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Pesiome

LleAb: MPOBECTM KOMMAEKCHbIM aHaAM3 KAMHUYECKOTO, (hyHKLIMOHAALHOTO, FreMOAMHAMMUYECKOTO NPOMUAS NaUMEHTOB C HeonepabeAbHOM
XPOHUYECKOM TPOMBOIMOOAMUECKO AerOuHOM runepteHsmeit (XTIAT) B CpaBHEHWM C rpynmnoi MAMONATUHECKON AEFOYHOM r1nepTeH3nm
(MAT) no aaHHbIM Poccuiickoro pernctpa Ha MOMEHT BepuchuKaLIMM AMarHo3a, a TakKe U3yUnTh 0COOEHHOCTM AeKapCTBEHHOM Tepanuu U ee
BAMSIHME HA MPOrHO3.

Marepuanbl u MeTOAbI. B peTpocnekTMBHOM MCCAeAOBaHMM MPUHSAKM yuacTie 193 60oAbHbIX ¢ MAT 1 130 — ¢ HeonepabeabHoi XTIAT
B BO3pacTe craplue 18 aeT. Bce GoAbHble sIBASIAMCH y4acTHMKamn Poccuiickoro perunctpa (www.medibase.pro) B 15 3KCrnepTHbIX LieHTpax
Poccun B neproa ¢ 01.01.2012 no 31.12.2018 r. lNpoBeaeH CPaBHUTEAbHbBIA aHAAWU3 KAMHUYECKMX, (DYHKLIMOHAABHBIX, FEMOAMHAMMYECKMX
napameTpoB. AMarHo3 ycTaHaBAMBAACS B COOTBETCTBMU C aATOPUTMOM, NMPEAAOXKEHHBIM B POCCUMICKMX peKOMEHAALIMSIX MO AMArHOCTUKE
M AeUeHMIo AeroUHOM runepTeHsnmn (A) u XTIAT (2016 r.).

PesyAbtatbl. B pamkax AaHHOrO MccAaeaoBaHMsi npoaHaAmsmnposaHo 193 nauuenTa ¢ MAT (31 MyxumHa m 162 xeHwnHsl) n 130 —
¢ HeonepabeabHom XTIAT (40 My>xumnH 1 90 xeHwmH). MaumenTsl ¢ XTIAT OblAn CTaplue No cpaBHEHMIO € nauveHTamu ¢ MAT: 52,2 [41,1;
60,6] roaa un 36,5 [26,8; 36,5] AeT COOTBETCTBEHHO. [Neproa oT NosBAEHMS CUMNTOMOB AO MOATBEPXKAEHMS AMarHoza XTIAI cocTaBasiA
B cpeaHem 1,08 [aoBepuTeabHbiit uHTepBaa (AM): 0,2; 3,1] roaa, npu MAT — 2,01 [AM: 0,6; 4,2] roaa. boree 80% naumneHToB
¢ HeonepabeabHoi XTIAT umean Il n 1V cpyHkuMOHaAbHBIN kaace (DK) no kaaccudprkaumm BcemMmpHoi opraHmsalimm 3apaBooxpaHeHHus
Ha MOMEHT NOCTaHOBKM AMarHosa npotms 61% nauneHtos ¢ MAT.

3akAlouenue. MauneHTsl c HeornepabeabHol hopmoit XTIAT no cpasHenuio ¢ rpynnoi MAT, no aaHHbiM Poccuiickoro peructpa, crapiue,
XapakTepusylotcs Goaee TsxeAbIM MCXOAHBIM DK 1 YacToi conyTCTByloleN naToAoruel (apTepuaAbHas rMNepToHMs, XPOHUYecKas CepAeHHas
HEAOCTAaTOUHOCTb, MOBbILIEHHbI MHAEKC MacChl Teaa). Mpu conoctaBnmoit ctenenn Al Mo oLEeHKe CPEAHEro AABAEHUS! B ACTOUHOM apTepum
(cpAAA) npm axokapanorpadum B rpynne nauneHTos ¢ HeonepabeAabHoi XTIAI oTMeuarach 6oAbLLas MAOLLIAAL NPABOro npeacepaus. Mpu
OLIEHKe MapameTpoOB LIEHTPAALHOM reMOAMHaMMKK Mpu XTIAT BeIsIBAGHBI AOCTOBEPHO GoAee BbICOKME 3HaueHKs CPAAA 1 Goree HU3KMe
3HaueHus caTypaumnn KpoBM KMCAOPOAOM. B yCAOBMSIX 4acTOro NpuMeHeHUs CTapToBOM KOMOWHMPOBAHHOM Tepanuu y 75% nauneHToB
¢ XTIAT (y 40% — koM6MHaLMsl proLmryaTa M MAOMPOCTA) 5-A€THSIs BEKMBAEMOCTb AOCTUIAA 93% npoTue 86,5% y naunentos ¢ MAT.

KatodeBble croBa: mamonatmyeckasl AeroqHasl rurnepTeH3us, HeorepabeAbHas XPOHUYecKash TPOMOOIMOOAMYECKas AeroYHasl rmnepTeH3ms,
PUOLIMTYAT, HALUMOHAALHBIF PErUCTP ACTOYHOM rUNepTeH3UM.

Anst umtuposanms: Yasosa M.E., Baanesa 3.C., Hakonednmkos C.H. u ap. OcobeHHOCTH KAMHMKO-(DYHKLIMOHAABLHOIO M FEMOAMHAMMYECKOrO
NPoGhHAs, AeKapCTBEHHOM Tepanuu M OLeHKa MPOrHo3a y MauMeHTOB C HeornepabeAbHON XPOHMYECKOH TPOMOOIMOOAMYECKOH
M MAMONaTUYECKOK AEro4YHOM runepTeHsmneii no AaHHeiM Poccuiickoro pernctpa. Tepanestudeckmsii apxmus. 2019; 91 (9): 77-87. DOI:
10.26442/00403660.2019.09.000343
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Aim: to perform the complex analysis of clinical, functional, hemodynamics profile in patients with inoperable chronic thromboembolic
pulmonary hypertension (CTEPH) compared to the idiopathic pulmonary arterial hypertension (IPAH) group at the time of diagnosis
verification according to the Russian registry, and to evaluate the features of medical therapy and it’s influence on prognosis in these patients.
Materials and methods. In the retrospective study 193 patients with IPAH and 130 patients with inoperable CTEPH older than 18 years
were included. All included patients were the participants of Russian registry (www.medibase.pro) in 15 Russian expert centers during the
period from 01.01.2012 to 31.12.2018 year. The diagnosis was verified according to the algorithm, reflected in the Russian guidelines on
diagnosis and treatment of PH and CTEPH (2016 year). The comparison analysis of clinical, functional, hemodynamics parameters in
patients with IPAH and inoperable CTEPH was made.

Results. The status of 193 patients with IPAH (32 male and 162 female) and 130 patients with inoperable CTEPH — (40 male and 90 female)
was analyzed during the study. The CTEPH patients were older compared to the IPAH patients: 52.2 [41.1; 60.6] and 36.5 [26.8; 36.5]
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years, respectively. The median period since symptom occurrence till CTEPH verification was 1.08 [0.2; 3.1] years, in IPAH patients — 2.01
[0.6; 4.2] years. More than 80% of inoperable CTEPH patients had Ill and IV functional class (FC) according to the World Health Organization
classification at the time of diagnosis verification versus 61% of IPAH patients. According to echocardiography the level of mean pulmonary
arterial pressure was comparable in two groups of PH patients. However in inoperable CTEPH patients the right atrial area was larger. The
significantly higher value of mean pulmonary arterial pressure and lower value oxygen saturation of arterial blood according to the right
heart catheterization were revealed. The 5-year survival in CTEPH patients, receiving initial dual combination therapy in 75% cases (in
40% — combination of riociguat and iloprost ) was 93% versus 86.5% in patients with IPAH.

Conclusion: It was revealed, that inoperable CTEPH patients were significantly older with severe functional and hemodynamics status at
the time of diagnosis verification, although with higher level of 5-year survival compared to the IPAH patients according to the Russian
registry.

Keywords: idiopathic pulmonary arterial hypertension, inoperable chronic thromboembolic pulmonary hypertension, riociguat,
cardiopulmonary exercise test, national registry of pulmonary hypertension.
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AT — aprepuaibHas TUIEPTOHUS

APD — aHTaroHUCTbI PELENTOPOB 3HIOTEINHA
A®DC — anTudochoaUnuHbIi CUHIPOM

BO3 — BecemupHast opranusaumst 3{paBOOXpaHeH st
J3JIA — naBiieHue 3aKJIMHUBAHKS JIETOYHOI apTepun
I — noBepuTebHBI MHTEPBAI

NT6MX — pucTaHLyst B TecTe 6-MUHYTHOM XOJIbOBI
NI — upnonaruyeckas 1erouHast TMnepTeH3ust
VMT — uniekc Macchbl Tenna

NPD-5 — uaruéurops! hocpopuacTepasbl THna S
KTH — xapauoTopakaibHblii MHAEKC

KITOC — kaTerepusaiys NpaBbIX OT/EIOB Cep/La
JIA — nerounasi apTepust

JIAT — neroyHasi apTepuaibHas TUEPTEeH3Ms

JIT" — neroyHasi runepTeH3us

JIK — neBblit xenypouexk

JICC — nerovHoe cocyuicToe CONpOTHBIIEHNE
O®II — ocTpast papmakooruyeckas npoda

TI2K — npaBblii xesryouex

I — npocTaunkanH

pI'Ll — pacTBOpHMMasi Iy aHMIATHVKIIA3a

PKMH — panjomu3npoBaHHbIe KOHTPOJIUPYEMbIE UCCTIE0BAHNS

CBDM - crniupoBesioaproMeTpust

CH — cepyieuHblil MHAEKC

COD — cKOpoCTb OCEJaHNs IPUTPOLIUTOB

CPB — C-peakTHBHbIil 6e/10K

cp[IJIA — cpejiHee 1aBlieHHE B IETOYHON apTepun

cpHAIII — cpeanee aBneHne B NpaBoM Npecepann

TIJIA — TpoM603MOOJIUs JIEFOUHOM apTepun

T33 — TPOMO3HIAPTEPIKTOMUS

DK — pyHKUMOHAIIBHBII KJ1acc

XCH — xpoHnueckas cepjieuHasi HefloCTaTOYHOCTh

XC JITIBII — X0J€cTeprH JIMMONPOTENHOB BBICOKOI MIIOTHOCTH

XC JITTHIT — xonecTepuH JUNIONPOTEMHOB HU3KOI MIOTHOCTH
XTIJII" — xpoHnueckast TpOMO03MO0IUecKast JIerouHast TUnepTeH3Mst
Dx0KI" — sxokapprorpacust

NT-proBNP — N-TepMIHajIbHblii (hparMeHT MO3rOBOrO HATPUITy pETH-
YeCcKOro MenTujia

NO - okcupt a3ora

Sa0, — carypauyst apTepuanbHOIl KPOBU KICIOPOJIOM

SIIIT — nyowajk NPaBoro npecepus

VE/VCO, slope — BeHTUIISIIMOHHbIIT 3KBUBAJIEHT 10 YIJIEKUCIOMY Ta3y
VO,peak — nukoBoe noTpediieHre KUCI0poia

