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AHHOTauus

B konue 2015 r. B Poccuiickoin Meaepaunm 3aperncTpupoBaH HOBbI HECEAEKTUBHbI DAOKATOP peuenTopoB SHAOTEAMHA Malu-
TeHTaH AAS MATOreHeTUYeCKOW Tepanum AerOYHON apTepuaAbHOM runepTeH3nn. [peACTaBAEHHbI KAMHUYECKUIA CAyYail AEMOH-
CTPUPYET BO3MOXHOCTU MPUMEHEHMS MAaUMTEHTaHa y BOAbHOWM C MAMOMATUYECKOM AEFOYHOW MMMepTeH3uen, ero cnocobHoCTb
BAUSATb Ha KAMHWMYECKWUIA, FTEMOAMHAMUHYECKMIA M (DYHKLMOHAAbHbIA CTaTyC MaUMEHTOB M 3aMEeAAATb MpOrpeccMpoBaHue 3abone-

BaHU4.

KAloueBble cAoBa: manonatnyeckasi AeroyHas rnnepTeH3ns, aHTaroOHMUCTbl PELENTOPOB SHAOTEAMHA, MaUMTEeHTaH.

A clinical case of long-term macitentan therapy in a female patient with idiopathic pulmonary

hypertension
O.A. ARKHIPOVA, T.V. MARTYNYUK, I.E. CHAZOVA

A.L. Myasnikov Institute of Clinical Cardiology, Russian Cardiology Research and Production Complex, Ministry of Health of Russia, Moscow,

Russia

In late 2015, the Russian Federation registered the new non-selective endothelin receptor antagonist macitentan for the patho-
genetic therapy of pulmonary arterial hypertension. The given clinical case demonstrates the possibility of using macitentan in a
female patient with idiopathic pulmonary hypertension and its ability to affect the clinical, hemodynamic, and functional status of

patients and to slow down the progression of the disease.
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AK — aHTaroHUCTbI KaJbLIMsI

APD — aHTaroHUCTHI PELENTOPOB SHIOTETMHA

BKI — Bektopkapauorpacdust

J3JIA — napineHue 3aKJIMHUBAHUS JIETOYHOI apTepun
,J:[J'IACp — Cpe/Hee JIaBJeHHe B JISTOUHOI apTepun
WJIT — uauonarnyeckas JeroyHas runepreH3ust
KITOC — karerepu3aliys IpaBbiX OTAEJIOB CepaLa
KJIP — KOHEeYHBIi IMacTOIMIeCKUil pa3mep

KT — xomnbrotepHast tomorpadus

JIA — nerounas aprepus

JIAT — sieroyHast aprepuaibHasi TUIIepTeH3US

JIT — sierouHas runepTeH3us

JI2K — neBblit xkenynodyek

JICC — s1eroyHoe cocyqucToe cCorpoTUBIEHNE

MHO — mexayHapoIHOe HOPMaJIM30BaHHOE OTHOILIEHUE
O®II — octpas hapmakoornueckas mpooda

