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JEKIINN

JAVIATAHTMOHHAS KAPTVIOMUOIIATHS B JEATEJIBHOCTU
ITPAKTUYECKUX BPAYEUN IIEPBMYHOTI'O 3BEHA 3/IPABOOXPAHEHWUA

bapm B.4., benesckas B.D.

Poccuiickuii rocynapcTBEeHHbI METUIIMHCKUI YHUBEpPCUTET, MocKBa

HunaranmonHas kapauomuonatus (AKMII) — mep-
BUYHOE 3a00JIeBaHUE CEPAECYHOUN MBIIIIIBI HEU3BECTHOM
STUOJIOTUU, XapaKTepusylollleecs nuiaTallMeid JIeBOTrO
KeJTy0uKa UM 000MX XKeJTyT0YKOB CO CHIDKEHUEM COK-
pPaTUMOCTH MMOKap/a, SBJISIETCS HE CIUIIKOM OOJIBIION
PENKOCTBIO B MTPAKTUUECKOU AESITEIbHOCTY Bpaueil mep-
BUYHOTO 3BeHa 3mpaBooxpaHeHMs. OHa OTHOCUTCS K
YUCJTy CaMOTO PacIpOCTPaHEHHOTO U Yallle BCEro BCTpe-
Yalouerocs: 3a00JieBaHUsI CPpeA APYTUX KapauOMMOIIa-
TUHA.

3aboeBaHNe OJMHAKOBO YacTO BCTpedaeTcsl Cpenu
MY>XKYMH Y XEHIIMH B TIOOOM BO3pacTe, B OCHOBHOM Cpe-
1 a1l 30-40 j1eT, HO MOXET BBISIBJISITBCS U Y JIUII TTOXKH-
JIOro Bo3pacTa.

Knununueckass kaptuna JKMII MHoroo6pasHa.
[lepBbiM 1 HamboJIee YACTHIM KIMHUYECKUM ITPOSIBIIE-
HUEM 3a0oJieBaHUSI ObIBAET OMABIIIKA MPU HEOONBIION
(busmyeckoit Harpy3ke WM Jaxe B ITOKOE, BpeMeHaMU
MpUHUMaloIas XapakTep ynyiibsi. OHa MOXET OBITh
M30JIMPOBAaHHO, HO Yallle OTHOBPEMEHHO C HEil TOsIB-
JISIIOTCS 001ast ciaabocThb, cepauedreHue, TSIXKECThb B
MpaBOM Monapedepbe, OTEKU HOT. YKa3aHHas CUMIITOMA-
THKAa, KaK MPaBUJIO, BO3HUKAET BHE3AITHO, CPEIM TI0JI-
HOTO 3/I0pPOBbsI, HO MOXET, HAYaBIIUCh C OABIIIKH, TTOC-
TEIIEHHO HapacTaTh W YBEJIMYMBATHCSI. Y HEKOTOPBIX
GosbHBIX (8-20%) mepBOHAYaIbHO MOXKET IPOSIBUTHCS
00JIEBBIM CMHIPOMOM B 00JIaCTM Cepjlla, yalle BCero
WMEIOIMM XapaKTep KapAuajiruu, HO MHOTIA HAIlOMU-
HAIOUIMM KapTUHY CTEHOKApIUU, U3peaKa JaXe OCTPO-
ro uHdapkra Muokapaa. IlpuurnHamMu 60J€BOro CUHI-
poMa MOXeT OBITh YBeJIMUeHUE pa3MepoB cep/lia, Tpu-
BOJSIIIIee K OTHOCUTEIHLHON KOPOHApHOW HeJOoCTaTou-
HOCTH, ¥ CyXXeHUE OOJIBIIIOTO KOJIMYECTBA MEJIKUX apTe-
puii, BBI3BIBalOlllee HeaneKBaTHOE KPOBOCHAOXeHME
MuoKapa.

Heuvacro (y 1,5-4% 6onbhbix) JIKMII ¢ camoro Haua-
JIa MOXET MPOSIBUTHCST TPOMOO3IMOOTMIECKUMU SMTU301a-
MU B PA3JIMIHBIX COCYTUCTBIX 00JIaCTSIX OOJIBIIOTO U Ma-
JIOTO Kpyra KpoBOOOpalIeHUsI C COOTBETCTBYIOIIEH KU~
HUYECKOUW KapTUMHOM, Yallle — B COCYAaXx JETKUX, TOJ0B-
HOTO MO3Ta, pexe — MoYeK.

HeszaBucumo oT BapuaHTOB Hayajia 3a0ojieBaHMS, Y
75-85% GONBHBIX Ha TEPBBII TJIAH BBICTYMAIOT KJIMHM-
YeCcKMe TIPOSIBJICHUsI CepAeYHON HEeIOCTaTOYHOCTH, TIPU
atoM y 90% — III-1V ®K (mo NYHA): akpolimaHo3, Ha-
OyxaHue BEH Ha Illee, TOJIOXKEHUE OPTOITHOD, B JIETKUX

OIPENENSIIOTCST 3aCTOMHBIE XPUITbI, Y HEKOTOPHIX OOJb-
HBIX — OTHO-WJIN ABYXCTOPOHHUI TUapoTopakc. [leueHb
yBeJIMUYeHa, TUIOTHOBATAas C POBHOI MOBEPXHOCTHIO, Yalle
— C 3a0CTPEHHBIM KpaeM, CTAHOBUTCS UyBCTBUTEJIbHOM
WIN cyierka 00J1e3HEHHOM MpU Majblaluu. Y BceX 0071b-
HBIX OTMEYAIOTCSI OTEKW HOT Pa3IMYyHON CTEeTeH! BbIpa-
JK€HHOCTH, MHOTIA — aCIINT.

