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MauneHTKe ¢ AWMArHO30M NEeroYHON apTepuanbHOR runepTeH-
3uu (J1AT), accounmMpOBaHHOM C BPOXXAEHHBIM MOPOKOM CepAua
(DedhekToM MeX>Kenyao4KoBOM Neperoposku), CUHLPOMOM Jil-
3eHMeHrepa 6bina Hadara JIAl-cneuudunyeckas Tepanns aHTaro-
HUCTOM peLenTopoB aHoTennHa (APJ) — 603eHTaHOM. Ha choHe
NeYeHNs COCTOSHUE 6ONbHOI 0CTaBanoCh CTabuNbHbIM, 0JHAKO
KO BTOPOMY rofy Tepanuu OTMe4anacb OTpuuaTenbHas [uHa-
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MWKA B BI/E YCUNEHUA OfbILLIKA U CHUKEHUS TONEPAHTHOCTM K
(U3MYECKMM Harpy3kam W YBENUYEHUS NPaBbIX OTAENOB Cepf-
La. Tepanus 6036HTaHOM 3aMeHeHa Ha MauuTeHTaH. Yepes rog
MoC/e CMEHbI Tepanui OTMEYEHO YNYYLLIEHNE (DYHKLMOHANLHOIO
cTaryca. Kpome Toro, Ha (DOHe Tepanuu MaLuTeHTaHOM GOMbHOI
6bIN0 YCNELIHO NPOW3BEASHO MMHEKONOr1YecKoe onepaTuBHOE
BMELLIATENbCTBO C 06LLEA aHeCTe3nei.
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NeroyHas aptepuanbHas runepteHaus (J1Al), accouumpoBaH-
Has ¢ BpOXAeHHbIMKU nopokamu cepaua (BMC) (JTAM-BMC) ¢ Ha-
NNYMEM BHYTPUCEPAEYHBIX UK BHECEPAEYHBIX LUYHTOB ABASETCS
CNeACTBMEM MOCTOSAHHOM Meperpy3kn MOBbILIEHHbIM 06bLEMOM
Manoro Kpyra KpoBoo6paLLeH1s 1 NOBbILLEHUS NIEre4HOro Cocyau-

croro conpotusnenusa (JICC) [1]. HecMoTps Ha CXOACTBO C TOYKM
3PEHNS TUCTONOMMYECKOro nopaxkeHus nerkux, JIAC-BIC 3ameTHO
oTnmyaetcs ot apyrux dopm JIAT. CornacHo pekomengauusam Es-
poneiickoro O6LuecTBa Kapanmonoros no AWarHOCTUKE U NEYEHUHO
JIM 2015 ropa, B KIMHWUYECKOI Knaccuukauum BolAeNatoT YeTbipe
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KITMHUWNYECKIWI CITYHAN: SBAMEHA EO3EHTAHA HA MALJUTEHTAH P JIAM-BricC U

CUHOPOME SUV3EHMEHIEPA

Ta6nuua 1. lMoka3aHus K NPUMEHEHNI0: 603EHTaH VS MALMTEHTaH

bo3eHTan

ONs NIe4eHNs NeroqHomn apTepuanbHon runepteHsun Il-IV ®K (BO3)
C LIEMbI0 YNyHLLIEHNS TONEPAHTHOCTU K (OM3NYECKNM Harpy3kam i
KIMHUYECKNX CUMMTOMOB Yy B3POCIIbIX 1 AETeil cTapLue 2 net

- WNT/hacnepyemas;

- JIAT, accoLunpoBaHHas ¢ CUCTEMHON CKNepoaepMueit npu oT-
CYTCTBUM 3HAYMMOr0 UHTEPCTULNANIBHOMO MOPAKEHWS NErKuX;

- JIAT, accounnpoBaHHas ¢ BPOXLEHHbIMU NMOpPOKaMu cepl-
11, B YaCTHOCTU, PN CUHAPOME J1i3eHMeHrepa.

0CHOBHble rpynnbl JIAT-BIC: 1) cuHapom dinseHmenrepa, 2) J1AT,
accouMMpoBaHHas C MpPeUMYyLLeCTBEHHO CUCTEMHO-NEro4HbIMN
wyHTamu, 3) JTAI npu manblix, cny4anHbix gedekrax, 4) JTAI nocne
XUPYPrnyeckon KoppekLum nopokos [2].

