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Rap)II/IOMl/IOHaTI/II/l: JBOJIOINA B3IVIAIOB Ha HpOﬁJIEMy

<o [.I. Cropoxakos

Kagedpa eocnumanvroit mepanuu No 2 Jleuebnoeo gpaxyrvmema
Poccuiickoeo eocyoapcmeennoeo meduuurckoeo ynusepcumema um. H.U. ITupoeosa

B TeueHune nmocieqHUX €T OBIIO MpeICTaBIeHO MHOXKECTBO KiIacCUMUKAIIMI KapIMOMUOTIATHH,
OCHOBAHHBIX Ha JIEJIEHUH 10 Pa3TUMIHBIM TIPU3HAKaM, B TOM YKCJIe TT0 TUOJIOTUN, aHATOMUM, (hu-
3MOJIOTUU, TUCTOIIATOJIOTU Y, KTUHUIECKOU KapTUHE U T.1. B paMKax JeKInu moapoOHO OCBEIeHbI
knaccudukanuu BO3, a Takke nocinenHue kiaccu@ukanuu AMEpUKaHCKON KapArOJ0TUYECKO
accormauuu (2006) u Esporreiickoro o6iectsa Kapauosoros (2008), naHa rmoapoGHast XapaKTepu -
CTUKA Pa3TMYHBIX BUIOB KapIMOMUOTIATAI U COBPEMEHHbBIE HATIPABJICHUST TUATHOCTUKH.

Karouegvie crosa: xapmuomuonartusi, KiaccuuKaius, OuiaTallioOHHasi, TUTepTpodudecKas,

PeCTPUKTUBHAS.

Tepmun “kapmuomuonatusi” (KMII) y
OOJIBIIIMHCTBA KJIIMHUIIMCTOB CTOMKO acCOLM-
UPYeTCs C TEPMUHOJOTUYECKOW TPUAION “TH-
neprpoduyeckass — mUIaTallMOHHAS — PecT-
pukTuBHas”. OOHAKO €Cu BIAyMaTbCsl B CYThb
3TOi caMOif M3BECTHOM KiTacCU(UKAIIUM Kap-
IUOMUONATUI, TO BHUMATEJbHBIA crenua-
JIMCT HaiiaeT OOJbLIME OrpaHUYEHUST U B OM-
peneNeHUM pa3IMIHbIX KapAUOMUOIIATUi, 1 B
MPUHIIUIE, KOTOPBIA JIEKUT B OCHOBE MX
Knaccudukanu. Tak, BeIIEICHUE TUIIEPTPO-
duueckoit u nunaranmoHHoit KMIT ocHoBa-
HO Ha OlLIEHKE aHATOMMWU U T€OMETPUH JIEBOTO
xemaynouka (JIZK) cepaua, a TepmMuH “pect-
PUKTUBHAsA” XapakTepusyeT (ByHKIUIO MUO-
Kapma. Bo3HukaeT Bompoc: KaK ObITh, €CJIN B
paMKax OHOTO U TOTO ke 3a00JIeBaHUS BbISIB-
JISIeTCS HapylleHne U GyHKINT, ¥ TeOMETPUN
JIK? Hanpumep, nngunsrpatusisie KMIT u
00JIE3HU HAKOIUJICHUSI XapaKTepU3YyIoTCs Yac-
TBHIM Pa3BUTUEM 3HAUUTEIbHON TUIepTpodun
JI2K B oTCyTCTBUME €ro nujiataliuu, ONHAKO OHU
YacTO COMPOBOXIAIOTCS W HapyIICHUEM IHa-
CTOJIMYECKOTO HAIOJHEHUs. 3HAYUT, OJHO U
TO X€ COCTOSHHE MOXET OBITh OTHECEHO K
IBYM Kateropusim? Kpome Toro, BblaejeHUE
Ha3BaHHBIX TPEX TPYMIT HE OTPaKkaeT pa3HO-
POIHOCTU KJIMHUYECKUX TposiBaeHuin KMII.

B Hacrosiiee BpeMsi Mbl BBIHYXXIEHbI KOH-
CTaTUPOBaTh, UTO OoJice YeM 3a 50 JeT ¢ Mo-

MEHTa TIOSBJICHMSI TepPMHMHA “KapIHMOMUOIIa-
THS”, Mol KOTopbIM B 1957 . W. Brigden npen-
JIOXUJI OOBENMHUTH TPYIIy 3a00JIeBaHUMA
HEOTpeneJeHHOM 3TUOJOTUM C TIEPBUYHBIM
MOpaxkeHNeM MUOKapaa Py OTCYTCTBUU aTe-
POCKJIEPOTUYECKNX M3MEHEHUM KOPOHAPHBIX
apTepuii cepaua, eTMHOTO MHEHMS O KJ1acCu-
duxaruu KMIT u gaxe 06 onpeneseHun no-
HSITUS TOCTUTHYTO HE OBbLIO.

B 1973 . J.E Goodwin npeajioxui paccMa-
tpuBaTh KMII kak “ocTpoe, MogocTpoe Wi
XPOHMYECKOE MTOPaKeHUE MBIIILBI CEp/lia He-
W3BECTHOM WJIM HESICHOM 3THOJIOTUM, 9acTO C
BOBJICUCHMEM SHIOKapAa WId TepuKapaa, He
SIBJISTIONIIEECS] CJIENICTBUEM CTPYKTYpHOI Jie-
dopmaruu cepaia, TMIEPTEH3UMN (CUCTEMHOM
WJIU JIETOYHOM) MJIM KOPOHAPHOTO aTepoMaTo-
3a”. BTO ompeaesIeHNe JICTIIO B OCHOBY KJIACCH-
¢uxkauuum Komurera skcreproB BcemupHoit
opraHusaiuu 3apaBooxpaHeHus (BO3, 1980),
cormacHo kotopoit Kk KMIT Oblin oTHEeCeHbI
00JIe3HM MUOKap/ia HEM3BECTHON 3THUOJIOTHM.
To ectb maHHBIN IMATHO3 CTajl, MO CyTH, AUa-
THO30M HUCKJIIOUEHUS U YCTaHABIMBAICS B TEX
CJIydJasiX, KOrjaa He ObLIO IIPU3HAKOB U3BECTHO-
ro 3a00JieBaHMSI, CITIOCOOHOTO BBI3BATh TUIIEP-
TpodUIO WU AWIATALMIO Cepalla — UIeMuye-
ckoii 6one3nu cepaua (MbC), aprepuanbHoii
rurniepteH3uu (Al') u T.in. UMeHHo Toraa Obuin
BBbIIEJIEHBI TPU OCHOBHBIE, “KJlaccuyeckue”

(Cropoxakos [ 1.)
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dopmer KMIT: nunaTamuonHas, rumepTpodude-
CKasl, peCTPUKTHBHAS.

B 1995 . BO3 Ob11a mpencraBiieHa HOBasl,
JNefCTByOIasg M ceiyac, Kiaaccudukauus
KMII. CornacHo onpeaeiaeHuto, TpUHITOMY
B €€ paMKax, KapAuOMHONATUN — ITO 3aboJie-
BaHWS MHOKAp/ia HEU3BECTHOI ITHOJIOTHH, TIPH-
Boagye K nucynknun cepaua. K n3BecTHbIM
paHee TpeM ocHOBHbIM BugaM KMII 66111 10-
OaBJIeHbI ApUTMOTEHHAsT TTPABOXKETYI0UKOBAsT
KMII u HeknaccudunmpoBanHas KMIT (mo-
BoJibHO penkuit Tun KMII, koTopslii 1o cBo-
UM TIpU3HAKaM He MOAXOAMUT IOJA OINMCaHue
octaibHbix KMIT 1 006beauHsIeT HECKOJbKO
3a00J1eBaHMIA).

