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1. Onpexle.ﬂefme JMJIATAIMOHHOM KapauoMMuomaTumn

Tepmun «kapauomuonatum» (KMII) mpemtoxxen W. Brigden B 1957 r. mis o0o3HaueHus
IIEPBUYHBIX MOPAKECHUM MMOKAapJa HEHU3BECTHOM JTHOJIOTHUH, BBI3BIBAIOIIMX HapyLIEHUE
GbyHKIMU cepAla W HE SABISIOMIMXCA CIEACTBHEM 3a00JIeBaHUK KOPOHAPHBIX apTEpHH,
KJIAIIAaHHOIO arapara, IepuKapAa, CHUCTEMHOM WM JIETOYHOM THIIEPTEH3HMH, IOPaXKEHUs
npoBojsiied cucreMbl cepana. OcHOBHBIM kpuTepueMm otrpanndeHuss KMII ot  apyrux
MIOPAKECHUM MMOKapJa CUMTAJICA IPU3HAK  «HEHU3BECTHOCTU»  IPOUCXOXKICHUSA  ITHUX
3a00JIeBaHMA. NTATAMOHHBIN KapMOMHUOIIATHS CEpACYHBI MHOKapIa

brnaronaps BHeIpeHMIO COBPEMEHHBIX METOJO0B MHBAa3MBHOW M HEWHBA3MBHOW JMAarHOCTUKH,
yIaJOCh YCTaHOBUTH reHe3 HekoTopbix BapuaHToB KMII. IlpuumHbl OGONBIIMHCTBA ClIydaes
PKMII - sunomuokapauanbHbiii ¢udpo3, Oonesns Jledduepa, Gonesnr Dabpu, aMuiIousos3
cepaua. B reneze JJIKMII nokazana posib BUpYCHOM HH(EKIUH, ayTOMMMYHHBIX IPOLIECCOB,
HacJeACTBEHHOCTH U JApyrux (aktopos. [losTomy obGo3nauenue J. Goodwin kapauoMuonaTuit
KaKk 3a00JeBaHWN HEW3BECTHOW OTHOJOTMM B 3HAYUTEIBHOM MeEpe TMOTEPsUI0  CBOU
NepBOHAYAIBHBIA CMbICI. B mosnoBuHe cnydaeB npuuumHy KMII ycraHoBuTh HE ymaercs
(unnonaruueckue Gopmber KMII). Ilpum wmHOrux 3a0osieBaHHMAX BHYTPEHHHX OPraHOB
MH(EKIMOHHOM, 0OMEHHO-METa0OINYEeCKOW, TOKCHYECKON M JpYrod HpHUpPOJAbl MPOUCXOIUT
3aKOHOMEpHOE crenrduyeckoe nopakeHue MHOKapjAa ¢ HapylUleHHEeM ero (QyHKUIUH, KOTopoe
MHOTJIa MpUoOpeTaeT HEKOTOpbIe YepThl onKrcaHHbIX Bbiie KMII.

HNunaranmonnass kapauomuonatuss (JKMII) - »s5Tro mnepBudHOE TOpakeHWEe MHUOKapa,
XapaKTepU3YIOIIeeCs] BBIPAKCHHOW AWJIATallUEld TMOJOCTEH M HAPYIIEHUEM CHUCTOJIUYECKOU
dbyaknun xenynoukoB. Tepmun JIKMII npuMeHUM TOTBKO K TEM CIIydasM MOPaXKEHUsS CepIia,
MpU KOTOPBIX 3HAYUTENbHAs WiIaTalusl TOJOCTEH He SBISETCA CIEICTBUEM HapyLUICHUS
KopoHapHoro kpoBooOpaieHus (MbC), BpoxkaeHHbIX aHOMAIIUN Pa3BUTHS, KIIAlIaHHBIX TOPOKOB
ceplila, CUCTEMHOM M JIETOYHOW apTepuaibHOM TUNEPTeH3MM M 3a00JieBaHUM mepukapja.
Pacnpoctpanennocts JIKMII Heu3BecTHa, MOCKOJBKY JO CHX IIOp OTCYTCTBYIOT YETKHE
KPUTEPUU €€ NUArHOCTUKHU, YTO 3aTPYIHSET MPOBEACHUE AMHAEMUOIOTMUYECKUX HCCIIeI0BaHUN.
3aboseBaeMOCTh 10 JaHHBIM Pa3HBIX aBTOPOB Kojiedsercs oT 5 1m0 10 genoek Ha 100 ThICAY
Hacenenus B roa. JIKMII B 2-3 pa3za yvame BcTpedaeTcs y My>K4nH, ocoOeHHO B Bo3pacte 30-50
JIeT.

Exeronnas Bctpedyaemocts JIKMII cocraBiser 5-8 cinyuaeB Ha 100000 nacenenusi. OnHako
IIOCKOJIBKY Y 4YacTH OOJIbHBIX HET KJIMHUYECKUX HPOSBICHUH, paclpoCTpaHEHHOCTb 3TOr0
3abosieBanus, BeposiTHO, Bhbime. B CIILIA Bctpewaemocts JIKMII coctaBmsier 36 cinydaeB Ha
100000 HaceneHus, 3TO 3a00jI€BaHUE MPUBOAUT K JeTambHOMY Hcxony 10000 yenmoBek B roj.
Yacrora JJKMII cpenn num HErpouJHOW pacsl M1 MY)KUMH B 2,5 pasa BBIIIE, YEM CPEIU JINLL
€BPOMNEOUIHOM packl U >keHIIKH. [Iporuo3 3aboseBaHus y JHIl HETPOUIHOM pachl TaKKe MEHee
OnmarompusTeH: u3-3a 0Oojiee TO3JHEr0 KIMHUYECKOro MaHHM(ecTUpoBaHMsS 3a00JeBaHUs
BBDKHMBAEMOCTh 00Jiee HU3Ka.

bonbubie ¢ IKMII cocraBnstoT ot 26 10 60% Beex O0JbHBIX ¢ KaparnomMuonaruaMu. HecmoTps
Ha 10, 4yTo JIKMII cunrtaeTcst «IuarHo30M HUCKIIOUYCHUS, UMEIOTCSA cooOmmenus o cBsa3u JIKMIT

C FHHCpTCHCﬁHCﬁ, NpueMoM aroHucCToB b-aﬂpCHepFI/I‘-IeCKI/IX PEUCIITOPOB W YMCEPCHHBIM
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notpediaeHneM ankoross. [TockonabKy qunaTanus u AUCHYHKLIUS KEITYyI0YKOB MOTYT BO3SHHUKATh
BCJIEJICTBE MHOXECTBA MPUOOPETEHHBIX WM HACIEACTBEHHBIX HApYIIEHHUH, OoJbIIoe
MIPOrHOCTHYECKOE 3HaYeHHE nMeeT nudepeHranis nauonaTuieckon Gpopmel 3a601eBaHUs OT
BTOPUYHBIX M MOTEHIIMAIHLHO 0OPAaTUMBIX (POPM MOpaKEHUsI MHOKAP/a.