Oco6oit chopmoii JIAT-BIMNC saBnsaetcs cuHAPOM ON3EHMEHre-
pa, KOTOPbIA XapakTepu3yeTcs Ha4YasibHbIM CUCTEMHO-JIEr04HbIM
LUYHTOM, NpuBOAAWMM K nporpeccupoBanuto JIAT, pesepcuu
WM ABYHANPABMEHHOMY LUYHTUPOBAHMIO KPOBU M Pa3BUTHMIO Lin-
aHo3a. [laumeHTbl C CMHAPOMOM JM3eHMEeHrepa UMetT APKYH
CUMNTOMATUKY C HU3KUM Ka4eCTBOM XXU3HN U TSHXKENbIMU OYHK-
LMOHANbHLIMK OrpaHnyeHnamMin. Kpome Toro, KNMHUYecKas Kap-
TWHA NOMUMO LIEHTPATbHOr0 LaHo3a, OfbIWKKM, YTOMISEMOCTH,
MOXXET BKJI04aTb KPOBOXapKaHbe, CUHKOMNANbHble COCTOAHMA W
NPOSB/IEHNA NPABOXENYA04KOBOI CepAeYHON HeJ0CTaTOYHOCTH.
CHWKeHWe HaCbILLeHUs apTepuanbHOM KPOBK KUCIIOPOAOM Npu-
BOAWUT K HapyLUEHWUIO remocTasa, TPOMOOLMUTONEHUN, B CBA3N C
4eM NauyeHTbl HAXOAATCA B 30HE PUCKA Pa3BUTMS, KaK KPOBOTE-
YeHns, Tak 1 Tpom6o3a [3]. OfHAKO, HECMOTPS HA BblpaXKEHHbIE
KMWUHWNYECKIE MPOSBMEHUS, CHUKAIOLLME Ka4eCTBO XKU3HN, BbDKN-
BaeMOCTb MaUMEeHTOB C CUHAPOMOM JN3eHMeHrepa pPasnuTenbHo
BbILLE M0 CPaBHEHWO ¢ 60NbHbIMK nanonatudeckon JIAL (UIT).
Tak, 5-neTHAs BbDKUBAEMOCTb NPU CUHAPOME 31i3eHMeEHrepa co-
ctasnset 6onee 80%, TOraa Kak 3-neTHAS BbDKMBAEMOCTb Npw
W cocTasnser 20-30% [4].

Mocne ycnewHOro 3aBepLUeHns PaHAOMU3MPOBAHHOIO, [BOA-
HOro  CNnenoro, nnaue6o-KOHTPONIMPYEMOro  UCCe0BaHNS
BREATHE-5 603eHTaH, Kak npefCTaBUTe/b KNacca aHTaroHWUCTOB
peLenTopoBs aHAoTenuHa (APJ), 6b1n 0406peH ans Tepanuu JAT-
BMNC n cuHapoma 3inzeHmenrepa [5]. Y 54 60nbHbIX K 16 Hepene
Tepanum 603eHTaH NPUBOANN K JOCTOBEPHOMY CHUXKEHMIO J1eroy-
HOr0 COCYANCTOro CONPOTUBNEHUSA, NPUPOCTY ANCTAHLMMN B TeCTe
6-MuHyTHOM X0Ab66b1 (TBMX).

B 2015 r. B Hawei cTpaHe NOSABUNCS HOBbIA JBOAHOM aHTaro-
HUCT 3T-1 MauUMTEHTaH, KOTOPbIN ObIN CO3AaH C LiENblo ONTUMN-
3aumn TKaHeBbIX 3h(PeKTOB npenapara 3a CHeT MNOBbILLEHNA Nin-
nocuneHocTm [6] (Tabn. 1).

B HacTosiLiee Bpems NPOXOAAT AKNUHUYECKNE UCCNEA0BAHNSA C
LLeNblo OnpefesneHns KIMHNYecKon 3peKTUBHOCTY MaLuUTeHTaHa
npu CUHAPOMe Jn3eHMeHrepa. Kpome TOro, MHTEHCUBHO Hakansu-
BAIOTCA KNUHUYECKME [JaHHbIe B MOJb3Y CTpATernu nepexknoHeHus
APQ3 — 3ameHbl 603eHTaHa UK aMbpU3eHTaHa Ha MALMTEHTaH y na-
umeHToB ¢ JIAT. Xots B EBponenckux Pekomengaumsax 2015 roaa
3TOT BOMPOC HE PAcCMaTPUBAETCS, KaK He MMEOLMA 06LLIKPHON
JOKasareNibHoit 6a3bl. PoccuiiCkummn akcnepTamu paspaboTaHbl

MauuteHTtan

NS AnuTesibHoro sieveHus JIAT B BUAe MOHOTEpanuu Uin B co-
CTaBe KOMOMHWPOBAHHOM Tepanum y B3POCAbIX NALMEHTOB

¢ OK Il mnu Il ans npeaoTBpaLLeHus nporpeccupoBaqus JTAT
(cmepTb Unn NOTPE6HOCTL B HA3HA4EHWN B/B UMK N/K Npo-
CTaHOMJO0B, MW TPAHCMNAHTALMSA NIETKNX, UK NpefcepaHas
CenToCTOMMS UK SPYroe KNUHUYeckoe yxyaLeHue JIAT)

- mauonatmyeckas n HacneacteeHHas JIAT,
- JIAT, accounmnpoBaHHas ¢ 3a60/1eBaHNAMMN COEAUHUTENBHO TKaHW,

- J1AT, accoummpoBaHHas ¢ KOppUrnpoBaHHbIM NPo-
CTbIM BPOXJEHHbIM NOPOKOM CepALa.

