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JleroyHas apTepuanbHad runepreH3uns,
accouMMpoBaHHaa c CUCTEMHOM
cknepoagepmuei: Pesynbtatbl OJHOLEHTPOBOTO
ANNTENbHOr0 NPOCNEKTHBHOrO HabnwAeEHUA
2009-2024 rr.

A.B. Bonkos, H.H. lOpkuna, E.B. Hukonaesa, E.J1. HaconoB

Heab uccnenoBaHust — aHAINU3 BDKMBAEMOCTH U BIUSIHUS HA Hee STUOJIOTUM, (PAKTOPOB HEOIATOMPUSATHOTO MTPO-
rHO3a ¥ Teparuu y MalueHTOB C JIETOYHOI apTepuaibHoiil runepreHsueit (JIAT), accommpoBaHHON ¢ CUCTEMHOM
ckieponepmueii (CC).

Marepuan u meroasl. HaGmronanuce 76 6ombhbix CCJL ¢ JIAT, kotopbim HaszHavanack JIAI-cneunduveckas tepa-
TUsl, ¢ TIOCIEAYIOUIMM MOHUTOpUpOBaHeM 3(b(OEKTUBHOCTU U TIEPEHOCUMOCTH He MeHee 5 JieT. ['pymnmna conocras-
JIEHUS! («<MCTOPUYECKUIA KOHTPOJIb») — 20 manmeHnToB ¢ CCJI, HaGmoaaBIImnxcs B rofsl, koraa JIAT -crieunduyeckas
Tepanus Obula He 1ocTyrmHa. KoHeuHast Touka UCCIeOBaHMSI — CMEPTh OT BCEX MPUUYUH.

Pesyabratel. [Ipumenenue JIAT -crienmduaeckoit Tepanuu Ha 67% CHUXKAET 5-JT€THUN PUCK CMEPTU GOJIBHBIX

CC/ c JIAT B cpaBHEHUU C «<MCTOPUYECKUM KOHTposieM». Ha coBpeMeHHOM aTarie 1-, 2-, 3- 1 5-J1eTHsIS1 BBIKU-
BaemocTh ripu CCJI ¢ JIAT cocrasuna 88%, 76%, 68% u 51% coorBeTcTBeHHO. B KauecTBe (haKTOpPOB, acCOL-
MPOBAHHBIX C JIETATBHOCTBIO, ONPEIEISUTUCH BO3PACT, (DYHKIIMOHATBHBII KJTaCC, AUCTAHIUS TeCTa 6-MUHYTHOM
XOIBObI, JaBICHUE B TIPABOM IPEICEPANH, CEPACUHBII BEIOPOC, IETOYHOE COCYAUCTOE COTIPOTUBIEHNUE, TIOBLIILICHUE
ypoBHsI GuoMapkepoB. [IpuMeHeHe MallMTeHTaHA 1/WIX PUOLUTYaTa B BUIE MOHOTEPATTNY WU B KOMOMHALIMK

¢ npyrum JIAT -crienmduryeckum npenapaTom CTaTUCTUYECKU 3HAYUMO CHUXKAJIO S-JIETHUI PUCK HACTYILIE-

HUSI JIETAJTbHOTO Mcxoaa (OTHOCUTE bHBII puck — 0,44; 95%-it noBeputenbhblit naTepsat: 0,19—1,07; p=0,07).
HMmmyHOCynpeccuBHasI Teparnus BAUSHUS HA BBDKUBAEMOCTh HE OKa3bIBasa.

3akmouenne. BookuBaemocts 60bHBIX CCJI ¢ JIAT octaeTcst HU3KOM, HEOOXOAUMBI AaJbHENIIINE UCCIeI0BaHMS,
HaIpaBJIeHHBIE HAa MMOMCK HOBBIX MATOTEHETUYECKUX MUILIEHEH; MpuMeHeHre coBpeMeHHbIX JIAT -cniennduieckux
MpenaparoB (MAUTEHTaH U/WJIN PUOLIUTYAT) MOAUDUIIMPYET TeUeHre O0JIe3HU, YBETNYNBAsT BbKUBAEMOCTb.
KnroueBbie ci0Ba: erouHas apTepuanbHasi TUIIEPTEH3UsI, CUCTEMHAs CKIIEPOAEPMUSI, BBXKMBAEMOCTh, (haKTOPHI,
ACCOLIMMPOBAHHBIE C JIeTAIbHOCTEIO, JIAT -crienduieckue mpemnaparsl

Jlns nurupoBanus: Bonkos AB, FOnkuna HH, Hukonaesa EB, Haconos EJI. JlerouHas apTepuaibHasi TUIIEPTeH-
3Us1, ACCOLMMUPOBAHHAS C CUCTEMHOI cKiieponepMueii: Pe3ynbTaTel OMHOLIEHTPOBOTO IUTEIBHOTO MPOCIIEKTUBHOTO
HabmoneHust 2009—2024 rr. Hayuno-npakmuueckas peemamonoeus. 2025;63(3):262—272.

PULMONARY ARTERIAL HYPERTENSION ASSOCIATED WITH SYSTEMIC SCLEROSIS:
RESULTS OF A SINGLE-CENTER LONG-TERM FOLLOW-UP IN 2009—-2024

Alexander V. Volkov, Natalia N. Yudkina, Ekaterina V. Nikolaeva, Evgeny L. Nasonov

The aim of this study was to investigate the survival and the impact of various factors on it in patients with pulmonary
arterial hypertension (PAH) associated with systemic sclerosis (PAH-SSc).

Methods. We analyzed the data of 76 patients diagnosed with PAH-SSc who received PAH-specific therapy and were
followed-up for at least 5 years. A group of “historical control” consisted of 20 patients who did not receive PAH-
specific treatment. The primary endpoint of the study was death from any cases.

Results. The use of PAH-specific therapy significantly reduces the 5-year risk of death in patients with PAH-

SSc by 67%, compared to the “historical control” group. At the present time, 1-, 2-, 3-, and 5-year survival rates

for patients with PAH-SSc are 88%, 76%, 68%, and 51%, respectively. Factors associated with mortality include

age, functional class, 6-minute walking distance, right atrial pressure, cardiac output, pulmonary vascular resistance,
and elevated biomarkers. The use of macitentan and/or riociguat as monotherapy or in combination with other PAH-
specific medications significantly reduced the risk of death after 5 years (hazard ratio — 0.44 [0.19; 1.07]; p=0.07).
However, immunosuppressive therapy did not improve survival.

Conclusion. The survival rate for patients with PAH-SSc remains low. Further research is needed to identify new
treatments targets. The use of modern PAH-specific drugs, such as macitentan and riociguat, can modify the course
of disease and improve survival.

Key words: pulmonary arterial hypertension, systemic sclerosis, survival, predictor of death, PAH-specific therapy
For citation: Volkov AV, Yudkina NN, Nikolaeva EV, Nasonov EL. Pulmonary arterial hypertension associated

with systemic sclerosis: Results of a single-center long-term follow-up in 2009—2024. Nauchno- Prakticheskaya
Revmatologia = Rheumatology Science and Practice. 2025;63(3):262—272 (In Russ.).
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CucremHasi ckiueponepmust (CCH) — cu-
cTeMHOe 3aboJieBaHWe COCTUHUTEIbHOW TKaHU
(C3CT), xapakrtepusyolieecss BacKyJornaTUE,

ayTOMMMYHHBIM BOCHajieHueM U (Gudpo3om,
KOTOpBIe MOTYT pa3BUBAThCsS B Pa3HBIX OpraHax
Y Ha DPa3HbIX 3Tanax 3BOJIOLWU 3a00JeBaHMS,
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OpurMHanbHbie UCCNEAOBAHNSA

YTO TPUBOIUT K TETEPOTeHHOCTH KIMHUYECKUX ClIeHapH-
eB [1]. BHe 3aBUCMMOCTH OT BapuaHTa T€YEHUS] U KIMHUYE-
ckoit popmbl CCJI mopaxkeHue JISTKUX B BUAE JETOYHOM ap-
TepuanbHoii runepreHsun (JIAI) wim MHTEpCTULIMATBLHOTO
3aboneBanust Jgerkux (M3J1) aBasieTcsi OCHOBHOUM TMPUYMHOM
npexnaeBpemeHHoi cmeptu [2]. CCH — peakoe C3CT c 3a-
6oneBaemoctbio 0,5—5,6 Ha 100 THIC. B3pOCIOro HacCeJIEHMS
W pacrpocTpaHeHHOCThIO 7,2—44,3 Ha 100 ThIC. B3pOCHbIX [3].

CC/ xak camas vacrast npuanHa JIATI ipu C3CT saB-
JIIeTCST IKCKITIO3UBHOM MOIENBI0 C TO3WIUN YHUKAJIBHO-
ctu Kak aroii ¢opmbl JIAT, tak u camoit CCJI. Pacnipocrpa-
HenHoctb JIAT cpenu maumenroB ¢ CCII cocrasisier 6,4%,
a obuias 3adoseBaeMocth — 18,2 ciyuas Ha 1000 yesoBeko-
ser [4]. JIAT, accouuupoBanHast ¢ CCIl (JIAT-CCI), ume-
€T HeOJaronpusTHBII MPOTHO3 KaK MpPU €CTECTBEHHOM Teue-
HUU, TaK ¥ MPU UCTOJb30BAaHUM CieLIM(PUISCKUX ITPenapaTos,
4TO OTNIMYaeT 3Ty Gopmy oT apyrux Bapuantos JIAT [5, 6].
Ho 2018 r. JIAT guarHoctupoBaiach IpU CpeIHeM AaBJICHUU
B slerouHoii aprepuu (CpAJIA) 25 MM PT. CT., IETOYHOM COCY-
nuctom conpotusiennu (JICC) 6onee 3 equuui Byna u maB-
JICHUW 3aKJIWHWBaHUA JerouyHoit aprepun (JI3JIA) MeHee
15 MM PT. CT., U3MEPEHHBIX ITPU YPE3BEHO3HOI KaTeTepu3aun
cepaua (YBKC) [7]. UckioueHre HanboJee pacripocTpaHeH -
HBIX MpuuuH JierouHoii runepreH3uu (JII) mpu CCI, B nepByto
ouepenb M3JI 1 comyTCTBYIOIINX CepAeYHO-COCYAUCThIX 3a00-
sneBanuii (CC3), 1o3BOJISIET C BLICOKOI BEPOSITHOCThIO YCTAaHO-
BUThH nuarHos JIAT [8].