Y Bcex OOJIBHBIX MEePKYTOPHO OTpEeIIIeTCsl paciiv-
peHMe TpaHUIl OTHOCUTEILHOM CEPIeUYHOM TYITOCTH, CTe-
MeHb KOTOPOI 3aBUCUT OT CTaaIUM 3a00JIeBaHUS: HAa paH-
HUX CTaIusIX Cepllie YMEPEHHO YBEJIUYEHO, MpernMyIile-
CTBEHHO 32 CUET JIEBOTO XeJIyI04YKa, 10 Mepe TIPOrpeccu-
poBaHMS 3a00JIeBaHUST pa3Mephl €0 yBeJTWINBAIOTCS KaK
3a CYET JIEBOTO JXEeJTylouKa, TaK 1, OTYACTH, JIEBOTO TIpei-
cepnus ¥ paBoro xenyaouka. Kapnuomeranust o0ycioB-
JieHa YMEPEHHOU CTeTIeHbIO TUTIEPTPODUN U 3HAUUTETh-
HO 0OoJiee BBIpaXXEHHOM quiataleil MMoKapia COOTBET-
CTBYIOILIUX OTAEJIOB CepPALA.

IMpu ayckynbrammu cepiiia XapakTepHBI TJIYXOCTh
CepIEeYHbIX TOHOB U PUTM TaJIoIa, KOTOPBIi JIydIille BCETO
BBISIBJIIETCSI B TOJIOKEHUM OOJIBHOTO Ha JIEBOM OOKY,
rocie ¢hpu3ndeckKon Harpy3ku. Putm rayomna He siBisieTcst
IMTAaTOTHOMOHUYHBIM TPU3HAKOM TIpM JaHHOM 3aboJieBa-
HUW, HO OH CBUAETEIbCTBYET O TSIKEJIOM ITOPaKEeHUH
cepAeYHON MBIIIIIBL. [T0YTH TTOCTOSTHHO BBICTYIIMBACTCST
CHUCTOJIMYECKUIA IITyM Ha BEPXYIIKEe cepila UIu y HKHe-
ro Kpas TpyaIuHBI (OTHOCHTENIbHAs HEJOCTaTOYHOCTh
JIBYX-WJIM TPEXCTBOPYATOTO KJIalaHa), MHOT/Ia TUacTOIM -
YECKUH IIyM Ha BEPXYIIKE, B TOM YUCJIEe — IMPECUCTONH-
YeCKHi, UMUTUPYIOIINI KapTUHY MUTPAJILHOTO CTeHO3a
(pe3Koe paciMpeHue JeBOTO XKeJyaodKa ¢ OTHOCUTEThb-
HBIM CTEHO30M OTBEPCTHSI MUTPAJIbHOTO KitarnaHa). Mmu-
TUPOBATh TIPECUCTONIECKUI 1ITYM Ha BEpPXYIIKe cepila
MOXET cyMMapHbIii putM ranona (ciussHue 11 u IV To-
HOB cepaua). ¥ oTAeabHbIX 00JbHBIX MOXET BbICIYIIN-
BaTbcs pa3nBoeHue | ToHa (Mpu HaMMYUM OJIOKAIBI Ofi-
HOI M3 HOXeK Iydka [uca).

VY nopasnsoniero OOJBIIMHCTBA OOJBHBIX BCTpeda-
FOTCSI HAPYIIEHUS CEPIEYHOTO PUTMA — BaXKHBIM KOMITO-
HEHT KJIMHUKYW JaHHOM TaTojioruu Muokapaa. [1pu ayc-
KyJBTalldM CepAlia MOYTH Y BCeX OOJTBHBIX OTMEUACTCS
Taxukapaus, skcrpacucronus (y 35-50%) u MepLareib-
Has aputmus (y 20-25% 6onbHBIX). B penkmx ciaydasx
MOXET OBITh BBIpaxkeHHas OpamuKapAusl, SBIISIOMIASICS
OTpaXeHUEM TIPEeXOAdIe WU CTOMKOUW MOJHOW IoIle-
peuHoli OJI0KaIbI.
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Jwuarnoctuka JKMII ocHoBaHa Ha aHanM3e JaHHBIX
aHaMHe3a, KIIMHUYECKOW KapTUHBI, 0O bEKTUBHOIO 00C-
JIeJIOBaHUST OOJIBHBIX M MHCTPYMEHTAIBHBIX METOIOB MC-
cinenoBaHus. Ilpu cbope aHaMHe3a clieqyeT UCKIIOYUTh
OIpeieJIEHHBI KPYT BO3MOXHBIX MPWYMH TAJIATALIIN
cepala U CepAeYHON HEeTOCTaTOYHOCTU: NEPEeHECEHHbIE
PEeBMOKApPINT, HepeBMaTUUEeCKUM (MHGMEKINOHHO-aJI-
JIEprU4eCcKuii) MUOKapauT, 3a00JI€BaHUS Ceplla CO CXOI-
HBIMU KIIMHUYECKUMU TIPOSIBICHUSIMU, HO HEYCTAHOB-
JIECHHOU 3THUOJIOTUU Y OJIMKaWIIUX KPOBHBIX POICTBEH-
HUKOB, 3JI0yNIOTPeOJIeHNE AJIKOTOJIEM.

