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IIpencrapieHbl AaHHbIE 00 3THOJOTHM JUJIATAIMOHHON KAPAMOMMONATHM Y JeTeil (IOCTMHOKADAMTHYECKAS, META00IHYecKas,
acCOIMMPOBAHHAS C HEPBHO-MBILIEYHOI NMATOJI0rKeil, uauonaruieckas). OcpenieHbl reHeTHYECKHE ACTIEKTbI 3200/IeBaHus, ONU-
CaH IMPOKMIA CIEKTP MYTAIMiA B reHaX, KOAMPYIOIUX OeJKH Pa3JHYHbIX CTPYKTYpP KapIMOMHONUTA (CAPKOMEPHOTO KOMILIEKCA,
HUTOCKeNeTa, Z-TUCKOB, MUTOXOH/PHIi), pa3JMuHble BADMAHTDI Hacen0oBanus. [loquepkHyTa HeOOX0AUMMOCThH PAHHEH TMATHOCTH -
KM MeTa0omyecKnx Kapauomuonatuii. [Ipeacrapiiensl KpuTepun HeOIAronpusATHOro nporuo3a. QcBenieHbl COBPeMeHHbIE MOIXO0IbI
K MEIMKAMEHTO3HOMY M XMPYPrU4eCKOMY JICUEHHIO TUIATAIMOHHOM KAPANOMUONATHH.
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Data on the etiology of dilated cardiomyopathy in children (post myocarditis, metabolic, associated with neuromuscular pathology,
idiopathic) are presented. Genetic aspects of the disease are covered, a wide spectrum of mutations in genes encoding proteins of vari-
ous structures of the cardiomyocyte (sarcomeric complex, cytoskeleton, Z-disks, mitochondria), different variants of inheritance are
described. The need for early diagnosis of metabolic cardiomyopathies is underlined. Criteria for unfavorable prognosis are presented.

Modern approaches to medical and surgical treatment of dilated cardiomyopathy are covered.
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COFIIaCHO COBpPEMEHHBIM TIPEACTaBICHUSIM, TIOI TH-
JIATAlIMOHHOM KapAuoMUoNaTieil TOHMMAIoOT 3a00-
JIeBaHUE Cepllia, XapaKTepuaylolleecss HeOOCTPYKTUBHBIM
pacIIMpeHreM JIEBOTO XKeJTyIouKa, CHUDKEHHON KOHTpaK-
TUJIBHOM CITOCOOHOCTBIO MUOKApIa MPU OTCYTCTBUU TEMO-
JTMHAMUYECKOM Meperpy3Ku (BpoXKAeHHbBIE ITOPOKU Cepalia,
apTepyaibHasl U JIETOUHAs TUITEPTeH3MsI, KJlaraHHasT Tia-
TOJIOTHSI, UIlIeMUYeCcKasi 0OJIe3Hb cepjlla), KOTOpbIE MOT-
JI1 OBl BBI3BATh HapyIlIeHHEe TI00ATbHON CUCTOIUYECKON
¢GyHKIMK JieBoro keiaymouka [1]. JwmatamumonHast Kap-
JMOMMOTIATHST  XapaKTepU3yeTCsT HETPEePhIBHO TMPOrpec-
CUPYIOIIMM TeYeHWeM, 3aHUMAaeT JTUAUPYIOLINE TTO3ULIAN
B CTPYKTYpe WHBAJIMAHOCTM W CMEPTHOCTHU NETEM, SIBIISI-
€TCsl OCHOBHOM TIPUUYMHON (POPMUPOBAHUS XPOHUIECKOM
CcepIeyHoll HeTOCTAaTOYHOCTH B JIETCKOM Boapacte [2, 3].
B cBsI3M ¢ 3TUM akTyaJieH MOWCK HOBBIX 3BEHBEB IMaTOTe-
He3a, orpezeieHne (aKTOPOB PUCKa Pa3BUTHUS CepACYHOM
JIEKOMTICHCALIMK W IPYTHX KU3HEYTPOKAIOIINX COCTOSTHUIA,
BbIIeJIEHNE OOBEKTUBHBIX KPUTEPUEB ITPOrHO3a C 1IEJIBIO
pa3pabOTKN ONMTUMAJIEHON CXeMbl (hapMaKoTeparieBThyIe-
CKOW KOPPEKIINY 1 MPO(PUIaKTUKI BHE3AITHON CMEPTH.
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PacripocTpaHeHHOCTh IMJIATALIMOHHON KapIUOMMO-
natun BapbupyeT oT 40 ciaydaeB Ha 100 000 HaceneHust
B Coemnuennbix Lltatax AMepuxu 1o 3,8 #a 100 000 B rox,
B EBporte. ExxeromHast 3a601eBaeMOCTh cocTapisieT B EB-
porie 5—7 HoBbIX ciaydaeB Ha 100 000 HaceneHMsT B Tof,
B Coemmnaennbix Lltatax Amepuku — 38 xHa 100 000 Hace-
JIeHus1. Y JieTeil epBoro rojia Ku3HU oTMeYeHa HauboJIb-
mast pacrpoCTpaHEHHOCTh 3a00JIeBaHMS 1O CpaBHEHUIO
¢ ImeTbMM crapiiero Bo3pacTta: 4,4 nportus 0,34 1a 100 000
JIETCKOTO HaCeJICHUsT COOTBETCTBYIOILIETO Bo3pacTa. 3abo-
JieBaHUe Yallle HaOIIoJaloT Y MaJbuKOB, YeM Y JeBOYEK.
VienbHBIM BeC OWIATAIIMOHHOW KapaUOMMOIIATH CPEIu
JPYTUX Kapauomuonatuii coctasisietr 60% [2, 3].

DTHOJOTHA TUTATAlIMOHHON KapIMOMUONATUN pa3-
HooOpa3Ha, MPM 3TOM BO3MOXHBI MPUOOPETEHHBIE
W HacJeICTBEHHbIE (DOPMBI, YTO MO3BOJISIET OTHOCUTH
3ab0JieBaHMEe K CMEIIaHHBIM (hopMaM KapauoOMUOIIa-
TUM, COTJIACHO KJacCU(PUKAIUU, MPEITOXKEHHON aMe-
PUKaHCKOI cepaeyHoit accoumanueit [1]. Bmecte ¢ Tem
KOHKpETHAasT TpUIMHA 3a00JIeBaHUST BBISIBISIETCST TOJBKO
B 40% ciryyaeB (B TOM 4HcJie MUOKAPAUT, MeTabOIMUe-
CKH€ Y HEePBHO-MbIIIEYHBIE 00JIe3HN), OCTaJIbHbIE (hOp-
MBI OTHOCSITCS K MIMOMIaTUIeCKIM |2, 3].

IIpnoGperennass mocTMuoKkapauTudeckas opma,
1O JaHHBIM TEeAUATPUIECKOTO PeTUCTpa KaparuoMHuoTia-
TUIA, TIpeo0JIafiaeT B CTPYKTYpe AMJIATAIIMOHHOW Kapauo-
muornatuu. [TpuuMHOM MOCTMUOKAPIUTUIECKOM Kaparo-
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MMOMATUU B OOJBIIMHCTBE CIyJaeB SIBJISIETCS BUPYCHasT
nHdekums. JlaHHbIe 93HIOMUOKapAUAIbHON OMOTICUU TTI0-
3BOJISTIOT BBIIEJIUTD OTIPeIeIEHHBII TeHOM BUpPYCa, BbI3BaB-
mrero 3abosieBanue. Panee cpenu Bo3OynuTeneii Muokap-
niTa Tipeodagany aHTepoBupyc, Bupychl Kokcaku B u A,
B HaCTOsIIIiee BpeMs Yallle BBISBISIOTCS TepPIeCBUPYCHI,
aJieHoBUpYC, TapBoBUpyc. Hanbosiee yacTo BUPYCHBI re-
HOM BBISIBJISIETCS] Y HOBOPOXKIEHHBIX. BUpYCHI, TiepcrucT-
pylolue B MMOKap/ie, copiepxar 0eJIKu, 4aCTUIHO TOMOJIO-
TMYHBIE ayTOAHTUTENIaM KapJAMOMUOIIMTOB, YTO 3aITyCKaeT
ayTOMMMYHHBII MeXaHU3M OOJIE3HU TIPU YCIIOBUM MU3Me-
HEHHOI UMMYHHOM TOJIEpaHTHOCTH [4].