HzyyeHne sHOOTENMAIbHOM AUCHYHKIUMKU KaK OJHOIO
M3 MaTOreHeTUYeCKUX MexaHu3mMoB BacKynonatuu npu CCJL
MOCTYXXWJIO TOJTYKOM JUISI pa3pabOTKU KJacca Ipernaparos,
OKa3aBIIMX CYIIECTBEHHOE BIMSIHME Ha TeyeHUe 3a0oJjieBa-
aust [9, 10]. Tak naswsiBaemas JIAI-cmeumdbudeckas tepa-
nust 00BEIMHSIET HECKOJBKO CXOXMX IO MEXaHU3My IeiCT-
BUSI TPYIII, pa3pabOTaHHBIX B pa3HbIc BpeMEHHBIC MHTEPBAJIbI
3a mnocjienHue yetBepTh Beka. [Ipemaparbl 1-ro mokosjeHwus,
0IOOpPEHHBIE TSI UCTIONB30BaHUsI B KOHIIE TTPOIIUIOTO — Hava-
Jie HBIHEIITHETO CTOJIeTHsI (aHAJIOTH IMPOCTAMKIIMHA), UCTIOJb-
3YIOTCSI TIPEUMYIIIECTBEHHO Ul TapeHTepaJbHOTO BBEICHMS
(B Haueil cTpaHe 3aperucTpUpOBaH JIUIIb WHTAISIIMOHHBIA
WJIOIPOCT); aHTAarOHUCThI PELENTOPOB 3HAOoTeIMHa 1 (APD)
003eHTaH M aMOpu3eHTaH, WMHIUMOUTOPHI (docdoauacrepa-
3pl THMa 5 (MDID-5) cunpeHabua u Taganadul B HEIIPOIOI-
KUTeNbHBIX (12—16 Hemeslb) paHIOMU3MPOBAHHBIX KJIMHMYE-
ckux uccienoanusax (PKHW) mpoameMoHcTprpoBanim Xopoumii
KPaTKOCPOUHBINM 3(h(GeKT B BUAE YIYUIICHUS ITEPEHOCUMOCTH
(usnyeckux Harpy3ok u kKadectsa xu3Hu [11—15]. K npena-
paTtam 2-ro MOKOJIEHHUS, 3aperucTpupoBaHHbIM nocie 2010 r.,
OTHOCSIT TKaHeCTeN(MUIHBI aHTAaTOHUCT PELENTOPOB SH-
noterHa (MalMTeHTaH), MepOpaIbHBI CEeJIeKTUBHBIN aro-
HUCT TPOCTAIlMKJIMHOBBIX PEIENITOPOB CEJeKCUIIar, a Takxke
CTUMYJISITOP PacTBOPUMMOI TyaHWIATLMKIA3bl (pUOLIUIYaT),
OKazaBIllMe BJIUSHME Ha IIporpeccupoBaHue 3a00JieBaHUs
W/WI CMEPTHOCTD [16—18].

PeanbHyto 3(h(GEeKTUBHOCTb HOBBIX TepaneBTUYECKUX
W IUarHOCTUYECKMX TOIXOMOB IEMOHCTPUPYIOT PEe3YJIbTaThl
OTKPBITBIX OTHOLIEHTPOBBIX WJW PETUCTPOBBIX MCCIIEIOBAHMIA
nayeHToB ¢ JIAL, B Tom uucie ¢ JIA[-CCJ [19-23]. Ilep-
BbIe ITOCTYITHBIC 3apyOeKHbIE OpPMTMHAJIBHBIC WCCICIOBAHUS
CBUIETETCTBYIOT O KpaifHe HU3KOW S5-JeTHell BbIKUBAEMO-
ctu — MeHee 10% [19, 20], 4To cornacyeTcst ¢ HalllMMK JaHHBI -
MU, OIyOJUKOBAaHHBIMU HECKOJIbKO To3aHee [S]. IIpopbiBoMm
B JieueHUU cocyaucTbix HapyueHuit npu CCI B 1990-x romax
SIBWJIKMCh MIPOCTAHOUbI, BHaYaIe MCIOJb30BaBIIMECS IS Jie-
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yeHusi cuHapoma Peiino [24], a 3atem u mst JIAT [11]. OcHoB-
HOW HEIOCTaTOK UX MPUMEHEHUST — MapeHTepaJIbHOe U Helpe-
PBIBHOE BBE/IEHNE, HEOOXOIMMOCTb CIIELIMAIBHOI anmapaTypbl
1 HaOJIOICHMS, a TAKXKE BbICOKAsi CTOUMOCTb. M3 Bcex u3BecT-
HBIX MPOCTAHOMAOB K HacTrosiieMy BpeMeHU B Poccuiickoit
Denepauun (PD) 3apervctprpoBaH TOJIBKO MHIAISIIUOHHBIA
WJIOTIPOCT; TaKXKe HEOOXOAMMO OTMETUTh, UTO JIEKApPCTBEH-
Has tepanus JIAI' B P® Hauanack opueHTUpOBOYHO Ha 10 et
TO3Xe, YeM B IPYTUX CTpaHax, C TabJeTUPOBAHHBIX Iperapa-
TOB 1-TO TOKOJIEHUs. DTU TIperapaTsl MOKa3aJld BEeJTUKOJIeT-
HYI0 KPaTKOCPOUHYIO 3((EKTUBHOCTh, UTO BCEJISUIO OITHU-
MU3M U WUIIO3UIO IIyOOKOTO MOHUMaHUS TpooieMbl [25—28].
Kax rokasanu nanbHelime uccieaoBaHus, naueHTsl ¢ JIAT-
CC/I He uMeu CyIIECTBEHHOTO MTPEeUMMYILECTBa MPU COMOCTaB-
JieHnn ¢ uauonatudeckoir JIAT [6], a B pealbHOIl MpaKTUKeE
rocJyie KpaTKOBPEMEHHBIX MEPUOA0B KIMHUYECKOTO OJaromno-
JIy4usl TOMUHUPOBAJl MPOTPENMEHTHBIN XapakTep 3aboJieBa-
HYsl. JlaHHBIE O BIUSIHUY MPenapaToB 1-ro MoKoJaeHus Ha Mpo-
THO3 TONTBEPKIAIOT HAILIW HAOMIONEHUS U CBUIETEIbCTBYIOT
0 HM3KOM 5-JIeTHel BiKUBaeMoctu — ot 37% [29] no 51% [6].
Kak moxa3pIBaloT COBpeMEHHBIE WCCIEeIOBAHUS, TaIlueH-
ThI, JIEUUBINIAECS B TedeHUe mocieqHux 10 yet, umerot 6omee
BBICOKWE TIOKAa3aTeM BbIKMBAEGMOCTH, YeM Te, KOTOpBIE Jie-
yunuch panbiie [29, 30]. YpoBeHb S5-jeTHeil BbIXMBaeMO-
ctu y naumenTos ¢ JIAT-CCJI ysenmuwmics 1o 60—63% [29,
30]. Tem He MeHee, BbIBOIbI MHOTOLIEHTPOBBIX PETUCTPOB J10-
CTaTOYHO CKPOMHBIe. B HemaBHO OnMyGIMKOBAaHHOM aHav-
3¢ eBporneiickoii 0a3bl gaHHbIX COMPERA BbIKMBaeMOCTh
npu JIAT-CCJI B Teuenue 1, 3 u 5 ner cocraBuna 85%, 59%
u 42% cooTBeTcTBeHHO [23].

Takum obGpa3om, HECMOTpPSI HA BCE UMEIOLIMECS] JOCTH -
XKeHUs, TporHo3 y nanueHToB ¢ JIAT-CC/I mo-tipexxHemy He-
OIATOTMIPUSITHBIN, YTO aKTyaTU3UPYET TY MPOOIEeMY, CTOSIIIYIO
Ha TIOBECTKE JIHSI MHOTUX UCCIIeOBATEIbCKIX IIEHTPOB.

Ienn vccnenoBaHus — aHAIN3 BIKUBAEMOCTU U BIIUSI-
HWSI Ha Hee 3TUOJIOTUH, (haKTOPOB HEGIarOIPUSTHOTO TTPOTHO-
3a ¥ Teparuu MalreHTOoB C JISTOYHOM apTepruaIbHOM TUTIepTeH-
31ei, aCCOLIMMPOBAHHOM C CUCTEMHOW CKJIEPOJIEPMUENA.

Matepuan u meTofbl

B uccienoBanue BKIIIOYEHB! 76 MMALIMEHTOB, TOCIIMTAIM-
3UPOBAHHBIX U peryiisipHo Habmonasimxcs B ®PIT'BHY HUUP
uM. B.A. Haconosoit B 2009—2019 rr.; 00513aTeIbHBIM YCIOBU-
eM BkimoueHus 6buta YBKC, nposenennas 8 ®T'BHY HUNP
uM. B.A. HacoHoBoii. [Ipyrum riaBHbIM KpUTEPUEM BKIIIOYE-
HUS MauMeHTOB OblIa HoctynHocTh JIAT -cnieunduyeckoii Te-
panuu; NalueHThl He IPUHUMAIOLLME NPenapaThl Uy [IpepBaB-
LIM€ UX IIPUEM, B CTaTHUCTUUYECKYIO 0OPabOTKY HEe BKIIOUAIUCh.
I'pynma «ucropuyeckoro KoHTposisi» (20 4yeaoBeK) BKIOYA-
Jla MALMEHTOB, HAXOAMUBIIKUXCS non HaomoneHuem B ®I'BHY
HUUNP um. B.A. HacoHoBoii B roasl, koraa JIAI-criermpuyae-
cKag Tepanus Obl1a HemocTyrHa [S] (puc. 1).

Huarno3 CCJI y Bcex MalMeHTOB COOTBETCTBOBAJT JACICT-
BYIOILIMM KJIacCU(DUKALIMOHHBIM KpuTtepusm [31]. luarHoctu-
ka JIAT ocyiecTBsIach B COOTBETCTBUM C TEKYILIUMU Ha MO-
MeHT BepuduKanyy nuarHo3a Poccriickumu peKoMeHIamsiMu
o auarHoctuke v aeuenuto JII' [32, 33]. Bepudukaiius auarso-
3a JIAT ocymectsisiiach npu YBKC. IMockoabky paboTa Hauu-
Hanack B 2009 r. (Bpemsi, Koraa JIAI-cneuuduyeckast repanus
OpUTMHAJILHBIMU TpernaparaMu B PD crana odpuumanbHo 10-
CTYITHOI), TMArHO3 YCTaHABAMBAJICS MPU HATMYUU CJACTYIOLINX
KpPUTEPHUEB:
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Pue. 1. Cxema npovecca otoéopa B uccnegosanne.; CCL] — cuctemHas
cknepogepmus; JI — neroyrHas runepteHaus; JiM-JIXK — nero4Has runep-
TeH3us1, 00YCII0BIEHHAs 3a0071eBaHNAMY J1€BOr0 XesyRoyka; JIT-U3/1-
TIEr0YHas rnnepTeH3usl, 00y CII0BIIEHHAs HTEPCTULMATIbHBIM 330071€Ba-
Huem nerkux; JIAI — nero4Has aprepuarnbHas runepTeHsns

— CpIJIA>25 MM pT. CT.;

— JaBJIeHUe 3aKJIMHUBaHUs JerouHoi aptepuu (J3J1K)
<15 MM pT. CT.;

— nerouHoe cocynuctoe conporupiaenue (JICC) >3 enu-
Hu1 Byna.

