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Cnucok coxkpanieHui.

ACA — ankorojipHast cenrajibHas aOJsius.

AP — aopTanbHas perypruraiusi.

BT(O)JIDK — BeIBOAHOM TpakT (OTIEM) JIEBOTO JKEIyI0UKa.
['KMII — runeprpoduueckas KapAuOMUOTATHS
JIJ1 — nuacronudeckasi IMCHyHKIIUS.

JDK — neBrIit skemy10uekK.

MIKII — Mexokeny10ukoBast IEPEropoIKa.

MK — MuTpanbHbIN KJIanaH.

MP — mMutpanbHas peryprurtanus.

MPT — marauTHO-pe30HaHCHAsT TOMOTpadws.
OAC - nepopaibHyI0 aHTUKOATyJISLUIO

OLK — 00beM nupKyIHpyIOLENd KPOBH.

IDK — npaBbIi Kemy104ex.

CB — cepneunsiii BBIOpOC.

TOD - TpancoszodareanbHas sxokapauOrpadus.
YO — ynapHblii 00beM.

®OI1 — bubpmsanus npeacepauu.

XCH — xpoHnueckas cepieuHas HeIoCTaTOYHOCTb.
OxoKI" — sxokapauorpadusi.

ACTC - o-aKkTuH.

ESC - EBpomneiickoe 00111eCTBO KapAHOJIOTOB.
MYBPC3 - Mmuosun-cBs3siBarouii oemnok C.
MYHT7 - Tskenas uensb B-MHO3UHA.

MYL2; MYL3 - nerkue 1enu MUo31Ha.

TNNCI cepneunsbiii TpononuH C.

TNNI3 - cepeunsblil TPOIIOHUH.

TPMI1 - a-TporoMno3uH.

TTN — TUHUH.



BBenenue.

Kapanomuonaruu, Kak IIHPOKO pacIpOCTPAaHEHHBIE KapAUOJIOTHYECKHUE
3a00JeBaHMs, SIBJISIIOTCS OOBEKTOM TOBBIIIEHHOTO HWHTEpeca B COBPEMEHHOM
KapUOJIOTHH.

Kapnuomuonatuu xapakTepusyrTCs CTPYKTYPHBIMU M (DYHKIIMOHAJIBLHBIMU
HApPYIIEHUSIMU CO CTOPOHBI MHOKapjaa, KOTOpble HEOOBSCHUMBI HHBIMU
KapJMOTeHHBIMU TMPUUYUHAMU (CTCHOKapAuell, OOJIE3HSIMU KOPOHAPHON apTepuu,
aHOMaJIbHBIMU Harpy3kamu) [1] .

[ToTpeGHOCTh B HM3yYEHHUH OHTUOJOTUM M TMATOT€HE3a HSTOW TPYIIbI
3a00yeBaHMi, OOBACHSICTCS MHOTOOOpa3WeM KIMHUYECKUX TMPOSBICHUNA W WX
HeCcneu(pUIHOCTHIO.

brnarogapsi COBpeMEHHOMY YPOBHIO JUArHOCTUKHU, PAa3BUTHIO MEAUIIMHCKON
TE€HETUKU, MOJICKYJISIPHOU SHIOKPUHOJIOTUU, HMMYHOJOTHH CHOPMUPOBAIACH
HOBas KOHUEMIMS B TMOHSITUU «KapauoMmuomarus». Ee mecto B CTpykType
KapIHUOJIOTUYECKUX 3a00JIeBaHUN, TOCTOSHHO OOHOBIISIETCS, YTOYHSACTCS U
nepeKIaccuuIupyeTcs.

KapnuomuomnaTuss MOXKET BBICTYyNaTh Kak IMEpBUYHOE 3aboieBaHUE
(reHeTUYeCKoe, CMEIIAaHHOE M MPUOOPETEHHOE, B KOTOPOM CEpAIe SIBISIETCS
€AMHCTBEHHBIM BOBJICUYEHHBIM B MIPOLECC OPraHOM (IMIEPBUYHBIE KAPAUOMHOIIATHH ),
U BTOPUYHOU (opMOH (BTOPUUHBIC KApAUOMMOIATUH), TI€ KapAUOMHOIATHUS
ABJISETCS TPOSBICHUEM TE€HEPalu30BaHHOTO CUCTEMHOTO 3abosieBaHusa. B
HACTOSIIIUX BpEMsS HUCHOJb3YEeTCs CHUCTeMa KiaccuPukanuu, B KOTOPBIX
KapIMOMHUOINATUHN ONPEESIOTCS KOHKPETHBIMU MOPQOJOTUYECKUMU U
GYHKIIMOHAJIBHBIMU KPUTEPUAMH, a 3aT€M CrPYINMNUPOBaHbI B CEeMEHHO-
TeHETUYECKUE U HECEMEUHBIC/HETeHETUUECKHUE MOATHUIIBI, HE3aBUCUMO OT HAJIUYUS
JOTIOJTHUTEIbHBIX CUMIITOMOB [1, 3].

Kapauomuonaruio omnpeaensitoT Kak rpynny 3a0ojeBaHUMl MUOKapja
Pa3IMYHOTO MPOUCXOXKJICHUS, COMPOBOXKIAIOIMIUXCA C MEXAaHUYECKOU U (WIiIH)
AIIEKTPUUYECKON JUC(YHKIMEH, C COMYTCTBYIOLIEH rumneprpoduei cepaeuHon

MBIIILIH WIK AWJIaTanuen Kamep cepaua. 3a0ojaeBaHue Kak MPaBUIIO TE€TEPOreHHO,



HO 4Yallle HMMEET TeHeTHYecKyio mnpupoay. I[laromornueckuil mMpouecc MOMXKET
OTpaHUYUBATHCSA MOpPa)XeHHEM cepllla - NEepBUYHbIE KapJAUOMHUOIATHU
(reHeTUYECKHUE, CMEIIaHHbIe W TPUOOPETEHHBIE) WU SBISATHCSA YaCThIO
reHepaJIM30BaHHOTO, CUCTEMHOI0  3a0oJieBaHUsl (BTOPUYHBIE KapIUOMHUOMATHH),
YTO YaCTO MPUBOJIUT K PA3BUTHIO CEPAEUHON HEJOCTATOYHOCTH, €€ OCIOKHEHUN U
JeTanbHbIM UCXOAAM

OcHOBHOW M caMoOiW pacnpocTpaHeHHOW (GopMoil NepBUUYHOU
KapAHMOMUONAaTHH sBisgeTcs runeprpoduueckas kapaunomuonarus (I'KMII) [1, 65].

biarogapss COBpeMEHHBIM HHCTPYMEHTAJIbHBIM, MOP(POJIOTHUYECKUM H
MOJIEKYJISIPHO-TEHETUYECKMM METOJaM  JUAarHOCTUKH, a TaKKe C IOSBICHUEM
nonmeporpadun, sxokapauorpaduu (3XO-KI'), mo3UTPOHHO-IMUCCUOHHOU
tomorpaduu (I19T), omHOpOTOHHON sMEccHoHHOW KommbioTepHOH (OJKT)
mouutopupoBanuio IKI, maruutHo-pezoHancHoit Tomorpaduu (MPT) nozBonumo
0osiee TOYHO M3YYUTh BOIPOCHI ITHOJOTHH, MATOTEHE3a, MPOrHO03a, BapHUAHTOB

KJIMHUYECKOTO TEUCHHS U JICUCHHS 3a00JICBaHNUs.

eJib:

N3yunts 3 dexTuBHOCTH dHI0BacKysipHOTO JieueHust ' KMII ¢ o6cTpykimeit
BBIHOCHOTO TpakTa JIDK MeTo/10M alIKorojibHOM cenTaabHON abJIaliiy 10 JaHHBIM

COBPEMEHHOM JIUTEpaTyphl U JIOKATHHOTO OIBITA COCYIUCTOTO IIEHTpa Ha 0a3ze 2-oi

FOpOI[CKOﬁ KJIWHUYECKOM 6OJII>HI/IIIBI.

3a/1auM MccleIOBaHuS:

1.13yunth cOBpeMEHHbIE NPEACTABICHUS 00 ITHOJIOTUH, TATOTEHE3E,
KJIIMHAYECKON KapTUHE U METOJIaxX JICYEHUS! TUIePTPOPUIECKON KapAMOMHUOTIATHI

¢ 00CTpyKIMEN BBIHOCSIIETO TPAKTAa JIEBOT'O JKEJTyJ0UKa CepaLa



2.01enuts 3¢ (HeKTUBHOCTD IH0BACKYIsipHOTO JeueHuss [ KMII ¢
oOcTpykuuel BeiHOcsero Tpakra JIOK MeTooM ainkoroyibHOM cenTanbHOM
abnanuu Ha OmbITe padOThl COCYAMCTOrO LEHTPA 2-0i TOPOJICKON KIMHUYECKOU

OOJILHUIIBI.

O6reM u_cTpykTypa pabothl. JumiomHas paOoTa HamucaHa B CTUJIE

JIATEpaTypHOTro 0030pa | COAEPIKUT IMpEe3eHTAIMIo ciydas. PaboTa ninoxeHa Ha
CTpaHMIIAX MAITMHOMUCHOTO TEKCTA, COACPXKHUT TaOMHUIBI M PUCYHKOB. CIUCOK

JUTEPATYPhl COAEPKUT HUCTOYHUK U3 HUX 3apyOCIKHBIX.

I'masa 1. OIIPEAEJIEHUE U OBIIIASA XAPAKTEPUCTUKA
HHATOJIOI'NA

['uneprpoduueckas xapauomuonaruss (I'KMII) ompenensiercs Hammuuem
YBEJIMYCHUSI TOJIIUHBI CTEHKH JieBOro x)emymnouka (JIXK), kotopas He oObsicHsIETCS

HNCKIIIOYUTCIIBHO ITOBBIIMCHUCM HAI'PY3KHU OdBJICHHUCM.



Hcropuyeckn s3Ta rpynmna 3a0ojieBaHUN MOJApa3Jeisuiach Ha MEpPBUYHBIC
3a00yieBaHMs], TMPU KOTOPBIX CEpAIE SBISECTCS EIUHCTBEHHBIM BOBJICUEHHBIM
OpraHoM, U BTOpPUYHBIE (OPMBI, MPU KOTOPHIX KAPAUOMHUOIATUS SIBISETCS
MaHudecTamuel cucteMHoro 3abdosieBanus [ 14].

[uneprpoduueckas kapauomuonatus (I'KMII) sBasgercs cambiM
pacrpoCTpaHeHHBIM PACCTPOMCTBOM CO CTOPOHBI CEPJCYHO-COCYITUCTON CUCTEMBI,
XapakTepU3yoIUMcsl runeprpodueit Muokapaa 0€3 UETKUX BHEIIHUX MPUYMH,
TaKuX KaK TMIEPTOHUS WA a0pPTaIbHbINA CTEHO3.

B Hacrosmee BpeMs HaOmogaeTcss MOBCEMECTHBIA POCT uucia
3apETUCTPUPOBAHHBIX CIy4aeB JTOM TMATOJOTMHA KAaK 3a CYET BHEJAPEHUS B
MPAKTUKy COBPEMEHHBIX METOJOB JAUArHOCTUKH, TaK U, BEPOSTHO, B CBS3H C
UCTUHHBIM yBennmdenneMm 4yucia OompHBIXx ['KMIIT [8, 9]. CormacHo maHHBIM
MOCJIEJHUX UCCIEJOBaHUI, pPacIpOCTPAaHEHHOCTh 3a00JeBaHHs B 0OIIeH
HMONYJISIIIUM SIBIIIETCS 00JIee BBICOKOM, YeM CUMTAJIOCh paHee B oOrmeit nomymsiun

I'KMII coctansiet 0,2% unu 1 cioyvait Ha 500 yenosek[10, 11].

1.1 Onpenenenne.

'KMII — rpynna 3a0oneBaHUM CEepAEUYHON MBINIIBI HEBBISICHEHHOU
3THOJIOTUU C AayTOCOMHO-JOMEHAHTHBIM THUIIOM HAacJeJOBaHHUS,
XapakTepusylonieecss runeprpodueil CTEHOK JI€BOro X eiayJgodyka , He

O6YCJIOBJICHHO€ CUCTCMHBIMU HAPYIICHWAMMA U KapJAHAJIbHbBIMU ITPUYINHAMNU [1]

1.2 AkTyasbHOCTb POOIEMBI.

I'KMII u mo ceil neHb SBISETCS aKTyallbHOW MpoOJIeMON COBpPEMEHHOMU
KapIHOJOTHUU W Tepanuu BO BceM Mupe. CBS3aHHO 3TO C BO3MOXHBIM
NpOTPEAUCHTHBIM TeueHUEeM 3a00J€BaHUSI M pPa3BUTHEM CMEPTEIbHBIX
OCJIO)KHEHHUM, TaKUX KakK:

HapyLIEHUsl pUTMa Cepaua;



BHe3amnHas cepaeunas cmepts — BCC;

XPpOHHUYCCKaA CCpACUHaAA HCAOCTATOUYHOCTDb — XCH.

CMepTHOCTh OOJIBHBIX B CHEIMAIM3UPOBAHHBIX IIEHTPaX, 3aHUMAIOIIUXCS
JAaHHOM maTojioTuel, coctapisier 3—6% B roj, B 0011el nmomyssiiuu (10 TaHHBIM
HEeCTeIUaaIu3upOBaHHbIX pernoHadbHbIX 1IeHTpoB CIIIA u EBporbl) ropasno Huxe
(oxkoso 1%) . TKMII ocraercss naubonee yactoi npuunHoir BCC y monomsix
mozelt (Bkirodasi cnoprcMeHoB, y kotopbix 'KMII cocransier 50% Beex ciiyyaes

BCCO)[1,5,6].

1.3 UcTtopus.

MHeHus OTHOCUTENBHO TOrO, KTO BriepBblie onucasn ['KMII paznuyarorces, HO
OOJIBIIMHCTBO MHEHHMH COLUIMCh HAa TOM, YTO IEpPBOE OMHUCAHUE OBLIO
OIMyOJIMKOBAHO CyJAeOHBIM TMartojoroanaromoM Teare Oomee 50 ner Hazaa. OH
HEOJHOKPATHO CTAJKUBAJICSI C TuUneprpodueit y MOJOABIX MOTUOIIUX TMpHU
BHE3AIHOM CMepTH. YUMTHIBas TE€TEPOr€HHOCTh MOPQOJOTUU Cep/la, MHOTHE
nyONHMKaIY, TOCBSIIEHHBIE JTOM K€ TeMe OECIMOpSIOYHO HCIOJIb30BAIM CBOU
OpUTMHAJIbHbIE Ha3BaHus , Hanpumep E,braunwanld u coaBTopel —
UJCOoNaTHYeCKuil runeprpoduueckuii cydaopraibHbii creno3, E.D. Wighe —
MBIIIEYHBIA Ccy0aopTalbHbId CTeHO3. TakuM o00pa3oM HOMEHKJIATypa cTaja
noiHocThi0 xaotudyHod. Ho 1970 — x romax, OblI corylacoBaH TEPMUH

«runeprpoduueckas kapauomuonatus» (1970. J.Goodwin) .

1.4 DnuaeMuoI0rvsi M ITHOJIOT U,

B xone uccnenosanuii , npoBoguMsix B CeBepHoit Amepuke , EBponie, A3uu u
Adpuke, ObuIO BBISBIEHO HEOOBsICHHUMOE npeoOnananue runeprpodpuu JDK y
xeHmmH Ha 0,02-0.23%. PacnpocTpaHeHHOCTh Cpeau JIeTel HEU3BECTHA, HO
uccieaoBaHus coobmamT o 3aboneBaemoctd oT 0.3 — 0.5 ma  100000. [1]

I'enHeTHUECKHE UCCIENOBAHUSA U CEMEVHBIN CKpUHUHT nToKa3anu yto I KMII game



nepenaercs  Kak ayTOCOMHO-JJOMEHAHTHBIA MPU3HAK, MPU ATOM OOJIBIIMHCTBO
UCCeAOBaHUN COOOIIatoT 0 HeOobiIoM mpeobdnamanuu MyxxuuH (K wmu M
npeobnaganue omnpenenuch). PacmpoctpaneHHocTh 'KMII B pa3HbIX paccoBBIX
rpynnax He cneuuduyna. Pacnpoctpanennocts ['KMII y B3pocnbix 0.02 %—0.2%
[23,26].

BonpmHCTBO MCCiienoBaHUi COOOIIAIOT O HE3HAYUTEIHLHOM IpeobiagaHuu
MY>K4HMH, B TO € BpeMs cpeau pa3Hbix pac yacrora ' KMII ongunakosa.

Braunwald ¢ coaBropamu B 1964-1968 rr., onucany 4acToTy BO3HUKHOBEHHUS
I'KMII, u moka3areins 3a00jieBaHus B ceMbe Kak 33%.

OxokapauorpadudecKre HWCCIACAOBaHUS y 3a00JEBIIUX W WICHOB CeMei
MIO3BOJIMJIO ONPENEIUTh NPU3HAK HACIEICTBEHHOCTH Oone3Hun B 54-67% c
HAcCJICJOBAHUEM C Pa3IMYHBIMU TEHETPAHTHOCTHIO U IKCIPECCUBHOCTHIO MO
ayTOCOMHO-IOMUHaHTHOMY Tuny (B. Maron ¢ coasr., 1984; S. Greaves ¢ coaBr.,
1987).

