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H.IO. Ocoeckas, a.M.H., npodeccop, BUHHMLKMIA HOUMOHANBHBIA MeaULMHCKMIA yHUBepcuTeT um. H.W. Mnuporoea

KapguoMuonamuu:; 0CHOBHbIE NpUHLUND
Knaccudiukauuu U guazHocmuKu

B cepeauHe XX Beka ¢ BHeApeHUEM yNbTPA3BYKOBbIX BU3YAIM3ALMOHHBIX METOAMK B pamKax nosisusluelics B koHue XIX Beka
KOHLIEeNLUUM MbILLIEYHbIX 3060N€eBaHMiA cepALda B KIIMHMYECKYIO MPAKTUKY BOLLEN TePMUH «kapanomuonatuuy» (KMM). 3to 6bino
c6opHOE N0 MHOTMM KPUTEPUSIM MOHSITUE, KOTOPOE BKJTIOYAIO BCE HEBbIICHEHHOW 3TUONIOIUM TSXKenble NOPMKEeHUs MuoKapaa
€ 6bICTPO NPOrpeccUpPYIOLLUM TeUEHUEM, NMPUBOASILLIMM K €ro TSHKenoi AuchyHKUUN.

Ha ceronHsiiiHmii 1eHb HAKOTIJIEHHBIE 3HA-
HUS, XOTS U HEAOCTATOYHbIE, TO3BOJIWIN
YTOYHUTh MHOTO HEM3BECTHBIX (DaKTOB B OT-
HouleHuu atuomnaroreHeza KMII, uto B cBo1O
oyepelb MOTPeOOBANIO MEPECMOTPa KIacCu-
¢ukamuit. Ho maxe B HacTosiee BpeMsl 3TO
SIBJISIETCS CJIOXXHOM 3a1a4eii, TOTOMY UTO 103~
HaHus B otHomeHn KMII oueHs orpanmye-
Hbl. be3 npeyBennyeHust MOXKHO CKa3aTh, YTO
HEM3BECTHOTO B 3TOM BOIpoce OoJibliie, YeM
MU3BECTHOTO, M CHCTeMaTu3allusl, XOTS U Ha
0osiee BBHICOKOM YpPOBHE, BCE Xe 3aTpYIHMU-
TesbHa. [1o3TOMY CO3MaHO HECKOJIbKO Kilac-
cudukanuit KMII, KkoTopsle Ha paBHBIX OC-
HOBAHUSIX MOTYT MCIIOJIb30BaThCsl B MPAKTU-
YeCKOH IeSATENIbHOCTH.

B ocHoBy neiicTBytolneit Kiaccudukanum
BO3 (1995) 6bi1 nosnoxeH GeHOTUNUYECKUI
MOP(DOJIOTUYECKUI TTPUHLIMII, OCHOBOI KO-
TOPOTO CTaJO OMUCAHUE CTPYKTYPHBIX M3Me-
HEHMI1 MMOKap/ia, 3aperMCTPUPOBAHHbBIX TIPU
MTOMOIIM WHCTPYMEHTAJIbHBIX METOJIOB Jiha-
THOCTUKU U JaHHBIX ayTtorcuu [1] (tabm. 1).
CoriacHO JaHHOM KilacCU(UKALIUU BbIIEIS -
0T ocHoBHbie KMII (mmnataumonHas —
JKMII, runeprpoduueckass — 'KMII u
pectpuktuBHasi — PKMII), nononHurennb-
Hble (ApUTMOTeHHas U IOCIepoaoBas), CIe-
nuduyeckue, T.e. OYEBUIHO CBSI3aHHBIE C OC-
HOBHBIM 3a0oyieBaHMEM (MeTaboaMUYecKas,
WIIeMUYecKass M 1p.) UM HeKJIacCUu(pUIUpo-
BaHHEIe ((DUOP0O3IaCTO3 HOBOPOXICHHEBIX U
NeTeid, CUHIPOM HEKOMITAKTHOTO JIEBOTO XKe-
nynouka — HJIK u np). JlanHas knaccudu-
Kalusl Ha BpeMsl ee CO3/1aHus Oblla aKTyaslb-
HOM W TMO3BOJAIOLIEH TNPUATA K EAUHOMY
MHEHUIO B oTHOIIeHNN n3BecTHBEIX KMII, He
YYUTBIBASE MHOTUX HIOAHCOB 3TUOJIOTUM, Ma-
TOTeHe3a W MPOTrHO3a JaHHBIX MaToJIornyec-
KHUX COCTOSIHUH.

Co BpeMeHEeM CTajlo OYeBMIHBIM, YTO Ha-
KarulMBalolIMecs 3HaHUS He TIOMEUIaloTCs B
paMKM 3TOii Kiaccuukalum, 3aTpyaHssl He
TOJBKO BHECEHWE B CTaHIAPTU3UPOBAHHYIO
KJ1accupUKaluo BHOBb OTKpbITHIX KMII, HO
Y TIPETISITCTBYST CO3aHUI0 PEKOMEHIAIIMI 110
ux JeyeHuto. JlaHHas kiaccudpuKalus He
rpeaycMaTprBaia Takue (akThl, KaK HaJlu-
yue TeHeTUYeCKOoil OOYyCIOBIEHHOCTU HEKO-
topbix KMII, cemeiinbix ¢opm KMII,
BO3MOXHOCTH TpaHchopmanuu onHoir KMIT

B apyryio ('KMII 8 IKMII Ha mo3gHux cra-
JUSIX), «HEMEXaHWYECKUI» XapakTep BO3HMU-
KaloMX TUCGhYHKIMI MUOKapaa Mpu HeKO-
Topbix KMII u T.a. YTpauuBajics MpUHIUII
co3/llaHMs KiaccuduKaluii — yHMBEpCaslb-
HOCTb.

[Tporpecc B 061acTi MOJIEKYJISIPHOI 61O~
JIOTUM TTOJBENT HEKOTOPBIX MCCenoBaTeNe K
MBICIM O BO3MOXHOCTU CHUCTeMaTU3aluu
npuanH KMII Ha ocHOBaHMY MpenMYIIEeCT-
BEHHO BOBJIEUEHHUSI T€HOB, KOIMPYIOIINX
CHHTE3 LIUTOCKEJEeTa, COKPATUTEIbHbBIX OeJl-
KOB (CapKOMepoOB) MM OSJIKOB MOHHBIX Ka-
HaJjioB [2] (Ta6.. 2). OgHaKo TaKOi MPUHIUII
KJIacCU(UKAIIK ObLT MPEXAeBPEMEHEH, TaK
Kak, HanpuMep, npu JKMII o6HapyxeHbI
MYTalliyd TEHOB HE TOJBLKO OEJIKOB IIUTOCKE-
JIeTa, HO M CapKOMEpPOB, a Takke OeJIKOB, OT-
BETCTBEHHBIX 32 MUTOXOHJPHUAIBLHOE JbIXa-
HMe W CTPYKTYpY siaepHoi obomouku. Ta xe
CUTYyallMsl HAOMIOAaeTCs U B OTHOILIEHUU Ma-
JIOU3YYEHHOTO M TOpa3lo pexe BCTpevaro-
merocs cunapoma HJI2K: Hanuuue 6ombiim-
HCTBa TCHOB, MOJHOCTbIO MIECHTUYHBIX Te-
HaMm ['KMII, BooO1e He MO3BOJSET BBIIC-
JIUTh 9TO 3a0ojieBaHue B oTaeabHyl0 KMII,
XOTsI CTPYKTypa MUOKapia Mpu JaHHBIX Ta-
TOJOTMYECKUX COCTOSIHUSIX MMEET CYIIecT-
BEHHbBIE OTJIMYMS, OOYCIOBJIMBAIONINE pa3-
HbII MPOTHO3.

bojee KoOHUENTyaabHO COBEpLICHHOM
cTaja Kinaccudukanus AMepUKaHCKON ac-
counanuu cepaua (AAC) 2006 roma [3]
(Tabn. 3). B ee ocHOBY Jier MPUHIIUTT «T1€p-
BUYHOCTH» U «BTOPUYHOCTU» MPOUCXOXKIE-
Hus: ObuM BbiAeaeHbl KMII, oOycioBieH-
Hble TIEPBUYHBIM TIOpaXeHWEM cepila, u
KMII, Bo3HuKIINME BCIEACTBUE OCHOBHOTO
3a00eBaHusa («crienuduyecKue» Mo Kiac-
cudukauuu 1995 r). B nmoapasnenax nep-
BuuHbiX KMII (reHetnueckue, cMeliaHHbIe
U NIpUOOpETeHHbIE) HAILIM CBOE MECTO Ta-
KHUe TaTOJOTUH, KaK «KaHaJomaTuu», ooyc-
JIOBJIMBAIOIIME HE CTOJBKO MeXaHUYeCKUi
xapakTep IMcHYHKIMU MUOKapaa, CKOJbKO
3JIEKTPUYECKUIA; Cle/aH aKIeHT Ha TeHeTH-
yeckue acrnektsl KMII, HanpumMep nuiaTa-
LIMOHHOI, KOTOpast 10 3TOTO CUMTAIACh UCK-
JIIOYUTENILHO TIPUOOPETEHHBIM 3a00JIeBaHMU-
eM U OoJiblile MOAXOAMIA K TOATPYIIe MeTa-
oommueckux KMII.