Tabnuua 2. Bo3MOXHOCTH ONTUMMU3ALMKN TEpaNUK
APJ: 603eHTaH/ambpn3eHTaH — MaLMTEHTaH

1. YuutbiBath npothunb NEKAPCTBEHHLIX B3aUMOfEHCTBUIA
(PO3EHTAH + CUNAEHA®WI)

3amMeHa Ha MallMTeHTaH )XenaTefbHa Yy NalXeHTOB, NPUHU-
MatoLLx 603eHTaH 1 CUNAeHatun, B CBA3MN C YCTaHOBMNEHHbIM
MEXMeKapCTBEHHbIM B3aMMOJENCTBUEM — W3MEHEHWNEM (hap-
MaKOKWHETUKM W, COOTBETCTBEHHO, KOHLIEHTpALWUKU CUNAeHa-
cbuna npu COBMECTHOM MPUMEHEHNI C 603EHTAHOM.

2. 3amMeHa Ha MaUWTEHTaH XxenaTenbHa y NauneHToB, NPUHK-
MatoLiux 603eHTaH M BapthapuH, KOTOPLIA LOCTATOYHO 4acTo
NPUMEHSIETCA B KA4eCTBE CUMNTOMATUHECKON Tepanum y 60s1b-
HbIX ¢ JIAT n TpebyeT TwarensHoro koHTpons MHO.

[Mpn npueme 603eHTaHa CHUXKAeTCA 30(DEKTUBHOCTL FOPMO-
HanbHbIX KOHTPALENTUBOB, 4YTO TPEOYET NPUMEHEHMS ABOMHON
KOHTpaLenLum y XXeHLIMH 1eTopoAHoro Bo3pacrta. MauuteHtaH
He BNUAET HA (PapMaKOKWMHETMKY BapdapuHa 1 nepopanbHbIX
KOHTpaLenTUBOB.

3. MaumeHTol ¢ JIAT, accoLMMpOBaHHONW C CUCTEMHON CKne-
poaepmuen, UMeLLe HaUXyOLWmniA NPOrHo3 cpeay BCex 3Tu-
onorui JIAT. Takue npenaparbl, KaK MaUWTEHTaH W puoLuryar,
[0Ka3aBLUWe CBOK 3(PMEKTUBHOCTL B OTHOLLEHUW JONTOCPOY-
HbIX MCXOA0B B PaHAOMM3MPOBAHHbIX KIIMHUYECKNX UCCNEm0-
BaHuWsX, NPeAN0XeHO Ha3blBaTh Npenaparamu 2 NoKoneHus (B
OTNMYKe OT npenapartoB 1ro NMokoneHus — 603eHTaHa U Cun-
AeHachuna, BNUAILLMX, B 0CHOBHOM, Ha cumnTomatuky JIAT).

4. Mauuentam, ¢ Bnepsbie BbiiBNEHHOW JIAT u He nony-
yasluum panee JIAT-cneynd)M4eckyo Tepanuio, cieayer pac-
CMaTpMBaTb MaUMTEHTAH Kak npenapar nepsoro Bbl6opa: oH
MMeeT Haunyyline nokasaresnm aDEKTUBHOCTU (BIUSHUE Ha
NPOrHO3 — PUCK M YaCTOTYy roCnuUTaNU3aunii, pUck CO6bITUNA
3a6011€BaEMOCTI N CMEPTHOCTU), NYYLUNA NPOPUIb Mexne-
KapCTBEHHbIX B3aUMOLENCTBUN U NEPEHOCUMOCTH, a TAKXE [0-
Ka3aHHOe MOJIOXKMTESIbHOE BAUSHWE HA KAa4eCTBO XXM3HU 3TUX
TSKESbIX 60/bHBIX.

5. MMpuopuTeT MauuTEHTaHa NpU NPU3HAKaX HapyLeHWi
thyHKUUKM Nevenu y 6onbHbIX JIAT.

lMauueHTsl, Y KOTOPbIX HA (DOHe Tepanuu 603eHTAHOM OT-
MEYaeTcs MK paHee OTMEYanoCb MOBbILIEHUE TPaHCaMUHa3,
a TaKXXe Npu OTCYTCTBUM BO3MOXXHOCTM NPOBEAEHMS NEYeHOY-
HbIX NPO6.
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npasuna no oNTUMNU3aLUK Tepanuu ONPeeneHbl KaTeropuy nawu-
EHTOB, HYXJAoLLMXCA B NOJOOHON TakTuke (Tabn. 2) [7].

