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AHHOTaums

LleAb. M3yuntb 0COBEHHOCTU AEMOrPAdUUECKMX U KAMHUYECKMX AAHHBIX, MOKasaTeAen (pyHKUMOHAABHOIO U FEMOAMHAMMUYECKOTO CTaTyCOB,
NPOUAS COMYTCTBYIOLLEN MNATOAOIMU, AAHHBIX MHCTPYMEHTAALHOTO 0OOCAEAOBAHUS MALIMEHTOB C XPOHUYECKON TPOMOOIMOOAUHECKOM AETO4HOM
runeprensueit (XTIAD); npoaHaAn3MpoBaTh 0COHEHHOCTU CrEUMGPUUECKON 1 MOAAEP>KUBAIOLLEN TepParu Mo AaHHbIM POCCUIACKOrO HaUMOHAAb-
HOro peruncrpa.

Martepuanbi u meToAbl. 3a neproa 2012-2020 rr. B MHOroLEeHTPOBOE NMPOCMNEKTUBHOE MCCAeAOBaHMe B 15 akcnepTHbIx LeHTpax Poccuitckon Me-
Aepaumn (www.medibase.pro) Bkalouerb 404 naumeHTa B Bozpacte crapiue 18 AeT ¢ Bnepeble BepupmumpoBaHHbiM anarHozom XTIAIL AuarHos
y BCEX BOAbHbBIX YCTAaHABAMBAACS! B COOTBETCTBUM C COBPEMEHHBIMU PEKOMEHAALIMSIMU MO AMArHOCTUKE M AEUYEHUIO AEFOYHOM runepreHsmu. Bee
OOAbHbIE BHECEHbI B POCCUIMCKMI PErUCTP MaLIMEHTOB C AETOUYHOM apTepuasbHoi runeprensmen u XTIAI (NCT03707561). Y 154 naumeHToB
HeonepabeabHOM XTIAI NpoBeAeH AOMOAHUTEAbHBIM aHAAM3 CNELMDUUECKON M NMOAAEPXKUBAIOLLEN TEPATUM.

Pesyabtathbl. B nccaeroBaHme BkaloyveHbl 404 naunenTa: 55,6% xeHwmH u 44,3% MyxunH. CpeaHnit BO3pacT MaLUMEHTOB Ha MOMEHT BKAIOYEHMS
B peructp coctasua 58,6 [48,6; 69,3] roaa, MeamaHa AAMTEALHOCTM 3a60AeBaHUst cocTaBuaa 2,4 roaa (ot 0,1 Ao 2,9 roaa). Bcero 79,1% naumen-
T0B umeau Il v IV pyHKLMOHaAbHBIN KAACC (BcemMupHasi opraHm3aumst 3ApaBoOXpaHeHms)) HA MOMEHT NMOCTaHOBKM AnarHo3a v 44,1% — npusHakm
XPOHUYECKO CEPAEUHON HEAOCTATOYHOCTH MO BOALLIOMY KPYry KpoBoobOpalleHus. Hanboaee 4acToi conyTCTBYIOIEN NATOAOTUEN SIBUAUCh ap-
TepuaAbHas runeptorus (39,1%), 3pO3MBHO-3BEHHOE MOPAXKEHME XKEAYAOUHO-KULIEUHOro TpakTa (16,1%), pubpuassiumns npeacepanii (13,8%),
oxupenme (13,1%). AuctaHumst B Tecte 6-MUHYTOM XOAbObI coCTaBuAa 337,2 [250; 422] M, oablwika no wkaae bopra — 4,1 [3,0; 5,0] 6aana. MNpu
KaTeTepU3aLIMM NMPaBbIX OTAEAOB CEPALIA CPEAHEE AABAEHME B AETOYHOM apTepmun — 51,1+14,04 MM PT. CT., cepaeUHblit BbIGpocC — 3,5+0,98 A/MuH,
cepAedHbIn nHAeKC — 2,0+0,48 A/MUH/M?, AeroUyHOe cocyAncToe conpoTuAeHme — 2008+528 AnHxc/cm>.

3akAtouenne. Mo AaHHbIM Poccuitckoro perucrpa naumeHTsl ¢ HeornepabeabHor popmoit XTIAT UMeAn KapTUHY NMpeKanuAASPHON AErOYHOM
FUMEPTEH3UM C TSIXKEABIM MCXOAHBIM (PYHKLIMOHAABHBIM KAACCOM B COYETAHMU C Y4aCTOM COMYTCTBYIOLLEN NAaTOAOTUEN (apTepraAbHasi TMNepToHusI,
3PO3MBHO-I3BEHHOE MOpaKeHUe KeAyAKa/ABEHAALLATUMEPCTHOM KULWIKK, (OUMOPUAASILIMS NPEACEPAMI, OXKUPEHWUE, XPOHUUECKAsi CepAEUHAst HEAO-
CTaTO4HOCTB). Beero 66% 6oAbHbIX HeonepabeabHon XTIAT noayydaamn crneumduyeckyto Tepanmio.

KAtoueBble cAoBa: XpoHuyeckasi TPOMO603IMBOAMYECKAs ACTOUHAs TUMepTeH3Us, crieunduyeckas Tepanusi, POCCUACKMIA HALMOHAALHBIA PerucTp
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Characteristics of patients with chronic thromboembolic pulmonary hypertension
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Abstract

Aim. To assess demographic and clinical characteristics, to describe of the functional and hemodynamic status, profile of concomitant pathology,
data of instrumental examination in chronic thromboembolic pulmonary hypertension (CTEPH) patients; to study the features of specific and
supportive therapy according to the data of the Russian national registry.
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Materials and methods. From 2012 till 2020 a multicenter, prospective study in 15 regional expert centers of the Russian Federation (www.
medibase.pro) included 404 newly diagnosed CTEPH patients over the age of 18 years in the Russian registry of patients with pulmonary arterial
hypertension and CTEPH (NCT03707561). The diagnosis was established by European and Russian clinical guidelines for the diagnosis and
management of pulmonary hypertension. 154 inoperable CTEPH patients an additional analysis of specific and supportive therapy was performed.
Results. The study included 404 patients (55.6% women and 44.3% men) at the age of 58.6 [48.6; 69.3] years. Median time from symptom onset
to the diagnosis verification waswas 2.4 years (from 0.1 to 2.9 years). 79.1% of patients were in the Ill and IV functional class (World Health
Organization) at the time of diagnosis and in 44.1% — with RHF (right heart failure). In assessing the profile of concomitant pathology, it was noted
that CTEPH patients were more often with arterial hypertension (39.1%), erosive-ulcerative lesions of the stomach/duodenum (16.1%), atrial
fibrillation (13.8%), obesity (13.1%). Distance in 6MWD (6-min walk distance) was 337.2 [250; 422] m, Borg dyspnea index scale 4.1 [3.0; 5.0]
points. Hemodynamic parameters according to right heart catheterization were: Mean PAP (pulmonary arterial pressure) (51.1+14.04) mmHg, CO
(cardiac output) (3.5+0.98) I/min, Cl (cardiac index) (2.0£0.48) |/min/m?, PVR (2008+528) dynxs/cm?®.

