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Kapauomuonaruu

Brieprie TepmuH «kapauomuonatus» Obu1 mpemnoxen W.Bridgen B 1957r.
CornacHo ero OmpeAesieHuI0, Kapouomuonamusi — 3TO Tpymma O0oJie3HEH MUOKapa
HEW3BECTHOW 3THOJIOTHM HEKOPOHAPOT€HHOTO MPOUCXOKICHHUS. TaKkol K€ TPaKTOBKE
npuzaepxxuBaercss Goodwin, KOTopblil mpoBen (QyHIAMEHTAIbHBIE UCCICAOBAHUS TI0
9TOM TIpobJieMe U BB TpH TpyIbl kapauomuonatuii: JIKMIT, TKMIT u PKMIT.
Ha npoTskeHuu JIMTETbHOIO BPEMEHH MOHATUE «KAPJUOMHUOIIATHS HEOJHOKPATHO
MU3MEHSIOCh, NOpOXKJAas IyTaHULy B TEpMHUHOJOTMU. BrocnenctBuum Onaropaps
BHEJIPEHUIO COBPEMEHHBIX METOJ0B JUAarHOCTUKH, KaK HHBA3UBHBIX, TaK U
HEWHBA3UBHBIX, YAAJIOCh YCTAHOBUTH MPOUCXOKIECHUE MHOTUX KapJAHOMHUONATHH.

BceMupHolt opranu3zanueil 3710poBbsl MPEII0KEHBI KiIacCU(PUKAIMK, TOCIEAHSSA
W3 KOTOPBIX NpeAcTaBieHa B 1995T u AenuT KapAMOMHUOIIATUH Ha:

JlnnataimoHHy0
['uneprpoduueckyro
PectpuxtuBHyIO

HwnheE

Crneuunduyeckyro  (MeTaboIUYEeCKHMe, BOCHAIMUTENbHBIE,  HIIIEMUYECKHE,
KinanaHuele uW o ap.). K merabonmuyeckuMm  OTHOCATCA — Jual0eTudecKas,
QJIKOTOJIbHAST KapAMOMHOIIATUS U TIPOUKe.

5. ApUTMOTCHHYIO KapHOMHOIIATHIO MPABOTO KEITyA0UKa.

6. Hexmaccudurupyembie kapauomuonatu (hudposnacTos u ap.)

CoryacHo kiaccuduKauyu aMmeprukanckoi acconuaruu cepia (2006) BbICSIOT:

|. IlepBuunbie KMII: wu3onupoBanHOoe (WM TpeBaIUpYIOIee) MOBPEKICHUE
MHUOKapa.

* l'enernueckue:
— T'KMIT;
— AJIIDK;
— HeKoMnakTHbIM muokapn JIK;
— HapyIIeHUs ACTIOHUPOBAHUS TIMKOTEHA;
— ©Oone3np [lanona (Danon disease);
— 00Je3HU TPOBOIAIIEH CUCTEMBI,

— MHUTOXOHAPHAJIBbHBIC MHUOIIATHH,



— HapyUIEHUS MOHHBIX KaHAJIOB (CMHAPOM YJIMHEHHOro mHTepBana Q-T
(LQTS); cunnpom bpyraga - cuHIpoM ykopoueHHOro umHTepBana Q-T
(SQTS); cunapom Jlenerpe (Lenegre); KaTexolaMUHIPrUUecKast
nonmuMoppHas  kenynoukoBas — taxukapaus (CPVT);  cunmpom
HEOOBSICHIMOM BHe3armHoi HouHOM cmepth (Asian SUNDS)).

* (CMemaHHbIC:
— JKMII u PKMII.
* IlpuoOpereHHsIe:
— BOCIMAJIUTENIbHAS (MUOKAPIUT);
— cTpecc-uHayIMpoBanHas (takotsubo);
— TIepHUIIapTajabHasi;
— TaxuKapJue-uHIyIIUPOBaHHAS;

— y JAeTeHd, POXICHHBIX MATEepSIMH C HHCYJIWH3aBUCHUMBIM CaxapHbIM
MadbeToM.

[l. Bropuunbie KMII: wmwuokapauanbHOE TMOBPEXKICHHUE SBISETCS YaCThIO
reHEPAIM30BAHHBIX CUCTEMHBIX (MYJIbTHOPTaHHBIX) 3a001€BaHUM:

- WudunbrpaTuBHbIE

- bone3Hu HakoruIeHus

- MHTOKCHUKaIIMOHHBIE

- IlopaxeHnus sHIOMUOKApIA

- BocnanurenbHble (TpaHyJIeMaTO3HBIC)

- AyTOoMMMYHHBIE 3a00JICBaHUS

- DHJOKPUHHBIC U 3JIEKTPOIUTHBIE HAPYILICHUS
- Kapauodanuanbabie CHHAPOMBI

- Heitpompsiiieunbie 3a001€BaHUs

- Jlepuuut nutaHus

- llociaencTBus neuyeHUss OHKOJIOTUYECKUX 3-U



[To omnpenenenuto EBpomeiickoro OOmectBa Kapamonoros  (2008r),
KapAHomaTHsl 3TO: «IMaTOJOTHsl MHOKapa, MPU KOTOPOW MPOHMCXOMAT €ro
CTPYKTYpHBIE WM  (QYHKIMOHAJIbHBIC HApYIICHHUS, HE OOYCIOBJICHHEIC
UIIEMUYECKON OOJIE3HBIO Cepjla, TUMEPTCH3HWEH, KJIAlMaHHBIMU TOPOKAMH U
BPO’KJICHHBIMU 3a00JICBAaHUSIMHU CEPJIIA. . .»

Brigensror:
« TKMIL
*  JIKMII.
* AIDK/.
 PKMIL

* Hexmaccupunupyempbie: HexkomMmnakTHbli — muokapa, KMII — Takorcy6o
(takotsubo).

» @damMusnbHbIe/ceMelHbIe (TEHETUYECKUE):
— HEUACHTU(UIIMPOBAHHBIN T€HHBIN Te(PeKT;
— TIOJTHUII 3a00JI€BaHUSI.
* Hedamunbabie/HecemeitHbie (HET€HETHUECKHE):
— WAMOINATUYECKHUE;
— TOXTHUIT 3a00JI€BaHUSI.
Knacenpuxkauusa BO3/MO®DPK (1995r)
ITepBuuHbIe
* JmnaraumonHas KMII
* Tuneprpoduueckas KMII
* PecrpuxtuBnas KMII
* ApUTMOTEHHAs MPABOXKEITYJOUYKOBAS JUCTLIA3HS

* Hexnaccupunupyemas KMII(pubposnacto3, HEKOMIIAKTHBI  MHOKap,
CUCTOJIMYECKAS TUChHYHKITHS C MUHHAMAJIEHON UaTamue,
MUTOXOHIPHUATbHBIC HAPYIIICHWUS)

Bropuunsie (cnieruduyeckue)



¢ HMmemunueckas KMII

* Knanannas KMII

* T'mneprensuBnas KMII

* BocnanurenpHas (MUOKapAUT, TPOTEKAIOIIUI
C BBIp@XXEHHOH Nuc(hyHKIUEHN cepra)

* Jlucmetabonuueckas

* T'eHepanu3oBaHHbIEC CUCTEMHBIC 3a00JICBaHUS

* IlepunapranbHas

* Heilipomslinieunsie guctpodun
ANMMEHTapHO-TOKCUYECKHE PEAKIINU

Takum oOpa3oM, KapJHOMHUOIIATUM — 3TO HEOJHOPOAHAs TPYyIIa XPOHUUYECKUX
3a00J1eBaHUN B OOJBIITMHCTBE CIIy4acB HEHW3BECTHOM ATHOJIOTHU 3a HCKIIOYEHHUEM
crienu(pUISCKUX.



Meneprpodmmeckas PectpuxTHeHas

K3 PAMCM KONATHA K3 PAMCM ONATKHA
AunataymoHraa
KB PRAMOM KONSTHA

JAnnaranuoHHast KapAUOMHUONATUSA (JIKMII) — 3TO CHUHJIPOM,

XapaKTEePU3YIOLIUNCA  PACIIMPEHUEM  TMIOJIOCTEW cepana UM CUCTOJIUYECKOU
nucyHKIIMeH aeBoro uim oboux xenyaoukoB. (onpenenenne BO3/MO®K, 1995r).
3abo0J1eBalOT NMpEeUMyIeCTBEHHO MYyXunHbI (60-80%), yare B Bo3pacte 40-50 ser.

Cornacnao knaccudukanuu BO3 mo nmpoucxoxaeruto BeiaeasoT S5 gopm JJKMIT:

WUnuonarnueckas
CemelHO-reHeTHYECKas
NMmMyHHO-BUpYyCHas
AJKOTr0JILHO-TOKCHUUECKas

ok owpdE

CesizanHas ¢ pacno3HanHbiM C-C 3a0oneBaHueM, MpU KOTOPOM CTEIEHb
HapyuieHus: GyHKIMKM MHUOKapAa HE COOTBETCTBYET €ro reMOJMHaMHUYECKOU
Neperpy3Ke Win BhIPa)KEHHOCTH HIIIEMUYECKOTO MOPAKEHHUSI.



20-50%  cioyyaeB — OMJIATallMOHHOW — KapAWOMHOIIATUU  IMPEACTABICHO
UIMOTIATHYECKOW (POPMOM, T.€. C HEYCTAaHOBJICHHOM, HEU3BECTHOM ITHOJIOTHUEH;

ITHOJIOTUSA

OxkonuatenbHass npuunHa  uavonatmdeckod JIKMII  He  ycraHoBieHa.
bonpmnHCTBO MCcnenoBaTenel NPUACPKUBAIOTCSA MOJIMITUOJIOTUNYECKOW TUITOTE3bI
IPOUCXOXK/IEHUS TaHHOTO 3a0oseBaHusi. B HacTodllee BpeMs MIUPOKO OOCYKIaeTcs
BUpYCHas 3troJiorus uaeonarudecko JIKMII. IIpeanonaraercs, 4To nepeHeCEeHHbIN
BUPYCHBI MUOKApJIUT WHUIMUPYET B MUOKApJIE€ ayTOMMMYHHBIN BOCIAIUTEIIbHBII
mpoiiecc, KoTopbiid B nocueayromem tpanchopmupyerca B JJKMII. BrisBiena ponb
DHTEPOBUPYCOB, B YACTHOCTH Ipynmbl B Kokcaku-BUpycoB. PaccmarpuBaercs
BO3MOKHOCTb OTOKJIECTBJIEHUS XPOHUYECKOTO JATEHTHO TEKYIIETO MHOKapIUTa U
JTUJIATAlMOHHOM KapJIWOMHUOIIATHH, 4 TAK)KE JTWJIATALIMOHHHOM KapAUOMHUONATUU KAK
MCX0Jla TIEPEHECEHHOW BO BHYTPUYTPOOHOM TMEPUOJE MHOKAPIUATHLHOW BHUPYCHOM
uHDEKIun.

AyTOMMMYHHOE BIIMAHHE Ha pa3zButue uauonartudeckoil JIKMII nusyueno 6ospiie
Ha TyMOpaJbHOM HMMYHHUTETE (HAJM4YME KapAuajbHBIX OpraHocrneuuGuyecKux
aHTuTeNn). BeposTHO, ayToMMMYyHHBIE HapylIeHUs] He sBIAIOTCS npuunHoit JITKMII,
OHU MUHULUUPYIOTCS KAKUM-TO 3THOJIOTUYECKUM (PAaKTOPOM, KPOME TOT0, MOT'YT OBITh
0OyCIJIOBJIEHBI MOBPEXICHUEM MUOKapAa npH yxe pazpusiueiics IKMIIL. B mobom
ciy4ae ayTOMMMYHHBIE HapylIeHUs CIOCOOCTBYIOT NaJbHEUIIEMY
nporpeccupoBanuo  JIKMII u  pa3BuTHiO XpOHUYECKONW HEAOCTATOYHOCTHU
KpOBOOOpaIIeHUs.

VY 6onbnbix JKMII oOHapyxuBaroTCS LHMPKYJIUPYIOIIME B KPOBU AHTUTENA K
TSOKETBIM LIETsIMb MUO3UHA, B1l-ampeHopenentopaM, MYCKApUHOBBIM peLieNTopam,
JAMUHHUHY, MUTOXOHPUAJIbHBIM OeJIKaM.

[Ipumepno Ttpetp ciyuaeB JKMII oTHOcATCS K CEMEWHBIM TI€HETHYECKHU
o0ycnoBiaeHHbIM (popMam OoJie3Hu. B mociieiHre To/1bl OSBISIOTCS TaHHBIEC 0 0oJiee
4acTON BCTPEYACMOCTH CeMEHHBIX (popM 3a00JIeBaHMS, TCUCHHE KOTOPBIX SIBIISCTCS
HanOoJsiee 3JI0KaYeCTBEHHBIM. B Hacrosimiee BpeMsl HM3BECHBI 4 BO3MOXXHBIX THIIOB
HacnenoBanus uaeonarudeckon JKMIIL: ayToCOMHO-IOMHUHAHTHBIN, AyTOCOMHO-
PELUCCUBHBIN, CUEIUICHHBIA ¢ X-XpOMOCOMOM M yepe3 MuToxoHapuaisHyto HK.
Hanbonee pacrpocTpaHEHHBIM SIBJISIETCS ayTOCOMHO-IOMHHAHTHBIM C TMepenayei
MYTAHTHBIX T€HOB.

OnpeneneHHyl0 pojib  OTBOAST META0OJMYECKHM HapylleHUusMm (aeduuut
KapHUTHHA, CeJieHa), AUCHYHKUUM CHUMMATHUYECKOM HEPBHOM CHUCTEMBI, pOJIb
anomnTo3a.



IHaTomopdosorus

[Ipy mnaTroI0r0aHaTOMUYECKOM HCCIEAOBAHUM MAKPOCKOIMUYECKH BBISBIISIOT
3HAYUTEIHHYIO AMIATAINIO TIOJIOCTEH 0e3 BrIpakeHHOH TunepTpoduu. Macca cepara
yBenuueHa u MoxeT gocturatb 800—1000 r. TonmmHa CTEHOK JIEBOIO M MPABOTO
KEITYJOUKOB, MEXOKEIyJAOUYKOBOM TMEperopoAKd HOpMajbHa, WM HECKOJIBKO
yBenuueHa. Kondurypamus cepiana npuOmmkaercs K MIapoBUIHON. BripakeHHas
TUIaTalysl TIOJIOCTEH JKEIIyJAO0YKOB COIPOBOXKIAETCS pacIiupeHreM (GUOpPO3HBIX
KOJICI] MUTPAJIBHOTO W TPUKYCIHAAIBHOTO KJIAMAHOB, YTO TMPUBOJUT K UX
OTHOCHUTEJIbHON HEA0CTATOYHOCTU. J|OCTATOUYHO YacTO BBISBISIOTCS MPUCTEHOYHBIC
TPOMOBI, Y4acTKU KpymHoo4aroBoro (udposza muokapna. IIpu muxpockonnueckom
MCCJICIOBAHUM OTPEACISIIOTC OecrnopsiouHasi TUIepTPO(UsT MBIIMICUYHBIX BOJIOKOH,
HapylIeHUE LEIOCTHOCTH MHOKApAHOLMTOB, KJIETOYHBIM OTEK, MHTEPCTULIMAIbHBINI
¢ubpo3, MHOT/A HE3HAYUTEIIbHOE KOJIMYECTBO KIETOYHBIX HHPUIBTPATOB 0e3
MIPU3HAKOB BOCHAIUTEIBHOTO MOPAKEHUS MUOKAPAHOLIUTOB.

Kaunuka

Nneonatnueckoit JIKMII wame Ooneror MyxkuumHbl B Bo3pacte 30-45 ier.
3aboneBaHue B TPU pas3a yalle BCTpEYaeTCs CPeAr MpeACcTaBUTeNIe YepHOIl packl 10
CPaBHEHMIO C OCJIBIMHU.

* Hawano 3aboneBanuss y OOJBIIMHCTBA OOJIBHBIX  TOCTENEHHOE W
Maj03aMeTHOE;

* AHAMHECTUYECKHU y YaCTH NaIlMEHTOB y/aeTCs BbIIBUTH JaHHbIE 00 MHPEKUIUAX
NBIXATENbHBIX ITyTEH, IEPEHECEHHBIX 3a 2—3 MeCsAla 10 NMOSBICHUS MEPBBIX
Kanoo;

*  YaIlle BCEro »ayoObl MPOSBIAIOTCA Ha (OHE OOIIEro HeAOMOTaHUs, CHUXCHHSI
paboTOCTIOCOOHOCTH, TTOBBIIIEHHON YTOMJIISIEMOCTH;

* HHOTJA paHHWE W CJAWHCTBEHHBIC KAJIOOBI TMAIMCHTOB CBS3aHBI C
HapyIIEHUSMH pPHUTMAa W TPOBOJUMOCTH, TPOMOOAIMOOIUSIMU PA3THUHBIX
COCYIUCTBIX 00JIacTei.

PazBepHyras KIIMHUYECKast KapTHUHA HJIUOTIATUYECKON JAJIATAMOHHOU
KapAUOMHUOIIATUU XapPAKTEPU3YETCH:

* CepACYHOM HEAOCTATOYHOCTHIO;
* HapylICHUSIMHU PUTMA;

* KapauOMeEraJueu;



*  TpoMOOIMOOJIUUYECKUM CUHAPOMOM.

[TposiBnenuss JIKMIT 06ycnoBiaeHbl 0COOCHHOCTSIMU MOPaXKEHUS CepJilla U CPOKOM
3a00J1eBaHU.

HaunbGonee wacTto BcTpewaeTcs TOTaJbHOE IOpPaXKEHHUE IIPAaBOr0 M JICBOTO
KEJTyJI0YKOB, OJJHAKO HAa PaHHMUX dTallax pa3BUTHUsS 3a00JIE€BaHMS MOTYT MpeodiaaaaTh
IIPU3HAKU TTOPAXKEHUS JIEBOTO JKEJIyJ0uKa. ['eMoIMHaMUYeCcKue U3MEHEHHUS CBS3aHBI
CO 3HAYMTEIBLHON JUIIaTallMell MOJIOCTeN cepilia U CHWKEHHEM (ppakiuu BbIOpoca.
HemnonHoe omnopoxHEHUE JIEBOTO KEIyJ04YKa MPUBOJAUT K MOBBIIICHUIO KOHEYHOTO
JMACTOJIMYECKOTO JIaBJICHUS, ITOCTEIIEHHOMY VYBEJIWYEHHUIO Harpy3ku Ha JIEBOE
npejcepane, KOTopas BbI3BIBAET €ro TUNEpPTpo(uio, TOBBLIINICHUE JaBJICHUS B
MOJIOCTH U MIOCTENIEHHYIO JUJIaTallUIo.

[Ipruwnnas! kapauranruy npu JAKMIIL:
* pacTspKeHHUE IIepUKapa BCJIEACTBUE JUIIATAllAU ITI0JI0OCTEN CEpALa;

* HecooTBeTcTBHE MEXTy BO3pPOCIICH TOTPEOHOCTHIO YBEIMUEHHOTO B pa3Mepax
JOK B KuCIOpPOJEe ¥ OrpaHWYCHHBIMH BO3MOXKHOCTSMH KOPOHApPHOTO
KPOBOTOKA,;

* [lopaxeHneM CUCTEMbl MUKPOLIMPKYJISIIMU MUOKapAa U Pa3BUTHEM UIIEMHUU B
PAa3INYHBIX €TI0 YYaCTKaXx.

Kpurepun, noszsossromue uckirounts JIKMIT

* HopmainbHbie pa3Mmepsl cepala

* UBC (obctpykuus 6omee 50% mpocBeTa OCHOBHBIX KOPOHAPHBIX apTEPHil)
» CucremHas apTepuaibHas TMIepTeH3Us

* OrtcyTcTBHE B aHaMHE3€ BPOXKICHHBIX TOPOKOB CEpAlla M MPUOOPETEHHBIX
M3MEHECHUH KJIAIIaHHOTO anrapara

* VYKazaHue B aHaMHE3€ Ha XPOHUYECKOE YITOTPEOJICHUE alIKOT0JIs
* CucremHbie 3a00JICBaHUS

* llopaxeHus nepukapaa

* Jlerounoe cepaie

I[aHHI)IC O0OBEKTHBHOT'O O6CJ'I€,IIOB8,HI/I}I 3aBUCAT OT IIEpUOOa pa3BUTHUIA 00JIC3HN.
Ha PaHHUX OSTallax BHCILIHUH BUJO MOXET ObiTh He wu3MeHeH. IlocTeneHHo
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MOSIBJISIIOTCSL  aKPOIIMAHO3, I[MAHO3 Ty0, OJEAHOCTh WM JIeTKas >KEJITYIIHOCTb
KOXHBIX ITOKPOBOB M BHJUMBIX CIH3HUCTBIX, MAaCTO3HOCTb M OTEKM Ha HWXHHUX
KOHeYHOCTsAX. Onpenensercs pa3iUTON, CMEIIEHHBIN BJIEBO M BHU3 BEPXYILICYHBIN
TOJIYOK, MOXKET BBISBIITECS CEPACYHBIA TOIYOK. Bo3MoxHO TnOsIBICHME
HaOyXaHWsd WIEHHBIX BEH, IOJIOKHUTEIBHONO BEHHOI'O IyJbCa, OOYCIOBJIEHHBIX
3aTpyJHEHHEM NIPUTOKA KPOBM B NpaBO€ INPEACEpPAME M3-32  Pa3BUTHUSA
IIPABOXKETYTOYKOBOM HENOCTATOYHOCTU. [IepKYyTOpHO  BBIABIIAETCS  CMEILCHHE
IPaHUL CEpALA BJIEBO U BHU3, BIIPABO B COYETAHUU WIM U30JIMPOBAHHO.

AyCKyJIbTaTHUBHAsI KapTHUHA CKJIaJbIBaeTCA U3 ociadyieHus | ToHa HaJl BEpXyIIKOH
cepamna, akuenta |l ToHa Han nerouyHoil aprepueit, maronoruudeckoro Il Tona
BCJICJICTBUE CHHIKEHUSI COKPATHUTEIBHOM CIOCOOHOCTH MHMOKapaa W JUCPYHKIIHH
COCOYKOBBIX MBIIIIL, pUTMa rajomna.

Kpome u3meHeHuii co CTOpOHBI cep/ilia, 4YacTo Mpu OOBEKTUBHOM HCCIICIOBAHUU
BBISIBIIIIOTCSl BJIAKHBIE XPUIIBI HAJl JITKUMH,  YBEJIWYCHHBIE pa3Mephl IEUYCHH,
dbopMHUpOBaHME aclUTa KaK TMPOSBICHUS HEIOCTATOYHOCTH KpPOBOOOpAIEHUS IO
OOJIBIIIOMY KPYTY.

Hawnbonee gacTo BcTpevaromuecs: HapyIIeHUS pUTMa:

* MEpUaHuE MpeICepanid,

*  JKEJyJ0YKOBas SKCTPACUCTOJIHSI,

*  HaDKETYJO0YKOBBIC U )KEITYJAOUYKOBBIC TTAPOKCU3MAIIbHBIE TaXUKapPIUH,
* OJnokaja JeBoW HOXKKH myuka ['uca

* COYCTAHHBIC HAPYIICHUS PUTMA U MPOBOJIUMOCTH.

