicine. The basis for
the disease is a microcirculatory lesion in the vessels, which leads to a decrease in their blood flow, to increased pul-
monary vascular resistance and, as an outcome, right ventricular failure, and death. PAH may also be associated with
systemic connective tissue diseases (SCTDs), in particular with systemic sclerosis (SS), as one of the manifestations of
the disease. As well as idiopathic pulmonary hypertension, PAH-SCTDs is an orphan disease: according to the data of
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the V.A. Nasonova Research Institute of Rheumatology, the incidence of PAH is 5.2% in SS, 0.3% in systemic lupus erythematosus, and 7.4% in
mixed connective tissue disease. Low prevalence is responsible for late diagnosis, which is always associated with a poor therapy response and poor
prognosis. The purpose of the lecture is to acquaint rheumatologists with the possibilities of diagnosis and treatment of this rare, but prognostic severe

manifestation of SCTDs.

Keywords: pulmonary arterial hypertension; systemic connective tissue diseases; systemic sclerosis.
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Jlerounas aprepuanbHasi runepteHsus (JIAI) — arto
rpymmna pasjMyHbIX MO 3TUOJOTMU COCTOSIHUUI, AUArHOCTUYe-
CKHMM TIPU3HAKOM KOTOPBIX SIBJISIETCSI MOBBILIEHUE CPEIHETO
napjaeHus1 B jerouHoit aprepuu (CpJIA) >25 MM pT. CT. U Je-
royHoro cocyaucroro conpotrusieHus (JICC) >3 enunui By-
na, Ipu JaBJICHUM 3aKJIMHUBaHUS JieroyHoi aptepuu (A3J1A)
<15 MM pT. CT. MO JaHHBIM KaTeTepU3allMU MPABBIX OTICIIOB
cepala u JerouHoit aprepuu. O0s13aTeIbHBIM KPUTEPUEM V-
arHo3a sIBJIIeTCS OTCYTCTBUE TTOPaKEHMS JIEBBIX OTHEJIOB Cep-
11a, WHTEPCTUIMAILHBIX WU OOCTPYKTUBHBIX 3a00JIeBaHUI
JIETKUX U TpoMO03Mbouii [1].

JIAT otHocuTcs K opdaHHbIM 60se3HsIM. [IpeBanupyer
uauornaTuyeckast jerouHas runepreHsust (MJIT), koropyio
TPAIMIIMOHHO OTHOCST K CEPAEYHO-COCYAUCTHIM 3a00JIeBaHM -
M. [1o anuaeMuoaoruyecKuM JaHHbIM, PaCIIPOCTPAHEHHOCTh
Bceit rpynbl JIAT cocraasier 15—50 ciiydaeB 3aboeBaHus Ha
1 muH Hacenenwmsi. Pacnpocrpanennocts MJITT cocraBisieT He
Oojiee 6 yenoBek Ha 1 MJH, a 3a00leBaeMOCTh — 1—2 HOBBIX
ciayvast Ha 1 MuTH HaceseHus B rof [ 1, 2]. JIAT Takke MoxeT ac-
COLIMMPOBATHCS C CUCTEMHBIMU 3a00JIEBAHUSIMU COSTUHUTEIb-
Hoii TkaHu (Ct3CT), B YaCTHOCTHU ¢ CUCTEMHOI CKJIEPOICPMU-
eit (CC/1), Oynyun OmHUM M3 e¢ TIPOSIBICHUIA.

[Iporno3 mauueHTtoB ¢ JIAT-CCJ] cyllleCTBEHHO XyXe
KakK TpM eCTECTBEHHOM TEYEHWH, TaK U MPU WCIIOIb30BAHUU
COBpeMEHHBIX MeTo10B Teparnuu [3]. [oguuHast BIKMBAEMOCTh
npu JIAI-CCJI coctaBisiet 82%, B To Bpemsi Kak ripu MJIT —
93% [4], IpUYKMHBI TUX PAITUYUIA 1O CUX ITOP OCTAIOTCS MPeJi-
METOM JUCKYCCHIi, YTO TpeOyeT OoJiee MPUCTAIbHOIO M TIIa-
TEJIbHOTO U3YUYEHUST JAaHHOU MPOOJIEMBI.

B ocHOBe 00beaMHEHUS CTOJIb PA3HOPOIHBIX IO 3TUOJIO-
ruu 3aboneBaHuil B ogHy rpynny JIAD jexxut oOUIHOCTb aTo-
reHe3a, HeCMOTPSI Ha MMEIOIIMeECs pa3Indus B KIMHUYECKOMN
KapTUHE U IPOTHO3E.

Onpenenenue u Kiaccudmkanus. JlerouHasi TunepTeH3usT
(JIT) onpenensiercst kak nosbiieHue Cp/lJIA >25 MM pT. cT.
TPV MTHBA3WBHOI OLIEHKE U SIBJISIETCS] PACIIPOCTPAHEHHBIM CUH-
JIPOMOM B KJIMHUYECKOM IMPaKTUKe BHYTPEHHUX Oojie3Hel [2].

B marorenese JII' BblnensitoT yeTbipe naTohu3nonoruye-
cKuX (peHOMeHa:

1) Ba30KOHCTPUKIIUS;

2) peayKIiius JISTOYHOTO COCYIMCTOrO pyca;

3) CHMXKEHME 3JIACTUYHOCTH JIESTOYHBIX COCY/IOB;

4) obGauTepamus JErOYHBIX COCymoB (Tpom0O3 in situ,

rpoudepanus rJ1aIKOMbIIIEYHbIX KIETOK) [5, 6].

JuchyHKIMS SHIOTENUsI C HapylIeHueM OaiaHca MeX-
Iy Ba30aKTUBHBIMM MEIUATOPaMM WTpaeT KIIOYeBYIO POJIb
B pazButuu JII' mo6oro renesa [7, 8§]. OcBoboxkaeHUE XeMOTa-
KCHYECKUX areHTOB W3 IMOBPEXIECHHBIX KJIETOK 2HIOTEIIMS
BBI3BIBACT MUTPAIMIO TIaIKOMBIIIEYHBIX KJIETOK B WHTUMY
JIerouyHbIX aprepuos. Cekpelivsi Ba30aKTUBHBIX MEIUATOPOB
C BBIPaXXEHHBIM Ba30KOHCTPUKTOPHBIM AEHCTBUEM TaKXKe
CITOCOOCTBYET Pa3BUTUIO TpoMmbo3a in situ, TpaHCHOPMUPYS
JIETOYHOE COCYANCTOE PYCJI0 U3 OOBIYHOI'O aHTUKOATYJISTHTHO-
IO COCTOSIHUMSI B TIPOKOATY/ISTHTHOE 3a CYET MPOAYKIIMHU TPO-
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CTAllMKJIMHA ¥ MHTMOMTOpa TKAHEBOTO aKTHWBAaTOpa TUTa3MU-
HoreHa. B pesynbraTe 00pa3yeTcsi HOPOUHBII KpyT, KOTAA Mo-
BpeXJEHUE DHIOTEIUs MPUBOJUT K MPOrPEeCCUPYIOLIEMY pe-
MOJIEIMPOBAHUIO JIETOYHBIX COCYAOB, HapaCTaHUIO COCYIU-
cTOil obOCTpyKLMU U obauteparuu [5, 6]. ITatomornueckue
TIPOLIECCHI 3aTPAaruBAIOT BCE CJIOM COCYIUCTOI CTEHKU U pa3-
JINYHBIE TUIBI KJIETOK — (ubpoOIacTsl, SHAOTETNATbHBIE
U [JIaAKOMBILIEYHbIE KIETKH [5, 6].

CornacHo coBpeMeHHOM kinaccudukanuu JII' Bkiroyaet
ce0sI TIITh OCHOBHBIX TPYTITT ¢ OOIIUMU KITMHUIECKUMMU U TTaTO-
dusnonornyeckumu ocobeHHoctsimu: rpynna 1 — JIATL rpyn-
na 2 — JIT, cBa3aHHasl ¢ mopaxkeHWeM JIEBBbIX OTIEJIOB Cep/lia;
rpynna 3 — JIT, oGycioBieHHas 3a00/eBaHUSIMU JIETKUX; TPYTI-
na 4 — XpoHU4eckasi TpoMO0IMO0IMYEcKasl JIETOYHasi TUIep-
teH3us (XTOJIT); rpynna 5 — paznuyHbie BapuaHThbl JII' ¢ He-
SICHBIMU MeXaHu3Mamu [2].

Knaccutukauua nerouyHom runepreH3nm
(Huuua, 2013)
1. JIAT
1.1. Uauomnaruyeckas
1.2. CemeiiHas
1.2.1. Myrauuss BMPR2
1.2.2. Apyrue MyTauuu
1.3. UngynupoBaHHas JIeKapCTBEHHBIMU TIperapaTaMu
M TOKCUHAMM
1.4. AccolmnpoBaHHas C:
1.4.1. C13CT
1.4.2. BUY-undexuueit
1.4.3. [NopTanbHOi1 TUTIEpTEH3UEH
1.4.4. BpoxxneHHBIMM IIOPOKAMU Cep/iia
1.4.5. llluctocomo3om
1'. Jlecounasn 6eHOOKKAIO3UOHHAS 00A€3Hb U/UAU A€204HbLI
KanuaasApHolli 2eMAHSUOMAMO3:
1'.1. Uoguonatuyeckas
1'.2. Cemelinas
1'.2.1. Myranus EIF2AK4
1'.2.2. Ipyrue MyTauuu
1'.3. UuayuupoBaHHasl JeKapCTBEHHBIMU TIperapaTamu,
TOKCUHAMU U pagualmen
4. AccouupoBaHHas C:
4.1. Cr3CT
.4.2. BUY-undekuueit
", Ilepcucmupyrowas JII' HoopoxcoennbLx

2. JIT BcaeacTBMe MATOJIOTHH JIEBBIX OTIEJIOB CEPANA

3. JIT BcaencTBHe MOpaXkeHUst JIETKUX M/WIH THIIOKCHU

4. XTOJIT u apyrue o0CTPYKIMH JIETOYHOM apTepun

5. JIT' ¢ HeW3BeCTHBIMH /W MHOrO()AaKTOPHBIMH MeXa-

HU3MaMH.

B 3aBucumocTu ot yposHsi JA3JIA JIT nogpasnensiercs: Ha
npexkanuusipHbiid (JI3JIA <15 MM PT. CT.) WJIM MOCTKANMILISIP-
Hblii BapuaHThl (JI3JIA >15 MM pT. c1.) [2]. [IpekanuisipHas
JIT" pa3BuBaeTCs TP MOPaXKEHUSIX COCYANCTOTO pycia JIETKUX,
Koraa rmatou3noI0rn4eCcKue IIPOLECChI IIPUBOIIT K IOBBILIE-

I
I
I
1
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nHuto JICC. B otnuuue ot aroro, noctkanuuisipHas JII' pazpu-
BaeTcs M3-3a MacCUMBHOI mepenayn nosbimeHHoro J3J1IA 6e3
oos3arenpHoro yBeamueHus JICC. B 3aBUCMMOCTH OT MeXa-
HU3MOB Pa3BUTHSI KJIMHWYECKUE TPYIIIBI U3 KJIacCU(UKAIINN
JIT MoryT OBITh OTHECEHBI K Pa3IMYHBIM TeMOIMHAMUIECKUM
cyoTtumnam (taou. 1).

JJTsl KIIMHUYECKOM OLIEHKH BBIPAXKEHHOCTH 3a00JIeBaHUS
ucnosb3yetrcs kiaccudukauuss JIAT mo ¢byHKIIMOHATbHBIM
kiaccaMm (DPK), sBistiomasicss amanTUpoBaHHOM Kitaccuduka-
LMeil ceprevHoit HepoctatouHoct Hpto-Mopkekoit accorma-
LIMU Cepala.