Conclusion. According to the Russian registry, inoperable CTEPH patients had precapillary PH (pulmonary hypertension) with severe functional
status, in combination with frequent concomitant pathology (arterial hypertension, erosive-ulcerative lesions of the stomach/duodenum, atrial

fibrillation, obesity, right heart failure). 66% of inoperable CTEPH patients received specific drug therapy.
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Beeaenne

XpoHudeckast TpoM003MO0IMYECKast JIerOYHas THIIEPTEH3US
(XTOJT) — npekanmwisgpHas (Gopma JIETOUHOH THIEPTECH3UU
(JIT'), koTopast OTHOCHUTCSI K Tpymie 4 B COBPEMEHHOW KIIMHH-
4eCKOH KIaccu(UKaluY, XapaKTepU3yeTCsl HOBBILIEHUEM JIETOU-
Horo cocyauctoro conporusienus (JICC) u naBieHus B jerod-
HoW aprepun ([IJIA) BciencTBHE CTEHO3MPOBAHUS/OKKIFO3MU
nerouHsIx aprepuii (JIA) opraHn30BaHHBIME TPOMOOTHYECKUMHU
maccami [1-3]. D10 ocobast, HOTEHIMAIBHO U3IeduMas popma
IATOJIOTHH C TIOMOIIBIO OTEPAIMH JIETOYHON TPOMO3HIapTEPIK-
tomun (TDD), mpoBereHHEe KOTOPOil BO3MOXKHO, MO JaHHBIM
EBpomneiickoro perucrtpa, npumepHo y 60% mnauueHtoB [4].
Juarno3 XTOJII" ycranaBnuBaeTcs Npy HAIWYUH TEMOAWHAMU-
YEeCKHX KpHuTepHeB npexkanwsuisipHoit JII' B couetaHuu ¢ moBbI-
menueM JICC=3 en Byna npu xarerepuzanuu mpaBbIX OTIETIOB
cepaua (KTIOC) no Menbliel Mepe uepe3 3 Mec Mociie Havana
3 (eKTUBHON AaHTUKOATYJSIHTHOH Tepanuy, a TaKKe BBISBIIE-
HUU KaK MHHUMYM OJJHOTO CETMEHTAapHOro jaedekra nepdy3un
[0 JaHHBIM BEHTWILIHOHHO-TIEP(GY3HOHHOH CHUHTHTPpadUH
Jerkux uim ooctpykimu JIA Mo JaHHBIM KOMIIBIOTEPHOH TO-
morpaduu (KT) ¢ anruonynsmoHnorpadueii [1]. B naroreHese
HeorepabenbHBIX (GOpM BOKHYIO POJIb UTPAET AWCTAlbHAs Ba-
CKyJIOMaTys 3a cYeT OUCGYHKIMU SHIOTENHS, NaTo(pu3noIoru-
YECKHE MEXaHU3MbI KOTOPOI CXOJJHBI C TAKOBBIMH NPH JIETOYHON
aprepuanbHoi runeprensuu (JIAD) [5].

XTOJIT' cooTBeTCTBYET KpHUTEpUsM ophaHHBIX 3abolieBa-
HUH — KU3HEYTPOXKAIOIUX WIM XPOHUYECKUX IPOTrPECCUPYIO-
muyX 3a00JIeBaHUN ¢ PacIpOCTpaHEHHOCThIO He Oonee 10 ciy-
yaeB Ha 100 TbIC. YeNOBEK, KOTOpbIE NPUBOAAT O3 JIeueHHs
K CMEpTH WM IIOKU3HEHHOW WHBAJIMAM3ALUKN IalEHTOB,
B cootBercTBUM ¢ DenepanbHbiM 3akoHOM Ne323 «O6 ocHo-
BaxX OXpaHbl 37J0pOBbs rpaxaad B Poccuiickoli Denepaum»*.
B 2012 r B mocranoBnenun IlpaButensctBa PO Ned03 «O
nopsizike BeeHus: denepabHOrO PErucTpa Jil, CTPAJAroINX
KHU3HEYTPOXKAIOIIUMH U XPOHUYECKUMHU TPOTPECCUPYIOLTHMU
penKUMU 3a001€BaHUSIMHU, IPUBOISAIIMMH K COKPAILIEHHIO MPO-
JOJDKUTEIBHOCTH JKM3HU TPAaXJaH WIM MX MHBAIUIHOCTH, U
€r0 PerruoHAIBHOTO CETMEHTa» MpeACTaBlieH mepedeHs 24 3a-
OoneBanuii, BKMovaroumid wuaunonarndeckyro JII (MJID)**.
B o6weil nomynsinuu pacnpoctpaneHHocts JIAT u WIT co-
craBsier 15-50 u 5—6 cmydaeB Ha 1 MJTH HaceleHUsI COOTBET-

cTBeHHO [6]. CnemyeT oTMeTUTSh, uTo B Hamei ctpane X TIJIT
COOTBETCTBYET KPUTEPHSM PEIKOro 3a00JeBaHMs C pacIpo-
cTpaHeHHOCThI0 8—40 Ha 100 ThIC. YEIOBEK U BKIIIOYEHA B pac-
LIMPEHHBIA NepevyeHb PEeAKUX 3a001eBaHUM, OIyOIMKOBaHHBIH
Ha caiite Munsapasa Poccun™® **,

J1s u3yyeHus AMUIEeMHUOIOIMYECKUX JAHHBIX U IIPOTHO34,
VAYYIICHUS] TUArHOCTHYECKUX M JIEYEOHBIX MOAXON0B y 00Ib-
HBIX ¢ pa3nuuHbIMU ¢opmamu JII' BO MHOTMX cTpaHax Mupa
B TOCJIEHUE TOABI CO3MAIOTCSl PErHCTPHI MarueHToB [7-11].
B nopryransckom u ncnanckom peructpax cirydau X TOJII Ha-
pany ¢ JIAT perucrpupytorcs comectHo [10, 11].

Pannss quarnoctrka JII' v mpoBeieHue HE0OX0AUMOTO T -
(epeHInanbHO-TMarHOCTUYECKOTO TIOMCKa, HANPaBIEHHOTO HA
ycranosnenne XTOJII' B yCloBHUAX AKCIIEPTHBIX IEHTPOB, MO-
3BOJISIFOT OCYILIECTBUTH BEPHBII1 BEIOOP CTPATEruu JICUCHUs, YTO
WTpaeT KIIOYEBYIO POJIb B YIYYLIEHHUHM KIMHUYECKUX HCXOIIOB
3aboneBanus. Kinunnueckue cumnromsl XTOJIT Hecnenmdmy-
HBI, YTO 3HAYUTCIIBHO 3aTPYAHACT CBOCBPEMCHHYIO AUArHOCTH-
Ky: 4aCTO K MOMEHTY YCTaHOBJICHHS JIMarHo3a U Hadaia Jieye-
HUs 3200JIeBaHIE CYIIECTBEHHO IPOrpeccupyeT, HaOIaatoTCs
BBIpAYKEHHbIE TIPOSIBIICHUS IPAaBOKEITYI0OUKOBOI CepAeuHOMN He-
nmoctatouHoctd [6, 12]. V GospmuHeTBa mamueHToB ¢ X TOJIT
JIMarHO3 YCTAaHABJIMBAETCS NP JIOCTIXKEHUH (DYHKIIMOHAIBEHOTO
knacca (OK) [T wmm IV (o knaccudukaimu BeemupHoii opra-
HHU3aLUK 37paBooxpaHenust — BO3) u pa3BUTHH TSHKENION JTUC-
¢yHkuu npasoro xenynouka (IDK) [5].