Ta6bnuua 1. Knaccudukauma KMM (BO3, 1995)

OcHOBHbIe JononHutenbHbie Cneuuduueckue HeknaccudpuumpoBaHHbie
KM Metabonuueckue ®u6posnacros
AKMA ApmmorenHas BocnanutenbHble Cunppom HIDK
TKMn aucnnasua MK . _
Wwemuueckas CAM ¢ MMHMManbHOM gunarayme
PKMI Mocnepoposas KMI
n pp. KMIT npu mutoxoHapuonarum

COM - cucronmueckas auchyHKumMs MMokapaa.

Ta6numua 2. FeHomHas knaccudukauus HacneacreeHHbix KMI (2004)

KapnuomuonaruuuuTocxeneru KGPAMOMHOHGTHHCGPKOMQPOB

Aunarauuoxnas KM

KGPAHOMMOHGTMHHOHHHXKGHGHOB

CHHAPOMYAHHHGHHON)HYKOPO“eHmHO

B 2008 r. 6bu1a omy0IMKOBaHA HOBAsI KJac-
cucdukanus EBporieiickoro ob1iecTa Kapau-
onoroB (EOK) [4]. lanHast kinaccudukamms
OpUEHTHUPOBAHA MPEUMYIIECTBEHHO Ha KIU-
HUMYECKOE MCIOJb30BaHUE, YIUTHIBAsI HEBO3-
MOXHOCTb B OOJIBIIIMHCTBE CIIyYaeB BBIMTOJ-
HUTb FeHETUYECKUIT aHaJIU3, 1a U TUaTHOCTH-
YeCKHIf TTIOMCK U JieueHNe 3a4acTylo He Hauu-
HalOTCsl ¢ TeHOTUNMUPOBaHUs. B ocHOBY naH-
HOM KJlacCU(UKAIIMU TTOJIOKEHO U3MEHEHUE
CTPYKTYpbl M (YHKIIMM JIEBOTO KeTyldouKa
(JIZK) ¢ yueroM cemeiiHOro aHaMHe3sa
(puc. 1).

Ha ceronHsiiHMii 1eHb B OTHOIIIEHUU TTEp-
BuuHbIX/ocHOBHBIX KMII ycnemntHo cocye-
CTBYIOT TPU TpUBENeHHbIE KIacCUbUKaLUU
(BO3, AAC, EOK), xots mnsi mocTtaHOBKHU
JIMarHo3a pPelKuX TeHEeTMYeCKU OOYCIOBIEH-
HBIX, BBIICJICHHBIX B OTAEIbHBIC ITOITHUIIBI
KMII BO3MOXHO MCIOJb30BAHUE TOJIHKO
coBpeMeHHoI1 knaccudukanu EOK.

'KMIT yaie Bcero ornpenensitoT Kak Bbl-
pakeHHYI0 TMMepTpodri0 MUOKapaa JIEBOTO
Kenynouka 0e3 BUIMMOM MpUIuHBL. TepMuH
«runeptpodpuueckas KMII» touHee, dyem
«MIMONaTUIYeCKUii runepTpodudeckuii cyoa-
OPTaJBHBIA CTEHO3», «TUIEPTpOoPUIecKas
ooctpykTuBHass KMII» u «MbliieyHblii cyba-
OPTaJIbHbIA CTEHO3», MOCKOJIbKY HE MOJpasy-
MeBaeT 00s13aTeIbHON OOCTPYKIIMU BBIHOCS -
mero TpakTa JIXK, KoTopasg uMMeeT MecTo
b B 25% ciydaes.

Iucronormuecku npu 'KMII obHapyxu-
BaeTcsl OECIOpsIIOUHOE PACIIONIOXKEHUE Kap-
IVOMUOLUTOB U (hrbpo3 Muokapaa. bes ruc-
tojoruueckoro uccnenoBanHuss 'KMIT npak-
TUYECKU HEBO3MOXHO OTIMYMTH OT MOpaxe-
HUS ceplia Mpu aMUJIOKI03€e, TIIMKOTeHO3axX
U IpYTUX WHOUIBTPATUBHBIX TIpolieccax. Ya-
1116 BCEro TMrnepTpoduu MOaBEPraroTCcs Mex-
KEJTyIOuKOBasi MEperopoaka, Bepxyllka U
cpennue cermeHThI JIK.

PacnpoctpaneHHocts 'KMII cocraBisier
1:500. B 50% cnyuaeB 310 ceMeitHoe 3a00ie-
Banue. KMII — camoe pacmpocTpaHeHHOE
HaCJIeICTBEHHOE CepIeYHO-COCYINCTOE 3a00-
neanue. OHo BoIsBIsIETCS ¥ 0,5% GONBHBIX,
HamnpasisseMbiXx Ha OxoKI, mpuuem B 50-60%
ciaygaeB ['KMII sBiseTcs axoxapauorpadu-
YeCKOM «Haxo[Koi». DTo camas yactas npu-
YUHA BHE3aITHOM CMEPTU CIIOPTCMEHOB MO-
Joxe 35 ner.

B ocHoBe ojibllliku B TIOKOE W TIpU (pu3u-
YeCcKOi Harpys3ke, HOYHBIX MPUCTYIIOB Cep-
JIEYHOI acTMbl M YTOMJISIEMOCTH JIeXaT JBa
npoiiecca: TOBBIIIEHNWE TUACTOTUYECKOTO
nasneHus B JIK u3-3a nuacroanueckoii auc-
(byHKIIMU ¥ TUHAMIYeCcKast OOCTPYKIIUST BbI-
HOCSIIETO TPaKTa JIeBOro xenynouka. [1oBbi-
IIEHWe YacCTOThl CEepACYHBIX COKpAIICHUIA,
CHIXXEHUe MpeIHarpy3Ku, YKopoueHue auac-
TOJIbI, YCWJIEHUE OOCTPYKIIMU BBIHOCSIILIETO
TpakKTa JIEBOTO KeJTymouka (Hampumep, Mpu
¢ur3nUeckoil Harpyske WiIM TaxuKapauu) 1
cHmkeHne nomammmBocTu JIXK ycyryomsior

H.I0. Ocoeckas

kajmoboel. OOMOPOKM M TIpeaoOMOpPOUYHBIE
COCTOSIHMSI BO3HUKAIOT U3-3a CHUKEHUST MO3-
TOBOTO KPOBOTOKA M CIIy4aloTcs Tpu (pusu-
YeCKOI Harpyske Wil apuTMUsIX, 4To SIBJIsIeT-
¢S CIIEICTBUEM CUHIPOMa Majioro CepieyHo-
ro BeIOpoca Ha (hOHE YMEHBIIEHHOM! MTOJI0CTU
JIXK.

VY 5-10% 6onpubix ¢ TKMIT pa3BuBaetcs
TsKeJasl cucTonindyeckast IMCcHyHKLUMS JIeBO-
TO XeJIyn04Ka, MPOUCXOIUT AWIaTallusl U UC-
TOHYEHME €Tr0 CTEHOK C Pa3BUTHEM Te€MOJM-
Hamuku HKMII. WMmemuss Muokapna npu
I'KMII mMoxXeT BO3HMKATh HE3aBHUCHMO OT
00cTpyKIMKU BeIHOCSAIIETO TpakTa JIZK.

Tommunas cmeptHOoCcTh Tpu 'KMIT cocras-
asiet 1-6%. BobLUIMHCTBO GOJIBHBIX YMUPAIOT
BHe3ammHO. Y 22-30% OOJBbHBIX BHe3aITHas
CMepTh — IIePBOE IMPOSIBIeHNUE 00Ie3HU (4a-
e nonoOHasi cutyalusi HabmonaeTcst y ae-
Teil cTapiero Bo3pacta M MOJIOMIBIX JIIOJICH).
IpumepHo 60% BHE3aIHBIX CMEPTEil BO3HU-
KaloT B COCTOSIHUM TOKOSI, OCTaJibHble —
MOCJIe TSLKENoM (PU3MUecKoil Harpy3Ku.

HaumeHee 61aronpusiTHbIN IPOrHO3 M HAK-
OOJBIINI PUCK BHE3AaIHOW CMEPTU OTMe-
4yaeTcs MPU HEKOTOPBIX MYTAIIUsIX TSXKEIOi
p-uenu muosuHa (R719W, R453K, R403Q).
IIpu MyTtaumsix reHa TporoHuHa T cmepT-
HOCTb BBICOKA JJaX€ B OTCYTCTBUE TMIIEPTPO-
¢uu. merommecs cBeaeHUs OTHOCATCS B OC-
HOBHOM K CeMelHbIM ¢opMaM ¢ Hebjaro-
MPUSITHBIM TIPOTHO30M M HE MOTYT JKCTpa-
TOJIMPOBAThCS HA BCeX OObHBIX.