Y OONBHBIX C [OWIATAllMOHHOW KapAMOMMOIIATUEH
BBISIBJISIETCSI BRICOKUI TUTP aHTUMUOKAPANATbHBIX aHTH-
TeJ K IIAPOKOMY CIIEKTPY aHTUTEHOB, TAKUX KaK MUO3UH
TSDKEJTBIX TIeTIel, [-aIpeHOpelenTophl, MYCKapUHOBBIC
PELEeNTOPHI, JAMUH, a TAKXKe ONPEAEISIETCS BRICOKUIA TUTP
KapAuaJlbHBIX OpTraHOCHEeU(pUUECKUX ayTOAHTUTEN, Ta-
KUX KaK aHTUMMO3WH, aHTMAaKTUH, aHTUMUOJIEMMa, aH-
THU-0-MUO3UH U aHTU--MUO3UH TSKENbIX Heneil [4, 5].
BMmecTe ¢ TeM AMarHOCTHKa MUOKapauTa KakK TPUYUHBI
MUIaTallMOHHOW KapAMOMUOIIATUU OCTaeTCsT OOBIION
npoosieMoii. HanbobIme BO3MOXHOCTH TPU 3TOM UMe-
10T JaHHBbIE SHIOMUOKAPIUATBHOW OWMOIICHM, KOTOpBIE
MTO3BOJISIIOT AMATHOCTUPOBATh BOCTIAJIUTENIbHBIE M3MEHE-
HMS B MUOKAp/IE, OLICHUTh QyTOUMMYHHBIE U3MEHEHUS U B
psife ciydaeB MASHTU(MUIIMPOBATH BUPYCHYIO MH(MEKIINIO.
CornacHo cOBpeMeHHBIM peKOMEHIAINSM, TTOKa3aHUSIMU
K 9HAOMMOKapAUAIbHON OMOTICMU CJTyKaT ObICTPO TPO-
rpeccupyolas KapAMoMHUOIIaTsI, pehpakTepHast K CTaH-
JapTHOMY JieueHuto (Kiacc mokaszaHuii II, ypoBeHb qoka-
3aTteNlbHOCTU B2), KapmuoMMomaTtusi HeyCTaHOBIEHHOM
3TUOJIOTUN Y AeTel (Kiacc nmokasaHuil Ila, ypoBeHb 10-
kazareiabHocTu C) [1]. BMecTe ¢ TeM MHBa3MBHOCTD 3TOM
METOIMKHM, a TakKKe BO3MOXKHOCTh OYaroBOro, a He aud-
(y3HOro Xapakrepa BoCHaJIeHUsI CHUXKAIOT ee MH(popMa-
TUBHOCTB. Tak, TaHHbIE SHIOMMOKAPAUATLHON OMOTICHH
MTOATBEPKAAIOT KIIMHUIECKUIA TUAaTHO3 MUOKAPANUTA TOJTb-
Ko B 34% ciyuaeB. B cBsI3M ¢ 9TMM HepeaKO MHOKapIU-
TUYecKast TpUIMHA O0Ie3HU TIPH JKU3HHM OCTAeTCs He THa-
THOCTUPOBAHHOW M OWUJIaTAallMOHHAs KapAUOMUOITATHSI
paccMaTpuBaeTcs Kak nauornaTuiyeckas.

BpoxneHHbie HapymieHHs 00OMEHA BEIIECTB SIBJISTIOTCS
BaXXHOW TIPUYMHOW IWJIATALIMOHHOU KapAWOMUIATHM,
coctaBisist 5—10% ciydaeB B CTPYKType 3aboJieBaHWUS,
WX JTOJS yBemnuuBaeTcs 1o 15% cpenw meteii ¢ yCTaHOB-
JIECHHBIM TeHe30M KapauomuonaTuu. [To JaHHBIM peru-
cTpa, MeTaboIMYecKre KaparuOMUOIIaTUU TIPeACTaBIEHbI
HapyIIEHUSIMA  OKHMCIUTETBbHOTO  (POCHOPMIMPOBAHUS
(40%), nedekTamMu TpaHCIIOPTa KapHUTWHA/HapyIle-
HUSIMU OKUCJIEHUST XUPHBIX KucioT (40%). Haunbonee
pacmnpocTpaHeHbl MeTabonueckue (hopMbl AUIaTAIMOH -
HOI KapaIUOMHUOITIaTUH Yy ieTeit 1 roma xkusnu [6, 7].

Hapywenus okucaumenvnoeo @ocgopuauposanus ne-
KaT B OCHOBE Pa3BUTHSI KapIMOMUOIATUU TIPU MUTO-
XOHJIpUaJIbHBIX 3abojieBaHusIX. Hamnbosnee wacto Kap-
IUoMUoOINaTsl BcTpevyaeTcss Tipu  cuHapome MELAS

NEPELOBAS

(MUTOXOHApHUATbHAS SHIEMATOMUONIATUS, JaKTaT-alli-
1103, UHCYJIBTONION00HbBIE COCTOSIHMST), cuHApome KepH-
ca—Celiipa, bapra [8, 9]. UmeHHo G6osie3Hb bapta ciykut
OCHOBHOI TIPUYMHOU BHYTPUYTPOOHON CMEpPTU TLIO-
JIOB MYKCKOTO T0JJa M MaJbuMKOB TEPBOTO TOMa KU3-
HU OT TPOTPeCcCUpYONIeil CepleyHON HEeI0CTaTOYHOCTH
WX HapylieHui cepaeuHoro putma [9]. OcobeHHOCThIO
MHTOXOHAPUATBHON IUIATAlIMOHHON KapIMOMMOITATUN
SIBJISIETCS COYeTaHKe AWIaTallii C YMEPEHHOM TUIIepTPO-
¢ueit Mruokapaa U mpusHakaMu (pubpoasacrosa. Takxke
XapakTepHa BBICOKAas YacToTa HapylIeHW CcepaeyHo-
O puTMa (KeJyIOYKOBBIE TaXWUKapAWW) W TIPOBEACHUS
(cuHIpOM C1abOCTU CHHYCOBOTO y37a, aTPUOBEHTPUKY-
JIsipHas 6J10Kana, 6J10Kamxa TPOBEASHUS IO HOXKKAM TTyJKa
Tuca), yumnenue uHtepBana Q—7T, ST—T HapylieHus.
Kak mpaBwio, mnopaxeHue cepilla coveTaeTcsl C sp-
KOW 3KCTpakapAuaJbHOW TMOJUCUCTEMHON ITaTOJOTUEN.
B caydasx e MperMyIIeCTBEHHOTO MOPaXXKeHMWs cepia
MHTOXOHIPUATBHBIN TeHe3 OCTaeTCsl Hepaclo3HAHHBIM
" KJIacCcuuuupyeTcs UanonaTudeckass (popMa Kapamo-
muomnatun. JlabopaTopHble MapKepbl MAaTOJOTUM — TH-
TepJIaKTaT- ¥ TUTIePIUpPyBaTeMUsI, TAKTAT-alua03 .

PanHssT nuarHocTMKa IMJIATAllMOHHON — Kapauo-
MuomnaTtuu Ha (oHe nepsuuHoeo degpuyuma KapHUMUHA,
degpekmos mpancnopma KapHUMuHa, HApyuleHuii mema-
00AU3MA JHCUPHBIX KUCAOM UMEET TTPUHILIMITUATIbHOE 3HA-
YeHMe, TaK KaK ITO3BOJIIET CBOEBPEMEHHO Ha3HAYUTh
3aMECTUTENIHYIO Tepariio M TeM CaMbIM 3HAYUTEIBHO
VIYYIIUTh MPOTHO3 3a00jeBaHus. JumaTalimoHHas Kap-
nroMuonatus BosHukaeT B 30—40% ciyyaeB CHCTEMHO-
ro gedunta KapHUTHHA, OOYCIOBIEHHOTO MyTallWei
reHa SLC22A5, npoayKTOM KOTOPOTO SIBJISIETCSI O€JIOK,
nepeHocsuit kKapautuH OCTN2. 3abojeBaHue Ha-
clieyeTcsl o ayTOCOMHO-peliecCuBHOMY Tury. [1pu ro-
MO3UTOTHOI (opMe CpoKu MaHMdecTauuu 3aboJieBa-
HUs BapbUpyloT oT 1 Mec no 7 et (B cpeaHeM 2 roja),
Y TETePO3UTOTHBIX HOCUTENIEH TiepBble MPU3HAKK MOTYT
BO3HUKHYTb B TOAPOCTKOBOM Bo3pacte. OCOOEHHOCTh
KapHUTUHOBOM KapIMOMMOIMATUN — 3TO COYETaHUE BbI-
pakeHHOW MUaTallMy MOJOCTEN cepiia, yMEPEHHOM TH-
nepTpoduu MuoKapaa, CHUXKeHUs COKPATUTETBHOM CITO-
COOHOCTM MHUOKapmaa, pedpakTepHOCTb K CTaHIAPTHOM
Teparnuu cepaedHON HeIOCTATOYHOCTH, HAPYIIICHUS Cep-
JIEYHOTO pyUTMa (KETyIOYKOBasi TaXWKapaus), Hapylle-
HUS TIpoBeieHNs (CUHAPOM CIa00CTU CMHYCOBOTO y371a,
aTPUOBEHTPUKYJISIPHBIE OJIOKAbI), TUTAHTCKUE T-3yOI11bI
Ha ajeKTpokapauorpamme. JlaGopatopHbie TMpU3HAKU
CUCTEMHOTO JAe(UIIMTa KapHUTWHA: PEe3KO CHUXEH-
HBII YpoBeHb cBOOOAHOTO KapHUTHHA (< 10 MKMOJIB/JT)
U CyMMapHBIX allMJIKapHUTUHOB (<5 MKMOJIb/J), MpPU-
CTYITBI TUTIOTJIMKEMUN 6€3 KeT03a, MOBBIIIIEHNE aKTUBHO-
ctu TpaHcamuHas [10, 11].

CHIDKeHUEe ypOBHSI KapHUTHHA BO3HWKAET MPU Ha-
CJIEACTBEHHBIX JeeKTax TpaHCMEeMOpPAHHOTO TPaHCIIOp-
Ta KapHUTUHA C allMJIbHBIMU OCTATKAMM JKUPHBIX KHUCIOT
(aIMIKapHUTUHBI) B MUTOXOHIPUU: Te(PUIAT KApHUTHH-
nanbmMuTounTpancdepassl | u 1, nepuunr kapHuTHHA-

POCCUVICKWI BECTHUK MEPUHATOJIOMW U MEANATPUM, 2018; 63:(2)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2018; 63:(2)



Jleonmvesa H.B. TIpobaeMbl COBpeMEHHOI TUATHOCTHKY ¥ JIEYCHUS TUTATAIIMOHHOM KapIMOMUOIIATHH Y JIeTeit

IWJIKApHUTUHTPaHCIOKa3bl. KianmHuyeckast KapTUHA T0-
pakeHUs ceplla CXoAHa C TIEPBUYHON KapHUTWHOBOM
NUJIaTalMOHHON  Kapauomuoriatueit.  JlabopaTopHbie
MapKepbl: CHUKEHME B KPOBH YPOBHSI CBOOOITHOTO KapHU-
THHA W noBbieHne ypoBHs C  +C  -allMIKapHUTUHOB,
MPY 9TOM AUKApOOKCUIIbHAS allUAYpUs OTCYTCTBYET.