Knunnyeckas kaprtuHa. HeoOxommMo oTMETHUTH, UTO
cumntombl JIAT HecenmpUIHBI ¥ MOTYT CUMYJIMPOBATh pa3-
JINYHBIC 3a00JIeBaHUS CEPAEYHO-COCYTUCTON U IBIXaTeJIbHOMN
CHCTEM.

Cpemu nepBbix cumntoMoB JIAT-Ct3CT nHaubonee gac-
TBIM SIBJISICTCSI ONBIIIKA: OHAa BO3HUKAET B ITOAABIISIONIEM
oospimHCeTBe ciydaes (94%) npu JIAT-CCI u B 73% cityyaeB
npu WJIT. O6Mopoku B nebrore 3a00JieBaHUSI BCTPEYAIOTCS
npeuMyIecTBeHHO y narueHToB ¢ MJIT (13%). Pexe y nanu-
eHToB ¢ JIA-CT3CT 3abojeBaHMe HAUMHAETCS ¢ KpoBoXap-
KaHbsi, 00Jieii B TPyAHOI KJeTKe, oOliei ciadocTu, Kaluis
Y TOIOBOKpY:KeHUs [9]. BHenpeHue B IIMPOKYIO MPAKTUKY AU~
arHocTuyeckux aaroputMmoB y namueHToB ¢ CT3CT mo3Bous-
eT nmuarHoctupoBath JIAI' Ha JOKIMHMYECKOM 3Tare, Koraa
cumnTomoB JIT enie Her.

IMposiBeHMsT pa3BepHYTON cTaguu 3aboJieBaHUS, KakK
U TIpU3HAKU XPOHUUYECKOW CepIeuHOl HEeIO0CTaTOUYHOCTU
(XCH), Ttakme Kak ojbllliKa, OT€KH, 00JIb B I'PYIHOI KJIETKE,
cepiebrenue, rermatoMeraius, npeKapauaibHas myJibcalus,
ITyJIbCAIIUsT IPEMHBIX BEeH U 1Ip., HAOTIOMAIOTCS C TaKOM Xe Ja-
CTOTOM, Kak u npu apyrux dopmax JIAL. Yame y mauueHToB
¢ JIAT-CC]JI 06HapyX1BajioCh CHUXKEHME MacCChl TeJia 10 CpaB-
HEHUIO C UICXOJHBIM. AHacapKa, Tak ke KaK 1 BbIpaXKeHHasl T'1-
MOTEH3UsI, BCTpevyaeTcsl Ha (pMHAIbHBIX CTAIUSIX 3a00J€BaHUS
u nipu [V OK [9].

JInarHocTnka u nuddepeHMaIbHas TMATHOCTHKA. 30J10-
TBIM CTaHZAPTOM auarHocTuKu JIAI sBJsieTCsT KaTeTepu3amust
MPaBbIX OTACJIOB CEP/LIa U JISTOYHOM apTepuu. DXOKapauorpa-
dust (OxoKI') m nmpyrme HeWHBAa3WBHBIE METONBI SIBIISIIOTCS
CKPUHWHTOBBIMU U HE MOTYT UCTIOJIb30BaThCsI TIPU IMTOCTAHOBKE
arHo3sa.

IIpu uccrenoBaHWM EHTPATBHON TeMOIMHAMUKM 00-
HapyxXeH psii ocobeHHocTteil y nmauueHToB ¢ JIAI-CT3CT.

ITokazaTenm CUCTOIMYECKOTO MaBICHMS B MIPABOM KEJyI09-
K€ U JIETOYHOI apTepuy B OOJIBIIMHCTBE Cy4aeB 3HAUUTEb-
HO HUXe, a IMacCTOJIMYeCcKoro — Bhiie, yeM nipu UJIT. DTot
deHoMeH, MpU CXOTHBIX aHATOMUYECKUX U3MEHEHUSIX Mpa-
BBIX OTJIEJIOB Ceplla, TTO3BOJISIeT 3aKII0UUTh, YTO Y MalueH-
TOB ¢ JIAT-CT13CT cHUXeHa cOCOOHOCTh K pEMOJIeIMpOoBa-
HUIO TMpaBbIX OTAEN0B cepaua npu yseaundyeHuu JICC. Dra
ne3afarnTtaiuys, MexaHUu3Mbl KOTOPOW TMOKa He OObSICHEHBHI,
MOXET OTYACTU OBITh Pe3yJbTaTOM BocrajieHus u ¢puodposa,
Ha 4YTO yKa3bIBAIOT Pe3yJbTaThl SHAOMUOKAPAUAIbHBIX OMO-
ncuii y manmeHToB ¢ CC/ [10], 3HaUMTEIbHO pa3InyaronX-
cs npu UJIT u cyoknmHnyeckom arepockiepose. [lpu tep-
muHanbHOU JIATI Cp/IJIA MOXeT yMEHBIIUTHCST BCIACACTBUC
cHmkeHust CB [11]. DTo mo3BosieT IPpeAnoaoXuTh, 4TO 60-
nee Huskoe CplJIA y maumenTtos ¢ JIAT-CCJ] cBsi3ano ¢ 60-
Jiee TSKEJIOW MPaBOXENyIO0YKOBOU AUCGHYHKIUENH MO cpaB-
HeHuto ¢ nauueHtamu ¢ WMJIT, yto okaspiBaeT BIMSIHUE Ha
BBIKMBAEMOCTb.

Yposenb remornoduHa rpu JIAI-Ct3CT 00bIYHO HUXKE,
yem y nmauueHToB ¢ MJIT u ¢ JIAT Ha (poHe BpoKIEHHBIX TOPO-
KoB. HeoOxoaMmMo nmoMHUTD, 4To nojuiutemus ripu JIT siBiisi-
eTcsl KOMIIEHCATOPHO M CHMXXeHue remorjoduHa <120 r/n
MOXKET OKa3bIBaTh CYIIECTBEHHOE BIMSIHME HAa Pa3BUTUE CUM-
NTOMOB 1 BBIPAXXEHHOCTb ABIXaTEJbHOW HEIOCTATOYHOCTH.
WcTuHHBI Xene30aeULINT CIIOXHO OMPEaeTUTh Y OOJBbHBIX
XPOHUUYECKUMM 3a0osieBaHUSIMU, TakuMU Kak JIAI, ¢ ucrnosnb-
30BaHMEM CTaHIAPTHBIX JJAOOPATOPHBIX TEXHOJIOTWI 1U3-3a Ha-
JIMIUST TIEPCUCTUPYIONIEeTo BocmaieHust. OOCyKmaeTcsl BIUsI-
HUE YPOBHS XeJie3a Ha BbKUBaeMOCTb nauueHToB ¢ JIAIL, on-
HaKO pe3yJIbTaThl 3TOTO MCCIICIOBAHMS He ClienyeT 0e3 Halu-
YYsl TOTOJHUTENBHBIX JaHHBIX 3KCTPAroIMpoBaTh Ha HaIIy
Koropty 6onbHbIX JIAT [12].

CepaeyHasi HEIOCTaTOYHOCTb C MEPErpy3koil Majoro
1 0OJIBIIOrO KPYroB KpOBOOOpallleHWsI U CHUXEHUEM Tep-
(y3uH JIEXKUT B OCHOBE MTeUeHOYHOI TMCHYHKIINU, HaOJIIO-
naemoii y mauueHToB ¢ JIAT [13]. ¥V naumentoB ¢ UJIT mo-
BBIIIIEHHBII YPOBEHb OMIMPYOMHA aCCOLIMMPOBAH C YBEJIM-
YeHHEM YPOBHS IIEJIOYHOM docdaTa3bl 1 00IIeii JaKTaTae-
ruaporenassl (JIAD). [unepounupybuHeMuss — 3TO MOIII-
HBII, TOCTYIHBINA, JIETKO BOCIIPOM3BOIAMMEBIN MapKep TsKe-
JIO¥ MpaBOXKeJyA0YKOBOM HETOCTATOYHOCTU U HeOJIaronpu-
SITHOTO MporHo3a y nanueHtoB ¢ JIAL TloBbilieHue ypoBHS
y-tnyramuiaTpancnentunassl (y-I'TIT) y mauuenTos ¢ JIAT -
CCJI moxeT ObIThb CBSI3aHO U C COMYTCTBYIOLIMM OuUIMaAp-
HbIM MopaxeHueM. benok-cuHTeTe-
3upywomas GyHKUUsT TeyeHu (ypo-
BEHb aJIb,OyMHMHA) TaKXe MOXET ObITh

cHMXeHa [14].

Ta6nuua 1 [emoanHamuyeckas knaccudpukauyms JI

Onpepenenne XapaKkTepucTuku Knuunyeckas rpynna
ir CpLNA >25 mm pr. CT. Bce
lMpekanunnapras JI CpAnA >25 mm pr. cT. 1. NAT

[3NA <15 mm pr. CT.

3. JII" BcneacTaue naTonornm nerkux

HNmeroTcs ompeneneHHbIE OCO-
OEeHHOCTU MeTabou3Ma OMoMapKepoB
npu JIAI'-Ct3CT, uTo, mo-BUANMOMY,

4. XTaNr
5. JII' ¢ HEACHBIMY U MHOTOAKTOPHBIMI
MeXaHu3mMamu BO3HUKHOBEHUS

CpLNA >25 mm pt. cT. 2. JII BCNEACcTBME NaToNOrin NeBbIX OTAGN0B cepaua
[O3MA >15 mm pT. CT. 5. JII ¢ HEACHbIMU UM MHOTO(AKTOPHBIMY
CB B HOpMe nnmn CHKEH MeXaHn3mMami BOSHUKHOBEHUS

MocTtkanunnsapras JIr

30nupoBaHHas O <7 mm pr. cT.
noctkanunnsapHas JIr JICC <3 eanHny Byna
CoyeTaHHas Or0 >7 mm pt. CT.
nocTKanunsapHas JICC >3 eannuny Byna

1 npekanunnsapHas JIr

IMpumeyanne. CB — cepaeyHblit BbIGpOC, AL — AMacTONNYECKIA rPafneHT AaBneHNs.

OTpaxkaeT TMaTOTeHETUYEeCKNe OCOOeH-
HOCTH, HEe U3YYEeHHBIE 10 HACTOSIIEro
BpemeHu. Mimemusi Jero4HOU TKaHU
BHOCUT KJTIOUEBOI BKJIaJl B IIOBBIIIICHUE
ypoBHsI MoueBoii kuciaoTel (MK), yBe-
JIMYMUBASICh TMPOMOPUUOHAIBHO TSIKe-
CTU runokcum y mnamueHToB ¢ JIAT,
XPOHUUYECKOI OOCTPYKTHBHOM 0ose3-
Hbeto Jsierkux (XOBJI) u obcTpyKTHUB-
HbIM anHo? [15]. TkaHeBass uieMus
BBI3BIBAET [OCTOBEpPHOE CHUXXEHUE
ypoBHS ameHo3uHTpudochara (ATD)
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¥ aKTUBUPYET Ierpanaiuio MypuHOBBIX HYKIeOTUI0B 10 MK,
MPUBOAS K TUTIEPIIPOAYKIINHM YPaTOB B CEPAIIE, JIETKUX, TTeve-
HU U CKeJIETHOI MycKynatype. YpoBeHb MK mpsiMo Koppeu-
pyet ¢ JICC u obpatHo ¢ CB 1 yMeHbIIaeTCcs Tpyu Ha3HAYCHUH
npoctaHouioB. Cpenu HEMHBA3MBHBIX MapKepoB IMPOTHO3a
CBHIBOPOTOYHBII ypoBeHb MK He3aBUCHMO CBSI3aH CO CMEPT-
HocThlo nauueHtos ¢ WIIT [15]. ¥ nauuentoB ¢ XCH cbiBo-
poTouHBI ypoBeHb MK KoppenupyeT ¢ KOHIIEHTpalMeil nH-
TepJieliKiHa 6, pacCTBOPUMBIX PELIeNTOPOB (haKTopa HEeKpo3a
OIyXOJIM, PACTBOPMMBIX MOJIEKYJ MEXKJICTOYHOM anre3uu,
E-cenextuna. Yposenb MK npu XCH He 3aBUCUT OT 103bl
MpPUMEHSIEMBIX TUYPETUKOB, BO3pacTa, MHACKCA MAacChl Tesia
(MUMT), ynorpebsieHUs aaKorojsi, ChIBOPOTOYHOTO YPOBHS
KpeaTWHWHA, TIJIa3MEHHOTO YPOBHSI MHCYJMHA W TJIIOKO3HI,
MHCYJIMHOPE3UCTEHTHOCTH [16].