Knaccudukamusa kapaumomuonaruii (BO3,
1995 r.):

1. AunataunonHas KMII.

2. Tuneprpodpuueckas KMII.

3. PectpuktusHas KMII.

4. ApUTMOTeHHAsI  TIPaBOXKEIYIOUYKOBasI
KMII.

5. HexmaccudunmpoBannbsie KMIT:

— ¢ubpossacros;

— HEKOMITAaKTHBIN (TyO4YaThIil) MUOKApI;

— cuctonmueckas guchyHkius JIZK 6e3 ero
IUJIATALIIY VUT ¢ MUHAMAJIBHOM TUJTIaTalneit;

— mopaxkeHre MUOKapaa Ha YpOBHE MUTO-
XOHJIPUM.

JunaTanuoHHas KapIHOMHONATHS
(IKMIT) — ato 3a607eBaHue, XapaKTepu3ylo-
1eecs aujiaTalueid U CHUKEHHEM TJio0aib-
Ho#l cokpatumMocTtu JIZK miu o6oux xemnynoy-
KOB. B KiITMHMYeCcKOil KapTUHE JTaHHOTO 3a00-
JICBAHUSIT OCHOBHBIM CHHIPOMOM SIBIISICTCSI
Mporpeccupylomas XpoHW4YecKast cepaeyHast
HepocTtaTouHOCTh (XCH). TunuuyHbl Takxke
apUTMMU, TPOMOOAMOOJMM U BHe3aIHas
cMepThb. JlaHHbIE TUCTOJIOTUYECKOIO UCCIIen0-
BaHMSI MMOKapaa Hecrelu(UIHBI.

OcobeHHOCThIO KJaccupukauuum BO3
1995 1. gaBMIOCH BBIAEIEHWE HOBBIX BHUIOB
JAKMII: uauromnaruyeckasi, ceMeiiHas/TeHeTH -
yeckasi, BUpPyCHas W/WIA MMMYyHHas, aJko-
roJIbHasi/TOKCUYEeCKasi, acCOLIMUpPOBaHHAs C
SIBHBIM CE€PIEYHO-COCYINCTHIM 3a00JIeBaHUEM,
TIpY KOTOPOM CTEIIeHb IMOpaXkKeHUsI MUOKapaa

HEBO3MOXHO OOBSICHUTb M3MEHEHUEM II0CT-
Harpy3Kd, MpemHarpy3KW WM BBIPaKeHHOC-
ThIO WIIeMHU. B moroiaHeHHMe K 3TOMY IIO-
SIBWJICSI TEpMUH “crienuduiecKast KapaHOMHO-
natua” — TMopaxeHWe MHUOKapna, MpoTeKaro-
mee Ha (oHe crneurpuieckux 3adoeBaHUN
cepaia Wi CUCTEMHBIX TTPOIIECCOB, B OCHOB-
HOM mnpuBogsiiee K auiaranuu JIXK, cHike-
HU1o ero dhpakimu narHanust (OU) u Tsxemnoit
XCH — te., no cytu, K pazsutuio JKMII.

B Poccum n10BOSIBHO IIMPOKOE PacipocT-
paHeHWe TOJyYWJI TEePMHUH “HIIeMHYecKas
KapauomuonaTtusa”. B cooTBeTCTBUY ¢ Ki1accu-
¢ukanueir BO3 1995 r. aT0 3ab601€eBaHue SIB-
nsiercst ogHoit u3 popm MBC, npu koTtopoii
BBISIBJISIETCS] MHOXKECTBEHHOE MTOpaXkeHUe KO-
POHApPHBIX apTEPUU U PACIIPOCTPAHEHHBIN
nuddy3Hbiit Guopos Muokapaa JIZK, a Takke
MMEIOT MECTO IMJIaTallusl TOJIOCTei cepalia,
CHMXXEHHE COKpaTUTEJbHON CIOCOOHOCTHU
MMOKap/a, HapyllleHue BHYTPUCEPACUHO re-
MonuHamMuku u cumnTomMbl XCH, koTopbie
HEBO3MOXHO OOBSICHUTH BBIPA’KEHHOCTHIO
KOpPOHApHOM 00Je3HN W/WIN UIIEMHU MHO-
kapma. [Ipu 3ToM HajMMIMe UCTUHHBIX aHEB-
pu3M JI2K nckimrogaeT 1uarHo3 NImeMruIecKoi
kapmuomuonaTu. OIHAKO B HaIlleil cTpaHe
HEKOTOPBIC KapAMOJIOTU M KapIUOXHPYPIHU
IMOJ WIIEMHWYECKOM KapIMOMUOIIaTHEH, Ha-
MPOTUB, MTOIPAa3yMeBAIOT HATUIKE OHOMN VI
0osiee MOCTUH(MAPKTHBIX AHEBPU3M C BTOPUY-
Hoil aunatauueit JIXK u Tsoxenoit cepaedyHoi
HEJ0CTaTOYHOCTHIO, YTO BHOCHUT HEKOTOPYIO
rmytanuity. Jpyrue BapraHThI crieliuuIecKux
KMIT npencrabiensl B Ta01. 1.

Tuneprpoduyeckas KapauoOMHONATHS
(FTKMII) — HacnencTBeHHOe 3abojieBaHUE
MMOKap/a ¢ MaCCMBHOM rumneprpodueii cre-
HOK XeJyIOYKOB (MPEeUMYIIECTBEHHO JIeBO-
ro), IPUBOJISIIEE K YMEHBIICHUIO Pa3MepoB
nosoctu JIZK, HapylIeHUIO €ro IMacToJnvec-
KOl (byHKIIMU U HEPEIKO COIPOBOXKAAIOIIEe-
Csl pa3BUTHEM OOCTPYKIIMY BBIXOIHOTO OTHAE-
na JIZK, y 607bHBIX 0€3 MpU3HAKOB 3a00/1eBa-
HUi1, OOBIYHO TIPUBOASIINX K TUIIEPTpODUU
(AT, mopoxu cepatia u T.1.). UcTuHHAs 9acTo-
Ta U pacrnpocrpaHeHHocTh 'KMII TouHO He
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Ta6muna 1. Bunsl cnenndnueckux KMIT (knaccudukanns BO3)

B, kapovuonarim

Knamannas

Rparkas xapaktepuerika

JMunatamys JIK n Huskast ®U y 60bHBIX ¢ KITamaHHBIMU TOPOKaMU CepIla,

KOTOpbIe He 00DBSICHSIIOTCS BEIMYMHOM M3MEHEeHUs TIPeHArPy3KU U MOCTHATPY3KU

Ha JK

[unepreH3uBHAs

[NopaxeHnue cepaia y 60abHbIX Al xapakTepusytoiieecs runeprpodueit JIK,

MpM3HaKaMU JuIaTaliMOHHOM win pectpuktuBHoit KMIT u XCH

BocnanurenbHas

MuoKapauT, MPOTEKAIOIINI ¢ BRIPAXEHHO! TUCGhYHKIUEH cepia. Boimensior

MIMONATHYECKYIO, QyTOMMMYHHYI0 U HH(EKIIMOHHYIO (OPMBI.

