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IlepBoHayalbHO TEPMUHOM <«KapJAUMOMUOMATUS»
(KMII) o6o3Hauanuch MepBUUYHBIE 3a00JieBaHUS
MUOKapa HeompeaeaeHHOU sTuonorun. B 1995
rpynmoii akcrneptoB BO3 pa3paboTaHa HoBas Kjac-
cudukanusi, COrmacHO KOTOPOW KapAWOMUOIMATUU
OIpeNeIISIIOTCs KaK 3a001eBaHus MUOKapaa, acCOLM-
UpoBaHHBIE ¢ ero nuchyHkuueir. Cpean KapauoMuo-
MaTWii, COTJIACHO 3TOI KJIaCCU(UKALIMU, BBIACISIOT
nepBUYHbIE (TeHEeTUYEeCKUE, CMEIIaHHbIe U TPUobdpe-
TEHHBIC) ¥ BTOPUYHBIC (SIBIISIONINECS YaCThIO TeHepa-
JIN30BAaHHOTO, CUCTEMHOTO 3a0osieBaHUsT) (popmel. [To
MOPQOJIOTUISCKIM W (PYHKIIMOHAIBHBIM KPUTEPUIM
HacnenctBeHHble KIIM moapasnensitoTcsl Ha yeThipe
nepBuuHbie (Gopmbl: runeptpopuyeckyto (I'’KMIT),
nunataunoHHyto (JKMIT), pectpuktusnyio (PKMIT)
U apUTMOTEHHYIO TpaBoxeaynouykoBylo (AITKMIT)
Kapauomuonatuu. [lo3gHee ObLT 10OaBIEH CUHIPOM
HEKOMITAaKTHOTO MUOKapja JjieBoro xejaynouka (JI2K).
K BropuuynsiM KMII oTHOCSTCS KapAMOMMOIIATUM,
HampuMep, B UCXOAE UIIEMUYECKOW OOJIe3HU cepalia
U rurepToHndyeckon 0ose3Hu. [lpu s3ToM Kaxnmast u3
KapAuoMUONaTUI SIBJISIETCS He OTAEIbHOI HO3010TH-
yeckoil (popMoii, a mpeacTaBiisieT co00l YeTKO ouep-
YEHHBI CUHAPOM, BKIIIOYAIOIUNA ONpeneieHHbIN
MOPDODYHKIMOHATBHBIN M KIMHUKO-UHCTPYMEH-
TaJbHbII CUMITOMOKOMILIEKC.

OCHOBHBIMU KJIMHUYECKMMU TIPOSIBJIEHUSIMU 3a-
OoJieBaHUS SIBJISIIOTCSL CepAcuHasl HEOOCTaTOYHOCTb,
0oJI B TPYIHOU KJIETKEe, HapylIeHUs pUTMa cepaua,
CUHKOIIAJIbHbIE COCTOSTHUS. Boe3Hb XxapakTepusyer-
€ HEYKJIOHHBIM MPOrPECCUPYIOIIUM T€YEHUEM C BbI-
COKMM DPHMCKOM Pa3BUTHUS TSDKEJIBIX, KU3HEYTPOXKAI0-
IIMX apUTMMA UM BHE3AITHOW CEepIeYHON CMEepTHU
(BCC). IIpu 3TOM MepBBIM M €IUHCTBEHHBIM IIPOSIB-
JIeHUeM 3a00JIeBaHUsI MOXET CTaTh BHE3aMHasi CMEPTh.

HanHas cTaThs IIOCBSIIIEHA apUTMOTCHHBIM OC-
JIOXKHEHUSIM TUIIepTpoUUecKol KapAuOMUOTIaTUH.

OITPEJEJIEHHUE

Tuneptpoduyeckas KapaIUOMUOIMATUSI — OAHA U3
OCHOBHBIX M HauboJyiee pacrpoOCTpaHEHHbIX (HOpM
nepBUYHbIX Kapauomuonatuit. TKMIT — 310 ayto-

COMHO-IOMMHAHTHOE 3a00JIeBaHMNE, XapaKTepU3yIo-
meecsl runepTpodueli JeBoro U u3peaka — IMpaBoro
JKEJTyIOYKOB, KOTOpAas Yallle aCUMMETPUYIHA W COTIPO-
BOXIAETCSI HETPaBUJIbHBIM, XaOTUYHBIM PaCIIOJIO0-
JKEHHUEeM MblIlIeuyHbIX BoJOKOH [30]. K HacTosiiemy
BpeMeHU Wu3BeCTHBI 10 OeIKOBBIX KOMIIOHEHTOB
CepICYHOTO CcapKoMepa, BBHIMTOTHSIONINX KOHTpaK-
TWIBHYIO, CTPYKTYPHYIO WU PETYISTOPHYIO (PYHK-
1, aedekTbl KoTophlx Habmogatorcs npu 'KMII.
[Tpuyem B KaxkmoM TeHe MHOXECTBO MyTallii MOTYT
ObITh TPUUYMHON 3a007eBaHuUs (TTOJIUTEeHHOE MYJIBTH-
ajuleNlbHOE 3a0oJieBaHMe). MyTallmi MOTYT OIpele-
JsThest Kak MUHUMYM B 23 TKMIT-accommupoBaHHBIX
reHax, 9TO TO3BOJISICT BBIACIUTh TeHETUUCCKUE MO -
tunbel KMII: muoduiameHT-accoumupoBaHHas
I'KMII, Z-nuck-accouunpoBanHass T'KMIT, TKMII,
accouMrpoBaHHas ¢ 00e3Hblo HakoruieHust, [KMIT,
acCOIMMPOBAaHHAsI C MUTOXOHIPUAIBHON MUChYHK-
e, u ap. Y 00IbHBIX TUIIEPTPODUUECKO Kaparo-
MMOIATHEH ¢ OMMHAKOBBIMU T€HETMUECKUMHU Aehek-
TaMM YCTaHOBJICHA CBSI3b IIOBBIIIEHHOI'O pHUCKa
BHE3AITHOM CMEPTU M 3HAYUTEIBHOTO YBEJIMYCHUS
Macchl Muokapaa ¢ DD-renotunom rena AII®, B oT-
auuune ot ero ID- u H-reHorunos (Lechin M. u co-
aBT., 1994).

OKOJ10 MOJIOBMHBI BceX OOIbHBIX TUTIEpTpOdUUec-
KO KapAMOMHOTIaTUE YMUPAOT BHE3aITHO; TIPUIK-
HaMU CMEPTU SIBJISIOTCS KEJyIOUKOBbIC HapyIIeHUs
pUTMa WM MpeKpalieHne rTeMOINHAMUKY BCIIEICTBUE
IMOJTHOTO MCYE3HOBEHUSI MOJIOCTU JIEBOTO KeIymIo4yKa
TPY €T0 YCUJIEHHOM COKPAIllEeHWW W CHUDKEHHOM Ha-
MTOJTHEHUM.

KJIACCUPUKAITAA TKMIT

I'KMIT xapaktepusyercs runepTpodueii cTeHoK
(6omee 1,5 cM) neBOro M/MAKM B PEOKUX CIyJasX —
MpaBoro kenynoykoB. Yamne runeprpodust HOCUT
ACUMMETPUYHBIN XapakTep (3a CYET YTOJIIEeHWS
MEKKEJIYI0YKOBOM Meperopoaku) — okojo 90%
BCEX CJIyyaeB TUIMEPTpOPUUECKON KapauoMuoIma-
Tuu. Kpome TOro, BBIIEISIOT CUMMETPUYHYIO WU
KOHIIEHTpUYECKylo runeprpoduio. B 3aBucumoctu
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OT HaJIMYUSI OOCTPYKIIMU BBIHOCSIIETO TPaKTa JIeBO-
rO XeJyIOYKa BBIACJSIOT TaKXe OOCTPYKTUBHYIO U
HeoOcTpyKTuBHY10 hopmbl [KMII, yTo numeeT Bax-
HOE 3HAauYeHUE NJIs1 BhIOOpA TakTUKM JedeHust. [Tpu-
onusuTenbHo y 25—50% 6onbHbix [ KMIT He Hab10-
Jaercss oOCTpyKIIMM, MBI B JNAHHOW CTaThe Oymem
paccMaTpuBaTh BCE Ciydyau MEPBUYHOU TUIEPTPO-
¢puu muokapaa.