2. Druojiorus

B mocnennee necarunerue B 00abpIMHCTBE cirydaeB atuosoruio JJKMII ycraHoBHUTE HE ynaercs
(nmuomnatuueckas ¢popma JKMII). IIpumepHo y 20% OonpHBIX 3a00JIeBaHUE aCCOLMUPYETCS C
MIEPEHECEHHBIM paHee WH(PEKIMOHHBIM MuOKapauToM. CUHMTAOT, 4YTO BO3JCHCTBHE HAa
MUO(DUOPHILTBI IEPCUCTHPYIOMINX B OpraHu3Me MH()EKIMOHHBIX areHTOB (B TEPBYIO OYepelhb
SHTEPOBUPYCOB), B TOM umcie BkiwoueHne BupycHoi PHK B renmernueckmii ammapart
KapAMOMHUOIIMTOB WJIM BIUSHHUE «3aIlylIEHHOT0» BUPyCaMH ayTOMMMYHHOTO IpoLiecca, BeJIeT K
MOBPEKJICHUI0 MUTOXOHJIPUM M HApYyUICHUIO SHEPreTHMYecKoro Meradonmusma KieTok. [lpu
WCI0JIb30BAaHMHU ToJuMepasHoi nenHoi peakuuu (ITLIP) y yactu GONBHBIX ynaeTcsl BBISIBUTH
npucyrctBue BupycoB Kokcaku B, Bupyca remarura C, repreca, ITuToMerajJoBupyca. Y 4acTu
O0OHapyXHUBAOTCA BBICOKME TUTPBI KapAHOCHENM(PUUECKUX ayTOAHTUTEN K MHUO3MHY TSKEIBIX
Lernel, akTUHY, TPOIIOMHO3UHY, MUTOXOHIPUAIBHON MeMOpaHe KapAMOMHOLUTOB, YBEINYEHUE
LIUTOKMHOB B KPOBH. OTO MOAYEPKUBAET pOJb ayTOMMMYHHBIX HapylieHuid. boibHble ¢
ayTOMMMYHHBIM J1€(PUIIUTOM B OOJIbILIEH CTENEHHU MOJIBEPKEHBI TOBPEXKIAIOIIEMY BO3AECHCTBUIO
BUpPYCOB U pazutuio JJKMII.

laronornyeckoe
paclmpeHie
Kameper cepaya

310poBoe cepaLe AnnataumoHHas KapanoMmonaTtis

B mpoucxoxaenun  JKMII  Gonbimoe  3HaueHHe  UMeeT  TakkKe  TIeHEeTHYecKas
MIPeIPacloOKEHHOCTh K BO3HUKHOBeHHIO 3a0oneBaHusi. Cemeiinbie JIKMII BcTpeuarorcs B
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ciyyasx 3aboneBanus. /g HUX XapakTepHO ayTOCOMHO-JAOMHHAHTHOE HAcle0BaHuE. Y 4acTu
6onbubIx JIKMII oGHapyxwuBatorcs Ttakke ramiotunsl HLA B27 uw HLA DR4. Nwmerorcs
JaHHBIE O HEOJAroMpPUATHOM BO3JCHCTBHM aJKOTOJII HAa MHOKAp/A: HapylIeHHEe CHHTE3a
COKpPAaTHTENbHBIX OEJTKOB KapJIUOMHOLIUTOB, TOBPEXKICHHE MUTOXOHJPUH, HapyIIEeHUE
HHEPTETUYECKOTO METa00IM3Ma KIETOK, KPUTUYECKOE CHIDKEHHE COKPATUTENILHONW CIIOCOOHOCTH
MHOKap/ia, pacIIMPEHUIO TIoJIoCcTel cepana u popmuposanuto JKMII.

B renesze JIKMII umeer 3HaueHHe B3aUMOJICHCTBHE HECKOJIBKUX (DAKTOPOB: T€HETHYECKON
MPEIPACTIONOKEHHOCTH K BO3HUKHOBEHHUIO 3a00JIEBAaHUS; BO3JCHCTBHS SK30T€HHBIX (PAKTOPOB
(BupycHast UH(EKIHS, aJIKOroJjib) U1 ayTOUMMYHHBIX HapylmieHuil. Eciu Ha HayanbHBIX CTAIMUSIX
pazsutusa JKMII B psaae ciaydaeB ynaercs NMOATBEPAUTh BTOPUYHYKO IPHUPOAY MOPAXKEHUS
cepaua (Haauuue BUPYCHOM HMH(EKIMH), TO Ha MO3JHUX CTAAUAX KIMHHMYECKas KapTHHA YxKe
MaJjo 3aBUCUT OT BO3MOJKHBIX ITYCKOBBIX MEXaHHW3MOB 0oje3Hu. Ha mpakTuke B OOJNBIINHCTBE
CIy4aeB KOHKPETHbIE NPHYMHBI OcCTaroTcsa HeBbIsiCHEHHbIMM u JIKMII Tpakryercs kak
uavonaruyeckas popma 3aboseBaHusl, yAOBIETBOPAOLIAs TpaauMOHHBIM kputepusim KMIT no
J. Goodwin.

3. Knunuka

[Tarorenes munatalMOHHOW KapauoMuomaTHu. B pe3ynbrare BO3JAEHCTBHS NEPEUUCIEHHBIX
BBIIIIE U HEKOTOPBIX JPYTUX CHUIKEHHUE YHEPTETUYECKOTO MeTal0oJiM3Ma KIETOK U YMEHBIIEHUE
KOJIMYECTBA HOPMAJILHO (PYHKIIMOHHUPYIONTUX MHO(PUOPHIUL. DTO BEAET K MPOTPECCUPYIONIEMY
YMEHBIIICHUIO COKPATUTEIHHOW CHMOCOOHOCTHM MHOKapJa W HAcOCHOW (QyHKIuu cepamna. B
pe3ynbTaTe CHUKEHHUS WHOTPONMHONW (DYHKIMHM MHOKAapAa MPOUCXOIUT AMjaTalus MOJ0CTei
cepaiia, KoTopas, coriacHo MexaHusmy CrapiuHra, B TEYEHHE HEKOTOPOrOo BpEMEHH
nomaepxkuBaetr YO u ®B Ha goctatouHoM ypoBHE. OJHOBPEMEHHO pPa3BUBAOLIAACS
taxukapaus (aktuBanus CAC) Takke CrocoOCTBYeT COXpaHEHHUIO cepiaedHoro Beiopoca (MO,
CH). Opnako Takas KOMIIEHCAllMs BecbMa HEBBITOJIHA C JHEPreTUYECKOW TOYKH 3peHus,
MIOCKOJIBKY COTJIacHO 3akoHy Jlammaca, st co3gaHusl aJeKBAaTHOTO JAaBJIEHUS B TIOJIOCTH
Kenlmynouka aunaTupoBaHHas creHka JDK  gmomkHa pa3BuUBaTh  3HAYMTENbHO Oosibliee
BHYTPUMHUOKapAUaIbHOE HANPSKEHHUE.

CJ'IeI[CTBI/IHMI/I TAaKOro IpPOrpeCcCUpPyromero YyBCIUYCHUSA IIOCTHAIPY3KHU SBJISIOTCA: PA3BUTUC
KOMHCHC&TOpHOﬁ FI/IHeprO(l)I/II/I MHOKapJa KEJIyAOYKOB, KOTOpas CHOCO6CTByeT HCKOTOPOMY
CHWXCHUIO BHYTPUMHOKAPJAUAIIBHOTO HAIPSIKCHUA; YBCIUUYCHUC HOTpe6HOCTI/I MHOKap/Jia B
Kucjiopoac, KOTOpo€C CO BpPCMCHEM BCIACT K PA3BUTHIO OTHOCHTEIIbHON KOpOHapHOﬁ
HCAOCTATOYHOCTH M HIICMHH MHOKapa, JanpHeuIee MOBPCIKACHUC KApAUMOMHOLIHUTOB M CIIC
OOJIBbIIICE CHUYKCHHE COKpPATHUMOCTH; PA3BUTUC ,Z[I/I(l)(I)YSHOFO 1 04aroBoro KapI[I/IO(i)I/I6p038..

B pesynprare npoMCXOOUT CHIXKEHHME HAacOCHOM ¢yHKuuM cepaua, nosbimaercs KJJI B
KEJIyNOoUYKaXx W Ppa3BUBACTCS BBIPAKCHHAs MUOIEHHAas JAWJaTalMs IIOJIOCTEN cepauna. OTH
SABJICHUS] yCYTyOJIIOTCS pa3BUTHEM OTHOCHUTEIBHOM HEIOCTAaTOYHOCTH MMTPAIBHOIO H
TPEXCTBOPUYATOr0 KJIANAHOB, YTO CHOCOOCTBYeT elle OoJbIllel JuiiaTalliy Ipelicepaui u
xenynoukoB. Dopmupyercs u  Obictpo nporpeccupyer XCH ¢ mnpeumyiiecTBEHHBIM
HapyLIEHHEM CHUCTOJIMYECKON (YHKIUHM SKETYJAO0YKOB, 3aCTOEM KPOBH B MaJOM U OOJBIIOM
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Kpyrax KpOBOOOpaAIlleHHUsl, NaJeHHEM CEepJeYHOro BbIOpOca M HapylmeHHeM mnep(y3uu
neprudepuyecKX OpraHoB U TKAHEH.

