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AHHOTauuA

Jeroynan runeptensuna (/) — rpynna 3a6oneBaHuii, XxapakTepuU3yoLLMXCA MPOrpeccMpyioLLVM NOBbLILIEHNEM AaB/IeHNA B TIErOYHbIX apTepUAX U SIErO4HOro
COCYANCTOro CONpOTMBIEHNA, BbICTPO NPMBOAALLAA K NPaBOXEeNyA04KOBOW CepAeYHON HeJoCTaTOMHOCTU 1 rnbeny naumeHToB. MHTepec k npobneme JIT
06yCnoBneH oTCYyTCTBMEM TOYHbIX AMUAEMUONOrMHECKNX AaHHbIX O pacnpocTpaHeHHocTu JIT7, 6bICTPO NPOrpeccupyoM TeHeHNEeM C FPO3HBLIMU OCNOXHe-
HUAMW 1 BHYLIUTENbHOW CMEPTHOCTLIO. Ecnn ana ogHux rpynn (JII BcneacTsmne naTonorny neBbix OTAENOB cepaua nnv 3abonesaHuin Nerkmx) Bce CBOAUTCA
K NTeYEHUIO N KOHTPOJTIO OCHOBHOMO 3abonieBaHvA, TO ANA ApYrvx (flerovyHan aptepuanbHan runeptenana — JIAT nnn xpoHnyeckan Tpomboambonmyeckan
neroyHas runepteHauna — XTOJIT) npuBnekaTesibHbIM NOAXOAOM ABMAETCA cneundmnyeckan Tepanua, yYnTbiBaA 3510Ka4eCTBEHHbIN XapakTep TeYeHUs un
CNoXxHOCTb naToreHesa JIAI. Pvouuryat — nepBsbiit npeacTasmTenb HOBOro knacca JIAM-cneunduyeckux npenapartos, NOKa3aHHbIA ANA Ne4eHNA HeKOoTo-
pbix coopm XTI/ n JIAT, MHHOBaLMOHHOE NleKapCTBEHHOE CPEACTBO, B UCCNEA0BaHMAX KOTOPOro NPOAEMOHCTPYPOBAaHA BbICOKaA BbIKMBAEMOCTb NaLmeH-
ToB. Llenblo cTaTbu ABNAETCA NpeaocTaBieHne COBPEMEHHbIX AaHHbIX MO BEAESHUIO 1 NIeYEHMIO NaLMEeHTOB, a TakXXe ponu cneunduyeckon Tepanum n Me-
cTe puouuryarta B Tepanuu naumeHTos ¢ JIAT u XTI .

KnioueBble cnoBa: neroyHan runepTeH3unnA, neroyHan apTepuarnbHan runepTeHsnna, XpoHnyeckana Tpomboambonuyeckan nerodHan runepteHsua, JIAr-cne-
unduyeckan Tepanua, puoumryar.
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Abstract

Pulmonary hypertension (PH) is a group of diseases characterized by a progressive increase of pressure in the pulmonary arteries and pulmonary vascular re-
sistance, quickly leading to the right ventricular heart failure and patient death. Increasing interest in the PH problem is due to the lack of epidemiological data
on the prevalence of PH, rapidly progressing diseases with severe complications and considerable mortality. If for some groups of PH (PH associated with the
left heart failure or lung diseases) it all boils down to treatment and control of the underlying disease, for others (pulmonary arterial hypertension — PAH or chro-
nic thromboembolic pulmonary hypertension — CTEPH), an attractive approach is the specific therapy, given the malignant nature of the course and the comple-
xity of the pathogenesis of PAH. Riociguat is the first representative of a new class of PAH-specific drugs, indicated for the treatment of CTEPH, and some
forms of PAH, an innovative drug that has shown a high survival rate for patients. The purpose of this article is to provide contemporary data on the manage-
ment and treatment of patients, as well as the role of specific therapy and the place of riociguat in the treatment of patients with PAH and CTEPH.
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BBenenne

ITocne 1-ro BcemupHOro cuMnosnyMma, nocBALIEHHOTO JIe-
rouHoit runepreHsun — JIT' (1973 r.), AMarHOCTUYECKMIT KPK-
tepuii JII' mpousBo/IbHO OIpefie/ieH KaK MOBbIIIeHNE CpefiHe-
ro faBieHus B merouHol aprepun (JIA) - IJTA, 225 MM pT.
CT. B IIOKO€ IT0 TaHHBIM MaHOMETPUM, IIPOBEJICHHOI BO BpeMs
KaTeTepusanuu npassix orgenos cepaua (KIIOC). ITocnen-
HIe JaHHbIE, IOTyYeHHbIe OT 3[I0POBBIX JOOPOBOJIBIIEB, CBU-
IeTeNbCTBYIOT O TOM, YTO HopManbHoe [IJIA ., — 14,0+3,3 MM
PT. cT. [IBa CTaHAapTHBIX OTK/IOHEHN S BBIIIE STOTO CPeIHETrO
3HAYeHUA yKa3blBaeT Ha TO, 4TO [IJIA,>20 MM pT. CT. BbllIE
BepXHejl I'PaHUIbI HOPMBI (>97,5 nporeHTsA). JJaHHbII KpK-
TepUil y>Ke He SABJIAeTCA MPOM3BOIBbHBIM 1 MMeeT 000CHOBaH-
HBI Hay4HBI Topxop [1]. PasymeeTcs, ofHOTO JIMIID ITOBBI-
mwenust [JJIA ., HegocrarouHo fist onpenenerns JIT', Heobxo-
IMMa TaKXe OlleHKa psAfa PpYTUX reMOAMHAMNIYeCKIX Tapa-
MEeTpOB, TaKMX KaK [aBjleHue 3akAMHuBaHusa B JIA -
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15 MM pT. CT. ¥ MeHee U JIeTOYHOe COCYAMCTOe COIIPOTUBIIEHE
(JICC) 6onee 3 exn. no Byny [2, 3].

IToMuMo M3MeHeHMIT TeMOJMHAMMIYECKOTO OIpeJe/IeHNs
JIT, xoTopele npepnonaranT Bkaodenne JICC=>3 en. no Byny
Bcex npekamwusipHbix ¢opm JIT ¢ [IJIA,>20 MM pT. CT., Ha
6-M BcemmpHOM CcMMIIO3MyMe IIO JIETOYHOI TUIEPTEH3UM
(2019 r.) o6HOBeHa 1 KMMHUYeCKast Kaaccudukanus JIT. Us-
MeHeHNA KOCHY/IUCD 1-71 IPYIIIbI, @ MMEHHO BK/IIOUEeHNe B Hee
HOATPYIIIBI «JIETOYHBIX apTepuanbHbIX runeprensuit (JIAT),
pearnpymoImx Ha 6JI0KaTOPbI Ka/IbL[VIEBbIX KAHA/IOB» B CBA3M C
0COOEHHOCTSAMM BeNEHNUs M MPOTHO3a TAKMX MALMEHTOB U
noarpyninsl «JIAI' ¢ ABHBIMU BeHO3HBIMM/KaNU/UIAPHBIMMA I10-
pakeHUAMM (JleTrOYHast BEHOOKK/ITIO3MOHHAasA 60/Ie3Hb//Ieroy-
HO-KaIlVWJUIAPHBIN TeMaHTMOMaTO03)» B CBA3Y C MMEIOLUVIMICS
TAHHBIMM, CBUJICTETbCTBYIOIVMY B II0/Ib3Y HATMIUA KOHTH-
HyyMa MeXJly apTepuabHOM, KalMIAPHOI X BEHO3HO BO-
BreyeHHOCThIO B JIAT [1].
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Tepmun JIAT onuceiBaet rpynmy nanuentos ¢ JII, koTopsle
reMOJJMHAMUYECK) XapaKTepU3yITCs HaludyeM IpeKarn-
napuoit JII' mpu oTCyTCTBUM APYTUX NPUYMH, Takux Kak JII'
BCJIEICTBUE 3a00/IeBaHMIT JIETKIX, XPOHUYECKOI TPOMO03IMb0-
mndeckort JIT' (XTOJIT) wnm fpyrux pepkux 3abomeBa-
Huii [4, 5]. CumnroMmsr JIAT 4acTo CBsI3aHBI C pa3BUTHEM IIpa-
BOXKeTyIOYKOBOII ceppiednoit Hegocrarognoctu (CH) [4].

XTOJIT Taxke npexanumispHas ¢opma JIT, mpu KoTopoi
XpOHMYeCcKast 0OCTPYKIMS KPYIHBIX M CpeJHUX BeTBell JIA u
BTOpPMYHbBIE M3MEHEHVI MUKPOLMPKY/IATOPHOTO PyC/a JIETKUX
IPUBOJAT K IporpeccupyrouieMy nosbimennio JICC u gasie-
Hus B JIA ¢ pasBuTHEeM TsDKeNTO AUCYHKIUMHU IPABBIX OT/eE-
noB cepaua u CH [3, 6].

INUaEeMuoIornsa

TOYHBIX STUEMIOTOTNYIECKUX JAHHBIX O PACIPOCTPaHeH-
Hocty JIAT u XTOJIT B HacTosiiee BpeMs HeT [6]. Pacmpo-
crpaHeHHOCTb JIAT BapbupyeT 110 pa3HBIM OLieHKaM OT 2,4 J10
15 cmy4aeB Ha 1 MJTH B3pOC/IOTO Hace/leHNs, JOCTUTasA B CTpa-
Hax EBpomnbl MakcumyMa — okono 15-60 naumeHToB Ha 1 MIH
HaceneHus (3, 4].

ITo gaunbiM peructpa (NIH, CIIIA) oTHOCKHTENBHO MAKOA-
tiaeckont JIAT (mJIAT), BbokuBaeMocTb manyeHToB ¢ uJIAT B
TedeHme 1, 3 m 5 JeT O IMONYy4YEeHMSA IAaTOTEHETUYECKON
(JIAT-crienmduyeckoii) Tepanuu cocrasisina 68, 48 n 34% co-
orBercrBeHHO. Obpaiaer Ha cebst BHUMaHNe MeiaHa BBDKM-
BaeMocTy nanueHToB ¢ JIAT, He nonyyaromux JIAT -cneuu-
¢duyeckyo Tepamnuio, — 2,8 rofa ¢ MOMeHTa BepuduKkanum fu-
arHo3a, a Jyis MmanyueHToB ¢ IV QyHKIMOHATBHBIM KIacCOM
(®K) o BcemmpHoit opranusanum 3gpaBooxpanenus (BO3) -
0KoJ10 6 Mec [5, 7-9].

B psape uccnefoBaHuI MpojeMOHCTPUPOBAHA KIMHIYECKN
3HaunMas1 Koppemanys Mexxay OK 1 BBDK1MBaeMOCTbIO: BBDKI-
BaeMoCTb ManueHToB ¢ WIAI xyxe y nanuenTos ¢ I[II-IV ®K
(71%) - MepmmaHa BEDKMBAaeMOCTM cocTaBuia 7,3 roga. Cpenu
naunuenToB ¢ I-1I ®K BpDXKMBaeMOCTb JOCTOBEPHO JIy4lle U
cocraBunia 3a 6,2 roga 90% [3]. ©K sBrsieTcst npeauKTOpPOM
IIPOTHO3a ¥ OHMM U3 OCHOBHBIX (aKTOPOB, OIIPeReSIOINX
MepCIEeKTVBEI JIeYeHN A Ha MOMEHT YCTaHOBJIEHNUA AMarHo3a
wIAT [3, 6]. Brrarogaps pa3paboTke U BHEJPEHUIO B KIMHIYe-
ckyo mpakTuky JIAT-cnenududeckoit Tepanuy KapTUHa BbI-
»KuBaeMocTu nanuenTtos ¢ JII' cymecrseHHo ynyummnack. Co-
[IACHO HeJaBHO ONyO/IMKOBAHHBIM JaHHBIM aHanu3a Harmo-
HAJIBHOTO perucrpa 6onbHbIx JIT', Ha poHe COBpeMeHHOII Tap-
TeTHOI Tepanuu 6-71eTHAA BbDKMBaeMOCTb nanueHTos ¢ JIAT B
Poccun cocrasnser 86% [10].

3abonesaemocts XTIJII Bapsupyer ot 0,1 5o 9,1% B Tede-
HII€ TIePBBIX 2 JIeT II0CTIe IepeHeceH ol TpoMb0aMbommm JTA
(TIJIA) [6], mo maHHBIM OFHUX UCTOYHMKOB, 10 14,7% — cpe-
IOV BBDKMBIIMX IIallMEHTOB IIOC/IEe IE€PEHECEHHOI OCTpPOl
TIJIA, no faHHBIM APYIMX MCTOYHUKOB. M. Zhang 1 coaBT. B
CBOEM CHCTEeMAaTHIeCKOM 0030pe 1 MeTaaHaanse 15 Koropt-
HBIX MCCIeJOBAaHNUII IPUXOZAT K BBIBOAY, 4To XTIJIT He sAB-
JAeTCA pefKUM ocnoXkHeHueM octpoit TDJIA [11]. VictunHyro
pactmpocrpaneHHocTh XTIJII' onpesennTs JOCTATOYHO CIIOXK-
HO, ITOCKO/IBKY 50% 6O0/IbHBIX MOTYT He METb B aHAMHe3e Iie-
peHeceHHoIT ocTpoit TDJIA nnm TpomM603a I/TyOOKMX BEH HIDK-
HUX KOHeYHOoCTel [4, 12].