Hecmorpss Ha 1O, uro 'KMII  mpu3HaHO TeHETHYECKUM 3a00JI€BaHUEM,
NOJITBEPUTh HACIEICTBEHHBIN xapakrep B 100% ciydaeB He MpeaoCcTaBIIsIeTCs
BO3MOXHBIM, IMOCKOJbKY 3a00JieBaHUE BBI3bIBACTCS MYTAlUIMH, HE
nepeaaroMMuUCs 10 HACJEJICTBY B HEOOJNBIIUX CEMBSIX, BEPOSTHOCTH
HacjeAoBaHUs B Takux ciydasx Bcero 50%. Tak, S. Greaves ¢ coaBropamu (1987)
nokazain, yto ['KMII y uiieHOB cemMbu 007bHOTO O0Jiee BEPOSITHO C YBEIUYEHUEM
yucia oobcinenoBanHbix Jull. B 67% wu3 30 cemeit, [ KMII Opina oOHapyxeHa ¢
Tpems u 6osee 00cIe0BaHHBIMU POICTBEHHUKAMU U B 95% u3 18 cemelt ¢ nsaThio

1 0oJiee 00cIe10BaHHBIMU.

B 1989r. J. Jarcho ¢ coaBTOpaMu yCTaHOBWJIM TOYHYIO JIOKaJU3aI[MIO0 I'e€HA,
oTBeTCTBEHHOro 3a Bo3HMKHOBeHHe ['KMII na 14-ii xpomocome. JlaHHblld QakT
ObUT moaTBepkaeH B uccnenoBanusx (J. Hejtmancik ¢ coast., 1991; M. Epstein ¢
COaBT., 1992, u ap.). IT0 reH, KOAUPYIOUIUN CUHTE3 U30(DOPMBI b-TSKENBIX 1enen
MHUO3MHA — COKpATUTENbHBIX OeiKkoB. JlaHHbIE O€nKH, KaK OKa3ajJoch, 00pa3yloT

TOJICTBIE HUTH capkoMepa M cocTaBisiloT okoso 30% Bcex OenkoB cepaua. B
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NPUCYTCTBUM aKTHUHA, oOnasas (epMEHTATUBHON aKTMBHOCTBIO, OHU MPHUBOIAT K
ruaponuzy AT®. a-uenu MHO3UMHA MpPEACTaBICHbI MPEUMYIIECTBEHHO B
npencepausix, b-uenu - miaBHbIM 00pa3oM MPEJICTABIEHbI B JKETyA0UYKaX Cepla.
0O6e u3zohopmbl Takke 00pa3yrOTCs B OTACIbHBIX BOJIOKHAX CKEJIETHBIX MBIIIIL: b-
ey — B MeJIEHHBIX (m. soleus u ap.) U a-ienu — B OBICTPBIX (HAIpUMEp, B m.
masseter).

OGHapyxennsl Oosice 40 pa3aUYHBIX MyTalUid TeHa b-TsHKeNnbIX Lenei
MUO3MHA. JlaHHbIE MyTauud OOECIEYMBAIOT 3aMEHY OJHOM AMHHOKHUCIOTHI Ha
JIPYIyI0, JOKAIN3YSCh B NpeAenax MEpPBbIX 23 3KCOHOB, KOAUPYIOIIUX ITIaBHBIM
o0pa3zoM cuHTE3 OEJIKOB IIApOBUAHOW TOJOBKH MOJEKYJIbl MHO3WHA,
OTBETCTBEHHBIX 3a CBsA3bIBaHUE akTUHA U ATO.

B 30% (mo 50%) «cemeliHOW rumnepTpoGUUecKkoil KapaAuOMUOTIATHN
oOHapy)XeHa MyTalus TeHa b-Tshkenbix nened mMuo3umHa (A. Abchee c coasr,
1995). Ilo3:xe oOHapyKEHBI €Il JBa T'€Ha, KOTOPhIE MPUBOIAT K BOSHHKHOBEHHIO
aTOroO 3a00sieBaHusA. DTO IeH ceplieuHoro TpornoHuHa T, Ha Xxpomocome 1, U reH a-
Tporomuo3uHa Ha xpomocome 15 (L. Thierfelder ¢ coasr., 1994).

Ha cepneunsiit pononns T npuxonutcst npumepHo 5% O6enkoB MUOPUOPUILIT.
Berynas Bo B3auMopeiicTBuE € TPOIIOMHO3WHOM, OH YYacTBYET B PEryJsilUd
mpoliecca COKpalieHusi. 8 MyTalMuil 3TOro TreHa YCTaHOBJEHBI, BCE OHU
00yCIIOBJICHHBI 3aMEIIEHUEM OIHOM aMUHOKHCIIOTHI Ha APYTYIO U JIOKAJIU3YIOTCS B
YacTH €ro MOJEKYJbl, OTBETCTBEHHOW 3a COEIUHEHUE C a-TPONOMHO3MHOM.
[TpuBonar k 3aboneBanuto ['KMII mpumepno y 15% mnopaxennsix cemeir (H.

Watkins ¢ coanr., 1995).

"NebexkTurnt" cepaednbldi TponoHuH T oOmagaeT MOHUXKEHHOMU
YCTOMYMBOCTBIO M OBICTPO pa3pyliaeTcsi, 4TO HapylIaeT CTEXHMOMETPUUECKUE

B3aUMOOTHOIIIEHUS OeskoB capkoMepa (A. Marian u R. Roberts, 1995).

Oxoino 5% OenxoB MuouOpuiLI cocrapisgeT a-Tponomuo3uH. Ero ocHoBHas
(GYHKIHS COTOMT B CBS3BIBAHUM TOHKHUX HHTEH aKTHHA C TPOIIOHUHOBBIM
komruiekcoM . Hambonee dacto y 6ombHBIX ['KMII uMeroT MecTo Be MyTaluu
reHa a-TPOIMOMHO3MHA, KOTOPhIE B TOCJEICTBUM BBI3BIBAIOT 3aMEHY OJHOM
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AMHWHOKHUCJIOTBI HA APYTYHO. MYTaIII/II/I I'CHa a-TPOIIOMHUO3MHA IIPUBOLAAT K MCHCC

5% cemeitnbix cryuaeB ['KMIT (H. Watkins ¢ coasr., 1995).

B xone uccnenoanuii Ha xpomocome 11 ObLT OnMcaH JONOMHUTENbHBIN, 4-1,
JIOKYC, MyTallui B KOTOPOM IipuBeln K BO3HMKHOBeHMIO ['KMII B nByXx cempsx
(L. Carrier ¢ coant., 1995). Ilpu wunentudukanuu OTBETCTBEHHOIO 3a 3TO
3a00JIeBaHNE T€HAa UM OKAa3aJCsl T'€H, KOAUPYIOUINI CUHTE3 CepAeUYHON M30(OpMbI
cBs3bIBaroIIero Muo3uH Oenka C. DTOT O€NOK, PacHoJIOXKEHHBIM B A-MoJIOcax
capKoMepa, CBSI3bIBAET TSKEJbIE LIEMM MHO3MHA B TOJICTBIE HUTU U TUTUH — B
ANACTUYHBIE HUTU M IPUHUMAET HEMOCPEICTBEHHOE Y4YacTHE B IpoOLEcce
cokpamenus. Onucansl ABa Buja MyTanuil 6enka C, Jokanusyrouigecs: B o0i1actu
ydacTKa €ro MOJIEKYJIbl, OTBETCTBEHHOIO 3a CBS3bIBAHME MHO3HMHA, KOTOPbBIE, KaK

MPEANoJaraoT, BbI3bIBAIOT HApyIIEHUE €€ cpojcTBa K nocieaHemy (G. Bonne ¢

coast., 1995; H. Watkins, 1995).

MyTanuu BCeX 4YeThIPEX COKPATHTEIbHBIX OCJIKOB — b-TsDKENIbIX Iiernei
MHO3MHA, TPOMOHKWHA T, a-TPONMOMHO3WHA U CBSA3bIBAIOIIET0 MHO3WH Oenka C —
OpUBOAAT B HTOre K pasButuio onaHoro ¢enoruna ['KMII, cnegoBarenbHO,

3a00J1eBaHKEe MPEJICTABISIET COO0N «O0JIe3Hb CapKOMEPaY.

Nmerorcs nanueie o Bo3MoxHOU cBs3u ' KMII ¢ Hapymienusmu xpomocom 16

u 7 (H. Nishi ¢ coaBr., 1989; M. Ferraro c coasr., 1990).

B 60-70% caydaeB o0OclieOBaHHBIX CeMed OTBETCTBEHHBIE 3a ITO
3aboneBanue reHnl eme He uneHtudumuponBanbl (L. Fananapazir m N. Epstein,

1994).

Crnenyst BBILIECTIPUBENCHHOMY MOXHO cenarb BbIBOJ O ToM, yTo ['KMII -
TEHETUYECKU TeTEPOTreHHA IO JIOKAJIM3alud U YUCIY OTBETCTBEHHBIX T'€HOB U MX

MYTaHHﬁ. H€COMHCHHO, YTO HOBBIC HCCIICAOBAHUS YBCIINYAT IICPCUYCHDb OTHUX I'CHOB.

B oTHOmeHMM Jpyrux reHoB, OTBETCTBEHHBIX 3a BO3HMKHOBeHHE ['KMII,
0Ka3ajioCh, YTO MYTAI[MU a-TPOMIOMUO3MHA CBSA3aHbI CO 3HAYUTEIBLHOW YaCTOTOU
pa3BUTHUS JWJATAllMU JIEBOTO JKEJIyJlouKa B TO3JHEH cTaauu 3a00J7eBaHUsl U

CMEpTH, KaK BHE3amHOM, Tak u oT cepaeunor HemocrarouHoctu (K. Yamaguchi-
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Takihara ¢ coaBt., 1996), myTramuu e TI'eHa CEpJAeYHOro TpomoHuHa T
COTMPOBOXKIAIOTCS OTHOCUTEIBHO CIa00i BBIPAXKEHHOCTHIO THMEPTPO(GUU JIEBOTO
KeTya049Ka, HO BBICOKOM yacToToi BHe3anHou cmeptu (H. Watkins ¢ coasrt., 1993;

J. Moolman c coasr., 1997).

VYCcTaHOBIEHO, YTO XapakTep MYTallud TeHa b-TSDKENbIX Lenell MHO3MHa
OTpeieNIIeT HE TOJIbKO MPOTHO3, HO M BBIPAXEHHOCTh TMIEPTpOPUU MHOKapIa.
Tak, MyTaluu C BBICOKON MEHETPAHTHOCTHIO 3a4acTyl0 CBSA3aHbl C OOJbIIEH
BBIPAXXEHHOCTHhIO THHNEPTPOPHUH JIEBOTO JKEIyAO4YKa M TOJIIHHOU
MEXKEITYIOYKOBOM TIEPETOPOJIKM, YeM MYTAIlMH C HU3KOH MEHETPAHTHOCTHIO,
COMPOBOXKJAEMbIE  OaronmpusTHBIM TporHo3oM (S. Solomon ¢ coast., 1993; A.

Marian, 1995, u np.).

Jlokanuzamusi ¥ BeJIMYMHA TUNEPTPOPUU MHOKapJa U OOCTPYKIIMH B JIEBOM
KENyI0uKe, OTIIMYAIOTCS] 3HAYUTEILHON BapruaOeIbHOCThIO Y WICHOB OJHOM U TOU
XK€ CEMbUM — HOCHUTEIEH HUJICHTUYHOM MyTalMUH, BKJIOUYAS OIHOSWIIEBBIX
onmu3HenoB, (penorunuyeckas BoipaxkeHHOCTh ['KMII). OTo kacaeTcs ujieHOB
pa3HbIX CEMEH, MUMEIOIIUX OAMHAKOBYK0 MyTauuto. llo mamneiMm B. Maron c¢
coaBTopamu (1984), kiIuHHYecKHe MNpU3HAKU OOJIE3HU y 3a00JIeBIIUX
POJICTBEHHUKOB U OOCTPYKIIMSI BBIHOCSIIIETO TPaKTa JIEBOTO >KEIYyAOYKa B IMOKOE
HaOM0AAeTCsl 3HAYUTENBHO peXke, a runeprpodus MUOKapa MEHE BBbIpaK€Ha U
oOmupHa. DTO CBUAETENBCTBYET O CYLIECTBEHHOM BIIMSHUM BHELIHEH Cpeibl, a
TaKxe, 00pasa )KM3HHU, U, BOBMOXKHO, JOTOTHUTENIbHBIX T€HETUYECKUX (PaKTOPOB, B
KauecTBE MOAYIITOPOB (EHOTUNMUYECKON HKcHpeccuu 3abojeBaHHUA.
JIoKa3aTesbCTBOM BIIMSIHUS BHEIIHEW cpeabl CinykuT nopaxkenue npu ['KMII B
OOJBIIMHCTBE CIIyYaeB JIEBOTO JKETyA04Ka, HECMOTPS Ha OJMHAKOBYIO SKCIIPECCHUIO
nedeKTHBIX b-TSDKENbIX Ierneld MUO3WHA B MHOKapae 00ouXx xkemydoukoB. [lpu
3TOM THIEPTPO(DHS JEBOro KEIyJoyKa pa3BUBAETCS, MO BCEW BEPOSATHOCTH, B
OTBET Ha 0oJiee BHICOKOE CUCTOINYECKOE JAABJICHUE B HEM 110 CPAaBHEHHUIO C MIPABbIM

xKemynoukoMm| 18].

I'en AIID, sBnsieTcs OMHUM M3 T€HOB, MOAUMDUIIMPYIONIUX BBIPAKEHHOCTD

runeprpopun Muokapaa u xapakrep tedeHuss [ KMII y GonbHBIX ¢ OAMHAKOBBIM
13



TEHOTUIIOM. YCTAaHOBJIEHO, 4TO €ro DD-renorun, B ommmuune ot ID u I, ropaszmo
yaiie Bctpedaercs y 0onbHbIXx 'KMII, yem y comnoctaBUMBIX MO BO3pPACTy U MOIY
aun, 6e3 storo 3aboneBanus (A. Pfeufer ¢ coast., 1996) u y He3aboneBIIMX
POJICTBEHHUKOB 3THX 001bHBIX (A. Marian ¢ coaBt., 1993). OTMedeHa Takxke CBSI3b
ATOTO TEHOTWUINA C TOBBIINICHHBIM PHCKOM BHE3alHOW cepiaedHoil cMmeptu (A.
Marian ¢ coaBt., 1993) u OonbIneil pacnpoOCTPaHEHHOCTHIO M BBIPAKEHHOCTHIO
runeprpoduu aesoro xemygouka npu ['KMII (M. Lechin ¢ coasr., 1995; F. Tesson
¢ coaBr., 1997). Tak, no nanueiM M. Lechin ¢ coaBropamu (1994), B 6 pa3 uvaie
BCTPEUYAJIOCh YBEIMYEHHE MACChI JIEBOTO kenynaouka cBbime 100 r/M2 y 001bHBIX
I'KMIT ¢ DD-renorunom, yem mpu Il-reHotumne, u 3TO0 OBUIO CBSI3aHO C
pacmpocTpaHEeHHUEM THUIMEPTPOPUU Ha BCIO MEXIKETYIOYKOBYIO IEPETOPOIKY,

BEPXYIIKY U OOKOBYIO CTEHKY JIEBOTO YKEITYI0UKA.

BaxxHoe KIWMHMYECKOE 3HAUYEHUWE HMEeT WACHTH(DUKAIUS MYyTalui,
oTBeTCTBEHHBIX 3a BO3HHMKHOBeHMe ['KMII. Kak mnokaszamu comnoctaBUTEIbHbBIE
OxoKI' u renernueckue wuccienaoBanus S. Solomon c¢ coasropamu (1993),
OTHOIICHUE TOJIIMHBI MEXOKETYI0YKOBOM TEPEropoJKU M CBOOOIHOW CTEHKHU
JIEBOTO JKENyIO4YKa, paBHOE wiaM mnpeBblmaromee 1,3, ormedanocs 'y 77%
NOpaXEHHBIX ULl U Yy 6% 310poBbiX. Takum 00pa3oM, B OyayllieM B CIIOPHBIX U
HesicHbIX chydasax auarHo3 ['KMII mo3BOAWMT yCTaHOBUTh T'E€HETHYECKOE
UCCJIEIOBAaHUE TPU YCIOBUM HACHTU(PHUKALMK BCEX BO3MOXKHBIX MyTauuid. Ero
JMAarHOCTUYECKasi IIEHHOCTh OYE€BUJHA WU MPU HAJIUYUHU APYTUX BO3MOMKHBIX
OPUYMH TUNEPTPO(UH JIEBOTO KETyA0UKa, TAKMX Kak 3aHsATUsA criopToM ("cepiue
atnera'), CUCTeMHas apTepuaibHas TUIEPTEH3Us U OXupeHue. [eHeTnueckuit
aHanu3 npo0 KpoBU obOecneunBaeT HauboJee PaHHIOK JIOKJIMHHUYECKYIO
nuarHoctuky ['KMII y nereit Oonbubix. Jlaxke B HacTosIiee BpeMms
ujeHTU(PUKAKMS MyTallud, MPOTrHOCTUYECKU HEONIAronmpusiTHOM B OTHOIICHUU
BHE3aITHOM CEepJCYHON CMEPTH, 1a€T BOBMOXKHOCTD JIJISl €€ PEIOTBPAILECHUS ITyTEM
MMIUIAHTAllUM aBTOMAaTUYECKOTO JepuOpriLiaTopa-KapauoBeprepa. ITO HUMEET
0COOCHHO Ba)KHOE€ 3HAYEHWE BBUAY OTCYTCTBUS HaJexkHbIX KinHudeckux OKI' u

OxoKI' mpeaukTopoB BHE3aHON CMEpPTHU, MPEXKIE BCEr0 y JIET€H, y KOTOPBIX
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OpU3HAKA MUOKapAa MOryT He onpeaensaTteesa[19]. HacneacTBeHHas mnepenada
['KMII u BhIsIBI€HHE Cly4aeB HTOro 3a001€BaHUSl Y HOBOPOXKIEHHBIX MMO3BOJISIOT
npeJrnosiaraTb, 4To, Mo KpaiHel Mepe, Y 4acTh OOJNbHBIX CTUMYJ K YBEIUUYEHHUIO

Macchbl MHOKap/a MPUCYTCTBYET, HAYMHASI C CAMOT'O PaHHETO BO3pacTa.