B cnekTpe paznmuunbix opm nerounoit runeptersun (J1IN)
COIJIaCHO KJIMHMYECKO# Kilaccuukanuyu ocoboe MecTO 3aHU-
MatoT JIBE TPYMIIbI — JIErOYHas apTepuaibHas runeprensust (JIAT
rpynna I) u xpounueckast tpom6oambonueckas JII (XTIJI;
rpynma [V). B a3py coBpeMeHHOl maTOreHeTHYeCKOi Tepaniu
yJAIOCh 3HAUUTENBHO YJIYUIIUTh MPOrHO3 nauueHToB ¢ JIAT.
Hpmonatuyeckast JIT' (M) nnu JIATT Hen3BeCTHON 9TUOJIOTUH —
3TO TsKeJoe 3a00JIeBaHNE CEPAIEYHO-COCY/ICTON CUCTEMBI, KO-
TOpOE SIBIISIETCS 3TATOHHOM (hopMmoit rpynmbl 1. [TanmenTs! ¢ 310
naroJioruei coctasisiin He MeHee 50% B MOMyJIALUMM PaHJOMU-
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3MPOBAHHBIX KOHTpompyembIx uccnefgosanuii (PKN), mokazas-
IIMX KJIMHUYECKYH 3(P(EKTUBHOCTh HOBBIX JIEKAPCTBEHHbBIX
npenapatos [1, 2]. JIAT -cneuucduyeckast Tepanust BO3JACHCTBYET
Ha TPY NATOrCHETUYECKNE MUILIEHN — 3TO aKTHUBAIMS CUCTEMBbI
sHpoTennHa- 1, nedpuuT sHgorenHoro npocrtanukianHa (I1L)
u okcua azota (NO). AHTaroHMCThI PeLenTOPOB IHAOTENNHA
(APD), crabunbhble ananoru 1L, naruéuTops! hochopuacTe-
pasbl Tvna 5 (MP3-5) u cTuMyISITOPLI pACTBOPUMOIL IyaHU-
natiukiasel (pI'Ll) cnocoGHBI 3aMeNINTE TeMITbI IPOTPECCUPO-
BaHMsI 3a00JIEBaHNS, YIIYUYIINTh (DYHKLIMOHATILHBIE BOBMOXKHOCTH
¥ MPOTHO3 GOJIbHBIX [1, 2].

XTOIJII" npefcrasiseT co60il 0co0YI0, TOTEHUUAIILHO 13-
JICYUMYIO MATOJIOTUIO C MOMOLBIO XMPYPrUUecKoro JIeUeHus! —
ornepauum JerouHoi TpomosHaapTepakTomun (T33). Pelenne
00 onepabesIbHOCTH OCHOBBIBAETCS! HA TIIATEILHOM aHaJM3e
JaHHBIX MHBA3MBHOW JIMarHOCTUKH, MYJIbTUCTIMPAILHON KOM-
MBIOTEPHON aHIMOMYJIbMOHOTPaUu U CUMHTUTpAUN Jerkux,
YTO MO3BOJISIET OLECHUTH AHATOMUYECKHE XAPAKTEPUCTUKH TPOM-
GOTHYECKOr0 MOPAsKEHUSI 1 BO3MOXKHbIE PUCKU BMELIATEILCTBA.
Y GOJIBIIMHCTBA NAUEHTOB B PAHHEM MOCJIEONEPALMOHHOM I1e-
puoae oTMevaeTcs 3HaunTeNbHbIN perpecc JII' ¢ pocTuxkennem
HOPMaJIbHbIX YPOBHE reMOIMHAMUYECKUX NapamMeTpoB y 00i1b-
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TEPATEBTUYECKUV APXVB 9, 2019



OcobeHHOCTH 1 nporHo3 nauneHTos ¢ MAI u HeonepabeabHort XTIAI o aaHHbIM Poccuiickoro pernctpa

MHCTBA O0sbHBIX. KnMHMuYecKoe yiydiieHne mpojiossKaeTcst
B TE€YEHME MOJIyrojia Nocjie XUupypruyeckoro jedenus. B oraa-
JIEHHOM NepUOfie S-NeTHsIsl BLDKUBAEMOCTh cocTaBisieT 88—90%
[3, 4]. OnHako no pe3yabratam EBporneiickoro perucrpa omnepa-
6eJIbHBIMU SIBIISIIOTCS IpUMepHO 60% nauueHToB. B naTorenese
HeonepabelbHbIX (DOPM Ba>KHYIO POJIb UTPAET JUCTANIbHAS Bac-
KYJIONATHs 32 CUET JUCYHKLMHU SHOTEIHS, KOT/Ia BKIIFOUAOTCS
xapakrephble st JIAT narogusnonornyeckue MexaHU3MbI.
B nocnepHee necaruieTre BO3pocia posib 6aNIOHHON aHIHMo-
MIJIACTUKY JIETOYHBIX apTEePHUll B CiIydyae HeBO3MOKHOCTH T2
unu coxpanenus JII' mocne onepauuu. bannonnas anruonsa-
CTHKA MPEJCTABISAET COO0 SHIOBACKYISIPHOE BMEILIATEILCTBO,
TIPY KOTOPOM NTPOBOJIUTCS TTO3TAINHAS AMJIATALUS TOPASKEHHOTO
CErMeHTA JIETOYHOI apTepyuH TOj] KOHTPOJIEM aHTMOIYJIbMOHO-
rpacum.

[MaTorenernyeckas Tepanus, npumensiemas npu JIAT, y na-
uenToB ¢ XTOJII' He MOXKET 3aMEHUTb XUPYPruyeckoe BMellla-
TEJILCTBO, OJIHAKO MIPAaeT BAXKHYIO POJIb B HeonepabesbHbIX
ciayyvasx unu npu ocratounoit JII' (pe3upyanbHas/nepcuctu-
pytouast popma) nocse TOI, a TakKe B ciyvae oTkaza 60J1b-
HBIX OT MPEJIIOKEHHOTO ONEPATUBHOTO JICUSHUS!.

Bwmecte ¢ Tem He Bce knaccnwl JIAT-cnenmguieckoit Tepa-
MUY JIOKA3aJM KIMHUYECKYH0 3(D(EeKTUBHOCThL TIPU Heonepa-
6enbHbIX hopmax XTDJII. B nawedi crpane ¢ 2014 r. anst neve-
Hus He Tonbko JIAI, HO wm  HeomepaGesbHOM,
pe3unyanbHoit/nepcuctupyromein popmer XTI opobpen
puouuryar [2, 5, 6]. Bo3MOXKHOCTH NpUMEHEHHsI 3TOro npena-
para st JIe4eHHs MALMEHTOB C HeonepadeIbHOM U EPCUCTH-
pytoLeit/pe3unyanbHoit popmoit XTOJII™ ocHOBbIBAOTCS Ha pe-
syapratax PKWM CHEST-1 u OTKpBITOro [JIMTENHHOTO
uccnenosanuss CHEST-2. [Tomumo y6GenuTenbHBIX MaHHBIX
B IJIAHE YJIyYIICHUS JUCTAHLMHU B TECTE 6-MUHYTHOIN XObObI
(AT6MX; nepBuYHasi KOHEYHAs! TOYKA), Ipenapar Mmo3MTUBHO
BJIMSII Ha BTOPMYHbIE KOHEYHbIE TOYKM [(pyHKUMOHAIbHBIN
knacc (PK), kimoueBble reMolMHaMUUYecKKe napameTphbl, N-Tep-
MUHAJIbHBINA (hparMeHT MO3TOBOIO HATPUINYPETHUECKOTO TeT-
tupa (NT-proBNP)] [7-9]. Takum o6pa3om, BHEIpeHNE PUOLU-
ryara B KJIMHUYECKYIO MPAKTUKY MOKHO Ha3BaTh HACTOSIIUM
NPOPLIBOM B JieueHuu nauueHToB ¢ X TAJI', KoTopbiM HEBO3-
MOKHO npoBectu TOD [7-9].

NnonpocT — eMHCTBEHHBI 3aperUCTPUPOBAHHBIN B HAILLIEN
CTpaHe MpenapaT B MHTAJISILMOHHON (popMe, peKOMEH/IOBaHHbIN
IJIs1 IeueHusl cpefiHeTskenoi u Tskenoit popm JIAL u Heone-
patensHoit XTIJIT [1, 10].

[Ipu 3TOM BaXKHO OTMETHUTD, YTO COBPEMEHHAs! Tepanusl na-
upeHToB ¢ JIAT" HanpaBsieHa Ha JOCTHXKEHNE LeJIel JIeYeHus, KO-
Topble BKmovatoT gocTikenne K I vmm I no knaccudpukanym
BcemupHoii opranuzanuu 3apaBooxpanenust (BO3), Hopmanu-
3aMI0 pa3MepOB MPaBbIX OTJIENIOB CEPALIA COTJIACHO TPAHCTOPA-
KanbHoI 3xokapauorpadunn (OxoKI')/MarHnTHO-pe30HaHCHOM
ToMorpaduu [nowaas npasoro npeacepaust (SII) <18 cm?,
OTCYTCTBHUE KUJIKOCTU B NEpUKapyie], CHUXKEHNE CPEJIHETO J1aB-
nenus B mpasoM npepcepaun (cpAIIIT) <8 MM pr. CT. 1 noBbILIe-
Hue ceppeuroro unaekca (CH) =2,5 a/Mun/M? [0 TaHHBIM KaTe-
Tepuzauuu npasbix otaenos cepaua (KITOC)], AT6MX 6Gonee
440 M, 3HaueHne NMMKOoBoro norpedsenust kucaopopa (VO,peak)
>15 MJI/MUH/KT 1 BEHTUJISIIMOHHOTO 3KBHUBAJIEHTA IO YTJIEKKC-
nomy razy (VE/VCO, slope) <36 Mi/MUH/KT COTTACHO TaHHBIM
cnposesiosprometpun (CBOM), HopManbHble 3HaueHust NT-
proBNP u aip. [11]. B T0 ke Bpems aust naupeHToB ¢ X TIJII Ha
HACTOSILIMI MOMEHT He pa3pabOoTaHbl ONpPEiesICHHbIE LIeNH Jeve-
HUS U 3aTPy/IHEHA CTpaTU(UKALMS PUCKA JEeTATBLHOTO UCX0/1a
C MOMOIIBIO BbIIIEYKA3aHHBIX NapamMeTpoB. CyIeCTBYIOT JINIb
e/IMHIYHbIE PabOThI MO OLIEHKE CTpaTU(HUKALUKA PUCKA JIeTAlb-
Horo ucxoya y naupenTo ¢ XTIJII', nomyyarommx MeiuKamMeH-
TO3HOE JIeYeHNEe, B KOTOPbIX MPOJIeMOHCTPUPOBAHA BO3MOXK-
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HOCTb NPUMEHEHHUSI IKaJTbl CTPATU(UKALNK PUCKA, IPETIOKEH-
Hout B pekomenaaiusix ESC/ERS 2015 r. kax A71st OlleHKU UCXOfT-
Horo ctaTtyca nagueHToB ¢ XTIJII', Tak u sl aHanmu3a AnHa-
MUKH Ha (pOHE TPOBOJUMOTO JieueHus [6].