TT2K — npaBblii kenynodyek

T3P — nepenHe3anHuii pasmep

[1IT — npaBoe npencepnue

PKW — wmexnyHaponHoe paHIOMU3MPOBAHHOE KIMHUYECKOE
HccieloBaHue

POTI'K — peHTreHorpacdusi OpraHoB IpyaHOM KIETKK

CB — cepneuHblii BEIOpoC

CIJIA — cucronuyeckoe AaBieHUe B JIETOYHOI apTepuun

T6MX — TecT ¢ 6-MUHYTHOM X000

Y3U — ynbTpa3ByKOBOE MCCIIEIOBaHUE

DK — byHKIIMOHATBHBIN KJTACC

YCC — yacTora cepieuHbIX COKpalleHU it

AT — sHOoTEIMH

OxoKI — sxokapnuorpacdust

iNO — MHTaISIIUOHHBINA OKCUJI a30Ta

NT-proBNP — N-KOHIIeBOI MpeaiecCTBEHHUK HaTPUiypeTH -
YEeCKOTO TeTITUIa

SvO, — HachILIEHNE KUCIOPOIOM BEHO3HOM KPOBU

HNnuonaruueckas serounast runepreHsust (UJIN) — ts-
Xesoe 3a0ojieBaHue, MPUBOISIIEE K IIPABOXKETY10UKOBOM He-
JIOCTAaTOYHOCTH, KOTOpast 04eHb OBICTPO MPOTPECCUPYET, TTPH-
BOIUT K pa3BUTHIO CEPICYHOM HETOCTATOUHOCTH U JIETATbHO-
My ucxony. 3a uctexkiuue 10—15 geT oTMeueH 3HaUYUTEebHbII
nporpecc B JEYEHUM TMallMEHTOB ATOU TSIKEJION KaTeropuu.
B xnmHMUYecKyto MpakTUKY BHEAPEHBI JIEKAPCTBEHHbBIE Mpera-
pathl crienuduIeckoi maToreHeTndeckoil teparuu. B Poc-
cuiickoit Memepauy B HaCTOsIIIee BpeMsT OMOOPEHBI K TIPHU-
MEHEHHWIO aHTaroHUCThl pelenTopoB 3HAoTeauHa (DT) —
APD (603eHTaH U aMOpU3eHTaH), UHTUOUTOP hochoaracre-
pas3el 5-To Tuma (cuiameHadwus), CTUMYJISTOP PacTBOPUMOM
TYaHWIATIUKIIA3bl (PUOIIMTYAT) U MPOCTAHOWI B WHTAJISIIN-
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OHHoIt popme (uiorpoct). B nekadpe 2015 r. 3apeructpupo-
BaH ellle OMH CrielrbUUECKHUiA TSI IETOYHOI apTepraabHOM
runiepreH3uun (JIAI) mpemapaT MamuTeHTaH. DTOT HOBBIU
MOIIHBII TTepopaibHBIN TTpernapaT u3 kiaacca APD nBoitHOTro
NEUCTBUS CO3MaH JIJIsT TTOBBIMIeHUsT 9G(MEKTUBHOCTH U 6e30-
MacHOCTH Teparuu 3a cuyeT TKaHeBou crneuuduuHocTu. Ma-
LIUTEHTaH, KaK U 0O03eHTaH, SIBJISICTCSI HECEJIEKTUBHBIM aHTa-
roHucrtoM peuernropoB DT A u B Tunos, ogHako, B OTJIMUKE
OT OO03eHTaHa WMeeT YIy4YlIeHHbIe (U3NKO-XUMUIECKUe
CBOICTBa, CBSI3aHHbIE C IOBBILIEHHBIM MPOHUKHOBEHHEM
npernapara B TKaHU. B akcriepuMeHTaIbHBIX MOIENSIX in Vivo U
Ha KpbIcax ITOKa3aHo, YTO MAIIUTCHTAH BhI3bIBACT OJIOKAIY pe-
mernropoB DT W CHIDKeHWE NABJICHUS B JISTOYHOU apTepuu
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KAmHU4YeCcKnit CAyydait ANMTEAbHOM Tepanumn maunTeHTaHoM y 6oabHoi ¢ AT

(JTA) npu npumeHeHuu 10361, B 10 pa3 MeHbllIel, yeM 603eH-
taH [1]. JanHbiit acpdexT nocturaercs dGiarogapsi TOMy, YTO
MoJIeKyJia 00J1agaeT BbICOKOM JIMO(MUIBHOCTBIO, OOJIbIICH
CIIOCOOHOCTBIO CBSI3BIBATHCS C PEIICNITOPAMM U OOJIbIIICH O1O0-
JIOCTYITHOCTBIO TIPU IIpYEME BHYTPb.

Poccuiickuii ONMBIT TPUMEHEHUsI MallUTeHTaHa y OO0Jb-
Hbix UJIT' no mocaenHero BpeMeH! MPeuMYyIIECTBEHHO CBSI-
3aH C yYyacTHMEM B 3aBEpPILIMBIIEMCSI HETaBHO PaHIOMM3UPO-
BaHHOM MHOTOIIEHTPOBOM IBOMHOM CJIETIOM ILIale00-KOH-
TposMpyeMoM KinHuueckom uccienoBanun SERAPHIN.

OpHa 13 Takux nauueHTok E., 1974 rona poxaeHusi, Ha-
omonanacs B ®I'BY PK HIIK M3 P® ¢ utons 2002 r. U3
aHaMHe3a U3BECTHO, 4TO 3a00J1esa BecHoii 2001 1., 3uMoii 11o-
SIBUJTACh OIBIIIIKA, KOTOPAsT MPOTPECCUBHO HapacTtaia. Jletom
2001 r. orMeuaa OBILIKY MPU YMEPEHHBIX (PU3NUECKUX Ha-
rpy3kax. [1lpu oGcienoBaHUM MO MECTy XKUTEJIbCTBA IO JTaH-
HBIM 3XoKapanorpadun (BxoKI') BEIIBICHO MOBBIIICHUE CHU-
CTOJIMYECKOTro AaBieHus B jerouHoit aprepuu (CAJIA) no 103
MM PT.CT., YCTAHOBJICH IMarHo3 jeroyHoii runeprensuu (JII),
OJIHAKO Ha3HAUeHUs JIEKapCTBEHHBIX MperapaToB He Mocje-
nosaio. B ®I'bY PK HITK M3 P® BrepBbie MOCTyIIMIA B
utoHe 2002 r. Bo Bpems mepBoii rocriutain3aluyd OCylecT-
BIsIICST b depeHInaTbHO-TMarHOCTUIECKUIA TTOUCK C 1ie-
JIbIO YCTaHOBJICHUSI KJIMHUYECKOro nuarHosa (puc. 1). Jlus
Bepudukanuu JII' BeImoaHeHBI a51eKTpoKapauorpadusi, ¢o-
Hokapauorpadust, oproroHamsHas BKI, POIK, DxoKI.
KITOC He nmpoBoauaach 1Mo TeXHUYECKUM IMPUIMHAM.

DnexTpokapauorpadusi: CUHYCOBBIM PUTM C 4YacTOTOM
cepneyHbix cokpamenuit (HCC) 70 yn/mMuH, mpu3HAKKU yBe-
JueHust mipaBoro npeacepaus (I1I1), mpusHaku rurepTpo-
¢buu npasoro xenynouka (I12K).