* VY yacTH ManMeHTOB TPOMOOAIMOOIMH COCYIOB OONBIIOTO MM Majoro Kpyra
KPOBOOOpAIICHUS TPEBATUPYIOT B KIMHUYECKOW KapTHHE 3a00IeBaHMs

Jlabopatopnas nuarHoctuka JIKMII nHemndopmaTiBHa, MOCKOIBbKY 3a00JI€BaHUE
HE UMEET KaKuX-M0o crienupruueckux Mpu3HaKoB.

I/IHCTPYMCHTEU'IBHI)IC MCTOObI UCCIICIOBAaHMA .

OKTI’

Dnextpokapanorpapuieckne m3MeHenus y O0onbHbIX JIKMII MHOTrO0OpasHbl, HO
HECTIeIIU(PUYHBI.

K nanodosee yacteiM DK -U3MEHEHUAM OTHOCATCH:
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HapymeHnns cepe4Horo putMa u NpoBOJUMOCTY;
MPU3HAKU TUNIEPTPOUH JIEBOTO HIIM MIPABOTO KEITyT10UKa,
coueTaHHasi THNEPTPOPUS KETYTOUKOB,

WH(}APKTOIO00HBIC U3MCHCHHSI B BHJIC JKEITyI0YKOBOTO KOMILIEKCA IO THITY
QS B oTBeacHUAX DNEKTpoKapauorpaduueckue HW3MEHEHUS Y OOJbHBIX
JKMII maOTO00pa3HbI, HO HecnerupuyHbl. V1-V3,

CHIDKEHHE BoJibTaXka 3yoroB DK,
HapylIEHHUE TTPOIECCOB PENOJISIpU3aIliH,

rUnepTpodus JIeBOro Mpeacepams.

Pentren-npusnakamu IKMII cuuraror:

YBEJIMYEHUE Pa3MEPOB BCEX KaMep Cepla,

3aKPYIJICHHOCTb BCPXYIIKH,

CIrIa)XCHHOCTB TaJIUH,

BBIITYKJIOCTB AYI'H JICBOI'O JKCJIYIOYKaA,

CHI)KEHUE aMIUIATY/bI ITyJIbCALIMU 110 KOHTYPY cep/La

Oxokapauorpadus
Ox0oKI' saBisieTcss BaxKHEHIIMM HEeMHBA3MBHBIM MeTOA0M auarHoctuku JJKMIIL.

K nanbonee xapakrepusim npuzHakaMm JIKMII otHOCST:

pacuIMpeHne MnojocTe cepaua (JIEBOro mpeacepAaus W Keiayaoudka, IpaBoro
KeJTyJI04YKa), COUETAIOIIeeCs ¢ MPAKTUYECKU HEM3MEHEHHON TOIIIMHON CTEHOK
KEIIYJOYKOB;

CHMXKCHHUC COKpPAaTUMOCTHU MHUOKapaa

CHCTOJIMYECCKOC YTOJIIICHHC MC)K)KCJ'Iy)IO‘IKOBOI\/’I IEpEropoaKu,
mapaaoKCaJIbHOC IBHUIKCHUC MC)K)KCJ'IYI[O‘-IKOBOI‘/JI ICPECrOopOaAKH,

g y3HBIN XapakTep TMIIOKMHE3UH MUOKap/a JIEBOTO JKENy/10UKa;

CMEILEHUE MUTPAJIBHOIO KjanaHa K 3aJHEH CTEHKE JIEBOr0 KEIyJI04Ka,
MUTPAJIbHAS U TPUKYCIIUIAJIbHASI pETYPTUTALUS;

BBIABJICHUC BHYTPHUIIOJIOCTHBIX TpOM6OB;
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* Jluactonuyeckasi TuCHyHKIIHS.
PanuonyxnunHast BeHTpUKYJIoTpadus

Kak u Ox0KI', oOHapyXuBaeT yBEJIWYEHUE KOHEYHOI'O CHUCTOJIMYECKOIO M
JIMACTOIMYECKOTO O0BEMOB JIEBOTO JKENy/l0uKa, YMEHbIIEHHE (ppakuuu BbIOpoca,
TP Py3HYIO TUITOKMHE3UIO JIEBOTO JKEITY0UKA.

Mopdomornyueckoe uccienoBaHne SHIOMUOKAPINATbLHBIX OHONTaTOB

[Ipy TUCTOJOTMYECKOM UCCIECIOBAaHUM HW3MEHEHHUS MHOKapjaa y OOJbHBIX
JNKMII 1oBoJIBHO XapaKTepHbl, HO He crnenuuuyHel. B 3aBucumoctd ot
BBIPAKEHHOCTU MHTEPCTULMAIBLHOTO (hrubpo3a BeiaensatoT Tpu tuna JKMIL: 1-i Ttun
— ¢ orcyrcTBUeM ¢ubpo3a, 2-i tun — ¢ auddy3HsiM GudpozoMm, 3-it TMI — C
¢doxanbHBIM (pUOPO30M. DTOT METO/I HE MOIYUYMII IIUPOKOTO PACIPOCTPAHECHUS U3-32
€ro MHBA3MBHOI'O XapaKTepa, BHICOKOW CTOMMOCTH M OTCYTCTBHUSI HEMTOCPEACTBEHHOTO
BIUSHUS PE3yIbTaTOB Ha JICYCHHWE U MPOTHO3 3a00jeBaHusl. EMUHCTBEHHBIM YETKUM
MOKAa3aHHWEM K MPOBEICHHUIO SHIOMUOKAPAUATHHON OMOTICHH CITY>KUT MOA03PEHUE Ha
pPEaKiui0 OTTOPKEHHUS TpAHCIUIAHTaTa WIM KapIMOTOKCHYECKOe JCHCTBHE
AHTPALMKINHOB.

Karerepuzanus cepana

ITo3BonsgeT OIIEHUTH KOHEUHO AUACTOJIMYECKOE aaBiecHue B mojioctu JDK,
TOYHO OMNPEJETUTh CTETIEHh CHUKEHUSI MUHYTHOTO 00bema ceparna u OB.

Juarnos u nuddepeHnnanbHbIi AMarHo3

Cnenuduueckux KIMHUYECKUX TpU3HAKOB uauonatuydeckor JIKMII He
CYILIECTBYET, MOITOMY JAMArHOCTHKA 3a00JE€BaHUSI OCYILECTBISETCS HAa OCHOBAaHUU
KOMIUIEKCHOW OILICHKU KJIIMHUKO-UHCTPYMEHTAJIbHBIX JTAHHBIX U MyTEM HCKIIOUCHUS
CXOIHBIX 3a00JI€BaHUIA.

Jwnarno3 nanonarudeckoit JIKMII npennosnaraert:

1. Hanuuue cunapoMa IUIATAlMOHHOW KapAWOMUONATHH (KapAUOMEraaus c
IUIaTalMe TMoJIoCTed cepaua, HapylIeHHEe COKPATUTENbHOM (QYyHKIMH
MHUOKap/ia);

2. OTCYTCTBME H3BECTHBIX ATHOJIOTMYECKHX (DAKTOPOB, BBI3BABIIMX pPa3BUTHE
JKMII,

3. Uckmouenne Gopm JKMII u3BecTHON 3THONOTHH, MPEXKIE BCEro Haubosee
4acTO BCTpEYAIOIUXCA (MIIEMUYECKOM, aJKOroJIbHOM, BOCHAIMTEIbHOM,
TMIEPTEH3UBHOM, KIalaHHOW U T.1.);

4. HWckitoueHue 3KCCyJaTUBHOTO MEepUKapInuTa (OH UMUTHPYET KapAHOMETAIIUIO)

13



B 1992r. Manolio u coaBT. mNpemIOXKHUIN CIHAYIONIHE TUATHOCTUYECCKHE

kputepuun uanonatudeckon JJKMII:

1) Bosbue reMoIMHAMUYCCKUE KPUTCPHUH:

* @B JDKwmenee 45%
e KIOP JDK >117% oT npeaycCMOTPEHHOTO 3HAYEHUS C YYETOM
BO3pacTa M IUIOLaIH Tea

2) Kpurtepuu UCKITIOUCHHS:

CucremHnas aprepuanbHas runeprensus (>160/100 mm pr.cT.)

HNBC (oOctpykmuss >50% nuamerpa TpOCBETa TIJIABHOW BETBU
KOPOHAPHOI apTepun)

XpOHUYECKHUE FKCIECCHI YITOTPEOIECHUS aIKOT0JIs

CucremHblie 3200JI€BaHUS

[lepukapautsl

JlerouyHasi runepTeH3uUs

Bpoxnennsie mopoku cepaia

JlnuTenpHbIE U TAPOKCU3MaIbHBIE CYTTPaBEHTPUKYISIPHBIC apUTMHUH.

Juarno3 cemeitnoit JIKMII MoXHO 3am10103pHUTh IIPH CIIEAYIOIMIMX 0OCTOSTEIHLCTBAX:

* Hamnume He meHee nByx ciyyaeB JJKMII B ogHOM cembe;

* Hannuwne ciyyaeB NTOKYMEHTUPOBAHHOW BHE3AMHOW CMEPTH B BO3pacTe A0 35

JIET Cpelii POJCTBEHHUKOB NEpBOM TUHUU Y 00sbHBIX JIKMIT.

HpI/I HAaIWM4YUEC BBINICU3JIOKCHHOI'O, AAJICC AHUAarHo3 3TOIro 3a00JIeBaHUST CTABUTCS

Ha OCHOBaHUM TUArHOCTUYECKHUX KpuTepueB Mestroni u coasr. (1999r.):

1) Boubline 1HarHOCTUYECKHE KPUTEPHH:

e Jlunuraums cepaua
« OB wmenee 45%, w/unm (QpakIMOHHOE YKOPOYEHHUE TMEpEeaHE3aTHETO
pa3mepa JIK menee 25%

2) Mauible TUarHOCTUYECKHE KPUTCPHH:

* HeoObsicHUMBbIE CyNpPaBEeHTPUKYJSPHBIE WM KEJIyAOYKOBbIE APUTMUU B

Bo3pacte a0 50 ner
* Pacumpenue JIK

* HeoObsicHuMBbIE HapyIIEHHS TPOBOAUMOCTHU

* HeoObsicHuMasi BHE3amHas CMEPTh WJIM UHCYJIBT B Bo3pacte 110 S0 jerT.

Jleuenue

I[O Pa3BUTHA TSDKEJION HEAOCTAaTOYHOCTH KpOBOO6paIHeHI/I}I BCe OOJIBHBIC C

KapzmonaTHeﬁ J€4aTcsa B OCHOBHOM aM6YJ'IaTOpHO non IIOCTOAHHBIM
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(nucnaHcepHbIM) HAOJIOJEHWEM KapAHOJOora W  y4acTKOBOTO Bpada, XOTs
NEepBOHAYANBHBIN MOAOOP Tepamuu MPOU3BOJAT OOBIYHO B CTallMOHApe, TJIe
YCTAHOBJIEH JAWAarHo3 kapauonaTuu. llokasaHus K SKCTPEHHOM TrOCHUTAIU3ALUU
BO3HHUKAIOT [IPU HEKYNIUPYEMBIX IMAPOKCU3MAaX TaXMKapAUU, MEPLATEIbHON ApUTMHUH,
MOSIBJICHUM OMNACHBIX BApUAHTOB KEITYJIOYKOBOM 3KCTPACHUCTOIUHU, PA3BUTUU OTEKa
JIETKUX, TPOMOOIMOOIUU apTepuil Majoro Wi OOJIBIIOTO Kpyra KpOBOOOpAICHHUS.
[InaHoBOM MEPUOAUYECKON TOCHUTAIM3ALUM TMOMAJEKAT OOJIBHBIE C TSAXKEIOM
HEJIOCTAaTOYHOCTBHIO KPOBOOOpAIIIEHHUS, KOTJa KOPPEKIHS MPOBOJAUMOTO JICUCHHUS
BO3MOXHA JIMIIb TOJ KOHTPOJIEM JIMHAMUKHU TOKa3zaTeled (QPyHKIUN cepiala Hid
OMOXUMHUYECKOIO COCTaBa KPOBH, OTIEPATUBHO UCCIIEIYEMBIX TOJIBKO B CTAI[HOHAPE.

OTHoNoTHYeCKass W ITaTOreHETHYecKas TCpallud KapAUOMHUOIIATHHN  HC
pa3pa60TaHa. OCHOBHBIM SIBJISIETCS CHMIITOMATHYCCKOE JICUCHHUC, HAIIPABJICHHOC
I'’IaBHBIM O6p&30M Ha YCTPAaHCHHC HWJIHM YMCHBIICHHUC CTCIICHU CGpIIG‘-IHOﬁ
HCOOCTATOYHOCTH H  KOPPCKIHUIO HapymeHI/H?I CCpACHHOIo0 puTMa, a IIpH
TpOM603M6OJ'H/I‘I€CKI/IX OCJIOKHCHMAX HIIM KX YIpoO3€ BKIIIOYAKOMICC  TAKIKC
MMPUMCHCHUC aHTUKOAI'YJIIHTOB U A1€3arpCraiToOB TpOM6OI_[I/ITOB.

Junera 0oababix XCH

[Ipu XCH pexoMeHIyeTcsi OTpaHUYEHHE MpUeMa MOBapEHHOW COJIM, MPUYEM
TeM OoJbIliee, YeM BhIpaXKEeHHEE CUMITOMBI 00JIE3HU U 3aCTOMHBIC SIBJICHUS.

OrpanuueHue TMNOTPeONCHUsS JKUIKOCTH AaKTyaJlbHO TOJBKO B KpalHHX
CUTyalusiX: NpPU JIEKOMIIEHCUpOBaHHOM TspkenoMm TeueHun XCH, TpeOyromeM B/B
BBEJICHUS JUYPETUKOB. B OOBIUHBIX CUTYyalMsIX OOBEM JKUJIKOCTU HE PEKOMEHAYETCS
yYBEIMYMBATh OoJiee 2 J1/CyTKu (MUHUMYM IpHUeMa KUJIKOCTH - 1,5 11/cyT).

[Muma pomxHa OBITH KaJOPHUIHOM, JIErKO YCBAaMBAThCS, C JIOCTAaTOYHBIM
COJIep’)KaHNEM BUTAMUHOB, OeJIKa.

[TpupocT Beca >2 kr 3a 1-3 gHs, cKOpee BCEro, CBUACTEILCTBYET O 3a/ICPIKKE
KUJKOCTH B OpTraHU3ME U PUCKE Pa3BUTHSI IEKOMIICHCAIUH !

IIpuMmeHeHne NpoOMOTHKOB

B mocnennue rompl B psige paboT ObUIO MPOJEMOHCTPUPOBAHO YBEIUYCHHE
KOHIICHTPAIIMU HJIOTOKCHHA TPaMOTPHUIIATEIbHBIX OaKTepUil B KPOBH MAIMEHTOB C
XCH no mepe Hapactanust @K. YpoBeHb 3HAOTOKCHHA B KPOBHU ATHX MHAllUEHTOB
KOpPpENUpyeT C U3MEHEHUSMH MHUKPO(DIOPHl TOJCTOW KHILIKH: YMEHbIIEHUEM
KOJIMYECTBA TPAMIIOJIOKUTEIBHBIX JIAKTO- U OuPuUAOOAKTepuid M POCTOM YHCIIA
YCIIOBHO-TIATOTEHHBIX ~ T'PAMOTPUIIATENILHBIX ~ MHUKPOOpPraHU3MOB  (KieOcuen,
SHTEPOOAKTEPOB, SIICPUXHIN).
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B pe3ynbrare mpoBeneHHBIX HCCIIeOBaHUH Obl1a oTMeueHa d(DPEKTUBHOCTD U
0€30MacHOCTh MPUMEHEHHsI MPOOMOTHKOB IOCIE HEACIBHOTO Kypca CEIEKTHBHOMN
JCKOHTAMHUHAIIMU TIpermapaTaMu TPYMIbl (GTOPXUHOJIOHOB. Takum oOpazoM, s
naiueHToB ¢ BbicokuMu PK XCH MOXHO peKOMEHJ0BaTh MPOBECTU OIEHKY

MUKpPOQIIOpHl KHUIIEYHWKA W B CIIy4ae BBISIBICHUS H3MEHEHHH - MPUMEHSTH
CEJICKTHBHYIO JCKOHTaMHUHALMIO ((PTOPXUHOJIOHBI) C MOCIEAYIOIIMM Ha3HAYCHHUEM
MPOOHNOTUKOB.

AJIKOr0JIb

AJIKOTOJIb CTPOrO 3ampemieH A OOJIbHBIX C aJIKOrOJbHOW Kapauomatueu. Y
MalurMeHToB ¢ nmemudyeckuM rese3zoM XCH ynorpeoienue 1o 20 Mi 3TaHOsa B CYTKU
MOXET CIIOCOOCTBOBATh YIYUIIEHUIO MPOTHO3a. 7151 Bcex octalibHbIX 001bHBIX XCH
OrpaHUYECHHE MPUEMA aJIKOTOJIsl UMEET BUJ OOBIYHBIX PEKOMEH 1AM,

PexuM (pu3nyecKoil AKTUBHOCTH

CerogHsi OueBHMIHO, 4YTO NOKOW He moka3zaH BceM OonbHbIM XCH BHe
3aBUCUMOCTH OT cTaauu 3a0oneBaHus. Ousnyeckas peabWinMTalnus peKOMEHIYETCS
BceM namueHTtam ¢ [-IV @K XCH. EquHcTBEHHBIM TpeOOBAHHEM MOKHO CUHUTATh
crabuibHoe TeueHue XCH, korma HeT HEOOXOIMMOCTHM B 3KCTPEHHOM MpUEME
MOYETrOHHBIX M BHYTPUBEHHOM BBEICHUM Ba30JUJIATaTOPOB M IIOJIOKUTEIBHBIX
MHOTPOIIHBIX CPEICTB.

dusnueckasi peadbWIMTAIIMKM MPOTUBOINOKA3aHA TIPU: HAPYIIEHUAX pUTMaA
BBICOKMX TpaJalvil.

OCHOBHBIM sl BEIOOpa peXMMa Harpy3oK SIBJISIETCS ONPEETICHUE MCXOIHON
TOJIEPAHTHOCTH NP MOMOIIU TECTa 6-MHH. XOJbOBbI.

nsa manmenToB, npomeammx Menee 150 m, 1. e. Haxoasuuxca B [II—IV @K,
a Tak)Ke UMEIOIINX BBIPAKCHHBIN Me(DUITT MacChl TeJa, OOIIEIPUHSITHIC (Pr3ndecKue
Harpy3kH He Moka3aHsbl (10 KpailHel Mepe, Ha HadaJlbHOM 3Tane). B 3Tux ciydasx Ha
nepBoM dTane (eproj| CTA0MIM3AIIMK COCTOSTHUS ) TIAIUEHT BBITIOJIHSICT YIPaXXHEHUS
JUIsi TPEHUPOBKU MBI BAOXa W Bbioxa. /[ TPEHUPOBOK HCHOJIB3YHOTCS
JbIXaTEIbHBIE TPEHAKEPHI C CO3JAHUEM JIOTOJHUTEILHOTO COMPOTUBIIEHUS HA BIOXE
1 BbIJIOXE ( IbIXaTeNbHBIN TpeHaxkep dposioBa u 1p.).

JlokazaHo, uTo uepe3 3-4 Henenu peryisipHble pU3nUecKue Harpys3ku B popme
IBIXaTEIbHBIX YIPAXHEHUN C 3aTPYJHEHHBIM BBIJIOXOM IPUBOASAT K CUCTEMHOMY
BJIMSIHUIO HA OpraHU3M. YBEJIMYMBAETCS TOJIEPAHTHOCTh K (PU3NYECKUM HArpy3Kam,
yJIy4IIaeTCsd KadeCTBO JKU3HHU, 3aMEIUISETCS IIPOTPECCUs KAXEKCHH, YIIydIIaeTCs
teuenne XCH, noctoBepHO 3aMeuiseTcs mporpeccus 3a00JaeBaHusl.
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VYxynmenue coctosHud (YCWJIEHHWE OJBIIIKM, TaXWKapaus, HTpOrpeccus
yCTaJOCTH, CHI)KEHHE OOLIE Macchl Tena) sIBISIETCSl OCHOBAaHMEM ISl Tepexoja Ha
IOpPEbIIYIyI0 CTYIIEHb JUOO BO3BpaTa K JbIXaTelbHBIM yHpaxHeHUsM. [lonHbii
OTKa3 OT (PU3MUYECKHUX HArpy30K HEXeJaTeleH M JOJDKEH paccMaTpUBAThCA, Kak
KpauHss Mepa.

Kypenne. Ctporo u aOCOMIOTHO OJIHO3HAYHO HE PEKOMEHAYETCS BCEM
naruenTam ¢ XCH.

YcuiieHHasi HAPYKHAsI KOHTPIYJIbCALUSA

Meton ycuienHod HapyxHoM KkoHTpnyhbcauuu (YHKII) Moxer OBbITH
PEKOMEH/I0BaH, KaK JOTOJHUTEIbHBIN MeTo 1 JieueHus nanreHToB ¢ XCH ®K II-111 B
MEePHO/]T TTOJTHOM KOMITEHCAIIMM HAa ONTUMAJIbHON MEIMKAMEHTO3HOM Tepamnuu (Kjiacc
pekomenganuii IIb). Ilo nanaeiM uccinenoBanus PEECH u HeOOnbIIMX MUIOTHBIX
paboT, mpuMeHeHue 3Toro Meroaa y 0oiapHbix XCH yBeIu4YuBaeT TOJEPAHTHOCTH K
(bU3MYECKUM Harpy3Kam M yJaydlllaeT KadyeCTBO KU3HHU.

[lo3Bons€T yAYy4YIIUTh KOPOHAPHBIM KPOBOTOK IYyTEM KOHTPAITyJIbCALIMU
crequaibHbIMM BO3AYUIHBIMM MaH)XeTaMH Ha HoOrax B a3y AMacToibl cepiua,
ycuinBasi (PU3MOJIOTUYECKOE HANIOJIHEHUE KOPOHAPHBIX COCYJIOB KPOBbIO. B MOMEHT
CHUCTOJIBl BO3YX PE3KO BBIKAUMBAETCS U3 MAHXKET, UTO CHHMKAET OO0IIee COCYIUCTOE
CONPOTHUBIICHUE U HATPY3KY Ha CEPJLIE.

MeaukamenTo3Hoe Jeuenne XCH.

[IpyHIMOIBI MEAMKaMEHTO3HOW Tepanuu Joboro 3adoneBanuss m XCH, B
4aCTHOCTH, B mnepBoll nekange XXI Beka cTposTcda Ha OCHOBE «MEIULMHBI
JOKa3aTEIbCTBY.

Bce nekapctBenHbie cpeacta s jgedeHuss XCH MOXHO pa3nenuTh Ha TpHU
OCHOBHBIE€ KAaTETOPUH COOTBETCTBEHHO CTEIIEHU JJOKA3aHHOCTH.

OcHOBHBIE CpeCcTBa - 3TO JIEKApCTBa, 3PPEKT KOTOPHIX J0Ka3aH, COMHEHHI
HE BBI3BIBAET M KOTOpbIE PEKOMEHA0BaHbI MMEHHO i yedeHus XCH (crenenb
JIOKa3aHHOCTHU A):

-Nuruburopsr  AIl®, koropele mnokazansl BceM OonbHbiM XCH BHe
3aBUCUMOCTH OT 3THOJIOTUH, CTAAUU IIPOLIECCA U TUIA JEKOMIICHCALINH.