Lens ucciaenoBaHusi — M3y4eHUE OCOOCHHOCTEH aeMo-
rpaguyecknX W KIMHWYECKUX IAHHBIX, MOKa3aTesied (yHK-
IIMOHATBHOTO W T'€MOAWHAMHYECKOTO CTaTycoB, mpodumst
COHyTCTBy}OlHCﬁ MaToJIOTUH, JaHHBIX HWHCTPYMCHTAJIBHOTO U
naboparopHoro obcienoBanus nauenTos ¢ X TOJI u ananus
0COOEHHOCTH JIEKapCTBEHHOW Tepamuu 1O JaHHBIM Poccwuii-
CKOT'0 HaIlMOHAJIBHOTO PETUCTpa.

Marepuaabl u MeTOABI

3a nepuoxa 2012-2020 rr. B peructp BkiroueHsl 404 ma-
I[eHTa B Bo3pacTe cTapiue 18 jer ¢ BhepBble BepuUIU-
poBaHHbIM auarHo3oM XTOJII, koTopelil ycTaHaBIUBAJICS B
COOTBETCTBHH C COBpPEMEHHBIMHU eBporeiickumu (2015 1) u
poccuiickumu (2016 1.) peKOMEHIAUAMHE 0 AUATHOCTUKE H
neuenuto JII [3, 6]. Peructpanus 1 BHECEHHE JaHHBIX B pOC-

*@enepanpuplii 3akoH o1 21.11.2011 Ne323-03 (pex. ot 05.12.2017) «O6 ocHOBax oxpaHsl 3M0pOBbsi rpaxkaaH B Poccuiickoit ®exepauny». Pexum
nocryna: http://www.consultant.ru/document/cons_doc LAW 121895/ Ccbunka aktrBHa Ha 18.12.2017.

**Tlocranosnenue [IpaButenscTBa PO ot 26.04.2012 Ne403 «O nopsiike BeneHus GpeaepaabHOro PerucTpa Jinil, CTPaJaoliuX )KU3HEYTPOKAIOIUMHI
1 XPOHHYECKHMH IIPOrPECCHPYIOIIMMH PEAKUMH (Op(aHHBIMHU) 3a00IEBAHHAMY, IPUBOSAIIAMYA K COKPALICHUIO IPOJOJDKUTEIEHOCTH JKH3HH TPaXkIaH

WINA UX UHBAJTMOIHOCTH, U €TO PETHOHAJIBHOTO CETMEHTA».
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Tabanua 1. KAMHMKO-(pyHKUMOHaAbHAsA XapaKTepuCTHKa
nauMeHToB € HeonepabeAbHorn XTIAT

Table 1. Clinical and functional characteristics of patients
with inoperable Chronic thromboembolic pulmonary
hypertension (CTEPH)

Manuentnl ¢ XTI

Iloxa3zarenun (n=404)
Bospacr, ner 58,6 [48,6; 69,3]
[Mon (MyX4HHBI/KEHITUHBL), %o 44,3/55,6
1-3,4
n-174
DK, %
I - 56,0
IV-231

ToMX, m, Me [25%; 75%]

Wupexc onpiku o bopry, 6amsl,
Me [25%; 75%]

Carypauus O,, %, Me [25%; 75%]

337,2 [250; 422]
4,1 (3,05 5,0]

95,0 [92,0; 97,0]

TabAanua 2. Kamnmueckne cumntomsl (%)
Table 2. Clinical symptoms (%)

Manuentsl ¢ XTI (n=404)

Iokaszarenu B neGroTe Ha MOMEHT
saGonepamug  YCTAHOBICHIS
JIUarHo3a
Opimka 91,7 98,1
VromisieMocTh 30,6 79,1
Bons B rpynu 33,9 44,2
I'onoBoxkpyxenue 10,2 53,4
Cunkore 19,4 12,1
Cepnuebuenue 23,3 51,5
Kamens 339 59,7
KpoBoxapkanse 12,1 24,2
OcHILIOCTh TOJI0Ca 0 0,9
Orteku rojeHeii/cron 223 68,4

cutickuii peructp nanueHtoB (NCT03707561) ocymecTsisi-
nuch B 15 aKcepTHBIX LeHTpax. JJocTym BeIonHsIeTCS Yepe3
Hutepuer Ha caiite www.medibase.pro ¢ UCIOIb30BaHHEM
WHAMBHIyaJIbHOTO JIOTMHA M mapois. Pabora mocrpoena mo
NpUHIMITY cOopa DaHHBIX (JaHHBIE aHAMHEe3a, JKaloOBl, pe-
3yJbTaThl METOJOB MCCIEAOBaHMUS, OleHKa (QyHKIMOHANBHON
CIOCOOHOCTH, JIEKAPCTBEHHAs Tepanust U T.1.). MOHUTOPUHT
Ka4eCTBa 3aloJHEHUs NaHHbIX Iposoawica OI'BY «HMMUIL
kapauonorum» Mun3apasa Poccun.

Kaxnomy marieHTy NpHCBauBaeTCsl MHAUBUAYAIbHbBIH KO,
COCTOSIIIMIH 13 HOMEpa 3KCIIEPTHOTO LIEHTPA, OPSAKOBOTO HOME-
pa xaptel 1 ®HO nanuenTa. [lepconanbHble TaHHBIE OOJIBHBIX
3acneriensl. [lIpu coBnagernn ®UO, nater poxaeHus, mona u
JIMarHo3a cUcTeMa He MO3BOJISET 3allONHATh KapTy Aanee. Takum
00pa3oM, IOBTOPHOE BHECCHUE JJTAaHHBIX MAIIEHTA UCKIIIOUEHO.

B uccnenoBanue Ha MPOCIIEKTUBHOM OCHOBE BKJIIOUCHBI T1a-
IIMEHTHI B Bo3pacTe crapiue 18 jer ¢ BepuduIpoBaHHBIM [T~
arao3oM X TOJII. OuenuBanych BO3pact, pETMOH NPOKUBAHMUSA,
POCT, Macca Tela, kajno0bl, JUIUTEIbHOCTh EpHoja OT 1e0roTa
CHMIITOMOB JI0 YCTaHOBJICHUs AWArHo3a, IMHAMHUKA YacTOTHI
’KaJi00 Ha MOMEHT BKJIIOUEHHS B PETHCTP.

IIpoBomunack 00paboTka KIMHUYECKMX MAAHHBIX (OLEH-
Ka jxkanod, ¢usukambHOe o0cienoBaHue), (HYHKIHMOHAIBHO-
ro craryca (Tect 6-mMuHyTHOU X0ABOBI — T6MX), onenka OK
(no knaccudpukauun BO3), reMoguHaAMUYECKUX TTOKa3arenen
no nanHeiM KITOC. JlaGopaTopHbie TECThI BKJIIOYATIH OO
1 OMOXMMMYECKHI aHaNM3bl KPOBH, KOArYJIOrpaMMy, OIpese-
neHue ypoBHsS D-nuMepa W MO3rOBOTO HATPUHYpPETHUECKO-
ro mentuaa. MHCTpyMeHTaJIbHBIE HCCIENO0BAaHUS Ha MOMEHT
ycraHoBneHus: auarHo3a XTOJIIT Bkiouaiu 31eKTpoKapHo-
rpaduio, TPaHCTOPaKaJbHYIO 3XOKapIUuOrpaduio, PEeHTICHO-
rpaguio OpraHOB TPYAHOU KIETKH, CIHUPOMETPHUIO, OIEHKY
ra30BOr0 COCTaBa KpoBH, ciuHTUTpaduto nerkux, KT ¢ anrno-
nynsMoHorpadueit (AI'TI), cenexruBnyto AI'TI, kopoHnaporpa-
(uro y manueHToB crapuie 45 JeT Win Npy HAIMYUU KIMHUKA
CTEHOKap/UH.