Ob6parraer Ha ceOs1 BHUMaHMe 0ojiee BHICOKUI YPOBEHD
MKy nanuenToB ¢ JIAI'-Ct3CT, 3aBucsiiuii ot craauu 3a60-
neBanus. [loBbllieHne KoHueHTpauuu MK, kak Haubosee
paHHuit JlabopatopHbiii npusHak JIAT-CCJIl, ucnonab3yoT
B IMAarHOCTUYECKUX CKPUHUHTOBBIX ajroputmax [17].

Konuenrpauus NT-proBNP — ocHoBHOro mapkepa
XCH, mupoko wucrnojib3dyemMoro B Kapauosioruu, npu WJIT
u JIAT nipu BpOXIEHHBIX ITOPOKaAX cepalla UMEET TeHAEHLIMIO
K 6oJiee BBICOKMM 3HaueHUsIM, yeM Tipu JIAI-Ct3CT [18].

COD y 6oNbIIMHCTBA 00CIEIOBAHHBIX MAllMEHTOB HaX0-
IATCS B TIpe/ieJiaX HOPMBI, €€ TTOBBIIIICHNE MOXET OBITh CBsI3a-
HO C HAJIMYKMEM COITYTCTBYIOIINX 3a00ieBaHuii. YpoBeHb C-pe-
aktuBHoro 6enka (CPB) y manmenrtos ¢ JIAT-CCJI mocroBep-
Ho Bbille, yeM nipu WMJIT, ogHako mnpeBblllIeHUME HOPMAJIbHBIX
3HaUYEeHUI He XxapakTepHo [9].

BroisiBiIeHME 0COOEHHOCTE KIIMHUYECKOM KapTUHBI U Te-
yeHus JIAI' — auib yacth perieHus npoOJeMbl YaydIeHUs
BbIXKMBAeMOCTH TMalMeHTOB. BTOpoil BaxkHOI1 coCTaBJIsIIOLIEH
saBisitorcs ocooeHHoctn camoro Ct3CT, accouuupyloiierocs
¢ JIAI. HauboJsiee moiHo 3Ta npobsiaemMa u3ydyeHa y NalueHTOB
¢ CC/I, yto mano BO3MOXKHOCTb BBIIEIUTDH «CKJIepOAepMUYe-
ckuit peHotun» JIAIL, uiu ToT HAOOP CUMNITOMOB M CUHAPO-
MOB, BO3MOXHO, CBSI3aHHBIX MEXIy CO00M MMMYHOTCHETHYE-
CKH, TTATOTeHe3 KOTOPBIX TPUBOAUT K pa3Buthio JIATL, sBisio-
1ieiics ouHasoM 3a00sieBaHusI.

Pesynbratel MccienoBaHuii, npoBeaeHHbIXx B PITBHY
HUUWP um. B.A. HacoHoBoil1, roka3zajiy, 4TO JJIMTEIbHOCTb
3a00JIeBaHMsI CBEIIIIE 12 J1eT, HaTMIue TeJeaHTUIKTa3uid, HaJIi-
Yyue B ChIBOPOTKE KPOBU aHTULIEHTPOMEPHbIX aHTUTeN (ALIA),
noBbilieHue ypoBHsI MK B cbiBOpoTKe KpoBU >340 MKMOJIb/
u oTrcyrcTBUe aHTUTeN Scl-70 yBeanuyuBaeT PUCK pa3BUTHUSA
JIAT B 6,8 paza [19].

OTOT (HaKT HEOOXOAMMO MCITOIB30BaTh ISl BBIACICHMS
rpynmbl manueHToB ¢ CCJl, y KOTOPBIX TPpUMEHEHNE HEMHBA-
3UBHBIX MHCTPYMEHTAJIbHBIX METOMOB TMATrHOCTUKU TOJLKHO
OBITh PEryJsIpHBIM, B TO BpeMsl KaK Yy JAPYTUX MalMEHTOB
¢ CCJl takoe o6ciieoBaHre TTPOBOAUTCS JIMIIID TIPU HATTUIUT
MOKa3aHUM.

[Monasnsitoniee GOJBIIMHCTBO MALIMEHTOB UMEIOT MU-
HUMaJbHbIe KOXHBIE W3MEHEHMWS, OTpaHMYWBAIOIINECS
nanpuamu kucteit (iumutupoBaHHass CCJl), uiau He UMeET
ux BoBce. M3MeHeHUs KOXU IO TUIY OTeKa WU atpoduu
B Oouibleit cteneHu accouuupytores ¢ JIAT, yuem nuddysHoe
nopaxeHue. Tem He MeHee B 4acTH pabOT Cpelu MalMeHTOB
¢ JIAT numeetrcst Becomast 101 O0JbHBIX ¢ AU GY3HON KIu-
Huuyeckoit ¢opmoii [20]. BeposiTHO, MPUUYMHON MOTOOHOTO
HECOOTBETCTBUS SIBJISIETCA BKJIIOUEHUE B MCCJEIOBaHUE TIa-
HMUEHTOB C WHTEPCTULMAJIbLHBIM TIOpaXEHUEM JIETKUX
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(UILJT), Tak KaK U3BECTHO, YTO ITO BUCILEPATHHOE TIPOSIBIIE-
Hue CCJl 6osee xapakTepHo Wit TUDOY3HOU KIMHUYIECKOM
dopwmmt [21]. upoko pacrpocTpaHeHHOE 3a0TyXIeHNE, CO-
XpaHsIollee MO Ceil JeHb CBOI aKTyaJlbHOCTh, COCTOUT
B JIOXKHOU YBEpEHHOCTHU B TOM, YTO HAJIMUUE JIETOUYHOTO (Pu-
06po3a MUHMMAJIBHOW U CpeHell BEIPAXKEHHOCTU HEe MCKITIO-
yaet nuarHo3 JIAIL DTo yTBepxkaeHue, MOMUMO Kiaaccudu-
KalMOHHOW TMyTaHULbI, MPUBOAUT K KypPbE3HbIM De3yJbTa-
TaM, B3aMMOMCKJIIOYAIOIIMM ApYr apyra. Tak, B AByX paboTax
[20, 22] pakTOpOM, acCOUMUPOBAHHBIM C BbisiBieHueM JIAT
y nauueHTtoB ¢ CC/, sBunock M3JI, yTo Karteropmyecku
MPOTUBOPEUUT OIPeAeSIEHUIO 3a001eBaHMSI.

Oco6biM BapuanTom CCJI, accoumnupyrommmes ¢ JIAT,
gapnseTcs BucuepaibHas ¢opma CCJ. Emre B cepenune mpo-
IIJIOTO BeKa OCHOBATEIW OTEYeCTBEHHOW pPEBMATOJIOTUU
E.M. Tapes, B.A. HaconoBa u H.I. [yceBa onucanu 3ToT Ba-
puant CCJI B xHure E.M. TapeeBa «KosnareHo3bl» [23],
B KOTOPO#l yXe Torma ObLIO BBICKA3aHO IPEIIOTOXKEHNE
0 BO3MOXHOCTHU BBIIECJIICHUST TaK Ha3bIBAEMBIX «MOHOOPTaH-
HBIX CKJIEPOJEPMUYECKHUX BUCLIEPUTOB», B TO BPEMsI IO O0JIb-
weit yactu — U3JI. D1oT knmHuueckuii Bapuant CCJI «kak
Obl MTOMYEPKUBAECT MU3BECTHBIN aHTarOHW3M WJIM, BO BCSIKOM
ciydae, OTCYTCTBUE MapajuiesiM3Ma MeXAY BbIPAaXKEHHOCTHIO
BUCILIEPAJIBHBIX U “TiIepudepruecKux”’ MposBIeHUM 00Je3HN»
[23], uTO MOXHO 3KcTpanoaupoBaTh u Ha cyotun JIAT-CCJI
B LIEJIOM.

Hpyroe xnuHuueckoe nposisiieHne CCJ, oueHb yacTo
BbIsIBiIsIeMoe 'y OosibHBIX JIAT, TeJleaHTUIKTa3uu |[24].
KiauHndyeckuit cuMnToM, KOTOPOMY paHee yIessioch 10C-
TaTOYHO Majio BHUMaHUsI, B TTOCJEIHKE TOIBI TTOKA3al CBOIO
3HaYMMOCTD B TMATHOCTHUKE M OIIEHKE ITpOorHo3a. TejeaHru-
SKTa3UM SIBJISIIOTCSI BBICOKOUYBCTBUTEJIbHBIM (HaKTOPOM,
accoumnupyomumcs ¢ CCJl npu JIAT, a HeKOTOpble aBTOPbI
MPU3HAIOT UX MPOTHOCTUYECKYIO 3HAYMMOCTh [25]. B2013 1.
TeJeaHTUIKTAa3MM BKJIIOUEHBI B KJacCU(DUKALIMOHHbIE KPU-
tepun CCJI [26], 4yTO CylleCTBEHHBIM 00pPa3oM CIIOCOOCT-
BOBAJIO YBEJIMUYEHUIO €€ BBISIBISIEMOCTH Y HEKOTOPBIX OOJb-
Hbix JIAT.

AHTUHYKJIeapHble aHTUTena (AHA) Takxe BHOCHT
cBoi BkJam B ¢opmupoBanue ¢deHorunos CCJ. Kak uz-
BecTHO, «JIATl-cnenupuunocTeio» odnagaoT ALIA, u, Kak
MOKa3aJ0 OOJBIIMHCTBO MCCIENOBAHUM, UX BBISIBISIEMOCTh
npubmmkaetcs K 90%. Takass MMMyHOJOTHYECKasl CITeIU-
(UYHOCTH CTaBUT BOMPOC O BO3MOXKHOCTHU CYLIECTBOBAHUS
He TOJbKO «(peHoTumna», Ho u JIAl-cnenuduueckoro reHo-
THUIIA, YTO BHI3BIBACT MHTEPEC HUCCIea0BaTEei K 3TOI MPo0-
neme [27, 28], ogHAKO 3TOT BOMPOC B HACTOSIIIEE BPEMST OC-
TaeTcsi OTKPBITHIM.

ALA, oTHocsImMecss K cKiepoaepMocrenuduiecKum
AHA, Bxomar B Habop Ki1accudukaunoHHbIX KputepueB CCJI,
[26], uTO OKa3bIBAET CYIIECTBEHHOE MOJACTIOPhE B AMATHOCTUKE
3TOTO 3a00JIeBaHUS.

Heobxomumo oTMeTWTh, 4YTO KiaccUpUKAIMOHHBIE
kputepuu CCJ 2013 1. dBUAMCH CYLIECTBEHHBIM MPOPHIBOM
B ee muarHoctrke [26]. [lepBoe U camoe TJIaBHOE MX MPEUMY-
LIECTBO 3aKJII0YAETCSI B BO3MOXHOCTH BepUGbUKALIMYU JUATHO-
3a y nauueHToB ¢ paHHeit CCJIl U B OTCYTCTBUM U3MEHEHUIA
KOXHU, YTO aKTyaJbHO 1Jisi KOropThl OonbHbIX JIALL Bropoii
0COOEHHOCTBIO 9TUX KPUTEPUEB SIBISETCS BKIIOUEHUE B HUX
JIAT kak muarHoctuueckoro npusHaka CCJI, 4To TOCIYXKUIIO
(bopMaTbHBIM TIPU3HAHUEM €TO KaK BTOPOU MO YacToTe MpU-
YUHBI IeTaTbHOTO ucxona cpeau mamreHToB ¢ CCJl B obeit
koropre [29].
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Takum ob6pazom, JIA-CCJl — yHMKanbHBIN (DEHOTHII,
coueratoinii iposieiieHuss CC u JIATL, maroreHeTnyecKue Me-
XaHU3MBI KOTOPOTO MOTUMUIIMPYIOT TEUCHHUE 3TUX COCTOSTHUIA.

