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Annomauusn

Tuneprpoduueckas kapauomuonatusa (IKMIT) asisgerca Hauboiee paciupOCTPAHEHHBIM I'€HETHYECKMM 3200/1EBAHUEM CEP/ILIA,
PacpOCTPaHEHHOCTh KOTOPOTO CPEAU B3POCION KOIOPTHI HACEIECHU COCTABIAET NpUMEpHO 1 Ha 500. DTO pacnpoCTpaHEH-
HBIF 3THOJOTHYECKUI (DAKTOP BHE3AIMHOM CEP/IEUHON CMEPTH Y MOJIOJBIX M PACIIPOCTPAHEHHAS IPUYHHA 32007IEBAEMOCTU U
CMEPTHOCTU BO BCEX BO3PACTHBIX I'pynnax. [KMIT xapakrepusyercs: CJI0KHOU NaTOMU3UOIOIUEN, KOTOPAs MPOABIACTCA He-
OAHOPOSHOU KIMHUYECKOU KAPTUHOM. JIO KOHLIA HE HOHATECH MEXAHU3M Pa3BUTUA JAHHOIO BApUAHTA runepTpodun. B Hacros-
mee BpeMsa MIEHTU(MHUIMPOBAHA JIMIIb YACThb I€HETUYECKUX MYTALMI, KOPPEIUPYIOIUX C PA3BUTHEM JAHHOM ITATOJIOTHM.
B ¢BsA3M € 9TUM BECbMA AKTYAJIbHBIM SIBJIIETCS BOIIPOC T€HETUYECKON JUarHOCTUKU 'KMIT, Tak Kak 3TO JaCT HAM BO3MOKHOCTb
POBOJAUTD PACIIMPEHHBIN CKDUHUHL. BeCcbMa BAKHOM 331a4€H ABIAETCS Pa3padOTKA IEPCOHU(PUITPOBAHHOIO NTOAX0JA B KOH-
CEPBATUBHOM M XUPYPIUYECKOM JICYCHUH JIIOJICH, CTPAAAIOIINX 3TUM BAPUAHTOM KaPJIUOIIATHN.

Kmnoueawnie cnoga: runeprpopuieckas KapJMOMUOIATHS, 9XOKAPAUOIPadUs, BHE3AIHAS CEPJEUHAST CMEPTD, MEXOKETY/I0UKO-
Basl [IEPErOPOJIKA.
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Abctract

Hypertrophic cardiomyopathy (HCM) is the most common genetic heart disease, with a prevalence of approximately 1 in
500 among the adult cohort. It is a common etiological factor of sudden cardiac death in the young and a common cause of mor-
bidity and mortality in all age groups. HCM is characterized by a complex pathophysiology, which is manifested by a heterogene-
ous clinical picture. The mechanism of development of this variant of hypertrophy is not fully understood. Currently, only a part
of the genetic mutations that correlate with the development of this pathology has been identified. In this regard, the issue of ge-
netic diagnosis of HCM is very relevant, as it will allow us to conduct advanced screening. A very important task is to develop a
personalized approach in the conservative and surgical treatment of people suffering from this variant of cardiopathy.
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KapayuoMuonatumu — 310 T€TEPOreHHAA I'PyNIia 3a00-  JTMYEHHA TONIHMHBI CTEHKH JIEBOT'O XKennynouka (JIK), Ko-
JIEBAHUH MHOKAP/Ja C HAJIMYUEM CTPYKTYPHBIX U (DYHK-  TOPast HE OOBSICHACTCS HCKIIOUYUTEIBHO IOBBIIICHUEM
LIMOHAJIbHBIX HAPYIIEHHUI MUOKAP/1a KEJIyJOYKOB, KOTO-  HArpy3ku JAasjicHueM (EBporeiickoe o61ecTBO Kapauo-
pble HE OOBACHAIOTCA OI'PAHMYEHUEM KPDOBOTOKA Basiea-  jioros — ESC, 2014) [2].

CTBHE UIIEMUYECKON OOJIE3HU CEPAlld WIM IIOBBIIICH- I'KMII s1BIsI€TCSL IPEUMYIIECTBEHHO T€HETUYECKU 00-
HOM HArpy3KOM JasjicHueM [1]. [uneprpoduyeckas Kap-  YCJIOBACHHBIM 33200JICBAHUEM CEPALIA U XAPAKIECPU3Y-
nguomuonatua (I'KMIT) onpejensercs HaaIu4dheM yBe-  €TC KOMIUIEKCOM CIEnU(PUYECcKUX MOPPOPYHKIIHNO-
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HAJIbHBIX M3MEHEHHI MUOKAPId, IIPOI'PECCHUPYIOIINM
TEYEHHEM, BBICOKOU BEPOATHOCTBIO JKU3HEYI'DOXKAIOIIMX
apurmuil. [KMIIT yaiie BCEro HAWIEAYETCA IO AyTOCOM-
HO-JJIOMUHAHTHOMY THITy U OOYCJIOBJIEHA MYTALIUSIMUA B
IeHaX, KOJUPYIOIINUX CAPKOMEPHBIC OEIKM MUOKAPAA.
Oxono 10% ciryaaes TKMIT 00yCIOBIEHO JPYTUMU I'€HE-
TUYECKUMU 3A00IEBAHUAMU U CUHPOMAMU.

I'KMIT XapakKTepusyeTrcsi MaCCUBHOI (6oiee 1,5 cm),
4ale aCUMMETPUYHON rurneprpodueit muokapaa JDK ¢
NPEUMYILIECTBEHHBIM YTOJIEHHUEM MEXUKETYJOUYKOBOMU
neperopojaxku (MJKIT) M 4acThIM Pa3BUTHEM OOCTPYK-
Uy BeIxoAHOro Tpakra JDK (BTJ/DK) npu orcyrcrBuu
JPYTUX NPUYHH THNEPTPOPUN MUOKAPAA (IMIIEPTOHU-
4yeckas 601e3Hb, IOPOKU CcepAlia U 1p.). Mopdonoruyge-
cku 'KMIT nposBiaeTca Je30PUEHTAIIMEN U TUIIEPTPO-
duer KapJUOMUOLIMTOB, 4 TAKKE UHTEPCTULIMAIBHBIM
¢pubposom [3].

I'KMIT MOXeT AUArHOCTUPOBATBCS B JIIOOOM BO3PACTE.
Hepeako 3a601€BaHUE PACIIO3HAETCS CIy4aHHO BO Bpe-
MsI MEIUIIMHCKHX OCBUJICTE/ICTBOBAHUI. B 6GOJBIIMH-
crBe ciaydaes 'KMIT nnporekaer 6e3 CUMIITOMOB U OCTa-
€TCSl HEAMArHOCTUPOBAHHOM. KIIMHHUYECKHE MPOsBIIe-
Hus T'KMIT nonuMopdHsl 1 HecnenuUIHbL, OHU BAPb-
UPYIOT OT 6ECCUMIITOMHBIX (DOPM [I0 TSDKEIOI'O HAPYIIE-
HUM, TAKUX KAK CEPAEUYHAA HEAOCTATOYHOCTD, HAPYIIE-
HHs CEPAECYHOIO PUTM4, BHE3AIIHASA CEPAEYHAA CMEPTh
(BCO) [4].

AnuaemMmuonorus

B ¢cBA3M € COBEPIIEHCTBOBAHMUEM METOLOB JJUAIHOCTH-
KA YUCJIO 3APETUCTPUPOBAHHBIX CiaydaeB 'KMII He-
YKJIIOHHO pacreT. Yacrora Borasnenns [KMIT Beiie B BO3-
pactHOH rpymie crapue 25 jer [5]. COrs1acHO JaHHBIM
HOITY/IALIMOHHBIX UCCIEAOBAHUN, PACIIPOCTPAHEHHOCTD
3200JIEBAHNA B PA3HBIX CTPAHAX MHPA COCTABIAET OT
0,3 10 0,5 xa 100 ThIC. HACETCHUS B TOJ [6]. Pasnuumii B
PaCIpPOCTPAHEHHOCTH 3200JICBAHUSA B 3aBUCUMOCTU OT
PacoBOI INPHUHAMICKHOCTHU, PEIMOHA IIPOKUBAHUA HE
OTMEYEHO [7].