AIMMUIAEMHOJIOTHUA BCC 1 TKMII

ITo nannubiM DxoKTI'-ckpununra, FKMII sBnsiercs
OITHUM M3 Ha0O0JIee YaCThIX TSIKEJbIX CEPAETHO-COCY-
JIUCTBIX 3a00y1eBaHMil 1 BeTpeuyaercs B 0,2% ciiydaes
(1:500) BO B3pOCJIOI1 MOMYJSILIMU BO BCEX STHUUECKUX
rpynmnax [13, 18, 21]. B CIIIA npuban3uTeabHO
500 000 uenosek ctpagator 'KMII. B pa3BuThix cTpa-
HaX OT BHE3aITHOM CEpIeYHON CMEPTH yMUpPaeT 00JIb-
11Ie JIIONei, YeM OT BHe3alHOW CMEpPTU B pe3yjbraTe
nopaxeHus npyrux opraHos. B CILIA BHe3ammHO ymMU-
pator npumepHo 1000 yenoBek exXeIHEBHO U OoJiee
300 000 — exeromHo [12], mpuurHA OOJBLIMHCTBA
3TUX BHE3AMHBIX CMEPTEN B CTApLIE U CPEIHEN BO3-
pacTHBIX TPYIIMAaX CBsI3aHA C 3a00JeBaHUSIMU KOPO-
HapHBIX apTepuii. Cpeay MOJOABIX JIMII HauboJjiee
pacpocTpaHeHHBIMM TIPUYMHAMU BHE3aITHOM cep-
MEYHOU CMEpPTU SIBJISIOTCS TSDKEeIble KapauoMUOIIa-
tuu, Takue kak ['KMII, ATTKMII [12].

B momynsiimoHHOM MCCIeI0BaHUM ITPUYNH BHE-
3aITHOM CMEPTH Y JIMI] MOJIOZIOTO BO3pacTa, MpoBe-
JeHHOM B ABcTpaiuu, bosee 50% Takux ciydaeB Obl-
JIV CBSI3aHBI ¢ 3a0oneBaHusIMu cepana [22]. TKMIT —
onHa n3 Hanbosee yactoix puunH BCC B CIIIA cpe-
nu aui mosoxe 30 get. OHa ke s1BisieTcsl Haubosee
yactoit npuunHoit BCC cpenu coprcMeHoB (36%),
npu 3ToM y 50% 13 HUX He ObLJI0 HUKAKMX KJIMHUYE-
CKMX TIpOsIBJIeHUI 3a0oneBanus [12]. bonpmuHcTBO
ciygaeB BCC Bo BpeMsT CIOPTUBHBIX MEPOIIPUSITU
MPOUCXOIUT Cpear MYyXUuH, U B 90% OHU BO3HUKA-
10T mocJie (pu3mdeckux Harpy3ok [12]. K mpumepy, B
HMranuu Haubosee yactoit mpuuunHoit BCC cpenu
mosiogoro HaceneHus: siBasietcss AIIKMII, 3artem
T'KMII, uTo MOXET OBITh OOBSICHEHO WU T'eHETUYEC-
KO mpenpacrofioxkeHHOCThIo HaceaeHus K ATTKMIT,
WJIM KAQYECTBEHHOW CBOEBPEMEHHOM NUArHOCTUKOM U
npodunaktukori 'KMII [10,12]. B HacTos1iee BpeMst
ycraHoBsieHo, yTo nipu 'KMII exeromHblii ypoBeHb
BCC cocraBnsiet 1%, a y mHorux GoiabHbix 'KMIT
CHUMIITOMBI 3a00JI€BaHUsI IJIUTEIbHO HE TIPOSIBISIOTCS
[15, 23, 30].

JUATHOCTHKA IT'KMII

CraHmapTHasI IBYXMEpHasl IOMILICP-3X0Kapano-
rpadusi SIBJISIETCS METOIOM BbIOOpA AJ1s1 AUAaTHOCTUKU
T'KMII. C noMompio 3xoKapauorpad®muy BO3MOXHO
OIpeNeUTh 00JacTh U CTeNeHb TuIepTpodun, aHa-
TOMUIO U (YHKIMIO KJIAMaHHOTO U IMOJKJIarmaHHOTO

afnrmapaTa MUTpaJbHOrO KJjlallaHa U OLEHUTb CUCTO-
JIMYECKYI0 W AMACTOINYECKYI0 (YHKIHMIO Cepria.
MarnutHo-pe3oHaHcHast ToMmorpagus (MPT) cepaua
HCIIONTb3YeTCS KaK JTOMOJTHUTEIBHBINA METO TUAaTrHOC-
tuku 'KMII npu HeomHO3HAUHBIX JaHHBIX, TTOJyYeH-
HBIX TIpu 3xokapauorpacduu. MPT cepaua, ocobeHHO
C TIPMMEHEHUEM TaJJOIMHUEBOrO KOHTPACTUPOBAHMSI,
ITO3BOJISIET BBISIBUTH HAJIW4YME W IPOICHT MHTPAMUO-
KapauaiabHoro ¢uodpo3sa. [uneprpobuueckas Kapanuo-
MMOTIATUS XapaKTepU3yeTCcsl HaTUIMeM <«HEOOBSICHU-
MOIi» M 4YacTO acUMMeTpUUYHOI, Auddy3Ho wnin
CerMEHTapHO# TunepTpoduu MHuoKapaa, HeOuIaTH-
POBaHHBIM U TUMIEPAMHAMUIHBIM JIEBBIM KETYIOUYKOM
MPY HATMIUU WA OTCYTCTBUH OOCTPYKIINH BBIXOIHO-
ro otnena JI2K.

TonuuHa cBOOOJHON CTEHKHU JIEBOTO XKeJaydouyKa
MEHbIIe 12 MM SIBJIIeTCSI HOPMAJIbHOM TSI B3POCITBIX
nanyeHToB. ToJllrHa CBOOOAHO CTEHKU JIEBOTO Ke-
JTymouka 13—15 MM paciieHmBaeTcs Kak ITorpaHuIHAs
rurnieprpodust JIZK, TonmmrHa cteHKU > 15 MM cBUIE-
TenabcTBYeT 0 Hannuuu 'KMII. OgHako B mocTaHOBKE
JIMarHO3a HeJb3s1 OPUEHTUPOBATHCS TOJHKO Ha BEJIM-
YUHY U3MEPEHHBIX 3HAUCHUI TIPU 3XOKapauorpadun,
YTO HeM30eKHO MPUBEIET K OIITMOKAM B TMAaTrHOCTHUKE.
K mpuMepy, malmeHTH MOTYT WMETh HOPMAaJIBHYIO
TOJIIIMHY CBOOOTHOM CTEHKH JIEBOTO XKEIyI0UKa 1 re-
HeTuuecku noareepxkaeHHyro 'KMII (tak Ha3biBae-
MyIO HEIIeHeTPaIlUI0 WJIM HEAKCIIPECCUBHOCTD B TaH-
HBII MOMEHT), B TO K€ BpPeMsSI CITOPTCMEHBI TIpHU
OTCYTCTBUM KaKUX-JINOO TEHETHMYECKUX HapyIIeHU
MOTYT, TeM HEe MEHee, UMEThb YTOJIIIEHUE CTEHKU JIEBO-
0 XeJIya0JKa, MPeBhIIIaioliee TOPOroBOe 3HAUCHNUE B
15 MM.