65-85% Bcex Oxkou10 15 - 20 % BCex MyTanmii

MyTanui

TsKenas Lenp OeTa-MHO3MHA - IETKUE LEeNMUd MHO3MHA
35-45% - anb(a-TPONIOMUO3UH

MHUO3UH-CBSA3BIBAIONINN OEI0K - anb(a-akTHH
15-20% - CEpJIEYHBII TPOMOHUH [

TPOMOHUH T - TsDKenas 1enb anbha-MUO3UHA
15-20% - TUTUH

- TporioHuH C

Ta6. 1 . 'enernueckue acrexktsl [ KMIT

A 5-10% cmyyaeB — apyrue reHeTudeckue 3a0oseBaHUs, K HUIM OTHOCATCA

XPOMOCOMHBIC aHOMAJINH, TCHCTUYCCKUC CUHAPOMEIL.
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[pyrue reHeTuueckue
1 HEreHeTYECKME MPUYMHBI

MYL3
TPM1
TNNI3

TNNT2

MyTayuu B reHax,
Koaupylowux 6enku
capkomepa

40-60%

MYBPC3

puc.l. Otnonorusa I'KMIL

K 1apyrum reHeTHYECKHMM IpPUYMHAM, MOYKHO OTHECTH UEJIbId psl
HACJIEICTBEHHBIX HapylIeHUH MeTadoyiu3mMa U OOJEe3HEeW HaKOIJIEHUS, KOTOpbIe
yaiie BCEro MaHU(EeCcTUpylT B JETCKOM M MojoaoMm Bo3pacte.  Croma xe
OTHOCSITCS 1 MUTOXOHJIpUaIbHble HapymeHus: bonesns [lomme; bone3ns JlaHoHa;
Cunnpom Melas; Noonan; Cunapom neomapaal1,9,65].

MosekynsipHO -T€HETUYECKHE aCTICKThI;
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Gene Symbol Frequency Chromosome

p-myosin heavy chain MYH?7 30-50% (Kaskietal., 14q12
2009; Perrotetal.,2005)

Myosin binding protein C MYBPC3 30-40 % (Kaskietal., 11p11.2
2009)

Cardiac troponinT INNT2 <5% (Kaski et al.,2009) 1932

Cardiac troponinl TNNI3 <5% (Kaskiet al.,2009) 19q13.4

Cardiac troponinC TNNC1 <1% (Kimuraetal,, 3p21.1
1997)

a-tropomyosin TPM1 1-5% (Richardetal., 15q22.1
2003)

Titin TIN <1% (Satohetal.,1999) 2¢31

a-Actin ACTC <1% (Mogensenet al., 15q14
1999)

Myosin ventricularessential light MYL3 <5% (Kaskiet al.,2009) 3p21

chainl

Myosin ventricularregulatorylight ~ MYL2 <5% (Richard et al,, 12q24.11

chain2 2003)

Tab. Tsbxenas uens B-muo3zuna (MYH?7), nerkue nenu muozuna (MYL3)
(MYL2), a-aktun (ACTC), a-tponnomuo3us (TPM1), cepeunsblii TponmoHUH
(TNNI3) , cepaeunsiit Tporionun C (TNNC1), Muo3uH-cBsi3biBaroniuii 6enok C
(MYBPC3) u tuaun (TTN). [17]

1.5 Mopdosiornueckue usMeHus.

K xapakTepHbIMH MUKPOCKOITMYECKUM U3MEHEHUSIM MPUCY UM
rUNepTPOPUIECKON KapIMOMHUOIIATUN OTHOCATCS TUNIETPOUS KapAUOMUOITUTOB, a
TaKXe HapylIEHUE UX B3aUMOOPUEHTALINH , B BUJIE PACIIONIOKEHHBIX B XaOTUYHOM
MOPSIZIKE , TIOJT YTJIOM JIPYT K JIPYTY , BOJIOKOH, KOTOPBIE MEPECEKAIOTCS U 00pa3yIoT

3aBUXPEHMUSL.
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Puc.2 Pacnonoxxenne muorutoB B HopMme(a) u'y 6ombHbIX (b) TKMIT

[Ipu runerpoduveckol KapAMOMHUOINATUU BBIABISIOTCS 3HAYUTEIbHbBIC
HapYLIEHUSI MEXKIJIETOYHBIX COCIUMHEHUM, X PACIIPEICIICHNUs, PACTIOJIOKEHHBIE B
o0nacTsX C HapylEeHHON CTPYKTypol Muopubpwii. B HOpMe MeEXKIETOUHBIE
COEIMHEHUS CKOHIICHTPUPOBAHBI B 00JIACTU OTPAHUYEHHBIX BCTABOYHBIX JIUCKOB, a

B CJIy4dac MaToJIOTUH COCANMHCHM pacCIiojararoTcs 1mo BCEM IMOBEPXHOCTHU KIICTOK.

Takue wu3MeHeHUS B PACIONOKEHUM BOJIOKOH, 3aKJIIOYAIOUIHECs ux
Xa0TUYHOM paCHpeieIeHUH, CO3JA0T OJIarONPUSATHBIE YCIOBUS JJIS TOBTOPHOTO
BXOJla BOJIHBI BO30Y)KIEHMS, B HMTOre€ KOTOPOTO BO3HHKAET IapOKCHU3MAJIbHOE
HapyIICHUE PUTMA.

[Tomumo TUNIEPTPOPUPOBAHHBIX BOJOKOH MHOKAP/Aa, UMEEET MECTO HAIUYHUE
CKOIUICHUS TJIIMKOT€HAa W MHUTOXOHJpUH, B TOM 4YHUCJIE U TMEpUHYyKICapHbIC
MPOCBETIACHUS LMUTOIUIA3Mbl, B BHJE «HUMOOB». XapaKTepHbI BBIPAKCHHBIC
JIeTeHUpAaTUBHbIE M3MEHEHMs, 4acTO BCTpeyarolleecs YTOJIIEHUE 3HJOKapnaa, a
TaK)Ke , HeCyIIUi BTOPUYHBIN XpakTep, GUOpPO3 MHTEPCTHUIIHSL.

Bo Bpemsi MHKpPOCKONHMYECKOH OLIEHKH, B OOJBIICHCTBE CIy4yacB Ha
18



sHAoKapae yrommeHHon MOKII HaOmromaercs Hanuuue IUIOCKUX (UOPOHO3HBIX
ONsllIEK, PACIONOXKEHHBIX B MECTE€ COIPUKOCHOBEHMS MEXKIKEITYJOUKONBON
NIEPETOPOJKH CO CTBOPKOM MUTpPAbHOrO KianaHa[21].

BolpakeHHbIE HapyILIEHUs PACIONIOKEHHUSI U B3aUMOOPUEHTALMN MbIIIECUHBIX
BOJIOKOH, a Takxe ¢ubpo3 sumokapaa MXKII, sBusitorcs xapaKTepHMU
U3MEHEHUSIMHM, BCTPEYAIOLIMMHUCS TMpU TUNEPTPOPUUYECKONH KapAHUOMUOIATUH.
OcTanbHble MUKPOCKONMYECKHE XAPAKTEPUCTUKH Majocneuu(UyHbl, MOCKOJIbKY
UX MPUYUHON MOXeT ObITh rumneprpodus maoboro npyroro resHensa. llpu
MHUKPOCKONUHU BNHKaApAUAIbHBIX KOPOHAPHBIX COCJIOB, y MalHMEHTOB C

rUnepTpopuIecKon KapInoMHONaTHel, N3MEHEHHUS He HaOI0Aat0TCs.

1.6 Kinaccupukauus runeprpopuyeckoi KapAuOMHUONATHH.
@opwmsl [ KMIT

1.ITo kapauoreMoIMHaMHYECKOMY BapHUaHTY;

be3 00cTpyKIMU BEIHOCSIIIETO TPAKTa;

C sBHOI 00CTpYKITMEH BBIHOCSIIETO TPAKTa,

C narentHo# (QYHKIIMOHAIBHON) OOCTPYKIIMEH BHIHOCSIIETO TPAKTA,;

2.I1o xknmuanueckomy teuenuto (I[lanees H.P)
beccumntTomMHOE TeUeUHUE ;

Knunnueckue nposisnenus: ' KMIT;

BHue3anHas cMepTh Ha (POHE OTCYTCTBUS KAaKUX-JINOO MPEIBAPUTEIBHBIX
CUMIITOMOB;

3.I1o craguu runeprpoduu JIK:

YMepeHHas ToMHA yyacTka runeprpopuu — 15-20 mm.

Cpenneit crenenu — 21-25 mMm.

Bripaxxennas — 6onee 25.

Oo6ctpykruBHas I'KMIL.
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1.7 ®opmbl.

I. T'uneprpodus JIK:
A) Acummerpuunas I'KMII, B Tom uncre:
runeprpodus MXKII
- CpEIHEKENYA0UYKOBas runeprpodus 90%
- anuKajgbHas (BepXyllleuHas) runepTpodus 1%
- runeprpodus cBOOOTHOW NaTepadbHOW WM 3aJHEH 3%
gactu MKII 1%
b) CummeTpudecka(KoHIIEHTpUYECKasl) TUIEPTPOGUS 5%
II. Tuneprpodus mpaBoro xemygodka (PeIKO B COYETAHHH C 1%
runeptpodueit JIK)

Ta6. 2 Knaccudbukanus ['KMII B 3aBUCUMOCTH OT JOKaJu3alUU

runeprpoduu (E.D. Wigle)

[lon TepMHHOM «OOCTPYKTHBHAs KapAMOMMOIIATUS» TMOHUMAETCS TaKou
BApUAHT, NPU KOTOPOM B CHCTOJIYy CO3[A€TCsl 3HAYUMBINA TPAJUECHT JABJICHUS B
MIOKO€ W/WJU NpPU HArpy3Ke B BBIHOCSIIEM TPAKTE JIEBOIO KEIYJI04Ka, TO €CTh
MEK]ly KaMepOu KeTyA04uKa U aopTon[23].

Jlokanuzauus runeprpoduu paszHooOpa3zHa, HNpU OOCTPYKTUBHOU
KapAMOMHUONIATUN , Yallle PaCIIoIaraeTcsi B BEPXHEW YacCTU MEXKEITYIOYKOBOU
neperoponku . Takoe pacmosioKeHWE Has3bIBAae€TCsl TUNMHWYHBIM. lIpu momHOM
PaCKpBITUM MUTPAJIBHOIO KianaHa, MaKCUMaJbHOE YTOJIEHHE PACIOIAraeTcs
103311 K CBOOOJHOM CTEHKE MepeiHel CTBOPKU MUTPAJILHOTO KJlaraHa.

BO3MOXHBIM MECTOM JIOKaJU3alUK SIBIISIETCS YPOBEHb HUXKE KpPEIUICHUS
nepeaHel MUTPAJbHOW CTBOPKM K MANUISIPHOM MBIIILE — aTUIIUYHAs
CpelleHeXeTyI0uKoBas (hopma.

['unepTpodus anuKkaaIbHOM WM 3a{HEN YaCTH MEPETOPOAKH , TAKKE SBISETCA

arunuaHor opmoii. Ita Popma BriepBbie Oblila onrucana Sakamoto u coaBTopamu
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U Yallle BCEro BcTpeyaeTcs y sAnoHueB. Cpenn anukaabHOM (OpMBI BBIAEISIOT J1Ba
TUIA:
1)130onupoBanHas anukaibkajibHas runeptrpodus (orpaHu4eHa BepXyLIKOM
KEITYI0UKA HUYKE NANWISIPHON MBIIIILIEI);

2)CMmemanHas (runeprpodusi anukajabHON YaCTH COUETAIOMIASICS C

runerpodueit 1ucTanbHO-0a3aJIbHON YaCTH MEPETOPOJIKH);

Bo3HMKaIOT TskKeNble TeMOAMHAMUYECKUE HapYILLIEHUS , BCIEICTBUE
00CTPYKIMHU BBIBOJAILETO OTJENA JIEBOTO KENYA0UKa, TAKUE KAK: YBEIHMUYECHUE
CUCTOJIMYECKOTO JJABJICHUS B MOJIOCTH KEJIy0UKa; YIUIMHEHUE ITepruoia
paccnabneHus; OBBIIICHHE AuacToindeckoro aasineHus B JOK; Mutpanbhas

perypruTaiys; yMEeHbIICHHE CEpPIEYHOr0 BRIOpOca; uiemMust Muokapaa[23,24].

Briaensitor (Ha OCHOBaHMM JaHHBIX ITOCTOSHHO-BOJIHOBOMH Jo1uieporpadum):

l)®ukcupoBaHHy0 OOCTPYKIHMIO (TagUEHT JaBJIECHUS B O3TOM Clydae
COCTaBIISIET B TOKOE€ MeHHee 30 MM PT CT.)

2)JIarenTHyO(OpoBOIIUpyEeMasi) OOCTPYKIUIO (B 3TOM Ciydae TpagueHT
JABIICHUSI MOXET B mokoe MeHee 30 MM pPT CT, HO HOpH Harpy3ke MOXKET
yBEIMYUTHCS 10 ypoBHs Oonee 30 mm pr ct.). Habnronaercs npu ¢uznueckoi
Harpy3ke, IpHUeMe IpenapaTroB C MOJOXKHUTEIbHBIM HHOTPOMHBIM 3P (EKTOM,
npoBeeHud 1npoObl (BanbcaBel), Tak Kak Bce A3TH (AKTOPHI MPUBOAUT K
YBEJIMYEHHUIO YACTOTHI CEPAECYHBIX COKPAILCHUH.

Y OoNbHBIX ONHCaHa, TaKXe W CPEIHEKEIYJOYKOBBIM THUN, KOTIa
runepTpodusi pacroyiarasicb B CPEAHEH TPETH MEAOKETyIOYKOBOW MEPEeropoiKH,
oOpazyeT CyXeHHUE MEXKIy IEepPeropoJkod W MamwuIsspHON Mblend. JlaHHbIN
(OOCTPYKTHUBHBINM) THUI 3a00JIEBaHUSI C CYIIECTBEHHBIM BHYTPUXKEITYI0YKOBBIM
IPaJMEHTOM JABJICHUS TPUBOJUT K YBEJIMUYEHUIO HanpspkeHus creHku JIK,
umemun cepaeyHoil mpimnbl JOK, m rubenum kapaIuOMHOLMTOB C pa3BUTHUEM

¢bubpo3HOI TkaHu. B 3TOM cilydae JieBbIi KellyIouek uMeeT popmMy Kosiokosa[15].
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1.8 IIatorenes 'KMII
[Ipu runepTpoduu anukaIbHOM YacTH, KOTOpasl 3a4aCTYI0 OXBaThIBAET U
CBOOOJTHYIO CTEHKY , MOXKET MTPOU30UTH 00JIUTEpalis BEPXYIIKU JIEBOTO

KETyI0uKa xKemynouka u cmenienue [DK .

=
e

Cxema 1.
3BEHBS

narorenesa [ KMII

OOCTpyKIIMS BBIHOCSILIETO TPAKTa JEBOTO JKEIYI04YKa U MUTPaJIbHAS

peryprurarusi.
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Omnpenenenue Gopmbl ['KMII BaxkHO 1u1si onpenienieHus TAaKTUKH JICUCHUS U

CYICCTBCHHO OIIPCACIIACT KIIMHNYCCKYIO KAaPpTUHY 3a001eBaHMs.

B 3aBucumocTH OT rpagueHTa OOCTPYKIMH, YCTAHOBJEHBI TpHU

reMOJUHaAaMHNYCCKUE IMOATrPYIIIIbIL:

OasanprpHa4d

oOcTpyKIus

mHnaoOunabHAHd

o0cTpyKuus

JaTCHTHA ai i

oOcTpyKuus

rpagJvucHT B IIOKOC

> 30 MM pT. CT.

XapaKTepU3yIomasic
S 3HAYUTEIbHBIMHU
COHIOHTAaHHSB MU
KondeOaHHUAIMU
BHYTPHIKEITYIOUKOBOTO
rpaJiicHTa JaBjiIcHUs Oe3

BUJMMOM NMPUYUHBI,

BBI3BIBAacCTCS
TOJIBKO TIPH Harpy3Ke |
MPOBOKAIIHMOHHBI X
bapMakoIOTHUIECKUX
nmpo6ax (B YacTHOCTH,
BJ B XaHUEM

AMUIHUTpUTA, NpHU

MIpUEME HUTPATOB WU
BHYTPUBEHHB M

B B € 10 ¢ H U U

U30IPOTEPEHOIA).

Ta0. 3 'emonuHaMuyeckue NOArpynIbl 0OCTPYKUUU;

IlepenHe-cucTonMIeCcKoe IBUKEHNE CTBOPOK U KOHTAKT C MEXKKEITYTOYKOBOU
MIEPETOPOKOH , SIBISIIOTCS OCHOBHOM MPUYMHON BO3HUKHOBEHHS OOCTpyKIuH . B
TUIUYHBIX CIIy4asX 0OCTPYKIMU BHIBOJHOTO OTJIEJIa JIEBOTO JKETYyI0uKa ,
HaOJI01aeTCsl 3HaUUTENbHASI THIPETPOPUS MPOKCUMIIBHOTO OT/ENa
MEKIKEITyJOYKOBON NIEPETOPOJKH , UTO B CBOIO OYEPEb IIPUBOIUT K €T0
3HAUUTEILHOMY CyXeHUI0[62]. Bo3HHKaeT MEXaHMYECKOE CONPOTUBIICHHUE ,
BE/yIIEE K YBEIMUEHUIO COKPATUTENIbHOM CIIOCOOHOCTH M CKOPOCTH BBIOpOCA.
KpoBb BeIOpachIBaeTCsl C YCKOPEHUEM , 3TO IPUBOAUT K 00pa30BaHUIO 30HbI
HU3KOTO JIaBJIEHUS B BBIXOJJHOM OTJEJIE JIEBOT'O JKEIY/I0UKa U 00yCIIaBIMBAET

«mpucaceiBaromuil 3gpdext» - apdexr Bentypu.
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BcenencTtue atoro (heHoMeHa nepeiHss CTBOPKa MUTPAIbHOTO KIlaraHa
KOHTAaKTHPYET C MEAKETYIOUKOBOM neperopoakoit. Kpome toro , Bo Bpems
CHUCTOJIBI 33/IHSIS1 CTBOPKA MUTPAJILHOTO KJlaraHa Mpy 3aKpPbITUU (CMBIKAaHUN)
INPUMBIKAET K IEPEAHEN CTBOPKE KJIAallaHa, IPUMEPHO HA YPOBHE €€ CEPEIUHBI U
CBOOOAHOrO Kpas. B HOpMe CTBOPKU JOJIKHBI CMBIKATHCS 110 CBOOOHOMY Kparo.
Bce 310 npuBOaUT K meperpyske J€BOro NpeAacepans 1 MUTPaIIbHON
perypruramuu, B OyayluieM MOXKET SIBISATHCS JOMOJIHUTEIbHON TPUUYUHON Pa3BUTHS

JUJIaTalvy JEBOro npeacepausi|s,54].