9Tnonorua n natoreHes

OOGIIENPU3HAHHON ABJIACTCS KOHLEHLUA O HAC/IE/-
crBeHHon npupoje 'KMIT. MHOro4nciIeHHbIE T€HETU-
YECKUE UCUIETOBAHMS, IPOBOJUMBIE B IIOCACHUE T'O/IbI,
VAYYIIIN IIOHMMAHKE 3TUOJIOTUU U rtaTorenesa I'KMIL
BonpbimHCcTBO cydaeB TKMIT (okosno 60%) nepenaercs
110 AyTOCOMHO-JOMMHAHTHOMY IyTH HACIENOBAHUA U
OOYCJIOBJICHO MyTALMSIMH B I'€HAX, KOJUPYIOIUX CAPKO-
Mepbl [8]. CapkoMepHBIE OCJIKU MHOKAPAA IIPEACTAB-
JIAIOT COOOU CIIOKHBIM KOMIIIEKC MUO(DUWIAMEHTOB, LIMK-
JIMYECKOE [IBIJKECHUE KOTOPBIX JPYI' OTHOCHUTEIBHO JPY-
ra OOECIEYUBACT YEPEJIOBAHHE MBIIICYHOIO COKpAIle-
HUA U paccnadnenus [9]. [IpoLecc MbIIIEYHOIO COKpPa-
LIEHHA OYE€Hb YyBCTBUTE/ICH K M3MEHEHUIO KOHLICHTPA-
LMY KaJIbLMA U OOECIIEYMBAETCS 34 CYET SHEPIUN, OCBO-
OOK/IAIOIIEIICS IPU THAPOIN3E A/ICHO3UHTPUdOCPHOp-
HOM KUCJIOTBL BOJMBIIMHCTBO MyTalUii B reHaX CapKo-
MEPHBIX O€NIKOB, npuBoAdmux k 'KMII, cnoco6CTByeT
CUHTE3Y CTAOMJIBHOIO OENKA C TOYEYHBIMU 3AMEHAMH
OJJHOM AMMHOKMC/IOTBI Ha JPYIYIO (MUCCEHCMYTAIIUM),
U3MEHEHHBIN OEJIOK BCTPAUBACTCS B CAPKOMED U HAPY-
maeT ero GyHKuuIo. Iuneprpodus MUOKapaa U peMoje-
JIMPOBAHUE JKEJIYJJOYKOB SABJIAIOTCA KOMIICHCATOPHBIM
MEXAHHU3MOM B OTBET HA OMO(DUUYUECKYIO U MEXAHUYE-
CKYIO HECOCTOATEIBHOCTh CAPKOMEPHOI'O KOMILIEKCA [9].
Cunraercs, 4To ocTalbHble caydau TKMIT 0ObACHAIOTCA
CJIy4aMHBIMHM U HEYCTAHOBJICHHBIMU MYTALUAMU.

LIesblit psiji HACIEACTBEHHbBIX HAPYIIEHUHT META00JIN3-
Ma, HEPBHO-MBIIIEYHbIX 3200J1€BaHNI, O0JIE3HEHN HAKOII-

JIEHUS, SHIOKPUHOIIATUI MOTYT UMUTHPOBATb (DEHOTUIL
U KIMHUYECKYIO KapTuHy [KMII — ABJIAIOTCSA TaK HA3bI-
BaeMbIMU «penokonuamu» KMIL. K HHUM OTHOCATCA
TJTIMKOT'CHO3BI,; 6OJI€3HI/I, BBI3BAHHDBIC MYTAITUSIMU B I'CHAX,
KOJUPYIOIIUX PETYIATOPHYIO CYObEAUHMUILY Y, AACHO-
3UHMOHOMOCHAT-AKTUBUPOBAHHON NPOTEMHKUHA3bI
(PRKAG?2); HapylmIeHUsI OOMEHA KAPHUTHUHY; JIM30COM-
HbIe OOJIE3HU HAKOIUICHUS; 601e3Hb AHJiIepcoHa—da6-
pr; MUTOXOHAPHUATIBHBIC 32,6OJICBQ.HI/IH; T'€HCTUYCCKH-
OOYCJIOBJIEHHBIE HEPBHO-MBIIICYHbBIE MATOJOIUM; Ras-
natuu (cuaapombsl LEOPARD, Noonan, Costello, kapauo-
(haLOKOXKHBIF CUHIPOM); AL 1 ATTR-aMHIOU103; HEKO-
TOPBIE SHJOKPUHHBIE 3200J1€BaHUs ((PEOXPOMOITUTOMA,
AKPOMETWINA, KAPAUOMUOIIATHA Y ACTEH, POKIEHHDBIX OT
MATEPEN C CAXAPHBIM JTUAOETOM); JUIUTEIBHBIN IIPUEM
HEKOTOPBIX JIEKAPCTBEHHBIX IPENAPATOB (aHA00IUYE-
CKHE CTEPOU/bL, TAKPOIUMYC, I'HIPOKCUXIIOPOXUH). CO-
BPEMEHHbBIE JOCTWKECHUS B TEXHOJIOTUAX CEKBEHUPOBA-
HMS JJENTAIOT TEHETUYECKYIO JIMATHOCTHUKY BCe HoJiee J10-
CTYIIHOH U TAKUM OOpPa3oM 0O6serdaior auddepeHnm-
A/IbHYIO AUarHocTuky I'KMII, a Tarke NO3BOJAIOT yCTa-
HOBUTDb HAIMYUE 3A00/IEBAHUA B PAHHEM IIEPHOJE O Ha-
YIa KIMHUYECKUX NPosaBiIeHui [10].