3HaYNTEIbHOE YBEIMYEHHE MAcChl cepiAla 3a CYeT TUnepTpouu MHOKapaa OOBIYHO He
COIIPOBOXKIAETCS 3aMETHBIM YTOJIIIEHUEM CTEHKHU KENYAOUYKOB, MOCKOJIbKYy npu JJKMII Bcerna
npeobasaeT BEIpaKEHHAs JUIaTalus KaMep cepAla, KoTopas Kak Obl HUBEIUPYET YBEINYCHUE
MBIIIEYHOW Macchl. BakHoe 3HaueHHe B PEMOJEITMPOBAHUU CEPACYHOM MBIl U Pa3BUTUU
CEpJCUYHOM JIEKOMIIEHCAIlUM HMEET 4Ype3MEepHas aKTUBalus HEHPOrOpMOHAIBHBIX CHCTEM
opraam3ma, B ToMm uncie CAC, PAAC, AJI', tkaneBbix PAC 1 sHI0TEHAIBHBIX (DaKTOPOB.

B pesynbrare akTHBAIMM 3THUX CHCTEM NPOMCXOAUT 3ajaepkka Nat+ M BOJbl B OpraHuU3Me, 4YTO
yCyryOIsieT 3acTOMHBIE SBJIEHUSI B MaJIOM M OOJIBIIOM Kpyrax KpoBooOparmieHus. [loBbieHHOe
COJIep’)KaHHE KaTexOoJaMHUHOB, aHrumoreHsnHa I, muTokuHOB, (akropa pocTta omyxoJieH,
TpoMOOKCaHa MPUBOJUT K elle OOJbIIeMy MOBPEXKICHUIO MHOKapjaa, mnepupepudeckoit
BA30KOHCTPHUKIMM, a TakXke K 3HAUUTEIbHBIM  HApYIIEHUSIM  CBEpTHIBAIOLIEH U
(uOPUHONMUTUYECKON CUCTEM KPOBH.

CuMnTOMBI  TUIATAIIMOHHOW KapAUOMHOINATHH. 3a00JIEBaHUE JIJTUTEIHHOEC BpPEMsI MOXKET
MpOTEeKaTh OECCUMITOMHO, HECMOTpsS Ha Halnuyue OOBEKTUBHBIX (3XOKapIauorpaduyeckux)
MPU3HAKOB UJIATAIIMH JKEITYIOYKOB M HapylieHus ux GyHknun. OOBIYHO MEpPBhIC KIMHUYSCKHE
MPOSIBJICHUST 00JIE3HU CBSI3aHBI C CEPACUHON JEKOMITEHCAIIUEH, 3aCTOEM KPOBH B MaJIOM, a 3aTEM
U B OOJBIIOM Kpyrax KpOBOOOpallleHWss M CHIDKEHHEM CepACYHOro BhIOpoca. bosbHBIE
KAIYIOTCS Ha OJBIIIKY 0pu (u3MUecko Harpy3ke M B TIOKO€, YCHUIMBAIOUIYIOCS B
TOPU30HTAIEHOM TIOJIOKEHUU O0JBLHOTO (OpTOMHO?). B mameko 3ameammux ciaydasx BO3HHUKAIOT
MPUCTYIBI YIYIIbS, Yallle Pa3BUBAIOLIETOCS M0 HOYaM (cepAeyHasl acTMa U OTEK JIETKUX).

XapakTepHa ObICTpasi YTOMJISIEMOCTb, MBIIIIEYHAs CIIA00CTh, TSHKECTh B HOTAX MPHU BBITIOJHEHUH
¢bu3uveckux Harpy3ok. [Ipu3Haku mpaBoKeTyI0YKOBON HEIOCTATOYHOCTH (OTEKH HOT, TSHKECTh
B MPaBOM MoApeOephe, YBEIUYCHHUE )KUBOTA B 00bEME, TUCIICITUUECKHUE SIBJICHHS) TTOSBIISTFOTCS
no3xke. [IpumMepHO y MOJIOBUHBI OOJIBHBIX Pa3BHBAIOTCA PAa3HOOOpa3HbIC HAPYIIEHUS PUTMA U
MMPOBOJIMMOCTH, YacTh KOTOPBIX BBI3BbIBaeT y OosibHBIX JIKMII HempusTHBIE ONIYyIICHUS
(cepmuebuenus, mepebou B paboTe cepima, NPUCTYIBI MAPOKCU3MAIBHOW TaxXUKapAUH |
MeplareabHoi aputMun). HaumOosee TSOKENBIMH OCIOKHEHUSMU SIBIISTIOTCS  TPOMOO3BI M
TpoMO03MOoInK, pasBuBatotuecs y 20% Oonpubix JJKMII. Haunbonee yacto 3T 0ClnoKHEHUS
BO3HUKAIOT Yy OoOJIbHBIX ¢ QuOpmsiueil npeacepauii. Muorna 6omnbable JJKMIT ormeuaror
O6onu B oOnacTu cepala, KOTOpble B OOJBIIMHCTBE CIy4aeB OTJIMYAIOTCS OT THUIIMYHBIX
MPUCTYIIOB CTEHOKApAUU. BoJM 4acTo MMEIOT aTUNHMYHYIO JIOKAJIM3alUI0 U HE CBA3AHBI C
¢u3nueckoil Harpy3Kou.

®usukajibHoe HccaenoBanne. Pu3nKanbHble JaHHbIE, [OJydaeMble MpH 00CIeJOBAaHUU
6onbHbIx JIKMII, Hecnmeuncuunsl. Ilpum obmem ocmoTpe BbIsABIsAOTCS mnpu3Haku CH:
aKpOIMaHO3, OTEKH HOT, TOJ0KEHHWE OPTOMHO?, YBEJIWYEHHE >KMBOTa B 00beMe, HaOyxaHUe
LIEHHBIX BEH, MHOI'/A IOJIOKUTEIIBHBIA BEHHBIN Iynabc. [Ipu uccienoBaHuy JIETKUX B HWKHHUX
OTJIeNaxX MOTYT BBICIYIIMBATHCS BJIAYKHBIE MEJKOIY3bIpyaThie XpHUnbl. OTMEUAETCs yBEINUEHHUE
[IEYEHU, NOSABJIAIOTCS IPU3HAKU CEPACUHON KaXEKCHUHU.



Ocmotp, najabnanms, nepKyccust cepana. BepxyneuHplil TOMUOK YCHIIEH, Pa3IMTON U CMELEH
BJIEBO U BHM3. Yalie BCEro MOKHO BBISIBUTBH TAK)K€ YCHJICHHBIN U Pa3JIMTON CEpACUHBIN TOJIYOK U
SMUTacTPAIbHYIO MYNbCAIMIO, YTO YKa3blBaeT Ha Hajnuuue runeprpoduu u awraramuu [DK.
OOBIUHO BBISBISIETCS CMELICHHE BJIEBO JIEBOI TI'paHUIBI OTHOCHUTEIBHOW TYNOCTH CepAala U
BIpPaBO - MnpaBod rpanunbl. Jumaranusa JIII compoBokmaercs CMEIEHMEM BBEPX BEpPXHEH
TPaHUIBI Cepllla U CIIIAKHBAHUEM «TallUM» cepiana. AOCONIOTHAs TYMOCTh cep/ia OOBIYHO
pacumupena 3a cuet nguiiaramuu [1DK.