B Oynymem oOcTpykuust BeiBoAsmiero tpakra JOK npuBoguT K HapyLIEHUIO
BHYTPHUCEPAEYHON TE€MOAMHAMUKH, TAKUM KaK, YBEIWYEHHE CHCTOJIUYECKOIO
JABJICHUS B TOJOCTH JIEBOIO KEJIyJ04YKa, YBEJIMYECHHUIO BPEMEHH pacciaadieHus
KaMep, YBEJIWYECHUIO auactoiumueckoro pnasieHus B JIDK, mMutpanbHO#
peryprutanuy, HIIEMHUH CEPAEYHOW MBIIILbI, YMEHBIICHHUIO CEPAEYHOIO
BbIOpoca[48,57]. Huuamuyeckuit xapakrep oOctpykimu BT JIDK mpu ['KMII
IPOSABIIIETCA U3MEHEHUEM B 3aBUCUMOCTHU OT CTEIIEHU HArpy3KU M COKPaTUMOCTHU
CEpJICUHOM MBIIIIBI. YBeInyeHue rpaauenta nasienud B BT JDK nposisisiercss B
YCIIOBUAX CHW)KCHHUS IIOCTHArpy3KH, a TAKXKE , YBEIMYECHUU CWIbI CEPIEYHBIX
COKpallleHUH IIPU HA3HAYCHUM IIPENaparoB C IOJIOXKUTEIBHBIM WHOTPOIIHBIM
s¢ppexrom, mpoBeaeHun npoObl BanbcanpBbl. BelpakeHHOCTH 0OCTpYKLUHU
YMEHBIIAETCS B YCIOBMsX ycwieHus npeaHarpy3ku JDK (yBemmuenue OLIK,
HNOJHATHE HI)KHUX KOHEYHOCTEHN), IPU CHUKEHUM COKPAaTUTENBbHOM CIOCOOHOCTH
MHOKapJa W Ha3HAaYCHUU MEIMLMHCKUX IpPENnapaTroB C OTPULATEIbHBIM
UHOTPONHBIM 3 Pextom [39].

KonTakT nepenneit ctBopku muTpainbHoro kiamnaa ¢ MOKII, npuBondmumii K
HapyLICHUIO €€ JBHUXKEHHS, BCTpEYaeTCs MNPAKTUUYECKH y BCEeX OOJBHBIX
o0ctpykTuBHON Qopmoit 'KMII. B pe3ynbrare 3T0ro npoucxoauT YIUIOTHEHUE U
YTOJIILIEHUE CTBOPKHA MUTPAIIBHOTO KJIAalaHa, a Tak»ke U Mecta koHtakrtana MOKII.

[TaTou3nonornyecku U NPOrHOCTHYECKU BAKHBIMU (pakTOopaMu y OOJIbHBIX

'KMII sBnstoTcst cyOaopTalbHBIM TpagHEHT M aCCOUMMPOBAHHOE C HUM
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HNOBBIIIEHUE BHYTPUIKEITYJOUKOBOro JaBieHUsA. JlaHHBIE (AKTOpBl TaKke
OTpakalOT MEXaHUYECKOE COMPOTUBIICHUE B BEIBOAHOM Tpakete JIK[8,53,60].

Jlokazano, uto y OonpHbIX ¢ oOcTpykTuBHOM ['KMII Ooniee BbIpaxeHbI
KJIMHUYECKUE TIPOSIBIICHUS, Oojiee TsHKeI0e TeUeHre U MPOTHO3 3aboseBanus. [72].
[Ipn noxazanusix (rpagueHT AaBieHuss = S50 MM pT. CT. B MOKOE WIH MpU
IPOBOKAIIMOHHBIX MP0o0ax y OOJBHBIX C TAKEIOM CUMITOMATUKOW) MPUBOIAUT K
BbIOOPY MHBIX METOJIOB JICUEHUS.

O6ctpykuuss BT JDK npu oGcnenoBaHuM XapakTepHU3yeTCsl HaJU4HeEM
cuctonuueckoro myma B III-IV Mexpebepbe cineBa oT rpyIMHbl Py ayCKYJIbTAlUH.
Jng MUTpanbHON PEryprutaluyy XapaKTEPeH CUCTOIUYECKHUM LIYM B IPOCKLMHU

BEPXYIIKH CEPJILIA C YaCTON uppaauraliuel B moAMBIIICUHY0 001acTh[61].

HuacTtonnueckas qucyHKLIHS JIEBOTO KeTyq0uKa

HuacTtonnueckas TUCPYHKIUS MUOKapAa SBISETCS OJHON M3 ONPEIEISIIOIIUX
natousnonornuyeckux komrnoHeHToB ['KMII, onHa omnpenensier KIMHUYECKYIO
KapTUHY, TEYEHHE U MIPOTrHO3 3a00JIeBaHUS.

AKTUBHAs penakcalus W pPacTSHKUMOCTh CEPACYHOM MBIIIBI — 3TO TE
JNETEPMHUHAHTBI JUACTOJIMYECKOTO HAIIOJIHEHHS JIEBOTO JKEIYAO04YKa, KOTOPBIE
HapyUIAIOTCS MpPHU I'KMII. l'uneptpoduss muokapma, OecropsigodHOE
pPAacmoJIOKEHNE COKPATUTEJIbHBIX 3JIEMEHTOB, HHTEPCTULHAIbHBIN (Qudpo3
IPUBOAAT K PACCTPOMCTBY AKTHMBHOIO pacciiablieHusl, CHUKEHHUIO MOJATIMBOCTU
JIEBOTO JKEJIYIO0YKAa, M K IMIOBBIIICHUI COINPOTHUBICHUS HAIMOJHEHUIO JIEBOIO
KEJIyJO04YKa, MOBBILICHUIO JAaBJIECHUS HAINOJHEHUs, T.€. K HapyLIECHHUIO
nuacronnyeckord (yHkuuu. IloBbimieHne XECTKOCTH MHUOKapia MNPOUCXOAMUT B
3aBHCHUMOCTH OT YBEJIMYEHHUS MacChl CEpAEYHOW MBILIIbI, CHIKEHHUIO 00bEMa
JIEBOTO XKeJyA0uKa, a TakKe pa3BUTUIO Grudpo3a Muokapnaa y 0onpHbeix ['KMII, uto
B CBOIO O4epesb BEJET K YBEJIMYEHUIO AuacToiaundeckoro nasieHus (/1) B neBom
xemynouke. OOCTPYKIUS JIEBOTO JKEJIYyJ0YKa BEIET K CUCTOJIMYECKONW HArpys3Kke Ha

JIEBBIN JKEJIYJIOUYEK, YTO B CBOIO OUEpEb BIUSAET HAa JUACTOJMYECKYIO (DYHKITHIO.
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Cucronuueckass (yHKuusg JieBoro xemynouka y OonbHbix 'KMII naxomutcs B
npeaeaax HopMbl win yBenuuena[39,59,61].

Huactonnueckass AUCHYHKUIHMSA JIEBOTO JKEIyJAOYKa BEAET K YBEJIUYEHUIO
JABJICHUS. B JIEBOM IMpEACEpIHUH, YTO B CBOIO O4Ye€peab MPUBOJUT K €ro
runepQyHKIUMU U runeptpoduu, MpU MNOAJAEPKAHUU aJEKBATHOTO HAIMOJIHEHUS
PUTHIHOTO JIEBOTO >Keiynouka. [loBblllIeHHE AaBi€HHS B JIEBOM IIpEJCEpAHH
IPUBOAMUT K €ro JUJiaTallud W TOBBIIICHUIO JIABJIICHUS B JIETOYHBIX KamUJUIsIpax.
Bce 310 BeieT K 3aCTOMHBIM SIBIEHUM B JIETKUX, YTO OTPAXKACTCS B BUJIE OJIBIIIKU U
cnabocTu. OTU M3MEHEHHS B JIEBOM TMPEACEPAUH NPHUBOIAT K MOSBICHUIO
GUOPWILIAIINY TIPEICEPANIA, TEM CaMbIM yCYTYOJISIsl COCTOSTHUE.

Jnactonuaeckass TUCQHYHKIUS JIEBOTO >KEIYIOYKa TUATHOCTHPYETCS U TIPH
Apyrux mnarojorusix (mpu KiamaHHBIX MNOPAXKEHUSX, MPU apTepUaTbHOU
TUIEPTOHUM, NMPU HIIEMUYECKON Oone3Hu cepaua). OgHako, AUACTOIMYECKAs
TUuC(hYHKIUS TPEICTABIISAET OCHOBY TeMoAnHaMudeckux pacctpoicts mpu ['KMII,
B CIEJICTBUM TE€HETUYECKUX pPACCTPONCTB M KOMIIEHCATOPHOTO OTBETa Ha
HApYIICHUS COKPATUTENHbHON (YHKIIMU JIEBOTO S>KEIYyJI0YKa, HECMOTpPS Ha ee
BTOPUYHOCTH[ 14].

Huactonuueckass AucHyHKIUU JIEBOTO >kenmynodka y 3aboneBmmx ['KMII
HaxoauTcsi B mpenenax He MeHee 80%. PaccrpoiicTBa HamoJIHEHUsI JIEBOTO
KEJyJouKa OTMEUYEHbl W MpU OOCTPYKTUBHOM, U HEOOCTPYKTUBHOM (opmax
I'KMII. PaccTpoiicTBa HamoJHEHHUs JIEBOTO XKEJIyAOo4kKa OTMEUEHbl U MNP
0ECCUMIITOMHOM TE€YEHHH, a TAK)Ke HE 3aBUCIT OT MHTEHCUBHOCTH TUNepTpoduu
JIEBOTO KETYI0UKA.

Huactonuueckass AUCPYHKIHUS C HAPYUIEHUEM HAINOJHEHUS JI€BOTO
KETyJA04YKa, KOTOpasi MPUBOAUT K YBEIWUYEHUIO JIaBJICHUS B JIEBOM MPEICEPAUU U
KJIIJI neBoro sxemymouka, MOHMXEHHUIO yaapHoro ooObemMa (YO) U cepaedHoro
BbIOpoca (CB), BEeHHOMY 3aCTOIO B JIETKHUX, SIBJISIETCS PE3YJAbTATOM BOZHHUKHOBEHUS
OJIBIIIIKYA, TOJOBOKPYXKEHUSI, Mpe- U CHUHKOMAJIbHBIM COCTOSHHSIM, OMpEeNseT
YyCTOWYUBOCTh K (u3ndyeckuM Harpy3kam y 3aboneBmux ['KMII. Bce

BBIIICTIPUBCICHHOC, MOKCT OBITE U 3a49aCTyr0 ABJISICTCA HpH‘-IPIHOfI N HHBIX
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CYUIECTBEHHBIX MaTO(MU3UOIOTUUECKUX MEXAHU3MOB, TaKHX KaK HIIEMUs
cepleyHoN MblImbl, oOcTpykuuss BT 1neBoro »xeinynodka B COUYETAaHUM C
MUTPAJIbHOW PErypruTanreil 1 MepuaTenbHon aputmueii[S57,43].

KivHuyeckuMm MposiBIEHHEM Nporpecca JIUacTOIUYECKOM AUCHYHKUIUU U
ob0ctpykuuu BT neBoro xkemyngouka sBISETCS pa3BUTHE XPOHUYECKOU CEpIEeUHON
HEJ0CTATOYHOCTH, YCYTyOJeHHEe HWIIEMUU M DIIEKTPUYECKOH HecTaOMIIbHOCTU
CEepACYHON MBIMIIBI. OJEKTpUYecKas JaOUIBHOCTh MHUOKapJa HIPUBOAUT K
HapyUIEHUIO CEpACYHOr0 pPUTMA, BKJIIOYAsl OMACHbIE IS JKU3HU apUTMHHM U
bulpuIISIIUIO NpeICepauit.

['KMII - »t0 3aboneBaHue, COMPOBOXKIAEMOE OJBIMKOW U OOJEBBHIM
CHUHIPOMOM B 00JacTH cepaua. JTh OOMM HMMEIOT XapaKTep KapAHaITHH HW/WiIn
TUNMYHON CTEHOKapAUU. MHOTOYMCIEHHBIE MCCIEAOBAaHUS HANPABIEHbl Ha
M3yYeHUE TPOUCXOXKACHUS 3TOro (PeHOMEHa, Ha OMpPEeICHNE TPUYUHBI UIIIEMHH,
a TaKke Ha M3y4YeHHE MPUYMHBI HEAOCTAaTOYHOCTU KPOBOCHAOKEHUSI MHOKapaa Yy
oonbHBIX ' KMII [42].

Huxe npuBeneHbl BO3MOXHBIE NPUYUHBI HIIEMUU MHOKapAa y OOJbHBIX
I'KMIT:

l)oTHOCHUTENIBHAS KOPOHAapHash HEAOCTATOYHOCTh, NPUYUMHON KOTOPOWM
SIBJISIETCSl CHU)KEHHE IJIOTHOCTH KaNWIUISIPHOTO pyciia B TMNEPTPOPUPOBAHHOM
MHUOKApJE;

2)MUKpPOBACKyJIsApHasi 00JIC3Hb;

3)HapyllieHne AUACTONIMYECKON (DYHKIIMM JIEBOTO >KEIylouKa, IPUBOSIIEE K
YMEHbIIEHUIO 3(P(GEKTUBHOTO JABJICHUS KOPOHApHOM mNepdy3uH B TUACTONY U
NaTOJIOTrMYeCKUM HAPYIICHUSIM MUKPOLIMPKYIISLIMKI CEPACYHON MBIIILIbI;

4)yMeHbIIIEHUEe KOPOHAPHOTO Pe3epBa;

5)nosiBiieHre HaJ 3MNHUKAPAUAIBHBIMU KOPOHAPHBIMU apTEPUSIMU Tak
HA3bIBAEMBIX «MBIIIEYHBIX MOCTUKOBY;

6)cllaBIMBaHUE MIEPETOPOAOYHBIX BETBEW KOPOHAPHBIX apTepHUil;

7)00CTpyKIIMST BEPXHETO TPaKTa JIEBOTO KETYN0UKa;

8)cma3m KpyIHbBIX KOPOHAPHBIX apTepUid;
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9)niepBuuHbBIE paccTpoNCTBAa METAOONIM3Ma IIIOKO3bl, KHCIOPOJAA U >KUPHBIX
KHCJIOT B KAapJAMOMHOLMTAX; a TakKKe IPUCOCIMHUBIIMICA aTEPOCKIEPO3
KOPOHApHBIX apTepHil, 0COOEHHO B IPyIINax NalMEHTOB MPEKIOHHOTO BO3pacCTa.

Y o6onpHbix ¢ ['KMII MoxeT pa3BUTbCS TsKenas HILIEMHs] BIUIOTH J0
pa3BuTua uH(papkra Muokapnaa. McciaemoBanuss B 00JlacTH MATOJIOTHMYECKOM
AHATOMUU JIOKA3aJIM HAJIMYUE O4aroBbIX WK AU Y3HBIX U3MEHEHU MHOKapia y
3a0oneBmmmx ['KMII or HayanbHOro menkoodaroBoro (pubposza 10 0OMIMPHOrO
KPYIHOOYaroBOro TPaHCMYpPaJbHOTO KapAHUOCKJIEpPO3a C HHTAKTHBIMU
KOPOHAPHBIMH apTEPUSIMHU, KOTOpble 0O0pPa3yloTcsd BCIEACTBUU JJIUTEIBHO
CYLLECTBYIOLIEro uiemuueckoro mnpouecca [4]. Ilo mepe pazputus Oone3Hu y psaa
OOJIbHBIX OTMEUEHO YMEHBIIEHHE HACOCHOW (PYHKLMHU JIEBOTO KEIydouKa H/WIn
MPAaBOTO JKEIYyIOuYKa, CBSI3aHHOE C pa3BUTHEM (PUOpo3a CEpACYHONW MBIIIIIBL.
®ubpo3 sBnseTcs OBITH pe3yabTaToM TpaHcpopManuu KIETOK MHUOKapaa, 0e3
MEKKJIETOYHbIE KOHTAKThI, YTO YacTO HaOI0AaeTcs B MecTax Oecrnopsao4yHOro
PAcHOJIOKEHNSI MBIIIEYHBIX BOJIOKOH, WJIH SIBISIETCSA IOCIEACTBUEM HILIEMUU H
uHpapKTa MHOKapAa B CIEIACTBUM MHKPOBACKYJSPHOW MAaTOJOTHHM, a TaKxke
CONyTCTBYIOLIEr0 KOPOHApHOTO arepockiepo3a. KpymnHoouarosbiit ¢puodpo3
MHOKap/la MOXET CTarb IPUYMHONM HCTOHYEHMSI CTEHOK JKEIYIOYKOB, CHHUKEHUS
OOCTPYKIIMM BBIHOCAILETO TPAaKT >KEIYAOYKOB, YXYAUICHUIO CHUCTOJIUYECKON
(yHKIMU, MOBBINIEHUIO OOBEMOB MOJOCTEH cepAla, HpU ITOM JujaTarus
OTMEYaeTCs B MEHbIIEH cTenenu, yeM npu JJKMII[19].