B kayecTBe npumepa, UNNIOCTPMPYIOLLEr0 BO3MOXXHOCTb 1 ad)-
(peKTMBHOCTb Nnepexoda C Tepanuyt 603eHTaHOM HAa MaLUTEHTaH
NPpU HEJOCTUXKEHMN LieNeil NeveHns, NPpeacTaBnsaem KNuHNYeCcKui
cnyyaii naumeHTku ¢ BIC, cuHapomom 3ii3eHMeHrepa.

bonbHas b., 1976 roma poxpenus, Habnwopaerca B OIBY
«HMWL, kapgamonorun» M3 Poccun MHCTUTYTA KIMHWYECKOI Kap-
avonorun um. AJ1. MacHukosa ¢ aekabps 2014 roga. 113 aHamHe-
32 XKM3HU 1 3260MeBaHNA U3BECTHO, 4TO B BO3pacTe 1,5 neT 6bin
BbISIBJIEH BPOXXJEHHbIN NOPOK CepALa — AeEKT MeXOKenya04Ko-
BOW neperopofkun. OT NPeAN0XKEHHOI XUPYPrnyeckon KoppekLnm
nopokKa B BO3PacTe 2 NeT poanTenu oTkasannc. G aeTcTBa nauu-
eHTKA 0TMeYaeT OfbILIKY NPU Harpyskax, B CBA3W C 4eM LUKOIY
noceLyana HeperynspHo, oTcTasana B pU3n4eckom passutum ot
CBEPCTHUKOB. [1OCTENEHHO CHUXANAach TOMEPAHTHOCTb K (hu3u-
4ECKMM Harpy3kam, nosiBUCS LMaHO3 BUAUMbIX CAn3ucTbix. Go
CNnoB naumeHTku, B Bospacte 10-12 net gnarHoctmposaHa BbICO-
Kas NneroyHas runepTeH3us, CUHAPOM Ji3eHMeHrepa. Ha coHe
OTCYTCTBUS C MOMEHTA BbISIBNEHUS NEro4Homn runepteHsum JIAT-
cneunu4ecKoin Tepanuu COCTOAHUE NALUEHTKM NPOrpeccuBHO
YXy[LUanocb, Nepuou4ecku CTanm BO3HUKATb 3MU30M4bl KPOBO-
XapKaHbs, YCUIIMBANCA aKPOLMAHO3, HapacTana ofbllka npu u-
314ECKNX Harpy3kax.

Mo paHHbIM 3x0-KI o1 2009 rofa, pa3mep aedekra MXKI co-
cTasun o1 2.5 ¢M A0 3.3 cM, BU3yanu3npoBancs AByHanpasieH-
HbI COPOC, BbICOKas nero4Has runepteH3ns (COJIA — 80 mm pr.
CT.) (cMHApom Oi3eHMeHrepa), pacliMpeHne npaBbiX OTAENOB
cepaua, runepTpona npasoro Xenyno4dka, NpU3Hakum CTeHO3U-
POBaHUA BbIXOAHOMO TpakTa XK nerkoi creneHu.

B CBA3M C peskum yXy[dlleHWeMm COCTOSIHWA B BUAE 3HA4YU-
TEIbHOr0 CHWKEHWNS TONEPAHTHOCTU K (OM3MYECKUM Harpyskam,
NOABNEHUS 3arpyAuHHbIX 60Nei, 3nNu304bl Y4YallleHHOro cepp-
Le6ueHNs, OTEKOB HMXHUX KOHEYHOCTEH, NPECUMHKONAIbHbIX
coctosHuit B 2014 rogy Bnepsble rocnutanusuposada B HMUL,
Kapamonoruu.
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PucyHok 1. InekTpokapavorpamma naumentku b. (2014 rop)

Mpn 06bEKTMBHOM OCMOTpe 60NbHOIM COCTOSIHWE CpeaHen
TSDKECTW, WHAEKC Macchl Tena=23kr/m2. AKpOLMaHO3, LMaHO3
KOXHbIX MOKPOBOB AUCTaNbHbIX (hanaHr BEPXHUX U HUKHUX KO-
He4HocTel, nofbopoaka. [luctansHole hanaHru nansUes B Bue
"6apabaHHbIX Nanoyex’, HOrTM NO TUMy "4acoBbiX CTeKon". B nér-
KX [blXaHWe NpPoBOLMIOCH BO BCE OTZESbl, C XECTKUM OTTEH-
kom, YO — 18 B MuHyTy. [pn ayckynbTauum TOHLI CEpALA ACHbIE,
PUTM NPaBWNbHbIN; aKLeHT Il ToHa Hapf neroYHoi apTepuei. Bol-
CNyLUMBaNCs rpyoblil CUCTONUYECKUIA LLIYM HAL BCEMU TOYKaMW
aycKynbTauum, ¢ 3NULEHTPOM BAOMb N1EBOr0 Kpas rpyanHbl. ALl
130/80 mm pT. cT., HCC 90 B MuHYTY. XKUBOT Npu Nanbnaumm Mar-
K1il, 66360Me3HEHHDIIA. e4eHb He yBennyeHa. CUMNTOM nokona-
41BaAHWSA N0 NOACHUYHON 06/1aCTW OTPULLATENbHBIA. MaCTO3HOCTL
rOSIeHel 1 cTorn.