HedeKTsl B-OKUCIeHUS XUPHBIX KUCIOT BKITIOYAIOT
HECKOJIbKO (hOpM  ayTOCOMHO-PElIeCCUBHBIX 3a00eBa-
HUI, CBS3aHHBIX C HEIOCTaTOYHOCThIO anmi-KoA-me-
TMIPOTeHa3 KUPHBIX KUCJIOT ¢ OYeHb JUTMHHOM, CpemHei
WJIA KOPOTKOM yIJIEPOTHOM 1IeTIbI0. XapaKTep TOpaskeHUsI
cep/ia aHaJOTMUeH TaKOBOMY MPU KapHUTUHOBOI JMJia-
TallMOHHOW KapauoMuornaTh. Bo3aMoXXHO OBICTpoe TIpo-
rpeccUpOBaHUE CEPIeYHON HET0CTAaTOYHOCTU, OCOOEHHO
npu aecpurmute ani-KoA-mernaporeHasbl JKUPHBIX KUC-
JIOT C KOPOTKOM Hembio. YacTo BO3HUKAIOT TSKENIbIe Hapy-
IIEHUS CePIEYHOr0 PUTMa, OCTAHOBKA CMHYCOBOTO Y3J1a,
SKEJTyIOYKOBasT TaxuKapAaust (10 TUITY TIPUCTYITOB torsades
de pointes). JlTabopaTOpHBIMU KPUTEPUSIMU SIBJISIFOTCS: TN~
KapOOKCHUJIbHAS allMaypusi, TUTIOTIuKeMusi (6e3 KeTosa),
MeTabOIMIEeCKUIA alIuI03, TUTIepIaKTaTeMHUsI, TTOBBIIIIEHHE
B KPOBU YPOBHSI KpeaTMHKUHA3BI, TpaHCAMWHA3 TIeUeHH,
HU3KUI YpOBeHb CBOOOJHOTO KapHWTHWHA, HaKOTUIEHHE
crnierpuyeckux anuiakapHutuHoB. i Bepudukaimu
JIMarHo3a MeTabOJMIeCKOM KapIMOMUOIIATUU U YTOYHE-
HUS TIPOTHO3a HEOOXOIUMO MOJIEKYJISIPHO-TeHETUIEeCKOe
nccnenosanue [10, 11].

HepBHo-MblleyHas NaTo0rus Kak MpuYrMHa qujaTa-
IIMOHHOW KapAMOMUOIIATHH, TI0 JaHHBIM TeauaTpuye-
CKOTO perucTpa KapauomMuonaTuii, coctasusiet 10% [3].
HawubGosee uacto paunaraiiMoHHas KapauOMUOMATHS
pa3BUBaeTCs TPU MPOrPECCUPYIOIINX MUOIUCTPOPUIX
JrwomeHnHa u bekkepa, pexe — Mpu mporpeccupyloiiei
MbIlIeuHoOM auctpoduu Imepu—/pericdyca. I[Iporpec-
cupytoniass muonuctpodus JroiieHHa BcTpedaeTcs y |
Ha 3—3,5 ThIC., HOBOPOXIEHHBIX MaJIbUYMKOB, OOBIYHO
MmaHupectupyeT B Bospacte 1,5—3 ner. JAunatanumoH-
Hasl KapAWOMMOTATUs pa3BUBaeTCs MeIJIEHHO, HO HO-
CHT TIPOTPECCUPYIOIINIT XapakTep. TUMUIHO yKOpode-
HUe nHTepBaja P—R, OTKIOHEHUE IIEKTPUUECKOI ocu
cepalla, pacHpocTpaHeHHble (UOPO3HBIE M3MEHEHUS
B MMoOKapae. B KIMHWYECKOW KapTUHE HOMUHUPYET
MHOTIATUYECKUIM CUHIPOM, YTO MPUBOAUT K OOE3IBU-
SKeHHOCTH aeTeit. [To Mepe yTpaThl MOTOPHBIX (DYHKIIHIA
MPOTPEeCCUpPOBaHUE AUJIATAIMM CEpAlla U CUMIITOMOB
CeplIeuyHON HEeIOCTaTOYHOCTH HECKOJBKO 3aMeIsieT-
ca. Ilpu muomuctpodun bekkepa yTrpata MOTOPHBIX
(YHKIMIT TIPOMCXOAUT TOpas3ao MeIJIeHHee, B TO XKe
BpeMs opaXkeHue cepllia pa3BUBaeTCs 0oJjiee ObICTPHI-
MM TeMITaMU, XapaKTepHa BbIpaskeHHass CUCTOTMYECKasT
nUCGYHKIIMS, TsXenas cepaedyHass HelIOoCTaTOUYHOCTb,
nuddy3Hbiit  kKapauockiepo3 [12].  HuuataunoHHast
KapAMOMUOIIATUSI B COYETAHWM C HapYUIEHUSIMH Cep-
JIEYHOTO PUTMa Y TTAIIUEHTOB C CUMIITOMAaMH MUOITATH U
1/WJA BBICOKUM YPOBHEM KpeaTUHKWHA3bl TpeOyeT MC-
KJTIOYEHHWST HEePBHO-MBIIIEUHOTO 3aboseBaHust. Jluar-
HO3 BepHULMPYETCS O pe3ysbTaTaM TeHEeTHYeCKOTO

TECTUPOBAHUS, CIeAyeT MOAYEPKHYTh, YTO B TUX CIY-
yasiX Topasao Yallle BBISIBISIETCS TeHEeTUUEeCKUI ne(eKT
(62%), yem mipu ceMeiHBIX (25%) W cripopagryecKux
(8%) cayuasix kapornomuornatuu [1].

NnuonaTnmyeckass AWIATAIIMOHHAS KAPIMOMHONATHS:
y 50—60% mauyeHTOB omnpeAeeHHas STUOJIOTHST 3a00I1e-
BaHUST HE BBISBISIETCS, B 9TUX CITyJasiX KapAUOMMOITATHS
Kinaccuguumpyetrcs: Kak uauonatudeckas [3]. Ilo manH-
HBIM TIOCJIETHUX UCCIIEMOBAHWIA, CPEAN STOM TPYIITHI Ta-
LIMEHTOB CceMeiiHas arperauusi 3a0ojeBaHUSI BapbUpYET
o1 20 10 30% ciy4aes [13]. DMIIUPUIECKUiT PUCK HATTMYUST
MOM00HOI MaTOJIOTUN Y APYTUX YJIEHOB CEMbU — HE MEHee
6%; ecnu mopaxkeH Ooyiee YeM OIWH POICTBEHHUK Tep-
BOI1 CTETNIEHU POJICTBA, PUCK KapAMOMUOTIaTUN BO3pacTaeT
10 50%. TlpudeM y psima poACTBEHHUKOB 00JIE3Hb MOXET
npoTeKarb cyoknnHuyecku. O cemeiiHoil hopme cremyeT
JIyMaTh, €CJT TUJIaTallMOHHAs KapAMOMUOIIATUST BBISIBIISI-
ercs y MpobaHaa MU'y OJHOTO M3 POJCTBEHHUKOB IEepPBOI
CTETIeHW POJICTBA, a TakXKe IMPU HaJWYUU B POAOCTOB-
HOIi cllyyaeB BHE3alHON CeplevyHoll CMEPTU B BO3PACTe
1o 35 net. [1pu 3TOM yYUTBIBatOTCSl OOJIBIITNE KPUTEPUM:
paciMpeHre TTOJIOCTH JIEBOTO Xeymouka (6oJiee NIBYX
CTaHJAPTHBIX OTKJIOHEHMIT), CHUKeHHE (hpaKLIMU BBIOPO-
ca MeHee 45%, a TakKe MaJible KpUTEPUU: HEOOBSICHUMAST
aput™Musi — GUOPWLISILIKS, CYNPaBEHTPUKYISIpDHAS Ta-
XMKapausl (C 4aCTOTON CepAevYHBIX COKpallleHUWil Oosee
120 B MUHYTY), >KeJIyT10YKOBasi 9KCTPACUCTOJHSI, yBEIUYE-
HUE KOHEYHOTO AMACTOJMYECKOTO JaBJICHMS JIEBOTO Ke-
nynouka 6onee 112%, cHkeHue Ghpakimu BeIOpoca Me-
Hee 50% (o Teiixounblly), cerMeHTapHasi CUCTOIMYECKast
MUChYHKIIMS, aTPpUOBEHTPUKYIsipHas Oisokana IIb tuma
II crenmenu, BHe3amHasi cepuevyHasi CMEpTh B BO3pacTe
no 50 yet. JInarHo3 cemMeiHOM AuylaTallMOHHON KapIuo-
MMOIIATUY CTAaBUTCS Ha OCHOBAHWUM JBYX OOJBIIMX KPU-
TEPUEB WU OHOTO OOJIBIIIOTO + OTHOTO MaJIOTO WJIA TPEX
MaJtbiX Kputepues [13, 14].