ITaToreHnes u KIMHMKA

B mocnenHue rogsl Bce 60sblilee BHUMAHME Ye/ATCA IATO-
JIOTMYECKUM COCTOSTHUSAM, TIPUBOJSIINM K TUIIepTeH3un B JIA.
ITO CBA3aHO C HESICHOCThIO STUOIOTUM U TATOT€He3a, MHOTO-
obpasuem KnnHndecknx gopm JIT, ee O3HeI AMATHOCTUKOIL,
prHHOCTHMI/I TepaHI/H/I n HeyTe].LU/ITeHI)HI)IM HpOI‘HOSOM OaH-
HOTO cOCTOsIHUA [3]. BONMBIIMHCTBO COBPEMEHHBIX TEOPUII ITa-
torenesa JII' pokycupyercst Ha fUCHYHKIMU VIN TIOBPEXKTie-
HUM SHEOTENNSA C A1CHaTaHCOM Ba3OKOHCTPUKTOPHBIX U Ba30-
AMMaTUpyoIInX GakTopoB U BazoKoHCTpuKuuu [13]. duc-
(YHKLMA S3HAOTENNA JIETOYHBIX COCY/IOB PacCMaTpUBaeTCA B
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Ka4yeCTBe MHTETPaJbHOTO MaTO(PMU3NOTOrNIecKOro GpakTopa,
CIIocO6CTBYIONIEro pasBUTHIO U Iporpeccuposanmio JIT [14].

Ins JIT xapakTepHbl CIefyomiye naTopusnonornieckme

IIPOIIECChI, HE3aBUCUMO OT BIJIa IEPBIYHOTO CTUMYIA:

» BazokoHcTpuKIMAL.

« PeMopiempoBaHue U HapylleHMe 9TaCTUMHOCTY CTEHK JIe-
TOYHBIX COCYTIOB.

o PelyKI[ysi 71€TOYHOTO COCYAMCTOTO pyciia BCIeCTBIE 00/I1-
TepaLUI JIETOYHBIX COCYHOB.

Hapymienne 6anaHca MeXXAy Ba3oAMIATUPYIOLVIMYU U Ba3o-
KOHCTPMKTOPHBIMM BeIIeCTBAMI COIMPOBOXKIAETCA aKTVMBAIIV-
€1 CBEpPTHIBAIOIIEN CUCTEMBI KPOBY U ABJIAETCA MPUINHOI 110~
soimienns JICC u JIJTA BcnefcTBMe peMOeNMpOBaHusA COCY-
mos [15]. Eile ogyH HeMaTOBaXXHbIIT MOMEHT — OCBOOOXKTIEHIE
XeMOTaKCIYeCKUX aTeHTOB BCTIEICTBIE MTOBPEX/ICHNA KIEeTOK
SHJOTENNA, IYTO B CBOIO OYEPe/b BHI3BIBAET MUTPAIINIO TTTa/IKO-
MBIIIEYHBIX KIETOK B MHTUMY JIETOYHBIX apTepuon [4]. B pe-
3y/nbTaTe 06pasyeTca HOPOYHBIN KPYT, KOTa IIOCTOAHHOE M0-
BpeX/IeHNe SHA0TeNNA IPUBOANUT K HAPACTAHWIO COCYAMCTON
0OCTPYKLIUY U OOIMUTEPALIUY U CIIOCOOCTBYET IIPOrPeCCUPYIO-
IieMy peMOJeTNpPOBAHIIO IETOYHBIX COCYA0B [16]. Mopdoro-
IUYecKye U3MeHeHMs KacaloTcA BCeX C/I0EB COCYAMCTON CTeH-
KI U TUIIOB K/IeTOK. B m1asme kpoBu y 60ombHeix JII' oBblire-
HBbI YPOBHM IIPOBOCIIA/INTE/IbHBIX UTOKMHOB, B TPOMOOLIMTAX
MAET Tpolecc MeTabommu3Ma cepoToHnHa [17].

PeMofienpoBaHye IETOYHBIX COCYIOB ABNIAETCA Pe3ynbTa-
TOM Hposndepanuy SHLOTEINATbHBIX U ITTaAKOMbIIIETHBIX
KJIEeTOK, prbpobracToB. B agBeHTHIINN OTMEYAETCs [IOBBIIIEH-
Has BbIpabOTKa BHEKTIETOYHOTO MaTPMKCA, BK/IIOYas KOJ/IIa-
TeH, 971acTuH, GUOPOHEKTVH U TeHaclH. Y 60mbHbIX JIAT 06-
HapY>XMBAIOTCA TPOMOOTUYECKIIE U3MEHEHSI B JUCTATIBHBIX
JIA n aprepuornax, a Taxoke JIA smactuyeckoro tuma [5, 15].

He MeHee croxxHBIM siB/sgeTcs naTorenes XTIJIT, koTopblit
ocraeTcs 10 KOHIIa He M3y4eHHbIM. OCHOBa IaTo6monornye-
CKMX TIPOLleccoB — (GOpMIpPOBaHUE TPOMOOTUUECKIX MACC, He
IIOABEPTIINXCS INSNCY, KOTOpBIe faee prbpo3UpyIOTCs, YTO
IPUBOAUT K MexaHW4decKkoit o6cTpykiuu JIA [12]. B otnnune
ot octpoit TOJIA npu XTIJIT oTcyTcTByeT NMHeHAA 3aBUCH-
MOCTBb MeX[y cTerneHbIo moBbimeHns JICC 1 BBIpaXeHHOCTBIO
0OCTPYKTUBHOTO IIOPa>KeHNs JIETOYHBIX cocynos [12, 18, 19].
Mopdonornyecknm cybcrpaTrom XTIJIT ABNAOTCA TaKxKe re-
HepaM30BaHHBII CIIa3M apTepUOJI MaJIoTO Kpyra KpoBoobpa-
I[eHVIsI BCIEACTBYIE BBICBOOOXK/IEHNS U3 TPOMOOLIUTOB 1 9H[O-
Te/nsA Ba30KOHCTPUKTOPHBIX CYOCTaHIMII, BTOPMYHOE TPOM-
6006pasoBaHMe, IPOrpecCUBHOE PEMOMIeIMPOBAHIE JUCTANIb-
HBIX JIETOYHBIX COCYIOB. JleKOMITeHCalys IPaBOro JKeMygouKa
(ITX), xak npu npyrux ¢popmax JIT', saBisiercs Hanboee da-
creiM ¢puHanoM 3aboneBaunns [3, 6]. Ilaronorust poM6oLUTOB
U IIPOKOATY/IALVIOHHBIE M3MEHEeHMsI MOTYT UTPATh IOTEHIIN-
IbHYI0 poNb B GOPMUPOBAHUM MECTHBIX TPOMOO30B IIpu
XTI [3, 12]. IIpu usy4eHnn KoarynAMOHHBIX U3MeHEHMIT
npuMepHoO y 10% manmeHToB 0OHAPYXIMBAETCSA BOTYAHOUHBII
AQHTUKOATY/IAHT, ¥ 20% BBIABAAOTCA aHTU(DOCHOMUIUHBIE
aHTuTeNna, y 39% nanyenTos ¢ XTIJII obnapyxmBaercs mo-
BBIIIEHHBIN [/Ia3MeHHbIIT ypoBeHb dakropa VIII 6enka, cBsi-
3aHHOTO KaK C IIEPBUYHOM, TaK ¥ IIOBTOPHOI BEHO3HOI TPOM-
60smbonueii [3, 6, 7, 12].

Crnexrp knmHndeckux cumnromos JIAT u XTIJIT cxox u
BK/II0YAeT B Ce6s OfBIIIKY, MIOBBILIEHHYI0 YTOM/ISEMOCTD U
cmaboctp, 607Ib B TPYAM, CMHKOTIATIbHBIE COCTOSIHIS, ITepebon
B paborTe cepylja, Kallle/lb M KPOBOXapKaHbe, OTEKU HIDKHUX
KOHeYHOCTell. Y 60/IbIIMHCTBA IALMIeHTOB MOXXeT Hab/IIoaTh-
cs1 coyeTaHme Takux >kanob [5, 6]. Haubosee yacto BcTpeyaro-
myecss CMMITOMBI cpeny nanueHToB ¢ WAL npuseneHsl B
Tabs1. 1 (anHble VIHCTUTYTA KIMHUYECKO KapPAMOTIOTUN UM.
AJL. MsicuukoBa B iepuog, 1991-2000 1 2001-2010 rr.) [3].

OppllIKa MHCIMPATOPHOTO XapaKTepa siB/sieTcs Hauboree
pacIpoCTpaHEHHBIM CMIITOMOM ¥ BO3HMKAeT KaK IPY BBI-
IIOJTHEHU! He3HAYUTENbHO PpUSNUECKOil HATPY3KH, TaK U B
IoKoe (TIpy pasroBope, CMeHe MOMOXKeHu:A Tena). C TedeHNeM
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Ta6nuua 1. YacTo Bo3HUKatowWwme nepBUYHbIe CUMNTOMbI U CUMMTOMbI K MOMEHTY Bepuchukauumn anarHosa uJlAT (%)
Table 1. Frequently occurring primary symptoms and symptoms at the time of verification of the diagnosis of idiopathic pulmonary arterial
hypertension (%)
MepBble KNUHUYECKUE CUMMNTOMbI CUMNTOMbI K MOMEHTY ycTaHoBneHua nJlAlr
CuMNTOMBI
1991-2000 rr. 2001-2010 rr. 1991-2000 rr. 2001-2010 rr.

npu N3N4ECKON Harpyske 76 87 97 97
Opplwka

B MoKoe 1 8 29 15
YTomnAeMocTb 24 26 62 65
[onoBoKpy>xeHne 25 28 61 50
CepauebueHune 41 42 52 63
Bonb B rpyan 16 20 53 50
Kawenb 2 18 39 40
OTeKN HMXKHNX KOHEYHOCTEN 15 17 43 32
CuHkone 5 26 27 28
KpoBoxapkaHbe 2 2 8 4

60J1e3HN OABIIIKA IPOTPECCHBHO HApacTaeT U 4aCcTO COMPO-
BOX/JA€TCs YTOM/ISIEMOCTBIO, 6O/IBI0 B 06/1aCTH CEpALIa, TOIO-
BOKPY>XeHMAMM ¥ cuHKoIIe [7]. OfbIlIKa CBA3aHa C YMeHbIIe-
HJeM MMHYTHOTO o0beMa cepfilia, a Takxe pedIeKTOPHbIM
BO30Y>K/IeHMEM [bIXaTeIbHOTO LIeHTPa B OTBET Ha yBeIMYeHIe
JJIA c 6apopeleniTOpoB COCYAUCTOI CTeHKU. B ebroTe 3a60-
JIeBaHNUA IPUCONNHAITCA HapYIIeHNA Ta30BOTO COCTaBa KPo-
BI ¥ KUCTIOTHO-OCHOBHOTO paBHOBecu:. I1o laHHBIM poccuii-
CKUX VM aMePUKAHCKUX PETrUCTPoB y 6omee 60% MaleHTOB C
w/IAT opplliKa AB/IA€TCA IIEPBBIM CUMITOMOM, a B Jie6ioTe 3a-
6oneBaHus (M Ha MOMEHT BBICTaB/IEHVISI OKOHYATENbHOTO [1-
ar{Hosa) ofpllIKa orMedanach y 98% [7, 15, 20]. ITpucrymnos
yayuwbs y 60nbHbIX JIT 06bIYHO He Hab/MIOaeTcs, OfIHAKO MO-
TyT IepUOANYECKN BO3HUKATb YCUI€HNUE OfIbIIIKM, IIaHO3,
6071b B 06/1aCTH CEPALA, OYEBUIHO, CBSI3AHHBIE C yBeTUYEHIEM
JJIA n JICC - pasButiem Kpusa 10 MaJIOMy KPyry KpOBoOO-
pauienus nogobHo rumeproHndeckum kpusam mpu AT [5].

bonb B rpyngHoit xnerke y nanyentos ¢ uJIAL o xapakrepy,
MHTEHCMBHOCTU ¥ IPORO/DKUTEIBHOCTY pasHOOOpasHasl.
VY ofmHUX MalMeHTOB OHA MMeET MABSINIT, HOIOUNIT, KO-
LMt XapaKTep C IPOAIO/DKUTETbHOCTDIO OT HECKOTBbKIX MUHYT
IO CYTOK, Y APYIMX — BO3HMKaeT 6e3 4eTKOTO Havyaza U YeTKOI
JIOKa/IN3AL1N, YaCTO YCUIUBAETCA IPY PU3NUECKOIT HarpysKe.
Takas 60/1b He KyIUPYeTCs IPUEMOM HUTPOTINIepyHa [7].
OTHebHO CTOUT BBIfIEINTD OO/Ib AHTMHO3HOTO XapaKTepa, YT
MOJeT MacKMpPOBaTh UIIeMUYeCKyIo 60JIe3Hb cepilia 1 JaXKe
OCTpbIiT MHGAPKT MUOKapHAa (CUHAPOM CHAB/IeHNsI OCHOBHOTO
CTBOJIA JIEBOVI KOPOHAPHOM apTE€PUM PaCIIMPEHHBIM CTBOIOM
JIA). Y HEKOTOPBIX MAaLEHTOB OTMEYAI0TCA TUIIMYHbIE IPK-
CTYIbI CTEHOKAP/AMM: MHTEHCUBHAs NMPUCTyHO0OpasHas 60/1b
CKMMAIOIIEro XapaKTepa, TOKaIU3yIoLasacsa 3a TPYAUHOI C
uppagnanueil B eBYI0 JTOMATKY, IeBYI0 PYKY, /IeBBIN YTom
HIDKHeN dyemtocTu [15, 21].