B ocnoge JIAT -accouunpoBanHoro denoruna CCJJ ne-
KUT 0COOEHHOCTh ayTOMMMYHUTETa C TIPeBaTMPOBAHUEM CUH-
te3a ALLA 1 Hu3Ko# BoisiBIIseMocTbio Scl-70 anturen. OTcyT-
CTBHE KOXHBIX M3MEHEHWI M CKYIHOCTh «CKJIEpOIEepPMUYE-
CKOIf» CUMIITOMATUKU B psiie CIydyaeB IO3BOJISTIOT TOBOPUTH
0 JIAT-CCJI xaK 0 «MOHOOPraHHOM CKJIEpOAEPMUUYECKOM BU-
cuepute». Boicokast accoumanust ALLA u JIAT nukTtyer 1eneco-
00pa3HOCTb MX MCIIOJIb30BAaHMSI KapAWOJOraMu ISl yiaydlie-
Hus BbeigBiasiemoct CCJI, B TOM uucie 0e3 KiIacCHUeCKuX
KOXHBIX IPOSIBICHUIA.

CKpUHUHT
(aHamHe3, (husnkanbHoe 06cneoBaHue,
OKT, peHTreHorpacus rpyaHoil KneTtku)

Ectb nopo3petmne

Ha Jlr? HeT

He6onbmas pacnpoctpaHeHHocTh JIAI mipu mpyrux
C13CT He nmo3Bosmia chopMyIMpPOBaTh 0COOEHHOCTH aCCOLIM-
WPOBaHHEIX (hopM 3aboeBaHusl. M3BeCTHO, 4TO, HECMOTPS Ha
WIEHTUYHOCTh KIIMHUYECKUX, JJAOOPATOPHBIX U TeMOINHAMU-
YeCKUX U3MEeHEeHUI, BbKBaeMocTh ipu JIAT, accormupoBaH-
HOIl ¢ cuctemMHol kpacHoit BomuaHkoir (JIAI-CKB) u cme-
IIaHHBIM 3a0ojieBaHUEM coeauHuTeNbHOU TKaHu (JIAT-
C3CT) cymecrBeHHO mpeBbiliaeT TakoBylo npu JIAI-CCI.
Tak, mo nanusiM ®T'BHY HUMP um. B.A. Haconosoii, 1-, 2-,
3- u S-nerHsas BbRKUBaeMocTh y nmauueHToB ¢ JIAI-CCJI co-
craBuna 92,4; 80,9; 77,2 u 61,9%, ¢ JIA[-C3CT — 100; 83,3;
83,3 u 83,3% coorBercTBeHHO. Cpenu nauueHTos ¢ JIAI-CKB
3a BpeMsl HaOTIOIeHUS JICTAIbHBIX UCXOA0B HE ObLIO.

Y manMeHTOB € KIMHMYECKOM
CUMIITOMATUKOM 1/WJIY HaTudneM ¢hak-
TOPOB pUCKAa HEOOXOMWMO TPOBOAUTH
nuddepeHIInalibHO-IMarHOCTUYECKU A
IMOUCK, KaK W TIpU JAPYTUX BapuaHTax
JIAT (puc. 1). HeobxoaumMo MOMHMUTD,
yto JIAT sBisieTcsi nMarHo30M-HCKIIIO-
YeHHWeM M MOATBEPXKIAETCS KaTeTepu3a-

[nHamnyeckoe
HabnofeHne

LIMeit TTpaBbIX OTIEJIOB Ceplia U JIeroy-
Hoii aprepuu [30].

nosbiweHue CONMA

HET 50 MM pT. CT,2

na

O1eHKa pucKa He0JIaronpusTHOrO
ucxoga. K dakropam, BausonM Ha
nporHo3 nanueHToB ¢ JIAI, oTHOcATCS
DK, Hanmnume MpU3HAKOB ITPaBOXEITY-
JIOUKOBOU CepeuyHOil HeI0CTaTOYHO-

Vicknioyenne Hanbonee
yacTbix npuyuH JIM

ECTb KOCBEHHbIE
npuaHakn Jr?

CTH, TOJEPAHTHOCTL K (1)PI3I/I‘{CCKI/IM

HeT

Harpy3kam, TUCTaHIIUSI B 6-MUHYTHOM
tecte XoAp0bl (6MTX), ypoBeHb MU-
KOBOTO MOTPeOJeHUs Kucaopona

[lnHammnyeckoe EcTb 3a60neBaus (VO,), HekoTopble 3XoKapauorpadu-
HabniofeHue Her ”GB;XEE?)“(’B Aa yeckue (HaIMYUE MEPUKAPIHATIbHOTO
pALE BBINOTA, TUIOLIAAb MPABOTO MpEAcep-
CTb 3a60/16BaHIT NAT nust — [1I1) u remoguHamMuveckue ma-
Nerkux uunn UCKNt04eHa paMeTphl (,Z[aB.HeHI/IC B HH, CB, cMme-

HeT NnoKcemus 2
maHHas BeHO3Has cartypauus —
Sv0,), a Takxxe ypOBHU OMOMapKepoB
Hanpasnetue (MK, ypoBeHb HATpUilypeTH4YEeCKOIo

B 3KCMEPTHbIN LeHTp no JII

\l, TIAHamIecKos nentuaa — BNP, TponnoHuHa, Hopan-
HaBnioneHume peHanuHa, sHaoreanHa-1) [2, 30]. Bee

CumHTUrpadoms nerkmnx

n/mnu KT ¢ KOHTpacTupoBaHuem

EcTb nu
06CTPYKUMS COCYa0B

nerkux? HeT

na

v
KateTtepmsaums npasbix
oTHenos cepaua u JIA

KaTeTepusaums npasbix
0TAEnNoB cepaua
C aHruonynbMoHorpadguen

EcTb nn HeT

EcTb nn

OHU OBLIM CTpaTU(ULMPOBAHBI B 3a-
BHUCUMOCTHU OT YPOBHSI pUCKa U TIpe-
CTaBJICHBI B Ta0. 2.

Jleuenue JIAT-CT3CT. JIT" aBns-
eTCsl CEepbEe3HBIM XPOHMYECKUM 3a00-
JIeBaHUWEM, MMEIOIIUM HeOJIaronpusT-
HBIIi IIPOTHO3; LIEJIeCO00pa3HO pPeKOo-
MEHIOBATh MMallMEHTaM PALMOHAIbHYIO
eXEeIHEBHYI0O aKTUBHOCTb. JJIst Bcex
OOJILHBIX BaXKHBI OOIIKME PEKOMEHAa-
LUH, COOTIOACHNE KOTOPBIX TTO3BOJISIET

reMonHamu4eckune

06CTPYKLMS COCYNO0B piSHaKH

Mouck Apyrux npuiuH YMEHBIIUTh PUCK BO3MOXHOTO YXYI-

nerkux?

NAr?

[uarHo3 XTINI
NOATBEPXKAEH

[OuarHos JIA
NOATBEPXAEH

Puc. 1. narnoctuyeckuin anroputm JIAI-CT3CT. 9KI — anektpokapauorpadus, COJIA — cuc-
TONNYECKOe AaBNieHNe B Nero4Hoil aptepuu no faHHbiM 3XoKT, JTA — neroyHas aptepus, KT —

KOMMboTepHas Tomorpadus

478

meHust 3abosnieBaHus. CoBpeMeHHas
KOHIICTILIMS Teparuy MpeacTaBieHa Ha
puc. 2.

Ob6wue mepol. PekoMeHIOBaHO
u3beraTb BO3HUKHOBEHUsSI TaKUX I10-
TEHIIMAJIbHO OITACHBIX CUMIITOMOB,
KaK BbIpaxk€HHasl OIbIIIKA, 0OMOpPO-
KK, OO B TPYAHOM KJIETKe. 3ampe-
amTcsa GU3NIeCKe HArPy3Ku IOCIIe
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elbl, TIPU HEOJATONPUSTHOM TeMIIe-
patypHoMm pexume. PekomeHmoBaHa
SMUAypaTbHas aHeCTe3UsI B KadyecTBe
MeToJa BeIOOpa TpU TIPOBEACHUU XU-
PYPTUYECKUX BMEIIATEJIbCTB y OO0Jb-
Hbix JIAT. TTanuentkam c JIAT HeoO-
XOIWMO MPUMEHSITh METOIbI KOHTpa-
LIETIIIMHU, TTOCKOJbKY HaCTyIUIeHHe Oe-
PEMEHHOCTHU MPOTUBOMOKA3aHO B CBSI-
31 C BO3MOXHOW [IEeKOMIIEHCcaLUeHl
U pa3BUTUEM JIETAJbHOTO MCXOAA.
s mpodUIaKTUKU PeCTIMPaTOPHBIX
WHGEKIUN HEOOXOAMMO IPOBEACHUE
BaKIIMHAIINU.

Meduxamenmosnoe aeuenue. Boi-
NIEJSTIOT JIBA KOMITOHEHTA JIeKapCTBEeH-
HoOl Tepanuu y 6osbHbIX JII: monnep-
KUBaroIiast Tepamnus (opaJbHbIe aHTH-
KOAryJISTHTBI M Je3arpeTaHThl, TUYype-
TUKH, CEPIEUHbIE TJIMKO3UIbI, OKCUTE-
HoTepanusl) U crneuuduyeckass Tepa-
nusi, BKJIIOYaloIlass aHTarOHUCTHI
KaJbLUsl, TPOCTAHOUIbI, AHTATOHUCTBI
pelientopoB sHAoTeanHa (APD), uH-
rubutopsl pochoauascrepaspl TAMA 5
wmdaN5) [2, 30].

Iloooepycuearomas mepanus. Pe-
KOMEH/IOBAaHO Ha3HaYeHWE MOYETOH-
HBIX TIPENapaToB BO BCEX CIyJasiX pas-
BUTHS IEKOMIICHCALIUM TIPABOTO XKeJTy-
nouka y 6osbHbIX JIT. J103bI AMYPETUKOB
JOJKHBI aKKypaTHO TUTPOBATHCS BO U3-
OekaHue pe3KOoro yMeHbllIeHUs oobeMa
LUPKYJIUPYIOIIE KPOBU U CHUXKEHUS
apTepuasbHoro napieHus. [Ipumens-
I0TCSI TIETJIEBbIe NUYPETUKU: (DypocemMus
20—120 Mmr/cyT, aTaKpMHOBasi KUCJIOTa
50—100 mr/cyt, Topacemun 5—20 Mr/cyT.
Llenecoobpa3Ho ux couetaHue ¢ aHTa-
TOHUCTAMM aIbJOCTePOHA: BEPOIITIH-
poH 25—150 wmr, smiepeHoH 20 ML
Bo Bcex cirydasix Ha3HAYSHUST TUYPETH-
KOB PEKOMEHIOBAHO TIIATETbHO KOHT-
pOMPOBAaTh YPOBHU SJIEKTPOJUTOB
KpPOBM, a TaKXe COCTosiHMe (DyHKUMU
nouex [2, 30, 31].

