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BBE/JIEHHUE

KapauoMuonaTus — 570 HEBOCHAIMTENLHOE NIEPBUYHOE 3a00JI€BaHUE MUOKap/1a
HEU3BECTHOM 3TUOJIOTMH, XapaKTEPU3YIOLIEECs: Pa3BUTUEM KapIMOMETaINH,
TSHKENION cepACYHOM HEIOCTATOYHOCTH C HAPYIICHUSIMU CEPJCYHOTO PUTMA U
IIPOBOJIUMOCTH.

B 1995 r. skcniepramu BO3 Obiia mpeasiosxkeHa
cienyromas kiaaccupuranus KapAMOMUAOIIATHH:

DYHKYUOHAIbHBLE 8APUAHMbL KAPOUOMUONAMULL

1, /{unamayuonnas (3acmotinas) kapouomuonamus ( AKMII)
a) uaMoIaTudIecKas

0) ceMeltHO- TeHeTHYeCKasl

B) UMMYHHO-BUpPYCHAas

T') aJIKOTOJIbHO-TOKCHYECKast

I[) CBiA3aHHas € paCllIO3HAHHBIM CCPACYHO-COCYIUCTBIM 336OH€BaHI/I€M, IIpu
KOTOPOM CTCIICHb CH ne COOTBCTCTBYCT €I'0 I‘GMOIIHH&MPI‘-ICCKOﬁ IMCPCTPY3KE UIIN
BBIPA’KCHHOCTHU NINCMHNHU

2. I'unepmpodghuuecxkas kapouomuonamus (I'KMII)

a) HEOOCTPYKTUBHAS

0) 0OCTpyKTUBHAS

3. Pecmpuxmuenas kapouomuonamus (PKMII)

a) PHJAOMHOKapANaIBHBIN (GuOpo3

0) no3uHOGMILHBIN SHI0KApAUT Jleddepa

4. ApummoeeHnas Oucniazus npasoco dicenyoouxa (MPOsBISIETCS KeTy104-
KOBOM TaxWKapAueH U3 MPaBOTo KeTyT0UKa)

Cneyuguueckue KapouoMuonamuu:

o HMmemunueckas kapauomuonarus (Beaeactsue MbC)
o Kapauomuonatus B pe3ysibTaTe KiallaHHBIX TOPOKOB cepAlla
o T'unepronnueckas kaauomuonatus (mpu Al')



o BocnanurensHas kapauomMuonatus (Ipyu MUOKAPANUTE)

o Merabonuueckas (mpu 3a00J1€BaHUAX SHJOKPUHHON CUCTEMBI, KIIUMAKCE,
HapyLIEeHUAX 0OMEHa BEILECTB, JIEKTPOJIUTOB, TUTAHU, PU3NIECKOM
NEpEHAIPSHKEHNUH U JIp.)

« Kapanomuonarus npu reHepaan3oBaHHbIX CUCTEMHBIX 3a00J€BaHUAX (IIpU
[aTOJIOTUU COEANHUTEIbHON TKaHN)

« Kapanomuonarus npu MbIIIEYHBIX AUCTPODUAX

« KapnuomuonaTtus npu amieprudeckux U TOKCHYECKUX PEaKIUsIX (B TOM
YHCJIE AJIKOTOJIbHAS )

o« IlepunopraneHas kapauomuonaTus (Bo BpeMs OEpEMEHHOCTH U MOCIE

POIOB)

JAnnaaranmonnas kapauomuonatus (JIKMII) — nepBuyHOE NOpaKEHUE CEpla,
xapakTtepusymolteecs 11 dy3HbIM paclIMpeHUEM MOJIOCTEN cep/la,
MPEUMYIIECTBEHHO JIEBOTO YKEJIYJI0UKa U HAPYIIIEHUEM COKPATUTEIbHON (QYyHKIIUH.

Pacnpocrpanénnoctb. 3a001eBaeMoCTh B MUpe coctapiisieT 3 -10 ciiyyaeB Ha
100.000 genoBek B rog. boneroTt yamie My>K41HBI CPETHETO BO3PACTA, B PA3ITMYHBIX
PErMoHax CTPaHBbI.

THoN0rusa. Bo3HUKHOBEHME TUIIATAllMOHHON KapINOMHOIIATUH CBSA3BIBAIOT C
B3aMMOJICHCTBHEM HECKOJIBKUX (PAKTOPOB: T€HETUUECKUX HApYyILIEHUH,
HK30T'€HHBIX BIMSHUHN, ayTOUMMYHHBIX MexaHu3MOB. JIKMII moxet pa3Buthes
NOCJI€ BUPYCHOM MH(EKLIUU U SIBUTHCS UCXOJOM BUPYCHOTO MUOKapauTa. B Tex
cilyyasix, Korja 3a00jeBaHie HOCUT CEMEHHBIN XapaKTep, TeueHue 00Ie3HU
CTAaHOBUTCSI 0OCOOEHHO HEONIaronpusaTHeIM. B HacTosIIee BpeMs Tak Ha3bIBaeMasi
«ceMeiHas nuiiaTalMoHHas KapAMOMHOIIATHS, B PA3BUTUH KOTOPOW UTPAET
pelaroIyto pojiab reHeTudeckuii haktop, Habmonaercs B 20 -30 % ciaydaeB 3Toi
oone3nu. [locne nndexuuu, o0ycnopieHHol Bupycamu Kokcaku, MoxeT
Pa3BUTHCS CEpJIEYHAsI HEAOCTATOYHOCTD JAXK€E Y€pPe3 HECKOJBKO JIET. BhIsBICHBI
JAHHBIE O TOM, YTO TOKCHYECKOE JEHCTBUE AJIKOT0JIsl HA MUOKApl MOXKET
IPUBECTU K BO3HUKHOBEHUIO TMJIATallMOHHON Kapauomuonatuu. K
THOJIOTMYECKUM (PaKTOpam OTHOCSATCSA U ayTOMMMYHHbIe HapyeHus. [loxa
BO3JICHCTBUEM K30T€HHBIX (PaKTOPOB OETIKU cep/lia MPUoOpPEeTatoT aHTUTEHHBIE
CBOMCTBA, UTO CTUMYJIMPYET CUHTE3 aHTUTEN U poBouupyeT pazsutue JJKMII.