TKMIT — reéHETUYEeCKU I'€TepOreHHOE 3a200JIEBAHUE C
U3MEHYMBOM 3KCIIPECCUBHOCTBIO U HEIMOJHOMN IICHET-
PAaHTHOCTBIO. BiepBbIe MyTALIMA B TSOKEIOM LIENH -MUO-
3MHA, Koaupyiomern ren MYH7, 6puta OOHApYyXXEHA B
2011 r. C. Seidman 1 coasT. [11]. C T€X TOP BBIABIEHO 60-
see 1500 myraiyi, BBI3BIBAIOIIUX 3a6oseBaHue. [1pu-
MepHO B 50% ciaygaes passurre 'KMIT 00yCc/10BIE€HO My-
TAIUAMH B T€HAX, KOAUPYIOMNX THKENYIO LENDb 3-MUO-
suHa (MYH7), MHO3UH-CBA3bIBaIOMUN 6enok  C
(MYBPC3) [12]. Hosermue reHeTHYECKUE HCCIIEL0BA-
HHUS YKa3bIBAIOT TAKKE HA BOBJICYECHHE B I1ATOI'CHE3
I'KMIT B HEKOTOPOM KOJIHUYECTBE CJIY4dE€B '€EHOB CEP/IEY-
HOI'O TPONOHHUHA T, TPONOHMUHA I, O-TPOIOMMHO3UHA,
JIETKOM 1IEMH-2 MUO3WHA, JIETKON 1IEMU-3 MUO3WHA, aK-
THHA [13, 14]. Y DauMeHTOB C MyTALMAMHU B I€HAX CAPKO-
MEPHBIX O€JIKOB, KaK IIPABWIO, 3a007€BAHNUE MaHU(eE-
CTUPYET PAHBIIE U C OOJIEE CEPbE3HBIMU KIMHUYCCKUMU
HPOSIBJICHUAMY, BIUIOTH 10 BCC. Takxke y 3TOM I'DYIIIBI
MAIMEHTOB OTMEYAIOTCS 60JIEE BBICOKASI YACTOTA CEMEH-
HOT'O HAKOIUIEHUSH, 60JI€€ BEIPAKEHHBIE ITPOABIEHUSA I'H-
HEPTPOMPUN MUOKAP/A, MUKPOCOCYAUCTON JUCHYHKLINHI
U pubposa. OKOJIO 5% MALUEHTOB SBJIIOTCI HOCUTE-
MM HECKOJIbBKUX MYTALUH B I'€HAX, KOAUPYIOIHUX CAPKO-
MEPBL, YTO TAKXKE POABIAECTCA PAHHEN MaHU(ECTAITUEN
U TSDKEIBIMH (DEHOTHUIINYECKHUMH XAPAKTEPUCTUKAMU.
Biusinyue pasjMyHBIX MyTALMHA B I'€HAX CAPKOMEPHBIX
OEJIKOB Ha MPOIHO3 UIA MALMEHTA SBJIAETCA B HACTOS-
miee BpeMs IIPEJMETOM MHOTIOYMCIEHHBIX HUCCIIENOBA-
HUH U AaHAIN32 UMEIOITUXCA 643 JJAHHBIX O KOHKPETHBIX
MyTauusax [2]. B Hacrosiee BpeMs IPOBOIATCI UCCIEN0-
BAHUA 110 3HAYECHUIO MYTALUH JPYTUX '€HOB B PA3BUTHU
FKMII, K HUM OTHOCSTCS T'€H TUTHHA, a-daKTHUHUHA,
a-MHC (MYH6), CSRP3, TenterornHa (TCAP), BUHKy/TMHA
(VCL), muoseHunHa 2 (MYOZ2), yOUKBUTUHINUIA3bI
(TRIMG63), LIM-1 (FHL1) [15, 10].

B narorenesze F’KMIT 3HAYMMYIO POJIb UTPAET TAKXKE I'O-
MeOCTa3 Kanblius., Hapymenus (QPyHKIIMOHUPOBAHUS
KAJIbLIUEBBIX KAHAJIOB BEAYT K ITOABICHUIO TAKOI'O 3HAYU-
MOTI'O OCJIOKHEHMS, KAK PA3BUTHUE JKM3HEYIDOKAIOLIUX
APUTMMA y 3TOM I'PYHIIBI TAIIMEHTOB. B HEKOTOPBIX HC-
CcneoBaHuAX y 60nbHbIX 'KMIT 66111 O6HAPYKEHBI PEJI-
KM€ MYTaLUYU I'€HOB, KOJAUPYIOIINX OCHOBHBIE, 4 TAKKE
peryaupyromue 6eynkn Ca-kaHnanos (SERCA), Takue Kak
docponamban (PLN), pUAHOAMHOBBIM pELENTOp 2
(RYR2), tponnonun C (TNNC1), mxyHKTODWINH 2
(JPH2) [17,18].
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Knaccudpukaumus
B nacroamee BpeMs HE CyImIECTBYET €IMHOU KJIACCH-

duxkanmu 'KMII. Boeigendiorca cemeriHas (CEMEHMHBIN

AHAMHE3) 1 CIIOPAANYECKAs (POPMBI 3100JICBAHMS.

E. Wigle 1 coaBT. pa3zpab0oTaniu HIKECIEAYIONYIO KI1ac-
cudpuranyio '’KMIT B 33aBUCHUMOCTH OT JIOKIU3AIUU TU-
NEPTPOMUU U BBIPAKEHHOCTU I'MIIEPTPOPUM:

L. Tuneprpodus JOK:

a) acumMeTpudeckas runeprpodust *90%, B TOM 4HUCIIE

e runeprpodus MIKIT ~1%;

* CPEHEKENYIOUKOBAA rUnepTpodus = 3%;

* AINMKAIbHAA (BEPXYILICYHA) r'HIEPTPOPUs = 1%;

e runepTpoduss CBOOOAHON JIATEPAIBHON WIA 3aJHEHU
qactu MIKIT ~5%,;

0) CHMMETPHUYECKAs! (KOHIIEHTPHUYCCKAS) THIIEPTPOPUSL.

II. Tuneprpodus NpaBoro XKeaygodka (PEIKO B COYETa-
Huu ¢ runieprpodueint JUK) 1% [19].

Crparerus neyeHys TKMIT B 3HAaYNTEIbHOM CTEIIEHU 34-
BUCHT OT HAJIMYMS WIA OTCYICTBHSA CUMIITOMOB, BbI3BAH-
HbIX oOcTpykuueid BTJDK, noaromy onpejesncHue Halu-
4y OOCTPYKUMH, 4 Tarke aesienue ['KMIT 1o 3TtoMy 1npu-
3HAKY SBJIACTCS BAKHBIM C KJIMHUYECKOM TOYKU 3PEHIS.

B pexomenpanmax ESC ot 2014 1. mpuBeaeHa Ciieyo-
mas1 KIACCU(PUKALNS, OCHOBAHHASL HA HAJIMYUU WA OT-
cyrcreum o6¢cTpykunn BTJDK B IOKOE U IPU HATPY3KE:

* OOCTPYKTUBHBIN (06CTpyKTUBHAA ['KMII): rpaguent
JapineHus B BTJDK>30 MM pT. CT. C pa3BUTHEM CYO-
A0PTAJILHON WA CPENHEKETYJOYKOBOU OOCTPYKIINU;

* JIATEHTHBIN (IpagueHT aasneHus BTIDK<30 MM pT. CT. B
OKOE U >30 MM PT. CT. IIPU HAI'PY3KE);

* HEOOCTPYKTUBHBIN (I'pagueHT aasneHus BTITDK<30 MM
PT. CT. B IOKOE 1 IIPH HATPY3Ke) [2].

OOCTPYKLUSA BBI3bIBACT IHOBBIIICHUE CUCTOIUYECKOT'O
Jasnenys B JOK 1 IPUBOJUT K ITOCIEAYIOIMINM CJIOKHBIM
U3MEHEHUAM ITOKA3ATENEN BHYTPUCEPAEIHON I'€MO/IU-
HAMHKH, B TOM YHUCJIE K YBEJIUYCHUIO NPOJO/DKUTEID-
HOCTH PaCC/IA0JIEHHs JKEJIYIOYKOB, IIOBBIIICHUIO [Ud-
CTOJIMYECKOTO AasneHus JIK, MUTPAIIBHON peryprura-
LM, MIIEMHUM MHOKAPAAd U YMEHBIIEHHUIO CEPAEYHOIO
BbIOpOCa. O6cTpykuusa BTJDK saBisgeTcs JMHAMUYECKUM
[IOKA34TEJIEM U MEHACTCA B 3aBUCHUMOCTH OT CTEIICHU
HAI'Py3KH, BHYTPHUOPIOIIHOIO JABJIEHHA U COKPATHUMO-
CTH Xenyso4dKa. [TOBbIIEHHAs COKPATUMOCTh MUOKAP-
/14, MEHBIIUI OOBEM KENYJOYKA WM YMEHBIIECHHE
IIOCTHAI'PY3KU YBEJIUYUBAIOT CTEIEHb CyOA0PTAIBHOMU
O6CTpyKIUH. Y nTariueHTOB ¢ [KMIT MOKET ObITh MAJIBIA
WIN HOPMayIbHBIH IpagueHT BTJDK B okoe, OJHAKO OH
MOXKET 3HAYUTEIBHO BO3PACTATh HIPU (PUUYECKUX Ha-
I'Py3Kax, IpoOe BasbCaIbBbl MU BO BPEMS JIEKAPCTBEH-
HOU npoBoKauuu [20].