POTK: terounble mosist 63 CBEXKMX 0YaroBbIX U MH(UIIb-
TPATUBHBIX M3MEHEHMI, JIETOYHBII PUCYHOK HE M3MEHEH,
KOPHU CTPYKTYPHBI, HE pacIIMpeHbl, auadparMa OOBIYHO

9tan 1. NMNoao3peHue
Ha Hanuuue y 6onbHoro JIM
(npeaBapuTenbHbIi AUarHo3):

e AHamMHe3

¢ KnuHuyeckune npusHaku
n cumntombi JII

e [laHHblEe oCcMOTpa

9tan 3. YcTaHOBNeHue
KnuHunyeckoro knacca Jir:

e CnupomeTpus

* BEeHTUNSLNOHHO-
nepdy3moHHas
CcuUHTUrpadusa nerknx

o KT nerkux

-

-

pacrosioxXeHa, CUHYChl CBOOOIHBI, KApAMOTOPAKATbHbII NH-
nekc 40% (Hopma MeHee 50%), aopTa YIUTOTHEHA, pPa3BepHYTa,
He pacillipeHa, BepXHsis MoJiasi BeHa U HellapHasl BeHa He pac-
LIMPEeHbI, KoInyecTBeHHbIe nokasatenu JII' mo BepxHeii rpa-
HUIIE HOPMBI.

DoHokaparorpamMma: TMPU3HAKY TUTIEPTEH3UU B MAJIOM
Kpyre KpoBoOOpallleHUsI U OTHOCUTEIbHON HEI0CTaTOYHOCTH
TpUKycnuaaibHoro kiarnaHa. OproroHanbHast BKI': Hapyiie-
HUME BHYTPIXEIYIOYKOBOTO MPOBEACHUS, TPU3HAKU TUTEP-
Tpohum TTXK.

OxoKTI': npusnaku nunatauuu 11, runeprpodun u nu-
nataruu [12K (Tada. 1). B cs3u ¢ eM, uto KITOC He BbIToN-
Hsutach, ODII ¢ nHranAIMoHHBIM oKcuaoM a3oTa (iNO) BbI-
MOJIHEHa HeWHBa3uBHO Ton KoHTposeM DxoKI ¢ momoxu-
TEJIbHBIM PE3yJTbTaTOM.

C uenplo ycTaHOBJIeHUsI KiMHUYecKoro kiacca JII' BbI-
MOJIHEHBl KOMIIBIOTEPHAsl CIUPOMETPUSI, BEHTWISILIMOHHO-
nepdy3uoHHas CUMHTUTPAadUST JTETKUX, MYJIbTUCIPATbHAS
KT nerkux ¢ KoHTpacTHBIM ycuieHreM, ¥ 3U opraHoB Oproii-
Ho#t monocTtu, Tecthl Ha BUY-uHbekuuo u auddy3Hbie 3a-
0oJieBaHUsI COeIMHUTENBbHOU TKaHU. [laHHbBIX, MOATBEPXKAAI0-
1UX BTOpWYHBbIe NMpuYuHbl JI[, He BBISIBIEHO, YCTAaHOBJIEH
nmuarHo3: UJIT, @K 11 (BO3). CoracHO peKOMEeHAAIUSIM T10
NUarHoctuke W JjieyeHuto JII' GOJIbHBIM € TMOJIOXUTEIbHON
O®II nokasaH ATUTENbHBIN NIPUEM TIPENapaToB M3 TPYIIIIbI
aHTaroHucToB Kanblus (AK) B Beicokux mo3zax. [lanueHTKe
Ha3HaueH HudenunuH 1o 40 Mr/cyT ¢ MoCIeayOIIM o160~
pom 1035 10 80— 120 MT/CyT 1o KOHTPOJIEM apTepuabHOTO
NaBJIeHUsT U BapdapuH IS MOMIePKAHUST MEXKIYHAPOIHOTO
HopMaju3oBaHHoro oTHoieHus (MHQO) Ha ypoBHe 1,5—2,5.

Ha done HazHaueHHOIT Tepanmuy COCTOSTHUE 3HAUUTEIb-
HO YJIy4YIIWIOCh, OBIIIKA TPAKTUYECKU He OecToKOoWIa.
B centsa6pe 2009 r. 60JbHas TOBTOPHO TOCMIUTAIM3UPOBAaHA B
craimoHap. [1py nuHCTpyMeHTaIbHOM OOCIeI0OBaHUU OTPULIA-

9tan 2. Bepudukaumsa
AvarHosa Jir:

o 3KT, BKT, ®KIr

¢ PeHtreHorpadus rpyaHomn
KNneTkun

o 9xoKr, O (3xoKTr) +

¢ KMOC He BbiNnonHeHa

9rtan 4. Ouexka JIT (Tun, ®K):

° AHanu3 KpoBu

* Y3U BHYTPEHHUX OpraHoB
e T6MX

¢ OueHka PK

Puc. 1. AATOpUTM AMAarHOCTM4eCKOro noucka y nauneHtos ¢ Al (Poccuiickne pekomeHAaumm No AMarHoCTuKe u Aeuenmnio Al

2013 r.)

DKI — anekrpokapauorpadusi; BKI' — Bektopkapanorpadust; POI'K — penrrenorpadust opranos rpyaHoit kietku; ODIT — octpast hapma-
Kojornyeckasi mpoba; KITOC — katetepusanus mpasbix otaenoB cepaia; KT — kommbiotepHast Tomorpadust; @K — GyHKIMOHATbHBII
kinacc; Y3U — yabTpasBykoBoe uccienoBanue; T6MX — TecT ¢ 6-MUHYTHO# XOIbOOI.
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O.A. ApxunoBa n coasT.