l'eneruyeckue acnektsl. [locienHue roabl xapakTe-
PU3YIOTCST 3HAYMTENLHBIM TIPOTPECCOM B M3YyYeHUU Te-
HeTnyeckKnx akropoB 3abojeBaHus. CIEKTp TeHOB
Ype3BbIYATHO IHMPOK, YTO 3aTPYAHSET MPOBEICHUE MO-
JIEKYJISIPHO-TEHETUYECKOTO  TECTUPOBAHUS.  BBISIBIEHBI
MyTaluy B TeHaX, KOMUPYIOIIMNX OEIKM Pa3TNnIHbIX CTPYK-
Typ KapAMOMMOIIMTOB: LMTOCcKenera (reH DMD — OGe-
Jok nucrpoduH, Des — necmuH, VCL — MeTaBUHKYJIWH,
SGCD — capKOTJIMKaHOBBIN KOMIUIEKC), CapKOMEPHOTO
komrutekca (ACTC1 — aktuH, MYH6 — anbda-cyonenu-
HULA TsDKeJoil nenu muosuHa, MYH7 — Geta-cyobenu-
HULIA TsDKeJIoi 1enu Muo3uHa, MYPN — muonannaavH,
TNNT2 — tponionuH, TTN — TATUH), BHYTPEHHE siaep-
Hoit MeMOpaHbl (LMNA — namun A/C, EMD — smepun),
Z-nuckoB (ACTN2 — anvda-aktuH 2, TCAP — TuUTUH-
kor, CSRP3 — mucrteMH M TIWMLOWH OOOTalleHHBIN Oe-
JIOK 3), MUTOXOHIpUaIbHO MeMOpaHbl (7TAZ — Taa3uH)
[13, 14]. Tun HacnemoBaHUs 3a0o0eBaHUS U UACHTUDU-
LIMpOBaHHAasI MyTalldsl B HACTOSIIIIEe BPeMST YKa3bIBAIOTCS
npu ucnonbzoBaHuu MOGE(S) kiaccudukaimu kapauo-
muornatuii, (M — mMopdodyHKIIMOHaNIbHAS XapaKTepH-
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NEPELOBAS

Tabauya. MyTanuu OCHOBHBIX TeHOB NPH TUJIATAIIMOHHON KAPIHOMHONATHH C AyTOCOMHO-TOMHHAHTHBIM TUIIOM HACJIEIOBAHUS
Table. Mutations of the main genes in dilated cardiomyopathy with autosomal dominant type of inheritance

Ten Beinok Dynkuus 0 OJ\I‘.\Q/IIM ;I;Tc:::;;
LMNA s 4G ]\Cdzlp\)/[)g;TayP?S/ IeH CTaOUILHOCTU BHYTPEHHEH SIIepHOM 150330 0,06
MYH6 aJib(ha-MUO3UH TSKEJIbIX LIeTIei Bbenok capkomepa; MBILIIEYHOE COKpallleHUe 160710 0,043
MYH7 0OeTa-MUO3UH TSIKEBIX LIETIeH Benok capkomepa; MBILIIEYHOE COKpallleHUe 160760 0,042
MYPN MUOaIaguH Benok capkoMepa; MblllIedHOE COKpalieHue; Z-muck 608517 0,035
TNNT2  cepneuyHblii TpOrmOHUH T Bbenok capkoMepa; MblllIeYHOE COKpallleH1e 191045 0,029
SCN5A HaTpUeBbIe KaHAJIbI KoHTpoJib HAaTpUEBBIX MIOHHBIX KAHAJIOB 600163 0,026
MYBPC3 C cBa3bIBalollinil 0eJI0OK MUO3MHA  beslok capkomepa; MbIIIEYHOE COKpallleHue 600958 0,02
RBM?20 RNA-cBsi3bIBatonii 6eJ10K PHK cBs3biBatoniuii 6€10K criiaiicocom 613172 0,0019

cruka, O —opraHHoe BoBiiedeHue, G — TUI HacJIeI0BaH S,
E — MyTaimsi B KOHKpETHOM reHe, S — (PyHKIIMOHAIbHBII
Kiacc cepneyHoit HenoctatouHocTu mo NYHA) [15].

Ilpu cemeliHO# nUJIaTallMOHHON KapAWOMMUOIATUMN
yalle BCero BhISIBJIIETCSI MyTallus B reHe JlaMmruHa. B aTom
clyyae XapaKTepHbl pa3JIMYHble HAPYIIEHUST CEPACYHOTO
putMma (CyrparnaBeHTPUKYJISIpHAs W XKeJyJouKoBasl Ta-
XUKapAusl, TpereTaHue Tpencepanii) U MpoOBOAMMOCTUA
(cuHApOM c1aboCTU CMHYCOBOTO y3/1a, aTPUOBEHTPUKY-
JIsipHasi Oyokana, OjioKama JIeBOl HOXKM Tyuka [uca),
YTO CO3[AeT TMPEANOCHUIKM [JII BHE3aHOW CEepIedHON
cmeptu [13, 14].

Cpenn auiaaTallMOHHBIX KapAMOMUONATUI JOMUHU-
PYIOT ayTOCOMHO-JIOMUHAHTHBIE (POPMBbI, OHU XapaKTe-
PU3YIOTCSI KJIMHUYECKOW BaprualOebHOCTbIO U TEHETU-
YeCcKOW TeTepOTreHHOCThI0. MyTalluu OCHOBHBIX T€HOB,
HacJielyeMble ayTOCOMHO-JIOMWHAHTHO, YacTOTa WX BbI-
SIBJIEHUSI TIPU AUJIATAallMOHHON KapAWOMMOTIaTUM TIPEeI-
cTaBJIeHBI B Tadmmie [13].

X-cleruieHHOe HacjieloBaHMe 3a00JieBaHUS Xapak-
TepHo msa Muoauctpodum JlromeHHa—bekkepa (reH
nucTporHa KapTUpPOBaH Ha KOPOTKOM Tiede X-Xpo-
MocoMbl — Xp21), a Takke TIpY MBIIIIEYHOU AUCTPODUN
OMmepu—/lpeiidyca (reHa amepuHa — Xq28). Hauboiee
yactasi X-cCleTUIeHHas OujaTallMOHHAsi KapAauoMMoTa-
THSI IETCKOTO Bo3pacta — cuHApoMm baprta (reH Tadasu-
Ha — Xq28) [9, 12].

AyTOCOMHO-pelleCCUBHbBIE (POPMBI TTPEUMYIIIECTBEH -
HO TIpeACTaBJIEHbl META0O0JUUYECKUMU KapIMOMHUOIIa-
TUSIMU. MUTOXOHIPUATBHO, TIO0 MAaTePUHCKOW JIMHWMU,
C BBICOKMM PHUCKOM HACJIEIYIOTCS KapAWOMMOIATHUM,
00YCJIOBJIEGHHBIE TOYKOBBIMU MYTAlIUSIMU TEHOB, JIO-
KaJqn30BaHHBIX Ha wMuToxoHapuanbHoit JIHK (reHs
tpaHcnioptHbix PHK — MTTLI, MTTL2, MTTK, MTTI,
MTTG v np.; TeHbI CYObeIMHUIL JbIXaTETbHBIX KOMILICK-
coB). 3aboJieBaHUSI, CBSI3aHHBIE C JieJielleld MUTOXOH-
npuanbHoit JIHK (knmaccuueckuit mpumep — CUHIPOM
Kepnca-Ceiipa), B pog0CIOBHBIX BCTPEUArOTCsI CIIOpaIy-
YyecKM U He Hacnenytores [14].

KpaiiHe BaXHBIM HarmpaBJIE€HMEM CJIelyeT CUYUTaTh
BbIJIEJICHUE MyTallMii, aCCOIIMMPOBAHHBIX C HEOIAronpu-

SITHBIM TE€YeHWEM KapIMOMMOITATUH, BBHICOKOW BEpOSIT-
HOCTBIO BHE3aITHOM cepreyHoit cmeptu. K HUM OTHOCST-
cst mytaunu B reHax LMNA, PLN, TPM1, TAZ, TNNCI.
HaubGonbmmii puck umeer myrtaius B reHe PLN (6enok
docdorambaH — peryasaTop CapKOIUIa3MaTUIEeCKOTO
KaJIbI[MEBOTO peTukynyma) [14].

CemeiiHble ciyyad 3a00J1€BaHUSI MOTYT OBITb CBSI-
3aHbl C MyTalUMSIMU HE TOJBKO B TeHaX, KOIUPYIOIINX
OeJIKM KapAMOMUOIIUTOB, HO M B T€HAaX, OIMpPEIeIsSIONNX
pa3BUTHE ayTOMMMYHHOTO BOCITaJIcHMsI B OTBET Ha aH-
TUTEHBI, aCCOIMMPOBAHHBIE C KapAWMOTPOITHBIMU BUPY-
caMM, YTO OTNpeleNsieT TpaHCcOOpMaLMI0 MHUOKapaAuTa
B IMJATAIMOHHYIO KapIMOMMOMaTHio. Tak, B KCIepH-
MEHTAJIbHBIX MOJIEJISIX OBLTO TTIOKa3aHO, YTO OTBET HA MM~
MYHU3AII0 MHOKapaa Crelr(UIeCKUMH CepaeYHBIMU
aHTUTEHAMM TeHeTUYeCKU aeTepMUHMpoBaH. Heobxo-
VMBI JaJIbHEMIINe UCCIeTOBAHUS B 9TOM HaIpaBJIeHUHN
JUTSI UACHTU(UKALIUA TeHOB, OTBETCTBEHHBIX 32 ayTOMM-
MYHHbIE (hOPMbI MUOKApAUTOB [5].