AyckyabTanusa cepaua. [Ipeseiii ToH Ha Bepxymke ocnabneH. [lpu pa3Butum JieroyHoi
TUIIEPTEH3UN oOlpeensaercss akueHT u  pacmerienue [l tonma. Hepenko Ha Bepxymike
BBICJIYILIMBAETCS MPOTOIMACTOINYECKUNA pUTM Tajona (3a cuet nosisienus Il maronornyeckoro
TOHA), 4YTO CBA3aHO C BBIPAXEHHOM OOBEMHOHN MEeperpy3Koi >KemyJouKOoB. XapaKTepHbI
CUCTOJIMYECKHE IIYyMbl HA BEPXYIIKE M B TOYKE BBICIYIIMBAHUS TPEXCTBOPYATOrO KiIalaHa,
KOTOpbIE YyKa3bIBalOT Ha ()OPMUPOBAHHWE OTHOCUTEIBHOW HEIOCTATOYHOCTH MUTPAJIBHOTO U
TPUKYCIIUJAIBHOTO  KianaHoB. [Ipu BO3HHMKHOBEHMH (UOPWIUIALMK  MpeAcepIud WU
AKCTPACHUCTOJIMM TOHBI cepina apuTMuuHble. Crenn@uyeckux H3MEHEHUH apTepHallbHOTO
IIyJIbCa HET.

[Tpu 3HAYNTETHPHOM CHIDKEHHH CEPACYHOrO BHIOPOCA OTMEUACTCS CHIKEHHE CHCTOJUYECKOTO U
IMyJIbCOBOI'O A,H, a B TSDKCIIBIX ClIydasdaX - YMCHBIICHNUE HAIIOJTHCHUA U HAIIPSOKCHUA I1YJIbCA. HpI/I
BO3HMKHOBEHUU (PUOPWLISINM MpeAcepAuil mynbc apuTMU4HbINA. Taxucucronaudeckas gopma
MepIaTeIbHON apUTMHUH COTIPOBOXKIAETCS AePHUIIMTOM Tyibca. BHesanmHas cmepTs nipu JJKMIT
MOXET HACTYIUTh B pe3yibTare (GUOPHILIAINHA, aCUCTOJMH WM TPOMOOIMOOINHU B JIETOYHBIN
CTBOJI MJIM MO3rOBbIe cocybl. K unciay 4acThIX OCIOKHEHUN OTHOCATCS TakkKe TPOMOOIMOOINN
B JICTOYHYIO apTEpUI0 W apTEepUu OOJBIIOTO Kpyra KpoBooOpaIeHusi (MO3TOBBIC, TOUYCUYHBIC,
Me3EeHTepHAIIbHbIE, apTEPUHN BEPXHUX U HIDKHUX KOHEYHOCTEH).

C mnoMmouIpl0 KIMHUYECKUX, TeMOJWHAMUYECKHX, BEHTPUKYIOrpaUUECKUX MaHHBIX MOKHO
OIICHUTh PHUCK Ha OOJBUIONW MOMYNSLMH, OJHAKO OLEHKAa MPOTHO3a KOHKPETHOIO OOJBHOTO
JAKMII ocraerca BecbMa 3aTpynuurtenbHoil. WM3BectHo, uto JKMII xapakrepusyercs
HEOIaronpusTHBIM T€YEHHUEM W MPOTHO30M. B Teuenue msatu et ymupaer a0 50% OOJBHBIX,
OOJIBIIMHCTBO M3 HUX BHE3AIHO BeiencTBUE GuOpuiuianuu xemynoukos. K apyrum mpuunHam
JIETAbHBIX MCXOJOB OTHOCSTCS mporpeccupyromas xponudeckas CH, TpomGosmboanueckue
ocnokHeHus. HebmaronpusaTHbIN MPOrHO3 CBsi3aH co creneHbio nuchyHknuu JOK, B MeHben
CTETEeHHU - C Pa3BUTHEM KEITYI0YKOBBIX apUTMUI, SMOOTNYECKIX OCIIOKHEHUN. XOTs AUIaTaIusa
JDK 00bIYHO sBJISIETCSI TOYHBIM IMPOTHOCTUYECKUM MpU3HAaKoM, omucaHa ¢opma JIKMII c
YMEPEHHOM JuiaTalueil, Mpu KOTOPOM 3HAUYUTEIBHO CTPAJaeT COKPAaTHUMOCTb, a IPOTHO3
MaIMEHTOB cXoAeH ¢ 00bruHoM JIKMIT.

4. Iluarnocruka

HNHcTpyMeHTabHAs AWATHOCTHKA. JJIeKTpokapauorpagus. DieKTpokapauorpapudeckoe
HCCIIeIOBAaHUE HE TO3BOJISET BBIABUTH CHELU(UUECKHE OCOOEHHOCTH AIIEKTPUYECKOIO MO
cepaua, xapakrepusie a1 JIKMII. Ha DKI' 00buHO ompenensorcs: MpU3HAKU THIEPTpopuu
JDK wn JII, unorga B coueranuu ¢ runeprpodueit IDK. OcoOGeHHo xapakTepHa jaenpeccus

cermeHTa RS-T B neBbIX rpyanbix otBeaeHusx (VS5 u V6) u orBepenusx I u aVL; npusnaku
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O7oKaIel IeBOM HOXKKM Mydka ['uca (dacTtast Haxo/Ka); GuOPMILIAIMS TPeACepaANi U/ Ui Ipyrue
HapylleHus puTMa cepiana; yanuHenue untepBasiia Q-T. B psge ciaysaeB na OKIT mMoxHO
BBISIBUTH MPU3HAKH KPYMHOOYAroBOTO WJIM TPAHCMYPAJIBHOTO pyOlla MHOKapaa B BHIE
naToJoruyeckux 3yomoB Q m kommuiekca QS. DTH M3MEHEHHS OTPAXAIOT XapaKTEepHOE IS
JKMII pa3zButue ouaroBoro ¢pudposa muokapaa JDOK.

Ixokapauorpadus. Ixokapauorpadus sBisercs Hanboiee WHOOPMATUBHBEIM HEHMHBA3UBHBIM
MetogoM wuccieaoBanus OonbHBIX JIKMIIL. Bo wmHorux cmydasx sxokapauorpaduyeckoe
HCCJIEIOBAHUE MO3BOJISIET BIEPBBIE BBIIBUHYTh JHArHOCTUYECKYIO KoHUenuuto JJKMII, onenuts
CTCTICHh HApPYIICHUH CHUCTOJUYECKOW W JUACTOIMYECKONW (DYHKIUH IKEITyJIO0YKOB, a TaKKe
J0Ka3aTh OTCYTCTBME KJIAllaHHBIX MOpaeHWH, 3abosieBaHuil nepukapia. Hawubosnee
xapaktepHbiMu 3XOKI' mpusnakamu JIKMII sBisgrorca 3naumtensHas awinaranusa JOK npu
HOPMaJIbHOW WJIM YMEHBUIEHHOW TOJIIKHE ero cTeHoK U cHkenne OB (Hmxe 30-20%). Yacto
OTMEYaeTcsl pacmupenue apyrux kamep cepaua (IDK, JIIT).

Pa3zBuBatorcst TOTanbHasg ruUNokuWHE3us cTeHOK JIJK, 3HAUMTENbHOE CHIKEHHE CKOPOCTH
KpPOBOTOKa B BOCXOJSIIEM OTJHENE aopThl U BhIHOCAIEM Tpakrte JOK m B jerounoi aprepuut
(mommepoBckui  pekuM). Hepenko BHU3yanM3WPYIOTCS BHYTPHUCEPJECYHBIE MPUCTEHOYHBIC
TpoMOBI. B HekoTopsix ciydasx npu JAKMII MoxxHO O0OHapyKuUTh pEerMOHaNbHBIE HapYyLIECHUS
cokparumoct JDK, aneBpusmy Bepxymku JDK. Oto 3arpyasser auddepeHunatbHyO
nuarHoctuky storo 3aboneBanus ¢ MBC. HccnenoBanme B JByXMEpPHOM W JOMILIEPOBCKOM
peXuMax IMO3BOJIAET BBISIBUTh NPHU3HAKM OTHOCHUTEIBHOM HEIOCTATOYHOCTH MHUTPAIBHOIO H
TPEXCTBOPUATOTO KJIallaHOB 0e3 aedopMaIiii X CTBOPOK.