HauGonee yacTeiMu 3XoKkapauorpadmaec-
kumu nipuzHakamu 'KMII sgBistiorces: acum-
METpPUYHAsl TUIEPTPOGUS MEXKETyT0UKO-
BoIi meperopoaku (>13 MM), HEOOIBIIIONH KO-
HEYHOAMACTOINYECKUid pazMep 1 0obeM JIK,
TUTIOKMHE3UsT MEXKETyTOUYKOBOW Iepero-
POIKHM, HOPMO- WU TUTIEPKUHE3Us 3aaHeit
crenku JIK mepenHee cucToamyeckoe JBU-
JKeHUe MMTPAJbHOTO KiamaHa, CPeIMHHO-
CHCTOJIMYECKOE TIPUKPHITUE a0PTalbHOTO
KJIaliaHa, BHYTPUXKETYTOYKOBBIM TpagreHT
JaByieHus B rokoe 6osiee 30 MM PT. CT., IIpU
Harpy3ke — Oomee 50 MM pPT. CT., IIpOJIAIIC
MUTPAJIBLHOTO KJIallaHa ¢ MUTPAJIbHOI HeI0C-
TaTOYHOCTHIO. Ha pucyHke 2 mpencraBieHa
axokapauorpamma 6oapHoro ¢ I'KMII u BbI-
paxeHHo# nuddy3HOM (CUMMETPUYHOI) TH-
neprpodueit JIZK 6e3 cybaopTaibHOTro cTeHO-
3UPOBAHUSI.

B koHtekcre muddepeHunanbHOR auar-
Hoctuku ¢ TKMII HeobxomumMo paccMOTpeTh
TaKoe CPaBHUTEIHHO HEJTAaBHO OMKMCAHHOE 3a-
ooneBanme, kak cuaapoMm HJLK, xotopoe B
kinaccudukanuu EOK oTHeceHo K Hek1accu-
umposanabsiM KMIT.

Cunapom HJIK xapakrepusyeTcs: HaIu4u-
€M MHOTOYMCJICHHBIX TIEPEMbIYEK U TPaOeKyT
U MEXTpaOeKyIsIpHUX TOJOCTe MexXmy

Apwrmorennas KM MK Tuneprpoduueckas KM uHtepeana Q-T
C Pectpuktusras KMN Cungpom Bpyrapna KM
ePAEYHO-KOXKHbIE CUHAPOMbI
Cunapom HIDK KarexonamuHepruyeckas nonumopdHas
Cunapom HIDK !
XKenyAo4KoBas TAXMKAPAUS U Ap. T T } . ,
[vnepTpodnyeckas  [AunataumoHHas ApuTMoOreHHas PectpuktnBHas  Heknaccuduumpyemas
Ta6nuya 3. Knaccudukaums nepenunbix KM (AAC, 2006) | npaBoXeyAo4KoBas |
FeHeTnueckue CmeLuaHHbIe Mpuo6perteHHble | |
CewmeiiHas/reHeTn4eckn Hecewmeiinas/
Tuneprpoduueckas KM 06ycnoBneHHas HeoGycrnoBeHHas reHeTu4eckm
MuokapauTel (HeBoCnanuTenbHbie
Aputmorennas KMIM/gucnnasus KMn) | |
I I I I
KMnN Kmn 6
CrVIHAPOM HIDK ﬂepnuuuaf pecTpHKTHBHGSR ﬂocnep:::)::z K?Jln HenpeHTUhNULMpoBaHHbIN MoaTunbl 60ne3Hun Vpvonatuyeckas MoaTunbl 6051€3HM
JINKOTeHO3bl nedekT reHa
M HerunepTpoduyeckas KM KM, nhpyumpoBaHHas
MTOXOHAPUAbHBIE MUONIATUM o
Taxukapauen
Hapywenue ¢yHKLMN MOHHBIX Kmn iicC
KQHQNOB Y marepeit ¢ CAi Puc. 1. Knaccudmiaums KMI (EOK, 2008)
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HUMM, TIOKPBITBIX M3HYTPU B3HIOKApIAOM U
coenuHSOMMXcs ¢ monocteio JIK (puc. 2).
MHOXeCTBeHHbIE TepeMbIYKU-0aaKu (pop-
MHUPYIOT IIMPOKUI HEKOMITAKTHBIN ryOJaThIid
CJIOM CeplAeYHOM MBILILBI, B TO BpeMs Kak
CJIOI OTHOPOTHOTO UCTMHHOTO MMOKAp/ia UC-
TOHYEH ¥ MalopyHKIIMOHaIeH. Takast CTpyK-
Typa MUOKapja MPUBOAMT K OBICTPO HapacTa-
IOIIEeMY YXYIIIEHUIO COKPATUTETbHON (PYyHK-
umu JIZK ¢ BosHuKHOBeHMeM daTaibHoii CH.

H3zompoBanHast HeKoMIaKTHOCTB JIK s1B-
JIIETCSI OCHOBHBIM TMPU3HAKOM 3a00JIeBaHMSI
ceplia ¢ J0CTaTOYHO YETKUMU MOp(dOoIoru-
YeCKUMU M KIMHUYECKUMU TIPOSIBIICHUSIMH.
VBeauueHue ero 4acToThl B MOCTAEAHUE TObI
CBUJIETEJILCTBYET HE CTOJIBKO O IEHCTBUTEIb-
HOIi pacrmpocTpaHeHHocTH cuHapoma HILK,
CKOJIbKO O €ro HM3KOM BBISIBICHUN paHee:
KOHCTAaTUPOBAMCH JIUIIb OCTIOXXKHEHUS B TEP-
MMHaJIbHOM cTanuu. Jlaxke rmocyie BBeieHUs B
1990 romy TepMHUHA «HEKOMITAKTHOCTD JIEBOTO
KeJIynouka» 00 3TOi MaToJOTMK YacTo CO00-
IAJIOCh B KOHTEKCTE UCCIeTOBAHUI MPUIUH
BHE3aITHO CMEpPTH MallMeHTOB, (aTaTbHbBIX
KEJTYTOUKOBBIX apDUTMUI U CUCTEMHBIX TPOM-
003MO0IHIA.

I[To coBpeMEHHBIM MpPENCTaBICHUSIM,
cubapom HJIXK siBnsieTcst pesyisraTom Hapy-
IIeHUs] dMOpUOreHe3a Ha pPaHHUX CTaausIX
Pa3BUTHS 3apOJIbIlla, KOraa CEpIIe COCTOUT
13 HETUIOTHOM CeTOYKM TPYOJaThIX MbIIIeY-
HBIX BOJIOKOH (ry0uaThlii MUOKapnm), KOTO-
pBle B TIpoliecce Pa3BUTHS CEPACIHON MBIII-
LIl MOCTENEeHHO «cpacTaloTcs». [lpu Hop-
MaJIbHOM Pa3BUTUM 3MOpHOHA OOJIbIIINE TTO-
JIOCTU C CEeTKO Oalouek-TpadeKya yMeHb-
IarTCs M YIiomarTes ¢ (opMupoBaHUeM
KOPOHAPHOTO KPOBOOOPAIIEHMS, a TOBEePX-
HOCTb BHJOKapjaa BblpaBHUBaeTcs. Eciu
MPOLeCC Pa3BUTHS HapyIIaeTcs, OCTAalOTCS
coemMHeHMsT Mexay mosocthio JIZK 1 Mex-
TpaOeKyISIPHBIMU MOJIOCTSIMU. DTO U COCTaB-
JISET OCHOBY M30JMPOBAHHONM HEKOMITAKT-
HOCTU MUOKap/a.

Hnorma nexkommaktHocTh JI2K cBsI3aHa ¢
JIPYTMMU aHOMAJIMSIMU Pa3BUTHUSI, KOTOPbIE
BBI3BIBAIOT TOBbIIIEHWE aaBieHus B JIK.
B rtakux cinydasx riybokue TpaOGeKyJbl CO-
EIMHSIIOTCS HE TOJIBKO ¢ TojiocThio JIZK, HO 1
C KOpOHapHBIMU apTepusMu. [1omoOHbIe 13-
MEHEHMs Yallle BCTPEYaloTcsl y MalMeHTOB C
TeHETMYECKUMU 3a00JIeBAaHUSMU (CUHAPOM
bap3za, nuctpodus Dmepu-Ipeiicyca).

HJI2K moxeT HaOmonaThesd y JIIOAei pas-
HBIX BO3PACTHBIX KaTeTOPHii, HO MPEeUMYyIle-
CTBEHHO BCTpeYaeTCsl y IETeid 1 ULl MOJIOI0-
TO BO3pacTa.

HctunHas pacnpocTpaHeHHOCTb CUHAPO-
ma HJIK ne uzBectHa. [lannas KMIT Berpe-
qaetcs y 9,2-9,5% nereii ¢ AMarHOCTUPOBaH-
Hbeimu KMII. Cpeau B3pocioro HacejaeHust
3TOT TOKa3aTesib KoJjebJaeTcss B Tpeaenax
0,014-0,05%. B cBsI3u €O CIOXHOCTBIO aUar-
HOCTUKM M HEJIOCTAaTOYHOW OCBeIOMIIEH-
HOCTBIO Bpaueil 00 3ToM 3a00JieBaHMM CUHI-
pom HJIZK yacto ocraercst Hepacrio3HaHHBIM,
1 OOJbHOMY YCTaHABIMBAIOT OIIMOOYHBIN
JIMATHO3 (IUIaTallMOHHAS U TUTIepTpodudec-
kag KMII, ¢ubposmnacros, 3HIOMUOKAPI-
aJllbHbI (pUOPO3, MUOKAPIUT, TPOMOO3 MO-
noctu JIZK, nokanbHas runeptpodusi CTEHKU
JIK, PKMII, nepukapaur).