T'o1moBOKpYXeHNA 1 0OMOPOKM SABIAIOTCSA TaK)Ke JOCTaTOY-
HO PacIpoCTpaHEHHBIMI CUMIITOMaMI 1 OTMeYalTcs 6oree
4eM y 1/2 6onbHbix JII' ¥ COBIAAIOT CO 3HAYMTENBHBIM YCUIIE-
Huem ofpiuiku [20]. Haubonee BeposiTHOI IpudnHOiT 06MO-
POKOB 1 TOJIOBOKPY>KEHUI! ABJIAETCA CHMKEHIE CeP/IeYHOro
BeiOpoca (CB) u Kak cieficTBMe — TUIIOKCHS MO3Ta, Liepebpasib-
HBII1 aHIMOCTIa3M 1/ Wy pe)/IeKTOPHBII MEXaHU3M C KapOTHUJ-
HBIX CHHYCOB B OTBET Ha apTepUaTbHYI0 I'UIOKCeMMIo [5, 15].

Cepauebuennst u nepe6ou B pabote cepaua y 60-65% marm-
€HTOB YaCTO BO3HMKAIOT Ha BBICOTE (PM3UUECKUX HATPY3OK,
pu stoM Ha OKI fake B TepMUHAIIBHOI CTafuy 3a60/IeBaHMA
He PEeTUCTPUPYIOTCH «3/MI0KadeCTBeHHbIe HApYIIEHUsS PUT-
Ma» [19]. Yalme Bcero perncTpupyercs CMHycoBasi TaXUKapAus
WIN HaJKeTyTOYKOBbIe HapyIIeHna puT™ma [5].

Karmresp, garie Bcero HeMpOAYKTVBHOTO XapaKTepa, OTMeda-
ercs y 1/3 6onbubix WIAT u cBA3aH ¢ psARoM (GaKTOpOB:
3aCTOITHBIE ABJIEHNA B MaJIOM Kpyre KpoBOOOpallieHN, BOCa-
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JIUTeNbHBIE M3MEHEHNsI B OPOHXaX, IETKNX — BEPOSATHO, Pas-
IpakeH)sI BO3BPAaTHOTO TOPTaHHOTO HepBa (Ipy pacuIMpeH-
HoM ctBone JIA) [7]. Ounaranusa JIA Mo>XXeT HPUBOSUTDH K
OCHUIUIOCTY TOJIOCA BCIEACTBIE CAAB/IEHNSI BO3BPATHOTO TOp-
TaHHOTO HepBa [5].

OTexM HIDKHUX KOHEYHOCTEN, acLiuT, BbIpaXKeHHas Cra-
60CTb SIBJISIOTCS CKOPee CUMIITOMAaMU IIPOrPEeCCUPOBAHMS 3a-
6oneBanus u ceugerenbcTyor o IDK-muchyHnkium u Hapac-
TaHMM CTEIIeHN TPUKYCIUAIbHOI HefocTaToOYHOCTH [3, 15].
OTpenpHO ClIefgyeT OTMETUTb, YTO Y HEKOTOPBIX OOTbHBIX
CUMIITOMATUKA MOXET OBbITh CBSA3aHa C OCIIOKHEHUAMMU, 00-
YC/IOBJIEHHBIMI KOMIIPECCHEN MV QHOMA/IBHBIM PACIIOIOXKe-
HIUEM KPOBOTOKa B JIETKUX [5, 7].

KpoBoxapkaHbe HaOIOAETCs He TaK YacTO, KaK OO/IbIINH-
CTBO JPYTUX CUMIITOMOB (0KO/TO 9% CiIydaeB), M MOXXET OBITH
BBI3BAHO KaK paspbIBaMy MeIKUX OPOHXMAIbHBIX apTepuil
cusucToil 6poHx0oB Ha ¢oHe BbicoKoit JIT, Tak U TpOMO0IM-
6omusamu B Menkime BeTBy JIA (Ha QpoHe IIPOKOATYIALMOHHBIX
HapyIIeHNIt B CUCTeMe reMocTasa) [3, 7].

ITomospenne Ha Hanuune JII' HOKHO BO3HMKATD B KAKIOM
CJIy4ae MOSsIB/IEHNsI OJBIIIKY NPV OTCYTCTBUU SIBHBIX IIPMU3HA-
KOB 3a00/IeBaHMII CepAiLia MIM OPTaHOB ABIXaHV, a TAKOKe IIPU
Ha/IN4UM KIMHNYECKIX CUMIITOMOB Y IAI[eHTOB C 3a00/IeBa-
HUAMM, KOTOpbIe 00bI4HO accouuuposansl ¢ JIAT (BUY, cu-
cTeMHble 3a60/1eBaHNs1, BEHO3HbIE TPOM6O03bI) [5].

B mepmop Bepudukauym grartosa npulieibHOe BHUMaHIe
clefyer oOpaTuTh Ha 0cMOTp HanueHToB. OKo10 70% 6071b-
HbIx MJIAT nmeT [juaHo3 Tyd 1 aKpOIMAHO3 B PA3INIHON
CTemeHN BeIpaXeHHOCTH [22]. [IpudeM MHTEHCUBHBIN «dep-
HBIil» IIaHO3, U3MeHeHNA (ajaHT ManblieB Mo TUMIY «bapa-
OaHHBIX MajJ0YeK» M HOITEN [0 TUIIy «YaCOBBIX CTEKOI»,
BIIEpBbIE OMVCAHHBI A3P30M, B HAaCTOsIIee BpeMs Habmoaa-
eTCsl JOBO/IBHO PEIKO, B OCHOBHOM B TEPMMHATIbHOI CTAAUM
6omnesnn [15]. Takue n3MeHeHMs 00YCIOBIEHBI TMIIOKCHEN Ha
¢done xporndeckoit CH u BbIpa>KeHHbBIMM HaPYIIEHUAMM Ta-
3006MmeHa [5].

B HEKOTOPBIX C/Ty4asx IpK OCMOTpPe OONBHBIX C BBIPaXKEH-
Hoit runiepTpodueit u gunatanyeit IDK MoxxHO Bepuduiypo-
BaTb yCWIEHHYIO SIUTACTPA/IbHYIO MY/IbCALNIO, HEPESKO YCU-
NeHHylo mynbcauuio Hap JIA o II-III Mexxpebepbe cresa. [Ipu
BbIpaXKeHHOII runeprpoduu IDK-nynbcanus nepemeraercs K
BepXylIe4yHolT 06mactu (B pesynbTaTe poraunu IDK aBmaercs
BepXymIKoit cepAna) [3, 5]. CrefcTBMe 9TOTO — pacHIMpeHye
[EePKYTOPHOI TPaHMIBI CepALA BIPABO, PACIINPEHe OTHOCHU-
TeJIbHOJI CepJIeuHOl! TYIIOCTH BIIPaBO U B1eBO, XOTA npu mJIAT
JIEBBII J)KeTyJo4eK He TOJIBKO He YBelIN4eH, HO U, KaK IIpaBM-
710, yMeHblieH B padmepax [15]. TMINYHBIM NpPU3HAKOM
OCTAIOTCs AyCKy/IbTaTUBHBIE IIyMBI (Tabm. 2) [15, 23].

TUNWYHBIM ayCKYTbTaTUBHBIM MPU3HAKOM OCTAIOTCS aK-
ueHT II ToHa Hap JIA, KOTOPBII OIlpefieiieTcs y MOflaB/IAolIe-
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Ta6nuua 2. [laHHble aycKynbTauuu naumeHTos ¢ MJ1AT (%)
Table 2. Auscultation data of patients with iPAH (%)

[ e
AkueHT Il ToHa Hag J1A 100
CUCTONNYECKNIA LYM 94
[Anactonnyeckunin wym 32

Ta6nuua 3. OcHOBHbIE 3Tanbl gUuarHocTuyeckoro anroputma Jir
(nero4yHoi runepTeH3umn)

Table 3. The main stages of the diagnostic algorithm for pulmonary
hypertension

Aran [AvnarHocTuyeckue napameTpbl

* KnuHnyeckana kapTuHa
Mopo3pexne » PesynbTaThl hmsmkanbHoro ob6cnegoBaHna
Ha T - [JaHHble aHaMHe3a

+ MakTopbl pUcka
Bepudpmkauma | « OxoKI (HEMHBA3MBHbIV CKPUHWHIOBbIV MEeTOA)
amarHosa + KNoc

* OYHKUMOHAsIbHbIE NeroYHble TeCTbl
Onpepenenve | + V/Q-ckaHnpoBaHue nerkmx
knacca JIr * MCKT/MPT (KT/MP-aHrnonynsmoHorpadus)

* AHrvonynbmoHorpaduma

» Onpepnenenvie Tuna JIAI (WJTAT, HacnepcTBeHHanA
OueHka JIAT J1AT, accoummpoBaHHble (hopMbl)

» Onpepenexne K

Mpumeyanne. MCKT — mynbTucnvpansHaa KoMnbloTepHaA Tomorpadua.
Note. MSCT — multislice computed tomography.

Ta6nuua 4. CteneHu JII no pac4yeTHbIM AaHHbIM JxoKI
Table 4. The degree of PH according to the calculated data of
echocardiography

Mokasatene, YmepeHHaA 3HauuTenbHanA Bbicokana
MM pT. CT.

CONA 30-50 50-80 >80
ONA,. 20-40 40-60 >60
OONA <14 14-35 >35

ro 6onpIMHCTBA NanuueHToB ¢ WIAT, 1 cucTonm4ecKnin myMm
TPUKYCHUAAIbHON perypruTanuy Haj Me4eBUIHBIM OTpO-
CTKOM C IIPOBeJleHMEeM BJOJIb NIPAaBOTO Kpas IPyAUHbI U Ha
Bepxymky cepaua. IIpu runeprpodun IDK mrym moxer cme-
martbcs BiIeBO [5]. YacToTa BBISABIEHMS CUCTONNYECKOTO U
IMACTONNYECKOTO UIyMOB Y nanuenToB ¢ uJIAI Bapbupyer, mmo
[AHHBIM PabOT pasHbIX aBTOPOB, OT 62 70 78% 1 ot 15 1o 32%
cooTBeTcTBeHHO [15]. [Tpr3HakaMy feKOMIIEHCAllUU y HMauu-
entoB ¢ WIAT mo 601bpUIOMY KPYTy KpOBOOOpAIjeHUs 5B-
JIIIOTCA OTEK! TOJIeHEN U CTOII, TellaTOMerans, CMIITOM «TO-
JIOBBI MeJy3bl» (pacuIMpeHne KOXHBIX BeH BOKPYT IYIIKA).
ITo manHbIM Poccuiickoro perucrpa, y 37% nauneHToB ¢ JIAT
AMATHO3 YCTaHAB/IMBAETCA IPYU MOABIEHNH IPU3HAKOB XPOHU-
yeckoit CH [23].

JuarHocTuka u ie4eHme

C y4eToM OTCYTCTBVA MATOTHOMOHNYHBIX CUMIITOMOB PaH-
HAA OMArHOCTMKA KpaliHe 3aTpy#HeHa. Hapymienue Tpancmop-
Ta Kucnopoga u cHypkenue CB 3ayacTyro UMUTUPYIOT MHOTUE
Apyrue 3a60IeBaHMs [BIXaTeIbHON U CepHeYHO-COCYAUCTO
cucreMmsl [6, 15]. st Bepudukanum guarHosa JIAT Tpe6yeTCH
[IOC/IEOBATEIbHOE MCK/IIOYEHVIe BCeX BO3MOXKHBIX boee pac-
mnpoctpaHeHHbIxX popm JIT' (tabi. 3) [2]. Y Bcex manueHTOB He-
00XO[[YIMO MCK/IIOYUTD ATOIOTIIO, IPEXK]IE BCETO IEBBIX OT/e-
JI0B ceppla, Kak Hanbosiee pacpocTpaHeHHy0 npuanHy JIT
(oxomo 75%), nerkux, XTIJIT u mpoune penkne 3aboneBaHus,
npuBopsLIve K nosbiuienuio IJIA [5, 6]. 3agaua panHeit guar-
HOCTUKM OCTAaeTCA aKTyalbHON Ipo6/IeMoil BO BCeM MMpe,
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a BpisiBneHMe JII' Ha paHHMX CTafMAX AB/IAETCA 3a/I0TOM YC-
TIEIIHOTO JIeYeHM s, TaK KaK jiedyeHle IaTOreHeTNYeCcKoi Tepa-
Vel HAYMHAETCA B YCIOBUAX COXPaHHO (byHKuMM TDK [3, 5].