Pentrenorpagus. Pentrenonorunueckoe HCCIIEIOBAHUE MO3BOJISIET BU3YaJIM3UPOBAThH
CIIeyIOIIe U3MEHEHUs: MPU3HAKH KapAHUOMETalluy; CTIa)KeHHOCTh KOHTYPOB JIEBBIX OT/EJIOB
cep/ia; mapoBUIHY0 GOopMy cep/iia 3a cueT TUiIaTallii BCEeX MOJIOCTEH (B TSXKENbIX CIydasx);
MPU3HAKKA BEHO3HOU U apTepHalIbHOM JIETOYHOM TUIIEPTEH3UH U PacIIupeHUE KOPHEH JIErKuX.

Koponapoanruorpagusi u BeHTpHUKYJOrpadusi. OTH HHBA3UBHbIC METOAbl HMCCICAOBAHUS
UCIOJIL3YIOTCS B TeX  CiydasX, KOrja BO3HHKaeT HEOOXOJUMOCTh  IPOBEICHUS
mupdepennmansaor nuarHoctuku JJKMIT m UBC nmpu pemienun Bompoca 0 XUPYprudecKOM
nedenud. Y OonbHbix JIKMII oTcyTcTByeT reMoaMHaMUYeckd 3HauuMoe cyxeHne KA,
onpenenstorcs noseiieHne nokazareneil KO u peskoe cHmwxkenne @®B. MHorma MoxxHO
BBISIBUTH HapYILIEHUs JOKAIbHOUM cokpaTuMocTu Muokapaa JDK.

OHAOMUOKaApAHATIbHAsE Ouoncus. [I[poBoUTCS B CHCHMAIM3UPOBAHHBIX — MEAUITUHCKUAX
1eHTpax. MeTol TO3BOJSET OICHUTh CTENEeHb pa3pyIICHUs MBIIICYHBIX (UIAMEHTOB B
OuomnTaTe, YTO UMEET MPOTHOCTUYECKOE 3HAUCHUE.

5. InddepenunanbHas IMarHOCTHKA

Huarnoctuka JIKMII nauumnaercs mocne BbwisiBieHus mgunarauuu JDK cepaua ¢ HHU3KOU
CHCTOJINYECKOHN (QYHKIMeH y manueHTa, KOTOpbIil oOpaliaercs ¢ ajno0aMu Ha OJBIIIKY, OTEKH U
crnabocTh. JlaHHbIe aHaMHe3a, ayCKy/IbTaTUBHAS KapTHHA, PEHTI€HOJIOTHYECKOE HCCIIeI0OBaHNE U
OxoKI' (Oxokapauorpadus) yaiie BCEro cpasy IMO3BOJISIOT UCKIIOUUTH OINpPENeNIeHHBIH Kpyr
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npuunH muiataiuun 1 CH (ameBpusmy JDK cepama, Al, 3moymoTpeOiieHHe aikoToJieM,
npuoOpeTeHHbIe U BPOKICHHBIE MOPOKH cepamna). COop ceMelHOro aHamHe3a IMOMOTaeT B
JUArHoCTUKE HAaCJIICACTBCHHBIX KapI[HOMI/IOHaTI/Iﬁ, OJIHAaKO IIpH OECCUMIITOMHBIX HapyHmICHHUAX
BBISIBUTH OOJILHBIX POJICTBEHHUKOB BO3MOKHO TOJIBKO € TIOMOIIBIO 3XOKap AUoTpaduu.

DIEKTPOKApANOTPaMMa MOKET OCTABATHCS HOPMATBHON WM OTPaXKaTh JIUIIb HECIIEIU(DUICCKIEC
HapylleHus penossipu3aunu. Hapymenus npoBoauMocty Berpevarores nmouTta 'y 80% O0abHBIX
Y BKJIFOYAIOT aTPUOBEHTPUKYISAPHYIO Onokany | cremenu, Oimokamy JIeBOW HOXKHM mydka [uca,
ONokagy TepeqHe JIeBOH BETBH M HECHEIU(PHUSCKHE HAPYIICHUS BHYTPHKEITYIOYKOBOM
MpOBOIMMOCTH. biokaa rpaBoi HOXKKM ITydka [ 'rca BcTpedaercs pexe.

Hapymenuss mpoBoauMocTd 4yamie HaOMIOMAOTCs Yy OONBHBIX C JUIMTEIBHO TEKYIIUM
3a00JIEBaHUEM U CBUAETEILCTBYIOT O HApaCTaHUU UHTEPCTUIIMAIBHOTO (pudpo3a u runeprpoduu
KapAMOMHUOIMTOB. YacTo BeTpewaroTcsl Takke npu3Haku runeprpodun JDK, xommiekcsl tumna
QS B oTBeneHUAX, OTPAKAIOLIUX NOTEHIUAI MEpelHeNd CTEHKH, U OTCYTCTBHUE HApPACTAHMUS
aMIuIMTYAbl 3yOna R B TpyaHbIx oTBeAeHMsX. MepliaHue mnpeacepAuii, MiIoXo NEpeHOCHMOe
00JbHBIMH, pa3BHuBaeTcst MouTd y 20% MalKueHTOB, OJHAKO 3TO HE SBJISETCS CBUIETEIHCTBOM
IJI0XOTO TporHo3a. Hambolsiee mMUPOKO HCMONB3YeMOW HEWHBA3WBHOW METOJMKOW SIBIISETCS
sxokapaunorpagus. OHa no3BoJseT BoIABUTH quuiatanuio JIK, olleHUTh TOJIIKMHY €ro CTeHOK U
UX COKPaTUMOCTb.

Hapymenne cokxpatumocTu siBisieTcst obs3aTenbHbiM cuMiitoMmoMm JIKMII, oObryHO amarHos
ycraHaBnuBaercs npu cHwkeHun OU nmwxe 45%. Xots o6brunbiM npu JAKMII saBnsercs
ro6anpbHOEe HapylIeHHE COKPAaTUMOCTH, MoYTH Yy 60% OO0JIbHBIX BBISBISIOTCS CErMEHTapHbIE
muchyukuun JDK. Bosiee GiaronpusTHBIN MPOTHO3 UMEETCS y OOJIBHBIX C 00Jiee BHIPAKEHHBIM
CEerMEHTapHbIM, Y€M TOTAJIbHBIM MNOpaxkeHueM. Jlumataius mpencepauil TakKe BCTpedYaeTcs
4acTo, OJHAKO HMMEET MEHbIIee 3HaueHue, YeM JuiaTalus >KelyI04KkoB. BHyTpumosocTHbie
TpoMOBbl 4Yamie Bcero BbisBisitoTCs B Bepxymke JDK. Xors JIKMII B OCHOBHOM sIBIs€TCS
¢ dy3HBIM TPOILECCOM, HEKOTOphle aBTOpbl HaOmoAamu 10-15% OONpHBIX ¢ M30JIMPOBAHHOM
muchynkuuern JIDK OGe3 BoiieueHus mpaBoro. B Takod cuTyanum HEOOXOJIMMO B TIEPBYIO
ouepe/ib UCKIIOUYUTh KOPOHAPHBII reHe3 auiarauuu. JJonmiepoBckoe uccieJoBaHie MO3BOJISIET
BBISIBUTH YMEPEHHYIO MUTPAIbHYIO WIH TPUKYCIHUJAIbHYIO PETYprUTallH, HE CIIBIIIHBIE MPU
ayCKYJIbTAIIUH.