IMaTorenes. /100 so30eticmeuem 3K302eHHbIX PAKMOPO8 YMEeHbULAeNCSL
KOIUYECMB0 NOJHOUEHHO (DYHKYUOHUPYIOUUX KAPOUOMUOYUNOS, YMO BbL3bIBACH
paccmpoicmea 2eMOOUHAMUKU, CHUNCEHUE COKPAMUMETbHOU (DYHKYUU MUOKAPOA
(cHauana neeoco, a 3amem nPaBo2o Hceryo0ouKa) u pazeumue 3aCmouUHouU
cepoeurotl Hedocmamouynocmu. Ha HauanbHBIX CTaAuSIX 3a00JI€BaHUS JEHCTBYET
3akoH Ppanka-CrapiauHra: CTENeHb TUACTOINYSCKOTO PACTIKCHUS
IIPOTIOPIIMOHAJIBHA CHIIE COKPAIIICHHS BOJIOKOH MUOKapa. CepieuHblii BRIOPOC
coxpansieTcs Takke 3a cu€t yBenuueHus YCC u ymeHbIeHus iepudepruaeckoro
COMPOTHUBJIEHUS TIpH (Pu3nyeckoi Harpyske. [locTerneHHo KOMITEHCATOPHbBIE



MEXaHU3Mbl HApYLIAIOTCS, YBEIUUUBAETCS PUTHIHOCTD CEPALA, YXYIIIAETCS
cucronuueckas GpyHkuus u 3akoH @panka-Crapnusra nepecta€r JeicTBOBATS.
[Tpu 5TOM yMEHBIIAIOTCSA MUHYTHBIN U YAApHBIA 00BbEMBI CEP/ALIA, YBETUUUBAECTCS
KOHEYHOE INaCTOJMYECKOE JaBICHUE B JIEBOM KEIYyA0UYKE U IPOUCXOAUT
JaJbHENIIee paclIupeHue MMoJIoCTel cepana. Bo3Hukaer oTHOCUTEbHAS
HEJ0CTAaTOYHOCTh MUTPAJIBHOTO U TPEXCTBOPYATOTO KJIAaHOB U3-3a JUJIaTalluu
KEJIy10YKOB. B OTBET Ha 3TO BO3HMKAET KOMIIEHCATOpHAs TUIIEPTPOPUS MUOKapa
B pe3yJbTaTe TUNepTPO(PUHY MUOIIUTOB U YBETNUCHHS 00bEMA COCTUHUTEIIBHOM
TKaHH (Macca cepAua MoxeT npessimath 600 1.) YMeHbIEHNE cepAeyHOoro
BBIOPOCA U YBEJIMYEHUE BHYTPHIKETYIOYKOBOTO THACTOINYECKOTO 1ABICHHUS
MOTYT MPUBECTH K YMEHBIICHUIO KOPOHAPHO 1epdy3uH, CIEACTBUEM YETO
CTaHOBUTCS CyOsHIOKapAHalibHas uiieMus. B pe3yibTaTe 3acTosl B BEHaX Majoro
KpyTra KpoBOOOpalleH!s] YMEHbBIIIAETCSI OKCUT€HallUsl TKaHel. B cBoro ouepep,
YMEHBILIEHUE CEPAICUHOT0 BBIOpOCa U CHIKEHUE Nepdy3uu MOYEK CTUMYIUPYIOT
CUMIIaTUYECKYIO0 HEPBHYIO U PEHUH-AHTHOTEH3UHOBYIO CHUCTEMBI. KaTexosaMuHbI
BBI3bIBAIOT TAXUKAPAMIO, PEHUH-aHTMOTEH3UHOBAsl CUCTEMA — IepU(EPUUECKYIO
Ba30KOHCTPUKIIUIO, BTOPUYHBII TUIIEPAIbIOCTEPOHNU3M, IPUBOS K 3aJCPIKKE
VOHOB HATpUs, KUAKOCTH U PA3BUTHUIO OTEKOB. [ JUIIaTAllMOHHON
KapAMOMHUOIATUN XapaKTepHO (POPMUPOBAHUE B MOJIOCTSIX CEpLa MPUCTEHOYHBIX
TpOMOOB, 00pa30BaHUIO KOTOPBIX CIIOCOOCTBYET 3aMe IJIEHHE IPUCTEHOYHOTO
KPOBOTOKA M3-32 YMEHBIIEHUSI COKPATUMOCTH MHOKap/1a, GUOPUILISIUU
npeacepauil, yBeIMUeHUsl aKTUBHOCTH CBEPTHIBAIOILIEH CUCTEMBI KPOBH U
yMEHbIIeHUs1 (PUOPUHOIUTUYECKON aKTUBHOCTH.

Kannnyeckasi kKapTuHa U JHarHoctuka. Crenuduueckux mpru3HaKoB
JUIIaTallMOHHON KapAuoMHomnaTtuy HeT. KnuHudeckas kapTiHa nosmMopdHa u
OTIPENETISACTCS CUMNMOMAMU CEPOSUHOU HeOOCMAMOYHOCMU, HaPYUEHUAMU
pumma u npo8oOUMOCmu, MpomoOIMOOIULECKUM CUHOPOMOM.

Bce aTv mpu3HaKky pa3BUBAIOTCS B TEPMUHAIBHON CTaH OOJIC3HHU, B CBS3H, C UEM
pacno3naBanue JJKMII 1o nosiBieHusa NepeUMCICHHBIX CUMIITOMOB IIPEACTABISET
3HAUYUTENIbHBIC TPYAHOCTH. Juazcrno3 cmassam nymém ucKio4eHus Opyux
3a60ne8aHUll cepoya, NPOsBIAIUUXCS CUHOPOMOM XPOHUUECKOU CepOedH Ol
Heo0CmamoyHOCmu.