BaxxHpiM (pakTOpoM maTroreHes3a M MOCTENEHHO HAapacTaroUIed XpOHUYECKOM
CEpJCUHON HEAO0CTaTOYHOCTH Ha HaYaJIbHBIX CTaIUsAX 3a00JIeBaHUs SIBISETCS POCT
KOJUTAr€HOBOM ceTu Kak (hakTop KommeHcauuu. B pesynbrate MHOKapAHaIbHOU
UIIEMHUU MPOUCXOJUT MOBPEXKJAEHUE U THOelb YacTH KapJAMOMHOLMUTOB,
CKJIEPO3MPOBAHUE MOTHOIMIMX KIJIETOK, H3MEHEHHE IMOJ0KEHUs OCTaBLIMXCS
KapJIMOMHUOIIUTOB, B PE3YJIbTATE YEro M3MEHSIOTCA (PU3NYECKHE XapaKTEPUCTUKU
MOJIOCTEH cepjilia U, KaK CJIEACTBUE, HApYyIIAeTCs ero (QGyHKIUsA. DTH CTPYKTYPHO-

(yHKIMOHAJIbHBIE HAPYLIEHUSI TPUBOJAT K pa3BUTHIO 3a0oseBanus|12,17].
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CrapuuM Bo3zpacTHbIM rpynmnaM 6oapHbEIX ['KMII comyTcTByeT arepockiiepos
KOPOHApHBIX apTepHUil U BCTpeyaeTcss mpuMepHo B 25% ciydyaeB 601bHBIX ['KMII
crapiie 45 JeT, a B HEKOTOPHIX CiIyyasx SIBIsE€TCS NPUYMHONM MaHHU(ecTauuu
3a00JieBaHMsl, IPEXKE MPOTEKABILIETO JATEHTHO.

KopoHnapHbIli aTepOCKIEPO3 MOXKET SBUTHCS NPUYUHONW CHHKONAJIBHBIX
COCTOsIHUM U BHe3anHoi cmeptu 0onbHbIX ' KMII cpennero u moxuinoro Bo3pacra.
CrnenoBareiabHO, IPOBEJECHUE KOPOHAPOAHTHOTpaPUU SABISETCS 00A3aTENIbHBIM Y
001pHBIX ['KMII, ¢ 601€BBIM CUHIPOMOM B I'PYJHOM KJIETKE.

Hanuune cepbe3HO OOCTPYKUMH BBIHOCSIIETO TPAKTa JIEBOIO KEIYI04Ka,
runepTpouu Muokapza, TMacCTOMMIYNIECKON AUCHYHKIMUA U WIIEMHH CepACYHON
MBIIIIBI, SBIAIOTCS BAXHEHIIMMH W TECHO CBA3aHHBIMU MEXAYy COO0O0M
NPOSIBICHUSIMH TSXKECTH 3a0ojieBaHHA, (PYHKUUOHAJIbHBIX HapyUICHHUU

00pHBIX[8,12].

1.9 /Imarnocruka.

Juarno3 runeprpoduyeckas KapJUOMUIIATUS CTAaBUTCS HA OCHOBAHUU
HaJM4yusl HECKOJIBKUX KpUTEepueeB. B mepByro odepellb, YBEIMUYECHHUE TOJIIUHBI
CTEHUKH JIEBOTO JKENyJ04YKa, KOTOpoe ObLIO OOHAPYXKEHO C IMOMOIIBI0 JIF0OO0TO
JOCTYIIHOTO MeToja Buiyanuzauuu. [lomumo storo Oone3Hb BkiIrOYaeT B cels
¢ubpo3 MuoKapaa, MOPQOJOTHUYECKUE HAPYIICHHWs B armapare MHUTPAJIbLHOTO
KJIallaHa, aHOMAJIbHYI0 KOPOHAPHYK0 MUKPOLUPKYISIUIO U ,PENKO, U3MEHEHUS
OKT. Ilockonbky 3a00jieBaHMsI SIBISIETCS TOJUATUIOTMYHBIM, HENb3S HUCKIIOUUTH
MOUCK CUCTEMHOM MpUYMHBL. HekoTopble ManueHThl AOKHBI ObITh MOJIBEP>KaHbI
CeIUaJIM3UPOBAHHBIM J1a0OPATOPHBIM TECTEPOBAHUAM U ,B YaCTHOCTH,

reHeTndeckoMy anannszy[20,42].

Kpurepnii [Ipumeyanus
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TommmuHa cteHku Ooiiee 15 MM , B
OJTHOM WJIM HECKOJbKUX YyYacTKax

MUOKap/a.

NusMepenust NMpOBOAATCSA C IOMOIIBIO

T0O00ro NOCTYNHOTrOo MeTOJa

BHU3yanu3anuu Takoro kak, IxoKI, MPT

u KT.

B cnyuae reHermueckom u He
FTEHETUYECKOM ATUOJOTHUH,
HapyIICHUS MOTYT MPOSIBISTHCS C
MEHBIIIEH CTEMEHbIO YTONIICHUS
crenku — 13-14 MM, mostomy
IMarHo3 TpeOyeT OICHKH psaa
0COOEHHOCTEHN, MOAPOOHBIN CcOOp
CEeMEMHOIr0 aHaMHe3a, OIlleHKa
CUMIITOMOB U CHCTEMHBIX
npusHakoB, OKI, maboparopHbie
TecThl U OXOKT.

B ceMpsax ¢ TEeHETHUYECKUMH
bopmamu ['KMII, HOCuTenu
MyTalluid MOTYT HMETHh
HEIHUAaTHOCTHYECCKHUE
Mop(doJoTHYeCcKue aHOMaMaJIHH,
KOTOPBbIE HHOIVIa aCCOLIMHPYIOTCS
¢ anomMasibHbIMM OJKI'-Haxomkmu.
Hanuue nwobOoll aHoMaluu
(nebopmaruu MUOKapja, epeHe-
CUCTOJIMYECKOE JABUXCHHUEC
ctBopok MK u 1.1) ocobeHHo B
coueHtannu c¢ OKI'-Haxomkamu,
MOBBIIIAET BEPOSITHOCTH

3a00JIeBaHMS Y POJCTBEHHUKOB
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Bospacr.

OauH U3 BaXHBIX KPUTEPUEB
JUAarHOCTHKH, KOTOPBIA HEOOXOAMMO
IPUHUMATh BO BHUMAaHHE IIpHU
paccmoTpeHnu npuuuH. Hampumep
HacJIeACTBEHHbIE MeTaboau4YecKue
HapyLIEHUSI U BPOXKICHHBIE CHUMIITOMY
BCTPEYAIOTCS Yallle Y HOBOPOXKACHHBI U
B MJAJEHYECKOM Bo3pacrte. Torma xak
aMIIOU/103 «IUKOTO TUIa» 3a00JieBaHue

MYKYHMH B BO3pacTe crapiie 65 JieT.

Crnenuduueckue 0COOCHHOCTH

adHaMHC3a KHN3HH.

Hanuune BHE3amHBIX CEpPIAEUYHBIX
cMepTel, HeoObsicHUMas cepledHas
HEJAO0CTAaTOYHOCTh, TpPaHCIJIAHTALUS
cepnma, NOCTaAaHOBKaA
KapIMOCTUMYIATOpAa W HAJUUYUE
CUCTEMHBIX 3a00ieBaHUN (MHCYIBT,

CaxapHBIfI I[I/Ia6eT, moucuyHasd

TUC(YHKIUS U T.]T)
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AHanu3 pogoCIOBHOM.

BoNBIIMHCTBO TEHETHYECKUX (POopM
I'KMII nepenarwoTcs ayTOCOMHO-
JOMHUHAHTHBIM TyTE€M, MO3TOMY
XapaKTUPU3YIOTCA HAJUYUEM CIIy4aeB
3a00/1eBaHNs B Ka)KJOM ITOKOJIEHHH, C
nepegadeid oT poauTenei 00OUX IMOJOB
nu coctaBiusier 50% pucka npus
IIOTOMCTBa. X-CLEIUIEHHOE, CJIEAYyeT
3aroI03pUTh , €CITU MY>KUYUHBI SIBIISTFOTCS
€IMHCTBEHHBIMHM WJIU HANOOJIee CHUIIBHO
MOPaKEHHMHU WHUBUTYYMaMH.

AyTOCOMHO-PELIECHBHOE HACJIEJOBaHUE

BCTPCHACTCA PCIKCE.

Hanuwuume kapumanabHBIX/

HCKapJAHUaJIbHBbIX CUMIIPTOMOB.

YacTo manueHTsl NpeabsBIsSIOT KaloObl
Ha 3arpyJluHHbIe OO0JH, OJBILIKY,
cepaueOueHue, CUHKOMAJbHBIE
cocTossHUA. Pan HekapaeanbHBIX
CUMIITOMOB, SIBIISIFOTCS CleIU(UIHBIMU
JUISI KOHKPETHBIX TuarHo3oB. Hanpumep,
HEUpPOCEHCOPHAas TYyroyxXxocCTh
XapakTepHa A cuHapoMa Jleomapn,
MUTOXOHAPHATIBbHBIX 3a00J€BaHUM;
TYHEJIbHBI CUHAPOM , BCTPEYAETCS MpU
CTapYECKOM aMMJIOUA03€ «IUKUWA THUIIY;
[TanpnieOpasibHBIA [TO3, COMPOBOXKJIAET

Cunapom Noonan, CHHIpPOM Jeomnapa U

T.1

Tab 4. Jluarnoctudeckue kpurepunn ['KMII.

B X0Ac UCCIICIOBaAHUA CGpI[G‘IHO-COCYIIHCTOﬁ CUCTCEMBI, PC3YJIBTATHI 3a9aCTYHO

OKa3bIBAIOTCA B IMPCACIaX HOPMbI, HO Yy IAIMCHTOB C O6Cpr1<HPICI>i BBIBOJHOTO
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TpaKTa JICBOI'O0 JKCIIYOJOYKa MOKCT OBITH AUArHOCTUPOBAH PAO 0COOCHHOCTEHA.
boapmnHCTBO IIannMCHTOB C 06CTpYKHH€I>i BBITHOCAIICTO TPAKTa JICBOTO JKCIYyJ09Ka

UMEIOT IPU3HAKYA MUTPAJIBHOW PErypruTaluy.

[Ipu nmposenennn crangaptHoi DKI' pesynbraTel MOTyT OBITH B Ipenenax
HOpMBI (6%), HO B OOJIBIIEHCTBE CIY4YaeB BBIABIAIOTCS MPU3HAKU TUNEPTpoduu
JDK , anomanuu S-T u 3y6ua T, a Takke Hanuuue narosorudyeckoro 3yona Q. KT
ABJIETCS] 4YyBCTBUTEJIbHBIM HO HECHIEHU(PUUHBIM CIIOCOOOM JHUAarHOCTHKU. pyrue
COCTOSIHUA , TaKW€ KaK UIIEMHUS MUOKapAa Wi UHPAPKT , MOTYT UMETh MECTO Ha
MOMEHT MMOCTaHOBKM JuarHo3a . Yacrora aputmuil, BbisiBisieMas Bo Bpemst OKI,
3aBUCUT OT BO3pacTa. becCMMIITOMHas HENPOAOJLKUTENbHAS KEIyI0YKOBas
Taxukapaus co ckopoctbio 120-200 ymapoB B MHHYTYy BcTpedaercs y 25%
B3pociabeix ¢ ['KMII [1]. Ilapokcu3manbHble HaIXKEIyIOYKOBBIE ApPUTMUU
BO3HHUKAIOT BO BpeMsl aMOyJIaTOPHOTO 3JIEKTPOKapAUOrpaduuecKoro MOHUTOPHHTA
B 10 38% ciuy4yaeB . AmOynatopusiii MoHutopuHr OKI' pexoMmeHmyercs mis

OIICHKH PUCKa BHE3AITHOW CEpJEYHON CMEPTHU UHCYNbTA [33].

[IepBoe mecto B nuarHoctuke 1 Mouutopunre 'KMII 3anumaer

sxokapauorpadus (OxoKr).

XapaKkTepUCTUKH. Onucanue.
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Jlokanu3anus

TUIEpTPOPuUn.

V OO0JIBIIMHCTBA NAIUEHTOB
runepTpodus 3arparuBaeT
MEXOKEITYIOYKOBYIO IIEPErOPOJKY B
0a3aJIbHOM CETMEHTE, HO 3a4acTylo
pacnpocTpaHsAeTcs U Ha OOKOBYIO CTEHKY, a
takoke Bepxyky JOK. ['uneprpodust moxer
ObITH OOHapy’keHa B JIIOOOM MecTe, BKITIOUast
IIPaBbIN Kemyaouek. s Bcex METO10B
BH3YaJU3alllH CIEAYET IPHUIECPKUBATHCS
CTaHAAPTU30BAHHOIO MOJIX0/1A K

CErMEHTAlMU U HOMEHKJIaType MUOKap/aa.

Mopdonoruueckue

HapyUICHHUS.

*V TpeTu nmauueHToB UMEeTCs
NEPETHECUCTOIIMYECKOE JBUKEHUE CTBOPOK
MUTPAJIBHOIO KJIallaHa, 4YTO MPUBOAMT K
oOcTpyKIuu BeiHOCsIEro Tpakra JIK.

*VY npyrou 4acTv MauMeHTOB JIATEHTHAS
00CTpyKIHsl, KOTOpast BO3HUKAET IIPU
Harpyske. .

* llpyrue mopdosioruyeckut mpu3HaKu,
CIOCOOCTBYIOLIUE PA3BUTUIO OOCTPYKIIUU
BbIHOCsIIEro Tpakra JIK( anomanuu
COCOYKOBBIX MBILILL (TUIIEPTPOPUS,
NepeiHee U BHYTPEHHEE CMEIICHHE) U
AHOMAJIMU CTBOPOK MHUTPAJILHOT'O KJlarnaHa,

TaKue KaK yJUIMHEHHE ).
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YBenuueHue rpajiueHTa VYBenuuenue rpaauenTa gasieHus >30
JIaBJICHUS. MM PT.CT. B COCTOSIHUM TOKOSI UJTU BO BpeMsI
($hU3MO0JIOTUYECKON TPOBOKAIIUU, IPUEME
MpenapaToB C MOJOKUTEIbHBIM HHOTPOITHBIM
addexTom, mpoBeneHun poosi( Banbcassr),
TaK KakK BCce 3TU (DAKTOPBI MPUBOIUT K
YBEIIMYEHUIO YaCTOThI CEPACUHBIX

COKpAaICHUU.

Ta6.5 DxoKI" quarsoctuka 'KMII

[Tocrne Toro , kKak ObUIO OOHAPY)KEHO YBEIMYCHUE TPaIUCHTA JaBICHUS,
BaYKHO UCKJIFOUUTh OOCTPYKIIMIO, HE CBSI3aHHYIO C NEPEIHECUCTOINYECKUM
JBUKEHUEM CTBOPOK MUTPAJIbHOTO KianaHa. OObIYHO CUCTEMaTHYECKas
nBymepHas (2D) u nonmiiepoBckas sxokapauorpadus sBisieTcsi ”HGOpMaTUBHON
U1 OTIpEeNICHUsI MEXaHU3Ma U TSHKECTH OOCTPYKIMU BeIHOCAIero Tpakra JDK. B
clly4ae, KOorjja HEeMHBa3UBHBIEC CITIOCOOBI O€/THBI, Y OT/EIbHBIX MAIIUEHTOB MOXKET
OBITH TPUMEHEHHA TpaHco330dareanbHas sxokapauorpadus (TOD) unu
WHBA3UBHBIC U3MEPEHUS AaBleHUs B coueTanuu ¢ MPT[48].

Taxoke , HEOOXOIMMO UMETh B BUJTY, UTO allUKaJIbHAsl TUIIETPO(USI, MOKET
OCTaThCs HE3aMEUeHHOM n3-3a aptedakroB. [1noxas Buzyanusaius 60KOBOM
CTEHKH B TOM UYHCJIE 3aTPYHSAET JUArHOCTUKY. B CIOpHBIX citydasx s
ONpeIeNICHUs JIOKAIU3ALHUH CIIEyET UCII0JIb30BaTh KOHTPACTHBIE BELIECTBA IS
yABTpa3ByKa.

TpanconzodareanbHas 3X0KapAHOrpadusi peKOMEHIYeTCs Kak
aJbTePHATUBHBIN WK JOMOIHUTENbHBIN MeTo]] . Oco6eHHO (D PeKTUBHO
NPUMEHEHHUE TOr0 METOJIa Y MAlMEeHTOB ¢ 00CTpyKIMel BeiHOCsmero Tpakra JIK,
B CIIy4ae €CJIM MEXaHU3M HESICEH, ISl OLIEHKH anrnapara MUTPaIbHOTO KJlallaHa
IPU MOAO03PEHUN Ha BHIPAXKEHHYI0 MUTPAJIbHYIO PEryPruTalnio, BEI3BAHHYIO

aHOMAJIMSIMHU KJIAIIaHOB. Y MaguCHTOB, IIEPCHECIINX MUIKTOMUIO IIEPETOPOAKH,
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ToEDxoKI' nmomkeHa UCTIOJIb30BAThCS JJ1s1 PyKOBOJICTBA XUPYPTrUUECKOM
CTpareruey u AJis BBISBJICHUSI XUPYPTrUYECKUX OCIOXKHEHUH (1edeKT
MEAOKETYJOYKOBOM MEPErOPOAKU U aopTaibHOU peryprurtaiuu (AP)) u
0CTaTOYHOM 00CTpyKIMU BhIBOAHOTO TpakTa JIK.[27]

MPT rtakxe 0XBaTbIBa€T HECKOJIBKO ACIIEKTOB U MOXKET IPEIOCTABUTH
no/ipooHy0 udopmaliro o ophosoruu cepna, JaHHbIX KeTyI0uYKOBON (yHKIIMN
Y XapaKTUPUCTUKY TKAHEN MUOKapAa. PEKOMEHJOBaHHO NAMEHTaM C IJIOXOW WA
HEJ0CTAaTOYHOM BU3YyaJIM3alMEH , ITOy4YEHHOH ¢ momoItbo OxoKI, game Bcero
ATO BCTPEYAETCS MPHU JIOKAIU3ALMU TUIEPTPOPUU HA IEPETHEOOKOBOM CTEHKE,

BEPXYIKE JIEBOTO XKEJIyJ0YKa U B IPABOM KeIaynouke[35].