Kpurtepusimu MCKITIOUeHUS SIBISUTCH (DAKTOPHI, CBUIC-
TeJbCTBYIOIIME O pa3BuTuu JII' MHBIX rpymI, KpoMme 1, a Takke
HapylleHue TJIaHa WCCIeNOBAaHUS M/WIN OTKa3 OT IPOCIeK-
TUBHOTO HAOIIOACHMSI:

— Hanuuue TnpusHakoB M3JI mo maHHBIM KOMIIbIO-
tepHoii Tomorpacduu (KT) opranoB rpynHoii kietku (OT'K)
BHE 3aBUCMMOCTH OT paclpOCTPAaHEHHOCTU U3MEHEHUIA;

Cunnenaqmg

Ges Tepanuu

— CHUXeHue (OPCUPOBAHHOM KM3HEHHON eMKOCTU
nerkux (OKEJ) u o6bema dopcrupoBaHHOTO BbITOXa 3a 1 ¢
(O®B,) menee 80% OT 1OJKHOTO;

— TopaXKeHUe JIEBbIX OTAEJIOB cepAlia (MUoKapaa 1 Kia-
MaHOB) KJIMHUYECKU U TI0 JaHHBIM 3XOKapauorpaduu;

— Hajauuue 3HauuMbIiXx CC3, OHKOJOTMYeCcKuX 3aboJie-
BaHUI, BO3PACTHBIX U3MEHEHUN HEPBHOM CUCTEMBI.

— TpoMOodWINS, yKazaHWsI Ha TEpeHECEHHBIE TPOM-
605M00JIUM (B TOM YKCIIC JIETOYHBIC), a TAKXKE TTPU3HAKU XPO-
HUYECKOW TpOoMOOSMOOIMYECKON JIETOUHON TUMEePTEH3UU
10 TAHHBIM KOHTPACTHBIX METOJIOB UCCIIEIOBAHUS;

— JIpyrue cocTosiHusl, accoluupoBaHHbie ¢ JIAI: Bpo-
>KIEHHBIE TTOPOKU CEpIlia, MOJOXUTEIbHbIE Pe3yJIbTaThbl UC-
cienoBaHus Ha BUY-uHdekuuio, moprajabHasi TMIIEPTEH3USI;

— mnepepsiB B pueme JIAI-cniennpuyeckux npernapaTon
BHE 3aBUCUMOCTH OT €ro JJIUTEIbHOCTH;

— HEBO3MOXHOCTb ITMHAMUYECKOTO 00C/IeI0OBaHMS U Ha-
omonenust B ®I'bHY HUMP um. B.A. HacoHoBoii B cOOTBET-
CTBMHU C TIJITAHOM MCCJIeIOBaHusI, BKIovast moBTopHeie YBKC.

Ilocne ycraHOBIIeHMSI OUarHo3a MalMeHTaM Ha3Hada-
nachk JIAI-cniennduyeckast Tepanus OpUTMHAIBLHBIMU TIpeTia-
patamu. B kauecTBe cTapTOBOil TIpeBaIMPOBaa MOHOTEPATIHS
(89%), Hanbosiee YaCcTO Ha3HAYAEMbIM IPENapaToM ObLIT CHJI-
neHadun (n=35; 46%), Ha BropoMm Mecte — Go3eHTaH (n=22;
29%), pexe HazHayaIuch aM6puseHTan (n=>5; 7%), MaluTeH-
TaH (n=3; 4%), 1 110 OHOMY MAIUEHTY TOJIyJaJIX PUOIIUTYAT,
CeJIEKCUIIar U UHTAJISILIMOHHBIA WJIOMPOCT. 7 GOJIbHBIM Ha3Ha-
yajach cTapToBasl ABOiHas (cuigeHadua U MalUTeHTAaH —
B 1 ciayuae, cunneHadu u 603eHTaH — B 6 CIydasix) U OIHOMI
MalyeHTKe — CTapToBasl TpOMHas Teparnust — cuiaeHabu, 60-
3eHTaH U WionpocT (puc. 2). ['pyna nmaimmueHToB «McTopuYe-
CKOTO KOHTPOJIst», Habmomaemast B Mucturyre B 1999—2009 rr.,

Puuuuryna_l" s—

BoseHTaH
n=22

MauuTeHTaH
n=3

Auﬁpu:eu'rar;

CungMay
n=1

CunpgbBo3s
=6

ancml.nj'lnc‘)
=
Wno

Cen

Puc. 2. JIAT-cnieyucpuyeckas Tepanusi y 607bHbIX JIErO4HON apTepuanbHou runepteHsven (JTIAT), accoummpoBaHHOM ¢ CUCTEMHOM CKIIEPOAEPMUEN
(CCH): Cung — cungeHagpun; bo3 — 603eHTaH; AMOP — ambpu3eHTaH, Vno — uHranaymorHsii nnonpoct; May — mauuteHTaH,; Puo — pnoynryar;

Cen — cenekcunar
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rnoJjiyyajia Tepanuio 0JoKaTopaMMu KaJblMEBbIX KaHAJIOB, IU-
ypeTUKaMU, CEPAEYHbIMU IIMKO3MIAMH, aHTUArperaHTamH,
YacTb MAIMEHTOB — aJILIIPOCTAIUIOM.

B nanpHeiiem rmpu pa3BuTUY KIMHUYECKOTO YXYAIISHUS
(CHIDXKeHUE NUCTAaHIMU TecTa 6-MUHYTHOM X0nb061 (6MTX) 6o-
Jiee yeM Ha 15% B IBYX IOBTOPHBIX TeCTAX; YXyAlIeHUE (hyHKITU-
oHasbHOTO Kiacca (PK); HapacTaHue nMpaBoXeTyI0uKOBOI He-
JIOCTATOYHOCTH; TIOTPEOHOCTH B MAaPEHTEPAIbHBIX ANYPETUKAX),
noareepxkaeHHoro YBKC, mpoBomuinack ackamauus WU Tie-
peximodeHue Tepanuu (puc. 2). s OLeHKW 5-JIeTHei BbIKM-
BA€MOCTH TMALMUEHTbl HAOIIONAIMCH MPOCTIEKTUBHO 10 HOSIOPS
2024 r. B cooTBeTCTBUM € 3TUM OOLIAsl MeAuaHa HaOIIOAeHUS
coctasmia 60 [33; 60] mec., nast ymepiux — 32 [16; 48] mec.

AHaM3MpOBAINCh AeMorpaduieckre JaHHbIE, 3THOJIO-
rust JIAT, mokazatenu remonuHamuku (YBKC), 6momapkepbt
(moueBas kuciora (MK) u N-kKoH1IEBOI MponenTuI MO3roBo-
ro Hatpuitypetuyeckoro nentuaa (NT-proBNP, N-terminal
prohormone of brain natriuretic peptide)), 6MTX, ®K mo NYHA
(New York Heart Association), ¢byHKIIMOHAJIbHBIC JIETOYHBIC Te-
ctel — ®XKEJT n muddysnonnas criocobHocTs erkux (JACJI),
pe3y/bTaThl  dXoKapavorpaduu (Haauuue TUapoTiepruKapaa
W TUlolIanL TpaBoro Tmpencepaust). OlieHUBalach MPOBOAM-
mast Tepanus. [locnenyromye BU3WTBI MPOBOAMIUCH KaXKIble
3—6 Mecs1eB, M BCIKWIA pas3, Korjma y malyeHTa HaOJIio1aaoch
KIMHWYECKOE YXYAIIEHUE, CePbe3HbIe HeXeNaTeTbHbIE SBICHUS
(HA), rocnutanuzauus, usmeHeHue tepanuu JIATL wiu cmepts.
TlepBUYHOI KOHEUHOI TOYKO ObITa JIETATBHOCTh OT BCEX TIPH-
YWH; BBLKMBAEMOCTb OINPEIEISIach C IaThl TOCTAHOBKY IMArHO-
3a JIAT o nannbiM YBKC o cmepTu.

Cmamucmuvecxue menooovt

PesynabTaThl TpencTaBieHbl KaK MeauaHa ¢ MeXKBap-
TUJIBHBIM pa3MaxoM — Me [25-i1; 75-i1 nepueHTuaun|. I'pynro-
BbI€ pa3IM4YUsl CpaBHUBAIMCH ¢ ToMollbio U- kputepus Man-
Ha— YUTHU. BIXK1BaeMOCTh OLICHUBAJIACH C TTOMOIIIBIO aHATM3a
Kannana — Maiiepa; MUHUMaIbHOE BpeMsl HaOJIOAEHUS Or-
PaHWYMBAIOCH TSIThIO TomaMu. Paszmuumsi 1Mo BBDKMBAGMOCTHU
M MPEIMKTOPHI JIETATLHOTO UCXOIa M3YJaIuCh C TTOMOIIIBIO per-
peccuoHHoro aHanu3a Kokca ¢ oopaTHbIM 0TOOpOoM. Pasznnuus
CUUTATUCh CTATUCTUYECKHU 3HAUUMMBIMU 1ipH p<(0,05.

HccnenoBanue omobpeHo Ha 3acenaHuu Komwutera
no atuke mpu PI'BHY HUMP nm. B.A. HacoHoBoit (ITpoTOKOI
Ne 5 ot 09.02.2012). Bce yyacTHUMKM MCCIEIOBaHMS TOMIKCA-
1 uHdopMupoBaHHbIe coracust. MccnenoBaHue npoBOaIUIoCh
B paMKax (yHIaAMEeHTaJbHbIX Hay4YHbIX TeM <«MHHOBalMOH-
HblE TEXHOJIOTUU B IMAarHOCTUKE U JICUCHUN peBMATUYECKUX 3a-
6oJieBaHMiT B3pocHbIX U Aeteit» (2009—2014 1r.) u «Pa3paboTka
KOHIIETIMHU TIepCOHATM3UPOBAHHONW MEIULIMHBI Ha OCHOBE WH-
HOBAlLIMOHHBIX TEXHOJIOTMI AMArHOCTUKM, JIEYEHUs] U Mpodu-
JIAKTUKU ayTOMMMYHHBIX pPeBMaTHUeCcKUX 3a0oaeBaHmuil» (2015—
2019 r.).