IIpornos. [lunaTauoHHAsT KapaAUOMUOTIATUS SIBJISI-
eTcsl TSKEJBIM 3a00JieBaHUEM C MPOTPEIUEeHTHBIM Te-
YyeHWeM W HeOJarompusITHBIM TIpOrHO30M. BMmecTe ¢
TeM BO3MOXHBI TPW BapWaHTa TE€YeHUs 3a00JeBaHUS:
61aTONMPUATHBIN, OTHOCHUTENBbHOW KIWHUYECKOW CTa-
OunmM3anuu, HeOIaronmpusaTHBIN. Pe3ynpraThl KaTta-
MHECTUYECKOTO HaOIIOAeHUS 3a OOJBbHBIMU B T€YeHUE
1 Toma AEMOHCTPUPYIOT KpaliHe IMMPOKYI0 Bapuabeb-
HOCTB JIETATbHBIX UCXOAOB — OT 5,7 mo 59%, B cpemHeM
26—30%. I1pu HaGmoaeHUY 3a GOJIBHBIMU B TEUEHUE 5 JIET
CMepPTHOCTh yBenmuuBaeTcs 10 35—40%, a 3a 10-neTHWMiA
nepuon — 10 55% [16]. 1o gaHHBIM MPOIOJIKUTETBHO-
ro HabmoneHus (10 ser) 3a 1eTbMU B BO3pacTe OT 5 Mec
1o 15 e, OmaronpusaTHOE TeYeHUE Mpollecca OTMEYESHO
B 14% cny4aeB, TpeMMYIIECTBEHHO Y OOJIBHBIX PaHHETO
BO3pacTa, cTabumsanus npoiuecca — B 21,1%, K Tuioxomy
MPOTHO3Y OTHeceHO 64,8% ciydaeB. B mocieaHue rompl
3a cyeT GoJiee IMMPOKOTO BHEAPEHUSI B TIPAKTUKY TPaHC-
MJIaHTAIMY BDKMBAEMOCTb IeTell yBeanuuach [16, 17].

Bospact nebrora 3abojieBaHUSI U TSKECTh Cepley-
HOW HEJIOCTaTOUHOCTH OKa3bIBAIOT BIMSIHME HA TIPOTHO3.
YcTaHOBJIEHO, UTO BhIpaXkKeHHasl cepledHasl HeooCTaTou-
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HOCTb YXe B Hauajie 0OJIE3HU acCOIMUpYeTcsl ¢ Hebaro-
MPUSITHBIM TIporHO30M. Kpome Toro, Biausier Ha TTpOrHO3
9TUOJIOTHUS AUIaTallMOHHOM KapauoMunaTuu. B uccieno-
BaHUM, MpoBeeHHOM B HoBoit 3enaHanu, ycTaHOBJIEHO,
YTO JIETU C CeMeitHOl (hOpMOIl MMEIOT XYW TTPOTHO3
MO0 CPaBHEHUIO C MIMOIATUYECKON M MUOKapaAWTHUYe-
CKoOI1 KaparoMuoratusiMu [16]. B apyrom uccinenoBaHun
MOKa3aHo, YTO HEeOJAarompusITHBIA TPOTHO3 XapaKTepeH
IJIST TAJIaTallMOHHOM KapAMOMUOIIATUM, BO3HMKAMOIIEH
Ha (oHe TPOrpecCUpyoIleil MbIIIEYHONH IUCTPOhUH,
U TIpY uavonaTudeckoit opme. Hanmyuimii mporHos xa-
paKTepeH Uil ieTeil ¢ MuokapauTom [17].

Bosnblilioe 3HaUeHUE MMEET BblEIeHUE HeOIaronpusT-
HbIX (haKTOPOB MPOTHO3a — TJIAaBHBIM (haKTOPOM CITYKUT
CHUXXEHUEe CUCTOJINYecKOi (pyHKIMM cepaua. CHUXeHue
¢paximu BeIOpoca ieBoro xkenynouka meHee 0,30 siBisieTcst
OCHOBHBIM  3XOKapauorpauyeckuM MpOrHOCTUYECKHU
HeOJIaronpUsITHBIM MapKepoM IO JTaHHBIM OOJIbIITMHCTBA
WCCIIeIOBAHMI; TaKXKe UMeeT 3HaYeHUEe BbIpaskeHHAs! MU-
TpajibHasl ¥ TPUKYCIHUIATbHAs HEIOCTaTOUHOCTD, JIETOU-
Hasl tunepteH3us. K ajeKTpoKapanosIornyeckuM MapKe-
pamM HeOJaronmpusiITHOTO TMPOTHO3a MPU IWJIaTallMOHHOMN
KapIMOMMOTIATUU CJIeAyeT OTHOCUTh OJIOKamy BEeTBEi Jie-
BOI HOXXKM myuka [uca, Hamnume riryooKoro 1 mmMpoKoro
3ybO1a Q, meperpysKy Ipeacepauii, KeayaIouKoBble Hapy-
IIEHUSI CEpPIEeYHOro pPUTMA, MIIEMUYECKUE W3MEHEHMUSI
npouecca penonsipu3auuu [17].

HeoOxonumbl gajnbHeIme uccieaoBaHusl Mo OlIEHKe
poau (UOPO3HBIX M3MEHEHWI B MMOKapje 1O JIaHHBIM
MarHUTHO-PE30HAHCHON Tomorpaduu ¢ TagoJUuHUEM
B TIPOTHO3€ TE€UEHUS AWIATALIMOHHOW KapAMOMUOIIATUU.
Tak, ¢purbOpo3HbIE UBMEHEHMSI B CPEHEe 4acTM MHUOKap-
NIUAJIbHOM CTEHKU BBISIBJISIIOTCSI Y TIOJIOBUHBI B3POCIIBIX
MalMeHTOB C OUJIaTallMOHHOM KapIuoMMoNaThel, Jaile
Mpu TOCTMUOKapauTuieckoir ¢dopme. [pumevarenabHo,
YTO OTCYTCTBME (MOpO3a acCOLUMUPYETCS C BO3MOXKHO-
CTBIO OOpaTHOTO pPEeMOJEIMPOBAHUS MHUOKapjaa, YJIyd-
IIEeHUeM KJIMHuYeckoro craryca. ClreayeT ydWUTHIBATh,
yto (pUOpPO3HBIE M3MEHEHUsI — 3TO MOPQOJIOTMUECKUt
cyOcTpar 111 BO3HUKHOBEHHUSI HapyIIEHW CepaedyHOro
putMma [18]. HeoOxomumbl manbpHeNIIe MCCIeIOBaHMS
C LIeJTbIO YTOUHEHUS posiu (PUOPO3HBIX UBMEHEHUI B MUO-
KapJie ¥ MporHo3a 3a00JIeBaHUs Y JACTe.

OnpeneaeHHY0 MOMOIIb B YTOUYHEHUN HeOJIaronpu-
SITHOTO TIPOTHO3a JWJIaTallMOHHOW KapAMOMHUOIMATU!
OKa3bIBalOT OMOXMMUYECKHE MapKephl, TaKue KakK ypo-
BeHb HATPUNYPETUUECKOTO TENTHIAa U YyBCTBUTEJIbHO-
ro TPOIIOHWHA. YCTAaHOBJIEHO, YTO MOBBIIIIEHUE B KPOBU
YPOBHSI UYYBCTBUTEJBHOTO TPOITOHWHA SIBJISIETCSl He3a-
BUCHUMBIM TMPEIUKTOPOM HEOJIaronpusiTHOTO TPOrHO3a
Yy B3POCJIbIX MAlMEHTOB C JAWJIATallMOHHOW KapIuOMUO-
natueii. [ToBblllIeHHas1 KOHIEHTPAIMsI BHICOKOUYBCTBU-
teabHOTO TpornoHuHa c¢TnT (>0,01 Hr/mn, Haubonee
3HauuM ypoBeHb >0,03 Hr/mu) accouuupyercs ¢ cep-
NIEYHBIMU  COOBITUSIMM  (TOCTIMTAJIM3AIMSI  BCJIEICTBUE
JIEKOMTIIEHCAIIUM CEPIeYHON HEeIOCTaTOUHOCTH, BHE3all-
Hasl ceplevHasl CMepTh, CMEPTh OT JI€KOMIIEHCUPOBaH-

HOIi cepieuHOl HEOCTATOUHOCTU). YBEIMUEeHUE YPOBHSI
CEepIeYHOTO TPOTIOHWHA OTPaXKaeT IPOMOJIKAIOIIMIACS
Tporiecc MOBPEXICHUS KapIUOMHOIINTOB, YTO COUYeTa-
ercs ¢ KiMHuYeckum yxyamenuem [19]. K coxanenuto,
B TIEIUATPUIECKON TIPAKTUKE IMOMOOHBIC MCCIICIOBAHUS
0O HACTOSIIIIETO BPEeMEHM OTCYTCTBYIOT. Jlpyroit Mapke
HEOJIaTOTIPUSTHOTO TEYeHUS] OOJIE3HW — 3TO YPOBEHB
HaTpuilypeTnyeckoro nentujaa. B uccienoBaHuu, npo-
BEIIECHHOM Y JieTeil paHHero Bo3pacrta (1o 2 JIeT) ¢ Iu-
JIATaIIMOHHOW KapIUOMMOIIaTHel, OBUIO YCTAaHOBJICHO,
YTO TIOKA3aTesb HATPUIYpEeTUYeCKOoro TemnThaa Oosee
140 rir/mJ ciay>XuT NpearuKTopoM HeOJIaronpusiTHOro Te-
qeHwust 3aboneBanms [20].