I'masa2. POJIb PA3JIMYHBIX METOJAUK B JIEYEHUHU
OBCTPYKTUBHOM 'KMII.

Bb160p TakTUKM JeueHus, IOJKEH ObITh OCHOBAaH HAa OLEHKE COCTOSIHHS
NAlMEHTa, HapyUIEHHW MHTPaJbHOIO CO CTOPOHBI MUTPAJIBHOIO KJlallaHa,
pPacupoOCTPaHEHHOCTH U JIOKAJIA3ALUU.

2.1 O4epk pa3IMYHBIX METOAUK

2.1.1 Muo3kTomus

MuosktoMuss — BapuaHT JE€YEHUSA MALUEHTOB, IJs KOTOPBIX
MEIMKAMEHTO3Hasi Tepamusl okKa3ajgach Malodp@pekTuBHA WM He3((EKTHUBHA.
PaccmarpuBatorcs 00JIbHBIE, UMEIOIIME CTOMKNE CUMIITOMBI U TPAIUEHT JaBJICHUS
6onee 50 MM PT. CT. B COCTOSHMM IIOKOS WIM TMOcie (PU3NOIOrHYECKON
OPOBOKAIIMK. MMOIKTOMUSL YCHEUIHO BBIMOJIHEHsIeTCs B TeueHue 30 jer, B
OMBITHBIX LIEHTPAX ¢ HU3KOM XUPYPruv4ecKoil CMEPTHOCTHIO, cocTaBistomei 1%, u
yCHEIIHA B YMEHBIIEHUH KaK TpajueHTa, Tak U cuMntomoB. [locneonepannonnas
BBDKMBAEMOCTh, cocTaBisieT 1% B roa. Ilpuem JieKapCTBEHHBIX CPEICTB, MOMKET
ObITh YMEHBILIEH WM COBCEM IMIPEKpallleH IMOoCje Olepalud. YMEHbIIECHUE
rpagueHTa MocJie ONepaluu JOCTATOYHO BBICOKO. Y MAUUEHTOB C

napokcu3dMalbHOW QubOpunnsuueit npeacepauid MoaupuUIMpOBaAHHAS
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UHTpaollepallMoHHass KaTeTepHas Mpoleaypa MOXKET OBbITh BBINOJHEHA
OTHOBPEMEHHO C MHUOKIKTOMHUEW, IJis MPENOTBPAIICHUS IOCIECONEePAlUOHHON
Gubpusnuu|[58,60].

Krajcer u coaBT. BBICKa3ajqud MHEHHE O TOM, YTO, MOCKOJIbKY OOCTPYKIIUS
YaIe BCEro BbI3BaHA MEPEAHECHUCTOIMUYECKUM JIBUKEHUEM MUTPAJILHOTO KJIalaHa,
3aMEIlIeHHEe MUTPAJIbHOTO KJIamaHa MOXET OBITh JIOTUYHBIM M YCHEUIHBIM
criocoboMm obOneruenust oOCTpykiuu. OJHAKO ATOT MOAXOJ HMEET OCHOBHOM
HEJI0CTATOK, 3aKJIFOUAIOIIUNCA B TOM, YTO Yy MAIllMEHTa T€NePh €CTh MOKU3HEHHbBIN
npore3 kianaHa. J[Jisi MOJIOJBIX NAIMEHTOB, MOJIYYalONIUX MEXaHUYECKUe
MpoTe3bl, TPeOyeTCs] aHTUKOATYJIALMS ¢ Bap(hapuHOM C PUCKOM KPOBOTEUEHHUS OT
1% no 2% B roa. Bce Takue mNalMeHTHl TMOABEPKEHBI PHUCKY HEyTauHOU
MOCTAHOBKM KJjamaHa W JHAOKapauty. HM3-3a 3TUX HENOCTAaTKOB BCeraa
MPEANOYTUTENbHBI MASIIUE ONIEpallui ¢ MUAKTOMHUEN U MUTPAJIbHBIM KJIallaHOM.

HckmroueHne COCTaBISAIOT MNAalUEHThl C MHUTPAJIbHOM peryprurauuen
CBSI3aHHOM C MOPOKOM MUTPAJIBHOTO KJallaHa: MUTPAJIbHBIM KJIANaHHBIM WIINA
KOJIBIIEBOM KAaJIbIIMHO3 C OTPAaHUYEHUEM JBHXKCHUS, TSIKEIbI MHUTPaIbHBIM
MPOJIAIICOM WJIU YHAOKAPAUTOM.

HauGonee pacnpocTpaHEHHBIM CEpPbE3HBIM OCIOXKHEHUEM MHKTOMUH
ABIIAETCS TOJHas OJokaja cepiia, KOTopeli Bo3HMKaeT y 10% marumeHToB.
Coobmiaerca o aedekre MexokenyqoukoBor mneperopoaku 2%. Ilpexonsmas
Onokaza cep/a MOXKET UCUe3HYTh mnociie onepauuu [1,54]. [Tauuentsl umeromiye
710 orepaiuu OJ0Kay JIeBOM HOXKKHM Iyuka [Hcca , uMeroT 6ojiee BHICOKUN PUCK
Pa3BUTHS TOJTHOM cepaieuHol Oiokabl. Pe3ekius, mpoBoguMas CIUIIKOM OJU3KO K
AOpTAJILHOMY KJamaHy MOXET NPHUBECTH K AedEKTy MEXIKEITyT0UuKOBOH
neperoponku. Ilockonabky 3Ta 00MacTh HE UrpaeT HUKAKOM PO B ATHOJOTHUU |,
cienyer u30eraTb pE3eKUUU 3[€Ch, MPEANOYTUTEIbHEE  PE3eKUUs HUXKE - B
cepelrHe Meperopojku. TakkKe OCIOKHEHHE, KOTOPO€ MOXKET HACTYNUTh MOCIe
omepaluu CBSI3aHHO C PUCKOM HMH(EKIMU M HHCYJIBTa, OCOOCHHO Y MOXHUJIbIX

JTIIOIEN.
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2.1.2 IlepopajibHAsi AHTHKOATYJISINMOHHAS Tepanus.

EBpomnetickoe o6mectBo kapauonoro (ESC) pekomenayer, BceM MamureHTaM
¢ I'KMII u croiikoil wium mnapokcusmaibHol @Il monyyaTe MepopalibHYIO
antukoaryasiuuio (OAC). [Ins manueHToB, KOTOpble HE MOTYT IO TEM WJIM MHBIM
npuunHaM npuHuMarh OAC, Ha3HayalTCS AaHTHUATPETaHThl (aCIUPUH WU
KJIOMUAOTPENb), XOTS PE3yJbTaTbl UCCIEIOBAaHUN CBUIETEIBCTBYIOT O TOM, YTO
OHM MeHee 3(PPeKTUBHBI ISl MPOPUIAKTUKA HHCYJIbTa 1Mo cpaBHeHHio ¢ OALIL.
JlaHHBIX 00 KCIONB30BAHUU HOBBIX MEPOPATIBHBIX AaHTUKOATYJISHTOB y MAIIMEHTOB
¢ 'KMII Het, x0T OHU MOTYT OBITH PACCMOTPEHBI JAJISl MAIIMEHTOB, HECITOCOOHBIX

JOCTHYb TepaneBTudeckoro ddexra k anraronncram sutamuna K.12 [32].

2.1.3 Daexkrpodusunosoruyeckas rtepanusa. lepuOpuaasropHas
Tepanus.

HedbubOpmisaropHast Tepanus SBISETCS HEXUPYPTHUUECKOW Tepamueil, mpu
KOTOPOM JIOKa3aHO CHMKEHHE CMEPTHOCTH y nanueHToB ¢ [ KMII. Puck BHe3anHoM
CEepACYHOM CMEPTU HE SABJISICTCS TOMOIeHHbIM B romnyssinuu ['KMII.

[[lupoko mNpuU3HAHO, UYTO BHYTPEHHEE pa3MEIIEHUE KapAuOBepTepa-
neduldpmIATOpa OMpPAaBAAHHO IS BTOPUYHOM NTPO(PHUIAKTHKK Yy MAIMEHTOB,
KOTOpbIE TEPEHECTH (PUOPUIUISIUIO JKEITYIOUYKOB MM TaxuaputMmuio. OpHako
BOIIpOC O TOM, Kakue rpynmbl nanueHToB ¢ ['KMII Ttpebyror nepBuuHOM
npodHUIaKTUKH C HCIOJB30BAHUEM KapAuOBepTepa - OCTaeTcs 00JIaCThIO
MHTEHCUBHOTO M3y4yeHud. /[0 HEZaBHEro BPEMEHU CUMTAJIOCh, YTO HAJIWYME WIIU
OTCYTCTBHUE HUCTOPUUYECKHX M KIMHUYECKUX XAPAKTEPUCTUK IO3BOJSET TOYHO
OLICHUTh PUCK BHE3aHOM cepaeuHoil cmeptu y nanueHToB ¢ I'KMII [40]. Onnako
3Ta MOJIENIb UMEET HECKOJIbKO OTpaHuYEeHUI. DTO AaBaio KaxaoMy KodppuuueHTy
pUCKa paBHBINA BeC, XOTS HEKOTOPbIE U3 HUX, HECOMHEHHO, UMEIOT 00Jiee BHICOKHIA
PHUCK, YEM JIpyTHE, U KaXKAas MEepEeMEHHas paccMaTpuBajach KaK JBOMYHAsS, XOTS
HEKOTOpble (HAampuMep, TOJIMHA JIEBOTO KEJIyJ0YKa) CBSI3aHbI C HENPEPHIBHBIM

YBEJIMYEHUEM pHCKa C YBEIMYEHHEM 3HaueHHWil. Bbpulo mpoBeneHo Oombuioe
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PETPOCIEKTUBHOE KOTOPTHOE HCCIIEA0BAaHUE, B XOJ€ KOTOPOro ObLIO pazpaboTaHa
U YTBEpXKJCHA HOBas MOJEIb IPOrHO3UPOBAHMS pUCKA. B 3TOM mccrenoBaHnn
UCIIOJIb30BAJIUCH (PAKTOPBI PUCKA, CBSI3aHHBIE C MOBBIIIEHHBIM PUCKOM BHE3AIHOU
CMEPTH, 10 KpallHel Mepe, B OTHOM OMYyOJIMKOBAHHOM MHOTOBapUAHTHOM aHAJIU3E.
DT (pakTopbl UCMONB3YIOTCA B (opmyne, MOJYyYEHHOM W3 3TOW KOTOPTHI s
pacyeTa MATUIIETHETO PUCKA BHe3anmHoW cepaedyHou cMmeptu. ESC mpuHsma sty
MOJIEb MPOTHO3UPOBAHUA U 0J00pHIa pa3MeleHne KapAuoBepTepa MalUEeHTaM C
pPacCUMTAHHBIM MATWIETHUM puckoM 6%][11]. [pyrue ¢akrtopsl, Takue Kak,
HaJW4YuE€ aluKaJIbHON aHEBPU3MBI U HaclieJOBaHUE MHOXKECTBEHHBIX
CapKOMEPHBIX T€HHBIX MyTallMil PACIIEHUBAIOTCS KaK MPOMEXYTOUHBIN puck (4-6%
B cootrBercTBUM ¢ ESC) . OmHako MaHHBIX AJISI MOAJAEPKKU 3TOrO MOAXOAa HE

MHOT0[49].

2.2 JHI0BACKYJISIPHbIE METOMUKH.

Pa3Butre mHTEepBeHIIMOHHON Kapauoioruu B 80-x um 90-x romax mpounuioro
CTOJIETHSl TIPUBEJIO K TMOMBITKaM YycTpaHuTh oOcTpykuuio JDK ¢ momomibio
KaTETEPHBIX METOJOB, YTO MPUBEJIO K CHIDKEHHUIO 3a00JIEBAEMOCTH M CMEPTHOCTHU
or 'KMII. Wpaes wunayuupoBaHusi HH(papKTa MNEPErOPOJKH C TMOMOUIBIO
KaTeTEepHBIX METOJMK ObljIa B IEPBYIO OYEpElb BhICKa3aHA B HAOMIONECHUSX, B XOJI€
KOTOPBIX ObUIO MOK3aHO, YTO MHOKapjuajibHas (PyHKIMS BHIOOPOYHBIX yUaCTKOB
JIEBOTO JKETy/I0uKa MOXKET OBITh IMOJABIIEHA MOCPEICTBOM OAJTIOHHOW OKKIIIO3UU
NUTAIOIIEed apTepuu NpHU AHTUOIUIACTUKE. [paJueHT AaBieHHs  3HAYUTENIHHO
CHUBWJICS, KOIJa TiepBasl apTepus, MUTAIOIIas Meperopoyiky, Obljila BPEMEHHO
3aKpbITa AaHTHUOIUIACTUYECKUM OaJNIOHHBIM KateTepoMm[56]. Ilpennonoxenue
UCIIOJB30BAaTh CHUPT MAJS TOCTOSHHOW abOusanuu runepTpoPupoBaHHOU
NEPEropoJIKh, BEPOSITHO, ObUIO TONlydyeHO u3 paboThl Brugada u coaBTOpOB,
UMEIOIIUX JICJIO C JICYCHUEM JKENyJOUYKOBBIX apUTMHUN MYTEM WHTPAKOPOHAPHOMU

HMHBECKI NN aJIKOT'OJIA.
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[lo menbiel Mepe, ABE TpyNIbl HCCleqOBaTeNeld MOYTH OJAHOBPEMEHHO
000CHOBaJIM NMPUMEHEHUE anKorois s aedenus naurentoB ¢ [KMIIL. Gietzen u
COABTOPBI, MPEACTABWIM CBOM IIPEIBAPUTENbHBIE PpE3yJIbTaThl HAa €KErOAHOM
KoHTpecce Hemenkoro kapauosnormyeckoro oobmiectBa B ampene 1994 ropa, a
takke Sigwart (ASA), B Koponesckom rocniutane bpomnrona B JIonaoHe B UiOHE
1994 roma, ¢ mocneayroOIMM ONUCAHUEM IMEPBBIX TPEX CIy4yaeB B JKypHAJIE

«Jlaner» rogom nosanee[22].

2.2.1 Texunyeckue acneKThI AJKOr0JbHOU CEeNTAJIHLHOU a0,

TexHuka 5TOl MPOUEAYPHI, 3a CBOIO KOPOTKYI) HCTOPHUIO HEOJHOKPATHO
MoauduuupoBanack. HecKOJIbKO HCCIEIOBAaTEIbCKUX TPyNN MbITAIUCH
ONpEeACNUTh ONTUMAJBHYIO 03y aJKOroJisi, KoTopas OyAeT OKa3bhiBaTh
JIOCTaTOYHBI TeMOAMHAMUYECKUM U KIMHUYECKUU 3(PQPEKT, a TakkKe ¢ HU3KOU
JacTOTON OcCJIoKHEeHHH. HauvanabHble 03Bl aJIKOTOJISI cOoCTaBisan a0 11 mi, ¢
TEHJICHIINEN K MOHWXEHUIO aJIKOrojis mocTerneHHo o 1-3 mi 96% cnupra
[Ipennaranucek 6ojiee HU3KUE JO3bI AJTKOTONIS 1-2 MIT «HU3Kas J03a» U MEHbIe 1
MJI «YyJbTpa-HU3Kasg pAo03a». Ho TakoM MajleHbKHW JUAINA30H OKa3alics
Hea(h(EeKTHBEH , ObLIO MPUHATO PEIICHUE BEPHYTHCA B PEKOMEHIyemble 1-2 il
HccnenoBanus moOKa3aliM, 4YTO HHM3KUE J103bl CHUPTA MPUBOAUT K KEIAEMOMY
CHIDKCHUIO TpaaueHTa nasieHus B 70-80%. [o3za menbie 1 M yxe okaszaiach
MeHee 3 dexTuBHa. [22]

Taxke cyliecTByeT apyras METOJWKa, Kacalolluecs IJIAaHUPOBAHUS JO3bI
CIIUPTa, UCIOJIb3yeMas JPYTMMH CTOPOHHUKAMHU AToro metoja. CoriacHO 3TOMY
METOJly, YHCJIO UCTOJIB3YEMbIX MWUIMIUTPOB CHUPTA, TOJDKHO COOTBETCTBOBATh
HIUPUHE MEXKKETYTOYKOBOM MEPETOPOIKHA B CAHTUMETPAX.

B mnoucke ymydiieHuss METOJIMKHU, ObUIH MOMBITKH MCIOJb30BaTh Pa3IMYHbIC
aJIbTEePHATUBHBIE BapUaAHTHI, JJIsI MOAOOHOW MAHUMYISIIMU Ha OCHOBE
KareTepe3anuu. M3HauvallbHble TeMOJMHAMHUUYECKHUE YIYUII€HUS, ObLIU

NpOJEMOHCTPUPOBAHBI C HCHOJb30BaHHMeM wall-ctenTa (3akpbITOrO),
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UMIUTAHTUPOBAHHOTO B MPOKCUMAJbHYI0 YacTh JIEBOW NEPENHEN HUCXOIALIEH
apTepuu, ISl OKJIFO3UM CENTAJIBbHBIX BETBEWU. Takke MpPOBOAWIACH CENTAlIbHAs
abisius ¢ HUCMNOJb30BAHMEM YACTHUIl NEHOMOJIMBUHUIOBOTO CIUpPTA U
MAaHOAKpUJIaTa, HO B KOHEYHOM HWTOT€ HTH BapHaHThl HE HAIIA CBOErO
IPUMEHEHMUS.