ITo cTeneHu rpaiueHTa OO6CTPYKLIMH BBIIEIAIOT TPHU
FeMOJNHAMUYCCKUX ITOATPYIIIIBI, IIPUBCACHHBIC B PCKO-
mexpanusax ESC or 2014 1.

* 6a3a/1bHAs OOCTPYKLMA, IIPU KOTOPOH I'PAJUEHT B I10-
Koe 30 MM PT. CT;

* JTAOWIbHAsI OOCTPYKLIMS, XAPAKTCPUBYIOIIASIC 3HAUU-
TEJIbHBIMU CIIOHTAHHBIMU KOJIEOAHUAMU BHYTPHIKEITY-
JIOYKOBOI'O I'PaJUeHTa OOCTPYKLIUN 6€3 BUAUMOL IIPU-
YUHBI,

* JIATCHTHASI OOCTPYKLIMS, KOTOPAsl BBIABJICTCS IIPU Ha-
I'PY3KE U IIPOBOKALMOHHBIX (PAPMAKOIOTIHYECKUX
npobax [2].

O6cTpykumsa BTJDK 06ycioBieHa CUCTOTUYECKUM CO-
IIPUKOCHOBEHHEM CTBOPOK ¢ MIKII m nepegHum CUCTo-
JIMYCCKUM JIBMKCHUCM MHUTPAJIBHBIX CTBOPOK. Mexanu-
yeckoe conporusinenue B BTJDK cozpaer ycinosusa s
YCKOPEHHA BBIOPOCA B IEPUO/] PAHHETO U3IHAHNA KDOBU
u3 JOK B cHUCTOINY, HEPEJHEIO CUCTOIUYECKOTO JIBHDKE-
HUA NIEPEJIHEN CTBOPKM MHUTPAIBLHOIO Kianana (MK) u

€€ CpeAHe-CUCTOMNYECKOrO KOHTakTa ¢ MIKII, BO3HU-
KAIOIIMX B pedynprare addexra BeHTypu U Tak Ha3blBae-
MOro (peHOMEHA «TAHYIUX CI» [21]. Kakabii (penomen
B O/IMHAKOBOM CTEIEHU IPUBOAUT K (POPMUPOBAHUIO
ob6crpykiun BTJDK. Paji rccineoBaTenneil BbICKa3bIBAIOT
HPEAIIONOXKEHMS, YTO TUIIEPTPOMUA COCOUYKOBBIX MBIIIL],
n ux cmsgaue ¢ MOKIT npusBoaart k ecMmemennio MK krie-
peny, B pE3yNBraTe 4ero OOJIbIIAsl YaCTb ITOCJIEIHErO
okaspiBaerca B BTJDK. Kpome Toro, runeprpodupoBaH-
Hble 6a3anbHble OT/1e/bl MJKIT n3MeHAI0T HapasIeHue
IIOTOKA KPOBU TAKMM OOPA30M, UTO OH 34XBATBHIBACT IIE-
penxioo crBOPKy MK u nnograrusaet ee Kk MUKIL V mmarim-
eHTOoB ¢ [KMIT onrcaHa Takke CpeJHEXETYJOUYKOBasI 00-
CTPYKLMs, B OCHOBHOM Y OOJIbHBIX C BBIPAKEHHOM I'U-
neprpopuen cpennert yactu MJKII, Korja cy’keHue co3-
JIAETCA MEXAY IIEPErOPOAKON M 33JHEN MANIMUIAPHOMN
MBIIIIIEH TAKUM OOpPA30M, YTO THMHIEPTPOPUPOBAHHBIE
COCOYKOBBIC MBIl IPUMBIKAIOT K MOKIT mmm marmii-
JIAPHASA MBIIIIA OKA3bIBAETCA B 30HE IIEPEAHEN MUTPAIIb-
HOW CTBOPKH [21].

[TanueHTsL C O6CTPYKTUBHO (popmori TKMIT xapakre-
pHU3YIOTCA 60JI€€ BBIPAKCHHBIMH KIMHUYECKUMU I1PO-
SIBJIEHUSIMH, 60JIEE TSHKEJIBIM TEYCHHUEM U IIPOTHO30M 34-
6onesanu [22].

ESC (2014 r.) pasnuuaer 5 BapuanTos 'KMIT B 3aBucu-
MOCTH OT XapaKTePa TEYEHUS 3A00I€BAHUS:

* CTAOWIBHOE TEUCHUE;

IPOTPECCUPYIONIEE TEYEHUE;

BApUAHT (PUOPUUIALINU NIPEACEPINL;

BAPUAHT «KOHEYHAs CTA[USA» — OCOOBIN BAPHUAHT TEYe-
nusa KMII, XapaKTepHu3yIOIUuCca CHWKEHHUEM IJI0-
Oa/IbHOM CUCTOJIMYECKON (DYHKIIMH MHOKAPAA U IIpe-
006/1aAI0IIMMU IIPOABIECHUAMH XPOHUYECKOH cepaeyd-
HOU HEJOCTATOYHOCTH;

BapuanTt BCC [2].

ESC (2014 r.) BbA€nsA€T CAEAYIOMNE KINHUYECKUE Xa-
PAKTEPUCTUKU pasHOBUAHOCTEN TeueHust [KMIT:

* CTA0OWIBPHOE TEYECHUE: MHUHHUMAJIbHBIE KIMHUYECKHUE
MIPOABJIEHU, ITO3/THEE UX IOSABJIECHUE; OIPAHUYEHHBIN
BAPUAHT T'MIIEPTPOMUU C HAUMEHDIIICH CTEIIEHBIO TU-
ePTPO(UM; yMEPEHHBIE /OTCYTCTBUE U3MEHECHUI 1A~
cronm4eckor (pyHKumu JOK; MUHMMAJIbHBIN /HOPMalb-
HBIN ypOBeHb I'pagueHTa BTJDK; oTCcyTCTBUE ATONO-
I'MYECKUX 3yOLIOB 3eKTpoKapguorpammer (OKI); or-
cyrcrBye (hakTopoB prucka BCC;

HPOI'PECCUPYIOLIEE TEUECHUE: PAHHEE IOABICHHUE I1€P-
BBIX KJIMHUYECKUX CUMIITOMOB; HAUOOJIEE JaCTOE I1O-
SIBJIECHHE HIIEMHU U JIUACTOJIMYECKOIO BAPHUAHTA XPO-
HUYECKON CEPJACYHON HEJOCTATOYHOCTH; BBIPAKCH-
HbIE JUACTOJIMYECKHE HAPYLIEHMS, IIPEACEPAHO-KEY-
JIOUKOBOE OTHOIIIEHUE 6osee 1,0 U HapyHIeHus 110
IICEBJOHOPMAJIbBMOMY THILY; MAKCUMAJIbHOC 3HAYCHUE
rpaauenTa BTJDK; HanGosbIas 4acToTa HEraATUBHOTI'O
3ybra 7; Hanmuue 1-2 ¢axkropos pucka BCC; BapuanT
GUOpWUIALINY NPEACEPANL; TO3JHEE TTOSBICHUE KIIN-
HUYECKUX CHUMIITOMOB; IOBBIIICHUE YPOBHS MAaCChI
Muokapzaa JOK, HO MeHee BRIPAKEHHOE, YEM IIPU BapH-
ante BCC; HapymeHUe AUACTONUYECKOM (PYHKLIMU
1-ro THna, MAaKCUMMaJIbHOE OTHOIIEHHE PA3MePA JIEBO-
'O IPEACEPAUS K KOHEYHO-JUACTOIMYECKOMY PA3MEPY
JIK; MakcHMaIbHAs 9aCTOTA OJIOKA/T U TATOJIOTUUYECKO-
ro 3youa Q; Hammuue 1-2 ¢axkropos pucka BCC;
BapuanT BCC: paHHEE MOABIECHUE IEPBBIX KIMHUYE-
CKHUX CHMIITOMOB; HAaMOOJbIIAsl CTENEHb THIIEPTPO-
dun ¢ MAKCUMAJIBHBIMU 3HAYEHUAMH MACChl MUOKAP-
Ja JDK u nHaekca maccbl MUOKapaa JOK; MakCuMaibHO
BBIPAKEHHAA JUACTOINYECKAA JUCHYHKIUA C IICEB/O-
HOPMAJIbHBIM TUIIOM HAPYLIICHUN; HaM4Iue 2—3 (Qak-
TOpOB pyUcKa BCC;
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* BAPUAHT «KOHEYHAS CTA/IUS»: JATIbHEHIIIEE IPOTrPECCU-
poBaHUE SBJICHUI 34CTOMHOM CEPACYHOM HEIOCTA-
TOYHOCTH, CBA3AHHON C PEMOJENTUPOBAHUEM U CUCTO-
smaeckod pucynkuuneid JOK [2].