BHe3annas cepmeuHass cMepTb. YacToTa BHE3aImHOU
CMEPTH Y B3POCIIBIX OOJIBHBIX C IMIATAIIMOHHOMN Kapauo-
Muonatueir Komebnercs ot 18 mo 23%. Yacrora BHe3ar-
HOI1 CMEPTHU Y JieTeli ¢ 9TUM 3a00sieBaHeM HUXe — oT 1,5
1m0 4%, B OOJBIIMHCTBE CIIy9aeB MPUIMHA JIETATLHOTO
ucxoma — apuTMWM. HapylmeHus cepmedHoro putMa
HOCAT KaK OpaguKapaIuTUYeCKUii  (aTpMOBEHTPUKY-
JsIpHast OJ0Kama), TaK W TaxXUKapAWUTUISCKUN XapaKTep
(HeycToitumBas kenymoukoBasi Taxukapaus). K dakro-
paM pucKa BHE3aITHOW CMEPTU OTHOCSITCS TOIuMOpd-
HBIE XeJTyI0YKOBBIE SKCTPACUCTOJNBI, OCOOCHHO paHHUE
W/WINA CTIapeHHbIe, HEYCTOMUMBAsT JKETyIOUYKOBas TaxXv-
Kapausi. Bmecte ¢ TeM HapylieHWsI CepledHOrO pUTMa
He SIBIIIOTCST HE3aBUCHMBIM (DaKTOPOM pHCKa BHe3arl-
HOU CMepTH, TaK KaK OHU TECHO COTIPSDKEHBI C JICBOXKe-
JIyTOYKOBOM AuchyHKIMel. B ciyyae BHe3armHoit cMepTr
OTMEYEHa BBICOKAST YacTOTa (hMOPMIUISIINN KETyITOYKOB,
€e MOSIBJIEHUIO CIIOCOOCTBYET PE3KOE HapyllleHUe Hacoc-
HOU (DYHKITUY MCUEePITaBIIeTO CBOU BO3MOKHOCTH JICBOTO
JKeJTyZIouKa U TIOBBIIIIEHUE AaBJIeHUs B ero nojioctu [21].
Hapymrenust mpoBeneHUsT (aTpHMOBEHTPUKYIISIpHAS OJ10-
Kajia, CUHAPOM CJIab0CT CUHYCOBOTO y3/1a, MoHas 0J10-
Kaja JIeBOil HOXXKM Mmydka [ca) Takxke ciyxkaT (haKTopoM
pYiCKa BO3HUKHOBCHUSI BHE3AITHOU CEpACYHON CMEpTH,
Yale OHW BCTPEYAIOTCS PU TUTATAITMOHHON KapIuMUO-
naTtuu, 0OyCIOBJAEHHON MyTalluel B reHe jamuHa [ 13].

BaxxHbIM (DakTOpOM, YBETMUMBAIOIIUM PUCK BHE3aIl-
HOW CepIeYHON CMEepTH, CUMTAeTCS] MHUOKapIUaTbHBIN
¢Gubpos, Kak cyocTpaT IS BOBHMKHOBEHUS KEIyl04-
KOBBIX apUTMMIA. YCTaHOBJIEHO, 4TO (UOpo3 OoJiee 4yeM
B 30% ciry4aeB accOIMUPYETCST C BRICOKUM PUCKOM BHe-
3aMHoOM cepaeuyHoii cmept [18].

st ompenmesieHUsT pHUCKa BHE3aITHOM CepaeuyHOi
CMEpTH BaXXHBI MaHHBIC TEHETUIECKUX WCCICTOBAHUIA.
BhIsIBIIEeHBI MyTallMy, TOBBIIIAIONINE PUCK KU3HEYTPO-
JKAIOIINX HapylIeHu putMa. K HUM OTHOCATCS MyTallin
B reHax pocdonambana PLN (HauboJsiee BBICOKUI PUCK),
namuHa LAMA4, anbda-Tporniomuosuna 1 (TPM1), men-
neHHoro tporioHuHa C (TNNCI) [14].

Jleyenne. OCHOBHBIM HallpaBJIeHUEM B JICUCHUU Je-
Tl ¢ OWIATAITMOHHOW KapAMOMHUOTIATHE SIBJISICTCS
KOPPEKIINsI CepIeYHON HEIOCTaTOUYHOCTH. Pe3yabraTsl
KPYITHBIX MHOTOILIEHTPOBBIX PaHIOMU3WPOBAHHBIX TJia-
11e60 KOHTPOJIMPYEMBIX WCCIIEIOBAaHUNA YOEIUTEIIHHO
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MPOAEMOHCTPUPOBAJIM, YTO TIPUMEHEHWE WHTUOMTOPOB
aHTMOTEeH3UHITpeBpallaIiero epMeHTa Mnpu JIeYeHU N
XPOHUYECKON CepAeUYHON HEeIOCTaTOYHOCTH Y B3POCIBIX
MalMeHTOB 3HAYMTEIbHO CHUXAET CMEPTHOCTD, YacTOTYy
rOCTIMTaIN3allnii, TTOBBIIIIAeT Ka4eCTBO XU3HU. JlaHHBIE,
MMOJTy4EHHBIE B XOJIe 3TUX MCCIeN0BaHUI, ObUTM 3KCTpa-
MOJIMPOBAHBI Ha JETCKYIO TomyJisiinio. CorjaacHO peko-
MEHAALMSM TI0 JIEYSHUIO XPOHUYECKOM CepeuHO He0-
CTaTOYHOCTH B TEAMATPUIYECKON MpaKTUKe, Ha3HAuUCHNe
MHTMOMTOPOB aHTMOTEH3MHIpeBpalialiiero GepmeHra
OTHOCUTCSI K TIEpBOMY KJacCy TMOKa3aHWMl ISl JIeYeHUSI
CUMIITOMHOI CEp/IeYHON HEAOCTAaTOYHOCTU, TIPU 3TOM
JIeyeHre HAYMHAETCsI C HU3KOM J03bI C TIOCTETTEHHBIM TH-
TpOBaHUEM JI0 MaKCUMaJIbHO nepeHocumoit. [1pu acum-
MITOMHOI CEepIeYyHOIl HemocTtaTouHOCTH (cTamusi B) mo-
KazaHWsI K Ha3HAYeHWIO 3TUX TIperapaTtoB OTHOCSTCS
K ITA xmaccy [22, 23]. OTMe4YeHO MO3UTUBHOE BIIUSIHUE
KaroTeHa M 3Hajarnpuia Ha (pakiuio BbIOpoca JEBOTO
Xejynouka. BMmecte ¢ TeM paHIOMU3MPOBAaHHBIE KOH-
TPOJIMPYEeMbIE UCCIIEIOBAHUS 110 MPUMEHEHUIO NHTUOM -
TOPOB aHTMOTEH3WHIIPEBpalllatolero (pepMeHTa y nerei
C TWJIaTallMOHHOW KapAMOMUONaTUEN OTCYTCTBYIOT.

B MHoOroumMciIeHHBIX paHIOMU3UPOBAHHBIX HCCIIe-
JIOBaHUSIX, TIPOBEICHHBIX Y B3POC/bIX TAILIMEHTOB, ObLIO
MPOJIEMOHCTPUPOBAHO, 4YTO [-0JIOKATOPBI YJAY4IlIAOT
(byHKIIMIO cepliiia, CHUXAIOT TIPSIMON TOKCUYECKU 3-
(ekT HOpagpeHaqWHaA, YMEHBIIAIOT YacTOTy CepASeYHBIX
COKpalleHUl, YIJIUHSIS TIPYU 3TOM JAMACTONY, OKa3bIBalOT
aHTMapuTMuYeckoe nerictBue. Hanbomee yacrto mis sie-
YeHUsl CepAeYHON HEeTOCTATOUHOCTHU Yy OOJIbHBIX C AujIa-
TAallMOHHON KapAuoMUONaTUel MPUMEHSIETCS] KapBeau-
JIOJT; TIpeTiapaT OTHOCUTCS K aipeHO0I0KaTOpaM TPETheTo
MOKOJIEHUS, OH JIEHCTBYET Ha B- U 0, -aPEHOPELIENTOPBI.
KapBenuion cHukaeT npeaHarpy3Ky Ha cepjile, TOpMO-
3UT HEWPOTOPMOHAIbHYIO Ba30KOHCTPUKTYPHYIO aKTH-
BallMiO, OKAa3bIBaeT JIUTEJbHOE AHTUTUITEPTEH3UBHOE
W aHTUAHTUHAJIbHOE IEWCTBUE, HE UMEET COOCTBEHHOU
CUMITATUKOMUMETUYECKON aKTUBHOCTU, TOPMO3UT TIPO-
Judepalno TIagKOMBIIIEYHBIX KJIETOK, objiagaeT aH-
TUOKCUJIAHTHBIMU CBOWCTBAMM, YTO OOECIIEUMBAET €ro
MaKCUMaJIbHBIT KapAUOMPOTEKTUBHBIN 3 HEKT.

B Hacrosiiiee Bpemsi TIpOBeACHBI PaHIOMU3UPO-
BaHHbBIE WCCJIETOBAHUS MO U3y4eHUO0 3(P(PEKTUBHOCTH
1 6e30IMaCHOCTH TIPUMEHEHUS KapBeIuJioa ISl JIeYeHUST
neTell ¢ IUIAaTAallMOHHON KapaIuoMMOITaTHEeil. YCTaHOB-
JIGHO, 4YTO TIpernapar CrocoOCTBYeT YBEJIMYEHUIO (pak-
1IMM BBIOpOCA, TIOBBIIIEHNIO (DYHKIIMOHAIBHOTO KJlacca
cepaeuyHoit HemocrarouHoctu [24, 25]. Haxe y nereit
C OWJATallMOHHOW KapIMOMUOTIATUEN C KpallHE HU3KOU
(paxumeit Beiopoca (MeHee 30%) u 1Y dyHKIIMOHATD-
HBIM KJIACCOM CEPJIEYHON HEJOCTATOYHOCTU TOCTUTHY-
TO YJy4YllIEeHWEe COKPAaTUMOCTM MUOKapia M (QYHKIIMO-
HaJIbHOTO COCTOSTHUSI, UTO TIO3BOJISIET CHSITh MAllMEHTOB
C JUCTa OXMIAHWS Ha TpaHCIUIAaHTaWio cepaua [25].
HccnenoBanusi mocyieqHero BpeMEHHU TMOKas3aayd BIIMSI-
HUE TEHETMYECKOro nojaumMopdusMa o- U B-aapeHope-
11enTopoB Ha 3¢hdeKTUBHOCTh KapBeauona. [Ipemapar
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oosnee oddekTuBeH y nereil Tpu  ToauMopdusMe
a2cdel322-325 a2-anpeHOpelenTopoB U TpU BapuaHTe
B1Arg389 u B2Argl6 B-agpeHoperienTopos [26].