Dxokapaunorpad@uueckue KpUTepuu auar-
Hoctuku cuHapoma HJIIK mnpenmoxeHs
R. Jenni u E. Oechslin [5]. K HuM oTHOCSTCS:
yronmeHue cteHku JIK 3a cueT HeKOMITaKT-
HOTO CJIOSI C COOTHOIIIEHHEM HEKOMITAKTHOTO
CJI0S1 K UICTUHHO MBbIILIeYHOMY OoJiee 2; BU-
3yajau3alus Mpu LBETHOM KapTUPOBAHUU
IyOOKUX  MEXTpaOeKyJsipHbIX CHHYCOB
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Puc. 2. IxokapauorpaMma naumeHTa
¢ cummeTpuyHoi popmoint TKMI
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¢ TypOYJEHTHBIMU MOTOKAMU KPOBH, KOTO-
pble coennHsIoTCs ¢ rmosiocthio JIXK; Hannume
B nosioctu JIZK MHOXeCTBEHHbIX aHOMaJlb-
HbBIX Xop (3 1 Oosee); 3HAUNTEIbHOE CHIKE -
Hue cokpaTuTeabHoi pyHkumu JIK (puc. 2).

[TporHo3 601bHBIX ¢ cuHApoMoM HJLK 3a-
BUCUT OT 00BEeMa IMOPaKEHHBIX CETMEHTOB,
o01Ieit COKpaTUTEbHOM CITOCOOHOCTU MMO-
Kapya, BpeMeH! BO3HUKHOBEHMUS U CKOPOCTH
HapacTaHUsI CUMIITOMOB CepIeuHOI HeaoCcTa-
toyHoctu (CH). OcobeHHO HeGmarompusT-
HOe TeueHHWe y TMalMeHTOB ¢ (pakuuei
BeIOpoca (DB) Hike 35%.

Xotsg HJIK BmepBbie ObLI OmucaH OKOJIO
25 neT Hazaj, 10 HaCTOSILEro BpeMeH! He OI1-
pefieieHO OTHOIIIEHUE K 3TOM MaToJOTUU Ha
obuIMaTLHOM YPOBHE, HE YTOUHEHBI BOITPO-
Cbl TEPMUHOJIOTUU U Kiaccudukauuu. Peko-
MeHIAIK TI0 TUarHOCTUKE Y JICYEHUTO SBJISI-
J0TCSI HE CHCTEMaTU3MPOBAHHBIMU U HE
KOHKDPETHBIMM, B CBSI3M C YeM 3aboyieBaHUe
PEAKO TMATHOCTUPYETCS M 4acTo HeajeKBar-
HO JICUNTCS.

0:00:00.42

Puc. 3-4. HNX B yeTbipexkamepHo# no3uuum (cnesa)
1 B nonepeyHom cevennm JIX (cnpasa)

s JKMIT xapakrepHbl autatanust JIK ¢
€ro Mporpeccupyroleid CUCTOIMYECKON auc-
(yHKIIME# ITPU OTCYTCTBUM reMOIMHAMUYEC-
KO Tieperpy3Ku (apTepuaibHasl TUTEPTeH-
3usl, KJIaraHHasl MaToJI0Tus) UM UllleMUYec-
kast 6ose3Hb cepaua (MbC), koropeie Mo
Obl BbI3BaThb TaKOE€ HapylleHUe T100aJbHOMI
cokpatutenbHoi dyHkimu JIK.

Pacnpocrpanennocts JJKMII HeusBect-
Ha, TIOCKOJIbKY JI0 CUX TTOp OTCYTCTBYIOT YeT-
KWe KPUTEPUU €€ TUarHOCTUKH, YTO 3aTPyI-
HSIET MPOBeIeHUE IMUISMUOJOTMYECKUX HC-
cyefoBaHUiA. 3a001eBAEMOCTb KOJIEOETCs OT
5 1o 10 yenosek Ha 100 ThIC. HaceIeHUs B TO/.
JKMII B 2-3 pa3a yaie BCcTpedaeTcs y MyX-
yrH, 0co0eHHO B Bo3pacTe 30-50 neT. OmHako
MOCKOJIbKY Y 4YacTU OOJIbHBIX KIMHUYECKUE
MPOSIBJIEHUST OTCYTCTBYIOT, PaclpoCTpaHeH-
HOCTb 3TOTO 3a00JIeBaHUsI, BEPOSITHO, BBILIIE.
AKMII — Hanbosee yactasg mpudMHa Iopa-
JKEHUsT MMOKapaa y Monoasix (>25% ciyya-
eB). bonbabie ¢ JIKMIT cocraBnstior ot 26 1o
60% Bcex 6ombHBIX ¢ KMIT.

B OoaplMHCTBE cjy4yaeB 3TUOJIOTUIO
JKMIT yctaHoBUTH He ynaeTcsl (Mauonaru-
yeckas ¢opma JKMIT). TpumepHo y 20%
0OJIbHBIX 3a00JI€EBAaHUE ACCOLIMUPYETCS C Te-
peHeCceHHBIM paHee WH(MEKIIMOHHBIM MHO-
kapauTtoM. CUHMTAIOT, YTO BO3AEHCTBUE Ha
MUOGUOPUIUTBI TIEPCUCTUPYIONINX B OpTa-
HU3Me MHQEKIIMOHHBIX areHTOB (B IEPBYIO
ouepeab SHTEPOBUPYCOB), B TOM YMCIE
BKioueHue BupycHoit PHK B renetnueckuii
anmnapaT KapJAMOMUOLIMTOB WJIU BJIUSHUE
«3aNyIIeHHOTO» BUPYCAaMU ayTOMMMYHHOTO
npolecca, BeAeT K MOBPEXAEHUI0 MUTOXOH -
puil 1 HapyIIEHUIO SHEPreTMYeckoro MeTa-
0ou3ma KiaeTok. Hepenko oOHapyXuBaroTCs
BBICOKME TUTPBI KApIUOCTIEU(DUIECKUX ayTO-
AHTUTENT K MMO3WHY TSDKENbIX LeTIel, aKTHHY,
TPOMOMUO3UHY, MUTOXOHAPUATbHOM
MeMOpaHe KapIMOMUOIIUTOB, YBeJIWUeHUE

—o—
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LIUTOKMHOB B KPOBU, YTO JOKA3bIBAET OCHOB-
HYIO POJIb ayTOMMMYHHBIX HApYILIEHUTA.

Cewmeiinast JIKMIT cocrabnsier okojo 20-
30% Bcex cimyuyaeB 3aboneBaHus. I[IporHos B
9TOM cllyyae, Mo-BUAMMOMY, OCOOEHHO He-
onaronpusTHbiit. B BosHukHOBeHUM JKMIIT
BaXHYIO pPOJIb MIpaeT TakXke IeHeThuecKast
npeapacronoxkeHHocTb. Cemeilinble JKMII
BcTpevarorcsl puMepHo B 10-15% ciyuaes
3a0osieBaHus. 17151 HUX XapakTepHO ayTOCOM-
HO-TOMWHAHTHBI  TUT HacJaeqoBaHUs.
VY yactu 6onbHBIX JIKMII oOHapykuBaloTcs
takke rarutorurnsl HLA B27 u HLA DR4.

OKMII, kak npaBuiao, MaHU(ECTUPYEeT B
Bo3pacte 20-50 jreT, ogHAKO MOXET BCTpe-
qaThbCs y IeTel 1 MOXWIBIX Trofeii. Hanbonee
YacThIM KJIMHUYECKUM MPOSIBJICHUEM SIBJISIET-
cst CH (75-85%). Tlpu aTOM B MOMEHT ycTa-
HOBJIEHUS 1rarHo3a y 90% malueHToB ompe-
nenstercst yxe II-1V @K xponuueckoit cep-
neunoit HemocTarouHoctu (XCH) mo NYHA.
JIOMUHUpPYET CUMITOMAaTUKA JIEBOXETYI0Yu-
koBoit CH — cHmxeHMe iepeHocuMocTu (pu-
3UYECKOI Harpy3ku, Mporpeccupylomias
OJIBIIIIKA, BIUIOTH IO OPTOITHO3 U CepACYHOI
acTMbl. beccuMIToMHas KapIuoMeraius Bbl-
apisiercst y 4-13% GoapHbIX. C mporpeccupo-
BaHueM 3aboyeBaHus cumnromarnka XCH
nostBJIsIeTcst Y 95% OOJbHBIX.

K HanbGosee xapakTepHbIM 3XOKaparorpa-
¢uruyeckum mnpuzHakaM IKMII otHocutcs
BbIpaxkeHHas auatauus JIZK co cHukeHuem
OB (Huxe 30-20%) mpu HOPMATBHOM TOJ-
IIMHE CTEHOK. 3aYacTylo OTMEYaeTcsl TOTallb-
Hasl Kapauoauiatanus ¢ qubdOy3HbIM THITO-
K1He30M cTeHoK JIZK, 3HaunTeIbHOe CHIKE-
HME CKOPOCTH KPOBOTOKA B BOCXOJISIILIEM OT-
nesne aopThl U BhiHOCsIEM TpakTe JIZK. Kak
MpaBWJIO, CJEACTBUEM IWJIaTallUM KOJIeL]
MUTPAJILHOTO, a TIOTOM ¥ TPUKYCITAAATBHOTO
KJIAMaHOB SIBJISIETCSI MX TMPOTrpeccupylolast
HEIOCTaTOYHOCTb Ha ()OHE MHTAKTHBIX CTBO-
pok. Hepenko Bu3yanu3upyroTcst BHyTpUCep-
JIeYHble TPUCTEHOUYHBIE TPOMOBI, CHUHIPOM
CTMIOHTAaHHOTO KOHTPAaCTUPOBAHUSI.