KnuHuka

I'KMIT MOKET KIMHUYECKH MaHHU(PECTUPOBATDH B JIIO-
©0M BO3PACTHOM NEPHUO/IC *KHU3HU — KAK HA IIEPBOM 'Oy
JKM3HH, TAK U B IOCTATOYHO PEKIOHHOM Bo3pacTe. Oco-
OEHHOCTBIO KIMHUYECKOM KAPTUHBI SABJIIOTCA BapUa-
OENMBbHOCTD U MAJOCHEU(PUIHOCTD. TTallMEHTBI MOTYT
OCTABATHCS CTAOMIBHBIMHU ,Z[JII/ITeJIbeIﬁ IIPOMCIKYTOK
BpeMeHU. 1o 25% mopei ¢ TKMIT KuByT JOCTATOYHO
posro (75 ner u 6osiee). B nogO6HBIX CUTYaLUAX KIMHH-
YECKUI JUATHO3 YCTAHABIMBAETCA CIYYaHHO WIH IO pe-
3yJBTATAM CKPUHMHIOBOTO IMOWUCKA. CpeIHUI BO3PACT
OOJIBHBIX C JUAIHOCTUPOBAHHOM I1ATOJIOIUEN KOIEOIET-
¢ o1 30 1o 40 ner. YV O0NbUIMHCTBA CUMIITOMATHYHBIX
OOIbHBIX HAOJIIONAETCSI COYETAHUE HECKOJIBKUX JKAI00
BIUIOTB IO IIOJIHOI'O CHMIITOMOKOMIUIEKCA [2].

J11 ManenToB C JAHHBIM BAPHUAHTOM KapAHOIIATUU
XAPAKTEPHBI OJBIIIKA PA3HOM CTEIIEHU BBIPAKEHHOCTY;
JUCKOM@OPT B I'PY/IN, BIUIOTH O 60JE3HEHHBIX OIIYIIE-
HUIT; PA3JIMYHbBIE HAPYIIEHUA CEPAEYHOIO PUTMA U IIPO-
BOJMMOCTH, T'OJIOBOKPYKEHHUE, KOTOPBIE Y4ACTO HOCAT
BBIPDA’KECHHDBIN XaPAKTEP, CMHKOINAJIbHBIE COCTOSHUS,
c/1abocTs [22].

OJbIIKA, OOJIE3HEHHBIE OIIYIICHUS B I'PYJHOMN KICTKE,
T'OJIOBOKPY>KEHHE, CUHKOIIBI CBA3AHbI JUACTOJIUYECKUM
BAPUAHTOM JUCHYHKIUH MUOKAPAA, A4 TAKKE C OOCTPYK-
nuent BTJDK, MUTpaZbHOIN pPEryprutanuei, uieMue u
HAPYLIECHUS PUTMA CepLid. BOJb B Ipyiu MOXET HOCUTD
KaK KJIACCUYECKUU AHI'MHO3HBIN, TAK U ATUIIUYHBINA Xa-
paxrep. bonu B o6actu cepata npu 'KMIT o6ycnose-
Hbl MIIEMUYECKHMU 3SIU30JAMHU, DPAZBUBAIOIIMMUCH
BCJIEACTBUE MHUKPOBACKYJIIPHOU JUCKHYHKILIUU, TOBbI-
LIEHHOM HArpy3Kou Ha creHku JDK, o6crpykuuneid BTJDK.

CHHKOIIA/IbHBIE COCTOAHMS U I'OJIOBOKPYKEHHE Hau-
60J1€€ YACTO BCTPEUAIOTCS Y OOJIBHBIX C OOCTPYKTUBHBIM
BapuanToM 'KMIL Kak mpaBuio, OHM BO3HHKAIOT BHE-
3a11HO Ha (POHE ITOIHOTO 3/10pOBbs [20].

CHUMIITOMHAA OPaJUKAPAUA U ATPHUOBEHTPHUKY/IAPHAS
610kana npu 'KMII BcTpevatoTcst Hedacto. Hanynuue at-
PHOBEHTPHUKYJIIPHOM OI0KAbI MOKET PETUCTPUPOBATH-
Ci Ipr CHCL[I/I(pI/ILICCKI/IX IFCHCTUYCCKUX ITOATUIIAX Y MO-
noabix (gecmu, FHL1, PRKAG2) iy 1py aMHIOUI03€ U
6one3nu AnzpepcoHa—dabpu [2]. JKenrygoukoBast Taxu-
Kapausa ABJIAETCA, KAK MPABHJIO, Y4CTOU HAXOJKOW NPU
MoHuropuposanuu OKI'y nanuenTos ¢ TKMIT Ee yacro-
Ta YBEJIMYUBACTCS C BO3PACTOM U KOPPEIUPYET C TOJIIM-
non crenku JDK. JKenygo4ukoBas TaXUKaApAUA ABJIAETCA
(axropoM pucka paszsurusa BCC npu TKMIT [20].

AuarHocTuka

OCHOBHBIM METO/IOM JJUATHOCTHUKH OCTA€TCSl dXOKap-
nuorpaduyeckoe ucciegosanue (OxoKr). Taxxke mumpo-
KO UCITOJIB3YIOTCSI COBPEMEHHBIC BU3YAITU3UPYIOIINE ME-
TOJIUKU, B YACTHOCTU MAI'HUTHO-PE30HAHCHAsI TOMOI'Pa-
dust, obmazaomas OOJBIICH pa3pelaoneil CrIocoo-
HOCTBIO W TIO3BOJIAIONIAS TIOIYIUTDh 60OJIEe TOYHYIO WH-
(hopMAITUIO O CTPYKTYPHBIX U3MECHECHUSIX, 4 TAKKE KOM-
IBIOTEPHAS TOMOT'PadHsL, OJHO(POTOHHASI SMUCCUOHHAS
KOMIIBIOTEPHASI TOMOTI'PA(dUs], O3UTPOHHO-IMHUCCHOH-
HasT KOMIIBIOTEPHAS TOMOTpadUs, IAIONUE JTOTOTHH-
TEIBHYIO NH(OPMAIIUIO, HEOOXOJUMYIO IIPpU AU PepeH-
UATBHOU JJUATHOCTUKE [4].

Penrrenorpagpusa OpraHoB I'PyJHON KJIETKU 44aCTO HE
BBIABIAECT OTKJIOHEHHUH OT HOPMBL [IpU BBIPAKEHHOM
IIOBBIIICHUWY JABJICHHS B JIECOYHOU APTCPUN OTMCYAIOT-

CA IPU3HAKK APTEPUAILHONM M BEHO3HOMN TUIIEPTEH3HUH,
PaCIIMPEHUE JIETOYHBIX KOPHENH M BBIOYXaHHUE BTOPOI
JIYTU JIEBOI'O CEPJIEYHOTO KOHTYpA [1, 2].