Mo paHHbIM anekTpokapamorpadun (IKI) putM CUHYCOBLIA,
YCC 77 yn/MuH., M3MeHeHne NpefcepAHOro KOMNOHeHTa ¢ Npu-
3Hakamu P-pulmonale, 0TKNOHeHWe 3NeKTPUYECKON 0CU cepaua
BNeBO. briokaza npaBoii HOXKW U NepefHe-BepXHeil BETBI NeBON
HOXKW. [pU3HAKM U3MEHEHN MUOKapaa BCNeLCTBUE rUnepTpo-
(bum NpaBoro »enynouka, NPU3HaKM KOMOUHUPOBAHHON runep-
TPOHUU Xenyao4kos (puc. 1).

Mo pesynbTatam pPeHTreHorpacpun OpraHoB rpyaHON KIeTKu:
nérkue 663 MHMUILTPATUBHLIX U3MEHEHWIA. J1ero4YHbIA PUCYHOK
YCUIEH 32 CYET COCYANCTOr0 KOMMOHEHTa. BbifBNeHbI NpU3HaKK
JIAT: nosbiwweHmne Koadpuumenta Mypa 1o 28%, koadhdmunerTa
Jlionun — 0o 33%. KopHu NETKNX He pacLuMpeHbl, WIPUHA Npaso-
ro kopHs 16 mm. KapauotopakanbHblit uHaekc (KTU) — 51%. 3a-
KNYeHne: yBennyeHne npasbix 0TAEN0B cepAua. ApTepuanbHas
nerovHas runepteHsus (runosonemus). Mo ganHsim IXoKI nog-
TBepxaeH BIC: 60nblwoi nogaoptanbHbid AMXKIT (¢ AByHanpas-
NeHHbIM COPOCOM KPOBMU), AEKCTPANO3ULMA a0PTbl, TUNepTpocus
NPaBoro enyfoyka, CTeH03 NEro4HON apTepui (KnanaHHbIN),
nérkas CTeneHb, BbICOKAA apTepuanbHas nérovHas runepreH3us
(cunppom dinseHmeHrepa). BobisieneHa runeptpodms mMuokapaa
MK (TonwwmHa nepegHen CTeHKN npasoro xenygoyka (TMCMK) —
1,3 ™), pacyeTHOe CUCTONIMYECKOE [jaBIIeHne Nero4Hon apTepum
(CLJTA) coctasuno 100 mm pT. cT. Mpn oueHKe YHKLMN BHELL-
HEro [bIXaHUs NatosfiorMu He BbISBIIEHO, XU3HEHHAs EMKOCTb
Nerkux v nokasatenu BEHTUNALUU ObINU B NPefeniax BO3pacTHOM
HOPMbI. [10 JaHHBIM BEHTUNALMOHHO-NEPCY3NOHHON CLUUHTUPA-
(bum nerkux — JaHHbIX 3a OCTPYH TPOMBO3IMO0NNIO B CUCTEMY fe-
rOYHOI apTepum He nonyyeHo. NpusHaku cépoca KpoBM U3 Mano-
ro Kpyra kposoo6patieHus B 60nbwoi. Mo gaHHbim MPT cepaua
— [eeKT MeX>Kenya04K0BOI NeperopojKu ¢ ABYHaNPaBIeHHbIM
c6pPOCOM, COOTHOLLIEHUE CUCTEMHOr0 U NEro4HOro KPOBOTOKOB
1:1,3, HeOOMNbLIOE KONMYECTBO XWUAKOCTW B MOMOCTK Nepukap-
ha. Katetepusauus npasbix OTAEN0B CepAaua He nNposoAunach B
CBA3W C OTCYTCTBMEM MNOKa3aHui. [Ins OLEHKU (PYHKLMOHANBHON
CNOCOBHOCTM NPOBOLUICA TECT 6-MUHYTHOIN XOAb6bI C OLIEHKON
CTerneHu ofblLLIKK o wkane bopra. MpoigeHHas LUCTaHLMA B Te-
cte coctasuna 310 meTpos, oAbllwKa 3 6anna (ymepeHHas).