-AHTaroHucTsl peuentopoB Kk AH, KOTOpble NPUMEHSIOTCS B OCHOBHOM B
ciydasx HenepeHocuMocTH MATID B kauecTBe cpeacTBa NEPBOM JIMHUU AJIs1 OJIOKAAbI
PAAC y O0nbHBIX C KIMHUYECKH BBIPAXEHHOW IEKOMIEHCAIMEH, a TaKkKe IIIC K
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uAll®; y mnauumentoB ¢ XCH, y xotopeix sddexktuBHOCTs ofaHuXx HAIID
HeJI0OCTaTOYHa.

-B-anpeHoOI0KaTOPHI (B-Ab)- HEHpPOropMOHaIbHbBIE MOJIYJIATOPHI,
npuMeHsieMble "cBepXy" (IOMOTHUTEILHO) KUATID.

-AHTaroHUCTHI PELIENTOPOB K aJIbIOCTEPOHY pUMeHsieMble BMecTe ¢ HAIID u
B-Ab y OonbHbix ¢ BeipakeHHoM XCH (III-1V ®K) u nanueHToB, nepeHeclux B
npouutom ONM.

-JlnypeTHKu - moka3aHbl BCEM OOJBHBIM NpU KIMHUYeCKUX cumnromax XCH,
CBSI3aHHBIX C U30BITOUHOM 3a/1€PKKOM HATPHsI U BOJABI B OPraHU3ME.

-Cepaeunsie TIIMKO3UBI - B MalbIX 103ax. [Ipy MepuarenbHOM apuTMUANA OHH
OCTAIOTCS CPENCTBOM ''NIEPBOM JIMHMH', @ TIPU CHHYCOBOM PHUTME M HIIEMHYECKON
stronorur XCH nprumMeHneHue TpedyeT 0CTOPOKHOCTH U KOHTPOJISL.

-OTUJIOBBIE a(upbI MOJTMHEHACHIIIICHHBIX KUPHBIX KHUCJIOT
(?1KO30MEHTaHAUKOBOM M JIOKCO30T€KCaHOMKOBO#) [Omakop™].

HNrak, k ocHOBHBIM cpenctBam JjedeHuss XCH oTHocATcs 7 KimaccoB
nekapcTBeHHbIX cpeAcTB. [lo cpaBHeHuto ¢ pekomenaanusmu 2003 u 2006 romos
MOBBIIIEH «CTaTyC» aHTArOHUCTOB PELENTOPOB K aHrnoTeH3uHy (APA), B mepByro
ouepelb  KaHjaecapTaHa,  3(P(GEKTHUBHOCTb  KOTOPOTO  TOATBEPXkACHA B
MHOTOIIEHTPOBOM MHOTrOHanmoHanbHOM mnporpamme CHARM. Ilpuuem, yuuTbiBas
HEUPOTOPMOHAJIbBHYI0 KOHLIENIMIO pa3BuTus U mnporpeccupoanuss XCH, 4 u3 7
KJIaCCOB OCHOBHBIX mpemnapaTtoB jyis jedeHuss XCH - uAll®, B-Ab, aHTaroHuctsl
anppoctepoHa M APA - OTHOCATCS K HEHPOTOPMOHAIBHBIM MOIYJISATOPAM.
HeoOxoaumo YIOMSHYTb, 4TO CEpJICUHbIE TJIMKO3UBI o0nagaroT
HEUPOMOIYJIATOPHBIMH CBOWCTBAMHU M OJIMH W3 NETJIEBBIX AUYPETUKOB - TOPACEMUJ
Takke crnocobeH BiuaATh Ha KommnoHeHThl PAAC  (peHHMH-aHTHOTCH3WH-
aJbJOCTEPOHOBASI CUCTEMA).

Ceronmnst 00OCHOBaHHOW 3aMeHOM TIpH IUIOXOW TiepeHocuMocTu HATID
BBITIAIAT JPYrue HEMPOropMOHaIbHbIE MOYJIATOPHI - APA, a kanaecapTaH MOXET
HCIIOJIB30BaThCs HapaBHE ¢ HATID.

JlonoiHuTeAbHBIE cpeacTBa, dShdexkTuBHOCT © (W) 0€30MaCHOCTh
KOTOPBIX TIOKa3aHa B OTAEIHHBIX KPYIHBIX HCCIEIOBAHUAK, HO TPEOyeT YTOUHEHUS
(cTenenpb nokazaHHocTU B):
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-CTaTUHBI, PEKOMEHIyEMbIE K IPUMEHEHHIO ¥ BCEX OOIBHBIX C UIIIEMUYECKOU
stmoniorun  XCH; kpome Toro, oo6iajgaromye CrHocOOHOCThIO MPEaOTBpAIlATh
pa3zsute XCH y 6onbpHBIX ¢ pazasiMu popmamu UBC;

-HEeTpsSIMble aHTUKOATYJISIHTHI, IOKa3aHHbIE K MCIOJIb30BaHUIO y OOJIBIIIMHCTBA
oonpHbix XCH, mnpotekaromeid Ha ¢GoOHE MepLATENbHON apUTMUU, a TaKKE Y
naureHToB ¢ XCH 1 CHHYCOBBIM PUTMOM.

BcnomoraresibHble cpenctBa, >G(EeKT MW BIMSAHHE KOTOPHIX Ha MPOTHO3
oonpHbix XCH He wu3BecTHBl (HE AoKa3aHbl), uTto cootBeTcTByeT III Kiaccy
PEKOMEHJalMi, UM YPOBHIO JToKa3aTenbHOCTH C. B mpuHIMIIE 3TUMU NpenapaTaMu
HE HYXHO (1a U1 HEBO3MOXHO) JieunTh caMy XCH, u UX NpUMEHEHuEe IUKTyeTCs
ONPENCIICHHBIMU  KIMHWUYECKMMH  CUTYAallUsIMHM,  OCJIOXKHSIOIIMMU  TEUYCHHE
COOCTBEHHO J€KOMITEHCALIUH:

-nepudepuueckne Bazoawnaratopsl (IIBJl) HuUTpaThl, IpUMEHSEMbIE TOJIBKO
IIPU COIYTCTBYIOUIEH CTEHOKAp/INU;

-0JIOKaTOPhI MEIJICHHBIX KaJbLIHEBBIX KaHaJIOB (BPMKK) -
JUTUTENBHOAECUCTBYIOIINE JUTHAPOIUPUINHBI IPU YIIOPHOW CTEHOKAPJIUU U CTOMKOU
Al', TI0OXO0 KOPPUTHMPYEMOM JIETOYHOM TUNEPTEH3WH W BBIPAKECHHOW KIIAMIaHHOMW
perypruTanuy;

-aHTHapuTMUUYecKre cpenctBa (kpome B-Ab, BXOIAUMX B YMCIO OCHOBHBIX
npenaparoB, B ocHoBHOM III krnacca) mpu omacHbIX ISl KU3HU JKEITyIOYKOBBIX
apUTMMUSIX;

-aCUpUH (M JPYrH€ aHTUATPETaHThl) NI BTOPUYHOM MPO(UIAKTUKUA TMOCTE
nepeHeceHHoro MM;

-HETJIMKO3UJIHBIE HWHOTPOITHBIE CTUMYJSATOpPHl - mpu oboctpenun XCH,
MPOTEKAIOIIEH C HU3KUM CEpJICYHBIM BHIOPOCOM U YIIOPHOW THIIOTOHUEH.

K cokanenuro, XOTs BCoMoOraTejibHbIe TIpenapaTbl HE OTHOCATCSI COOCTBEHHO
K CpeACTBaM JICUCHUS JICKOMIICHCAINH, TTOJTHOCThI0O OOOUTUCH O€3 HUX HE yJaeTcs.
Mexly TeM B 3TOT pa3/iesl Ha CErOAHSIIHUN JIeHb BKIOYEH MUHUMYM IPENapaTos,
M0 [OaHHBIM DSnugeMuonormueckoro wucciaemoBanuss DIIOXA, wnambonee yacTo
COYETAIOIIMXCSI C OCHOBHBIMU M JONOJHUTEIBHBIMUA CpPEACTBAMHU  JICUCHUS
JneKoMreHcanuu. Pazymeercs, mpemnaparthbl 3TOW TPYIIbl TAaK)Ke Ha3HAYAIOTCS TOJBKO
B JIOMIOJIHEHUE K OCHOBHBIM cpejicTBaM jieueHust XCH.

OcHoBHBIC mnpenmapatrbl A MeaukaMeHTO3HOro JedeHusa XCH co
CHUKEHHOM CHCTOJIHMYECKOM PyHKIMeHN cepaua
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B stom pasmene obcyxmarorcs mnpuHOUIG jedeHus 00apHBIX ¢ XCH m
camxenHot @B JIK (<40%). OcoOeHHOCTSIM Jie4eHUsl MalUEHTOB C COXPAHHOU
CUCTOJINYECKOM (YyHKIIMEH ceplia MOCBSIIEH ClIelUalbHbIN pa3ied.

Nuruduropsl AIID

DTOT KJacc JIEKapCTB, 0€3YCIOBHO, OTHOCUTCS K TIEPBOM JIMHUHM B JICUCHHUH
XCH. Knacc pexomenaanuii I, ypoBeHb JOKa3aHHOCTH - A.

Cnenyer oTMmeTutb, 4TO 3(PGEKTUBHOCTH ucmonb30BaHusd HAIID wmoxer
HECKOJIbKO CHMXKAThCS MpHU HieMuyeckor 3tnojorun XCH u y KeHIWH, a Takxke
ocladsAThCst oiHOBpeMeHHbIM npuMeHeHreM HIIBII (B MeHbIei cTernenu - MajabIMU
J03aMHM  acnMpuHa). OTH JaHHbIE NPUIUIM B OCHOBHOM U3 PpE3ylbTaToOB
PETPOCIEKTUBHBIX META-aHAJIM30B M MMEKT YpPOBEHb Jo0KazaHHOocTH C, OaHAKO
WTHOPHUPOBATH UX MOJHOCTHIO HE CIENYET.

OcHoBHbIe o3uuH 110 TpuMeHeHnto HATI®D B neuenun XCH:

-uAll® mnokazansl Bcem OonbHbIM XCH (mpu 511000M 3THOJOTHU U CTaJUH
mporiecca);

-uAII® ynydmaroT KIMHHYECKYI) CHUMNTOMATHKY kadecTBO >ku3Hu (KIK),
3aMeJIAIOT MPOTPECCUPOBaHUE OO0JIE3HU, CHIDKAIOT 3a00JIeBAEMOCTh W YIyUIIAIOT
nporao3 OombHBIXXCH, a Takke NpenoTBpallalOT HACTYIUICHHE KIMHUYECKU
BBIPAKCHHOM JIEKOMIICHCALIMK, T. € MO3BOJISIIOT JOCTHYb BCEX 6 1eNie B JICUCHUU
XCH;

-3TU Tipenapatbl dPQPeKTUBHBI OT caMbIX HadanbHbIX cTaguii XCH, Bxirovas
o6eccumnToMHyro auchyHkiuio JIXK, 10 caMbIx MO3AHUX CTaAui JEKOMIICHCAIUY;

-4CM paHbIIC HAYHUHACTCA JICUCHHUC, TCM OoJIbllIe IIIAHCOB Ha yCrex u
MMPOJJICHUC )KU3HU ITAVCHTOB,

-uAll® sBnsrorcs o6ocHOBaHHBIM criocodoM sederuss 1 XCH ¢ coxpaHeHHOM
cuctonnyeckor ¢yHknuend cepama (ypoBeHb pexomeHpmarnuii [IA, cremeHs
JoKa3zaHHOCTH B);

-HeHa3HaueHue HWAII® He MOXET CUMTaThCs OIpaBIaHHBIM M BEAET K
CO3HATEJIbHOMY IOBBIIIEHUIO PUCKA CMEPTH JIEKOM-TIEHCUPOBAHHBIX OOJIbHBIX;

-uAIl® B MeHbIIEH CTEMEHH CIOCOOHBI CHMXKATh CMEPTHOCTb Y MKEHIIHH,
ocobeHHo ¢ OeccumnroMHoi muchynkuuenn JDK. Ilpy Hamuuum KIMHAYECKHUX
npuzHakoB XCH uAIlI® oka3piBaroT MOJOKUTEIBHBIN 3(DPEKT, XOTI U HECKOJIBKO
MEHEE BBIPAKECHHBIN, YEM Y MY>KUHH.
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Tosbko mATe HAIID (kanTornpui, SHaNanpUil, JU3UHONPUI, MEPUHAONPUI U
(03uHONPHUIT) MOTYT OBITH B IIEPBYIO OUEPE/lb PEKOMEHI0BAHBI 1JIs1 PO(YUIAKTUKU U
negenuss XCH, XOTS 3TO HE HCKIIOYAET BO3MOXXHOCTH IIPUMEHEHUS M JIPYIUX
IIPEICTaBUTEIICH ATOTO Kiacca.

AOGCOTIOTHBIMHA TIPOTHUBOIOKAa3aHUSAMU K Ha3HaueHWto HAIID sBustoTcs
HETIEPEHOCHMOCTh (@HTHOHEBPOTHYECKUI OTEK), ABYCTOPOHHHI CTEHO3 IMOYECYHBIX
apTepuii, 0epeMEHHOCTb.

AHTAroHuCTHI peuentopon k All

K aroil rpymnme nexkapcTB OTHOCSTCS Hpemnaparsl, 3gpdext kotopeix npu XCH
uzydaercs Oonee 10 ner. Heobxomumo oTMETUTH «(PUPMEHHYI0» OCOOEHHOCTH
IpernapaToB 3TOTO Kjacca - MPEeKPacHYyI0 NEPEHOCUMOCTh MPU MUHUMYME MOOOYHBIX
s¢pextoB. Kpome toro, APA kpaiiHe peako BbI3BIBAIOT Kallellb W CTaHJIAPTHO
pekomenayrores 1 neueHuss XCH npu menepenocumoctu HAIID.

MoxHO KOHCTAaTHpOBaTh, 4YTO HekoTopele APA - kangecapraH (kiacc
pexkoMeHanui I, crenens nokazaHHOCTH A) BajicapTaH U Jio3apTaH (kiacc I, ctenens
nokazaHHoctu B) He ycrymaror MAII® u Moryt nmpumenstbesa s nedenus XCH
HapaBHe ¢ HUMHU. CBeneHusa o Tpex HaubOosee 3pdexkTuBHbIX APA, mpuMeHseMbIX
ceroaus uist nedeHus u npopunaktuku XCH.

JIoCTaTOYHO CIOYKHBIM SABJISIETCSI U BOIPOC O KOMOMHUPOBAHHOM MPUMEHEHUU
nAIID u APA.

Hcxonst m3 wumMerommxcsa Ha cerogHsa nmaHHelx APA MoOXkHO Ha3Hadarthb
nononHUTebHO K MAII®. OgHako yunThiBas, 4To Bce mauueHThl ¢ XCH moskHbI
HaXOJIUThCA HA JIBOMHOM Teparnuu HEUPOTOPMOHAIBHBIMU MoayisTopamu (MAIID +
B-AB), B neficTBUTETHLHOCTH pedbh HIIET O TPOWHOW HEHPOTOPMOHAIBHOU OJOKase.
[Tokazano, yto xkomOuHarus UAII® ¢ APA (u Hepeako mpu JOMOTHUTEIHHOM
Ha3HaueHuu [-Ab) MOXET MPUBOIUTH K UPE3MEPHOMY CHUXKEHUIO ypoBHA AJl u
pPEaKTUBAIIMM HEUPOTOPMO-HAJILHBIX CHCTEM, OTBETCTBEHHBIX 3a MPOTrPECCUPOBAHUE
XCH. Iloaromy npu xopouieit nepenocumoctu komouHanuu uAIl® (APA) + B-Ab B
Ka4eCTBE TPEThEro HEUPOrOPMOHAIL-HOTO MOJYJISTOpA JIYYIll€ MCIIOJIb30BaTh
AQHTArOHMCTHI anb0CTepoHa, a He APA (MATID).

Pe3ynbTaThl KOrOPTHBIX UCCIICIOBAHHMI M JaHHBIC MOCICIHUX METa-aHaJIH30B
MOKa3bIBAIOT 3HAUMTENbHOE TpeumyiiecTBo APA Han mAII®D B neueHUM KEHIIUH,
ocobenno npu couetanuu Al' u XCH.

buiokaTopsl -aipeHeprudecKux penenTopon
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PanmonansupiM  oOocHOBaHuMeM Kk mnpumeHenuio B-Ab B neuennn XCH
ABIIsieTCs OJ0Kaaa cuMnaTuko-aapeHanoBoi cuctemsl (CAC), koTopas HaXOJUTCS B
COCTOSTHUM XPOHUYECKOW THMIEPAaKTUBALMU Yy OOJBHBIX C JEKOMIEHCAllMEeW U
OTIpeAEIsAET MIIOXOM MPOrHO3 (BBICOKYIO CMEPTHOCTH) 3TUX MALIUEHTOB. AKTUBHOCTh
CAC nporpeccuBHO HapacTaeT mapajieabHO yBennueHuto Tsokectd XCH, npuuewm,
HauynHas co Il ctaguu Oonesnu wnn co Il @K, HaunHaOT npeodaaTh HEraTUBHBIE
Je3aJaNTUBHBIE CBOWCTBAa KaTeXOJaMUHOB. B cBs3u ¢ stum npumenenue P-Ab
CTAaHOBUTCS HamOoiyiee 1enecooOpa3HbiIM W A(PPEKTUBHBIM Yy TAIUCHTOB C
KJIIMHUYEeCKH BbIpakeHHoOM Tspkenon XCH I[—IV  ®OK. JlokazaHo, 4TO
runepaktuBanus CAC cmocoOGCTBYeT JOCTOBEPHOMY YBEIMYEHHMIO KaK pHUCKa
BHE3AIIHOM CMEPTH, TAK U CMEPTU OT MPOTPECCUPOBaHUs JekommeHcauuu. [loatomy
ocHOBHas ujes npuMeHeHus (-Ab B nedenun OonbHbIX XCH - 3TO ynydiuenwe
IPOTHO3a U CHUKEHNE CMEPTHOCTH.

B nacrosiee BpeMsi joka3aHo, uto -Ab okaspiBaroT Ojokupyrouiee aecTeue
M Ha HEKOTOpble JApyrue HEWpPOrOPMOHAIBHBIE CHCTEMBI, OTBETCTBEHHBIC 32
nporpeccupoBanue XCH - PAAC, sHIOTENIMHOBYI, CUCTEMY HHMTOKMHOB. Takum
o0Opa3oM, Henb3sl OJHOOOKO mpeAcTaBisaTh poib B-Ab B nedennn XCH - 310 He
TOJIBKO CPEJICTBA, OJIOKUPYIOLINE BIMSHHUE KATEXOJAMUHOB Ha [-aJgpeHepruyeckue
penenTopsl (XOTS 3TO OYEHb Ba)XXHO), HO U KOMIUIEKCHBIE HEHPOrOpMOHAJIbHBIE
MOJYJIATOPBI, ONTUMANIbHO JonoJHsoume 3hdextsr nAIID.

K nonoxurensusiM coiictBam -Ab npu XCH oTtHOCHUTCS CTTOCOOHOCTS:

-YMEHbIIATh TUCPYHKIUIO U CMEPTh KapJIHOMHUOIIMTOB KakK IyTEM HEKpPO3a,
TaK W anonTo3a;

-yMEHbBIIIaTh ~ YMCJIO TruOepHUpyommMX  (Haxomdmuxcs B "crsuke"
KapIMOMHOLIMTOB;

-IIpU JJIATCIIBHOM ITPHUMCEHCHHUHN 34 CUCT YBCIMUYCHHA 30H COKpallaroIierocs
MHOKap/Ja yJIydllaTb I10Ka3aTCJIu reMOANHAMUKHA

-TIOBBINIATH TJIOTHOCTh M aPUHHOCTH [-aIpeHOPEIETOPOB, KOTOpasi Pe3KO
cHmxkeHa y 6osbHbIXx XCH;

-YMEHbIIATh THIEPTPODUI0O MUOKAP/IA;

-camxkath UCC, uto siBisiercss "3epkanom’ ycnemHoro npuMeHeHus f-Ab y
oonbHbIx XCH. Ymenbmienne YCC muHumyMm Ha 15% oOT MCXOIHOW BETMYUHBI
XapakTepusyeT npasuibHoe jedueHue -Ab 6onpHbx XCH;
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-yMEHBIIATh CTENEHb MWIIEMHUHM MHOKapJa B TIOKO€ U OCOOEHHO Tpu
(bu3NYECKOI aKTUBHOCTH;

-HECKOJIBKO YMEHBIIIATh YaCTOTY KEIYTOYKOBBIX apUTMHUN;

-0Ka3bIBaTh AHTU(OUOPWIUITOPHOE JCHCTBHE, YTO CHIDKAET PHUCK BHE3AIMHOMN
CMEPTH.

NO3BOJISIIOT ~ 100MBaTbesad  Oonbiiero pocra @B, uYeM HOMHHAJIbHbBIE
MOJIOKUTEIbHBIE HHOTPOITHBIE areHTHI (B YaCTHOCTH, CEPACUHBIC TJINKO3H/IBI).

[lo kpaiiHeii wmepe, ABa Tuma [-aapeHOOIOKAaTOpOB - [l-cenexkTuBHbIE
(KapauOCeNeKTUBHBIE): OHCOMPOJION U METONPOJION CYKIMHAT € 3aMeIJICHHBIM
BBICBOOOJKIICHUEM TIpernapaTa, a Takke HeKapAHUOCEIeKTUBHBINA B-1- u f-2--01okatop
C  JOTNOJHUTEIbHBIMM  CBOMCTBaMH  o-1-GjokaTopa,  aHTUOKCHUJIAHTA WU
aHTUNIPOIU(GEPATUBHOTO CPEACTBA - KapBEAWION JI0Ka3ainu dS(PPEeKTUBHOCTh U
0€301acHOCTb, CIIOCOOHOCTD YIIy4IlIaTh MPorHo3 6onbHbIX XCH 1 ymMeHbIIaTh yucio
roCUTaNU3aMi (KJ1acc pekoMeHaanui I, crernenp qoka3aHHOCTH A).

Hpyrue B-Ab, Bktouas aTe€HOJOJ, METOIPOJION TapTpaT U HEOUBOJIOJ, HE
MOKa3aJId COCOOHOCTH yyuiiaTh nporuo3 6oiasHeix XCH. IIpuMenenne ateHosmona
¥ METONpoJioia TapTpaTta 1 jiedeHus: 00iabHbIXx XCH mpoTuBomnokaszaHo (CTENeHb
JIOKa3aHHOCTHU A).

Kpome tpex pexomenmoBaHHbIX [-Ab, B neueHun moxxuiibix 0oiabHbIX XCH
(ctapuie 70 yeT) MOXKET MPUMEHSTHCS HEOMBOJIOJI, KOTOPBIM JOCTOBEPHO HE CHUKAET
oOIllylI0 CMEPTHOCTh, HO yMEHbIIaeT 3a00J€BaEMOCTh MAIMEHTOB U YHUCIO
MOBTOPHBIX TOCHUTANM3AIMNA, a TakKe PUCK BHE3AMHBIX CMepTed (CTemneHb
J0Ka3aHHOCTH B).

[lo cnocobHOCTM  CHMXKAaThb  PUCK  3a00JI€Ba€MOCTH U CMEPTH
JIEKOMITEHCUPOBaHHBIX 00NBHBIX B-Ab maxe npeBocxoast nAIlID.