OkcureHorepanusi peKOMeHIy-
ercst 6onbHBIM JII' Ha oHe 3aboseBa-
Hus nerkux (XOBJI, UIIJ u op.) Ha
MpPOTSXKEHUU He MeHee 15 4 B CyTKu
IUIST TOCTUXEHUsI TMaplyuajibHOTO HaB-
JIeHWSI KUCJIOpOoJa B apTepuanbHOM
kpoBu >8 klla. BaxxHo MOCTOSIHHO MO -
NEepKUBaTh caTypallMio KHUCJIOpoaa Ha
ypoBHe 90% u BbIIIe. B amMOynaTopHBIX
YCJIOBUSIX OKCUTE€HOTEpAIusi PeKOMEH-
nyeTcs Ui yAyYLIeHUs] KJIMHUYECKOM
CUMNTOMATUKHU, KOPPEKLUH JecaTypa-
uuy npu ¢pusnyeckoir Harpyske. Ha-
3HAaYeHWE OKCUTEHOTepanuu TalueH-
tam ¢ JIAT onpaBaaHHO JMIIb B Clydya-
SIX pa3BUTHS IbIXaTEeIbHON HETOCTATOU -
HOCTH U Tunokcemuu |2, 30].

Tabnuya 2 OueHka pucka JIAT

dakTopbl, Hu3kui puck CpenHuii puck BbICOKHiA puck
onpejenstowue nporHo3? (<5%) (5-10%) (>10%)
KnuHuyeckue npusHakm OtcyTeTBYIOT OTcyTcTBYHOT MpucytcTeytoT
NpaBOXXenyL04KOBOIA

HEA0CTaTO4HOCTH

[porpeccupoBaxne Het MepnneHHoe bbicTpoe
CUMNTOMOB

06mopoKm Het InNn3ognyeckn® lMoBTOPHbIE®
@K no knaccudmkawmm I, 1] \%

BO3

T6MX >440 m 165-440 m <165 m
KapaunonynbmoHanbHble Mukosoe VO, Mukosoe VO, Mukosoe VO,
TECTbl C (DU3NYECKOI >15 MI/MUH/KT 11-15 mn/muH/kr <11 mn/mMun/kr
Harpyskou (>65% npeg.) (35-65% npeg.) (< 35% npega.)

VENCO, yron <36
BNP <50 Hr/n

VE/NCO, yron 36-44,9
BNP 50-300 Hr/n

VENCO, >45

YposeHb NT-proBNP BNP > 300 Hr/n

B nrasve NT-proBNP <300 Hr/n NT-proBNP 300-1400 Hr/n NT-proBNP > 1400 Hr/n
Pesynbratsl Mnowagp MM <18 cm? Mnowagp MM 18-26 cm? Mnowagp MM >26 cm?
MHCTPYMEHTaNbHbIX OtcyTcTame OtcyTcTBUE lMepukapananbHblii
CCNef0BaHuI nepuKapamanbHoro U MUHUMANbHbIA BbINOT
(9x0KT) BbINOTA nepuKapAnanbHblid BbINOT

[emoanHamuyeckue [NMN <8 mm pT. CT. Onn 8-14 mwm pr. ct. Onn >14 mm pr. ct.
napameTpsbl Ch >2,5 n/mnn/m? CW 2,0-2,4 n/mnn/m? CW <2,0 n/mun/m?

V0, >65% S0, 60-65% V0, <60%

lMpnmeyanns. “PacyeTHas 1-neTHAS CMEPTHOCTb; *3aNM30ANYecKe 06MOPOKM BO BPEMS aKTUBHOM UNU TSHKENON
(Pr3N4eCKON HarpysKu, AN 3NU304 OPTOCTATUHECKOrO 06MOPOKA Y CTABUNBHOMO B OCTANbHOM NALMEHTA; “no-
BTOPHbIE 3MN30/blI 06MOPOKOB, AaXe NPpu He6OMbLLION UK perynapHon duanyeckoi Harpyske. AN — fasneque
B M, CW — cepaeyHblit nHaeke, Sv0, — caTypauus CMeLIaHHoil BEHO3HOM KpoBM Kiucnopogom, VO, — notpe6ne-
Hue kucnopoga, VE — munyTHaa sentunaums, VGO, — npoayKumus Yrnekucnoro rasa.

Tepanus JTAT-CCQ

CKPUHUHT 06Lwme mepbl
(anroputm

«Q6HapyeHne»)

aumneHTbl,
He NoJyyaBLume
Tepanuu

MoanepxuBaroLLas Tepanns

KateTepusauus
npasbIX OTAENO0B cepaLa

)
1 | |

CpegHuii puck
(®K Il no BO3)

Hu3knit puck
(®K Il no BO3)

Bbicokuin puck
(PK IV no BO3)

HayanbHas
MOHOTEpanus

HavanbHas
KOMO6WUHMPOBaHHas Tepanus
(unonpocT + puouuryar,
WIoNpocT + cunpeHadun)

HadanbHas

e MOHOTepanust

amM6pn3eHTaH,
603€eHTaH)

(puouwuryar,
MaUNTEHTaH)

MNauvenTe, —====p He[l0CTATONHbIV KIMHUHECKWI OTBET =mmmb | DacC1OTETH BOMPOC

4 0 BHECEHUN B CNUCOK

[1BoiiHas nnn TpoiiHas Ans TpaHcnnaHTauumn
nocnefoBarenbHas Tepanns Nerknx

!

Henoctato4HbIil KNNHNYECKMIA 0TBET

'

PaccmoTpeTb BOMPOC 0 BHECEHNM
B CMUCOK [N TPAHCMNAHTALMM NIBTKMX

nony4atoiine Tepanuto

Puc. 2. Tepanus JTAT-Ct3CT
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HasnaueHue cepaeyHbIX TIMKO3UAOB (IUTOKCUHA
0,25 Mr/cyT) peKOMEHIOBAaHO ISl YPEXKEHUS XKeTyI0YKOBOTO
pUTMa TPU HAKETyTOYKOBBIX TaXUAPUTMUSIX Y OOMbHBIX JIT.
B ocranbHBIX cTyyasx X MpuMeHeHue He OMpaBIaHHoO.

Taxxe He onpasgaHHo npu JIAI-Ct3CT npumeHeHue
AHTUKOATYJISTHTOB. VX Ha3zHayeHWe OCYIIECTBIISIETCS TOJIBKO
MpPY HAJIMYMU OCHOBHBIX MOKa3aHUi (TpoM003bl) [32].

HoGyraMuH, Kak W JAPYrMe WHOTPOITHbIE Iperaparsl,
y 60bHBIX ¢ JIT pekomengoBan nipu 1V @K 1 B TepMUHATBHOMK
cTaguu 3a0oyieBaHusl B Ka4eCTBE MHOTPOITHOMN MOAAEPXKKH [2,
30, 31].

PexoMeHnnoBaHo JieueHue aHeMUM / AeduUIIUTa Xejae3a
y 6onpHBIX JIT [2, 30].

He uenecoobpa3sHo Ha3HaueHMEe WHTMOUTOPOB aHTHO-
TEH3WH-TIPeBpaIaoiero pepMeHTa, 6;10KaTOPOB PEIIETITOPOB
AHTUOTEH3UHA, [3-aIpeHO0JIOKATOPOB, UBAOpaarHa OOJbHBIM
JIAT npu oTCyTCTBUM COIMYTCTBYIOIIEH naTojoruu [2, 30].

Cneuughuneckas mepanus. Anmaeonucmo! Kaavyus He Ha-
3Havatorcs nauveHtam ¢ JIAI-Ct3CT B kauecTBe cnieluduye-
CKOTO JIEYEHUSI, MMOCKOIbKY OTCYTCTBYIOT JOKAa3aTeJbCTBA MX
BJIMSTHUS HA JIETOYHYIO LIMPKYJISILIUIO Y TAaHHOW TPYIIbI MaLy-
eHTOB [2].

Ilpocmanouds — 3TO TpyNmna JUMUAHBIX COEIUHEHUM
YHUKAJIBHOI CTPYKTYpbI, 00pa3yeMbIX U3 €IUHOTO cybcTpara
apaxuaOHOBOW KUCIIOTHI.

IMpocraumknuH (TmpocrarjaHavuH [2) — MOIIHBIN 3HIO0-
TeHHBII Ba30IUJIATATOP C LIEJBIM CIIEKTPOM JOTIOTHUTEIbHBIX
3ddeKTOB: aHTUATPEeTAIIMOHHBIM, AHTUTIPOJUGbEPATUBHBIM
U IIUTOTIPOTEKTUBHBIM, — KOTOpBIE HAMpaBJeHbI Ha IMPEIOT-
BpallleHUe PEeMOIETMPOBAHMS JIETOYHBIX COCYIOB: YMEHbIIIe-
HME TIOBPEXICHUST SHIOTETUATBHBIX KJIETOK U TMIIePKOAryJIsi-
uuu [33]. M3 knacca aHaJOroB MPOCTaHOUAOB, 00JagalOIIMX
MoA0OHBIMU (apMaKOKMHETUUECKMMU XapaKTePUCTUKAMU
U papmMakoaMHaMUuecKuMU 3¢ dekTaMu, B Halllell cTpaHe 3a-
pPEerucTpupoBaH €AMHCTBEHHBIN Mpenapar — UHTAISIUOHHBII
UJIOTIPOCT.

WnomnpocT — XuMruecKy CTaOMIbHBII aHAJIOT TIPOCTALIM -
KJIMHA B a3PO30JIbHOI (popme WISt TPOBEAeHUST WHTATSIINI —
npuMeHsieTcst y 00abHbIX JIT' B Bujie MOHO- 1 KOMOMHUPOBaH-
Hoit JIAT -cnerucduueckoir Tepanuu. DPheKTUBHOCTh UHTA-
JISIIMOHHOTO MJIONIPOCTA OLIEHWBAJIACH B PAaHIOMU3UPOBAHHOM
riateboKoHTposupyemMom uccienoBaHu AIR-1 'y GonbHBIX
JIAT pa3nuuHOil 3THOJOTUM U HeorepadeabHbIMU (hopMaMu
XTOITD ¢ -1V ®K (NYHA) [34]. UHranamuu uiaomnpo-
cra/miane6o IpoBoaMInuch 6—9 pas mo 2,5—5 MKr Ha UHrajsi-
LIMIO B TeueHue AHA (B cpeaHeM 30 MKT B cyTku). Miomnpoct
yAy4dllal KIMHUYECKYIO CUMIITOMATUKY, TOJIEPAHTHOCTh K DU~
3U4ecKMM Harpyskam, Bausta Ha JICC, yacToTy KIMHUYECKUX
coObITHI [34].

WomnpocT B MHTATSIIUOHHON (hopMe peKOMEHIOBAH JIJIsT
JICYCHUS CPETHETSIKEN0M 1 Tsekenoii popm JII WMJIT, Hacnemy-

emoii JIAT, JIAT Bcnencteue Ct3CT, JIAI Ha doHe mpuema Jie-
KapCTBEHHBIX IIperaparoB, HeorepadeabHbIX Gopm XTOJIT
(tabm. 3) [2, 30, 34].

Anmaeconucmol peyenmopos 3Hdomenuna. DHIOTETWH- 1
(BT-1) — 270 MenTuA PHIOTEIUATBHOTO MPOUCXOXKACHMS, Xa-
PaKTepU3YIOIINIICS MOITHBIM Ba30KOHCTPUKTOPHBIM W MHUTO-
TeHHBIM CBOWCTBAaMU B OTHOIICHUMW TJIAIKOMBIIIEUHBIX KIIe-
TOK. AKTUBALIMSI CUCTEMBbI HAO0TeInHA Y 0obHbIX JIAT, peanu-
3yoniasicss 4yepe3 aBa Tuma ero penentopo: A (BTA)
u B (BTB), — nokazaHa npu OLIEHKE €T0 MJa3MEHHbBIX U TKaHe-
BBIX KOHIIEHTPALUiA. DTO SIBISIETCSI 000CHOBAHUEM ISl TPUMeE-
HeHust APD, onokupytommx DTA win omHOBpeMEHHO 00a TH-
na peuentopoB — DTA u OTB [35]. [TokazaHo, 4TO, HECMOTPS
Ha pa3Inuus B aKTUBHOCTH K Pa3IMUHBIM perienTopam, adde-
KTUBHOCTD JBOWHBIX U CeNeKTUBHBIX APD y 6ombHbIX ¢ JIAT
COTOCTaBUMA.