DnekTpokapauorpadusi O4eHb 4YacTO BBISBISET Ha-
pYIIEHUS CEepAEYHOTO PUTMA U BHYTPUKETYTOUYKOBOU 1
MpeACcCePIHO-KETYT0YKOBOI MpoBoanuMocTy. Yaie Bce-
ro (50-73% cnydaeB) perucTpUpPYIOTCS HapyleHUsI BHYT-
PUXETyA0YKOBOW MTPOBOAMMOCTHU U aTPUOBEHTPUKYIISIP-
Hag Onokama 1 crenenu (57%), Heckonbko pexe (40-
47%) — BKCTPACUCTOJHSI, B TIOJABIISIOIIEM OOJBIIIMHCTBE
KeJIyJo4KoBasi, U MepuaHue mnpencepauii — (20-25%).
ITpu 3TOM 32007€BaHUM MOTYT BCTpEUYaThCs MpPaKTUYEC-
KU BCE M3BECTHBIC BUABI ADUTMUM U Pa3IMYHBIE 110 CTe-
MEeHU HapYLIEHUsI TPOBOIUMOCTH, YTO MOATBEPXKAAETCS
JMTaHHBIMU cyTOYHOro MoHUTOpupoBaHus IKI (mo Xo-
Tepy), KOrJa MOYTU y BceX OOJbHBIX BBISIBJISIETCS XKETy-
JIOYKOBAsI SKCTPACUCTONMS, IIpUdeM y 82% — rpyImnonas,
6oJiee 4yeM Y IOJIOBUHBI (54,5%) GONIbHBIX — TApPOKCU3MBI
KEJTyIJOYKOBOW M HAIXKeJTyTOYKOBOW TaXuKapauu, B OC-
HOBHOM HOYBIO U PaHO YTPOM. Y MHOTUX OOJIbHBIX Ha
OKI' Hepenko MMEIOTCS OJHOBPEMEHHO HECKOJIbKO BU-
JIOB HapyllIeHW pUTMa cepaua U MpOBOAVMMOCTH, OCO-
OEHHO PKCTPACUCTOMS, OJI0KaAbl OMHON U3 HOXEK(Jallle
Bcero JjieBoit) myuyka Iuca. Kpome Toro, Ha OKI Moryr
BBISIBIISITHCS TIPU3HAKY ITEPETPY3KU TIpecepaunii (paciim-
peHue, pacuieruieHue 3yoia P), KeJlymoukoB U Mopaxe-
HUS CaMOro MMOKapJa — OT HEOOJbIIUX OYArOBBIX MOB-
PeXIEeHUI1 N0 BBIPAXEHHBIX, CO3MAIOIIMX BIIEYATICHUE
00 OCTpOM WIM MEepeHEeCEHHOM WHMbapKTe MUOKapaa
(cmemieHue cermeHTa ST, uameHeHus 3youa T: oTpuia-
TEJIbHBIN, BBICOKWI, 3a0CTPEHHBIN, MTATOTOTUYECKUAN 3y-
oeu Q, Brioth g0 QS, nedopmanust komriekca QRS B
COOTBETCTBYIOIIIMX OTBeAeHUsIX). [IpuumHOI mposiBie-
Hus 9TuX udMeHeHuit DKI ciyxat nucrpoduyeckue, HO,
B OCHOBHOM, 04aroBblie U (1iu) qud@y3Hble TOpakKeHUs
MUOKapJa B BUIe (GUOPO3HBIX MOJEl, YTO OATBEpKAA-
€TCsl Ha CEKIIMU MTPU NaTOMOPGhOI0TMYECKOM UCCTIeN0Ba-
HUU CepACUYHOI MBIIIIIEI Y YMEPIINX.

HapyuieHusim cepaeyHoro putMma, MpoBOAUMOCTU U
uameHeHussM Ha OKI'y 6onbHbIX JIKMII cienyer nmpuma-
BaTb ONpeENEICHHOEe NUAarHOCTUYECKOe 3HAaYeHUe Mpu
ydeTe KIMHUIeCKUX TTPOSIBJICHUI 1 JaHHBIX 9XOKapIHUoT -
padum (BxoKT).

OxoKTI' uccienoBaHue MMeeT OONbIIOE TUATHOCTH-
YecKoe 3Ha4yeHMe TMpU pacrlo3HaBaHWUU 3TOro 3aboJieBa-
HUsl. C ero MOMOIIBIO BBISIBIISIIOTCSI AWJIaTallMsl KaMep
cepala pa3HoUl CTeNEHU BBIPAXXEHHOCTU - OT YMEPEHHOM

JI0 pe3Koil 1 cBoeoOpa3Hble M3MEHEHUS] MUTPATLHOTO
kinanaHa. Ha axokapauorpamme 4eTKO PerucTpUpPYIOTCS
00€ CTBOPKM MUTPAJILHOTO KJIallaHa, PacIloNoKeHHbIE B
npoTtuBodaze Ha OJM3KOM PacCTOSIHUM APYr OT Apyra,
0003HayaeMble KaK «pbIOM 3eB», a TakKXKe YMJIMHEHUE
BpeMEHHM CMBIKAHWSI CTBOPOK MUTPAJIbHOIO KJIallaHa,
MPUBOIIee K 00pa30BaHMIO «CTYIIEHBKM» Ha HUCXOISI-
IEeM OTpe3Ke KOHEYHOW NIMacTOIMYeCKOW YacTu
9XOrpaMMBbl CTBOPOK KJlallaHa.

O6s3arenpHbiM OXx0KT mpuznakom JJKMII sBasiercs
HapyllleHNe COKPaTUMOCTH MUOKapja, Jallle BCero Ijo-
GabHOE, C BEIpAXKEHHBIM CHIDKEHHEM (PpaKIIuM BEIOPO-
ca jieBoro xeaynouka (JIZK). MoxeT HabG0aaThCs Aujia-
Tanus TpeAcepanii, HO OHAa UMeeT MEHbBIIee TUArHOCTH -
YecKoe 3HaUeHUe, YeM TUJIaTalus XKeymnoukoB. B obnac-
™ Bepxyliku JIZK u paciimpeHHOro JeBoro npeacepaust
MOTYT OIIPENeISTECS BHYTPUITOJIOCTHEIE TPOMOKI. B 110-
JapisiomeM OosbiiMHCTBe ciaydaeB JJKMII gpnsetcs
nuddy3HbIM TIpotieccoM, HO y 10-15% GOJBHBIX MOXET
HabgogaTbcsl u3oaupoBaHHas auchyHkuus JIZK 6e3
BoBJIeueHus npasoro. JonmiepoBckoe OxoKI nccneno-
BaHWE TIO3BOJIICT BBIIBUTH YMEPECHHYIO CTEIICHb MMUT-
pambHOUN W (WIM) TPUKYCHUOAIBHOM PEerypruTallii, He
BCeTIa BEICIYIIMBAeMYIO IIPH ayCKYJIbTaIllN Ceplia.

Hpyrue MeTOIOBI MCCIIeI0BaHUS (BEHTPUKYJIOrpadus,
30HIMPOBAaHME TIOJIOCTEN cepilla, CIMHTUTPpAadUs MHUO-
Kapna, Ororcus MUoKapaa) He HallUId IMPOKOTO TIpaK-
TUYECKOI0 MpuMeHeHUs 1151 auarHoctuku JJKMIT, xoTs
KaXXIbIii M3 HUX 00JIaJaeT omnpeaeeHHO MH(GOPMAaTUB-
HOCTBIO.