PesynbTatsbl

CpaBHUTEJIbHAsI XapaKTepucTMKa mauueHToB ¢ JIAT-
CCJ1 1 «MCTOPUUYECKOTO KOHTPOJIST» TIpeCTaBIeHa B Tadmuie 1.
CpenHuil BO3pacT HAa MOMEHT YCTAHOBJIEHUS IMarHO3a B UCCIIe-
nyemoii rpynme (54,0£11,5 rona) U «MCTOPUYECKOM KOHTPOJIE»
(56,4%12,3 roma) 6b11 conoctaBuM. JmureasHocts CCJI 10 mep-
BbIX cuMnToMOB JIAT Takke He pa3jinyaiach, ee MeIuaHa CoCcTa-
Bwiaa 15 ser. Y maiueHToB IpyIinbl «MCTOPUYECKOTO KOHTPOJISI»
yarlle BhISIBIISUTACH KaTBIIMHO3 U OCTE0JIN3, OBLTN OOJTBITIE KOKHBIT
CYeT, HIXKe YPOBEHb I'eMOITIOOMHA ¥ BBIIE CKOPOCTh OCENaHUs
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9pUTpolIMTOB. OcTaibHble KiMHUYeckue TmposBieHuss CCJ
BCTpEYAINCh C OMHAKOBOI YaCTOTOM, YIJIOTHEHUE KOXHU pexe
IMarHOCTUPOBAJIOCh B M3YYaeMoii Tpyrme 3a cyeT 14 maiueHToB
¢ BuUcLepabHOM (opMoii. YacToTa BbISIBICHUS] KIMHUYECKUX
dopm CCJI Takske He pa3inyaiach; Hy>KHO OTMETUTD, YTO B TPYII-
Te «MCTOPUYECKOTO KOHTPOJISI» OTCYTCTBOBAIN MALIMEHTHI C BUC-
LepaabHOM 1 mepekpecTHBIMM (popmamu. PK Ha MOMEHT mu-
arHosa ObUI COMOCTaBUM: OOJIBITMHCTBO TipescTaBieHo [11 DK,
omHako B m3ydaemoii rpyme JIAI-CCJI oueBMaHA TEHICHIIUS
K yBeIm4IeHu1o yrcria nammeHToB ¢ [V @K (tabs. 1). Takum obpa-
30M, U3y4aeMble TPYIIbl ObUIA COMOCTABUMBI 10 OCHOBHBIM ITPO-
THOCTUYECKUM TIpU3HAaKaM — Bo3pacty, oy, ®K.

Ta6nuya 1. CpaBHUTENbHAS XapaKTePUCTUKA TPy NayneH-
TOB, BK/IHOYEHHBIX B UCCIEL0BAHNE

WcTopuyeckui
MapameTpbl aﬁgg)cn KOHT::DHB p
(n=20)
Bospacr (net), Mo 54,0£11,5 56,4£12,3 H/3
Myxckoi non, n (%) 7(9) 2 (10) H/3
Knuunyeckas cpopma, n (%)

andysHasa 4 (6) 2 (10)

NIUMUTUPOBAHHAS 55 (72) 18 (90) Wa

BuCLiepanbHas 14 (18) -

NepekPecTHbI CUHAPOM 3 (4) -

OK, n (%)

| 3(4) -

I 19 (25) 2 (10) Wa

Il 39 (51) 16 (80)

v 15 (20) 2 (10)
):lnmeanocnz CCA ¢ Havana 15.4+10,7 15,3:9.4 W3
cuHapoma PeitHo (mec.), Mo
Cunapom PeitHo, n (%) 76 (100) 20 (100) H/3

nruTanbHble
§3Bbllpy6ubl, n (%) 81(41) 8 (40) Hf3
Octeonus, n (%) 13 (17) 14 (70) 0,05
KanbumHos, n (%) 15 (20) 12 (60) 0,05
HapyLweHue
nm%emauwm, n (%) 31 11(59) H/a
Teneanruakrasuu, n (%) 70 (92) 16 (80) H/3
Cknepogaktunus, n (%) 62 (82) 20 (100) H/3
KoXHblIl cyeT 412; 6] 6[4; 8] 0,05
Aptput, n (%) 4 (5) 2 (10) H/3
CrubarenbHble
KOHTPaKTypbl, 11 (%) 33 (43) 10 (50) W3
Muxumanbroe 3] 0 4 (20) W

(KT OTK), n (%)
TMnoToHus nuwesoaa, 1 (%) 71 (93) 18 (90) H/3

TemornobuH (r/n),
Me [25-11; 75-1 nepueHTUIv]
€03 (Mm/y),

135 [124; 148] 124 [118;140] 0,05

Me [25-i1; 75-it nepueHTnn] 1016; 30] 20010, 32] 005
CPB (mr/gn), .

Me [25-#; 75-1 nepueHTun] 45[22,1001 - B
AHTULEHTPOMEPHbIE 49 (65) _ _

aHtutena, n (%)

AuTuTena k Scl-70, n (%) 1(1,3) - -
TMpnmeyanne: JIA-CCL — nero4yHas aptepuasnbHas runepTeH3nsi, acCoLuupoBaHHas
¢ cuctemHoit cknepogepmuen; ®K — ghyHkuymoransHbii knacc; M3J1 - uHtepctnymn-
anbHoe 3a6onesanne nerkux; KT — komnbtoTepHas Tomorpagpus, OFK — oprambl
rpyaHoi knetkn, CO3 — ckopocTb ocesaHns aputpouynTos; CPb — C-peakTuBHabiii
06J10K; H/3 — Pa3nnyuns CTaTuCTUYECKY HE 3HAYUMb]
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Y manyeHToB LieJIeBOM TPYIIITBEI MeAraHa OTCPOUKHU yCTa-
HoBjeHust nuarHo3a JIAT coctaBuia 17 mec. IIpusHaku xpo-
HUYecKol cepaeuyHoii HemocrtaroyHoct (XCH) Ha MoMmeHT
BoisiBlieHUs1 JIAI' HaOmomaniuch y OOJIBIIMHCTBA MALMEHTOB
¢ JIAT-CC/. Mennana mucranumu 6 MTX cocraBuna 357 M,
cueta bopra — 4. Ilpu uccinenoBaHuUM YpOBHSI OMOMapKe-
poB obpaiiias Ha cebss BHUMaHUe BBICOKMIA YpoBeHb Kak MK,
tak 1 NT-proBNP (ta6u. 2).

IIpu oueHKe IEHTPATbHON TeMOAMHAMUKH TTOJIYICH-
Hasg KapTMHA COOTBETCTBOBaJia U3MEHEHUSIM, XapaKTepHBIM
st JIAT. UMmenoch MoBbILIEHUE AUJIaTallMu TIpaBoro npes-
cepaus (AITIT), CpAJIA, JICC; menuansl A3JIA, cepreyHoro
BoiOpoca (CB) u ynapHoro unaekca (YHW) coorBeTcTBOBaIU

OKoOJ10 YeTBepTH OOJTBHBIX He IIPUHUMAJIHU TTIOKOKOPTUKOUIBI,
y 59% manreHToB UMMYHOCYIIPECCHBHAs Teparusi He TIPOBO-
QTach.

3a 5-71eTHUli nepuoa HabmoneHus: ymepiao 19 nmanueH-
TOB B IpyIIie UCTOPUUYECKOr0 KOHTpos [5] u 37 mauueHTOB
¢ JIAT-CCJ. BerkuBaemocTs (1-, 2-, 3- 1 5-JIeTHSIS) y Maiu-
enrtoB ¢ JIAT-CCJI cocraBuia 88%, 76%, 68% u 51% coorBeT-
CTBEHHO (puc. 3).

Tabnunya 3. Tepanus nayueHTOB C IEr0YHON apTepnanbHoi
rmnepTeH3nen, accoynnpoBaHHoN ¢ CUCTEMHON CKiepojep-
Muei, BKITKOYEHHbIX B uccnefoBanue (n=76), n (%)

HopMaJibHbIM 3HaueHusM. JICJI Obuta 3HAUUTEbHO CHUXE- MapameTpe! 3HaveHus
Ha (10 43,8% ot nmoxHoro), otHoineHue M2KEJ/ICJI 6110 BapuaHT Tepanuy nero4Hoit aprepuansHoi
CYIIECTBEHHO yBesmdyeHo (6ombire 2). ITo sxokapamorpa- rvnepTeHsm
(UUeCKUM [IAHHBIM Y OOJBLIMHCTBA MALMEHTOB OOHapy- MOHOTepanus 28 (37)
JKEHBI TMOpOINEepUKapl M aujatalysg NpaBoro Ipeacepaus nocnefosaresnbHas BonHas 27 (35)
(taba. 2). CTapToBast ABO/HAA 7(9)
B TeuyeHme Bcero mccienoBaHUS TMAIlMEHTHI 03 Tiepe- nocneaosaTenbHas TpoiiHas 13 (18)
peiBoB Tonydanu JIAT-cnenmuduyeckyo Tepanuio. B Tadmm- CrapToBas TpoiiHas 1(1)
e 3 mpeAcTaBIIeHBbI AaHHBIC IO TepallMd Ha MOMEHT OKOH-
[Mepeknto4eHune
YyaHUsl UcclienoBaHUs. MeHee yeM y MOJOBUHBI MallUEHTOB
MpoBOAMIACE MOHOTepanus, 44% MaleHTOB MoNydaln 1BOji- cunaenacpun ~ puoymryar 409
Hy10 U 14% — TtpoitHyio komOuHauuio JIAT-crenmpuyecknx 603eHTaH — MaLWUTEHTaH 6 (8)
npernapatoB. 3a BpeMsi HabmoaeHus y 21% maluneHToB Mpo- am6pn3eHTaH — 603eHTaH 1(1)
U3BEACHO «MEepPeKI0UYeHre» Tepaluu Kak Mo MEAMIMHCKUM, 603eHTaH — aM6pu3eHTaH 5(7)
TaK ¥ MO HEMEIUIIMHCKUM MOKa3aHusIM (Tad1. 2). TIOKOKOPTUKONIbI, CYTOUHaS 1032
IMomumo JIAT-cnienimguyeckoii, maluueHThbl IO MoKa- omr 21 (28)
3aHUSIM TIOJIyYaau UMYHHOCYITPECCUBHYIO Tepanuio (Tabm. 3).
5 Mr 33 (43)
§ 10 mr 18 (24)
Tabnuya 2. XapakTepucTuka nauneHToB ¢ JEroYHON apTepu- 5 3 (4)
allbHOW TUMePTEH3NeN, accoyunnpoBaHHON ¢ CUCTEMHON CKIIe-
DOAEDPMUEIH, BKITIOYEHHBIX B UCCEL0BaHNE (N=76) 20 mr -
25 mr 1(1)
MapameTpbl 3Ha4enue
[nutenbHocTb 60ne3HM ¢ NepBbix cumntomoB JIAT, mec. 17 [10; 42] WmmyHoCynpeccuBHa Tepanua
®K no NYHA 3[2:3] HeT 45 (59)
MpuaHaku XCH Ha MOMeHT BbisiBnerus JIAT, i (%) 60 (79) nnakeexun 9(12)
BMTX, M 357 [231; 405] MUKogheHonata MocheTin 2 (3)
OnbllKa no bopry 4[3; 6] XNOp6YTUH 2(3)
MK, mkmonb/n 466 [355; 577] pUTYKCUMAO 6 (7)
NT-proBNP, nr/mn 1998 [597; 4535] a3aTtnonpuH 3(4)
LN, mm pt. CT. 7 [4:11) uuknodgocan 7(9)
CpA/1A, MM pT. CT. 51 [45; 56] MeToTpeKcar 2 (3)
[31A, MM pT. CT. 8 [6; 12]
CB, n/muH 4,3 [3,5; 5,4]
YU, mn/mk 32 [25; 40] 1004
d
710G, e, Byna 10 [7,1; 12,6] 804
L1, % oT BOMKHOi 43,8 [32,4; 55,9] E
OXEN/OCN 2,06 [1,63; 2,84] g 60
MepukapamanbHblii BbINOT, % 86 -
nnn, cw? 23,9 [19,9; 31,1] E 40+ p<0,001
ﬂpnvmevamfe: JIAT — nero4Has aprepuanshas ‘I'MI"lepTEH.’JMﬂ,‘ @K - byHKUMOHAb- 3 204 = narcca
Hbii knace; NYHA — New York Heart Association; XCH — xpoHuyeckas cephedHas m — .
. o X . McTopudeckuidi KOHTpOnb
He[ocTato4HoCTh, 6MTX — Tect 6-MuHyTHOU X0Ab0bI, MK — Mo4eBas kucnora;
NT-proBNP — N-koHyeBo# nponentug Mo3roBoro HaTpuilypeTnyeckoro nentnga 0 T T T T T