I'KMII MoxeT ObITh pa3fesieHa KaK MUHUMYM Ha
YEeThIpEe aHATOMUYECKUX, MOP(OJIOTrHIECKIUX BapUaH-
Ta B 3aBUCHMOCTHU OT KPWUBHM3HBI MEXKETYIOUKOBOM
MeperopoaKu: CUTMOBUIHAS ITEPEropoaKa, CpeaHeKe-
JlynoukoBasi hopma, anukaabHas hpopMa U HEWTpasib-
Hast popma meperoponku (puc. 1). Y geteit TommmHa
CTEHKM BBIUMCIIICTCST KaK IBa M Oojiee CTaHOapTHBIX
OTKJIOHEHMSI OT CPETHECTATUCTUYCCKON BEIMIMHBI,
pPacCUUTaHHOM B 3aBUCHMOCTM OT ILJIONIAAM TOBEPX-
HOCTH TeJia, TO eCTh BeInInHa Z=2 1 boree.

IIpu reHetuyeckoM oOOCIeIOBAHUW MOMYISILIMU
nauueHToB ¢ 'KMII BbISIBII€HO, YTO TIPU CUTMOBU/I-
Hoii (S-o6pa3Hoii) Mmopdosorun M2KIT myTtaiuu B re-
He, KoaupylolieM 0eJKu MuoduiaMmeHTa, oOHapyKu-
BaloTcs B 8% ciy4yaeB, IpU CPeIHEXEIYI0YKOBOM
dopme rumneprpodpum MXKII — B 79%, nipu anukaib-
Hoii hopme — B 32% u nipu HeiTpanbHOil (popMe — B
41% ciyvaes.

MHBa3uBHBIC METOIBI MCCICIOBAHUSI OOBIYHO MC-
MOJIb3YIOTCS ISl AMAarHoCcTuku comnyterBytoeit UbC
U pelIeHUs] BoIpoca 00 00beMe OIepaTUBHOIO BMe-
1IaTeJbCTBa, BKJIIOYAs TpaHCIJIaHTALMIO cepiala B
TePMHUHAJIBHOM CTamuy 00JIC3HU.

AHHAJIBI APUTMOJIOM N, Ne 3, 2010
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Puc. 1. Knaccudukauusa T'KMIT:

a — curmoBuHas1 (S-oopasHast) mopdosioruss M2KIT; 6 — cpeaHexenynoukoBasi popma rurieprpoduu M2KII; ¢ — anukanb-

Has opMa; ¢ — HeliTpasibHasT (popMa

ITATOMOP®OJIOTUA T'KMII

HaubGonee xapakrepHbiMu mnpuzHakamu ['KMII
TIPY OOIIETUCTOJIOTMICCKOM MCCIICIOBAHNY SIBIISIOT-
Csl HAIMYME 3HAYMTEJbHO YBEJIMYCHHBIX, aHOMAaJIbHO
Pa3BUTHIX KapINOMMOIINTOB, UX OYaroBasi I1e30pHUeH-
Tanys (aHOMaJIbHOE pa3BUTHE MUO(GUOPHILT), TIPEXK-
JIeBpeMeHHasT THOeIb THIePTPOPUPOBAHHBIX KIJIETOK
C 3aMCIIeHNEM UX COCTMHUTEIbHOI TKaHbIO (3aMecC-
TUTEJbHBIN CKJIEPO3 U UHTEPCTULIMAbHBIN (PrUOPO3)
W TATOJOTHEM MEIKUX WHTPaMypallbHBIX COCYIOB
[13, 21]. Kpome Toro, maTojJoruuyeckuii mpoiecc He
OrpaHWYMBACTCS MUOKAPIOM, a 3a4acTyIO PacIIpoCT-
paHsIeTCs Ha almnapaT MUTPaJIbHOTO KjlanaHa. YJacT-
KM C Ie30pUECHTUPOBAHHO Pa3BUTBIMU KapIUOMUO-
HATaMU BapbUPYIOT OT HEOOJBIIUX (PparMeHTOB
MHUOKapaa IO 3HAYWTEJIbHOTO BOBJICUCHUS Cepled-
HOI MBIIIILIBI.

IMNATOPHU3HNO0JIOTHA,
ITATOTEHETUYECKHE ACITEKTDBI I'KMII

K ocHOBHBIM TaTO(U3NOIOTUICCKIUM MEXaHN3MaM
T'KMII, oOyclioBlIeHHBIM TJaBHBIM O0Opa3oM THUIIep-
Tpodueit JIEBOTO KEIYI0UYKA U OIPEICIISTIOIINM Teue-
HHUe 3a00JieBaHUSI, OTHOCSITCS: ) U3BMEHEHUE CUCTOJIM -
yecKoi (yHKIIMM JIeBOTO Xejyaouka; 0) oopazoBaHue
MUHAMUYECKOTO TpaaudeHTa AaBJeHHUs B IOJOCTU Je-
BOTO XeJIyIouKa; B) HapylIeHUs] AUACTOTUYECKUX
CBOICTB JICBOTO XEJyJIo4yKa; T) HIIEMMS MUOKapa;
1) U3MEHEHUS 3JIeKTPO(PU3NOTOTUIECKUX CBOWCTB
MHOKap/a, CBSI3aHHbBIC C TOBBIIICHHBIM PUCKOM BO3-
HUKHOBEHUS apUTMUI U BHE3aITHOM CMEPTH.

Kak mokazaHo Ha pHCYHKe 2, M3THAHHEC KPOBU
(TTyHKTUP) C OOJBIION CKOPOCTHIO BCAEACTBUE TUIIEP-
IUHAMMYECKOTO COKpAILEHUs JIEBOTO KEIymoukKa M
CYy’KE€HMsI €ro MyTHM OTTOKa M3-3a TumnepTpoduu Oa-
3aTbHOM 9aCTU MEXCKETYIOUYKOBOM TTePErOpOIKH BbI-
3bIBaeT 0Opa3oBaHME B Hauaje CUCTOIbI cull BeHTypH,
BTSITUBAIONINX TIEPETHIO W 33HIOI0 CTBOPKU MUT-

pPaJIbHOTO KJIariaHa B MTPOCBET BBIHOCSIIETO TPAKTa IO
HaIpaBJIeHHIO K Tieperopoake (crpenka). Cucroanye-
CKO€ IBUKEHME 3a[JHeil CTBOPKM KIepeau 00ycioBie-
HO JIN00 ¢ yIUTMHEHNEM, TU00 CMEIICHUEM B ITOJIOCTh
JIEBOTO KeJlylo4yKa Ha 0oJibliiee pacCTOSIHUE IO CpaB-
HEHMIO C TepeaHeil CTBOPKOM BCICACTBIE CMEIICHUS
KjanaHHoro Koiblia. CONpUKOCHOBEHUE CTBOPOK C
MEXCKETYIOUKOBOI TTEPErOPONKON B CEPeIHE CUCTO-
JIbl 00pa3yeT MPemnsTCTBUE Ha MyTH OTTOKAa KPOBU U3
JIEBOTO XEJIyTOYKa, YTO COMPOBOXKIAETCS BO3HUKHO-
BE€HMEM MO3IHEN MUTPAJIbHOM pErypruTaLluM.

Kak BumHO U3 pucyHka 3, rurnepTpodus JeBOro
XKeJlymouka, cybaopTajabHask OOCTPYKIIUsI, HapyIICHUS
JIMACTOJMYECKUX CBOMCTB U UILIEMUS MUOKapa TECHO
B3aMMOCBSI3aHbI ¥ TIOTEHIIMPYIOT APYT IpyTra.

OnpeneneHre OTHOCUTENBHOTO BKJIaJa 3TUX MeXa-
HU3MOB B TMCOYHKIINIO MIOKapaa B KaKIOM CIIydae C
MOMOIIBIO KJIMHUKO-(GU3UOJOTMYECKUX HUCCcenoBa-
HU UMeeT BaxXHOEe 3HAUCHME TSI ONITUMMU3AIINT KOp-
PeKIIMY TeMOAMHAMUYECKUX PACCTPOMCTB U KIMHUYE-
ckux nposgsiaenuit [KMII, a takxke npodunaktuku ee
BO3MOXHBIX OCJIOXKHEHUN.