3a0osieBaHKE Pa3BUBAETCS TIOCTENEHHO, HO MPU OTCYTCTBUU JICUCHHS], HEYKJIOHHO
nporpeccupyeT. bojibHbIE JIUTETEHOE BPEMsI MOTYT HE NMPEAbIBIATH HUKAKUX
ano00 ¥ CUMIITOMBI HAa paHHEH cTa iy 3a00JIeBaHUs HE BBISABIAIOTCS. B
JanbHEHIIeM, P CHUKEHUU COKPATUTEIbHON (YHKIIMM MUOKapa MOTYT
MOSIBUTHCS 7KaJ00bl HAa MOBBIIIEHHYIO YTOMIISIEMOCTbD, OJBIIIKY MTPU (GU3HUECKON
Harpyske, a 3aTeMm u B riokoe. [1o HouaM 00JIbHBIX OE€CITOKOUT CYXOi Kalllelb,
M03X€e — TUIUYHBIE PUCTYTBI yAyHIbs. Y 10% GosbHBIX HAOTIOJAI0TCS
XapaKTepHbIC aHTHHO3HBIE 00yn. [Ipu pa3BUTHN 3aCTONHBIX SIBICHHUIN B O0IBIIIOM
Kpyre KpoBOOOpaleHs MOSIBISIOTCS TSXKECTh B IPABOM NoJIpedepbe U OTEKU HOT.



BrisicHsis anamHe3 y 60JIbHBIX, HEOOXOIUMO YTOUYHUTH BO3MOXKHBIE
ATUOJIOTUYECKHE (PaKTOPbI: CEMEUHBIE Cilydau 3a00JI€BaHUsI, HATMYUE BUPYCHON
UHGEKINN, TOKCHYECKUX BO3ACUCTBUMN, U IPYTUX STHOJOTUYECKHUX (haKTOPOB.

OnHuM U3 paHHUX TPOSIBICHUN TUIATAIMOHHON KapIMOMUOIIATUN MOKET OBbITh
NapoKcU3MalibHasi MeplaTeIbHasi apUTMUSL, OJTHAKO, OOJILHON YacTO J0JT0€ BpeMs
HE OIIYIIAET e€.

BaxHbIM TpU3HAKOM, MTOATBEPKIAOIIMM JaHHOE 3a00JIeBaHUE,

ABIIICTCS 3HAUUMeIbHOe ygeaudenue cepoya, Ipu 3TOM apTepuaibHas
TUIIEPTEH3US U KJIAlIAaHHBIE IOPOKH OTCYTCTBYIOT. Kapauomeranus nposiBisieTcs
pacuIMpeHremM cepia B 00€ CTOpOHBI, ONPeIeieMbIM IEPKYTOPHO, & TAKKE
CMEILEHUEM BEPXYILIEYHOIO TOTYKA BJIEBO U BHU3. B TSXENBIX cydasx
BBICTYIIMBAIOTCSl PUTM TaJioNa, TaXUKapausi, IIIyMbl OTHOCUTEIbHOMN
HEJIOCTATOYHOCTH MUTPAIBHOTO WU TPEXCTBOPUYATOTO KJIarmaHOB. ApTepUuaibHOE
JaBJIeHUE OOBIYHO HOPMAJILHOE WJIH CJIETKA TTOBBIIICHO.

Bo3moxHbBI mpombosmboruyeckue ocioxicHenus B BUJE IOPaAKEHNUS MEIKUX
BETBEH JIETOUHOM apTepuu, OKKIIIO3UU apTepHil 0OJIBIIOro Kpyra KpoBooOpalleHus
IPU HAJIMYUU IPUCTEHOYHBIX BHYTPUCEPJEUHBIX TPOMOOB. Prck
TPOMOOIMOOINYECKIX OCIIOKHEHUI HanOoJiee BHICOK Y OOJIBHBIX € IOCTOSTHHOM
(dbopMoil MepIaTEeNIbHON ApUTMHUH U BBIPAKEHHOW CEP/IEYHON HETOCTATOYHOCTHIO.
TpomM0605M0O01H B MO3TOBBIE aPTEPUU U KPYIIHbIE BETBU JIETOYHOW apTEpUU MOTYT
CTaTh IPUYMHOIN BHE3AMHOW cMePTH 00IbHBIX. OHAKO HEKOTOPHIE
TpoMO03MO0JUHU (HAIIpUMEp, B COCYBI MOYEK) MPOTEKAIOT 0€CCUMITOMHO, U
KJIMHUYECKHUE MPU3HAKU OOHAPYKUBAIOTCS TOJIBKO MPU PA3BUTHUU CEPACUHON
HEJOCTATOYHOCTHU U SIBJISIIOTCS €€ BBIPAXKEHUEM: XOJIOIHbIE [IUAHOTHYHbIE
KOHEYHOCTH, Ha0yXaHue MEHHBIX BEH, OTEKHU, YBEJIMUEHUE TICYEHU, 3aCTOMHbIE
XPHIIBI B HKHUX OTENAX JETKUX, YBEIMUYECHUE YACTOTHI AbIXaHUM.

JlaGopaTopHbIe METO/IBI UCCIICOBAHUS JUIUTEITLHOE BPEMS HE BBISBIISIOT HUKAKUX
n3MeHeHn. C TOMOIIbI0 HHCTPYMEHTAIBHBIX METOJIOB TUATHOCTUKH MOKHO
OOHApYXUTh MPU3HAKU KapAUOMETaINu, U3MEHEHHUS MOKa3aTesiel [IeHTPATbHOM
reMOJIMHAMUKY U HAPYLLICHUS PUTMA U ITIPOBOJIUMOCTH.

Penumeenonocuuecku BBIIBISICTCS 3HAYUMEIbHOE yeenuderue ofcefzydowoe,
YCUIICHHUC JIECOYHOTO PUCYHKA, MHOT' 1a ITOSABJICHUC TPAHCCYJdAaTa B IIJICBPAJIbHBIX
ITOJIOCTSIX.