AMOpu3eHTaH — HecyJabpoHamuaHblii APD, mpousson-
HOE€ TIPOTIAaHOEBOUW KMCJIOTHI, CEJICKTUBHBI aHTaroOHUCT pe-
uentopoB OTA. [Ipenapat uzyyaics B MUJIOTHOM U ABYX IJia-
LHEOOKOHTPOJIMPYEMbBIX MccleaoBaHusaXx. B nByx 12-Henenb-
HBIX TJ1aLEe00KOHTPOJIUPYEMBIX PAHIOMU3UMPOBAHHBIX KIIH-
Huueckux wucciaenoBaHusax (PKKM) ARIES-1 (n=202)
u ARIES-2 (n=192) ouenuBanach 2¢hHeKTUBHOCTD U 0e3-
OIMAacCHOCTh aMOPU3EHTaHAa, IPUMEHSIEMOTO B PAa3IUYHBIX 10-
30BbIX pexumax — 2,5 unu 5 mr B ARIES-1; 5 wiau 10 mr
B ARIES-2 [36, 37]. B o6a PKW BkIOYaaucCh HALMEHTHI
B Bo3pacre ctapiie 18 ner ¢ JIAT pasnuuHoii 3THONOTHU
(WMJIT, JIAT BcnenctBue mpuema aHopekTukoB, JIA-CT3CT
wm JIAT-BUY), nipu mobom PK. OgHako GOJBIIMHCTBO
6osbHbIX Menu DK I (ARIES-1: 32%; ARIES-2: 45%) v
IIT (ARIES-1: 58%; ARIES-2: 52%), ¢ HeGONbBIIONH mojei
mui ¢ ®K T (ARIES-1: 2,5%; ARIES-2: 1,5%) u IV
(ARIES-1: 7%; ARIES-2: 2%). CpenHuii miane60-KOppUri-
poBaHHBII mpupocT B 6MTX k 12-if Henmesne JeyeHus (mep-
BUYHas KoHeyHas Touka) B ARIES-1 cocrtaBun coorBeTcT-
BeHHO +31 M (p=0,008) u +51 m (p=0,001) B rpynmax seye-
aus S u 10 mr; B ARIES-2 +32 M (p=0,02) 1 +59 M (p=0,001)
B IpymnIax jieueHus 2,5 u 5 Mr amopuseHTaHa. Y 280 60JIbHBIX,
3aBepIIMBIINX 48 Hel MOHOTEpanmuu aMOPU3EHTAHOM, YITyd-
menre B 6MTX cocraBuio +39 M 110 CpaBHEHMIO C UCXOJ-
HOIi. B Tpex rpymnmax pa3TuaHbIX JO30BbIX PEKUMOB Teparmiu
npupocT B 6MTX Bapbuposai oT +31 1o +59 M. B cpaBHeHUU
¢ n1ae60 aMOpU3eHTaH He BJIMSUT Ha PUCK pa3BUTHUS (aTaslb-
HOIo McXoAa WJu MoTpeOHOCTh B rocrnurtaiuszauuu. B PKU
ARIES-1/2 yactora (aTanbHbIX HMCXOMOB M IMOTPEOHOCTU
B FOCIUTAIU3alMU TT0 MpuuKnHe rporpeccupoBanus JIAT cy-
LIECTBEHHO HE pa3inyanach B Tpymmnax aMoOpu3eHTaHa U Tuia-
e6o [36, 37]. Cybananu3s B rpymie mauueHToB ¢ JJAI-Ct3CT
B uccaenoBaHusix ARIES-1 u ARIES-2 He nmpoBoaucs.

AMOpU3eHTaH PEKOMEHIOBAH IS JieYeHUsT OOJbHBIX
JIAT png ynydiieHust epeHOCUMOCTU (PU3NYECKO Harpys-

KW, 3aMeIJIeHUsI TIPOTPEeCCUPOBAHMUS
KJIIMHUYECKUX CUMIITOMOB (CM. Ta0J1. 3)

Tabnuua 3 HavyanbHas moHoTepanusa JIAT [2, 30]
Foviina nnenanaro foenana Knacc 1 ypoBeHb J0Ka3aTeNbHOCTH bosenran — APD, Giokupyio-
pynna npenaparos penapar oK Il oK Il oK IV it oba Tuna peuenTopoB, — OLIEHU-
Baicsa nipu JIAL (MJIT, JIAT-C13CT,
AHTarOHUCTI AM6pU3eHTaH | A | A Ib C cuHapoM Diizenmenrepa) B 6 PKU
3HA0TENNHOBbIX bo3eHTaH | A | A IIb C (Study-351 BREATHE-1
peLienTopos MauunTteHTaH | B | B IIb C BREAyTHE—’2 BREATHE-5 EARLY’
MOL5 Cunpenacpun : A : A ! ¢ COMPASS-2). OH nporeMOHCTPUPO-
CTuMynATOPbI FyaHWNATUMKNA3bl Puouuryar | B | B Ilb C BaJl CIOCOGHOCTD YIYUIIATh TONEPAHT-
AHanoru npocTaunkamHa VIHranaumnoHHbIi unonpocT - - | B Ib C

HOCTh K GU3MYECKUM Harpys3kam
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n @K, remonuHaMUUEeCKUE U 9XOKapauorpaduieckKre mnapa-
METphI, YBEJIMYUBATh BpeMsI 10 Pa3BUTUS KIMHUYECKOTO
yxynmenus y 6onbpHbIX JIAI 11 @K B cpaBHeHMM ¢ murane6o
[38—41].

bosenran pekomenmoBaH 0osbHbIM UJIT, JIAT-CT13CT,
CUHIPOMOM Di3eHMeHTepa UTS YIIydIIeHUs] TepeHOCUMOCTH
GuU3MYecKNX HArpy30K M 3aMeJICHUs TPOTPeCCUPOBAHUS 3a-
oosieBaHus (cMm. Taou. 3) [2, 30, 38].

BosenTan 661 mepBbIM MpenapaTtom s geyeHus JIAT,
3apeructpupoBaHHbIM s nanueHToB ¢ CCJI. Ilpu oneHke
JIOJITOCPOYHOIO TMPOTHO3a Ha (oHe Tepanuu O003eHTaHOM
OBLIO TTOKA3aHO CYIIECTBEHHOE YIYYIICHHE BbIKMBAEMOCTHU
W yBeJIWYEHUE BPEMEHU M0 KIMHUYECKOTO YXYALICHUS TI0
CpaBHEHMIO C OOJBbHBIMU, HE TOJy4YaBIIMMM creuudude-
cKyto Tepamnuio. [lepopanbHas ¢opma 603eHTaHA UMeNa Cy-
IIEeCTBEHHOE MPEUMYIIECTBO B CITIOCOOE BBEACHMS IO CpaB-
HEHUIO C BHYTPUBEHHBIMM BapUaHTAMM JICYSHUS U TTOATBEP-
KAEHHYI0 9 GEKTUBHOCT B MOHOTEPANUU, OJHAKO OHA pa3-
JIMYasiach B 3aBUCUMOCTU OT atrosioruu JIAT [42]. UmeHHO
Mpu MCMOJb30BaHUU 003eHTaHa Obl1a OOHapyXeHa TeHIeH-
1US K JOCTOBEPHO 00Jiee HU3KOM BBIXKMBAEMOCTHU Y MallMeH-
ToB ¢ CCJ/l. HecMoTpsl Ha Kaxyliuecsi ONTUMUCTUYHBIMU
NIaHHbIE O BBIKMBAEMOCTH, B TOM YMCJIE U Ha HallleM OIIbITE,
MpHU CpelHell MIUTeIbHOCTU HabmomeHust 45,4126,3 mec,
25% mnauueHToB ymepiu. B repByto ouyepeib, 3TO ObLIN TSI-
JKeJIble TTallueHTHI, TpeuMyinecTBeHHO 1V @K co 3HauuTenb-
HO MeHbIIEH UCXOAHOU auctanmueir 6MTX u 0ojiee Xyamm-
MM TeMOAMHAMUYeCKMMHU Toka3zaTteassMu. OTBeT Ha 16-He-
NeTbHYI0 Teparuio y HUX ObUT MeHee aleKBaTHBIM, O 4eM
CBUJIETEJILCTBOBAJIA OJIM3Kash K JOCTOBEPHOU pa3HMIIA B CHU-
xxeHun JICC B nporuiecce JeyeHus. Takke oopaniaet Ha ce0s
BHMMaHME TO, YTO, MMOMUMO TF€HJAEPHOTOo numopdusma (u3
18 mameHToB ¢ CCJI TOJBKO ABOE ObLIM MY>KUMHAMU), MYXK-
CKOJ MoJI MalueHToB, Tak xe Kak u npu CCJI [43], sBusieTcs
(akTOpOM pucka HeOJIaronpusaTHOTO MPOrHo3a — obda nauu-
eHTa-MYXYUHBI yMepau [44].

MauuteHTan — naBoiiHOUW APD, KoTopblii m3yuancs
B JUTUTEJIbHOM MHOTOIIEHTPOBOM JBOMHOM CJIETIOM ILjiarle-
OOKOHTPOJIUPYEMOM KJIIMHUYECKOM HCCIeA0OBaHUU
SERAPHIN mist olleHKM BIMSTHUS Tepalliy Ha IPOTPecCcr-
poBaHue 3a00J1eBaHUSI U CMEPTHOCTD 001bHBIX JIATL 742 60J1b-
Hbix, umeromux WUJIT win Hacnenyemyto JIAT, JIAT-CT3CT,
JIAT nocne xupypruueckoit koppekuuu BIIC, cucremHo-
sierouyHbix mwyHToB, JIAI-BUY unu BcaencTBue rpuema Jje-
KapCTBEHHBIX MpenapaToB/TOKCUHOB, ObLIM paHIOMU3UPO-
BaHbl B cOOTHoOIleHUU 1:1:1 151 monaydyeHUs MalUTeHTaHa
3 mr (n=250), uau 10 Mr (n=242), unu miauedo (n=250)
OJIMH pa3 B cyTKU B TeueHue nmpumepHo 100 Hen [45]. Kowm-
OMHUPOBAHHOW MEPBUYHOU KOHEYHOIN TOUYKOU SIBUJICS Tie-
pHMOI IO Pa3BUTUS MEPBOr0 KJIMHUYECKOTO COOBITUS, CBSI-
3aHHOTO ¢ yxyameHueM tedeHust JIAD (mporpeccupoBaHue
3aboyieBaHUsI, WHUIIMALUS Tepanuu IapeHTepalIbHBIMU
MPOCTAaHOMIAMU, TPAHCIUIAHTALIUS JIETKWX, TpeacepaHast
CEeTNTOCTOMMUST) MM HACTYIUICHUs JieTaIbHOTO ucxoaa. [Ipo-
rpeccupoBanue JIAI perucTpupoBasioch P HATUYUK TPeX
KputepueB — cHukeHust 6OMTX Ha 15% u Gosiee o cpaBHe-
HUIO C MCXOJHON BEJMYMHONI (pe3yJbTaT IMOATBEpPXKIAJICs
B JBYX TecTaX, MPOBEACHHBIX B pa3lUYHble THU B TeUECHUE
2-HeJeNbHOTO MEePUoaa), YXYAIIEHUs KIMHUYECKONH CUM-
nromatuku JIAT (yxynmenue @K, mosiBieHue NMpU3HAKOB
nexkomneHcauuu I12K 6e3 cymiecTBeHHOW AMHAMUKU TpU
NPUMEHEHUU TIePOPaJbHBIX AUYPETUKOB), MOTPEOHOCTH
B IOTIOTHUTENbHO Teparuu.
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IIpuMeHeHMe MalIUTEHTaHA B 403aX 3 MI' [OTHOCHUTEIb-
bl puck (OP) 0,70; 97,5% noBepuTeNbHBIN WHTEpBa
(any 0,52—0,96; p=0,01] u 10 mr (OP 0,55; 97,5% OU
0,39-0,76; p=0,001) B cpaBHeHUHN ¢ MUIAaLe00 CIIOCOGCTBO-
BaJIO CHUKEHMIO prcKa 3a00JIeBAaeMOCTH M CMEPTHOCTU TIPU
JIAT Ha 30 u 45% cootBercTBeHHO [45]. Dddekr Tepanuu
He 3aBUCEJI OT TOTO, MOJIyJaJu JU OOJIbHBIE UCXOIHO CO-
nytcrByomyio JIAT-cnenududeckyo tepanuio udIADS,
MepopaJbHBIMU WJIM MHTAISLUOHHBIMUA TPOCTAHOUIAMM.
K 6-My Mecsuy HaGmiogeHus B rpymmne ame6o 6MTX
yMeHbIIWIACh Ha 9,4 M, B TpyInax jJe4eHus] MallMTEeHTAHOM
MPUPOCT TUCTAHIIUU cOCTaBWI +7,4 M TIpU Ha3HAYEHUU J0O-
3pl 3 Mr (2 dekT Tepanuu +16,8 M B cpaBHEHUHU C IUIa1e00;
97,5% OWN 2,7-3,4; p=0,01) u +12,5 M nipy Ha3HAYEHUU
10 mMr (adpdexr tepanuu +22,0 M B cpaBHeHUHU € TUIAIE00;
97,5% IW 3,2—40,8; p=0,008). ®K yiydmnics 1mo cpaBHe-
HUIO C MCXOAHBIM K 6-My Mecsily JedeHus1 y 13% 0GonbHBIX
B rpymre miaue6o, 20% — B rpyime MaudTeHTaHa 3 MT
(p=0,04) n 22% — B rpymnie 10 mr (p=0,006). [To cpaBHEHMIO
¢ Tpynmnoi niaane6o Tepanusi MallMTEHTAaHOM BbI3bIBaJla 10C-
ToBepHOe cHuxeHue JICC u nosbieHue CU.