Cuunrturpadus muokapaa ¢ 99mTc mo3BoJsieT KOJIUYECTBEHHO OIICHUTH CHUCTOJMYECKYIO H
muactonnueckyro pynkuumun JOK u ucmonws3yercs B curyanusx, korga mpoeneHue IxoKI
HEBO3MOXKHO (ILJIOXO€ YJIbTPa3ByKOBOE OKHO). HeT HE0OX0AMMOCTH MPOBOAUTH KaTETEPU3AIIHIO
MOJIOCTEH cep/iia BceM MalueHTaM, TeM 0ojiee HeT HEOOXOAUMOCTH B MPOBEACHUH HECKOJIBKHX
MOCJEeI0BATENbHBIX HccienoBaHuil. Karerepusamuss mnpaBbIX OTHENOB HUCIHOJB3YETCS s
noadopa Tepamuu y OONBHBIX C TSDKENBIM TEYeHHEeM 3a00JIeBaHHs, HO HMCXOJHAas OICHKA
reMOJIMHAMUKH Tepe]] HauaJoM JICUEHU MT0Ka3aHa PeJIKo.

Huzkas guarHoctuyeckas HEHHOCTh 3HI[OMI/IOKap):[I/IaJ'ILHOI71 ouoncuu JA€J1acT HCOGXOJ_'[I/IMBIM
MEPCOCMBICIICHUEC 3HAYCHUA 3TOM mpoucayphl. HpOBC)ICHI/IC BHHOMHOKap,[[I/IaJIBHOﬁ ouoncuu
HCO6XO,Z[I/IMO IIpU HAJINYUU ILI/IC(I)YHKI_II/II/I MHOKapJia 1 CUCTCMHOT'O 33.60J'ICB8.HI/I$I, nopaxxarourero

MHUOKapJd U MOANaromerocsa CHCLII/I(I)I/I‘-ICCKOMY JCYCHHIO (capKom[o3, 303PIHO(1)I/IJ'II/I}I). HCHHOCTB
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3TOTO METOJIa MOJKET BO3PaCTH, Koraa OyayT BHEIPEHBI HOBBIE TEXHOJIOTHH JAMArHOCTHKH
JAKMII Ha cyOKIETOYHOM M MOJICKYISIPHOM YPOBHSX.

Yame Bcero Ci0XHOCTH BO3HMKarOT npu uckiaroueHnn WBC u Muokapaura, Kak HpPUYMH
munaranuu JOK. JlanHble aHaMHE3a M KJIMHAYECKas KapTUHA JWJIATAHOHHON KapJAMOMHOIIATUU
3a4acTyl0 MMEIOT CXOACTBO co creHokapauei, DKI[' m3aMmeHeHus (Haau4ue NATOJOTHYECKUX
3yO1oB Q) HE MO3BOJISIOT UCKITIOYUTH MTOCTHH(APKTHBIE M3MEHEHUs. 1103TOMY B COMHHUTEIBHBIX
ciydasx 6onmpHBIM ¢ CH m munatanmeit JOK cepama mokasana kopoHaporpadusi, TOCKOJIBKY
peBacKyiIspu3alus MpU HAJIWYMM CTEHO30B KOPOHAPHBIX AapTEpPUil MOMKET MPHUBECTH K
BOCCTaHOBJICHUIO CUCTOJIMYECKON (QYHKIINU.

HenaBHo nepeHecenHoe BUpycHOE 3a00JI€eBaHNE, OCOOEHHO COIPOBOK/IABIIEEC MUAITHSAMU WIIN
MEPUKAPIUTOM, TO3BOJSET MPEANOJOKUTh TIJIABEHCTBYIOIIYIO poJib MHOKapauTa. OnHako
mipdepeHunanbHbld  IUarHo3 — AWJIATAlMOHHOM — KapJAMOMHOINATHM UM XPOHUYECKOIO
PELUINBHUPYIOIIET0 MHOKApAUTA (BOCHAIMTEIbHON KapAMOMHUONIIATUM) HE Bcerja npoct. bonee
peakoil mpuumHOW naunatauuud JDK u cHmwkeHus ero cuctonuyeckoil (YHKIMH SBIsSETCS
JUINTEJIBHO ~ CYIIECTBYIOIIAs aApPUTMHUSA C YacTbIM PHUTMOM COKpAIEHHS JKEIYJOYKOB
(kapauomuonaTusi, HMHAyLHpOBaHHas Taxukapauen). JuddepeHnmanbHo-auarHocTUIeCKuM
KpUTEpUEM SIBIIIETCS BOCCTaHOBJIEHHE cuctosmdecko pynkuuu JDK u momnas obpatumocTts
€ro JWJIATAI[MHU MTOCJIE BOCCTAHOBJIEHUSI CHHYCOBOTO pruTMa nuiu KoHTpost YHCC.

6. JleueHne AUJIATAIHOHHONH KAPIMOMHONATHHI

Jleuenne OompHBIX JIKMII sBisiercss B Hacrosimee Bpems TpyaHou 3amadeit. [Tockosbky
MPUYMHY 3a00JIeBaHUsl YCTAHOBUTH HE yJAAeTCsl, MaTOreHEeTHYecKas Tepanusi OOJbHBIX JIOJDKHA
ObITh HampabiieHa Ha Koppekuutro XCH; nedyenwe u mpoduIaKTUKy apuUTMUN; JEYCHHE H
npodUIaKTUKY TpoMOoIMOomueckux ocinoxuenuid. bonpueie JIKMIIT pedpakTepHb! K JIEYSCHUIO
WHOTPOMHBIMU CPEJICTBAMHU, KOTOPbIE HE MPUBOIAT K YMEHBIICHUIO KIIMHUYECKUX MPOSIBICHUN
XCH, cnocoOCTBYIOT BO3HUKHOBEHHIO CEPJICYHBIX apUTMHUI.

KoncepBaruBHoe Jiedenme. Jleuenue XCH y Gosbabix JIKMII ocHOBaHO Ha ompeneieHHBIX
npuHiunax. OrpaHuueHre GU3NUECKUX Harpy3ok, MOTpeOleHus MOBapeHHOM COJIM, 0COOEHHO
IIPU HAIMYUK OTeYHOro cuHapoma. Murudurtopst AII® sBist0TCS CpeicTBOM MEPBOro BbiOOpa B
neuenuu 6oabHbIX JJKMII. Ha3znauenue 3Tux npenaparoB (IpU OTCYTCTBUU IPOTUBOIOKA3aHU)
11eJ1Ieco00pa3HO Ha BCEX CTaAUAX pa3BUTHUSA OOJIE3HHU, AK€ HPU OTCYTCTBUU BBIPAXKEHHBIX
kauHuyeckux mnposiBneHuit XCH. Huruburtopel AIID cnocoOHBI mNpeaynpexaaTb HEKpPO3
KapJIMOMHMOLIUTOB,  pa3BUTHE  KapauoduOpos3a; crmocoOCTBYIOT OOpaTHOMY  pa3BUTHUIO
TUNepTpo(uu, CHUXKAIOT BEIMYMHY IOCTHArpy3Kd (BHYTPUMUOKApIUAIbHOE HAaNpsHKEHUe),
YMEHBIIAIOT CTENEHb MUTPAIbHOMN perypruranuu, nasienue B JIII u cexpenuro [IHY D.

[Ton BOMSIHMEM JUIMTENILHOTO pEryJsipHOro mpuema MHruoutopoB AIID ymydmnaercs kauecTBO
xu3HU  OonbHBIX JKMII. Ilpumenenune wunruOutopoB AlIld noctoBepHO yBeIWYMBAET
IPOJOIDKUTENBHOCTh KU3HU OonbHBIX JKMIIL. Dddexr wunrudburopor AIID mnpu stOoM
3aboneBaHuU OOBsICHAETCS yruereHueM upe3MmepHoil axtuBauuu PAAC, CAC, TkaHeBBIX U
HEHpOropMOHAJIBHBIX CHCTEM, OTBETCTBEHHBIX 3a IporpeccupoBaHue Ooje3HH. Vcnosib3oBaTh
uHru6utopsl AI® y 60onpabx IKMII cenyeT ocTOpoKHO M3-3a BO3MOXKHOCTU TMITIOTEH3UBHOM
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peakuuu U opTocTaTuueckoil runotonnu. HaganeHas no3a nmpenapara: 3Hananpui 2,5 mr 2 pasa
B cyTku; pamunpuia 1,25 mr 1 pa3 B cytku; nepunponpui 2 mr 1 pa3 B cyrku. IIpu xopomeit
MEPEHOCUMOCTH JI03bI Heo0xX0uMo yBenu4nTh (20-40 Mr/cyTku - uist SHananpwia, 10 mr - s
pamunpuia, 4 Mr - s IEpUHIONIPUIIA).