Ceromnsi -Ab Hapsany ¢ HAIID sgBISIOTCS TJIABHBIMU CPEJCTBAMU JICUCHUS
XCH co CHW)KEHHOM CUCTOJIMYECKON PyHKIIMEH cepara.

Tem He MeHee nHpH OOBIYHBIX KIMHUYECKUX cuUTyalusix [-Ab momkHb
MPUMEHATHCS TOJBKO «CBepXy» (T. €. nonojHuTeabHO K HAIID) m y OOJbHBIX, Y
KOTOPBIX JOCTUTHYTa CTaOMIM3alus CcOCTOsAHUA. BaxkHo momuuth, uyto B-Ab He
OTHOCSITCSI K YHCITy CPEACTB «CKOPOM MOMOIIM» U HE MOTYT BBIBOAUTH OOJIHBIX U3
COCTOSIHUS IEKOMIIEHCALIUH U TUIIEPrUApaTalu.

B-Ab oka3pIBalOT y KEHIIUH CTOJb K€ BBIPAXEHHBIA 3(PPEKT M0 CHUKEHUIO
CMEPTHOCTH, KaK U Y MYYHH.
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[IpotuBonoka3anus k HazHadeHUIO B-OmokaTopoB mpu CH:
-bpoHxuanpHas acTMa U TSHKeNas MaToaorusi OpOHXOB
-Cumritomuas opanukapaus (<50 ya/mun)

-CumnTomMHasi TUIIOTOHUS (<85 MMPT. CT.)
-Atpuo-BeHTpuKyIsipHas 01okazna Il u 6osee crenenu
-Tsoxenslit 00 IUTEPUPYIOMIUI YHAAPTEPUHNT.

Hanumune xpoHudeckoro OpoHxuTa, ocioxHstomero Tteuenne XCH, He
ABJISIETCS] A0COIOTHBIM MPOTHBOIOKAa3aHWeM K HasHaueHuio -Ab. Bo Bcex cimyuasax
HEOOXOJUMO CZeNlaTh MOMNBITKY K HUX Ha3HAYeHWIO, HayuHas C MajlbIX 103 U
IPUJIEPKUBASICh MEJUICHHOTO TUTpoBaHMs. JIMiib mpu OOOCTPEHUH CHMIITOMOB
OpoHx000CTpyKIIMM Ha QoHe JnedyeHus [-Ab oT uX mnNpuMeHeHus mnpuaeTcs
oTkazatrbcs. CpeiacTBOM BbIOOpa B TaKOW CHTyallud SIBJISIETCS HCIIOJIb30BaHUE
BBICOKOCEJIEKTUBHOTO [B1-010KaT0opa Oucomnposoia (cTeneHs gokazanHocTH C).

[Tpu coueranuu XCH u CJI 2 tuna HazHauenue B-Ab abcomoTHO mokasaHo.
Bce nmonoxuTenbHble CBOMCTBA MPEnapaToB 3TOrO KJIacca MOJIHOCTBIO COXPAHSIOTCS.
[IpenaparoM BeIOOpa B TAKMX CUTYAIUSAX SBJISIETCS KAPBEIUIION, KOTOPHIA B OTIMYHE
oT Bcex Apyrux -Ab naxe ynydiiaet 4yBCTBUTEILHOCTD NepUPepruuecKux TKaHeh K
MHCYJIMHY (CTENEHb JOKa3aHHOCTU A).

B Hacrosimee Bpemss mnpu HenepeHocumoctn [-Ab y O6ompHbix HBC
PEKOMEHAYETCSI PUMEHEHHE MPENapaTroB, M30aupoBaHHO cHukammx YCC, nmm
osokaropos If kananoB (uBabpauH).

AHTArOHHUCTHI AJIBJA0CTEPOHA

[Ipu obocTpeHnH SIBICHUM JIEKOMIIEHCAIIMU CIUPOHOJIAKTOH HCIOJIB3YETCS B
BbICOKHMX J03aX (100-300 Mr unu 4-12 TabieTok, Ha3HAYaEMbIX OJIHOKPATHO YTPOM
WIM B JIBa TpueMa yTpoM U B o0en) Ha mepuon 1-3 Hedenb 10 JOCTHIKCHUS
koMmrieHcamu. I[lociie 3Toro j03a CHMPOHOJAKTOHA JOJDKHA OBITH yMEHBIIICHA.
Kpurepusimu >)PexTHBHOCTH TPUMEHEHUS CIUPOHOJAKTOHA B KOMIUIEKCHOM
JICYEHUH YIIOPHOTO OTEUHOTO CUHAPOMA SIBJISIFOTCSI:

yBeluueHue auypesa B npeaenax 20-25%; 3To XoTsa 1 He MHOTO, HO OCOOEHHO
BaYXHO MPH YHIOPHBIX, pehpaKkTEePHBIX OTEKAX;

YMEHBIIICHUE KAXKIbI, CYXOCTH BO PTy U HCUYE3HOBEHHE CIEIU(PUIECKOTO
"MmeueHoYHOoro" 3amaxa u3o pra;
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cTaOuIbHas KOHICHTPANUWA KaJINA 1 MAardus B IJIa3ME (OTCYTCTBI/IC CHI/DKGHI/UI),
HCCMOTPA Ha JOCTHIKCHHUC IMOJIOKUTCIIBHOTO JUYpEC3a.

B nmampHelimeM IS JUIMTENTBHOTO JICYCHHS OOJBHBIX C  BBIPAKEHHOMN
nexkommneHcanuent [1I—IV ®K pekomenayeTcs ucnoiab3oBanue Maybix (25-50 mr) 103
CIIUPOHOJIaKTOHA JoNoIHUTEIbHO K HAIID u B-Ab B kauecTBe HEHPOryMoOpasIbHOTO
MOYJIATOPA, TO3BOJIAIONIETro Oojiee moHo OjokupoBath PAAC, yiydimarh TeueHHue
u nporuo3 6oxpHBIX XCH (ypoBenb mokazanHoctd A). Ha ceromus MMEHHO
COUYETaHHE TPEX HEUPO-TOPMOHATBHBIX MOAyNIATOpoB HAIID + B-Ab + anTtaronucr
aNBIOCTEPOHA SIBJSIETCS HaWOOJIee PAIMOHATBLHOW CXEMOW JICUeHUS OOJBHBIX
Tspxenont XCH.

JAuyperndeckue (Moyeronsbie) cpeacrsa B jgeyenun XCH

JerunparaiuonHas Tepanus MpeJCTaBIseT CcOO00H OJIHY U3 BaKHEHIIUX
COCTABJIAIOIIUX YCIEIIHOTO JieueHus 00JbHbIX XCH.

[IpuMeHeHrne MOUYETOHHBIX MPENapaToB JOJIKHO OBITh CTPOTO 0OOCHOBAHHBIM,
00s13aT€IbHO COYETAThCSl C HCMOJb30BAHUEM HEUPOTOPMOHAIIBHBIX MOJYJISTOPOB,
TakuXx Kak WAII® wu aHTaroHWCTHl anbJOCTEPOHA, a TaKXKE MPEnaparos,
YAEPKUBAOMIUX KUIAKOCTh B COCYJIMCTOM pPYyCI€ W YIYUYIIAIOMKNX T[OYECUHBIN
KPOBOTOK M (PUIIBTPALIHIO.

[Ipu npaBUIIBHOM NMPUMEHEHUM 3TH CPEACTBA MO3BOJISIIOT YMEHBIIUTH YHUCIIO
TOCIUATAIM3AIMHN, YTO COOTBETCTBYET JOCTHKECHUIO JIByX M3 IIECTH OCHOBHBIX IIEJIEH
npu siedeHuu XCH. BonbImMHCTBO NUYypPETHKOB (KpOME TOpaceMHaa) HE 3aMEIJITIOT
nporpeccupoBannss XCH u He ymyumaioT mporHo3a OonbHBIX. VX BiusHUE Ha
KaueCTBO KU3HU TPU HEMPABWIBHOM Ha3HaueHWM (ydapHble N03bI pa3 B 3-4-5-7
JTHEH ) MOXKET OBITh Ja)K€ HETaTUBHBIM.

JleyeHne MOYETOHHBIMHM CPEJICTBAMU HAUYMHAETCSA JUIIb MPU KIMHHUYECKUX
npusHakax 3actos (II A cramms, II ®K mo xmaccudpukarmmu OCCH). Bmpox
MOYETOHHBIMM HE JieyaT, T. K. OHHM, KaK CKa3aHO BbIIIE, HE 3aMEIJISIOT
nporpeccupoBanus XCH.

JleyeHre MOYETOHHBIMM HAYMHAETCS C NPUMEHEHUs cllabelero wus3
3 PEeKTUBHBIX Yy MaHHOTO KOHKpeTHOro OojpHOTO mpenaparoB. [IpeamnoureHue
cleAyeT oOTaaBaTh MaJlbIM Jo3aM TopaceMujaa (2,5-5 Mr) Wik TUHa3UIHBIM
auypeTukaMm (TUIOTHA3UJ) W JHIIb MNPU HUX HEJOCTAaTOYHOW 3PPEeKTUBHOCTU
MEepPeXOqUTh K HA3HAYEHUIO MOIINHBIX TETICBBIX JHYPETHUKOB ((ypocemus,
ATaKpPUHOBAsA KUCIOTa, OyMETaHH I, TOpaceMH I B 00JIee BBICOKUX 103aX).
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Jleuenne HeoOXOAUMO HAYMHATH C MabIX 7103 (OCOOEHHO y OONBbHBIX, HE
[OJy4yaBUIMX PaHEE MOYETOHHBIX IIPENapaToB), B MOCIEAYIOUIEM MOAOUpas 103y 110
MPUHIIMITY quantum satis.

I/IHI[aHaMI/III I10 HpO(i)I/IJII-O 0e30IacHOCTH CYHICCTBCHHO IIPCBOCXOOUT
TuIoTa3n, OOJHAKO HAaHHBIX IIO €TI0 IIPUMCHCHHUIO B JICUCHHUU XCH B HaCTOALICC
BpCMA HCAOCTATOYHO.

K coxanenuto, B Poccum He 3aperucTpupoBaH camblii CHIIBHBIA U3
COBPEMEHHBIX THA3HUJHBIX JAUYPETUKOB - MeTojda3oH (1036l OT 2,5 mo 10 wmr),
kotopeii B CIIA paccmaTpuBaeTCsi, KaKk OCHOBHOE JIONIOJHEHHE K IETJIEBBIM
IUypeTuKam npu peppakTepHOM OTEYHOM CHHJIPOME.

Herunpatanmonnas tepanus npu XCH umeeT nBe ¢asbl - akTUBHYIO (B MTEPUO]T
TUNIEPTUApPATAIIMM W 3aCTOs1) M MOJJACPKHUBAIOIIYI0  (IJi1  MOJJep KaHus
AYBOJIFOMHYECKOTO COCTOSTHUSI MOCIIE JOCTUKEHUS KOMIICHCAIINH ).

B axTuBHOW (a3ze mpeBbILIEHUE KOJIWYECTBA BBIACJICHHOW MOYM Hal
KOJINYECTBOM TIPUHATON JKUJIKOCTH JOJDKHO COCTaBJIATH l-2 nuTpa B CyTKH, IIpHU
CHIDKEHHMM Beca €KeIHEBHO ~ 1o | kr. Hukakas crpemutenbHas Aeruaparanus HE
MOET OBbITh ONPABAAHHOW W JUIIb NPHUBOJUT K YPE3MEPHOM THINEpaKTUBALUU
HEUPOTOPMOHOB U «PUKOLIETHON» 3aJI€PIKKE JKUIKOCTH B OPTaHU3ME.

B noanepxxuBatoieit gaze nuype3 I0KEH ObITh COATaHCHPOBAHHBIM U Macca
Tela CTaOWIbHOM TIpU peryaspHOM (€XKEIHEBHOM) Ha3HAUYCHUU MOUYETOHHBIX.
Haubonee uacras ommOka B Ha3HaueHUM JAUypeTHMKoB B Poccuu: mnonbITKa
«yAAapHOTO» JUype3a - OJMH pa3 B HECKOJIbKO AHeil. boiee ommOouHyrO0 TakTUKY
JieYeHus], KaKk ¢ yYEeTOM KayecTBa >KU3HU NaIMeHTa, Tak U nporpeccupoBanus XCH,
TPYIHO MIPEICTABUTh.

AJTOPUTM Ha3HA4YE€HUsI JUYPETHUKOB (B 3aBUCUMOCTH OT TsbkecTH XCH)
MPEACTABIIACTCS CHEAYIOIINM:

[ ©K - He 1eunTh MOYETOHHBIMHA
IT ®K (6e3 3acTost) - manbie 7036l TOpacemuaa (2,5-5 mr)

IT ®K (3acroit) - THazugHbIe (METIEBbIE) TUYPETUKU + cMpo-HOoJIakToH 100-
150 mr

Il ®K (nmommepxuBaroiiee JedeHUE) - TMETJIEBbIE (JIydIlle TOpa-CeMMUN)
€XKEJHEBHO B J103aX, IOCTATOYHBIX JIJISl OJJIEp KaHUs cOaTaHCHPOBAHHOTO Uype3a +
CIIUPOHOJIAKTOH (Masbie 03b1) + amerazonamuy (o 0,25 x 3 paza/cyt B TeueHue 3-4
JHEW pa3 B 2 Heleln)
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Il ®K (mexommeHcanus) - METJIEBbIE (Jydllle TOPacEMU[) + TUA3UAHBIE +
aQHTaroOHUCTHI aJIbJ0CTepoHa, B 103ax 100-300mr/cyt + UKAT

IV ®K - nerneBsie (MHOTJA NBAXKIBI B CYTKHM WJIH B/B KalleJbHO B BBICOKUX
7103ax) + THAa3uIHBIC + AaHTArOHUCTHI AJTbJ0CTEPO-HA + HHTHOUTOPHI KapOOaHTH a3l
(amrerazomamua 1o 0,25 X 3 pasza/cyt B TedeHue 3-4 aHEH pa3 B 2 Henelu) + MpH
HEO0OXOIMMOCTH M30JIMPOBaHHAs YIAbTpaQIbTpAIUs U/ WIIH MEXaHUUYECKOE yIaJIeHUE
KHUIKOCTH.

OI[H&KO B paae CJIy4acB MOJXCT  Pa3BUBATBCA  TOJICPAHTHOCTD K
ACTUAPATAINOHHOMY JICUCHUIO, B YACTHOCTH, K HUCIIOJIB30BAHHUIO TUYPCTHKOB.

PedpakTepHocTs ObiBaeT paHHss (Tak Ha3bIBaeMoe TOpMOxeHue 3dekra) u
TTO3/THSIS.

Pannss pedpakTepHOCTh pa3BUBAETCs B MEPBbIC Yachl WJIM JIHU TOCJIE Hayajla
AKTUBHOTO HA3HAYEHUS MOUYETOHHBIX CPEACTB, 3aBUCUT OT THIEPAKTUBALUU
HEUpPOTOPMOHOB M TEM CHJIbHEE, 4YeM aKTHUBHee Jerujpararus (TOT CaMbIii
HEpEKOMEHAYeMbIi  oOWnbHbIA  nuype3). [IpeomoneBaeTcs anekBaTHBIM  (HE
YpPE3MEPHBIM) JTIUYPE30M (OCOOEHHO PEAKO ATO OCJIOXHEHHUE PA3BUBACTCS TMPU
Ha3HAYEHUU TOpaceMHja) II0C 0053aTeIbHBIM COBMECTHBIM NpuMeHeHueM uAIID
W/WTY CIIUPOHOJIAKTOHA.

[To3muss peppakTepHOCTH Pa3BUBACTCS CITYCTS HEIETU U MECSIIBI TTOCTOSHHOM
TUYpPETUIECKON Teparuy 1 CBsI3aHa ¢ TUIIEPTPO(PHEH anmuKaIbHBIX KJIETOK MOYEUHBIX
KaHAJIBIIEB, TJE KaK pa3 M JEHUCTBYIOT IUYPETUKH. BOpoThCs ¢ 3THUM BUAOM
pedpaKkTepHOCTH CIIOKHEE.

Kak >xe moctymarh mpu peppakTepHOM OTEYHOM CHUHAPOME, KOTJa MaIlUeHTy
Tpebyercs dkcTpeHHas jaeruapatarusi? CymecTByOT OTHOCUTEIBHO TIPOCTHIC
MIPUEMBI ITPEOIOJIEHUS YCTOMYMBOCTH K UCIIOJIH30BAHUIO MOUYETOHHBIX CPEJCTB:

-Ilpumenenne quypeTukoB (JIydIie MpeAarnoYecTb TOPACEMU) TOJIBKO Ha (OHE
UAII® u cnupoHoslakTOHA. ITO TJIABHOE YCIOBUE yCIIEeXa.

-BBenenue Oombioit (BmBoe Oombleii, yeM mpenbiaymias HedhdexkTuBHaAS
7103a) J03bl TUYpETHKA W TOJBKO BHYTPHBEHHO. HekoTopble aBTOpHI Mpejiararot
BBOJIUTH (PypocemMu (JIa3MKC) TBAXKIBI B CYyTKH U JaK€ MOCTOSHHO BHYTPHUBEHHO
KaneJjabHO.

-CoueTaHue NUYypETUKOB C Mpenaparamu, yiaydlialmuMmu punstpanuto. [Ipu
CAJl 6onee 100 mm pt. cT. - sypmwuun (10 ma 2,4% pacTBopa BHYTPHUBEHHO
KameJbHO U Cpa3y IMOCcie KareJdbHHIIbI - BHYTPUBEHHO JIA3UKC) WM CepJeuHbIe TIIH-
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KO3UIbl, ipu Oosiee HU3KoM AJl - momamuu (2-5 mkr/muH). 3aBepmuBiieecs B 2009
rony uccinenoanne DAD-HF mpomemoncTpupoBaio, uto uHby3us aomamuHa (5
MKI/KT/MUH) TO03BOJIsiIa B 4 pa3a CHU3HUTH J103y (ypoceMuia MNpU COXpPaHEHUU
Uype3a U COXpaHeHUU (DYHKITUHU MoYeK [266].

-Ilpumenenne TUypeTUKOB C AIbOYMUHOM WM TJIa3MOM (MOXHO BMECTE, UTO
OCOOEHHO BaXHO TMpPHU TUIONPOTEUHEMHH, HO 3(P(EKTUBHO M Yy TMAlUEHTOB C
HOPMAaJIbHBIM YPOBHEM O€JIKa IJIa3Mbl).

-Ilpy  BBIpaXEHHOW TUNOTOHUM - KOMOHMHAIMS C TOJOXKUTEIbHBIMU
MHOTPOIMHBIMHU CpEACTBaMHU (JIEBOCUMEHaH, JOOyTaMUH, JOMAMHUH) U, B KpalHeM
cilyyae, ¢ TVIFOKOKOPTUKOUJAMU (TOJIBKO Ha MEePUO KPUTUUECKON TUIIOTOHUN).

-CoueraHus AUYPCTHUKOB 110 TCM IIPHUHIUIIAM, YTO YKa3aHbI BBIIIC.

-MexaHuueckue CITOCOOBI YOAAaJICHUA KHNIKOCTHU (HJICBpaJIBHaSI,
IICpUuKapAuajdbHas ITYHKIHH, HapaI_IGHTGB) HCIIOJIB3YIOTCA JIMIIb II0 BHTAJIBHBIM
ITIOKa3aHUAM.

-N3omupoBannas yiabTpadunsTpanus (LY D) - agpdexkTuBHbIN criocob neueHus
YCTOWYMBOIO K  MEIMKAMEHTO3HOMY  JICYEHMIO  OTE€YHOIO0  CHHApPOMA.
[IpoTBONOKa3aHUs - CTEHO3bl KJIAIIAHHBIX OTBEPCTUM, HU3KUHI CEplEUHbIl BbIOpOC,
BHYTpUCEpJICUHbI BBIOpOC u TUnoToHus. K coxaneHuto, 3TH CUMMOTOMBI
MPUCYTCTBYIOT y OOJBIIMHCTBA TNAIlMEHTOB C pePpakTepHBIMU OTEKaMHU, 4YTO
MPENSTCTBYET 00Jiee MIMPOKOMY HCIOJIB30BAHUIO ATOr0 Merona JieyeHus. OJHaKo
pe3yabTaThl MOCIECAHUX HCCIEAOBAHUM C MOPTATUBHOM CHUCTEMOW IS IIAIAIIEH
HY® (¢ MuHUMaTBEHBIM 00BEMOM IKCTPAKOPIIOPATHHOTO 00beMa KPOBH) MOKA3aIH
[IPEUMYIIECTBO B CPABHEHUU C JUYPETUKAMU B CKOPOCTHU JOCTUKEHHS KOMIICHCALIUH.

CepaeuyHble IJIMKO3WAbI

CepaedHble TIIMKO3UIBlI OCTAIOTCSl B YHCIIE OCHOBHBIX cpeAcTB JieueHuss XCH,
XO0Ts 1 He HaxonaaTcs (kak 20 u OoJyiee JeT Ha3aM) BO TJIaBe ATOTO crucka. [Ipemapats
TOW Tpynmel He Yyiay4inaloT mnpornoza OonbHbeix XCH u He 3amennsior
MpOrpeccupoBanus 00JIE3HH, HO YIyULIAlOT KIMHUYECKYI0 CUMITOMATUKY, KaYeCTBO
KU3HM M CHIDKAIOT TMOTPEOHOCTh B TOCHUTAIM3AIUAX M3-32 OOOCTPEHHUS
NEKOMIIEHCALUH, TPUYEM HE TOJIBKO NPH MEPLATEIbHOM apUTMUU, HO U IIpU
CHHYCOBOM pUTME (KJIacc pekoMeHaalui I, ypoBeHb JoKka3aHHOCTH A).

['MKO3KIBl UMEIOT TPU OCHOBHBIX MEXAHU3Ma ACHUCTBUS - MOJIOKUTEIbHBIN
WHOTPOITHBIN, OTPUIIATEIbHBINA XPOHOTPOIHBIN U HEHPOMOTYJISITOPHBIN d(PPEKTHI.
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B HacTosiee Bpems B KIMHUYECKOM MPAKTUKE B MOJABISIONIEM OOJIBIIMHCTBE
CJIly4aeB UCIIOJIB3YETCS JTUTOKCUH, oOnanaromun ONTUMAJIbHBIMU
(bapMaKoIMHAMUYECKUMHU CBOWMCTBAMHU U JOKa3aHHOU KJIMHUYECKON
3¢ (eKTUBHOCTHIO (YPOBEHD JI0OKa3aHHOCTU A). [IpuMeHeHne Ipyrux rIMKO3UI0B AJIs
mitenbHoro JjedeHuss OonpHbIX XCH (mampumep, nanrozuga C) He HUMeEET
OCHOBAHMM.

[IpumMeHeHne  KOPOTKOJAEWCTBYIOIIMX  CEPACYHBIX  TJUKO3WIOB IS
BHyTpuBeHHOTO BBeAeHUs (Ctpodantun K) kpaiiHe OorpaHHYeHO: TOJIBKO B CIIydasx
oboctpenusi CH Ha ¢one Taxumcucronuyeckoil ¢hopmbl Mepranus npeacepauii. U
JaXe B 3TOM CJIydae MPEANnOYTUTENbHBIM BBIMJISIUT BOCCTAHOBJIEHUE CHUHYCOBOTO
pUTMA.