Puc. 5. ToranbHbii runokutes creHok JIXK Ha poHe
aKkmn

B nocnenHee necaruierve KOHTUHIEHT
6obHBIX JIKMII cyiiecTBeHHO M3MEHUIICS.
Bospocio yncio 60JbHBIX ¢ JOKIMHUYECKH-
MU U CYOKJIIMHUYECKUMMU TIPOSIBJICHUSIMU 0O-
JIE3HU.

CJI0XHBIM 9TarioM TUATHOCTUKU SIBJISIETCS
nuddepeHumanbHas quarnoctuka JKMIT u
uiemuyeckoit KMIT (MKMIT). JaHHble 3a-
OoJieBaHMSI TIPU CXOTHOM KIMHUYECKON W
9X0Kapamorpaduueckoit KapTuHax MpUHIIN-
NMUAJTbHO pa3HSTCS B JICYEHUH, YTO CYIIECT-
BEHHO BIIMSIET Ha uX Iporao3. Xors MKMII
HMMEET CMOPHOE MPEICTaBUTENLCTBO B COBPE-
MeHHOI Kimaccudukamnmu KMII, nanHoe ma-
TOJIOTUYECKOE COCTOSIHUE IO TeMOIMHAMUKE
sisiercst Bece-Taku KMIT (kapanonunaranus
+ BbIpaXeHHasi cucToJIMYeckass AuChyHK-
1Ms1), TIOTOMY IO MPaBy MOXKET ObITb Mpem-
CTaBJieHa B JaHHOM 0030pe.

MKMII — nartosiornyeckoe COCTOsSIHUE
MMOKapjia, OOYCJIOBJIEHHOE KOMILJIEKCOM
nu¢hdy3HBIX MOPGODYHKIIMOHATBHBIX HApy-
IICHUI, Pa3BUBAIOIIMUXCS B pe3yJIbTaTe Xpo-
HMYECKOH 1 3MU30[0B OCTPOU UILIEMUN MUO-
Kap/a, OCHOBHBIMU MIPOSIBJIECHUSIMUA KOTOPOTO
SIBJISIIOTCSL AWJIATallMs KaMep cepaiia U CUMII-
tomokomieke XCH.

Bonpnbie MUKMII coctaBisior okoio 5-8%
OT O0I1IET0 KOJTMYECTBA MAllMeHTOB, CTPaato-
IUX KJIMHUYECKHU BBIPaXXEHHBIMU (hopmMaMu
UBC. Cpemu Bcex KMII na momo MKMII

-

npuxogutcsa 11-13%. MKMII Bcrpeuaercst
MPEerMYIIECTBEHHO B Bo3pacTe 45-55 ner,
cpeau BceX OOJIbHBIX MYXXUYMHBI COCTABIISIIOT
90%.

B craHOBAEHMM W TPOTPECCUPOBAHUU
MKMII BaxHasi poib OTBOIWUTCS HaXOHs-
LIXMCS B TECHOM B3aMMHOM CBSI3M Ipolieccam
MOCTUH(APKTHOTO PEMOIEIMPOBAHUS, TH-
OepHalMU U OTJIYIIEHUS] MUOKap/a.

[GepHalMsi MUOKapaa XapaKTepu3yeTcs
OTrpaHUYEHHOM COKPATUTEIbHOI (PYHKIIMEH B
KMBOM TKaHU. DTa OUCOYHKLUS CIIOCOOHA
TTOJIHOCTBhIO HOPMAJIM30BAThCSI TPU BOCCTa-
HOBJICHUM KOPOHAPHOTO KPOBOCHAOXEHUS.
[uGepHalusi — aganTUBHBIA aKTUBHO-pPEry-
JINPYEMBIii TTPOLIECC CHUXXEHUST COKPATUTENb-
HOI (DYHKIIMKM MUOKapaa MpornopLuoHaIbHO
CHIKEHUIO KPOBOTOKA, KOTOPBII TTO3BOJISIET
MpeaynpexaaTb pa3BUTHe B KJIETKAX UIIEMU-
YECKOTO TOBPEXACHUSI. DTO TPUCITOCOOU-
TeJIbHAsl peakiusi, MpU KOTOPOU (yHKIIUS
CepIIeYHON MBIIIIBI CHUXKAETCS 10 TaKoi
CTETIeHU, UTO IOCTUTAETCS] PABHOBECUE MEX-
Iy IOTPEOHOCTSIMU MUOKap/ia B KUCIOPOJIE U
JTIOCTaBKOW €ro KPOBbIO MOCPEACTBOM KOJJIa-
TepaJbHOr0 KPOBOTOKA, Oyaroiapsi yemy OT-
CYTCTBYIOT CUMIITOMbI U TPU3HAKU UIIEMUU
MUOKapa W He DPa3BUBAETCS OCTPHIM WH-
(apkr muokapaa (MMM). B Hacrosiiiee BpeMst
HE WCKJIIOYAeTCs, YTO YacTble JIUTEJIbHbIC
3MU30/bl UILIEMUU MOTYT BbI3bIBATH JET€HE-
paTUBHbBIC U3MEHEHUS B KADAMOMUOIIUTAX U B
UTOre TUOEb KJIETOK Yepe3 MEXaHU3M aroll-
TO3a C MOC/eayIoUIMM 00pa3oBaHueM pyolia.
OCHOBHBIMU KJIMHUYECKMMU TPU3HAKAMU
rMOEepHUPOBAHHOTO MUOKapAA SIBJISIOTCS OT-
CYTCTBME KJIMHMYECKUX M 3JIEKTPOKAPAMOT-
paduyecKkux MpOsIBICHUIN UILIEMUU MUOKap-
Jla, HapylleHWe COKPATUTEIbHOM (YHKIIUU 1
obpatumocTh auchynkmu JI2K.

OT rubepHUpPYIOIIEro cleayeT OTJINYaTh
TaK Ha3bIBAEMbI OIJIYIIEHHBII MMOKapa —
COCTOSIHME MOCTULIEMUYECKOU TUChOYHKINUU
JI2K, xoTopoe coxpaHsieTcs 1ocie pernepdy-
31U, HECMOTPS Ha BOCCTAHOBJIEHME KOPOHap-
HOT0 KPOBOTOKA U OTCYTCTBHE HEOOPATUMBIX
“3MeHeHul B Muokapae. OriyleHHbI MUO-
KapA OTJIMYaeTcsl OT TMOEPHUPOBAHHOTO OT-
CYTCTBMEM HapyllIeHU I KOPOHAPHOTO KPOBO-
oOpalleHUs B YCJI0BUSIX MOKosI, oT UM — ort-
CYTCTBHMEM HEOOPAaTUMBIX U3MEHEHUI B MUO-
Kapje.

UKMII xapakTtepusyeTcsl AugaTaluei
nipexxie Beero JIXK, a B O3MHUX CTaausIX — U
JIPYTUX Kamep cepalia, MpOorpecCupoBaHUEM
CH nio Ty cUCTONIMYECKON U AMACTOINYEC-
kol muchyHkumii. Kak mpaBumio, mpu
UKMII pemonennposanue JIK npoucxonut
MEJJIEHHO, B TeUEHUE JUIUTEIbHOTO BPEMEHH,
IIPU 3TOM BKJIIOYAOTCS JOJTOCPOUYHbIE KOM-
TIEHCATOPHBIE MEXaHMU3MBbI, TIOCTETIEHHO yBe-
JINYUBAIOTCS KaMephl Cep/ilia, U3MEHSIETCS UX
reoMeTpusi. OOBIYHO OHa TMPOTPECCUPYET
MeJIJIEHHO, BHaYaJjie MPOTeKaeT Mo JIEBOXEIY-
JTOYKOBOMY TUITY U JIMLIb B TIO3IHUX CTaIUSIX
CTAaHOBUTCSI OMBEHTPUKYJISIPHON. Y HEKOTO-
PBIX OOJBHBIX C OCTPBIM OOIIMPHBIM Q-WM
MPY TIPOTPECCUBHOM JI€3a/IalITUBHOM pPEMO-
JIeIMPOBAHUU IIPOUCXOAUT ObicTpoe (3-6 Mec)
pacimperue mnojoctu JIK, cHukaercst ero
COKpaTUTesIbHas CIIOCOOHOCTD, (hopMuUpyeTcst
NKMII.