B ananu3 BKIJIIOYAIKMCH MAIIMEHTHI C HEONepadeabHOi Gop-
Mot XTOJII, y KOTOPBIX OCYIIECTBISIIOCH KAYECTBEHHOE M-
HaMHUYECKOe HAONIONEHUE C eKETOTHBIMU IOCIHTAIN3ANUSIMA
Y TIOJy4€HBI HA/IS)KHBIE CBEICHUS O IOCTAaTOYHOMN IPHUBEPIKEH-
HOCTH MPOBOIUMOMN maroreHeTHueckoi Tepanuu. CraTyc ome-
pabeIbHOCTH OLIEHUBAJICS HKCIIEPTHOW KOMHCCHEH B cOCTaBe
KapAnoiora, KapAuoXUpypra, peHTIeHIHIOBACKYISPHOTO XH-

1060 TERAPEVTICHESKII ARKHIV. 2021; 93 (9): 1058-1065.

pypra, mynsMoHonora. OCHOBHOH NMPUYMHOI HeonepadenbHo-
cTH ObUT qUCTaIbHBIA THN nopaxkeHus (90,7%); 3HaUnTENEHOE
noseienue JICC (>1500 muaxc/cm®) otmedanocs B 7% ciy-
yasx, B 2,3% ciydasx mposeaeHue TOD He mpencTaBisuoch
BO3MOXKHBIM H3-3a TSDKEJOH comyTcTBytomield narosoruu. Ila-
LUEHTHI ¢ TOTEHINAILHO BO3MOXKHBIM IPOBEICHUEM OajlIOH-
Ho# aHruomnactuku JIA, a Taxke 6onbHble ocie TOD (¢ pe-
3upyansHON/MepcucTupytomeit JII') n3 aHanmM3a HCKIIFOYCHBL.

CraTucTU4YeCcKHi aHaIMU3 TOJTyYeHHbIX JaHHBIX MPOBOIMII-
cs pu nomortu nporpammal Statistica 10,0 (StatSoft, CILA).
JlaHHbIE IpeJCTaBleHbl B BUAE CPEJHEr0 3HAYECHUs] U CTaH-
JApTHOTO OTKJIOHEHMS, a TAKXKE MEJIUaHbl, 25 U 75-ro MpoLeH-
Twiiel. Vicnonp30Banuch cieayomume CTaTHCTHYECKUE METO bl
JUISL OIICHKH TOJIy4eHHBIX pe3yasratoB: U-tect ManHa—Yur-
HY, aHAJIU3 CTAaTUCTHUYECKON 3HAUMMOCTH Pa3IM4Mil IPU3HAKa
B HE3aBHCUMBIX U 3aBUCHMBIX BBIOOpDKAX C UCIIOIb30BAHUEM
t-kpurepusi CThIOEHTA, TECT MO KPUTEPHIO XU-KBAJpaT, TOU-
Hbli TecT @umiepa, kpurepuii @puamana.

Pe3yAbtarbl

B uccnenosanue Brumrodens! 404 marmenta ¢ X TOJII B Bo3-
pacre 58,6 [48,6; 69,3] rona, 6onbmMHCTBO U3 HUX (55,6%) co-
CTaBUIIHM >keHIIMHBI (Ta0u. 1). [Tepron pa3BuTHsS CUMITOMATH-
K4 OT ebroTa 10 ycraHoBineHus nquarHoza XTOJII B cpenHem
cocrasui 2,4 roma (ot 0,1 1o 2,9 roxa).

Tpets (32,2%) nmauneHToB npokuBaioT B Mockse u Moc-
KOBCKOM obnactu, 67,8% — B pa3nuuHbIX peruoHax Poccuii-
ckoit denepanuu.

OyHKIMOHANBHBIN cTaryc 00nbHBIX XTOJII' oreHnBaics
Ha ocHOBaHMHU KomIuiekcHOU oneHkH DK, pesynsratoB TOMX
C ompezereHUEM HUHIeKca onblku 1o bopry. [ucrannmsa
B T6MX cocraBuna 337,2 [250; 422] M, omplka o IIKaje
Bopra — 4,1 6amna (em. Tadu. 1). Beero 3,4% GonbHBIX UMenn
123,1% — IV ®K. B cpennem SpO, B mokoe coctasmio 95%
(cm. Taba. 1).

IpenbsiBisieMble MAMCHTAMU JKAJIOOBI HecCTeH(UYHBL.
[Ipu anamm3e cCUMITOMOB Ae0rOTa 3a00JIEBAHUSI U K MOMEHTY
YCTaHOBJICHHUS TUarHO3a HanboJee YacToi xano0oit OOIbHBIX
SBJsUIACh onblKa (Tadd. 2). B nebrore 3aboneBaHus Haubo-
Jiee YacTHIMUA CHMITOMAaMHU OBLIH Kallelb U OOJH B TPYIHOM
knetke (33,9%), yrommsemocts (30,6%). Crexyer OTMETHTb,
YTO K MOMEHTY YCTAHOBJICHUS JUAarHO32 Y MTAIIUEHTOB C HEOlle-
pabenbuoit XTOJII xano0bl Ha OTEKH HIKHHX KOHEYHOCTEH
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TabAnua 3. ®aKTOpbl PUCKa M aCCOLMUPOBaHHbIE
COCTOSIHMS

Table 3. Risk factors and associated conditions

TabAnua 4. TokasareAu 3xokapauorpacum
Table 4. Echocardiography indicators

ITapameTpsl HManuentsl ¢ XTI (1=404)
Tapamertpbl, % Halll/le:l’;l‘:‘l‘ g 4))(T3.JIF JIIT, em 3,7+0,55
KJIP neBoro xemynouka, cMm 4,5+0,46
OTOJIA 72,3
S TII1, cm? 24497
Tpom6odrmmst 33,6
IT3P IDK, cm 3,6+0,68
ADC 15,3
. TIIC IDXK, cm 0,8+0,5
Myrauus Jleiinena 2.5
ns 1,6+0,31
IIpenmectsyromue 20
XUpPYpruyecKkue BMeIaTeabCcTBa TAPSE, Mmm 1,69+0,43
Oxupenune 13,1 CrBon JIA, cm 3,1+0,48
TpoMOBI B HIXKHUX KOHEYHOCTSIX 61,5 IIA, cm 2,24+0,41
MmnnanTranys kaBa-QuisTpa 7,5 JUIA, em 2,2+0,36
MBC/OKC B anamHe3e 9,7 CIJIA, MM pr. cT. 80,7+23
XOBJI/6ponxuanpHas acTMa 6/13 Ilpumeuanue. KJIP — xoHeqHO-THacTONIMYECKHH pa3mep, JIIT — neBoe
npencepaue, [1I1 — npaBoe npeacepaue, [13P — nepeanesannuii pasmep,
XCH 44,1 TIIC — TonmuHa nepenneit cteHkn, MO — MHIEKC SKCIIEHTPUYHOCTH,
CIUICHOKTOMHUS 3,7 TIJIA — npaBast ierounast aprepusi, JIJIA — neBas jeroynasi aprepus,
CJIUJIA — cucronuueckoe J1aBJIeHHE B JIETOYHOH apTepuu.
ATl 39
CaxapHsiii tnabet 2-ro THa 7,2
. TabAnua 5. TeMoAMHaMHYeCKasi XapaKTepUCTMKa
DUOPHIIIALMSA TIpeacep IHii 13.8 Table 5. Hemodynamic characteristics
OPO3MBHO-A3BEHHEIC MOPAKCHI 16,1 Tokazarean Maunentsr ¢ XTI (n=404)
JKEITyI0YHO-KUIIEYHOTrO TPAKTa
OHKOJIOrHYECKHE 3a00IEBAHUS 10,3 CIUTA, mm pT. cT. 89,1+24,1
Ipumeuanue. UbC — umemmndeckas 6one3ns cepaua, OKC — octpslit FULIA, mm pT. cT. 30,8+10,1
KxopoHapHbIi cuHapoM, XOBJI — xpoHndeckast 00CTpyKTUBHAsS 00JIC3Hb Cpennee JUTA, MM pT. CT. 51,1+14,04
JICTKHX.
JICC, nqunxc/cm? 2008+528
yBenumiuch ¢ 22,3 mo 68,4%. Otmedanoce mporpeccuposa-  CB, i/mun 3,5+0,98
HHUE Y4aCTOThI *Kaslod Ha KpoBoxapkaHbe ¢ 12,1 mo 24,2%; xa- CH, 1/muExm? 2,0+£0,48
J100BI Ha OJIBIIIKY B MOMEHT YCTaHOBIICHHS IMarH03a OTME4ajIu .
98,1% GonbHBIX (CM. TA0JL. 2). SvO,, % ST,7£7.8