(N-terminal prohormone of brain natriuretic peptide); Al — gunatayns npasoro
npeacepans; CpAJ1A — cpegHee fasnenue B neroqHoit aprepun; 3J1A — gasneqne
3aKuHUBaHNA nero4yHoii aptepun; CB — cepaeqHbIii Bbib6poc; YU — yaapHbii
nngekc; JICC — neroyrHoe cocyauctoe conpotusnenme; [JC/1 — auchghysnonHas
crnoco6HocTs nerkux; @XKEJT — hopcnpoBaHHas Xn3HeHHasi eMKOCTb JIETKuX,

TIMMT - nnowage npaBoro nNpeacepans; AaHHbIe MPeaCTaBeHb!

Kak Me [25-; 75-11 nepLeHTuIn], ecim He yKasaHo uHa4e
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Puc. 3. BbxnBaemMocTb NayneHToB ¢ ero4Hov apTepuanbHoi runep-
TEH3Mel, accoynnpPoBaHHoi ¢ cucteMHout cknepogepmuen (JIAM-CCL)
B CPABHEHNU C UCTOPUYECKOI KOropTou
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Paszmmuust BEBDKMBa@MOCTH MEKILy TPYIIIIaMuy OBbUTA CTaTH-
ctryecku 3HauuMbiMu (p<0,001). B Moznenu npornopiyoHaib-
HbIX prckoB Kokca aTa 3aKOHOMEPHOCTb MOATBEPXKACHA CTa-
TUCTUYECKU 3HAUMMbIM CHUXXEHUEM 5-JIETHETO pucKa CMepTU
nauveHToB ¢ JIA-CCI B cpaBHEHUM C <«UCTOPUYECKUM
KOHTposieM» Ha 67% (tabn. 4). Takxke u3 tabnuiubl 4 Buj-
HO, 4TO B Hallleli BEIOOpKE B KayecTBE MPU3HAKOB, aCCOLIUU-
POBAHHBIX C JIETATHHOCTBHIO, OMPENENSITUCh KIACCUYECKUe,
obOwenpu3HanHbie dakTopel — OK, mucranums 6MTX, uH-
nekc bopra, AI1I1, CB, YU, JICC, ACJ, ®XKEJI/ACJ, 6uno-
mapkepbl. U3 Hemonuduiimpyembix HakTopoB OOJBIIYIO POJIb
B TIPOTHO3MPOBAHNUN BBIKMBAEMOCTU UTPAET BO3PACT; ITOJT Ta-
LIMEeHTA MPYU OIIeHKe S5-JIeTHel BHIKMBAGMOCTU CTAaTUCTUIECKU
3HAYMMOTO BIMSTHUS HE MMeJT.

Hamu Takxke mnpoaHaIM3MpOBAHO BO3JEICTBUE pa3-
JIMYHBIX BapMAaHTOB Tepanuu Ha BbDXKMBaeMoOCTb. OKa3anoch,
YTO TMocJiefoBaTebHasi KOMOMHUPOBAaHHAsI Teparnusl He uMesa
MpenMYIIeCcTB Tiepea MoHoTepanueii. Takxke He okazana BIu-
STHUSI Ha BBDKMBAEMOCTb, MCITOJIb3yeMasl y YacTH TMallMeHTOB
WMMYyHOCYTIpecuBHasl Tepanus (tabmn. 4). [Ipu momomHuTe h-
HOM PETPOCIIEKTUBHOM aHaJN3e OOHAPYKUIOCH, UTO TIPUMe-

Tabnnya 4. ®akTopbl, acCOLUNPOBAHHBIE C 00LLeN 5-1eTHEN
CMEPTHOCTbIO B O4HOAKTOPHOM MOZENN NPONoPYUMOHATbHbIX
puckoB Kokca

HEHMe IpernapaTtoB 2-ro MOKOJIEHMS, a UMEHHO pHOIIMTYyaTa
M MallMTEeHTaHa, B MOHOTepAaINuy WM B KOMOMHAIIMU MEXITY
co6oit wim ¢ apyrumu JIAT-crenuduyeckumu mnpernapara-
MU Ha 56% cHUKaJI0 PUCK HACTYIUIEHMS JIETAJIbHOIO MCXOIa
(p=0,07) o cpaBHEHHIO C IPyMMaMyu MOHO- U MOCJIEI0BATENb-
HOIT KOMOMHUPOBAHHO Tepanuu.

B cBs13u ¢ 0OHapyXeHHBIMUA 3aKOHOMEPHOCTSMU MalM-
€HTBI PETPOCIIEKTUBHO pa3ieieHbl Ha 2 TPYIIIIbI B 3aBUCUMOCTHI
OT IPOBOAMMOIA Tepanuu. B mepByio BOLUIM GOJIbHBIE, ITOJY-
YaBIIME MOHO- WIM KOMOMHMPOBAHHYIO TE€PAIUIO MAllUTEH-
TaHOM W/WJU puotruryatoM (n=19); Bo BTOpPYIO — IMalMEeHTHI,
KOTOPBIM TpOBOAMIIaCh MHas Tepanust (n=57). Hamu momnoJ-
HUTEIBHO TPOAHATM3UPOBAHBI KIMHUKO-JT1ab0paTOPHO-MH-
CTpyMEHTaJIbHbIE TIPOrHOCTUYECKHUE IMapaMeTphbl IMallMeHTOB
9TUX IByX Ipynm. Kak BUAHO M3 TaGIUIIBI 5, pa3inyus MexX-
Iy TPYIIIIaMK OTCYTCTBOBAJIM, TO €CTh OHU ObLIM COTIOCTABUMBI.

JIOMOJHUTENILHO OlleHeHa BbIKMBAEMOCTb IALIMEHTOB
oTux AByX rpymnm. [IpoBeneHHbIil aHanu3 Karutan — Maiiepa
MOKa3aJl IOJIOXUTEIbHOE BIMSHKIE UCIIOJb30BAHMS MaLIUTEH-
TaHa W/WJIM pUOIIMTyaTa Ha MporHo3 nanueHToB ¢ JIAT-CCJI
(puc. 4).

Tabnuya 5. CpaBHUTE/IbHAS XapakTepPUCTUKA NALNEHTOB

C JIGFOYHOM apTepuanbHou runepTeH3nen, accoyunnpoBaHHou
C CUCTEMHOW CKIePOepMuen, moayyaroLmnx pasanyHbie sapm-
autel JIAT-cneyngpnyeckon tepanum

daKTopb! OP (95% W) p
B03pacT Ha MOMEHT BKAI04eHNS 1,04 (1,01;1,07) 0,008 ::ﬁﬂaﬂrbman Eﬁﬁgeﬂ"“Te""“a"
My»xckoii non 2,09 (0,81;5,39) H/3 MapameTpbl puouuryat 1 KOMOMHUpOBaHHAA p
[nuTenbHOCTb GONeaHi ¢ nepBbIX . W/MNW MAUUTEHTAH  Tepanus apyrumu
CUMMTOMOB 1.00(0,99:1,02)  w/a (n=19) npenaparamm (n=57)
®yHKUMOHANbHBIA Knacc 2,65 (1,62; 4,31)  0,00009 Bo3pact Ha MoMeHT 55 [48: 58] 53 [47; 61] Wa
BKIOYEHUS, NeT ' ’
6MTX, kaxable 50 m 0,84 (0,75; 0,92) 0,0005 —
Myxckoit non, n (%) 1(5) 6 (11) H/3
M1pekc bopra 1,24 (1,09; 1,43) 0,002 [IMTENBHOCTS C NEpBbIX
ann 1,08 (1,02;1,15) 0,02 CUMNTOMOB, MEC. 26[10;51] 17110; 36] HI3
CpNA 1,01(0,98; 1,04) H/3 ®K no NYHA 3[2;3] 3[2;3] H/3
[3NA 1,03 (0,96; 1,10)  H/3 K, n (%)
CB 0,59 (0,44: 0,81)  0,0008 ' - 300
i 094 (0.91;0,98) 0,000 ! 6(32) 13 (29) W3
M 12 (63) 27 (47)
JICC 1,01 (1,00; 1,01) 0,02 v 16) 14.25)
Acn 0,96 (0,93, 0,98) 0,0004 BMTX, M 322 [238; 425] 375 [227; 404] H/3
®XEN/ACH 1,79 (1,33; 2,43)  0,0002 WHaekc Bopra 413 6] 43: 6] Wa
Log (MK) 6,1(22;167)  0,0005 AN, mm pr. cT. 5 [4; 10] 7 [4; 14] H/3
Log10 (NT-proBNP) 2,98 (1,59; 5,60)  0,0007 CpJ1A, Mm pT. CT. 51 [47; 59] 50 [45; 55] H/3
MpumeneHue JIAT-creunchnyeckon 3NA, Mmm pT. CT. 9[5;12] 8 [6; 12] H/3
Teparnuu B CPaBHEHUN C «UCTOPUYECKUM 0,33 (0,19;0,59)  0,0001 CB, n/MuH 4,41(3,8;5,3] 42 [3,3; 5,4] /3
KOHTpONEM> YU, Mv/MuH 34 [29; 46] 30 [24; 39] H/3
MlocnegoeatensHas KOMGUHUPOBaHHas! 1,18 (0,59: 2,36) W/ JICC, ex. Byna 10[8; 12 10 [7;13] H/3
Tepanus B CPaBHEHUM C MOHOTepanueit ncn 53,0 (37,3 64.4] 419318 55.3] o
JIAT-crieumnchuyeckas Tepanis, BKNoYatoLLas 0,44 (0.19;1,07) 0,07 OKEN/OCH 1,88 [1,53; 2,79 2,19 [1,72; 2,84] W3