Y4uTbiBasg TAXECTb COCTOSAHUA MALMEHTKN U HELOCTATOYHOCTb
KpoBOOOpaLLeHUs, 06YCNOBNEHHYI0 HANU4YMeM BbICOKOW neroy-
HOW TUNEepPTeH3MN BCNEACTBUE CUHAPOMA JW3eHMeHrepa, naum-
EHTKE N0 XWU3HEHHbIM MOKa3aHUAM 32 BPEMS rocnutanusaum
nHuumnposaxa JIAT-cneumduyeckas Tepanus 603eHTaHOM B Ha-
YanbHOW J03MpoBKe 125 Mr/cyT. Y4uTbIBAA Hanu4ue NPU3HaKoB
HEeI0CTaTO4MHOCTU KPOBOOOPALLEHUS, NaUNeHTKe Obll PEKOMEH-
[l0BaH Npuem AWypeTuKOB (CMMPOHONAKTOH 25 Mr/cyT, Topace-
Muz 2,5 Mr 2 pasa/Hefiento).

lMocne BbINUCKU COCTOSAHME MALMEHTKN OCTaBanoch CTabuslb-
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HbIM, OJJHAKO COXPAHANMCb Xanobbl Ha OAbILIKY NPW He3Ha4n-
TEMbHbIX Harpy3kax, HW3Kyl0 TONEepPaHTHOCTb K Harpy3kam. B
ambynaTopHOM MOPsiAKe TUTPaums A03bl 603eHTaHa HE NPou3-
Boaunack. B nekabpe 2015 roga B cBA3W C OTpULATENbLHONA Au-
HaAMUKOA MO AaHHbIM KOMMNeKcHoro o6cnegoBanus (IXO0-KT,
peHTreHorpadua opraHoB rpyaHOIA KNetkn) 603eHTaH yBenYeH
10 250 mr/cyT. OaHaKo aMcTaHums Xonb0bl yBennyunacs go 350
meTpoB (+40 m).

lMpwn o6cnenosaqnn B fekabpe 2016 roga Ha Tepanuu 603eHTa-
HOM 250 Mr/cyT Takxe oTpuuaTesibHas AUHaMKUKa B BUAE CHIUDKe-
HUS npoiigeHHon auctadumn B T6BMX ¢ 350 1o 326 M, noBbILLIEHMS
CLOJTA mo 115 mm pT. cT. (o AaHHbIM 3X0-KI), NoBbILLEHNEM KO-
apdouumenta Mypa o 39% (no faHHbIM peHTreHorpadoui OpraHos
TPYAHON KNeTKK). Y4nTbIBas HEQOCTIKEHIE Lienemn Tepanum, npuHs-
TO peLLeHne 0 3aMmeHe 603eHTaHa Ha MauuTeHTaH B 1o3e 10 mr/cyr.