Tab6anua 1. AanHubie 9xoKI B AMHamuke

Hoxasatens  06.2002  09.2007  12.2008  06.2009  11.2010  09.2011  11.2012  10.2013  02.2014 112015
Ao, cM 2,5 2,5 2,6 2,5 2,6 2,4 2.8 2.8 2,8 2,7
JI, M 2,3 2,4 2,3 2,6 2,9 3,2 2,9 2,9 2.8 3,2
KIAPJIXK, cm 3,9 4,0 3,6 43 4,7 48 5,0 5,0 4.8 4,9
TMXII, cm 0,7 0,7 0,7 0,7 0.8 0,7 0,7 0,7 0,7 0,7
T3CJIK, cum 0.8 0,8 0,8 0,7 0.8 0,7 0,7 0,7 0,7 0,7
S 11, em? 20 20 21 10,8 11,1 10,2 11,0 10 10,5 14
T3P ITK, cm 3,2 3.4 3,8 33 3,2 2,8 2,4 2,4 2,3 2,3
TIIC ITK, e 0,6 0,6 0,6 0,5 0,5 0,5 0,5 0,5 0,5 0,5
CIUIA,

MM PT.CT. 110 86 80 46 48 38 41 40 38 38
Crson JIA, cm 3,3 32 2,9 2,7 2,5 2,6 2,7 2,7 2,4 2,6
TP, crenenb 11 111 1 0—1 I 0—1 I I 0—1 I

JIP, cTeneHs I I I 0 I 0 I I 0—1I 0—1

Tlpumeuanue. Ao — aopta; JITT — neBoe npencepaue; KJP — KoHeuyHbIit auactonnueckuit pazmep; JIZK — neBslii xeaynouek; TMAKIT — ton-
LIMHA MEXKeTy104KoBoit eperoponku; T3C — TonimHa 3aaHeit creHku; [13P — nepeaHesannuit pasmep; TITIC — TonimHa nepeaHeit CTeH-
ku; TP — TpukycnuaanbHas peryprutanus; JIP — nerouHast peryprutarmsi.

Tab6anua 2. Aannubie KIMOC B AMHamuke

TTokazarenb Hopwma 09.2007 12.2008  06.2009
CIJIA, <25 (cpen-
MM DPT.CT. Hee) 48 49 26
CH I111,
MM PT.CT. 2—6 6 1 1
J3J1A,
MM PT.CT. 6—15 4 8 1
SvO,, % 60—80 60 79 74
CB, 1/MuH 4,0—8,0 4.8 4.4 4,9
JICC, nun-c/cm? <240 970 1253 720

TETbHOUW NUHAMUKM He 3aperucTpupoBaHo. [lo maHHBIM
Dx0oKT, CIOJTA cHusuiaock co 110 10 86 MM pT.CT., pazMepbl
KEeJTyIOYKOB cepaua u nuaMmerpa JIA HaXoouiuch B Mpenenax
MOTPEIIHOCTH, CBSI3AHHOI C MPOBEICHUEM MCCAeNIOBaAHUS
(tadn. 1). [MauuenTku Briepsbie BoimoHeHa KITOC: cpenHee
NIaBJIEHUE B JIETOYHOUW apTepuu (Z[J'[Acp) coctaBuiio 48 MM
pT.cT., cpennee nasienue B [1I1 mo BepxHeil rpaHuLie HOPMBI,
napiaeHue 3akanHuBaHus JIA (J13J1A), HachlllieHUE KUCIOPO-
IOM BeHO3HOH KpoBu (SvO,) u cepaeunslii Briopoc (CB) Ha-
XOIWJIUCH B Tpeneiax HOPMBI, JIESTOUHOE COCYINCTOE COTPO-
tusieHue (JICC) moBbiieHo B 4 pasa (Tada. 2). BelmoiaHeHa
O®DITI ¢ iNO: ,HHACP CHU3UJIOCH 00Jjiee yeM Ha 10 MM PT.CT. ¢
abcomoTHBIM 3HaueHreM Huxe 40 MM pT.cT., CB ripu aTom He
cHM3WICS. JlaHHbIe M3MEHEHWS CBUIETEIbCTBOBAI O COXpa-
HEHWHW Yy MallMeHTKX Ba30PEaKTMBHOCTA M OOYCIOBIMBAIN
nponomkennn tepanun AK [2]. Bmecre ¢ Tem B T6MX orme-
YeHO HeOOJIbIIIOe YMEHBIIEHNE TTPOMIEHHOTO PACCTOSTHUS Ha
11 M o cpaBHeHUIo ¢ TecToM OT 2002 r. McxomHO U K KOHILY
TecTa obOpaliiaja BHUMaHWe TeHISHIINS K TaXMKapIUW; ITaiy-
€HTKa OTMeyasa, YTO ee OrpaHMYMBAJIO HE CTOJBKO HapacTa-
HUE OIBIIIKYU, CKOJNBKO TIOSIBIEHME cepaleoueHus. Takum
00pa3oM, HaMU KOHCTAaTUPOBAHBI CHIKeHUE (PYHKIIMOHAb-
Holi croco6HocTH, oBkIeHre @K mo 111 (BO3).
[TanyieHTKe PEKOMEHIOBAHO BBIMOJHEHUE HEMEeIMKa-
MEHTO3HBIX MEpOIpUITUI: M30eratb Uype3MepHoil (pusnmye-
CKOI1 Harpy3ku, KOTopasi IPUBOAUT K TIOSIBJICHUIO KIMHUYe-
CKUX CHMIITOMOB (OJBIIIKA, CepaleOreHre, TOJI0OBOKpYXKe-
HMe, 60U B TPYIHOU KJIETKE U T.1I.); U30eraTh aBUarepeseToB
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W HAXOXJIEHUS B BHICOKOTOPHOU MECTHOCTH; TICUXO3MOIINO-
HaJIbHBIX CTPECCOB; HEOOXOMMMO ITPUMEHEHNEe HalleXKHBIX He-
TOPMOHAJIbHBIX METOJIOB KOHTPALIENIIUU C LIeJbI0 HETOMyIIe-
HUS OepeMEHHOCTU, TTpoBeAeHUEe TTPOMPUIAKTUKI MHPEKIIN-
OHHBIX 3a00JIeBaHU, BKJTI0Uast BaKIIMHAIIAIO TIPOTHUB TPUIIIIA
U MHEBMOKOKKOBOI uHGpekuuu. Hudenunuu sameHeH deno-
IUTTMHOM B 103¢ 15 MT/CyT B HaliexXlle Ha MeHee BhIpaXKeHHOe
BimusiHue Ha YCC, kK Tepanuu no0asieH B-0J0KaTop HeOUBO-
J10J1 (5 MT/CyT) 1 peKOMEHIOBaHO TIPOIOJIKEHME ITpreMa Bap-
dapuna ¢ mognepxkanuem meiaesoro MHO 1,5—2.5.