MeTtaboanueckue

[MopaxeHue cepiia mpu SHIOKPMHHBIX 3200/1€BaHUSX (00IE3HN IIUTOBUAHOMN

3KeJIe3bl, CaxapHblii 1HabeT), O0ME3HSIX HAKOIUICHHS, AHEMIHU, aBUTAMUHO3aX

[Tpu cucteMHbIX

3a00JIeBAHUSIX JIEIKO30B

[Tpu MbIIIeYHBIX
JICTPODUSIX

[Ipy HEPOMBIIIEYHBIX
3a00JIeBAHUSIX

CBs13aHHBIE
C THIIEPYYBCTBUTENBHOCTHIO
Y TOKCMYECKIMU PeaKIsIMKI

[MepunapranbHast
(mocepomoBast)

B pamkax 6osie3Helt coeTMHNTEbHOI TKaHH, TPaHyIeMaTo30B (BKII0Uas CApKOUI03),
Mpeimeynsie muctpoduu AromenHa—bexkepa u T.1.
Araxcust @punpeiixa, curaapom HyHana, TeHTUTHHO3

AJ'IKOI‘OJ'IL, KaT€XOJIaMUHbI, AHTPALIMKINHBL

Penkas dopma IKMII, acconmmpoBaHHast ¢ CUCTOINYECKOM AUCHYHKIIMEH
U TIPOTPECCUPYIONIEH CepAeUHOI HEOCTATOYHOCTBIO HEM3BECTHOTO MPOUCXOXKIEHMS,

nposiBsitornasics B [ Tpumectpe 6epeMEHHOCTH WK B TEYEHUE S MEC MTOCJIE POJIOB

ycraHoBJIeHBI. LLInpokoe ucIonb30BaHKE IX0-
kapauorpapuu (OxoKI') mo3Boanio yrBepxkK-
natb, yto 'KMII BcTpevaeTcs yaie, yeM mo-
JIarajii paHee, 1 ©MeeT 6oJiee G1aronpusITHBIA
MporHo3. 3aboyieBaHUE TTePEeIaeTCsl ayTOCOM-
HO-IIOMUHAHTHBIM IyTeM. Bcero maeHTudu-
HupoBaHo Oosiee 100 pa3nuMYHBIX MyTaLMid,
cBa3aHHbIX ¢ TKMII: B 10 renax, kogupyto-
mUx OeJIKM capkomepa, B 2 TeHax, KOIUPYIO-
IIMX HeCapKOMEpHbIe OeJIKU, a Takke 1 MyTa-
s B MuToxoHapuansHoi JIHK.
CoBpemeHHas1 kiaaccudukamusa 'KMIT oc-
HOBBIBAETCS Ha JIOKAJIU3aIUU TUTIEPTPODUPO-
BaHHBIX YYaCTKOB MMOKAap/ia U BO3HUKAIOIINX
reMOJIMHAMUYECKUX HAPYIIEHUSIX:
® MIMOTATUICCKUI TUTIepTPODUIECKIiA Cy0-
A0PTaIBHEIN CTEHO3;
® acCUMETPUYHAs TUIEPTPOGUS MEXKEIy-
JIOYKOBOI Ieperopoaku (0e3 m3MeHeHU co
CTOPOHBI A0PTAJILHOIO M MUTPAJIbHOIO KJla-
maHa 1 6e3 00CTPYKLIMU BBIXOAHOTO TpaKTa
JIK);

o BepxyuieuHass [KMIT (¢ orpanuyeHuem 30-
HBI TUNEepTpodUN 00JIaCThIO BEPXYIIKN);

o cumMerpuuHasi [KMII (¢ koHIeHTpUUec-
Koii rurepTpodueit Muokapaa JIZK).
IMocnennue Tpm HOPMBI BCTpEUAIOTCS

KpaifHe penko. PasmeneHme malmeHTOB Ha

TPYMITBI B 3aBUCUMOCTH OT HAJIMIMST OOCTPYK-

MY BhIHOCSIIETro TpakTa JIZK kpaiitHe BakHO ¢

KJIMHUYECKOU TOUKM 3peHusI. BEIOop ekapcT-

BEHHBIX IIpeTapaToB M METOIOB XMPyprudec-

KOl KOPPEeKIINK OIpenessieTcss TeMOIUHAMM-

YeCKMM CTaTyCOM TTaIlMeHTA: IIPaKTUIECKI BCe

MEIMKAMEHTO3HBIC W XUPYPTUUECKUE CTpaTe-

run jedyeHus 'KMIT s¢p@deKTUBHBI TOIBKO

TP HAJIMYIHMH TIPU3HAKOB OOCTPYKIINH.
PectpukruBnas kapmuomuonatus (PKMIT) —

3abo0jIeBaHUE, TIPOSIBIISTIONIEECS CepAcYHON

HEIOCTaTOYHOCTBIO BCIICACTBUE TSDKEIBIX Ha-

pYIICHWI pPACTSLKMMOCTH SHAOMHUOKapIa u

HanonHeHust JIZK. Ilpu sTtom Habiromaercs

JATATAIAS TIPEACEPONii, a TOKa3aTeIn CUCTO-

Jmaeckoit pynkmuu JIZK u TonmmmuHa ero cre-
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HOK HOpPMAaJIbHBIC WJIM TIOYTH HOPMAaJIbHEIC,
KJIaIlaHbl Ceplla He U3MEHEHBI, 00BbEM XKely-
JTIOYKOB B HOpME MJIW YMEHBIIICH.

ApUTMOreHHas NPaBOKeTyA0YKOBAsk Kapauo-
muonarus (AIT2KK), Ha3piBaemasi Takke apuT-
MOTC€HHOM MUCIUIA3UEH IPaBOro XKeJIyaouyka
(ITX), — 3aboneBaHMe, XapaKTepHU3YIOIIEeCs
3aMerneHreM Muokapaa IT2XK ¢pudpo3Ho-xu-
poBoii Tkanblo. Knununuyecku ATTKK mposi-
JISIETCSI TPABOXKEJIYJOUYKOBOU TaxuKapauei,
KOTOpasi MOXKET BbI3BaTb BHE3AITHYIO CMEPTh.
VY manueHTOB BO3HUKAeT perMoHapHas, a 3a-
TeM U robanbHas nucdynkums ITXK ¢ ero He-
MOCTATOYHOCTBIO, a TIPW JaJbHEUIIEM IIpO-
rpeCcCCUpPOBAHUM 3a00JIeBaHUS TOPAXAETCS
JIZK 1 pa3BuBaeTcsi OUBEHTPUKYJISIpHAsI cep-
Jle4Hasi HeTOCTaTOYHOCTh. 3a00JieBaHKE YacTO
ceMeiiHoe (CeMelHbIi aHaMHe3 TTPoC/IeKBa-
ercst B 30—50% ciyyaeB), 9THOJIOTUS U pac-
npoctpaHeHHOcTh ATTXKK 1o koHIIa He n3Be-
CTHBI. JIMarHoCTHKa 00JIe3HN PYyTUHHBIMU ME-
TOAAMU CJIOXHA, MO3TOMY B YacTU CJy4yaeB
00JIe3Hb OCTaeTCsl HepaclO3HAHHOW BILIOTh
JIO TIEPBOTO CBOETO MPOSIBJICHUSI — BHE3aITHOM
CMEpTH.

B Hactosmee Bpemst AITXKK paccmarpuBa-
IOT He KaK aHOMAJIUIO Pa3BUTHUs, a KakK JIere-
HEpPaTUBHBIN Tpouecc — “Auctpoduro” wim
“arpoduto”. OnucaHo 18a MOPGHOTOTUYECKUX
BapuanTta AITKK: xuposas ¢popma 1 ¢puodpo3-
Ho-kupoBasi ¢opma. Ilpu xuposoii (opme
MPOMCXOIUT YACTUYHOE WJIM TTOJIHOE 3aMelle-
Hue cteHku [12K >knpoBoiif TKaHbIO (TTopaXa-
eTcsl BepXyllKa WU WHQYHIUOYISIPHBINA OT-
Jiesl) Mpu OTCYTCTBUM (ubpo3a U Bocmaau-
TeJbHBIX UH(UIBTpaToB. [Tpu HGUbPO3HO-XKM-
poBoii ¢dopme KupoBas WHOUIBTPALUS
coyeTaeTcsl C BbhIpak€HHBIM (hHMOPO30M, BOC-
MaJIUTEeIbHBIMA WH(PUIBTpaTaMU M MCTOHYE-
HueM creHKu 12K (00praHO muadparMaibHOI
HIDKE 3agHell CTBOPKW TPUKYCIHUIATHLHOTO
KJlarmaHa) MeHee 3 MM C Moceayonum Gop-
MHMpOBaHMEM aHeBpU3M. B mpoliecc MoxkeT
BoBJeKaThcs JIZK, pexke — Mexckeaya1ouKoBast
neperopoaka. CKpUHUHTOBOIM METOAUKOMN A1~
arHocTuKK gBiasgerca OxoKI, a “3010TbIM

crangaptoM” auarHocTUKU AITXKK — BeHT-
puxkynorpagus.