XapakTepHbIMU MOP®HOJTOTUIECKUMU
npusHakamu MKMII sBasioTes yBennueHue
Macchl cepana (500-700 1), OMBEHTPUKYIISIP-
Has nunarauust, muddys3Hoe Tsxenoe aTepo-
CKJIEPOTUYECKOE MOPAXEHNE BEHEYHBIX apTe-
puii, AUCMPOMOPIIMOHAJILHOE MCTOHUYEHUE
CTEHOK JIeBOro esynouka. Hecmorps Ha
YBEJIMYEHNE MACChI CEPALIA, TOIIINHA CTEHOK
B 30HAX OTCYTCTBUSI HEKpo3a U Gpudbpo3a, Kak
npaBuio, He npeBbimaet 11 M. I1pu nccne-
JIOBAHUYM BEHEUYHBIX apTepUil BBISIBISIETCS WX
BbIPaXXEHHOE aTepPOCKIEPOTUYECKOE MOopaxe-
HME C 30HAMM CTEHO30B M OKKJII03uu. Tumu-
YeH KpYMHOOuYaroBslii, 1uddy3HbIil 1 3amec-
TUTEJbHBI PrOPO3 MUOKapaa. YIBTpacTpyK-
TYpHbIE U3MEHEHUSI B KapAMOMUOLIUTE TPU
MKMII BkitoyaoT moBpexaeHue Muohuo-
pWJUI, UX pacrai, oyaru HenpoayKTUBHOU
BHYTPUKJIETOUHOU pereHepalud W Hapy-
LIICHWEe OpPWEHTAIlMM HOBOOOPAa30BaHHBIX U
MOBPEXIEHHBIX MUODUOPIILIL.

IIponoskeHue Ha cTp. 54.
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H.1O0. OcoBckas, o.M.H., npodeccop, BUHHULKMIA HOUMOHANBHBIA MEAULMHCKUIA YHUBEPCUTET

uM. H.U. Muporoea

Kapguomuonamuu: OCHOBHBIE NPUHIUNDI
Knaccupuxkauuu u guaznocmuxu

IIponomxkenue. Havano Ha ctp. 50.

K ocobennoctsim anamue3a npu MKMII
OTHOCATCSl TpeAllecTByole (B OOJbIIMH-
ctBe caydaeB) passutuio XCH anuzonst cre-
HOKapauu, HaJau4ue ogHoro muiau 6ojgee UM,
B mnepBylo ouepeab Q-WM, Bbicokasi ckKo-
pocTh HapacTaHus siBaeHuit XCH.

B ycioBusiIX pa3BepHYTOI KIMHMYECKOM
kaptuael KMII muddepenumanbaasg muar-
Hoctuka Mexay AKMIT u MKMII 3atpynHu-
TenbHa. Takve TpU3HAKM, KaK Kapauomera-
JIMs, HapylIeHWs CerMeHTapHOW CcOoKpaTu-
MOCTH, pYOLIOBbIE M3MEHEHUsI B MUOKapje,
Hapactatoniass CH, moryT BcTpedaThesl Kak
npu IKMII, tak u y nmauuentoB ¢ UBC.
B muddepenmanbHoil nuarnoctrke ¢ JJKMIT
WCIIOJB3YIOTCS OOJbIIME AMAarHOCTUYECKUE
kputepuun MKMII: nokyMeHTUpOBaHHBIN
MM B aHamHe3e; BOCIIPOM3BOAMMAST UILIEMMUS
MHOKapaa (B MpOILJIOM/HacTosIeM, c¢/6e3
cTeHoKapauu), moarBepxaeHHas OKI,
OxoKT, cuuHTurpadueit; KopoHapHast aHTH-
orpausi co CTEHO30M XOTs Obl ONHOW U3
[JIaBHBIX KOPOHApPHBIX apTepuii Oonee 50%,
1 GY3HBIM  KapaInocKiIepo3oM. JlaHHbIe
KPUTEPUM JISTUTUMHBI TOJBKO TPU KIMHU-
yeckux npusHakax XCH III-IV ®K. Yacrora
TPOMOOIMOOIMUYECKMX OCTOXKHEHUI TIpH
HMKMII HeckonbKO HUXE, YeM B cjaydae
JKMIT (40 potus 60%).

K BcmomorarensaeiM KputepusiMm MKMII
OTHOCSITCSl TaK Ha3bIBAGMbIi WIIEMUUYECKUIA
anamHe3 (y 30-35%), caxapHblii 1uabeT, Ky-
peHue, apTepuanbHasi TUTIEPTEH3Us, TUCITHU-
MUAeMMs, TPU3HAKKM aTepockieposa nepude-
PUUECKUX apTepHii, MPU3HAKK a0PTOCKIIEPO-
3a, aHeBpU3Ma JII0OOTro OT/eNa a0pPThI, MPU3-
HaK¥ KaJbLIMHUPYIOLIEH O0JIe3HU cepaiia.

DxokapanorpauuecKUMu MpU3HAKaMU
UKMII saBnsioTcst: yMeHBIIEHUE CHUCTOJH-
4eCcKOoro yrouieHus cteHoK JIZK, rmobanbHast
nunarauust JIK, Hanmmyue yMepeHHO Wiu
BbIPaX€HHOW MMTpPAJbHOM peErypruTaluu.
HawnbGonee paHHUIi, YyBCTBUTEIbHBIN U CIIe-
IMOUIHBIA TTPU3HAK WIIEMUU — yMEHbIlle-
HUE WY MTOJTHOE OTCYTCTBUE CUCTOINYECKOTO
VTOJIIIEHUST UIIEMU3UPOBAHHBIX CETMEHTOB
muokapza (puc. 6). HopmanbHO KpoBoCHa0-
>KaeMblii MHUOKapj B CHCTOJIY YTOJINAETCS,

Puc. 6. AKuHe3us, UCTOHYEHUe, OTCYTCTBUE
cucTonM4eckoro yronuweHnus saaxeii crenku JDK
(aneBpuzma)

TOra Kak Mpu rMOepHalvu, OTIYLIEHUU WK
nHpapkTe (Kak OCTpoM, TaK U MpU pyOlieBa-
HMM) MOXHO HaOJIIOaTh OTCYTCTBUE YTOJILIE-
HUS WM CUCTOJIMYECKOE UCTOHUYEHUE CTCHKMU.
[obanbHOE CHIKEHME COKPATUMOCTH M TUJIa-
taumst JIXK ykaspiBaeT Ha UILIEeMUIO MUOKap/a,
OJTHAKO SIBJISIETCSI TIO3AHMM, HU3KO YyBCTBU-
TeJIbHBIM U HeCTeUU(MUUHBIM €€ MPU3HAKOM.
[Ipy nokazaHHOI WIIEMUYECKOW TPUPOIE
XCH, Hammpumep 1o JaHHBIM KOPOHAPOAHTHO-
rpaduu, 3To0 HaubOJIEe YaCTO BCTPEYAOIIMIACS
1 moctoBepHbIii mpu3Hak MKMIT.
CreacTBUEeM UIIEMUU WK PYOLIEBaHUS SIB-
JIIETCSl HapyllleHWe COKPaTUTEIbHON (hyHK-
uu JIZK Kak TJoKajgbHOTO, TaK U IJ1I00aJIbHOTO
xapakrtepa. [UMokuHe3unW dYacTo ObIBAIOT
WIIEMUYECKOTO TeHe3a WM CBSA3aHbl C He-
OOJIBIIMM MO BeJMYMHE PYOILOBBIM Kapauo-
CKJIEpO30M; aKMHE3UM OOYCIOBJIEHBI, KaK
MPaBUJIO, HAJTMUMEM OOIMPHON 30HbI MOCT-
MHGpAPKTHOTO KapauoCKiIepo3a, a JUCKUHEe-
3UM SIBJISIIOTCS XapaKTepPHBIM TPU3HAKOM
aHeBpusMbl JIXK (tab6u. 2, puc. 1, 2).
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UKMII He saBasiercss paHHei cTamuei
MNBC u nuarHocTupyeTtcs, Kak paBuIo, pu
Hamnmuuu cuHapoma 3acroitHoii XCH. [lua-
rHo3 UKMII cBUaEeTeNbCTBYET O NTUTEIbHOM
aHaMHe3¢ WJM/U MAacCCUBHOM IOpaXeHUU
KopoHapHoro pycia. OCHOBHBIM METOIOM
BepudUKaIMU TUarHo3a SBJISIeTCS KOpOHa-
poaHruorpadusi.

PKMII — penko BcTpeyaroleecs nmopaxe-
HME MMOKapja, MPUBOJsIEe K HapyIIEHUIO
HAITOJIHEHUSI OIHOTO WJIK 000MX KeJTYTOYKOB
1 YMEHbILIEHUIO UX JIMACTOJIMUYECKOTO 00beMa
MPU OTCYTCTBUU U3MEHEHUI TOJIIMHBI MUO-
Kapnia.

PKMII — cobupaTenbHOe MOHITHE, KOTO-
poe BKJIIOYAET HECKOJIbKO 3a00JIeBAHMIA:

— DO3MHOMWIBHBIN (HUOPOILIACTYECKUIA
napueTanbHblii dHI0KapauT Jledduepa;

— 9HIOMMOKapAUATbHBIN HrOpPO3;

— (ubp0o371aCTO3 HOBOPOXKACHHBIX 1 AeTei
MJIAJIIIETO BO3PACTa;

— adpukaHckas ooautepupyomas KMII.

OO0benMHSIONUM TTPU3HAKOM 3TUX 3a00-
JIEBAHUI, TIO3BOJISIIOIIMM pPacCMaTpUBaTh WX
KaK OJIHY HO30JIOTUYECKYIO €MHMUILY, SIBJISIeT-
Csl paclpOCTPAaHEHHBIM MHTEPCTULIMATbHBIN
(pubpo3, pu KOTOPOM B IPOIIECC BOBJICUEH
MUOKap/ BCex KaMep cep/la.