CrycTst MPUMEPHO TOJI TIOCIe BBIMTMCKHM ITAallMEeHTKa cTajia
OTMeyaTh YBEJIMYEHUE BbIPaKEHHOCTU OJBIIIKM, YTO MPUBO-
JIAJIO K CHYKEHUIO TOJICPAHTHOCTH K (DU3MYECKUM Harpy3Kam.
Bo Bpemst rocrmranuzanuu B nekabpe 2008 r. 1o ITaHHBIM
Ox0KI B cpaBHeHuU ¢ pesyiabratamu oT 2007 r. BbISIBIEHO yBe-
smuenue T3P ITXK, ymenbiienue KJIP JI2K 3a cuet cnaBiuBa-
Hus JIK nunatupoBanHbiM 12K, yBenuyeHre BHIpa)KeHHOCTH
OTHOCHUTEJIBHOU HEIOCTaTOYHOCTH TPUKYCIIMIATLHOTO Kilara-
Ha; HeckoJibko yMeHblmiInchk CHJIA u nuamerp crBosa JIA.
C 1enpto 00BEKTUBU3ALIMU BbISIBCHHBIX M3MEHEHUI OblLia
BoeinosiHeHa KITOC: oTMeueHo CHYXKeHUE B MpeaeiaX HOPMbI
cpenHero nasneHus B [111; Z[J'IACP, SvO, u CB 6€3 KITMHUYECKH
3HAYUMOM TUHAMUKK; oOpaiuai BHuMaHue npupoct JICC Ha
283 mun-c/cm’. CokpateHue rpoiineHHoro B T6MX mytu mo
cpaBHeHuIo ¢ TectoM oT 2007 1. 1ocTUIIO0 36 M.

CoryacHO peKOMEHIAIMSIM TT0 IMarHOCTUKE U JIeYEHUIO
JIT (puc. 2) npu Hanuuuu 3bdeKTa YCKOAb3aHUs AeCTBUS
AK Hamu paccMatpuBajics BOIIPOC Ha3HAUYEeHUS criendpuye-
ckoit st JIAT moHOTEpanuu.

B ror neprion ®I'BY «PK HITK» M3 P® kak onuH u3 151
1IeHTpoB B 39 cTpaHax ObUT BKJIIOUEH B MEXIYHApOIHOE paH-
IOMU3MpPOBaHHOe KImMHMYeckoe wucciaenoBanue (PKMU)
SERAPHIN 1o oneHKe BIUSHUAS MallUTeHTaHa Ha 3a00JieBa-
eMOCTb U cMepTHOCTb OosibHBIX ¢ JIATL [3]. D10 Haubosee
KpynHoe u nponospkuteabHoe PKU, npoBeneHHoOe y nalyeH-
ToB ¢ JIATI 3a mociaenHue roabl ¢ BKIroUeHueM 742 OOIbHBIX 3a
miepuon ¢ mast 2008 r. mo mexadps 2009 T. ¥ ATUTETLHOCTHIO OT
1 rona no 4,5 neT [J1st MepBOro paHIOMU3UPOBAHHOTO OOJILHO-
ro. B oTnuune ot npyrux MccienoBaHuii, B KOTOPbIX OCHOB-
HBIM KPUTEPUEM OLIEHKU («IIEPBUYHOU KOHEUYHOM TOUYKOIi»)
npeumyniectseHHo sBisuicss T6OMX, B SERAPHIN ouennBa-
V1 BpeMsl IO Pa3BUTUsI TIEPBOTO OIIEHWBAEMOTO MCXOMa:
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KAmHU4Yeckuniit CAyyvait ANMTEAbHOM Tepanumn mauuTeHTaHoM y 6oabHoi ¢ AT