BaskHO OTMETUTB, YTO CXOJICTBO KIMHUYCCKOM CUMITTOMA-
THUKM y NAnueHToB ¢ aucTanbHbM TrrnoM X TIJI u UIT yacto
MPUBOJIUT K MO3/IHEN IMarHOCTHKE 3a00JI€BaHNsI — MPY JIOCTHKE-
Huy OK I v IV (BO3) 1 pa3BuTUm TSKEIOH MPaBOXKeIy04-
KOBOW HEJIOCTATOYHOCTH. [103TOMY 1eJIbI0 HACTOSIIIErO UCClle-
JIOBaHUSl SIBUWJIOCH TIPOBEACHWE KOMIUIEKCHOTO —aHaln3a
nokasareJieil KIMHNYECKOro, (pyHKIMOHAILHOTO,, TEMOJIHAMU-
4yeckoro npoduis NalUeHToOB ¢ HeomepabenbHoi XTI
B cpasHenuu ¢ rpynmoit MJII" mo gannsiv Poceniickoro perucrpa
Ha MOMEHT Bepu(pUKaIN IMarHo3a, a Tak:Ke N3yueHrne 0CoOeH-
HOCTEl JIEKAPCTBEHHON TEpanuu U ee BIMSHUE HA TIPOTHO3.

Marepnaabl u MeTOAbI

B nepuopn c 01.01.2012 no 31.12.2018 r. B 6a3y JJaHHBIX pe-
ructpa BkioueHo 197 naumento ¢ U u 205 magueHTOB
¢ HeonepabenbHoi XTOJII' B Bo3pacte crapue 18 net. Bee
GOoJIbHBIE SIBISUIMCH ydacTHMKamMHu Poccuiickoro peructpa
B 15 akcnepTHbIX HeHTpax Poccun B nepuop ¢ 01.01.2012 o
31.12.2018 r. [JocTyn OCYILIECTBISETCSl Yepe3 UHTEPHET Ha
carite www.medibase.pro ¢ UCTOJIb30BaHNEM MHAMBH/LY AJTbHOTO
JIOTMHA U TIAPOJIs.

B pamkax HacTOSIIEro UCCIEI0BAHUS TPOAHATN3NPOBAHBI
nansble 193 naupenTtos ¢ MJIT (31 my>kunHa u 162 SKEHIHBI)
u 130 — ¢ neonepa6enbroit XTIJII™ (40 myzkumuH u 90 xeH-
IIMH), Y KOTOPBIX OCYIIECTBISNIOCH KAU€CTBEHHOE JIMHAMUIYE-
CKOE HaOJIIOJIEHNE C €XKErOjIHbIMU FOCTUTAIN3AIMSIMYI U NOJTY-
YEeHbI HAJIEXKHbIE CBEJICHUSI O JIOCTATOYHOI MPUBEP>KEHHOCTH
K TIPOBOJIMMOM TTaTOr€HEeTUYECKOi Tepanuu. [lauenTsl ¢ no-
TEHIMAITLHO BO3MOXKHBIM TIPOBEJICHNEM OAJITIOHHON aHTHOIIIa-
CTHUKM JIETOYHbIX apTepuii, a Takxke 60sbHbIe nocne TOI (¢ pe-
supyanbHol/mepcuctupytomiern JII) M3 peTpocneKTUBHOTO
WICCIIe[IOBAHNSI NCKITIOYUAJINC.

B anamm3 Bkuouens! manuenTts ¢ UJIIT ¢ orpunartensHoi
ocTpoil papmakosoruueckoin nmpodoit (OPII) u «kmaccuue-
cKkoit» HeonepadenbHoit popmoit XTIJIT. Craryc onepabeins-
HocTH nauueHToB ¢ X TAJII™ oleHMBasICs 3KCNEpTHOM KOMUCCHI
B COCTaBe Kap/MoJIora, KapAUOXUPYpra, peHTTeHOIHIOBACKY -
JISPHOTO XUPYpra, MyJbMOHOJIOTa.

OCHOBHOI1 IPUUNHOI HEONEPAOEIbHOCTU ObLI JUCTAIBHbII
tun nopaxkenust (90,7%), 3HaUMTENIbHOE TOBBILLIEHUE JIEroY-
Horo cocyauctoro conporusiernst (JICC) >1500 guaxcxem>
oTMmeuasnoch B 7% ciyyaes, B 2,3% nposefieHre TOD He npef-
CTaBJISIIOCh BOBMOXKHBIM M3-32 TSKEJION COMYTCTBYOILEH Ma-
TOJIOTHU.

Huarno3z UJIT' u XTIJI[' ycTanaBnmBaicst B COOTBETCTBUN
C aJrOPUTMOM, MPEMITIO>KEHHBIM B POCCUIICKMX peKoMeHauusix
o auarnocTtuke u neuenuro JII' u XTOJIT (2016 1.) [1, 2, 11].
TpancropakanbHast OxoKI' npoBopiuiack Ha yJlIbTpa3ByKOBOM
npuodope akcnepTHoro kinacca Vivid E9 (GE Healthcare, CIIIA).
Jlnst peructpaumu nzoopaxkeHuii B 2D-pexxrMe UCTonb30Bacs
narurk M5S-D, st peructpanuu nzodpaskenuit B 3D-peskume
rcnogb3oBasics gaTurk 4V-D. KITOC pst maipenTos ¢ UIT fo-
nosHsnack nposefieHreM O®II ¢ MHraSIMOHHBIM OKCHUOM
azora 20—40 ppm niaM MHraISUMOHHBIM UonpocToM 10 MKr —
1 MJI B TeueHHe 5 MUH 1 CeJIEKTUBHOI aHTHOMYJIbMOHOTpacueit
nast magrenToB ¢ XTOJII. OyHKUMOHANBHBINA CTATYC OLEHH-
Basics ¢ momoinpio [ITO6MX. [Tanasie CBOM, 3asiBiieHHbIC 10
cTpaTnuUKaly pUcKa NalieHTOB, B HAILIEM HUCCIIE/IOBAHNY HE
AQHANIM3MPOBAIIUCH, B CBSI3U C TEM, YTO UCCJIEIOBaHNE POBO/IU-
sock MeHee 4eM y 10% 6ombHbIX XTDJII u3-3a HU3KOro (PyHK-
[OHALHOTO CTaTyCa M TSPKECTH COCTOSTHUM.
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Tabanua 1. Aemorpadpmueckas xapaktepucruka naumenTos ¢ AT u HeonepabeabHoin XTIAT

ITokazarennb

Bo3pact Ha MOMEHT JieGI0Ta CUMIITOMOB, TOJIbI

Bo3pact Ha MOMEHT yCTAQHOBJICHUSI IUArHO3a, FOfIbI

[on, M/, n (%)

HUMT, kr/m?

AT, n (%)

XCH, n (%)

Bpemst ¢ MOMeHTa MOSIBJIEHHS 3KaJI00 JI0 yCTAHOBJICHUS IUACHO3a,
rOfibI

I'pynna WIT" (n=193)  I'pynna XTIJII" (n=130) p
32,01[21,0;46.5] 46.5 [39,0; 55.,0] 0,000017*
36,5 [26.,8; 36.5] 52,2 [41,1; 60,6] 0,00001*

31 (16,15)/162 (83.,85) 40 (30,77)/90 (69.,23) 0,0019*
25,2 [14,6; 46 4] 28,4 [18; 65] 0,0001*

14,5 (28) 48,6 (632) 0,0001*
44 (23) 105 (81) 0,0001*
2,011[0,6;4.2] 1,08 10,2; 3,1] 0,0006*

Tpumeuanue. *CTAaTUCTUYECKM 3HAUMMO Pa3IMYAIOIIMECs TIOKa3aTeny. [laHHbIe PeICTaBIIeHbI B BUIC MEAIAHbI, 25-11 1 75-i1 KBapTUie

pacnpeeneHus.
O6MOpoKH [l B MoMeHT ycTaHOBJIEHUS! TMarHO3a
T'onoBokpyxeHue [0 [Heo6ror 3a6oneBanvist
Ceppiueouenne
YromnseMocTh

OTeKn HIBKHUX KOHEUHOCTEN
Bounu B rpyjiHoit KiieTke

OpipIika

Kposoxapkanbe

Kamens

0 20 40 60 80

100 120

Puc. 1. Yacrora xxar06 (B %) B AeGloTe 3a60AeBaHMS M K MOMEHTY YCTaHOBA€HUSI AMarHo3a y nauneHTos ¢ UAT.

12,2

O6MOopoKn
T'onoBokpy»keHne
Ceppueouenne
YTomnsieMmocTb

OTeKM HIKHUX KOHEYHOCTEN

Bomu B rpysHoil KieTke

[l B MOMeHT yCTaHOBJIEHHUs IUarHO3a

[0 [He6ror 3a6oneBanwst

OppImka 99
23 o2
K ADKS s
POBOXapKaHbe 146
Kamens 50
33,8
0 20 40 60 80 100 120

Puc. 2. Yacrota xaro6 (B %) B AebloTe 3a00A€BaHUs U K MOMEHTY YCTAHOBAEHMS AMArHo3a y nauventos ¢ XTIAT.

CTaTHCTUIECKHIT aHAN3 MOy YSHHBIX JJAHHBIX TIPOBOJAIICS
nipu nomoruw nporpammbl STATISTICA 10,0 (StatSoft, CIIIA).
HaHHble NpeCTaBJICHbI B BUJIE CPEJTHETO 3HAYCHUS U CTaH1apT-
HOT'O OTKJIOHEHHSI, a TakKe Mefiuanbl, 25% n 75% npoueHTuei.
Hcnonb3oBamich Crefyonye CTaTUCTHISCKHe METObI st
OLIEHKM TIOJTyYeHHBIX pe3yibTaToB: U-TecT ManHa—Y UTHH, aHa-
JIU3 CTAaTUCTUYECKON 3HAUMMOCTH Pa3MuMil MpU3HaKa B He3a-
BUCHMBIX U 3aBUCHMBIX BBIOOpPKAX C UCMOJIB30BAHUEM t-KpHUTE-
pusi CTBEOJICHTA, TECT 110 KPUTEPHIO >, TOUHbIA TecT Puriepa,
kputepnii Ppuamana. PyHKIMKM BbDKUBAEMOCTH PACCUNTHIBATIN
¢ ucnonb3oBaHueM Mmertofa Kannana—Maiiepa, pe3ynbTarbl
NpeJiCTaB/IeHbI B BUjIe rparKOB C yKazaHueM 95% JoBepuTeb-
HBIX 00JIacTel sl BEPOSITHOCTH BbIKMBaeMocTu. CpaBHeHMe
BBDKMBAEMOCTH IPYTI BHIMOJHSIN log-rank TecTom.

80

Pe3yAbrarbl

ITpu ananu3se gemMorpaguyeckoro craryca nalMeHToB B 3a-
BUCHMOCTH OT aTrosioruu JII' BBISIBIICHO, 4TO B JIcOrOTE 3a00J1e-
BaHMST ¥ HAa MOMEHT BepU(MKAIUKM JIMarHO3a MalUeHTbI
¢ XTDJII" 6b1mn foctoBepHo crapie (46,5 [[IN: 39,0; 55,0] net
n 52,2 [AU: 41,1; 60,6] roja COOTBETCTBEHHO) NPU CPABHEHUU
¢ mapentamu ¢ UJIT (32,0 [[AU: 21,0; 46,5] ropa u 46,5 [[1U:
39,0; 55.,0] net cooTBeTcTBeHHO; Tad. 1). 2KeHImHbI npeotia-
namu B obeux rpymmax JII', BMecTe ¢ TeM cpeiy ManueHTOB
¢ WJIT" naGnromanach MakcumasbHast 1oJist keHimumH (83,85%
npotus 69,23% B rpynne XTOJIT; p=0,0019).