PKMII yacto BcTpedaeTcss B CTpaHax ¢
TPOMUYECKUM KIMMATOM, HOCUT KaK Haclie-
NCTBEHHBI, TaK M BTOPUYHBINA XapakKTep
(HampuMep Tpu MHGUIBTPATUBHBIX CHUC-
TeMHBIX 3aboyieBaHusIX). Hambosnee yacroit
npuuuHoit PKMII gBnsgercs amuinonmos.
Pexe paszsutue PKMII obycnoBieHo cap-
KOMJ030M, TeMOXpPOMAaTo30M, 00JIe3HbIO
®abpu. PKMII Moxer pa3BuBaThCs B pe-
3yJbTaTe HEOJIaronpusTHOTO BO3IEHCTBUS
(pakTOpOB BHEIIHEH Cpenbl (pa3IMIHbIe BU-
Il OOJIy4eHMs) WM KakK CIeJCTBUE MeTa-
craTudeckoro mpoiecca. CemeiiHast ¢opma
PKMII Bcrpeuaercss B 10-12% cayyaeB u
XapaKTepu3yeTcsl TOJIMTEHHOCThIO Hacle10-
BaHusg. PKMII moxeT HOCUTh 1 uanonatu-
YECKUI Xapakrep.

[Tarorenez PKMII B 3HauuTenbHOI cTeme-
HU 3aBUCUT OT XapaKTepa OCHOBHOIO 3a00sie-
BaHusl. [Ipu s03nHODUIBLHOM (hubpoIIacTH-
YecKOM MapueTaJbHOM 3HIoKapauTe Jled-
(nepa Bemy1iasi poJib MPUHAMICKUT HapyllIe-
HUSIM MMMYHHOTO OTBETa C TUIEP303UHO-
(unbHbIM cuHapoMoM. [Ipu 3TOM HabMOna-
eTcss MHGWIBTpalus JAeTrpaHyIupOBAHHBIX
903MHOMUIOB B 9HI0- U MUOKap.. [derpaHy-
JILMS 903MHO(DUIIOB COTIPOBOXKIAETCS BhIIE-
JIeHWeM OMOJIOTMYEeCKU aKTUBHbBIX BEIECTB,
OKa3bIBaIOIIMX MMOBpEXIaloIIee IeHCTBUE Ha
KapAMoMuoLUThl. B mocnenytoiiem Hadso-
naercst pa3Butre pudbposa ¢ yTOIIEHUEM 3H-
nokapna. Hanuuue ¢ubposa oOycioBiuBaer
MOBBILIEHUE KECTKOCTU MUOKap/ia U Croco0-
CTBYET Pa3BUTHIO HapYyILIEHUI TUACTOJINYeC-
ko1 dynkuuu JI2K. Hapymenue pacciabie-
HUSI TIPUBOIUT K COKpAILEHHIO Teproja Ha-
TOJIHEHUS KEJIYI0UYKOB, TMPEUMYIIECTBEHHO
3a CYeT BTOPOW (ha3bl (PECTPUKTUBHBIM THUIT
nuacTtonnyeckoit nucynkuun). B pesyssra-
T€ 3HAYUTEJbHO CHUXAIOTCS KOHEUHBIN
IAACTONMYECKUI M YIapHBIii  0OBEMBI.
YMeHbllIeHUEe  KOHEYHOAMACTOJUYECKOTO
o0beMa yBEJUYMBAET HArpy3Ky Ha Ipeicep-
TIUSI C Pa3BUTUEM WX TUTIEPTPODUM, YTO TIPU-
BOIUT K KIMHUYECKUM TMPOSBICHUSM Ou-
BeHTpuKyisipHoit CH.

BonbHble MpeabsaBIsSIOT Xaa100bl Ha BhIpa-
SKEHHYIO OJIBIIIKY M ¢J1a00CTh TIPpU MaJsleiIeit
Harpyske, repudepuyeckue OTeKu, YyBCTBO
TSKECTU B MPaBOM MoApedepbe, yBeIUYeHUe
pa3MepoB kuBoTa. OOBEKTUBHO MTPU OCMOTPE
oOpairaeT Ha ce0s BHMMaHHME HaOyxaHue
IIEHHBIX BEH, HECOOTBETCTBUE MEXIY TSI-
xkecteio CH u oTcyTCTBHEM KapauoMeTaauu.
HapyueHnue nuactonuyeckoro pacciabie-
HUS TIPUBOJUT K YBEJIWUYEHUIO TIPEACePANil 1
CO3/1aeT OJIArONPUSITHBIE YCIOBUS ISl pa3BU-
TUSI CYMPaBEHTPUKYJISIPHBIX HAPYIIEHU I PUT-
Ma. [ToaTomy yacTo HabIIOAAIOTCS TIPEaCePI-
HbIC apUTMUM, B TOM YHCJIE U MepliaTesbHasl.

—o—

[MopaxeHue XeaymoukoB € OTJIOXEHUEM
203MHODWIOB, Cy0AHAOKAPAUAIbHBIM (hUO-
po3oM, (ukcanmeit K 3HI0KApAY MHOXECT-
BEHHBIX TPOMOOB € MX BO3MOXKHOM NaibHe-
1Iell opraHu3alueil co3naeTr 01aronpusiTHbIE
YCJIOBUSI JUTSl PA3BUTHS KEJTYTOUYKOBBIX Hapy-
LLIEHWI pUTMa, KOTOPHIE ellle 0O0JIblIe yCyryo-
JISIIOT HApYIIEHUSI TeMOAMHAMUKH.

IIpu BxoKI npu3Haky AumaTaluy v TUTIEP-
TpodUU XKeTyI0uYKOB OTCYTCTBYIOT, COKPATH-
TeJIbHasl CITOCOOHOCTh cep/lla He HapylleHa.
TlonocTH XKeTy10YKOB MOTYT OBITh YMEHBIIIE-
Hbl 3a CYeT OOJMTEpalUM BepXyLIEUHbIX
cerMeHToB. MoryT onpeaensitbcs MpucTe-
HOYHbIE TPOMOBI. YBeIWUeHUe Tpeacepauit
MOXET TIPUBOJUTH K PA3BUTHUIO HENOCTATOY-
HOCTU TPUKYCIUAAILHOTO M/WJINM MUTpPasb-
Horo kianaHos. [Ipu nonmiepoBckoM uccie-
JIOBAHUM TPAHCMUTPAIBHOTO TMOTOKA BbISIB-
JIIeTCSl PECTPUKTUBHBIM TUIT HapyLICHUS
nuacToandeckon pyHkuuu (puc. 7).

Puc. 7. 3HauntenbHoe yBenuueHue npeacepaui npu
HOPMAnNbHOM pasmepe XenyaoukoB Ha poHe PKMI

[TporHo3 3a0o0sieBaHMsT HEOJATOTIPUSTHBIN
(cMepTHOCTD B TeueHue 5 et — 10 70%) u B
3HAUUTENILHOM CTEMEHM 3aBUCUT OT OCHOB-
HoM mpuuuHbl pa3Butuss PKMII.

ApUTMOTEHHast MPaBOXeNTyI0YKOBasI
KMIT/aucnnaszus (AITXKK) — 3abosneBaHue,
XapaKTepu3ylolieecs: MPOrpecCUpyIomum 3a-
MeIlleHWEeM MHOKapja MpPaBOro Xeayaouka
(IT2X) coemmHUTENbHON WIM KHUPOBOI
TKaHbIO C PEIKUM BOBJIEUEHUEM B MPOILIECC
muokapna JIZK.

AILKK BcTpedaeTrcss D1OCTaTOYHO PEaKoO
(1:5000 cimyuaes, yailie y MyXXYUH B BO3pacTe
1o 40 neT) u mpencTaBisieT cobolii 3aboseBa-
HME HEM3BECTHOI 3TUOJIOTUH, KOTOPOE YacTO
MMeeT CEeMEUHBINM XapaKTep C ayTOCOMHO-
JOMUHAHTHBIM TUIIOM HachenoBaHus. Kiu-
HUYECKUe TIPOSIBJICHUS 3a00IeBaHUS 3aBUCST
OT XapakTepa U cteneHu nopaxenus 1K u
MOTYT BKJIIOYaThb CHMIITOMBI, CBSI3aHHBIE C
apuTMUel U 00YCTIOBJIEHHBIE TIPABOXKETYI0U-
KOBOIl HenoCTaTOYHOCThI0. MHOTIA MepBbiM
MPOsIBJICHNEM 3a00JieBaHUsST SIBJISICTCSI BHeE-
3amHasi apuTMuyeckas cMmepth. Crenudu-
YECKUX KIMHUYECKUX TIPU3HAKOB TMpPU
ATTXKK Her.