CoBpeMeHHbIe BO3MOXXHOCTY HEMHBA3MBHBIX METOJJOB IMar-
HOCTUKMU B oOcnemoBanuu manueHnToB ¢ JII' gocTaTouyHo u3-
BECTHBI U IIMPOKO pacHpocTpaHeHbl. VI3BeCTHO, YTO AMarHo-
cruxa JII' ocHoBaHa rmaBHbIM 00pasoM Ha gaHHbIX KIIOC, of-
HaKO MHBa3MBHOCTb 3TOT'O METOJIa I OIpeJie/IeHHbI YPOBEHb
OC/IOXHEHMII ABJIAITCA cep>KuBaoumu ¢akropamu. Ha ce-
TORHSIIHMUI leHb 9Xokapanorpadus (9xoKI') - HemHBa3uB-
HBIIl CKPVHUHTOBBI MeTOR 0b6cegoBanust nmanuentos ¢ JIT,
TI03BOJIAIOLINII OIIpefieINTb He Tonbko [IJIA, Ho u pApn apyrux
IIapaMeTpOB U OTBETUTD Ha Le/Iblil CIIeKTp AnddepeHInaTbHO-
IMarHOCTUYeckux Bompocos [3]. TpancropakanbHas DxoKI'
JaeT BO3MOXXHOCTb M3MEPUTb YPOBEHb CUCTONNYECKOTO
(CIJIA), pnacronudeckoro pasnenus B JIA (IIJIA), OJIA.,,
JaBJIEHN B JIETOYHBIX KaMIIAPAX, a TAakoKe IpoBecTu angde-
PpeHIMaIbHBIN AMarno3 ¢ gpyrumu rpynnamu JIT (2-1 rpymma),
006HAPYXMB BPOXK/IeHHbIE TIOPOKI CeP/iLia, UCKTIOUUTD I10pa-
JKEHUSI MUTPAJIbHOTO 1 A0PTA/IbHOTO KIANIAHOB, 3a60/1eBaHMIT
MIOKap/a, yCTaHOBUTb IpudnHy 3acroitHoit CH [3, 5]. C BHen-
penuem gonmiep-IxoKI sHaunTENbHO PacUIMPUINCh U BO3-
MO>KHOCTY HEMHBA3MBHON OIIeHKM TeMOIMHAMMYECKIX TTOKa-
3areseit, Takux Kak CIJIA, IIJTA u [JJIA.,, a TakXe faBjeHue
3aK/IMHUBAHNUA B 1eroyHbix Kamwuispax (I3JIK), uro mosBo-
JIsIeT OTIPeNEeNTUTDb CTEIIeHb NOBBIIIeHNs faBneHus B JIA u fud-
(hepeHIMPOBATh NPEKAIVUIPHBII TeMOAMHAMINYECKIIT TUI
JIT ot moctkanmmspaoro (ta6m. 4) [3, 24].

IIpu cpaBnenun snavennii [IJIA, nomyyeHHBIX 1O IAHHBIM
KITOC n 9x0KT, npofreMOHCTpMpPOBaHO, YTO 3HAYEHUS KOP-
penupyT Mexpy coboit, ocobenno TecHo - CIJIA n
JIUTA [24]. OgHaKo y MALMEHTOB C TSDHKEION TPUKYCIMAAb-
HOJI perypruTanueii He ciefyeT IOMHOCTBIO IT0/IaraThCs Ha MC-
II0/1b30BaHNe yIpouieHHol ¢popmbl pacyera CIIJIA (dacto oT-
Mmevaercs npesbimerne CIIJIA 6omnee yem Ha 10 MM pT. CT.
10 CPaBHEHUIO C JaHHbIMY, HonyderHpiMu pu KITOC). ITo-
sTomy noporosbie 3HaueHus CIIJIA He Bceria MOTyT OBITD JIO-
CTOBepHO ompepeneHsl MetooM IxoKI, 4To He mo3BossAeT
[IPOBOJUTH HAJEXXHBIIl CKPMHIHT MaJTOCUMIITOMHBIX 1 Gec-
cumnTomubIx caydaes JIT [5].

HInsa onpepenenns sepoaTHocTy JII' y maneHTOB ¢ CUMIITO-
Mam1 3260/1eBaHMsI Ha 9Talle CKPUMHMHTA MCIIOIb3YeTCsl IIOKa-
3aTe/lb CKOPOCTY TPUKYCHUATbHOI PETYPIUTALNM, @ TAKKe
TOTIONHUTE/NbHbIE IPU3HaKU NoBbimeHu [IJIA npu ouenke
TIpaBBIX OT/IENOB cepAla, JIA u HyKHell nomnoi BeHsl. IIpu
CKOPOCTM TPUKYCIMAANbHON perypruranuu 6omee 2,8 m/c
u Hammayy gononHuTenbHbx OXoKI-npusnaxos JII' mmm cko-
poctu 3,4 M/c 6e3 Hux — Takas IxoKI-BeposTHocTb JII' cunTa-
eTCs1 BBICOKOIA, U JaHHBIX MAIIMEHTOB CIeAyeT JOOOCIefoBaTh
B 06beMe KITOC [3-6, 11].

KIIOC - «3onoroit cranpapt» B guarsocruke JII'. ITepso-
oYepeHbIMA 3afja4aMy, CTOSAIIMMM Ilepe] JaHHbIM METOZIOM,
ABnA0TCA [25]:

« VI3MepeHe OCHOBHBIX IapaMeTPOB reMOAVHAMMKY IIPaBbIX
oTpenos ceppua u JIA.

o VcknioueHne BHYTPUCEPAIEUHOTO IIIYHTa C/IeBa HAIPaBo.

o Onpepenenne octpoit papmaxonorndeckoit mpodst (ODIT).

Cranpaprtable nsmepenns Bo spems KIIOC Bxmrovaror Le-
JIBIY PAJ, MapaMeTpOB: HaBjeHNEe B IIPaBOM Ipefcepaun u
IDK, JIA, JICC, I3JIK, cucteMHOe apTepuanbHOE [JaBlIeHNe
U YaCTOTY CepfieuHbIX cokpaiennii, CB, carypanurio [11, 26].
Bennunna 137K mosBonser guddepeHnpoBaTh MpeKann-
nAapHyo n noctkamAapryo JIT [6, 27]. BaxxHbIM KOMIIO-
HeHToM B KIIOC saBnseTcad oOLleHKa Ba3opeaKTUBHOCTU
(O®II), koTOpast BHIIIOTHSIETCS C TOMOIIBIO MHTALIIMOHHOTO
unomnpocra win okcupa asora (NO). Kpurepusamu nonoxu-
tenpHON O®DII asnawrca camwxkenne [JJIA,>10 MM pr. cT.,
IV ZOCTIDKEHNN abCOMI0THON BeNMIMHBL MeHee 40 MM PT. CT.
n ysenmudeHun uin HeusmeHHoM CB. Oxono 10-25% nanuen-
TOB ¢ WIAT MMeIoT MOIOXXNTENbHYI0 IPOOY 1, KaK IPaBUIo,
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MHOTHE 13 HUX — OTBETYMKM Ha GIOKATOPBI KaIbIIMEBBIX Ka-

HajoB [6, 26].

XTOJIT Bcerpma crmefyeT yYUTHIBATb Y BCEX IALMEHTOB C
OJBILIKON WM APYIMMM CUMIITOMaMI HEU3BECTHOTO IIPO-
UCXOX/IeHMsI, OCOOEHHO Y TeX, KTO MMeeT BEHO3HYI0 TPOM-
603ambomuio/ TIJIA u mpoune OcOXXHEHNA B aHaMHe3e [28].
ITpu nopospenuu Ha XTIJIT crnepyer uCnonb30BaTh CIefyI0-
uii Habop AMArHOCTMYeCKUX MHCTpyMeHToB: DxoKT, kap-
IMOITyTbMOHA/ILHBIN TeCT C Harpy3Koit, V/Q-ckaHupoBaHUe,
koMmbioTepHYyI0 (KT), MarHUTHO-pe30OHaHCHYI0 TOMOTpaduio
(MPT), KITIOC. ITpn nopreepxpernu X TIJIT mmy momydeHnn
MIPOTMBOPEYNBBIX Pe3yIbTATOB MAL[MEHThI OOBIYHO HAIPAB-
nA0TCA B efepanbHble 9KcHepTHbIe JI[-LeHTPbI [/ TMOA-
TBEP>KIEHNs fMarHo3a 1 BbIOOpa TaKTUKM BefleHUs. [JnarHos
XTOJIT BbICTAaB/IAETCA HA OCHOBAHMUM C/IE/IyIOIMX Pe3yIbTa-
TOB, IOJTYYEHHBIX 110 KpailHeil Mepe Yepe3 3 Mec adpdexTns-
HOII aHTUKOAry/IsIHTHOI Tepamuu [6, 14]:

o INTA, 225 MM pT. cT.

« IaBeHye 3aKMHNBanus B JIA<15 MM pr. CT.

o« OOHApPyXeH KaK MUHMMYM OAVH (CErMEeHTapHbI) fedeKT
nep¢y3nu o KaHHBIM HepPY3SUOHHOTO CKAHUPOBAHMS JIeT-
Kux, o6cTpykuys JIA no ganubiM KT-anrnorpadun unn He-
KOTOPBIM ApyruM MeTomaM [12, 29].

Jucbamanc Me>XAy SHLOTEHHBIMIM MeJUATOPAMU, IIPeIIsT-
CTBYIOLIVMMU PasBUTHIO JIETOYHO-cocyaucToi 6onesuu (NO u
HPOCTAlVIK/INH) U TOTEHUPYIOIUMY ee (SHTOTENINH, TPOM-
60KCcaH A, I CEpOTOHNH), SIBJISIETCS IIPUIVMHOM U CIIEACTBIEM
TIaTOJIOTMYECKMX MTPpoLleccoB. MerKaMeHTO3HOe BO3/ieliCTBIe
Ha HEKOTOpbIe 3 YKAa3aHHBIX MUIIEHel TeXUT B OCHOBE CO-
BpeMmeHHoIT JIAT-crierudnyeckoit Tepanuy NpocTaHOUAAMI,
AQHTArOHMCTaMy pelenTopoB sHpoTennHa (APJ), narnburo-
pamu ¢ocpoamacrepassi-5 (MOII-5) u cTumynsITOpamMn pac-
TBOpUMOII ryanmnariukaass (pI'l) [5, 6, 30]. Teopernyeckas
6a3a B monb3y npumenenus JIAT-cnenududeckoit Tepanuu
npu XTIJIT ocHOBBIBaeTcs Ha (’pmsmonormquKI/IX, IMaToOMOp-
¢donormyecknx, a Takxe GPyHKIMOHAIBHBIX CXOACTBAX 3TUX
¢dopm JIT [12, 26, 31, 32]. IToMumo 06CTPYKIUM IPOKCHUMAIID-
Horo pycna Mopdornorudeckas kapruaa XTIJIT xapakTepusy-
€TCsl IOPaKeHMEM MUKDPOCOCY/IMCTOTO PYC/Ia JIETKUX, 4TO CIIy-
XXUT 060CHOBaHMEM [/IsI IPUMEHEHN IIPeIapaToB, NCIIONb-
3yembIx i nedenus JIAT [7, 33]. XTOJIT cpepn BbleIeHHBIX
5 rpynn kamHudYeckoit knaccudukanyuy JIT' ABnsgerca yHu-
Ka/bHOI popmoii JIT, HOCKONIBKY HOTEHIIMAIBHO U3/IeYNIMa C
[TOMOIIBI0 XUPYPIUIECKUX METOAOB (Jlero4Hasi TPOMOIHAAp-
tepakTomusi — TII) (7, 18, 26]. Jlerounas TII crana crangap-
ToM nedeHus XTIJIT u, kak ITOKa3bIBAIOT AHHBIE PETMCTpa
XT3JIT, siBnisieTcst 3a/10roM O1aronpusTHOro mporuosa. Iloce
OIIEPATUBHOTO JIedeHNsl ¥ GOIBIINHCTBA GONBHBIX yAaeTCs
3HaunTenbHo cHU3UTD JICC 1 yMEHbIINUTD PUCK PA3BUTHA Jie-
kommencanyu IDK [6, 12, 26]. Bes neyeHns nporuos y mamu-
€HTOB HeOmaronpusTHbIA. Tak B OHOM MCCIEe[OBAaHUM OLie-
HUBa/IM KIMHIYeCKNiT ucxox nanueHTos ¢ XTIJIT, koTopbiM
BBITIO/THEHA 7lerouHass T u HasHavyeHa TObKO MeIMKaMeH-
To3Has Tepanus. Obuee yncno naguenTos ¢ XTIJIT, Bkiio-
yeHHOe yepe3 35 Mec (0-128 Mec) moCie AMarHoCTUKM 3a60se-
BaHuA B mepuoj ¢ 1998 mo 2008 r., cocrasnano 112 yenosex.
HecmoTps Ha nepnonepalyioHHYI0 CMEPTHOCTD 9,1%, manueH-
TBI, KOTOPBIM BbIIIO/NHEHA T, MpofeMOHCTpUpPOBaIN Horee
HU3KUIT YPOBEHD OITOCPOYHON CMEPTHOCTY IO CPAaBHEHUIO C
HeollepupoBaHHbIMU mauyeHTamu (12,7% mnporus 34,8%;
p=0,003), a BeDKMBIIME mocne TOD MmoKasanmm ycroitduBoe
KIMHNYeCKOe yydlleHye. Bce yeumsa JO/KHbI OBITH peApu-
HATBI /A1 BbIIONTHeHUs TOD y Beex onepabe/ibHbIX MAlMeHTOB
¢ XTIJIT [34]. Pewenne o mposegennu omnepauny TID gomkeH
MIPMHUMATD MEXAVCIUIUIMHAPHBIN KOHCUINYM CIIEIUaNNCTOB
9KCIIEPTHOTO XMPYPIUIECKOTO LIeHTPa, UCXO/A U3 JaHHBIX KOM-
IUIeKCHOTO 06crenoBanust 60mpHOr0. Cob/TI0ieHNe IPYHIMIIOB
otOopa u nedeHns 6ONbHBIX MTO3BOMIIET 00ECIIEYNTD BHICOKYIO
addexTnBHOCTD 9TMX Ooneparymii TOD u B OyayIeM aHTMOIIIA-
ctuku JIA. Tlokasanmem k TO3 asnserca gokasanuas XTIJI ¢
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BennunHoit JICC, npessrmaroreit 300 auH/cM/c”, Ipu 9TOM
JJIA, 0OBIYHO HpeBBIMIAET 25 MM PT. CT., @ IPK HarpysKe —
30-35 MM pr. cT. [31, 35].