Heob6xonumo  oTMETUTBH, YTO B  MCCAEIOBaHUU
SERAPHIN BriepBbie 66110 00HApY>KEHO MPaKTUYECKU PAaBHO-
3HAYHOE CHUXKEHME PUCKOB HACTYIUIEHMsI HEOJIaronpusTHOrO
ucxona y nauueHnto ¢ UJII u JIAC-CC/I [45].

MauureHTaH peKOMEHIOBAH IS IIPUMEHEHUS Y 0O0JIb-
HbIX JIAI' pa3jInM4HOIl 3THOJOTUM C LETbI0 MPEIOTBPAILICHUS
TpOTpecCUpoBaHUs OOJIE3HU W YAYYIIEHWS] BBEDKUBAEMOCTHU
(cMm. Taba. 3) [2, 30, 45].

Hneubumopnt gpocgpoduscmepaszvr muna 5. UOIADS mpe-
TMOTBPAIIAIOT AeTPAIaInio IIMKIMIECKOTO TyaHO3MHMOHO(bOC-
data (LU'MD), 4TO MPUBOIUT K Ba3OAMIATALIMM 3a CUET BIIUS -
Hust Ha cucteMy NO/ul'M® u BbizbiBaeT cHukenue JICC
M TIeperpy3Ku mpaBoro xeayaouka [1, 7, 8].

CunneHadwn — ceneKTuBHbIN nPJID5 11 nmepopanibHO-
ro HazHauyeHus. B 4 PKW y 6onbHbix JIATT mokazaHbl TO3UTUB-
Hble 2(pGbeKTh cruiaeHaduIa B BUAE YIydLICHUs TOJIEPAHTHO-
CTU K PU3MYECKUM HArpy3KaM, KIMHUYECKON CUMIITOMATUKI
U/WIN TeMOIMHAMUKY [46].

Cunnenadwn pekoMmeHnosad mpu JIATL mist ymydmeHust
MePeHOCUMOCTU (PU3UYECKUX HArpy3ok (cM. Taou. 2) [2, 30].
PexomennoBaHHas no3a coctasisier 20 Mr 3 pa3a B CyTKH.
B PKUM SUPER-1 y 278 6onbHbIx JIAT, monay4yaBumux cusimue-
Hadwuaa uutpat B no3ax 20, 40, 80 mr 3 pasa B cyTku, K 12-ii
HeJlesie OTMEeYaoCh yaydllleHue KIMHUISCKON CUMITTOMATH -
KU, TeMOJAMHAMUKU, TOJEPAHTHOCTU K (PU3UIECKUM Harpys-
KaM [46]. Pa3Hulibl B pe3y/ibTaTax JIedeHUs IPU CPaBHUTEIb-
HOIi OlLIEHKE pa3HOA030BBIX Tpynil JeuyeHus ot 20 1o 80 mr
3 pa3a B CyTKHU He OTMeYaIoCh. [1py reMonMHAMHUYECKOM HC-
ciaemoBaHuU K 12-ii Hemese Tepalyy B IPyIMIax cuiaeHadu-
JIa TI0 CPaBHEHUIO C ITIaebo 0TMEYaIoch TOCTOBEPHOE CHU-
xenne CpJIA u JICC. Honst 60abHBIX ¢ yaydimieHueM @K
Kak MUHUMYM Ha OIWH KJIacc Oblja BBIIIE B KaXKIOU Ipyrime
JIeUeHUsT cuimeHadUIIOM IO CpaBHEHUIO ¢ Tutauebo [46].
He Obuto pasznuuuii Mexay rpynmnamu cuijeHadunaa v 1o
YUCTY KIMHUYECKUX COOBITUI, CBUACTEIbCTBYIOIINX O MPO-
rpeccupoBaHuu JIAIL. TlobouHble 3(pPeKThl BbIpaxKeHbl He-
3HAYMTEILHO U BBI3BaHbI BasoaujaTalideil (rosoBHast GOJb,
MPUJIKUBBI, KPOBOXapKaHbE).

CTaTUCTUYECKUI aHalu3 IOACPYIIbl I[ALMEHTOB
¢ JIAT-Ct3CT Takke ToKazaj CYIIECTBEHHOE YJIydIlIeHUE
TOJIEPAHTHOCTH K pusndeckoii Harpyske, @K, remonrmHaMm-
YEeCKUX II0Ka3arejieil, a TakKXKe XOPOUIYI0 IEPEHOCHUMOCTh
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[47]. ConocTaBiieHrEe BBKMBAEMOCTH ABYX Pa3HbIX IO 3THO-
noruu BapuaHToB JIAI mpoBommiicsi U B WCCIENOBAaHUU
SUPER-2 [48]. AHanu3 3-JIeTHel BEBDKUBAEMOCTH B CyOTpyII-
max JIAT-C13CT u WJIT mokazan ee CHUXXeHHWE B TEPBOI
IpYIIIE IO CpaBHEHUIO co BTopoii (72% vs. 81%). Takxe Obl-
JIO OTMEYEHO, UTO Ha BBDKMBAEMOCTD BJIUsLIa MCXOTHAS JTUC-
taHusg 6MTX: marueHTsl, npomenmue >325 M 10 Havaja
Teparuu, UMeIu JYYIIylo 3-JIETHIOI BBIKMBAeMOCTb, 4eM
npoueamue <325 m (84 u 70% cootrBeTcTBeHHO). OMHAKO
SKCTPAMoJISILKS Pe3yJbTaTOB 3TOT0 UCCIeI0BaHUS Ha pealb-
HYIO NeWCTBUTENIBHOCTb CJIOXHA, MOCKOJIbKY MAllMeHTHl Ha
aTane OTKPHITOTO MCCIENOBAaHUSI MPUHUMATU MaKCHUMallb-
HyI0 103y cuiaeHadwia, MPUMEHEHHYIO B MCCIEIOBaHUSIX
SUPER, — 240 mr/cyT.

Cmumyaamoput pacmeopumoii yanuaamuyuxaasot. Puoyu-
eyam. n®J1D5 oxaswiBatoT BausiHUE Ha TyTh NO — pacTBOpU-
Mas ryanmnatimkiasa (pI'L) — ul' M® 3a cuet BIusiHUS Ha Jie-
rpamanuio I’ M®, B To BpeMst Kak cTumyJisitopbl pI'Ll moBbI-
maroT npoaykuwio ul'M® [1, 7, 8, 49]. Puonuryatr nmeer
NBOMHOU MexaHM3M AeiicTBust: ceHcubunusupyet pI'Ll k snmo-
reHHoMy NO niyrem cradbunuszauuu cBa3u NO-pl'Ll, a Takke
HaMpsIMyl0 CTUMYJIUPYET GepMEHT uepe3 APYroil yuacTok CBsI-
31, He3aBucKMMO oT NO. Puonuryat BoccTaHaBIMBaeT MeTabo-
muyeckuii myTh NO—pl'll—ul'M® u BbI3bIBaeT yBelMueHUE
npoaykinu ul M@, KOTOpbIi UTpaeT BaXXHYIO POJIb B PETyJisi-
LMY TIPOLIECCOB, BIMSIONINX HAa TOHYC COCYIOB, Tposudepa-
uuio, ¢pubpos u BocnaieHue [2, 49].

B 12-HemenbHOM IBOWHOM CJIETIOM TIIAlle00KOHTPO-
aupyeMom PKUM PATENT-1 Obina mokazaHa 3¢hdeKTuB-
HOCTb U Oe3omacHOCTb puoluryara y 443 GosnbHbIX ¢ JIAT
(WJIT, cemeiinoii JIAT; JIAT, accouuupoanHoit ¢ Ct3CT,
BIIC, mopTajlbHOI TUIEPTEH3UEH C LUUPPO30OM MEYEeHHU,
MPUEMOM aHOPEKTUKOB uiu amderamuna). [Ipenapar B 10-
3¢ 10 2,5 MT 3 pa3a B CyTKHU yJIy4llla] KJIMHAYECKYIO CUMIITO-
MaTHKYy, TOJEPAHTHOCTb K Harpy3kam, reMoauHaMuueckue
napameTpbl, @K, yBenrunBai BpeMsi 10 pa3BUTUS KJITMHUYE-
ckoro yxymineHust. K 12-it negene 6MTX yBeuuniics Ha 30 M
OT UCXOMHBIX 3HAYEHUH B TPYTIIIE PUOIUTYaTa C MAKCUMAallb-
HOW /10301 2,5 MI' U CHU3WJICS B CPeIHEM Ha 6 M B IpyIIIe
miane6o (p<0,001). Yayumenune 6MTX K 12-it Henee teue-
HUSI JOCTUTAJIOCHh U 'y OOJIBHBIX, TTOJTYYaBIIUX TIPEAIIEeCTBYIO-
myto JIAT-cneunduueckyto tepanuio [49, 50]. Beanuuna
JICC B rpyrmrme puonuryata ¢ MakCuMajabHOM 10300 2,5 Mr
CHU3MJIach Ha 223 auH/c/cM’, a B TpymIe miamnedo CHU3M-
Jgack Ha 9 nuH/c/cM® (p<0,001). CTaTUCTUYECKN 3HAYMMBbI-
MU MPU Ha3HAYEHUM PpUOLIUTyaTa B CPaBHEHUM C Tjianebdo

Ta6nuua 4 Kom6uHuposaHHas tepanus JIAT

ObITM W3MEHEHUS] TeMONVMHAMUYECKUX ToKazaTeineid —
CplJIA 1 CB, a takke NT-proBNP, ®K, creneHn oIk
o bopry. JlocToBepHO peske B TPYIITe pUOIUTYaTa C MAaKCU-
MaJIbHOM T030# 2,5 MT B CpaBHEHUU C IIaied0 HacTynmaiu
COOBITHS, YKa3bIBAKOIIME HA KIWMHUYeCKoe yxyameHnue JIAT
[49]. Mo nmanubiM ucciaepoBaHusi PATENT-2, puouwuryat
MO3BOJIUJ TOCTUYb 93% BBIKMBAeMOCTH Yepe3 2 ToJa Uccie-
JIOBaHUs, TpU 3TOM y 79% maineHTOB He HAa0I101a]10Ch KW~
HUYeckoro yxynumeHus. HyxkHo oTMeTUTb, YTO 3TH MoKa3a-
Teau obn cxoxumu B rpynnax WML, JTAT-Ct3CT u JIAT-
CC/ [50].