[Tpu oueHke MPOGUIIS COMYyTCTBYIOIICH MATOJIOTHH HA MO-
MEHT YCTAHOBJIEHUS JUarH03a OTMEYEHO, YTO JIOJIs ALIEHTOB ¢
oxupeHueM cocrasuia 13,1%, comyTcTByromas apTepuaibHas
runepronnst (A') ormedanace y 39% Oompubx XTOIJIL, 3po-
3MBHO-SI3BEHHOE MTOPAKEHHE JKEITYI0YHO-KHIIIEYHOTO TPAaKTa — Y
16,1% naumeHToB, GUOPWILISILUS NpPEICepAnil perucTprpoBa-
nack y 13,8% manueHToB, a NpU3HAKK XPOHUYECKOH ceped-
HO HepocratoyHoct (XCH) — y 44,1% nanuentoB (Tadu. 3).
OcCHOBHBIMH (DaKTOpaMH PUCKA Pa3BUTHA 3a00neBaHMs ObLIM
TpoMOO3bl BEH HI)KHHUX KOHeyHoctel (61,5%), Hanuuue aHTu-
dochomumunaoro cuaapoma — ADC (15,3%), HaceICTBEHHBIX
Tpombod it (33,6%), OHKOIOTHIECKOTO Ipoliecca B aHaMHeE3e
(10,3%) u cinenskromus (3,7%); em. Tada. 3. Octpas TpomOo-
smbomus JIA (OTOJIA) B 72,3% cnydaeB npeaiecTBoBalia pas-
ButHo XTOJIT.

IIpu ocmotpe B 100% ciy4aeB BblaBisuics akueHT 1l Tona
Hag JIA, JIAI' B omindue OT IIyMa TPUKYCIMAAIBHOU peryp-
rutanuy, BeisiBisieMoro y 81% OonpHbIX. [Ipu uccnemnoBanuu
(DYHKLIMH BHEIITHETO JbIXaHHs 3HAYMMBIX OOCTPYKTUBHBIX U pe-
CTPUKTUBHBIX HAapyLIEHUH AbIXaTeIbHBIX IIyTel HE BBISBIEHO.

Ilpu pentreHorpaduy OpraHOB TPYIHOH KJIETKH BBIIBICHO
paciperue npaBoro kopHs 1o 1,8 [1,6; 2,2] cM, yBelIuueHHE KO-
adpdrmentoB Mypa o 33 [30; 38] % u JIrorm 1o 35 [33; 37] %,
KapIMOTOpaKajIbHOTO MHAeKca 10 53 [49; 57] %.

HcxoaHo y Bcex MalMEHTOB OTMEYanach XapakTepHas JUls
XTOJI sxokapauorpadudeckas KapTHHA: THIEPTPODUS U JH-
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Ipumeuanue. JJJUJTA — nuactonuyeckoe JaBleHHE B JIETOYHOI apTe-
puu, CB — cepneunsiii Bbiopoc, CIJIA — cucroianyeckoe JaBieHHe
B jierounoii aprepun, CU — cepaeunsiii unzekc, SvO, — carypauus
CMeIIaHHOU BEHO3HOH KpOBU

naranyst IDK ¢ npuszHakamu ero neperpy3ku 00beMoM U JaBiie-
HUEM, yMEHBIICHUE Pa3MEPOB JICBOTO KEyl04Ka, AUIaTarys
ctBona JIA u ee BeTBel, MPU3HAKU OTHOCHUTENBHON HeloCTa-
TOYHOCTH TPUKYCIUAAIBHOTO KianaHa [perypruranus II cre-
nienu (I-1I1)] u xnanana JIA [perypruranus II crenenn (I-11)]
(Tadn. 4).

ITo manubiM KIIOC ofpamanu Ha ceOs BHUMaHHE 3Ha-
YyUTeNbHOE MOBbILeHHE cpenHero JIJIA, HuU3KMe 3HaueHHA
CEepICYHOro BHIOpOCA M CepAEHYHOro uHiexca, Bbicokoe JICC
(Tadn. 5). YV Bcex MAIMEHTOB, BKJIIOYEHHBIX B HCCIICIOBA-
HHUE, OTMeYalluch Kputepuu npekanwusipHoit JII (cpennee
JJIA>25 MM pT. CT., 1aBlIeHHE 3aKJIMHUBAHUS JIETOYHOH apre-
puu <15 MM pT. CT.).

JlocTaTouHo CIIOKHOM 3aa4ei BisieTcs: Tornorpaduieckas
OLICHKa OOTYPUPYIOLIETo MOPaXKEHUsI JIETOYHOTO COCYAUCTOrO
pycna; Ui ee peleHUs] UCIONb30BAIN 2 BU3YAIU3UPYIOIINX
MeTO/ia IMarHoCTUKH — cenekTuBHyto AI'Tl u Mmynsrucnupans-
uyto KT-AIIl. B nanpreiimem onepupyomuii Xupypr cocTas-
nsn tonorpapuueckuit wan TOD. [pu aHanmu3e JIero4HOro
COCYAMCTOIO pycia KOJHYECTBO MOPAKEHHBIX CErMEHTaPHBIX
apTepHil 3HAUMMO HE OTIIMYAJIOCh B 00eHX TpyIIax.
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TabAnua 6. AAMTeABHOCTDb XKaA00 npu HeonepadeabHo# U onepaGeabHOn XTIAT (roabr)

Table 6. Duration of complaints in inoperable and operable CTEPH (years)

ITapameTtps! OnepaGenbHble 00/1bHBIE (1=48) Heonepa6enbHble 6oibHBIE (n=154) P
Oppimka 3,5[1; 6] 2,0[0,07; 4] 0,02
Bomu B rpymHO#L KIeTKe 1[0,58;2,3] 1[0,75; 3,4] 0,76
T'onoBokpy:xeHue 2[2; 3] 1,08 [0,5; 3,9] 0,31
O6MopokH 1[0,5; 2] 0,83 [0,41; 2,5] 0,91
CepnuebueHue 311,8;4] 1,8 [1; 3] 0,03
Kammens 3(2;7] 2 [0,54; 4] 0,02
KpoBoxapkanse 2,7[1,08; 5,95] 2,1[1,62; 3,79] 0,82
a 6 a 0
2% 53%
47% Hnonpo
TIOAK ® P CHIIZIEHA
21% 19% HOIIN
TIOAK )
43% 50% 47%
) Cunnenadun HWnomnpocr +
79% puonuryar
Bapdapun Bapdapun Wionpoct
70% 47% 30
MoHoTeparnust 2-KOMIIOHEHTHast
Momnorepanus
2-KOMIOHEHTHAs
Puc. 1. AHTUKOAryAsIHTHas Tepanusi y HeorepabeAbHbIX (a) B 3-commoncnTHas

1 onepabeAbHbIX (6) 60AbHBIX XTIAL.
Ipumeuanue. HMI" — HU3KOMOJNEKYISIPHBIHN renapyH.