OpHako IpoBefieHNe OIIePaTBHOTO Je4eHsI BO3MOXKHO He
y Bcex manueHToB. ¥ 20-50% 60nbHbBIX IPOBeieHNe XUPYPIH-
yeckoro nedeHns XTOJIT He npencTaBsaeTcs BO3SMOXHbIM U3-
3a JucTanbHOTO MopakeHus JIA, Korga KpaitHe BBICOK PUCK
peunpusa JII' B panHeM nocieonepanoHHOM Iepuofe; Ipu
BpIpaxkeHHOIT fucyrkuym IDK; TsoxesbIx 3a00eBaHMAX JIeT-
KIX, CIIOCOOCTBYIOIINX HapYLIEHNIO BeHTWIANMOHHO-TIepdy-
3MIOHHOTO COOTHOLIEHNA B IIOC/IEONIePalliOHHOM Iepuofie;
pucke pasBuTuA nocrkanmnnsapuoii JII' B nocneonepannos-
HOM IIepuojie MM MOTMOPTaHHON HeJOCTATOUHOCTH); PUCKe
KPOBOTE€YEHIA B IIOCTEOIEepPAlMOHHOM IepHofie; HaMNIum
IOPYTUX IPOTUBOIOKA3aHMII K IIPOBEJIEHNUIO MCKYCCTBEHHOTO
KPOBOOOpaLIeHNs ¢ HMPKY/IATOPHBIM apeCcTOM; OTKase Mmalu-
eHTa ot omneparuu [3, 35]. Ilo faHHBIM APYroro UCTOYHMKA,
neroyHas TOD MoKeT OBITH BLIIIOTHEHA IPUMePHO y 60% ma-
IIVIEHTOB, B 3aBMCYMOCTH OT KIMHUYECKOTO CIydas [28].

OpHMM U3 a/IbTepHATUBHBIX XUPYPIUUYECKMX METOMOB jleye-
HuA XTOJIT mpyu HeBO3MO>KHOCTY BBIIONHeHNS TOD ABIAeT-
cs1 eroyHast 6a//IOHHAs aHTMOIUIAcTHKA [3, 26]. B cyuae He-
omnepabenpaoit XTIJII cregyer paccMOTpeTh BO3MOXKHOCTD
Ha3Ha4yeHMsA MeIVKAMEHTO3HON Tepanuy, KOTOpas MOXeT
3HAYNTEIbHO YIYYIINTb IPOTHO3 3aboneBanus [33]. Tak, mo
HEKOTOPBIM [JAHHBIM, 3-/I€THAS BbKMBAEMOCTDb ITALIMEHTOB,
IepeHecHIMX IErouHyI0 TO3, 110 CpaBHEHMIO C MEIMKAMEHTO3-
Hoit JIAT -cnieriudpmraeckoir Tepammeit cocrasisietr 89% MpoTUB
70% [28]. IIpu atom mpumepHO ¥ 17-31% mpoomnepupoBaH-
HBIX MalyeHToB nocne TOI saperucrpupoBaHa pesusyanbHasd
JIT. IlpumepHo y 40% MaMeHTOB OTCYTCTBYIOT ITOKa3aHUA K
onepaTuBHOMY /leyeHM10. KoHcepBaTMBHaA ajlbTepHATUBA /1A
9TUX MAIVMEHTOB — JIETOYHas 6a/UIOHHAst aHTMOIUIACTIKA U Me-
IVKaMeHTO3Has Tepallus, BOSMOXKHO, X codeTaHue [7, 28].

Ponrb KOHCEpBAaTUBHOTO TeYEHUA
¥ MeCTO puonuryara B nedeHun JIAT

3a nocnepgHue 10-15 neT B KIMHNYECKYIO IPAKTUKY BHeJI-
PEHBI HOBBIE TIeKAPCTBEHHBIE IIPEIapaThl CIELN(IIecKOI Te-
panun JIAT - nerouHble cOCyAnCTbIe Ba30AMIATATOPDI, JOKa-
3aBuIe 3¢¢PeKTUBHOCTb U 6e30MaCHOCTh B 3HAYUTETBHOM
4ycile PAaHJOMM3MPOBAHHBIX KIMHNYECKUX MCCIeSOBaHMUMI
(PKMN) [6, 36]. IlaToreHeTn4eckas Tepamyus HalpaBlIeHa Ha
yAydIleHre ¥ CTAaONIN3ALNI0 KIMHUIECKOTO COCTOSIHILS, TIe-
peHOCUMOCTY (PU3UYECKUX HATPY30K U TeMOAMHAMUYECKUX
HoKasaTeslell, MO3UTUBHYIO AMHAMUKY KauyecTBa KM3HU 6OIb-
HBIX, 3aMeJIeHNe TEMIIOB IPOrPecCupoBaHms 3ab0IeBaHms,
CHIDKEHME MTOTPeOHOCTI B TOCIUTANN3ALMAX, @ TAKKE YIyd-
IIeHIe TIPOTHO3a OObHBIX 3, 4].

SddexTuBHOCTL puonuryata usydanacb B PKI III ¢dassr
PATENT-1 He TONbKO Cpefin «<HaMBHBIX» HanueHToB ¢ JIAT,
HO I IAI[VIEHTOB, paHee JIEYeHHBIX CIen(IIecKoll Tepamnmert:
APD nny HeBHYTpUBeHHbIe TpocTaHoubl. Ha 2, 4, 6 u 8-11 He-
mene (mepyoy TUTPOBAHNUA) U Yepe3 12 Hepl Tepanuy (KOHeI]
nogjepxuBamiiein (Gassl MCCTELOBAHMS) POU3BOANIACH
OIleHKa COCTOAHMA NanueHToB. [lepBuyHOI KOHEYHOI TOY-
koit PATENT-1 aBnsanoch nsMeHeHMe GUCTaHIIUY TeCTa 6-Mu-
HyTHOIT X070 (T6MX) K KOHILY 12-i1 Heie/ MCCIe0BaAHMS
OT VMICXO[fHOTO YpOBHA. Takxe M3y4annch HeKOTOpbIe BTOPUY-
Hble noKaszaTemn s¢dexTuBHocTH, Hanpumep: JICC, N-repmu-
HaJIbHBIN PParMeHT IpeflIecTBeHHIKA MO3TOBOTO HATPUITy-
petudeckoro nentuga (NT-proBNP), ®K (BO3), Bpems fo
pasBUTUA KIMHNYECKOTO YXYAIIEHNA, ofblliKa mo bopry.
ITo naHHBIM, IOJTYYEHHBIM B pe3y/IbTaTe IIPOBEfieHN MCCTIeNO-
BaHua PATENT-1, puonuryaT sHa4UTe/IbHO YIYYLINI IIepe-
HOCUMOCTD (pM3NMYeCKUX HATPY30K Y manyeHTos ¢ JIAT u pap
BTOPUMYHBIX ITOKasaresneit apdexrusrocTn. Qucranumsa T6MX
yBeIMYWIACch B cpegHeM Ha 30 M cpefy NalMeHTOB, ITOTy4aB-
MNUX MAaKCUMAJAbHYI0 PAa30BYI0 [O3MPOBKY pHOLNUTyaTa
(2,5 Mr), ¥ yMeHbIIMIACH B IPYIIIE [1a1e60 B CpeHEM Ha 6 M
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vyepe3 12 Hepn uccnenoBanms (CpesHsis pa3HUIIA, TOCIUTAHHAS
MEeTO[JOM Ha/IMEHbIINX KBaJ[paHTOB, — 36 M; 95% moBepuUTenb-
Hblt mHTepBan - M 20-52; p<0,001). OTMedeHBI Takke
sHaunmmble ynyuymenus JICC (p<0,001), NT-proBNP
(p<0,001), ®K mo BO3 (p=0,003), BpeMeHU KO pasBUTHUS KIIN-
Hudeckoro yxygmwennus (p=0,005), oppimku 1o DBopry
(p=0,002). BesomacHocTh Takxe M3ydamach B fanHoM PKU,
rae 06MOpOKM ObUIN HanmboIee YaCThIM CEPbe3HBIM HEXera-
Te/IbHBIM SIB/ICHIEM B IPYIIIe IUIanebo 1 TPyIIIe pUoLuryaTa ¢
MaKCMMaTbHO BO3MOKHOIT pa3oBoli 03UpoBKot (4 u 1% cooT-
BercTBeHHO) [37]. C yenbio oneHkn addexktuBHOCTN 1 Oe3-
OIACHOCTH JINTE/IbHOTO IIpYeMa PUOLMIyaTa MalueHTaM, 3a-
BepunBuimM PATENT-1, 6p110 IpennioskeHO MPOSO/KUTH
NledeHye PUOLUIYaTOM B AIMTEIbHOM OTKPBITOM HEKOHTPO-
nupyemoM uccnegopanuy PATENT-2, rae B kauecTBe nepBuy-
HOJI KOHEYHOII TOYKM ObI/Ta BbIOpaHa OlLjeHKa 6e3011aCHOCTIL 1
IIEPEHOCUMOCTHI [IUTENIbHOM Tepanyuy 3TUM IIPernapaToM.
CTONUT OTMETUTD, YTO MOMAB/IAIIEE OOMBIUIMHCTBO HaI[/eH-
ToB, 3aBepmuBmux PATENT-1, - 396 (98%) mpunsanu y4a-
ctie B PATENT-2, u3 Hux y 97% nanuenrtos 651 I1-11T @K
(BO3), y 62% — nJIAT. HacToTa BBDKMBAEMOCTI HAL[MEHTOB C
JIAT 4gepes 1 rop cocraBmna 97% (95% 11 94-98) [38]. IByx-
JIETHSS BBDKMBAaeMOCTh manueHToB ¢ JIAT B mccnemoBanumn
PATENT-2 cocrasuma 93% (90-95) [39].

CornmacHo gpyromy nccnenosanmo II ¢aspl, 1je/1bl0 KOTOPOTo
CTaJIo M3y4eHMe HOITOCPOYHOI 6e30MacHOCTY U TePeHOCHMO-
cTu puonuryara (IIepBryHasA KOHeYHas TOYKa) KaK Cpefy IIa-
umeHToB ¢ JIAT (n=27), tak u XTIJIT (n=41), a Tak>Xe JuCTaH-
uns T6eMX, ®K o BO3, BbLKMBaeMOCTb ¥ BBDKMBAEMOCTh 6e3
KIMHUYECKOTO YXyAIIeHn:A (BTOpMYHAsA KOHEYHAsA TOYKa), Me-
AMaHA [IPOJO/DKNUTENBHOCTY IeYeHNsI HA MOMEHT (pMHAIBHOTO
aHanmsa cocrapisia 77 mec. Yacrora BBKMBaeMOCTH 6e3 co-
OBbITHUIT KTMHIYECKOTO YXYALIeHN B 001Iell OMy/IALUY Yepes
9 mec, 3 ropma u 6 et coctaBuia 73, 49 n 35% coOTBETCTBEHHO.
YacToTa BBDKMBAEMOCTU B 001Ie nonynAuuu 4epes 9 mec,
3 roga u 6 ner cocraBuna 97, 91 u 81% coorBerctBeHHO [40].

CMepTHOCTD KaK OOpaTHBII T0Ka3aTe/lb BBDKMBAEMOCTH [10-
BOJIBHO YaCTO JMICIIOIb3YeTCs B KIMHMYECKUX MCCIeJOBAaHNAX.
B meraananuse tonbko PKU manuenTos ¢ JIAT H. Liu n coaBT.
(2016 r.) n3y4yanu BIMsAHNE IpeIapaTa Ha CMEPTHOCTD, & TaK-
e OTHeNbHO — 9(p(eKT OT MOHOTepanuy U KOMOMHNPOBAH-
HOJI crienudyecKoil Tepanuy HapARy ¢ 3pPeKTUBHOCTDIO U
6esomacHocTbI0 Tepamuu JIAT. VI3ydanuch pasnindHble IpyI-
b1 JIAT-crienmduyeckux mpenapaTos. B [aHHbI MeTaaHa N3
Bourmt uPJ19-5 (cunpenadw, taganadui, BapreHapw), CTH-
mymsitop pI'l] (puonnryar), APD (603eHTaH, aMOpu3eHTaH,
MaIVTeHTaH), HIPOCTaHONBI (3MOMPOCTEHOJI, TPEIPOCTUHNIL,
WIOTIPOCT, GepanpocT u cemexkcunar) u nHruburop Rho-knHa-
3bl (¢acyama). B cooTBeTcTBUM C AM3aTHOM MeTaaHaIM3a
BxoueHo 35 PKVI, koTopsie npencraisim co6oit cpaBHEHUS
MoOHOTepanuu ¢ Ivraneb6o (mnm 6asoBoil Tepammeit) Man
CpaBHeHIe MOHOTepammy ¢ KOMOMHMPOBAHHON Tepamuei
(B obmeit cmoxxHocTH 6702 manyenTa). B cpaBHeHUM ¢ KOHT-
ponbHoIt rpymnoit JIAT-ciennduyeckas Tepanys B IIeJIOM ac-
COLIMMPOBAHA CO CTATUCTUYECKVM 3HAYMMBIM CHIDKEHVEM
cMmeprHocTu (oTHomeHue manco - OII 0,71, 95% IO
0,56-0,90; p=0,004). Jauusre 18 PKI mosponunm cpenarthb
cpaBHeHue MoHoTepanuu JIAT ¢ mane6o mmu 6a3ucHol Tepa-
TMeit, ¥ IOMy4YeH CTaTUCTUIECKN 3HAYMMBbII pe3yabTaT B IIa-
He cHwxkeHus: cmeprHoctn (OIII 0,50, 95% AWM 0,33-0,76;
p=0,001). [Insa oOmeHKM KOMOMHMPOBAHHOI Tepamuu IO
CpaBHEHMIO ¢ MOHOTepamnueit nogxomwm 15 PKV, B koTopbix
[IPOIEMOHCTPUPOBAHO, YTO KOMOMHAUMs MpenapaToB B
CpaBHEHMM C MOHOTepamnyell He NPUBOAUT K CHIDKEHUIO
cmeptHoctu (OIII 0,98, 95% AU 0,57-1,68; p=0,94), onHako
CBsI3aHA CO 3HAUUTENbHBIM YIy4lIeHreM GYHKLIMOHATbHOTO U
reMOJMHaMMU4ecKOro craryca [27, 41]. nudpsl BeXMBaeMO-
ctu manuenTtos ¢ JIAT, nonydeHHsle B pe3ynbraTe 60/IBIIOrO
xonuyectBa PKV, xoHe4HO, He opeXxaT IpsAMOMY CpaBHe-
HMIO, OJHAKO IIPeJCTABIIAIOT MCCIeOBATE/IbCKUIT WMHTe-
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pec [42]. HecmoTpst Ha coobijeHust 06 accorjuanym KOMOVHNI-
POBAHHOII Tepalu CO 3HAYUTEILHBIM YBeMYeHMEeM JaCTOTbI
OTMeHBI 13-32 HeOmaronpusaTHeX 3¢ (HeKTOB B CPaBHEHUN C
MOHOTepanueif, KOMOMHIPOBaHHas CrienudIIecKas Tepanus
ABJIAETCA IPUBJIEKATEeTbHBIM ITOIXO/IOM, YUUTBIBAs 3/I0Kayde-
CTBEHHDI XapaKTep T€4eHUA U CTOXKHOCTb nmaToreHesa JIAT,
a TaKKe YCIHEIIHBII ONBIT IPYMEHEHNs KOMOMHALNY TIpema-
paroB B medeHun cucremuoit AT u CH [27].