PenTreHonornyeckoe wMcciaenoBaHUEe OPraHOB TPYI-
HO# KJICTKH BBISIBIISICT KapAUOMETAINIO PAa3TMIHOM CTe-
TeHU BbIpaxXeHHocTH. Cepalle, Kak MpaBuiio, «pacruiac-
TaHO» Ha nuadparme, y 90% OGOMBHBIX TPAaHUILIBI Cepala
pacimpeHsbl BlieBo (y 60% 13 HUX — 3HAYUTEIbHO), Hec-
konbko pexe (70-80%) m BmpaBo. Dopma €ro MoXKeT
ObITb caMOil pa3HOOOpPa3HOM: MOPON OYeHb OOJbIINX
pa3MepoB («Oblube» cepale), KaK Mpyu MHOTOKJIamaHHbBIX
MopoKax cepaua, 1 maposuaHoii. [Ipu uccienoBanum B
KOCEIX ITPOEKIINSAX OTMEYAeTCS YMEHbBIICHNE PETPOCTEP-
HAJILHOTO M PETPOKApAMAIbHOTO IMPOCTPAHCTB 3a CUET
PE3KOTro pacliMpeHUs JIEBOTO XEeTyIouKa 1 JIEBOTO Mpe-
cepnusl.

WUccnenoBaHus nepudepruyeckoit KpoBU, OUOXUMU-
YecKue 1oKa3aTes M KpOBU He BHOCST SICHOCTh B IMAarHO3
3aboneBaHus. IIpy OTCYTCTBUM OCIOXHEHMIA, B OCHOB-
HOM TPOMOO3MOOJNYECKUX, KOJMYECTBO JIEWKOIIUTOB,
dopmyna kpou u COD ocTaroTcsi HoOpMalbHbIMU. BbIsSIB-
JisieMbIe Y psiia O0JIbHBIX U3MEHEHMST ColepKaHMsl O0IIIe-
ro 6eska, 6eJKOBbIX paKklrii U GUOpPUHOTreHa, HEe HOCST
crienMuUIecKoro xapakrepa.

Hughgpepenyuanvrasn duaenocmura. IloctaHOBKa auar-
Ho3za JIKMII TpeOyeT uckIoueHus1 3a00JieBaHUM, COIl-
POBOXIAIOIIMXCS KapAWOMETaIWeN, 3aCTOMHON cepaey-
HOI HEIOCTAaTOYHOCTBhIO M HapyIIEHUSIMU CEPIEYHOTO
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pUTMa U IPOBOAUMOCTH. Hallle BCero mpuxoauTcs Mpo-
BOAUTH AP dHepeHIMaTbHYIO TMAaTHOCTUKY C TAKUMMU 3a-
boneBanusiMu kKak UBC, peBMaTHuyeckre MUTpaIbHbIE
MOPOKU Cep/lia, MUOKAPIUTHI U aJIKOTOJbHOE IOpaxe-
HUE cepala. JHAUUTEJbHO pexXke BO3HUKAET HeoOXOMu-
MOCTb UCKJIIOUEHUS Oojiee peaKoil MaToJloruu — 3KCCy-
JTATUBHOTO MEpUKapaUTa, MOPaKeHUsl ceplia mpu Inep-
BUYHOM aMWJIOWUI03€, TEMOXPOMATO3€, CAPKOUIO3E.
ITpu nuddepenumanpHoit nuarHoctuke JAKMIT u
MBC B KauecTBe OCHOBHBIX OMTOPHBIX MYHKTOB BO3MOX-
HO UCMOJIb30BaHUE CIEAYIOIIUX JaHHbIX. O4eHb BaxeH
TIIATEIbHO COOpaHHBIN aHAMHE3 3a00JIeBaHUS, IPU COO-
pe KoToporo BbisicHsieTcs, uto npu JIKMII 3aboneBaHue
HAyaJoCh C MOSBJIEHUS MPU3HAKOB 3aCTOMHOMN cepaey-
HOI HEAOCTaTOYHOCTH, YACTO OMBEHTpUKYIspHOU. [Ipu
MBC npusHaku cepieyHoil AeKOMIIeHCcalluu, KaK Ipa-
BWJIO, TTOSBJISIIOTCS TTOCJIE TIEPEHECEHHOTO UH(papKTa MU-
oKapna, JUIUTEJbHO CYIIECTBYIOLIEW CTEHOKApIWU, TH-
MepToHUYeCcKoil Oone3Hu. BHavane pa3BuBaroTcsa 3ac-
TOWHBIE SIBJICHUS MO MaJoMy KPYyry KpoBooOpalleHus, a
3aTeM IPUCOEAUHSIOTCS TaKOBbIE MO OOJBIIOMY KPYTY.
ITpu Hanuuuu 00NEBOro CUHAPOMA B JIEBOW IMOJOBUHE
TPYIHOU KJIETKU HEOOXOAUMO MPUHUMATh BO BHUMaHUeE
TOT (bakT, yto npu JIKMII oH peako HOCUT XapakKTep TH-
MUYHOTO aHTMHO3HOTO MpUCTyMa, Torna kak miss UbC
5TO HauboJsiee 4YacTo BCTpevaroluiics BapuaHT. Hawm-
OouiblIKe 3aTPpyAHEHUs] BOZHUKAIOT y 00bHbIX JIKMII, y
koTopbix Ha DKI oTMeudaroTcst Hecrenu@uyeckrie u3Me-
HeHust cerMeHTa ST, 3yona T u umerorcs dhopMaabHbIe
MPU3HAKW HEKpo3a MUOKapiaa B Bume 3yomoB Q u QS.
Heob6xoaumo yuutbsiBaTh, uTto npu JAKMII auHamuka
cermeHTa ST u 3ybua T nuilieHa TeX 3aKOHOMEPHBIX U3-
MEHEHUI, KOTOPbIE XapaKTePHBI 711 UH(papKTa MUOKap-
Ja, a Haauuue 3youoB Q u QS He ob6s13aTeIbLHO paccMar-
pUBaThb TOJBKO KaK IPOSIBICHUS ITOCIEAHEro. 3Hauu-
TeJabHO vaille, yeM npu MBC, Ha OKI BbIBISIOTCS coue-
TaHUS YKa3aHHbIX U3MEHEHUI ¢ OJI0KaI01 JIeBOW HOXKH
nyuyka [uca u ee nmepegHe-BepxHero pa3BeTsiieHud. [lpu
5XOKapAUOoTrpaduyecKoM UCCIEeNOBaHUNU Y OOJBHBIX
JKMII, kak nmpaBujio, UMEET MECTO 3HAUUTEJbHOE pac-
IIUpPEeHUE BCEX TMOJIOCTEU cepAla, MPeuMYIeCTBEHHO
KEJyTOYKOB, W BBIPAXXEHHOE CHUXXEHUE MoKa3aTesen
COKpaTUMOCTH MUoOKapaa, Toraa Kak npu MbC otMmeua-
I0TCS JIMIIIb YMEPEHHOE pacCIIMpeHUEe JIEBbIX MOJOCTEN
cepilla U CHIXEHUE IoKa3aTesiel COKpaTUMOCTU MMO-