[Ipn sABIEHUSX TMOYEYHOW HEIOCTATOYHOCTH CYTOYHAs 1032 JAUTOKCHHA
JOJDKHA OBITh YMEHBIIIEHA MPOMOPIMOHAIBHO CHIDKCHHUIO KIIMpEHCca KpeaTMHHHA (B
ATUX CJIydasX BO3MOXKHO IIPUMCHEHHE JIUTHUTOKCHHA). Y TOXWIBIX OOJBHBIX
CYTOUYHBIC JI03bl JUTOKCHHA JIOJOKHBI OBITh CHIDKEHBI J0 0,0625-0,125 mr (Vi-Yr
TaOJIETKH).

[Ipy cHMHYCOBOM pHUTME IOUIOKCHUH - JIMIIb NATHIA mpenapar nocie HAIID
(APA), B-Ab, aHTaroHNUCTOB aIbJOCTEPOHA M MOYETOHHBIX.

[Ipy mpUMEHEHUH CEPICUHBIX TJIMKO3HUJOB y KEHIIUH Yallle, YeM Y MY>KUMH,
BO3HUKAIOT MHTOKCUKAIUSA U PUCK JKU3HEYTPOKAIOIMIMNX KEIYJOUYKOBBIX HAPYIICHUM
pUTMa Cep/illa, 4TO CBS3aHO C 0oJiee BBICOKMMHU KOHIICHTPAIMSIMH, B YaCTHOCTH,
JIUTOKCHHA, CO3JAIOIIUMUCS B KPOBU IMPHU MpPHUEME OJUHAKOBBIX 103 (HMCCIEI0BaHUE
DIG). IloatomMy pekoMeHayeTcs Ha3HadaTb UM 0Oojee HU3KHWE JO03bl U
KOHTPOJIUPOBATh YPOBEHb JUTOKCHHA B KPOBHU.

[IpenukTopamu ycriexa JieueHus: riuko3ugamMu 00ibHBIX XCH U CMHYCOBBIM
putMoM  sBisiercs Hu3kas OB (< 25%), Oom;eime  pa3Mmepbl  cepila
(kapavoTopakanbHbld  MHAEGKC > 55%), Heumemuueckas dtuonorus CH.
[IpennouTuTeNnbHBIM SBISIETCSI COYETAHHWE CEPJCUYHBIX TINHMKO3UA0B ¢ [-Ab, mpu
kotopoM Jyuuie KoHTpoiupyercs UCC, CHMKAeTCs pUCK OIMACHBIX IS KU3HH
KEITyI0YKOBBIX HapyILICHUH pUTMa Ceplia U YMEHbBIIAETCS ONacHOCTh 00OCTPEHHUs
KOPOHAPHOM HET0CTaTOYHOCTH.

AHTHKOAryJISHTHI B JiedeHnu 001bHbIX XCH

VYuuteiBass, uto XCH - 3T0 cocrosiHMe, MpPU KOTOPOM BO3PACTAET PUCK
TpoMOOAIMOOJMU ¥ MHCYJIHTOB, BAXKHYIO POJb B TEPAMHU STOTO CHHAPOMA UTPAIOT
aHTUKOArylsSHTHL. [TpuyeM, mo MHEHHIO psija uccienoBarene, camo Hanuuue XCH
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M3-3a CTaza B MOJIOCTAX cepaua, HaOmomaemoro npu aunatauuu JDK, sBisercs
(hakTOpOM, CHOCOOCTBYIOIIMM Pa3BUTHIO KaK Mepu(EepuyecKoro BEHO3HOro, TaK U
BHYTpUCEPJEYHOr0 TpoMOO03a, KaKk MCTOYHHKA Oyaymux TpomoOosMOonuu. Jlo 40%
00npHBIX ¢ BbpakeHHONM XCH umeroT npusHaku Tpom003a rIyOoOKux BeH Uy 5,5%
MalMeHTOB  TPOMOOSMOOJMHM  JISTOYHOW  apTepUd  OCIOXKHSIOT  TCUCHUE
nekomneHcanuu, npuyeM yeM Tsokenee XCH u Hmke @B, Tem Oosee BepOsITHO
MOSIBJICHUE TPOMOO030B W 3MOOJUU. JIOMOJHUTENbHBIMU (PaKTOpaMu SIBJISIIOTCS
JneruaparaiiioHHas Tepanus (4eM oOWJIbHEEe IUYype3, TeM XYyKE€) U HaXO0XKJICHUE
0O0JILHOTO Ha MOCTENBLHOM PEKUME (HAIIpUMED, MPHU IEKOMIICHCAITNH ).

JlokazaHo, 4TO JJig MPEAOTBpaIICHUsS TPOMOO30B M SMOOJIUHU y MAIMEHTOB C
XCH, Haxomsmmxcsi Ha MOCTEILHOM pekUMe, YOPEKTUBHBIM MOKET OBITH JICUCHHE
HU3KOMOJICKYJISIPHBIMU TerapuHaMu (dHOKcUrapuHoMm) no 40 mr/cyt B TeueHue 2-3
Henenb. [Ipu 3ToM puck TpomO0030B U 3MO0IMKM cHIbKaeTcs Ha 60% B TeueHue 4-
MECSAYHOTO HaOMIOJeHUS. AHAJOTUYHBIC CBEICHMS MMEIOTCS W IS JajibTernapuHa,
XOTS MPOLIEHT CHUYKEHUS OCJIOXKHEHUM 3HAYUTENbHO HUXKEe. TeM He MeHee 3TO
MO3BOJISIET CYUTATh YPOBEHb JIOKA3aHHOCTH MO MPUMEHEHUI0 HU3KOMOJEKYJISIPHOTO
renapuHa y 00abHbIX ¢ XCH 1 puckoM Tpom0030B, paBHbIM A (kmacc I A).

OpaJibHblE HENpsIMble aHTUKOArYJSIHTBI (CUHKYMap, BappapuH) 00s13aTeIbHbI
JUIsL Jie4eHHs] OOJIbHBIX C MEpLATEIbHONM apuUTMUEH M TOBBIIMIEHHBIM PHCKOM
TpoMO0AMOOMHU. TIOBBILIEHHBII PHUCK PETUCTPUPYETCS y MALUEHTOB, MMEIOLIUX
MepLATEIbHYI0 apUTMHIO B COUETAaHUU C OJTHUM M3 CIEAYoIuX (PakTopoB (CTENEHb
JI0OKa3aHHOCTHU A):

-TI0>KUJION BO3PACT
-HaJInYue TpoMO03MOO0JIMH B AHAMHE3E

-CBeZIcHUSI 00 WHCYJbTax M TPAH3UTOPHBIX HAPYIMICHHUSIX MO3TOBOTO
KpOBOOOpaIieHus

-HAJIMYWE BHYTPHUCEPIACTHBIX TPOMOOB
-pe3koe cHmkenue OB (<35%) u pacumpenue kamep cepana (KAP >6,5 cm)
-HAJINYUE B aHAMHE3€ Oorepaluii Ha cep/Ie

JInst  mpakTUYECKOro MNPHUMEHEHHMsT W INPAaBWIBHOIO METOJA  JICUECHMS
npemiaraeTcss ucnosibzoBanue mkaisl CHADS-2, oueHuBaronieil cTeneHb pucka y
00JBHBIX C MepuaTenbHOM aputmueil. [Ipu 3TomM Hammyme caMoil MepuaTenbHON
aputMuu omnpeaensiercs kak () 0anoB pucka.
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Takum o00pazom, puck OOJBHOTO € MeEpIATEeNbHON apuTMUEH MOXKET
cocTaBATh OT 0 10 6 6ayoB (st 60aHBIX XCH oT 1 10 6 Gamios).

[IpuMeHeHUEe aHTUKOAryJSHTOB (aHTaroHMCTOB BUTamuHa K) CHMKaeT puck
KpoBoTeueHnd Ha 64% npu 2%-M puUCKe pa3BUTUSI KPOBOTECUEHUM, B TO BpEeMs Kak
NpPUMEHEHUE aHTUATPETAaHTOB (aCIUpPHUHA) YMEHbIIAET PUCK TpoMOosIMOouu Ha 21%
npu 1,2% pucke KpoBOT€UEHUH, TPUYEM MPEUMYIIECTBO BaphapuHa HaJ aCIUPUHOM
6%) GombIrie, yeM MeXIy aCIUPUHOM H TUIaIe0o.

Hemnpsimpie antuxoarynsutel npu XCH He Moryr OBITh 3aMEHEHBI
AHTUTPOMOOTHUECKUMU CPEICTBaAMH (aCIHUPUH, KIOMUAOTPEN WM UX KOMOUHAIINS),
T. K. 9QPEKTUBHOCTh JICUCHUS IOCTOBEPHO CHIDKACTCSA, a MO PUCKY OCIOKHCHHM
(KpoBOTEUYEHHUI) KOMOMHAIMS aCMHUpPUHA C KJIOMUAOTPEIOM HE OTIUYaeTCs OT
BapdapuHa (cteneHb aokazaHHOCTH A). [losTomy st OOJBHBIX C MeEpIATEIbHOM
aputmueit u puckom no CHADS-2 6onpme 1 Oamna (6omeHbie  XCH)
MPEANOYTUTENBHBIM (2 TIpu 2 OayuiaXx pucka U BBINIE - 00S3aTENbHBIM) SIBIISCTCS
MIPUMEHEHNE OPAJIbHBIX aHTUKOATYJISIHTOB.

O¢ddextuBHOCTh NIedeHUsT BaphapuHOM 3aBUCHUT OT JIOCTUTHYTOM CTENeHH
AHTUKOATYJISIIUM, TPUYEM TOKa3aTeldb MEXIYHAPOAHOTO HOPMAIM30BAHHOTO
otHomenuss (MHO) B xozae nmeuenust 1opkeH ObITh Oombie 2,0. [l yMeHbIICHHS
pHCKa TeMOPPArnyeCcKuX OCJIOKHEHUN aHTUKOATYJISHTHI JIOJDKHBI MPUMEHSTHCS TIPU
THIaTeIbHOM KOHTpoJe (pa3 B Mecsal) MHO. M3BecTHO, 4TO pUCK TpOMOOIMOOJINU U
BBDKMBaeMOCTh 00JbHBIX XCH M MepuarenbHOl apUTMHUENH HANpsIMyIO 3aBUCST OT
JUTUTEILHOCTH U mpaBuibHOCTU (nogaep:xkanue MHO B npenenax 2,0-3,0) nedyeHust
antukoaryinsutamu. B uccnenoBanuun ACTIVE-W Ob10 mokazano, 4To mpu
Ha3HaueHun Bapdapuna (1 Tabnerka B cyTtku) 6e3 koHtposs MHO konmdecTtBo
KPOBOTEUYECHHI HE OTJIIMYAETCS OT TaKOBOro Ha (hoHE KOMOMHAIIMU AacIlMphHa C
kionugorpenoM. Ilpu koHTposie 3a mokazateseM MHO u mognepxkaHuu ero B
npeaenax 2,0-3,0 KOJIMYECTBO KPOBOTEUYEHHM TMpU JieYeHUH BaphapuHOM
OKa3bIBACTCS BJIBOC MEHBIIE, YeM MPU Ha3HAYECHUU KOMOWHAIIMM aHTHArPETaHTOB
(acmupun + xwionumorpen). PerymsapHeiii koHTpodabr W noanaepxkanue MHO B
HOPMAJIbHBIX 3HAYEHHUSX YMEHBIIAET PUCK TeMOpPPArM4ecKUX OCJIOKHEHUN MpH
nedeHnu BapdapuaoM Ha 50%.

JlokazarenbcTB  3(PQPEKTUBHOCTH aHTUKOAryasHTOB y OonpHbIX XCH ¢
CUHYCOBBIM PUTMOM (Jlake NpHU JWiIaTallid cepAlla U HaJIudud TpoMmOOB) B
HACTOSIIIEE BPEMS HET, MO3TOMY B 3TUX Cly4asX HMX I[PUMEHEHHE OCTaeTcs B
KOMITIETEHIIMH JIEYAIllero Bpaya.

AHTHApUTMHYeCKHe cpeacTBa B Jedyennu XCH
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HOI[&BJI?HOH.IGC ypcino OonpHBIX XCH wuMmeroT omacHble JJIA  KHU3HHU

Key1oukoBblie HapyiieHus putMa cepana (111 u Beime rpaganuu no kiaccuuKamum
Lown-Wolf) .

OCHOBHBIE MO3UIMK MPU JICYCHUH KEITyI0YKOBbIX apuTMuil y 0onbHbIx XCH
CBOJSTCS K CIEAYIOLIEMY:

-Jleuenuss npu XCH TpeOyroT JMIIb OMACHBIE ISl KM3HU W CHUMIITOMHBIE
KEJTYJJOUKOBBIEC HAPYIIIEHUS pUTMa cep/la (YpoBeHb JOoKa3aHHOCTU B).

-Antuaputmuku | (6mokatopsl HaTpueBbix kaHanoB) u IV (BMKK) kmaccos
npoTuBonokazanbl 601bHBIM XCH (ypoBeHb I0Ka3aHHOCTH A).

-Bo Bcex cnmydasx cpeiacTtBoM BbiOOpa B JieueHHM OosbHBIX XCH u
KEJTYJJOUKOBBIMU HApYIIEHUSMH CEPACUHOTrO puTMa ABisitoTcs B-Ab, oOnamaromiue
YMEPEHHBIM  aHTHAPUTMHYECKMM, HO  BBIPAXKEHHBIM  aHTU(DUOPUIUISITOPHBIM
NEUCTBUEM, YTO MO3BOJISIET UM JOCTOBEPHO CHUKATh PUCK BHE3AMHON CMEPTH.

-Ilpu  wesdbdextuBHOCTH P-AB NS AHTHAPUTMHYECKOTO  JICYCHUS
npumensitotcs npemnapatsl [1I kiacca (aMmuogapoH, corano, 10GeTum).

-CpenctBoMm BbiOOpa y 0onbHBIX ¢ ymepeHHO BbipaxkeHHON XCH (I-II ®K)
ABJIIETCS aMUOJIaPOH, XOTS CJIeIyeT IIOMHUTh, UTO He MeHee ueM y 40% OOoJIbHBIX OH
BBI3BIBACT oOmacHble ToOOYHBIe 3¢ dekThl (Jame Bcero, ocodeHHo B Poccum -
HapylieHne (YHKIMHA IUTOBHUIHOMN Kene3bl). AMUOJAPOH CIEAYyeT UCIOJIb30BaTh B
manbix go3ax - 100-200 m/cyT u Bcerda B3BENMIMBAaTh COOTHOIICHUE IOJIb3a/PUCK.
AMUOIapOH MOXKET CHIDKATh PUCK BHE3AMHOW CMEpPTH Y JEKOMIIEHCHPOBAaHHBIX
OOJBHBIX C KEITYAOYKOBBIMH aPUTMHSIMH, B TO BpeMs KaK PUCK OOIIEH CMEpTHOCTH
JIOCTOBEpHO HE MeHsieTcss (ypoBeHb nokazanHoctH B). K tomy ke »sddexr
aMUO/JapoOHa TPOSIBISIETCS MaKCUMaJIbHO SIPKO JIMIIL Tpu codeTaHuu ¢ [-Ab
(YypoBeHb 10Ka3aHHOCTH B).

VY o6onbnbix ¢ BeipaxkeHHo XCH (III-IV ®K) npumenenne ammomapona
acCOMUPYETCS €  JOCTOBEPHBIM  YXYAIIEHUEM TMPOTrHO3a, MOITOMY  €ro
WCIIOJB30BaHUE B 3TUX ClIy4asix MPOTHUBONOKA3aHO (YPOBEHb JOKA3aHHOCTH A).
[IpyueM MakcumanibHOE MposBIeHUE HEAIHPEKTUBHOCTH TEpanvud aMHOJIapOHOM
OTMEYAeTCs Y MAIUEHTOB C CUHYCOBBIM PUTMOM.II]

AJIbTEpHATHBON aMHOJIapOHY MOXKET ObITh coTasion - antuaputmuk Il kimacca,
UMEIOIIUN JoMoJHUTeNbHbIe cBolicTBa [-Ab. Ilo BiMsSHUI0O Ha >KETyAOYKOBBIC
HapyUIEHHUs] pUTMa Cep/ilia COTAJION JIMIIL HEMHOTO ycTynaeT aMuoaapony. Coranon
UMEET CYIIECTBEHHO MEHBIIIE BHECEPJICYHBIX MOOOYHBIX PEAKIM B CPABHEHHUH C
aMHOJapOHOM, HO YaIlle BBI3BIBACT MPOAPUTMUHU, OCOOEHHO y OOJBHBIX C TSKEIBIM
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nopaxeHueMm Muokapaa. I[IpaBma, 3a cuer Hamuuus [-OJIOKUPYIOIIMX CBOWMCTB
COTaJON  MOXET  yiaydlmarh  (QYHKIMOHAJIBbHOE  COCTOSHHE  OOJIBHBIX  C
nekommneHcanue. Y OompHbix XCH III-IV ®K HexenatenbHO MPEBBHIIATh
CyTOYHYIO 7103y 160 Mmr.

HauOosee ompaBIaHHBIM METOJOM NPO(GHIAKTHKU BHE3AITHOH CMEpPTH Yy
6ompHBIX XCH ¢ KU3HEYTrpOXKAIONIMMH apUTMUSMU  SBISIETCS  TTOCTaHOBKA
UMITIAaHTUPYEMOTO KapuoBepTepa-aehuopmnisaTopa.

OTnenbHOr0 BHHMMAHHUS 3acily’)KMBAaeT MpoOJieMa MepLATelbHONM apUTMMH,
KOTOpasi B Ka4eCTBE OCHOBHOI'O PUTMA WJIM ITAPOKCU3MOB PETUCTPUPYETCS IIOYTHU Y
40% nanneHTOB ¢ KIMHWYECKU BhIpakeHHOM XCH m Moxer yXyamare IPOTHO3
0onpHbIX XCH, XOTS Ha 3TOT CYET MMEIOTCS U MPOTUBOMOJIOKHBIE cBeaeHus. [lpu
MEpLATEIbHOW apUTMUU HET JOKa3aTelIbCTB, YTO BOCCTAHOBIICHUE CEPACYHOTO
pUTMa IPEBOCXOAUT TEPANIEBTHUUECKYIO TAKTUKY, MPEAIonarammyo KoHTposis YCC
(ypoBenb pgokazanHoctd B). Ilosromy 1enecoo0pa3HOCTs  BOCCTAHOBIJICHUS
CUHYCOBOTO puUTMa (dJeKTpuueckas JeuOpuisauus WM MEIUKaMEHTO3HOE
KyIUpOBaHUE) OCTaBISETCS HA YCMOTpPEHUE Bpada. EIMHCTBEHHBIM HE3aBUCHUMBIM
MPEIUKTOPOM JIyulliel BbDKHMBaeMOCTH 0osibHbIX XCH U MepuarenbHONW apuTMHEH
ABJSIETCA TIOCTOSIHHBIM IIPUEM AHTUKOAryJIsIHTOB Ipu mnoxpuaepxkannun MHO B
npenenax ot 2,0 1o 3,0 (cTeneHb JOKa3aHHOCTU A).

O DEeKTUBHOCTL dAIEKTpUUEeCKOM aepuopwuisaiuuu  nocturaet 90%, HO B
TEYEHUE TMEpPBOr0 TOJa CHUHYCOBBIM PUTM yjaepxkuBaercs He Oonee yemy 30%
OOJIBHBIX, YTO TPEOYET aKTUBHOM MOAJIEP>KUBAIOLLEH TEPATTHH.

K ¢akropam, crnocoOCTBYIOIUM BEPOATHOMY MOBTOPHOMY CPBIBY pUTMa M
PEUHUIUBUPOBAHUIO MEPLATEILHON aPUTMHUH, OTHOCSATCSL:

-TIO’KUJION BO3pacT (Oosee 65 jer),
-naBHee (0oJiee 6 MecsIIeB) MEpIIaHKUE MPEICEPIN,
-4acThle MApPOKCU3MBI (PEIUINBEI) MEpPIIATEILHON apUTMHUH,

-0osbIIME pa3Mephl JIEBOTO Tipejacepaus (mepenHe-3aanuii pazmep Oomee 4,2
CM),

-HAINYue TPOMOOB B TIOJIOCTSAX cepaina (B TOM YHCIE B VIIKE JIEBOTO
npeacepaus),

-au3kas ®BJIDK (<35%).
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B sTux ClIydasdaXx BOCCTAHOBJICHUC CHUHYCOBOI'O pUTMa IIPOTUBOIIOKA3aHO.

OnHUM U3 OCHOBHBIX MPUHIIMIIOB JieueHus 00JbHbIX XCH 1 umeromieiics (i
YIpoXarIiei) MepraTeabHOd apUTMUM  MOXHO CUMTaTh MPUMEHEHUE HE
AHTUAPUTMHUYECKUX CPEJCTB, a IMpenaparoB, OJOKUpyromux akTuBHOCTH PAAC.
MHOTOYHNCIIEHHbIE PETPOCTIEKTUBHBIE aHAIU3bl KOHTPOJIUPYEMBIX MHOTOIICHTPOBBIX
UCCJIeIOBAHUN MOATBEPKAaI0T criocoOHOCTh HATID (sHananpui, kantonpui) u APA
(BancaptaH, wupOecapTaH, KaHJAecapTaH, JO3apTaH) CHHUXATh PHUCK PA3BUTUS WU
pELUIUBUPOBAHUS MeEpLATebHOWM aputmuu B mpenenax 28-29% (cteneHb
JI0Ka3zaHHOCTHU B).

Y aep:kaHue CUHYCOBOTO PUTMa IOCJE KYNUPOBAHUS MEPIATEIbHON apUTMUU
HanOosiee 3((PEKTUBHO C TOMOLIBIO aMHOJAPOHA, OJHAKO KW B ATUX CIydasx
peUUANBEl MEpLAHUsl BO3HUKAIOT He MeHee YeM y 30% OoJibHbIX ¢ QuOpmIIALme
npencepauil. K tomy xe 25% nanueHToB HE B COCTOSIHUU NIPUHUMATh aMUOJIapOH B
TE€YEHHE IJIUTEIIbHOTO BPEMEHH U3-3a N0OOUHbIX peakuuit. [ konTpons YCC nmpu
MOCTOSIHHOM (popMe MeplaTeibHOW apuTMUK Hanboliee YPPEKTUBHBIM MOKET OBIThH
MCIIOJIb30BaHNE KOMOWHALIMU CEpJICUHbIX INIMKO3UI0B U -Ab.

[Ipu nerbdexTuBHOCTH MenukameHTo3HOro KoHTpodss UYCC, Ha ¢oHe
otsiromierust TedeHuss XCH MoxkeT moTpeOoBaThbcs MPOBEICHUE PaIUOYaCTOTHON
abyaluu B HaJIEK]1€ BOCCTAHOBUTh CUHYCOBBIA PUTM, OJHAKO 3Ta MPOIeypa T0KHA
MPOBOJIUTHCA, JUIIb KOIJa HWCYEpPIaHbl BCE JAPYTrH€ BO3MOYKHOCTH KOHTPOJIS
CUTYaIlUHU.

AHTHArperanThl (B 4aCTHOCTH, acnMpuH) B JieueHun XCH

Bonpoc o mpumenenun acrimpuna OonbHeIM XCH ocraercs He 10 KOHIIA
pemieHHbIM. [IpoGiiema - B BO3MOXKHOCTU OJIOKAJIbl CUHTE3a MPOCTALMKINHA JIaXKe
NPpU  WCIIOJB30BAaHUM CaMOM MaJloW [103bl mpemapara - 75 wr. biiokama
(hepMEHTAIMKIIOOK-CUT€HAa3bl, OMpEIeNsonias MEXaHU3M JCUCTBUS aclUpUHA WU
npyrux HIIBII, upeBara onHoBpeMeHHBIM ociabieHueM 3ddexra HAIID,
JTUYpPETUKOB, allbJjakToHa U naxe B-Ab ¢ BazogumatupyromuMu CBOWCTBAMU -
KapBeauioJa (ypoBeHb JOKa3aHHOCTH B).