IMepron BpeMeHN OT 1e6r0Ta CUMITOMOB JI0 Bepr(pUKaLIN
muarHo3a WUJII" 6611 JOCTOBEPHBIM /IOJbIIIE: B CPEIHEM ISl yCTa-

TEPATEBTUYECKUV APXVB 9, 2019



OcobeHHOCTH 1 nporHo3 nauneHTos ¢ MAI u HeonepabeabHort XTIAI o aaHHbIM Poccuiickoro pernctpa

HOBJIEHMS IMarHo3a Tpe6osasock 2,01 roga, Torja Kak y namu-
enToB ¢ HeonepabensHOU XTIJII' B cpennem yepes 1,08 ropa
y>Ke BbICTABIISJICS TIPABUJIbHBIN IMarHo3 (cM. Taou. 1).

[Tpu aHanm3e cMMNITOMOB JIeO0Ta 3a00JIEBaHNS U K MOMEHTY
YCTAHOBJICHUSI MarHO3a HanboJee 4acTon >Kamo6oi 6OIbHBIX
sBrsiach ofpika (82,4% — npu U u 91,5% — npu veonepa-
6enbHON XTIJIT'). OGMOPOKM M yTOMIISIEMOCTD B JIe610Te 3200-
JIeBaHMsI IOCTOBEPHO Yallle BBISBISIMCH Y nanueHToB ¢ WJIT™ —
B 35,7% cnyu4aes (puc. 1, 2). K MoMeHTy ycTaHOBIICHUS uar-
HO3a OTMEYAJIOCh 3HAUUTENILHOE TPOTPECCUPOBAHNE YACTOTHI
kano6 Ha kamenb (¢ 10,4 po 28,5%), oppiuiku (¢ 82,4 no
98.,5%), 6oneii B rpyHoii kietke (¢ 12,9 no 21%), yromnsemo-
ctu (c 35,7 no 89%), ronosokpy:xenus (¢ 10,4 no 23%), o6mo-
poku (¢ 23,8 1o 29%; cm. puc. 1, 2).

Y naygpenToB ¢ HeonepabenabHoi XTI nomMuMo ofbIKu
HauboJiee YacTbIMM CUMITOMaMu ObuTH Katedb (21,8%), KpoBo-
xapkanbe (9,4%), 6o B rpyaHOit KieTke (24,2%; cM. puc. 2).
CrieflyeT OTMETHTB, UYTO K MOMEHTY YCTAHOBJICHUSI IMArHO3a
y naueHToB ¢ HeonepabenbHoit X TIJII sxkano6bl Ha OTEKU HIK-
HHMX KOHEYHOCTE! YBeImuuanch ¢ 21,5 1o 69%. XKano6bl Ha Ka-
1IeJIb K MOMEHTY YCTAaHOBJICHUS! inarHo3a npeabsasiusin 50%
60spHBIX ¢ XTDJII', oTMeUanoch MporpeccupoBaHne YacTOThI
3Kaj00 Ha KpoBoxapKaHbe ¢ 14,6 1o 22,3%, Ha yTOMJISIEMOCTh
¢ 28.4 10 78%; xanoObl Ha OIbILIKY B MOMEHT YCTAHOBJICHUSI /U~
arHo3a otmevyasm 99% Gonbabix XTOJI (em. puc. 2).

[Ipn onenke mpoduiist COMyTCTBYIOMIEH MATOIOTUN HA MO-
MEHT YCTAHOBJICHMSI JMarHo3a OTMEYEHO, 4YTO TalUeHThI
B rpynne XTOJII" umenu 6osee BbICOKUI MHAEKC MAcChl Tella
(VIMT) B cpasuenunu ¢ rpynnoit U (28,4 [18; 65] kr/m? npo-
B 25,2 [14,6; 46 4] kr/Mm?, p=0,0001). YacToTa BLISBICHHS ap-
TepuasnbHOi runepronun (AI) Gbina Beie B rpynne XTOJI
(63.2% npotus 28% B rpynne WJII'; p=0,0001). Cpeau nauuen-
ToB ¢ XTOJII" ocroBepHo vate Habmogamich npusHaku XCH
(81% nporus 23% B rpynne UJIT'; cm. Tada. 1).

ITpu ananmusze pakTOpOB pUCKA U KIMHUYECKU aCCOLUUPO-
BAaHHBIX COCTOSIHMII OOHapy>KeHO, 4TO JeOT 3a00JieBaHus
y psifia NaeHTOK MPUXOIUIICS Ha Nepuoy] 6epeMeHHOCTH, 0CO-
6enno B III TpumecTpe. [Ipn aTom cBsI3b He6roTa 3a601eBaHNS
¢ OepeMEeHHOCTBIO Yallle BbIBIsIACh y mauueHTok ¢ WJIT
(17,8%; Tada. 2). B To Bpems Kak y nanpeHToB ¢ XTDJIT" oc-
HOBHBIMU (paKTOpaMM pHCKa pPa3BUTHUSI 3a00JieBaHUsl ObLIN
TpoM603bI BeH HIKHIX KOHeuHocTel (38 %), Hammure aHTrgoc-
¢omunupHoro cuzpoma (APC; 9.4%), HacaeICTBEHHBIX TPOM-
60ummit (25%), oHKoJIOrnYecKoro mnpouecca B anamHese (7%)
Y CIUIeH3KTOMUS y | manmeHTa (cM. Tadu. 2).

[Ipu oneHKe (pyHKIIMOHATBHOTO CTATyCca HA MOMEHT yCTa-
HOBJICHUS IMAarHO3a OTMeueHO, uTo B rpynne X TAJII" npeoba-
nam nauyeHThbl ¢ 6onee H3KMM PK — IV (BO3), otmMeuanach
TeHaeHLMs K 6osee Hu3Koil SpO, B nokoe. [To IT6MX ormeua-
Jach TEHACHIMS K 60Jiee HU3KOW CpeHel UCTAaHIMHI B TPYIIe
XTI (p=0,006; puc. 3,4).

PeHtreHorpacusi opraHoB rpyaHO¥ KJIETKH BBINOJHSETCS Ha
HavaJgbHOM aTane auarHoctuku JII' u B Kommiekce ¢ Apyrumu
METOJaMH JIaeT HeOOXOMMBbIE KITFOUM K OLEHKE KIIMHUIECKOTO
COCTOSIHUSI OOJIBHOTO, HE3aMEHMMA TP IMHAMUYECKOM HalJTto-
neHuu. [1o naHHBIM peHTreHorpauy OpraHoB IPY/IHON KJIETKU
Hanbosee YacTo OLEHUBAIIMCH TAKHUE PEHTTEHOMETPUYECKHE Ma-
pamMeTphbl, Kak U3MepeHne MNPUHBI IPABOTO KOPHS JIETOYHOM
apTepun, KoapuumueHTsl Mypa (MpoLeHTHOE COOTHOLIEHNE
PaccTOSHUS OT CaMOii yIaJICeHHO!N TOYKH YT JIETOYHOI apTe-
Py IO CPEeJIHEN JIMHUK TeJl MO3BOHKOB K JIEBOMY MOIMEPEYHUKY
Tpy/HOI KeTKn) 1 JItonu (MpOoLeHTHOe COOTHOIIEHNE CYyMMBbI
PACCTOSIHUMIA OT CpPEJIHeil JIMHUM J10 TEePBOro JIeJIeHUs NpaBoil
7 JIEBOW JIETOYHBIX ApTEPUIl K AMAMETPY TPYIHON KIIETKH)
n kappmotopakanbHell nHaekc (KTH; mporeHTHOE coOTHOMIE-
HUE IIUPUHBI Cepjlla B TOMEpPeYHWKe K IIUPUHE TPYAHOM

TEPAMEBTUYECKUV APXUB 9, 2019

TabAnua 2. Ouenka pakTopos pucka nauneHToB ¢ UAT u He-
onepabeabHoit XTIAT [n (%)]

I'pynna I'pynna
[Tokazarenn nir XTI P
(n=193)  (n=130)
TpomGosbi it 1(052) 494(38)  0,0000%
KOHEYHOCTEil
ADC 2(104)  122(94) 00000%
Tpombounust 44 (2.27) 33 (25) 0,0000%*
CruieHaKTOMUSE 0(0) 1(0,8) 0,0002*
OHKOJIOTMYeCcKue
3a007eBaHUs 1(0,52) 9.1 (7) 0,0005*
B aHAMHe3e
Ipuem KOK 68 (354) 572(44) 020270
Chsisp Havana 34(17.8) 82(63) 003893*
¢ 6epPEeMEHHOCTBIO
IIpumeuanue. KOK — KOMOMHMpPOBaHHbIE  OpaJbHbIE

KOHTpalUenTUBLI; *CTaTUCTUYECKN 3HAYNMO pasanyaromuecs
noKasaTeym.

%

p=001*
50

40
30
20

10

o | i

DK I

DK II K III DK IV

Owniar M XTO0r

*CTaTUCTUYECKH 3HAUMMbIE Pa3INUMs MEXIY
OK IV WIT u XTI

Puc. 3. ®K naumentos c UAT u HeonepabeabHoi XTIAL

376,17 m
3415m
=006
96,5% 94.1%
nir XTHOIr
[ opT6eMX M SpO, 1o Tecta

Puc. 4. AT6MX 1 SpO, B nokoe y naumentos ¢ UAT n Heone-
pabeabHoit XTIAT.
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TabAmua 3. PentreHorpacdpusi opraHoB rpyAHOM KAETKM Y naum-
eHT0B ¢ AT u HeonepabeabHoit XTIAT

I'pymna WJII'  I'pynna XT2JII"

TToka3zaresnn (n=193) (n=130)

oA C 200281 180621 06
ﬁf;ﬁ%umm 36,2 [21;53]  34,0[300;380] 0055
g;icg(’b;unem 35,7[29;50] 35,0[33,0;370] 025
KTU, % 51,5(38; 711  510[48;570] 0,14

Ilpumeuanue. [JaHHble NMpeAcTaBiIeHbl B BUE MeAUaHbl, 25-i
1 75-1 KBapTUien pacrnpeeseHus.

kneTky). [To HalMM 1aHHBIM, IOCTOBEPHBIX Pa3JINyuii B PEHTIe-
HoJlormuecKux napameTrpax mexkay rpymmoit I u XTI ne
BbISIBJIEHO, OJIHAKO OTMeuanach TeHJIEHIMsl K 00Jiee BICOKOMY
3HauYeHHIo Koaduipenta Mypa B rpymre WUIIT (Tadu. 3).

[Ipu oueHke CTPYKTYPHO-(PYHKIMOHAIBLHOT'O COCTOSHUS
cepaua y Bcex manueHToB ¢ MJII' u neonepabensrnon XTI
OTMeyajlach XapaKkTepHas 3XoKapjuorpapuyeckast KapTuHa:
runepTpodust U qunaTagus npasoro xenygouka (ITXK) ¢ npu-
3HAKaMM ero neperpy3ku 00beMoM U 1aBJIeHNEM, YMEHbILIEHNE
o6wema JeBoro kenypouka (JI2K), qunaranus cTBona nerod-
Hoil aprepun (JIA) u ee BeTBeil. BIsiBieHbl focToBEepHO 60Jee
Bbicokue 3HaueHust SIIIT y OGObHBIX ¢ HeomepabebHOI
XTOJT (24 [19,5; 30] cM?) mpu CpaBHEHUH C MALUEHTAMU
¢ WIT (21,3 [18,0; 26,7] cm?). B ocTanbHOM OCTOBEPHBIX
paznuunii Mexxkay rpynnamu UJIT u neonepa6ensHoin XTI
HeE BbISIBJIEHO (Ta0I1. 4).