OmgHMM 13 BapMaHTOB HeKJIacCHUIMpPOBaH-
noit KMII B xnaccudpukanum BO3 1995 1. aB-
ssietcs cucronnueckas aucynkmus JIXK ¢ mu-
HUMAJBHOW NujaTanueld. Y Takux IMalMeHTOB
nojocth JIK He yBenumyeHa, OIHAKO €ro co-
KpaTUTeIbHAs CTIOCOOHOCTD PE3KO HApYILIEHA.

I'youarbiii (HekoMnakTHbIH) Muokapa (I'M) —
peaKoe BpOXIEHHOE 3a00jeBaHue, TTPOSIBIISI-
oueecs: runeptpodueit muokapaa JIK, mo-
BBIIIIEHUEM €T0 TpabeKy/IsIipu3aliuu, Hapylie-
HUEM CHUCTOJIMYECKON (PYHKIUM, WHOIIA —
nunatauueii JIZK. Y yactu 60JbHBIX B IIpoliecc
BoBiekaercs u I[12K. I1puuunHoii, ckopee Bce-
o, SIBJIIETCSl HapyllleHUe d9MOpUOTeHe3a MUO-
Kapaa, mpekpallleHrue B OMNpeaeeHHBbIA Mo-
MEHT YIOPSIOYMBAaHUS, YIUIOTHEHUSI XaOTH-
YECKM PacCIoIOXKEHHBIX TpaOeKya B ITOCTHA-
TalbHOM Tiepuoae. Mwuokapa OOJbHBIX
HaIlOMMHaeT 3MOPHUOHAIBHBIA MMOKap WIN
MUOKap penTtuinii. B OoJIbIIMHCTBE cllyyaeB
BcTpeuaeTcst couetaHue I'M ¢ apyrumu Bpox-
IeHHBIMU TIOpoKaMH (HEU30JMPOBAHHBIN
I'M). PacrmipocTpaHeHHOCTb M30JIMPOBAHHOTO
I'M TouyHO He u3BecTHa. M3BeCTHBI Kak CMo-
pagmiaeckue ¢hopMBI 3a00JIeBaHUS, TaK U Ce-
MeitHbIe caydan. OTHMcaHo IBa TUIIA HAaclIedo-
BaHUS: ayTOCOMHO-PEIIECCUBHBIN U CIICTIICH-
HbIIA ¢ mojioM (10 44% wHaGmonenuit). Bax-
HBIM METOIOM IMarHocTuku I'M sBisieTcs
OxoKT.

Knunuka u nporHos npu ['M cxoaHsI ¢ Ta-
KOBbIMU mpu uauomnaruueckon JKMII.
CwmepTHOCTB 3a 3—6 Jet cocrannset 80%. Oc-
HOBHBIC KIIMHUUYECKHUE TTPOSIBIICHUS 3a00J1eBa-
HUsI — TMPOrpeccupylolasl CUCTOJINIeCKas 1
nuacToanyeckass IMCOYHKIMS (4alle BCero
JIXK), cepaeyHast HEAOCTaTOYHOCTh, CUCTEM-
HbIe OMOO0AMU (B TOM UMCJIE MPU CUHYCOBOM
pUTME), TaxMapUTMMHU, IPEeAPACHOTOKEH-
HOCTh K BHE3aITHOI CMEpPTU. YUMUTHIBAsI BO3-
MOXHBI HACJIEACTBEHHbIMA XapakKTep MaToa0-
MU, 00s13aTeJIbHO 00CIeIoBaHue OIMKANIITNIX
POACTBEHHUKOB 00JibHOTO ['M.

B mocnemHee nmecsaTuiieTMe TPOM3OIIEIT
3HAYUTEBHBIN IPOTpecc B MOHUMAHUU TIPU-

;] TleyedHoe geno 1.2009
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HC]:)BI/I‘IHI)IC KapauoMuoIraTumn (C IPENMYIICCTBEHHLIM ITOPAXKECHUEM cep/:[ua)

Y

Y

T'eneTnyeckue CMmemaHHbie IIpuodperenHbie
o 'KMII o JIKMII e BocnanurenbHbie
o AITKK e PKMII (MMOKapIUTHI)
o HeKOoMMIaKTHBII (nerumneprpoduyeckue ° CTDCCCO%H&UI
muokapa JIXK U HeWJIaTallMOHHBbIE) (Tako-1y60)

o KMII nipu rimkKoreHo3ax

e bBonesnu npoBoasiieit
CUCTEMBI

e MuTOXOHApUATIbHbIC
MUOTIATHH

TMopaxkeHWs] MOHHBIX KaHAJIOB
(CMHOPOMBI YIUIMHEHHOTO WH-
tepBasia QT, KopoTKoro MHTEp-
sana QT, bpyrana u p.)

o [lepunapranbHas

e UnnyuupoBaHHas
TaXuKapauen

o KMII y nereii maTepeit
C WHCYJIMHO3aBUCUMBIM
caxapHbIM 11abeTOM

Puc. 1. Knaccudukaiys nepBuyHbix KapauoMmuonatuii (AHA, 2006).

YUH MHOTUX W3 BBIIIETIEPEUNCICHHBIX 3a00-
JieBaHW. B Kapauojornu Havajiu TIpUMe-
HSTHCSI METOJBl MOJIEKYJSIDHOUW T€HETHKMU,
OBLTM BBISIBJIEHBI HOBBIE BUIBI TIATOJIOTUU —
HaTpuMep, MOHHbIE KaHAJOMaTUU, KOTOPHIE
XapaKTepu3yloTcsl MyTalueil B OelKax MOH-
HBIX KaHAJOB M MOTYT TIPEIIIeCTBOBATH I0-
TEeHIMAIBHO CMEPTEbHBIM XEJTyTOYKOBBIM
aputmusM. Ctajio 04eBUIHO, YTO Kiaccudu-
kauus BO3 ycrapena u TpedyeT nepecMoTpa.
B 2006 . AMepuKaHCcKas KapauoJoruyecKkas
accouuanua (American Heart Association,
AHA) mnipesnctaBuia cieayioliee onpeneenne
KapIuOMHONATHI: KapIAMOMUOMATUM TIPE -
CTaBJISIIOT COOOI TeTEPOTeHHYIO TPYMIy 3a00-
JIEBaHUI MUOKAap/a, TPOSIBIISTIOIINXCS €70 Me-
XaHUYECKOU U/WUN 3IeKTPUUECKOU TUCHYHK-
e, KkoTopasi, Kak nmpaBwio (HO He 00s13a-
TEJbHO), TPUBOAUT K TMaTOJOTUYECKOI
runepTpoduu Wi AWIATAIUN KEeTyT0YKOB;
9TH 3a00JIeBaHUSI CTAHOBSITCS CJIEACTBUEM
MHOTUX TIPUYMH, Yalle BCer0 TeHeTUYECKUX.
Kapavuomuonarus 1ubo mpeacTaBisieT codoi
M30JIMPOBAHHOE TOPaKEHNE Cep/lia, IO sIB-
JISIETCS. 4acThl0 TEHEPATM30BAHHOTO CUCTEM-