Kpome Toro, B 2015 r. ycraHoBfieH AMarHo3 nofcivM3nucTon
MWUOMbI MaTKW. [MauneHTKa NpeabsBasana Xanobbl Ha 06MNbHbIE
YYallleHHbIE MaTOYHbIE KPOBOTEYEHMS, BbI3bIBAKOLLIME XKeNe30/e-
PMUNUTHbIE COCTOAHMA. PEKOMEHA0BAHO XUpYpruyeckoe neye-
HUWe, 0[HAKO NOCneaHee He NPOBOANNIOCH U3-3a BbICOKOrO pUCKa
WHTPa- 1 NOCTONEPALMOHHBIX OCNOXHEHWIA. KOHCUIMYM NpuHan
peLleHne 0 NPOBEAEHNI XUPYPriMYecKOro BMeLIaTenbCTBa B 00b-
emMe TPaHCLEePBUKANbHOM MWUOM3IKTOMUM (FMCTEPOPE3eKTOCKO-
nust). OT NpeanoXXeHHOro fevyeHWs nauueHTKa OTKasblBanach.
B CcOBpPEMEHHbIX POCCUACKMX U 3apyb6exKHbIX PEKOMEeHAALMaX
npo6neme >kene3oaedUUNUTHLIX COCTOSAHWIA YAENseTcs 0coboe
BHUMaHue. Oedouunt xenesa onpenensercd y 56% 60MbHbIX C
CUHAPOMOM Ji3eHMeHrepa. Y 3Toi kateropui 6ONbHLIX NO-
Ka3aHo, 4T0 AedULUT XXene3a MOXKET NPUBECTU K YXYALLIEHUHO
NepeHoCMMOCTM (PM3NYECKUX Harpy30K W, BEPOSATHO, MOBbILLIE-
HUKO CMEPTHOCTM HE3aBMCUMO OT TSKECTU aHemuun. Tpebyertcs
PEerynsapHbIii MOHUTOPMHI 32 COCTOSIHEM 0OMEHA XKene3a y BCex
6onbHbIX ¢ JIA[ ang cBOeBpeMEHHOro onpeaeneHus gedguumra
)KEne3a 1 Ha3Ha4YeHWs Tepanuun XXene3ocomepXxaLumi npenapa-
Tamu. B psge nccnenoBaHnia nokasaHo, 4to npu JIAI Hapyluaetcs
abcopbuns xKenesa, NO3ITOMY BHYTPUMBEHHOE HA3HAYEHNE MOXET
CHYNUTATbCA NPEANOYTUTENbHBIM, XOTS KOHTPONUPYEMbIE UCCEA0-
BaHWA B 3TOI 06nacTn He nposogunuck [2]. Moatomy BONpoc 0
KOPPEeKLMN TMHEKONOTMYECKOIi NaToNorMn NpeacTaBnsncs Ypes-
Bbl4aNHO BaXKHbIM. B panbHeiiwem (09.2017) naumeHTKa BHOBb
o6pawaerca B Kb um. C.C. OguHa O3 r. MockBbI ¢ xanobamu
Ha YCUNEHWE MEHCTPYanbHOr0 KPOBOTEYEHWUS U elle 60nbliee
YMEHbLIEHNE MEXMEHCTPYanbHOro nepuopa. Mpedbiayliee pe-
LLIEHNe NOBTOPHOrO KOHCMAMYMa OCTAeTCs B CWNe, HECMOTPS Ha
3Ha4YMMOoe YBENUYeHne MoACNM3UCTON Onyxonu MaTtkm — 58x46
mM. 13.09.17 npon3BefeHO onepaTUBHOE BMELLATENbCTBO: TW-
CTepope3eKTockonus. TpaHCLEpBUKATbHA MWOM3KTOMUS. Bbi-
CKabnuBaHMe CRW3WUCTbIX LLEEYHOrO KaHana W Tena matku. To-
TanbHasa abnaums aHaomeTpus. MNepeBaska HUCXOASALIMX BETBEN
MaTO4HbIX apTepuii. B Ka4yectBe aHeCTe3MONOrN4eckoro noco-
615 BblOpaHa 00LLas aHeCTe3ns1 C UCKYCCTBEHHOW BEHTUNALMEN
nerkux. lNepen MHAYKUKMER B OOLLLYIO aHECTe3nto, NoJ MeCTHON
aHEecTe3nen npow3BefeHa NYHKUWUS W KaTeTepu3auns npasow
ny4eBoii aptepun no metoamke CenbamHrepa katetepom 20 G.,
Ha4aTo NPOBeAeHNe MHBA3MBHOIO MOHUTOpUHra ALl. Tak xe Ao
WHAYKLWKM NOJ YNbTPa3BYKOBbIM KOHTPOMEM MYHKTUPOBaHA M
KaTeTepu3npoBaHa npasast BHYTPEHHSS APEMHas BeHa [BYXNpo-
CBETHbIM KaTeTEpOM, OAMH MOPT KOTOPOro MCnonb3oBancsa ans
NpoBeAeHNS MHAY3NOHHOI Tepanimn 1 BBEEHMS NIEKAPCTBEHHbIX
npenapaTo., ApYyroi — Ans BBEJAEHMS KaTeX0NamMmuUHOB (HOpaape-
HanuHa). ViHdy3uns HopaapeHanmHa Havata Tak XXe A0 WHAYKLMN
B 0OLLUYI0 aHECTE3UH, C LIeNbH NOAAEPXKaHNS CUCTOMNYECKOro

apTepuanbHoro AaeneHns Bbile 140 MM pT. CT. U CHUXKEHUS BHY-
TpucepAeyHoro copoca cnpasa Haneso. XMpypruyeckoe BMeLLa-
TeNbCTBO MPOLLSIO B LUTATHOM pexume 06Led ANUTENbHOCTbIO
25 MUH, WHTpaonepauuoHHas KpoBonoTeps oLeHeHa meHee 50,0
mn. Mocne onepauuy NauMeHTKa nepesefeHa B 0TAeNeHNe peaHi-
MaLumn 1 MHTEHCUBHOM Tepanuu Ans HabnoaeHus. BoinucaHa us
cTauuoHapa Ha 3-u CyTKU nocneonepawuMoHHOro nepuoaa B yaoB-
NETBOPUTENIbHOM COCTOSIHUA C PEKOMEHAAUMSMIU NPOLOSIKUTL
fleYeHne, paHee COrnacoBaHHoe ¢ Kapauonorom.

Mpn KoHTponbHOM o6cnenoBannu B HMUL, kapanonorun na-
LMeHTKe, nonyyarowen mauuteHtad 10 mr/cyT, 4epe3 3 mecsua
nocne OnepaTUBHOMO J1Ie4eHUs C UCMOSb30BaHUEM OO6LLE aHe-
cTteaun no pesynbtatam IXO0-KI n peHtreHorpacdhum opraHos
FPYAHOI KNETKN COXpaHAeTCs cTabunbHoe cocTosHme. Mo AaH-
HbIM T6MX auctanums ysenuymnacs ¢ 326 m no 350 m. YpoBeHb
)Kene3a KpoBM B HOPME.