MwuTpansHo-
cenTanbHbIn
KOHTaKT

Hauyano
CUCTOSbI

Puc. 2. MexaHu3M CUCTOIMYECKOTO ABMKEHUSI CTBOPOK
MUTPAJIBHOTO KJalaHa KIepeau Mpu OOCTPYKTUBHOM
I'KMII [1]:

Ao — aopra; JIIT — neBoe npencepave; MK — MUTpasibHBIN
KJanaH
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Puc. 3. OcHoBHBIe TaTodu3nonorndeckre Mmexanu3mel [ KMIT [1]:

OCI/ICT

MOJIEKYJIAPHBIE ACITEKTBI 'KMII
N TEHETUYECKOE HCCIEJOBAHHUE

OO01IenpyU3HAHHON SBIISIETCS KOHLIETILAS O TIpe-
MMYLIECTBEHHO HacjeacTBeHHoil mpupoae 'KMII,
TIPpY 3TOM OCHOBHOI TMIT HACJIEAOBaHUS — ayTOCOM-
HO-IOMWHAHTHBIN, OTHAKO BCTPEUYAIOTCS U ayTOCOM-
HO-PELIeCCUBHBIN TUIT HACIEIOBAHNUSI, M CTIOHTAaHHBIE
BHYTPUYTPOOHbIe MyTauuu. CeMeiHbIii aHaMHe3 3a-
ooseBannst ' KMIT BeisBasiercst B 33 — 50% Bcex ciy-
YyaeB, OCTaBIIYIOCS YaCTh COCTABJISIIOT CIIOpaanyecKue
(opmel (y OOIBHOTO HET POACTBEHHMKOB, MMEIOIINX
runeptpoduio Mmuokapaa). Cuyuraercsi, UTO CIIOHTaH-
Hble hopmbl 'KMIT umeroT Takke reHeTUYECKYIO
MPUYKMHY, TO €CTh BbI3BaHbI CAYYallHBIMU U/UJIN HEYC-
TaHOBJICHHBIMU MYTAIIUSIMU.

BriepBbie TOuHas JoKaaM3alMs TeéHa, OTBETCTBEH-
Horo 3a Bo3HuKHOBeHue 'KMII, Ha 14-it xpomocoMme
onuta yctaHoieHa B 1989 1. J. Jarcho u coaBT. OTM
TEHOM OKa3aJjicsl TeH, KOAUPYIOIIUii cuHTe3 u3odop-
MBI [B-TSDKENbIX 1IeNeld MUO3MHA — COKPATUTEIbHBIX
0eJIKOB, 00pa3yIoLIUX TOJICTbIe HUTU capKoMepa U CO-
craBisionnx okojio 30% Bcex 6enKkoB cepana. Takum
o0pa3oM, runepTpoduyeckas KapauoOMUOINaTUsI OI-
peneIsieTcsT Kak «3a00jieBaHIe capKOMepa» WIN, CCITN
TOBOPUTH 00Jiee TOUHO, «3abojieBaHe MUO(UIIaMeH-
TOB», IIPA KOTOPOM B TOJICTBIX, CPEIHUX Y TOHKNX MHO-
(bunaMeHTaX, COCTaBJISIOLIMX CapKOMeEp, OIpencss-
FOTCSI COTHU MyTalnii. B To skxe BpemMst MyTalimy 0eJIKOB
Z-nucka, 0eJIKOB, YJaCTBYIOIIMX B TPAHCIIOPTE Kajlb-
s, M1 MyTalliK, OTBETCTBEHHBIC 3a pa3BUTHE 00JIe3-
HU HapylIeHUsl HaKOIUICHUSI TIMKOTeHa, TakkKe 3a-
neiictBoBaHkbl B matoreHese ' KMIT [13].

Cpenn pa3JIMIHBIX STHUYECKUX TPYITI MallMEHTOB
¢ 'KMIT Haubosiee pacnpocTpaHEHHbIMU T€HETUYEC-
KMMM TOATUTIAMU SIBJISIIOTCS HocuTeau reHoB MYH7,
MYBPC3 u TNNT2, kotopble cocTaBisioT 15—25%,
15—-25% u <5% Bcex ciyuaeB 3abosneBanuss [KMII
cooTBeTCTBEHHO [3, 26—28]. ITo omy0IMKOBaHHBIM
naHHbIM Mayo Clinic, mpumepHo y 40% MalleHTOoB ¢
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kauHndeckumu mnposaeHusimu I'KMIT Oblia BbIsIB-
JIeHa MyTallMsI B OOHOM W3 BOCBMH TE€HOB, KOIM-
pyouux 6eJKu MUODPUIaMEHTOB. DTO MO3BOJUIIO
BHeAPUTH TeHeTuueckoe TectupoBanre ' KMII, ¢ uc-
clieloBaHMEM JBYX HamboJiee pacrpoCTpaHEHHBIX Te-
HeTuyeckux noarunoB: MYH7 u MYBPC3 [3,
26—28].

MucceHc-MyTauuu 6eJKOB, HEe CBSI3aHHBIX C cap-
KOMEpOM, BKJIIOUas ramMma-2-peryiasiTOpHylo CcyOb-
ennHuly AMP-akTUBUPOBAaHHON MPOTEUMHKMHA3HI,
konupyemyto reHoM PRKAG2, m nm3ocoManbHBIH
MeMOpaHHbII TpoTerH 2, Konupyembiii reHom LAMP2,
Takxke accouuupoBaHbl ¢ 'KMII [7]. TKMII, pa3-
BUBIIAsiCsS B pesyabrare mytanuu reHa PRKAG2,
MIPOSIBIISIETCS HE3HAUNTEJBHOM TUTIEPTPOGUEH MUO-
Kapaa, aHOMaJusIMU Pa3BUTUSI TIPOBOISIIEH CUCTe-
Mbl U aKKyMYJISIIUU [JIMKOT€HA B MUOLIMTAX U MPU
3TOM OTCYTCTBHMEM XapaKTEPHOM MPOCTPAHCTBEHHOM
NIe30pUEHTALIMU KAapAUOMUOLIMTOB. Y 3TUX MallUeH-
TOB pa3BMBACTCSI IPEABO30YKIACHUE XEJIYI0YKOB U
nporpeccupoBaHue 6JOKaabl MPOBOASIIEH CUCTEMBI
cepaua [6]. Myrauuu B rene LAMP2 npuBogsar k
pa3BUTHIO OOJIE3HU HAKOTJIEHUs TIMKOreHa (CUHI-
poM JlaHOHA), KOTOpas MPOSBIACTCS Ha CTaHIAPT-
HOI 2JIeKTpoKaparorpaMMe HaJIMYMeM BblpaskeHHOM
TUNepTpoUU U IIPEABO30YXKICHUEM KETYyIOYKOB
[13, 18]. TeHeTHueckoe TeCTHUpOBaHUWE Ha HalIU4ue
PRKAG?2- u LAMP2-tunos 'KMII yxe noctynHo B
knuHuke [14]. [ToMuMO YMOMSIHYTBIX BBIILIE MEPBUY-
HBIX reHetnyeckux npuuuH passutust ['KMII skce-
Mpeccust 3TUX TEHOB MOXET U3MEHSThCS 13-3a Tepe-
CTAaHOBKM OJHOTO HYKJIEOTHIA, PACITOJIOXEHHOIO B
KOIVPYIOIIEN WU PETYJISITOPHOMU YaCTU IPYTUX TEHOB,
He roBops YK€ 0 APYTUX BTOPUYHBIX MpU4nHax [5, 20].