Puonuryar pekoMeHI0BaH 111 YIy4dlIeHUs TIEPEHOCU-
MocTu (usnueckux Harpy3ok (A6MX), ymyumenus DK
(BO3) m mpenotBpamieHust miporpeccupoBanus JIAI (cwm.
Tabm. 3) [2, 30]. He pekoMeHmyeTcs] KOMOMHALIMST PUOIIATYa~
Tta 1 u®/1D5 n3-3a prcka pa3BUTUSI TUTIOTEH3WH U IPYTUX TTO-
00uHBIX 3 PeKTOB.

Kombunuposannas mepanus JIAT — 370 OTHOBpEeMEHHOE
HCIO0JIb30BaHKe O0siee YeM OJHOTO Kiacca crielubUuyecKux Jie-
KapcTBeHHBIX cpeactB [2, 30, 51]. DTOT nMoaxoa siBaseTCst Mpu-
BJIEKATEJIbHBIM [UTsSI KOHTPOJIST 3a00IeBaHMSI, TOCKOJIBKY B KJIH-
HUYECKYIO MPaKTUKY BHEAPEHbI Pa3IMyHbIe KJIACChl Mpernapa-
TOB, BO3IEUCTBYIOLIMX HA TPU CUTHATIbHBIX MYTU MAaTOTeHEe3a:
npocTarjaaHanHbl/ poctaHonasl, APD (OT-1), udAD5 u ctu-
myssitopsl pI'Ll. B akcniepTHbIX LIeHTpax no jgeyeHuto JII' kom-
OMHMPOBAHHAS TePATUS SIBJSIETCS CTAHIAPTOM JiedeHus1. B mo-
cJieqHUEe TOObI OTBIT TIPUMEHEHUsT KOMOMHUPOBAHHON Tepa-
MUK 3HAYUTESbHO Bo3pactaeT. HemaBHuit metaaHanus 6 PKU
MO MPUMEHEHNI0 KOMOMHUPOBAHHON Tepanuu y 858 mauueH-
TOB TOKa3aJ, YTO B IPyIIIe KOMOMHALIMK TTPEeTiapaToB IO CpaB-
HEHUIO C KOHTPOJIeM OTMeyaeTcsl 3HAYMTEJbHOe CHIDKeHUE
pucka kimHMueckoro yxymmenuss (OP 0,48; 95% AU
0,26—0,91; p=0,023), nocToBepHbIii mpupoct 6MTX Ha 22 M
u ymeHbinenue JAJIAcp., JICC, AIII1. Yacrora cepbe3HbIX He-
OIarOMpPUSITHBIX peaklMil MeXIy TpynraMu He pa3nnyaiach
(OP 1,17; 95% AN 0,40—3,42; p=0,77) [52]. CHuxeHue
CMEPTHOCTH OT BCEX MPUYMH HE ObLTO CTATUCTUYECKU 3HAUU-
MbIM. TeM He MeHee ypoBeHb CMepTHOCTH 0obHbIX JIAT, yya-
ctBytoiux B PKU sBisieTcsi OTHOCUTENIEHO HU3KUM, YTO He
TTO3BOJISIET BBISIBUTH CTATUCTMUECKYIO MOCTOBEPHOCTh. Bemb
pa3Mep BBIOOPKHM JTOJKEH JOCTUTATh HECKOJIBKUX THICSY Talli-
eHToB [2, 53].

[MocnenoBarenbHast JieKapcTBEHHAsT KOMOMHUPOBaHHAS
Tepanusl UCIOJIb3YeTCsl ISl JIEYeHUsT OONBbHBIX C HEOCTATOY-
HBIM OTBETOM Ha HayajbHYyl0 MoHoTepanuio. Kak BuUIHO 13
Tabs. 4, HanboJiee ONTUMATBHBIMU MOCIEN0BATETbHBIMU KOM-
OMHALMSIMMU SIBJISIIOTCSI MALIUTEHTAH, 10-
0aBIeHHBIN K cuiaeHaduIy, 1 PUOLIU-
ryart, 1o0aBJIeHHbI K 603eHTaHy. Heo0-

Knacc/ YpoBeHb A0Ka3aTenbHOCTH

XOOUMO IIOMHUTb M O IIOCJIEA0BATC]Ib-

I'pynnbl npenapartos

oK Il Kl K IV HbIX KOMOMHAUMSIX, HE BJIUSIOLIMX Ha
OTHAJIEHHBIN TPOTHO3 (CM. Tabm. 4) [2,
MauunteHTaH — + cungeHadgun | B | B lla C
30]. HauanbHasi KOMOMHUPOBaHHAS Te-
Puouuryar — + 603eHTaH | B | B lla C panus, BKIIOYAIOWAs MHTATSLMOHHbII
AinonpocT uHr. — + 603eHTaH Ib B IIb B Ib C WJIOTIPOCT, PEKOMEHIYETCS IPU BBICO-
CunpeHachun + anonpocTeHon - - | B lla B KOM pucke JetaabHocTH (>10% B rom;
AmbpuseHTan — + cunaeHacun IIb C IIb c IIb C CM. puc. 2).
boseHTaH — + cungeHachun b C Ib C b C Tpancnaanmayus neexux. 1lupo-
CungeHacpun — + 603eHTaH Ib C Ilb c lib c Kofbm“o“b?‘o‘*aﬂ”e COBPEMEHHDbIX CIICe-
uduryeckux rnpenapaToB CylueCTBEHHO
[pyrue ABOIAHbIE KOMOUHALMN Ib C lb C Ib C H perap Y
3 YMEHBILIWIO TPUMEHEHNE TpaHCIIaH-
[lpyrue TpoiiHble KOMEMHALWN Ib C lb C Ib C Taruu nerkux y naimentos ¢ JIAT, Tem
Puouuryart + cungeHadmn [} B n B ] B

HE€ MCHEEC CYLICCTBYET OIIPCACICHHAasA
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TPYIINa MalueHTOB, MUIsl KOTOPBIX TPAHCIUTAHTALIUSI SIBIISIETCS
IIaHCOM Ha TpojsieHue Xu3Hu. [lokazaHus UIsT TPOBEACHUS
TpPaHCIUIAHTAIIUU JIETKUX OOIINe, KaK U TPU IPYTUX TKETBIX
KU3HEYTPOXKAIOMINX 3a00JIeBAaHUSIX, TIPU STOM HYKHO yIUTHI-
BaTh PECYPChl TPOMHON KOMOMHMPOBAHHOU Tepanuu [54].

Taxum 006pa3oM, B HACTOSIILIEE BPEeMsI, HECMOTPSI Ha ove-
BUJIHBIN Mporpecc B AMarHOCTUKE U JIEYEHUU, CYLLIECTBYIOT He-
peuieHHbIe MPoOJEeMbI, OTHAKO UCMOJIb30BaHNME HAKOIJIEHHBIX
3HAHUI U X MPAKTUYECKOE MPUMEHEHNE CYLIECTBEHHBIM 00-
pa3oM yJydiialoT nporHo3 naueHTon ¢ JIAI-Ct3CT.
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MporpaMma HenpepbIBHOrO NOCNEeAUNNOMHOro o6bpasoBaHua Bpavued

Bonpocel ans camokoHTpong

Ha3oBurte cucremMHoe 3a00JieBaHie COEMHUTEIBLHON TKAHU
npu Kotopom JIAT BcTpeyaercs HauOoiee 4acTo

A. CucremHasi CKJIepoaepMus

b. CucremHas KpacHasi BoJTuyaHKa
B. PeBmarouaHblii apTpuT

I. PeuuauBupyomuii MOITMXOHAPUT

Kakoe kimnndyeckoe nposisienue JIAI xapakrepHo

111 00abubIX ¢ CT3CT?

Oppllka.

KpoBoxapkaHbe

TeHepann3oBaHHbIN IMAHO3

dopmupoBaHne «6apabdaHHbBIX MATOYEK» U «4aCOBBIX
CTEKOJ»

=R 'S

Kakwue 1Ba MeTo1a MHCTPYMEHTAIbHOI THATHOCTHKH
ucnonb3ywres A ckpuauara JIAT npu Ct3CT?

A. DxoKTI

b. JlymnekcHoe ckaHMpoBaHMe OpaxuoredalbHbIX COCYI0B
B. WccnenoBanue nuddy3moHHON CITOCOOHOCTU JIETKUX
I. Xonrepockoe DKI'-MoHUTOpHUpOBaHUE

Kakum metonom Bepudmmmpyiot auarsos JIAI?

A. OxoKTI'

b. Karetepusauus npaBbiX OTAEIOB cepalla U JErOYHOMI
aprepuun

B. KT nerkux

I. Bonumerusmorpadus

Yro 13 HIZKENEPEYNCIEHHOTO MO3BOJUT 3A003PUTH

Hammuue JIAI y manuenta ¢ CC/I?

A. W3zomupoBaHHOe cHIDKeHUE nuddy3noHHOMN
CMOCOOHOCTH JIETKUX

B. OOHapykeHue UHTEPCTULIMATbHBIX U3MEHEHU I
npu KT nerkux

B. BroisiBnenue anturen B JIHK

I Hanuuwue curHaia BbIpak€HHON MUTpaJbHOM

6. Jlng ycranoBienus quarnosa JIAI' HyKHO UCKJIIOYMTD
HIT

[MopaxeHue 1eBbIX OTIENOB CepAlla

Jlerounyio smb0/110

Bce BrIenepeunicieHHOE

owe e

7. JInd OLeHKH TOJIEPAHTHOCTH K (hu3nyeckoil Harpy3Ke
y namuenTos ¢ JIAT npoBoaurcs

TecT 6-MUHYTHOI XOIBObI

OxoKTI

Bonumieruamorpadus

CyTouHO€ MOHUTOPUPOBAHKE aPTEPUATEHOTO

JABJIECHUS

owm

8. BbiGepuTe, KaKue Mpenaparsl HCHOJb3YIOT B KAUueCTBe
nojaepxuBaonieii tepanud y namueTos ¢ JIAI'-CCJIL
A. BiokaTopsl KaablIMeBbIX KAHAIOB
b. MoueroHHbie
B. AHTUKOAryisiHThbI
I. CepaeuyHble MNIMKO3UIbI

9. Jlna neyenns namuentos ¢ JIAI'-Ct3CT II-1I1 ®K
UCHOJIb3YIOTCS

AHTaroHUCTHI PELIENITOPOB IHAOTEINHA

Wuruourtopsl ¢pochoauscrepasbi-S.

ITpocraHoubl

Bce BhbilIeIEpeYncIeHHOE

owe e

10. Kakoii MeTo1 JiedeHns1 MCIOJIb3YIOT B KQUeCTBe CTAPTOBOI

Tepamun 11 namuentos JIAI'-CCJI IV @K:

A. MoHoTtepanus 603eHTaHOM

B. MoHorepanus cuiaeHaduaiom

B. KoMOuHuMpoBaHHas cTapToBast Tepanus
cuiiieHauIoM U pUOLIUTYaTOM

I. KoMOuHupoBaHHas cTapToBasi Tepamnus
cuaeHaUIOM U MHTAISIHMOHHBIM WJIOTIPOCTOM

peryprutauuu
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