HOTrO 320071€BaHUSI, YACTO MIPUBOIUT K CEpaeY-
HO-COCYIMCTO CMEpPTU WM TMPOTrPECCUpyIo-
1IeH CeplIeuHO-COCYAMUCTON HEAOCTATOUHOCTU
U CBSI3aHHOM C OTUM TSDKEJIOM CUMIITOMAaTHKE.
B cootBercTBUU ¢ 3TUM omnpeneaeHreM KMIT
OOBIYHO TIPUBOAST K MUOKApAUATLHON HEl0-
CTaTOYHOCTH, KOTOPAasi MOXET ObITb MEXaHU-
YeCKON (IMACTOMMYECKON WU CUCTOJIUYEC-
KOIT) WM CBSI3aHHOM C 2JIEKTPUYECKOI HecTa-
OUIBHOCTBIO cepala (CUHIPOM YIUIMHEHHOTO
uHTepBasia QT, cuHapom bpyrana u np.).
Knaccudpukanmua AHA pasznenser KMIT Ha
JIBE OOJIBIIINE TPYIITBI C YIETOM BOBJIEUEHHBIX
OpraHoB — TIepBUYHBbIE U BTOpuuHbIe. Ilep-
Buynble KMII (reHetuueckue, HereHeTUYeC-
Kue, MpuoOpeTeHHbIe) — 3a00eBaHuUs, MPo-
SIBJIEHUST KOTOPBIX JTMOO OTPaHUIMBAIOTCS 11O~
paxxeHueM MUOoKap/a, 1100 MPeuMyIleCTBEH-
HO mopaxatroT Muokapa (puc. 1). Bropuynbie
KMII npencrtaBiasioT co0oil mopaxeHue
cepaua Mpu pPa3HOOOPA3HBIX CUCTEMHBIX
MYJBTUOPTAaHHBIX 3a0osieBaHUsAX (Taba. 2).
DTU cucTeMHbIe 3a00JIeBaHUs, TPOTEKAIOIIINE
¢ BTopuuHbiMU (popmamu KMII, B ipeapimy-
KX K1acCU(DUKALMIX OTHOCWIMU K “Crielu-
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Ta6auna 2. Bropuunsie KapauoMmuonatuu (kiaccubukanus AHA, 2006)

Bup
MHbunsrpatBHbIE
BonesHu HakorieHUSt
WHTOKCHKAIIMOHHBIE
[MopaxxeHus sHIOMUOKApaA

BocnanurenbHbie
(rpaHysieMaTO3HbIE)

AyTOMMMYHHBIE 3200J1€BAHUS

DHIOKPUHHBIE U TIEKTPOIMTHBIE
HapyILICHUSI

KapmrodarmaabHele CHHAPOMBI

HeiipombiiieuHble 3a001€BaHUS

Jleuur mutaHus

doorns
Amunon03, 6one3Hb [ore, 6oae3Hb Xypiepa, 00ae3Hb XaHTepa
Temoxpomaro3, 6oe3Hp Pabpu, rMKoreHo3kl, 6onesHb HumanHa—IMnka
MenuKaMeHTHI, TSKeIIble METAJLTB, IPYTUe XMMUYECKHE BO3ISHCTBHS
DHIOMUOKAPAMATbHBII (h1OPO3, TUIEPI03UHODUILHBIN CUHAPOM

Capkonno3

CucteMHast KpacHast BOTYaHKa, IePMAaTOMUO3HT, PEBMATOUTHBII apTPUT,
CKJIEPOIEPMUSI, Y3ETKOBBIi MOMMAPTEPUUT

CaxapHblif 11a0eT, TUMepTUPEONIN3M, TUIIOTUPEO3, THIIePIIapaTupeos,
(beoxpomorTOMa, aKpOMeTaus

CunnopoM HyHaHa, TeHTUTHHO3

Arakcus @punpeiixa, Mpirednsie guctpodun JrormenHa—bekkepa,
Omepu—/lpeiidyca u ap.
bepu-6epu, nemnarpa, 1eUIMT KAPHUTUHA, KBAILIMOPKOP U T.1I.

[TocnencTBus neueHUS
OHKOJIOTMYECKHX 3a00J1€BAaHNI

(GUYeCKUM KapIUOMUOMaTUsIM” WU K “crie-
HupuIecKUM 00e3HSIM MUoKapaa” (3TU Tep-
MUHBI aBTOpbI Kiaccudukauuu AHA nipenna-
raloT He YMoTpeOJsiTh, KaK U TEPMUH “UllIe-
MuuecKasi KapauoMuonaTus”).
Junarammonnasa KMII B knaccudukauuu
AHA nonagaeT B pasnes CMelIaHHBIX (TeHe-
TUYECKUX W HEreHEeTUYECKUX, MPEUMYIIeCT-
BeHHO HereHeTnuyeckux) KMII BmecTe ¢ pect-
PUKTUBHBIMU (HETUNEPTPOUIYECKMMHU U He-
IuiaaTauuMoHHbIMU). Ee xapakTepuctukamu
OCTalOTCs YBEJIMYEHUE KaMmep cepjlia, CUCTO-
Jyeckass TUCGYHKIMS ¢ HOPMaJIbHOM TOJ-
muHoit creHok JIZK, nporpeccupytomas XCH,
JKEJyTOUKOBbIE M HAIXEJydIOYKOBbIE apuT-
MUM, HapylleHUs B TPOBOASILIEH cucrteme
cepala, TpoM003MOOIMM, BHE3alHas CMepTh
U CMEPTh OT IIPOIrPECCUPYIOLIECH CEPAECYHOMN
HemoctaTtouHocTH. [TpuMepHo ot 20 mo 35%
ciydaeB JJKMIT gBnsitorcst cemeiiHbIMM (Ha-
ciaenctBeHHbIMU). Tenetnyecku JKMIT pas-
HOpOIHA, NMPU 3TOM OCHOBHOI BUJ €€ Hacje-
NOBaHUSI — ayTOCOMHO-IOMMHAHTHBIN, a
X-ClLIeTJIEeHHOe, ayTOCOMHO-PELeCCUBHOE U
MUTOXOHAPUATbHOE HacJieJOBaHUE BCTpeyva-
I0TCSl peaKo. JIMarHo3 OOBIYHO AOCTaTOYHO

] NeyedHoe geno 1.2009

JlokcopyounnuH, MKiIodochamus, TydeBas Teparms

MPOCTO yCTAHABIMBAECTCS C ITOMOIIbIO JBY-
MepHoit DxoKT.

K npuobpereHHbIM oTHOCAT Takxke KMIT,
pa3BUBAIOIIMECS BCIEACTBUE MEPEHECEHHOIO
muokapauTa (BocranureabHbie KMIT). Bos-
MOKHOCTb 3BOJIIOLIMM MUOKapAuTa B AujaTa-
uroHHyo KMII nokasbiBaloT maHHbIE UCCe-
JIOBaHUI Ha >KMBOTHBIX, BBISIBJICHUE BOCIIATM-
TeJIbHbIX MHOWIBTPATOB U MEePCUCTUPOBAHMS
BupycHoii PHK B sHmoMuokapananbHbIX O10-
ncusx 'y 6oapHbIix KMIT, a Takxke ocobeHHOCTU
TeUeHUsI TakKux 3a0oJeBaHUil, KaK OO0Je3Hb
araca. Eme B 1997 . Komuter akcnepToB
BO3 npemnoxun aist 0003HauUE€HUsT BCEX BOC-
MaJIUTETbHBIX 3a00JIeBaHUIA CepLia UCITOIB30-
BaThb TEPMUH “BOCHAJMTE/IbHAS KapAMOMHONA-
mag”. K maHHOi1 rpyrimne OoTHOCST Bce Ciydyau
JAKMIT ¢ BocnanutenbHOi MHMUABTpALIUEi B
MMOKapae, OCTPble M XPOHUUYECKHE MHUOKap-
JIUTHI, aCCOLMUPOBAHHbIE C TIEPUKAPIUTOM U
cepaeuyHoi aucgyHKIMei, Bce caydau UAWO-
MaTUYECKUX, ayTOMMMYHHBIX M WHGEKIMOH-
HBIX MTOpaKeHU MUOKap/a, CBSI3aHHBIX C CUC-
TOJMYECKON AUCHYHKIIMEN, a TaKXkKe BCe CIIy-
yayd MHUOKapIMTUYECKOro KapAauocKiieposa.
DTO HECKOJbKO YMpOLIAeT HavyaJlbHBIM 3Tam




MMAarHOCTUKH, OMHAKO He MCKIII09aeT HeoOXO0-
IUMOCTH YTOUHSATH OCTPOTY IpOoILiecca M 3THUO-
Jtoruio 3adoneBanus. [IpenmyIiecTBOM TaHHO-
TO MOJXO/A SIBJISIETCS OObEAUHEHUE MO OTHUM
TEPMUHOM JIBYX CTanii poliecca — aKTUBHO-
TO BOCIAJIEHUS U €r0 UCXOJa, KAKOBBIM SIBJISI-
€TCsI MUOKAPIUTUYECKUI KapIUOCKIEePO3.