ITU e TOATBEPXKEHUA MOXKHO BCTPETUTD B OOHOB/IEHHBIX
peKOMeHJaluAX KOHCEHCYycHO KoHdepeHnun B KenbHe
2018 r., COTTaCHO KOTOPBIM /ISl BHOBb JMAarHOCTMPOBAHHBIX
HaLMEeHTOB C Knaccudeckumu dpopmamu JIAT, a uMeHHO s
MOJIOJBIX MTAL[MEHTOB 6e3 3HAYMMBIX (Cephe3HBIX) CEPIEYHO-
JIETOYHBIX KOMOPOUIHBIX COCTOSHMII/3a00/IeBaHMIT peKOMEH-
AYIOT UCIIO/Ib30BaTh HAYaTbHYI0 KOMOVHIPOBAHHYIO TEPAIIIIO
B KayecTBe CTaHfapTa nedeHnsA. HasHayeHue mpenapaToB B Ka-
YecTBe MOHOTepanuy OOJIbllle He CUUTAETCSA ONTUMATbHBIM
IIOIXOJIOM Y TaKMX HalMeHToB. Tak, alyeHTy ¢ BHOBb [UarHO-
CTMPOBaHHOI «Knaccuyeckoit» JIAI HU3KOTO MMM IPOMEXY-
TOYHOTO PUCKa JO/DKHA ObITh Ha3HaYeHA ABOJHAS IEPOPATIb-
Has KOMOMHMpoBaHHas Tepanus APD+udl9-5 wmu APD +
crumynaTopsl pI'll coorBeTcTBeHHO. MOHOTepanus 60/blile He
CUNTAETCS MOAXOJALIMM PEKMMOM JIe4eHMsI TAKUX NalMeHTOB
(«xmaccuueckasi» JIAT), XOTs1 mpy HeOOXOAMMOCTI He MCKITIO-
YaeTcs TaKash BO3MOXXHOCTb. [lalMeHTaM C «KIacCUIeCKOi»
JIAT, KOoTOpble HaXOJATCSA B 30HE BHICOKOTO PUCKA, PeKOMEH/TY-
€TCsI TPOJTHAS CTApTOBasi KOMOVHMPOBaHHAS TEPAIs, COCTOS-
Ias 3 BHYTPUBEHHBIX VIN OJKOXKHBIX aHAJIOTOB IIPOCTAIINK-
nmuHa, APD u u®JI9-5. VHas TakTHKa BbIOpaHa [isd Te4eHNs
nanyueHToB ¢ WIAT crapiueit Bo3pacTHOI TPYIIIbI, KOTOpPbIe
VIMEIOT Cepbhe3HbIe CepAeYHO-/IeroOYHble KoMopbuaHocTu. [Ist
nanueHToB ¢ JIAT u sHauMMBbIMU (Cepbe3HBIMU) KapPANOMY/Ib-
MOHA/IbHBIMU KOMOPOUIHBIMYU COCTOSTHUAMM/3200/1eBaHUAMU
peKOMeH/IyeTCs HauMHATh /iedyeHMe B pe>XX1IMe MOHOTEPAINNL.
HasnadeHne KOMOMHIPOBAHHOM Tepalii y TaKMX Mal[IeHTOB
HEOOXOAVMO pacCMaTpMBaTh Ha MHAMBUAYAIbHON OCHOBE.
JaHHbBIe peKOMEeHJALNY TaKXKe IPefyCMaTpUBAIOT CMEHY IIpe-
naparos ¢ uOJI9-5 Ha crumynaTopsl pI'll Ha MHAMBUAYATbHO
OCHOBE, UTO B PsAfle CTy4aeB MOXKET ABATHCA ONTUMATbHBIM
IIO/IXOZ{OM B CpaBHEHNY C 3CKaIalue repannu [43].

Hecmortps Ha TOT (aKT, 4TO cuIAeHapWI sAB/sAeTCs Hanbosee
usydeHHbIM UD]ID-5, KmHNMYecKas apPeKTUBHOCTb KOTOPOTO
B otHomeHun JIAT musydamace B PKU: SUPER-1, PACES, Sastry
u Singh, B HacTosIee BpeMsi IIPOJEMOHCTPUPOBAHO, YTO YaCTh
marueHToB ¢ JIAT (110 HeKOTOPBIM TaHHBIM — 10 60%) HefoCTa-
TOYHO oTBevyaeT Ha Tepanuio u®PJII-5. B uccnegoBanum
SERAPHIN (B KOHTpO/IbHOII IpyIIIe) MUIIb ¥ 1/2 ManyeHToB,
nosy4aBmux MoHoTepanuio n®J13-5 B TeueHue 3 ser, He OT-
MeJanoch mporpeccupoBanus 3abonesanus [30].

Konnenuua mnpeumymiectBa crumynaropos pl'l] Hapg
u®J13-5 nsyyanace B pase uccnefopanuii. OfHUM U3 HUX AB-
JIieTCA MeXIyHapOJAHOe MHOTOLIEHTPOBOE OTKPBITOE MCCTIeN0-
Banue IIIb daspr RESPITE, Lenbio KOTOPOTo cTana oreHKa 3¢-
dexTuBHOCTHM U 6e3omacHOCTY nepexopa ¢ Tepanuy nudI-5
Ha puoumryaT y naumeHTos ¢ JIAL, He ocTurmmx nenes nede-
Hus npu npumeHenumn udl3-5 [27]. B wmccneposanue
BK/IIOYEHBI [TAIVIeHTHI, IPUHMMAIOLINE CTAOM/IbHBIE TO3MPOB-
ku u®J19-5 (cunpenadun go 80 Mr 3 pasa B CyTKU WM Tajjaya-
¢w 40 mr 1 pas B cyTkn). MHorue 60/IbHbIE HOMTY4YaIu TakxKe
APS. JIna manyentoB ObmM XapakTepHbl: IJIA,>30 MM
pT. ct., I3JIK<15 mMm prT. cT., ICC>400 gun/cm/c?, III ®K
(BO3), gucranuuu T6MX 165-440 m, CV<3,0 n/mun/m2. Ko-
HEYHBIMM) TOYKaMU SAB/IS/IUCH fucTanus T6MX u psap remo-
OVHAMUYEeCKMX ITapaMeTpoB K 24-it Heflenie. OLleHUBANINCh U
mpuHamuka OK (BO3), ypoenb NT-proBNP, ka1ecTBO >KU3HI,
[07151 6O/IBHBIX C Pa3BUTHEM KIMHNYECKOTO YXYAIIEHNUS K 12 1
24-i1 Hepene Habmogenns. ITocne ormens: n® -5 6onbHbIE
nonydaay puonuryat. I1o JaHHBIM IPOMEXYTOYHOTO aHA/IN3A,
K 24-it Hepene y 50% manyeHTOB oTMedanuch ynydimenue GK
(BO3) c III mo II, yBenmnuenne pucrannuyu T6MX c 353+78 o

53



Dmitrii lu. Platonov, et al. / Consilium Medicum. 2019; 21 (10): 48-58.

3924112 M (n=25); yny4lleHne reMOSMHAMNYIECKIX IIapaMeT-
pos 1 ypoBHA NT-proBNP, 4To MO>keT ykaspIBaTbh Ha TO, 4YTO
3aMeHa Tepanuy uOJII-5 Ha pUOLNUTYAT y NAllMEHTOB C HEZO-
CTaTOYHBIM OTBETOM SIBJISIETCS IEPCIIEKTUBHOII 2, 27].

ITpUYMHBI 5TOTO MOTYT KPBITHCS B IOHM>KEHHO KOHIIEHT-
paryu saHporeHHOro NO B CTEHKe JIETOYHBIX COCY/{OB OOTBHBIX
JIAT, a Takxe B paspyumenun uI M® nsodepmenramu O3,
B OTHOLIEHNV KOTOPBIX aKTUBHOCTD CUIfieHa(pmIa HeBe/lnuKa
WU oTCyTCTBYeT [8, 30]. B cBA3M ¢ 3TMM BBICKa3aHO IPeAIIO-
JIOKeHJe, YTO XOPOILeil albTepHAaTUBOI /1 60/1bHBIX JIAT, He
oTBevaromyx Ha Tepanuio n®J19-5, Mo/ 65l CTATh CTUMYJIA-
topsl pI'l] [44].

PuonuryaT o67agaer JBOMHBIM MEXaHU3MOM JIeIICTBUA: BO-
HepPBBIX, CIIOCOOCTBYeT MoBbILIeHNI0 cuHTe3a uI'M® mocpen-
crBoM npsimoit crumyssatyu pI'l mogo6uo NO 1 HesaBuCHMO
OT HeTO; BO-BTOPbIX, ceHcubmmmsupyer pI'll x sHzoreHHOMY
NO nyrem crabunusannn cBsisu NO-pI'l]. BoccranoBnenne
€CTEeCTBEHHOTO MeTab0/IM4eCKOTO nyt NO-pI'lI-uI'M® BbI-
3bIBaeT yBemueHue mpopykuyu tI'M®. Crnoco6HocTb pronu-
ryaTa CTUMyIMpoBath cuHTe3 [T M® B ycnoBuax gedunura
NO, yacro nHabmogaemoro npu JIAT, - moTeHLManbHOE TIpe-
umymectBo nepen n®JI9-5 [45, 34, 44].

s neyenus mannueatoB ¢ XTIJII BeIgensoT gBa OCHOB-
HBIX HaIIpaBJIeHWsI IeKapCTBEHHOIT Tepanuu (3, 33]: moamep-
XKMBamoLasA (aHTUKOATY/IHTBL, JUYPETUKY, CepPAedHbIe TIUKO-
3upbl, okcureHoTtepanist) u JIAT-criendnaeckas — OCHOBHOI
1LIe/IbI0 ABJIAETCA KOMIIEHCAlMsA NIPaBOXKeNTy/l04KOBOIl HeJo0-
cratounoctu u cHikenue JICC [7]. MenukaMeHTO3HOE jiede-
H1te 60/1pHBIX XTIJII' MOKeT He COIPOBOXK/AATHCS BBIPAXKEH-
HBIMM M3MEeHEeHUAMM IT0Ka3aTesiell FeMOJMHAMIUKI. DTO I TI0-
HATHO: OCHOBHbIE MI3MEHEHM 3aTParuBaloT KPYIIHbIe COCY b
U HOCAT 6oblle PrOPO3HBIT XapaKTep, YeM Ba3oCHacTuye-
cxuit. OfHaKO B COYETAHUM C OTHOCUTENBHO MeHee M3MEHeH-
HBIM MUKpococyaucTbiM pyciom npu XTIJII megukaMeHTos-
HOe JIedeHle MOXKeT BHECTH CyILIleCTBEHHBI BK/IaJ B yay4lle-
HIIe IIPOJO/DKUTENBHOCTH U KauecTBa XXU3HM [12].

MepnuKaMeHTO3Hasl Tepamsi aKTyaabHa AJIs1 3 TPYIII 60/b-
HBIX [3].

1. bonpable XTIJIT, KOTOPHIM OTKA3aHO B IIPOBEJEHUN OIIe-
pauun.

2. bonbHble, IepeHecIne nerouynyio T93, HO uMeroIMe OCcTa-
tounyto JIT.

3. BonbHble, KOTOPBIM TpebyeTcs IMpefolepaliOHHOe Ha-
3HaYeHe NPeNnapaToB /i YAy4YIleHNs COCTOSHMA.
ITpocTaHON bl OKA3bIBAIOT Ba3OAVMIATUPYIOLEE, AHTHATPE-

raHTHOe U aHTHIIponudepaTnBHOe feiicTBre. ['pymnma aHamo-

TOB IIPOCTAMK/INHA IePCIeKTUBHA J/IA JIeYeHN ALeHTOB C

XTIJIT [7]. IIpocTaliuKINH — MOLIHBII 9HIOTEHHBIT Ba30Ou-

JIATATOP C AHTMATPETALMOHHBIM, AHTUIPONN(EPATUBHBIM U

LMTONPOTEKTUBHBIM CBOJICTBAMI, KOTOpPbIe HaIlpaB/IeHbl Ha

IpefoTBpallleHle PeMOfieIMPOBAHNUA JIETOYHBIX COCY[OB:

yMeHblIeHMe TTOBPeX/eHNs SH0TeNNATbHBIX KIeTOK M -

nepkoary/sinuy. VIIonpocrt — XuMmndecky CTaby/IbHbL aHaIor

MIPOCTAalMK/IVHA, eAVHCTBEHHBIN 3aperMCTpMpPOBAHHbII B Ha-

IIell CTpaHe Ipemnapar U3 IPYIIIbI IPOCTAHONUOB I IeUeHNA

JIT. B MHTaIAIMOHHON (OpMe UIOIPOCT peKOMEHAOBAH ISt

JIe4eHNs] CpeHeTsDKenoit 1 TsKenoit popm JIAT (HekoTopble

moprumnsl JIAT) u Heonepabenpubix popm XTIJIT [33, 46].