Fig. 1. Anticoagulant therapy in inoperable (a) and operable
(b) patients with CTEPH.

JIOTIONTHUTENBHO TPOAaHAIM3UPOBaHBl 48 MalMeHTOB, KO-
TOpbIC TpH3HAHBI omepadenbHbIMU, U 154 HeomepadenbHbIX
narmenTa. IIpu aHanuse (HakTOpOB PHCKA, KIMHUYSCKU acco-
LIUHUPOBAHHBIX COCTOSIHUI W COMYTCTBYIOLIMX 3a0O0NeBaHHN Y
HeorepaOebHBIX MAaleHTOB HamOojiee YacTo BCTPEYAIUCH
XCH (13%), nacnencreennsle Tpomoodummu (17%), oHKoIOTH-
yeckue 3a0oneBanust (9%), epeHeceHHble XUPYPrUUeCKUe BMe-
marenbeTBa B aHamHese (20%), BkItouast CrieHIKToMUIo (6%).

OTOJIA Habnrofanack yaiie y NaieHToB ¢ Heorepadeib-
Hoit XTOJII" (60% cmydaeB). B obGenx rpynnax Bpems OT IO-
ciennero snuzona OTOJIA no Bepudpukanuu XTIJI B cpen-
HeM coctaBwio 14 [4,2-36,7] mec. [Ipu 3ToM Oonee gacteie
peunauBbl OTIJIA 1 TpoMO032a ITyOOKHMX BEH HHXKHUX KOHEY-
Hocreit (54,5 u 52% cny4aeB) HaONOAAIKCH y OnepadeIbHbBIX
HAI[CHTOB.

Tanuentsr ¢ onepadensroit X TIJII yanie npeabsBIsiig xKa-
J00bI Ha OOJIM B TPYAHOM KJIETKE, Y HUX Yallle OTMEYaIoCh Kpo-
BOXapKaHbe 0 CPaBHEHHUIO ¢ HeomepabenbHOH rpynmoi. IIpu
CPaBHEHUH JUTUTEIIHOCTH CUMIITOMOB B UCCIICTYEMbIX IPyIIIIax
OZIBINIKA, Kallelb, CepaIeOneHIe IMENHCh JOCTOBEPHO JOJbIIe
B TpyIIe nanueHToB ¢ onepabensroi XTI (Tadu. 6).

Bcee MalEeHThI IOJYy4YaJl aHTUKOAryJISIHTHYIO TEpallulo,
npuueM omnepabenbHble ManueHTsl ¢ XTOJII yame npuHuMa-
T TIpsMble opaibHble aHTukoaryastHTel — [IIOAK (43% mpoTus
21%; p=0,01) o cpaBHEHHIO C HEONEpaOEIBLHBIMH, B TO BpEMS
KaK MOCJICHUE dallle HAaXOIWJIMCh Ha Teparmuu BaphaprHOM
(70% npotus 47%); puc. 1. Cnenyer OTMETHTh, YTO LEJIEBOH
YPOBEHb MEXIYHApOJHOTO HOPMAIM30BAHHOTO OTHOIICHHS
2,5-3,5 B TeyeHue nocaeqHux 3 mec ObUT TONBKO y 18,8% ma-
1eHTOoB ¢ onepadensHoit XTOJII u 17,7% c HeonepabenbHOM
XTOJIT.
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Puc. 2. Yacrora HazHaueHns AAT-cneumdpmueckon Tepanmu.

Fig. 2. Frequency of prescribing PAH-specific therapy
(PAH - pulmonary arterial hypertension specific).

Cpenu nmanuenTtoB ¢ HeonepabensHoit XTIJIIT 66% moy-
yamu JIAT -cneruduueckue npenaparsl, u3 HuX 79% — MOHO-
Tepanuio, 12% — 2-KOMIOHEHTHYIO U 2% — 3-KOMIIOHEHTHYO
tepanuo (puc. 2). Cungenadun ObuT HanboJiee YacTo Ha3HA-
yaeMbiM JIAT-cienmguueckum mnpemnaparom mnpu BeIOOpe Mo-
Horepanuu (50%). Puonuryar HasHawancst B 47% ciyyaes,
nionpoct — B 3%. Ilpu BbiOOpe 2-KOMIOHEHTHOW Tepamuu
HauOoJiee 4acToi SBUIACh KOMOWHAIIUS MIIONPOCT + PHOIH-
ryar (53%), pexe NpUMEHsIIACh KOMOMHAIUS WIJIONPOCTA W
cungenapuna (47%). OcranbHple KOMOMHAIMK Ha3HAYaJIHCh
3HAYHUTEIBHO PEXe.

YactoTa Ha3HAUEHUS! COMYTCTBYIOIIEH Tepamnuy MpeacTaB-
seHa B Ta0u. 7. IIpenaparsl U3 rpymnibl aHTarOHUCTOB KaJIbLIHsI
npunumany 36% OoNbHBIX, U3 KOTOPBIX 28,8% — quruaponu-
PHIMHOBBIE TIPOU3BOIHBIE U 8% — HEAMTHAPOIHMPHIHHOBHIC
(munTrazem). Anypernku Ha3Hadamuch 82% OONbHBIX.

Jpyrue mpemapaThl BKJIIOYAIN CPEACTBA, BIMAIOIIUE Ha
put™ cepaua (uBabpanuH, B-agpeHOOIOKATOPbI, IUIOKCUH —
31,9%), racrponporexTuBHBIe mpenaparsl (21,6%), UHrHOH-
TOpPBl AHTHOTCH3MHIPEBpALIAONIEro  (epMeHTa/0I0KaTOPhI
peuenTopoB aHruorensuHa Il (ans nedeHus: comyTCTBYOLICH
AT), craTuHsl.

OO6cyxaeHne

B pamMkax MccreoBaHHS POAHATN3UPOBAHbI IAHHBIE KOM-
iekcHOro oocnenoBanus 404 OOJIBHBIX ¢ BepUBHUIIMPOBAHHBIM
quarHosoM XTOJII' B MHCTUTYTE KIMHUYECKOH KapauOJIOTHU
uMm. AJL. Msacaukoa ®I'BY «HMMUL] kapauonorun» MuH-
3npaBa Poccuu. Bee manmenTs! sBumuch yaactaukamu Poccnii-
ckoro peructpa (www.medibase.pro) B 15 3KCIepTHBIX [IEHTpax
Poccun 3a nepuoxn 2012-2020 rr. Criegyer NOAYEPKHYTh, YTO B
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TabAnua 7. ToasepxnBatomas Tepanms
Table 7. Supportive therapy

HeonepaGenbHble

Tepanust 0onbHbIe XTI
(n=154), %

Bapdapun 66
HMI' 23
Hogeie opanbHble aHTUKOATYISHTbI 11
Juypetuxu 82
dypocemun 38
Topacemun 57
CIIUpOHOIAKTOH 83
OrepeHoH 8
Juroxcun 9
VBabGpaaun 14
B-Anpeno6nokaTopsl 23
Wurndurtopst
AQHIMOTeH3MHITPEBpaIlaoero pepmenra/ 44
0JIOKaTOPHI PELIEITOPOB AaHTMOTEH3NHA
T"acTponporexkTopsl 67
HmmyHOCympeccopsl 3
Crarusbl 42
IIpenaparsl xele3a 2
Bnokarop xanbIMEBBIX KaHAIOB 36
AMioaunve 28
Juntrazem 8

aHaJIM3 BOLLIX TOJIbKO NarueHTs! ¢ X TOJI ¢ kauecTBEHHbIM [T~
HAMUYECKUM KOHTPOJIEM — €XKETrOJIHBIMH TOCIUTAIM3AUAMHI U
ONTHUMAJILHOM MPUBEPIKEHHOCTHIO TEPAITHH.