Caxapubiii auader (CJ) u aprepuanbHast
TUTIEPTEH3USI OTHOCSTCS K 3a00JI€BaHUSIM, KO-
TOpble B COOTBETCTBUM C Kiaccudukaluen
AHA MoryT comnpoBOXIaTbCsl pPa3BUTHUEM
JKMII. B nopaxeHuu cepiiia U COCyI0B MPU
CJI npuHuUMaeT yyacTue KOMILIEKC (DaKTOpOB,
BKJTIOUAIOIIMX TUIEPIJIMKEMUIO, TUIEPIUITHU-
NIEMUIO, OKMCIUTEJbHBI CTpecc, a y JHIL
cTaplIero Bo3pacTa — Takke TMIepUHCYIMHEe-
MUIO U/UIW TUMNEPIPOUHCYJIMHEMUIO, Hapy-
LIEHUsI B CBEPTHIBAIOIIEH 1 (PUOPUHOIUTHYEC-
CcKoli cucteMax KpoBu. IlpuBonsiiee K cep-
JIEYHOM HETOCTaTOYHOCTU IIOpaXKCHUE MUO-
kapga mpu CJI BO3HHMKAaeT IMOI IEHCTBUEM
“KapanOTOKCUIECKOM Tpuansl” (criemuduye-
CKOTO TIOpaXeHUs MUOKapaa — IruadeThmaec-
koit KMII, uniemun Muokapaa u aprepuaib-
HOI TUIIEPTOHMH), IIPOLIECCOB HapPYIICHHOM
amarTaliiyd KJIETOK, COYETAIOIINXCS C aTepo-
CKJIEPO30M KOPOHAPHBIX apTepuii, MUKpPOaH-
ruomnaTueil, HapyleHueM 2KCIPecCUu reHOB
W KapauaJbHOW aBTOHOMHOW HeWpomnaTtueun
(Epstein M., 1997). I1peanonaraeMbIMU MeXa-
HU3MaMM pa3BuTus auadetnyeckoit KMIT sB-
JISIOTCS MeTaboIMYecKue HapyuieHus:, Gpuo-
pO3 MUOKapAa, MopaxeHue MEJKUX COCYI0B,
KapauajabHash aBTOHOMHas HelipormaTust M WH-
CYJIMHOPE3UCTEHTHOCTb.

IMopaxenue cepaua npu CJ1 BHavase npes-
CTaBJISIET COOO aganTUBHBIN MTPOLIECC C HApY-
LIEHUEM KOMIIEHCATOPHBIX MEXaHU3MOB U
nporpeccupypouiein AucyHkKiein Mmuokapaa,
KaK U IPU CEPACYHON HEIOCTAaTOUHOCTU APY-
roit aTnojoruu. Ha pannHeit craguu nuadeTu-
yeckoit KMIT nmpoucxoaut amanTaius K MeTa-
0OJIMYECKUM M3MEHEHUSIM, 3Ta CTaaus I0J-
HOCTBIO OOpaTuMa, M3MEHEHMSI KapAuOMMO-
IIUTOB MOXHO BBISIBUTh TOJIBKO Ha YpPOBHE
opraHesul, a AMCGYHKUHNIO CepAlla — TOJIBKO
CHeUATbHBIMA  BBICOKOUYBCTBUTCIbHBIMU

KapaHomAonarke. 3BONOUKA B3AAA08

Metomamu. Ha cienmyiolneil ctamuy Iporcxo-
JIAT aIloITO3 U HEKPO3 KapAMOMUOLIUTOB, 10~
BBIIIACTCS JIOKAJIbHAsI IPOAYKLIUSI aHTUOTECH -
3uHa II, TpaHcdopmupyloiiero pakropa poc-
Ta ,, pa3BUBaeTCA yMEPEHHAsA KapauaibHas

aBTOHOMHAsI HEHpOIaThs, 4YTO MPUBOAUT K
¢ubpo3y u rurneprpodun Muokapaa. Ha mo-
3MHUX CTAIUSIX BOSHUKAIOT MUKPOCOCYIHCThIE
U CTOIKHE CTPYKTYpHbIe U (DyHKIIMOHATbHbIE
M3MEHEeHUST MUOKap/a.

B pamkax knaccudukaunu AHA BbineneHa
NMpUOOpeTeHHAs] KAPIMOMHONATHS, BO3HUKAIO-
masi B OTBET HA IMONMOHAJBHBI CTpPecC WIN
(u3uyeckyo Harpy3ky (Tako-1ry0o, CUHIPOM
“paszouroro cepaua’, “ammyiabHas” Kapauo-
muornartus). 9ro octpass KMII, BrnepBble onu-
caHHas B flmoHuM, HanboJIee YacTO BO3HUKAET
y XEHIIWH CPEeIHETr0 BO3pacTa, CBsI3aHa C BbI-
CBOOOXICHUEM KAaTeXOJIAMUHOB U TIOJTHOCTHIO
obOpaTnma TIpu afieKBaTHOM JieueHnu. KimHu-
YyecKast KapTUHA UMEeT CXOICTBO ¢ MH(papPKTOM
MHOKapaa, XapaKTepHBl OasIOHOITOZOOHAS
ACUHEPTUS BEPXYIICYHON 00J1aCTH, TUIIEPKOH-
CTpUKIMS 0a3anbHbIX oTaenoB JIZK, sneBaius
cermeHTa ST U MMHUMAJIbHBIN MTOIBEM ILJ1a3-
MEHHBIX YpPOBHEW KapInocCIenpruIecKux
(epmeHTOB. [laHHBIE 3JIEKTPOKAPAMOTPAMMBI
1 KIIMHUYeCKask KapTHHA UMUTUPYIOT WHMapPKT
MMOKapa, IIpU 3TOM 3MUKapIUaTbHbIe KOPO-
HapHBIC apTepuy TPOXoaMbl. CauTaeTCs, 4T0
nanHasg KMIT — onHa u3 ¢opM “ormyiieHHO-
ro” Mmokapaa BepxyiueuHoii yactu JI2K ¢ ru-
MePKOHTPAKTUIBLHOCTBIO €ro 0a3ajbHOM YacTH.