Memoo sxokapouoepaghuu MO3BOISET BHIIBUTH OCHOBHOM MPU3HAK
TUITaTAIMOHHON KapIMOMHOIIATHH — OUIAmayuio noiocmeti cepoya ¢
YMeHbUeHUeM Gpakyuu 8b1opoca 1e6020 dicely0oukd. B MONTUIEpOBCKOM peKUMe
MO>KHO OOHAPYKHTh OTHOCUTEIIBHYIO HEJIOCTAaTOYHOCTh MUTPAJTLHOTO U
TPEXCTBOPYATOTO KJIallaHa, HapyIICHUS TUACTOIMYECKON (DYHKIIMH JIEBOTO
KEITyI09Ka, YBEJTMUYCHNE KOHEUHOTO CHCTOJIMYECKOTO B TUACTOIHYECKOTO
pa3MepoB JIEBOTO JKETyA0UKa.



Ha OKI" peructpupyroTcst npusHaku eunepmpouu u nepezpy3Ku 1e6020
orcenyoouka: oenpeccus ceemenma ST u ompuyamenvuvle 3y6yst T 6 |, AVL, V5-
V6, nesoco npeocepous. IKI" — npuznaxu nocsam Hecneyuguueckuii xapakmep. K
HUM MOJICHO OMHeCmU HapyuleHus nposooumocmu (610Kkaowl Hodxcek nyuka I uca),
HapyuieHue npoyeccos penoaapu3ayul, mepyanue npeocepouti, YOauHeHue
uumepsana QT.

HccenenoBanne nokasaTenei NEHTPAIbHON TEMOIMHAMUKY BBISBIIIET HU3KUN
MUHYTHBIY U yAQPHBIA 00BEM, TTOBBIIIICHUE JABJICHHUS B JIETOYHON apTepuH.

[Ipwxu3HeHHas Ouorncus MUoKapaa MajJloMH(GOpMaTUBHA MPU ONPEIETICHUN
ATUOJIOTUH 3a00JI€BaHUS U OKa3bIBAET MOMOIIb B TU(depeHIInaIbHON
JMArHOCTUKE TUJIATAlMOHHOM KapIMOMUONIATUH U 3a00JIeBaHUi ceplia,
MPOTEKAOIIUX C KApAUOMETAIHUEH.

Takum 00pa3oM, OCHOBHBIM METOJIOM JIMATHOCTUKU AUIaTaIlMOHHOMN
KapIMIOMHUOIIATHH CITYXKHUT dXOKapAUOTPp(dHs, TTO3BOJISIONIAS BRISBUT JUIATAIIUIO
KaMep cep/ilia U CHUKEHUE COKPATUMOCTH JIEBOTO KEIIYJ0UKa, & TAKKE
HCKJIFOUHTH MTOPAKECHUE KIIATIAHOB CEPALA U MEPUKAPTUATBHBIN BBINOT.

Ocioxkaenns. K Han0oiee 4acTBIM OCI0KHEHUSIM TUIaTaAlHOHHON
KapIMOMHUOIIATHHN OTHOCATCS TPOMOOAIMOOIINH, BHE3AITHAS CepJIeUHast CMEPTh,
MPOrpeCCUpyIolIas cep/ieuHasi HeI0CTaTOUYHOCTD.

JleueHmue. HOCKOJIBKy AUJIaTalluOHHAaA KapaIHnOMHOIIATHUA ABJIICTCA 3a00J1eBaHUEM
HEU3BECTHOM 3THOJIOTHUH, dmuojlocudecKoe jeyeHue He pa3pa60maH0.

OcHoBHoe neuenue JJKMII — 6opb0a ¢ pa3BuBaronieics 3aCTONHON cepAeUHOM
HEJI0OCTaTOYHOCTHIO. JIeueOHas mporpaMma BKITIOYAET B CeOs:

- OxpaHumenvHull perCum

- Jleuenue cepoeynol HedoCcmamo4Hocmu
- Aumuapummuyeckas mepanus

- Aumuxoa2ynsiHmsl u 0e3azpezanmnol

- Memabonuueckas mepanusi

- Xupypeuueckoe neueHue.

BonbHBIM pekoMeHAyeTCs COOIIOAATh AJIUTEIIBHO MOCTEIbHBIA PEXKUM,
3anpeniaeTcss Npuém alkorois U KypeHue. JleueOHoe nmuTanrue ocyliecTBISETCS B
pamkax ctosia Ne 10 u 10a ¢ orpannyeHreM BOIbl U MOBApEHHOM conu. [Tutanue
JIOJDKHO OBITH 5-6 pa3oBbIM, KalopuiHOCTH AueThl 1900-2500 kkaia B CyTKH.



Bomnpoc o nprMeHeHnH CepIeYHbIX TTTUKO3U 0B SIBIISIETCS O CUX TOP
JMCKYTa0ENbHBIM B CBSI3U € TEM, 4TO y 00sibHBIX ¢ JIKMII 3HaunTenbHO
MOBBINIEHA YYBCTBUTEIBHOCTD K 3THM IpernapaTram, ObICTPO pa3BUBACTCS
JTUTUTAIMCHAs UHTOKCUKaIUs. JIMrokcUH Ha3HavaroT B Ao3ax 0,25-0,375 mr/cyt
MpU HAJTUYUU MEPIATEIbHON apUTMUH (I10J] CTPOTUM KOHTPOJIEM).

[Tpu nocmosinnoii hopme mepyamenvroti apummuu nokazaul -
a0peHobI0Kamopsl.: OUCONPONOI, Kapeeouno, memanpono.Jlydiie Bcero
noka3aHa 3QPEeKTUBHOCTD KapIUOCETIEKTUBHBIX [3 — aApeHpOIOKaTOPOB:
METOTPOJI0JIa, OMCOIPOJIOIIa U KapBeIniIoiia. XOPOIIHi Ba30AMIATUP YOI
3¢ (deKT 0Ka3bIBAIOT HUTPATHL: U30COPOUA TUHUTPAT, KApIUKET, HUITPOCOPOUI.