NAT ®K 111V (BO3)

Y

HemeanmkameHTO3HbIe MEPONPUSTYS, MeVKaMEHTO3Has Tepanms
(aHTVKOArynsHTbI, AMYPETUKIN, CEPAEYHBIE MMKO3UAbI, KUCOpoA0Tepanus)

O®I npu 3xoKr nnm KNOC

MonoxuntenbHas OTpuuaTensHas
4 OK I (BO3) DK IV (BO3)
AK v
CTabubHbIA KNMHUYECKUIA MpocTarnanamH E, BoseHTaH
appexT nnn mnn
I iNO, > iNO,
mnn mnn
v \ cungeHadun, npocrtarmaHaunH E,
nnn
Ha Her > 603eHTaH
¢ Kom6uHupoBaHHast
Tepanus
AnntenbHas Tepanusa AK
Y
MpencepaeyHasn

Puc. 2. AAroputm Aeudenus 60AbHbIX ¢ AAT @K IHI—IV (BO3).

CMEpPTb WY MPEICePaHAsT CETITOCTOMUS WJIM TPAHCTUTAHTALIUS
JIETKUX, WIN TOTPeOHOCTh B HA3HAYEHWW IPOCTAHOUIOB
(BHYTPUBEHHO WJIV TTOIKOXHO), WM KIMHUIECKOE yXYIIIIIe-
HUE B BUJIe MOTPEOHOCTU Ha3HAYEHUS IPYroro creuudpuye-
ckoro 1s1 JIAT nipenapara, uiy noTpeOHOCTDb B IPUMEHEHU N
INYPETUKOB BHYTPUBEHHO.

KputepusiMu BKITIOUEHUST CITyKWJIM BO3pAacT OOJBHBIX
crapuie 12 ner, Haauuve BepU(ULIUPOBAHHOIO, BKIIIOYAsI
KITOC, nnarnosa JIAT: UJIT; nacnenyemoii JIAT; JIAT, nH-
IYIMPOBAHHOU MPUEMOM JIeKapCTBEHHBIX Tiperapatos; JIATL,
acCOIMUPOBaHHOM ¢ Muddy3HBIMU 3a00JIEBAaHUSIMU COEIM-
HuUTesbHOU TKaHu, BUY-undbeximeit wim pazpusuieiics mo-
cJie XUpypruyeckoi KOppeKLUMK BPOKIEHHOTO MOpoKa cepi-
1a (CUCTeMHO-JIETOUYHbIN MIYHT). [TaluMeHThl TOKHBI ObLIN
mpoxoauTth paccrosHue B TOMX >50 m u umets ®K I1—IV
(BO3). ConyrcTByiomasi Teparusl Iipeirojarajia IpueM B
CTaOMJILHOM J103€ Ha MPOTSKEHUU He MeHee 3 Mec J10 BKITIoYe-
HUS TpernapaToB U3 TPYIIT MHTMOMTOPOB (hochonnacTepasbl
5-TO THUTIA WIK TPOCTAHOUIOB (MHTATSIIIUOHHBIE W TIEPOPATh-
Hele dopmbl), AK, a Takxke L-aprunuH. [laimeHTsl ObLIU
PaHIOMU3UPOBAHBI B COOTHOLIEHUM 1:1:1 w1s mosyyeHus: ma-
muteHTaHa 3 Mr (n=250) unu 10 mMr (n=242), wim 1aanebo
(n=250) 1 pa3 B cytku. B paMKkax rmomuccienoBaHus y psiga
OOJIBHBIX Yyepe3 6 Mec OT Hauasia JIeYeHUs! TIPOBOAMIIACH T10-
BTOpPHAsl KaTeTepr3allysl MPaBbIX OTAEIOB cepalia. JluHaMuye-
CcKOe HaOmoeHne 3a 00JIbHBIMU Ha (hOHE Tepanuu MaluTeH-
TAaHOM WJIN TUTAe00 OCYIIECTBIISLIOCHh IO PA3BUTHUS «ITEPBUI-
HOI KOHEYHOU TOYKW», MOCJe Yero mauueHThl ¢ HedaTaab-
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centoctomusa
nnn
TPaHCNNaHTauusa nerknx

HbIM KJIMHUYECKUM YXYIILIEHUEM 3aBeplliaiv yyacTue B 1BOM-
HOM CJICTIOM MCCJIEOBAaHUM M BKJIIOYAJIMCh B OTKPHITOE Ha-
OroleHre ¢ TIpUeMOM MalMTeHTaHa B no3e 10 mr. boinbHbIe
0e3 MPU3HAKOB KIIMHWYECKOTO YXYIIICHUS TTPOIOJIKAIN Ha-
OsroaThCsl B paMKax JBOMHOIO CJIeNoro uccienoBaHus. Bee
ciyyan kKiauHudeckoro yxyameHusi JIAIT paccmaTpuBanuch
LIEHTPAJbHBIM OLIEHOYHBIM KOMUTETOM JJIsS pELIEHMST BOIIPO-
ca o repeBojIe OOIBHBIX B OTKPHITOE HAOTIOACHIE Y BKITFOUAIN
COBOKYITHOCTb 3 KPUTEPUEB. yMEHbIIEHWE MPONIECHHOTO B
T6MX paccrosiHust Ha 15% u GoJjiee MO CpaBHEHUIO C MCXOM-
HBIM + yXyallIeHue KIMHuYeckoit cumntomaTuku JIAI (yBe-
ymueHne MK, mosgsieHue npusHakoB gekommeHcamuu 1K)
+ MoTpeOHOCTh B JOMIOJIHUTEJIBHOM Tepanuu.