TaGmma 1
PekoMeHayeMble HaYaJIbHbIE U MOAIEPKUBAIOIINE T03bI
uHruouTOpoB AITM
Mpenapat HavanbHas nosa, | lNMopaepxuBatowas
Mr/cyT [03a, Mr/cyt
KanTonpun 6,25 x 3 p/cyTkn 25-50 x 3 p/cyTkun
OHananpwun 2,5 10 x 2 p/cyTkn
MepuHpoonpun 2 4
Pamunpun 1,25-2,5 2,5-5x2p/cyTkn
®dosurHonpun 10 20

Kapna, y9acTKU TUTIO-, a-IMCKUHE3UH, TUTIepKUHE3a UH-
TaKTHBIX 30H MMOKAap/ia JIEBOTO XKeJTyd04uKa.
3HaunTeIbHbIE TPYAIHOCTH BO3HUKAIOT TIPY ITPOBEJIE-
Huu guddepeHalbHON fuarHocTuku mexny JKMIT u
aJIKOTOJILHBIM MOopaXkeHueM cepana. B atux ciyyasx Tak-
K€ OUYeHb BaXkKHa TTpaBUJIbHAS OlIEHKA aHAMHECTUYECKUX
cBefeHUll (3710ynoTpebeHre aJKOroJbHbIMUA HalMTKa-
MM, HaOJIIOeHUE B TICUXO-HEBPOJOTMYECKOM THUCIIaHCe-
pe), KIMHUYECKre MPU3HAKNA aJIKOTOJIBHOTO TIOpaXKeHUsI
rnedyeHu (remaToMeranuvs, CIJIESHOMETaIUS W ApyTrue
MPU3HAKY TTOPTAJTbHON TMIIEPTEH3UK) U HEPBOB (HElpo-
marusi). B monb3y ajkoroibHOTO TeHe3a opakeH!sI M-
oKapjia MOTYT CIYXWUTh OMOXMMUYECKHE MapKephbl Xpo-
HUYECKOTO aJIKoroju3Mma (MOBBIIIEHUE B CHIBOPOTKE
KPOBM aKTUBHOCTH raMMa-TJIyTaMWJITPAHCTIENITUAA3HI).
TeyeHre U MPOTHO3 3a00JIEBAaHUSI XapaKTEPU3YIOTCS
3HAYUTEJbHOW BapuabelbHOCTHIO, HO B OOJIBIIMHCTBE
cJlydyaeB OHU HebJiaronpusiTHol. Bece 00/bHBIE, HE3aBUCH -
MO OT BapuMaHTa T€YEHUsI, CBOEBPEMEHHOCTU pacro3Ha-
BaHUs 3a00J€BaHUS W Havaya ajieKBaTHOW MeIuKaMeH-
TO3HOW Tepanuu, yMUPAIOT B pa3IMdHble Cpoku (2-4 Me-
csita — 2-8 JeT) mocie MosiBJCHUS MEePBbIX KTUHUYECKUX
CUMNTOMOB. Y OJHUX OOJbHBIX 3a0o0jieBaHUE OBICTPO
MPOTPECCUPYET, HECMOTPSI Ha JIEUEHUE, y IPYTUX Teparsi
MPUBOIUT K HEKOTOPOMY YJIyYIIEHUIO M CTAOWIM3alIuKU
cocrosiHus. Haubosiee yacThIMM TIpUYMHAMU CMEPTH
OOJIBHBIX SIBJISIIOTCS MPOTPECCUpylolas 3acToifHasi He-
JIOCTaTOYHOCTh KPOBOOOpalleHusi, TpoMOosMOboanyec-
KW€ OCJIOXHEHMSI B JIeTKHe, TOJIOBHOW MO3T U TEPMU-
HaJbHbIE HapyllleHus put™Ma (HUOPWLIALIUS XKeTymaod-
KOB, TapoOKCHM3MaJbHasl XKeJTyAOUKOBas TaxXxWUKapaus).
Heo6xonmuMo oTMETHTD, UTO B TTOC/IEIHUE TOMBI, B CBI3U
C BKJIIOYEHHMEM B TEpaIuio CepACYHON MEeKOMIIEHCAIUU
nHruouTopoB AII® 1 GeTa-ampeHOOIOKATOPOB, IPOU-

Ta6smma 2
JuypeTuku, ucnoJib3yembie npu jgedennn XCH
AnypeTtnkn HayanbHas nosa (Mr) MakcumanbHasa go3sa (mr) OCHOBHble NOBOYHbIE SBNIEHUS
'mppoxnopTtmnasug, 25 50-75 rmnokaamemMms, rmnoMarHmemMmus, runoHaTpue-
MUSsi, TMNEPYPUKEMUS, CHUXKEHMNE TONIEPAHT-
HOCTW K IT0KO3€e
dypocemng, 20-40 250-500 rmnokanMemMus, rmnoHaTpruemMms
TpmnamrepeH 25-50 100-200 rmnepkanmemms
Cn1pOoHONAaKTOH 25-50 50-200 rMHeKoMacTus
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Taommna 3

Ha‘la.]'[])]-lble, 1eJIeBbIC 103bl U CXE€MbI TUTPOBAHUA 6eTa-aI[peH06J10KaTOp0B npa JICYCHUHN XCH *

Mpenapat HavanbHasa pnosa (Mr) | 9T1anbl TUTPOBAHMSA (Mr/CyT) Llenesas nosa (Mr/cyr) Mepuop TMTpoBaHms
Buconponon 1,25 2,5-8,75-5-7,5-10 10 Hepenn-mecsubl
MeTtonponon 5 10-15-30-50-75-100 150 « -«

Kapsegunon 3,125 6,25-12,5-25-50 50 « =«

ﬂpumeuaHue: - *naHHble, NnoJly4eHHbIe B KPYMHbIX KOHTPOJIMPYEMbIX NCCea0oBaHUNAX.