Ko 2-it rpynme npenapaTos, 06/1afaommx aHTuGUOPO3HBIM
U aHTUIpOonudepatuBHHIM 3 HEKTOM, OTHOCATCS CTUMYILITO-
pot pI'Ll. Pounryar — nepBblil ¥ IIOKa eAMHCTBEHHBII TIpex-
cTaBUTe/b 3TOM rpynmnsbl. [Ipenapar umeeT NBOHONM MEXaHU3M
HeiicTBUA: HAIIPAMYIO, He3aBUCHMO OT YPOBHS SH[JOT€HHOTO
NO, crumymupyet pI'll, a Tak>ke IOBbILIAET YYBCTBUTETbHOCTh
pI'Ll kx suporenHomy NO [47, 48]. 3a c4eT IOBBILIEHNST YPOBHS
ul'M® puounryar IpuBOAUT K BazopenlaKcalluy, IO/IaBlIEHUI0
nponudepanun 1 oKassiBaeT aHTUPUOPO3HBLI 3ddeKT, 4TO
IIPOJEMOHCTPUPOBAHO Ha 3KCIePUMEHTaNbHBIX Moferax JIT.
B Poccumiickoit ®epepaunnm saperucrpuposas B 2014 r. 1o mno-
kaszauusaM: JIAT (nexoropsie mogruist JIAT) u XTIJIT (Heome-
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pabenbHas XTIJIT; mepcucTypyomas Wiy penuguBUpyOLas
XTIJIT' mocne onepatuBHOTO nedeHus1) [33]. lokasaHHBIM
KIMHUYECKVM MIPEVMYILeCTBOM PYOLNTyaTa ABIAETCS ero 3¢-
¢dexruBrOCTh Ipy XTIJIT, @ MOTEHIMAIBHO BBITOJHBIMU OCO-
OeHHOCTAMU MeXaHM3Ma [IeVICTBIUSA — He3aBUCYMOCTD OT YPOB-
Hs sHporeHHoro NO npu cunTese ul' M® 1 He3aBMCUMOCTb OT
apyrux (momumo ®J13-5) nuzodepmenros O [47].

Taxue rpymnmnel npenaparos, Kak npocrasonupsl, uOI9-5 u
AP3, CHOCOOCTBYIOT VAYYLIEHMIO TeMOAVHAMUKN U/VUIN
(GYHKIMOHATBPHOTO COCTOSAHMUA, OfJHAKO MOPGOIorndecKne
nsMeHeHus JIA, BepOSITHO, OrpaHMYNBAIOT 9 (PEKTUBHOCTD
[IpVIMeHeHs JaHHOIT Tepanuu [7].

Mecro puonuryara B medyenun X TIJIT

CospemenHbie JIAT-crierpudnyeckue npemapaTsl 061agaoT
He TOJIbKO Ba3OAMIATUPYIOLIEN CITIOCOOHOCTHIO, HO U PALOM
IOIIO/THUTENIbHBIX CBONCTB [12, 14]. IToatomy JIAT-cnenmdu-
4yeckas TepanuA nokasaHa 601bHbBIM XTIJIT, KOTOPEIM OTKa-
3aHO B IIPOBEJlEHNN OIlepanyuy, ¥ NalyieHTaM C OCTaTOYHOII
(pesupyanbroit) JIT' mocne mposegennst TII [3, 6]. U3-3a
cxopcTBa B matodusuonoruu XTIJIT u JIAT, a Taxke Hebma-
ronpuATHLIX ucxonos HeneyeHoit XTIJII HekoTopsie JIAT -
crierpygudecKye nmpenaparsl 3a4acTyIo MCIIOAb3YIOT II0 He3a-
PerncTpupoBaHHBIM IOKasaHuAM A nedeHus XTIJIT, ocxo-
BBIBAsICh JIMIIb HA HEKOTOPBIX HEOOBIINX UCCTIEJOBAHUAX U
KIVHMYECKOM OIIbITe. B HacTosAIee BpeMs TONIbKO OfjMH IIpe-
napar — puonyryat (crumynarop pI'l]) oxobpen YipasneHn-
€M I10 KOHTPOJIIo 3a npopykramu u nekapcrsamu CIIA (Food
and Drug Administration). 9 deKkTuBHOCTb U 6€30II1aCHOCTD
Ipernapara Ipoj/ieMOHCTPUPOBAHBI B 1[€JIOM Psfie MCCIefjoBa-
HMIT J7Is1 TedeHNs JUCTaIbHON, HeollepabeIbHOI MM pe3npy-
anbHoI XTIJIT nmocne TID [49].

BrieyaT/IA10IIMI OKasaauch pe3ynbratel 11 dassl uccneno-
BaHMI1 PUOLIMIYaTa, IOKA3aBIINe He TOIbKO 3HAYMMOe CHIDKeE-
Hue JICC k 12-71 Hefiesie Tepanuy, HO ¥ 3HAYUTE/IbHBIN NIPK-
poct gucranunu T6MX [50].

B PKI III dasst CHEST-1 BuepBsle joka3aHa BO3MOYXHOCTD
HDOCTIDKEHMs Lie/lelf Tepanuu y HeollepabelbHbIX 0OIbHBIX
XTOJIT v manueHToB ¢ HepCUCTUPYIOLIEl YN PeLUANBUPYIO-
meit JII' mocne TIOJ. IlanmeHTHl, paHee He IOIydYaBIINe
JIAT-cnienudmaeckne mpemaparst, ObUIN paHLOMM3MPOBAHbI
VIS TIOJTy9eHNsI PUOLIUTyaTa Wi IIane6o B cOOTHOImeHN 2:1
(261 maunmenr c Heonepabensroit XTIJIT win nepcucTupyo-
et/ perupusupytomteit JIT' mocne T9I). [TepBuduHOIL KOHeY-
HoJt Toukoit B uccnegoBanuu CHEST-1 aBunach muHaMmka
muctangun T6MX k 16-i1 Henerne nedyeHus. BropuyHble Ko-
HeYHbIe TOUKM — LIeJIbI PSAJ BXKHENIINX IapaMeTPOB, TAKUX
kak: JICC, ®K (BO3), NT-proBNP, ungexc ogsiiiku mno bop-
Ty, BpeMs IO PasBUTHA KIMHNYECKOTO yXyAIIeH)s, — B [UHA-
MIKe K 16-11 Hepmene [51].

B xope ncceoBaHms OLIEHNBAIACh TAKXKe 6e30I1acCHOCTD Te-
pamuu. CrapToBas f03a puoLMIyaTa cocTaB/Ana 1 Mr 3 pasa B
cyTku. MakcumanbHas - 2,5 Mr' 3 pasa B CyTKU. TuTpoBaHue
IIPOBOAWIOCH IIyTeM M3MeHeHMsI JO3bI KaXble 2 Hell (B TedeHme
8 Hen). B pesy/nbraTe TUTPOBaHMA MaKCHMajIbHask PasoBast 03a
puonyryara 2,5 Mr JOCTUTHYTa y 77% 6onbHbIX. K 16-i1 Hepene
nedeHyst Ha GoHe Tepammy PUOLUIYaTOM IIOKasaH IUIane6o-
KOPPUIMPOBAHHBIIT HpypocT auctanyy T6MX — 46 M (mepBuy-
Has KOHe4Has Touka); p<0,001. [TpuueM ynydieHue pe3ynbTa-
ToB T6MX 0TMeuanoch Kak B IpyIIIe HeollepabeTbHbIX O0TbHBIX
(+54 M), Tax ¥ IpY IOCTONEPALOHHBIX PopMax 3ab0/IeBaHMs
(+27 m). I1pyt n3y4eHnn BTOPUYHBIX KOHEYHBIX TOYEK ITOKA3aH
CTATUCTUYECKN 3HAYMMBIIL Pe3y/IbTaT IO LIeIOMY PARY IOKasa-
Teney, BKmovyasa gucraHuuio T6MX, JICC, NT-proBNP, ®K
(BO3). PrioniuryaT pexoMeHAyeTCcs B KadecTBe IperapaTa mep-
BOTO BbIOOpA ¥ OO/IBHBIX C HeollepabeTbHbIMU VTN PE3U/yaib-
HBIMM 1TOCTIe TIpoBefeHHO TID dpopmamu XTIIT [6, 33].

ITocre MONMOXNTENbHBIX pe3ynbraToB uccnenosanys I1I da-
3p1 CHEST-1 y manueHTOB ¢ HeorepabenbHOI WM IIePCUCTH-
pytoweit/perupusupytomest XTIJIT W. McLaughlin u
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coasT. [52] nposenu uccinenosanne I1Ib ¢paser (CTEPH EAS)
paHHero JOCTyIa MalJeHTOB K PUOLIUTYATy Hepef; 0fo0peHn-
eM, a TaKXe I OLleHKM 0e30MIaCHOCTM U IIePEHOCHMOCTHI
puonuryata B peanbHOi KamHUIecKoi mpakrtuke. CTEPH
EAS - oTKpbITOE HEKOHTPONMPYEMOE MCClIefloBaHe PAaHHETO
TOCTyIa K puonuryary ¢ ydactuem 300 mauuentos ¢ XTIJIT,
«HaVBHbIX» WM NONTy4aBIuuX panee JIAT-creruduyeckyio te-
pammio (n®JI3-5, AP, npocranoussr). Bce manmeHTsI ¢ He-
afleKBaTHBIM KIMHMYECKUM OTBETOM Ha IpefIIecTBYIOLIYIO
JIAT-crientududeckyro Tepannio (n=84) IpoxXoauIu Kak Mu-
HUMYM 3-7IHEBHBIJI I1epUOJ;, OTMBIBAHMSA [JO Hayaja Ipuema
puonuryara. 3a MepBUYHYI0 KOHEYHYIO TOUKY 3¢ (eKTUBHO-
cru B3smn OK (BO3) u gucraniuio TOMX. ABTOpPBI IPUIITH K
BBIBOJ[Y, YTO PMOLIUTYAT OJMHAKOBO XOPOLIO IIePeHOCUICA KaK
«HaMBHBIMU» nanyenTamy ¢ XTIJIT, Tak u manyeHTamu, pa-
Hee nony4aBimy JIAT-cnenndnyeckyro Tepanuio. Hukakux
HOBBIX CUT'HA/IOB 6€30I1aCHOCTY He HaO/II0Janoch.

ITanueHTy!, 3aBeplIMBLINE Yy4yacTMe B MCCIelOBAaHUU
CHEST-1, mor/u ObITh BK/IIOYEHBI B JOITOCPOYHOE MCCIIENO0-
aHne CHEST-2, mepBud4HOI Lie/bI0 KOTOPOTO CTaa OIfeHKa
npoduis 6e30macHOCTY U TePEHOCUMOCTH JO/ITOCPOYHOI! Te-
pamuyu puonnryarom. Okomno 98% (237) malnueHToB, 3aBep-
mmBnux uccaegosanme CHEST-1, 6puiu BKIOYEHB B
CHEST-2. Yepes 1 rop oT Havyajia Tepalyy B MCCIELOBAHNN
CHEST-2 6butu crabunbHbl npupoct guctanunuu T6MX u gu-
Hamyka OK, 97% 60TbHBIX OCTAMNCh B KMBBIX, IPU 3TOM Y
87% 60/IbHBIX He OTMEYEHO NIPU3HAKOB KIMHIYECKOTO YXYA-
menus. B nccnegosannmu CHEST-2 061as BBDKMBAEMOCTD ITa-
mmenToB ¢ XTIJIT cocraBmma 93%, Torga Kak BbDKMBAEMOCTh
6e3 K/IMHIYECKOro yXypuleHns — 82% K KOHIy 2-ro roga. B nc-
cnepoBanuu CHEST-2 momydeHs! ganHbIe (KOTOpBIE COTIA-
cytorcst ¢ uccneposannem CHEST-1) o Tom, uro npoduns ag-
(GeKTUBHOCTY PUOLUTyaTa MO3BOIWI YIYYIIUTD NTEPEHOCHU-
MOCTb PU3UYECKUX Harpy30K U PyHKI[MOHAIbHBIII CTaTyC Op-
raHy3Ma y HalieHTOB C Heonepabe/IbHOI MM epCUCTUPYIO-
weit/ peruauupyoeit JII'. [Ipoduib HexxenaTeNbHbIX sABJIe-
HuUl puonuryata cxox ¢ TakoBbiM B CHEST-1. B nccnegosa-
Hyy CHEST-2 607pIMHCTBO MALMEHTOB MOTYYaIl MaKCH-
MaJIbHYIO IO3MPOBKY PMOLUTYaTa yepes 1 rofj, Ipyu 3TOM U3Me-
HeHIe JO3MPOBKI HAO/MI0AI0Ch HEYACTO, YTO CBUAETEIbCTBO-
BAJIO B IIO/Ib3Yy MIEPEHOCHMOCTH IIpenapaTa Ipy JINTeTbHOM
npruMeHenun [53].