B 2008 r. 6p11a IpeaioXKeHa HOBasl KJacCH-
(ukanusa kapamomuonatuii EBponeiickoro 00-
mectBa kapauosoros (ESC) (puc. 2). B atom
JIOKyMEHTE TIPMBEICHO HOBOE OIpeNeieHue:
KapIMOMHUOIIATUN — 3a00JIeBaHUSI MUOKap/a,
IIPY KOTOPBIX CepAevYHasi MbIIIIA CTPYKTYPHO
1 GYHKIMOHAILHO HM3MEHEHa B OTCYTCTBHUE
MaTOJIOTUM KOPOHApHBIX apTepuil, apTepu-
aJIbHOM TMITePTEH3MHU, MOPaKeHU I KJ1almaHHO-
TO armapaTa 1 BpOXKISHHBIX TTOPOKOB Ceplia.
Takum obOpaszoM, M3 ONpeleeHUsT UCKITIoUe-
HBI CJIOBa “HEM3BECTHOI 3TUOJIOTMU”, a TaK-
Ke MCKITIOYAIOTCS CITeMu(UIecKre Kapano-
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| Kapaunomuonatuu |

Y ] Y

Y ¥

| TKMIT | | JAKMIT | | ATIKK | | PKMIT | | HexnaccuduimpoBaHHbIe |
| CeMmeiiHasi/TeHeTUIeCcKast | | Hecewmeiinasi/HereHeTHYeCKast |
HeunentnduumpoBaHHBI HeheKT | | TTonrumn 6oje3Hn | | WNpuomnarnueckas | | IMoaTum 6oJie3Hn |

Puc. 2. Knaccudukanus kapanomuonaruii (ESC, 2008).

MMOMATHH, B TOM YHUCJIe MIIeMUYeCcKast, TH-
MepTeH3UBHas, KianaHHas u T.0. [Ipeumyiie-
crBoM Knaccupukauuu ESC gBnsieTcs To, 4TO
OHa OPUEHTUPOBaHA Ha KIMHUKY, U TP 3TOM
00JIe3HM MUOKap/ia TPYIITUPYIOTCS B COOTBET-
CcTBUM ¢ MopdoJiorreii 1 hyHKIIMEH KeTy104-
KOB ceplia, YTo SIBJSIeTCS JYYLIUM MTOAX00M
JUTSI TUaTHOCTUKM U JICYCHUST TTAlIUEHTOB.

Jio60i1 Bug KMII cornacHo kinaccudpuka-
i ESC MokeT HOCUTB KaK ceMelHbIl/TeHe-
TUYECKMIA, TaK U HeceMeiHbIi xapakrtep. [Toa-
pasaenenne KMIT Ha cemeiinbie 1 HeceMeiiHbIe
¢opmbi (Tabs1. 3) oTpakaeT COBpeMEHHbIE TeH-
JEHUIMM B MEIMIIMHCKON HayKe M yKa3bIBaeT
Ha HEOOXOAMMOCTh M3YYEHMSI T€HETUICCKUX
ocHoB KMII, mo3Bojsisi BbIOMpaTh MpaBUIb-
HYI0 JMarHOCTUYECKYI HaIlpaBJIeHHOCTh
(BKJTIOUAsl TIOMCK CcreurduUIecKoi MyTalun).
KpaitHe BaxkKHBIM SIBJISIETCSI OTKa3 aBTOPOB OT
Mojpasae/ieHns] Ha MepBUYHbIE M BTOPUYHBIE
KMII. BcneactBue 3TOro AuMarHOCTHMKa CO-
[JIACHO MpeiaraeMoil KinacCubUKaUK JOJIK-
Ha MPOBOIUTHLCS HE METOIOM UCKIIIOYCHUS, a
IyTeM JIOTMYECKOTO TOMCKA CIEelU(UISCKUX
JIUArHOCTUYECKUX TTPU3HAKOB.

OTHOCUTEJIbHBIM HEA0CTATKOM KiIacCHbU-
kanuu ESC gBasercs To, 4yTO OHa OCHOBaHa
Ha BBIACJIEHNH CIenpUIecKUX Mopdosoru-
YyeCcKUX U (PyHKIMOHAJIbHBIX (DEHOTUIIOB (a He
MpeArojaraeéMbIX MaToMU3NOJIOTUICCKUX Me-
XaHU3MOB), YTO OOJIbIIIE TTOAXOMUT JJIST Hayd-
HBIX UCCJIEIOBAHUI, YeM UIS TTOBCEIHEBHOIM
KJIMHUYECKOM MPaKTUKMU.

)(1] Jleyedroe meno 1.2009

Takum 06pa3oM, B TeUEHUE TTOCIEIHUX JET
OBLIO IPEACTABICHO MHOXKECTBO CHCTEMHBIX
KJaaccuukauuii KapaiuOMHOIIaTUIA, OCHO-
BaHHBIX Ha JCJEHUU T10 Pa3IMYHBIM ITPU3HAa-
KaM (3TUOJIOTMH, aHATOMWU, (DU3MOJIOTUH,
TUCTONATOJOTUYECKON KapTUHE, KIMHUYEC-
KOMy cTarycy U T.1.). OnmHaKo Helpeomou-
MBIM OrpaHUYEHUEM OOJBIIMHCTBA KJIACCH-
dukanumit KMIT gBasgetcs “mepekpect” pas-
JIMYHBIX KaTeTOPUi, B KOTOPBIC CIPYIIIUPO-
BaHBI 3TU 3a00JIeBaHUS, [TOTOMY HU OJHA U3
CYILIECTBYIOIIMX KJIacCU(UKALIMIT HE YIOBJIe-
TBOPSIET TMOTPEOHOCTU BCEX MCITOIb3YIOIIMX
ee CITeLIMaIMCTOB.

Cosnanue BceoObeMITIOLIEH Kiaccuduka-
uuu KMIT BecbMa C10XXHO, MMOCKOJBKY 3a00-
JIEBaHUSI C OMWHAKOBBIM (DEHOTUIIOM MOTYT
pa3inyaThCs MPOUCXOXKICHUEM M MEXaHU3Ma-
MM naroreHesa. Hampumep, nuinaranmoHHast
KMIT MoxeTt ObITb 00yC/IOBJIEHA TeHETUYeC-
KUMU, UH(MEKIUOHHBIMU, QyTOUMMYHHBIMU U
TOKCUYECKUMM NPUYMHAMU (2 B HEKOTOPBIX
cllydasix OcTaBaTbCsl “UAMOMATUYECKON”) —
BCe 3TU (haKTOPHI MIPUBOAIT K AWIATALIUM Ke-
JIYIOYKOB U CUCTOJIMYECKON MUCGHYHKIIMU.
Bwmecte ¢ Tem ¢pyHKIIMOHAIbHASA KJaaccuduka-
1111, KOTOpasi MOXET ObITh MoJie3Ha [UIsT KJIU-
HMIIMCTA, ITOCKOJBKY OYIeT CIIy>XUTb HEIo-
CPEICTBEHHBIM PYKOBOACTBOM II0 JICYCHUIO,
Ha caMOM JieJie Oy/IeT orpaHrYeHa B IpUMEHe-
HUU, TOCKOJIBKY CTpaTerus Tepariyi MOXET CO
BpEMEHEM M3MEHSITBCS TIPU OJHOM U TOM Ke
3a00J1EBaHUH.