DAKTUUECKU Y BCEX MALIMEHTOB C JJAHHBIM BAPUAHTOM
KApAUONATUH UACHTU(PULMPYIOT 3JIEKTPOKAPANOrPA-
duyecKue M3MEHEHMs: NPU3HAKU runeprpodun JDK;
NPU3HAKK [EPETrPY3KH U I'MIIEPTPOMUM JIEBOTO NPE/-
cepAus; U3MCHECHUSI KOHEYHOM YaCTHU JKEJIYJJOYKOBIO
KOMIUICKCY; HA/DKEIYIOYKOBBIE M JKEIYAOYKOBBIE HAPY-
LIEHWs CEPACYHOIO pUTMa; y 1/3 OONBHBIX PETUCTPU-
pyrorca KoMIuiekc QS v rmatonorudeckuii 3yoen O [1, 2].

IIpu xonrepoBCKOM MoHHUTOpUposaHuu DKI' 6onee
ueM y 80% GOIbHBIX PETUCTPUPYIOTC U3MEHEHUS B BUZIE
JKEJIYJOYKOBBIX IKCTPACHUCTOJI BBICOKUX I'Dafallvid, SAB-
JIAIOMUXCA IIPEJBECTHUKOM SKETYOYKOBOM TAXUKAPAUH
M BHE3AIMHOM KAPAWUAIbHOM cMepTH (1, 2].

OCHOBHBIM METOAOM AUAarHOCTUKU I'KMII, Kak 6bL10
YK43aHO BBIIIE, ABJIICTCA YIBIPA3BYKOBOE UCCIICIOBAHUE
cepana. HTEPEC NPEACTABIAET JUATHOCTUKA OOCTPYK-
TUBHOU (popMbl 'KMIT ¢ obcrykuuent BTJDK. OxoKI-
KpuaTepusiMH JaHHOM (popMbl TKMIT ABIAIOTCS: yBE/IUYE-
Hue pasmepa MJKII u orpaHnyeHue €€ IMOJABUKHOCTY;
JWIATALMA TIOJIOCTH JIEBOI'O IIPEACEPAMA U YMEHbBIIICHUE
nosnocrtu JUOK; ysenndenue pakuuu Beiopoca JDK; cu-
CTOJIMYECKOE JIBYDKEHME IIepeHer cTBopku MK [1, 2].

MarauTHO-PE30HAHCHAS TOMOI'PA(US ABJIACTCA yTOU-
HAIOIIMUM METOJIOM, €CJIN TIpoBeaeHusa OXOKI negocra-
TOYHO JUIA TOCTAHOBKU JUATHO32, 4 TAKKE PACCMATPHUBA-
€TCs KaK IPUOPUTETHBIN METO/, HA 3TAIIE KOHTPOJI XU-
PYPIrudecKkoro jgedenus [1, 2].

HHbopManus, nojaydaemMas Ipu NPOBEAEHUN PAHO-
HYKJIHMJHBIX MeTONOB 1Tpu 'KMIT, mMeeT BCrIoMOraTennb-
HO€ 3HAadeHue. BO3MOXHBI OLCHKA COKPATHUTEIbHOU
CIIOCOOHOCTH MHUOKAP/4, €ro nep@y3uu U MeTa00IU3Ma,
BEPU(PUKALIMSA TOBPEKACHUSA MUOKap/a [1, 2].

JleueHune

C tex nop kak I'KMII 6bu1a BIIEPBBIE OITMCAHA, 4 UMEH-
HO 60see 50 yieT Ha3a/l, 6bUIO PA3PA6OTAHO MUHHUMAJIb-
HOE KOJIMYECTBO CIIOCOOOB HOBOTO TEPANIEBTUYECKOTO
JIedeHHUsI U 60JIC3Hb B OCHOBHOM JICUUJIACH C IIOMOIIBIO
IPEINAPATOB, PA3PA60TAHHBIX I JICYEHHs IPYTUX 3260~
JeBaHuil [23]. Bce ncnonb3dyeMble B HACTOAILEE BPEMA
npenapartsl aia jedeHuss ['KMIT npeacrasisior co60i
OTPHUIIATCIIBHBIC MTHOTPOITHBIC CPCACTBA, HAIIPABJICHHDBIC
Ha yJIy4dlleHUue CUMITOMOB. ITpu o6cTpykTuBHOM I'KMIT
MPUOETAIOT K XUPYPTUUECKOM MUIKTOMHUU M YPECKOK-
HOU TPAHCKOPOHAPHOW CEMNTAIBHOU AOJAINM, YTO SIB-
JIAETCSL XOPOLO Pa3zpadOTaHHOM U 3(PPEKTUBHOI TEPa-
nuen [24]. OgHaKO B NOCIEAHEE BPEMs HAOIIOLACTCH
BCIUIECK Pa3pabOTKU HOBOI'O, CIIEU(PUYHOTO I 3260~
sieBanus yiedenus npu IKMIT [25]. HoBele MeTOABI Ha-
IIPABJICHBI HA OCJIA0JICHUE YYBCTBUTEIBHOCTH K CAPKO-
MEPHOMY KaJIbLIMIO, AJUIOCTEPUYECKOE UHIMOHMPOBAHHE
CEPIEYHOIO MUO3MHA, METAO0OTHUYECKYIO MOJYJIAIHAIO
MMOKAPJA U UHI'HMOMPOBAHHE CHUCTEMbl PEHHH-AHIHUO-
TEH3UH-AJIbJOCTEPOH, 4 TAKXKE CTPYKTypPHBIE BMEIIa-
TEIbCTBA, BKIIOYAs YPECKOXKHYIO IuIM3aniio MK u sHgo-
KAPJUAJIBHYIO PAJUOYACTOTHYIO AOJAILUIO CENTATBHON
runeptpodun [20].

CbapmaKonoruqecKaﬂ Tepanua

OciabieHHe IyBCTBHTEIBHOCTH K CapKOMeEpY
Kanpuua. HapymeHue perysinuy nepeiadu CUrHaloB
KaJIbLMS B MMOIIMTAX CEP/ILIA UI'PAET KPUTHUUECKYIO POJIb
B Oosne3HeHHOM cocTogHuU KMIL. OH crioco6CTByeT
KAaK TUACTOJIMYECKOM TUCHYHKIINHU, TAK U APUTMOTI'€HHO-
CTH, KOTOPAs YaCTO NPEAIIECTBYET PA3BUTHIO THIIEPTPO-
dun 1 cumMnTomMosB y nauuenTos ¢ 'KMIT. Bbulo nokasa-
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HO, YTO MYTAllUH B CAPKOMEPHBIX OCJIKAX, BKJIIOYAs CEP-
JIEYHBIN MUO3UHCBA3bIBAIOMUI 6enok C (cMyBP-C) u
cepaeunbiil TponoHuH I u C (¢Tnl u ¢TnC), BBI3BIBAIOT
HOBBIIIEHHOE CPOJCTBO KAJbLUSA K MUO(DUIAMEHTAM
cepaua B mojenax 'KM yenoBeka U JKUBOTHBIX. [Ipesrio-
JIArA€TCs, YTO MOBBIIIEHHOE CPOACTBO K MUOMHUIAMEHTY
Ca NpUBOJUT K «3aXBATY KAJIbLHA» B MYTAHTHOM C4APKO-
MEPE, BbI3bIBASL 3HAYUTEIBHBIC U3MEHEHHS BO BHYTPU-
KJIETOYHOM OOpabOTKE KAIbIUSA C AKTUBALIMEHU IIyTU
KanpluH-KanbMoaynuukrHaza I (CaMKID) [27]. 3agep-
JKAHHBIN HATPUEBBIIN KAHAJ ABIAECTCA HIKECTOAIIEN MH-
menpio a1 CaMKII, KOTOPBIM 4acTO AKTUBUPYETCA B
I'KMIT 1 npuBOAUT K JAJIbHEUIIEMY YBEIUYECHUIO BHYT-
PHUKIETOYHOIO KaIblHid 34 cyeT Oenka oomeHa Na-Ca,
06pazyIoUIErO NOPOYHBIN UKL DTU NEKTPOPUZNOIO-
I'MYECKUE M3MCHCHUS BBI3BIBAIOT YBEIUUCHUE IIPOJOJI-
SKUTEIBHOCTU MOTEHLINAIA JEUCTBUA, A4 TAKKE yBEIHYE-
HHE YaCTOTbI PAHHUX U OTCPOYEHHBIX I10CJIE JAETIONAPU-
34111, KOTOPBIE JIEKAT B OCHOBE TTOBBIINIEHHON aPHUTMO-
I€HHOCTH M, KDOME TOr'O, IPUBOJAAT K OOJIEE BBICOKHUM
KOHLICHTPALUAM JIUACTOJIUYECKOIO KAJIbLIUSA, [IPUBOLI-
LM K HAPYIIECHUIO PACCIab/ieHus MUOKapy, [28]. Ha Mbl-
murHoM Moaenu 'KMIT (muccenc-myranusa Arg403GIn B
TSDKEJION LIENH a-MHUO3MHA CEPALIA) PAHHEE BBEACHUE
UHI'HOUTOPA KAJIBIIUEBBIX KAHAJIOB L-TUIIa, JUITHA3EMA,
IIPHBEJIO K IJINTEIbHOMY (39-HEEIbHOMY) OCTIA0IECHUIO
TUIIEPTPOPUIECKON MATOJIOIMH U YAYYIIEHHIO (DYHK-
nuy cepaud. CA4UuTaeTCs, 4YTO, OJIOKUPYS KAIbIIMEBBINA Ka-
Hai L-tuna go passurusa penoruna 'KMIT, puirrnasem
NPEAOTBPAILAET 3aXBAT KA/IbLMA B MyTAHTHOM CAPKOME-
p€, TEM CAMBIM HAPYIIAS PA3BUTHE MTATOJOTUYECKON T'H-
neprpocpumn [29].