MaunTeHTaH u/unu puouuryar

VImmyHocynpeccuBHas Tepanus 0,86 (0,38;1,96) H/3

Tpumeyanne: OP — oTHocuTenbHbI puck; 95% L[V — 95%-ii oBepUTENbHbIIA
uHTepBan; 6MTX — tect 6-muHyTHOA X04b0b1; [[11 - gunatayms npasoro npegcep-
auns; CpAJIA — cpegHee fasnenue B neroyHou aprepun; 3J1A — gasneqmne 3akmm-
HUBaHWS neroyHou aptepuu; CB — cepaeqHbif BbIOPOC; YU — yaapHbIi nHAeKc;
JICC — neroyHoe cocyguctoe conpotusnenne; [JCJT — anghy3noHHas cnocob-
HocTb nerkux; @XKEJT — ¢hopcnpoBaHHas Xu3HeHHas eMKocTb nerkux, MK — move-
Bas kucnota; NT-proBNP — N-koHueBovi nponenty Mo3roBoro Hatpuilypetnde-
ckoro nentuga (N-terminal prohormone of brain natriuretic peptide); JIAI — nero4-
Has apTepuasnbHas rmnepTeH3Ns; H/3 — Pa3nnyns CTaTUCTUYECKN He 3HaYUMbl
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NT-proBNP, nr/mn

1654 [515; 3682]

1998 [633; 4811]

H/3

Tpumeyanne: @K — yHkuymoHanbHei knacc; NYHA — New York Heart Association;
XCH — XpoHnyeckas cepheyqHas HeaocTaTo4HocTb; 6MTX — TecT 6-MuHYTHOM X04b-
Ob1; [T — gunarayns npasoro npegcepans; CpJTA — cpeaHee [aBneHne B 1eroy-
Hoii aptepun; [13J1A — fasnenHve 3aknHuBaHus nero4Hoi aptepun,; CB — cepaeyHbli
BbIOpoC; YW — ynapHbii nHaekc; JICC — neroyHoe cocyanctoe conpoTUBEHNE,

[CIT - anchghy3anorHas crnoco6HocTs nerkux; @XKEST — (hopcupoBaHHas Xn3HeHHas
emkocTb nerkux; NT-proBNP — N-koHLEBOI nponentug MO3roBoro HaTpuiypeTnye-
ckoro nentuga (N-terminal prohormone of brain natriuretic peptide); H/3 — pasnn4us
CTaTUCTUYECKU HE 3HA4UMbI; JaHHbIE NPEACTaBNeHb! Kak Me [25-1; 75-1 nepLeHTn-
JIM], 6CIIM HE YKA3aHO UHa4e
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Puce. 4. BbixnBaemocTb nayneHToB ¢ J1er04HOM apTepuanbHoil runep-
TEH3NeN, accoUnNmMpPOBaHHON C CUCTEMHON CKIIEPOZEPMUEN B 3aBUCH-
MOCTY OT BapuaHta Tepanum

BookuBaemocth (1-, 2-, 3- u 5-JeTHSII) cocTaBUIIa
100%, 100%, 84% u 68% COOTBETCTBEHHO Ul IALMEHTOB,
MOJIYYABIIMX MALUTEHTaH W/MJIM PUOLIMTYAT B MOHOTEPAIUU
WM B KOMOMHALIMK C OPyruMu Ipemapatamu, u 84%, 68%,
63% u 46% npu UCTIONB30BAHUM OPYTUX BAPUAHTOB TEPAITUU;
pa3IMuUs CTATUCTUYECKU 3HAUUMBI (pHC. 3).

O6cyxpaeHue

IMocnenHue yeTBepTh BeKa B MEAMIIMHCKOM MEPUOINKE
MPAKTUIECKN €XETOTHO ITyOIMKYIOTCST pe3ysIbTaThl HaOJo1a-
TEJbHBIX MCCIIEIOBAaHMII M MeTaaHalM3bl BBIKMBAEMOCTH Ha-
nodonee Tsexenoro Bapuanta JIAIT — JIAT-CCJI. bonee 10 ner
Ha3aJ HaMU OBLIO TIPEICTaBJICHO COOCTBEHHOE PETPOCTICKTUB-
HOE HCCJeoBaHUe MepBoii KOropThl mauueHToB ¢ JIATL, ko-
TOPBIM ObLIa HEJOCTYITHA COBPEMEHHAsT Teparus, IIPOIecMOH-
cTpUpoBaBllee (daTalbHyI0 NMpupoay 3adoneBaHus [5]. 3ateMm
Hallle BHUMaHWE COCPEIOTOYWIOCh Ha Tperaparax TepBOro
MOKOJIEHUSI, KOTOPbIe M3YYaauCh MO HayYHbIM TemMaM MHCTU-
TyTa [25—28]. He uMes ombiTa MCHOJb30BAHUS MPOCTAHOU-
IIOB, MBI OBLTA BOOIYIIEBICHBI ApKUMU 3 deKTamu 603eHTaHa
U cuiieHaduIa B BUIE OTYETIIMBOTO YITyYIIeHUS [TEPEHOCUMO-
cTH (PU3MYECKUX HATrPy30K, YMEHBIIIEHUS IMOTPEOHOCTH B IH-
ypeTUKax M yJydlleHUsl KauyecTBa XU3HU. [lanbHeiiliuve uc-
CJIeIOBaHUSI BBDKMBAGMOCTH MAaJICHBKMX TPYIT ¢ KOPOTKOM
MPONOKUTEbHOCTBIO HAOMIOACHUSI BHYIIAJIM HEOIpaBIaH-
HBIl ONTUMU3M M MPUTYIUISIIN OOUTEIBHOCTD [26, 28]. JTulib
BpeMsI U, CJIeIOBaTEIbHO, YBEIMYCHUE IITUTCIbHOCTA HAOII0-
NIEHUsI TIO3BOJTIIA C(POPMUPOBATH OOBEKTUBHOE MHEHHE O Me-
CTe mpenaparoB 1-ro MOKOJICHUST B JIGKAPCTBEHHOM Tepamuu
JIAT. I[ToMuMO 3TOrO, CTaja0 MOHITHO, YTO UMEIOTCSI pa3indus
B KPAaTKOCPOYHBIX M JOJTOCPOYHBIX TPEIUKTOPAX, KOTOPBIC
HCITOJIB3YIOTCS KaK KOHeyHble Touku B PKW u uyto upeanb-
HOIl KOHEYHOU TOUKON SIBIIIETCS BHDKMBAEMOCTh, OILICHCHHAS
MpU JJINTeIbHOM HabmoaeHuu. Ho, K coxxajieHulo, He Bce uie-
JTBHOE MOCTYITHO K BOILIOIIEHUIO.

ITokaszaTenb 0011l BBDKMBaEMOCTH (CXOXKee 3HaUeHHe —
CMEPTHOCTH OT BCEX NMPUYMH) B KAUeCTBE MEPBUIHON KOHEY-
HOI TOYKHU SIBJISIETCSI «30JIOTBIM CTaHAApTOM», IEMOHCTPH-
PYIOIIMM KJIMHUYECKYI0 2(h(MEKTUBHOCTh METOAOB JICUEHMUS,
IUATHOCTUKU U T. JI. TSDKENBIX, XKM3HEYTPOXKAIOIINX 3a00JIeBa-
HUi. B CBS3M ¢ HEATMYHOCTHIO UCTIOJIB30BAHMS T1A1IE00 C TO-
gapieHreM 3(PpdEeKTUBHBIX METOIOB JieUeHUsl TpebyeTcs Oosiee
JJTUTEJIBHBIN TIEpUO HAOIIONEHUS TSI BBISIBJICHUS JIETaTbHbIX
HCXOIIOB C TIEJIbIO MOCTVKEHUST CTAaTUCTUYECKOW MOIIHOCTHU
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WCCIIeIOBaHUS. YUUThIBas HaJW4yue WHBIX JEUCTBEHHBIX Me-
TONOB JIEYEHUSI, MPUMEHSIEMBbIX TOCIE€ OKOHYAHMSI MCCIIe0-
BaHUsI, MHTEPIPETALIUsI Pe3yJIbTaTOB MOXET OBITh MCKaXKeHa,
¥ 9TO HEOOXOIMMO YIUTHIBATh HE TOJIBKO TIPU TIJIaHUPOBAHUU,
HO ¥ TIPU MaTeMaTH4ecKoi 00paboTKe W MHTepIpeTaluu mo-
JIy4EeHHbBIX TaHHBIX.

Hacrosiias pabora mpencrasisier 0oJjiee 4yeM S-JeTHee
MPOCIIEKTUBHOE HaOMIONeHNEe caMoii Oosbinoii B PD momy-
nsuuun nanueHToB ¢ CCJ, accouuupoBaHHoit ¢ JIAI. Hamu
MpoBeleHo conocTaBieHue usydaemoii rpymnbsl JIAI-CCJI
C «MCTOPUYECKUM KOHTPOJIEM» — TPYIIIOi MallMEHTOB C eCTe-
CTBEHHBIM TE€UCHMEM 3a00JIeBaHMS, «MCTOPUUCCKUM» TIalle-
60, HaOTIOMABIIIMXCS ¥ OIICHUBABIIMXCS IO EIMHOMY aJITOPUT-
My B paMKax CKPOMHOTrO MPOTOTHUMA 3HAMEHUTOIO perucTpa
G.E. D’Alonzo u coasr. [34].