Bcem 6onbHBIM ¢ JIKMIT HE0OX0auMO HazHauaTh uxeubumopwvl AIID (pamunpun
1,25-10 me/cym, nepunoonpun 8 me/cym, snanonpun 2,5-10 me/cym). Ilpenapatsl
JAHHOM TPYIITBI TPEAYIPEIKIAIOT PA3BUTHE U MIPOTPECCUPOBAHUE CEPICUHOM
HEJI0OCTAaTOYHOCTH.

W3 MOYETrOHHBIX MpENnapaToB npeonoumumenvree nemegvle OUYPemuKy’
dbypocemun 20-40 Mr u sTakpuHOBast kuciora (yperut) 25-50 mr yrpom 1-3 paza B
Henemo. lenecoobpazHo HazHauenue manvix 003 ayemuIcaruyuio80L KUCI0mbl
no 0,25- 0,3 o/cym; Kypanmuia, mukiuod, mpeHmada.

Pexomennyrotcs memabonuueckue npenapamol: HeOMoH, KOKApOOKCUIA3a,
JIUNoesas KUCioma, NUpuooKcailb pocgam, MuiopoHam B UHIUBUTYATbHON
JIO3UPOBKE.

Tpancnaanmayusi cepoya SBISETCS] €TUHCTBEHHBIM PAOUKATbHBIM
memooom nedenust JIKMII.

IIporuo3 npu AMIaTalMOHHON KapAMOMUONATUU HEOJIaronprusTHBIN.

I'mneprpoduueckas kapauomuonatus (CKMII)- 3a0oneBanre Muokapaa
HEU3BECTHOM 3TUOJIOTMH, XapaKTEPU3YIOLIEeCs: TUIEPTPOPUEH MEAOKETYy10UKOBON
IIEPErOPOJAKH WIIA CTEHOK JIEBOTO XKEJITY10YKA C YMEHBILIEHUEM €0
CUCTOJIMYECKOTO 00BEMA U CHUKEHUEM €TI0 TUACTOINYECKON (QYyHKIIUH.

Boigensitor 4 OCHOBHBIX TUTIA TUIIEPTPOPUIECKON KapIUOMUOTIATHH:

o MpPEUMYIIECTBEHHAs TUIEPTPOPUs Oa3aIbHBIX OTAEIOB MEAOKETY10UYKOBOM
NEePErOPOJIKH

o ACHUMMETpPUYHAs TUMIEPTPOPUS MEKKEITYT0UKOBONU NMEPETOPOIKH HAa BCEM
NPOTSKEHNN

o KOHIEHTpUYECKas TUIIEPTPOPHS MHUOKApA JIEBOTO JKEIYJ0UKa

o runepTpodus BEpXyILIKH Cepala.



Pazmuatotr o6cmpyxmuenyro u neoocmpyxmuenyro I'KMII. Tuneptpodust MOxKeT
OBITh cumMmempuyHoti (yBeIUUEHUE C BOBICUEHUEM BCEX CTEHOK JIEBOTO
KENyJ0uKa) U acummempuyrotl (yBEITUUEHUE C BOBICUYEHUEM OJTHOM U3 CTEHOK).

XapaxrtepHabiMu ocodennoctamu [ KMIT sBasttoTcs 8vicokas uacmoma napyuieHutl
pumma cepoya u Hapyuiernue OUacmoIuvecKo20 HanoIHeHUs 1€6020

JHCeny00uKa, YTO MOKET MPUBOAUTH K CEPACUHON HenocTaTouHOCTH. Y 50%
oonbHbIx ' KMII HacTymaeT BHe3aHasi CMEPTh, BbI3BaHHAS apUTMHCH.

['KMII BcTpedaeTcs B MOJIOZAOM BO3pacTte, 0ojiee 03 HEE BBISIBICHUE CBA3AHO C
HEPE3KOH BBIPAXKCHHOCTHIO TUITEPTPO(GHH MHOKap/ia U OTCYTCTBUEM
3HAYNTEIbHBIX U3MCHCHUH BHYTPHUCEPACYHON TeMOIMHAMUKH. [Ipr reHeTHIecKoM
oOcyie10BaHMM JI0Ka3aHa POJjIb HACJICICTBEHHOCTH B BOSHMKHOBeHNH [ KMIT
(BeIsBIIsIETCS B 17-20% ciydaeB).

ITIaTorenes. BeIesiroT HECKOJILKO MATOTCHETUYESCKUX MEXaHU3MOB B
Bo3HuKHOBeHUU ['KMII: - napywenue ouacmonuueckoti ¢pynxkyuu cepoya,
0OCmMpYKYUs 8bIXOOHO20 MPAKMA J1e8020 Jicely0ouka. B muacTony B )Kelya0uKu
MOCTYIAET HEJIOCTATOUYHOE KOJIMYECTBO KPOBU BCJIECTBUE UX IJIOXOM
PACTS)KUMOCTH, YTO, IPU HAJIMUYMUK NPENATCTBUM IS HOPMAJILHOTO TOKa KPOBH,
MIPUBOJUT K MOABEMY KOHEUHOTO JIMACTOJIMYECKOTO AaBiieHusA. Pa3BuBaroTcs
runepTpodus U guaTaIus JeBOro MpeIcep/Ins, a Mpy ero JIeKOMIICHCAIUN —
JErovHasi TUMEPTEeH3Us («IMacCUBHOTOY» TUIA). OOCTPYKIIUIO BEIXOIHOTO OT/ETa
JIEBOTO JKEJIYJ0UKa BBI3BIBAIOT YTOJIEHUE MEAKKETYTI0UYKOBON MEPErOPOJIKH U
HapylIeHUe ABMKECHUS TIEpeHEN CTBOPKU MUTPAJIBHOTO KJianaHa. B namoeenese
T'KMII umerom 3nauenue usmeHeHus:, BO3HUKAOWUE 8 KapOUOMUOYUMAX:
yeeluiueHue co0epIHcarUusl UOHO8 KAbYusl, NOSBIEHUE 8 HUX YUACMKO8
oezopeanuzayuu. VIMeeT 3HaUeHUE U MATOJOTUYECKAs CTUMYJISAIUS
CUMIATUYECKOM HEPBHOM cucTEMBI. CepaeuHas HEJOCTATOYHOCTh Pa3BUBACTCS B
pe3yabTaTe BRIPAKCHHBIX HAPYIICHUH UACTOJIMUCCKON (YHKITMH
rUIepTPOPUPOBAHHOTO MHOKap/Ia JICBOTO JKEITYI0YKa U CHIDKCHUS
COKpaTUTEIbHON (PYHKITUH JIEBOT'O MpEIcepIns, KOTOpOE BHaYaJle BRICTYIIACT B
Ka4ueCTBE KOMIIEHCATOPHOTO (haKkTopa.