PanonasuH — no3gHuit uHIruouTop Na-KaHamza, UC-
IIOJIb3YEMBIH B HACTOSIIIEE BPEMS B KAYECTBE AHTHUAHIU-
HAJIBHOT'O JIEKAPCTBEHHOI'O CPEJACTBA. B 3KCreprMeH-
TAJbHBIX UCCJIEIOBAHUAX PAHOJIA3UH TMOKa3al 3P dek-
THUBHOCTD B KAYECTBE APUTMHUYECKOI'O CPEACTBA U KPOME
TOI'O, PAHOJIA3HUH YJIY4YIIAE€T MAPKEPbI JUACTOIUYECKOM
JuchyHkuu [30].

ANTIOCTEpHUYIECKOE€ HHI'HOHMPOBAHHE CEPAECIHOTO
MHO3HHA. COOOIIAETC, YTO B CEMHUYACTHOM DPErYJIH-
PYEMOM COKPATUTEIBHOM KOMILIEKCE CEPACYHOIO Cap-
KOMEpPa CYHIECTBYIOT COTHU MATOI€HHBIX MYTAITHI, KO-
TOPBIE BHOCAT BKIAZ B narodusuonoruro 'KMIT. 9o
[PEUMYIIECTBEHHO MUCCEHC-MYTALIUU B TSDKEIOM LIETIA
B-MMO3MHA WIK PEryJIATOpHOIo 6enka cMyBP-C, koto-
pbl€ OCTAOIIAIOT B3AMMOZAECHCTBUE AKTUH-MHUO3UH, 4 TaK-
K€ BBI3BIBAIOT 3AMETHYIO BApHAOEIbHOCTD YYBCTBUTE/Ib-
HOCTHU K KaJIbBLUIO MEXAY MBIIICYHBIMU BOJIOKHAMU,
HPHUBOJA K JUCOIAHCAM B I'€HEPALIUH CHJIbI, COKPATHU-
TEIBPHOM JIUCHYHKIIUH U PACCTPOHCTBO MUOPUOpHILIL. B
COBOKYIIHOCTH 3TH MYTALIMH IIPUBOJAT K XAPAKTECPHOMU
I'MIIEPKOHTPAKTUBHOCTH U JIUACTOJUYECKOM JUCHYHK-
LMY MHOLIUTOB CEP/ALIA, KOTOPAsA 4aACTO MHPEAIIECTBYET
runepTpodun. XoTs U3BMEHEHHBIE KOMIIOHEHTHI TUIIED-
JUHAMHUYECKOTO COKpPATHUTENbHOro amnmapara B I'KMII
SIBJIIIOTCS IIPUBJICKATE/IbHBIMH MUIIECHAMU JJIS1 TEPAIIEB-
THYECKOI'O BMEIATENIbCTBA, Pa3Hble d(PMEKTbI PA3IHY-
HBIX MYTALMI 3aTPYAHAIOT (DAPMAKOJIOIHUECKOE PA3BH-
Tne. MYK-461 SIBIsteTcst HUBKOMOJICKY/ISIPHBIM MHIMOH-
TOPOM a/IECHO3UHTPUPOCGHATA3BI MHO3UHA, KOTOPLIH
HPEAOTBPAILAET IIEPEXO/] B CWIbHO CBSI3AHHOE COCTOS-
HHE [IUKJIA TIONIEPEYHOIO MOCTUKA MUO3HHA, TEM CAMBIM
YMEHBIIAS KOMP@MUIIMEHT 3AIIOJHEHHUS 1, TAKUM 00pa-
30M, AHCAMOJIEBYIO CUIIY, MOITHOCTD U COKPATHUTEIbHYIO
CIIOCOOHOCTH capkomepa [31]. Bbuio moKasaHo, 4To
MYK-461 BBI3BIBAI JJO303ABUCUMOE CHUKEHUE YaCTUY-
HOI'O YKOPOYEHMUS CEPAECYHON MBIIIIBI 6€3 KAKOI'O-TH60
U3MEPUMOI'O BO3ACHUCTBUA HA CKEJICTHBIC MBIIIIIBI, HE-

CMOTPsI Ha €I'0 HU3KOE CPOJCTBO, IPOAEMOHCTPHPOBAH-
HOE B CKEJIETHOM MHO3UHE KponrKa. MYK-461 B HacTos-
miee BpeMst npoxoaut ¢gazy II ucnsrranui. Ipeasapu-
TEJIbHBIC JAHHBIC CBU/ICTE/ILCTBYIOT O TOM, YTO IIPENAPAT
XOPOLIO IIEPEHOCUTCS JO303aBUCUMON (DAPMAKOKHUHE-
THUKOH [31].