Cpenu HapylIeHUI puTMa HanboJjiee 4acTo
BCTpeyaeTcsl TPaBOXETyIOuKoBash 3KCTpa-
CUCTOJIUSI, TMPUYEM YacTOTa SKCTPACUCTOJ
MOXET K0Je0aTbcsl OT eNMHUYHBIX 10 Oure-
MUHUU, XKETYTOUYKOBON TaXUKapIUK. DIN30-
JIbl XKEeJTyJ0YKOBOM TaXMKapauu MOTYT OBbITh
Kak OeCCUMIITOMHBIMUA MM MaJOCHMITTOM-
HBIMM, TaK U COMPOBOXAATHCS HAPYLIEHUSMU
TeMOJIMHAMUKY, B TICPBYIO OUepeb YXY/IIe-
HHMEM MO3TOBOTO KPOBOOOpAILIEHUSI C pa3BuU-
THEM TIPECUHKOMAJbHBIX M CHHKOTAJIbHbBIX
COCTOSIHMIA. B cityyae HapyIlieHHs cOKpaTu-
tenbHOM (yHkuuu 12K Ha mepBblii TU1aH BbI-
XOJISIT CUMIITOMBI TTpaBoxenynmoukoBoit CH.

HMuarno3 AITZKK ycTaHaBiauBaeTcsl Ha oc-
HOBaHUU CTPYKTYPHBIX, TUCTOJIOTUYECKUX,
2JIeKTpoKapauorpauieckux (apuTMum) u
reHetnueckux akropon. Onpenenuts GPyHK-
LIMOHAJIbHBIE W CTPYKTYPHBIE TOBPEXKACHUS
MO3BOJISIIOT uccienoBaHusi — OxoKI, aHruo-
rpadus, SAMP ¢ Tomorpadueir unu pamuo-
HYKJIMIHOE UCCIIeI0BaHUE.

[Tpu sxoxapauorpaduyeckomM uccienaoBa-
HHUM 0OHAPYKMBAIOTCS MPU3HAKK TTOPAXKEHUS
[T2K: yBenmueHue 1MosocTy, HaJIMuKue 30H T'i-
1o- 1 akuHe3un (yJacTku ¢hudpo3a 1 XKupo-
BOTO TEPEPOXAEHUsSI), CHUXKEHUE TI00ab-
HOI COKPAaTUTEIbHOM CIIOCOOHOCTH, HATMYKe
aHeBpU3MaTUYEeCKUX BBIIAYMBaHUA. B pe-
3yJIbTaTe HAPYIICHUS IMAaCTOJTMUECKO (PyHK-
muu 12K HaGmogaeTcs yBeaudeHre IpaBoro
Mpeacepaus U pa3BUTHE TPUKYCITUAATbHOMN
HEIOCTATOYHOCTH.

-

310poBg” YKpaiHu

ITporHos 6ombHBIX ¢ AITXKK Hebmaronpu-
STHBIU B CBSI3U C HAIMYMEM HAPYLIEHUI PUT-
Ma C BBICOKMM PUCKOM BHE3aIHOI CMepTH.
B cTpykType mpuuuMH BHE3aNHOW CMepTH,
OCOOEHHO CpeiM JIMI[ MOJIONOTO BO3pacTa,
AITLXKK BXomuT B TIEpBYIO TISITEPKY.

KMII TakoTcy6o0 (cTpeccuHaylpoBaHHas
KMIT) — knuHuKO-3X0KapauorpaduyecKuii
CUHIPOM TPAaH3UTOPHOTO OAJJIOHUPOBAHUS
Bepxywku JI2K mpu oTCYTCTBUM CTEHO3UPYIO-
1IET0 KOPOHAPOCKIepo3a (Mo JaHHBIM KOpO-
HapoaHruorpaguu). ¥ mauyeHTOB BHE3aITHO
BO3HMKAET AaHTMHO3HBIN MPUCTYTI ¢ UH(DAPK-
ToronooHoi DKI, MoIHOCThIO MPOXOAAIINIA
yepe3s 1-20 gHeit.

Ota popma KMII, koropast BriepBbIe ObLIa
onucaHa B imoHUK, BCcTpevyaeTcs: mpeuMylie-
CTBEHHO Y TIpeICTaBUTENC €BPOIEOUTHOM
pachbl. Yaie 06071€10T XXKeHIIUHbI B TOCTMEHO-
nayse.

IIpyynHa BO3HMKHOBEHHS 3a00JIeBaHUS
10 KOHIIa He sicHa. OnHaKo, Mo COBPEMEH-
HBIM JaHHBIM, JTOMUHUPYIOIIMM (haKTOpOM,
nposouupytomuM passutue KMII takorcy-
00, SIBJISIETCS SMOIIMOHAIbHBIN U (husnvec-
Kuit crpecc. B matoreHe3e OCHOBHasi poJjib
MPEATONIOXUTEIbHO TIPUHAUIEXKUT 00paTu-
MOMY KaTeXO0JIAMUHOBOMY OTJIYIIEHUIO MUO-
Kapaa.

JlaHHBIN CUHAPOM BBI3bIBAET BHE3AITHOE
CHWXKEHUE COKpaTUTeNbHON (yHKumu JI2K,
B pe3yJibTaTe 4ero MOXET Pa3BUThCS OCTpast
CH, ¢datanbHasg apuTMus WIA IIPOU3OUTHU
pa3pbiB cTeHKM JIK.

IIporao3 mpu mannoit KMII Heompene-
JICHHBbI, B psiie ciaydyaeB 3a0ojieBaHUE HeE
COTIPOBOXIAeTCsl (haTajbHBIMU TIOCTIENCTBU-
SIMU U, KaK MPaBuio, He MOBTOPSIETCS.

Takum 06pa3oM, CylIeCTBYIONIME KIACCU-
¢ukamu KMII oTpaxaroT HaKOIUIEHHBIE B
HacTosiliee BpeMs 3HAHWS B OTHOLICHUU
JTAHHOW TIPOOJIEMbl. YUUTBIBAsI OOIIMPHOCTD
COOpaHHbBIX B JAaHHYIO HO30JOTUYECKYIO CO-
BOKYMHOCTb 3a00JIEBAHUI C pa3HO 3THOJIO-
TrMeil 1, COOTBETCTBEHHO, IaTOTEHE30M,
MPOCTOM M TIOJHOCThIO YHUBEPCATbHOM
kinaccudukanus moka 0eiTh He MOXeT. He-
JIOCTYITHOCTb T€HOTUITMPOBAHUSI MPHU MOI03-
pennu Ha KMII nenaeT mocTaHOBKY IMarHo-
32 3aBUCUMON OT KJIMHWMKM U UHCTPYMEH-
TaJbHBIX METOMOB O00OC/IeOBAHUS, UTO yUTe-
HO COBPEMEHHBIMU KiacCUuGUKALUIMU U
CYLIECTBEHHO YNPOUIAET aJITOPUTM MX HC-
MOJIb30BaHUsI B TOBCEIHEBHON TMpaKTUKE.
OcCHOBHBIM MeTonoM auarHoctuku KMIIT
sBisiercst OxoKI, mo3Bossiioniasi He TOJBKO
YCTAaHOBUTH HAJIMYME JAHHOTO TMOPAaXEHUS
cepala, HO ¥ Mpou3BecTH nrddepeHInaTb-
HYIO TMarHOCTUKY Cpeiu OOJIbIIMHCTBA U3-
BectHbix KMII. OnHako Hajnvuue 3XoKap-
nuorpaduyeckux npusHakoB KMII cume-
TEJbCTBYET O JAajeKO 3allellleil cTaguu 3a-
OoseBanus. [lporpeccupyroliee TeueHue U
HeOnMaronpusTHBIM IporHo3 Bcex KMII
00YCJIOBIIMBAIOT HEOOXOAMMOCTb MOHUCKA
KakK METO/IOB paHHe#l NMarHOCTUKU, TaK U
HOBBIX METOJIOB JIEYEHUS.

Numepamypa

1. Richardson D., McKenna W., Bristow M. et al.
WHO/ISFC Task Force definition and classification of
cardiomyopathies // Circulation. — 1996. — Vol. 93. —
P. 841-842.

2. Thiene G., Corrado D., Basso C. Cardiomyopathies: is it
time for a molecular classification? // Eur. Heart J. —
2004. — Vol. 25. — P. 1772-1775.

3. Maron B.J., Towbin J.A., Thiene G. et al. American
Heart Association; Councilon Clinical Cardiology,
Heart Failure and Transplantation Committee; Quality
of Care and Outcomes Research and Functional
Genomics and Translational Biology Interdisciplinary
Working Groups; Council on Epidemiology and
Prevention. Contemporary definitions and classification
of the cardiomyopathies: an American Heart Association
Scientific Statement from the Council on Clinical
Cardiology, Heart Failure and Transplantation
Committee; Quality of Care and Outcomes Research
and Functional Genomics and Translational Biology
Interdisciplinary Working Groups; and Council on
Epidemiology and Prevention // Circulation. — 2006. —
Vol. 113. — P. 1807-1816.

4. Elliott P., Andersson B., Arbustini E. et al. Classification
of the cardiomyopathies: a position statement from the
european society of cardiology working group on
myocardial and pericardial diseases // Eur. Heart. J. —
2008. — Vol. 29, Ne 2. — P. 270-276.

5. Echocardiographic and pathoanatomical characteristics
of isolated left ventricular non-compaction: a step
towards classification as a distinct cardiomyopathy /
R. Jenni, E. Oechslin, J. Schneider [et al.] // Heart. —
2001. — Vol. 86. — P. 666-671.

TemaTnyHun Homep ° BepeceHb 2012 p.