Kannnuyeckas kaptuHa. B ¢Bsi3u ¢ pa3HooOpa3HBIMU KIIMHUYECKUMH
MPOSIBJIICHUSIMU, BO3MOJKHBI JUArHOCTUYCCKHE OMMOKH (cTaBuTcs nuarao3 MbC
WJIM PEBMATHYECKUI TTOPOK).

CybvexkmugHble u 06beKmugHble npusHaxKu Hecneyuguunsl. BOIbHBIX 0ECIOKOST
OJIBIIIIKA MTPH (PU3NUECKON Harpy3Ke, 00Iu 3a rpyAMHOM, y4alEHHOE
cepaleoreHne, roJIoBOKpyKeHUE, 0OMOPOKH.

OcMOTp BHEIIHUX MPOSBIICHUN 3a001€BaHUSI MOKET HE BbISIBUTH. [1pu
BBIPKEHHOMN CEPI€YHON HETOCTATOUHOCTH OOHAPYKUBAIOT [IMAHO3.
[TanprmaTopHO- YCUIICHHBIM BEPXYLIEYHBIN TOIYOK, KOTOPHIN B 34% ciiydyaeB UMeeT
«JIBOMHOM XapaKTep»: BHAYaJIe [IPU NaJbIALIMKU OLULYIIAETC yAap OT COKPaIEHUs



JIEBOTO IIpEACepAus, 3aTEM OT COKpPALIEHUS JIEBOr'0 JKelly10uKa. BeIsBisgercs
CUCTOJIMYECKOE JPOKAHKE Y JIEBOTO Kpasi TPYAUHBI, YJIbC BBICOKUI, CKOPBIN.
AYCKYJIbTATUBHO ONIPEACIISIIOTCS CUCTOJIMYECKUI ITyM Ha BEPXYIIKE, B TOUKE
boTkuHa, KOTOPBI UMEET XapaKTep HapacTaHUs-yObIBaHUS U JTyUIlle
BBICTYLIMBAETCA MEK/y BEPXYIIKOUN cepa v JIEBBIM KpaeM IrPyIUHBI.

K ocnosnvim K1 -npusnakam omuocam: eunepmpoduio 1e6020 diceny0ouKd,
usmenenus ceemenma ST u 3y6ya T, Hanuuue namonrocuyecKux

3yoyos Q 6o I, I, AVF u epyonsix omeedenusix, mpenemanue npedcepout,
HCENYOOUKOBYIO IKCMPACUCTONUIO.

OcHOB8HOU MemOoO OUACHOCMUKU — IXOKAPOUo2pagusi, C €ro

MIOMOILBIO 0Onpeoensiom JOKAIUIAYUIO SUNEPMPOPUPOBAHHBIX YUACTKOS
Muokapoa, cmenets gvipaxcernocmu cunepmpoguu. B 60% BbIABISAIOT
acUMMeTpHUuHYto runeptpoduro, B 30%- cummerpuunyto, B 10% - anukanenyto. B
JOTIIEPOBCKOM PEKHUME OMPENEIISIOT BRIPAKEHHOCTh MUTPAJIbHOM pETrypruTanuu,
CTENEHb T'PAJUEHTA IABJICHHS MEXK]TY JIEBBIM KEITYJOUKOM U a0OpPTOM: TPAaTUEHT
naBieHus 6osee 50 MM. PT.CT. CUUTACTCS BBIPAKEHHBIM.

K npuznakam ['KMII oTHOCAT Takke MaJIblii pa3Mep MOJOCTH JIEBOTO KEITYI0UKA,
JUJIaTALMIO JIEBOTO MPEACEPIUsL.

[Tpu3Hakamu 0OCTPYKTUBHOM KapAHMOMHOIIATUN CYUTAIOT CIIEIYIOLIUE:
ACUMMETPHUYHAS TUIIEPTPO(DUS MEKKETYTOUKOBOU MEPEropoiKH (TONIIHUHA
MEKKETyI0UYKOBOM MEPEeropoiKu JOJKHA ObITh HA 4-6 MM OOJIbIIIE HOPMBI JIJIsI
JTAHHOW BO3PACTHOM TPYMIIbI); CUCTOJIMUECKOE ABUKEHUE MEPEIHEN CTBOPKHU
MUTPAJIBHOIO KJIallaHa BIIEPE.

Penumeenonocuueckoe oocnedosanue 6onpubix ¢ ' KMII BoisiBIIsieT ysenuuenue
J1€8020 JHCENYO0UKA U 1€68020 Npeocepousi, pacuupeHue 80Cxoo0suel 4acmu
aopmul.

Jleyenme. JleueOHas taktuka npu ['KMII Bkirouaer B ce04:
- IPEOTBPAILEHUE BHE3AITHOM CMEPTH

- YIy4llIeHUE T€MOANHAMUKH

- XUPYPIrUYeCcKoe JICUCHHE

- AaHTUKOAryJISIHTBI U J1€3arPETraHThI

- aHTUAPUTMUYECKYIO TEPATTUIO

[Tpu 6eccumnromuom Teuernnu I’ KMII nokazano raznauernue f-
aopenodnokamopos: (ot 40 no 240 mr/cyt nponpanosiona, 100-200 mr/cyT



aTeHOoJI0JIa UM METONPOJIOA) UIH O10KAmOpo8 MeOleHHbIX KAIbYUEBbIX

kananos (Bepamnamui B go3e 120-360 mr/cyT. [Ipu ymMmepeHHO BbIpaKEHHBIX
CUMIITOMaX Ha3HA4al0T TaKke [3- BIPEHOOIOKATOPHI, TMOO 0J10KATOPBI MEIJIEHHBIX
KaJIbLIUEBBIX KaHAJIOB. J{OMOJHUTEILHO HA3HAYAIOT AHIMUKOAZYTSAHIMHYIO
mepanuto. I1pyu 3HAYUTENBHO BhIpaKeHHBIX cuMnTomax ['KMII

Ha3HAYaIoT ouypemuku (Qpypocemud) u aHmo2oHUCMbL AlbOOCEPOHA
(6epownupon, airbOaKmon,).