OKKJII03UsI COCYZIOB NMEPErOPOJKUA CIHUPAISIMU — MOXKET ObITh BapUAHTOM Y
NAalMEHTOB C HEBO3MOXXHOCTHbIO HCHOJb30BaHMUS CHUpPTA. AHAJIOTHYHO,
sMOoIHM3alUs IEPErOPOJIKU ¢ Ucmoyib3oBaHueM Mukpochep Embozene (CeloNova,
San Antonio, TX) MOXET CHU3UTh YACTOTY MOCTOMNEPAITMOHHOTO OJIOKaIbl CepAla.
Taxoke sHIOKapAMATbHAS paJHovYacTOHAs a0nAnus Obla OMpaBiaHa y MalueHTOB ¢
HapylLIEHUEM NPOBOAMMOCTH HWJIM NPEABIAYIIEH HEYIa4yHOM MMAIKTOMMEN WIH
abmsuueit. Bce »Tu MeTonpl BBEOEHBI, KaK BO3MOXHBIE, Oe30macHble U
s deKTUBHbIE, HO TMOCKOIbKY OBLIM MPOBEACHHI Ha HE OOJBIIOM KOJIHYECTBE
NAIMCHTOB, X CIEAYET CYUTATh 0oJIee MM MEHEE KCIIePEMEHTaIbHBIMU[25].

BoisiBieHue onTUManbHOM apTepuu [Jis BBEJCHHS CIHPTA MPEACTaBISET
co00l OYeHb BaXKHYIO 3a1a4y . I[lepBoHAYaNbHBIN MOIX0M COCTOMT B BBIITOJTHECHUU
MaHUIYJSIMUMA Ha TEPBOM CENTalbHOM BETBU; IO PEKOMEHIALHUSM, IMPOUEAYpa
JI0JKHA OBITH MPOBE/ICHA, KOT/Ia TPAJUEHT JIaBJICHUS CHUKACTHCS TMOCIIE pa3ayTUs
OaJIJTIOHHOTO KaTeTepa B apTEpHH, MPUBOIAAIICH K WIIEMHUU IIEJIEBOTO CETMEHTa
MexokenynoukoBoi neperopoaku. Kuhn H.J u npyrue cnenmanuctsl pazpaboranu
Y UCIIOJIB30BAJIN ATy CTPATETUIO HA MPOTsKeHUH Bcer ncropuu ACA.

bb1o 000CHOBaHO NpUMEHEHUE KOHTPACTHOM 3XOKapauorpaduu Muokapiaa
JUISL BBIABICHUS ONTHMAJIBHOW apTepuH, B XOAE€ KOTOPOM CHadalla BBOAWIH
HEOOJIBIIOE KOJIMYECTBO KOHTPACTHOTO BEUIECTBA B MOTEHIMAIBHO IIEJIEBYIO
apreputo. I[IpoBoauTcsi omnpezneneHre U MOATBEPKICHUE JIOKAIMU3AIUU, a TaKKe
JAHHBIX O TOM YTO 3Ta BETBb HE KPOBOCHAOXKAET Apyrue 30HbI MUOKapia. Takoi
NOJXO0Jl, OCHOBAaHHBII Ha »XOKapauorpapuu, MOMOTaeT JErko HCKIIOYUTh BCEX
NAlMEHTOB C PHUCKOM pAa3BUTHUS OOIIMPHOTO HEKPO3a, BBI3BAHHOTO BBEJICHUE

crnupTa B MEperopoaky Muokapaa. Takum oOpa3om, 3TOT MeToH ObUl IMPHU3HAH BO

41



BCEM MHUPC, a4 3aTCM OOIIOJIHCH U YJIYYIICH C I/ICHOHBBOBaHI/IeM—BXOKap,Z[I/IOFpa(I)I/II/I

(1,27, 52].

[IpousBoauTCcss HENO3UPOBaHHAS HEXUPYpPruyeckass penyKIUs MacChl HU
COKpPAaTUMOCTU TruneprpopupoBaHHOTO0O MHOKapaa Oa3ajlbHOM YacTu
MEXIKENYJOUKOBOW MEPEropojKku, OTBETCTBEHHOW 3a (GopMHpOBaAHHUE
cy0aopTasbHON OOCTPYKIMH JIEBOTO XKEIYI0YKa. DTO JOCTUIaeTCs MOCPEACTBOM
KOHTPOJIUPYEMOTO M CTPOTO JIOKAJU30BAaHHOIO BBEIAEHHUS 3TAaHOJA B IEPBYIO
cenTajgbHyto BeTBb LAD. AOnAuMs 3TaHOIOM MPUBOJIUT K BOSHUKHOBEHHUIO YETKO
OTpaHUYECHHOTO cyOaoprambHOTO Hekpoza MIXKII, 3anmMaromero, mo JTaHHBIM
MO3UTPOHHO-IMUCCHOHHOM ToMorpaduu He 6onee 10% Maccel 1€BOTO KeTyI0uKa.
I'panuveHT naBineHus B MyTSIX OTTOKA M3 JIEBOTO KEJIYyJO0YKa OOBIYHO CHUXKAETCS
Cpa3y ke TMocje MpOoBeAeHHs dTaHoJoBON abmsuuu. HemocpencTtBenHslil a¢dext
CBSI3aH C THUIIOKMHE3WEH MeXokenynoukoBoi neperopoaku [57]. Kpome Toro,
HapyIllIeHUsl MPOBEICHUS BO30Y)KJIEHHUS BCJIEICTBHUE pa3BUTUS OJIOKaAbl MpaBOU
HOXKKM ITy4Ka ['Mca BBI3BalOT HEPAaBHOMEPHOE COKPAILEHHUE JIEBOTO KEIyI0YKa U
pazo6menue newxkenus MK u MXII. JlanbHeiiiiee yMeHbIIEHHE OOCTPYKIIMU B
Oosnee OTHAJIEHHOM MEpHOJE CB3aHO C MPOLECCAMH PEMOJEIUPOBAHUS U
pacluMpeHuss IyTeld OTTOKAa BCIEACTBHE 3aMELICHHsS] y4acTKa XUMHUYECKOIO
HEKpo3a MHOKapaa pyOroM. M3MeHeHus reoMeTpuu JIEBOTO JKEIylouKa BEIyT K
YMEHBIICHUIO CKOPOCTH BBIHOCSLIETO IOTOKA U, CIEN0BAaTEIbHO, K YMEHBIICHUIO
OPUTATUBAIOIIMX CHJI, BBI3BIBAIOIIMX IIEPEAHEE CHUCTOJMYECKOE JIBUIKCHUE
MUTPAJIBHOTO KjlallaHa, B PE3YyJbTaTe 4ero HOPMAJIHU3YETCs IIOJIOKEHUE CTBOPOK
MUTPAJIbHOTO KJIAMaHA U 3HAYUTEIBHO PEAYLIMPYETCS MUTpabHAS PErypruTalusl.
ViydiieHnre reMoJUuHAaMUKHU B OTIAJIEHHOM IMEpUOJIe TIociie abasauuu 00yCIIOBIECHO
U HU3MEHEHUSIMU JIUACTOJIMYECKOM (YHKIMU B CBSI3M C YMEHBIIEHUEM €ro

PUTHIHOCTHU BCIEACTBUE perpeccuu runeprpopuull7].

[Ipu BBINOJHEHUN JAHHOW METOAUKU MPOUZBOAUTCS HHPY3uUsi yepes

O6amonnbIi katerep 1-3 miu 96 % cniupra B cenTaabHYIO BETBb, UTO B CBOIO OU€pelb
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OpUBOAUT K (HOPMHPOBAHHUIO HEKpO3a TUNEPTPOPUPOBAHHOIO OTHENA

MG)K}KGJ'IYIIO‘IKOBOI\/'I MNEePperopoakn U MECTa KOHTAKTa CO CTBOpKOﬁ MUTPAJIBHOT'O

KJanaHa, cocrtasisitomero 3-10% maccsl Muokapaa jeBoro >kemyaouka. Ilocie

ITPOBCACHUA H&6J'IIOI[3,CTC$I SHAYUTCIIbHOC CHHXXCHHC TIpaluCHTa OdaBJICHHUA B

BBIBOJJHOM TpAaKTE€ JIEBOTO JKEJIyJAO04YKa , yMEHbIIEHHUE OOCTPYKUHU U

HEAOCTATOYHOCTH MHUTPAJIbHOI'O KilallaHa, BCICACTBUC PEMOACIIMPOBAHUS JICBOT'O

KEIyJlouKa , a TaKkkKe peayKuuu runerpodupoBaHHoro muokapaa MIXKII, uro B

00111eM UTOre MPUBOJIUT K UCUE3HOBEHUIO HETaTUBHBIX CUMITOMOB[24,53].

2.2.2 Iloka3aHuA U NPOTUBOINOKA3AHUSA K NIPOBEICHMIO .

Cy1ecTByeT psJi MOKa3aHUM K MPOBEACHUIO JAaHHOW MaHHUITYJISLIUH, KOTOPbIE

BKJIFOYAIOT B ceOs KIMHUYCCKHUEC, TCMOJMHAMHNYCCKHUEC 1 aHATOMHUYCCKUEC aCIICKTHI.

Knnaunueckue noxkazaHus.

® OppImka;
* Crenokapaus I1I-IV
byHKII.KI1acc;
* Hayimume apyrux CHMITOMOB
(CMHKOIATIBHBIE COCTOSIHUS)
*CUMITTOMBI 3HAYUTEIIHHO
BJIMSIIOIINE HA KAYECTBO KU3HU,
CEpPbE3HO OrPaHUYMBAIOLINE
BCE/IHEBHYIO aKTUBHOCTh, Ha (hOHE

nmpruemMa JICKapCTBECHHBIX CPCICTB.

I'emonunamuueckue .

*I'pagueHT naBIEHUA B
BeiBoAHOM Tpakte JIDK (mokoit/
npoBokauus) 6onee 50 MM.pT CT.,
CBA3aHHBIU C NmMEpeaHE-
cucronnueckum JBrxkeHueM MK n
runetTpopued Mex KeqyT0uYKOBOU

HIEPETOPOJIKH.
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AHaToMHUYECKHUE. ToNmuHa MEXKENYITOUKOBOUN
MEPETOPOAKU COOTBETCTBYET

JIOCTATOYHON , st Oe30ImacHOM U

3G (HEeKTUBHOIN MPOLEAYPHI.

Tab 6. [Tokazaunus k ACA.

[IpumMeHeHre anKoroiabHOM CeNnTalbHOM abnsluu, MoKa3aHO OOJbHBIM B
ciyyae Hed(PPEKTUBHOCTH MEAMKAMEHTO3HOTO JICUCHMS, HEBOBMOKHOCTH MO TEM
WM UHBIM IPUYMHAM, POBEJICHUS] OMEPATUBHOTO BMENIATENIbCTBA Y MAIIUEHTOB C
ypOBHEM I'pajirieHTa JaBjieHust SO0 MM PT.CT B MOKOE, a TAKKE HAJTUIUEM CEPJCUHOM
HegoctatouHocTd ( [I-1V dyHKIMOHANIBHBIN KJIacC) U Y MAIMEHTOB C HEYCIEIIHON
muskTomuei. Ilpoueaypa mpoBOAUTCS NpU pPas3HBIX BHUIAX OOCTPYKIHH,
BKJIFOUAIONIUX B C€0sl CPEAHEKETYI0UKOBYI0, CyOaopTalibHYyI0 00CcTpyKIHio [39].

[IpoTuBONOKA3aHUAMU K MAHUMYJSILUKU CIIYKUT COMYTCTBYIOIIAS CEPJCYHO-
COCyIUCTasi TATOJOTHs, KOTOpas HYXXJAeTCsi B MPOBEACHUU XUPYPTAUYECKOTO
BMEIIIATEIICTBA, TaKas KaK WIIEMUYecKas OOJe3Hb cepiila U HEeOOXOAMMOe MpHu
ATOM a0PTO-KOPOHAPHOE IIYHTUPOBAHUE, OTPHIB XOPJ MUTPAJIBLHOIO KJalaHa U
nocleayromas MX PEKOHCTPYKIUsA. B 3THX clly4asix [OKAa3aHO BBIMOJHEHUE
MHAKTOMHH, KOTOpasi MOXET OCYIIECTBUTHCS, B XOAE€  BbIIIEIEPEUUCICHHBIX
BMEIIATEIbCTB.

[Iponeaypa He moka3aHa MalMeHTaM MOJIOAOTO Bo3pacTta (muaamie 21 roga) u
HE PEKOMEHJOBaHa B3pocibiM 10 40 jeT. DTUM TpylaM MAUEHTOB MOKA3aHO

POBEACHUE XUPYPIUUECKOTO BMEIIATEIBCTBA — MUIKTOMHUH [45].

2.2.3 pdekTHBHOCTH M 0€30MIACHOCTD.

[lepBble 3 manueHTa, KOTOPBIX JIeUUIM Sigwart U ero rpymnmna
UCclieloBaTeliel, MoKa3ajdu MPEeKpacHOe YIy4llleHWee y>K€ B MEPBbIM JIeHb MOciie

npoBeneHus ACA. AHanoruyHeIM o0pa3oM aBTOphI Kak B CeBepHOU AMepHUKe, TaK
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u B EBporne nocteneHHo myOIMKOBaJId XOPOIIHE KPATKOCPOUHbIE U JI0IATOCPOUYHbIE
pe3ynbrarel 'y naunumeHtoB, mnpoxomamux —— ACA. BeicTpoe mnocrnpouenypHoe
CHWKEHHE TpaJIMeHTa JIaBJIEHUs BBI3BAHO IJIaBHBIM 00pa3oM HEKPO30M MHUOKap.a.
OCHOBHBIM MEXaHU3MOM 0oJiee MO3HEr0 U3MEHEHMs TpaJueHTa JAaBICHUsS MOCIe
ACA saBusieTcs pemonenupoBaHue (pacmupenue) monoctu JDK 3a cuer,
Pa3BUBAIOLLETOCS BTOPUYHO HEKpo3y U (ubposy meperopoaku. COOTBETCTBEHHO,
cokpaunieHue Oa3albHOW MEPETrOpPoOJKUM CONPOBOKAAETCS MOCTENEHHBIM
yMeHblIeHHeM Mmaccbl JIOK , B TedeHune mnepBOro moOCIEONepalMoOHHOTO TOAa,
yAy4YLIEHUE JUACTOIMYECKONM (YHKUIMM M YMEHBUIEHUE CTENEHH MUTPaIbHOU
peryprutauuu. Pemonemnposanne JDK murcs 6-12 mecsaneB U, Kak IMOKa3bIBaOT
HaOntoeHus, ObICTpee y MOXKUIIBIX MAlMEHTOB ¢ Ooiiee jerkoit cremeHpio JIK
runeprpopun, yem y Oosiee monoasix mnamueHToB. ACA, TpUBOAUT K
BBIPAXKEHHOMY KIMHUYECKOMY YIYyYIIEHUIO TpuMepHO y 90% mnanueHToB, mpu
3TOM CHHKeHHE (YHKIHOHANIbHOro kiacca Accormanuu Hpro-Mopkckoii

Cepaeunoit Acconparuu Ha 1,5 kmacca [1,12,45].

[TpuyrHBI TOCIMTATN3AIMH TTOCJIE ATKOTOJbHON CeNTaaIbHON a0y,

Kypc ¥ mpoaoiKUTEeNbHOCTh rocnuTaiu3auuu mnocie ASA - kak mocle
WH(}ApKTOB MHOKapja - 3aBHCAT OT HalW4us OClIoXXKHEeHui. Bo Bpems camon
OpoLEeaypbl Yy YacTH TNAIlMEHTOB pa3BUBAaeTCs TMOdHas Onokaja MOBOIAIIEH
CUCTEMBbI cepjla, TpeOylollass BpPEeMEHHOW WM TOCTOSHHOW KapauaiabHOU
CTUMYJISIIUU. DTO Hanbosiee paclpoCTPAaHEHHOE CEPhEe3HOE OCIOKHEHUE, YacToTa
BO3HUKHOBEHUSI KOTOPOro cHusmiack 10 20% mnOCpeACTBOM HCHOJIb30BaHUU
MaJIbIX 03 CIIUPTa U €ro KpaHe MEJJIEHHOTO BBeneHUA[37].

Okosio mosoBuHbl U3 HUX (10%) mno3nHee TpeOylOT HMIJIAHTALUHUU
KapAUOCTUMYJIATOPA Ha IIOCTOSHHOW OCHOBE. [lo oOmeHke wuccnenoBareieu,
cep/cuUHasl CTUMYJISIIUS BCE K€ HEOOXOJMMa B OTHOIIEHUU TPETU YXKE MEPBUYHO
MPOCTUMYJIUPOBAHHBIX MAIUEHTOB B JOJTOCPOYHOM MEPCIEKTHUBE MOCIEIYIOIINX
HaOmoaeHui. OnHAKO pa3BUTUE TOJHOW OJOKajabl cepAala OYeHb TPYIHO

MMpCACKa3aTb: OHAa MOXKCT IMOBTOPATHCSA B TCUCHHC OHHOﬁ ToCIIMTaJIn3all AaxKe
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yepe3 Heckonbko nHed mocie ACA . B mocrnenHee Bpemsi HcCCienOBaTeld
BBISICHUIIM, YTO 96% MOJIHBIX CEplIeUHBIX OJ0Kaa MPOMCXOAWIO B T€UECHUE 5 THEU
nocie ACA; B CIEICTBUM OBTOTO0 MHHHUMAJbHAS MNPOJOJKHUTEIBHOCTH
TOCHUTAJIIBHOTO MpeObIBAHUSL JIOJKHA COOTBETCTBOBATh 3TOMY IMPOMEKYTKY
BpeMeHu . MHTepecHo, 4TO 0OBIYHAS MPOAOJKUTEIBHOCTh TOCHUTAIU3ALUU B
CIIA He npeBbIIIaeT TPEX JHEH.