XTOJIT — penkas popma npexanmuispHoit JIT, npu koto-
poii CBOEBpEMEHHas AMarHOCTHKa B YCIOBHUSX 3KCHEPTHBIX
LEHTPOB T03BOJISIET BHIOPATh ONTHMAJIBHYIO CTPATETHIO Jieye-
HUS, 4TO SIBIISICTCS 3aJI0TOM YIYYIICHHS KIMHHYECKUX HCXO-
1oB [1, 2, 6]. U3BecTHO, 4TO HecNeM(PUIHOCTh KIMHHYECKUX
CHUMIITOMOB 3HAYUTEJIBHO 3aTPYJHSET PAHHIO TUArHOCTHKY:
3a4acTyl0 K MOMEHTY HallpaBJICHUs MAaLlUEHTOB C IIEJIBI0 yCTa-
HOBJICHUS TMarHO3a U Hadaja JICYCHHUs B HKCIIEPTHbIE LEHTPHI
3a0oJeBaHNe CYIIECTBEHHO IIPOTPECCHPYET C Pa3BUTHEM BBIpa-
xenHor auchynkuun [DK [1-3, 5, 6, 12]. K momeHTy anarso-
cruku XTOJIT nanuentst yacto nocturatot OK II-1V (BO3) ¢
Pa3BUTHEM TSKEIION MPaBOXKETYJOYKOBOI HEZIOCTAaTOYHOCTH U
MYJIBTHOPTaHHBIX MOPAXKEHUH, YTO SBISETCS MPOTHUBOINOKA3a-
HUEM K BO3MOXKHOM orepanui TOD y TEeXHUYECKHU orepadesb-
HBIX OONBHBIX [4]. CXOICTBO KIMHMYECKOM CHMITOMATHKH Y
oompHbIX JIAT 1 XTOJII" yacto NpUBOIUT K ONTHOOYHOMY T~
arHo3y W MOIIBITKaM Ha3HadeHUs crenuduieckoil Tepanun 6e3
peuienust Borpoca o TOD.

PerucTp nmanmeHToB Kak NEpCHEKTUBHAs CUCTEMa JaHHBIX
OIMCHIBAET OCOOCHHOCTH TEUSHHUS 3a00NIeBaHHUS M IIOIXOJBI
K JIMarHOCTUKE W JICYEHUIO B COOTBETCTBMM CO CTaHAAPTU30-
BaHHOH 0T4YeTHOCTHIO. OCHOBHOM 3a/1aueii peruCcTPOB SABIISET-
cs1 cOop MHGOPMAIMKM O PACHPOCTPAHEHHOCTH, KIMHHUYECKUX
MIPOSIBIICHHSIX, Ta0OPATOPHBIX M HHCTPYMEHTAJIBHBIX OCOOCH-
HOCTSIX U OCHOBHBIX METOJaX JIeUeHHs. DJIEKTPOHHbIE PEru-
CTPbI OCOOCHHO aKTyaJbHBI JUIs TaK HA3bIBAEMBIX CHPOTCKHUX,
w ophaHHbIX, 3a001eBannii. OphaHHBIM HA3BIBAIOT YIPOXKa-
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I0lIee XKU3HU U 30POBbI0 XPOHHYECKOE 3a00JI€BaHIEe, KOTOPOE
AMEeT HACTOJIBKO HU3KYIO PacHpOCTPAaHEHHOCTh, YTO HEOOXO-
JUMBI pa3paboTka U BHEIPEHHE CHEeLUaIbHBIX MPOrpaMM JUIs
PaHHEro BBISABJIICHUSI H CBOCBPEMEHHOT'0 Havyajia Tepanuu 00ib-
HBIX* %,

VY namuentoB ¢ XTOJIT' auarHo3 ycraHaBnuBaics B Oosee
MOJIOIOM Bo3pacte — 58,6 [48,6; 69,3] roga — 0 cpaBHEHUIO C
JTAHHBIMH 3apYOEKHBIX aBTOPOB. YKa3aHHs O TOM, YTO Ial[leH-
Tl ¢ XTOJI[' Ha MOMEHT YCTAaHOBJIEHHS HArHO3a ObLIN CTap-
me 60 JIeT, IMEIOTCS B IOPTYTAIECKOM U UCTIAHCKOM PETHCTPaXx,
mBelnapckoi koropte [7, 10, 11]. [To naHHBIM MeXAyHapOAHOTO
peructpa nauuentoB ¢ XTOJII (27 uentpos JII' B 16 crpanax,
n=679), Menuana Bo3pacta nauuenToB ¢ X TOJII" Ha MOMeHT Be-
pudukanmu quarnosa cocrasuna 63 roma [11, 12].

B nemenkom peructpe XTIJII B Teuenue 2016 1. BbIsB-
neHbl 392 nanueHTa ¢ BIEpBbIE YCTAHOBJICHHBIM JIMAarHO30M B
Bo3pacTe 63,5+15,0 roma ¢ paBHBEIM COOTHOIIEHHEM MY)KUUH
u xeHmuH [9]. CooTHOIIEHNE MYXKYMH W JKEHIIWH B TPYIIIE
XTOJT, nmo HammM JaHHBIM, coctaBwio 44,3/55,6%. Ilpu
ocmotpe y nauueHToB akueHt Il tona nax JIA Gbu1 HanGonee
YacThIM ayCKYJIbTaTHBHBIM 3HAKOM, IIyM ['paxema Cruiiina BbI-
CIyIIUBAJICS Y KaKaoro 5-ro 6onpHoro XTIJIT.