Takum 06pa3om, JaHHbINA KITMHUYECKWNIA CyYain IeMOHCTPpUpyeT
BO3MOXHOCTW nepexofa ¢ Tepanui 603eHTAHOM Ha MaLUTEHTaH
B Cny4ae HeahdDeKTUBHOCTM W HEe JOCTUXKEHWS Liefneln Ha (DoHe
Tepanuu 603eHTaHOM Yy naumentoB ¢ JIAT-BMNC u cuHapomom
Jii3eHMeHrepa, AaHHas 3amMeHa ABNseTcs 6e30MacHOl 1 XOpOLLO
nepeHocuMon. IMEKTUBHOCTL Tepanun AP ¢ TOYKW 3peHus
BO3/EACTBUS HA TONEPAHTHOCTb K PM3UYECKUM HArpy3Kam, Kak
MUHUMYM, COXPaHsIeTCs.

[laHHbIiA KNUHUYECKUA CRy4aln COOTBETCTBYET [aHHbIM Mpo-
CMEKTUBHOr0 HabMtoAaTeNbHOr0 MccnefoBaHus y 43 B3pOCnbIxX
naunentoB ¢ JIAM-BMC (75% — ¢ cuHApoMOM 3M3eHMEHrepa,
40% - ¢ cuHgpomom [ayHa), B Bo3pacte 45+13 net, KoTopble
nonyyanu Tepanuio 603eHTaHOM B ambynaTopHbIX ycrosuax [8].
Meanana nepuoga Tepanuum 603eHTaHOM cocTaBuna 7,2 ropga
(5,0-8,1). 10 naumeHToB (23%) nosiydanu KOMOMHWPOBAHHYIO
Tepanuio 603eHTaHoM/cungeHacduniom. icxogHo n Yepes 6 me-
cALeB nocne Hadvana Tepannii MauUTEHTAHOM OLIEHMBANIUCH Che-
AyloLMe napamMeTpbl: rocnuTaninaaums no noBoay cepaeyHomn He-
poctatoyHocTu, cuHkone, ®K Il unm IV (BO3), A6MX, catypauus
KUCNOPOAOM apTepuanbHoii kposu (Sa02), ypoBHM heppuTmHa,
NT-proBNP, cuctonuyeckas akckypcus TpMKycnuaanbHOro Konb-
a (TAPSE). K 6 mecsiLly HabntofeHus gons naunentos ¢ OK HI-IV
(BO3) ymeHbluunack ¢ 48% 1o 23% (p=0,004), yposHu NT-pro-
BNP cHusunuck ¢ 723 Hr/n fo 488 vr/n (p=0,019), TAPSE ynyuy-
wuncs ¢ 19+4 po 21+5 mm (p=0,002). Habnioganack xopoluas
NepeHoCMMOCTb Tepanun MauuTeHTaHoM. GepbesHble Hexena-
TeNbHble SBEHNS OTCYTCTBOBANN.

B nopyroe npocnekTMBHOE WccreaoBaHue BowWO 15 nauueH-
ToB ¢ JIAT-BIC B BO3pacTte 38+16 net, monyyatwoLux Tepanuo
mauuteHTaHom [9]. LecTb nauneHToB W3HAYalbHO MPUHUMANK
MaUMTeHTaH, U AeBATU 60MbHbIM 603€HTaH BObl1 3aMEHEH Ha Ma-
LMTEHTaH B LIENAX YNy4LleHus NekapcTBEHHOro B3anMoaencTBus.
MepnmaHa nepuoga Tepanun mauuteHTaHom coctasuna 289 (0-
694) nHel [O LaTbl BKIIOYEHMS B UCCreoBaHue. B pesynbrare,
BCE NaLMEeHTbl, BKIOYEHHbIE B UCCNEA0BAHNE, UMENN 3HAYUTESb-
HbIl npupocT ancTtaduum B TGMX: ot MmeamaHb! B 286 m (120-426)
0o 360 m (150-450) (p<0,05). Sa02 B nokoe yny4wmnuce ¢ 83%
B cpefHem (77-95%) mo 91% (77-96%) n nocne xoabbbl ¢ 78%
(48-90%) po 79% (62-96%). 3NM3040B HapyLIeHUs OYHKLAK ne-
YEHW He 0TMeYanock.

[ns oLeHKM cTpaTerum onTuMuauum nevyenns AP y 60MbHbIX
¢ JIAT, y4nTbiBas BXXHOCTb NMPOGSIEMbI U HELOCTATOYHbIA OMNbIT
NPUMEHEHMS MaLUUTEHTaHa B KNUHMYECKOM NPaKTUKe, npefcTas-
NSeTCA paUMoHanbHbIM MHULMUPOBATL POCCUIACKYIO nporpammy
ONUTENbHOTO HAGNIOAEHUS 32 TaKUMU NauueHTamu noj armaoi
HauuoHanbHoro perucrpa.
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