[TanyeHTKa COOTBETCTBOBAIA KPUTEPHUSIM BKIIOYEHUS U,
YUUTBHIBAsI CJIOKHOCTHU JIEKAPCTBEHHOTO 00ECIIeYeHMSI 10 Me-
CTYy KUTEJIbCTBA, Jasia cornacue Ha yyactue B PKW. B nonosn-
HEHUE K NMoJA00paHHOI paHee Teparuu e Obl1 Ha3HAUYeH, KakK
CTajio SICHO BMOCAEACTBUM, MaliMTeHTaH (10 mr/cyT.).

Bo Bpemst mpedbiBaHuUs B cTanioHape B utoHe 2009 r. rma-
LIMEHTKA OTMETUJIAa YMEHBIIIEHNE BBIPa)KEHHOCTU OIBIIIKU 1
YBEeJMYEHUE TOJIEPAaHTHOCTU K (pusmyeckum Harpyskam. 1o
naHHbIM OX0KI KoHCTaTUpOBaHa MOJOXUTEIbHAS TMHAMUKA
B BUJIE YMEHBIIIEHUS BIPAXXEHHOCTU TUMEPTPOGUM 1 TuaTa-
muu [1K, CIJIA, nnametpa ctBona JIA; HoOpMaau3aiuu Imio-
manu [T u pazmepa JIK (cm. tada. 1).

B xone PKU nipoBoauiack olieHKa ypoBHsT N-KOHLIEBOTO
MpealiecTBeHHUKa HaTpuitypetndeckoro nentuna (NT-
proBNP). McxomHo oH okasayicsi TIOBbIIIeH g0 780 1r/mu,
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Puc. 3. Pesyabtatbl TOMX B AMHaMuKe.
MNepemeHHble Hu3KKii puck < 5% I'Ipomem;;r ::;:’m pucK BbICOKMIA puck > 10%
KnnHuyeckne npusHaku
HepocTatodHoctu MK Her Her Aa
Mporpeccuposakus Her HusKaa ckopocTb BbicOKana cKopocTb
s3abonesBaHmAa
CuHKone Her Peakue MNMoeTopawuwmecs
@K (BO3) I-1l 1 v
T6MX, m > 440 165 — 440 <165

KapanonynbmoHanbHbIi
Harpy3oyHbliA Tect

Makc. notpebnenue 0,
> 15 mn/kr/muH;
BEHTUNALMOHHDBINA
IKBUBANEHT
Aana CO,< 36

Makc. notpebnenune O, 11-
15 ma/kr/muH;
BEHTU/IALMOHHbBIN
3KBMBANEHT ANA AMOKCHAA
yrnepoga 35-44,9

Makc. notpebnenune
0, < 11 mn/kr/muH;
BEHTUNALMOHHDBIN
3KBUBANEHT ANA AMOKCMAA
yrnepopga > 45

YposeHb BNP /

BNP < 50 Hr/n

BNP 50—300 ur/n

BNP > 300 Hr/n

NT-proBNP NT-proBNP < 300 Hr/n | NT-proBNP 300-1400 ur/n| NT-proBNP > 1400 Hr/n
MHCTpPYMeHTanbHble SN <18 cm%; S MM 18—26 cm%; S MM > 26 cm?;
meToabl BbInoT — Her BbInoT — HeT/MUHUM. Bbinor — ecTb
4NN <8 mm pr.cr.; A NN 8-14 mm pr.ct.; A NN > 14 mm pr.cT.;
:Zl::?;::l:uuecune CH 2 2,5 n/mun/m%; CH 2,0-2,4 n/muu/m?%; CU < 2,0 n/mun/m?;
5,0, > 65% $,0, 60-65% 5,0, < 60%

Puc. 4. OueHka pucKa A€TaAbHOIO MCX0AA 3a OAMKalimii roa y 60AbHbIX € AAT.

cIycTs 2 Mec CHU3WIICS B 2 pasa, a ¢ MapTa 2011 r. HaxoauTcst
B TIpe/iesiaX HOPMBI.

[MauueHTKa NpUHSsIIA yyacTue B MOIMUCCIIENOBAHUM C 1ie-
JIBIO OLIEHKU MTapaMeTPOB 1LIEHTpaIbHOI reMoauHaMuku. Cry-
cts1 6 Mec tepanuu o gaHHbIM KITOC 3aperncrpupoBaHO
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CHIUXKECHUE Z[.J'IACp MPaKTUYECKU 10 HOPMBI, 3HAUYMTEIbHOE
ymenbienne JICC (cm. Tadu. 2).