301IUTM MOJIOXKUTEIbHbIE U3MEHEHUSI B T€UYEHUU 3a00J1e-
BaHUS, YJIYYLIWIOCh KayeCTBO KW3HU U YBEIWYUIIACh
MPOAOJKUTETbHOCTD XKU3HU OOJIbHBIX.

Jleuenue. I1py OTCYTCTBUY COMHEHUM B IMArHo3e, Bbl-
paXEHHOW CEepAeYHON NEKOMIIEHCAIlUU, OCJIOXHEHUM,
MPOBOJUTH JIeYEHUE ITUX OOJBHBIX MOXHO B MOJIUKIIM-
HUYECKUX YCIOBUSX. B OCTa/IbHBIX clyvyasix HeoOxonruma
rOCIUTaIU3alus OOJBbHBIX.

Cneunduueckoro neyenus JKMII He cyliecTByer,
MOCKOJIbKY MOKA HE TTOJIyYeHbl yOeIUTeIbHbIE JaHHbIE 00
STUOJIOTUU 3a00JieBaHus. Tepanusi B OCHOBHOM HalpaBs-
JIeHa Ha YMEHBIIEHWE WA YCTPAHEHUE KIMHUYECKUX
MPOSIBJICHU, OCJIIOXHEHWI 3a00jieBaHUs, yaydllleHUe
Ka4yeCcTBa XXW3HU U €€ MPOoJ0JLKUTEIbHOCTU. PazHOOOpa3-
Hble KJIMHUYECKHWE M TeMOJWHAMUYECKUE TPOSIBICHUS
3a00J1eBaHUS TPEOYIOT MPOBENCHUSI KOMIUIEKCHOTO Jieye-
HUS.

VYV 6onbHbix JKMII Tepanusi XxpoHUYECKOU cepaeyd-
Hoit HenmoctatouHocTu (XCH) ocHoBaHa Ha Tex Xe
MPUHIIMIAX, YTO U Y OOJIBHBIX C CEPAEYHON TEKOMIEH-
calMeil apyroro reHesa. PekoMeHAyeTCsl YMEHbIIEeHUE
cofiepXXaHUsSl MOBAapEHHOU COMW B MUIE, COOJIONEHUE
BOJHOIO pexuma. Beaylilee MecTo 3aHMMAIOT Ipenapa-
THI CJIEAYIONIMX TPYNIT: MHruouTopsl AIID, nnypeTuku,
B-ampeHo6I0KaTOPHl M cepleyHbIe TITUKO3UABI (TI0 TTo-
KazaHusM). [IprBoaMM OCHOBHBIE MOJOXEHUS, Kacaro-
muecs jgeuenuss XCH, B coorBeTcTBUM ¢ «Pekomenna-
uusmu EBponeiickoro obiiecTBa KapAuoJIoroB Mo Auar-
HOCTUKE U JIEYEHUIO XPOHUYECKOW CEPAEYHON HEO0CTa-
TouHocTh» (2002 1)

HNuruouropsr AII® sBisiiorcs 00s3aTeTbHBIM KOM-
noHeHToM JieueHus1 6oabHbIX JIKMIIT ¢ XCH n1060ii cte-
MEeHU BBIPAXXEHHOCTU. BO3MOXHO MCTONB30BaHUE pa3-
JIMYHBIX TTPENAapaToB 3TOM IPYIIIbI, HO MIPY COOITIONEHUN
00111er0 MPUHIIMIIA HAa3HAYEHUS: TEPAITUIO CIIeyeT HauK-
HaTb C HEOOJIBILIOW N03bl, MOCTENIEHHO YBEINYMBAS €€ 0
1IeJIEBOTO YPOBHS.

Hasznauas unruouropsr AII®, cnenyer MMeTh B BULY
BO3MOXHOCTb MOSIBJIEHUSI MOOOYHBIX SIBIEHUI: TUIIOTO-
HUU, CHHKONAJIbHOIO COCTOSIHWSI, aHTMOHEBPOTUYECKO-
ro oTeKa, Cyxoro Kaliuisi, rurnepkaivemuu. Heobxoaumo
MPOSIBISATH OCTOPOKHOCTh Y OOJBHBIX C HU3KUM CUCTO-
JaudyeckuM aptepuaibHbiM AaBieHueM (CAIL) — 100 mm
PT.CT. 1 HMXE, a TaKXKe C TTOBBIIIIEHHBIM YPOBHEM ChIBO-
poTroyHoro kpeatuHuHa. B mpunHuune, Huszkoe CAJl He
SIBJISIETCSl MMPOTHMBOMNOKA3aHWEM K HAa3HAYEHUIO UHTUOU-
topoB AII®D, HO B 3TOM ciydae TpeOyeTCsT OCOOEHHO

TIIATEbHbBIN KOHTPOJIb. [lepen Ha3HaYeHMEM UHTUOUTO-
poB AII® 3abnaroBpeMeHHO (3a 1-2 AHS) JOJIKHBI OBITH
OTMEHEHBI KaJInii-coeperaroiue IuypeTuKku.

HuypeTuku, Hapsiny ¢ uHruoutopamu AIID, sBnsOT-
cs mpernapaTaMy MNepBOTo psifa MpU HATUYUM 3aCTOMHBIX
SIBJIEHUI B OOJIBILIOM M MaJIOM Kpyrax KpoBOOOpalIeHUsI.
IlepBoHayanTbHO MOTYT Ha3HAYaTbCid TUA3UAHBIE WIU
MeTJeBble TUYPETUKU, HO 00s3aTeIbHO B COYETAHUU C
uHrnouropamu AITD.