HenpeppiBHOE msITUIECTHEE IPOCIIEKTUBHOE MCCIICHO-
BaHUE MPOJIEMOHCTPUPOBAIO COMOCTABUMYIO C 3apyOeKHBIMU
NAHHBIMU BbDXMBaeMocTb y nauueHToB ¢ JIAI-CCI, koto-
pas CTaTMCTMYECKM 3HAYMMO pas3inyajgach ¢ COOTBETCTBYIO-
UM TIOKa3aTeJeM <«HCTOPUYECKOro KOHTpOJis». OmHodak-
TOpHAasi MOJIeJIb TIPOTIOPIIMOHATBHBIX prckoB Kokca mmokasana
CHUXXEHUE pUCKa JIETAIbHOTO McXoaa Npu npuMeHeHuu JIAT -
criennduyeckoil Tepanuu Ha 67% (tabmn. 4). Bospact Ha Mo-
MEHT BKJIIoUeHMs B ucciemosanue, ®K, mucranmuma 6MTX,
nHaeke bopra, AIII, CB, YU, JICC, ACJ, ®XEJI/ACI,
GruoMapKepbl ObLIU ITPEIUKTOPAMU HEOJIAaTOIPUSATHOTO UCXO/IA.
WMHTepecHo, 4TO B HallIei rpyIIne MoJl He 0Ka3bIBal MOA00HOI0
BJIMSIHUS HA 5-JIETHIOK BEDKMBAEMOCTh. AHAJIU3 BIUSIHUS Pa3-
JIMYHBIX BAPMAHTOB TePaIrni, a B HaIlleii KOTOPTE 3TO OBLIA MO-
HOTepalusi ¥ TOoCIenoBaTeIbHasi KOMOWHAIMS IIperapaTos,
Tak>kKe He BBISIBUJI CYILIECTBEHHbIX pa3Inuuii (Tad. 4).

OnrumanbHast Ttepanusi JIAI-CCJ/, yBenmuumBaroias
MPOIOKUTEBHOCTD XXKM3HU MAlleHTOB, OCTaeTCsl Heolpee-
JIEHHOW; TeKyIllMe PeKOMEHIAIIMA OCHOBAHBI HAa OOIIUX IO/~
XoJax K Tepanuu mis Bceit rpynibl JIAI, 4To HEOQHOKpPATHO
noaBeprajaoch kputuke [6, 35]. HyxkHO OTMETUTB, YTO BCEro
Heckoibko PKUM paccmarpuBaimn CMEpPTHOCTh OT BCEX IPH-
YMH B PSIIy KOHEUHBIX TOYEK; OOBIYHO IUISI OKA3aTeIbCTB
3(hGEKTUBHOCTA  MCIOJIB30BAIMCh CYyppOraTHble MapKephl
WM KOMOMHUPOBAHHbBIC KOHEYHbIC TOUKHU, BKIIOYAIOIINE Ha-
psimy C JIETaTbHOCTBIO COBOKYITHOCTh TaKMX CYIy0O CyOBEeK-
TUBHBIX IMOKa3aTesiell, KaK KIMHUIeCKOe TPOorpeccupoBaHue,
rocHuTaIN3alusl, HEOOXOAMMOCTh Ha3HAUEHUsl IPOCTAHOM-
noB. Ilpu npoBenenun PKW takke mMeeT OoJblIoe 3Hauye-
HUe BBIIeJICHNE (Yallle PeTPOCIIEKTUBHOE) I'PYIITHI TAlIMEHTOB
¢ JIAT pas3jinyHOi 9TUOJIOTMU, B TOM YKUCJI€ aCCOLIMMPOBAHHOM
¢ C3CT. U3 Bcex PKHM TOJIbKO TpU OLICHWBAIU BIXKMBAEMOCTh
nauueHToB ¢ JIAI'-CCJI: aBa B 3aciieruieHHO# ¢a3e U OJHO —
B OTKPHITOI (TabJI. 5).

Hccnenosanue AMBITION (amOpuseHTaH U Tajna-
nadun y naumeHtoB ¢ JIAI) mokaszano, 4tro KOMOMHaLIMs
amMOpu3eHTaH+Taganaduyl yBeauyrMBaga BpeMsl 10 KIMHUYE-
CKOTO COOBITHSI Heynauu (OTHOCUTENbHBIN puck (OP) — 0,44;
95%-it nmoBepuTenbHbIE uHTepBan (95% ). 0,22—0,89)
s CCJL; oTHOBPEMEHHO C 9TUM BbISIBJICHA TEHISHIIMSI K CHU-
JKEHUIO JIETAILHOCTH (3a 24 Henmenu ymepiio 5,6% B cpaBHEHUU
¢ 10,6% B rpynmne miaie6o0), XOTs pa3indusi He ObUTU CTaTh-
ctruyecku 3HaunMbl [36]. K coxaneHuto, Tananabu ObLT 3ape-
rucTpupoBaH B P® oTHOCUTENbHO HEOaBHO, U UCIOJb30BaTh
39Ty KOMOMHAIIMIO B KJIMHUYECKOW MPaKTUKE HE MpeaCcTaBs-
JIOCh BO3MOXHBIM.

HMurepecHbl manuble ucciaenoBanuss GRIPHON [17].
W13 170 nauumentoB ¢ JIAT-CC 93 nosnyyanu ruiaue6o,
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Tabnuya 5. Knunudeckue nccnegoBanns 3¢bheKTUBHOCTI NPENnaparoB npu NeroYHoi apTepuanbHoi runepTeH3neit, accoynupo-
BAHHOW C CUCTEMHON CKIEPOLEPMUEH, C HATINYNEM KOHEYHOU TOYKU «CMEPTh OT BCEX MPUYUH»

MNpenapar, scero [naue6o, Bcero

Ha3Banuue,
Bup uccneposanus lepBuyHas KoHe4YHas ToYKa NnutenbHocTb NaLMeHTOB, NauneHToB,
npenapar(bl) o o
ymepno (%) ymepno (%)
CrapToBas KOMOMHMPOBAHHAs
AMBITION Bpems [0 nepBoro KAMHUYeCKoro cobbITus
Heyaayu: CMepTb, rocnuTann3aums 71 ¢ CCL; 47 ¢ CCL,
AMOpU3EHTaH + o
Taganadmn PKI 13-3a yxyawenns JIAT, nporpeccupoBanue 24 Hep. 4 (5,6%) 5 (10,6%) -
3200M€BaHNS NN HEYAOBNETBOPUTENbHbIN ymepnn ymepnut
NCT01178073 [ONTOCPOYHbII KIMHUYECKIIA OTBET
MocnenoBatenbHas KOMOMHNPOBaHHaS
SRIPHON Bpems fo nepBoro cny4as nporpeccupoBaHus Zor7 [non‘s;czeLgk?m:zfé 77¢ CGIL 93 -CCM, 22
Cenexcunar PKM pems A0 nep y4aA Nporpeccip pynne ce 17 (22,1%) (23,7%)
3a60/1eBaHNA UIU CMEPTU (BCE MPUYNHBI) 1 63,7 [0,7; 192,0] Hea.
NCT01106014 8 rpynne nnaueeco ymepin ymepnu
PATENT-2 Konm4ecTso HexenatenbHbix ABNEHNIA, 55 ¢ CCA; 6 (11%) ymepnu
Puouuryar 0oPKn BOSHUKLLNX BO BPEMS NEYeHUS, CMepTb CCA - 29+15 mec. 2-N1eTHAS BbDKMBAEMOCTb
NCT00863681 0T BCEX MPN4iH npu NNAT-CCL, - 94%

Tpumeyanne: PKV — paHgomn3npoBaxHHoe KIuHn4eckoe nccnegosanne; JIAI — neroyHas aprepuansHas runepteHauns; CCL — cuctemnas cknepogepmus;, OPY — oTkpbiToe
paxgomn3nposaxHoe ncenegoanne; JIAT-CGL — neroyxas aprepuanbHas runepTeH3uns, accoynnpoBaHHas ¢ CUCTEMHOV CKepoaepmuesi

a 77 — cenekcumnar. MenyaHa TPOIOJDKUTEILHOCTU JICUCHUS
ramebo M celekcumaroM cocrasuia 63,7 u 70,7 Henenu co-
oTBeTCTBeHHO. CeJleKcHIIar 3aiepKall IporpecCUpoBaHKe 3a-
OoJieBaHUsI, CHU3UB PUCK KOMOWHMPOBAHHBIX COOBITHII 3a-
6oseBaemocT/cMepTHocT Ha 44% (OP=0,56; 95% JW:
0,34—0,91), HO B TO Xe BpeMsl, KaKk 3TO HU MapagoKcajlbHO,
22 (23,7%) nauueHnTa B rpymie miae6o u 17 (22,1%) nanueH-
TOB B TPYIIIIe ceJieKcurara yMmepiiu, 4To yKa3bIBaeT Ha OTCYTCT-
BUE BIUSHUS TMperapaTa Ha BbDKUBAEMOCTb U OOJIBLIYIO TOJTI0
CYOBEKTUBHBIX COOBITUI MPU JOCTHXKEHUM KOHEUHOM TOUKU.

Ananus nioarpynnsl JIAI, accommuposanHoit ¢ C3CT
(n=224), B ucciaenosannu SERAPHIN mokasan BeposiTHYIO
KJIMHUYECKYIO TTOJIh3y MallUTeHTaHa, 3HAYNTEIbHO YMEHbBIIIaB-
LIEr0 IPOrpeccHpoBaHue 3a00JIeBaHUS U CMEPTHOCTH (45%)
y BCeX MaIeHTOB 10 CPaBHEHMIO ¢ TUTane00. AHAIN3 JieTalb-
HOCTH B 3aBUCUMOCTHU OT aTrojoruu JIAI' He npoBoaucs (1o-
3TOMY HE BHECEeH B TaOJIMIly S5), HO MpPHU OTACIbLHOM aHaJIu3e
KOHEYHOI TOYKU «cMepTh BcienacTBue JIAI» orMmedyeHa TeH-
JNIEHLIMST K ee CHMXKEeHUIO B rpyrne ManureHTaHa (OP=0,44;
95% OW: 0,16—1,21; p=0,07). Dddekr ManuTeHTaHa TaKKe
COXpaHsUICS y MallMEeHTOB, TMOJYyYaBIIMX UCXOAHYIO (hOHOBYIO
cneuunduueckyio repanuio [18].

I[lpn anHanuze >¢G@deKTUBHOCTU pUOLMTYaTa B JBOM-
HOM CJICTIOM MCCJICIOBAaHMY BBDKMBAEMOCTh HE OIICHMBAJIACh,
HO TIpM UIMTEbHOM OTKPBITOM HAOMIONCHUM B HMCCIIEI0Ba-
auu PATENT-2 (B cpegnem 29 mec. mis rpynmst CCJL) otie-
HeHa JBYXJIETHSS BBDKMBAEMOCTh, cocTaBuBINas 94%, como-
cTaBMMas C YyTh MEHBIIIEH B ITOATpyIIie uauonarudeckoi JIAT
(93%) [16].