C aTo#l TOUKM 3pEHHS MPUMEHEHHE aHTHATPEraHTOB C JIPYTUM MEXaHW3MOM
nercTBUS  (KIOMUAOTPEN), KOTOPBIE IIO3BOJISIIOT JOCTHUTAaTh AaHTHATPETAllMOHHOTO
s dekra 6e3 6i1okaapl hepMeHTa ITUKIOOKCUTCHA3HI, BBITJISIUT TEOPETUUECKU Oojiee
o6ocHOBaHHBIM. OJTHAKO KIIMHWUYECKUX MOATBEPKICHUN STOMY HET.

YOeauTenbHBIX aHHBIX O IEJIECO00pPa3HOCTH MPUMEHEHUS aHTHUArPEeTaHTOB
s neuenust XCH Her (3a uckimoueHuem octporo nepuojga MM). Mcnonbs3oBanue
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acrupyHa B KA4ECTBE CPEJCTBA BTOPUYHOU NMPODOUIAKTHKH Yy MAIIMEHTOB C JaBHUM
(6onee 3 mecsneB) OMM no3BossieT cHU3UTH puck noropHoro OUM, Ho He cMmepTH
(YpoBeHb J0Ka3aHHOCTH A). DTO MOJOKEHHWE HE MMEET HUKAKOM JI0Ka3aTeJIbHOCTU
s manueHToB ¢ XCH, He mepeHocuBmmx B npoumiom OWM. Ilpu HazHaueHHH
AHTHArPETAHTOB HApPacTaeT pPHUCK TIEeMOPPArvYeCKUX OCJIOKHEHUW, BKJIIOYas
KEJTYJI0YHO-KUILIEYHbIE KPOBOTCUCHUSI U TEMOpPpPArH4eCKHe HWHCYIbTH (YpOBEHBb
JIOKa3aHHOCTHU A).

Ha3naueHnue acnvpuHa JOCTOBEPHO YBEIMYMBAECT YHUCIO TOCIUTAIM3ALNM,
CBSI3aHHBIX C 000CTPEHUEM JIEKOMIICHCAINH (YPOBEHb JI0OKa3aHHOCTH B).

[Ipy HEOOXOAMMOCTH HCHOJB30BAHUS ACHUPUHA TEOPETHYECKU Oosiee
ONpaBIAaHHbIM BBIMISAUT ero coueranne ¢ APA (a He ¢ uAlld). Bmopouewm,
KOHTPOJIMPYEMBIX KJIMHUYECKUX HCCIEAOBAHUM, MOATBEPKAAIOIINX 3TO MOJ0KEHHUE,
HeT (ypoBeHb gokazanHocTu C).

Nurudutoper AII® OGosiee 0OOCHOBAaHHO cCoOYeTaTh C Je3arperaHTaMmu,
MMEIOIIMMH ApYyrol MexaHusM aectBus (kionugorpen). Ho u 3To mosoxeHue He
MOJITBEPKJICHO KIIMHUYECKUMU HCCleA0BaHUAMHU (YPOBEHb JokazaHHOCTH C).

OpdeKTUBHOCT, W 0€30MacHOCTh HCIOJB30BAHUS HU3BKUX 03 JBYX
aHTUATPEraHTOB - acnupuHa (70 75 Mr) m kionuaorpena (1o 75 Mr), KOTopoe
ABJISIETCS] A0COJIFOTHO TTOKa3aHHBIM JJIs1 OOJIBHBIX ¢ nepeHeceHHBIM OVIM, He MoXeT
OBITh pekoMeHJoBaHo nmanuentam ¢ XCH.

OnHako OOJIBIIMHCTBO HMEIOIIMXCS Ha CEerojHsA JaHHBIX (3TO BHOBB
pe3yabTaTbl  PETPOCHEKTUBHBIX AHAJIM30B, T. K. IPOCHEKTUBHBIC [JaHHbIC
OTCYTCTBYIOT) ITO3BOJISIFOT KOHCTATUPOBATh, UTO XOTs HEKUW HETaTUBHBIA MOMEHT BO
B3aUMOJIEUCTBUM ManbiX A03 acnupuHa (75-100 mr!) u uAIl® npucyrcTByer,
COBMECTHOE MCIMOJb30BAHUE 3TUX MpenapaToB y OoJbHBIX, nepeHecumx OUM u
nMmeromux XCH, Bo3MokHO.

TeM He MeHee BOMPOC O MeIecO00pa3HOCTH TPUMEHEHHSI aHTHArPETaHTOB IPU
XCH 5o xoHIla HE pellieH U TpeOyeT AabHEHIINX CIEeHHUAbHBIX UCCIIeIoOBaHui. B
HACTOSAIIEE BPeMs MPABUIILHOMN SIBJISICTCS MO3UIUS O MAKCUMAJIBHO PEJIKOM (TOJIBKO
P HAJIMYMKA TPSMBIX TIOKa3aHWK) HA3HAYCHUH MHHHMAJIbHO S()PEKTHBHBIX 103
MPENnapaToB 3TOTO KJiacca.

Hernmko3uaHnbie HHOTPONMHbBIE cpeacTBa B JedeHun XCH

HpI/IMCHeHI/Ie HCTJIMKO3HUAHBIX HHOTPOITHBIX CpeacTs, HECMOTPA Ha
KPaTKOBPEMCHHOC YIYUYHNICHUC TCMOJUHAMUKHA U KIMHUYCCKOTO0 COCTOSHUA OOIBHBIX
C O6OCTpCHI/IeM ACKOMIICHCAaUu, Mpru J0JIrOCPOIHOM H36J’IIOI[€HI/II/I IMMOBBLIIIACT PHUCK
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cmept 6ompHBIX XCH (ypoBens mokazanHoctu A). Ilostomy 3Tm mpemapatbl He
MOTYT OBITh PEKOMEHAOBAHBI ISl ITTUTEIBHOTO JICYEHHS IEKOMIICHCAIUH.

bonee TOro, maxke KpaTKOBPEMEHHAS HWHOTPOIHAS TMOJJICPKKA B MEPUOL
000CTpeHUsI JIEKOMIICHCAIIMM MOYKET HETaTHBHO BIMATh Ha OTJAJCHHBIA IPOTHO3
o6onbHBIXx XCH (ypoBeHb nokazanHoctu B). IToaTomy ceromHs 3Tu mpemnapaThbl HE
pekoMeH10BaHbl 11 jedeHust XCH.

[Ipu xputnueckom coctosHuM (ripu ob6octpenun XCH) nydme Bcero
UCIIOJIb30BaTh CEHCUTHU3ATOP Kajbliusd JieBocMMeHJaH (Oomtoc 12 MKI/Kr, 3arteMm
BHyTpuBeHHO KamenbHo 0,1-0,21 MKr/kr/mMuH). DTOT mpenapaT MaKCUMalbHO
VIIyYIIaeT MOKa3aTelld TeMOJUHAMUKHI, HE UMEET HEraTUBHBIX B3aUMOJCUCTBUH C [3-
angpeHoONokatopaMu (B oTiaM4Me OT Jo0yramuHa) u pekomeHnoBaH EOK mis
neuenust oboctpennss XCH. BmnepBbie cIOCOOHOCTh JIEBOCHMEHAAHA YIIYYIIATh
nporHo3 OonbHBIX Tocie OWMM Obuta mpoJeMOHCTpUpPOBaHAa B MCCIEIOBAHUU
RUSSLAN, npoomuBmemcs B  Poccun. Mera-aHanu3  CpaBHHUTENBHBIX
UCCIEOBaHUM  J00yTaMMHAa W JICBOCUMEHJaHa  MOKa3blBa€T  HEKOTOPHIE
MIPEUMYIIECTBA IMOCJIEIHETO MO BIUSHUIO Ha pUCK cMepTH 0oibHBIX XCH.

MeTa00/1M4eCKH aKTUBHbIE NpPenaparsbl (HMTONPOTEKTOPHI) npu JedyeHun XCH

Ha ceromusmuuii 1eHb HET yOEIUTENBHBIX J0KAa3aTeIbCTB 3((HEKTUBHOCTH
IIPUMEHEHUS] LIUTONPOTEKTOPOB B JiedeHuu XCH, XOTsS HEKOTOpbIE HCCIENOBaHUS B
3TON 00J1aCTH 3arIaHupoBaHbl. OHAKO HUKAKUX CBUAETEIBCTB YXYALIECHUS TCUCHUS
JEKOMIIEHCAllX ITPU MCHOJB30BAHUM 3TOTO KJlacca IpenaparoB Takke HeT. boisee
TOTO, HMMEIOTCA OTAEJbHbIE MCCIEIOBaHUsA, JEMOHCTPUPYIOIIUE KIWHUYECKYIO
3¢ (PEeKTUBHOCTh TPUMETA3HUJIMHA MPU €0 MCHOJb30BAaHUU B KOMIUIEKCHOM JICYEHHH
XCH. IloaTomMy, XOTSI CETOHS HENb351 PEKOMEHI0BATh IPUMEHEHNE TPUMETA3UANHA
mia nedenuss XCH, Ha3HaueHue 3TOro mpemnapata HE BpEAUT OOJIBHBIM, €CIU
TPUMETA3UJIMH HA3HAYaeTCsl JOMNOJHUTEIBHO K OCHOBHBIM CpPEICTBAM JIEUECHHS
JEKOMITIEHCALIUU.

CpencrBa, He peKOMeH/I0BaHHbIe K npuMeHeHu1o npu XCH

[IpumMeHeHue 3TUX MpenaparoB JAOHKHO ObITh, IO BO3ZMOXHOCTH, UCKIIOUYEHO
IIpY JIeYeHUH JekoMrneHcanuu. K HuM otHocsTes:

-HIIBII (cenekTuBHBIC U HECEIEKTUBHBIEC, BKJIFOYAsS J103bl acUpuHa > 325 Mr).
Oco0eHHO HeOIaronpusITHO MXUCHOJb30BaHue Y OonbHbIX XCH, Haxopsmuxcs Ha
neueHnn UAII®, nuypernkamu W anbAakToHOM. OCOOEHHO OMAacHO NPUMEHEHHE
HIIBII B mepuox aeKkOMIIEHCAUMU M TUIEPTUAPATALNM, YTO YPEBATO YXYAUIEHUEM
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KIIMHUYCCKOI'O COCTOAHHA H 3aJ:[ep>1<K0171 JKUAKOCTHU, BIIIOTbH OO PAa3BUTHA OTCKa
JICTKHUX.

-I'mokokopTukousibl. [IpuMeHeHUE CTEPOUIHBIX TOPMOHOB HMEET YHCTO
CUMIITOMATUYECKUE TIOKa3aHUs B CIy4yasX YIOPHOW TUMOTOHUM M TSHKEIIOTro
OTEUHOTO CHHIpOMA JjIsl oOneryenus Hadana jeuenus HAII®, nuypetukamu u -Ab.
C npyroii cTOpOHBI, BOBMOXKHOCTh OINMACHBIX JUISl )KU3HU OCJIOKHEHHUH OrpaHUYMBAET
HCIIOJIb30BAaHUE ATUX MPENapaToB.

-Tpunukinyeckue aHTUIECTIPECCAHTHI.
-Antnapurmuku [ knacca.

-BMKK  (Bepamamwi,  auiaTHazem, KOPOTKOAEHUCTBYIOIIIUE  JUTH]-
POTUPUJTUHEI).

duaekTpodusnoiorundeckue MetToabl geyenuss XCH

DneKTpoPU3NOTOTUUECKUE METOJIbI CBOASTCS Ha CETOMHSIIHUN JIEHb K TPEM
MIPOLIEAYPaAM:

-ITocTanoBKe (MMIUTAHTAIMK) OOBIYHBIX ANEKTPOKAPAUOCTUMYIATOPOB (DKC),
YTO aKTyaJIbHO JIJISl MALIMEHTOB C CMHAPOMOM CJIa00CTH CHUHYCOBOT'O y3jla U aTpHO-
BEHTPUKYJISIpHbIMU OsiokagamMu. KpoMe Koppekiuu puTma cepiila, 3TO MO3BOJISET
6onee 3¢ hekTUBHO 1 0€30MacCHO MPOBOIUTH MeuKaMeHTo3Hy0 Tepamuio XCH. [Ipu
ATOM ONTUMAJBHBIM sBisIeTCs ucnoib3oBanne JDKC He ¢ (UKCUpOBAHHOW, a ¢
aJanTUPYyEeMOIl YacTOTOM CTUMYJISILMM, U MPEXKIE BCEro - JIByXKaMepHbIX. OJHAKO
mmrtenbHas ctumyisinus [DK cama mo cebe sBnsercs NpUYMHONW ACHMHXPOHHUH
COKpAllleHHsI JKeNyJA0YyKkoB M upeBara ycyryoneHueM teueHus XCH. Ilostomy
MPEANOYTUTENbHEE HMIUIAHTUPOBATh  JKENMYyJIOYKOBBIA 3JEKTPOJA C AKTHUBHOM
(dukcalueit B cpeiHue OTAEIbI MEXIKENyI0YKOBOM MeperopoAKy Crpana.

-PazBuTHe »TOrO HampaBieHUsS TIPUBEIIO K BHEIPEHUIO METOJAa Tak
Ha3pIBaeMoOM cepjeuyHor pecunxponusupyromeit tepanuu (CPT). [Hns storo
HCIIOJIBL3YETCS CXeMa TPEXKaMEepHOW CTUMYJISIIIUU Cep/illa - OAUH AJIEKTPOJ] B IPaBOM
npencepauu, sropord B IDK u tpermit (uepe3 koponapuswiii cunyc) B JDK. Taxkas
CHUCTEMa TI03BOJIICT YCTAHOBUTH OINTHUMAJBHYIO MJIs KaXJ0ro OOJBHOTO aTpuo-
BEHTPUKYJISIPHYIO 33JIEPKKY (Iay3y MEXKy HaBSI3aHHBIM COKpAIIEHUEM MpEeACcCepauil
U JKEITyJIOYKOB) U YCTPAHUTh ACHHXPOHHUIO B pabOTE >KEIYJ0YKOB (IIyTEM HX
OJIHOBPEMEHHOU CTUMYJISIIUN).

-Hakonern, = mocrmemHelt  sBIsAETCS  MOCTAHOBKA  HMMILUIAHTHPYEMOTO
kapauoBeprepa-aedudpumstopa (MKJ) 6oapubiM XCH u onacHbIMU IS SKU3HH
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KEITYJOUYKOBBIMA HAPYIICHUSIMA PUTMA CEPJIIIA - KETYJOUYKOBOU TaXUKAPIAUCH WIIH
budpuUIsAIIIen )KeayI0uKOB ceplia.

CrnenyeT OTMETHUTbH, YTO IPUMEHEHHE BCEX DIEKTPOPHU3UOTOTHIECKIUX METOI0B
nedyenuss XCH n0mKHO HauuMHATBCS TONBKO Ha ()OHE MAKCHMAJbHOW aKTHUBHOM
TEpanuu IpU €€ HEIOCTATOYHON J(PQPEKTUBHOCTH. ODTO HE anbTepHATHBA, a
JIOTIOJIHEHNE K MAKCUMaJIbHO aKTUBHOM Tepanuu 00JbpHBIX. MIMIUIaHTaus ycTpoicTB
CPT u UK] pexomenayercs OONbHBIM, KOTOpbIE HE TOJBKO HaXOIATCS Ha
ONTHUMAJIbHOW MEIMKaMEHTO3HOW Tepanuu no nosoay CH, HO m Moryr umerb
JOCTATOYHO BBICOKHM YPOBEHB KA4€CTBA KM3HU U €€ NMPOJOJLKATEIBHOCTh HE MEHEE
OJIHOT'O T0J1a II0CJIE UMILIAHTAlUU yCTPOMCTBA.

Xupypruyeckue Meroanbl Jedyenuss XCH

[Ipu nerddexTuBHOCTH TepaneBTHUeckoro jedueHuss XCH u kputhueckom
00OCTpEHHH CUTYallMH MPUXOAMUTCS NPHOEraTh K XUPYPrUYECKUM U MEXaHUYECKUM
MeronaMm JiedyeHus. HecmoTps Ha wux Oonblioe pa3zHooOpaszue, YpOBEHb
J0Ka3aTeIbHOCTH 3(P(PEKTUBHOCTH U 0€30MaCHOCTH HUX MPHUMEHEHHs, KaK MPaBUIo,
BECbMa HH30K M OrPAaHUYMBAETCS OTICJIBHBIMH IMIMPUUYECKUMHU HAOIIOJCHUSIMMU.
Kpome ToOro, cimemyer OTMETUTh, YTO MPOBEACHUE JIOOBIX METOJIOB JICUEHUs
MOJIpa3yMeBaeT OJHOBPEMEHHOE MaKCUMalbHO 3(()EKTUBHOE MEIUKaMEHTO3HOE
neyenne XCH (Mo mnpuHOMIIAM, H3J0XKEHHBIM BbIlIEe). TO €CTh XUPYprus WiIH
AIEKTPO(U3NOIOTHS HE BMECTO, @ BMECTE C MEMKaMEHTO3HbIM JieueHruem XCH.

B mnepByto ouepenb HEOOXOAMMO BBLIECTUTH Kak HauOosiee MOMyJspHOE
BMEILIATENIbCTBO - ONEPALNIO N0 PeBACKYJISPH3ALUM MUOKapaa (a0pTO-KOpPOHAPHOE
WM MaMMapHO-KOPOHApHOE IIyHTHUpoBaHHE). CMEPTHOCTh OOJIbHBIX B PE3yJIbTATE
ONEPATUBHBIX BMeWIATENbCTB npsimMo koppenupyer ¢ @B JIK. Ilosromy xupypru
MPEANOYNTAIOT OTKAa3bIBAThCS OT onepauuil y nanueHtoB ¢ @B <35%. B cBsa3u ¢
TUM JI0Ka3aTeNbCTBA 3(PPEKTUBHOCTH PEBACKYISPHU3ALMKA MHUOKapAa y OOJIbHBIX
XCH wuMmeroT Julb TEOpeTHYeckoe OOOCHOBAaHHME U ONBIT  Pa3pO3HEHHBIX
uccienoBaHuil. B Hacrosiiee Bpems MPOBOIATCS CHEUAIbHbIE KPYITHOMACIITa0OHbIE
ucclieIoBaHus o u3ydeHuto 3toro Bonpoca (STICH).

Onepanys 1o KOPpeKUMH MUTPAJIbHOM peryprurauuu (BMenlaTesbcTBa Ha
KJlanaHe) mo3BojisieT ynaydmarh cumntoMbl XCH y TmarensHo oToOpaHHOMN
NOArPyNIbl O0JIBHBIX (YPOBEHB JA0Ka3aHHOCTH B). BinsHue Ha mporHo3 HEM3BECTHO.
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Onepanysi KapaAMOMHOILUIACTHKHU C HUCIOJIb30BAHUEM JIOCKYTa IIHUpOYAMIIeit
MBIIIIIBI COIUHBI HEA(P(GEKTUBHA U HE MOXKET ObITh pekoMeHAoBaHa s jJeuenuss XCH
(kmacc pekomenaarui I, ypoBeHs j1okazaHHocTH B).

Onepanysi 4YacTUYHOW BEHTPHMKYJOTOMUM (omepanusi bartuctel), umm
XUPYPruyecKoe peMoIeIMPOBaHUE CEp/lla, OKa3ajach Takke Hed(PHEeKTHUBHOU U B
HACTOsIIIIEe BpeMsi He MOXKET ObITh pekoMmeHnpoBana misi jedenuss XCH (kiace
pekoMmeHaanui [, ypoBeHb nokazanHoctu B).

Omnepanidsi TPaHCIVIAHTALMM CepAlla TPAJAUIIMOHHO CYHUTAETCS CPECTBOM
BbIOOpa B jedeHuu ¢uHanbHOU craguun XCH, He mopnaromeiicss 3@ekTHBHOMY
TEepaneBTUYECKOMY  Bo3nmelcTBuio. OgHAKO  KakKWe-IMOO  KOHTPOJIUPYEMBIE
WCCJICIOBAHMS 10 OICHKE 3(PPEKTUBHOCTH TPAHCIUIAHTAIUHA CEPAIA OTCYTCTBYIOT
(ypoBenb gokazanHoctu C). Bmecte ¢ TeM SMIOUpPUYECKHE HAOIIOJCHUS
MOATBEPXKIAIOT  KIUHUYECKYI0 J(P(HEKTUBHOCT, M XOPOIIMM MPOTHO3 TpHU
MIPaBUJILHOM BBIOOpE MOKA3aHUM K ONIEPATUBHOMY JICUCHHUIO.

['maBHBIMUA OTrpaHUYEHUSIMU K 3()(PEKTUBHOMY HCIOIB30BAHUIO ATOTO METOAA
CJIeAyeT CUUTATh:

OTCYTCTBHC NOCTATOYHOI'O KOJIMYCCTBA NOHOPCKHUX CCPACII,

npoOJjieMy OTTOPXKEHUSI TEPECAKEHHOTO cepjina, TPeOyHolyl0 MOUIHON U
KpaiHe JOpOTrol NMMYHOCYITPECCUBHOM TEPAINH,

00JIe3Hb KOPOHAPHBIX apTepUil TMEPECaKEHHOrO0 CepAld, HE HMMEIOUIYIO
3 PEeKTUBHOTO JICUEHUS.

CyMMupys BBIIIECKa3aHHOE, MOXXHO KOHCTaTUPOBATh, YTO TpPaHCILJIAHTAIUS
cepAlla HE HMEET CEPbE3HOro OYyIylIero W, Kak IOJTBEPXKJICHHE TOMY - IMHK
rcnoiyib3oBanus »Toil Metonuku B CIIA npumenca nHa 1994 ron, mocie 4ero
KOJINYECTBO BMEIIATEIHCTB HEYKIIOHHO CHH>KAETCHI.

['maBHOW aJlbTEpPHATUBON TPAHCIUIAHTALIMM MOXET ObITh HCIOJb30BaHUE
anmapaToB  BCIIOMOTAaTEJIbHOTO  KPOBOOOpAILlEHHs,  MOJYYMBIIUX  Ha3BaHUE
HCKYCCTBEHHBIX KeJTyJ0YKOB cepaLa.

Bnauane 3ty yctpoiicTBa ucnonb3oBaauch y 0onbHbIX XCH u kpuTHUEeCKUM
HapyILIEHNEM T'€MOJUHAMUKH, OKAJAOIINX ONEPALMH IO Iepecaake cepaua (MocT K
TpaHcIulaHTauuu). OJHAKO 3aTeéM BBIACHWIIOCh, YTO 4Y€pe3 HECKOJIbKO MECSLEB
paboOThl BCIIOMOTATENBHOIO afmapara MPOMCXOIUI0 YaCTHYHOE BOCCTAHOBJICHUE
GyHKIMA COOCTBEHHOTO CEPIIIA.