LleHHOCTh TEHETMUYECKOIO TECTUPOBAHUS KOJICO-
setcs ot 30 1o 70% B 3aBUCUMOCTH OT TPYIIITBI UCCIIe-
nyembix nameHToB ¢ TKMII. YacToTa reHeTHYeCKOTo
BoisiBieHus ['KMII BbIlle mpy HaAW4YUKM Cy4aeB 3a-
OoJIeBaHMSI B CeMbe, TSLKEION TUIepTpodun, paHHe
MaHuecTtauuu 3a0ojeBaHUS U TPU HAJTUUUU UM-
mnantupoBaHHoro KB/I. Bosiee Toro, yactota BbISIB-
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JIEHWSI B HAaWOOJIbIIIE! CTeTIeH! 3aBUCHT, a 110 TaHHBIM
MYJIETUBAPMAHTHOTO aHalIM3a — 3aBUCUT MCKITIOUM-
TeJIbHO OT MpeacTaBiaeHHoi Mopdoaorun MZKIT [9].
OrnaTth Xe, BOCeMb TeHOB, KOJUPYIOIIUX OEJTKU MUO-
(bunamenTa, MCMOIb3yeMble B MPEIJIOXEHHOM TeCTe,
omnpenessiiorcss B 8% ciydaeB MpPU CUTCMOBUIHOM
MZKIT u no 80% cnyuaeB — ripu M2KII co cpenHexe-
JIyIOYKOBOI oOcTpyKiueit [9]. Dtn nBa aHaToMuiec-
KMX/MOPGhOTOTMYECKUX TOATUIIA TPEICTaBISIOT CO-
0oli HamboJiee YacTo BCTpevamllrecs KIMHUYeCKue
Buabl ['KMII, uTto mO3BOJSET MPENNONOXUTH BO3-
MOXHYIO POJIb TEHETUYECKOTO TECTUPOBAHUSI, OCHO-
BaHHOTO Ha IMpeaBapUTebHBIX JaHHBIX DX0KIT.

VY mauMeHToB ¢ TEHETMYECKUMM MYTallUSIMM, Xa-
paktepHbiMu 11t KMII, HaGaomaoTcs pasiudyHbie
YPOBHM 3KCITPECCUBHOCTH M BO3paCTHasl 3aBUCUMOCTh
IIeHeTPpaHTHOCTU TeHoB. K Tmpumepy, Hammdue
MYBPC3-reHotuna accolmupoBajioch C TMO3IHUM
pasBuTHeM TunepTpodun. B To ke Bpems B Apyrom
KPYITHOM UCCJIEIOBAaHUU He ObLIO BO3PACTHOM pa3HU-
LBl TIPH TIEPBUYHON JUATHOCTUKE TUTIEPTPODPUH MEXK-
ny MYBPC3-I'KMIT u MYH3-TI'KMII.

KIIMHNYECKAA KAPTHUHA I'KMII

KnuHuueckast kapTuHa runeptTpoduyeckoit Kkap-
IUOMHUOTIIATUM HEPEIKO HEeOOOIIeHMBAeTCSI M3-3a
0O0JIBIIOTO pa3HOOOpa3usl: OT aCUMIITOMHOIO Teue-
Hust (B 35—50% ciydaeB) 10 pa3BUTUS TSIKEIO0M cep-
JIEYHOW HEJOCTaTOYHOCTU, apUTMUK W BHE3aIMTHOMN
cMmepTu. Bo3pacT pa3BUTHS KIMHUYECKUX ITPOSIBIIC-
HUI BapbUpyeT OT MJiageHuyeckoro mo 90 yet, mpu
5TOM Y OOJIBITMHCTBA MAIIMEHTOB MaHU(ecTaIs 3a-
0oJieBaHUSI BO3HUKAET B IOHOM WJIM paHHEM B3pOC-
JoM Bospacte (no 25 nert) [18, 21]. 25% nauueHTOB
JIOXMBAIOT 10 Bo3pacra 75 ner u crapure [16, 17].
TKMII ognHakoBO 4acTO BCTPEYAETCS CPEeIu MYXK-
YUH W KEHIIWH, OMHAKO HEPeIKO HECBOCBPEMEHHO
BBISIBJISIETCS] CPeAu KEHUIWH, MpeAcTaBUTeNeil Oef-
HBIX CJIOEB HACEJICHUSI.

OCHOBHBIMU XaJloOaMU OOJIbHBIX SIBJISIOTCS 0O0JIb
B rpyaHoit kietke (30—40%), ombika (40—50%),
cepaueobueHust (okoso 50%), MPUCTYIBI TOJIOBOKPY-
xeHuii 1 oomopoku (10—40%). DTu kanoObl OTHOCH-
TeJbHO Yallle BCTpevaloTcsl U 0osiee BhIpak€HHbI MPU
pacnpoctpaHeHHOU runeptpoduu JIK, yem npu or-
PpaHUYEHHOUN, U MIPU HAJIMYUU BHYTPUKETYIOUYKOBOMI
00CTpPYKIIMHU, YEM MPU €€ OTCYTCTBUU.

ITo manHBIM cyTouyHOTO MOHUTOpUpoBaHus DKI,
aputMun otMmevatorcs y 75—90% o6GonbHbIx [KMII
[16]. YacToTa nx oOGHapyKeHUs BO3PACTAET C yBEJINUYE-
HUEM IJIUTEJTbHOCTM MOHUTOPUHTA, B CBSI3U C YEM Ha-
nbosee HameXKHBIM CUMTAETCS 72-4acoBasl perucTpa-
uust DKIT.

Knunanueckoe teuenne 'KMII rereporeHHo u 3a-
BUCHUT OT KOMIUIEKCAa CTPYKTYPHBIX U (DYHKIIMOHATb-
HBIX (paKTOPOB. K IIepBBEIM OTHOCATCS JIOKATA3ALINS 1

BBIPAXKEHHOCTh TUIEPTPOMUM JIEBOTO XKeJTymodKa W
€ro peMoJIeJIMPOBaHNE, a KO BTOPHIM — HAJTUYHME U BBI-
PaXXeHHOCTb JMHAMUUYECKOW cybaopTajibHON 0OCT-
PYKLIMY, TUACTOIMICCKON AMCOHYHKINU MHOKapIa,
ero MIIeMHUH Y HapylIeHWi puT™Ma. Y OTHUX OOJIBHBIX
CHMIITOMBI 3a00JIeBaHNS OTCYTCTBYIOT B TeUCHUE BCeit
>KW3HU, Y IPYTUX PaHO pa3BUBaeTCs cepaeyHast Hego-
CTATOYHOCTH, a TPETHU YMUPAIOT BHE3AITHO, 3a4acTyIO
Ha (oHe 1ojiHoro Oysaronoayuus. HeoOcTpyKTuBHbIE
dopmbl TKMIT B 1ie1om obnanatot 6osiee Gaaronpu-
SITHBIM TE€YEHMEM, MEHbIIE BBIPa)KEHHOCTHIO Orpa-
HUYEHUS (PYHKIIMOHAIBHOTO COCTOSIHUSI U OOJIbIIIEH
MPOAOJIKUTEIbHOCTBIO TIEPUONIOB CTAOMIU3AIINH.

Hawubosiee pacnpocTpaHeHHBIMU OCIOXHEHUSIMU
T'KMII aBasiorcst HapylieHUsI puT™Ma U IPpOBOAUMOCTU
M BHe3allHash OCTaHOBKa KpoBooOpallleHUsl. 3HauM-
TEJIHbHO peXe HaOMIOHAroTCS 3aCTOMHAST OMBEHTPHKY-
JISIpHAs cepaevyHasl HeIOCTaTOYHOCTh, MH(MEKIIMOHHbII
SHIO0KAPIUT U TPOMOO3MOOJINH.