ITo HamMM faHHBIM, TPOMOO3 BEH HMKHUX KOHEUHOCTEH U
OTOJIA B anamHe3e BeTpeuanuch y 61,5 u 72,3% nanueHTos ¢
XTIJII" cOOTBETCTBEHHO, YTO SIBISIETCS TPUTTEPOM PA3BUTHUS U
nporpeccupoBanus 3aboneanus. Y nanueHtoB ¢ X TOJIT va-
CTO OTMEYaINCh HaclencTBeHHble TpoMOoduiun, ADC, oHKo-
Joruyeckue 3a00JIeBaHus U CIUIEHIKTOMUS B aHaMHe3e. Hamm
pe3yabTaTsl cormacyrorcst ¢ qanabpiMu [ Lang u coaBr.: mpu-
MepHO Y 50% O0nbHBEIX ¢ TPOMOO30M IIIyOOKMX BEH HIKHHUX
KOHEYHOCTEH Npu 00CIIeJOBaHNH BBISBISIIOT O€CCHMIITOMHYIO
TOJIA [13, 14]. Ilo naHHBIM HEMEILIKOTO PETHCTPa, BEHO3HBIE
TPOMOOOMOONMK B aHAaMHE3e OTMEYaIHCh y 76,3% OONBHBIX
XTOIT. Y 38,3% mnanueHToB oTMevaics XoTs Obl ofMH (ak-
TOp pucka — Tpombodunus (8,2%), oHKoIOruuecKue 3adoiue-
Banus (5,6%), ADC (4,6%), crutenskromus (1,5%) [9]. Cpenn
narnueHToB ¢ XTOJII npeobnanany MaueHThl ¢ OKHUPEHUEM
(13,1%), AT (39%). I3BecTHO, 4TO HAJIMYUE OXKUPEHUS SIBIIS-
€TCsI IOTIOJIHUTENBHBIM (PAKTOPOM, BIUSIOIIUM Ha IPOTPECCH-
pOBaHHE OBIILKH M CHIKCHHE TOJEPAaHTHOCTHU K Harpy3Kam
y maruentoB ¢ JI[' [15]. B namem mccriegoBaHUM TSKENbIi
¢$yHKIMOHANBHBIN cTaTyc nanueHToB ¢ XTIJII Takxke MOXXHO
CBSI3aTh C IOCTOBEPHO OOJIBIIUM MHAEKCOM MAaCChl Teja, a TaK-
ke HanmureM XCH B 44,1% ciyuaes.

Ilo manasiM TOMX mmcranmus y manueHToB ¢ XTOJI
Obuta B cpeqnem 337,2 [250; 422] M, 4TO CBSI3aHO C AOJIEH TH-
xenblx 6onpHbIX III-IV OK (BO3) Ha MOMEHT BepubuKanuu
nuarHosa (79,1%). Hammm naHHBIE cOBHANM C pe3ysibTaTaMu
ucnanckoro perucrpa REHAP: 77% nauuentos ¢ XTOJII' Ha
MoMeHT Bepudukanuu nuarHosza umenu [1I-IV ©K (BO3) [9],
B HEMEILIKOM U MOPTYrajbCKOM HccienoBaHusx — 74,8 u 71%
manueHTos [9, 11].

3akAlouenmne

B marorene3e neomnepabensHbix Gopm XTOIJITT BaxHyIO
POJb UrpaeT JucTanbHas BaCKYJIOHATHs 3a CUeT AUCHYHKIIUH
SHZOTENNs, Korja BKItouatoTcs xapakrepHsle 1uia WUJIIN naro-
¢usnonornyeckue mMexanusmsel [16, 17]. XTOJII' npeacras-
nsieT co0oit 0co0yI0, TOTEHIINATBHO U3JIEINMYIO C TIOMOIIBIO
XUPYPTUUECKOTO JieueHHus — omepauuu 1TDD — maroioruio.
ITaTorenerndeckas Tepanus HalpaBiieHa HA yJIydllIeHUE KIH-
HUYECKOTO COCTOSIHHS, IEPEHOCUMOCTH (PU3MYIECKUX HArpy-
30K ¥ TeMOJMHAMHUYECKUX TI0Ka3aTelel, 3aMeyIeHne TEMIIOB
IPOrpecCUpOBaHus 3a00J€BaHMs, YIydIlIeHHEe MpPOTHO3a.
OpHako y nanueHtoB ¢ HeomnepaOenbHoit XTOJIIT umeercs
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O4YEeBUIHBIM Ne(UIUT AOKa3aTeNbHBIH 0a3bl. 3a mociegHue
10-15 neT npoBeNEHO HECKONIBKO NMUIOTHBIX U PaHJOMH3H-
POBaHHBIX KOHTPOJIUPYEMBIX HCCIIEIOBaHUH, KOTOPbIE IPOoJe-
MOHCTPHUPOBAIA BO3MOXKHOCTh pa3nuuHbix JIAT -crienuduye-
CKUX IIPenapaToB YIy4UIMTh TONEPAHTHOCTh K (PU3NUIECKUM
Harpy3kam W TreMOJMHAMUYEeCKUe MapaMeTphl y JIMIl C HEeo-
nepabenbHoit opmoit XTOJIT [14, 16-24]. B HacTosmiee
BpeMs B KauecTBe Ipemaparta 1-il JTUHUHM Uil Tepamnuu Heo-
nepabenbHBIX U pesunyanbHelx ¢opm XTOJIIT pacemarpu-
BaeTCsl €JUHCTBEHHBIM Ipernapar M3 Kjacca CTUMYJISATOPOB
pPacTBOPHMOM TyaHWJIATIUKIIA3bl PUOLUTYAT, YTO OCHOBAaHO
Ha JI0Ka3aTeJbHON 0a3e paHIOMHU3UPOBAHHOTO KOHTPOJIHpPYE-
moro uccnenoBanus CHEST-1 u nnurensHOro uccieaoBaHus
CHEST-2 [18, 20]. bonpmmuHcTBO nauueHTos (66%) npuHu-
manmu JIAT -cienududeckyio Tepamnuio, npuaem 14% — xom-
OMHUPOBAHHYIO TEPAIHIO.

Iens ycnemHoro jiedeHust GONBHBIX U OJIATONPHUSITHOIO
MPOTHO3a OCTUIAETCS TONBKO B TOM CIIy4ae, €CIH MPaBHIIb-
HBIIl IMarHO3 YCTaHOBJIEH HA PAHHHUX CTaJUAX 3a00JeBaHMs.

TloBbIieHHue OCBCIOMJIICHHOCTHU Bpa‘Ieﬁ, CBOCBPEMCHHOC
HaIlpaBJICHUEC MALIMEHTOB B 3KCIEPTHBIC HEHTPLI I YCTAHOB-
JICHUSI JUarHo3a U 3KCIICPTHU3BI OHCpa6CHLHOCTI/I, HaA3HAYCHHUC
OINITUMAJIBHBIX JICKAPCTBCHHBIX CXCM IIO3BOJIAT YIYYLIUTH PC-
3YJIbTAThI JICHCHUA 3TOM KaTreropuu MmanyueHTOB.
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Cnncok cokpauieHmi

AT — aprepuanbHasi THIIEPTOHUS

ADC — antrdochOoNHITHIHBI CHHIPOM

BO3 — BcemupHas opranuzanus 31paBooXpaHeHHs.
JUIA — naBnenue B 1erouHoit aprepuu

WJIT" — unuonaruyeckas JIerouyHasi THIIEPTEH3Us
KITIOC — karetepu3anust paBbIX OTAEIOB CepALa
KT — xomnbroTepHas Tomorpadus

JIA — nerounas aprepus

JIAT — nero4nas apTepuanbHasi TUIIEPTCH3HS

JIT" — neroyHas runepTeH3ust

JICC — neroynoe cocyMcToe CONpOTHBICHHUE

OTDJIA — octpast TpoMO03MOOIIHIS JIETOYHOM apTepHu

ITK — npaBbii sxemynouex

ITOAK — npsimble OpanbHbIE aHTUKOATYJISIHTBI

T35 — TpOMOIHIAPTEPIKTOMHUS

T6MX — TecT 6-MUHYTHOH XOIBOBI

OK — (yHKIMOHAIBHBIN KJ1ace

XCH — xpoHHuecKast cepJeyHas He[0CTaTOYHOCTh

XTOJII' — xpoHuueckas TpoMOOIMOOIMUECKAst JIETOUHAsI TUTIEPTEH3US
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