JINypeTUKN OCTalOTCd HEOOXOOUMBIM KOMITOHEH-
TOM JICUEHUST CEepACYHOM HEeTOCTATOYHOCTU TIpU IU-
JIaTallMOHHOW KapauoMuonaTuu. JWypeTuKu ciemayer
Ha3HayaTh B COYETAHUU ¢ MHTUOUTOPAMU aHTMOTEH3WH-
MpeBpalaioniero depmeHra. 1o3a onpenensiercss MHIN-
BUIYaJbHO C YYETOM CTalUM CEPIEYHON HETOCTATOUHO-
ctu. B HacTostiiee Bpemst 60J1ee IIMPOKO UCTIONb3YIOTCS
MHWHEPATTOKOPTUKOUABI  (CITMPOHOJAKTOH). YUYUTHIBAs
OMBIT WX Ha3HAYEHUS B3POCIBIM, TIperapaThl CJIeIyeT
MPUMEHSTh U U1l JedeHust aeteit (I kiacc mokazaHuii)
[22]. JIurOKCUMH MOXKET MCIOJIb30BaThbCsl B KOMOMHAIIMU
¢ WHTMOWTOpPaMU aHTMOTEH3MHIIpEBpallamliero dep-
MEHTa U P-0oKaTopaMy MpPU COXPAHSIIOINIECs HU3KOM
dpaxkimy BEIOpOCA; TIPY 3TOM MPUMEHSIOT HU3KHUE T03bI
npenapaTta (KoHueHTpaius B kpoBu 0,5—0,9 Hr/mn),
Kjacc mokaszanuit Ila [22, 23].

HauGonbime ITHCKYCCUM BBI3BIBACT TMPUMEHEHME
WMMYHOCYIIPECCUBHOM Tepanuu JUIS JIEYeHUs] BOCTIa-
JINTEJILHOM JMJIATAlMOHHON KapAMOMUOTIATUM, a TaK-
e 3(P(HEeKTUBHOCT MMMYHOMOIETUPYIOIIEH Teparuu
Ha (oHe Has3HaYeHUS MMMYHOTJOOYJIWHOB. B xome
JIBOMHOTO paHIOMU3UPOBAHHOTO TUTaIle00-KOHTPOJIUPO-
BaHHOTO MCCJIeIOBaHUS TMoKazaHa 3((EeKTUBHOCTh NUM-
MYHOCYTIPECCUU JIJIsT JICYeHUsT BUPYCHETATUBHBIX (POpM
MHOKapauTa (KOMOWHAIWS ILIMKJIOCTIOPUHA W TIpe.-
HuzosioHa) [27]. B Hacrosiiee BpeMsl MCMOJIb30BaHUE
WMMYHOCYIIPECCUBHOM Tepanuu TpW J0Ka3aHHOM BU-
PYCHETATUBHOM MUOKApANUTE OTHOCUTCS K TTOKa3aHUSIM
IIa xmacca pekomeHmaumii. BMecte ¢ TeM B mociaemHNX
pEKOMEHIALMAX TIO JIEYEHUIO0 CepIeYHON HeT0CTaTou-
HOCTHU KOPTHUKOCTEPOUIbI He PEKOMEHIYeTCsl Ha3HavYaTh
npu Muokapautax y aeteit (kiacc 110) [22]. TpeOyroTcs
JajgbHelIe 6oJee KpyImHbIe NCCIIe0OBaHMS IS JOKa3a-
TeJbCTBA BO3MOXHOCTA UMMYHOCYTIPECCUBHOI Teparii.

Taxxke HeoOXomuMbl HccienoBaHUsS 3(PdeKTUBHO-
CTU MHTep(EpOHa B JICUCHUN SHTEPOBUPYCIIO3UTHUBHBIX
GopM BOCTIATUTENLHONW IUIATAIIMOHHOM KapIuoOMUO-
MmaTuu, aHaau3 3(G@MEKTUBHOCTU BBICOKMX 103 UMMMY-
HOTJIOOYJIMHOB TMPH ILIMTOMETaJIONO3UTUBHEBIX (hopMax.
ITo maHHBIM perucTpa KapaIMOMMOIIATHI, WCITOIb30-
BaHWE BHYTPUBEHHOTO WMMYHOTJIOOYJIWHA TMO3UTUBHO
JIECTBYET TIPU alleHOBUPYCITOIOXKUTEIBHBIX MUOKAPIH-
Tax Kak Ha yMeHbIIIeHWe BOCAIeHUsT, TaK U Ha Uppaa-
Kanuio Bupyca. B ciyuasix napsosupycHoro (Parvo B19)
MHMOKapaIuTa TMpUMEeHEHHe WMMYHOTJIOOYJIWHA TIPUBO-
A0 K KJIMHUKO-(PYHKIIMOHATBHOMY YJIYYIIEHUIO, OfI-
HaKo TIEPCUCTEHLMS BUpyca coxpaHstiack. Hykmaercs
B M3YYECHUH JT0303aBUCUMOCTh 3(PdekTa. Bmecte ¢ TeM
B MOCJEIHUX PEKOMEHIALMSIX IO JICYCHUIO CepHeYHOM
HEIOCTATOYHOCTH TMOKa3aHUs K Ha3HAYEeHUI0 WMMYHO-
TJTIOOYJTMHOB JUTS JIeYeHUSI MUOKAPAUTOB Y AeTeil OTHECe-
HbI TosTbKO K 116 kmaccy [22].

B cBs13u ¢ HeOMAroNMpHWsATHBIM TEYECHWEM JMIaTALlN-
OHHOWM KapIMOMHWOTIATUU Y JETel YacTO TMPOUCXOAUT
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JleKOMITeHcallusl cepaeyHoi aesitenbHocTr. Llenbio ne-
YeHUsI JEKOMIIEHCUPOBAHHOW CEpAEYHON HEIOCTaTO4d-
HOCTH SIBIISIETCS JOCTMKEHUE KITMHUYECKOI cTabun3a-
LIV TTAlIMeHTa, BOCCTAHOBJIEHNE Mep(y3Uur B XKU3HEHHO
BaXXHBIX OpraHax, HOpPMaJIM3alus YPOBHSI CUCTEMHOTO
apTepuaibHOTO AaBieHus. s 2Toil 1eanm MCIob3y-
eTCs BHYTPUBEHHOE BBeIE€HWE WHOTPOIHBIX Tperapa-
TOB (MWIPMOH W/UIM HOOYyTaMWH) KakK TiepBasi JIMHUS
tepanuu lla knacc mokasanuii) [22, 28]. B nmociaenHue
BpeMsl TS JIeYeHUsI JeKOMIIEHCUPOBAHHOM CepIeyHo
HEIOCTATOYHOCTH CTajl TPUMEHSIThCS JIEBOCMMEHIIAH.
IIpenapar MOBBIIIAET YYBCTBUTEILHOCTh COKPATUTETb-
HBIX OenkoB K Ca?* myTeM CBSI3BIBAHMSI C TPOITOHU-
Hom C MMoKapaa B KaJlbIIMeBO3aBUCUMOM (hase, yBe-
JINUMBAET CWIIy CEPACYHBIX COKpAIIEeHWI, HEe BIUSIET
Ha pacciablieHre XeTyIo4KoB, OTKpbiBacT AT®d-uyB-
cTBUTeNbHBIe K¥-KaHambl B TIaAKWUX MBIIIIAX COCYIOB,
BBI3BIBACT pacciiablieHne CUCTEMHBIX M KOPOHapHBIX
aprepuii, ynaydimaer niepdysuto muokapaa. [Iperapar
Ha3HAYaloT MpHU Hed(POEKTUBHOCTY Tepanmuu J100yTaMu-
HOM, MIPUMEHEHHNE JIeBOCUMEHaHa OTHOCUTCS K MoKa-
3anusm 116 kmacca [22].

IMpomomkaoTcsl TOMCKU HOBBIX  JIEKApCTBEHHBIX
CPEACTB JJIS ICYEHUsI XPOHUYECKOM CeplaeyHOl HeJoCTa-
TOYHOCTH. B MocienHeM paHIOMU3MPOBAHHOM MYJTBTH-
LIEHTPOBOM HCCJIETOBAaHNU ObLIO JOKa3aHO, YTO MPUCO-
eMHeHe UBabpaanHa K CTAaHIAPTHOM Teparuu y AeTei
¢ IUIATallMOHHOM KapIuOMUOIATHEl yiIydinaeT QyHK-
LIMOHAJIBHBIN KJIACC CEePAEeYHON HEeIOCTaTOYHOCTH, TO-
BBIIIIAET CUCTOJNYECKYIO (hyHKIIMIO [29].

HuBa3uBHBIE METOIBI JieueHusA. B rmocieaHue TOmbI
o0cyXkImaeTcsl BO3MOXHOCTh TPUMEHEHUsI Kapauope-
CUHXPOHM3UPYIOIIEH Teparnuyd B JICUEHUW IUJIaTall-
OHHOI KapaumomuonaTuu. I[loKazaHUSIMU SIBJISTIOTCSI
pacmmupeHun QRS komIniekca Ha (poHe MOIaHOI 0JI0-
Kaabl JIeBOW HOXKHU Tydka [uca, cHUXKeHUe (pakiuu
BeIOpoca MeHee 35%, Hea(PEKTUBHOCTh CTAaHIAPTHOM
Teparuu cepAeIHON HeTOCTATOUHOCTH B TeUeHUE 3 MeC
(knacc nokaszanwuii I1a). YctaHoBIeHO, 4TO JaHHAS MTPO-
1eaypa CrocoOCTBYEeT yBeJUUeHUIO Ppakuuy BbIOpoca
U YMEHbBIIEHUIO (DYHKIIMOHAJBHOTO KJlacca CepaeyHOM
HEIOCTATOYHOCTH Y 71% B3pOCHbIX OONBHBIX C AUJIaTa-
LIMOHHOM Kapauomuornatueii [30]. B nerckoit mpakTuke
UMEIOTCS OTMCAHMS OTAENBHBIX CIyYaeB PeCUHXPOHM-
3UpPYIOIIE Tepanmuu, 0OAHAKO MHOTOLIEHTPOBBIE MCCIIE-
JIOBaHUS OTCYTCTBYIOT.