ITpu nerxoii crenenn XCH MOXHO HayuMHATh Jieye-
HUE TUa3UIHBIM JUYPETUKOM, a IPU HEAOCTATOYHOM 3(-
(ekTe ero mo3y yBeJIMYMBAIOT UM HA3HAYAIOT OJHOBPE-
MEHHO TWa3UIHbIE W MeTieBble AuypeTuku. [Ipu BbIpa-
KEHHOW M TMOCTOSTHHOW 3aIep>XKe XUIKOCTU CJIeIyeT
Ha3HayaTh TMETJIeBble TUYPETUKU 2 pa3a B JIeHb. Y Tex
OOJIBHBIX, Y KOTOPBIX HE YAAETCS MPEONOIETh PE3UCTEHT-
HOCTb K IUypeTUKaM, UHOrIa 3 @ekTa MOXHO JOOUTHCS
MpU UX BHYTPUBEHHOM BBEI€HUU B TEUEHUE HECKOJIBKUX
JTHEW.

HasnaueHue kanuii-cbeperaromux AUYPETUKOB OI-
paBIaHO B c/Tydyae CTOMKOM T'MIOKAJIMEMUM, BBI3bIBAEMOM
MpPUEMOM JUYPETUKOB, HECMOTPS Ha TEeparuio MHIMOU-
topamu ATI®D, a Takke NPy HATMYWUU BBIPAKEHHBIX 3aC-
TOWHEIX ABJICHUI B coueTaHNU ¢ mHruouropamu AIID.
Kanuii-cbeperaiomme IUYpETUKM Ha3HAYaOT TOJIBKO
TocJie Havaja Teparnuy naHrnonTopamu AII® u tmasum-
HBIMU JUYpPETUKAMU, HAUMHAS C MaJIbIX 103 C TTOCTEIEH-
HBIM UX YBEJIWYEHUEM, MIPU O0SI3aTEJIbHOM PETYJISIPHOM
(uepe3 5-7 nHeil) KOHTpOJIe CoAep>XKaHUs Kalus U Kpea-
TUHWHA B ChIBOPOTKE KpoBU. Ilpu crabuimuzanuyd 3TUX
rokasarteJjieil KX MOXHO ONpeAessaTh Kaxable 3-6 Mec (B
ciyvyae MpoJOJKEHUS MPUeEMa).

He cnemyer ctpeMuThCcsl K OBICTPOMY YCTPAHEHUIO
OTEKOB MPU HA3HAYEHWUU IUYPETUKOB, MOCKOJBKY 3TO
npeapacriojaraeT K BOSHUKHOBEHUIO BEHO3HBIX TPOMOO-
30B.

ITpu tsxenoit XCH (ITI-1V dpyHKIIMOHATBHOTO K1ac-
ca mo NYHA) k tepanuu uaruburopamu AIT® u nuype-
TUKaMU PEKOMEHIYETCSI JOOABIISITh AHTATOHUCTHI peLiel-
TOPOB aJIbAOCTEPOHA (CIIMPOHOJAKTOH), MPU YCIOBUU
HOPMAaJIbHOTO COAEPXKAHUS KIS U KpEaTUHUHA B ChIBO-
poTtke KpoBu. CMPOHOJIAKTOH (BEpOIINUPOH) BHaYaie
Ha3HAYaeTCs B 103€ 25 MT/CYT, HO, €CJIH 110 MCTeUeHUH |
MeC Tepanuu He OTMeYaeTcsl KIMHUYECKOro 3¢ deKTa B
BUe yMeHblleHus: cumntoMmoB XCH u oTcyTcTBYeT TU-
nepKajiueMus, To 103y Mpenapara 1eaecoodpa3Ho MOBbI-
cuthb 10 50 Mr/cyt. K yucity mpoTuBOmoKa3aHuii K Mpo-
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JIOJDKEHUIO JIEYEHUSI CIMPOHOJAKTOHOM, MOMUMO TH-
TepKaAIMeMU U TUTIEPKPEATUHUHEMUM, OTHOCUTCS pa3-
BUTHE 00JIE3HEHHOW TMHEKOMACTHUU.

beta-angpeHob10KaTOPEl PEKOMEHIOBAHbI BCEM 0OJIb-
HBIM co cTabwibHbIM TeueHMeM XCH mo0oii creneHu
BBIPAXXEHHOCTU MPU 00513aT€JIbHOM COOJIONECHUU CJIEAY-
IOIIMX YCJIOBUIA: OOJIbHBIE TIOJYYalOT CTAHAAPTHYIO Tepa-
o (MHruouTopsl ATT® + nuypeTuKu), U y HUX HET TIPO-
TUBOIOKA3aHUU JUIsI TIpueMa [-aJIpeHOOI0KaTOPOB
(OpoHxMaJIbHasl acTMa, XPOHWUYECKMIl OOCTPYKTUBHBIN
OpOHXUT B (ha3e 000CTpeHUsI, OpaauKapausl, TMIOTOHUS).
JleueHnue B-anpeHOOIOKATOpAMU CIIENyeT HAYMHATH C He-
OOJTBIIINX 703, B TOCJIEAYIOIIEM ITOCTEMEHHO MOBBIIIAS UX
no ueneBbix. [Tpu xopolei nepeHOCUMOCTHY 1032 yABar-
BaeTcsl He vaille yeM | pa3 B 1-2 Hen. Bo Bpemst ieueHus,
0COOEHHO B HavaJle ¥ B MPOoLiecce TUTPOBAHUS, MOTYT MO-
SIBJISITHCSI TAaKWE TIPEXOMISIIME HapyIIeHUsI, KaK TUIIOTO-
Hus1, Opanukapausg u yewienue XCH, nmostoMy HeoOxo-
JIUMBI UX CBOEBPEMEHHOE BbISIBJIEHUE U KoppeKius. Kpu-
TEPUSAMU JUIS TIPEKPALCHUS YBETUUEHUS] CYyTOUHOM T03bI
B-anpeHO6I0KAaTOPOB cunTatoTcs rurotonus (<90/60 Mm
PT.CT.), Opamukapaus (<50/MUH.), yCUJIEHWEe CUMITTOMOB
XCH.