KapaHomAonarke. 3BONOUKA B3AAA08

Ta6imuna 3. [TpuMepbl 3a00eBaHIIT U COCTOSIHMI, BBI3BIBAIOIINX ceMeliHbIe U HeceMeiinbie KMIT

RMII
TKMIT

JKMIIT

AITKK

PKMIT

Cemeiinble / reneTieckue Hecewmeiinbie / nereneriueckue

CeMeitHble, HEU3BECTHBIN T'eH

Mytaimu 6e1KoB capkoMepa (Tskenast 1ierb B-MUo3uHa,
CepIeYHBIN MUO3MH-CBSI3bIBaIOIINIA TipoTenH C, cepueyHbIit
TponioHuH I, TpononHuH T, oi-TpoNOMUO3KH, JierKast 1emb
3CCEHIIMATBHOTO MUO3WHA, CEPIEYHBIN aKTHH, TSKeJast IeTh
0-MHO3UHa, TUTHH, TporoHuH C, Mbieunsiii LIM-mipotenH)
[ukoreno3sl (6osesnu [omme, @opbea, JlaHoHa)
JIuzocomaibHbie 00JIE3HU HAKOTLIEHUS

(60m1e3nn Annepcona—®a6pu, Xypiepa)

Hapyienust Mmerabo3ma KUPHBIX KUCIOT

JleuIuT KapHUTHHA

Jledunur kuHasel pocopunass B

MuTtoxoHIpUaTbHBIE UTOTIATHI

CunnpomHas [KMII (cunnpom Hynana, cunapom LEOPARD,
arakcust @punpeiixa, cunapoM bekButa—BunemanHa,
cunapom Cyaiipa)

Jlpyrue (mpomotop hocdoaambaHa, ceMeiHbIi aMUITOUI03)

OxupeHue

Jletu matepeii, crpanatoniux CJI
3aHATHUS ATIETU3MOM
AMUIONI03

CeMeiiHble, HEM3BECTHBII TeH

Myranuu 6e1koB capkomepa (cM. TKMIT)

Myraiuu Z-30Hb!1 (MbitieyHsiit LIM-npotenn, TCAP)
benxu MTockeneTa (IMCTpOMUH, TECMIH, METABUHKYIIMH,
capKoraukaHoBblil Komiuieke, CRYAB, anukapanH)

Muoxkapmut (MHGMEKIIMOHHEI,
TOKCHYECKHMI, ayTOUMMYHHBIIA )
bonesnb Kapacaku
Do3uHOGWINY (CHHAPOM
Yepmxa—Crpocc)

Mewm6pana sipa (sramuH A/C, aMeprH)
KMII ¢ MuHMManbHO#M aunatanueit
MyTanuu poTenHa BCTABOYHOTO IMCKa

IMepcucrenims BUpycoB
JlexapcTBeHHBIE
bepemeHHOCTH

MuroxoHIpUaTbHbIE IIUTOTIATHI DHIOKPUHHAS TIATOJIOTUSI
JleuLIUTHDBIE COCTOSTHUS
(TMaMWHa, KaDHUTHHA, CeJieHa,

runodochareMus, TMTOKATbIIEMIS)

AJiKoronb
Taxukapaus
CeMeliHble, HEU3BECTHDIN TeH Bocnanenue
Myrarmu 6erka BCTABOYHOTO JMCKa (TUTAKOTJIO0UH,
JIECMOTUTAKKH, TUTAaKOMUINH 2, IECMOTIIEHH 2, 1eCMOKOJUTMH 2)
CepreuHble puaHoanHOBbIe perienTopbl (RyR2)
Tpancdopmupyrouuii hakrop pocta B,
CeMeliHble, HEU3BECTHBIN TeH Amuinonnios
Myrauuu 6enKoB capkomepa: TpornoHuH I (Moxet ObITh Cxueponepmust

B couetaHuu ¢ [KMIT), jerkas 11emb 3CCeHIMATbHOTO MUO3MHA  DHIOMUOKApAUAIbHbIN (Hrubdpos:
CewmeiiHbiii amutonno3: TpaHctupetud (PKMIT + Heliponiatusi), Tunep303uHOGUILHbINA CUHAPOM,
anoyunonporend (PKMIT + nedpomaTust) HIOTIATUIECKUI, XDPOMOCOMHBIC

JlecmMuHOmaTus HapyILIEHUs, IEKapCTBEHHbIE
[ceBmokcaHTomMa smacTuyeckas NpenapaThl (CEPOTOHMH, METHUCEPTHU]I,
[emoxpomaro3 9proTaMuH, Tpenaparsl pTyTH,
bosesnp Annepcona—®Dabpu OycynbhaH)
[mixoreHo36!1 KapuuHounnas 6oe3Hb cepaia
MeTtacratiuueckoe nopaxeHue
Pamnamms
AHTPAIMKIAHBI

Heknaccu- Hexkommakthblii Muokapa JIK (cunapom bapra, mytauuu reHoB  Kapamomuomnatust Tako-11y6o

urmpo-
BaHHbBIE

namuna A/C, akTuHA, O-AUCTPOOPEBIHA)
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ITo MHeHUIO aBTOPOB IIOCJICIHEH KIacCH-
¢uxkamuu ESC, Hekoropeie KMII He mmeroT
TIOCTOSTHHOM KITMHWIECKOM KapTUHBI U BCIIC -
CTBUE MPOLIECCOB PEMOACTUPOBAHUS B XOIE UX
OOBIYHOTO TEYEHUSI MOTYT TIEPEXOINUTh U3 Of-
HO# Tpymmbel B Apyrylo. Hampumep, rumep-
Tpoduueckass KMII, amunouno3 cepaua u
Ipyrvue MHQUIBTpaTUBHbBIE 3a00JIeBaHUSI MO-
TYT MPOrpeccupoBaTh OT HEAUIATUPOBAHHOIO
(3avacTyio runepaIuHaMUUYEeCcKOro) cepaua ¢
TOBBIIIIEHHOM KeCTKOCTBIO XKEJIyTOUYKOB K M-
JIATUPOBAHHOI (hopMe U cepAeYHOM HemocTa-
TouHOCTH. HakoHell, Tokaszaresy, XxapakKTepy-
3YIOIINE TEOMETPUIO JICBOTO JKEIyI0YKa, B TOM
YUCIIe CTEMeHb AWIaTallii, MOTYT MEHSIThCS
BO BpeMeHU (Ha paHHEl CTaauu Mpolecca Mo-
JKeT UMETh MECTO JINIITb MUHUMAJIBHOE YBEJIH -
YeHME TI0JIOCTH), B CBSI3M C YeM OBIBAET TPYI-
HO pa3rpaHUYMTh IUJIATAIIMOHHYIO W HEIuIa-
TauuoHHyo (Gopmy KMII. TpynHoctu Moryr
BO3HUMKAThb W TIPU PsIIE€ HEJABHO OTKPBITHIX
3a00sieBaHUIt ceplilia y MOJIO/IbIX MAlIMEHTOB,
JIJIS1 KOTOPBIX €111 He BIpaO0TaHbl HOPMATHBbI
pa3sMepoB U 00BEMOB TTOJIOCTEH Cepalia.

Bnaromapss mocTossHHOMY OOHOBJICHUIO
3HAHUI BBIICISTFOTCSI HOBBIE (DOPMBI Kaparo-
MUOIaTHil (Ty0UYaThIii MUOKApP, KapaIUOMMIO-
MmaTtusi Tako-1y0o W Jp.), CO3MAI0TCS HOBBIE
knaccudukamu. JluarHocTuka KapauoMUO-
MaThii JOJDKHA CTPOMTHCS C YYETOM COBpE-
MEHHBIX KJIaCCU(PUKAINIA, HO ¥ C UX KPUTHUIE-
CKOM OLIEHKOI. YYUTBIBasi TaBHOCThb CO3AaHUsI
knaccudukanuu BO3 u oTcyTcTBUE €€ coBpe-
MEHHOTO TepecMoTpa, a TakKXKe IOsIBIeHUE B
MocJieHee BpeMsl IBYX HOBBIX KiaccubMKa-
it KMII, Hy>)XHO mpu3HaTh HEOOXOIUMOCTh

00CYXIeHHMsI 3TOro BOIIPOCA IION 3TUION
BHOK/OCCH wu, B03MOXHO, Iejiecoodpas-
HOCTh CO3IaHWs POCCHICKON Kiraccuduka-
AU KAPIUOMHUOTIATUMA.
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Cardiomyopathies: Evolutions of Views of the Problem

G.1. Storozchakov

In the previous years a lot of classifications of cardiomyopathies were proposed. They were based on different prin-
ciples: according to ethiology, anatomy, phisiology, clinical symptoms etc. Today three classifications are available:
classification of WHO, of American College of Cardiology (2006) and European Society of Cardiology. These clas-

sifications are discussed in detail.

Key words: cardiomyopathy, classification, dilated, hypertrophic, restrictive
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