[Tpu 06cmpykmugnoii cunepmoghuueckoil kKapouomuonamuyu HeOOX0IUMO
IPOBOAUTH MPODUIAKTUKY HHPEKIIMOHHOTO YHIOKAPAUTA B CBSA3H C TEM, UYTO Ha
NepeaHEN CTBOPKE MUTPAIBHOTO KJIAllaHA MOTYT MOSBJISITECSA BETETAIUU B
pe3yJbTare e€ NOCTOAHHON TpaBMaTu3auuu. CepaedHble MIMKO3UIbl, HUTPAThI HE
MOKa3aHBbl.

Xupypauueckoe neuenue npecieayeT Ueib JIUKBUIUPOBATh CUCTOIUYECKUN
rpaJiueHT AaBJICHUSA U CHU3UTh KOHEYHOE INACTOJIMUECKOE IaBJICHUE B JIEBOM
xenyaouke. [[puMeHstoT ABa BUaa onepanuuii: pe3ekyuro MeiciHcery004Ko8ol
nepe2opooKU U NPOmMe3uUposanUe MUMpPAiIbHO20 KIANAaHd.

IIporno3 Haubosee GraronpusTeH NpU JUTUTETHHOM OECCUMITOMHOM TEYEHUU
3a0o0sieBaHusl, 0€3 OTATOIIEHHOTO0 CEMEMHOro aHaMHe3a. Takoe TeueHue
HaOmonaercst y 1/3 GOJbHBIX.

PectpukTuBHas kapauomuonatus (PKMII)

— 3TO MEPBUYHOE MJIM BTOPUYHOE MOPAKEHNE MUOKap/1a HEU3BECTHOM 3THOJIOTHH,
XapaKTepu3yrolleecs HapyluIeHHEeM TUacTOINUYeCKON QYHKIMH CepAla B
pe3ynbTaTe MOPPOJOTHYECKUX U3MEHEHUH SHI0KapAa, CyOrHI0KapAa U MUOKap/a
(BeIpaxkenHoro ¢puodposa). PKMII xapakrepusyercs npeuMyInecTBEHHbIM
HapyIICHUEM JUACTOIMYECKON (YHKIIMH U TTOBBIIICHUEM JTaBJICHHS HAITOTHCHHUS
YKEITYJJOUKOB MPU HOPMAJIBHON MJIM MAJIOU3MEHEHHOW COKPATUTENbHON (DYHKIIMH
MHUOKap/la ¥ OTCYTCTBUU €0 3HAYMMOH TUriepTpoduu u aqunaranuu. [Ipu
PECTPUKTUBHON KapAMOMHOIIATUN MOTYT OBITh MOPAXKEHBI JIMOO OJMH, 100 00a
KEITyI09YKa; BO3MOKHA O0JIUTEpaIis MOJIOCTH MOPAKEHHOTO xemyaouka. K
PKMII otHOCAT 9HOOKapOuanvusiii hubpos u

napueTanbHbli hubponracmuveckuil sHooxapoum Jléghgnepa. B Hacrosiee
BpeMs 3T JBa 3a00JI€BaHUs pacCMaTPUBAIOTCS KaK OJIHO 3a00JieBaHUeE,
conpoBoxaarotnieecs 03uHopumeint. Kak cuaapom PKMII moxker BeTpedarbes
npu 3a00JIEBAHUAX, TAKXKE BEIYIIUX K HAPYHIICHUIO AUACTOJIUYECKOTO
paccnabiieHus (Tak Ha3bIBaeMble O0JIE3HU HAKOIUJICHUSI — aMUJIOU03,
reMoXpoMaro3, TMKorenos). [pu aTux 3a0oneBaHusX B MUOKap/e
HAKaIlIMBAIOTCS MATOJIOrMYecKue CyOCTaHIMM, 00YCIOBIMBAIOINE HApYIIICHUE
pacciabieHus MHOKap/Ia.

PacnpocrpanenHocTb. 3a001eBaHue BcTpedaeTcs kpaitHe peako. OCHOBHBIM
MoMeHTOM B natorereze PKMII cunraroT HapyiieHue HaroJIHEHUs JIEBOTO



KEeTyI04yKa U3-3a YTONIICHUS U YBEIIMUYEHHOW PUTHAHOCTH 3HA0KapAa U MUOKap/a
B pe3yJIbTaTe UHPWIbTPALUK aMUIIOUIOM WM PUOp03a. DTH HAPYILICHHUS], a TAKKE
4acTO Pa3BUBAIOIIASICA HEIOCTATOYHOCTH TPEXCTBOPUYATOTO KilamaHa
0OyCJIOBIIMBAIOT HApACTaHUE CEPACUYHON HEAOCTAaTOYHOCTU. PecTpUKTUBHOE
Mopa’kKeHre MUOKapa pa3BUBAETCS Y OOJBHBIX C 3aCTOMHON HEIOCTATOUYHOCTHIO
IPU OTCYTCTBUU JAWJIATALIUU U PE3KO BHIPAXKEHHBIX HAPYIICHUN COKPATUTEILHON
(GyHKIHU JIEBOTO KENMyA0UKa M0 JaHHBIM 3XO0Kapauorpaduu; mpyu 3ToM pasMepbl
JIEBOTO TIPEICEePAMS U 4acTO MPABOTO JKEIy10YKa YBEIHUYCHBI.