76,3
63

Wi XTo1Ir

[J Monorepanus [l KomGunupoBanHast Tepanust

60
31
27,30 27,27
7.95 9
341
’ [

Cunpenapun  Puouuryar Bosenran Wnonpocr

[ XT2Jr Wl wir

Puc. 5. Pacnipeaeaenue (B % )npumensiemon AAl-cnewdpuye-
cKoi Tepanum y naumeHToB ¢ UAT u HeonepabeabHoit XTIATLL

Puc. 6. Yacrora HazHauenms (B %) AAT-cneundprueckoit Tepanum B
pex1me MoHoTepaniu y naumento ¢ UAT u HeonepaGeabHoit XTIAL

Tabanua 4. TMokazarean IxoKr y naunentos ¢ UAT u HeonepabeabHoi XTIAT

ITokazaTenn I'pynma WIT (n=193) I'pynma XTI (n=130) P
STIII, cm? 21,3 [18,0;26,7] 24 [19,5; 30] 0,007*
3P ITXK, cm 3,7[3.2;43] 3,75(3,2;4,3] 0,079
KO ITX, ma 3D DxoKI" 126,0 [91; 153] 129,5 [94.0; 146] 0,087
KCO ITXK, mn 3D DxoKT' 82,0 [51,0; 104,0] 85,0 [64,0; 108,0] 023
TAPSE, cm 1411,3;1,6] 141[1,3;1,3] 0,12
dpakumonHoe n3Menenue miomam [12XK, % 26,2 [23,8;29,0] 2471224, 29,0] 0,36
dpaxkuus Beiopoca [T2XK, % 33,0 [26,0; 40,0] 31,0 [25,0; 36,0] 0,12
Ao, cMm 3,1[2,8;3,3] 3,51[2,7;49] 0,00062*
JIIT, eMm 3,3[2,95;3,7] 3,7[34;40] 0,0000*
KIOP JIK, cm 401[34;4,5] 431[39;4,6] 0,000004*
TMIXII, cm 0,9 [0,85; 1,0] 1,0[09; 1,1] 0,000000%*
CrtBon JTIA, cm 321[29;3,7] 3,1[2,9; 34] 025
IIA, cm 2,1[19;2,5] 221[2,0;24] 0,14
JITA, cm 20[18;23] 2,2[20;24] 0,15
CIJIA, MM pr. cT. 85 [68,0; 102,0] 85 [72; 100] 0,94

Tpumeuanue. *CTAaTUCTUYECKM 3HAUMMO Pa3IMYAIOIIMECs TIOKa3aTenu. [JaHHbIe IPeICTaBIICHbI B BUJIC ME[IUAHbI, 25-11 1 75-11 KBapTUIe
pacnpepesnenusi. Ao — aopta, JIIT — neBoe npepcepaue, KJIP JIXK — koHeuHo-acTommyeckuii pasmep Jieporo keaygouka, TM2KIT —
TOJILIYHA MeXCKeTyj0ukoBoil neperopopku, [13P IT2K — nepennesannuil pasmep npasoro kenygouka, TIICITXK — Tomuuza nepenseit
CTEeHKH TpaBoro xenynouka, [1JIA — npaBas nerounast aprepus, JIJIA — neBas nerounas aprepusi, CIJIA — cucronmueckoe naBieHue
B nieroyHoit aprepuu, KJ1O — koHeuHo-uacTommyeckuit 0o6beM, KCO — koHeuyHo-cucTomyeckuii oobeM, TAPSE — cucronnueckas
9KCKYPCHSI INIOCKOCTH TpUKycrmpanbHoro kinanana (Tricuspid Annular Plane Systolic Excursion).
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ITo manubmM KITOC y Bcex manueHTOB, BKIIIOUYEHHbIX B HC-
CliefloBaHNe, OTMEUalNch KpuTepuu mnpekamuusipaon JII'
[cpJIA =25 MM PT. CT., JaBJIeHNE 3aKJIMHUBAHNS JIETOUHOI ap-
tepun (JA3JIA) <15 mm pr. ct.]. [Ipn nccnepoBanny napameT-
POB LEHTpaIbHOW reMopMHaMuK y nanueHtoB ¢ WJIIT BeI-
SIBJIGHBI JIOCTOBEpHO OGoJjiee Bbicokue 3HaueHusi cp/lJIA
(56,2+13,5 mm pT. cT. npotuB 51,3+12,8 MM pT. CT.), B TO BpeMms
KaK B rpyInne nauueHToB ¢ HeonepadenabHoit XTOJIT otmeua-
JICH IOCTOBEPHO 00Jiee HU3KME 3HAYCHUS caTypaluyn apTepu-
aJIbHOM KpoBH KucnoposioM (Sa0,; 91,9+4,9%) npu cpaBHeHUn
¢ nanpentamu ¢ UJIT (94,6+5,2%;, Tadu. 5).

[To paHHBIM OGMOXMMMYECKOrO aHajiW3a KPOBU B IpyIIe
60nbHbIX ¢ HeonepabenbHOil XTIJII™ BbIsABIEHbI JOCTOBEPHO
6oJiee BBICOKME 3HAYEHMS] YPOBHS KpEaTMHHWHA, MOYEBUHBI,
kanusi, C-peaktuBHoro 6enka (CPB), a Takke moBbIlLIeHHAS]
ckopocTh ocefanus asputpouutoB (CO3). B pomosnHenue
K 9TOMY Y nauueHToB ¢ HeonepadenbHoil XTDJII' BbIsBIEHbI
6oJiee BbICOKME 3HaUeHUs! (pubprHoreHa u [1-mumepa B mpefenax
HOpPMAJTLHBLIX 3HAYeHHH (TabI. 6).

Y nauuentoB ¢ WUJII' otMevanu B KJIMHUYECKOM aHAJIM3e
KPOBH JIOCTOBEPHO G0Jiee BLICOKKME 3HAUSHUST YPOBHS I'€MOTJIo-
6MHa, reMaTOKpPUTa, IPUTPOLUTOB B MpeJielax HOPMaJIbHbIX
3HAUYEHMI1 [0 CPABHEHUIO ¢ 60JIbHBbIMU HeonepadesbHoi X TOJI
(cm. Tadx1. 6).

Crnenyer OTMETUTb, YTO TpU aHaIM3e OMOMAapKepOB
KPOBM HE HaOJIO/lajloCh JIOCTOBEPHOTO Pa3lInyusl MEKay
ypoBHeM NT-proBNP y nanuentos ¢ MJII' u HeonepabenbHON
XTD2JT .

I1pn ananm3e ocoGeHHOCTEN MATOr€HETUYECKON Tepanumn
y narmenToB ¢ UJIT BoisiBnieHo, uro JIAI-cnenuduyaeckyo te-
panuto nonyyvanu 67 (76,3%) nauueHToB, yaiie B pesKume Mo-
HoTepanuu — 88,6%. Bosblasg yacTh MauyMeHTOB MOTyYau

Tabanua 5. TMoka3ateAu KaTeTepu3aLMM MPaBbIX OTAEAOB
cepaua y naunentos ¢ UAT u HeonepabeabHoi XTIAT

I'pynna I'pynna
[Tokazarens nnr XTI P

(n=193) (n=130)
CIJIA, MM pT. CT. 89,3+24.1 89,3+21,3 0,94
cpJIA, MM pT. CT. 56,2+13,5 51,3128 0,03*
cpdIIII, mm pr. cT. 6,344 3 6,9+4.1 04
H3JIA, MM pT. CT. 6,132 6,4+9.1 0,87
CB, a/mMuHn 3,5+1,04 35408 0,74
CH, n/vmn/m? 2,02+0,6 1,9+045 0,65
JICC, nunaxcXem™ 124294583  1071,8+473 0,19
Sv0,,% 57,9498 57,779 092
Sa0,, % 94,6+5,2 91,9+4 9 0,004*

Ipumeyanue. *CTaTUCTUYECKU 3HAYMMO Pa3IUYAIOIIIECS
nokazarenu. CJIJIA — cucronmyeckoe jaBjieHUEe B JETOYHOM
aprepun; CB — ceppeunslii BbiOpoc, SvO, — carypauus
CMElIaHHON BEHO3HOI KpoBU, Sa0, — HACBILLEHUE KUCTIOPOOM
KpPOBH.

cunpenapun (27,3%) niau 6o3enTan (27,3%), puouuryat no-
nydanu 7,95% naumeHToB, MHTrasIIMOHHbBIN uionpocT — 3.41%
(puc.5,6).

Kom6unupoBannyto  JIAT-cneuncuueckyro — Tepanuio
B o6uieit cinoxunoctu noiyyamu 10 (11,3%) naupeHTtos, npuuem
95% 6onbabIx UIT" B peskume mocieqoBaTeaIbHON KOMOMHUPO-
BaHHOW Tepanuu. Hanbonee yacTo ucnonb3oBanach KOMOMHA-
uust 603eHTaHa u cuieHadpuna (24%; cm. puc. 5, 7).

Tabanua 6. AaboparopHble nokasareau nauneHtoB ¢ UAT u HeonepabeabHoin XTIAT

ITokazarenn I'pynna W' (n=193) I'pynna XTIJII" (n=130) p

Kanuit, Mmosb/n 4,66+0,50 4,86+0,53 0,002084*
Harpwuii, Mmonb/n 141,66+10,67 141,85+3,85 0,858077
KpeaTnnuH, MKMOJTB/T 82,59+17,82 92,27+23 85 0,000190*
Kene3o, MKMOJIL/IT 20,34+16,60 11,94+8,03 0,074356
Mouesast KucioTa, MKMOJIb/JT 373,72+139,34 408.42+144,72 0,167834
MouyeBrHa, MMOJIB/JT 5,86+1,85 7.46+329 0,000055%*
Bunupy6uH o61miuii, MKMOJIB/ 1T 2341+14,08 22.44+12 .45 0,567988
I'moko3a, MMOJIB/IT 5,19+1,13 5,46x1,29 0,073753
XC JIITHIT, mmosb/n 2.,84+0,86 2,93+1,16 0,607655
XC JIIBIT, mmodib/n 1,25+0,36 1,27+0,41 0,681435
XC, MMOJIB/TT 4,66+1,02 4,71x1,33 0,747648
C-peakTHBHBIN GEI0K, MI'/17T 0,16 [0,07; 0,46] 0,52 0,29; 1,97] 0,001821*
Tpuriuuepubl, MMOIIB/ T 1,31+0,67 1,40+0,74 0,271480
T'emormo6uH, r/mn 14,88+2,11 14,2542 45 0,027488*
I'emaTokpur, % 44 49+6 .32 41,94+8 .84 0,008303*
Spurpouuts, 10-/1 5,16+0,79 4.92+0,71 0,013005%*
Jetikouursl, 10-°/n 7,34x1,97 7.47+2,00 0,592427
TpomGouuTsl, 10-°/71 219,21+73,59 254,15+116,16 0,002977*
Tpombokpur, % 0,20+0,06 0,20+0,07 0,680049
COD, Mm/u 9,81x14,59 15,32+21,61 0,015864*
dubpuHOTeH, I/7 3,01+£0,62 3,39+0,78 0,003853*
J-numvep, MKT/MI 0,22 [0,12;0,32] 0,3651[0,2; 1,2] 0,000650*
NT-proBNP, nr/mn 1170 [271; 4522] 1712 [975; 3093] 0,0961665

IIpumeuanue. *CTaTUCTUYECKU 3HAUMMO pasiauyaroirecs nokaszarenau. JIIHIT — nunonporeuns! Huskoi niotHoctu, JINBIT —

JIMITONMPOTENHbI BbICOKOU TJIOTHOCTH.