ITosxanyit, elle OHMUM 3aCTy>KMBAIOIMM BHUMAHUA UCCTIE-
nosanueM sinsgerca RIVER, nenbio koroporo crana 9xoKI'-
OlLieHKa pa3MepoB U GYHKI[UY IIPABbIX OTAEIOB CepALia BO Bpe-
MA anuTenbHoro nedenusa puouuryarom. RIVER - ato perpo-
CIIEKTMBHBII aHA/IN3 C UCTIO/Ib30BaHMEM JAHHBIX BHYIIUTEb-
HOTO KOJIMYeCTBa IPOCHEKTUBHBIX PaHZOMM3MPOBAHHBIX
IBOJHBIX CIETIBIX MHOTOIIEHTPOBBIX IapalIe/IbHBIX IUIale60-
KOHTPO/NMPYEMBIX KIMHIYECKMX VICCTIeJloBaHMIA. B maHHOe nc-
cnegoBanye oy manyeHTs! ¢ JIAT (45%) n XTIJIT (55%),
KOTOpBIe Homy4anu pyouuryar (1,0-2,5 Mr 3 pasa B CyTkn) Ha
NPOTsKEHUN IJIUTENbHOIO epuoja — oT 3 fo 12 Mec B paMKax
II dasel mccnegoBanua c puouuryatom, PKU III dassr
PATENT, PATENT plus, CTEPH EAS, CHEST. 9x0KT BsI-
MonHANACh Ha 3, 6 u 12-ii Mecan. A. Marra u coaBT. IPUILIK K
BBIBOJIY, UTO Y IIALIMEHTOB, AIUTE/IbHO MOTYYAOINX PUOLIUTY-
aT, 3HAYUTE/IbHO YMEHBIINJICA PasMep MPaBbIX OT/ENOB CepJi-
ta u ynydumnacsk yukuysa IDK npu JIAT n XTIOJIT [54].

B HeKOTOpBIX MCCIeNOBaHMAX IPOLEMOHCTPUpPOBaHa IIps-
Masl JOCTOBepHasA KOppe/LALMOHHAs CBA3b MEXAY caTypaumen
KICTIOPO/ia, MI3MEPEHHOI B ITOKOe, u aAucranuyueit T6MX. Be-
POATHO, TTIaBHBIM TVMUTUPYOMNM (HaKTOPOM IIPY Harpys30d-
HOM TecTpoBaHuu y 60mbHbIX JII' AiB/IsAeTCA JOCTaBKa KUCTIO-
Poza, KOTOpast OTpefensieTcst CepedHbIM BEIOPOCOM 1 cofep-
>KaHMeM KMCIOpO/ia B apTepuanbHON Kposu. OnTuMunsanms
CHUCTeMBI JIOCTAaBKM KUCIOPOJA MOCTUTAETCA CTUMYALMEN
BEHTWISALMH, OFHAKO NIPYU TUIIEPBEeHTUIALNY ee 3¢ (eKTus-
HOCTb CHIDKaeTca. CaTypauus kucnopoga Hapagy ¢ T6MX,
IaBJIeHNEeM B IIPaBOM Ipeficep/iNM ABJIAETCA He3aBUCUMBIM
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¢dakTopoM mporuosa y nanueHTos [3]. Y 6onbabix XTIJIT Bo
BpeMs QU3NYECKUX HarPY30K YacTO BOSHUKAET TUIOKcuA. ['n-
HOKCYS CyIIeCTBEHHO OTpaHM4YMBaeT (PU3NIECKYI0 aKTMB-
HOCTb JaHHBIX HaleHToB. Takue crernuduaeckme Basoamna-
TaTOPBI JIETOYHOTO apTepUANbHOTO PyC/a, Kak 003eHTaH U
cunpeHadu, B MCCIeJOBAHUAX OKa3a/Iy HEeKOTOPbIE yIydlie-
HIs reMofiHaMuKy Y 601bHbIX XTIJIT, 0ZHAKO YIOMSAHYThIE
IpenapaTsl He IPOJeMOHCTPUPOBaIY 6/1arOIPUATHBII IPO-
¢ 9P PeKTMBHOCTY OTHOCUTEIBHO YTy4IIeHNs TePeHOCU -
MOCTH QU3NYECKUX HAaTPy30K [55].

Prorpuryar - npermapar, KOTOpblit TPOAeMOHCTpUpoBai Oa-
ronpuATHBI Hpoduib 53¢ (eKTUBHOCTU He TOIbKO B IIaHE
Y/Iy4lleHUs TeMOAMHAMMKY, HO M OTHOCUTEIBHO YIy4LIeHNS
HepeHOCMMOCTY (PUSMYECKMX Harpys3oK y HaryeHTos ¢ X TOJIT.
ITo-BUAYMOMY, PUOLUTYaT CIIOCOOCTBYET YIYULICHNIO OKCHUTe-
Hauuy kpoBu y 601bHbIX XTOJIT Bo Bpems PpU3UIECKUX Ha-
rpysok. Komneramu ns Anonun nposefieHO McCneoBaHNe, B
KOTOPOM M3y4anuch 3Q@eKTbl puouuryaTa OTHOCUTETBHO
YIy4IIeHNsT HAaCbIIleHNsI KPOBU KUCTIOPOJOM Y MALIMEHTOB C
XTIJIT Bo Bpems GuU3MYECKUX HArpy3ok. B mccnemoBanum
IPOAEMOHCTPUPOBAHO, YTO PUOLIUTYAT CTATUCTIIECKN 3HAYMU-
MO yAy4IuI nepudeprdecKylo KUCTOPOLHYIO CATypaliio BO
BpeMs QM3MUECKOI Harpy3Ky y M3y4aeMbIX HAIMeHTOB [6, 55].

A. Kambakamba u coaBT. mpoBenu mpocreKTMBHOE UCCIIe-
IOBaHIe [0 U3Y4eHWUIO PAHHMX reMOAMHAMUYeCKUX 3P deKToB
npuMeHeHMs puonuryara y nmauuentos ¢ JIAT u XTOJIT B
YCTIOBUSAX peaibHOI KIMHIYECKOI IPaKTUKIL. VI3MepeHie na-
paMeTpoB reMOAMHAMUKY IPOBOAV/IOCDH Y IALIEHTOB B XOfie
KITOC nocne npuema puonuryaTa B JO3MpOBKe 1 MI KaXKfible
15 muH (5o 90 muH). [IpoeMOHCTpUpPOBAHO, 4TO Ha HOHE
npuema 1 1o3el (1 Mr) puonyryarta HabmOAaINCh PaHHUE Te-
MopuHamudeckue 3¢ dexrsr kak y manuentos ¢ JIAT, tak u
XTOJIT, npu atom y nanuenTos ¢ XTIJIT yxe uepes 90 MuH
Habmojannuch craTucTudecky 3HaumMoe cHibkeHue JICC u
ysemuenne CU [56].

B Poccun puonuryar ogo6peH mo moxazanusam XTOJT -
4-a rpynma mo xmaccudukanyu BO3 (HeomepabenbHas
XTOJIT, nepcuctupyromas uan peuuausupymomas XTIOJT
ToCrIe oTlepaTuBHOTO nedenns), nJIAI' - 1-a rpymnma mo xmac-
cudukanuu BO3; II-1II ®K (BO3) B MmoHoTepanuu mubo B
koM6OuHauuu ¢ APJ mnn npocranoupgamu (MJIAT, nacnen-
crBenHast JIAT, a taxke JIAT, accouuupoBanHas ¢ 60/1e3HAMU
COeNVHUTENBHON TKaum) [2, 33, 45].

B 2014 r. sxcnepramu EBpomeiickoro o61iecTBa Kapiuono-
TOB 0J00peHBI peKOMEHJALNN 10 JIEYeHNI0 OCTPOIl TPOM-
603M60/IMH, B KOTOPBIX €CTb pasfiell, MOCBAIeHHbI TpobieMe
XTOJIT [29]. ProunryaT pekoMeHAyeTCA [IA YIydIIeHN e-
peHocHMOCTY (PM3MYECKUX HAarpy30K y OONbHBIX Heolepa-
6enbHOI W pesupyanbHoi XTIJIT.

O6cyxaeHne

Jleyenne nmauyenTos c JIAT ckmagbiBaeTca U3 TpeX OCHOB-
HBIX TAIOB: 001I[1ie MEPOTIPUATIS, HaUa/TbHAas TeKapCTBEHHAs
Tepanusi, KOMOMHIPOBAHHAS JIEKAPCTBEHHAS TePANNsl U VH-
TepPBEHIVIOHHbIE METOABI IIPY HELOCTVDKEHUN afleKBaTHOTO
OTBeTa Ha MeIMKaMeHTO3HYI0 Tepanuio [27]. CoBpeMeHHbIe
JIAT-crierududeckue mpenapaTsl AJId lTe4eHNs HEKOTOPBIX
¢dopm JIAT nosBOAT yIyYIINTb QYHKI[MOHATBHOE COCTOS-
HIle OPTaHM3Ma, TeMOMHaMIYecKie 1 1abopaTopHbIe IT0Ka3a-
tenu. [IpuMedaresbHO, YTO X IPYMEHEHME aCCOLUMPOBAHO C
HBOCTATOYHO BBICOKMMM IM(PaMy BBDKMBAEMOCTH TALIVIEHTOB,
YTO MOATBEPXK/AeT PAJ KIMHUYECKUX MCCIeNOBAHMIL U pe-
rUCTpoB [42].

ITy6nukarysi 06HOBIEHHBIX PEKOMEH/ALNIT KOHCEHCYCHOI
koHpepeHuun B KenbHe crana 3HakoBoit as 2018 r. n usme-
Huna Bektop JIAT-crerudnyeckoil Tepannn, B YaCTHOCTY B
OTHOILUEHN CTAPTOBOJ KOMOVHIPOBAHHOI TePAINy ISl «Ha-
VBHBIX» MOJIObIX MALME€HTOB M BO3fIep>KaHM OT TAKOBOI 1A
HAI[MeHTOB MOXWIbIX C TSXKEIbIMU COIYTCTBYIOLVMU 3a00]1e-
BaHusaMmu. JIAT-crenududeckass MoHoTepanusi 0oJblle He
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CYUTAETCS ONTUMATbHBIM HOJXOLOM y HAllYIeHTOB C BIIEPBbIE
BoiaBnennoit JIAT [43].

Pexomenpanun Kenprckoit koudepennun (2018 r.) npep-
yCMaTpMBAIOT TaK)Ke CMeHY Ipernaparos ¢ uPJI9-5 Ha cTumy-
naTopsl pI'll Ha MHAVBUAYATBHON OCHOBE, YTO B pAJie CIydaeB
MO>KET SIBJIAITHCS ONTUMAIbHBIM IIOAXOOM B CPaBHEHMH C 3C-
Kamauueit tTepanuu [43]. BesonmacHocTh u 3¢ deKTUBHOCTD
cMmenbl Tepanuy ¢ uPJI3-5 Ha puonuryar npojeMOHCTPUPO-
BaHbI B psifje uccaegoBannmit [30].

HecmoTps Ha C/IOXHOCTY OIpefie/ieHN s ICTUHHOM pacIpo-
crpanenHocT XTOJIT, oHa yxe He ABNAETCA PEIKUM OCTIOXK-
HeHyeM octpoit TDJIA [11], u, KOHEYHO, 3a [TOC/IEfHIIE TOABI
HOCTUTHYT 3HAYUTEIbHBIN YCIIeX B AMArHOCTUKE U JTedeHNUN
ZoaHHoI maronoruu [49].

«3onoToit crangapt» nedenns XTIJII' - npoBepeHme neroy-
Hott TO3, ofHAKO PV HEBO3MO>KHOCTY BBITIOTHEHVS OIIePaTHB-
HOTO JIedeHVs1 Ha3HaueHue COBPeMEHHBIX 1 9 dekTnBHbIX JIAT -
crienUYeCKMX JIEKApCTBEHHBIX PENapaToOB O3BOJINT PELIaTh
KIMHMYeCKMe 3afadn HawnydumM obpasom [33]. IToutn B
1/2 crydaeB laHHOE BMeIIATe/IbCTBO MO Pa3HBIM NIPUYMHAM MO-
JKeT 6bITh He BbinoaHeHo (40-50%) (3, 28, 35]. Becbma oOHafie-
JKVUBAIOT faHHble JIAT-crienndudeckoit Tepannu, KOTOpasi Mo-
KeT OBITh XOPOLIMM BAPUAHTOM JiedeHsI rranyeHToB ¢ X TIJIT.

Crnenmyer OTMETUTD, YTO PUOLUIYAT HA CETONHAIIHNIL JeHb
SIBJIACTCS eAMHCTBEHHBIM TabneTrpoBaHHbIM JIAT-crienndu-
YeCKMM IperapaToM i IepopanbHOTO IIpyeMa, KOTOPbI 3a-
peructpupoBaH B P® 1 uMeeT NpoNMCaHHbIE B MHCTPYKLUU
IoKasaHus Ajs Tepanuu 601pHbIX HeonepabenbHoit XTIJIT
wm nepcuctupyoueit/penyausupytomeit XTIJIT mocre ome-
patuBHOTrO nedeHus [45].

Kon¢pnukr murepecos. Ilybnukarums mopu IORAEpKKe
AO «baiiep». Komnannusa «bartep» nojmepxmusana TexHude-
CKYI0 pelaKLMI0 CTaThy ¥ obecreunBaga B3aMMOJEICTBUE
MeXXIy aBTOpaMM HacToswielt my6mukaryu. GuHaHcoBast IOf-
Jiep>KKa aBTOPOB 3a IIPOLiecc/pe3y/IbTaT HaMCaHNA IyOImKa-
LM He OCYLIECTBIISANACh.
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