APUTMHHU U APUTMOT'EHHBIE
MEXAHHM3MbI ITPHU T'KMII

Oco6enHocTeio TeueHus: [ KMIT sBnsietcs yrposa
BHE3aITHOI OCTaHOBKM KpOBooOOpaIeHus. B cTpykTy-
pe TPUYUH JIeTAIbHBIX UCXOMOB Ha €€ JOJII0 MPUX0-
IUTces B cpenHeM 67% [15, 23]. XoTst HU OOMH KJIMHK-
yecKuii, MopdosornyecKuii UM reMoguHaMu4eCcKui
nokKazaTesib He MO3BOJISIET BbISIBJISITh OOJIbHBIX, KOTO-
DPBIM YIpOXaeT BHe3amHasi CMepTh, UMEIOTCS YKa3aHUS
Ha ee BO3MOXHYIO CBSI3b C HECKOJILKUMU (paKkTOpamu
[1, 2]. K HUM OTHOCSTCS: MONOIOM BO3pPACT, OTSATO-
IIIEHHBINA CEMEWHBIN aHAMHE3 TI0 CJIy4asiM BHE3aITHOU
CMEPTU CPEIM POJCTBEHHUKOB, CHHKOIAJIbHbIE CO-
CTOSIHUSI B aHaMHe3€e, MEepeHEeCeHHas paHee CUMIITO-
MaTW4Has XeayJaouKoBas TaxuKapaus, pe3KO BbIpa-
XEeHHas cybaopTajbHasg OOCTPYyKIMSI B TIOKOE,
BO3HUKHOBEHUME UILIEMUU MUOKapJa U apTepualibHOM
TUMOTEH3UU TIPU HArpy30UHbIX Mpobax, BbIpaxkeHHasl
U pacIpocCTpaHEHHAs TUNEPTpoduss MUOKapaa, SIIH-
30bl HECTOMKOM XKEJTYJOYKOBOW TaxXWKApAUU TPU
XOJTepOBCKOM MoHMTOpupoBaHnu DKI, mHmIyKInIs
CTOMKOM KeTyTOYKOBOM TaXUKapAUW UIn hruOprsis-
LIMM XKEJTYI0UKOB MPU 3JEKTPOPHU3UO0JIOTUIECKOM HC-
CJIeOBaHMU, TIEPBUYHAS 2JIEKTpUUYECKass HeCTaOUIb-
HOCTb MMOKap/a KeJyI0uKOB, PUEHTPU TaxUKapAuHU,
HAJKEJIYNOYKOBBIE U XKEJIYLOYKOBBIE TaxUapUTMUU,
OpanvapuTMUU B pe3yJibTate TUCHYHKIIUU CUHYCHOTO
y371a 1 OJ0Kaj cepAlia, OCTpble HapYIIEHUsI TeMOIu-
HaMUKU.

OCHOBHOI1 TIPUYMHOI BHE3AITHON CMEPTU OOJIb-
Heix TKMII B Hacrosiiiee BpeMsl cUUTaeTCsl MepBUY-
Has 3JIEKTprUIecKasi HeCTaOWILHOCTD cepana — (Gpuod-
PWLISILIMS XKEJTyTOUYKOB.

I'KMII xapakTepusyeTcst HaTu4ueM y4acTKOB (hu-
Opo3a B MMOKape, HapyllleHeM apXUTEKTOHUKU KJie-
TOK ¥ HAJIMYUEM TUTIePTPODUPOBAHHBIX/IUCIIIACTII-
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HBIX MUOIIUTOB, YTO CO3/IaeT HETOMOTEHHYIO 1 HecTa-
OMJIBHYIO, TIPOAPUTMOTEHHYIO 3JICKTPUUECKYIO OCHOBY
[25, 29], koTopast MOXKeT ObITH OOYCIOBJIEHa OCOOEH-
HOCTSIMU MOP(OJIOTMIECKNX M3MEHECHUI B MUOKap/e
(ero mesopraHmzanueit, ¢pudpo3om), npeapacrosara-
IOIMMMK K TTOBTOPHOMY BXOIY BOJHBI BO30OYKICHMUS,
MPEeXAEBPEMEHHBIM BO30YXICHUEM KEJIyTOUYKOB Ye-
pe3 naTeHTHBIC 100ABOYHBIC ITPOBOISIINE ITyTH, OOHA-
pPYXMBaeMbI€ y OTAEIbHBIX OOJIbHBIX; UIIEMHET MUO-
kapna. JlokasbHasi HETOMOTEHHOCTb TPUBOIUT K
pa3BUTHIO MexaHu3Mma pueHTpu [5]. BapnabenbHOCTD
MPOCTPAHCTBEHHOW OpPraHM3allui MEXKIIETOUHBIX CO-
eIMHEHUI, TpaHCMYpaJibHasl U TpaHCCEeITaabHasl TUC-
Mepcust BEKTOPa PEroyisipu3aliiy, MEXKIETOYHBIX CO-
eIVHEHU#, BHYTPUKIETOYHOTO TOMEOCTa3a HMOHOB
KaJIbLIMST TIPUBOJISIT K HETOMOTEHHOCTH PAacIpOCTpaHe-
HUS IOTeHIMAa neiicTBust. [1pearmochuIk K HapyIie-
HUIO Tpoliecca pernojiapu3aluy MpeapacnoiaraloT K
BO3HMKHOBCHUIO TIO3THEN W paHHEH A0S pU3allii,
YTO SIBJISIETCS MICTOUHMKOM 3KCTpacucTosl. Masble cie-
JOBBIC TIOTEHIINAJIBI B KEIYIOYKaX ¢ HU3KOM aMIUIUTY-
JIOM ¥ BBICOKOI Y4aCTOTOI TPEACTaBISIIOT cOOOI aHO-
MaJIM1 pacripoCTPAaHEHUST UMITYJThCa U MOTYT ITPUBECTH
K PUEHTPU apUTMUM.

[TauueHTsI ¢ yBeIMYEHHOU MOJIOCTHIO MPeACepaAnit
W3-3a HAJIMIMS KJIAITaHHOM MaTOJIOTUH WJIU TIeperpy3-
K1 00BEMOM TIPEAPACITONIOKEHBI K Pa3BUTUIO HaJKe-
JIYIOYKOBBIX apUTMUiI, OCOOCHHO (OUOPMLISAINN
npenacepauii (PIT) [21]. Y HeKOTOpPHIX OOJBHBIX Hall-
JKeJTyIOYKOBEIC TaAXUAPUTMUU MOTYT CIIPOBOLIMIPOBATH
JKEJTyIOUKOBbIE HapylIeHUs] puTMa. Takue yciaoBus,
KaK 3JICKTPOJIMTHBIN AMCOaTaHC BCIEICTBUE TUYPETH-
YeCcKOoii Tepanuu 1 yaauHeHue nareppana O— T, a Tak-
K€ TIPOApUTMUYECCKIE CBOMCTBA aHTUAPUTMHUICCKUX
npenapaToB, KOTOPbIE YaCTO Ha3HAYAIOTCS OOJTBHBIM C
TKMII, MOoTyT YCKOPUTH pa3BUTHUE ITUX APUTMUIA.

[TaTodusmonornyeckne HapyiieHUs, TPUBOISI-
mue k BCC, BkiIoyaroT HaaKeay10uKOBbIe TaXxuKap-
IWW, CHUHYC-apecT, >XEJIYIOYKOBBIC TaXWUKapaWU,
WIIeMUI0 MUOKap/a U BHe3aITHbIe U3MEHEHUS TEMO-
OIMHAMUKN U3-32 (PU3NICCKUX W SMOIMOHAJIBHBIX
MPUYKH.

Hampmmep, mo maraasmM D. Anderson 1 coasr. (1983 1),
JKEJIyTOYKOBbIE HapyIIEHUSI PUTMa yIaBaJoCh BbI-
3Bath Y 14 (82,4%) u3 17 maumuenros ¢ I'KMII o
cpaBHeHu1o npuMepHo ¢ 20% B ciydae UBC. Cpenu
OOJIbHBIX, TIEPEHECIINX BHE3aMHYI0 OCTAHOBKY KPO-
BooOpameHus, L. Fananapazir u S. Epstein (1991 1)
WHIYIIMPOBAJIN KeJTyT0YKOBYIO TAXUKAPIAWIO UIN (pu-
OpWILTSLINAIO Kemyno4koB B 70% cirydaeB. 3HAYUTEb-
Hasl 4acTOTa MHIYKIINHU KEITyTOYKOBBIX apUTMUI OT-
MecYeHa TakKXe VY TAaIUEHTOB C OTSATOIICHHBIM
CeMEeHBIM aHAMHE30M, B KOTOPOM ObLIM yKa3aHWs Ha
BHE3aImmHyIo cMepTh (57%), 1 cTpagaolmux 00MOpPOKa-
mu (49%) (Fananapazir L. u coaBr., 1989). Cnenyet
OTMETUTD, OTHAKO, YTO B TTOAABJISIONIEM OOTBITMHCT-