B-anpenob6nokaropsl 1enecoo0pa3sHo komOuHupoBaTh ¢ wuHruOuTopamu AllD. OcobeHHo
MOKa3aHbl b-aJipeHOOIOKATOPHI Y OOJIBHBIX CO CTOWKON CHHYCOBOH TaxWKapauei, a Takke y
MAIMEHTOB C MeplaTeibHON apurmuei. Y 60mbpHBIX [JKMII b-aapeHoO610KaTOpBl HCIIOIB3YIOTCS
HE TOJIbKO KaK CPeJCTBO MPOQPMIAKTUKY U JICYEHUSI HAPYLIEHUI CEeplIeYHOr0 pUTMA U KOHTPOJIS
UCC, HO ¥ Kak ImpenapaThl, OKa3blBaroliye BiausHue Ha runepaktuBupoBanHsie CAC u PAAC.
Wx neiicTBUEe Ha ATU CUCTEMBI COIPOBOXKAAETCS YIYUIIEHHEM T'e€MOJAMHAMHUKH, YMEHbIIEHUEM
UIIEMUM MHUOKapJa W TOBPEXKJIEHUS KapJUOMHOLUTOB. B-agpeHoOI0KaToOpsl yIydlIaroT
KayecTBO JKM3HM, MPOrHO3 U BbDKMBaeMocTh OonbHbIX JIKMII. Hcnonesytor mo0bie b-
aJpeHOOIOKATOPHI (METOIPOJIOJI, OUCOMPOIIO, ATEHOJIOJ, KAPBEIAUIION).

JleueHue HAYMHAIOT C MajbIX 03 MPENapaToB, MOCTEIIEHHO YBEIWYMBAs MX /10 MaKCUMAaJbHO
MEPEHOCUMBIX. Y YacTu OOJIbHBIX B MEepBble 2-3 HeAenu JiedeHus b-aipeHo0I0KaTopaMyu MOTYT
HaOmonaTeest ymenblieHne @B, YO u HekoTopoe YXyIIIEHHE COCTOSIHUS, UYTO CBSI3aHO
MPEUMYILIECTBEHHO C OTPULATEIbHBIM MHOTPOIHBIM JEHCTBHEM O3THX MpenaparoB. OpHako y
OOJIBIIMHCTBA TAKUX OOJILHBIX CO BPEMEHEM HAYMHAIOT MPeo0diafaTh MOJIOKUTENbHbBIE d3PPEKTHI
b-aapeHo0I0KaTOPOB, OOYCIIOBICHHBIC CTa0WIM3alMeld HEHPOTOPMOHAIBHON  PErylsiuu
KpOBOOOpAILIEHHUs, BOCCTAHOBJIEHHEM IIJIOTHOCTH b-aJApEHOPELENTOPOB Ha  KIETOYHBIX
MeMOpaHax KapAMOMHOLIUTOB U YMEHbIIEHHUEM KapIANOTOKCUYECKOTO EHCTBUS KaT€X0JIaMHUHOB.
[Tocrenenno Bo3pacraer @B n ymenpmarorcs knuanueckue mposisieHuss XCH. [Ipumenenne b-
aapenoOmokatopoB npu JIKMII Tpedyer ocTtoposkHocTH, ocoberHo y 60apubix XCH III-1V ®K
no NYHA, X0Ts NpuHUMINATIBLHO OHU HE TPOTUBOIMOKA3aHbI U MPU THKEIOU TEKOMIICHCAIINH.

JIMypeTuKy NPUMEHSIOT MpPH HaJUMYMM 3aCTOS KPOBU B JIETKUX WIW/U B OOJBIIOM Kpyre
KpoBooOpamieHus. [IpuMeHsIOT THA3UIOBBIE, THA3UAOMNONA00HbIE U TETIeBble MOYETOHHBIE MO
oObruHOM cxeme. [lpu HanmMuuu BBIPAXKEHHOTO OTEYHOTO CHHIpPOMA IIEIEcCO00pa3HO
MIEPEYUCIICHHbIE JIMYPEeTUKH KOMOMHHUPOBATh C Ha3HAYEHHWEM AaHTArOHHCTOB allbJOCTEPOHA
(asbmakTOH, BepommupoH). st JedeHuss OOJBHBIX ¢ XpOHWYECKOU JieBokenymoukoBoi CH B
KayecTBE JOIMOJHUTEIHHOTO JIEKAPCTBEHHOTO CPEICTBA MOXHO HCIIOJIb30BaTh HHUTPATHI -
M30COPOUA-TUHATPATEl WM HU30COpOUA-5-MOHOHUTpaTHL. [locienHue OTIMYAIOTCS BBICOKOU
OMOJOCTYITHOCTBIO U MPEACKAa3yeMOCTbIO IEHCTBUS (ONHMKapH, UMAYp). DTU JEKapCTBEHHbBIC
CpeICTBa CIOCOOCTBYIOT ICTIOHUPOBAHUIO KPOBU B BEHO3HOM pYCIE, YMEHBIIAIOT BEITUYHUHY
MpeIHarpy3KU U 3aCTOI KPOBU B JIETKHUX.

CepaeuHble MTMKO3M/IbI TOKa3aHbl OOJIBLHBIM € MOCTOSIHHOM (opMOit MepraTenbsHONH aputMun. B
TUX Ccly4dasx TMOJ0oXUTeNbHbIe 3((dekTsl cepaeuHblx TInuko3uoB (ymenbiienune YCC)
OOBSICHAIOTCA HE TMOJIOKUTENIIBHBIM HHOTPOIHBIM JEHCTBHEM OSTHX IpenapaToB, a HX
BaroTPOIHBIM JIeHICTBHEM, IIPOSIBIISIOUIMMCS YBETUUYEHUEM pedpaKkTepHbIX nepruoioB AB-y3na u
3aMEJUICHHEM IPOBEACHHUS JJIEKTPUUYECKOro HMIynbca 1o AB-coenunenuro. B pesynbrare
TaXUCHCTOJIMYECKYI0  (GOpMYy  MepLaTelbHOM  apuUTMUM  yJdaeTcs  IepeBecTd B
HOPMOCHCTOJIMYECKYIO, YTO YJIydlIaeT MPOLEeCcChl auacToandeckoro HamoyHeHus JOK, cHuxkaer
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nanenre B JIII u BeHax Majoro Kpyra KpOBOOOpAIEHUS M CIIOCOOCTBYET yMEHBIICHUIO
OJBILIKH U JPYTUX IIPOSIBICHUM 3aCTOSI KPOBU B JIETKHX.

JIMCKYCCHOHHBIM OCTAeTCs BOIPOC O LEIeCO00pa3HOCTH MPUMEHEHHUS CEPICUHBIX TIMKO3HUIOB Y
60pHBIX JIKMII ¢ CHHYCOBBIM PUTMOM H BBIpaXXEHHOU cuctoimyeckon auchynkuueit JOK (OB
= 25-30%). MonoTepanus cepAeYHbIMU TIMKO3UIAAMU ObIBAaeT HEA(P(PEKTUBHOM, MOCKOIBKY B
OOJIBIICTBE CIIydaeB OTCYTCTBYET MOpPQOJIOTHYECKHA cyOcTpar [uis JEWCTBUS ITUX
WHOTPOIHBIX JIEKAPCTBEHHBIX CPEACTB, @ UMEHHO: UMEETCSl 3HAUUTEIIFHOE U PAaCIpOCTPAHEHHOE
MOBPEXKJICHHE KApAMOMHOIMTOB, YMEHBIIEHHE KOJUYECTBA MHOGUOPIILI, HapyIICHUS
KJIETOYHOTO METa00JIM3Ma M BEIPAKCHHBIH Kapanopuopos.