OcTpble MHTpaoIepalMOHHbIE HAPYLIEHUSI pUTMa, TPEOYIOIIHE HEMEJICHHON
ANMEKTPUUYECKON KapauoBepcun/AeuOpuiuIsiiuu OpeICTaBIsIIOT cO00M ele OaHO
CYLIECTBEHHOE OCHOXKHEHHE. OMNBIT ITOKA3bIBAET, YTO OHHU BO3HHUKAKOT y 2-4%
MalueHTo. B 3TOM OTHOIIEHMM OHW HANOMUHAIOT MEPBUYHBIC BEHTPHUKYISIPHBIC
AMU30/161 GUOPUIUISIIMY Y TTALIUEHTOB C OCTPHIM HH(pAPKTOM MHOKapaa[29].

Hpyrue ocnoxHenust ASA BCTpedaroTcsl B UCKIIOYUTEIbHBIX CIy4asix, U OHU
CXOXKH C OCIOXKHEHUSIMH TPU JPYTUX OINEPATUBHBIX BMEIIATEIbCTBAX, HAYMHAs
OOITUPHBIMA KPOBOTCUEHUSMH HAa MECTE apTepUaIBLHOTO JIOCTYTMA WU JUCCEKIIUU
KOPOHApHOM apTepuy W 3aKaHYMBas MPOPHIBOM IpPaBbIX Kamep cepjla BO Bpems
pa3MeNieHusT BPEMEHHOIO KapAHUOCTUMYJATOpPAa B MPaBOM JKEIyHOYKe. YTeuka
CupTa B HEIEJEBYI0O KOPOHApHYIO apTepUi0 UM TMosiBJIeHUE nedexTa
UHTEPBEHTPUKYIISIPHONU TIEPETOPOJIKM MOXKET, TaKXKe, ObITh OMHCAHO KaK PEIKOe
OCJIOKHEHHE. B OTIIMUMU OT EpBOTo AECATUIETUS PE3YJIBTATOB C UCIIOJIb30BAHUEM
ACA B KIMHHUYECKON MPAKTHKH, s CYUTAIO, YTO CeHYac MocieonepaluoHHas
CMepTHOCTh, cBsizaHHas ¢ ACA , He noixHa npessimarbs 1% B

CIIeIMATM3UPOBAHHBIX MPOPMIHHBIX METUIIMHCKUX YUpexkaeHusx[38,60] .

IJTABA 3. IPESEHTALIMA CJIYYASL.

3.1 IIpeacraBienne o mauuentre 1.
[TanmenTtka /I., 66 ner nmocrynuna B I'MIIb Ne2 B 21.10. 2016 rona.

[TpenbsBinsna xanoObl HA: OABIIIKY MpU (puznueckort Harpyske (xoap0a 10 500 m),
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COIIPOBOXKJIAOLIYIOCS C1a00CThIO, TOJIOBOKPY>KEHHUEM, CUHKOIAJIbHBIE COCTOSHUS,
AIMU30[aMH YYaIllEHHOTO CEepALIeOUEeHMUS.

N3 amamue3a 3abomeBanus ObLIO0 u3BecTHO, 4To ['KMII, HOCsamas
HACJIE/ICTBEHHBIN XapaKTep, AMArHOCTUpOBaJach y O0nbHOU B TeueHue 6 jer. C
2010 crama oTMe4arb CHUXEHHE TOJIEPAHTHOCTH K (PU3MUYECKUM Harpys3KaMm.

[Tonyuana Tepanuto kopaapornoM 200 mr/cyT, ateHosion0M 50 MI/CyT.

[IpoBenensl oOcnenoBaHUs: CYTOUYHBIM MOHUTOpPUHT OKI, 9XO-KT,
KJIINHUYECKUI MUHUMYM.

[Tpu OxoKI" BesBIsMCH npu3Haku acummerpuudoi ['KMII ¢ obcTpykuumeit
BTJDK: yronmmenue 6a3zanpHoro u cpeanero cerMmenToB MOKII no 2,1 cm ITukoBsiid
cucroindyecku rpaaueHTt npasineHus B BTJDK B mokoe 85 mMm. pr. ctT;

IOCTAKCTpacucronnaeckuut 180 mm. pr. CT.

Ha ocHoBanuu xano0 mHalnueHTKH, aHaMHe3a, JAaHHBIX 00CIeqOoBaHUS ObLI
chopMyIUpOBaH JUArHO3: OOCTPYKTHUBHAS THUMEPTPOPUUECKas KapIAAOMHOIIATHA.
[TapokcusmanbHas ¢dopma ¢dubpmwusinuu npencepauii. Hemonnas Onokana
nepenHeld BETBU JIEBOM HOXKH Tyuyka [uca. ApuTmMoreHHO OOyCIIOBJICHHbBIC
CUHKOTIAJIbHBIE COCTOSIHMS. XpoHUYecKas cepaeunas HenocrarouHocts (XCH) 11T
dbynkuronanpHoro kiacca (PK) mo kmaccudpuxanmu NYHA.

HpOBCI[@HI/Ie BMCIIATCJIIECTBA CHI/IpTOBOfI CCITaIbHOU a6JI}II_II/II/I.
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Puc.2

1)Taitn xarerep 6Fr JL - 4.0 [IpoBenen uepe3 mpaBylo Jy4YeBYIO apTEepHIO.
[TonkiroueHo MHBA3UBHOE U3MEPEHUE aBJICHUS U3 aOPTHI.

2) lleneBas centanbHas BETBb JJIsl BBeAeHUs criupra. OaHa, quamerp 2.0 M.

3) Karerep Pig tail 5Fr. [IpoBeaen uepes yieByto JydeByto apTeputo uepe3s AO

xianad B JDK 11 KOHTpoOUIst rpaiieHTa 1aBIICHUs.
4) DnexkTpoa NpOBEAEHHBIN Yepe3 IPEMHYIO BEHY, JUUISl CTUMYJISILUU B PEKUME

VVI ¢ wacrotoii 50 1y1st ycTpaHEHUS MTOCISACTBHI BO3MOXHOW AV-010Ka b1

[lepen BMeIaTeILCTBOM C YYETOM BO3MOXKHOU He nuarHoctupoBanHot UBC

MIPOBOAUTHCST KOPOHApOTpadusi B CTAHIAPTHBIX MPOCSKIIUAX, B TOM YUCJI€ U YTOOBI
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OTPEEIUTh AHATOMHUIO CENTANIbHBIX BeTBeH. [IpOBOAMTHCS yCTaHOBKA W KOHTPOJIb
anekTpona. Takke 110 BMeIIaTeNIbCTBA MPOBOAMUTHCS WHBA3MBHOE HW3MEpPEHHUE

rpaaueHTa mexay JOK u naBineHueM B aopre.

Coronany MiEhnhENSISRhE R

Puc. 3 Jlanee BrIOMpaeTcs MakCUMaIbHO YAOOHAs MO3UIUS TSl IPOBEICHUS

kopoHapHoro 0.14 npoBoIHUKA B LIETEBYIO CENTAIbHYIO BETBb.
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Puc.4. Tlo mpoBOOHMKY B LEJIEBYIO CENTaJbHYI0 BETBb MPOBOAUTHCS U
pasyBaeTcsi COOTBETCTBEHHOTO auameTpa crienranbHbiii OTV 6amioH uMmeromuii
KaHall [Jid BBEACHUS CIUPTAa U KOHTpacTta B JajbHeWmieM. B gaHHOM ciydae

auameTp OammoHa coctaBmwi 2 MM. OdYeHb BaXHO OOECHEUUTH MOJHYIO

IrepMETUYIHOCTD IJIs1 HC ITOIIaJaHuA CIIMPTA B MHBIC YHACTKHU KOPOHAPHOI'0 pycJia.
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RETEEY
10/01/1950

Cononary DiagnosheiCannan e EREIReih
COF0 CrQ-5

24/10/2016 12:54:26

Puc.5 [lanee mocne pa3ayTus 6ajioHa MPOBOJAHUK yIAISETCS U
MIPOU3BOJAUTHCS TECTOBOE BBEICHUE KOHTPACTHOTO BEUIECTBA MO PEHTIECH U
oIHOBpeMeHHOM Jx0-KI" koHTposieM. O1leHUBAaEeTCS OTCYTCTBUE MPAMBIX
KOJUIaTepaJiel CenTaJbHOW BETBU M 30HAa KOHTPACTHOTO MATHA DX0-KT ycuiieHus B
MEPErOPOJIKE, COOTBETCTBYIOLIEH 30HE BO3AEHCTBUS CIIUPTA MPU BBEICHUU. 3aTEM

yOeIMBIINCH B 30HE BO3/IeHCTBUS, ¢ KOHTpoJjeM DKI' u mapaMeTpoB rpajgueHTa

MIPOBOJIUTHCS MeJyIeHHOE BBeaeHue 1-1.5 mu 98% cnupra.
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Or1ieHKa TpaJIueHTAa.

L ;

Puc.6.I1uxoBsiii cuctonuyeckui rpaaueHT aasnenus B BTJDK B mokoe 85 mm.

PT. CT.; OCTAKCTpacucronmnueckui 180 mm. pt. cT.

Puc.7 InBa3uBHBIN IpagueHT 10
[TrkoBBIN 95 MM.pT.CT.
Cpennuit 45 MM.pT.CT.

Puc.8 MlHBa3uBHBIN rpaueHT MOCIE
[TuxoBbrit 30 MM.pT.CT.
Cpennuii 14 MM.pT.CT. 5



Puc. 9 .ITukoBblii cuctonnyeckuii rpagueHT gasienus B BTJDK

B MoKoe 20 MM. pPT. CT.; MOCTIKCTPACUCTONNYECKHM 30 MM. PT. CT.
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3.2 Tpencraeienne o nanuente 2. (KEVIC PEIIOPT)

[Taument B. 58 net, noctynmin B B I'MIIb Ne2 13.02. 2017 rona.
[IpenbsaBisin xanoObl Ha ONBILIKY IpU (PU3HUECKON Harpy3ke U ObICTPOil Xoan0e,
Ha cepAieduenue u nepedou BpadoTe cepla, BO3HUKAIOUINE BHE3ATHO, Ha
TOJIOBHYIO OOJIb U TOJIOBOKPY>KEHHE.

[IpoBenensl oOcnmenoBaHusA: CyTOYHbIM MOHUTOpUHT OKI, 9x0KT,
KJIIMHUYECKUI MUHUMYM.

Ha DxoKTI" BeisBrsimucek npusnaku ['KMII ¢ o6ctpykmueit BTJDK: yronmenue
0a3abHOTO nmo 2,1 u cpennero cermentoB MXKII mo 1,9 cm IlukoBbiii
cucrtonuueckui rpaaueHT aasienus B BTJIDK B mokoe 50 mM. pr. cT;
IIOCTIKCTPACUCTOJIMYECKUNA 75 MM.PT.CT., AWJIAaTalus MPaBoOro IMpeAcepaus,

MuTpasibHas peryprutanus I-11 crenenu.

Ha ocHoBanuu xano0 mnaiueHTa, aHaMHe3a, JIaHHBIX O00CIeIOBaHUS ObLI
chopMylIMpOBaH JHUAarHO3: ACCUMETpPUYHas OOCTPYKTHBHas TUIEpTpoduuecKas
KapaAuoMuonarus. XpoHHUYeckas cepiaedHas HemoctarouHocTh (XCH) II

¢yHkmoHanbHoro kiacca (PK).

Ornncanue onepanuu .
ITox MecTHOM aHecTe3ueE pacTBOPOM HOBOKanHa 1% - 20 mu1. npoBeaeHa
IyHKIMS, KaTeTepu3anus paBor JIy4eBOU apTeprH, JEBOM JOKTEBOW apTEPUU

YCTaHOBJIEHBI HHTPOJBIOCCEPHI.
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Puc.10 Mecrto noctyna nydeBas aprepus. Ha cHumke BuaeH 3¢ ¢dexT cnazma

KOTOPBIH OBLI pa3pelieH BBeAeHUEM ajanarta 1 mil.

ITyHkums npaBoit sspeMHoM BeHbl o Y 3/ koHTpoJiem, KaTeTepu3aius u
YCTaHOBKa B 00JaCTh MPaBOTO KelyfAouka 31ekTpona. [Iposepka apdexruBHOCTH
B3KC (VVI 50).

Karerepusanusa AO u JDK, ¢ mpoBeneHneM MaHOMETPUH , TPAJIUEHT B
BbIBOAHOM oTAene JIK cocToBisieT B mokoe S0 MM.PT.CT.

B yctre JIKA ycranaBnauBaeTcs kakrerep 6F.
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Puc. 12. 75 % cTeHo3 B cpe/iHel TPETH MepeIHEN MEXOIKEITY104YKOBOM

apTepuu

ITpousBoaMIOCH CENEKTUBHOE KOHTpacTupoBanue LAD , B Xo/1e KOTOpOTro

BBISICHUIIOCH, YTO CCIITAJIbHBIC BETBU MPCACTABICHBI IBYMS BETBAMM 110 1,5 MM.
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Puc. 13 ITpoBOoHUK ¥ aHATOMMUSI CENTAIBHBIX BETBEH: JIBE BETBHU.

BrInonHeHa cynepcenuKTuBHAs KaTeTepu3anus | centaabHON BETBU.
[TpoBognuk 0.014, 3aBeneH B cenTanbHyo BeTBb. bamnonnsiii karetep OTW 1.5
YCTaHOBJIEH B 1 BETBb, MPOU3BOIMIACH OKKIIFO3US CENTAIbHOM BETBH 10
naBieHueM 6 armocdep. ['pagueHT naBnenuss Ha (hoHE OKKIIO3UHU B mokoe 30

MM.PT.CT.
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Puc. 14. Benenue koHTpacTa noj DXo KOHTposieM. B BeTBU pa3ayT OaioH

1,5 X 20 B xoae npoBepKHr Ha 3X0 KOHTPACT yCUJIeHHe 0a3aabHOro OT/Iesa

MeperopoJiku. BBeaeHne crupTa B CENTaJbHYIO BETBb
Brinonnena kontpactHas 9xoKI™ Muokapaa 1eBoro keiayaouka,

MOATBEpAUBINIAs 1eTeBor OacceitH. Uepes npocseT karerepa BBeneHo 1.0 mi 96%

CTHpTA.
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Puc.15.KoHTposb OKKIII03UH TTOCTIE a0JISIIIUU TIepBasi BETBb 3aKpbITa. Takke

M3MepsieM MPOBOJTHUKOM MPOTIKEHHOCTh CTEHO3a JJIsl CTEHTUPOBAHUS.
I'panuent naBnenus B BTJIK nocine abnsiuu B mokoe coctanisier 20 MM.pT.

CT, TOCTIKCTPACUCTONMYCCKUN 35 MM.pT.CT. ArnorpaduuecKuii pe3yinbprar

YHOBHGTBOPHTGHBHBIﬁ ) OCJI0KHECHUM HET, ICMOJWHaMHKa cTaOuIbHAs.
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BbIBO/IbI

D)Ilepsuunass I'KMII — HaciencTBEeHHO JAE€TEpMUHUPOBAHHAs MAaTOJIOTHS,
4acTOTa BBISIBJICHUSI KOTOPOW B MOMYJIAIMU KosiebeTces B mpenenax ot 0,02 mo 0,2
%. bonee yem B nonoBuHe ciayyaeB ' KMII MmoxeTt nporekarb 0€CCUMIITOMHO .

2)CenranbHast aOusus - MEPCHEKTUBHBIA METOJ| JIEYEHUS] OOCTPYKTHBHOM
['KMII. DO@¢ekTuBHOCT M JIETAJIBHOCTh €€ CONOCTAaBMUMa C pe3yJibTaTaMu
MHUOCENTIKTOMU MPU 3HAYUTEIILHO MEHbIIICH NHBa3UBHOCTH.

3)B nacrosimiee Bpemsi yactora ocnoxkHeHuit CCA, ocoOeHHO (aranbHBIX,
3HAQUUTEILHO CHU3WIACH BCIEACTBUE ONTHUMHU3AIUM METOJUKA U TEXHUKHU
omepanui ¥ BHEAPEHUI0 3((HEKTUBHOTO WHTPAOTIEPAIIMOHHOTO KOHTPOJS 3a
30HOM aOJISAIUU, YTO TIO3BOJIIET TOCTUTHYTh MAaKCUMAIIbHON A (PEKTUBHOCTH TPH
MUHHAMAJILHO HEOOXOIMMOM 30HE MoBpexkaeHusT Muokapaa MOKTI.

4)bonee ToyHbIE aHATOMO-(U3UOJOTUYECKHUE MPEACTABICHUS O MEXaHU3Max
OOCTPYKIIMM MOXXHO TOJYYUTh HMCHONB3ys, Hapsaay c¢ OIxoKI, apyrue
BbICOKOTOUHBbIE MeTonbl Bu3yanuzamuu: MPT, MCKT, 3D-9xoKI. B stom ™Mbl
BUJIUM pE€3€pB JIA MOBBIIIEHUS d(PPEKTUBHOCTU NUATHOCTUKH M YIYUIICHUS
nporiecca 0Toopa MarueHTOB ISl CENTATbHON a0IsAIUH.

5)[IpaBusibHBIN OTOOP MAIMEHTOB JIJIs1 AOJNSIIIUK SIBJISETCS 3aJI0TOM €€ ycIiexa,
TpeOyeT YEeTKUX KPUTEPHUEB U JIETATbHON JUArHOCTUM B KaXXJIOM KOHKPETHOM
ciaydae ooctpyktuBHOM ['KMII.

6)[Ipumenenue abusauuu 1€1€CO00pa3HO B JICYEOHBIX YUPEKICHUSX,

NMCIOIIIUX ITOCTOSTHHBIN OOJBIION  ONBIT B JICUCHHH OOJIBHBIX O6CTpYKTHBHOﬁ
['KMIL

Crnucok nuTeparypsl.
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