Be ciydaeB ' KMIT-unayuupyemas xxeayaoukoBasl Ta-
XUKapIWsT HOCUT TMOJUMOPGhHBIN XapakTep, YTO MO-
JKeT OBIThb CBSI3aHO CO CBOMCTBEHHOII 3TOMY 3a0oJe-
BaAaHUIO HETOMOTEHHOCTBIO BHYTPMIKEIYIOUKOBOTO
MPOBEIECHUS K3-3a OOIIMPHBIX YYACTKOB XaOTHYHO
PACITOJIOXKEHHBIX KapIMOMHOIIUTOB M MHOXECTBEH-
HbIX oyaroB ¢uopo3a. Y yactu 6oabHbIX [KMII BHe-
3aITHasl cepIedHasi CMEPTh, ITO-BUANMOMY, 00YCIIOBIIe-
Ha MEepBUYHBIMU HapYIIEHUSIMU MPOBOAMMOCTU. Tak,
WMEIOTCSI HAaOJIONICHUsT Pa3BUTHSI CTOMKON acUCTOINN
KelynoukoB y 6onbHbIX [ KMIT ¢ cunapomom ciaboc-
TH CUHYCHOTO y3J1a, a TAaKXXe B CBSI3U C BOSHUKHOBEHU -
€M TIOJTHOM aTpHOBEeHTPUKYIsIpHOIT Ookanb! (Tagik A.
U coanT., 1973, u ap.). I1o nanubiM L. Fananapazir u
S. Epstein (1991 1.), cpenu mepeHeCHINX BHE3aITHYIO
OCTaHOBKY KPOBOOOpAIIIeHHS C YCITeITHOM peaHnMa-
el mUcYHKINUS CHUHYCHOTO y3/Ia OoTMedailach B
47% ciydaeB, HapyLIEHUST IPOBOIUMOCTH I10 CUCTE-
Mme [uca—Ilypkunbe — B 23% u ynaiMHeHUE aTPUOBEH -
TPUKYJISIPHOU MPOBOAMMOCTU — B 3% ciydaeB. Bo3-
HUKHOBEHMIO (haTaJbHBIX OpamuapUTMUN MOXKET
CMOCOOCTBOBATh TAKXKE YaCTOE MPUMEHEHHUE JIJIsI JIeue-
HUS CHUMIITTOMAaTUYHBIX OOJBHBIX MEIWKAMEHTO3HBIX
MpenapaToB, YTHETAIOIINUX (DYHKITMIO CUHYCHOTO U aT-
PUOBEHTPUKYISIPDHOTO Y3JI0B, TaKUX, Kak [-aapeHo-
0JI0KaTOpPHKI, BepanaMuJl U Auiituaszem. PeajibHO rpu-
yuHOI BHe3anmHoil cmepTu nipu 'KMII sBisiercst ocT-
poe HapyIIeHNEe TeMOIMHAMUKNA — Pe3KOe CHUKCHME
BBIOpOCA KPOBU B A0PTY, BIUIOTH JIO €T0 TIOJIHOTO Tpe-
kpamieHnss. OHO MOXeT OBITh OOYCIIOBJICHO BHe3all-
HBIM YBEJIMYEHUEM OOCTPYKIIMY MO 1EHCTBUEM TaKUX
ITOJIOXKUTEIBHBIX MHOTPOITHBIX (PaKTOPOB, KaK (pu3u-
yeckasi Harpy3ka M 3MOLIMOHAJIbHOE HampsKeHUE, a
TaK:Ke MoJ, ACUCTBUEM TUTIOBOJIEMUN U apTepUATbHOMN
runoTteH3uu. IlocleaHIO0 MOTYT BbI3BaTh (pu3mMuec-
Kasl Harpy3Ka BCJICICTBUE HeaJIeKBAaTHOTO CHIDKECHUS
nmepudepruIecKoro COCYIUCTOrO COIMPOTUBICHUS U
MaTOJIOTUUYECKasl aKTHBALMSI OapopelielTOPHOTO pe-
dJiexca, conpoBoxaaeMasi OpaguKapauei.
Dubpurrsiyus npedcepouti. OUOPMIUIAINS TIPE-
cepauit — HamboJIee YacTass HaIKeIyTOUKOBas apuT-
mus, Habmogaemas npu 'KMIT [21]. B koHeuHOM
cuete y 20—25% naumentoB ¢ 'KMII pasBuBaetcs
napoKcHU3MabHast Wi roctossHHas popma PI1, uto
CBSI3aHO C YBEJIMYEHHEM IIOJIOCTH JIEBOTO IIpeacep-
IWST U MUTPAJIbHOM HeAoCTaTOYHOCThIO [19, 21, 24].
IMauueHTsl Oosee crapiiero Bo3pacra, ¢ MOCTOSTHHO
MOBBIIIEHHBIM CHCTOJIMYECKMM M KOHEYHBIM JIHMa-
CTOJIMYECKUM JIaBJICHUEM B JIEBOM KeJIyI0UKe, HAJIH -
JreM IMACTOTMYECKOM TUCchYHKIIUM OoJiee TIpeapac-
MOJIOKEHBI K mocTossHHOM (opme DIT BciaemcTshe
YBEJIMYEHUS TIOJIOCTH JieBoro Tipencepaus [19]. Mo-
JIOJbIE MALIMEHTHI C BBIPAXKEHHOM OOCTPYKILIMEH ITy-
Teil OTTOKA M3 JIEBOTO KeJyIoUKa TaKKe UMEIOT BbI-
COKMI PHUCK Pa3BUTUSL TapOKCU3MaTbHON (HOPMBI
@®I1. Pasputue GubOpuasguUu Npeacepauii mpu
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I'KMIT accouuupyeTcs ¢ mporpeccupylolieii cepaed-
HOI HEIOCTaTOYHOCTBIO M IPOTPECCHUPOBAHUEM Ca-
moro 3abosieBaHus [19]. M3-3a MOBBILLIEHHOTO pUCKa
Pa3BUTHSI TPOMOOIMOOTMICCKIX OCTOXKHECHUI aHTH -
KOaryJsiHTHasi Tepanus (Hampumep, BapdapuHOM)
JIOJKHA Ha3HAYAThCSA KaK MOXKHO paHbIIe (yxKe ITocie
OIHOTO-IBYX 3aperuCTPUPOBAHHBIX MapOKCHU3MOB
®IT). Y HEKOTOPBIX MAIMEHTOB HAIKETYI0YKOBBIE
TaxuapuTMUU MOTYT CIIPOBOILIMPOBAThH XKeJIyT0YKOBbIE
HapylieHus putMa [8], oIHAKO B HACTOSILEE BPEMs
HET T0CTaTOYHBIX 10KA3aTeIbCTB, FTOBOPSIIIMX O CBSI3U
®IT u BHe3ammHOM cepaeuHoi cmepty npu ['KMII.
Tem He Menee Hammume PI1 accoummpoBaHO CO
CMEPTHOCTBIO OT CepJCYHONM HEeTOCTaTOYHOCTU U pa3-
BUTHEM MHCYJIBTAa. AMHOIOPOH SIBIISICTCS IIperiapaToM
BBIOOpA /15T TIpoMIakTUKU TTapokcu3moB @II, B To
Ke BpeMs Ipu mocTostHHO# dhopme PIT ciaemyer Ha-
3HayaTh MpenapaThbl, KOHTPOJUPYIOIIUE PUTM CepI-
11a, 0eta-06oKaTopsl 1 Bepanamui [21]. B HacTosee
BpeMsl HET €AMHOr0 MHEHMSI B OTHOILIEHUU METOIOB
XUPYPTUIECKOTO JIeUeHUS (DUOPMIIISIIIUM TIpeacep-
MU pagTuovyacTOTHas abaalusl, XUpypruyeckKuii «jia-
OUPUHT» WIM UMIUIAHTAUUSI TpeacepaHoro aeduod-
pusitopa [24].

Jlpyeue npedceponvie maxuapummuu. ITpu I'KMII
TakXKe Pa3BUBAIOTCS HAIXETYAOYKOBas TaXWMKapaus,
AB-610kaga u cuHycoBas Opaaukapausi. CUHIpoM
Bonbda—ITapknHcoHa—YaiiTa ToXe MOXET HaOIIIo-
natbest mpu [KMII. bonee Toro, Hanuuue 3TOro CUH-
npoma npu 'KMII moxeT cBUIETENbCTBOBATh O €€
CBSI3U C 0O0JIE3HBIO HAKOILUIEHUS TJIMKOIeHa BCIEICT-
BUe Haynuust myTaruii B reHe PRKAG?2 [6].