39



Ha ceromHsAmHnii neHb MEXaHMYECKHE HMCKYCCTBEHHBIE KEIYIOYKH CEpALA
CTald BECbMa MWHHUATIOPHBIMM M JOCTATOYHO HAIEKHBIMH B TEXHUYECKOM
oTHOIeHUU. OHU MOJHOCTHIO UMILIAHTUPYIOTCS B IIOJIOCTH TEJla MAlMEHTa U 4epe3
IIOBEPXHOCTb KOXXHBIX IIOKPOBOB K HHMM IIOAXOAUT TOJIBKO IIPOBOJ, IOJAIOIIUI
AIIEKTPOIHEPTUIO OT TOPTATUBHOM aKKyMYJSTOPHOW Oarapeu, KOTOPYIO MAlMEeHT
HOCHT Ha I0sICE.

Ha cerogHs B choelMalbHBIX HCCIEAOBAaHUSAX [OKa3aHO, 4YTO MOCTaHOBKa
uckyccteeHHoro JDK ynyumaer nporno3 6oisbHbIX ¢ Kputnyeckod XCH (ypoBeHb
nokazanHoctu B). Ilo cBoeit apdpexTuBHOCTH (BIUSHUIO HAa BBKMBAEMOCTH) METOJ
MIOCTAaHOBKM HCKyccTBeHHOro JIJK mpeBOCXOOUT BCE TEpPaneBTUYECKHE METObI
JICUCHMUS .

OCHOBHBIM OTpaHUYCHHUCM K HCIIOJIb30BAHHUIO B Poccunm MokeT oxazaThbcs
BBICOKAas CTOMMOCTD.

JlpyruMu OTpaHUYCHHUSIMH SIBIISTIOTCS OCJIOKHEHMSI, TJIAaBHBIMH M3 KOTOPBIX
OCTAalOTCA  BTOpUYHas  uHGpeKuus, a  Takke TpomOO3  ammapara u
TPOMO0IMOOJINYECKUE OCIIOKHECHHS.

Jns mpenoTBpalieHuss MPOrPECCUPOBAHUSI PEMOJCIUPOBAHUS KEITYI0UYKOB
MIPUMEHSIETCS OTIePalsl OKYTHIBAHUS CEPAlA IACTHYHBIM CETYATHIM KAPKACOM.
[IpenBaputenbHble PE3ybTaThl MCMHOJB30BAHUSI ITOM METOAMKU TMOKA3bIBAIOT, UYTO
oHa mpenoTBpamiaeTr nporpeccupoBanne CH, HapacTaHue auiaTaluv cepala,
pa3BUTHE pETypruUTally Ha KJamaHaxX, YIyd4liaeT (QYHKIMOHAIBHOE COCTOSIHHUE
OONBHBIX M TOBBIIIACT JACHUCTBEHHOCTh MEJAMKAMEHTO3HOW Tepanuu. B ciydae
WCTIONB30BAaHUS HAa HayaJbHBIX CTaAMSX JUAJATAllMOHHOW  KapJAMOMHOIATHH
MMIUTAHTAIUsl CETYATOr0 Kapkaca BO MHOTHX Ciydasx oOecrneuuBaeT oOpaTHOE
pa3BUTHE TpolIecca MATOIOTMYECKOT0 PEMOJICTIMPOBAHNS KETYI0UYKOB. BMecTe ¢ Tem
JaHHasE METOJIMKa TIOKa HAaxXOJMUTCS Ha JTafne CBOETO CTAHOBJICHUS, W IS
NoATBEpKIAeHUsT €€ I(PHEKTUBHOCTH HEOOXOIUMBI pPe3yJabTaThl KIMHHUYECKUX
HCCIIEIOBAHUM.

I'mneprpopuyeckas kapauoMuonaTus

[IpeumylliecCTBEHHO  T€HETUYECKH  OOYyCIIOBJIEHHOE  3a0o0JieBaHME  MHUOKapa,
XapakTepusymolieecss  KOMIUIEKCOM  crnenuduueckux  MophodyHKIHMOHATBHBIX
U3MEHEHUM M HEYKJIOHHO MPOTPECCUPYIOIIMM TEYEHUEM C BBICOKOW YIrpoO30ii
Pa3BUTHS )KU3HEYTPOXKAIOIIUX APUTMHUI U BHE3AITHOM CMEPTH.
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I'KMII xapaktepusyercs maccuBHOW (6omee 1,5 cm) rumeprtpoduelr mMuoxapmaa
JEBOTO W/WIM B PEIKUX CIydasX MpaBOro >KeEIyJouka, yalle acCUMETPUYHOIO
xapaktepa 3a cuer yrommenus MOKII ¢ wyacTeiM pas3BUTHEM OOCTPYKIUU
(cuCTONMMYECKOTO TpajgueHTa AaBieHus) BeixoAgHoro tpakra JDK mpu orcyrcrBum
W3BECTHBIX TMPUYWH (apTepualibHass THUIEPTOHUS, TOPOKH U CHEIUPUIECKUC
3a00sIeBaHUS CEP/IIIa)

OOmuenpu3HaHHON SABIISETCS KOHLEMIUS O MPEUMYIIECTBEHHO HACJIEICTBEHHON
npupone I'KMIIK, tak nHaszeiBaemas «cemennas ['KMID». k HacTosmeMy BpeMeHH
YCTaHOBJICHO, YTO OoJiee TOJOBHUHBI BCEX CiIy4daeB 3a00JieBaHUSI SBISIOTCS
HacimenyeMbiMU.  OCTalbHBIE CIydaW pPACCMATpPUBAIOTCS KAK  CIOPAJUYECKHE.
BonpmmHcTBO cnydaeB cnopaauueckort ['KMII Takke HMMEIOT T€HETUYECKYIO

MIPUPOY.
dtrosorusi ' KMII ocTaercs OKOHUATEIBHO HE YCTAHOBJIECHHOM.

*  HNmeroT MecTo AedeKThl T€HOB, KOJUPYIOIIUX CUHTE3 COKPATUTENIbHBIX OEJIKOB
KapJAMOMHUOLIUTOB, TSKENbIX LIeTel B-MUO31HA, KaJJIOTeHa;

e CylecTBYIOT  JaHHbIE O MOBBIIIEHHOM  YYBCTBUTEJIBHOCTH B-
agpenopeuentopoB KMI[ k karexonamuHaMm, CTUMYJIHUPYIOIIUM IIPOLECCHI
TUNEepTPOPuUU KIETOK MUOKAP/a U CKIEPO3UPOBAHUS

*  Vxymmenue auacronuueckor crocodoHoctr JIXK pasBuBaeTCs BCIICICTBUE
neperpy3ku murormasmbl KMI[ kampimeM ©W yXyJaII€HHS 3JaCTHYECKHUX
CBOMCTB MUOKap/ia Ha (poHE ero TUnepTpodUu U KapauoCKIepo3a;

* 3HAYMMOE MECTO TMPHUHAIJIEKUT CHIXKEHUIO KOPOHAPHOIO KPOBOTOKA
BCJICJICTBUE YMEHBIIICHUSI TPOCBETA HHTPAMypalibHBIX apTepuii Ha ¢oHe
nposindepany UX HHTUMBI

Benymen Tteopuent mnarorenesa ['KMII saBnsercs Teopuss KOMIIEHCATOPHOU
runeprpopuu. CormacHO 3TOH Teopuu, 3a0O0JIEBaHWE PA3BUBACTCS CIEAYIOMIUM
oOpazoM. ['enermueckue nedeKkTh BBI3BIBAIOT HapylieHUe (QyHKIUU OETKOB
MUOKaApAUATbHBIX MHUOGUOpWIT ( B YAaCTHOCTH, HaApYIIEHHWE B3aWMOJCHCTBUSA
MHO3HMHA, CoJepKalero aeQekTHbie B-TsoKenble 1Ienu, ¢ aKTUHOM, CHIbKeHue AT®-
a3HOM aKTUBHOCTHM MHO3MHA M  CIOCOOHOCTH JepekTHoro TpomoHuHa T
B3aMMO/ICHCTBOBATh C APYTrUMH OeJIKaMy capKoMepa BO BpeMs CepIeuHOro nukia). B
OTBET Ha HapylieHUus «Ie(EeKTHBIX» COKPATUTEIBHBIX OEIKOB COKpAIIAThCS
pa3BUBAETCS KOMIICHCATOPHAS TUIIEPTPOdHsi MHOKapa.

Knaccupuxanus
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Anaromuueckas knaccupukanus ['KMII Boiaenser BapraHThl 3TOro 3a00JieBaHUs B
3aBUCUMOCTH OT NPEMMYIIECTBEHHOM JIOKAJINW3alMd M  PacCIpOCTPAaHEHHOCTH
runepTpoduu:

1. l'unepTpoduueckast KapIMOMHOINIATHS C BOBJICYEHUEM JIEBOTO XKEITy10UKa.
1.1. AccumeTrpuuHasi TUTIEPTPOPUSI.

a) MEXOKEITYJTOYKOBOM TMeperopoaku (¢ oOcTpykiuedr u 0e3 OoOCTpyKIHH
BBIHOCSAIIETO TPAKTa JIEBOTO KEITYI0UYKa)

0) BEpXYIIKH cep/iiia
B) ME30BEHTPUYJIApHAas (MUIBEHTPUKYIISIPHAS]) OOCTPYKTUBHAS
I') 3aIHETIEPETrOPOOYHOTO OTAeNa U (M) OOKOBOM CTEHKHU

N) TepeaHeOOKOBOM  00JacTh  JIEBOTO  Keilyaouka (0e3  BOBICUYEHUS
MIEPETOPOIKH )

1.2. CummeTpuyHas (KOHIIEHTpUYECKasi) TUepTpodus
2. l'unepTtpoduyeckas KapIHOMUOTIATHS C BOBJICUCHHUEM MPABOTO KEITyA0UKa.

B 95% cnyyaeB y O0JbHBIX UMeEETCS acUMMeTpuuHas runeprpodus muokapaa JIK,
XapakTepu3yromascss runeptpodueil pa3nuuHbIX ero otraenoB. Hambonee wacToii
(dbopMoili aCHMMETPUYHON TUnepTpodun SABISIETCS TUIEPTPOPUS MEKKETYJOUKOBOU
neperopoaku, koropas coctaBisieT 90% Bcex ciyudaeB accuMmerpuuHoit ['KMII.
['unepTpoduss MOXKeT 3axBaThbiBaTh BCIO MEXOKETYJOUYKOBYIO IEPETrOpOJIKY WU
JIOKaJIN30BaThCs TOJIBKO B €€ 0a3alibHOM 4YacTH, MpU 3TOM CO3JaeTcsi OOCTPYKLHUS
BbixogHOMYy Tpakty JDK (obctpyktuBHass 'KMII wumm cybGaopraibHbBIN CTEHO3).
3HauuTENBPHO pexke Berpeuvaercss acumMmerpuuyHas ['KMII ¢ u3onupoBaHHOM
runeprpopueit BepxXymkud cepauna (anukanbHas ¢opma). Penkum BapuanToM
acummeTpuaHoit 'KMII siBiisieTcsi Me30BEHTPUKYJIApHAst OOCTpyKTHUBeas popma.

CummetpuuHas (koHeHTpuueckas) runeprpodus JIK ocrasnser ot 5 10 30% Bcex
ciyyaeB ['KMII u xapakrepusyercst paBHoMepHO# runepTtpodueid muokapaa JK, ne
ABJISIETCS] OOCTPYKTHUBHOM.

B 3aBuCMMOCTH OT HaTMYMs WM OTCYTCTBUSA I'PAIUEHTA CUCTOJIMYECKOTO JIaBJICHUS B
nosnoctu JOK, 'KMII pasaensitor Ha OOCTPYKTHBHYHO U HEOOCTPYKTHBHYIO, YTO
MMEET BOKHOE MPAKTUIECKOE 3HAYCHHE MPU BEIOOPE TAKTUKH JICUCHUSI.

K rpynne o6ctpyktuBnor 'KMIT otHOCSTCS:
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e AcummerpuyHas runeptpodus O6azanpHoro otaena MXKII c¢ nmokanuszarmeit
IPENATCTBUS U3THAHUIO KPOBU B 00J1aCTH BbIHOCSIIEro TpakTa JDK
e MezoBentpukyisapHas ' KMII

K rpynmne neooctpyktuBHoit ' KMII oTHOCSTCS cieayrolye BapuaHThl:

e AcummeTpuyHas runeprpodus MeAOKEITyJOUYKOBOM  IMeperopoikud  0e3
MPENSATCTBAA HW3THAHWIO KPOBH B OOJACTH BBIHOCALLEIO TPAKTa JIEBOTO
KEITy104Ka;

e CummerpuuHas (KOHIIEHTpUUEcKasi) popma

e

a — Hopma, O — acumMmerpuyHas runeptpodus Oa3adbHBIX OTIEIOB
MEXKEITYJOUYKOBOW  TEPETOPOJIKH, B — aCHMMETpUYHAs THOEPTPOus
MEXKETYJOUKOBOW TEPErOpOAKH HAa BCEM MPOTSHKCHUH, T — KOHICHTPHUYCCKAs
runepTpodus JEBOTO IKEIYyAOYKa, J — BepXylleuHas rumneprpoduyeckas
KapIMOMHUOITATHSI.

ITaTomopgoaorus

CambiM rnaBHbIM Mopdosiornueckum mnpuzHakom ['KMII saBnsiercss runeptpodus
muokapaa JOK, npuyem y OonbIIMHCTBA OOJBHBIX OHA SIBISIETCS aCUMMETPUYHOM.
Macca cepana npu 'KMII moxket mocturath y B3pocibix 1 kr u Oonee, y neren —
okoso 700 r, mpu 3TOM Bcerga mMeerca cyxkeHue nosioctd JDK, B pasznuunOn
CTEIIEHW BBbIpaKeHHOE. XapakrepHbIM npusHakom ['KMII ssmgercs aunaranuys
JIEBOTO MpeAcepAnsi, 00yCIOBIEHHAs POCTOM KOHEYHOIO JUACTOIMYECKOTO JaBICHUS
B JIEBOM JKEIIyJOUKE.

43



I'ncronoruyeckue IIPOSABJICHUS

Haunbonee xapaktepHbiMH THUCTOJIOTHUECKUMHU Tipu3Hakamu ['KMII cuutatorcs

ClIeyIOIIHe:

becniopsimounoe  pacmojioKeHHE  KapAMOMHUOIIMUTOB W MHUOGUOPWIT B
KapAUOMHOLIUTAX BMECTO HOPMAJIbHOTO JINHEWHOIO UX PACIIOIOKEHUS.
['unepTpodus KapAMOMUOLIUTOB

®ubdbpo3 Muokapaa

ITopaxeHne MeJKUX U THTPaMypaJIbHbIX BETBEH KOPOHAPHBIX apTEpUI

HN3MeHeHus HpOBOHHHICI;’I CUCTCMBI CCpala

Kaunuka

Haunbonee yactele kanoObl — OfplllIKa, OOJIb B TPyIHOM KieTKe. TUIUYHBI

CUHKOIIAJbHBIE COCTOSIHUS, BO3HUKAIOIIME OOBIYHO IOCJE HKCTPACUCTOJ, KOraa
JTMACTOJIMYECKOE HAMOIHEHHUE KEITYJOUYKOB YMEHBIIAETCs eile OOJblle, a TakkKe
Ipy BHE3AIMHOM YCHWJIEHMHM OOCTHYKIMM myTh oTToka u3 JDK (Hampumep mnpu

(bU3UYECKOM YCUITHN)

Cunnpom Manoro BeiOpoca (0OMOPOKH, KapIUaaTusi, IPUCTYTIBI CTCHOKAPIUs,
TOJIOBOKPY>KEHHUS, YMEPEHHO BBIpaK€HHasi OjbIika). OOMOpPOKM Ha BBICOTE
Harpy3Ku XapaKTepHbI JJi1 00CTPYKTUBHOU (hOpMBbI 3a001€BaHUs

[IposiBiieHUsT JI€BOXKEITYAOYKOBOM CEpJAECYHOM HEAOCTATOYHOCTH (YMEPEHHO
BBIpOKEHHBIE). B psine ciydaeB mposiBIEHUS CEPIEYHOM HEA0CTaTOYHOCTHU
HapacTaroT 0 Pa3BUTHUS TOTAIIBHOM 3aCTOMHOM CEPJICUHON HEAOCTATOYHOCTH

Hapymienuss putma cepama (OOBIYHO — KEITYJOUYKOBBIE OSKCTPACHUCTOJHI,
MMAPOKCU3MBI KEITYJOYKOBOM TaXWUKApPJAWH, YACThl TAKXKE HAIKEITyIOYKOBBIC
HapyIlIeHus: puT™Ma). B psizie ciaydaeB mapoKCU3MBbI KETYT0YKOBBIX TaXUKap Ui
MOTYT TaKe BbI3bIBATh OOMOPOKH.

[Ipumepno 30 % OoaBHBIX BOOOIIE HE MNPEIBABISAIOT kanob. BHesamnas
CMEPTb — MOJKET OBITh MIEPBHIM U €MHCTBECHHBIM MPOSBICHHEM 3a00JICBaHN.

W3peaka pa3BUBAIOTCS OCJIOXHEHHS B BUIC MHMEKIIMOHHOTO SHAOKAPAUTA U
TPOMO0IMOOTHIA.

I[Ipy ocMOTpe MOXHO HAWTU JABYXBOJHOBOW KapOTHUIHBIM ITyJIbC, YCUJIECHHBIN

BEPXYIICYHBIA TOJNYOK. ['paHuIbI cepAna HOPMAaJbHBIE WM YMEPEHO CMELICHBI

BJIEBO, PEJIKO BBEPX WM BMPaBo. TOHBI cep/iia OOBIYHO HE U3MEHEHHI, Y 1/3 GOIbHBIX

onpenensiercss  pacwerienue |l Tona, mpecucTosMyeckuidi  puUTM - rajormna.
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Crnenuguyeckum npusHakoM o0cTpyktuBHOM ['KMII sBnsercs cBoeoOpa3HbIi
CUCTOJIMYECKUN IIyM H3TrHaHUsA. Ero ocoO0EHHOCTh — MaKCHMaJbHOE 3BYYaHHE HA
BEPXYLIKE, B TOYKE DOTKMHAa M H3MEHYMBOCTb, T.K. OH 3aBHUCUT OT CTEIICHHU
COKpalleHust Muokapaa. lllym He mpoBOAUTCS Ha COCYABI LIEU.

N3menenus na OKI He cnieunduunbl. Hanbosee xapakTepHsI:

1. Ilpusnaku runeprpodun JIXK ¢ ero neperpyskoi;

2. Ilaronormyeckue 3Q B CTaHAAPTHBIX U JIEBBIX TPYAHBIX OTBEICHUSX,
umuTupyomue napapktayro IKI;

3. IlpoBan 3R B mpaBbIX TpyIHBIX OTBEACHUSIX, OTCYTCTBUE UX HapacTaHus oT V1
10 V6 B couertaHnu ¢ TayOokmM Q B CTaHTAPTHBIX W JICBBIX TPYIHBIX
OTBEJICHUSIX;

4. T'wranTckue moJjiokuTenbHble T B oTBemeHusx V2-4. Yacto HaOMIOAAIOTCS p-
MUTpajue. XapaKTepHbI KETyT0YKOBbIE APUTMUH.

Ox0KI' 3anumaet Benymiee Mecto B tuarHoctuku [ KMILL

* T'uneprpodus muokapaa JOK koHueHTpuUeckas WiH, 4aile aCMMMETPUYHAS C
runeptpodueit MXKII;

* VYMeHblIeHHE pa3MepoB nojoctu JIK;

* 3nauuTenbHOe peobnananue runeprpopun MXKII nag runeprpodueit 3CJIK;
npu 3toM TommrmHa MKIT u 3CJIK Gonee 13mm.

e IInoxas nogsmxxHocTh MKII pu xopomen noasuxHoctr 3CJDK;

* CwMmemenne MK knepenu B cuctoiy u 3akpbitie AK B cepenuHe cucTobl npu
HAJIMYKMM TPAJAUEHTA JIaBJICHUS;

* Jlmactonuueckast TucHyHKIIUSA

Jleuenue ' KMII.
OcuoBHBIMHU 3agadyamu Jeuenus I KMII asnsrores:

- o0ecrieyeHHMEe CUMITOMATHYECKOTO YIYUYIIEHUS U TMPOMJICHUE KU3HU
OOJBHBIX MYTEM KOPPEKIMH BEIyHIMX MNaTOPU3UOJIOTHYECKUX MEXaHU3MOB
HapylIeHUs KapIHOTEMOJUHAMHUKY;
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- YMEHBIIICHHE BBIPAKEHHOCTH MATOJIOTHYECKOW TUTIepTpohrr MUOKapaa Kak
OCHOBHOTO Mopdosiorudeckoro cyoctpara ['KMII wnu, mno kpaitHelr wepe,
IpEeAOTBPAILCHUE €€ JaTbHEUIIEr0 HApACTAHUS;

- JICUCHHUC 151 HpO(l)I/IJIaKTI/IKa OCHOBHBIX OCJ'IO)KHGHPIﬁ, BKJIrO4asa
MpCaoOTBPAICHUC BHE3aITHOM CMCPTH.

Jleuenne I'KMII ocymiecTBisieTcss TEpaneBTUUECKUMH M XUPYPrHUECKUMHU
meTogamMu M, noaob6Ho tepanuu JIKMII, g0 HacTosimiero BpeMEHM OCTaeTcsi B
OCHOBHOM CHMITOMaTHuecKuM. [Ipu ero mpoBeAeHMM HCXOIAT W3 HAJIWYUS WIH
OTCYTCTBHSI CUMITOMOB 3a00JI€BaHUSI M Cy0aopTaJIbHOIO TpaJMeHTa JaBJICHUS, a
TAaK)K€ YUYWTHIBAIOT CEMEWHBIA aHAMHE3, IOJBEPKEHHOCTh HIIEMUU MHOKap/a,
oOMOpOKaM, HapylIE€HUSIM PUTMA U COCTOSIHUE CHUCTOJIMYECKOW M JIMAaCTOJMYECKOU
(YHKLIHMH JIEBOTO KETy0UKa.

OO01ue MmeponpusiTus

K o0muM MeponpusaTusM MNpexae BCEro OTHOCITCS 3allpelleHHe 3aHsATHI
CIIOPTOM M OTPAHUYCHHE 3HAUYUTENIbHBIX (PU3MUECKUX HArpy30K, CIOCOOHBIX
BBI3BIBATH ycyryoseHue runeptpoduu MHUOKap/a, MOBBIIIICHUE
BHYTPHKETYJOUYKOBOIO TPAJMECHTA JABJICHUS M PHUCKA BHE3AITHOW CMEPTU HAXKE Yy
acumnromMaTuuHblx  OonpHBIX ['KMIL. Jlng npexynpexaeHuss WHEOEKIIMOHHOTO
SHAOKApJIUTa B CHUTYyallUsX, CBS3aHHBIX C BO3MOXKHOCTHIO OaKTepueMuu, TpH
obctpyktuBHbIX (opmax ['KMII pexkomenmyeTcss aHTHOMOTHUKOMPOPUIAKTHKA,
aHAJIOTUYHO TAKOBOM y OOJIBHBIX C IIOPOKAMU CEp/IIa.