ITpoBeneHue afgekBaTHOW KOMIUJIEKCHOUW Tepamuu
0JIaTONPUSITHO CKa3bIBaeTCS Ha KJIMHUYECKOM TEUYEHUU
JKMII 1 reMogHaMHUYECKUX MOKA3aTENSIX Y OOJIbHBIX.
Y Hux yMmeHbllIaeTcsl BbIpakeHHOCTh cumntoMoB XCH,
YITy4dlIaeTcs KayeCTBO XKU3HU, TOBbIIIAaeTCs usndeckast
AKTUBHOCTb U TOJIEPAHTHOCTD K (DU3UYECKUM Harpy3KaM.

CepaeyHble TMKO3UABI MOKa3aHbl MPU 000K CcTa-
nun XCH, coueramouieiicsa ¢ MepuaTeabHOI apuTMUENR
(ocobeHHO TaxucucToandeckoii opmoii). He nckioue-
Ho ux HazHauyeHue u npu XCH, nporekarolieit ¢ cCMHycO-
BBIM PUTMOM, OOBIYHO MPU BhIPaKEHHOU apTeprabHOM
TUIIOTOHWU, HEBO3MOXHOCTUA Ha3HAYEHUS 110 KaKUM-JIU-
60 mprunHaM uHTHONTOPOoB AII® MM B-anpeHo6IOKa-
TopoB. CepaeuHble IMKO3UIbl PEKOMEHAYETCS] UCTIONb-
30BaTh B coueTaHuu ¢ mHruouropamu AII®, nuyperrka-
MU U B-agpeHoOmokaropamu. HavambHas M momaepku-
Balolllasl 03a JUTOKCHHA, KaK IPaBUJIO, COCTaBIISIET
0,125-0,25 Mr/cyT.

B mocnenHee pecsATuieTME paccMaTpUBAaeTCS BO3-
MOXHOCTb BKJIoueHus B Tepanuio XCH 610kaTopoB pe-
1lenTopoB aHruotreHsuHa II, a Takxe coyeTaHHOro UX
npuMeHeHus ¢ nHrnouropamu AITO.

Crieniudurueckrx MoKa3aHUi 1isl MpUMEHEHUs Ba30-
nunatatopoB npu XCH He cymiecTByeT. OHM MOTYT Ha3-
HayvaTbCsl OOJBHBIM MIPU HAJTMYUU Y HUX COITYyTCTBYIOIIEN
creHokapauu, uyto npu HKMII HaGmogaeTcsi BechbMma
peaKo, MpU 3TOM MPEATIOUYTEHUE CJIEAYET OTIaBaTh MOHO-
HUTpaTaM. AHTAaroHUCTbI KaJblldsl HE PEKOMEHIYIOTCS
npu XCH, 3a WCKIIOYeHUEM CITELIMATbHBIX MOKa3aHUIA:
COITYTCTBYIOIIEH CTEHOKAPAWY W/WUIU apTepUabHON TH-
neproHuun, Kotopsie npu JJKMII HabmogatoTcs peako.

IIpu HapyllleHUsIX pUTMa cepllia CpeJCTBOM BbIOOpa
cliefyeT CYATATh aMUOAAPOH (KOPAApOH) — MpPeaCTaBU-
teiib 111 kitacca anTnapuTMuuyeckux npenapatos. [Ipemna-
pat addeKkTuBeH IMpu HauboJiee pacHpOCTPaHEHHBIX
HaIKETYI0YKOBBIX U XKEJIyJOYKOBBIX apUTMUSX U SIBJISI-
€TCS Ha CEerOAHSIIHUI Je€Hb €IMHCTBEHHBIM aHTUAPUT-
MUWYECKUM MpenapaToM, He OKa3bIBaIOIIUM KJIMHAYECKU
3HAYMMOTO OTPULIATEIbHOTO WHOTPOIMHOTO JEWCTBUS.
IIpy HamUUUKM XKeTyqOYKOBBIX HApPYIIEHUN pUTMa BO3-
MOXHO COYETaHHOE MPUMEHEHUE CEepACYHBIX TJIUKO3U-
JIOB M 3TMO3MHAa, 3TallM3MHA, aJUlalMHUHA — Tpernapa-
TOB, CYIIIECTBEHHO HE BJMSIOIINX HA COKPATUMOCTb MUO-
Kap/ia v IEHTPAJIbHYIO TeMOJUHAMUKY.

Yacteie npu JKMIT ocinoxHeHUsT B BUlie TPOMOO30B
U TPOMO03MOO0NINI TpeOyIOT Ha3HAYEHUST aHTUKOATYJISTH-
TOB U JI€3arperaHToB (renapuH, dpakcuIapuH, Hemps-
Mbl€ aHTUKOATyJSHTHI, alleTWICATAIIMIOBAs KUCIO0Ta U
Ip.). OHU MOTYT MPUMEHSITBCS HE TOJIBKO C JIEUeOHOM, HO
U C MPO(PUIAKTUYECKON LEbIO (MPeaypeXaeHe TPOM-
0030B ITyOOKUX BEH TroJIeHei, Ta3a W JIETOYHOU 3M00-
JIin).

TpaHcriaHTalMs cepAla Moka He Hallljla IIMPOKOTO
npuMeHeHus1 B Haiieidl ctpaHe. [lokazaHueM K 3TOMY
BMEIIATEIbCTBY CIAYXUT 3HAUUTEIbHOE CHUXEHUE COK-
paTtutenbHON (PyHKIIMKU MUOKapaa U Hea(PdHEeKTUBHOCTh
MeIUKaMeHTO3HOM Tepanuu. [1o 3apy0ekHbIM JaHHBIM,
10-neTHsIs1 BbXKMBaeMocTh 00bHbIX JIKMII nocie TpaH-
CIUIaHTAaLMU cepana coctaiseT 70%.

Iocmynuna 25/01-2006
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