ITHOJIOTHSA M NATOreHe3 Majou3y4eHsl. [IpeanonaraioT poip aljaepruu u
UMMYHHOTO BOCTIaJICHHUS TIPU Tapa3uTapHBIX HH(PEKIHAX, YTO OOBSICHSIET
pacmpoCTpaHEHHOCTh 3TOTO 3a00JIeBaHus B cTpaHax A(puku.

Kuannnka. bonbHbIe PEABSBISIOT KaI00bl Ha OABILIKY NpH (PU3NYECKON
Harpyske, nepudepruyeckre 0Tk, 00U B IPaBOM MOJAPEOEPhE U YBEIUUEHUE
JKUBOTA.

[Tpu ocMoTpe BBIABIIAIOTCA HAOYXILIKE IEHHbIE BEHbI, XapaKTEPEH CUMITOM
Kyccmayns — yBennuenue HaOyxaHusl IEWHBIX BEH Ha BA0XE. AYCKYJIbTaTUBHO
BBICIIYIIMBACTCS «PUTM Tajora, CACTOJINYECKUH IIIyM HEAOCTATOYHOCTU
TPEXCTBOPYATOIO U MUTPAIBHOIO Ki1anaHoB. IIpu n€rouynon runepreH3nu
ONPENEIAIOT €€ XapaKTEepHbIE ayCKYJIbTaTUBHBIE IIPU3HAKY, B JIETKUX
BBICITYIIMBAIOTCS XPUIIBL. XapaKTEPHbI YBEINUYCHUE NICYEHN U ACLIUT.

Muarnoctuxka PKMII tpyana. Co cTOpoHBI Ta00paTOPHBIX aHAIU30B
XapaKTepHbl U3MEHEHHUs, MPUCYIIIMEe OCHOBHOMY 3abosieBanuto. Ha OKI" MmoxkHO
OOHapY>KUTb MPU3HAKHU OJIOKAJIBI JIEBOM HOXKKH Myuka ['mca, CHIKEHHE BOJIbTaXa
OCHOBHBIX 3y0OI110B, Hecnienuduieckue n3mMeHeHus cermenra ST u 3yona T,
pa3nuYHbIC APUTMHUU U TIPU3HAKHU TIEPETPY3KH JIEBOTO Tipeacepausi. Haubonvuiee
sHauenue umeem sxoxapouozpagus. Ilpu PKMII pazmepwvr norocmeii cepoya ne
U3MEHeHbl, B PSJIe CITy4aeB MOXKHO BBISIBUTH YMOIeHUe SHOOKApOQ.
XapakTepHbl HapyuleHus OUACMOAUYECKOU PYHKYUU 1e68020 HCENYOOUKA:
YKOPOUECHHE BPEMEHH U30BOJTIOMUYECKOT0 paccialdiaeHus, Mpu JOTIEPOBCKOM
sxokapauorpadun yBeJIM4YeHUE TMKa paHHETO HAMOJHEHUSI, YMEHBIIICHUE TTHKa
npeacepaHoro HanoHeHusa. OCOOEHHOCThIO PEHTI€HOJIOTHYECKON KapTHUHBI
JErKUX CYUTAIOT HOPMAJIBHBIE KOHTYPHI ceplla IPU HAJTMYUK TPU3HAKOB
BEHO3HOTO 3acTos B JErKux. [Ipu angoMuokapanaisHoM Gudpoliactose
JIéddnepa BO3MOKHBI BhIpakeHHAsE Y03MHOPUINS U OPOHXOCIIACTUUECKUN
CHUHJIPOM, UTO B COYETAHUU C YMEPECHHBIM YBEJIUUCHHUEM CEpIa U CUMIITOMAMHU
CEp/ICYHON HEIOCTATOYHOCTH TTOMOTAET MOCTABUTH MPABWIBHBIA JIUATHO3.

Pannue craguu 607€3HU MOTYT OBITH BBISIBIICHBI TIPU 30HOUPOBAHUU Cepoyd U
0OHAPYIAHCEHUU NOBLIUEHHO20 KOHEUHO20 OUACTNONUYECK020 OA8IeHUsL 8 1e60M
Jrceny0ouKe.



JuddepeHunanbHy0 TMarHOCTUKY MPOBOJAT C BBITOTHBIM M KOHCTPUKTUBHBIM
IIEPUKAPIUTOM.

JleyeHue, Kak MPaBUIIO, CAMIITOMATHYECKOE M HAIIPABJICHO HA YMCHBIIICHNE
3acTOs B OOJIBIIIOM U MAJIOM Kpyre KpOBOOOpaIleHusI, CHIPKEHHUE KOHEUHOTO
JTUACTOJIMYECKOTO JABJICHUS B JICBOM JKEITyI0YKE U HA YMECHBIIICHUE pHUCKa
TpoMOosMOonHii. [IpUMEHSIOT Juypemuku, nepugepuieckue 6a300ulIamMamopbl,
Henpsamble aumuxoazyiaumsl. Ilpu BTOpUYHON PECTPUKTUBHOMN KapIUOMHONATHH
IPOBOJIST JICUEHHUE OCHOBHOTO 3a005IeBaHUsA. Xupypeuueckoe jeyeHue npu
¢$ubpodTACTHUECKOM IHIOKAPAUTE COCTOUT B UC CEYEHUU YMOIUWEHHO20
IHOOKAPOA U 0CBODONHCOCHUU CYXONCUTLHBIX XOPO U mKanu kianana. llpu Tsokénon
HEJOCTATOYHOCTH KJIAMaHOB Cep/illa MPOU3BOISIT UX NPOMe3Uposanue.

IIporno3 npu PKMII HebnaronpusatHelid. JIeTanbHOCTh B TEUEHUE 2-X JIET
nocturaet 35-50%, 3a001€eBaHne MOKET OCIOKHUTHCA TPOMOOAIMOOIUEH,
apUTMUSIMU, IPOIPECCUPOBAHUEM CEPIEUHON HETOCTATOYHOCTH.
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