MeTaaHamu3bel C OCTOPOKHOCTBIO OIICHWUBAIOT BIIUS-
Hue JIAT-cneuuguuyecknx mpernaparoB Ha BbIXKMBAEMOCTb
B PKU, 3akiiouasi, yto oHa mno-mnpexHemy xyxe npu CCII,
YyeM TMpU APYTUX ITUOJOTUYECKUX (hopMax, HO OTMeuasl ee He-
KOTOpoOe yiaydlieHue B nocienHue 10 jietr, cBI3aHHOE C MpU-
MEHEeHMEM HOBBIX IperapaToB U ux KomouHauuii [22]. Cken-
TUKM XK€ W TECCUMMUCTBI KOHCTATUPYIOT OTCYTCTBHUE 3TOTO
addexra B PKU ¢ JTAT-CCJ [37].

Hamu GbUT TIpOBENieH TIATEIbHBIN aHAIN3 BIMSIHUS Te-
panuy Ha BBDKMBAEMOCTH IMAIIMEHTOB, YYUTHIBAJIUCH Pa3jINd-
Hble KOMOWHAIIUM, TIperaparhl, HaJudue IepeKITIoUueHMIA,
bopcrupoBaHHOCTh 3CKANALMKM Tepanuu. B pesynbraTe Kpo-
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MoTAUBOI paboThl ObuTM ompeneneHbl JIAI-cneuudpuyeckue
MperapaTtbl, MOIUGUIIMPYIOLINE PUCK JIETATbHOTO HMCXO/aa
B HallleM HMcciienoBaHUU. BbUTo 0GHapyXeHO, YTO TpUMEHEe-
HHME MalMTeHTaHa W/WJIA PUOIUTyaTa B BUIE MOHOTEPAITU
WK B KOMOMHauu ¢ apyrum JIAT -crietimguueckuM rpenapa-
TOM Ha 56% CHMXaJIO S-JI€THUI PUCK HACTYTUICHMS JIETaTbHO-
ro ucxona (taosu. 3).

PKMU Taxk ke, Kak ¥ UX METaaHAJIU3bl, UMEIOT BpEMEHHbIE
OrpaHMYEHUSsI, MOITOMY, KaK yxKe COOOIIATOCh BhIIIE, OLIEHUTh
B HUX peajbHYIO JIETAIbHOCTh HE MPEACTABSIETCS BO3MOXKHbBIM.
B cBs13u ¢ 9TUM 00JIBILIOI MHTEpPEC MPEACTABIISIIOT KOTOPTHbIE
WM PETUCTPOBBIC MCCIENOBaHUS — KaK PEeTpo-, TaK U IPO-
CIIEKTUBHBIC, HE JMMUTUPOBAaHHBIE BpeMeHeM. MBI 00Cy-
MM TOJIBKO T€, B 3aJaul KOTOPBIX BXOAMJIA OLIeHKa (P deK-
TUBHOCTU Tepanuu. CamMoe W3BECTHOE PETPOCIIEKTUBHOE
uccnenoBanue perucrpa PHAROS, Bkitouaroniee 98 namueH-
ToB ¢ JIAT-CC/I, cTUMYIMpOBaIO AUCKYCCHUIO 00 ONTUMAIb-
HOM TepaIieBTUIeCKOM TIOIXO/Ie Y BHOBb TMAarHOCTUPOBAHHBIX
naureHToB [38]. ABTOpHI IMOKa3ajiu, YTO MCXOJHAsl Tepariusi
APD Obu1a cBsI3aHa ¢ XYAIIMM ITPOrHO30M, HEXeIU MpUMeHe-
Hue n®ID-5 nnu craprosoit KomOouHau APD+udID-5.
[Mpennonoxenue o ToMm, yto APD, a uMMeHHO 003eHTaH
(y 2/3 mamumentoB B uccienoBanunm PHAROS), okasbiBa-
€T MEHbIIIee BO3ICHCTBHE Ha JOJTOCPOUYHYIO BBIKMBAEMOCTb,
COTJIacyeTCsI M ¢ pe3yJibTaTaMU HACTOSIIIEH pabOThI, TTOCKOJIb-
KY K ee OKOHYaHUIO 60% IalMeHTOB T0JIyYad MOHOTEPAIINIO
cuaeHauioM 1 ToIbKo 12% — 603eHTaHOM, a B TPYIIIE T0-
cjieoBaTeIbHO KOMOWHAIIMU, JBOMHON M TpOIHOI Tepa-
muu — 43%. TTo-BUIUMOMY, 3TO ObLJIO OJHOW U3 MIPUYUH HU3-
KOIl BBDKMBAEMOCTH B TPYIIE IOCISIOBATEIIBHOM Teparmu
Y HalllMX OOJIbHBIX.

TMauuenTsr ¢ JJAI-CC/, BkiaoyeHHble B Koropty LleH-
Tpa JIETOYHOM runepTeH3uu YHuBepcuteTa [[xkoHa XONMKHUH-
ca, ObLIM CrpymnImupoBaHbl B ABE KOTOPTHl B 3aBUCUMOCTU
OT BpeMEeHM Hauaja Tepanuu: Koropta A — ¢ 1999 no 2010 r.,
koropta b — ¢ 2010 o 2021 r. Koropra B nmena 3HaunTe b-
HO JIyUIIy}0 BBDKMBAEMOCTh, YeM KOropTa A (OLIEHOUHBIE IT0-
KasaTeJay BBDKMBAEMOCTH B TeueHue 1, 3, 5 u 8 mer — 91%,
74%, 60% w 51% npotus 85%, 62%, 37% u 27% cooTBeT-
cTtBeHHO) [29]. [IpumeyarenbHO, YTO CTAPTOBAasl, HO HE MOCe-
noBatesibHast, nBoiHas Teparms nPAD-5 wim puoruryaToMm
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M aHTarOHUCTOM pellernTopa SHIOTeIMHA Obljla CBsIi3aHa ¢ 0o-
Jlee HU3KUM PUCKOM CMEpPTU WJIM TpaHCIUIAHTAlWMW JUIST Tia-
uueHToB ¢ JIAT mo cpaBHeHu10 ¢ MoHoTepanueir (OP=0,52;
95% AW: 0,30—0,91; p=0,02).

Hama koropra OJMxXe M IO CpOKaM IPOBEICHUS,
u 1o nusaiiny K peructpy COMPERA [23], otiuuust — B of-
HOM HCCIIEIOBATEIHCKOM LIEHTPE U B HEMOCTYITHOCTH MapeHTe-
PpaTbHBIX POCTAHOUAOB (He 3apeructpupoBaHbl B PM). CraTyc
BBDKMBAEMOCTH Ha MOMEHT IIOCJIETHETO JOCTYITHOTO BU3U-
Ta ObLT U3BecTeH y 96,4% (B HaleM uccienopanuu — y 100%)
BCEX MMAalIMEHTOB CO CPEeTHUM BpeMeHeM HaOuoneHus: 32 mec.
g JIAT-CCJ, B cBSI3M ¢ 4yeM peajibHbIe TOKa3aTeand MO-
I'yT OBITH cylecTBeHHO Huke. B peructpe COMPERA B Teue-
HMe TIepBBIX 5 JIET MocJie ITOCTAHOBKM TMArHo3a U HavyaJia Tepa-
mun JIAT-CCJI 158 (41%) n3 390 GobHBIX yMepJIH, pacyeTHast
5-7IeTHSISI BBIKMBAEMOCTh Oblj1a camoii Hu3kou misa JAT-CCJL
(42,0%), uytO XyxXe, 4YeM IIOJydeHHble HaMM pe3YJbTaThbl
(puc. 3). Peructp BkIO4aeT maHHble Gojiee yeM u3 60 1eH-
TPOB; TOBOPUTH O CTAHAAPTU3AIMU MOXHO JIUIIb C OMACKOM,
XOTSI aBTOPHI C TOPAOCTHIO COOOIIAIOT, YTO BCEM IMallMeH-
TaM BBITIOJIHSUTACh Katerepu3anus. MIHTepeceH aHanm3 Tepa-
MUW: camasi HU3Kasi BEBDKMBAEMOCTh ObLIa y TAIIMeHTOB, Jieve-
HUEe KOTOPBbIM ObLI0 HauaTo ¢ UPIAD-5 (n=147) — 37%; uyTh
BBIIIIE — TIPU MCTIOTb30BAaHWY B Ka4eCTBe TMEePBOTO Iperapara
APD (n=124) — 41%; camas BbICOKast — y TeX, KOMY OblIa cpa-
3y Ha3HayeHa craproBasi KomOuHauus (n=81) — 61%. lan-
HBbIE COIJIACYIOTCS C HALLIMMHU Pe3yJbTaTaMU: IPOTHO3 B TPYTIIe
CTapTOBOM KOMOMHAIIMU CXOX C TAKOBBIM Yy HAlIUX MalMeH-
TOB, IMOJIyYaBIIMX MAIUTEHTAH U/UIU PUOLIMTYAT (BbIKUBae-
MOCTb — 63%). OTIMYMSI 3aKITIOYAIOTCS B OOJIBIIEM KOJTUYECTBE
MalMeHTOB, KOTOPhIM Ha3HAyajgach CTapTOBas KOMOWHAIWS,
a Takke B 60JIee BBICOKOM JIETATbHOCTH TPYIITT TIOCTIE0BATENb-
HOU KOMOWHAIUU. DTOT PETUCTP, HECOMHEHHO, UMeeT O0JIb-
11oe 3HaYeHue JUIST TPOIBIDKEHUs TTPOOJIEMbI, HO, YUUTHIBAsI
BBIIIIEN3IOXKEHHOE, K WHTEPIPETAIIUU TIOJTYUYEeHHBIX TaHHBIX
HY>KHO OTHOCUTBCST HACTOPOXKEHO.

CWIbHBIE CTOPOHBI HAIIETO WCCICIOBAHUS BKIIOYAIOT
€ro BBICOKYIO BHEIIHIOIO (IaHHbIe MAaIlMeHTOB IMOUTMHHEIE,
MOJIHbIE, COOPaHbl MO €AMHOMY aJrOPUTMY) M BHYTPEHHIOIO
BaymaHocTh (Bepudukauusi JIAIT u mporpeccupoBaHust 3a-
ooneBanus 1o gaHHbiM UBKC). Bce manueHTbl OTCIEKEHbBI
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