Keaydouroevte apummuu. KenynoukoBble apuT-
MWU SBJISIIOTCS HAaMboJ1ee paclpOCTPAHEHHBIMU apUT-
musaMu 'y 6onbHbIXx [KMII. ITpu xonrepoBckoM MO-
HUTOPUPOBAHUM OHU perucTpupylorcss B 50—83%
ciydaeB. [IpumepHo B 50% ciyuaeB Kenyq0YKOBbIC
APUTMUU TIPOTEKAIOT OECCUMIITOMHO W BBISIBJISIIOTCS
JINIIb TIPU IJIUTeTbHOM MoHMTOpupoBaHum DKI. B
HCCJIeOBAaHNM, BKITIOUMBIIEM 178 B3pOCIbIX MallMEeH-
toB ¢ TKMII, 90% nMeJiu ety 10uKOBble HapyIIeHUs
pUTMa, B TOM YKCJIe PAHHIOIO JIETOSpU3aLIUIO XKeTy-
JI0YKOB (88%), KyILIeThbl XKeJIYIOYKOBBIX DKCTPACUC-
tout (42%), HeyctoiturBble mapokcuambl KT (31%) u
MMAapOKCU3MBI CYMPaBCHTPUKYISIPHON TaXUKapIuK
(37%), BbISIBJICHHBIC IPX PYTUHHOM CYyTOYHOM MOHM-
topupoBanuu OKI (xontep) [4].

bpaouapummuu. bpagukapnus MOXeT IIPUBECTU K
CUHKOIAJbHOMY COCTOSTHUIO W SIBJISIETCSI MEHEe Yac-
TOI IMIPUYMHON BHE3aITHOW CMEPTU. YCTAHOBJIEHO, UTO
OpamuKapauvs yalle BCTpeyaeTcsl y MalueHTOB C T'M-
nepTpodueii cpeTHel U HUKHEN YaCcTh MEXKKeTya0d-
KOBOIi MeperopoJKu. ¥ HEKOTOPhIX MallMEHTOB ¢ Opa-
IUAPUTMUSIMUA €CTh HEOOXOAMMOCTh B MMILIAHTAIINH
KapauocTuMmyJisitopa. PyTuHHoe amOyinaTopHoe Ha-
OJI0JeHUE MMeEET HU3KYIO0 IMOJIOXUTeNbHYIo (9%) u

BBICOKYIO OTpHLATENbHYIO (95%) MPOTHOCTUYECKYIO
LIEHHOCTH omnpeneneHus pucka BCC [4].

CTPATHO®UKAIIMA PUCKA BHE3AITHOM
CEPAEYHOU CMEPTH Y ITAITUEHTOB
CT'KMII

Tuneptpoduyeckass KapaAuoMUOIaTUsI OTBETCT-
BeHHa 3a 0oJiee YeM ITOJIOBMHY BCEX CIIydyaeB BHe3all-
HOW CEepIeYHON CMEPTU Y MOJIOIBIX JIIOJIEN B BO3pacTe
1o 25 net. O61Iast CMEPTHOCTh B 3TOW TPYIIIE COCTAB-
Jisiet MeHee 1%, HO B MTOATPYIIIe NMallMeHTOB BHICOKO-
ro pucka gocruraet 5—10% B rox [16].

B Hacrosiee BpeMsi HET HM OMHOTO KJIMHUYECKO-
ro, MOp(MOJIOrMYecKOro, reHeTUYECKOTo WK JIEKTPO-
(U3MOTOTUUECKOTO TTOKa3aTeIsI, KOTOPHIN OBl SIBJISLI-
Csl €AMHCTBEHHBIM HaAEeXHbIM TPEAUKTOPOM pUCKa
BHE3aImHOU cepaeuHoit cmeptu y 6oibHbIX [KMII. B
NEeUCTBUTEIBHOCTU K TPYIIE MalldeHTOB BbICOKOIO
pucka pa3putusg BCC oTHOCSITCS MAlIMEHTHI, KOTOPBIE
yXe MepeHecIu BHEOOJIbHUYHYIO OCTAaHOBKY Cepiey-
HO IesITeTbHOCTU YUIM (DUOPWILISIINIO KEIYIOIKOB.
K ycTaHOBIIEHHBIM «MalIbiM» (PaKTOpaM pHUCKa OTHO-
CATCSI: aHOMAJbHAs pPeaklUsl apTepUaIbHOrO NaBJie-
HUs Ha U3NYECKYIO0 HArpy3Ky, BbIpa’keHHasl TUIIep-
Tpodus, ceMeiHbIII aHAMHE3 BHE3alTHOU CepaeyHon
CMEPTU U SMU301bI HEYCTOMYMBOM KEJIYIO0UKOBOM Ta-
XUKapAUU, BbISIBICHHBIE MPU CYTOYHOM XOJTEPOB-
ckom MoHutopupoBaHuu DKI, HeoOObICHUMEBIE DTN~
30[Ibl MOTEPU CO3HAHUSI, OCOOEHHO TMpPHU 3aHATUSIX
crioproM [15, 16, 23]. B moroaHeHre K BhILIETEpEYHC-
JICHHOMY Ha TeuyeHue 3a00JIeBaHUsT OKa3bIBalOT BIIMSI-
HUE YpOBeHb (mOpo3a, TMArHOCTUPOBAHHBIC IIPU
MPT cepaua ¢ ranoaMHOM reHeThuYecKas peapacio-
JIOKEHHOCTb U OOCTPYKIIMS BBIBOJHOIO OTAEJA U3 Jie-
BOTO XKeJTyl0YKa.

Takum 00pa3oM, paHHSISI AUArHOCTHKaA 3aboJieBa-
HUs1, BKJIoyaroias B oM yucie u JIHK-auarsHoctuxy,
JlaeT BO3MOXHOCTb MPEABUIETh pa3BUTUE 3aboJieBa-
HUS OO TOSIBICHUS €r0 CHUMIITOMOB, YTO ITO3BOJIUT
OCYILIECTBJISITh paHHEe HaOJIofeHNE 3a MAllMEHTOM U
YMEHBIIIUTD BEPOSITHOCTh HEOJIATOTIPUSITHOTO UCXOa.
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MEXAHU3MBI HAPYIIIEHU PUTMA CEP/IIA

JI. A. boxepua®, 0. JI. boxepus, JI. A. Iiywixo

Hay4yHbIli LEHTP cepaevyHO-COCYyaNUCTON XMPYPrun Um
PAMH, MockBa

Hapyirenust putma cepiia MOTYT OBITh OIpenese-
Hbl KaK OTKJIOHEHHE OT HOPMAJbHOTO CEPIEYHOTO
pUTMa M / WA PUTM, KOTOPBIA He SIBJIsIeTCsT (DU3HOTI0-
TUYEeCKUM. APUTMUU OBIBAIOT DPETYJISIPHBIMHU, KaK B
ciyyae MOHOMODPGhHBIX TaXUKapAWii WIN TPEreTaHusl,
U HeperyasipHbIMU, KaK B ciiydae (pUOPWIISLINY WIN

. A.H. BakyneBa (oup. — akagemuk PAMH J1.A. Bokepwusi)

noauMopdHoi Taxukapauu. Kpome Toro, BbIIEISIOT
HapylLIeHUsI pPUTMa OTHOCUTEJIBHO JOOPOKAYECTBEH-
Hble, HaMpUMep MNPEXIeBPEMEHHbIE XXETyI0YKOBbIE
cokpareHus (I12KC), u 3mokauecTBeHHEIE, B YaCTHO-
CTU GUOPUILISILIUIO KETYTOUYKOB, CITOCOOHYIO TTPUBEC-
TH K BHe3arrHo# cMeptu. CaMoil pacripocTpaHEHHOM
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