OcHOBHBIE CpeACcTBA MeIMKAMEHTO3HOM TepanmuM THIepTPoPUUecKOi
KapAUOMMOIIATHH

OcHoBy MmenukamenTo3Hoi tepanuu ['KMII cocraBmsitor b-anpeHobmoKkaTophb
U OJIOKATOpBI KaJIbLIMEBBIX KaHAJIOB. Y MalMEHTOB C BECbMa PacHpOCTPaHEHHBIMU
Opu 3TOM 3a00JIeBaHUU HAPYLICHUSIMH CEPACYHOTO PHUTMA HCIOJB3YIOTCS TaKXKe
auzonupamu (pUTMUIEH) U amMuojapoH (kopaapos). Cienyer OTMETUTh, YTO
3¢ (PEeKTUBHOCT, TOTO WM HMHOTO TMpenapara y OTIEIbHBIX OOJBHBIX BeChbMa
BapuabenbHa, 4YTO CBS3aHO C WHAMBUAYaJIbHOM YYBCTBUTEJIBHOCTBIO, a TaKXKe
pa3jaMYHBIM  OTHOCHTENIbHBIM  BKJIAJIOM  PA3IMYHBIX  MaTO(PU3NOIOTUYECKUX
HapyILIEHUI B F€HE3 KIIMHUYECKOW CUMIITOMATUKH B KaXI0M CIIy4ae.

C yderom XxapakTepa HapylICHUH BHYTPUCEPAECYHOM TIE€MOJAMHAMHUKU IIPU
neyennn OonpHBIX ['KMII mpeamoutenue otmaercs b-aapeHobOiokaropam 6e3
BHYTPEHHEH CHUMIAaTOMUMETHYECKOW aKTUBHOCTH. HanOGonpIiuii OnmpIT HAKOIUIEH B
OTHOLIEHUHW IPUMEHEHUS IPOIpaHoJona (003uaaHa, aHAIPUINHA).
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Crnenyer UMeTh B BUAY TaK)Ke, UTO MPH JUIUTSILHOM MIPUEME TIpenapara BCie
3a TIEPBOHAYAJIBHBIM KIMHUYECKUM YJYUIIEHUEM 3a4acTyl0 HACTyMHaeT yXyAIICHHE,
4TO O0YyCNaBIMBAET HEOOXOJMMOCTh YBEIMYEHHS] JA03bl. ITOT 3ddekrt, 1mo-
BUJIMMOMY, CBSI3aH KaK C pPa3BUTHUEM TOJIEPAHTHOCTH K b-ampeHo0sI0KaTOpy, TakK U C
MIPOTrPECCUPOBAHUEM 3a00JICBAHHUS.

W3 nmpencraBuTeneit aHTarOHWCTOB KAJIBIHSI TIPU3HAHHBIM TIPEIapaToM BeIOOpa
ABJISIETCST BepamamMuil (M30MTUH, (PUHONTHH), YTO OOYCJIOBJIEHO HaMOOJIbIICH
BBIPAXKEHHOCTBIO €r0 OTPUIIATEILHOTO HMHOTPOIHOTO JEUCTBHUS MO CPABHEHHIO C
JTWITHA3eMOM U HUPEAUTTUHOM (KOpuHDApOMm).

B ocnoBe xnunuyeckoro sddexra Bepanamuia npu ['KMII nexwur ero
CIIOCOOHOCTh ~ CYIIECTBEHHO  YJIyylllaTh JMACTOJIMYECKYI0 (YHKIMIO JIEBOTO
KEJITyJ0uKa, 4TO ObUIO JOKa3aHO MHOTOYHUCIEHHBIMHU UCCIIEIOBAHUSMH.

HecmoTps Ha cnocoOHOCTh Bepamamuia BbI3bIBaTh CUMITOMATHYECKOE
YIY4YLIEHHUE, €r0 JUINTEJIbHOE NPUMEHEHHE, KaK M IIPONPAHOJIONA, HE I103BOJISAET
MIPENOTBPATUTh BHE3AMHYIO CMEPTh U HE YJIY4IIAET IIPOTHO3, YTO, BEPOSITHO, CBSI3aHO
C OTCYTCTBUEM B OOJBIIMHCTBE CIIy4aeB €ro BIUSHUS Ha SKTOIMUYECKUE
KEJTyI0YKOBbIE apuTMHH U TiporpeccupoBanne ['KMII.

Mecto puntunazema B JiedueHun ['KMII okxoHuarenbHO HE OmNpeAeneHo.
NmeroTca nanueie, yTo B cpenneit n1o3e 180 Mr B CyTku 3a 3 mpueMa OH OKa3bIBAECT
CTOJIb K€ BbIpakeHHoe, kak 240 Mr Bepamamuia, OJIAarOTBOPHOE BIIMSHHE Ha
JIAACTOJINYECKOE HaIlOJTHEHUE JIEBOTO KEeTyI0uKa u OJIMHAKOBBIN
cuMIToMaTH4IecCKuil 3(HEKT, OJJHAKO B MEHBIIEH CTENEHW yaydiaeT (HU3UIECKYIO
PaboTOCIIOCOOHOCTH OOJIHHBIX.

Juzonupamuy (pUTMHIIEH) MEPBOHAYAIBHO NMpUMeHsIM B jedeHun ['KMII B
KaueCTBE MOIIHOTO aHTUAPUTMHUYECKOTO CPeNCcTBa, YPHEKTUBHOTO B OTHOIICHUU KaK
CYNPaBEHTPUKYJISIPHBIX, TaK U >KETYIOYKOBBIX apuTMuil. B mocnemyromem ObLIO
3aMEYEHO, YTO Tepanus AU3OMUPAMHUIOM CIIOCOOCTBYET TaKXKE€ YMEHBUICHUIO
MPUCTYIIOB CTCHOKApAWHM, OJBIIIKKM UM CHHKOMNE TIpU OOCTPYKTHUBHOU (Qopme
3a0071€BaHusl, YTO CONMPOBOXKIAIOCH YBEIMUEHUEM (U3HUECKON paboTOCIOCOOHOCTH
N0 JAHHBIM HArpy304HbIX TeCTOB. ITOT 3 eKT 00yclOBIeH, M0-BUIUMOMY,
OTpUIIATELHBIM HMHOTPONHBIM JIEUCTBUEM IIpenapara, O Y€M CBHUACTEIbCTBYET
cHmkeHne OB u MakcHMMabHOW CKOPOCTHM M3THAHHS M3 JIEBOTO KEIyAO4YKa IOCIe
€ro OJJHOKPaTHOI'O0 BHYTPUBEHHOT'O BBEJICHHUS U MPUEMa BHYTPb.
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AMuonapon (KOpHapoH) 3apeKOMEHIOBal ce0si  BBICOKOA(D(PEKTUBHBIM
CPEACTBOM JICUEHUS U TPEAOTBPALICHUS OKTOMMYECKUX IKEIYIOYKOBBIX H
CYNPaBEHTPUKYISIPHBIX apuTMuil y 6onbHBIX ['KMII, B ToM uuciie moTeHIHMaIbLHO
(daTanpHBIX, YTO MO3BOJIAET CUUTATh €r0 aHTHAPUTMUYECKUM IpernapaTtoM BbliOOpa
IIPU 3TOM 3a00JIEBaHUU.

He3zaBucuMo OT aHTHApUTMUYECKOTO JCHCTBUSA aMHUOAapoH oOJagaeT
CHOCOOHOCTBIO  BBI3BIBATH ~ CUMITOMAaTHYECKOE  yiydlleHHWE  (YMEHbILIECHHE
AQHTHUHO3HOM OO0JIM, OJBIIIKHU, CEPAIICONEHNUS, TOJIOBOKPYKEHHS U 00MOpPOKOB) y 40-
90% OonbHBIX Kak OOCTPYKTUBHOM, Tak U HeoOcTpyktuBHOM ['KMII, B Tom ymcne
TOJIEPAHTHBIX K b-ajipeHoOokaTopam.

Xupypruuyeckoe Jjedenue ['KMII nokazaHo npu: OTCyTCTBUH KIMHAYECKOTO
¢ (dexTa OT aKTUBHOW MEIUKAMEHTO3HOW TEpauH y CHUMIOTOMATUYHBIX OOJBHBIX
II—IV ¢yHKIIMOHAIBHOTO Kilacca C BBIPAXKEHHON aCMMMETPUYHOMN TurnepTpodueit
MXII u cybaopranbHbIM I'paJUEHTOM JaBJICHUs B MOKOE, paBHbIM 50 MM pT. CT. U
Oojee; BBIPAKEHHON JIATEHTHOW OOCTPYKUMM Y  HaJIMYUM  3HAYUTENIbHBIX
KIIMHAYECKUX nposBiIeHU. Kilaccnueckoill omepanuen sIBIIETCS 4pe3aopTalbHas
centaibHass MuAKTOMHS 1o A. Morrow. CylecTBylOT Jpyrue BapHaHTHI
onepatuBHoro yeuenus nmpu ['KMII. Axagemuk JI. A. bokepus u ero corpymaHuK
nmpop. K. B. bopucoB paspaboTtanu  omepanuid  HCCEYCHUS  30HBI
TUNEPTPOPUPOBAHHON  MEXOKEITYJOUYKOBOM TEPErOpOJKH W3 KOHYCHOM 4acTu
[IpaBOro  Jkemynodyka. FEm€ oaWH  anbTEepHATHBHBIA  METOJX  JIEYEHHS —
TpaHCKaTeTepHasi CenTaJbHas  ajJKorojibHass  abmsauus. JlaHHBIE  METOAMKH
IOpenoyiaraloT ~ YMEHbIIEHUE  OOCTPYKUMHM IYyTEM  YMEHBIICHHUS  TOJIIUHBI
MEXOKETYIOUYKOBOW MEPETOPOIKH.

AJIbTEpHATUBON OMNEPATUBHOMY JICYEHUIO MOXKET CTaTh MOCIEI0BATEIIbHAS
JIBYXKaMepHas AIEKTPOKAPANOCTUMYJISLIHAS (BKC) c YKOPOYEHHOU
ATPUOBEHTPUKYIISIPHOM 3ajepkkoi. Jrta Meroauka OKC wu3MeHseT mnopsaoK
BO3OYXKJIEHHUSI M COKpAICHUs >KETyJO0YKOB: BHauajie BO30YXKIEHHE OXBaThIBACT
BEPXYIIIKY, 3aTe€M MEXKEITYJT0YKOBYIO Teperopoaky. I'pagueHT oOCTpyKIHH
CHUKAeTCsl 3a CUET CHIDKEHHUS PETMOHAJIbHOW COKPATUMOCTH MEXKKETyIOYKOBOM
IIEPErOPOJKH.

IIporno3: ['KMII teuer no pazHomy. YacTh OOJIbHBIX HE MPEABABISIET Kalo0 B
TEUEHHE MHOTUX JIET WJIM BCIO XHU3Hb. BHE3anmHO yMuparoT OoJiblle MOJIOBHHBI
o6ompHblx ¢ [KMIL. ¥V 1/3 nanuentoB HaOmOJaeTcsi MOCTETIIEHHOE
MPOTPECCUPOBAHNE CUMITTOMOB U B (hrHasne HacTymaet auiatanus JIK u XCH.
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PecTpukTuBHass kapauomuonatusi - Peakas ¢Qopma kapamoMmonaTuwu,
XapaKTepu3ymoIascs  HapylIeHHWEeM  JIMAcTOJMYECKOrO  HAINOJHEHHUs  cepila
BCIICJICTBME HW3MEHEHMM »dHAoKapAa U Mwuokapaa. CorimacHo peKOMEeHIaluu
Komurera »skcmeproB BO3, x PKMII ortHecensl nBa  3a0o0JeBaHUS:
SHAOMHUOKApAUANbHBIN (ubpo3 u sHmoKapauT Jleddnepa (rumep’03uHOPUIBHBIN
CUHJIPOM).

Itnonorus. [Ipeamnonaraercs, 9To MPH BO3ICHCTBUU HECIIEIN(DUISCKOTO areHTa
(HampuMep WH(GEKIIMOHHOTO) B MPUCYTCTBUU HAPYINICHHOTO MMMYHHTETa BO3HUKAET
so3uHobumus  (36-75%) ¢ pmerpaHynsumen  3o03umHOGWIOB. [laTomormuecku
U3MCHEHHBIH 303MHOMUIIBI MPOIYIUPYIOT OCJIOK, KOTOPBIA MPOHUKAET BHYTPb
KapAMOMHOIIMTOB, BBI3BIBASI UX THOCIID.

IIaTorne3. lleHTpalbHBIM 3BEHOM TNATOIEHE3a SIBISIETCA PE3KOE HAPYIICHUE
JUACTOJIMYECKON  (QYHKIIMM OJHOTO WJIM OOOMX JKENyJ0YKOB  BCIIEJICTBUE
MOBBIIIEHHON PUTUIHOCTH M )KECTKOCTH MHOKap/ia, a TaK)Ke YMEHbIIICHUS 00beMa UX
noysioctd. HecMOTpsi Ha COXpaHHYIO CHCTOJMYECKYIO CIIOCOOHOCTh MHUOKapja,
IIPOMCXOAUT ITOBBIIICHUE KOHEYHOIO JIHACTOJIMYECKOIO JABIICHUS B M3MEHEHHOM
Kenynouke. B manpHeWeM BO3pacTaeT AaBJIECHUE B COOTBETCTBYIOIIEM MIPEICEPANH,
OBICTPO pa3BHUBAETCS €r0 JUJIATallMsl U YBEJIWUYMBACTCS JAaBJICHUE B MaJiOM KpyTe
KpoBooOpalieHuss npu mnopaxeHuu Jsieoro u [[BJl mpu mnopaxkeHun mpaBoro
KEITyT0UKA.

Paznuyaror Tpu craguu:

* Hekporuueckyro (5 Henm),B MNPUCYTCTBUM BBIPAXKEHHON HWHPUIBTPALIMH
703MHO(UIIAMU 3H0Kapa, MUOKApAa;

* TpomboTtuueckyro (10 wmec), mpu KOTOpOH OTMEYAETCs MPUCTEHOYHOE,
BHYTPHUIIOJIOCTHOE U BHYTPHCOCYIUCTOE TpomOooOpa3oBaHue, 0OpaTHOE
pa3BUTHE BOCTIATUTENIbHON HHPUIBTPALIUY U YTOJIICHHE SHAOKAPA;

* Cramuro ¢ubposa, mnporekaromlyro rogamu. [lo Mepe mporpeccupoBaHus
BEpXYIIKa cepilia MOATATUBACTCS B HampaBicHMH AB kiamaHoB, TpHUBOJS
MHOT/Ia K TIOJHOM OOJMTEepalu MOJOCTeH >KelyAaoukoB. B yronmeHHOM
AHIOKAP/IC YaCTO PA3BUBACTCS KaIbITU(PUKAIHSI.

Kinunnyeckasi KapTuHa:

* CrpanmaroT kak o0a xemymouka (50-70%), tak u ornenbHO mpaBsiid (11-30%)
v JeBbii (10-38%)
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e IlposBnenuss XCH cBA3aHbl € pE3KUM CHUKEHUEM JIMACTOIMYECKOM
NOJATIMBOCTHU U KJIallaHHOW HEIOCTAaTOYHOCTBIO

* XapakTepHbl HAPYLICHUS pUTMa

* y OonpHBIX SHAOMUOKapauToM Jleddiiepa HaXOAIT TPHU3HAKK CHCTEMHOTO
3a00JIeBaHUs,  COMPOBOXAAIOMIETOCS  THME303UHOPWINEH,  HAIUYUEM
UHOUIBTpAIuu 303MHODHUIOB B KOXY, CETYATKy IJia3a, CTEHKY COCYOB,
mumboysnsl, XKKT, nerkue.

JImarnocruka

* W3menenus OKI' Hecnenu(puyHBI, BBISBISIOTCS MPU3HAKKM TUOEPTPOPUU H
IIEPErpy3KH JKEIyAOUYKOB, HAPYIICHUS pUTMa

* C nomompo OXO0KI' BBIBISAIOT NPAKTHYECKH HOPMAJIBHYIO CHUCTOJINYECKYIO
¢yukmuio JOK B coueranuem ¢ pe3KUM HapyIIEHWEM JIHACTOJUYECKOU
byHKIMY (PECTPUKTUBHBIN THIT);

* KT u MPT no3BoJISIfOT OLIEHUTH COCTOSTHUE JINCTKOB NIEPUKAPIA;

* Karerepusauus cepana MoATBEPKAACT PECTPUKTUBHBIN TUIl IHACTOIUYECKON
TUCHYHKLINH;

* buoncusa npuMeHseTcs peaKo
KianHauyeckue pekoMeHIauumn
KoncepBaTuBHOeE JieueHue.

PectpukTrBHaAs KapauOMHUOIATHS HE HWMEET HHUKAKOTO CHEIU(PUISCKOro
JICYCHUS KPOME Ha3HAUYCHHUS XEJaTOB MPHU IeMOXpPOMaTo3e, TIIFOKOKOPTHKOUIOB IIPH
capkougo3e. CuMmnTomMaTHyecKoe JICYCHHE, KaK IPaBHIIO, HANpaBiICHO Ha
YMEHBIIICHUE 3acTOs B OOJBIIIOM W MajioM Kpyre KpOBOOOpAIeHHs, CHIDKCHHE
KOHECYHOTO JTUACTOJIMYECKOTO JABJICHHUS B JICBOM MKEITYJOUYKE, YMCHBIICHUE PHCKa
TpoMO03MOOMiA. OaHAaKO B OOJIBIIMHCTBE CJIy4aeB MEIUKAMEHTO3HOE JICUCHUE
6onpHbIX PKMII oka3biBaetcst MaiodhHeKTUBHBIM.

bazucHass Tepnus  BKIIOYACT HA3HAYCHUE  JUYPETHUKOB,  CEPJCUHBIX
[JIMKO3UJIOB, Ba30JIMJIATaTOPOB, AHTHAPUTMHUYECKUX U MPOTHUBOCBEPTHIBAIOIIUX
npenaparoB MNpU HAIMYMKM TOKa3aHUW W OTCYTCTBUM IMPOTHBOMNOKA3aHUU.
[IpumensroT nuypetuku (ruapoxioporuasug mo 50 Mr/CyTKu), Ba30auIaTaToOPhI
(m30copbua muHUTpAT, M30copOua MoHOHUTpaT 1o 20-60 MI/CyTKH), HENmpsMbIC
AHTUKOATYJSHTHL. JluypeTnkn u nepudeprdecKkue Ba3OAMIATATOPHl B OONBIIHMX

50



703aX MOTYT YXYAIIATH COCTOSHUE OOJIbHBIX, CHUXKAs CEPACYHBIN BBIOPOC U
IPOBOLIMPYS APTEPUATIBHYIO TUIIOTEH3UIO.

CepaieuHble TIUMKO3WIbl Ha3HAYAIOT TOJBKO MPU 3HAYUTEIHLHOM HapYUICHUU
cucTonnm4eckor (yHKIIMM MUOKapja. Bmecte ¢ Tem, y OOJIbHBIX aMUJIOHI030M C
PKMII wumeeTcs NOBBIINIEHHAs YYBCTBUTEIBHOCTh K CEPACYHBIM TJIMKO3UIAM B
pe3ysibTaTe CBSA3BIBAHUA JHUrokcMHa amuiousioM. I[Ipu Bropumunoii PKMII, kak
NpaBuiIO, MPOBOMAAT JIEUEHHE OCHOBHOro 3abosieBaHusi. B octpoit ¢aze Ooneznu
JIEbdnepa NpUMEHSIOT TIFOKOKOPTUKOUIBI, IIMTOCTATUYECKUE TIPENapaThl.

CuMnromatuyeckass Tepanus MPOBOAUTCS JUIsl CHMXKEHUS CUCTEMHOM U
JETOYHOM NEeperpy3Kd, YMEHBUICHHMs] JaBJICHUS  HAINOJHEHUS  JKEIyJOYKOB,
VIIYUIIEHUS] CUCTOIMYECKOM HACOCHOW (DYHKIIMH, CHMOKEHHUSI pUCKa TPOMOOIMOOHUHA.
AHTHUKOAryJISIHTBl MCHOJB3YIOT JJIA NPEAOTBPALICHUS 3MOOIUYECKHX OCIOKHEHHUM
(kenmymoukoBoro Tpom6o3a). Heo0xonumMo MOMHUTH, YTO JIJIUTEIBHOE MPUMEHEHUE
HUTPATOB U JIUYPETUKOB MOKET 3HAYUTEIBLHO CHU3UTh BEHO3HBIA BO3BpAT K CEPIIILY,
YTO elie OOJIbIlIe OrPAaHNYMBAET HATIOJHEHHUE KEITYA0UKOB U CEpPACUHBIN BHIOPOC.

Xupyprudeckoe je4yeHue

[Tpu pudbpomnnactuueckom sHaokapaute Jleddrepa mokazaHo xupypruueckoe
nedenue. Omepanus 3aKIIOYaeTCsl B HMCCEYCHUHM YTONIIEHHOTO OJHAOKapAa W
BOCCTAHOBJICHMM  HApYIICHHOM  JWACTONMYECKOW  (PYHKIIMHU  KEITYJOYKOB.
OnepatuBHoe JieueHue mpu 6one3nu Jleddrepa 3HAUNTETBHO YIyUIIaeT COCTOSHUE
Y TIPOTHO3 OOJIBHBIX.

Xupyprudeckoe JjieueHue npu (HpuOpOIIaCTUYECKOM SHIOKAPIAUTE COCTOUT B
MCCEUYEHUU YTOJIIEHHOTO YHIOKAPA U OCBOOOKICHUH CyXOXKWIBHBIX XOPJ W TKAHH
KianaHoB. [Ipu TsKENOM HEOOCTATOUHOCTH MUTPAIBHOTO W TPEXCTBOPYATOTO
KJIAallaHOB ~ MPOBOJAT WX mpoTe3upoBanue. [lepecaaka cepana HeapdekTuBHA, TakK
KaK 4epe3 HEKOTOpOoe BpeMs B TPAHCIJIAaHTHPOBAHHOM CEPJAIE Pa3BUBACTCS TOT KE
IIPOIIECC.

ApHUTMOreHHas Aucnia3us npasoro xkexayaouka (AIAIK) («nepramenTHOE
Ceple») - MaTOJOTUSl HESICHOW STHOJIOTHUH, OOBIYHO MPEACTaBISAONMIAs COOOH
M30JIMPOBaHHOE TmopaxeHue tmpaBoro kenyaouka (IDK); dacto cemeitnas,
XapakTepu3ymoasics KUPOBOM M  (UOPO3HO-)KUPOBOM  MH(UIBTpanuen
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MHOKApJa KCIIYAOYKOB, COIMPOBOXAANOMIAACS KCIYAOYKOBBIMU HAPYIICHUAMUA

puT™Ma paBHI/IIIHOfI CTCIICHHU TAKCCTH, BKIIIOYasa (1)I/I6pI/IJIJI$IHI/IIO KCIYOAOYKOB.

Knunnueckn AJIIDK 0o0b14HO 1€0I0THPYET KETyJOYKOBBIMH HapYUICHUSIMH
pUTMa Ccepala: AKCTPACHCTOJNIMEW  pa3iu4HbIX TIpajauuid, KOPOTKUMU
«MpoOeKKaMU»  KEIYJOUYKOBOM TaxukapAuM, a B psaAe CIydyaeB U
ITApOKCU3MAMHU KEITYJTOYKOBOM TaXUKApPIHUH.

B nocnegyromeM 'y OOJBHBIX MOXET pPa3BUThCA OWBEHTPUKYJIApHAs
HEJO0CTaTOYHOCTh KPOBOOOPAIIICHHSI, YTO BBI3BIBAET CEPhE3HBIE TPYIHOCTH MPHU
g depeHnnanbHoN JAarHOCTUKE AJIDK c JOUJIATallOHHON
KapAUOMMOIIATHEN.
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