TEPATEBTUYECKUW APXVIB 9, 2019

83



U.E. YazoBa u coasrT.

] 33

Hnonpoct + cunpenacdpmn F 460

Wnonpoct + prouuryatr

Hnonpocrt + 603eHTan

Bosenran + cunpenacpun

[ XTaJr

W wir

Puc. 7. Yacrora HasHauyeHus (B %) AAI-cneuncpuyeckoi te-
panum B pexxume KOMOMHUPOBAHHONM TepanuM y NaLMEHTOB
¢ UAT u HeonepabeabHoit XTIAT.

IIpu aHanM3e JeKApCTBEHHO! Tepanu y MalueHTOB C He-
onepabenpHOit X TIJII BeIsIBNECHO, uTO JIAI-cnenmdguyeckyro
Tepanuto nonyyany 82 (63%) naumeHra, npudeM GOJIbIIMHCTBO
(82%) B cocrtaBe MoHoTepanuu. CuijeHadui HazHayvamCs
B 60% ciyuaeB, nauueHTb! ¢ HeonepabeabHoit XTIJII nouny-
vamm puonuryart (31%) u mnonpoct (9%) yatie, 4eM nauyueHTb
¢ WIT (cMm. puc. 5, 6).

KomOunnpoBanHast Tepanust B rpynne HeonepabesbHOI
XTOJII" Ha3Hauanack Takxke B 11% ciyuaes, HO B 75% — B pe-
>KMe CTapTOBOI KOMOMHMPOBaHHOH Tepanyu. Hanbonee yacto
Ha3Havyajachb KOMOMHALMS MHTAISIIIMOHHOTO MIIONPOCTA M PHO-
myuryata (40%; cm. puc. 5, 7).

ITpu oueHke 1-roguyHoOM, 3-1€THE 1 S5-NIeTHEN BKMBAEMOCTH
¢ ucrnonb3oBanneM Metonia Kannana—Maiiepa BBISBIIEHO, UTO BbI-
skuBaeMocTb naimeHTos ¢ MJIT cocraBuna 95,90 1 86,5% k 1-my,
3-My 1 5-My rojiaM HaGJTIOJICHHS] COOTBETCTBEHHO (pHcC. 8, a). BbI-
>K1BaeMocTb 60bHbIX ¢ XTIJII K nepBoMy rofy HaOIOAEHHUsS CO-
craBuna 98%, k 3-my — 96%, k 5-my — 93% (puc. 8, 0).

O6cyxaeHmne

B cniekTpe paznuunbix ¢opm JII' ocob6oe mecTo 3aHMMAIOT
WIII' xak sTanonHas dopma JIAT u XTIJII'. B natorenese
HeonepabenbHbIX opm XTIJII' BaskHYyIO POJIb UTPAET AUC-
TalbHas BACKYJOMATHs 3a cYeT AUC(YHKUMU IHAOTENuS,
KOT/a BKItouaroTcst xapaktepusle amnst I maTocduznonoru-
yeckue Mexauusmsl [1, 11]. XTIJII" npepcrasnsieT coboit oco-
0y10, NOTEHIMATBHO U3JIEUYMMYIO TIATOJIOTHIO C TIOMOUIbIO XU-
pyprudeckoro jeueHus — onepauun T3, [TaToreneTnyeckast
Tepamnusi HanpaBJieHa Ha yJIy4dllleHne KIMHUYECKOro CoCTOos-
HUS, TIEPEHOCUMOCTH (PU3NYECKUX HArPY30K U TeMOJIMHAMU-
YEeCKMX MOKa3aTeeil, 3aMe/IJIeHne TEMIOB MPOrpPecCUpOBaHMUS
3a60seBaHMs, yaydlleHus: mporHo3a. OHAKO Yy MalueHTOB
¢ HeonepabenbHoit X TIJII" umeeTcst oueBUHbBIN AeOULINT J10-
KazaTenbHbIN 6a3bl. 3a nocaeguue 10—-15 neT nmposeaeHo He-
cKkoJIbKO UIoTHLIX 1 PKH, KoTOpbIE NPoieMOHCTPUPOBAIIN
BO3MOXHOCTb pa3inuHbix JIAT -cnenuduyecknx npenapaton
YIyYIIUTh TOJEPAHTHOCTb K (PU3MUYECKUM HArpy3Kkam 1 reMo-
AMHaMUYecKue napaMeTpbl y JIML, ¢ HeonepabenbHoii (hopmoit
XTO2MI' [1, 6].

B HacTosiiee Bpemst B KauecTBe Npenapara nNepBoil JIMHUN
ISl Tepanuu HeonepabeTbHbIX U pe3uayanbHbIX (opm XTI
paccMaTpuBaeTCs €AMHCTBEHHbI O(ULMATIBHO O0OpPEHHbIN
npemnapar u3 kjacca ctumyasaropos pI'Ll puonuryat, 4To ocHo-
BaHO Ha JiokazaTenbHoit 6a3e PKI1 CHEST-1 u pymtepHOro mc-
cnepoBanusi CHEST-2 [7-9].
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Lenn ycrielHoro jie4eHust 1 MporHo3 O0JIbHBIX JOCTUTAFOTCS
TOJIBKO B TOM CJTyYae, €CIIi PaBUJIbHBIN IMArHO3 YCTAHOBJIEH HA
paHHuX crapusix 3a6osnesanus. [loaTomy 1enbl0 paboThl CTANIO
NPOBEJICHNE KOMIIJIEKCHOIO aHAJIN3a KIMHUYECKOro, (hyHKIMO-
HAJILHOT'O, TeMOIMHAMUYECKOT'0 IPOhUIIs MALMEHTOB C Heonepa-
6empHON X TOJII" B cpaBrennu ¢ rpynmoit MJII" mo manusmM Poc-
CHUICKOrO PErucTpa Ha MOMEHT BepupUKaLUK IMarHo3a.

B pamMkax JaHHOro MCClIe[JOBaHUs! MPOAHAIM3UPOBAHbI JIaH-
Hble o6cneoBanus 193 naumenros ¢ UJII' u 130 — ¢ Heonepa-
6enbHoi XTOJII'. Bee manpeHTs! sSIBsMCH yuyacTHUKaMu Poc-
cuiickoro peructpa (www.medibase.pro) B 15 akcmepTHbIX
uentpax Poccuu B nepuop ¢ 01.01.2012 no 31.12.2018 r. Cre-
AyeT MOAYEPKHYTb, YTO B AHAJIU3 BOLLIM TOJBKO MALMEHTbI
¢ WIT ¢ orpunatensroit OPIT u 6GonbHBIE ¢ HeonepabeabHOI
dopmoit XTIJIT', ¢ 06s13aTeIbHBIM KaueCTBEHHbIM JJMHAMUYE-
CKUM KOHTPOJIEM — €XKETOJIHbIMU FOCHUTAIN3AIMSIMA U C ONTHU-
MaJIbHO¥ NPUBEPKEHHOCTHIO K Tepanuu. Mckimoyanucs nagu-
€HTBI C MMOTEHINATHLHO BO3MOXKHBIM MPOBEfIeHNeM OalITIOHHON
AQHTUOIUIACTUKM JIETOUHBIX apTepuil, mauuMeHThl nociae TOD
(c pe3upyanbHoi/nepcuctupyroeit JII).

B Hamiem uccniefjoBaHuMM CpefHMil BO3pacT y MalUEHTOB
¢ WJII" Ha MomeHT fieGroTa 3aboJieBanus cocTaBui 36,5 [[1U:
26.8; 36,5] rona. [1e6roT 1 BepuuKalusi IMarHosa y naiueHToB
¢ WIT ewe B koHue XX BeKa MO JaHHbIM IPOCHEKTUBHOIO UCCJIe-
posanust NIH npuxopunuch Ha cpepHuii Bospact 36 et (8% na-
reHToB 6b1 Motoske 20 seT, 9% manueHToB — crapiie 60 neT)
[14]. Opnako 3a nocnefHee BpeMsl B 3aMajHbIX CTpaHax 3HAYMMO
yBesmuuics Bo3zpacT nauuenTos ¢ MJII' u Ha MoMeHT fieroTa 3a-
GosieBaHMs CPEJIHMIA BO3PACT COCTaBJIsieT >065 ner [12—14].

[To paHHBIM MEXIyHAPOAHOTO perucTpa NalUeHTOB
¢ XTIJIT (27 uentpos JIT" B 16 cTpanax, n=679), Mmeinana Bo3-
pacra nauueHTos ¢ XTOJII' Ha MOMEHT BepuUKaLUK AMarHo3a
cocrasuna 63 (IU: 51; 72) ropa [15, 16]. B To ke Bpewmsi, co-
TJIACHO HAIIUM JJAHHBIM, CPEIHUI BO3PACT MAIMEHTOB C Heore-
pabenbroit XTIJII" Ha MOMEHT Bepu KAl IMarHo3a COCTaB-
s 46,5 (JIN: 39,0; 55,0) ropa.

Taxkum o6pazoM, y poccuiickux nauuenTos ¢ MJII' u neone-
pa6ensHoit XTIJII', mo manubiM Poccuiickoro peructpa, auar-
HO3 yCTaHABIMBAJCS B 60Jiee MOJIOIOM BO3PACTE MO CPABHEHUIO
C JJAaHHBIMH 3apYOE>KHbIX aBTOPOB.

B oGeux rpynnax npeoGiafany XeHIMHbI, BMECTE C TEM
cpequ nanyeHToB ¢ MJII' HaGmromanachk MakCcUMallbHAsT A0S
(83,85% nporus 69,23% B rpynne XTIJIT'). CoriacHo JaHHbIM
peructpa NIH, okono 59% cpepu nayupenTos ¢ MJIT" cocras-
Jisimm keHmHbI. B 1o ke Bpemst XTOJIIT Bo3HMKAET OIMHAKOBO
YacTO y JIUII MY3KCKOTO 1 KeHCcKoro momna [17, 18].

Ha momenT ne6rora 3a60seBaHusl y NallMeHTOB C Heonepa-
oenpHON XTOJII" Hanbonee yacThIMU XKaja00aMK ObIITH OffbILIKA
(91,5%), 60omm B rpypHoit knetke (37,6%), kameas (33,8%),
oteku (21,5%), kpoBoxapkanbe (14,6%), 4TO COOTBETCTBYET
AaHHbIM auTepaTypbl [19]. [IpumeyaTenbHO, YTO HA MOMEHT
YCTAHOBJICHHS IMATHO3a KOJIMYECTBO NALMEHTOB C XKanob6aMu
HAa OTEKM HMXKHUX KOHEYHOCTEH YBeIMYMBaIOCh 10 69%, uTo
yKa3bIBaeT Ha 3HAUNTEIHHOE TIPOTPeCCHpOBaHre 3a00IeBaHNS
K MOMEHTY yCTAHOBJIEHUSI IMarHO3a C JOCTIXKEHUEM HU3KOTO
(pyHKUMOHATIBLHOTO CTaTyCa MalMeHTOB, HECMOTPS HAa TO, UTO
cpejiHee BpeMsi OT MOSIBJICHUS! EPBBIX CUMIITOMOB /IO YCTaHOB-
JleHust quarao3a coctasisieT 1,08 ropa. [To jaHHBIM HCTAaHCKOTO
peructpa REHAP (31 uentp, n=162), 3ToT nepmoj cocTaBuil
2,7+4 3 ropa [20].