KpaitHe BaxkHast 3agadya — Mpo@uUIakKTHKa BHe3ar-
HOW CepIeYHON CMEPTH Yy eTel ¢ MUiIaTallMOHHON Kap-
JTUOMMOTATHEN TIyTeM WMITIAHTAlUU KapauoBepTe-
pa-nedpubpmwigTopa. B KIMHWYECKUX MCCIeOOBaHMSIX,
MPOBEIEHHBIX Y B3POCIBIX C 3TUM 3a00JieBaHUEM, ObLIO
MOKa3aHO, YTO WMIUIAHTALMS KapauoBepTepa-aedu-
OpWIISAITOpa YBEJIMYMBAET TPOJOJIKUTETHBHOCTh KU3HU
nauueHToB. B meTckom Bo3pacte MmogoOHBIX UCCenoBa-
HUI 0 HACTOSIIIIETO BPEMEHM He MPOBOIMIOCH. OIHAKO
pe3yIbTaThl JJTUTETLHOTO HAOMIONCHUS 3a IETbMU C JIU-
JIaTallMOHHOM KapAUMUOTIIaThE WU UMTIUTAHTUPOBAHHBIM

KapIuBepTEPOM-Ie(PUOPIIIITOPOM TTOKa3aIu, 4TO cpa-
GaTbIBaHMEe MPOU3ONLIO y 52% TMalMeHTOB, TIPU 3TOM
He OTMeYaJoCh 3HAYMMOTO CHIKEHUST CUCTOJMYECKOM
¢ynkunu [31]. BMecTe ¢ TeM CHUXXKEHUE CUCTOJIMYECKOM
(GYHKIIMU He SIBIIIETCS] OCHOBHBIM (haKTOPOM OTOOpa Tia-
LIUEHTOB JUTSI UMITIAaHTAllUKA KapauoBepTepa-aeduopu-
Jsaropa. Heobxonumo aanbHeiiliee u3yyeHue nokazaHuit
JUTSL OTOM oTepalliid Ha OCHOBAaHWM PaHIOMU3UPOBAH-
HBIX MYJIBTULIEHTPOBBIX UCCITEAOBAHWIA.

Tpancnnanramua cepaua. PedpakrepHocTh cepaed-
HOI HEIOCTATOYHOCTU K CTaHAAPTHOW KOMOWHUPOBaH-
HOI Tepamuu, pe3Koe CHIDKeHHMe (pakuu BbIOpoca
meHee 20%, 4-if (pYHKUMOHAIBHBIN KJIacC CepaeuHOM
HEIOCTaTOYHOCTH — TIOKa3aHWe K TpaHCIIaHTalluKu
cepnma. IlepBas ycrielHas OpTOTONMYecCKasl TpaHC-
rutaHTaumst pebeHky Onlia mposeaeHa B 1984 . B Espo-
ne BbinojaHeHo 500 TpaHCTUTaHTALMi ceplla mauueHTaM
B Bo3pacte 10 17 jet. JlumaranunmoHHass KapAUOMUOTIATHS
coctaBisieT 50% B CTpYKType MPUYMH TpaHCITaHTAllUKA
cepalia B TeAMATPUUYECKOM TpakTHKe. BBDKMBaeMOCTh
3a 1 ron coctaBisieT 93%, 3a 5 net — 60%, 3a 10 neT — 42%.
OCHOBHBIMU TIpOOJIeMaMU MPU TPAHCIUIAHTALIMKM CePILa
Ha IepBOM TOJly CUMTAIOTCS HEOCTATOYHAST THCTOCOBME-
CTUMOCTb M OTTOpXKEHME TpaHCIUIaHTaHTa, yepe3 3—10
JIeT — TIOSBJIEHUE OIyxoJieit, yepe3 10 jeT — omyxouu,
JTVCITUTIONIPOTENIEMUM, aTepocKiepo3. TakkKe BO3MOXK-
HO BO3HUKHOBEHUE TOCTPAHCIUIAHTALIMOHHOW Kapauo-
muonatuu. [Ipu TpaHCHJIaHTAUMU Cepilia NeTsSIM paH-
Hero Bospacta uepe3 10—15 et Bo3HMKaeT mpobjeMa
peTpaHCIUIaHTallMM, 4TO MeHee addexkTuBHO [28, 32].
HawuGonee yacTo TpaHCIUIAaHTAIIUIO Ceplia IIPOBOISIT JIe-
TSIM € ceMeitHoi ¢opmoii 3abosieBanusi. B Poccum ocy-
LIECTBUTh TPAHCIUIAHTALIMIO CEP/ilia IETSM HEBO3MOXHO
W3-3a OTCYTCTBUS 3aKOHOAATEIbHOM 0a3bl.

B Hacrosiee BpeMs ycriexu B UCCIEIOBAHUM TeHETH -
YECKMX aCIeKTOB KapAMOMMOTATHI TTOCTYXUIU OCHOBa-
HUEM JUTd U3y9eHUsI BO3MOKHOCTY TeHHOM Teparnuu. Ere
20 neT Ha3aja reHHas Teparus CepleyHOl HelT0CTaTOuHO-
CTH SIBJISLTACH ajieKoii MeuToit. B HacTtosiiiee Bpemst pac-
CMaTpUBAIOTCSI BAPUAHTHI BO3IEHCTBUSI HA TEHHBIE MyTa-
LIVU C TIEJTIO YIYIIIEHUST CUCTOIMYECKON (hYHKIIY JIEBOTO
JKeNymovka. [eHHas Teparmusl IUIaTallMOHHON Kapmauo-
MMOTIATUH TIpH O0J1e3HM JlfollIeHHa y3ke HauMHAET BXOIUTh
B KITMHUYECKYIO MPaKTUKY. [TpomomkatoTes nccienoBaHus
T10 OLIEHKE BO3MOXKHOCTH MCTIOTh30BAHMS CTBOJIOBBIX KJTe-
TOK, TIPEATOIaraeTcsl, YTo MOCIeAHNE MOTYT BbI3BaTh 9H-
JIOTEHHYIO perapaimo KapaAuoM1uouToB [32].

3aknovyeHue

JunaTanmoHHast KApIMOMMOTIATHSI OTHOCUTCS K HaM-
Oosiee TSKEJIBIM 3a00JIeBaHUSIM MUOKap/a, XapaKTepu3y-
eTCsT KpaliHe BhICOKOM MHBAJTUIHOCTBIO M CMEPTHOCTHIO.
OTuonorusi 3abojieBaHUsI KpaiiHe IIMpoOKa M CBs3aHa
Kak ¢ TTIepeHeCeHHbIM MUOKApIUTOM, TaK 1 ¢ METabO -
YEeCKUMM HapyIIeHUsSIMU, HEPBHO-MBIIIEUYHONM MaTOIO-
rueit. K coxajeHu1o, MCTUHHAS MpUYMHA 3a00JIeBaHUS
ycTaHaBIUBaeTCs TONbKO B 40—50% cirydyaes.
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B mocienHue rombl MOCTUTHYT 3HAYWTENBHBINA TPO-
rpecc B OMArHOCTUKE MeTaboIMJecKuX (opM auiarta-
IIMOHHOM KapaIWOMHUONATUM Ha OCHOBAaHWM BHEIPEHUS
HOBBIX METOIOB J1TaOOPAaTOPHOM ITWArHOCTUKU. PaHHSs
JIMAarHOCTUKA MeTabOoIMUeCKUX TPUYMH pa3BUTHS 3a00-
JIeBaHUS TIO3BOJISIET CBOEBPEMEHHO Ha3HAYMThH I1aToTre-
HeTUYecKoe JIeYeHNe U YIYJIIUTh MporHo3. Kpome Toro,
MMEIOTCST YCTIeXM B M3YYEHMM TEHETHUYECKOW MPUPOILI
Kapauomuornatun. OmnpeaeacHo 6OJIbIIOe KOJTMYECTBO Te-
HoB (60osee 30), KomUpPYIOIINX OeJKN pa3IMYHbIX CTPYKTYP
MHOKapaa, IedeKThl KOTOPBIX BeOyT K IUIaTallMOHHOM
kapauomuornatuu. [TokazaHa IMpokas BapuabeIbHOCTh
TUTIOB HacjenoBaHUsT 3a0oeBaHUsl. MOXHO HamesIThCs,
YTO CHUKEHUE CTOMMOCTU TeHETHMYECKOTO TECTUPOBAHUS
OyzeT crmocoOCTBOBaTh 0oJiee IIMPOKOMY €r0 BHEAPEHUIO
B KITMHUYECKYIO TTPAKTHUKY.
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HeobGxomum mouck HOBBIX TPEAUMKTOPOB HebJaro-
MPUSTHOTO TeYeHUs 3a00JIeBaHUSI, B 3TOM TuUlaHe OO0JIb-
110e 3HaYyeHWe MMEIOT TeHeTuuyecKue Mapkepbl. BaxkeH
NaJIbHEH TN TTOUCK HOBBIX METOIOB IMarHOCTUKHU TTOCT-
MUOKapIUTUYECKON KapIMOMHUOIIATUN, YTOUHEHUE 3(P-
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