MeraboH4ecKass MOSY/JIANMA: THIIOTE3a HCTO-
IIEHHUA 3HEPruH. HecooTBETCTBUE MEXAY IHEPIO-
06€CIIeYeHMEM MUOLIUTOB CEPALIA M CIIPOCOM IIPHUBOIUT
K OKMCJIUTE/IbHOMY KIETOYHOMY COCTOSAHMUIO, IIPU KOTO-
POM Pa3BUTHE AKTUBHBIX (POPM KHUCIOPOAA HHAYLIUPYET
S-tiyratruonuauposanue cMyBP-C. OyHKIIMOHAIBHO
3T4 OKUCIUTEIbHO-BOCCTAHOBUTEIbHAS MOAU(DUKALIA
YBEJIMYUBAET YYBCTBUTEIbHOCTD MMO(MDUIAMEHTA K KaJIb-
LU0 U IIOJABJIAET KUHETHUKY LMKINYECKUX IIEPEKPECT-
HBIX MOCTHKOB, CIIOCOOCTBYSI JUACTOJIMYECKON IHC-
dyHKIUH, TeM cambM ycuiausasg (gpenorunn 'KMII Ha
TPAHCI'€HHBIX JKMBOTHBIX Mozenax I'KMIT (Mbpimen ¢
TpontoMuo3uHOM (Tm-E180G) U TPaHCI'€HHBIX KPOJIH-
KOB C TszKenod 1ienbio B-muosuHa (MHC Q403) 6buto
IIOKA34aHO, YTO BBCJCHHUE IMPEAINICCTBEHHUKA ITIyTaTHO-
Ha, N-anerninucrerna (NAC), CHWKAeT YPOBHU IIyTa-
THOHHUJIMPOBAHHBIX MUO(UIAMEHTOB C OOpaAIlEHUEM
HOBBIIIEHHON YYBCTBUTEJIBHOCTU MUO(MPUIAMEHTA K
KaJIbLUIO, JUACTOJUYECKON AUCQPYHKLIUNU, T'HIIEPTPO-
un muoruTos U pubposa. Paza I HALT B HacTosIee
BpEMs IIPUBJIEKAET YUYACTHUKOB /I OLIEHKU IIEPEHOCU-
MOCTHU NepopanbHOI (popMbl NAC, a TaKKE €€ CIIOCO0-
HOCTH U3MEHATD [IOKA3ATENN CEPIEYHOM MACCHL U (DYHK-
IIUH, BBOJAMMBIX B TedeHue 1 roja [31].

IIepreKCHMINH SBJIAECTCA META00INIECKUM MOJIYJIA-
TOPOM HCIIOJIB30BAHUS CYOCTPATA MHOKAP/A, KOTOPBIH
C/IBUT'A€T KJIETOYHBIM META00JIM3M B HOIB3Y Oosee ag-
(PEKTUBHOI'O YIVIEBOAHOI'O META00JM3MA, UHIUOUDPYS
IOIVIOWEHUE U MCIIOJIb30BAHUE MUTOXOHJPHAIBHONU
CBOOOJHOU JKUPHOM KHUCJIOTBI, TAKUM OOPA30M YJIydIas
SHEPreTUYECKYIO 3(P(PEKTUBHOCTb MHUOKapaa. Creayer
OTMETUTD, YTO CYLIECTBYET CBA3b MEKY IIOBBIIICHHBIMU
YPOBHAMU IIEPIEKCUINHA B IVIA3ME U PA3BUTUEM HEHPO-
TOKCUYHOCTU U I'€IATOTOKCUYHOCTHU. TeM HE MEHEE 3TU
O60YHBIE 9(PMEKTBI MOI'YT ObITh [IPAKTUYECKU YCTPAHE-
HBI C IIOMOUIBIO OOBIYHOI'O MOHUTOPHHI'A IIEPIEKCUIMHA
B I1a3Me [32].

CrpyKTypHasa Tepanus:Aa. B Hacrosiee Bpemsa yCrpa-
HEHHE CYOA0PTAIbHOU OOCTPYKLIUH BBIIIOIHACTCS JBYMsI
CIIOCO6AMU: MMO3KTOMHHU HA OTKPBITOM CEPALIE U H/0-
BACKYJIIPDHBIM CIIOCOOOM [32]. Biepsreie cenrranpHas ab-
JIALUS y OOJMBHBIX € OOCTPpYKTUBHOU (popmou I'KMIT 6b1-
J1a ocyuiecrtsiaeHa B 1994 . E Gietzen u coast. OHuU UC-
HOJIb30BAJIM TEXHHUKY YPECKOKHOU TPAHCIIOMUHAIBHOU
AHTMOIUIACTHKY C IIOCJIEVIONUM BBeIeHHEM 96% Ta-
HOsA B IEP(MOPAHTHYIO CCITAIBHYIO BETBb, YTO IIPUBO-
JWIO K JIOKAJIU30BAHHOMY HMHMAPKIY U YMEHBIICHUIO
Tonmuuel MJKIT ¢ nocieayromyum CHUXEHUEM CYO-
A0PTATIBHOU OOCTPYKUMU [32]. TeXHUYeCKass BO3MOXK-
HOCTD BBIIIOJIHEHUS CENTAIBHOU A0JIAIUY OIIPEIETSICTCS
HAJIMYUEM IEPMOPAHTHBIX BHYTPHUIIEPETIOPOJOYHBIX
BETBEM 60sie€ 1 MM U OTCYTCTBHEM UX YIACTUA B KPOBO-
CHAOXKEHUHM TANWUIAPHBIX MBI, OILEHKd CTPOEHMS
CENITAIBHBIX BETBEU BBIIOJHACTCS IIPU KOPOHAPOIPa-
uu. B CBA3U C TEM, YTO PACIIOJIOKEHUE CENTAIbHBIX AP~
TEPHUU B MUOKAPJE HHAUBUAYAILHO, MH(OpMAIUa 06
Y4aCTKE MUOKAPAA, KOTOPBIM HYKHO PA3PYIIHMTh MHbEK-
LUEN CIUPTA, KPAUHE HEOOXOAUMA IIEPE]] BBIIIOJIHEHU-
€M a0JAIUH, YTOOBI UCKIIOYUTD ITOBPEXKICHUE TEMO/IU-
HAMMYECKH 3HAYMMBIX CTPYKIYD MHOKAPJd, TAKHUX KaK
MANWUIIPHBIE MBIIIIEL [33]. OLIEHKA 30HBI KDOBOCHA0-
SKEHUS CEIITA/IbBHOU BETBH BBIIIOJIHACTCS. METOJJOM CEJIEK-
TUBHOU KOHTPACTHOU TPaHCTOPaKaibHOU DXOKI [34].
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Boinonnsiercsa cieayiommuMu 00paszoM: B CENTAIBHYIO
BETBb B IPUYCTBEBOM OTzee over the wire (OTW) 6ai-
JIOHHBIM KaTeTepoM 4yepe3 npocseT OTW-6a/UI0HHOTO
KaTeTepa BBOAUTCS YJIBIPA3BYKOBOE KOHTPACTHOE CPEl-
CTBO, PACIPEACIHIONIECECS B 30HE KPOBOCHAOKEHUS CEIl-
TAJIbHOM BETBU. B TeueHne BpeMeHH, HEOOXOAUMOI'O I
BbINOIHEHNA DXOKI-onpeenenys 30Hbl PACTIPEIE/ICHNUA
KOHTPACTHOI'O BEILIECTBY, OA/UIOHHBIH KATETEP [JOJDKECH
OCTABATBbCS JOCTATOYHO PA3AyThIM, IIPEILITCTBYS CMbIBA-
HHIO YJIBIPA3BYKOBOI'O KOHTPACTA [34]. IT0 JaHHbIM J1MTE-
PATYpBI, YCTPAHEHUE W/IH 3HAYUTEIBHOE CHIDKEHHE TPa-
JIMEHTA JIABJICHUS B BBIXO/IHOM TpakTe JUK nHabmonaercs
6onee ueM y 90% 60sbHbIX TKMIT 110C/1€ XUPYPIUYIECKOIO
BMEIATE/ILCTBA, YTO MNPHUBOJUT K 3HAYMTEIbHOMY YIIyd-
HIEHMIO KIMHHUYECKOM KapTuHbl B 70—80% ciy4daes [34,
35]. CIUpTOBAs CENTAIbHAS A0LINS SIBJISICTCS. MAJIOMHBA-
3UBHBIM, 3(P@MEKTUBHBIM U OTHOCUTEIBHO OE30ITaCHBIM
METOJOM JICYEHUS TUIEPTPOPUIECKOU OOCTPYKTUBHOU
KapJUOMUONATUM TIPU PEZUCTEHTHOCTH K MEIUKAMEH-
TO3HOHN TEPAIMH, TAKKE MOXKET OBbITb JICUECHUEM BBIOOPA
IPH HAIMYUU BBICOKOI'O PUCKA OCJIOKHEHHU OIIEPALIUU
Ha OTKPBITOM cepytie [33, 35].
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