Y naumentos ¢ UJIT' Bpems ot aeGrora 3aboseBaHus 0
YCTaHOBJICHUSI IUArHO3a, TIO0 TAHHBIM (PPaAHI[y3CKOTO perncTpa
u peructpa REVEAL, coctasasier 2,25 u 2,03 ropa cooTBeT-
cTBeHHO [21, 22]. [1o HaIIMM JJaHHBIM, 3TOT NMEPUOJ] COCTABIISIET
2,01 [IU: 0,6; 4,2] roa, 4TO COMOCTABUMO TaKXKe U C POCCHIA-
CKVMU TaHHBIMI TIPOILTBIX JIeT [23].
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Y nmaupenTos ¢ UJII' nHanboJjiee yacThIMU XKaJlo0aMu B Jie-
6rote 3a6oJieBanus ObIM ofibIKa (82,4%), cmadocts (35,7%),
oomopoku (23,8%). [To jannbiv nepsoro peructpa JIAI' (NIH,
CIIA), yaie Bcero ie6toTHbIMU cumnToMamu nipu WJIT 6buti
onpika (60%), NOBbIILIEHHAS! yTOMIISIEMOCTD 1 ¢1a060CThb (65%).
Y 13% 6onbHBIX 3a00JIeBaHe HAYUHATIOCH C OOMOPOYHBIX CO-
crosinuii [21]. TTo nanHbIM Halued npeabiiyeil paboTsl, y na-
uuenToB ¢ MJIT oppiuika npucyrcrBoBaia B 98,5% cnyuyaes,
cnaboctb — B 57,1%, o6Mopoku — B 29% [24].

[Ipn ananmze comyTCTBYyMOMmMX 3a060JjieBaHUN 1 (PaKTOPOB
pucka, accoupnpoBanHbix ¢ X TIAJII', To nomMumMo TpoM6030B BeH
HIKHUX KOHEUHOCTE! y MalyeHToB ¢ HeonepabenbHoit XTIJIT
JIOCTOBEPHO Yallle BCTPEYaJMCh HACIIEICTBEHHbIE TPOMOO(UINH,
ADC, oOHKOIOTUYECKUI MPOLECC U CINIEHIKTOMUS B aHAMHE3e.
Haum pesynbratel cornacyroTcs ¢ faHHbiMu 1. Lang u coasr.:
npuMepHO y 50% GONbHBIX ¢ TPOMOO30M [ITyGOKMX BEH HIDKHUX
KOHEYHOCTeH NMpyu 00CIIe/JOBAHNM BbISIBIISIETCS 6€CCUMITOMHAS
TpoM6oambomnus nerounoi aprepuu (TDJIA) [25, 26].

Cpenu napenToB ¢ XTIJII™ mpeobnajany naueHTsl ¢ 1o-
BblleHHbIM IMT, y KOTOpBIX Yalle BCTpeyauch TakKUe COIMyT-
cTBytomme 3aboneBannusi, kak Al' (63,2%), XCH (81%). Us-
BECTHO, UTO HAIMYNE OKUPEHUS SIBISIETCS IOTIOTHUTEIHLHBIM
(hakTOpOM, BIIMSIIOLINM Ha TMPOrPECCUPOBAHUE OJIbILIKY U CHU-
JKEHUE TOJIEPAHTHOCTH K Harpy3kam y naumenrtoB c¢ JII'. Tak,
B pabore J. Weatherald u coasr. y nauuentos ¢ JIAI" ¢ u30bIToU-
HOI Macco Tejla M OXKUPEeHNeM Ha MOMEHT Bepr(puKaI|y uar-
HO3a Habmofancs 6osee TSKeblil (PYHKIMOHATLHBIN CTaTyC,
npu atoM Gonee Bbicokoe I, 13JIA u CU, u 6omee HU3KOE
JICC no pannbiv KITOC npu cpaBHeHUM ¢ nauueHTamu 6e3
oxwupenusi [27]. B HameM ucciaenoBaHUM TSXKeNbIN (yHKIO-
HabHBINA cTaTyc nanueHToB ¢ XTAJII™ Takke MOXKHO CBSI3aTh
¢ poctoBepHo GoabimM UMT npu cpaBHeHUM ¢ nauueHTaMu
¢ WIT', a rakke HamruueM XCH Gonee uem B 80% cityvaes. Opi-
HaKO CJIelyeT OTMETUTD, UTO B HaIlell paboTe MO JUMUAHOMY
NpouITI0 JOCTOBEPHBIX pa3nuuuil Mexay naumeHtamu ¢ UJIT
u Heonepa6enbHoit XTDJII He BbISIBIIEHO.

[Tpu ananu3e pakTOPOB pUCKa Pa3BUTHS 3a00JIEBAHNS, Y T1a-
uuenToB ¢ MJII" manudecTamust 3a60eBaHus yallle aCCOLUNpO-
BaHa ¢ 6epemeHHOCTBIO (17,8%), mpuueM NMpeuMylLIeCTBEHHO
B III Tpumectpe [11]. HecomHeHHO, GEpeMEHHOCTD U POABI CBSI-
3aHbI C TOBBILICHUEM PUCKA YXY/LICHUS TeYSHUs! 3a00JIeBaHus
u cmeptHocTH nanuenToB ¢ JIAI u XTOJII'. B cooTBeTcTBIM
¢ MHeHreM akcnepToB BO3, pexomennausim EBponeiickoro 06-
IeCTBA Kap/IMOJIOrOB 6EPEMEHHOCTh MPOTUBONOKA3aHa 00JTb-
HeiM JII', Tak Kak MaTepuHCKas CMEpPTHOCTb COCTAaBIISIET
30-50% [2].

PesynbTatsl cpaBHeHMsT (DYHKIMOHATILHOM CIIOCOOHOCTH Ma-
yueHToB ¢ XTOJIT B pa3nuuHbIX CTpaHaX 1MOKa3aiu NOjloOHOe
pacnpepenenue PK (BO3) Ha MOMEHT yCTaHOBJIEHUS JUArHO3a.
Tak, nannsie peructpa REHAP nokazamm, uro 77% naupeHToB
¢ XTOJII' na momeHT Bepudpukauyuu auarnosza umesnu [1-IV dK
(BO3); B HemenkoM uccienoBannn 74,8% nauyeHToB UMeNn
HI-1IV ®K (BO3), no gannbiM [Topryransckoro perucrpa, 71%
nampeHToB oTHocumch K [II-IV ®K [17, 20, 28]. B namei pa-
6ote ons TsKenbix 00JbHbIX [II-IV ®K (BO3) Ha MOMeHT Be-
pucukaumu gruarHosa cocrasuna 87%. OgHako No cpefHeit auc-
taHuuy B TOMX nanpentsi ¢ I u Heonepa6ensroit XTI
HE pa3nJalicCh, BMECTE C TeM OblIa TeHISHIWSI K 60Iiee HI3KOM
cpenneit puctanumu TOMX B rpynne XTOJIT.

Cpeny nokaszaresieil peMOJICJIMPOBAHUS MPABbIX OT/IECJIOB
cepjla OfHUM M3 HanboJsiee BaKHBIX MPOTHOCTUYECKUX Mapa-
meTpoB y maiueHToB ¢ JIAT sensiercst SIII1. B nammem nccnepo-
Banuu B rpynne MJIT ona cocrasmia 21,3 [18,0; 26,7] cM?,
B pyrmmne XTOJIT — 24 [19,5; 30] cm?. Pe3ynbTaThl peTpocnex-
THUBHOTO aHanM3a laHHbIX 121 mauuenta ¢ JIAL, mpoBeeHHOTO
C. Austin 1 COaBT., CBUJIETEILCTBYIOT O TOM, UTO yBEJIUICHIE
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Puc. 8. BoixnBaemocTb 60AbHBIX € UAT (a) M Heonepabeab-
Hoi XTIAT (6).

SIIIT Gosiee 18 cM? Hapsity ¢ noBbIIeHUeM JjaBienus B [1I1 u Ha-
JIMYMEM NEePUKAPAUAILHOIO BBINOTA SIBIISIUCH NPEAUKTOpAMU
moxoro nporxosa [29]. CornacHo EBponeiickuM pekomeHpa-
ysiv 2015 . SIIIT Hapsigy ¢ ApyruMu mapamMeTpamu UCTIONb3y-
eTcsl 17151 OTpefieNIeHNs] pycka JieTanbHOCTH nauueHToB ¢ JIAT:
HU3KOMY prcky coorBercTByeT SIIIT Menee 18 cm?, mpomesky-
ToYHOMY — OT 18 110 26 cM?, BbIcOKOMY — Gostee 26 cm? [11]. [To-
cTtoBepHO Goiiee BoipakeHHoe yBenunuenue SIII1 y manpenToB
¢ XTDJIT" B HallleM MCCIIeI0BAHUM ellle pa3 MOATBEPKAAeT UX
6oJiee TsKeNbIl CTaTyC NPU CpaBHeHnK ¢ nauuenTamu ¢ WJIT.

ITo mapameTpam HeHTpaIbHON reMOMHAMUAKY Tpymmbl JII'
6b1TH conocTaBuMbl. OIHAKO y MAMEHTOB ¢ HeonepabeIbHOI
XTOJII" ormeuanock 6onee Boicokoe cpIIJIA u 6omnee Huzkue
3HaueHunst Sa0,, yTo TakKe 00bsIcHsIeT OoJiee HU3KMi PK B 3100
rpymmne O0JIbHbIX.

C 2014 r. puonuryaT ofoOpeH B Halllel CTPaHe /sl JISUSHUsI
He TosbKOo JIAT', HO 1 pu HeonepabeNbHbIX U Pe3U/y AJTbHbIX
dopmax XTIJIT'. PKU III ¢azst CHEST-1 (Chronic Thom-
boembolic Pulmonary Hypertension Soluble Guanylate Cyclase
Stimulator Trial-1) cTano nepBbIM UCCTIEOBAHNEM TIO OIICHKE
a(ppekTUBHOCTM U 6GE30MaCHOCTH JIEKAPCTBEHHOI Tepanuu
y GOJILHBIX C HeonepabelbHbIMU U Pe3uyanbHbIMU (hopMaMu
XTDJII', B KOTOPOM NOJIyYeHbl YOeqUTEIbHbIE NO3UTUBHbIE Pe-
3yabTaThl [7-9]. B orkpbiTom nccienoanun CHEST-2 npu
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OLICHKE JIOJTOCPOYHON 3(P(PEKTUBHOCTH 1 6E30MACHOCTH PUOLIU-
ryara JJaHHbl€ JIByXJIETHETO HaOJIO/IeHUs 32 OObHBIMU, MOJTY-
YaBIIUMU PUOLUTYAT, JOKA3aJIU CTAOWIIbHBINA MOJOXKUTEIbHBIN
appekT Tepanun: y 86% naupeHToB He OTMEYAIOCh NPU3HAKOB
KJIMHUYECKOT0 YXY/IILICHNUS, BBIKUBAEMOCTb MAlMEHTOB COCTa-
Buna 96%, 4To corjacyeTcsl C HalllMMK JJaHHbIMU. Pronuryat —
npenapat BbIOOpa /1711 JieueHUs 60JIbHBIX MPU HeomnepadelbHbIX
1 pe3uyanbHbIx/nepcuctupyromux dpopmax XTIJIT [11, 30].