I1pu oueHke (PYHKLIMOHAIBHOM CITOCOOHOCTH OTMEUYEHO
cakenne OK JIT mo I (BO3). IIpupoct paccTosiHus, Poii-
neHHoro B TOMX, coctaBui 114 M, Ipy 3TOM BBIPaXKEHHOCTD
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KAmHU4YeCcKnit CAyydait ANMTEAbHOM Tepanumn maunTeHTaHoM y 6oabHoi ¢ AT

oablky 1o bopry ymenbimiace ¢ 5 1o 3 6ayios. B nienom B
PKM B rpyne naiueHToB, MojyJyamonmx MauuteHTad 10 mr,
cryctst 6 Mec OTMedasicst IPUPOCT MPOMIEHHOIO PaCCTOSIHUS
Ha 22 M 110 CpaBHEHMIO C TAKOBBIM B rpyIire Iianebo, y 22%
causmics @K (BO3). «[lepBruHast KOHEYHAasI TOUKa» JOCTUT-
HyTa 1umb 'y 31,4%.

Tepanus MalIMTEHTAHOM Y MALIMEHTKU Oblj1a 0€30IacHOM
M XOPOIIIO TIEPEHOCHIACh, OTCYTCTBOBAIN MOOOUHbBIC 3 (heK-
ThI, HAaN0OoJIee YaCTBIMK M3 KOTOPBIX SIBJISTIOTCS Ha30(DapuHTUT
(14%) v ronoBHast 60116 (13,5%). YpoBeHb TeMOTIIOOMHA U TTe-
YEeHOYHBIX TPaHCAMUHA3 HaXOAWICS B Mpeesiax HOPMBI.

B nanbHeieM mamyeHTKa eXeromaHo o0cienoBaiach B
kmHuKe. JlaHabie DXoKI' 1eMOHCTpUPYIOT CTOMKUIA KITMHU-
yeckuii apdeKT Tepanuu, Bce nokaszaTesd HaxonsTcs B Ipe-
Jieaax HOPMbI, 3a MCKJIIOYEHMEM HEOOJIBIIOrO MOBBIIICHUS
CJIJIA. B T6MX manmeHTKa 1eMOHCTPHUPOBaIa BBICOKYIO TO-
JIEPAHTHOCTb K (DM3MUECKUM Harpy3kKaM, COOTBETCTBYIOIIYIO
BO3MOXHOCTSIM 3[0POBOTO YeIoBeKa (puc. 3).

CornacHo nocienHuM EBponelickuM peKoMeHIalusM
no auarHoctuke u jedeHuto JII' (2015 r.) TakTuKa BeaeHUs
MalMeHTOB OIpeaeliIeTCs Ha OCHOBAaHMU OLICHKU pHCKa Jie-
TaJbHOTO McXona 3a omkaummuii ron (puc. 4) [4]. [Ipu no-
CTVDKCHUH IIeJiel Tepaluu, 3aKJII0YeHHBIX B JIEBOM CTOJIOIIE,
PUCK JIETAJIbHOI'O UCXO/a COCTaBjIsieT MeHee 5%. Y malueHT-
KM Ha MOMEHT ITOCJIeIHETO BU3UTa B HOSIOpe 2015 I. HeT Kitn-
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HUYECKUX MPU3HAKOB TIPOTPECCUPOBAHUS 3a00IeBaHUsI, He-
IOCTAaTOYHOCTU KPOBOOOPAIIEHMSI, CUHKOITATbHBIX COCTOSI-
HUi, paccTtossHrue B T6MX cocraBisier 6omee 440 m, ®K 1
(BO3), yposenb NT-proBNP menee 300 rir/mu1, mpu cnupo-
BeJloaproMeTpun B deBpanie 2015 r. MakCUMalbHOE TTOTpe-
OiieHue Kucioponaa 6ojee 15 MII/Kr/MUH, BEHTWISSIUOHHBIN
SKBMBAJICHT JUISI OKcuaa ymiepona MeHee 36. [1o maHHBIM
DxoKT, miomans ITIT menee 18 ¢cM?, BBIITOTA B ITOJIOCTH TIe-
pukapaa Het; KITOC yxe B utone 2009 r. mponeMoOHCTPUPO-
Basia naBieHue B I1I1 meHee 8§ MM PT.CT., cepleuHbIi UHAEKC
6osee 2,5 1/MUH/M?, HACBIILIEHKE KUCIOPOAOM KpoBu u3 JIA
6onee 65%.

Taxum obpa3om, y naiuMeHTK Ha POHe ITUTENIbHOU Te-
panuy MauTeHTaHoM 10 MT/cyT TOCTUTHYTHI U B TeueHUe 8
JIET COXPaHSIIOTCSl MPU3HAKU OJAronpuUsiTHOTO MPOTHO3a, YTO
000CHOBBIBAET MPOAOKEHNE BHIOPAHHOM TAKTUKY JICUSHUST C
MOCJICIYIOIIMM KOHTPOJIEM CITYCTsI Kaxkble 6—12 Mec win B
clyJyae KIMHUYECKOTO yXyIIIeHUS.

JlaHHBIN KIMHAYECKUI CTyYaii HaIJISIAHO I€MOHCTPUPY-
€T BO3MOXHOCTH HOBOTO HeceleKTuBHOro APD marurenTa-
Ha 2(h(GEKTUBHO BIMITH HA KIMHUYECKU, TeMOIMHAMUYE-
CKUM M (DYHKUMOHAJIBbHBIMA CTATyC TMAallMEHTOB, 3aMelJIsITh
MporpeccupoBaHue 3a00JeBaHUs U CHUXATb CMEPTHOCTD,
YTO OTKPBIBAET LIMPOKNE BO3MOXHOCTH €ro KIMHUYECKOTO
TIPUMEHEHUSI.
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