[IpumeHeHne cepAeUYHBIX TIMKO3UIOB Yy TSDKENBIX OOJBHBIX C BBIPAKEHHOM CHUCTOJIMYECKOMN
mucpynkuuen JOK u cuHycOBBIM pUTMOM, BO3MOKHO TOJIBKO B KOMOMHALIMM C MHTMOUTOpaMU
AIl®, puypetmukamMu MOJ KOHTPOJIEM COJAEp)KaHUS DJIEKTPOJIUTOB U MoHUTOpuHra OKI.
JlntenbHOE IPUMEHEHHE HETJIMKO3UAHBIX HHOTPOIHBIX cpelcTB Y 0osbHbIX JJIKMIT u XCH ne
pEeKOMEHAyeTCcs, TaK KaK JIOCTOBEPHO  YBEJIMYMBAET CMEPTHOCTh 3TUX  OOJIbHBIX.
KpartkoBpemMeHHOE NpPHMEHEHHE HETJIMKO3UAHBIX HWHOTPOIHBIX JIEKAPCTBEHHBIX CPEICTB
(eBogomna, n0o0yTaMHH, MWJIPUHOH, AMpPUHOH) OINpaBJaHO MpPU TMOJArOTOBKE OOJIbHBIX K
TpaHCIUIAHTALlMH CEPALA.

Ha3znauenune anTtmarperanToB moka3zaHo BceM OonbHbIM JIKMII, mockonbky B 30% ciydaeB
Te4eHHe 3a00JIeBaHUs  OCJOXKHSETCS  BHYTPUCEPIACYHBIM  TpPoMOO30M U pa3BUTHEM
TpomMO03MOOomii. C 3TOW MENbI0 HCHOJB3YETCS TMOCTOSHHBIM TIPUEM aleTHIICATUIIAIOBOM
kucyoThl B 03¢ 0,25-0,3 T B CyTKH, TPUMEHEHUE IPYTrUX aHTHArperaHToOB MO cxemaM (TpeHTal,
TUTIUPUAAMOJI, Ba3oOpayl, TOHaKaH). Y OOJBHBIX C MEpIATEIbHON apuTMHUEH TOKa3aHO
Ha3HA4YCHHE HEMPSAMBIX AHTUKOATYISHTOB (BapdapuH) TOA KOHTPOJEM TOKaszarenen
KoarynorpaMmsl. Jlo3bl mpenapaTta noaouparorcsi Tak, uroosl BenuunHna MHO cocraBmsina 2-3
ea. MHorue crnenuasiucThl CUMTAIOT NOKa3aHUEM JUIS Ha3HAYEHUS HENPSMbIX aHTHKOAryJIsHTOB
BbIsiBIICHHE Y 001bHBIX JIKMII BHYTpHICEpI€UHBIX TPOMOOB.

Xupypruueckoe Jjiedenue. TpaHcruiantanus cepaua sBisieTcsi BBICOKOA((GEKTUBHBIM CIIOCOO0M
nedeHus: O0oapHBIX JIKMII, pedpakTepHbIXx K MEAMKaMEHTO3HOW Tepanuu. [lokazaHusMH K
omepanuy TpaHCIUIAHTALMU SIBISIFOTCS: ObicTpoe mporpeccupoBanne CH y 6onpabIx JTKMII,
otcyrcTBHe 3 (PeKTa OT KOHCEPBATUBHOW TEpanuy; BOSHUKHOBEHHUE KU3HEOTIACHBIX HAPYIICHHIA
CepJICUHOTO PUTMA; BBICOKUH PUCK TpomOo3IMOonnyeckux ocnokHeHuid. [lociaennue muposbie
JAHHBIE TIOKA3bIBAIOT YIYUIICHHE KauecTBa >KM3HM TOCIE MEepecajki cepiala U yBEIUYCHHE
BBDKHMBAEMOCTH 0OJBHBIX 110 79% 3a 1 rox, 74% - 3a 5 net, 72% 3a - 10 jerT.

CepLGSHOﬁ HpO6J'ICMOﬁ, OFpaHI/I‘lI/IBaIOH_Ieﬁ IMAPOKOC PACIIPOCTPAHCHUC 3TOTr0 METOJA JICUCHUA,
ABJISICTCS BBICOKAsd CTOMMOCTH OIICPATHUBHOTO BMCHIATCIILCTBA U OPraHU3allMOHHBIC HpO6HeMBI.
B nmocinemnue roapl B AKOHOMHYECKH Pa3BUTHIX CTpaHax [JIMHA JIMCTAa OXXHUAAaHUA
TPpAaHCIUIaHTAaOUU Cepllla 3HAYUTCIBHO BBIPOCIIA. TmarensHbII OT60p nalqM€HTOB OCHOBAaH Ha
OMpCACIICHUN MPCAOINCPAIIMOHHBIX XAPAKTCPUCTHUK, ABJIAOIHUXCA JyUIIUMU MTPCAUKTOPAMHA
Xopomero ucxona.
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JByxxamepHas BIEKTPOCTUM YJIALUS cepaua c MTOMOUIBIO WMIUIAaHTUPYEMOTO
aNeKTpokapauoctumynsitopa tuna DDD B HeEkoTOphIX ciydasix MO3BOJSET JOOUTHCS
yIY4IICHUS] BHYTPUCEPICYHOM TEMOJWHAMUKH, TIOBBIIIAS  CHUCTOJIMYECKYI0  (DYHKIUIO
YKEIYIOYKOB, IIPEAYNPEIUTh PA3BUTUE TAKEIIBIX OCIOKHEHUM.

JluHamuueckass KapAMOMHUOIUIACTHKA MIPAaeT BaXHYK posib B JiedeHHM OoibHbIX JIKMIIL.
Hcnonp3yercss MBIIIEYHBIM JIOCKYT M3 JIEBOM IIMPOYAMIIEHd MBIl CIUHBI, KOTOPBIN
obopaunBaercs  BOkKpyr cepauna. CoOKpalleHHs  CHUHXPOHHM3HMPYIOTCS C  IOMOIIBIO
AIIEKTPOKAPIMOCTUMYIISITOPA. DTa MPOILEAypa MO3BOJSET YITYYIIUTh (DYHKIMOHAIBHBIA CTAaTyC
OOJIBHBIX, KayeCTBO >KWU3HHU, MOBBICHTH NEPEHOCHMOCTh (hnu3nyeckoil Harpy3ku. CHuKaercs
MOTPEeOHOCTh B TOCHUTANIM3ALMM, MeIuKaMeHTax. OJHaKo He OY€Hb ONTUMHCTUYHO BBITJISIUT
nokasaresb BeKuBaeMocTH (70%) py HCKITIOYEHUH CMEPTHOCTU B PAHHEM IPEI0NEPAlOHHOM
nepuoje. Kapauomuonnacrtuka Hanbosee s¢dexkruBHa y 60apHBIX ¢ [II @K XCH. Ilpu Gonee
BBIPAKEHHOW cUMNTOMaTUKe 3(pPEeKT MeAMKaMEHTO3HON Tepanuu paBeH WiIH 0oJjiee BBIPAXKEH,
yeM 3¢ eKT oT oneparuu.

B nocnennee necarunerne koHTUHTEHT 00abHBIX JIKMII cymectBenno m3menuics. Bospocio
YHUCIIO OOJIBHBIX C JOKIIMHNYCCKUMHU N CY6K.]'H/IHI/I‘-IGCKI/IMI/I IMPOABJICHUAMU 00JIe3HNU. DTO CBIA3aHO
C UIMPOKMM BHEIPEHHMEM B KIMHUYECKYIO TMPAKTUKY 3SXOKapAHOrpaduu, MO3BOJSIOMIEN
IMPOBOAWTE PAHHIOIO AUArHOCTUKY 3a00eBanua. TeM He MCHEC, OCTACTCA MHOI'0O HEPCIICHHBIX
HpO6J'IeM B OTHOILICHNU IIPUYNH, MCEXaHU3MOB pa3BUTHA, paHHeﬁ JOUArHOCTUKU u
cnernuduueckoro seuenus JJKMII.
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