C 2010 r. MHraJSIUMOHHBIN WIIOMPOCT O0OPEH /IS JISUSHUs!
cpenHeTsKenon u Tskenon gopm JIAIT n HeonepabenbHBIX
¢opm XTIJIT B Hateii ctpane [1, 30]. B HaumonansHbIx peko-
MeHJlaluMsIx no puarHoctuke u jgeuenuto JIAT or 2016 r. crap-
TOBasi KOMOMHUPOBAHHAS TePaIKsl pUOLMTyaTa U WIIONPOCTa pe-
KoMeHpayeTcst 60mbHbIM ¢ HU3kM K -1V [1].

OcranbHble npenapatbl (APD, UPD-5) nns nevyenus He-
onepabeNbHbIX U Pe3UyabHBIX/TIEPCUCTUPYIOIINX  (hopM
XTIJII" HazHauatoTcst «off-label» B KauecTBe JleKapCTBEHHBIX
MpenaparoB TPEThEro psyia.

IIpn anamusze JIAD'-cneuucuyeckoil Tepanuu NauueHTOB
¢ HeonepadenbHON X TOJIT BBISIBICHO, YTO GOJIBLIMHCTBO Maly-
€HTOB NMpPHMHUMAIOT mnpenapatel rpynnsl UPID-5 (cunpena-
¢un) — 60%, crumyastopst pI'Ll (puonuryat) — 31%, npocra-
Houfibl (mnonpoct) — 9%, APD (mauutenTaH, 6o3eHtan) — 0%.
B 10 ke BpeMs jaHHble HEMELKOrO MCCJIE/IOBaHUS MOKa3aJu,
uto B 81,1% ciyvaeB nauuenTs! ¢ XTIJII npuHUMaOT proLu-
ryar, Torga Kak npemnapaTbl rpynnsl UP13-5 npumenstor
TONBLKO 15,5% nauuenToB, a APD — 3,4% [15]. 3HaunTenbHast
nouist cuneHaduna y naumenToB ¢ X TOJII B Haluelt crpase, no-
BUJJIMOMY, CBSI3aHA C HU3KON CTOMMOCTBIO JICUSHUS U IOCTYII-
HOCTH TreHepuieckux opM B cpaBHennu ¢ ipyrumu JIAI-cne-
UUYECKUMU NTpenapaTamu.

Cpenu poccuiickux naguentos ¢ T 76% nonyyator crie-
uuduyeckyo Tepanuto. CunjieHadpun 1 603eHTaH SBISIOTCS
Hambojee 4YacTo Ha3HavyaeMmbIMu mpenapatamu (o 27,3%
B 00€MX rpyMnax COOTBETCTBEHHO). 10151 MalMeHToB, MOy yaB-
KX cuijieHaduI1, OKa3aach 6JU3KOH K JaHHBIM OpPUTaHCKOTO
uccnenoBanus (29,2%). HeceneKTUBHbIM aHTarOHUCT PELENTO-
PoB 3H0TeNMHA 603eHTaH HazHavyaeTcst 20,9% poccuiickux na-
uuenTtoB c JII'. B peructpax CIIA u Benmuko6puranuu npose-
JieHa OlIeHKa BCEeX MNpenapaToB W3 TPyMIbl AHTArOHMCTOB
PeLenTopoOB 3HJIOTENNHA, U MPOLEHT HA3HAYEHNUS NPEBbIILACT
HaIm fanHble 6osee yem B 2 paza (47% — B CIIA n 443 % —
B BenukoOpuranun). O6paijaeT BHUIMaHUe HU3Kasi YaCTOTa Ha-
3HauYeHUs! MHrasIMoHHoro uionpocta (3,41%). Ciepgyet otme-
TUTb, YTO TaKasi OCOOEHHOCTD BBISIBIISIETCSI U B APYTUX Peru-
crpax: B CIIA wunompoct mnomyvaror 9,7% GoONbHBIX, B
BenukoOputanun paszinyHble MPOCTAHOM[bI HAa3HAYAOTCS
TOJLKO 18,8% mauuenTtos [31, 32].

CornacHo pe3yJbTaTaM HAllero MCCIIE/IOBAaHMSI BbLKMBae-
mocThb nanyenToB ¢ XTOJII 3a rop HaGmoaeHus coctaBuia 98%,
96% —3a 3 ropa u 93% — 3a 5 ner. [Ipu olieHKe BLIKUBAEMOCTH
naupenToB ¢ MJII' B pamkax Haiuero ucciefoBanust Kpusble Ka-
riaHa—Mafiepa NpojIeMOHCTPUPOBAII YPOBEHb OIHOTOJJUYHON
BbDKMBAEMOCTH, paBHbI 95%, 3-metneirt m S-netnein — 90
u 86,5% cooTBeTcTBeHHO. [TosTyYeHHbIe JaHHbIC BbLKUBAEMOCTHU
naupenTos ¢ MJII Bblie MUPOBBIX 3HAYEHUIA, TaK, HATIPUMEDP, Bbl-
skuBaemocTh naiuenToB ¢ T B CIIA cocrasisier 91,74 u 65%
cooTBeTcTBeHHO. Torya kak mo ganHbiM peructpa COMPERA,
y naumenToB ¢ WJIT crapiue 65 sieT ofHorouyuHast U 3-JeTHsis
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BBDKMBAEMOCThL cocTaBisieT 90 m 68%, a jis nanyueHToB
¢ XTOJII" - 92 1 75% wn 5-netHssi — 60% [33]. CormacHo JaHHBIM
lIBenckoro peructpa, B KOTOPBIA BKIIIOYEHbI MauueHTsl ¢ JIAT
(Memana Bo3pacta 67 ner) u HeonepabesbHoi X TIJIT (Meanana
Bo3pacTa 70 J1eT) OHOrOiMYHAas, 3-JIeTHSIS U S-JIeTHSIS BbIKMBae-
MocTb 715t maipeHToB ¢ JIAI cocraBuna 85,71 u 59% , niis nauy-
entoB ¢ XTOJII" - 91, 75 n 69% coorercTBenHo [34]. ITo man-
HbIM [lopTyraibckoro perucrpa, rogudHasi BbIKMBAEMOCTb
GonbHbIX ¢ HeonepabensHoit X TAJII cocrasuna 93% [28].

B HemaBHO ony6mkoBaHHON paboTe 1o oneHKe 3(h(HEeKTHB-
HOCTHU PUOLMTYaTa B PEATbHON KIMHUYIECKON MPaKTUKE Y Maly-
€HTOB ¢ HeonepabenbHOIl U pe3upynbHoit XTIJII™ nokasaHo,
uTO 3-71eTHSIs BbKUBaeMocThb pu XTDJII™ B peasbHbIX KIUHU-
YECKUX YCJIOBUSIX cocTaBisieT 94%; BbIKUBAEMOCTD 6e3 COObI-
THUIA KIMHUYECKOTo yXyaueHus: — 78%. DT faHHbIe MEPeKIIn-
KarTCs C pe3yJbTaTaMy Halieil paGoThl M MOATBEPXKIAAOT
3(pheKTMBHOCTH Tepany pUOLUIyaTOM Y 9TOH TSKEJIOH Kare-
ropun 60J1bHBIX. Kpome Toro, mpu 10rocpoyHOM HAGIONEHNH
OoTMevallach MOJIOKUTEIbHAS JUHAMMKA TaKUX TMoKa3aTesen,
kak PK no BO3 u IT6MX; noka3zaHo CHUXKEHHE MapKepa cep-
neuHoit HepoctatoyHOCTH N'T-proBNP B cpaBHeHMN ¢ NCXOHBIM
ypoBHeM [35].

Jly4dyro BbIKMBAeMOCTb MAlMEHTOB C HeomnepadenbHON
XTOJI', no HamleMy MHEHHIO, MOXKHO OOBSCHUTH TEM, UTO
6051bMHCTBO (75%) MAlMEeHTOB Ha CTAPTE JICUSHUS TT0JTyYasu
TBOIHYIO KOMOWHUPOBaHHYIO Tepanuio, 40% maiyeHToB — KOM-
OUHAIMIO pyolMryaTa u mionpocta. ¥ nauuenton ¢ U myu-
11151 IO CPABHEHUIO C JIAHHBIMU 3apyOe>KHbIX aBTOPOB BbIKMBAC-
MOCTb, TIO-BUJJUIMOMY , 00YCJIOBJIEHA PAaHHUM HA4aJIoM JIeUeHus!
y GOTBHBIX € 60Iee COXpaHHBIM (PYHKIMOHAILHBIM 1 TEMOJIHA-
MHUYECKIM CTATyCOM.

3akAloUueHue

CornacHo NpoBeIeCHHOMY aHaIu3y AaHHbIX Poccuiickoro pe-
rucTpa nauueHTos ¢ JII' BnepBble MPOIEeMOHCTPUPOBAHO, UTO Ha
MOMEHT Jie6roTa 3a6oneBanus (cpeHuil Bo3pact 46,5 et npo-
TuB 32 J1eT) ¥ Npu yCTaHOBJIEHUM Auarno3a (52,2 rofga npoTus
36,5 ner) magueHThl ¢ XTIJII' Obun B cpeiHeM Ha 5 et
crapuie. Cpeau G0/IbHBIX 00EUX rPYMIl NPeodIafay KEeHIINHbI,
npu WIT" ponst xeHuH 6b11a Hauboabei (83,85% npu UJIT
npoTuB 69,23% npu XTIJIT').

HecMmoTps Ha 6onee KOpoTKuii nepuop ot AedroTa 3aboJe-
BaHMs JI0 ycTaHOBJIeHUs uarHo3a (1,08 ropa), maumeHTsI ¢ He-
onepabesbHoii hopmoit XTIJII umenu 6oiee TKeblil UCXOI-
w1l PK 1 gactyro conyrcrByromyto naronoruto (A, XCH,
nosbiieHHbt UMT) no cpaBuenuto ¢ rpynmoit UJII'. Crenenn
JIT" o ouenke CJIJIA 1 napameTpbl peMOjIeJIMPOBAHMUS Cep/La
o paHHbIM DX0KI™ 1ocToBEpHO HE pa3nnyainuch, KpoMe MiIo-
1LA/IM TIPABOTO Npeficep/usi, KoTopasi OblLta GosIblle B IpyINe na-
upeHToB ¢ HeonepabenbHoit XTIJII. [1pu oueHke napameTpoB
LHeHTpanbHO! reMojinHaMuku pu X TAJIT BbISBICHBI 10CTO-
BepHO OoJsiee Bbicokue 3HaueHus cpJIA u Gosnee HU3KME 3HAYE-
Hust Sa0,. B ycnoBusix yacToro npuMeHeHuns: CTapTOBOM KOMOH-
HUpOBaHHOI Tepanuu y 75% nauuentos ¢ XTI (y 40% —
KOMOUMHALIUSI PUOLUTYATa U WIONPOCTA) 5-JIETHsIsS BbIKUBAe-
MocTb locturaa 93% npotus 86,5% y nauuentos ¢ M.
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